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YCJIOBHBIE COKPAIIIEHU A

2,3-BOT — 2,3-6ucdocdormuiepat
CO — oxwucs yrinepoza (yrapHslii ras)
dAM® — ne3okcuazieHo3uH-MOHOdOCPAT
dTM® — ne3okcuTUMUAMH-MOHOPOCHAT
dTT® — nesokcutumuauHTpUpOCchaT
dIIM® — ne3okcunuTuanH-MOHOdOCPHAT
IQ — uHTeJIeKTyalIbHBIN UHEKC
GLUT (IJIYOT) — ritoKo3Hble TPaHCIIOPTEPHI
H,BIT— IUTAPOBHOTITEPUH
H,BIT — TerparuipobuontepiH
Hb — remorno6un
HbA (adult) — remors061H B3pocioro 4enoBexa
HbA1_ — rmuKMpOBaHHBIN reMOrI06uH
HbCO — kapbokcureMorno6us
HbF — ¢deranbHblii reMOra001H
HbS — aHOMasbHBII reMOrI06uH S
HCl — consnas kucnora
Hp— ranrorio6ux
Ht — remaToxpur
K _— KoHcTaHTa Muxasnuca
MetHb — meTtremorno6un
pl (UDT) — uzoaneKTpuyueckas TOUKa
Rh — pe3syc-dakrop
SAM — S-afleHO3WJIMEeTHOHUH
SAH (SAT) — S-azieHO3UITOMOICTENH
V — cKopocCThb
V_  — MaKcuMaJbHas CKOPOCTb
A — aKTMH
AJl — aprepuanbHoOe iaByieHue
AJIT — Ba3ompeccyH (aHTUAUYpeTIYeCKU TOPMOH)
A® — apenosuHaudpocdat
A3T — a3ugoTUMUANH
AKTT — a/ipeHOKOPTUKOTPOIHbI TOPMOH
AJIK (8-AJIK) — aMuHOJIEBYIMHOBAS KUCIOTA
AJIT — anannHamMuHOTpaHcdepasa
AM® — ameHozuHMOHOpOCPAT
AIIB (HS-AIIB) — anumnepeHocsmuii 6eok
ATI® — aHrHoTeH3MHIpeBpalaOii GepMeHT
APC-a3a— amuHoauun TPHK-cuHTeTa3a
ACT — acnapraraMuHOTpaHcdepasa
AT® — anenosuntpudocdar
Anetnn-KoA — alleTMJIKO3H3UM A
A®K — akTuBHBIE GOPMBI KHUCJIOPO/A
BATI' — 6unupyOUHAUTTIOKYPOHUT
BMTI — 6uiipyOMHMOHOTTIOKYPOHU
BHTI — 60J1e3HM HaKOIJIEHUS TJIMKOTeHa
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10 Yc10BHbIE COKpaLLeHus

BO® — Genku ocTpoii pazel
BTII — 6esKu TEIJIOBOTO IIOKA
BUY — Bupyc UMMyHOZepUIINTA YeIOBeKa
BKM (MKM) — BHEKJIeTOUHbII (MeXKJIeTOUHbI) MaTPUKC COeUHUTEIbHOM TKaH!
T'AT — rIMKO3aMUHOIJIMKAHbI
T'AMK — y-amMuHOMacC/siHasA KUCJIOTa
ITT — ramma-rayraMuiTpaHcdepasa
I'I® — ryanosungudocdar
I'MI'-KoA — B-rugpoxcu-B-merunrayrapui-KoA
I'M® — ryano3uamoHodocdar
T'OT (CTOT) — chIBOpOTOYHAS TJIyTaMaT-oKcaaoaneTaT-rpaHcdepasa
I'Tl — rIMKonpoTenHsl
[TIT (CI'TIT) — cbhIBOpOYHasi IJlyTaMaT-nupyBaT-TpaHcdepasa
IT® — ryano3untpudocdar
['®PT — runokcanTuH-¢pochopubo3un-TpaHchepasa
I'DB — remarosuuedannieckuii 6apbep
JAT (OT) — auanuiarnuiepux
IOAO — nnaMHUHOKCH7a3a
OA® — nuokcuanetoHpocdar
IUT — muiioaTUpO3UH
JHK — 1e30KcuprOOHYKIIEMHOBAs KMCIOTA
JHII — ne30KCcMpHOOHYKIIEOTPOTENHBI
OO®DA — nuokcudeHunanaHuH
/KK — XypHBIe KACIOTHI
HKKT — xenyZo4HO-KUILIEYHBIN TPAKT
VM® — unosunmoHopochaT
UTO® — unosuron-1,4,5-trpudocdar
DT — nzoanekTpruyeckas TOUKa
KAT® — xapHuTuHauuiaTpancdepasa
K3I1 — KanbMOAy/IUH-3aBACUMasi NPOTEUHKHA3A
KOC — KHCIOTHO-OCHOBHOE COCTOSTHUE
KIII' — KOHeuHble IPOAYKTHI [NIMKAUPOBAHUSA
KIIZT — ko3 PUIMeHT MOIe3HOTO JeiCTBYs
KIIIT — xapboKCUMONUIIeNnTHAa3a
KT - keroHOBbIE Te1a
K® — knaccudukanus GpepmMeHTOB
K@K — kpearnndocdokrHaza
K®C — xapbamoundocdarciunTerasa
JIAT' — naxratgerupporesasa
JIIT — NUIONPOTEUHBI
JIIIBII — nunonpoTenHsb! BbICOKOH MIJIOTHOCTH
JIITHII — numonpoTenHbl HU3KOW IJIOTHOCTH
JITIOHII — nunonpoTenHbl 0YeHb HU3KOM IJIOTHOCTA
JITT — nakTOTPONHBINA FOPMOH (IPOIAKTHH)
JIXAT — nenutuH-Xx0JecTepuH-auuiaTpancdepasa
M — mMuosun
MAT (MI') — MOHOAUMITIULIEPUH
MAO — MOHOaMMHOKCH[A3a
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YcnoBHble cokpalleHus
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MUT — MOHONOATUPO3UH
MKM (BKM) — MeXKJIeTOYHbII (BHEKJIETOUHBIN) MAaTPUKC
MPHK — marpuunas PHK
MCT — MenaHOUUTCTUMYIUPYIOLIe TOPMOHBI (MeJIaHOTPOIMHBI)
HAJl — HUKOTMHAMUZIAJeHUHIVHYKJICOTH]
HAI® — HUKOTHHAMUaleHUMIUHYKIIeoTradpochar
HM® — nykneosuamonodocdar
HCB — Heitpocnerupudeckue 6enku
HT® — nyxneosuarpudocdar
H® — HelipopusuHbl
OM® — opotuauH-5"-MoHodocdar
ITAO — nmonmaMMHOOKCHZA3a
[1BT — noppobunuHoren
[IBK — nupoBHMHOrpaziHas KUCJI0Ta
IIT" — npoTeorIMKaHEI
IMAT — nupyBaTAeruaporeHasHblii KOMIUIEKC
ITOJI — mepexkucHOe OKUCJIeHNe JINITNZI0B
II1B — mo4eyHsIi IOPOTr BbIBEACHUA
npoKIIII A u B — npokapbokcumnonunentiaassl A u B
[ITTT — nepopaybHBIA TECT HA TOJIEPAHTHOCTD K IJIIOK03€
II® — nupunokcanbpocdar
II®II — nenTo30dpocdaTHbINA MyTh
[IPII (TIPIT) — neHTo3opocdaTHBIN UK (MyTh) paciaza riIoK03bI
[TIIP — nonuMepasHO-LeNHas peaKus
PHK — pubGoHyK/IenHOBast KUCJIOTa
PHIT — pubOHYKJIeOPOTEUHBI
pPHK — pubocomanbueie PHK
PCB — peTrHOJI-CBSA3bIBAIONINI GEJI0K
P5C — perukynosszioTenuanbHasa CUCTeMa
CI'TI — cOOCTBEHHO ITIMKOIPOTENHBI
CJI, — caxapHbIii 1uaber
CXK — cB0o6GOIHbIE XKUPHbBIE KACTOTBI
CK® — ckopocTb K1yO04KOBOIA QUIBTPALIIN
CP — capkoIruia3aMaTu4ecKuil peTUKyaym
CTT — coMaTOTpONHbIV TOPMOH
T, — TpuitogTUPOHUH
T, — TeTpaiiOATUPOHMH (TUPOKCHH)
TAT (TT) — Tpuanuirivlepux
TTOK — rerparuapodonueBas KUcjaoTa
TE — TUTpalMOHHBIE eVHULIbI]
TM — TponoMHO3UH
TM® — tumuanaMonodocat
TH — TPOIIOHUH
TI® (TAD) — Tuamuunupodocdar (tTnamuuaupocdar)
TPHK — tpancnoprasie PHK
TTT — TUpeoTpONHbIIA FOPMOH
TT® — Tuamuntpudocdat
YI® — ypunuagudocdat

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com

12 Yc10BHbIE COKpaLLeHus

YOOTK — ypunnaandocpornoKypoHoBas KUCIOTa
YM® — ypunun-5’-moHodocdar
YT® — ypununrpudpocdat
Y®O — ynbTpaduoneToBoe 00IydeHIe
DAl — dpnaBrHAIEHUHAVHYKIIEOTH]L
DADC — docdoaneHozundpochocynbdpar
®TA — docdormmieprHOBbIi anbaerus (rauuepanbaerus-3-docdar)
®EII (PEIIBK) — docdoeHONHPOBUHOTPAIHASA KUCTIOTA
@JI — pochonunuzst
®MH — ¢$1aBUHMOHOHYKJIEOTUTL
®@u (P,) — dpocdar Heopranuyeckuii
@®PH — ¢axTop pocra HEPBOB
®PII® — dpocdopubosmnmupopocdar
®CT — $oMKYIOCTUMYIUPYIOMUI TOPMOH
OOK — pochodpykToknHaza
®®n (PP,) — nupodocdar
®X — docaruaunxonuu
XM — XWJIIOMUKPOHBI
XC — xonecrepuH (o)
XT — XMMOTpPUIICUHOTeH
X0 — xonuH3CTEpasa
HAM® — nukanyecKuit afeHo3uHMOHOpOoCchaT
1I'M® — nukiauveckuii ryaHo3uHMOHOpochar
IA® — nuruauuaaudocdar
IM® — nuruauamMonodocdar
I[THC — ueHTpasbHas HepBHAA CACTEMA
LIIID — uenb epeHoca 3J1eKTPOHOB
ITK — 1y TpukapOoHOBBIX KUCIOT (LUK Kpebcea)
LUT® — nuruaunaTpudocdar
OIYK — maBeneBoyKCcOCHasA KUCIOTa
BIIC (BIIP) — aHponIa3MaTryeckas ceTb (3HAOMIa3MaTUUeCKUN PETUKYIYM)
SAM — S-afieHO3UIMETHOHUH
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BBEJIEHUE

JlaHHbI y4eOHKK PeZICTaBIsieT OCHOBHbBIE KOHIIEMIINK OUOJIOTUIeCKON XMMUH JIJISt
CTYZIeHTOB, aCIIUPAHTOB, Bpaueii pa3NyHbIX Crielraau3anuii. Bo3aMoXHOCTD ocyIiect-
BEHUS [JaHHO# 33/1a4M OCHOBAHA Ha MHOTOJIETHEM OIIbITe TIPeNo/iaBaHusI ITON AUCIH-
TJIMHBI KOJUIEKTUBOM TIperoziaBaresieii kagenpbl 6uosorndeckoit xumun CaHkT-ITe-
TepOYPrcKOro rocyAapCTBEHHOTO IeMaTPUYecKoro yHuBepcutera. Ha mepBoe mecTo
TPU U3JIOKEHUH OBIIMX TOHATHI GMOXMMUK OblIa MOCTaBJIeHa [1eJib — AOCTYIHOCTh
B YCBOEHHMHU OCHOBHBIX OMOXMMHUYECKHX IIPOLIECCOB ¥ OOXUMUYECKOI TePMUHOIOTHH.
B cBfI3U € 3TUM TeKCT y4eOHHKA MpesCTaBlieH B HanboJiee MOHATHOM [UISi YCBOEHUS
MaTepuana ¢popme. KpoMe TOro, pakTU4ecKy B KaXKAOM pasjziesie yueOHMKA [TOKa3aHa
CBSI3b OMOXUMUM C MEZUIMHOM. B GOJIbIIMHCTBE pa3/iesioB faHbI OMKcaHus 3a60JeBa-
HUI1, BO3HUKAIOIINX B CBSI3U C HAPYIIeHHeM MeTaboM3Ma.

OTIMYUTENTLHON YepToil yueOHKMKA SBJISIETCS] BO3PACTHOM acmeKT. IIpescTaByieHbl
HOpPMAaTHBHbIe GMOXMMUYECKUe TT0Ka3aTesy, Haubosee 4acTo MCIONb3yeMble B /jhar-
HOCTHKe 3a00JIeBaHMI KaK y B3POCIbIX JIMII, TAaK 1 y IeTeil ¢ MOMEHTa POXXIEHUs U JI0
JOCTIXEHHS COBEPIIEHHOJIETHSL.

[Tonpo6HO M3naraercs rereporeHHas cucremMa remorio6usa. Ero crpykrypa, GyHk-
UM, CMEHa TUIIOB reMOro6MHA B OHTOreHe3e. OmucaHbl 3a00yieBaHMsA, CBSI3aHHBIE
C HapyIIeHNeM CTPYKTYpbl reMOrjo6MHa — reMorsiobuHonatiuu. [10CTTpaHCISIUOH-
Hble MofUKaLy GelKOB NMOKa3aHbl Ha NpUMepe TNIMKUPOBAHHBIX IeMOTTI0OUHOB,
onpezieieHre KOTOPBIX B)KHO B IMarHOCTHKE He TOJIbKO CaXapHOTo AuabeTa, HO U Ipy-
TUX 3a00JIeBaHMUI.

B yueOHUKe [aHbI TIPUHSATHIE B OMOXUMUH YCJIOBHBIE COKpaineHusi (aGOpeBHaTy-
pbl). B mpuiokeHu¥ MpesioXKeHbl CUTyallMOHHbIE 3afadi. VI3/0KeHHbI MaTepHa
COOTBETCTBYeT (eZiepaybHbIM rOCyAapCTBEHHBIM 06pa30BaTeIbHBIM CTaHAApTaM OUO-
xumun OTOC BO.
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Pa3ioen 1

CTPYKTYPA, CBOMNICTBA AMUHOKHUCJIOT
M BEJIKOB

AMMHOKHC/IOTHI

AMMHOKMCIIOTBI — 3TO OpPraHUYeCKre COeINHEeHN, CoJieprKallyie B CBOeM COCTaBe
OJJHOBPEMEHHO KUCJIOTHYIO ¥ aMAHOTPYIIIIBL.

IIpoTerHOreHHbIe aMHUHOKHMCJIOTBI — 3TO dMUHOKUCJIOTBI, KOTOpPble KOAUPY-
IOTCS TeHeTUYeCKUM KOJIOM U BKJIFOYArOTCs B GeJIKY B Ipoliecce UX cuHTe3a. [1o xumu-
YeCKOMY CTPOEHUI0 BCE IPOTEMHOreHHbIe aMUHOKUCJIOTHI ABJIAKTCA IPOU3BOAHBIMA
KapOOHOBBIX KUCJIOT, B KOTOPbIX C*-aTOM BOJIOPOZIa 3aMellleH Ha aMUHOTPYIIITY.

Bce mHOr006pasue 6e1K0B MOCTPOeHo 13 20 MPOTeMHOTEHHBIX AMUHOKHUCIIOT.

ITpoTerHOTeHHbIE AMHHOKUCJIOTHI Y3HAIOTCA chenuduieckumyu (pepMeHTaMyd —
aMUHOANMI-TpaHcopTHhIMU PHK -ciHTeTa3aMu, MMeomuMu abCcoIOTHYIO CyOCTpaT-
HYIO CTIe[GIIHOCTD 110 OTHOIIEHUIO K IBYM CyOCcTpaTaM (aMHUHOKHCIIOTe M TPAHCIIOPT-
HOI1 pUOOHYKJIEMHOBO# KUCJIOTE C aHTUKOZOHOM). YHUBEPCAaIbHBIM reHeTU4eCKIM KO-
ZIOM KOAUPYIOTCA 20 aMUHOKUCIIOT.

(I)YHKHHH AMHHOKHC/IOT

1. SIBNSATOTCS MOHOMEpAMH IS CUHTe3a OeJIKOB.

2. Cyxat JOHOpPAaMH a30Ta [JIs CHHTe3a BCeX a30TCO/iepKalliX HeOelIKOBBIX CO-
eZIMHEHWH, B TOM YKCJIe HyKJIEOTH/OB, reMa, KpeaTnHa, OMOreHHbIX aMUHOB, XOJIMHA
U 7Ip.

3. ABnAI0TCA NIPAKTAYECKN eINHCTBEHHBIM UCTOYHUKOM Cephbl, UCIIOJIb3YeMOU [JIs
CHHTe3a BCeX CepocoZiepKalliX COeIMHEeHNH: TJIMKOIUINUIOB, TIMKOIIPOTEeNHOB, $oc-
poanenosundpocdocynbpara (PADPC) — akTHBHOI GOPMBI CEPHOM KHCIOTHI, HE0OXO-
AUMOY 17151 06€3BpeXUBAHMSA TOKCUYHBIX POAYKTOB U KCEHOOMOTUKOB B II€UEHH.

4. VIcnionb3y10TCA U1 CUHTe3a yIJIeBOZIOB U JIMIIU/IOB.

5. BBINONHSAIOT 3HepreTiyeckyo ¢yHkuuio. IIpu katabonr3Me aMUHOKUCIOT OC-
BobOOXXzaercs1 16,8 kJIK/3Hepruu, Kak U U OKUCJIEHUH ITI0KO3BI, YTO 0becrednBaeT
10 % cyTO4YHO¥ MOTPEOHOCTU B SHEPTHH.

6. OTnebHbIE aMUHOKHUCIIOTHI BBITIONHSIOT crierdudeckue GpyHkiwu (Tadi. 1).

Tabnuya 1
Cnenuduyeckue QYHKIUH OTAEIbHbBIX AMUHOKHCIIOT
AMUHOKHCJIOTA buonornyeckas poab
Inmunua Henpomennarop, 0Ka3blBaeT TOPMO3AlLee 1eMCTBIe HAa HeMPOHbI
Iucrens AnTtrokcunaHt. [IpesmecTBeHHIK IIyTaTHOHA. [IpH OKUCIeHNH
06pasyer LUCTUH, AUCYIbOUAHBIE MOCTUKH, CTaBHIN3UPYIOIIIe
TPETUYHYIO CTPYKTYPY GelTKOB
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Oxonzanue mabn. 1

AMUHOKHUCIOTA Buonoruyeckas poab

MeTHOHMH JIOHOP MeTUJIbHBIX IPYII IIPY CUHTe3e aipeHajvHa, X0JIMHA, KpeaTuHa
u Jip. SIBJIseTCA TUIOTPOIHBIM GaKTOPOM

DennnanaHuH IIpenmecTBeHHUK TUPO3VHA, OMOreHHOr0 aMUHA QpeHMIITHIIAMUHA

Tupo3ux I[IpenmecrBeHHUK qroKcupennnananuna (JODPA), kaTexoIaMUHOB
(nodamuna, afpeHanuHa, HOpaipeHaIMHa), TUPEOUAHBIX TOPMOHOB
(TMpOHUHOB), MeJlaHUHA

Tpunrodan [IpeniecTBeHHUK TPUNITAMKUHA, CEPOTOHUHA, MeJIaATOHMHA, KOQaKTopa
HUKOTHHaMUaneHUHAHyKeotuna (HALLY)

JIu3ux IIpenmecTBeHHUK KapHUTHHA

ApruHuH IIpenmecTBeHHUK OKCUZA a30Ta, KpeaTHHA

Tuctuaux ITpenuiecTBeHHUK rMCTAMUHA

AcnaparuHoBast | HeiipoMennaTop 1ieHTpaJbHON HEPBHOI cucTeMbl. MeTabonut

KHCJIOTa OPHUTHHOBOTO IIMKJIa, METAOOJIUT LIUKJIA TPUKAPOOHOBBIX KUCIIOT

Acnaparux Cunre3 N-CBA3aHHBIX [NIMKOIIPOTEUIOB

IyramuHOBas Bo3s6ysxnatomuii HeiipoMesuatop. IIpesecTBeHHUK Y-aMIHOMACIISTHON

Kucmora kucnorsl (TAMK), Topmossmero Mmeauaropa

IiyTamun TpaHcropTHasA HeTOKCUYHAsA popMa aMMUaKa

KpoMe NpOTENHOTEHHBIX AMUHOKHCJIOT BaXKHYI0 POJIb B OOMeHe BeIlecTB MWr-
paloT U HEKOTOpble HeNpOTeMHOTeHHble aMMHOKHMCJIOTHI, HalpuMep OpPHUTUH (O,
d-AaMIHOBaJIePHAHOBAs KUCIIOTA) U LIUTPYIUIHH (0.-aMUHO-O-KapOaMUI0BaIlepuaHOBast
KUCJIOTA), IPYHYMAIOIIMe yYacTHe B LIMKJIe CUHTe3a MOUeBUHBI; Y-aMUHOMACIITHAS KUAC-
JIoTa — TPOAYKT O.-7IeKapOOKCUIMPOBAHHS ITTyTAMUHOBOM KUCIOThI, TOPMO3HOIA HE#po-
MeauaTop, B KauecTBe papMaKoJIOrNIecKOro IpernapaTa UCIOJIb3YIOMUIACS IPH JIeYeHUN
SIUJIENCUMY; -allaHUH — CTPYKTYPHBIM KOMIIOHEHT Ba)KHOTO KOGAaKTOpa peakiuii auu-
smpoBanua HS-ko3H3uMa A.

H OMEeHKnamypa amunHOKucion

[7151 Ha3BaHNI AMUHOKUCIIOT HCIIOJIB3YIOT 3 THIIA HOMEHKJIATYPbl — TPUBUAJIBHYIO,
pallMOHAJIbHYIO U cUcTeMaTudecKyto HoMeHKIaTypy [IUPAC (Tabu. 2).

TpuBHanbHbIe Ha3BaHUA [IPOU30IUIY B OCHOBHOM OT UCXO/HBIX MaTepHuasoB, U3
KOTOPBIX OHU ObLIH BIIepPBbIE BbIZleJIeHbl; HATIPUMeD, acnaparuH (OT Jat. asparagus —
crapika), IJIyTaMMH U ITyTaMHUHOBasg Kuciora (oT HeM. das gluten — kieiikoBuHa),
cepuH (OT rped. seros — IIeJKOBUYHbBIH YepBb, U3 LIesKa). JIpyrue Ha3BaHUs CBA3AHBI
C MeTOZIaMH BbiJie/ieHHs:: TPUNTodaH BbiZieJIeH MPY paciieluieHn Geika TPUICHHOM,
apruHuH (OT JaT. argentum — cepe6po) BriepBble ObLT MOJy4YeH B BUzie CepeOpsHOi
COJINL.

Ha3BaHus aMUHOKHCJIOT 110 PaliOHAIbHOM HOMEHKJIAType II0Jy4aloT, 106aB-
JIsIst IPUCTaBKy aMUHO- K TPMBUAJIbHOMY Ha3BaHUIO KapOOHOBOI KUCJIOTHI C YKa3aHU-
eM TI0JIOXKeHHsI aMUHOTPYIIIBI TI0 OTHOLIEHUI0 K KapOOKCHJIbHOM IpedecKoit OGYKBOi
(o, B, v, 8). BONBIIMHCTBO NPOTEMHOTeHHBIX aMUHOKUCIIOT ABJIAIOTCSA NPOU3BOAHBIMU
KOPOTKOIIEMIOUeYHbIX HACKIIEHHBIX KapOOHOBBIX KucaoT C2—C6.
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Ho TpuBMasbHble Ha3BaHUSA aMUHOKHUCIIOT He JAIOT NPeZACTaBJIeHUS O CTPOeHUU
KapOOHOBOI KUCJIOTHI ¥ PafiiKaa, UX He0OXO/[MIMO 3HaTb.

CucremaTnyeckass HomeHknarypa IUPAC npeznosnaraer OZHO3Ha4YHOE COOT-
BeTCTBUE HAa3BaHUA CTPYKType coefiuHeHUA. Ha3BaHUA aMMHOKUCIIOT NPOU3BOJAT U3
Ha3BaHUA KUCJIOThI C IPUCTaBKON aMUHO-; MOJIOXKeHHe aMHHOTPYIIbI YKa3bIBaeTcs
U poii.

YT006BI 1aTh CHCTeMaTHYecKre Ha3BaHWUA aMUHOKHCIOTAaM, HEOOXOAUMO BBINOJ-
HUTb CJIeflyIolee:

1. HaiiTy rnaBHy!O yIyIepoAHYIO LIellb — 3TO caMas JJIMHHAsA L1ellb aTOMOB yIJIepo/a,
BKJIIOYAIOIIAs aTOM YIJiepo/ia KapOOHUIBLHOM IPYIIIIEL

2. IIpoHyMepoBaTh aTOMbI yIJIepo/ia B IJIaBHOM Iieny, Ha4KWHAsA € aToMa yriepoja
KapOOKCUIIbHO# TPYIIIIBL.

3. Yka3aTb HOMep aToMa yIiepozia B IJIABHOM IIeNH, COeJUHEHHOTO CO BTOPOii 0051~
3arebHON QYHKIMOHAJIBHOW I'PYIIION — aMUHOTPYIIIION, U Ha3BaTh ee.

4. Ecniu UMeroTcA Apyrue 3aMeCcTUTeNN, TO yKa3aTb HOMep aToMa yriiepoja B IJ1aB-
HOH Ileny, y KOTOPOTo eCTh 3aMeCTUTeNb, U IaTh Ha3BaHUe 3aMecTuTento. Eciu 3ame-
CTHUTeJIell HeCKOJIbKO, PACHIOJIOKUTh UX 10 ajndasurty. Ilepes Ha3BaHUEM OJIMHAKOBBIX
3aMeCTHUTeNlel yKa3aTb HOMep aToMa YIJepoJa, C KOTOPbIM OHM CBS3aHbl, UCIOJb3Ys
YMHO>XaoIliie IPUCTaBKHU (IU-, TPU-).

5. B KOHIle Ha3BaHUs 100AaBUTh CYPOUKC «-0Basi» U CJIOBO <KUCIIOTA».

O0o3HaYeHHUs] AMHHOKHMCIOT. IIpOTeMHOreHHble aMHMHOKHUCIOTHI HMEOT
TpexOyKBeHHOe U OHOOYKBeHHOe 0003Ha4YeHHe Ha JIATHHULE. B pyccKOA3BIYHOI -
TepaType UCIIONb3YIOT ¥ TpeXOyKBeHHbIe 0603HaYeHNs1 B Kupuuiuile. OIHOOYKBEHHbIE
0003Ha4YeHUs] UCIOJBb3YIOT HCKJIIOUUTENLHO JUIS HANMCAHUA TOCIe[0BAaTeNlbHOCTeN
AMHHOKUCJIOT, ENTH/OB 1 OeJKOB.

Ocoo6ennocmu cmpoenusl nPpoOmeuUH0O2EHHbLX AMUHOKUCTIOM

1. TIpOoTeMHOreHHBIMU AMUHOKUCJIOTAMU SBJIAIOTCA TOJBKO O-aMUHOKHCJIOTHI
(puc. 1).

OL-yTJIEPOIHBIN aTOM

Pagukan — R-CH-COOH < o-kap6oKcuibHast TpyIina
|

NH,
0.-aMHUHOTpyINna

Puc. 1. CtpoeHne 0.-aMIHOKUCIIOTHI

DparMeHT 5TOM CTPYKTYPBI, coiepxauuii C_-yriepoaHblii aToM, CBSI3aHHbIH ¢ aMu-
HO- Y KapOOKCHJIbHO# IPYNIaMy, SIBJII€TCS OAWHAKOBBIM Il BCEX ITPOTEMHOTeHHbIX
aMMHOKMCIIOT, KpoMe nponvHa. Pagukasn (R) — 3aMecTuTesns 0JHOTO aTOMa BOZOPO/a
y C_-yr/Iepo/IHOTO aToMa — fABJIAETCA aOCOMOTHO MHAUBHUYATbHBIM 71 KaX/I0H aMu-
HOKUCJIOTB.

2. Bce mnpoTeMHOTeHHble aMHUHOKMUCJIOTBI OTHOCATCA K L-pany, To ecTb
0-aMUHOTpPYIIIA PaclosioxKeHa cjaeBa OT xupanbHoro aroma C* (puc. 2).

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com

20 Paspen 1. CTpykTypa, cBOKcTBa aMUHOKMNC/IOT 1 6EeJIKOB
(IIOOH CIIOOH
HO—(II*—H H2N—(II*—H
CH,OH R
L-rnunepruHOBBIA L-o-amMuHOKHCII0TA
aJlbJerus

Puc. 2. Crpoenue L-0-aMUHOKUCIIOTBI

O6ugue XumuueckKkue ceoicmaa AMuHOKUCI0n

1. Kuc0THO-0CHOBHBIE CBOVICTBA.

2. Obpa3oBaHue MENTUIHON CBS3M.

3. Peakiuy aMMHOKUCIIOT, XapaKTePHbIE AT oi-KapOOKCUIIbHOM IPYIITBL.

4. Peakuuy aMMHOKHUCJIOT, XapaKTepHBbIe IS 0.-aMAHOTPYIIIIBL

KHCIOTHO-OCHOBHbIE CBOWMCTBA aMHUHOKHUCIOT. AMHMHOKHUCIOTHI SIBJISIOTCS
aM$OoTepHBIMH COeIMHEHUSAMY, TO €CTh BCTYNAIOT B PEAKLUIO U C KHCJIOTOM 1 €O Ie-
JI0YbIO, YTO OOYCIOBJIEHO HAJIMYMEM B COCTABE MOJIEKYJIbI ONHOBPEMEHHO KMCJIOTHOM
(—~COOH) un ocuoHO# (~NH,) rpyni. B KpucTaaim4eckoM COCTOSHUM OHU CYLIECTBY-
IOT B BHJIe BHYTPEHHHUX COJIeil (OUIOAPHBIX HOHOB, LBUTTEP-MOHOB), 06Pa3y0IINXCS
B pe3yJIbTaTe BHYTPUMOJIEKY/ISIPHOTO MepPeHoca MPOTOHA OT KMCJIOTHON KapOOKCHIIb-
HOH IpymIIbl K OCHOBHOM aMUHOrpyImne (puc. 3).

+
HZN—CIIH—COOH = H3N—CIIH—COO_

R R
OUIIOJISIPHBIN HOH

Puc. 3. O6pa3oBanue GUMONTPHOTO HOHA

VoHHOe cTpoeHNre aMUHOKHUCIIOT TIOATBepxkaaeTcsl ux GU3nIecKUMU CBOMCTBaAMU.
AMVHOKUCIIOTBI — HeJleTy4yue KpHCTajlaudecKre BellleCTBa C BBICOKUMHU TeMIepary-
pamu nnaBieHus. OHU HepacTBOPUMBI B HEMOJIAPHBIX OPraHUYeCKUX PaCTBOPUTENIAX
Y PacTBOPUMEI B BOJIE.

B BOZHOM pacTBOpe 0-aMMHOKKCJIOTA CYILIECTBYET B BUJie PABHOBECHOI cMecu 6u-
TIOJIIPHOTO MOHA, KATUOHHOW Y aHUOHHOU GOPM MOJIEKYJIbI (puc. 4).

-H* -H*
+ +
HSN—(IJH—COOH HSN—?H—COO_ HZN—(I:H—COO_
+ +
R +H +H R
KaTHOH PKa,  Gumonapmmii  PKa, AHUOH
pH<<7 HOH pH>>7

Puc. 4. O6pa3oBaHue KATHOHHO U aHUOHHOHN (pOPM aMUHOKHCIIOTEI

ITo Teopny KUCIIOT ¥ OCHOBaHUI BpeHcTesa, KUCIOTaMU ABJAIOTCA BCe BeleCTBa,
CIIocOOHBIE OT/IATh MPOTOH, 8 OCHOBAaHUSIMU — BCe Te, KOTOPbIe CTIOCOOHBI ero CBs3aTh.
B BogHOoM pactBope COOH-rpynmna nposiBisieT CBOMCTBA KUCJIOTbI, ABJIAACH JOHOPOM
IPOTOHA U ITpeBpallaeTcs B conpskeHHoe ocHoBaHUe -COO"(akienTop NpoToHa).
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(DyHKLH/IM aMWHOKNCJ1IOT

R-COOH « R-COO~+ H*

(xucnora, (ocHOBaHUe,
TIOHOP aKIIeNTo

IIPOTOHA) IPOTOHA

AMUHOTrpyIINa IposBJsAeT CBONCTBA OCHOBAHUS, aKILIeNTHPYeT IPOTOH U IIpeBpalia-

eTCs B CONPSDKeHHYI0 Kucaory NH;
R-NH, + H" <> R-NH;,
(ocHOBaHmMe,  (KHCJIOTa,
aKLenTop AOHOD
NPOTOHA) NPOTOHA)
M3006pakeHne oi-aMUHOKHUCIIOT B HEMIOHM30BaHHOM BH/JIe UCIIOJIb3YeTCs UCKITIOYU-

TeJIbHO J1JIA YI[O6CTB3 VX HAIlMCaHWA U HE COOTBETCTBYET peaibHOMY COCTOAHUIO aMU-

HOKHCJIOT B PacTBOpAx.

ITonoxxeHue paBHOBecHs onpeziesisieT pH cpeznbl. OOIIMM /171 BCEX O-aMUHOKHUCIIOT
sIBJIsIeTCS MpeobJiajaHie KATHOHHBIX GOPM B cuIbHOKKCIIO# cpezie (pH = 1—2) u aHu-

OHHBIX — B CWJIbHOLIeNIOUHOH cpezie (pH = 13—14).
CooTHoLIeHue pa3IU4YHbIX GOpPM i-aMUHOKHUCJIOT B BOZHOM PacTBOpe IpU OIpe-

NleJIeHHbIX 3Ha4eHUAX pH 3aBUCUT OT CTpoeHMA pajuKaia, Halu4us B HeM JIOIOJHU-

TeJIbHBIX QYHKI[MOHAbHBIX IPYIII, 00JIaJa0IMX OCHOBHBIMHU MJIA KUCTIOTHBIME CBOMA-

CTBaMU.
ITpu ompeneneHHOM 3HaYeHUH pH, MHAWBUAyaNbHOM IS KaXON KUCIOTBI, OHA
CyLeCTByeT IPerMYIeCTBeHHO B BU/ie OUIIOJISIPHOTO MOHA. DTO 3HaYeHre pH Ha3bIBa-

10T U303JIeKTPUYecKor Touko# (pl unu 1BDT)
B DT aMMHOKKCIIOTA He MMeeT CyMMapHOro 3apsza, He IepeJBUraeTcsa B dJIeK-

TPUYECKOM IOJIe.
HeiiTpaspHble aMUHOKHUCTIOTBI He COZIePXKaT B pafiuKaie AOMOJHUTeIbHbIX KUCIIOT-
HBIX WJIM OCHOBHBIX IIEHTPOB, CIIOCOOHBIX K MOHU3AIIMK B BOJHOU cpezie (pHC. 5).

-H*
H,N-CH-C00"

+ -H* +
H,N-CH-COOH HN-CH-COO™ ==
+ +
CH, +H CH, W CH,
KaTHOH pKa,=2.34 OUNOAPHBIIT pKa,=9.6 aHUOH
HOH pH>>7

pH<<7
Puc. 5. BunonspHbIil MOH alaHuHA
V3037ekTpuyecKas TOUKa y HeTpaJibHbIX aMUHOKHCIIOT JIEKUT B MHTepBaje 5,5—6,3.
OCHOBHBIE aMUHOKUCJIOTBI JIN3UH, TUCTUAVH Y aPTMHUH COZIEPXKAT B PafiuKae [10-
IIOJIHUTEJIBHYI0 OCHOBHYIO TPYIIY, aMAHOTPYIILY, UMUJA30JIbHYIO0 U I'YaHUIVHOBYIO
TPYIIIY COOTBETCTBEHHO. VI3031eKTpryecKas TOUKa 3TUX aMHUHOKKCIIOT JIEKUT B 06:1a-

cru pH BoIe 7.

Kuciple aMUHOKHUCIIOTBI acliapariHoOBas M IJlyTaMHUHOBAasl COZEpXaT B pajuKaie
JIOTIOJIHUTENBbHYI0 KapOOKCHIIBbHYIO Ipymny. V3031eKTpruyecKast TOUKa 3TUX aMUHOKHU-
CTIOT JIeXUT B 0671acTy pH 3HaUMTeNBbHO HIDKeE 7.

OOpa3oBaHHe NMENTHAHOH CBA3HM. AMHHOIpYyIINAa MOXeT B3aUMOZeNCTBOBAThH
¢ KapOOKCHIIbHOM TPYIITON ¢ 0Opa3oBaHreM aMU/0B. I10 CBOei XMMUUEeCKO# mprpoe
HeNTUHAA CBA3b — 9TO aMuHas cBA3b. C-N cBA3b B aMu/laX MMeeT YaCTUYHO /BO¥-
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HOW XapakKTep 3a CYeT B3auMO/eCTBYA HellOZleJIeHHOM 3JIeKTPOHHOM Iaphl a30Ta C Ba-
KaHTHOU 2p-0pOHUTabio KaPOOHUIILHOM IPYIIITHI.

I[1py MOCTPOEHNH MeNTU/I0B HEOOXOJMMO YIUTHIBATh:

1. IlenTuzHas cBsi3b 06pa3yeTcst TOJIBLKO O-aMUHO- U 0.-KapOOKCHIbHBIMHU IPYTIIa-
MU aMUHOKHCIIOT (3 MCKJIIOUEHNEeM TIyTaTHOHA).

2. Kaxxzplii nentuz uMeeT N-KOHell (COZePXUT CBOOOAHYI0 aMuHOrpymy) u C-Ko-
Hell (coziepXKUT CBOOOHYI0 KapOOKCHIIBHYIO IPYIINY).

3. HanucaHve 1 HAaMMEHOBaHMe NeNTU/I0B HaurHaeTcs ¢ N-KOoHIa.

4. TIpy HaMMEHOBAHUM TeNTHZA €r0 PaCCMATPUBAIOT KaK MPOU3BOAHOe C-KOHIle-
BOTO OCTaTKa. B Ha3BaHMAX MENTHUIOB BCe BXO/SIIME B HETO aMUHOKHMCIIOTHI IPUOOpe-
TAaIOT OKOHYaHUe «-un», KpoMe C-KoHIeBOW. Hanpumep, acnapTUI-TM3UII-IUCTEHH

(puc. 6).

Henmﬂuue CBA3H

O O
o
HN CHC5H+HJFN CHC OH + HN CH COOH—)»HN CH CN—CH C NCH COOH

Cle H(CH2)4 HCH (CH) H CH
| |
COOH
COOH NH, SH H
AcniapruHoBast JTu3uH ITucrenn TpunenTua: acnapTUI-MTU3UI-UCTeHH

KHCIOTa

Puc. 6. O6pa3oBaHue MenTUAHOM CBA3U

PeaKyyi aMHHOKHUCJIOT, XapaKTepHbIe [J151 (-KapOOKCHIIbHOM IPyNNbL:
1. Peaxuus stepudukanuu (06pazoBaHue CI0KHBIX 3PUPOB)

0 0
i HC i
H,N-CH-C-OH + HO-CH, —> 4 HN-CH-C-0-CH+H,0

R R
CJIOKHBIN 3dup

2. Peaknus iekapOOKCATNPOBAHMS

0
I Ba(OH),
H,N- CH C-OH ——= H,N-CH, + CO,
R e R

dMUH
Peaknyy aMMHOKHCJIOT, XapaKTepHbIe ISl 0:-aMUHOrPyNIIbI:
1. Peaxuus ¢ yriekucuaoTon

KapOaHruapasa
C0,+H,0 T 1 o,

-H,0
RfCch00H—>R—ICH—COOH
|
N-H+HO-C-OH II\T—CHJ—OH

| I
H 0] H O

KapbaMUHOKHCIIOTA

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
DYHKLUMM aMUHOKNCIIOT 23

I[IpucoeaMHeHNe YIIEKUCIOrO ra3a K MOJieKyJie TeMOrobrHa MpUBOAUT K 06pa3o-
BaHMIO KapOreMorao61Ha i KapbaMUHOTeMOTI0OnHa.
2. Peaknusi ¢ popMasbIeruiomM

~H,0
R*(EH*COOH—»R—(IIH—COOH

N-H + O0—-C-H II\F(I:_H
| |
H H H H
Ocnoganve Mudda
(kapGUHOTaMH)

3. Peak1ius ¢ a30THUCTOM KMCJIOTOM

R-CH-COOH ——~ > R-CH-COOH
| -HO |
N-H + O—N-OH 2
II‘I OKCHKHCJIOTA

4. Peakust ¢ iuHUTPOTOPOEH30JI0M

0
N-F H N NH—CH—C—OH
( + H,N—CH—C—OH— ( |
O,N ‘ 0,N R + HF
R
5. Peak1us ¢ HHHI'UAPHUHOM
i i
R-CH-COOH + ®8E_>R—Ic ~0+CO,+NH, + CQ{;H
|
NH, | H |
0 0

0 0 T 7
OH HO
+NH, + —_— =N- +3H,0
n HO A [ Hy
(0] 9) (0] 0

CuHe-(10JIeTOBBII KOMILIEKC

C mepeousomepPpust AMUHOKUCION

Bce mpoTenHOreHHble aMUHOKUCIIOTBI, KpOMe IJIMIMHA, copepxar npu Co-yrie-
ponHoM aToMme 4 pasnnuHbix 3amecrurens (—H, ~-COOH, —NH,, —R) u noaromy sBis-
I0TCS1 aCMMMeTPUYHBIMU. B 3aBUCMMOCTH OT B3aMMHOTO PACIOJIOXKeHUs 4 3aMeCcTUTe-
JIeil OHU MOTYT CYIeCTBOBATh B BHJIe Maphl CTEPEOU30MEPOB, TIPe/CTaBIIAIMNX COO0M
3epKajibHble OTpa)kKeHUs JAPYr Jpyra, He COBMellaeMble B IIPOCTPAHCTBe (CM. pUC. 2).
Kraccuueckoit wimocTpanyei Takux CTepeou3soMepOB MOTYT CIY)KUTb JIaZloHH, AMe-
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I0IIe OZIMHAKOBYIO CTPYKTYDY, HO Pa3/IMYHYI0 IIPOCTPAHCTBEHHYIO OpreHTanuo. OHN
OTJIMYAIOTCA APYT OT APYyra, KaKk MpeAMeT OT CBOEro 3epKajJbHOr0 OTpakeHusd. Takue
COoeZlMHeHUs MOJIy4M/IU Ha3BaHUe XMPaJbHBIX (OT Iped. «XUp» — pyka). Onrudeckue
M30MepHhl Ha3bIBAIOT SHAHTUOMEPAMH (WJIM MHOT/IA SHAHTHOMOP)aMH).

Kak 1 Bce accuMeTprYHbIe MOJIEKYIIbI, IPOTENHOTeHHbIe aMHHOKKCJIOTHI 00JIana-
0T ONTHYECKOM aKTHMBHOCTBIO. ONTUYECKU YHMCTOHN ABJSIETCA aMUHOKHUCIIOTA, BCE
MOJIEKYJIbI KOTOPO¥ IIpeZiCTaBIeHbI TOJbKO OJHUM CcTepeor3oMepoM. IIpupoHsle 6e-
KU COCTOSIT TOJIBKO U3 L-M30MepOB aMUHOKHUCIIOT, @ TaK KaK OMOJIOrUYecKye KaTanm3a-
TOpbI hepMeHTHI 061aaI0T cTepeocneldUIHOCTLI0, D-aMUHOKUCIIOTHI OPraHU3MOM
He yCBaMBaIOTCSA. B oT/iM4Me OT OOBIYHBIX XUMUYECKUX PEAKIHii, B KOTOPBIX MPeuMy-
1IeCTBEHHO 00PA3yIOTCs palleMUvecKrie CMecH CTepeor30MepoB, B peaKiuy GUOCHHTe-
3a B KJIeTKax 00pa3yroTcs TOJbKO L-130Mepbl aMUHOKHUCIIOT U UX TIPOU3BO/IHBIX.

XapakTepHoii 0COGEHHOCTBIO AaMUHOKUCIIOT ABJIAETCS UX CTIOCOOHOCTB K parieMU3aLHHL.

PanemMu3anusa — 370 peBpalleHye ONITUYeCKU YUCTOrO AKTUBHOT'O BEIIeCTBA B CMECh
OZIMHAKOBBIX KOJIMYECTB CTEPEOU30MePOB, TO eCTb U3 ONTHYEeCKH YUCTON L-aMuHOKHC-
JI0TBI 06pa3yIoTcsl paBHble KoudecTsa L- u D-u3omepa.

CreneHb paleMu3aluy OLEHUBAETCS 110 U3MEHEHUIO 3HaUYeHUA Y eJIbHOrO Bpalle-
HudA. OnTryecky yucTole L- nny D-aMUHOKUCIOTBI MOTYT 3@ JUIATEJIbHBINA CPOK CaMO-
IIPOM3BOJILHO U HepepMEeHTAaTUBHO NTPeBpaIaThCs B cMech L- 1 D-n30MepoB. 3Hauu-
TeJIbHOe YBeNYeHre CKOPOCTH palieMU3aluy HabJII0AaeTcs IPY MOBBIIeHUH TeMITepa-
TypBbI, I€ACTBUU KUCJIOT, IlleI04ei, CBOOOHBIX paZiiKaioB. MexXxaHU3M palieMu3aliuu
CJIeAyIOMUIA: TIPY OTPBIBE OJHOIO U3 TPeX 3aMeCTUTeNed 0T aCMMMETPUYHOIO aToMa
yIJiepozia Wi aToMa BOZOPOZA O/] BIUSHIEM KUCJIOT, IeJioveli, TeMiepaTypbl 06pa-
3yeTcsl IJIOCKUiA KapOKaTHOH, XMPaJbHOCTh yTpaurBaeTcs. [Tociesyioniee npucoeau-
HEeHYe 3TOTO Xe 3aMeCTHUTeJs IPOMCXOAUT PABHOBEPOATHO C 00eMX CTOPOH IIJIOCKOCTH
KapOKaTHOHa, YTO IPUBOANUT K 06Pa30BAHUIO palieMaToB.

Pariemu3anyiss aMUHOKUCJIOT IPUBOJIUT K CHYKEHHUIO UX GMOJIOrNYeCcKOi IIeHHOCTH,
TaK KaK HallleMy OpraHu3My HeOOXOJMMbI TOJIBKO L-aMUHOKHCIIOTHL.

Knaccugpuxauuu amunoxucaiom

Cy11ecTBYIOT pa3/yHble KIacCuUKaluy aMUHOKHUCIIOT, OCHOBAHHbIE HA TOM WJIN
MHOM UX KauyecTBe.

1. ITo MOJI0’KeHNI0 AMUHOTPYNINBI MO OTHOLIEHWIO K KAPOOKCUJIBHOM Ipyn-
Te: o-aMUHOKHCJIOTBI, 3-aMUHOKUCIIOTHI (pUC. 7) U T. [1.

o (C1)-yrnepoaHblii aToM

Pamukan —» R—C*H-COOH <— a-KapboKcuibHast

|
NH, rpymmna

0.-aMHUHOKHUCJIOTA
B (C2)-yrneponHblil aTOM

Papnkan — R-CPH-C*H,~COOH <— B-kap6oKcuibHas
NH rpynna

2
B-amuHOKMCIOTA

Puc. 7. ®opmynel o- 1 B-aMUHOKUCTIOT
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ITpoTeMHOTeHHBIMU ABJAIOTCA TOJNBKO 0.-aMUHOKUCIOTHL. IIpuponHoil B-amuHO-
KUCnoToit sasnsercs B-ananud, NH,—CH,—CH,—COOH, KoTopblii BXOAUT B COCTaB
MIaHTOTEHOBOW KHCJIOTHI, KOpepMeHTa A, IBIAIOMErocs MepeHOCYMKOM alMJIbHBIX
TPy B peaknusax KaraboauaMma u aHabonuama. Kpome toro, $-asaHuH BXOJUT B CO-
CTaB TUCTUAMHCOZEPKAIIMX [IWIENTHAZOB aHCEPUHA M KapHO3MHA, IPUHUMAIOLINX
y4acTye B MBILIEYHOM COKPAILIEeHUM.

2. 1o oTHOCHTeNBbHOW KOHUrypanum: L- 1 D-aMUHOKUCIOTEL. Bee nmpoTernHo-
reHHble aMUHOKKCIIOTBI OTHOCATCA K L-psny.

3. Ilo cTpoeHHI0 GOKOBOro paguKana: anudarideckiie, reTepoLUKInIecKye,
apoMaTuyecKue, cepocofiepkalliye, OKCU(TUAPOKCH) aMHUHOKHUCJIOTBI, COJepxaliue
B OOKOBOM pajiMKaje JIONOJHUTENbHble aMUHOTPYII — AXaMUHOMOHOKapOOHOBEIE
AMUHOKHCJIOTHI MM KapOOKCUJIBHYIO TPYIIy — MOHOAMHHOJUKAapOOHOBbIE aMHHO-
KHCJIOTBI X UX aMUJIBL.

CrpoeHue U CBOICTBA OOKOBBIX PaZMKaJOB aMUHOKHUCIIOT UMEIOT OIpeJiensolee
3Ha4YeHVe B CTepeOXUMHUU 0eNKOB M MHOTHMX Cllel[albHbIX (QYHKIMAX OENKOB, IPH
3TOM BaXKHBI MX MOJISIPHOCTD, HAJIMYMe B HUX QYHKIMOHAIBHBIX TPYIIH U CIOCOOHOCTD
K MOHU3aL1H.

K anudarmyeckuM aMHHOKHCJIOTAM OTHOCSTCS aMUHOKHCJIOTBI, DOKOBOM pasiui-
KaJl KOTOPBIX IIPeZCTaBJIeH UCKJIIOYUTEIbHO HACBIeHHON JIMHEeHOW WY pa3BeTBIIeH-
HOH yrJIeBOJIOPOJTHOM 1Ienbio. AMU(aTHIecKUMU SBJSIOTCSA 5 aMUHOKHUCIIOT: TJIUIYH,
aJlaHuH, JIeMIIUH, U30JIeHILIMH, BaJIMH.

[nuuuH, 61arogaps TOMY YTO €ro pa3Mepbl HAMMEHBIINE U3 BCeX aMHUHOKHUCIIOT,
MOXKeT 3aHMMaTh B TPeXMepHOI CTPYKType Oesika TaKkue MecTa, KOTOpble He/[OCTYITHbI
OCTaJIbHBIM aMHHOKKCJIOTaM. AJIaHUH, BaJMH ¥ JIEHIMH CTAOUIH3UPYIOT O-CIIUPAJb.
V307eiilvH ee JecTabUIM3UPyeT 13-3a CTePUYeCKUX OrpaHuYeHnil. BOKOBbIe paiuKa-
76l aMMpaTUYecKuX aMUHOKUCIIOT TU/IpOGOGHBI M PaCcloNararoTcs MpenMyIiecTBeHHO
BHYTpPU 6eJIKOBO TI06YJIbL.

FeTepoMKINYeCKUMHA aMMHOKHUCIOTAMHM ABJIAKTCA 3 aMAHOKUCJIOTBL IIPO-
JIH, TpUNTO(aH U TUCTUVH, PAIUKaJIbl KOTOPBIX UMEIOT LIUKJI, COZepKalluii reTepo-
aToM a3o0Ta.

ITponuH fABNAETCA UHCTBEHHOMN NPOTENMHOreHHON MMUHOKHCIOTOM, CO/IepXXKUT
TOJIBKO BTOPUYHYIO amuHorpymniy —NH- B cocraBe nuppoauaAnHOBOro Kojubua. Hamm-
4ue [IPOJIVIHA B IIOJIAIIENITUAHOM LIeNy BCerza pephIBaeT O.-CIUpallb, B Hel OABJIAETCA
TOUYKA U3JI0Ma, TaK KaK aTOM a30Ta 3apUKCUPOBAH B COCTaBe MUPPOIUAUHOBOIO KOJIb-
11a ¥ He Cloco6eH K 00pa30BaHuUIO BOZIOPOAHOIA CBA3U, QUKCHUPYIOLIEH 0-CIUpab.

TvCTUAVHY TPUHAJIEXXUT YHUKalbHasg posib B GepMeHTaTHBHOM KaTamuse, pK
(KOHCTaHTa AUCCOLMALIMY KUCIOThI) UMUZA30IbHOM IPYNIIbl TaKOBa, YTO npu pH = 7
MOXeT II0IIepeMEHHO BBICTYIIATh B POJI KUCJIOTHOIO UJIM OCHOBHOT'O KaTalan3aTopa.

ApomaTHyecKMX aMMHOKHUCIIOT TPH: QpeHnnananuH, Tupo3uH, Tpuntodan. B ux
OOKOBOM paziMKaje MMEIOTCS apOMaTH4ecKye Koiblla — 6eH30JbHOe — Y eHuana-
HMHA U TUPO3WHA, MHIOJbHOEe — y TpUnTodana.

ApoMaTruyecKue U reTepOLUKINYeCKAe O-aMUHOKKCIOTBI IIOCTPOEHBI II0 OLHOMY
NpUHLMIY, GeH30JIbHbIE ¥ reTePOLMKINYecKe KOJblia OTAeNeHbl OT 00mero ¢par-
MeHTa MeTHJIeHOBO# rpynmoi —CH,—. Paszensioiiee METUIEHOBOE 3BEHO BaXKHO MPH
dopMHpPOBaHUY IPOCTPAHCTBEHHO! CTPYKTYPHI OesKa, 33 CYeT MEeTHJIEHOBOH IPYIIIIbI
BO3pacTaeT BO3MOXXHOCTb BpAllleHUA IJIOCKUX LMKJIAYECKUX CUCTEM W CHMKAIOTCA
IIPOCTPAHCTBEHHbIE 3aTPYAHEHUs IIPU UX Pa3MeLleHUN.
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K cepocogepsxkamyM aMMHOKHMCIOTAM OTHOCATCSA METUOHMH U LucTenH. OHU
ABJIAIOTCSA eIMHCTBEHHBIM UCTOYHUKOM CePBI B Opranu3Me. SH-rpyImna nyucTerMHa Jerko
OKHCIIsIeTcs ¢ 06pa3oBaHueM LUCTHHA. [IucynbuaHbIe IUCTUHOBBIE MOCTHKH, 06pasy-
eMble B X0Zle IOCTTPAaHCIIALMOHHON MOoAUUKALMU OGeNKOB, CTaOUIU3UPYIOT TPETHY-
HYIO CTYKTypy GenkoB. Kpome Toro, cynbGruipuibHble IPYNIbl LUCTENHA ABJISIOTCS
ZNOHOPaMH aTOMOB BOJIOPOZIa B OKUCJIUTEIbHO-BOCCTAHOBUTEIIbHBIX PeaKLUAX, Hallpu-
Mep B COCTaBe TPUIENTH/A ITyTaTHOHA (y-TTyTaMUI-IUCTeMI-TINIIHA) — KodaKkTopa
TJyTaTAOHIIEPOKCU/IA3bl B PeaKLUAX pa3pylleHns IepeKUCcH BOZOPoJa.

MeTunbHasA rpynna pafrukaia MeTMOHUHA UCIIOJIb3YeTCs B peaKLUAX MeTUIMPOBa-
HUSA IPU CHHTe3e XOJIMHA, afipeHajMHa, KpeaTuHa, GochommnuioB. YHUBEPCaTbHbIM
ZIOHOPOM METUJIbHBIX IPYIII ABJIA€TCA aKTUBHAsA pOpMa MeTHOHHUHA S-aZleHO3UIMeTH-
OHMH (SAM).

K okcu (rMApOKCH) aMMHOKHCIOTAM OTHOCATCA 2 anudaTudeckie aMUHOKHUC-
JIOTHI (CepyH ¥ TPeOHHH) U 1 apomaTnyeckas (TUpPO3uH). Y HUX B OOKOBBIX YIJIEBOZO-
POZHBIX Pafi¥iKajaaX OAVH U3 aTOMOB BOJOPOZA 3aMellieH Ha TMAPOKCUIBHYIO TPYIIy.

TuapoKCUIIbHBIe TPYNIbI anudaTHuecKUX aMUHOKUCIIOT CePUHA U TPEOHHHA SABJISA-
IOTCS TIOJIAPHBIMY, HO He CIIOCOOHBIMU K MOHU3ALMU ¥ TPHoOpeTeHuio 3apsza. B co-
cTaBe GeJiKa OHM MOTYT PacloiaraThbCs KaK Ha MOBEPXHOCTH, TaK U BHYTPYU GeJKOBOI
MOJIEKYJIbl ¥ 00Pa3yIoT BOZOPOAHbIE CBA3M C APYTMMHU MOJIAPHBIME rpynnamu. Tuapo-
KCUJIbHAsA IPyNIa TUPO3UHA BJISIeTCS KIOHOTeHHOH, B IeJI0UHBIX ycnoBusax (pH > 10,1)
puccouuupyet. IlepBUYHAs CIMPTOBAs IPYIIA CeprHa ABIAETCS XOPOIINM HyKJIeodu-
JIOM U y4acTBYeT B pepMEHTaTUBHOM KaTalu3e B COCTaBe pepPMEeHTOB CEPUHOBBIX IIPO-
Tea3. BropuyHas cMproBas rpymia TPEOHUHA TOXKe ABJIAETCS HYKJIeOHIOM, OfHAKO
JaHHbIE O ee KaTaJUTUYeCKOW POJIM OTCYTCTBYIOT. IMIpOKCHIIbHAA IPYIINIa CEpUHA KC-
TIOJIb3YeTCs TaKXKe [UIS PeryJIALMU aKTUBHOCTU KJII0YeBbIX GepMeHTOB MeTaboM3Ma,
Takux Kak pocdopuiasa U IIUKOreHCUHTeTas3a U PYTUX, aKTUBHOCTb KOTOPBIX 3aBU-
cut oT pochHopunupoBaHuS ONpesieSIeHHbIX OCTaTKOB CepUHa.

Y AMaMMHOMOHOKApOOHOBBIX AaMMHOKHCIIOT B G0OKOBOY LielM IMeeTCs JI0No-
HUTeJIbHAsA OCHOBHASA Ipymma. Y JU3MHA 5TO JONOJHUTENbHAs aMUHOIPYINA, Y apru-
HUHA OCHOBHBIM XapaKTepoM o6JiafiaeT ryaHUAWHOBAS IPYIIIA, Y TUCTU/IMHA — UMUZA-
30JIbHOE KOJIBLIO.

MoHOaMHHOAMKAapPGOHOBbIE aMHHOKHCIIOTBI —3TO acliaparkiHOBasi U IIyTaMuU-
HOBAsi KMCJIOThI, OHU COZIEPKAT B CBOEM paJiKasie JOTMOJHUTENIbHYI0 KapOOKCHIbHYO
rpyImmy.

BOKOBblE TPYNNUPOBKU /JUaMUHOMOHOKapOOHOBBIX ¥ MOHOAMUHOAMKAPOOHO-
BBIX aMHHOKHCJIOT CIIOCOOHBI K MOHM3ALMU U IPUOOPeTeHNIO 3apsa/a B 3aBUCHMOCTH
oT pH pacTBopa 3apseHHble IPYIIbl OCHOBHBIX U KMCJIBIX dMUHOKUCIIOT BayKHBI JJIs1
crabwnmzanuy crenududeckoil KoHpopmanuy Gesnka IyTeM 0Opa3oBaHUSA MOHHBIX
CBSI3ell MEeXIy IOJIOXUTENbHO M OTPULIATeNbHO 3apsKeHHbIMM rpynnamu. B Genkax
VIOHOT€HHBIe I'PYIIbI 3TUX aMUHOKHUCIIOT PACIIOIaraloTCs Ha MOBEPXHOCTH MOJIEKYIIbI
¥ 06YCIIaBIMBAIOT 3JIEKTPOCTaTHYeCKre (MOHHBIE) B3aUMOZENCTBUS. AMUHOKHUCTIOTHI
C TIOJIOXKUTEJILHO Y OTPULIATEIbHO 3apsXKeHHBIMM pajyKaJlaMd MOTYT y4acTBOBAaTb
B GOPMUPOBAHUY CHCTeM «IlepeHoca 3apsza», KOTopble Npyu GpepMeHTaTHBHOM KaTa-
nn3e 06ecreyrnBaroT epeHoC 3aps/a Ha 3HAYNTeIbHbIE PACCTOSHNA.

AMUZIBI AMKAPOOHOBBIX KUCJIOT — 3TO aclaparuH 1 IyTaMuH. AciaparvH sBJisi-
eTCs1 aMU/IOM aCIaparkHOBO KUCJIOTHI 10 B-KapOOKCHIIbHOM IpyIIle, IIyTaMUH —3TO
aMuJl ITlyTaMUHOBOH KUCJIOTBI 110 Y-KapOOKCHIIBHOM IpyTIIe.

Panukanbl acnaparuHa ¥ rJlyTaMHHA He MOHOTeHHbI. B GelKOBOW MOJIeKyse OHU
MOTYT PacIoJIarathCs KaK Ha IIOBEPXHOCTH, TaK ¥ BHYTPH ITI00YJIbI. Y4acTBYIOT B 06pa-
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30BaHUY BOIOPOJIHBIX CBA3€H C APYTMMHU NOJIAPHBIMU IPYIIIaMU U BOZIOK. 3a CYeT CUH-
Te3a IJyTaMMHA ¥ acllaparvHa NMPOWCXOJMUT JIOKalbHOe 00e3BpeXHBaHHe aMMHaKa,
BBICOKOTOKCUYHBII aMMHUAK CBSI3bIBAETCS C Y-KapOOKCHIIBHOM IPYMITON ITyTaMUHOBOM
KHMCJIOTBI ¢ 00pa30BaHNeM HEeTOKCUYHOTO IJIyTaMUHA. B opraHu3Me XMBOTHBIX IJyTa-
MUH SIBJISIeTCS1 TPAHCIIOPTHOW HOPMOIi aMMHaKa B HETOKCUYHOU popMe, y pacTeHUi Ty
e POJIb UTPaeT aclaparux.

4. T1o NONAPHOCTH OOKOBOrO pafgnKaia.

MlanHas kinaccudukanys aMMHOKUCIOT (Tabi. 3) OCHOBaHA Ha MOJIIPHOCTH Pajiu-
KasioB (R-rpymm) u ompesiesisieT X CIIOCOOHOCTh K B3aUMOIEHCTBUIO C BOZO# npu du-
3M0JIorYecKux 3HaueHusAX pH (61u3kux k pH = 7,0). ITo nonspHOCcTH 60KOBOH Lienu
pas3NInYaoT HemoJIsIpHbIe 1 NOJIsAPHbIe AMUHOKUCIIOTHI.

Tabnuya 3
Knaccudukanys aMUHOKHCIIOT MO MOJISPHOCTH PaIMKAJIOB
TTonapHble (¢ ruApodUIbHBIM PAZUKATIOM) HenonspHble
[10JIOXKUTEJILHO- OTpUILIaTeNIbHO HeHTDANLHALE (c runpodo6HBIM
3apsKeHHbIe 3apsKeHHbIe P pazuKasom)
1. JIusun 1. AcnaparunoBas | 1. InuuuH 1. Ananun
2. AprunvH KHCJIOTA 2. CepuH 2. Banun
3. Tuctupun 2. IlmyramMuHOBast 3. Tpeonnn 3. JledAinyn
KHCJIOTa 4. Tupo3ux 4. V3oneinuH
5. [lucrens 5. ITponuH
6. Acriaparvt 6. ®eHnIaaHUH
7. TmytamMuH 7. Tpunrodan
8. MeTHOHVH

HenonasipHbIMM aMHHOKHCJIOTAMH HAa3bIBAIOT AMHUHOKHUCIIOTHI € TUAPOPOOHBIM
pazukanoM. TuapodobHble parKaibl UMEIOT aIupaTUIecKue yriieBOAOPOJHbIE Lemu
(panukarsbl alaHUHA, BAJIMHA, JIeWIVHA, U30JIeHl1Ha, IPOJIMHA U MeTHOHMHA) U apo-
MaTuyecKue Konbla (pagukaisl GeHunananuHa v Tpuntodana).

INonsipHBIe aMUHOKHUCIOTBI IIPe/ICTaBJIeHbl TPeMs TPyNIaMu:

— IlonApHbIe HEMOHOTeHHbIe (HeWTpaJbHbIe) aMUHOKUCIOTHL. K HUM OTHOCATCA
CepUH, TPEOHWH, TUPO3UH, aCIlaparuy, II1yTaMUH, IUCTEVH U [JIALUH.

VIx papuKaibl He cliocOOHbI K MOHKU3auuu npu pH 0koj10 7. OHM Jiydliie pacTBOPSi-
IOTCS B BOZie, YeM THAPOGOOHbIe aMUHOKHUCIIOTHI, TAK KaK MOTYT 06pa30BbIBAaTh BOJIO-
POZIHBIE CBA3U C MOJIEKYJIaMH BOZbI. II0JIAPHOCTh CepUHA, TPEOHWHA Y THPO3UHA 00-
YCJIOBJIEHA UX TM/IPOKCUJIBHBIMU TPYIIIaMU, OJAPHOCTD aclaparuHa v riyTaMAHa —
aMUZIHBIMU TPYIIIAMH, a [IOJIAPHOCTb LucrenHa — ero SH-rpynmoi. Iucrenn u tu-
PO3MH COZiepKaT COOTBETCTBEHHO THOJBbHYIO M TMAPOKCHIIBHYIO TPYIIIBI, CIOCOOHBIE
K Auccolanuu ¢ obpazoBanuem H*, Ho npu pH okoso 7,0, moziep>XxuBaeMoii B KJeT-
Kax, 9TH IPYIIbI IPaKTU4YeCKU He JUCCOLMUPYIOT. B pagnKare rIMIyHa HeT NOJIAPHBIX
TPYII, OH MpeZCTaBisgeT cob0il MPOCTO aTOM BOZOPO/A, KOTOPBIi CIIMIIKOM Mal /s
TOTO, YTOOBI OBJIUATH Ha BHICOKYIO MOJISIPHOCTH 0.-aMUHOTPYIIIIBI U O-KapOOKCUIIbHOM
TPYIIIBL.

— IlonApHble aHMOHOTeHHble (KUC/Ible) aMUHOKUCIOTHL. K 3TOH rpymnme oTHOCAT
acraparvHOBYIO Y IJIyTAMUHOBYIO aMUHOKMCJIOTBI, MMeIOIMe B pajuKasie JOIOJHU-
TeJIbHYI0 KapOOKCHIBHYIO rpyimy, pu pH okoso 7,0 aucconuupyroiyio ¢ o6pa3osa-
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Huem —COO~ u H*. CnenoBarenbHO, pafiiKaibl JaHHbIX aMUHOKUCJIOT — aHUOHBI.
VoHu3upoBaHHblEe GOPMBI TTlyTAMUHOBOM ¥ acliapardHOBOM KHMCJIOT HAa3bIBAIOT COOT-
BETCTBEHHO IJlyTAMaTOM U aCllapTaToOM.

— IlonApHble KaTHOHOTeHHble (OCHOBHbIE) aMHHOKHUCJIOTHI. JIOMOJHUTENbHYIO
MOJIOKUTEJIBHO 3aPsKeHHYIO TPYIIY B PafivKaje UMeIOT JIU3VUH U apTMHUH. Y JIM31Ha
BTOpasi aMUHOTPYIINA, CIOCOOHAs NPUCOeANHATh H, pacronaraercs B -g-MOJIOKEHUH
amipaTyecKoil 1eny, a y apruHUHA MOJIOKUTENbHBIN 3apsi MpruobpeTaeT IyaHUM-
HOBAs Ipymia. [MCTUANH CONePKUT 1ab0 MOHU3UPOBAHHYIO UMU/IA30JIbHYIO TPYIINY,
M03TOMY TpU PU3NONOTHIECKUX KoJtebauusx 3Havenuii pH (ot 6,9 1o 7,4) oH 3aps-
’KeH MO0 HelTpaIbHO, MO0 MONOXKUTENbHO. [IpU yBeIUYeHUH KOJINYecTBa MPOTO-
HOB B CpeJie IMK/1a30JIbHasA Py TUCTUMHA CTI0OCOOHA IPUCOeANHATD IPOTOH, TIPU-
obpeTasi ONIOXUTENIbHBIN 3apAz, a IPYU yBeJIUYeHUH KOHIIEHTPAlUK TMAPOKCHIIBHBIX
TPYIII — OT/AABaTh IIPOTOH, TePsis MOJIOKUTEJIbHBIN 3aps/.

TunpoduibHbIe MONAPHBIE AMUHOKUCJIOTH! YBEITNYMBAIOT PACTBOPHMOCTD IENTH-
0B ¥ 6eJIKOB B BOJHBIX PACTBOpPAX. B MPOTHUBOMONOXHOCTH HEMOMSAPHBIM THAPOHO6-
HbIM aMUHOKHCJIOTaM TOJISIPHbIE aMUHOKHCJIOTHI OOBIYHO HaXOAATCS HA OBEPXHOCTH
MOJIEKYJIbI OeJTKa.

5. I10 BO3MOXXHOCTH CUHTe3a B OpraHu3Me aMUHOKVCJIOTBI fIeNIATCA Ha 3 TPYIIBL:
3aMeHVMble, He3aMeHUMble U YCJIOBHO 3aMeHKMble (Tab. 4).

A. 3aMeHHMbIe aMUHOKHCJIOTBI OPraHU3M YeJIoBeKa CIOCOOeH CHHTe3UpPOBATb.
CIocoOGHOCTh K CUHTE3y aMUHOKHCIIOT OTIPeJeNIsIeTCs CIIOCOOHOCTBIO K CHHTE3y COOT-
BETCTBYIOIMX O.-KETOKUCJIOT, X IPeAIIeCTBeHHUKOB, TO €CTh YIJIEBOLOPOAHOTO CKeJle-
Ta MOJIEKYJIbI, TaK KaK aKTUBHbIe GepMeHThI aMMHOTpaHCchepasbl 06ecrednBaroT nepe-
HOC aMUHOTPYIIIIBI HA HUX ¢ 00pa30BaHIeM COOTBETCTBYIOIEeN aMUHOKHUCIIOTHI.

3aMeHUMBIMU SABJIAIOTCA 5 aMUHOKUCIIOT: aJlaHWH, CepUH, aclaparnHoBas KUCIoTa,
acraparus, rJIyTaMUHOBAs KACJIOTA.

b. He3ameHHMble aMMHOKHCJIOTBI B OPraHU3Me He CUHTe3UPYIOTCs, TaK KaK HeT
COOTBETCTBYIOIIMX KETOKUCIIOT 1 (pepMeHTOB IJisi UX 00pa3oBaHusA. OHU MOCTYIAIOT
B OpTaHM3M B COCTaBe OeJIKOB UK.

He3aMeHUMbIMH [l OpraHU3Ma YeJIoBeKa ABIAIOTCA 9 aMUHOKHUCIIOT: TPUNTO(aH,
deHMIaNaHUH, METHOHUH, JEHLUH, U30JIeMLUH, BaJNH, TPEOHUH, TUCTUANH, JIM3UH.
OueBUHO, YTO YIJIEBOJOPOZHbIE CKeNleThl He3aMeHNMbIX aMUHOKHUCIIOT MMeIOT Gosiee
CJIOXHYIO CTPYKTYPY, 4eM 3aMeHUMBIX, COZepKaT apoMaTHYecKre KOJblia, FeTepOKOJIb-
11a, UMEIOT pa3BeTBJIEHHOE CTpoeHue. [l fieTell He3aMEeHUMBIM ABJIAETCA U LIACTeUH
13-3a 3aMa3/[bIBaHNA CO3peBaHNS pepPMEHTOB ero CHHTe3a.

B. Yc710BHO 3aMeHMMBIMM Ha3bIBalOT aMMHOKMCIIOTHI, CUHTe3 KOTOPBIX B Opra-
HU3Me NPOUCXOJUT U3 He3aMeHVMON aMUHOKMUCJIOTHI UM B OIPaHUYEHHOM KOJIM4Ye-
ctBe. TUPO3UH, IMCTeUH, apTUHUH, IIPOJIVIH, TUCTU/INH, TJIyTAMUH W TJIALVH ABJIAIOTCA
YCIIOBHO 3aMeHUMbIMU. TaK, TUPO3UH CUHTEe3UpPYeTCs U3 QpeHnIanaHuHa. AHAIOTUYHO
CHHTe3 LICTerHA HeBO3MOXKeH Oe3 He3aMeHMMO aMUHOKHCIIOTBI METHOHUHA. B orpa-
HUYEHHOM KOJIM4eCTBe CUHTe3UPYyeTCs apTUHUH, IPOJIVH, TTIULWH, [IyTaMHH.
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Tabnuya 4

Knaccudpukanusi aMUHOKHMCIIOT

O BO3MOKHOCTH X CHHTE3a B OpraHu3me

3aMeHHUMbIe He3ameHnumbie
Yc10BHO 3aMeHHMBbIe aMUHOKHUCIIOThI
AMHUHOKHCJIOTBI AMHUHOKHCJIOThI
CuHTesupyoTca CHHTEe3UPYIOTCS U3 He3aMEeHUMBIX He cunTe3npyorcs
B OpraHusMe aMMHOKWCJIOT WJIX B HEJJOCTATOYHOM B OpraHusMe
KOJINYeCTBe
Ananus Tuposun Tpunrodan
(cunTe3upyercs U3 QpeHnNaNaHIHA)
Acnaparux LlucrenH (cuHTe3upyeTcs U3 MeTuoHUHa) | PeHUNIanaHUH
AcniaparnHoBas KUcuoTa | ApruviH Jlenuun
ImyramunoBas kuciaora | ucrenn W3omnmeinuH
Cepun Inyramun Banun
ITponuu MeTnoHuH
JInsun
Tuctupuu
Tpeonun
Iucreun (ans nereit)

6. Ilo mpoayKTaM KaTaGoJIM3Ma aMHUHOKKCIIOTBI TIOPa3/iefifAloT Ha [JIMKOTeH-
Hble, KETOTeHHbIe U CMelIaHHBbIE.

A. I'nuxozenHvie aMAHOKUCIIOTBI MOTYT HKCIIOJNb30BATHCSA IS CHUHTE3d TJIIOKO3bI
B IIpOLiecce INIIOKOHeOTeHe3a yepe3 MPOMeXYTOYHbIe IPOAYKThI MX KaTtabonu3ma, Ta-
K¥e KaK ITUPyBaT WK MeTaboJUTBI 1IMKIa TpuKap6oHOoBbIX KucioT (LITK, rukn Kpe6-
ca) — o-KeTorayTrapar, cykuuHun-KoA, gymapar. K HUM oTHOCATCSA anaHuH, acaprar,
IJINLVH, TPOJIUH, IJIyTaMaTt, IJyTaMWH, CepyH, IUCTeNH, aprHIH, TUCTU/IVH, BaJIVH,
METHOHHH.

B. KemozerHsie aMUHOKUCIIOTHI B IIpOLiecce KaTaboIM3Ma IPeBPaIAlTCs B alieToa-
nermn-KoA (7eit) nmm anetusn-KoA (Jieit) ¥ MOTYT UCIIOJIb30BaThCA B CUHTE3€e KEeTOHO-
BBIX TeJl. K HIM OTHOCHUTCS JIeHLVH.

B. Cuemanneie (TTUKOKETOreHHble) aMHHOKHCIOTBI B Ipoliecce KaTabonu3ma
006pasyroT 2 MpojyKTa:

« npyBar (Tpu, Tpe) unu merabonut LITK: pymapat (deH, tup), cykuunmn-KoA
(une), KOTOpbIe MOTYT UCHOJIb30BAThCs AJIS CUHTe3a [TTI0KO3BI;
« aneroanetun-KoA (tpu, ¢eH, Tup) wiu anetun-KoA (ue, Tpe), KOTOpbIe UC-
TOJIb3YIOTCS /7151 CUHTe3a KeTOHOBBIX TeJL.
K HUM OTHOCATCS TUPO3UH, TpUNTOpaH, peHNIaIaHIH, JTU31H.

CrpoeHue 1 (PyHKITHH OETKOB

benku (HpOTeI/IHbI) — a30TCoJeprKallrie BbICOKOIIOJIMMEPHbIE BBICOKOMOJIEKYJIAP-
HbIe COeJUHEHM, COCTOALIME U3 aMUHOKHUCIIOT.
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MornekynsipHas Macca 6eJKoB HaxoauTcsi B ipezienax 6 000—1000000 [Ta. Ha ux
nosio mpuxoautcs 40—50 % cyxoro BelecTBa KJIETKH.

DynKyuu 6e1Ko8

1. IInacTu4yeckas (CTPYKTypHasi) — HU OJJHA KJIeTKa KUBBIX OPraHU3MOB He MO-
KeT CyIecTBOBaTh 6e3 GeIKOB.

2. KaranuradyecKas, KOTOPYIO BBINONHSIOT OMOJIOTMYECKHe KaTajiu3aTopbl —
depmeHTBI. DTa QYHKIMA OETKOB ABIAETCSA YHUKAIBHOM.

3. PerynsaTopHas QpyHKLMS peaau3yercs TOpMOHAMU. TOPMOHBI MOTYT OBITh ITPO-
M3BOJTHBIMA AMUHOKHUCIIOT (KaTeXOJIaMUHBI), TIOUIENTAAAMH, TPOCTHIMH VITH CIIOXK-
HBIMU OeJIKaMH.

4. TpaHCHOPTHAsA — TeMOTJIOOMH TPAHCIIOPTUPYET KUCJIOPOA K TKaHSIM, MUOTJIO-
OWH TPAHCIOPTUPYET KUCIOPOA K MbIIIIaM. AJbOYMHUHBI TJ1a3Mbl KPOBH TPAHCIIOP-
THUPYIOT caMble Pa3HOOOpa3Hble BellecTBa — OUIMPYOMH, TOPMOHBI, BUTAMUHBI, COJIU
U 7Ip.

5. 3ammTHAsA — aHTUTeNA U CHCTeMa KOMIUIEMEeHTa OCYIeCTBIISIOT Hecrenuduyie-
CKYIO 3aIIUTy OT OAaKTepHii U APYTHX MPOHUKAIONINX B OPraHU3M Bo30ynuTeneit 60ie3-
Hell, cucTeMa CBEPThIBaHMA KPOBHU OTBevyaeT 3a OCTAHOBKY KPOBOTeUeHMS IIPU MOBpe-
XJIeHUU COCYANCTOM CUCTeMbl OpPraHU3Ma.

6. OmopHasA — CTPYKTypHbIe OeJIKU KOCTeld, CYXOXWIINI, XPSALIeHt.

7. ABUrarenbHas — COKpPAaTUTeNbHAs MbIlleYHasA cucTeMa (aKTUH, MUO3MH), Cy-
CTaBHbIe COYJIeHeHUS.

8. PenenTopHasA — ee peaju3yIoT YI/IeBOAHbIe KOMIIOHEHTbI ITTMKONPOTENHOB.

9. DHepreTuyecKas — Ipu okucieHny 1 r 6enkoB obpasyercst 16,8 kI sHepruu.

BosbIMHCTBO GeJIKOB BBIMONHSIOT CBOM QYHKIIUH, UMes TPeXMePHBbIii yPOBeHb Op-
TaHU3al|H, TO eCTh TPETUYHYIO CTPYKTYPY (IPOTOMED, CyOBeANHULIA).

Ypoenu cmpyxkmypwi 6enxos

IlepBuyHas CTPYKTypa — I0OC/IeZ0BaTeJbHOCTh AMUHOKHUCIIOT, COe/JMHEeHHbIX
TNPOYHBIMU KOBAJIEHTHBIMY HENTUAHBIMU CBA3SIMU. [IenTU/IHbIE CBA3U CTAOMIU3UPYIOT
JIMHEHYI0 epBUYHYIO CTPYKTYpY (puc. 8).

PR
...~NH-CH-C-N-CH+C-N-CH-CO-...
| [ |

R H R H R

1 2 3
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IlentuaHbIe CBA3U

Puc. 8. ®parmeHT nepBUYHOI CTPYKTYpbI Geska

[lepBuUYHas CTPYKTypa HajieJieHa OCOOBIMU OMOJIOTUYECKUMK CBOMCTBAMM: B HEWl
3ai0)KeHa MHQPOPMALMSI O CTPYKTYPHOM OpraHu3aluu ¥ 6MOJIOrnuecKux (GyHKIUAX
OenKa.

BropuuHasi ¥ TpeTUYHAs CTPYKTYPhI Geika 00pas3yroTCsi CaMOIIPOU3BOJIBHO.

BTopu4Has CTPYKTypa — VKJIaJKa MOJUMENTHAHON MeNu B O-CIUpaIb WIH

B-crpykTypy.
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B ¢popmupoBaHUY O.-CIIMPAJI UTPAIOT TJIaBHYIO POJIb BOJOPOHBIE CBS3H, KOTOPBIE
00pa3yroTcst MeXy rpyInaMy MenTUAHBIX cBsi3eil — uMuHHON (~NH) 1 Kap6OHUIIb-
Ho#i (-CO) ot 1-ii K 4-i1 aMUHOKUCJIOTe B IIpeZiesiaX OZHOM NOJUIeNTUAHON Lenu.

Cpeny r106yISIPHBIX GEJTKOB BBIZIETISIOT 3 TUIIA BTOPUYHOM CTPYKTYPBI:

1) a-criupans;

2) B-cknagyaTas CTPYKTypa;

3) Heynopsf04YeHHas CTPYKTypa.

o-Cnupany. KJaccudecKas Cupaab COAepXUT Ha 1 BUTOK 3,6 aMMHOKUCJIOTHBIX
OCTaTKOB ¥ Yepe3 18 aMMHOKUCIOT (5 BUTKOB) CTPYKTYpHasi KOHQUIypauus IOJH-
HeNTUAHON Lienu noBTopserca (puc. 9). @uxcupyercs cnvpanb BOJOPOAHBIMU CBA-
35IMM, OHU Y/Iep)KMBAIOT ee KaK CKaTylo IPYXUHy. Panyukaibl aMUHOKUCIOT HaXOMAT-
ca cHapyxu. CaMblil KeCTKAN BapUAHT BTOPUYHOW CTPYKTYPBI, PacIPOCTPAHEHHbIN
B OeJIKax, o.-Cypasb. TUIT YKIAAKU 3aBUCUT OT BUZIA aMUHOKHCIIOT, TaK KaK OAUH PN
aMHMHOKHCJIOT CIIOCOOCTBYeT 00pa30BaHUIO 0i-CIIMpany (TJy, Jiei, THp), IPyrou psa —
TMPensATCTByeT ee 060pa30BaHHUIO (TIPO, 0-1Po). [To BTOPUIHOIL CTPYKType OesKu Kaccu-
duumpyrorcs Ha oi-6esKy (reMOIJIOONH, CIMpaaM30BaH Ha 85 %) u Genku ¢ npeobia-
naHueM 3-cjoeB (XUMOTPUIICKH, aKTUH, MUO3UH).

/\ /C=O...
() o

C=0--H-N

Puc. 9. BropuuHas cTpyKTypa 6eyika B Bujie o-CIUpau

[-cmpykmypa — CTPYKTypa CKJIaA4aToro JUCTa. BopopoznHble cBA3U 06pasyoTcs
MEeX/y TPyIIaMy TMenTUAHBbIX cBsideil — uMuHHOK (-NH) u kap6onunsHoii (—CO)
B [IapaJuleJIbHO PACIHOJIOKEeHHbIX IIOUNEeNTUAHBIX nensax (puc. 10).
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Puc. 10. BropuyHas cTpyKTypa 6esika B Bujie B-CTPyKTYpbI
Heynopsdouennas cmpykmypa (6ecnopsidounsiii Kiy60K) MOXET UMETh Pa3IuvHyIO

KoHpopManuo: o + B-CTPYKTYphl (B Ipezenax OFHOH Lemu), o,/ — deperoBaHUe
CTPYKTYP (0.-CJIOM OKPYXAIOT B-CTPYKTYPbl — 3-TIOBOPOTHI).
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TpeTu4yHasi CTPYKTypa — YIaKOBKA MOJIUIENTHIHON LIy B IPOCTPAHCTBe (ap-
xuTekTypa enu) (puc. 11).

Puc. 11. TperuuHasi CTpykTypa Gejka

TpeTnyHast CTPyKTypa BO3HUKAeT aBTOMATUYECKHY, Y PeIIAOLIAM B 3TOM IIpoLiecce
SBJIACTCA B3aUMOJIECTBHE PaJMKaJIOB C MOJIEKYJIaMU OKDY)KaIOIero pacTBOPUTENA —
mmo¢poOHBIe Pa/IKabl BTAJIKUBAIOTCA BHYTPb, a TMOPUIbHbIE 3aHUMAIOT HapyXXHOe
HOJIOKeHNe — «KUPOBas KaIisd».

BeizienqaioT 2 tuna TpeTUYHOU CTPYKTYPBIL:

« B QuOpMIIAPHBIX GeKax (KOJIareH ¥ 91acTHH) OHAa MOXKeT OBbITh B BUJIe TPOii-
HOH oi-cltipay (KoJulareH) Wiy 3-CKJ1af4aThIX CJI0eB;

* B IJI0OY/ISPHBIX GeKax MOTYT ObITh Bce 3 THMA CTPYKTYp — HeperyispHbie
y4acTKH, B-CKIafdaThie CJIOU U O.-CIIMpaJbHble YYaCTKU.

B dopMupOBaHMM TPETHMYHOW CTPYKTYyphlI NMPUHUMAIOT y4acTHe 2 THIA CBSI3ei,
06pa30BaHHBIX Pa/iKalaMi AMUHOKHUCIIOTHBIX OCTATKOB OeJlka — KOBaJleHTHbIE U He-
KOBaJIeHTHbIE:

1) xosanenmuovie céa3u —ICEBNONENTHIHbIE, AUCYTbOUIHBIE. JTucyabUIHbIE CBA-
3u 06pasyroTcs MexAy CyAbGrUApUIbHBIMU IPYNIIAMU LIUCTENHA B IIpeesiax OHON
TIOJIUTIENITUHOM LIeNX UK CBSA3BIBAIOT LIETH MKy CO000 (MHCYIIMH);

2) HekosanenmHvie 643U — BOJOPOAHBIE, ITUAPOPOOHBIE, NOHHBIE (3TIEKTPOCTATU-
JecKue) B3aMMOIECTBYS, Ciibl BaH-nep-Baanbca. [MapodobHbIe CBS3M BO3HUKAIOT
Mexay runpopoOHBIMU paiuKaIaMid aMUHOKUCTIOT U UTPAIOT BeAyLIyI0 POJib B 06pa-
30BaHUU TPETUYHOHN CTPYKTYPBHI.

Benku, cocTosAmue U3 0gHON NOJUIENITUAHON Liely, UMeIOIlell TpeXMepHYI0 opra-
HU3AL1I0, HA3bIBAIOT Cy0'beAUHUIIEH I IPOTOMEPOM.

BoJbIIMHCTBO OEKOB BBIMOJNHSET OCHOBHbIE (YHKIMHU, MMes TPeXyPOBHEBYIO
CTPYKTYpPHYIO OpraHusanuio. Hamprmep, MHOIIOGMH cOoCTOMT U3 1 CyObeAvHUIIbI
Y TPAHCIOPTUPYeT KUCIOPO/, B MBIIIIAX.

TeMOTJIOOMH BBITIONHSAET 3TH QYHKIUY, MMesI TOIBKO BBICIIMI YPOBEHb CTPYKTYP-
HOIi OpraHu3aiyu — 4 cyobeJMHUIIbI (IPOTOMEPA).

YerBepTUYHASA CTPYKTypa — accoupanus cyobeauHur (IpoOTOMEpoB), ompese-
JIEHHBIM 06Pa30M OpPUEHTUPOBAHHBIX B IPOCTPAHCTBE OTHOCUTENBHO JIPYT APyTa.

[TpoTomeps! 00beAUHAIOTCSA B OIMrOMep. YKCI0 NPOTOMEPOB Pa3jMyHO: y FeMo-
r106uHa X 4, y IUTOXPOMOKcUAa3bl — 13. Ha moBepxHOCTH TpoTOMepoB GopMupy-
I0TCS1 KOHTaKTHbIE YYaCTKU, KOTOPble KOMIIJIEMEHTapHO IIPUCOeNUHAIOTCA APYT K ApY-
ry. Benky, nMeromye 4eTBePTUYHYIO CTPYKTYPY, Ha3bIBAIOTCA OJIMTOMEPHBIMHU.
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Ha xoHdopMaIuio 4eTBepTHYHON CTPYKTYPhl OKA3bIBAIOT BIHsAHKE pH 1 B3auMo-
IefCTBYe C APYTMMH BellleCTBAMHU.

COBOKYITHOCTb BCeX YPOBHell MIPOCTPAaHCTBEHHBIX CTPYKTYP (BTOPWUYHOM, TpPeTHY-
HOI1 U 4YeTBEPTUYHOI1) Ha3bIBAETCS KOHPOpMayuel benxa.

Ha npocTpaHcTBeHHbIe CBA3U CTPYKTYP OKa3bIBAIOT BIXsHIE MHOTHE GaKTOPHI cpe-
obl: pH, TeMnepatypa, CBA3b C IUraHfaMU. MI3MeHYMBOCTb IPOCTPAHCTBEHHOM CTPYK-
TypBbI HIOJIy4MJIa Ha3BaHNe KOHPOpMmayuonHou nabunsrocmu. B ocHoBe popmupo-
BaHMS IPOCTPAHCTBEHHO CTPYKTYPbl MHOTUX G€JIKOB JIEXUT JJOMEHHBIH IPYHIIUIIL

HomeH — 060cobieHHas 06J1aCTh MOJIEKYJIbl, 06J1a/jalomasi CTPYKTypHO#t 1 GpyHK-
IIMOHAJIbHOM aBTOHOMUeN. Y psia pepMeHTOB 060c06IeHbl KOpepMeHTHbIE JOMEHBI
MoOJIeKyJibl. B Buzie JoMeHOB popmupyrotcsi 6esiku, uMeronive 6oee 200 aMUHOKHMC-
JIOT B MOJTUMENTHAHOIA 1enu. CoOMParTCsi MPOTOMepHI B OJIMTOMEP KaK «KJIOYKU pa3o-
PBaHHO¥ Oymaru».

ITponecc GpopMUPOBAHUA NPOCTPAHCTBEHHON CTPYKTYPbI Ha3biBaeTcsl (POJAMHT
GeJiKka, OH KOHTPOJIMPYeTCs CIelfanbHbIMU OelKaMil — HianepoHaMu (HsHU, TyBep-
HAHTKH), IPeJOTBPAIIAI0IIMMY B3aUMO/IeliCTBIEe HeCpOPMHUPOBAHHBIX KOH(OpPMAIIHI.

IllanmepoHbI MOTYT OBITH 2-X TUIIOB:

1. Koncmumyumuetsie — 3T GeJIKM OCTOSIHHO HaXOASATCA B KJIETKe U X CUHTe3
He 3aBUCUT OT CTPECCOBBIX BIVSHUAN Ha KJIETKY.

2. HnoyuubenvHole — VX CUHTE3 TIOBBIIIAETCS TPU CTPECCOBBIX BO3IEHCTBHSX.
WHayuubebHble GEKK OTHOCATCS K OesikaM «TerioBoro moka» (BTII), Tak kak 06-
Hapy’KeHbI TIPY BO37IE/CTBUY Ha KJIETKY BHICOKOUW TeMIepaTyphblL. JlaHHbIe OeIKU UMeIoT
BBICOKOE CPOZICTBO K YAaCTUYHO JIeHaTypPUPOBAaHHBIM GeJkaM M CIOCOOHBI BOCCTaHAB-
NMBaTh UX KOHopMaruo. MoneKysipHbIe manepoHsl 06ecnedrnBaoT GonguHr 6osee
TIOJIOBUHBI CUHTE3UPYIOUIMXCS BHYTPUKJIETOUYHBIX OEJIKOB M UTPAIOT POJib B COXPaH-
HOCTH KJIETOYHOTO IpoTeocoMa. KpaTkoBpeMeHHbIe CTpecCoBble BO3/IeHCTBUS HA Op-
raHu3M NosblaT cuHTe3 BTII 1 ycTOMYMBOCTb OpPraHU3Ma K CTPECCOBBIM CUTYaLU-
aM. Hapymenus ¢onaunra 6eikoB ABJIAIOTCA OFHUM U3 PaKTOPOB Pa3BUTHUSA 60JIe3HU
AsbrireiiMepa (OTIOXKeHHUs B-aMUION/Ia B MO3TOBOM TKaHU) U 60Jie3Hu [TapKUHCOHA.

Besok, o6afarouiuit HOpMabHOM KOHpOpMaIKeii, Ha3bIBAlOT HATUBHBIM. [1oTe-
ps1 KOHOPMALIMH JIEKUT B OCHOBE JIeHaTypaLHy.

Hdenamypayusn 6enxkoe

JleHaTypanusi — HapylleHUe HATUBHOW IPOCTPAaHCTBEHHON CTPYKTYpbl, IPUBO-
Zisilliee K MOHIDKEHUIO WU MOJTHOM TOTepe PacTBOPUMOCTU GeIKOBBIX MOJIEKYI, yTpa-
Te GUOJIOTMYeCKOH aKTUBHOCTY U M3MEHEHUI0 QU3UKO-XMMUYECKUX CBOHCTB OEJIKOB.
I[Tpu neHaTypaiuy pa3pyuaoTcs Bce YPOBHU CTPYKTYPhl KPOMe MepBUYHOM.

Paznuyaror 2 Buza geHaTypauuu:

e 00pamumas — 3TO IPOLecc, Y KOTOPOM JleHaTypUPOBAaHHBIH OeJIoK mocJe yza-
JIeHUs [IeHaTyPUPYIOLIKUX areHTOB BHOBb CAMOOPIaHM3YeTCs B UCXOJHYIO CTPYK-
TypPy C BOCCTAaHOBJIEHHEM OMOIOTUYeCKOi aKTUBHOCTH;

* Heobpamumas — 3TO IPOLIecc, IPX KOTOPOM OGHOJIOTHYecKast akTHBHOCTb He BOC-
CTaHaBJIMBAETCA MOCJIE Y/lalleH!s IeHaTyPUPYIOIUX areHTOB.

Ceoiicmea denamypuposannuix 6e1K08:

1) noBbIIIAeTCs YNCII0 peaKLIMOHHBIX TPy (TIOSABJIAIOTCA paHee CKPhIThIe);

2) OHMKAETCs PAaCTBOPUMOCTb, GEJIOK MOKET BBINa/iaTh B 0CAZIOK TOJIBKO IIPH 10~
Tepe GaKTOPOB YCTOMIMBOCTH (3apsill, TUApaTHast 060I04Ka);
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3) usameHsercs KOHOUrypauus 6eka;

4) 6eJioK TepsieT GUOIOTUYEeCKYI0 aKTUBHOCTH;

5) GoJtee JierKO pacIeriseTcs MPOTeOTUTHIeCKUMHU GpepMeHTaMu (COJIsTHAst KUCTIO-
Ta B XeJyaKe — IPUPOJHBIN leHaTypUPYIOLIUii areHT).

daxTopsl, NPUBOAALINE K AeHATypaluH Geka:

* ¢usuueckue — BBICOKAS TeMIeparypa, yabrpaduoneroBoe obnydenue (YPO),
YJIBTPa3BYK, PEHTreHOBCKOe U PaZiMOaKTUBHOe 06yyeHue, y-obrydeHrne. MHo-
rue Gu3NOTepaneBTUYECKHe IIPOLle/lypbl OCHOBAHBI Ha ZIeHATypaLlUHy;

* Xumu4eckue —MHAHepaJbHble U OpraHUYecKre KUCIOTBI, IeJI0YH, COMHU TSKEeNbIX
MeTaJlJIOB, MOYeBUHA.

B ocHOBe OKa3aHUs [epBOY OMOIIY IIPU OTPaBJIeHUHN TSDKEIBIMUA MeTalIaMu Jie-
KUT ITPOLIeCC ileHaTypaluu. BolbHOMY 1al0T MOJIOKO, 6K KOTOPOTO IeHaTyPUPYIOT,
BBINAJAIOT B 0CAZIOK (3afepKUBaeTcsl BpeMs BCACBIBAHUA TsXKeJIbIX MeTaJlIoB [0 OKa-
3aHMSA MeZIMKaMeHTO3HO IOMOIIH).

Penarypanus, peHaTuBanms (OT JIATUHCKOTO re- — NPUCTaBKa, 3/1eCh 03Ha4alo-
11asi BO306HOBJIeHYe, 00paTHOe IeliCTBYe, U natura — MPUPOJHBbIe CBOICTBA) — obpar-
HBIN TIepexofi MOJIEKYJbl Ouononumepa 6enka M3 JieHaTyPUPOBAaHHOTO COCTOSTHUS
B HaTUBHOe. Eciiit ipu neHatyparuu Genka GpuU3MKo-XUMITIeCKiie N3MeHeH s CBSI3aHbI
C IIepexo/ioM TOJIUINEeNTUAHON LIelX U3 IUVIOTHO YIIaKOBaHHOTO (YHOPALOYeHHOr0) Co-
CTOSIHUA B 6eCropsA/I09HOe, TO NPY PeHaTypaly HPOSBISAETCH CHOCOGHOCTh OENKOB
K CaMOOpraHM3alix.

JleHaTypauys GeJKOB B )XUBOM KJIETKe IIPOUCXOAUT C HeOOJIBIIOH CKOPOCThIO. Pe-
HaTypalys [eHaTyPUPOBAHHBIX OENKOB B YCJIOBUAX KJIETKU 3aTPy[HEHa BCJIE/ICTBHE
BBICOKO} KOHIIEHTpaluu OeNKOB: JeHaTypUPOBAHHbIE MOJIEKY/IbI OOHAKHUBIIMMUCS
ruApoOOHBIMY YYaCTKAMU COEUHAIOTCA C APYTMMU MOJIEKYJIaMH, YTO TIPeNATCTBYeT
IIPABWIBHOM YKJIA/IKe NeNTUAHON Lieln.

IlyTb caMoOpraHW3alvy IpefonpefeseH MOCIef0BATeNbHOCTEI0 aMUHOKUCIOT
B [IOJIIIENITUIHOM LIETIN, TO €CThb €€ NepeuTHou cmpykmypou, LeTepMUHNPOBAaHHON Ha-
CcJleficTBeHHOH MHMOpMaIueil. B )KMBBIX KieTKax JaHHas WHGOpMAIUs SBJISETCS pe-
maromeil 7y NpeoOpa3oBaHUs HEYNOPSZAOYEeHHOHN MOJIUIENTHAHON Ienu BO BpeMs
VJIY TIOCTIe ee GUOCHHTe3a Ha pUO0OCOMe B CTPYKTYPY HaTUBHOM MOJIEKYJIbI Genka. PeHa-
Typauys BO3MOXKHa, eCJIU eHaTyPUPYIOIIUH areHT AefCTBOBal KPaTKOBPEMEHHO.

MemoowL udyuenus cmpyxmypuot 6ea1K06

[l u3y4deHUs: CTPYKTyphbl Geka NPUMEHSIOT pa3HooGpasHble MeTofbl. Kccie-
fioBaHMe KOHpopMauuy OelKa MPOBOAUTCA C IIOMOINBI0 CIEKTPOCKONHUU S7IePHOTO
MarHUTHOTO Pe30HAHCa, CIeKTPOCKOIMHU 3JIEKTPOHHOIO ITapaMarHUTHOTO Pe30HaHCa,
PEHTTeHOCTPYKTYPHOTO aHajIH3a.

OCHOBHBIM METOZIOM U3y4YeHUs TIEPBUYHON CTPYKTYPbI OEJIKOB SBJIAETCS METOZ CeK-
BeHMPOBaHUsA (OT aHIJL. sequence — MOCJe/I0BATeIbLHOCTD), COCTOAIIMI U3 3-X 9TAIOB:

* pacimeruieHve Geka;
* CEeKBeHMPOBaHMeE KaXX/OT0 U3 MOJIyYeHHBIX GpparMeHToB;
« cOOpKa MOJTHOM CTPYKTYPBI OeJIKa 13 yCTaHOBJIEHHBIX CTPYKTYP ero GparMeHToB.

I aTan — pacmernienue Gejaka Ha GparMeHTbI JIMHOMU, JOCTYITHOM ISl CEKBEHM-
POBaHUA UJIX €r0 I'MAPOJINA3 MOXXHO OCYLIeCTBUTh ABYMs IYTAMU: IOCPELCTBOM XAMU-
4ecKOoro ru/pou3a (IeJI0YHOTr0 MM KUCIOTHOTO0) MK pepMeHTaTUBHOTO THpPOIu3a
(tabs. 5).
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Tabnuya 5

Buabl THAPOIN3a U YCIIOBUS €ro MPoBeeHHs

YcoBus npoBezieHns XuMU4ecKui rupoNu3 DepMeHTaTUBHBIN
rUponsa KUCJIOTHBIN 11eJIOYHOM ruapoin3
HasBaune pearenra | ConsHas, cepHas NaOH, KOH [Iporeonurnyeckue
KHCJIOTBI (bepMeHTBI: TPUIICHH,
THeMCHH, TalanH,
XUMOTPHUIICHH,
KapOOKCHUIIeNTHIa3a
KonuenTpanus 20—30 % 25—30 % MunnumonsapHsle
(6—12 monb/ 1) (2—12 monb/n) Y MUKPOMOJISIpHbIE
KonuyecTBeHHOE 1x5-10 1x5-10 1x0,1-0,001
COOTHOILEHUE MeXIy
TUZIPOJIN3YeMbIM
GeJIKOM U peareHTom
Temmneparypa 100—110°C 100—110°C 37°C
pH Kucible 3Ha4eHus IMenounble OnrumanbHbIe
3Ha4YeHns 3HaueHud pH g
paboThI TAHHOTO
depmenTa
Bpems, 16—924 OT4—6 710104 HeckonbKo cyTOK
HeoOXouMoe ISt
MIOJIHOTO TMJPOIN3a
Genka
Hepnocratku IMonHoe paspy1ueHure Panemusanusa 3apacranue
TUZIpONIN3a tpurntodaHa, aMUHOKUCIIOT, TH/IPOJI3aTOB
YacTIYHOe pa3pylleHre | pa3pylleHue MUKpOdIIOpOii
OKCUAMUHOKMUCJIOT, apryuHMHA, JTHU3MHA
Tle3aMHUHUPOBaHue U IIUCTHHA,
aMUZIHBIX CBS3ei o6pa3oBaHue
acriaparvHa M riyTaMyHa, | TOKCUYHBIX
60JIBIION BBIXOZ| COJIeN — | IPOZIYKTOB
XJIOPUZIOB WJTH CY/b)ATOB

TUAPOIM3aThI MOTYT OBITh MOJHBIMY U HETIOJHBIMU. B pe3ysibTaTe HEMOJIHOTO I'H-
nponu3a o6pasyioTcs HeboJIblKe nenTuaHbie GpparmeHTsl. IIpyu U3MeHeHU! yCIOBUI
TUIPOJI3a TIOJIUIIENTH/T pa30UBAIOT Ha pa3iudHbie pparMeHThI.

OxoHyYaHue npouecca TAPOoJIN3a OLeHUBAKOT 110 IBYM [IPU3HAKaM:

a) OTCYTCTBUIO MOJIOKUTEIBLHOM O1YPeTOBOM peaKiiy Ha MeNTU/HbIe CBS3H;

0) OKOHYAaHMIO MPHPOCTA KOHIIEHTPAIUM aMHHOTPYII U KapOOKCUJIbHBIX TPYIIT
B I'M/IPOJIA3ATe.

[IpuMeHsAIOT TaK)Xe MeTOZ, IT03BOJIAILINN OTLIEIJIATD 110 OJHOYM aMUHOKUCJIOTe Ha
KaXX/IOM 3Tarle, 4ale BCero mpy noMomy $pepMeHTOB MOKeyA0YHOM JKese3bl (Kap-
6oKcunenTyaas).

II 3Tan — ceKBeHMPOBAHKE KAXK/IOTO U3 MOJTYYeHHBIX pparMeHTOB.

B kaxzom nenruzie nyTeM IIPUMeHeHNUA psAja MeToZi0B onpegensdorcsa N- u C-KoH-
11eBble aMUHOKHCIIOTBI.
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Memodst onpedenenus N-KOHUeBbIX AMUHOKUCIOM:

1. Metoz Cenrepa.

2. Metoz DnmaHa (peann30BaH B CeKBeHATOPe).

3. Peakuus ¢ JaHCUIIXJIOPULOM.

4. MeTopA c IpUMeHeHreM aMUAHOIIENTH/A3bL.

Mertozabl onpenenenus C-KOHIEBbIX AMUHOKHCIIOT:

1. Meton Akabopu.

2. Metoz ¢ mpuMeHeHreM KapOOKCUTIeNTUAA3E.

3. Metoj ¢ mpuMeHeHreM GOPTUAPHU/IA HATPHSL.

III 3aTan — c60pKa MOJHOM CTPYKTYphbl Oejika M3 YCTaHOBJIEHHBIX CTPYKTYD €ro
¢dparmeHTOB.

ITocse ueHTUOUKALUY TOC/IEZ0BATEIBHOCTH aMUHOKHCIIOT B ENTH/AX TIOJIyYatoT
TeNTU/IHYIO KapTy, XapaKTepHU3YIOIIYIO HCCIelyeMblil GesokK.

JIMHAMUKy OPHPOCTa aMUHOIPYIIT ¥ KapOOKCUJIBHBIX TPYIIT OLEHMBAIOT METOZOM
($OPMOJIBHOTO TUTPOBAHUSA, CBA3BIBAS GOPMAb/IETHIOM AMUHOIPYIIIIB aMUHOKHCIIOT,
0CBOOOKAIONIUXCS TIpU Tuzponu3e Oesika. OGpa3oBaBuIMecs TPU THAPOJI3e aMHu-
HOKHCJIOTBI UIeHTUPULIUPYIOT XpOMaTorpaguiecKiMy MeTOZlaM{, OCHOBAaHHBIMU Ha
Pa3NMYHBbIX PUBMKO-XMMHYECKUX CBOMCTBAX aMUHOKHCJIOT M [IBETHBIX PeakIUsAX Ha
OTZleJIbHbIe aMUHOKHCIIOTBI.

ITpy 0JTHOM rUAPOIIU3E NTOJTYYar0T CMECh aMUHOKUCIIOT, KOTOPYIO B OCHOBHOM HUC-
TOJIb3YIOT B MeJIUIIMHE TTapeHTepaibHO. BeKoBble rUIPOIM3aThl PECTaBISAIOT COO0
CBETJIO-KOPUYHEBYIO KUIKOCTD CO CIIeldIYecKiM IPHOHBIM 3a[1aX0OM U BKYCOM.

IIpuMeHeHNe rHPOIN3aTOB 0eJIKOB B MeIULIMHE:

1. B TpaHcdy3uonorny Kak KpoBe3aMeHUTENN UCIOb3YIOTCS KICIOTHBIE THAPO-
JIM3aThl: aMUHOKPOBUH, ruziponusut JI-103, LIOJIUIIK, nHpy3aMuH, reMMoC ¥ JIp.

2. /114 napeHTepasbHOro MUTAaHUA NALUEeHTOB B [10CJIe0IepalliOHHOM [IEpUOJE.

3. BXOZAT B COCTaB CIeNUaIbHOTO MUTAHKS ISl IeTell C SH3MMOIaTUsAMU OETKOBO-
ro o6MeHa, HarprMep GeHUIKeTOHYPHEil.

4. VI3 ruponn3aToB U3rOTOBJIEHBl MHOTYE JIEKAPCTBEHHbIE NIPerapaThl, Halpumep
11epeOPOIU3MH. DTU MpenapaThl yIyulIaloT MO3TOBOI MeTaboIM3M, X Ha3HAYaIOT, Ha-
npumMep, 60JIbHBIM IOCJIe IepeHeCeHHOr'0 UHCYIbTA.

PDU3HUKO-XHMHYIECKHE CBOMCTBA 0EJIKOB

VHvBuUyanbHble GeJKY Pa3IM4aTCs 0 CBOUM GU3UKO-XMMUYECKUM CBOICTBAM
(dopme monekyn, MoseKylIApPHON Macce, CyMMapHOMY 3apsiy), YTO JIeaT B OCHOBe
METO/I0B UX pa3/ieIeHusl.

®Du3NKO-XUMHUYECKHUe CBOMCTBA OEKOB:

* KOJUIOMJHO-OCMOTHUYECKHE;
* KHMCJIOTHO-OCHOBHbIE U OydepHble.

Konnouono-ocmomuueckue ceoticmea 0eaKkos

KosnonaHo-ocMoTHYecKre CBOICTBA 00YCIOBIEHbI BBICOKOH MOJIEKY/IAPHOM Mac-
coit 6enkoB (ot 6 000 10 MuTHOHOB [la) U paamepoM (0T 1 MKM 110 1 HM), ciieoBa-
TeJIbHO, OHU SABJIAIOTCS KOJUIOMAHBIMHM YaCTHIIaMH, KOTOPbIE B BOZle 06pa3yioT KOJLIO-
W/HBle PAcTBOPBL. [MApPOQUIbHBIE IPYMIbl, 0COOEHHO 3apsDKEHHbIE, HA OBEPXHOCTH
6esIKOBO# IJI06YJIbI IPUTATUBAIOT K cebe AUMOJIM BOABI, KOTOPbIe PacIoiaraloTcst BO-
KpyT GeJIKOBOM MOJIEKYJIbI M 06Pa3yIOT BOJHYIO UM TUIPATHYIO 0007104Ky (puc. 12).
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Puc. 12. ®opmupoBaHue ruzipaTHO# 0601049KK Oeska

CsobonHas Bojia

Dra 060J104Ka MPejOXPaHAeT MOJIeKYJIbI OeJIKa OT CKJIeMBAaHUs U BbIIIaZIeH!s B 0Ca-
II0K. BennurHa ruzpaTHOi 0060JI0YKM 3aBUCHT OT CTPYKTYphI Oenka. Hampumep, anb-
OYMUHBI JIETKO CBSI3BIBAIOTCS C MOJIEKYJIAMHU BOJIbI M IMEIOT OTHOCUTENIHHO GOJIbIIYIO
BOJIHYI0 000JIOUKY, TOTZIa KaK I7I00YIMHbI IPHCOeIVHSIOT BOZ XyXKe U TUApaTHas 000-
JI0YKa y HUX MeHble. [ToTepst ruipaTaliiOHHOMN BOJbI TPUBOAUT K TUOEIN KJIETKHU.

CBoiicTBa 0€JIKOB KaK TrHAPO(HIbHBIX KOJIJIOUI0B:

1. PaccenBaHme cBeTa BCJIeZCTBUe AUPPAKIUH

Ha KOJIJIOW/IHBIX YacTULax — omnanecueHuus. Oco-
GeHHO JaHHOe sIBJIeHWE 3aMeTHO TPU TPOXOXKIe-
HUU Yepe3 OeKOBBIN PacTBOP Jiyda CBeTa —BUJIEH
cBersmuiics Konyc (3¢dekr Tunpans) (puc. 13).
b 2. BeJnKOBbIe PACTBOPHI B OTJIMYHE OT MCTHH-
é h HbIX 006J1aZ1a10T MaJIOi CKOpPOCThIO U dysun.
e

3. BeJIKOBbIe YaCTHIIbI He CIOCOOHBI K AMAJH3Y, TO

eCTb He MOTyT IPOHWKATh depe3 MOJyHIPOHUIIAeMble

MeMOpaHbI, TOPbI KOTOPIX MeHbIIle IMaMeTpa OeJIKOB.

Puc. 13. Dddexr Tunnana DTOT METO/ KCIIONb3YIOT /751 OYMCTKY OEJIKOBBIX pac-
TBOPOB OT HU3KOMOJIEKYJISIPHBIX IIpuMeceit (puc. 14).

B opraHu3Mme mpumepaMH TaKUX MOJYIPOHUIIAEMBIX MeMOpaH fBJIAIOTCA COCY-
AUCTast CTeHKA, [oYeqHbId GuibTp. B ocHOBe pabOThI «MCKYCCTBEHHOM MOYKU» IPU
JledeHNU OCTPOM MOYeyHOH HeAOCTaTOYHOCTH HMCIOJIb3YIOT METO/ reMOJHan3a, Ipy
KOTOPOM COXPAHSIOTCS GeJIKU MIa3Mbl KPOBH 1 BLIBOASATCS HU3KOMOJIEKYISIPHBIE TOK-
crAvecKyie MPOAYKTHI (HalpuMep, MOYeBHHA).

4. Co3naHue OHKOTHUYECKOTO IaBJIeHHWs, TO eCTh IepeMeleHe BOJbl B CTOPOHY
Gosee BBICOKOI KOHIeHTpanuu Genka (puc. 15). CHIKeHUe KOHLEHTpaluH ajbOy-
MMHA B KPOBU IPUBOJUT K IIepeMellleHHUI0 BOJbl B UHTePCTULIMAIbHOe IIPOCTPAHCTBO,
CJIeZICTBHEM YeTO SIBJISeTCS IOsIBleHne O0TeKOB. KoJUIonHO-0CMOTHYeCKoe /iaByieHue
SIBJISIETCS OCHOBHBIM (aKTOPOM, 6Gy1aroiapsi KOTOPOMY H/IOTENNI HEMPOHUIIaeM ZJIst
OeJIKOB IIa3MBbl.
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OHKOTHYeCKOr'0 JJaBJIeHU:
1 — Boza; 2 — nennodaHOBBIA Memo-
yek (TOJyIIpOHULIaeMblil); 3 — pacTBop
Genka; 4 — crekisHHas TpyOka; h —
BBICOTA CTOJIOMKA JKUAKOCTU (Mepa OH-
KOTHYeCKOTO /IaBJIeH! )

5. Bbicokasi BA3KOCTh PacTBOPOB GeJIKOB 0OYC/IOBIEHA CUIAMH CIIETIIEHHS MeX-
[y KPYIHBIMU MOJIEKyJaMH, 4TO IMPOSIBIISieTCs, Halpumep, npu 0Opa30BaHUU Tejieid
Y CTYZIHEH.

6. PacTBopbI 6€JIKOB CIIOCOGHBI K 3aCTy/IHEBAHUIO M Teie0bpa3oBaHuio — obpa-
30BAHUIO CETYATHIX CTPYKTYp. Boza TepsieT TeKydecTb U pacrosiaraeTcsi Mexauy Ioju-
TMeNTUAHBIMY 1IeNsMUA BHYTPH r7106y/bl. [IpriMepaMu CTYIHeN SBAAIOTCS [UTOMIa3Ma
KJIETOK, TKaHb XPyCTaJIMKa IJ1a3a.

7. HabyxaHue 6esKoB B BoZie B OOJIBIIMX Mpezenax, yBenudeHre oobeMa (Macchl)
TIOJIMMEPHOTO TeJia B Pe3yJIbTaTe MOTJIONIeH S KUAKOCTY HUITH ee Iapa P COXpaHeHUH
YIM CBOICTBA HeTeKy4ecTu (To ecTb popma 06pasiia OObIYHO He M3MEHSIeTCs).

8. ClocoBHOCTh K OCAXIEHUIO.

Kucnommno-ocnognusie u 0ygpepnuie ceoiicmeaa 0eaKos

KucnoTHo-ocHOBHBIE (aMmdoTepHbie) U GypepHbie CBOMCTBA GETKOB 00YCIOBIEHbI
Haj4yreM B GeNKax 3apsDKeHHbIX aMHHOKHCIOT. IIpeoGiiazaHue OTpHLiaTenbHO-3a-
PSKeHHBIX aMUHOKUCIOT (TJ1y, acll) IpuaeT UM KUCIBIN XapaKTep ¥ OTpULiaTelbHbIN
3apsz, U, Ha060pOT, MpeobajaHKe MONOKUTeTbHO-3apPSKeHHBIX (JIM3, apr, TUC) — OC-
HOBHbIe CBOYCTBA W MOJIOXKUTEbHBIN 3aps npu QU3NOIOTMYecKUX 3Ha4eHusx pH.
V3MeHeHre Bemn4uHbl pH cpenbl n3MeHseT 3apsy Oeska.

H30351eKTpUYecKas Touka 6enxkoB (UDT, pI) — ato 3Havenue pH cpenbl, mpu
KOTOPOM CyMMapHBIH 3aps1/ MOJIeKyJIbl paBeH 0.

CaotictBa 6eskoB B IDT:

1. MakcuMasbHas 0CaXx/JaeMOoCTh.

2. OTCcyTCTBYE IBVKEHHS B DJIEKTPUYECKOM II0JIE.

3. MyuHuMasbHas BA3KOCTb B HAZ0CaZ0YHON KUIKOCTH.

Dt cBovicTBa Genka B IDT jiexxar B OCHOBe ee ompezenenus, To ectb DT Genka
OIIPeZEeJISAIOT 110 MAKCUMAJIbHOMY OCaXJEeHUI0, OTCYTCTBUIO II€PE/IBYKEHMS TIPU dJIeK-
Tpodopese U MUHIMAaJIbHOM BA3KOCTH.
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B 3aBucumocTu ot BenmmduHbl DT Bce GeNKK KIacCUQUIMPYIOT Ha KHUCIIble, Heli-
TpaJibHble U OCHOBHBIE. [ GOJILIIMHCTBA NPUPOAHBIX OENKOB M303JIeKTpUYecKas
TOYKa HaxoAuTcs B cabokucnoit cpese (pH = 4,8—5,4), 4To CBUZETENBCTBYET O Hpe-
06J1a/JaHKUY B UX COCTaBe JUKapOOHOBBIX aMUHOKHUCIIOT (puc. 16).

COOH  COOH (R ray, acm) Co0-
|

+H* +0H"
- —
-H,0

2
[ [ [
NH NH, NH;
(R,,.» apr, TUC)
pH <pl pl - 3nayenue pH, pH > pl
pu KoTopoM GeJiok
3MIeKTPOHeHTpaneH

Puc.16. Mexauusm o6pa3oBaHus 3apsizia 6e1KoB

CBoiicTBO aM(OTEPHOCTH JIEXKUT B OCHOBe OydepHbIX CBOKCTB GEIKOB U MX y4aCTHsA
B perynsuuy pH Kposu.

YcToiYMBOCTb BOAHOTO pacTBOpa Geska ompesiensieTcs AByMs GpakTopaMu: Haju-
4reM 3apsizia GeKOBOU MOJIEKY/bl M HAXOZAIIelCsl BOKPYT Hee IMAPaTHON 000I0UKHL.
[Tpu moTepe OHOTO U3 ATUX PAKTOPOB OEJIOK BhINAZaeT B OCAZIOK.

[IprMepamu peaxiuii OcaXkaeHus OeITKOB SBJISIOTCS:

1. Boicanusanue — 3T0 ocaxk/ieHue OeJIKOB MO IeCTBIEM BHICOKUX KOHI[eHTpaI[Hii
HeUTpaJIbHBIX COJIEH IeJIOYHBIX U I1eJI0YHO3eMeJIbHBIX MeTa/IOB. MeXaHU3M BbICaIn-
BaHMS 3aKJII0YaeTcs BO B3auMozeicTeuy annoHoB (SO%) u katuonos (Na', NH,) c 3a-
psanamu 6enka (rpynnel -NH; 1 -COO"). B pe3ysnbraTe 3apsj ucye3aet, ¥ COOTBETCT-
BEHHO MCYe3aeT B3aMMOOTTaJIKMBaH1e MOJIeKyJ. OZTHOBPEMEHHO Pe3KO YMEHbINAeTCs]
ruaparHas obonodka (puc. 17). Bce 3T0 MPUBOJUT K «CITUMAHUIO» MOJIEKYJT M OCaXK/ie-
HHUIO.

PacTBOprMOCTB GEJIKOB CHIIbHO 3aBHCUT OT KOHLIEHTPALIMH COJIell (OT MOHHO# CUITBI).
B pucTUnnpoBaHHO# Boie GeJIKY Yallle BCero pacTBOPSIIOTCSA IJI0XO0, OZIHAKO MX PacTBO-
PUMOCTb BO3pACTaeT [0 Mepe yBeJIndeHNsl NOHHOH cJIbl. [1py 3TOM Bce Gostblee KOJu-
4eCTBO TMJPATUPOBAHHBIX HEOPraHUYECKUX OHOB CBSI3bIBAETCS C TOBEPXHOCTBIO Oesika
¥ TeM CaMbIM yMeHbIIIaeTcs CTeleHb ero arperanyu (3acanuBanue) (puc. 17, a).

I[Ipu BBICOKOI MOHHOII CHJIe MOJIeKy/bl GeJKOB JIMIIAITCS THAPATHBIX 000JI0YeK,
4TO MPUBOJUT K arperalyiy U BbINa/ieHHIo Oesika B 0caJioK (BbicanuBaHue) (puc. 17, 6).
Vcnonb3ys pa3ianyrie B PaCTBOPIMOCTHU, MOXXHO C TIOMOIIBIO OOBIYHBIX COJIel (Harpu-
mep, (NH,),SO,) pasnenuts cmech 6eKOB.

Ocaxparoas CIocoOHOCTh COJIM 3aBUCUT OT Pa3MepOB KaTHOHA U aHMOHA, @ TaKKe
OT BeJIMYMHBI MX 3apsAzia. KaTMOHBI ¥ aHUOHBI [0 BbICATMBAIOLIEH CIOCOGHOCTH MOXKHO
PACIOJIOKUTH B TUOTPOIHBIE PSI/bL, B KOTOPBIX 3Ta CIOCOOGHOCTH YOBIBaeT.

Katuonsr: Cs*, Rb*, K*, Na*, Li*, Ba*, Sr¥, Co?*, Mg?".

Anwonsr: SO%, CI7, Br-, NO,, Y7, CNS™.

BricanuBaroiiee fieficTBre 00bSICHSIETCS TeM, YTO MPU BBICOKOM KOHIIEHTPAIIUK UO-
HOB B pacTBOpe Geska OHU OTTATMBAIOT Ha cebsi OT MOJIEKYJ Oeska MoNspu30BaHHbIe
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MOJIEKYJIbI BOZBI M TEM CaMbIM JINIAIOT O€JIOK TUAPATHOM 000I09KU, KOTOPAst MPersT-
CTBYET OCax/ieHuIo 6eka. MeTo/| BbICaIBaHUS UCTIONb3YeTCs AT pas/ieIeHust OeIKOB
1 GepMeHTOB U MOJIyYeHHs UX B OUHIEHHOM BU/JE.

BricaniBanue 6eJKOB KOHLEHTPUPOBaHHBIM pactBopoM (NH,),SO, siBnseTca ofi-
HHM U3 MeTOJIOB GPaKI[IOHUPOBAHUS OEITKOBBIX CMeceil Ha aibOyMUHBI ¥ TJI0OYIMHBIL.
[10GyMHEI OCaXa0TCA B MOJyHACkIEeHHOM pacTBope 50 % (NH,),SO,, a anpbymu-
HbI — B HACBIIL[EHHOM PacTBOpe, TO ecTb pu 100 % KOHLeHTpaluy CepHOKUCIIOTO aM-
MOHUS.

Benok T'ippaTtHas
obonouKa

%) BricanupaHue

©) (nerunparamms) —
CHATHE THAPATHOI
oBonoyukn

a [

Puc. 17. Bnusinue KOHIEHTpAalrH1 COJIN IIeJ0YHOI0 MeTaJlJla Ha paCTBOPUMOCTDb Oenka:

d — HHM3KasA KOHLEHTpalus COJiu, 3acajiiBaHue, 6es1o0K pacTBOpUM; 6 — BBLICOKas KOHLeHTpalnus COJin, BbICa-
JIMBaHUe, arperauus 6eIKOBBIX MOJIEKYJT

2. Ocaxcoenue benxa 6 UDT. B ocHOBe MeXaHM3Ma OCaX/ieHUs GEJIKOB JIEXXUT OTCYT-
CTBUE y HUX 3apsijia ¥ HapyLIeHUs TUPATHOM 060T0YKH.
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Pa3oen 2

KIACCHPHUKAIINA BEIKOB

CymiecTBYIOT pa3Hble IIOAXOABI K KiIaccuduraruy 6enka:

1. ITo popme Moneky (r7106yApHbIE: FeMOrIO6KH, MUOTJIOOMH U Ap. iy GUOpHII-
JIIpHbIe: KepaTHH, KOJUIareH, 31aCTHH, MUO3UH, GUOPUH).

2. ITo MoneKynsipHO# Macce (HU3KOMOJIEKyJIsApHbIe, BbICOKOMOJIEKYJISIPHBIE).

3. Io ¢yHKUMM (TPAaHCIOPTHBIE, 3aIUTHBIE, GePMEHTHI U Ip. ).

4. TIo JIOKanu3aLuy B KJIeTKe (si/iepHble, UTO30JIbHble, MeMOpaHHbIe U 1Ip.).

5. ITo BO3MOXXHOCTH aZIaliTUBHO PEryJMpOBaTh KOJMYECTBO JAHHBIX OelKOB (KOH-
CTUTYTHBHbIE U UHAYIUOEbHBIE).

6. ITo XUMU4YeCKOMY CTPOEHHUIO (TIPOCTHIE U CIIOKHBIE).

IIpocThIE OETIKHU

ITpocTele GeKM UMEIOT JIMIIb NOTUNEeNTHAHYIO Lellb, U IIPU UX TUAPOJIu3e 00pasy-
IOTCS TOJIbKO aMUHOKHUCIIOThL. MHOTHe IPOCThle GesKY He CYIeCTBYIOT B YHCTOM BUJIE,
OHY BCer/ia CBSI3aHbI ¢ HeGeJIKOBBIMU COeZIMHeHHUSAMHU, HO CBSA3b 9Ta O4eHb HelpOoYHasl.

BBIzIeJIAIO0T CIIe/ytoIie IPYIIIbl IPOCTBIX OeIKOB:

1. AnbOyMUHBI ¥ ITIOOYIUHBL.

2. ITpoTaMUHBI ¥ TUCTOHBL.

3. IIpOJTaMUHBI U TIIOTEIMHBL.

4. ITporenHOU B

ANbOYMHMHBI | IIO0YIMHBI — TJI00Y/ISpHbIe TapHble GeJKd, IMMPOKO Pacipo-
CTpaHeHHble B IIpupofie. FIX MHOTO B IUIa3Me KPOBH, CHIBOPOTKE MOJIOKA (JIaKTaslb-
OyMUHBI U JIAKTOIJIOOY/IMHBI) U B TKaHAX OpraHu3Ma (HampuMep, HeilpoanbOyMHHbI
¥ Heiporo6ynuHbl). B mia3me KpoBM Mex7y anbOyMHHAMM ¥ IJI00yIHHAME MMeeT-
Cs1 OTpe/ieJIeHHOe COOTHOIIEeHe — albOyMUHO-TI00yIMHOBRIN Koapduuuent (A/T),
npeBblmaromuii 1. CpaBHUTEIbHASA XapaKTePUCTHKA alb0YMUHOB U II00Y/IMHOB aHa
B Ta6II. 6.

Tabnuya 6
CpaBHHTeIbHas XapaKTepUCTUKA aNbOyMUHOB U ITI00Y/INHOB
Tpymnma GenkoB
XapaxTepucTuka
AnbOyMUHBI [106ymMHbI
MonekynsapHas macca 60—70 TeIC. Ja 100—140 TeIC. Ja
PacTBOpHUMOCTD B Bozie, comeBbIX B c1abbIx COJIEBBIX pacTBOpPAx
pacTBopax
Xapakrep 6eska Kucbrii Kucbrii
Ocaxpnenue pacrBopom (NH,),SO, [ 100 % 50 %
B KOHLIeHTpaLHX (BbICATBAHMUE)
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Oxonzanue mabn. 6

Ipynma GenkoB

XapakTepucTuKa
AnbOyMUHBI [no6ymHbl

1. TpaHCIOPT pa3JINYHbIX BELeCTB:

CBO6OI[HLIX YKMPHBIX GUOIOrMYeCKU aKTUBHBIX

KHUCJIOT, NOHOB COeZIMHEeHUIi: TOPMOHOB
MetaioB (Ca?, (mporectepoHa — OpPO30MYKOU/,
Mg?), Gunupy6uHa, T,, T,~ THPOKCHHCBSA3BIBAIOIIHIA

CTEPOU/IHBIX TOPMOHOB, | 6€JI0K), BATAMHUHOB (PEeTUHOJIA —
T,, T,, IeKapCTBEHHBIX | PETUHOJICBA3BIBAIONIMIT GeNloK,
O6uue GyHKIMH IpemnaparoB B,- TPaHCKOGATaMIH); HOHOB
(Menu — 1epysoIIa3MUH,
xese3a — TpaHCpeppuH),
JIUNUAOB (JTUHIONPOTENHBI)

2. lonnepxanue pH kpoBu (6ydepHoe neiicTBIE)

3. IlopnepxaHre OHKOTUYECKOTO IaBJIeHNs U BA3KOCTH
KpoBU (BIUSIHME HAa TeMOJUHAMUKY)

4. Pe3epB aMUHOKUCIIOT IIPY TOJIOJAHUN

3amutHas (MIMMYHOITIOGYIMHBI, CCTeMa KOMILJIEMEHTa,
uHTepdEPOH, aHTUIIPOTEA3bI)

PerynsatopHas (IpOTEONUTHYECKYE CHCTEMBI KPOBH,
KaTaJIUTIYeCcKast akTUBHOCTD)

Crernududeckue GyHKINH

TanrornobuH, GpubpUHOTEH,

TpancTupeTun TpaHcdeppyH, o, — AHTUTPUIICHH,
IIpencrasurenn (mpeanbOyMuH) LlepyJI0IIa3MUH, IPOTPOMOUH,
AnbOymuH JIMIONpoTenHsbl (0koso 100

WH/IUBU/IYaJIbHBIX OEJIKOB)

AnbOYMUHBI ¥ IJIOOY/IMHBI Pa3ZeNIsIOT METOZIOM 3J1eKTpodope3a — B 3JIEKTPUYECKOM
T0JIe BCe OHM NePeMeIaloTCsl K aHO/y € Pa3HOH 371eKTpOdOpeTHYecKoil MOABIKHOCTBIO.

Hanborb1mas ckopocTs y anb6yMUHOB, 3a HIMH CJIe/yIOT IIIOOYIHHEI d, oL, B, ¥ (puc. 18).

IlencuTorpaMma

JInHUs Taobymmms
crapTa_ B &

18-20 %
Y

Puc. 18. IIpoTenHorpaMma 3710p0OBOT0O Yel0BeKa
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IIpoTaMHHBI M THCTOHBI — TIPOCTbIE GeNIKK, BXOSAIINE B COCTaB HYKJIEONPOTEH-
HOB. VX cpaBHUTe/IbHAs XapaKTepUCTHKA NIPeZiCTaBIeHa B Tabiuie 7.

Tabnuya 7

CpaBHPlTeJIBHaﬂ XapaKTEePpUCTUKA IPOTAMHUHOB U THCTOHOB

XapaKkTepuCTuKn

I'pynma GenkoB

IIpoTamMuHbI

TucToHbI

MOJIEKy.TIFIpHaH Macca

4—5 k/la (KaK y menTuzsoB)

11-22k/la

PacTBOpuMOCTD

Xopo1Io pacTBOPUMEI B BOZie

Xopo1Io pacTBOPUMEI B BOZie

Xapakrep 6ejika

OCHOBHOH

OCHOBHOH

KJIyIIeH — U3 MOJIOK CeJIbJIN

AMMHOKUCIIOTHBIA 60—85 % apruHuHa 20—30 % nu3uHa ¥ aprUHUHA
COCTaB
JIokanusanus B szpax KieTok, HeClIoCcOOHBIX | B siipax Bcex KJIeTok
K ZIeJIeHHIO (CIepMaTo30U/ibl) (B cocTaBe HYKJIEOITPOTEHUHOB)
(B cocTaBe HyKJIEOITPOTEHHOB)
OyHKININ 3amumaror JHK ot feiictBua | —PerynupyroT akTHBHOCTb F'eHOMa,
HyKJIea3 ¥ IPUZAI0T XPOMATUHY | IPEHATCTBYIOT TPaHCKPUIILINY;
KOMIaKTHYIO popmy — crabunusupyiot crpykTypy JHK
B [IPOCTPAHCTBE (CTPYKTYpHAS
byHKIuUSA)
IMpencraBurenn CasbMMH — U3 MOJIOK CEMIH; I1AT pa3JINYHBIX TUIIOB TUCTOHOB!

H

Hl’ HZA’ 2B’ H3 u H4

IIposaMHHBI ¥ TIFOTEIMHbI —3TO IPOCThIe GeJIKU PAaCTUTENIBHOTO POUCXOXK/Ie-
HUS, OTJIMYAIOLIMECs] CBOeobpa3neM aMHUHOKHCIOTHOTO COCTaBa U GpU3MKO-XUMUYe-
CKUMHU CBO¥CTBaMH (TabIL. 8).

OHM COZIepKaTcsi B OCHOBHOM B CeMeHaX 3JIaKOB, COCTABJIsisi OCHOBHYIO MacCy KJieii-

KOBUHBI.
Tabnuya 8
CpaBHHUTe/IbHAS XapaKTePUCTUKA NPOJIAMHUHOB U ITIIOTEJIMHOB
Ipynma GenkoB
XapakTepucTuKa
ITponamuHbI TntorennHbl

Monekynapuas 30—40x[a Ot 500 o 3 000 x/1a

Macca

PactBopumocTh HepactBopuMmsl B BoJe, HepacTtBopuMsI B BoJie, CIUPTe,

pacTBOpUMBI TOILKO B 60—70 %
BOZIHOM PacTBOpe 3TaHoJsa

PacTBOPUMBI TOJILKO B pa36aBIeHHbIX

PacTBOpPAX KMUCJIOT 1 meoyueit

3euH (U3 KYKypy3bl), FOpZiernH
(13 AYMeHs)

Xapakrep 6enka | OCHOBHOIA OcHOBHOM
AMMHOKUCTIOTHBIH | 20—25 % r1yTaMUHOBOM BoraTbl IJlyTaMUHOBOM KACJIOTOM
cocraB KucaoTsl, 10—15 % mponuHa, Y JIN3MHOM
HEIOJIAPHbIe AMUHOKUCJIOTBI
Jlokanusanus CemeHna 371aK0B
IIpencraBurenu IMuaguH (U3 MIIeHUIb), ImoTenun
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Y HEeKOTOPBIX JII0Ze IpH yoTpe6IeHnH B MUY IPOAYKTOB, GOraThIX IIIOTEHOM
(cMech TIIOTEHMHA U ITIMA/IMHA), PAa3BUBAETCS UAMONAaTHYecKas cupy (Y B3pOCHbIX),
nenakus (y JeTeil) WK IIIOTEHOBAs SHTepONmaTus. DTO HaC/IeACTBeHHOe 3a00ieBa-
Hue (pepmeHTONATHA), 0OYCIOBIEHHOE HECIOCOOHOCTHIO KUIIEYHNKA [IePeBapUBATh
GenKy KIeHKOBHMHBI 371aKOB. IIPOAYKTHI HENOJHOTO NepeBapuBaHUA IJIIOT€HA TOK-
CUYeCKM JIeMCTBYIOT Ha KHUIIEYHYIO CTEHKY U CTUMYJIMPYIOT pa3sBUTHE ayTOUMMYH-
HBIX 1 BOCIAJIUTEIbHBIX PEeaKIUil, BbI3bIBask aTPOGUIO CIU3UCTON 0OOJI0UKY TOHKOIA
KVIIKY U Pa3BUTHe CHH/POMa Majnbabcopbuun (HapyuieHre BcachiBaHus). JledeHue:
TMIO’KM3HEHHOEe COOJII0ZIeHNe arI0TeHOBOM AMeThl (MCKII0YeHNe U3 panuoHa xieba,
KOHJIUTEPCKUX U MaKapOHHBIX U3/leJIUii, KoJbac, COCHCOK, APYTUX MPOAYKTOB, COZiep-
KAIIUX 371aK1).

IIporenHouabl —3T0 GUOPUIIAPHBIE GeNKU: KOJUIareH, 3JIacTUH, KepaTHHBL
JIokanu30BaHbl B COJVHUTENbHON TKaHU: MeXKJIETOYHOM MaTpUKCe, KOXe, XpAIax.
B ux cocraBe MHOrO IVIMLIMHA, ajllaHKHA, IIPOJIMHA, A TaKXe IIPOU3BOAHBIX AMUHOKU-
CJIOT — TMIPOKCUIIPOJINHA, TUAPOKCHIM3UHA. OHU OTIMYAIOTCS GOJIBIIOM YCTONINBO-
CTBIO K JIEMCTBUIO Pa3IMYHBIX BEIECTB, HEPACTBOPHMBI B BOJle, KOHLIEHTPHPOBAHHBIX
KHCJIOTax U Iesnodax. OcHOBHble pYHKIMK — OTNOpHast, 6apbepHas, 3alUTHas.

C/10KHBIE O€JIKHA

CroxHble GeJIKY B OT/IMYKE OT MPOCTHIX, KPOMe MONUIIeNTUAHOM LieTH, UMEeIOT He-
GeNKOBYIO IpyIIy, KOTOpasi Ha3bIBaeTCs JUraHj oT cioBa «ligo» — cBsasbiBato. Ecim
JIMTaH/ HeceT CTPYKTYPHYIO WX QpYHKIMOHAIBHYIO Harpy3Ky, OH Ha3bIBaeTcs IpocTe-
TUYeCKOV IPyNIoxn.

B 3aBHCHMOCTH OT ee CTPOEHUS WJIX CBOICTB CII0XKHbIe GeJKU K1acCuUIMPYIOT Ha
cliefiylolue Tpyibl:

1. [MMKONIPOTeNHBI: TPOCTeTHYeCKas Ipynna — yIaeBOAbL.

2. @ochonporenHsl: HeGeNKOBAS 4aCTh — OCTATKU OPTOGOCHOPHON KUCIOTHL.

3. JInnonpoTenHsl: COePKaT JIUIUDL.

4. MeTannonpoTenHbL: COAepKaT NOHBI MeTaJlJIOB.

5. Hyk7eonporenHsl coiep>xaT B KauecTBe IIPOCTeTUYeCKOM IPyIIbl HyKJIerHOBbIe
KUCJIOTBI: JIe30KCMpUboHyKIenHoBYI0 Kucioty (JJHK) u puboHyKJIENHOBYIO KUCIOTY
(PHK).

6. XpomomnpoTenHs! (rpeu. chroma — kpacka): mpocreTiuyeckas rpymmna oKpauleHa.

®yHKIUM IPOCTETHYECKOH IPYIIIBI B COCTaBe CJI0XKHOTO Oeska:

* M3MeHseT CBOCTBa OeMKOB (3apsis, paCTBOPUMOCTb, TePMOIAOUIBHOCTb), Ha-
npumep ¢pochopHasa KucnoTa B GocPornpoTenHax UK OCTATKU MOHOCAXapHU/oB
B [VIMKONIPOTENHAX;

* 3amuIaeT 6e0K OT MPOTEON3a BHE U BHYTPH KJIETKU, HAIPUMep YIJIeBOAHAS
4aCTh B IIMKOIPOTENHAX;

* B BHZle He0eIKOBO#1 YacTy 0becIieurBaeT TPaHCIIOPT HEPACTBOPUMBIX B BOJIE CO-
eJHeHU1, HalpyMep NepeHoC KMPOB JIMIONPOTEeNHAMY;

e TpuziaeT 6HOJIOrUYeCKyI0 aKTUBHOCTD 1 ONpeziesisieT GYHKIHIO Oesika, HapruMep
HYKJIEHOBAs KHMCJIOTa B HYKJIEONIPOTENHAX, I'eM B TeMOIJIO0KHe, yIIeBOz B pe-
IENTOPHBIX GeIKax;

e BJIMSET HAa TPAHCIOPT OeJIKOB Yepe3 MeMOpaHbl, BHYTPUKJIETOYHYI0 MUTPALHIO,
COPTHPOBKY U CEKpeLuio 6enKoB. DTO BBINOJHSAET, KaK MPABUJIO, YITIeBOAHbIH
OCTaTOK.
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Iruxkonpomeunot

I'nukonpoTteunsbl (I'T]) — cokHbIe GeKY, COZepKaline B KauecTBe HebeTKOBOTO
KOMIIOHEHTA yIJIeBOJbI.

Knaccudukanys rimKonpoTenHoB:

1. TTo xapakTepy cBsizeit MeXx 1y OeJIKOM U YIJIEBOIOM:

a) O-TIMKO3UIIIPOTENHBI;

6) N-IJIMKO3M/IPOTENHBL

O-TIMKO3K/IHAs CBSI3b 0Opa3yeTcsi B pe3ysibrate B3aMMO/ENCTBUS THAPOKCHUIILHON
TPYIIIBI OCTAaTKa CepYHA WJIM TPEOHWHA MOJUIIENITUHON LIeMH U I0J1yaLeTaJIbHOrO Th-
IPOKCUJIa MOHOCAaXapuzioB (Hanpumep, N-aleTurajakTo3aMuHa).

N-rIuKo31UaHas CBSA3b 00pa3yeTcsi B pe3ysbTaTe B3aUMOZEHCTBUS aMUAHOM IpyII-
IIbl OCTATKa aclaparuHa NOJUIeNTHHOM Ll U I10J1yaleTaJbHOr0 '’MPOKCUIa MOHO-
caxapunoB (Hanpumep, N-aleTUITTIIOKO3aMUHA).

2. TIo XMIMIYeCKOMY CTPOEHHIO YIJIeBOIHOTO KOMIOHeHTa (Tabt. 9):

a) cobcrBeHHO rrkonporentsl (CITI);

6) nporeorsukaus! (IIT).

Tabnuya 9

Knaccudukanus rimKonpoTeNHOB 0 CTPOEHHI0 YITIeBOAHO# YacTH

Co6CTBEHHO ITTUKOMPOTENHBI ITporeornvkaHbl
CroxHbIe 6esKu, cozieprKariie CrioxHbIe 6eJiKu, coziepiKariie
OJIUTOCaxapuHble Ilenu rauko3aMuHornukansel (IAT) (cMm. Huxe)

Cocras
Benok — 90—95 % Benok — 5—10 %
YrneBozs! (onurocaxapuzbl) — 5—10 % Yrnesozs! (TAT) — 90—95 %
Yr71eBo/IbI HEPETyIIPHOTO CTPOEHUS Yri1eBo/bI PErynspHOTO CTPOEHNUS

Cxema cTpoeHus

Eﬁ{gﬁlgfgﬁ CepaleBHHHbI—m
Henok
Onurocaxapuibl
ImuKkosaMHHO-
benox r.lmkami
Crsiaylomii / TuanypoHoBast
Benok A KHCTOTA
CaoiicTBa
CranornmxkonpoTenHbl IMEIOT Ha SABNAIOTCA NONMAaHAOHAMH.
NOBEPXHOCTH OTPULIATE/IbHBIH 3apsy CBA3BIBAIOT BOZy ¥ 06pasyIoT reim
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Oxonzanue mabn. 9

Co6CTBEHHO ITTUKONPOTENHBI

IIporeornukaHbl

Jlokanu3zanus

Mem6paHsI, IUTONIa3Ma, GUONOTHIECKYe
XUAKOCTH (KPOBb, TMM(a, MOJIOKO, CITIOHA)

MeXKJIeTOYHOe BeleCTBO COeJUHUTENIbHOMN
TKAaHHU, CTEKJIOBUHOE TEJIO I'Jia3ad

Poinb

1. CtpykTypHasi (KOMIIOHEHThI MeMOpaH).

2. PenenrtopHas (pa3BeTBIIeHHBIE LieN [JIMKO-
NPOTEMHOB, BBICTYNAIOIIME U3 KJIETOYHON
MeMOpaHBbl, y4acTBYIOT B PaCIIO3HABaHUY
baxTOpOB BHEIIHEH CPeJibI).

3. 3amuTHasa (MyLUHbL, Ig, aHTUreHbl TUCTO-
COBMECTUMOCTH, UHTeP(EPOH).

4. TpaucrnoptHas (TpaHcdeppuH,
LiepyJIOIIa3MuUH).

5. ®epmenTaTUBHAS (HyKJI€a3bl, GaKTOPHI
CBEPThIBAHUSA KPOBN).

6. TopmonanbHas (TOHaZOTPOIHBIH U THpeo-
TPOIHBIY TOPMOHBI).

7. ndopmartrBHas (OMpenensitoT UHAN-
BU/lyaJIbHOCTDb U B3aMHOE y3HaBaHHUe
POZICTBEHHBIX KJIeTOK, IPYNIOBbIE BelecTBa
KpOBH)

Ponab onurocaxapuaos B cocrase CI'TI:
— 3amuTHas (3awuTa 6eKa oT AeiicTBus
(depMeHTOB, KUCJIOT U T. 1.)

— PenenrtopHas

— ®opMuUpYIOT CUCTEMY OUOTOTHYECKOTO
y3HaBaHUA

1. CrpyKTypHas: NpOTEOTIUKaHbl —
KOMIIOHEHTBI COe/JUHUTEeNIbHOM TKaHM.
CBAA3BIBAIOT «+» 3apsDKEHHbBIE NOHBI,
(HanpuMep, MOHBI KaJblKs), y4aCTBYIOT
B MUHEepaJIM3alnK KOCTHOM 1 3yOHO#
TKaHew.

. ObecreynBarOT Typrop TKaHew, y4acTBYIOT
B BOZIHO-COJIEBOM OaJiaHce.

. BxozsT B cocTaB CMHOBHAJIBHOM
’KHIKOCTHU, CMa3bIBAIOT CYyCTABHbIE
MOBEPXHOCTH.

. BBINONHAIOT aMOPTU3UPYIOIIYIO POJIb
B CyCTaBHBIX XpALIAX.

. Co3paroT MOJIEKYJIAPHOE CUTO
B M@XKJIETOYHOM MaTpUKCe,
NPenATCTBYIOT PACIPOCTPaHEHUIO
NIaTOTeHHbIX MUKPOOPTaHU3MOB.

7. O6ecreurBaroT PO3PavyHOCTh POTOBHUIIBL

8. Co3naroT QUILTPALIMOHHBIN 6apbep

B IIOYKaX.

Y4actByioT B iuddepeHIrpoBKe

U pereHepanyuy TKaHeu.

10. TenapuH ABIAETCA AHTUKOATYJISIHTOM

(TIpensATCcTByeT CBepPThIBAHUIO KPOBH)

2.

9.

bonesHu HakoIIeHUA

Bosne3Hu HaKOIJIeHNS TIUKOIPOTENHOB

Y IJIMKOJIMIINZIOB — Hacje[CTBeHHbIe 3a00-
JIeBaHUsl, CBSI3aHHbIE C HEJOCTATOYHOCTHIO
TU7IpOJIa3, PacieIUIAIOMIMX [TOJMcaXapu/iHble
cBs13u. K HUM OTHOCATCS CHaNnz03, MAHHO-
3U703 U JIp.

MyKormorcaxapua03bl — HAaCJIeICTBEHHbBIE
3a60J1eBaHNA, CBA3AHHBIE C HAKOIUICHNEM
[JIMKO3aMUHOTIMKAHOB B TKAHAX B Pe3yyibrare
nedexTa IM30COMaTbHBIX THAPOJIAs.

O61rre cuMITOMBL: ZIepopManus cKeseTa,
OTCTaBaHWe B POCTE ¥ Pa3BUTHH, IOPAKEHIE
COCY/ZIOB, KaTapakTa

I'IMK03aMHHOIIMKAHbI (MYKONOJIMCcaXapyAbl) — 3TO JIMHeliHble TeTeponoinca-
Xapuzbl, TOCTPOEHHBIE 13 TIOBTOPSIONINXCSA AUCAXapUAHbIX GpparMeHTOB, B COCTaB KOTO-
PBIX BXOJAT ITIOKYPOHOBAsA (M4 UAYPOHOBAsA) KUCIOTA U N-aleTHUIreKco3aMuH (puUc.
19). NMetoT perynsapHOe cTpoeHue. BMecte ¢ Genkamu 06pasyroT IPOTEOTTUKAHBL.

ITpencTaBuTeNU IMMKO3aMUHOTIMKAHOB!

THaypoOHOBAst KUCJIOTA;
XOH/IPOUTHUH-4-CynbdaT;
XOHIPOUTHH-6-CyIb(aT;
nepMartaHcyabdar;
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* KepaTaHCynb}aT;
e TemnapuH ¥ rernapaHcyibQar.

— |
1 COOH CH,0OH |
| 0 0 I
:H H H/H : TuanypoHoBas
_(L I OH H H T | KHCJIOTa
H H ]
| HO [ |
| H OH H N-C-CH,
— Ho —0
Ocratok OcTaToK
D-rmokypoHoBoit N-aleTHrmoK03aMiHa
KUCIIOTHI
—_
| COOH CH,OH !
| |
(0] (0]

_(L : H/n HO,S0 /i : XOH/IPOUTHH-4-
| OH H H I | cynbdar
H H }

| | I
, H OH H  N-C-=CH,
— Ho  —M
Ocratok Ocratok
D-rmokypoHoBo# N-aleTuIrajakro3aM1H-4-cynsQara
KHCIIOTHI
—_
CH,0SO0,H |
|
0
HO /h : XOH/IPOMTHH-6-
H | cynbgar
H | 1
| | !
| H OH H I“II—(EI—CHg, [
— H O —n
Ocrarok OcTaToK
D-riioKypoHoBo# N-auerniranakro3aMut-6-cynbdara

KHCIIOTBI

Puc. 19. Cxema cTpoeHUA IMTIMKO3aMAHOIJIMKaHOB

Docgonpomeunvt

®docdonporenHsl — ci0XHbIe GelKU, COAepXKallde B KadecTBe HeGEIKOBOTrO
KOMITOHeHTa $pocaTHbIe TPYIIIbL.
IpencraButenu GpocHONPOTENHOB:
* KazeuH (00K MOJIOKA);
* 0BaJIbOYMUH (B OeJIKe KypHHOTO fIiiIa);

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
48 Knaccugukaums 6es1koB

* BUTEeJJIMH, POCBUTHH (B JKENTKe KyPUHOTO SHLA);
* UXTYJIHH (B UKpe PbI0);
 dochopunupoBaHHbie GOPMBI GepPMEHTOB.
®ocdarHas rpynna NpucoeUHAETCS CJI0KHO3QUPHOH CBA3BIO K OEIKOBON 4acTH
TIPeNMYIIeCTBEHHO Yepe3 OCTaTKY I'M/IPOKCHaMUHOKHUCIIOT CepyHa M TPEOHHHA, Pexe —
THpo3uHa (puc. 20).
Buonorndyeckas poyib GpocPonpoTenHoOB:
1) ucnonb3yioTeA U1 BCKaPMIIMBAHUSA 3apPOJbIIIel U eTeHblInel (Ka3euH MOJIOKa,
OBaJIbOYMUH SMYHOTO OesiKa, UXTYJIMH UKPBI PBIO);
2) y4acTBYIOT B PeryJIsALMY aKTUBHOCTH (pepMEeHTOB MyTeM KOBaJIEHTHOW MOAudu-
KaLluH.

OH
ki IporenHKuHA3a ; . O—]l.:’=0
ATQ——AID |
OH

Puc. 20. Cxema obpa3oBanus pocdonporenHa

Hanpumep, pochopunasza akTrBHa B pochopuivpoBaHHOi (opMe, a IITUKOTeH-
cuHTa3a — B eGpocHopUIMpoBaHHOM.

Ipucoemunenue ¢pocdaTa K MoseKysae GelKa OCYIIeCTBISETCs C MOMOIIbIO TPO-
tenHKuHa3bl. OtierieHre gocdara oT pochonpoTerHa MPOUCXOAUT MO eHCTBHEM
nporenHdocdarassl.

JTunonpomeunst

JlunonpoTtennsi (JIIT) — cnoxHble GeJKHU, coepaliie B KadyecTBe HeOeIKOBOTO
KOMIIOHEHTA JIUIU/BL.
Knaccudukanusa 1TMnonpoTenHoB (110 pacTBOPIMOCTH):

JInnmonpoTeuHbl
ITpoTeonunuasl CB0OO/IHBIE JTUTOIPOTENHBI

IIpoTeonunuabl — CIOXHbIe OeKY, COeJMHeHHbIe ¢ unuaamu. CHapyXu pacro-
JI0)KeHbI JIMIK/IHbIe KOMIIOHEHTBI, BHYTPb BCTPOEHbI OesKu (II03TOMY OHU He PacTBO-
puMsl B Bozie). [IpoTeonunu/ibl 06ecriednBaioT CBOMCTBA OMYIPOHULAeMOCTH KJIeTOY-
HbIX MeMOpaH. OcHOBHAs QYHKIMS TPOTEOUIIUAOB — CTPYKTYpPHAs, TPIMEPOM CTPO-
eHH CIIy)KaT pa3ndHble MeMOpPaHbI KJIETOK.

CB0OOAHBIE JIMMONPOTENHBI COCTOAT U3 JIMIUIHOTO 1 OEIKOBOTO KOMIIOHEHTOB
¥ BBINOJIHAIOT TPAHCIOPTHYIO QYHKIUIO, ITepeHoCs pa3/IMyHble JIMMU/bI B KPOBSHOM
pycre.

Bce cBoGozHbIe JIII MMEIOT CXOAHOE CTPOeHKe U OTINYAI0TCS IPOLIEHTHBIM COJIep-
’KaHWeM OTZeNbHBIX KOMIOHEHTOB (puc. 21). TuapoduibHbIit coit cBobogHbIxX JIIT
obpa3zoBaH OenKaMy, KOTOpPble HA3bIBAIOT alONpPOTEMHAMH, ¥ aMPUPUIBHBIMUA MO-
nexkynamu (pocdonununamu 1 cBOOOAHBIM XOJIeCTepUHOM). TApOUIbHBIE TPYIIIBL
3TUX MOJIEKYJ oOpalieHbl K BOAHOI da3e, a ruipodoOHbIe YacTu — K rTuapoPpoOHOMY
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APy JUIONPOTeNHA, B KOTOPOM HaXOZAATCA TPAHCIOPTUpYeMble JUMNUZABI (TpUaLu-
JITTIAIePUHBI U 3QUPBI X0JIeCTeprHa).

l' Tpl‘ﬂ 7 umepl THBI

2. Bdupe1 xonecTapuna
(;EWPH XC)

1. Beskl — anoIHnonpoTeHHbI
2. Docdonunuzst (PJT)

3. CobopHbIi XonecTepuH
(XC)

Puc. 21. CxeMa cTpoeHUs1 CBOGOHBIX JIUTIOMPOTENHOB T1JIa3MbI KPOBH

CBoGozHble JITT MOKHO pa3zieuTh Ha GPAKIMH C TOMOIIBIO 37IeKTpodopesa 1 LieH-
tpudyrupoBauus (tab. 10).

XunoMUKpoHbI (XM) — 310 cBoG0HbIe JITT, TPAHCIIOPTUPYIOIIVE JTUMTHIbI U3 SH-
TepOLIMTOB KUIIeYHMKA K TledeHU. bonbiyto 100 1unuzos (1o 90 %) cocTaBisdioT 3K-
3oreHHble Tpuanuiraunepuss! (TAT), cuHTe3UpOBaHHbIE B 9HTEPOIUTAX KUIIEYHUKA.
Hons xonecrepuna (XC) — 5 %, pocponunumos (OJI) — 4 %.

JIunonpoTenHnl O4YeHb HU3KOi miotHoctw  (JIIIOHII)  — mpe-B-
JIATIONPOTENHBl — TPAHCIOPTUPYIOT JUMU/BI U3 MeYeHH K nepudepuyeckuM TKaHAM.
B cocraBe mpeo6iagatoT sHaoreHHbie TAT (65 %). C1abo aTeporeHHbI.

JlumonpoTenHbl HU3KOHM miaoTHoctu (JIIIHIT) — B-nunonpoTenMHbl — TpaH-
CIOPTHUPYIOT JIMIUAbI U3 IIe4eHU U KUIIeYyHrKa K TKaHAM. B cBoeM cocTaBe coziepxaT
nperMyIecTBeHHO (ochonummabl U XonecTepuH. MoryT o6pa3oBbIBATHCS B KPOBU
npu aunonautudeckoi ferpagauuu JIIIOHII nox meiicTBreM NOCTrenapyiHOBOM JUIIO-
HPOTEeNHJIUIA3bL. SIBIAIOTCSA aTePOreHHBIMH, TaK KaK CIOCOOCTBYIOT 00pa30BaHUIO aTe-
POCKJIEpPOTHYECKUX OJIAIIEK U PA3BUTHIO aTePOCKIIEPO3a.

JIunonpoTenHbl BbICOKOH nminoTHOCTU (JIIIBII) — o-nMmonpoTeMHbl — TpaH-
CIIOPTUPYIOT XoJsiecTepuH ¥ Gpochounuabl OT neprdepruueckux TKAHEH K IedyeHw,
SIBJIAIIOTCS] AHTHATePOTeHHBIMU (CHIDKAIOT PUCK 00pa30BaHMs aTepOCKIePOTUYECKUX
6asmrex). CozepskaT B cBoeM coctaBe 710 80 % OGernka.
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Tabnuya 10
XapakTepucTHKa CBOOOJHBIX JIMMONPOTEUHOB IJIa3MbI KPOBHU
Ho mortocrn XM JITIOHIT JITTHIT JITIBIT
(ueHTpUdyrUpOBaHUEM)
DnekTpodoperudeckoe | XM
pasneneHue (Ha iy crapra) |11Pe-BJIL | B-JIIT o-JII
Cocras:
6enku (%) 1-2 10 25 50
ymruzsl (%) 98 90 75 50
IaBHBIE TPAHCIIOPTUPY- | DK30reHHbIE DH/I0TeHHbIe XCuero
o o 3dupsI — XC—71025%
eMble JINIU/IbI TAT (90 %) TAT (65 %) 10 50 %
Hamnpasnenue W3 kuieyHuka W3 neyenu W3 neyenu W3 TkaHein
TpaHCIopTa B TKaHU K TKaHsAM K TKaHAM K [leyeHu
AteporeHHOCTb He obnanator Cnato AreporeHHble Auriarepo-
aTeporeHHble reHHble
Memannonpomeunvt

MeTa/sIONpOTEeHHbI — CJIOXHbIe OEJIKK, KOTOpble COAeP)KaT MOHBI OHOTO WJIU
HECKOJIbKUX MeTayioB. Harbosiee 4acTto 3To keye30, Me/b, [IMHK, MOMKO/IEH, pexe
Maprasell, HuKesb. VIOHbI MeTalI0B COeJMHEHbI KOOPANHAIIMOHHBIMU CBSI3AMHU € PyH-
KIMOHAJIbHBIMU TPyNIIaMu GeJiKa ¥ Y4acTBYIOT B TIOZZIeP)KaHUK ero TIPOCTPAHCTBEHHOM
CTPYKTYDBI.

Brizensior HepepMmeHTHbIe U pepMeHTHbIE MeTaJUIONPOTEUHBI.

K He¢depMeHTHBIM MeTAJJIONPOTEUHAM OTHOCATCS:

Tpaucdeppun — 6eok B—r106yIMHOBOM GpaKIKK ChIBOPOTKHM KPOBH. Bomopa-
CTBOPUMBI¥ JXeJIe30IIPOTENH CIIyKUT [IePeHOCYNKOM KeJjle3a U3 IIa3Mbl KPOBU K Opra-
HaM-Jlello — CeJie3eHKe, IeYeHH, KOCTHOMY MO3TY, IIJIaLleHTe.

@eppuTHH — BHYTPUKJIETOYHBIN B-IJ00OY/ISPHBINA OENOK, He TOKCHYeH, XOpo-
IO pacTBOpUM B Bojie. COZlepXXUTCA B cesle3eHKe, ledeHu, KocTHOM Mo3re. Peppurun
HAIllOMUHAeT ToMyio cdepy, BHYTPH KOTOPOU MOxeT coziepxkarbest 3000—4500 noHOB
TPeXBaJIeHTHOTO KeJle3d. BhINONHsAeT poJib [iero xeje3a B OpraHu3Me.

TeMocHepUH — BOJIOHEPACTBOPUMBIN JKeJIe30Co/ieprKaliuii 6eIKOBBIN KOMIUIEKC,
TIOXOXHI Ha peppUTHH, TOJBLKO COZepKaHHUe jKeie3a B HEM MHOTO GOJiblle ¥ MOXET
JOCTUTATh TOKCUYeCKOTro YPoBHA. OH COEPKUTCA B KJIETKAX Me4eHy, ceyle3eHKe, Kap-
AVIOMHUOLUTAX, HAKAIJIMBAETCA B HUX [IPYU YaCThIX IIepeIMBaHUAX KPOBY, DU BBEJIeHUN
TpernapaToB jKeje3a, HeOOXOAUMBIX IS JIeUeHUs arIacTUYecKON U reMONTUTHYeCKOi
aHeMui.

Ilepynonna3MuH — 6eJI0K o,-TI00yTMHOBON PaKLMK CHIBOPOTKM KPOBHU, MOJIe-
Ky7a coJiep>XUT 6—8 OHOB MeZiY, KaTalu3upyeT peakuuio okuciaenus Fe? B Fe**. Oro
JiesiaeT BO3MOYXKHBIM CBSI3bIBAHUE XKeJie3a ¢ TpaHCPePPUHOM, 4TO 0OecIieunBaeT noce-
AYIOLIWMA TPAHCIOPT 110 KPOBU.

3penbiii HHCYJIUH — TOPMOH [3-KJIETOK IIO/PKeNTyZ0YHON xee3bl. B ux cekperop-
HBIX TPaHyJIaX MHCYJIUH COeIMHSETCS C UHKOM, 06pa3yst JMMepbl 1 reKcamMephl.
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JKene3o-cepHble 0eIKH BXOJAT B COCTAB 3JIEKTPOHHOTPAHCIIOPTHOA LIeMH B KOM-
miexc I u kommexc I1I.

K ¢pepMeHTHBIM MeTaJIIONPOTenHAM (MeTasiodpepMeHTaM) OTHOCATCS dep-
MEHTBI, /ISl IPOSIBJIEHNS aKTUBHOCTH KOTOPBIX HEOOXOAMMBI METaJUIbl. MeTaslibl BXO-
IAT B COCTaB aKTUBHOTO IleHTpa GepMeHTa ¥ MOTYT y4acTBOBATh B OPHEHTAIMU Cy0-
CTpaTa B HeM, a TaK)Ke HelloCPe/ICTBEHHO yYacTBOBATH B ITpoLiecce KaTaau3a.

[Tpumepamu MeTasIOpepPMEHTOB SBISIOTCS CeleH-3aBUCMMAasi MOHOJeHOANHA3a,
IIMHK-3aBUCHMble KapOaHIMpasa U ajlKOroJibJeruaporeHasa, KapOOKCUIIENTHIA3a;
MapraHell-3aBicUMas apruHasa; MoJnb/ieH-3aBUCcUMast KCAaHTUHOKCH/Ia3a, MarHUi-3a-
BucuMas JHK u PHK-nonumepassl u ipyrue pepMeHThI.

Hyxneonpomeunnl

HyKJIeonpoTenHbI — CJIOXHbIe OeJIKH, B COCTaB KOTOPBIX BXOJAT HYKJIEMHOBBIE
KHCJIOTBL. BcTpeuyaercs 2 BUIA HYKJIEONPOTEMHOB: €30KCHPUOOHYKJIEONPOTEHHbI
(OHIT) u pubonykeonporents! (PHIT).

Jle30KCMPUOOHYKIIEOPOTENHBI COCTOAT U3 GesikoBoii Yactu u [JHK (HeGenkoBoit
vactu), PHII cocrosT u3 6enkoBoii yactu u PHK.

Benkosas yacts [JHII npezcTaBieHa ’MCTOHOBBIMU U HETUCTOHOBBIMU OeJIKaMu.

TWcTOHBI — TPyIIa OCHOBHBIX 6eskoB (pI okoso 10), T0KaIM30BaHbI B sAZIpe, CBSI-
3aHBl C XPOMOCOMaMHM 3YKapUMOTUYeCKUX KJIeTOK. MonekynsapHasa mMacca 11—22 x/la
(cM. Taba. 7).

V3BeCTHO 5 KJ1aCCOB TMCTOHOBBIX OEJIKOB, KOTOPbIe OTIMYAIOTCS COZIePKaHIeM ap-
TMHVHA ¥ T131HA. OHY yYacTBYIOT B CyNepCNUpaIn3aliy TpeTU4Ho! cTpykTypsl [JHK,
Mexny ructroHamu u JTHK Bo3HUKaeT MOHHasA CBA3b (CBA3b 3J1eKTPOCTATUYECKOIo B3a-
UMOJIe/iCTBUS).

Xpomonpomeunot

XpoMONnpoTenHbI — CJIOXHBIe OeJIKY, Y KOTOPBIX HeOeaKoBas 4acTh (IIPOCTETH-
JecKas TpyIa) [pezcTaBjieHa OKpalleHHbIM COeInHeHeM.

K aTomy kiaccy 6enKOB OTHOCATCSI TeMOIPOTENHBI, (JIABONPOTENHBI, PETHHANb-
MPOTEHHbI, KOOATAMUHIIPOTENHBI.

dnaBonporenHbl. HebenKoBas 4acTb 3TUX GeJIKOB IpezcTaBieHa (pJIaBHHMOHO-
nykneotusom (OMH) u pnaBunapenuuaunykneotunom (GAL). K HuM oTHOcsATCA
depmentel: HAJTH-zneruznporeHasa (mepBblil GepMeHT AbIXaTeNbHOW LielH, BTOPUY-
Hasi GIaBUHOBas JeruporeHasa), CyKiuHaraeruaporenasa (pepmenr nukia Kpebea),
ruieposi-3-pocdart-zgeruaporenasa (hepMeHT YeTHOUHOTO ruiiepodochaTHOTO Me-
XaHMU3MA).

PeruHanbnporenHbl. HebenkoBass 4acTb 3TUX O€JKOB Ipe/CTaBJieHAa BUTAMU-
HOM A, a 6eJIKoBast — PeTUHOJI CBSI3bIBAIOIIMM TJI00YTUHOM.

Ko6anamunnporennnl. Hebenkosas yacThb Gesika npe/cTaBieHa BUTAMUHOM B .

TeMonpoTeHHBI COZiepkaT B CBOEM COCTaBe reM. FIX MOKHO pa3/ieIuThb Ha 2 BUA:
¢depmeHTHbIe U HeepMeHTHbIE.

K QepMeHTHBIM reMONpOTEMHAM OTHOCATCA LMTOXPOMEI B, C,, C, aa,, P, — dep-
MEHTBI JIbIXaTeJIbHOM IleNy ¥ MUKPOCOMAJIbHOM CHCTeMbl OKMCJIeH!s, a TAK)Ke KaTasa-
3a, IepOKCH/a3a, pa3pyLiaomiye IepeKrch BOJ0poza.

K HedepMeHTHBIM reMOIIPOTEMHAM OTHOCSTCS FeMOTJIOONH U MUOTJIOOHH.
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Pa3oen 3

HYKIEOIIPOTEUHDBI: CTPOEHHME, METABOJIU3M

Crpoenue u pyaknmu JTHK

Jle30KcupubonyKIenHoBas kucaora (JHK) — Guonosmmep, T0KaIM30BaHHbIN
B si/pe, AZPBIIIKe, MUTOXOH/PUSAX. BhlonHsAeT QYHKIMIO HAKOIUIEHNs1, XPaHeHH U Tie-
penavy HacJeZICTBeHHON HHpopMaLy B popMe I0CIeI0BaTeIbHOCTH HYKJIEOTH/OB.

CTpo€HHE HYKJICOTH/IOB I HYKJICO3UIOB

CrpykrypHoii enunuieid JTHK sBnsercs Hykineotun (Hykieo3uamoHodocdar,
HM®), BKJTIOYAOIINI 1€30KCUPHO03Y.

HykneoTus (MOHOHYKJIEOTH) COCTOUT U3 a30THCTOTO OCHOBAHUS, TIEHTO3bI (pu-
603bI 1M ZIe30KcUprb03bI) 1 ocTaTka GpocdopHOi KUCTOTHI (puc. 22).

HyKJ1eo3uA COCTOUT 13 a30TUCTOI0 OCHOBAHUSA U NTeHTO3bI. K HyK/1eo3uaaMm oTHO-
CATCSA a/IeHO3UH, TYaHO3UH, TUMU/IVH, LUTUIVH, YPUAVH (CM. pHC. 22).

A30THCTbIe OCHOBAHHUS — 3TO IeTepPOIUKINYeCKre OpraHU4ecKre COefMHeHNs,
IIPOM3BO/IHBIE TTyPUHA U TUPUMU/IVHA.

K nypruHOBBIM a30THCTHIM OCHOBAaHUAM OTHOCATCS aZleHUH U TYaHUH, K TUPUMU/IN-
HOBBIM — TUMUH, [IUTO3MH U ypauu (Tadm. 11).

Tabnuya 11
A30THCTBIEe OCHOBaHM S
HypI/IHOBbIe a30THUCTbIe OCHOBAHUA HI/IpI/IMI/IZ[I/IHOBLIe a30THUCTbIE OCHOBAHHUA
NH, 0 NH, 0 0]
N N/” N P I I CH,
I L Sl
SN (GYON o7 N N 7N
H NH, H H H H
ANleHMH I'yanuH LluTo3UH Vparmn THMMH

Mexzy HykJIeoTHaaMu Bo3HUKaetr 3’,5'-¢pocdoausdupHas cBa3b. Kaxngas 3'-ru-
ApOKCHIbHAs rpymma D-prbo3bl coeiHeHa KOBAJIEHTHOM CBSI3bIO C 5'-TUAPOKCUIIbHOM
rpymnmnoit D-prbo3kl APyroro HyKJIeoTUza.
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N N H,C i
N 3 6 ~NH
705 0 301
ﬁ 5 <{9m I |4 3 2\ TumMuH
HO-P-O-CHy N N HO-P-0O-CH3 0 N ©
[ 0 AnlenvH |
OH
H H
OH H
He3okcnpubosa

JesokcutuMuauHMOoHOpocar (dTMD)
L Hykneormg——— (TMMHAMIOBas KMCIOTA)

JesokcuaneHosnHMoHopochar (AAMD)
(ne3oKcuaneHUIOBass KUCJIOTA)

0 T 0 TONN

[ 69 I;\ I 4 Sj\umosm{
HO-P-O-CHy o  N" N* 'NH, HO-P-0-CH; , N O

|
OH 1 I'yanun OH
H H H i
OH H OH H
Jesokcuprbosa

Nesokcuryanosuamonopocdar (ATM®P)  esokcunuruauamonopocdar (dLIMD)
(ne30KcuryaHuIoBasi KUCJI0Ta) (me30KCUIIUTHANIOBAsA KHCJIOTA)

Puc. 22. CxeMa cTpoeHUsI 1€30KCUPUOOHYKIIEOTH/IOB

YpoBHH cTrpykTypsl JHK

IepBuyHas cTpykTypa JHK — 1mociez0BaTeIbHOCTD 1e30KCUPHOOHYKIIEOTHIOB
(dAM®, dTM®, dAITM®, dTM®) B IOIMHYKIEOTUAHOH LIeNH, CoeArHeHHbIX 3°,5’-doc-
donuadupHoii cBaA3bi0. Ha 5’-KOHIIe Bcer/ia HaX0MTCs 0CTaTOK GOCHOPHON KUCTIOTHI,
a Ha 3’-xoHne OH-rpynna pu60o3s! WK 1e30Kcuprub03sI (puc. 23).

BropuyHas crpykrypa JHK — 2 kommieMeHTapHbIe ApYyT APYTy U aHTUIapa-
JleJIbHble TI0JIMHYKJIeOTU/IHbIe [IeNH, CKpPyueHHble B CLIUPAib.

BHyTpU crimpay pacrnonaraloTcs N0 NpUHIuUNIY KoMiieMeHTapHocTy (A—T; I'—11)
a30THCTble OCHOBaHUS, COeJIMHEHHble BOZIOPOJHBIMY CBA3SAMU. Yalle Bcero BOHbIE
CIMpay ABJISIOTCS MPaBO3aKPyYeHHBIMU U HAXOJATCA B IPaBO3aKpydeHHOH B-¢op-
Me (B-IHK, A-THK u zip.). OHaKO BCTPEYarOTCsl TaKXKe JieBO3aKpydeHHbie GOpPMBI
(Z-IHK). Ilnamerp nBOIHOI mpaBo3akpyueHHoi cnupanu JHK cocraBiser okoso
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2 HM, OZIVH 1Iar cnupaii — 3,4 HM. B Ka10M BUTKe L1ara coupany HaxoauTcs 10 nap
HYKJIEOTU/IOB, PACCTOSIHIE OHOTO HyKjIeoTuaa paBeH 0,34 HM. [laHHast Mojiesib Oblia
npenyoxena B 1953 r. Jlx. YorcoHoM u @. Kpukom.

I 5
0=P-0—CH, 0

|

OH

0=P-0-CH, g

OH

SI
3'
®ocoan- (|) 5
;
3

opupHas |  0=P-O-CH, T ,
CBA3b | 0 3

OH

-

3!

0]
|

[epsuunas crpykrypa JHK BropuyHas crpykrypa IHK

Puc. 23. IlepBryHas u BTopryHas cTpykrypa JHK

Tperuuynas ctpykrypa JHK — 5T0 KOMIakTHas cynepcnupaib, Kotopas ¢op-
MUPYeTCS IPH YYaCTHU MMCTOHOBBIX GeKOB. Mexy ructoHoBbiMu Genkamu u JJHK
obpa3syercsl MOHHas CBA3b. B nepron nmokos kommiekc JTHK u GenkoB pacrpezneneH
paBHOMEPHO 1o 00beMy fi7ipa, 06pa3ys CHavaia HyKJIeOCOMHbIe HUTH, a 3aTeM — XpO-
MaTuH (puc. 24).

(H2A, H2B, H3 u H4)

N —
Hyxneocoma

Puc. 24. HykyieocoMHbBI ypOBeHb TPeTUYHOU CTPYKTyphl JIHK

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
CrpoeHune n pyHkumm PHK 55

Crpoenue u pyakiunu PHK

PHOOHYK/IeMHOBAs KMCJIOTA — NOJIMMED, COZIepXKAIMICS B AZIpe, MUTOXOH/PH-
X, SHZAoMIa3Matudeckoi cetu (BIIC), nurosore.

Bcrpeuaercs 4 Buna PHK: nadopmanmonHas, TpaHcopTHasi, pubocoMasbHasi, Ma-
nas AnepHas.

Hngopmayuonnas PHK copepxurT WHPOPMALIMIO B BUZIE TPHUILIETOB (KOZOHOB)
0 HOCJIeI0BATEIbHOCTY aMUHOKHUCIIOT B [IEPBUYHON CTPYKType Oyzymiero Genka Wiy
HenTUzaA.

Tpancnopmnas PHK (TPHK) TpaHcnopTHpyeT aMUHOKUCIOTBI U3 IIUTO30J K pu-
6ocomam.

Pubocomansras PHK (pPHK) Bxoaut B cocTaB pub0COM, TO €CTh YYaCTBYET B CUH-
Te3e Geska.

Maunas sipepHas PHK yJacTByeT B BbINeT/IMBaHUY KHTPOHOB, TO eCTh B crutavicuare PHK.

IIpocrpancrBenHas crpykrypa PHK:

Iepsuunas cmpykmypa PHK — 3T0 NOC/IeN0BAaTeNbHOCTb PUOOHYKIIEOTUIOB (aZeHO-
suaMoHodochar (AM®), ryaHosuamoHodochar (TMP), nurrauamonodocdar (LIMO),
ypuzmH-5-MoHodocdar (YM®D)) B MONMHYKIIEOTH/THOM TIeny, coeiuHeHHbIX 3’,5’-¢pocdo-
IU3QUPHOH CBA3BIO.

Bmopuunas cmpyxkmypa PHK opMupyeTcsi B pe3yJibTaTe CIUPaIM3alUK OTIeIbHBIX
y4acTKoB ofHorenodeyHoii PHK. B cnvpanM30BaHHBIX ydacTKax (IUMMIbKAX) MEXIy a3o-
TUCTBIMYA OCHOBaHUSIMH, KOTOPBIE PACIIONAraloTCs KOMIJIEMEHTAPHO, BO3HUKAIOT BOJOPOZ-
Hble cBA3u. Crimpann3oBaHHble yuacTky cogepxar 20—30 rmap HyKJIeOTUOB U YepeiyoTCs
¢ HecriMpasm3oBaHHbIMU yuactkamu PHK. Bropuunas crpykrypa TpancnioprHoi PHK Hario-
MuHaeT GOpMy «KJIeBepHOTO JiicTas. K ee 3’-KOHIly NpUCOeANHSETCS aMUHOKHUCIIOTA, A TIeT-
JIs1 aHTUKOZIOH B3aUMOJIefcTByeT ¢ uHpopmarmonHo PHK (puc. 25).

Tperuunas cTpykTypa TPHK HarmoMuHaeT popMy «JIOKTEBOTO CriOas.

Bropuunas 3"koHer

CTPYKTypa
TPHK  5™-konen

PG

E-n-n-h

AKlleniTopHas
BEeTBb

Jiuruapoypuamiosas

TeTas
Pur “A

( \_'_._._.,u SRS

-
C~a P s N

TyC-nerns

-
JlononHuTeNbHas NeTNA
.y (BAPBLHPYET TI0 PA3MEpY,
. l'[pHEy’[‘ETBge‘T He BO BCEX
TPHK)

Pur

AHTHKOJIOH

Puc. 25. BropuuHas u TpeTuuHas cTpykTypsl TPHK
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MeTa060/Iu3M HYKJI€ONIPOTEHHOB

IlepeBapuBaHHe HYKJICONPOTEHMHOB B KEJYAOYHO-KHMIIEYHOM TpaKTe
(’KKT) unm pacnaj 3K30reHHbIX HyKJI€ONPOTEeHnHOB.

DK30reHHble HYKJIEONPOTEeHb! (HyKJIeONPOTeNHbI NUIIY) HAYMHAIOT Pa3pyLIaThCs
B )KeJIyZIKe TIPK YYaCTUK COJISTHOM KUCIIOTHI U nernicuHa. OTiierisiercsi 60K, KOTOpPbIii
THAPOJIU3YeTCs MPOTeONUTHYeCKUMU GepMeHTaMU IO aMUHOKUCIIOT, a HyKJIeMHOBbIe
KHCJIOTHI MY yKe iasiee O/IBePraloTcsl pacileryieH o IIPU y4acTu pepMeHTOB-TH-
ZpoJia3 mozxenysouHoi xene3bl — JIHK-a3, PHK-a3 ¢ 06pa3oBaHueM OJUTOHyKJIe-
OTHI0B, PepMEHTOB KHIEYHOro coKa — ¢ocdoacTepas, mpyu BO3/EHCTBUA KOTOPBIX
00pa3yloTca MOHOHYKJIEOTU/IBL. Jlasiee IefCTBYIOT GpepMeHThI HYKJIeOTH/a3bl U HyKJIe-
o3uzassbl (puc. 26). [Ipu Bo3zelicTBUY 3TUX HepMEHTOB CHavaia 00pa3yloTcs HyKJeo-
3U/blL, @ 3aTeM — a30TUCTbIE OCHOBaHUA. [IypyMHOBBIE a30TUCThIE OCHOBAaHUA BCAChIBA-
I0TCA, a 3aTeM SKCKPeTUPYIOTCA C MOYOU B BUJie MOYEBOM KUCJIOThL. [InpuMuinHoBbIe
a30TUCTbIe OCHOBAaHMS Pa3pPyLIAIOTCS 10 KOHEUHBIX IIPOYKTOB.

HHK-a3a
PHK-aza
HyknenHoBbie > ONMroHyKJ1eoTn/b!
KMCIIOTHL (12-mepctHas KuImKa)

H0— ®ocdoacrepassl

(KHMI1IeYHOTO COKa)
BcacblBaHUe h 4
MOHOHYKJIEOTH/IBI

A

BuocunTes HK
(TOHKas KHUILKA)

Hykneorupasa
(I)A/ (KHMLIeYHBIH COK)
H

h 4

BCacCkIBaHHE

«HyTb criaceHuA» H}’KJIBOBHI[H
1o JIeHuHKepy HO
Ha 6uocuHTes! f‘b Hyxneoszuadochopunaza
. (HyksIeo3uzasa)
pubo3o-1-docdar
ne3okcupubo30-1-docdat
OKUCTAIOTCS —-f ScaceiRanme ABOTHCTBIE OCHOBAHUA —T, V. [
+ AT
OxucnawTca
DKCKpeuus BCachIBaHKE CO,, H,0, NH,
C MOYOH -« Mouesas KucioTa

Puc. 26. Pacniap HykiernHOBBIX KUCIIOT B JKKT

Pacnao 3H002eHHbLX HYKI1eOnpomeunoas

DHJIOreHHble HYKJIeONPOTerHb! (HYKJIEOIpPOTeHHbI TKaHell) paspylIaloTcs JU30-
coManbHbIMU depmeHTaMu. BenkoBas 4acTb THAPONU3YETCA TPU y4aCTUU YOUKBU-
THUH-TIPOTEaCOMHOM CHUCTeMBI 10 CBOOOAHBIX aMUHOKHUCIOT. HyKJIeMHOBBIE KHCJIOTHI
paspymaroTcs npu ydactuu TkaHeBbix JIHK-a3 u PHK-a3 c obpa3oBaHuem cHavana
TIOJIMHYKJIEOTU/IOB, [IOTOM OJIMTOHYKJIEOTU/IOB, 3aT€M — MOHOHYKJIEOTU/O0B. JlanbHeli-
Lllee pa3pylieHye ujeT B 2 cTaauu (CTafus — IUAPOIUTHYecKas, 2-4 cranus pocpopo-
JIUTUYECKas ) U HeTIOCPeACTBEHHO B COCTaBe HykyieoTuaa (puc. 27).
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Puc.27. Cxema pacnaza 3HJOT€HHBIX HYKJIEOIIPOTEMHOB B TKAHAX.
Pacriaz mypruHOBBIX HYKJIEOTH/IOB
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ITepBas cTafus — rUAPOIMTUYECKUNA pacnaz,.

IlypuHoBble HykiIeonuabl: AM® noxsepraercs nedocdopunuposanuio, sre3a-
MUHHMPOBaHHMIO ¢ 00pa3oBaHueM MHo3uHa, a ITM® mpu nedocoprmpoBannu cpasy
IpeBpaIaeTcs B IyaHO3UH.

3aTeM HavyuHaercs BTopas cragusa — pocdopomurudecknii pacnag. docdopo-
nu3y mojiBepraetcsi pub03a B COCTaBe MHO3KMHA MM yaHO3MHA € 06pa3oBaHUEM pU-
6030-1-pocdata — pub030-5-Pocdara (OH MoAKIOYaeTCsA K MeHTo30(pochaTHOMY
IyTH WM UCII0JIb3yeTcsl Ha CUHTe3 IyPUHOBBIX HYKJIeoTH0B). OcTaBlieecs a30TUCTOe
OCHOBaHMe T'MIIOKCAaHTHH NIPEBPAIAeTCs] B KCAHTHH, 4 3aT€M B MOYEBYIO KUCJIOTY IIpU
ydactiy GpepMeHTa KCAaHTUHOKCH/IA3bl.

KcantuHokcuzaasza — aspobHas ferusjporeHasa. Ee HeGenkoBast 4acThb pescTaBie-
Ha @A, Mo?*, Fe?".

KoHeyHBIM ITPOJYKTOM pacnazia MypyHOBBIX HyKJIEOTU/IOB ABJIAETCSA MOYeBas KUC-
JioTta. B ceiBOpoTKe KpoBU B HOpMe cofiepxutcs 0,12—0,48 MMosb /11 MOYeBOM KUCIIO-
TbI, y HOBOPOX/IeHHBIX — > 0,5 MMoJIb/71. C MOYOH MOY€eBOIi KUCJIOTHI B Te4eHHE CYyTOK
Y B3pOCJIbIX BEIBOAUTCA 350—600 Mr.

Ypuxo3ypus — yBenudeHre SKCKPeIMy MOYeBO KUCIOThI ¢ MO40ii (6osiee 600 mr/
CyT).

T'unepypuxemus — TOBBIIIEHNE KOHIIEHTPALlMM MOYEBOH KUCJIOThHI B CHIBOPOTKE
KpoBu B3pociioro (6osee 0,68 MMOJIb/11).

IIpuuunet eunepypurxemuu:

1. HapyuieHue «IyTeil criaceHusT» MyPUHOBBIX HYKJIeoTH0B. [Ipu nepunure dep-
MeHTa I'uIoKcaHTuH-pochopubosun-rpancpepassr (TOPT) mpoucxoaut pe3koe yBe-
JIdeHre KOJIM4YeCcTBa SHIOTeHHBIX TyPUHOB (Hanpumep, cuHapoM Jlenra—Huxena).

2. ToBbllIeHHass aKTUBHOCTH pocpopubosunnupodocdatkunasbr (PPIID-kuHa-
3bl) BCJIEZICTBYE HAPYLIEHUs peryIsaLuy ee akTUBHOCTH.

3. CunzpoM OBICTPOrO pacraza OMyXOJdd — OCIOXKHEHHe, BHI3BAHHOE XMMHOTe-
panueil, TaKk KaK IpU JieYeHUH TTOrnbaeT MHOTO OIMYXOJIEBBIX KJIETOK, YTO MPUBOJUT
K BeicBoOOKeHuo JTHK 1 PHK. ITpu ux paspyineHny HaKaluBaeTcsi MOYeBast KUC-
JI0Ta, KOTOpPasi OTKJIaAbIBAETCS B IIOUEYHbIX KaHAIbLAX, YTO MOXKeT IBUThCS IPUINHOM
OCTpO¥i IOYeYHO HeJJOCTaTOUHOCTH. [/ TpeAynpeXxieH!A Pa3BUTKA 3TOT0 CUHAPOMa
Ha3HAYaloT PeKOMOVHAHTHYIO YPaTOKCHAA3y — Mperapar, IpeBpalIaloiii MOYeByo
KHUCJIOTY B PaCTBOPHMBIH aJIJIaHTOVH.

4. bonesns I'vpke (rMKoreHos I tuna) cBg3aHa ¢ HEOCTATOYHOCTBIO IJIIOK030-6-
docdarasbl, 4TO MPUBOAKUT K U3OBITOUHOMY 06pa3oBaHuio pub030-5-pocdarta, a cie-
ZI0BATeNIbHO, K U30BITKY MyPHHOBBIX HYKJIEOTHU/OB.

5. Y HOBOPOXXZIEHHBIX BO3MOXHO Pa3BUTHe TPAaH3UTOPHOH rvIepypuKkeMuy, npu-
BOZIAAIIIEN K MOYEKUCIIOMY MHAPKTY.

3abonesanus, 603HuUKaArOULUE 6CLEOCMBUE ZUNEPYPUKEMUU:

1. Iomarpa (cTpazaet 2 % HaceseHuUs1, MyXX4YKHbI 001eloT B 20 pa3 yaliie XeHIIVH).
Kpucranibl MOYeBON KUCIOTBI CIIOCOOHBI OTKJIA/BIBAIOTCS B CyCTaBaX, MOAKOXHOM
KJIeT4aTKe, CHHOBHAIBHON 000JIOUKe, YTO MPUBOAUT K PA3BUTUIO OCTPOTO MOJArpH-
YyecKoro apTpura. IIpu ero mporpeccupoBaHMM pa3BUBaeTCs XPOHUYECKUH mojarpu-
YeCKUM apTPUT, COIIPOBOXKAIOIINNCSA OTIIOXKEHNEM IO/l KOXKel IOAarpudecKux y3ei-
KOB — TOodycoB, ¢ mocnenyomeil ne¢opmanueil cyctaBoB. [Ijis JIe4eHUs TIOAArphl UC-
TOJIb3YeTCsA KOHKYPEHTHBIN MHTUOMTOP KCAHTUHOKCHAA3bl — aJIIOMyPHUHOJL.

2. Mo4yekaMeHHasi 60JIe3Hb yallle pa3BUBAeTCs y G0JIbHBIX IOAATPOIi 1 COPOBO-
K7IaeTCsl yCUIeHreM KPUCTaJIN3aLuK COJIell B IUCTaNbHBIX KaHabllaX MOoYeK U cobu-
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paTesbHBIX TPyOOUKax. [IpoBOLMPYIOMIIM (aKTOPOM CIYXKUT U3ObITOYHOE OTpebJe-
HYe MsCHBIX IPOYKTOB, IeYeH!, MKPbI, KDACHOTO BUHA U JIP.

IIpuuunot eunoypuxemuu:

1. YBesm4eHue 3KCKpeLy ¢ MOYOii ypaToB NPU HapyIleHUH peabcopOuuy MoYeBoi
KHMCJIOTBI U3 KJIyOOYKOBOrO QUIbTpaTa.

2. HemocTaTOYHOCTh KCAHTHMHOKCH/Ia3bl, BBI3BAHHAS TeHETUYECKUM IepeKTOM 1N
TSDKeJIBIM [TOPayKeHreM [IeYeH! 3TO MOKeT IIPUBECTH K TOBBIIIEHNI0 S3KCKPEeLIUY I'MITOK-
CaHTHHA U KCaHTUHA, Pa3BUTUIO KCAHTUHYPHH U TTOSABJIEHUIO KCAHTUHOBBIX KAMHE.

3. Tsoxenblii KOMOMHUPOBaHHbI UMMyHOZeUIUT T- U B-nmumMdormTos, 06ycios-
JIEHHBIN SH3MMOIATHe} aZleHO3MH-/le3aMUHA3bl B KJIeTKaX. YBelIn4eHre COZep KaHus
a/leHO3¥Ha I'yOUTeNIbHO JlelicTByeT Ha B- u T-1uMQpOIUTDI, YTO IPUBOAUT K PA3BUTHUIO
IIePBIYHOTO UMMYHOZEPUINTA (TIOBBIIIAETCS BOCIPUMMYMBOCTD K MH(EKINN).

A7leHO3UH ABIISeTCS TaKXKe perynaTopoM AuddepeHIMPOBKY Mpe/liecTBeHHUKOB
T- 1 B-mumdonuToB.

B HOpMe azfieHO3UH-e3aMuHAa3a mpeBpamaer AM® B nnoznamonodocdar (MMD),
obeperasi KJIeTKU OT U30BITOYHOrO HakorieHnss AM®, KOTOpBIil IPUBOAUT K CHUKe-
HUIO apTepuanbHOro faBnenus (Al) u Gpagukapauu.

Cxema pacnaza NMPpUMHUIVMHOBBIX a30TUCTBIX OCHOBAHUY IIpe/iCTaByIeHa Ha puc. 28.

Hcnonvsosanue f-ananuna 6 opeanusme:

1. ITpeBpaiaercs B a.-aJaHMH.

2. Bxogur B coctaB HS-KoA.

3. BX0oAuT B COCTaB MMUZA30JICOAEPKALIMX TIeNTUOB: aH3epPUHA, KAPDHO3UHA, KO-
TOpBIE BBINOJHAIOT POJIb HepepMeHTaTUBHBIX aHTUOKCHUIAHTOB, YBEJIMIMBAIOT aMILIH-
TyZly MBIIIEYHOTO COKpAIeHNUs, BBI3BAHHOTO YTOMJIEHUEM, YBeIUIMBAIOT 3G QeKTHB-
HOCTb PabOThI MOHHBIX HACOCOB MBINIEYHOI TKaHU.

Bbuocunmes nypunosstx nymeomuaoe

A30THCTBIE OCHOBAHUS THINY He UCMOJb3YIOTCS JISi CHHTe3a HYKJIeOTHUoB (Hy-
KJIEMHOBBIX KUCJIOT) TKaHel, TaK KaK MypPUHOBOE KOJIbLIO CTPOUTCS CPa3y Ha MOJIEKYJIe
docpopuboser (puc. 29).

BroCHHTe3 MypUHOBLIX HYKJIEOTH/IOB WJET B IUTO30JI€ KJIETOK MeYyeHu U JPYrHx
OpraHoB, TPeJCTaBsAeT coO0i CIOKHBINA MHOTOCTaAUIHBIH mpotecc (puc. 30), KOTo-
phIit HaunHaeTcs ¢ o6pazoBanus pocdopubosunmupodocdara.

O6pa3oBanue Hykeo3uaarpochaToB u HyKIe03uaATpUPoCcHaToB UAET MyTeM Io-
CJIe10BaTeNIbHOTO (GOCHOPHIMPOBAHUSA HPH YUACTUH HYKJIe03UuAMOHOMOChHATKUHAZEI
1 HykJieo3uaaudochaTkuHasbL:

TM® + AT® — TIID + A1
II® + ATO — ITD + AID,
rie TM® — ryano3uHMoHOdoCdar;

AT® — anenosuntpudocdat;

AI® — apeHosunanupocdar;

[I® — ryaHozunaudocdar;

I'T® — ryanosunTpudocdar.

Perynanus cuHTe3a MypHHOBBIX HYKJIEOTH/OB OCYLIECTBIISAETCS 110 MPUHIWIY OT-
puLaTeNbHOR 0OpPAaTHOH CBSI3M, TO eCTh aZleHO3MHMOHOpOCPAT MHIUOMpYyeT aKTHB-
HocTh pepmenTta @PIID-kuHa3sbl, a ryano3uaMoHodocdaT narudupyer @PIID-kuHa-
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Tnuun

Acnapratr —= N

CH .7~ N
/ 6 \’\/c/,]’\\\ NS, NI = CH-TT®K

—

C
N-CHO-TI®K A \i/ _

AMHIHBIN a30T
rayTaMHHa

Puc. 29. VicToYHMKY aTOMOB IIyPUHOBOI'O KOJIbLIA

OH
|
OPII®-cuHTeTa3a
0=p-0-CH, OH -0-CH, - —0—
IID 29 Iupodocpokunaza @ 209 ® O @
oH ATﬁMCD ” Amuzorpascdepasa
HO OH HO OH
— A
Pu6030-5-pocdar OPIID Tma Ty
- ®dH
(l)H
N~ N
N
9 peakmmii Faar Mo
C yyactuem
@—O—CH20 NH, Tnu @—O—CHZO
e T T Mo
Acn
HO OH Cco2 HO OH
AmuHOpu603miI-5-pocdar ];*9"\;‘(11)2 HHo3UHOBas K-Ta
g (MM®)

Puc. 30. Cxema 61OCHHTe3a IyPUHOBLIX HKJIEOTU/IOB

3y u OPII®-rnyramuHamugoTpancdepasy. I1oJIoXuTeNnbHast PETyasAus OTMeYaeTcs
co cTropoHbl AT®, KOTOpBIit obnerdaer cunre3 IM®, a I'T® "HeobxonuM [ CUHTe3a

AMO.

IIymu cnacenusn» nypPpunHo6sLX HYK1e0muo0oe
(nymu pezenepavuu)

Hapsizsy ¢ 61M0CHHTe30M MyPUHOBBIX HYKJIEOTH/IOB B KJIETKe de 70vo CyIiecTBYIOT
NyTH pereHepanuy MyPHUHOBBIX HYKJIEOTHAOB 13 CBOOOJHBIX a30THCTBIX OCHOBA-
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HU, 00pa3yOLIMXCA IPU TUAPOIN3e HYKJIEMHOBBIX KHCJIOT U HyKJIeoTH0B. HanboJb-
llee 3HaYeHUe MMeeT MeXaHU3M (ocPOpHOO3UINPOBAHKS NYPUHOBBIX OCHOBAHUIA.
B kauectBe oHOpa $pochopr6o3bl ucnonb3yercsi DPIID.

B TKaHsX YeJI0BeKa JaHHBIN MPOIIecC OCYIeCTBIAIOT 2 GpepMeHTa:

1. AnmenuH-pocoprbosuntpancdepasa, neperocsuias Gpocdopudosy ¢ OPIID Ha
anenuH. [Tpu aTom obpasyercss AM® (puc. 31).

2. TunokcaHTUH-TyaHUH-pocopubosunTpancdepasa, katanusupymomas docdo-
pub0o3uIMpoBaHMe TUIIOKCAaHTHHA U ryaHuHa ¢ o6pa3oBanneM UM® u TM® cootser-
CTBEHHO.

Peaknuu ¢ yyactieM BTOpPOro ¢pepMeHTa MPOTEKAIOT Gojiee aKTUBHO, YeM CHHTE3
AM® u3 azieHuHa.

BposxzieHHash HEJOCTaTOYHOCTh (pePMEHTOB pereHepaLyy MyPUHOBBIX HYKJIEOTH-
JI0B IIPUBOJIMUT K Pa3BUTHIO COOTBETCTBYIONMINX SH3UMOTATHIA.

DH3MMoONaTHH:

1. [TonHas moTepst aKTUBHOCTHU afieHUH-(pochoprbo3ui-TpaHcdepasbl TPUBOIUT
K OYeYHOKAaMEeHHO# 60J1e3Hu.

2. BpoxJieHHasi HeJOCTaTOYHOCTh THIIOKCAHTHH-TyaHUH-pocdopubosun-TpaHc-
depa3pl IPUBOAUT K pa3BuUTUIO cuHApoMma Jlema-HuxaHa (Jalie y MaJbuMKOB), KO-
TOpBINl HAYMHAET MPOSBIATHCSI B 6-MeCSYHOM BO3pacTe (OTCTaBaHWE B Pa3BUTHH,
TOBBINIeHHAasA BO30YIMMOCTh), a K 2—3 rojiaM y peGeHKa HapyllaeTcss KOOpAVHALUS
IBVDKEHUI, BO3MOXXEH KOPKOBBIN [Tapajiny, NOABJIAETCA ayToarpeccus. B sputpounrax
1 pubpobnacTax oTMeyaeTcs peskoe yBenndenue OPIIO.

YacTUYHOEe YMeHbIIeHre aKTUBHOCTY 3TOT0 (epMeHTa MPOSABIIAeTCS NpU3HAKaMU
TOJIarpPhL.

AJlleHHH [TMNoKcaHTHH I'yanuH
a/leHNH- OPTI® OPIID TMMOKCAHTHH-TYaHHH- PP
dochopubosm- dbochopubosun-
TpaHcdepasa TpaHcdepasa PPi
>TM®
+ acraprar + ITyTaMUH

Puc. 31. «Ilytu cnaceHus» NypUHOBBIX HYKJIEOTUOB

buocunme3s nupwnu()uuoebtx Hymeomu()oe

A30THUCTble OCHOBaHUSA MUY He UCIIOJIb3YIOTCA [ CUHTe3a HyKJIeOTUIOB (HyKJIe-
MHOBBIX KUCJIOT) TKaHell. [IMpuMuinHOBOE KOJIBIIO B TOTOBOM BHUJle NIPUCOeANHSETCs
K pochopubo3e 10 OKOHUAHUSA cUHTe3a (PHC. 32).

CHHTe3 MMPUMUJIMHOBBIX HYKJIEOTHIOB HAYMHAETCS B [IUTO30JIe KJIETOK € 06pa30-
BaHusA Kapbamonndocdara us rmyramuna, CO,u AT® ¢ yyactuem kapbamonndocdar-
cunrerassl II (KOCII) (puc. 33). NH,-rpynna kapbamousndocdata obpasyercs 3a cyeT
aMUZIHOM IPYIIIBI IIyTaMKHA, YTO OTJIMYAeT 3Ty peaKIHio OT CUHTe3a Kapbamoundoc-
dara B MUTOXOH/PUAX B mporiecce 06pazoanus ModesuHsl u3 CO,, NH, u AT® c yua-
crueM KOCI.

I[IpeBpalleHUst OpOTaTa KaTaJM3UPYIOTCA OMQYHKIHMOHAIBHBIM (epMeHTOM
YM®-cunTa3oi, KoTopas O6GHapyxuBaeT opoTtar-pocPopubo3un-TpaHcPhepasHyo
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1 OM®-nekap6okcuasnylo aktuBHOCTH. PocpopubosunbHblii ocratok o1 OPIID
TIePeHOCUTCSI Ha OpPOTaT ¢ 06pa3oBaHMEM OPOTUAWH-5 -MoHOpocpaTa (OMD), B pe-
3y/bTare eKapOOKCHIMPOBAHUSA KOTOPOTO TIOJyYaeTcsl ypuauH-5"-MoHodocdaTt

AcnapardHoBas
KHCTOTA

Kapbokcubuorun
(ButamuH H) «CO»~y t/

- -

-

Puc. 32. IcTOYHMKY aTOMOB IIMPUMUIMHOBOTO KOJIbIIA

CO, KapGamoundocdar- NéHZ EEOH Acnapratkap6amoun-
3 CHHTeTasa 0= + 7 TpaHcepasa
2ATO > I0 -9H
HO-P-OH COOH
- H,PO,
KapGamons- AcnaparuHosas

c (l)OC(l)aT KHCJI0Ta
N | E
| H@ (|:H2

0 M mamn, P
C CH-COOH HNT S HN
0~ \II\I/ JlUruapoopoTasa )\ % H J\ | COOH
H —r> o I\|I (0) ITI
i H,0 H
N-kapbamounacmaprar - TurnApooporosas OpoToBas
KHCTOTA KUCJI0Ta
(0]
Oporardocdoprdo3u- | :
tpaHcdepasza HN
=0 ] N
®PH®/_\?{4PZO7 0)\N H |OM<D-/:[eI<ap60Kc1/ma3a| O)\N |
-0-CH
®) 2 co, (P)-o-cH,
H H
oM HO OH
YM®

Puc. 33. Cxema 6HOCHHTe3a TUPUMHUIUHOBBIX HYKJIEOTH/IOB
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BpoxzieHHasi HemoCTaTO4YHOCTh OM®-nexkapOOKcUia3a NpPUBOAUT K OPOTa-
Tanuaypun (6JI0KUpYyeTcsl alIoNypUHOJIOM), COPOBOX/IAETCs Pa3BUTHEM Meraso-
GyacTHOI aHeMuH (HapylIeHHe CKOPOCTH JieJieHHs KJIETOK SPUTPOMAHOTO Psfia).

HenocTaTO4HOCTb CHHTe3a NMUPUMHUMHOB NPUBOAUT K CHM)KEHUI0 MMMYHUTETa,
OTCTaBaHMIO B MHTEJUIEKTYaJbHOM Pa3BUTHH, HAPYLIEHUAM PabOThI Cep/iedHO-COCYAH-
croi cucremsl, JKKT u zap.

Ocooennocmu 6uocunmesa 0e30KCuPudOHyK1eomuoos

Pubonykneosunaudocdarer (ameHosunaudocpar (ALD), ryanosunaupocopar
(TA®), nutunuuagudocdar (UAD), ypununaudpocpar (YAD)) BoccTaHABIUBAIOTCSA
npu yyactuu OAJI-3aBUCHMOI pUOOHYKIEO3UAPEYKTa3bl C y4acTueM OesKa IIMKO-
MpoTerHa — THOPEJOKCHHA, cozepxkaiiero cBoboanyw SH-rpymmy, ¢ o6pa3oBaHieM
2-ne3okcuprbonykIeo3uamidocdara u moceayrimero ero GochopuarpoBaHusi.

Oo0pa3osanue MuUmMuoUIOBs6IX HYK1eomuoos

1. dIIM® — dYMO

dYM® + metunen TT®K — dTM® + auruapodonar
2.dya® + H,0 —» dYM® + ®n

dYM® + metuneHTTOK — dTM® + guruzapodonar,

rie IIM® — murupuaMoHodochar; TIOK — rerparuapodoinvieBas KHUCIOTa;
TM® — Tumuauamonodocdar; YD — ypununaudocdar; YMD — ypuauamonopoc-
¢ar; ®H — Heopranuyeckuii pocdar

depMeHT CHHTe3a TUMU/VJIOBBIX HYKJIEOTH/IOB Ha3bIBaeTCsl TMMHAWIATCUHTA3A,
MHTMOUTOPOM KOTOPOTO fABJIsAETCA 5-Topypanu.

Perynanys cUHTe3a NMPHMMHIWHOBBIX HYKJIEOTHAOB OCYLIECTBISAETCS IO
MPUHIUITY 06PaTHOM CBSi3H, TO ecTh HuTuAnHTprdOochar (LITD) nHrMbUpyer akTHB-
HOCTBb (epMeHTa acnapTaTkapbomounrtpancpepassl, a YTD unrubupyer 1-it pepmeHT
cuHTe3a — KapbomoudocdaTcuHTeTady 2-ro TUIA.

Buonoruyeckas pojib HyKJI€OTH/OB:

1. AM®, TM®, IM®, YMO, dTM®, dAAM®, dATM®, dLIIM® — cTpyKTypHBIE eau-
HUIIbI HYKJIEMHOBBIX KUCJIOT.

2. ATO, I'TO, LITD, TTD, YVTO — cybeTpathl [jist CMHTe3a HYKJIEMHOBBIX KUCTIOT,
MaKpO3prudecKyie Coe/UHeHusl.

3. IT® — ucromnb3yeTcs B mpolecce CUHTe3a GocHONUTIUIOB.

4. VT® — ucnosnb3yeTcs B poliecce CHHTe3a IIIMKOTeHa.

5. HAZI(®), DAZl, DMH, HSKoA — KodepMeHThI pa3nuiHbIX (epMeHTOB;

6. TAM®, nI'M® — BTOpUYHBIE TIOCPEAHUKY Mlepe/jauyll TOPMOHAIBLHOTO CUTHAJIa
(MecceHzIxKepHI).
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Pa3oen 4

TEMOIITPOTEHNHDBI

IT'eMOTIIOOHH: CTpOoeHUE, PYHKITHH, THITHI
M UX IIPOU3BOTHHIC

T'eMOr00MH — OCHOBHOU 0€JI0OK KPOBH, BCEro B KpoBH ero copepxutcsi 800 T.
B Ka10M 3puTpOIMTE 0KOJIO 280 MITH MOJIEKYJT TeMOTJIOOMHA.

B HOpMe B KpoBHU cozep)xaHue reMornobuHa cocrasnaser 130—160 r/n (y Myx-
yuH -132—164 r/n, yxeHmuH —115—145 r/n), B aputpouurax — 300—400 r/n
(B emununax cucrembl CH). MosekynsipHast Macca remornobuna — 64 500 [Ja.

TeMOr/I06MH — XpPOMONIPOTerH (HepepMeHTHBII TeMOIPOTEHH), COAEPXKUT Hebel-
KOBYIO YaCTh — r'eM ¥ 6eJIKOBYIO — IJIOOUH.

DyHKIUHY reMorIo0nHa:

1. TpaucnopT KuCI0pOJa K TKAHAM.

2. TpaHCIIOPT YIJIEKKCIIOrO ra3a U3 TKaHel. Beicokas pacrBopumocts CO, (8 20 pas
Goinee, yem y O,) co3zaer GraronpuATHbIE YCJIOBUA A7 €ro TpaHCIopTa. TpaHcmopt
OCYIIeCTBIIAIOT cBOOOAHbIe rpymnmsl -NH, rno6uHa, 06pasys kKapb6aMHHOreMOTI001H.

3. TloazmepxuBaeT MOCTOSTHCTBO pH, BXOs B COCTaB reMOrIo6MHOBOM 6ydepHOit
cucrembl: HHbO,/HHb.

4. AHTHTOKCHYecKre QYHKIMY — CBA3bIBAET IMAHU/bI, 00pa3ys LIaHMEeTTeMOTJI0-
OWH, 1 MOHOOKCHUZ yryiepozia, 06pa3ys KapOOKCUreMOTrI00UH.

CTpyKTypa remMorioonHa. IeMorino6uH MMeeT 4 ypOBHS CTPYKTYpHI (puc. 34).

Ilepeuunas cmpyxkmypa reMornoO0MHa — IOC/TENOBATEIbHOCTh AMHHOKHCIOT
B [TOJIMIENTU/IHBIX LelIIX, KOTOpbIe [IONapHO OANHAKOBHIL.

Temorno6uH B3pocoro yenoBeka HbA (adult, B3pocibiii) — umeer 2 a- u 2 B-1eny;
a-Lelb COIEPXKUT 141 aMUHOKUCIIOTY, B-1ienb — 146 aMUHOKKCIIOT, @ BCA MOJIEKYJIa re-
MorJI001Ha UMeeT 574 aMUHOKUCIIOTHI.

Bmopuunaa cmpyxmypa — cniupanv3anys N0JUIeNTANHbIX Lenell. Moyekyra re-
MoryiobuHa cimpanr3oBana Ha 80 % u mpezcTaBisieT MPaBO3aKPYIEHHYIO Oi-CIIUPab.
Crvpanr30BaHHbIe y9aCcTKU 0603Ha4al0TCs GYKBaMHU JTaTHHCKOTO andasuta ot A o H.
HecnupasbHble y4acTKi 0603HAYAI0TCS ABYMS OYKBaMIU, MeX/y CIUPAISIMI KOTOPBIX
oHn HaxogATca: A—B, C—D u t. A. B oTAeIbHBIX MeCTaX CNUpabHbIE YYaCTKU AeIaI0T
M3ru0Bl, TOBOPOTHI, 006pa3ys TPETUYHYIO CTPYKTYPY.

Tpemuunaa cmpyxmypa — OIpe/ie/leHHas YIIAKOBKAa IOJMIIENTHUHBIX Lemei
B IpocTpaHcTBe. [Ipu 3TOM reM OKa3bIBaeTcsl OKyTaHHBIM cioeM Genka. [Ipu ymakoBke
1erieii rII061Ha HeroispHble aMUHOKKCJIOTHI OKa3bIBAIOTCSI BHYTPH IJIOOYIIBI, OKPYXast
reM Y 3alyIas Xejne30 reMa OT OKUCJIEHHUs.

Kaxnast U3 mosunenTuHbIX 1eneii reMorjao61Ha CBsi3aHa C TeMOM:

Tem + r106uH = cyObeauHUIA (TIPOTOMED)
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Puc. 34. Ctpykrypa npotoMepa (cyobenunuiibi) remornobuna (Ceseput E. C., 2009):

1 — reM; 2 — TMCTU/IVH MTOJIUIIENITU/IHBIX LIerein

CB3b OCYIIECTBIISETCS Yepe3 KeJle30 reMa 1 aTOM a30Ta OCTAaTKa TMCTUAMHA B 110-
nunentuAHO# nenu. ITonMnenTuHble 1ieny 00pasyioT AJs reMa KapMaHbl, OKPYXXeH-
Hble HeIlloJIApPHbIMU aMUHOKUCJIOTaMU, U YIep>KUBAIOT B HUX I'eM 3a CueT MHOTOUKCJIeH-
HBIX CBS3ell MeX/ly aMUHOKHCIOTaMH.

¥eme3o rema nMeeT KOOPAUHALMOHHOE YUCIO 6 (CBA3BIBAETCA C 6-10 3aMeCTuU-
TelasAMuU): 4 CBSA3U HalpaBJeHbl K YeTblpeM aTOMaM a30Ta IMPPOJIbHBIX KOJell rema
(puc. 35), 5-4 cBSI3b — K aTOMy a30Ta TUCTU/VHA (B TIOJUIENTUIHON 1IeTH), 6-9 — Ha
CBSI3b C KUCJIOPOZIOM M APYTMIMHU JIMTaHJAMU (B 1e30KCUreMOTIO0He OHa CBOOO/IHA).

F—-— i
HO
CH4C\N¢E““CH =0
B / | ! CH,-CH
C= : e g
('l'"\ P N< I
T 1
HC” € : C"cg
éH & Vi 2 %

—— ag ¥ ————
_— cppamem MOJIeKy1a
HC CH; THCTHOHHA KHCImopoaa

\-_—-v-——-’v
NOpQUPHHOBBIH
kommiekc Fe

Puc. 35. CBs3u jxene3a reMa
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Yemeepmuunaa cmpyxmypa — acColUalXs NPOTOMEPOB, OPHMEHTUPOBAHHBIX
B IIPOCTPAHCTBE OIpe/leIeHHbIM 00pa30M OTHOCHTENBHO APYr Apyra. Besa Moiekyna
reMoryiobuHa umeert 4 rema 1 4 ro6uHa (MonuIenTUAHbIe Heny). Mexzay cyobeuHu-
LaMH{ BO3HMKAeT MHO)XECTBO KOHTAKTOB: O, -0, B,-B,, 0, -B,, 0.,-B,. DT KOHTAKThI yaep-
’KUBAIOT MOJIEKYJy TeMOTJIOOMHA B Bz uMepa U TeTpamepa (puc. 36). CyObeauHUIIbI
aCCOLMMPOBAHBI TaKMM 06pa3oM, 4TO B LieHTpe 06pasyercs BIaJjMHa — LeHTpaJbHAs
T0JIOCTh, B KOTOPO#t GpUKCUpyIOTCs opranndeckue pocdaTtel, B yacTHOCTH 2,3-61cdoc-
dormuuepar (2,3-BOT).

Polypeptide
chain

B chain

Puc. 36. YerBepTuuHas cTpykrypa remornobuna (Cesepus E. C. 2009)

HacpbIleHue reMorioonHa KucJI0poJ0M 3aBUCHT OT:

1. ITapumnansHoro nasienus O,.

2. Konnentpauuu opranudeckux ¢pocdaros: 2,3-BDT cBsi3bIBAETCS C reMOTI00M-
HOM, Haxozsmumcs B ie30kcrdopme. CpozicTBo reMornobuHa K 2,3-B®T ymeHbaer-
€S [IPY 3aKKUCJIEHUU CPe/ibl, ¥ B 3TOM CJIy4ae IIOBBIIIAeTCs CPOZICTBO K KACIOpoAy. B ta-
KUX ycnoBusx okcu-Hb otnaer O, tkansam: HbO, + H*« HbH + O,

Casi3b remoriobuHa c¢ 2,3-BOT ujer Ha OCHOBe 3JIEKTPOCTATUIECKOTO TPUTSIKeE-
HUA: OTpUIlaTeNbHO 3apshKeHHble rpynmbl 2,3-BOT coenuHAIOTCA C OJ0XUATETHHO
3apsHKeHHBIMY TPYNIIaMU aMUHOKUCIIOT. [1010)KUTeIbHBIA 3aps/ CO34al0T aMUHOKU-
CJIOTBI: B B-1ensax — ruc-1, ruc-2, ruc-143, mu3-82 (y HbA). B y-niensix BMecro ruc-143
(y deranbHoro remoriobuna, HbF) HaxoAUTCS cepuH, IPU 3TOM JIMKBUUPYIOTCSA 2 MO~
JIOXUTENbHBIX 3apsiza u 2,3-BOT ciabee cBszbiBaercsi ¢ HbF, uMeromum B CTPyKType
Y-1Iery, a B OOJIbIIei CTeTeHu CBA3BIBAETCS C KUCAOPOoAoM. B cBsizu ¢ aTum HbF o6:a-
naet oTHOCUTeNbHO HbA MOBBIIIEHHBIM CPOZICTBOM K KUCJIOPOJY.

T'em—zem 63aumodeiicmeue. KonpopMmaiysi 4eTBepTUYHON CTPYKTYPbI U3MeHSsIeT-
cs1 pu nepexozie u3 ae3okcupopmsl (T) B okcupopmy (R). IIpu oKcureHaly oi-Lienu
compkatorcsi, B-uienu pacxopsarcsi (puc. 37). Ilporecc mpucoeIVHEHUsT KUCIOPOJA
IPOUCXOJUT CTyIeHYaTo. IIpucoenrHeHye epBoii MojeKybl O, BLI3bIBAET U3MEHEHHe
HOJIOKeHus aToMa Fe?* OTHOCHTENBHO MJI0CKOCTY MOPQUPHHOBOTO KOJbIa. KapMaHsbI
reMOB paCIIMPANTCSA, COJIeBble MOCTUKY Pa3pbIBAIOTCA. DT U3MEHeHUs IepesjaroTcs
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ot 1-ii cybbeAnHUIIBI KO 2-H, 3-i, 4-i1 ¥ IpUCOeaVHEH e 0, x4-1 cyObenuHuUIe UzieT
B 500 pa3 GbicTpee, 4eM K 1-ii. DTOT mpoliecc Ha3bIBaeTCsk reM-TreM B3arMO/IeliCTBAEM.
4TO OTpaXkaeT S-oOpa3HbIil XapaKTep KPUBOI HACBINIEHNsI reMOrTI00MHA KUCTIOPOAOM
(cm. puc. 37).

PO,4
PCO, § pHY
(BRG]}

cBAablBaHue O,

ETPaGGmnu- ocnabnsaer
aupyet «3aKUMbl»  70-KpaTHoe
T-bopmy . yBenuieHne
Le30KCUIreMOrNo6uH, CROAETRR \oxcuremornoﬁuu,
T-popma e R-popma

Puc. 37. CBsi3b remoriobuna c kuciopozpom (Konbmau 4., Pém K.-T.)

B TKaHAX € BBICOKUM YpPOBHeM MeTabosiu3Ma oOpasyeTcs U30bITOK NpoToHOB H,
CO,, 4TO CIIOCOBCTBYET AUCCOLMALIUN OKCUTeMOTIIOOMHA. DTOT MeXaHU3M ObIT OTKPBIT
B 1904 r. Kpuctuanom Bopowm u Ha3biBaeTcsi agpdpextom Bopa.

T'emepozennocmeo zemo2n06una. TeMOrIOOUH NPe/ICTABIISET TeTEPOreHHYIO CUC-
TeMY, Pa3JIM4aioT 3 BU/Ia TeTepOreHHOCTH:

1. OHTOreHeTH4eCKas (TeTepOreHHOCTb CO3PEBAHMUS).

2. TeTepOreHHOCTb B3POCJION 0COOH.

3. AHOMaJIbHasA reTeporeHHOCTb, CBSI3aHHAS C CUHTe30M aHOMAJIbHBIX FeMOTJIOOHHOB.

Onmozenemuueckas zemepPozeHHocnsb

CMeHa TUIIOB reMorjI00MHa 3aBUCUT OT:
a) ocobenHocTeil cHabxeHus TkaHeil O,. Y 5MOPUOHA HCTOYHUK KUCIOPOJa — UH-
TepCTULMaNIbHAA JXUKOCTD, y IJI0ZIa — IUIALEHTa, Y HOBOPOXKJEHHOI0 — JIerKue;

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
remorsiobuH: cTpoeHne, QYHKUNU, TUMbl U UX NPON3BOAHbLIE 69

0) CMeHbI OPraHOB KPOBETBOPEHMS.

CMeHa TUIIOB reMOTJI00MHA CJIe/lyeT B CJIe/ylolieM Mopsi/iKe: SMOPHOHAJIbHbIE, (e-
TaJIbHbIe TeMOTIOOMHBI U TeMOTTIOOMHBI B3pOCIOro. KaXKablil 13 3TUX TUIOB MPeCTaB-
JISieT reTepOreHHYI0 CUCTeMY.

CuHTe3 3MOPUOHAJIbHBIX TeMOITIOOMHOB HJeT C 2-X HezieJib 3MOPHOHAIBHOTO
passutus. K uum otHocarcsa Gower-1 (g,C,), Gower-2 (g,), Portland (v,{,). Cunres sm-
OpHOHAIBHBIX FeMOTITIOOMHOB NpeKpalaercs K 14-if Heziesie SMOPUOHAIBLHOTO Pa3BUTH.

®etanbubie remoroounbl (HbF) ciHTe31py0TCS ¢ MOMEHTa 06pa30BaHus 11a-
uentbl. HDbF (o.,y,) rereporenes (3—5 KOMIIOHEHTOB), Y-Lielld OTIMYAOTCA OT P-lierneit
B 39 no3uuusx.

Cgoiicta HbF:

1. JTy4me pactBopuM, ueM HbA.

2. MIMeeT BBICOKYIO CKOPOCTb OKUCJIEHUS XeJjle3a FeMa, B CBA3U C 3TUM Jierde IIpouc-
XOIUT 06pa3oBaHUe METreMOrI001Ha.

3. YcTOMYUB K [JeHaTypaLuy LeJI049bl0, 3TO CBOMCTBO UCIOJIb3yeTCA AJIA ero OIpe-
IeJleHusl.

4. Obnazaer Gosee BHICOKIM cpozicTBoM K O,, uem HbA.

5. Nimeet cienuduyeckoe noriomenue B YO yacTu crexTpa.

6. XapakTepu3syeTcs BBICOKOI CKOPOCTbIO IIPH 2J1eKTpodopese.

7. Cuntesupyetcsi ¢ 14-ii Hezieit BHYTPUYTPOOHOTO Pa3BUTHS U IOCTUIAeT MaKCH-
MyMa k 20—35-i1 Hezierte.

Bo3pacTHble n3MeHeHuUs cofepxaHus GpeTaqbHOro reMornobuHa (B % ot obmiero)
COCTaBJIAOT: HOBOpOXAeHHble — 80 %, B 3 mec. — 40 %, B 6 mec. —23 %, B 9 mec. —
10 %, x 1-my rogy — 4—5 %, B 3roga — 1,5 %, crapiie 3-X jieT 4 y B3pocibIix — 1 %.

OmnpeneneHve peTasbHOro reMorno61Ha UMeeT 60JIbIIOE JUArHOCTUYEeCKOe 3Hade-
HYE:

— TIpY OLieHKe MOJIHOTHI 3aMEHHOTO TepeIMBaHuUs KPOBY ITPU FeMOJIUTHYeCKOi 60-
JIe3H! HOBOPOJXXKI€HHBIX;

— B iMarHocTrKe ¢ero-deTansHO U GpeTo-MaTepuHCKO reMoTpaHcdy3ui;

— IIpU TeMaToJIOTMYeCKUX NPUOOPeTeHHBIX, 37I0Ka4eCTBeHHbIX 1 HACJIe/ICTBEHHBIX
3ab071eBaHUAX (BO3BPAT K SMOPHOHATILHOMY THITY KDOBETBOPEHHS);

— IIpY aHEeMUSX Pa3JIMYHOrO reHe3a, THeBMOHUSAX — TIpU 3a00JIeBaHUsAX, COIIPOBO-
JKJIAIOLIAXCS TUTIOKCeMUel 1 TUIIOKCHe.

Temorno6uHbI B3pocioro tuna. Cunre3 HbA HaunHaetcs y sM6proHa Ha 8—11-i1
HeJlesie BHYTPUYTPOGHOTO Pa3BUTHS, U/IeT Me/JIEHHO U Y HOBOPOJXK/IEHHBIX COCTABIIsAET
20 % ot obmiero remorno6uHa. [lanee cuute3 HbA aktuBupyetcs u B 1 Mec cocTaBisi-
eT 43 % ot obmiero Koym4yecTBa reMorynobuna, B 5 mec — 75 %, B 1—3 roga — 94,2 %,
y B3pocsibix — 94,2 % (1o naHHbIM Kadenpbl 6uoxumun CII6TTIMY).

TeMOT/IOOMHBI B3POCJIOTO TUIA TAK)Ke MPeZCTaBIIAI0T reTeporeHHyIo cucteMy. Me-
TOZIOM XpoMaTorpaduu BbiziesieHo 3 GpaKIuK reMoraIo0ouHa A.

Temorno6un A, (0,,8,) — OCHOBHOH KOMIIOHEHT, Ha €ro JI0J0 HPUXOAMUTCH 75—
80 % ot 0011ero KomdIecTBa reMoraoorHa. Masbiit KoMmoHeHT cocrasisier 10—15 %
OT 00IIero KoJM4ecTBa reMOrJIOONHA U IBJISETCA TeTepOreHHbIM. TeTeporeHHOCTh 06-
yCJIOBJIEHa KOMIUIEKCHPOBAHMEM C Pa3MYHBIMU NPOJYKTaMu MeTabom3ma — ¢ dpoc-
daramu, anetanberuaoM, Pa3IuIHbIMU YITI€BOAMH.

Anb/ieru/iHbIe TPYIIIbI TTI0KO3bl M aMUHHBIE TPYIIIBI TeMOTI00MHa MOTyT 06pa3o-
BBIBAaTh HECTOWKYIO aJIb/JUMUHHYIO CBSI3b, KOTOPAs TIPY TUTEIbHOM IuKkemun (6osee
8—12 4) npeBpaIaeTcsi B CTOUKY0 KeTOAMUHHYIO CBsI3b ¢ 00pa30BaHIeM ITHKAPOBAH-
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HbIX remorno6uHoB (HbA, ). TTporiecc raukupoBanus HeepMeHTaTUBHBIH, B OTIHNYMe
OT IJIMKO3WIMPOBaHUA (NIPM CHHTe3e IJMKo3aMMHOIIMKaHOB). Cozmepxanue HbA
B HOPMeE Y B3POCJIbIX HaXOAUTCst B mpenenax 4—6 %. Omnpenenenve HB A ¢ nuarHo-
CTUYECKY BXXKHO [P CaXapHOM inabeTe U B KaueCTBe KOHTPOJIS 3a JUETAUCIUIIIMHOM
y JaHHO¥ KaTeropuu 60JIbHbIX.

Temornobun A, — caMOCTOSATe/IbHBIMA THII, COOTBETCTBYET CTPOEHHMIO o, d,. CHH-
Te3upyeTcs reMOrno6uH A, y ieTeil B mepBele 3 Mec. Tocsie poxzeHus. Conepxanue
reMorio6uHa A, y ieTeii crapie 1 rozia ¥ y B3pocyIbIX coctaBiser 3—4 %. YpoBeHb re-
Moro61Ha A, IOBBIIIAETCS IIPY B-TajlacCeMUH.

IIpousBoAHbIe reMornoonHa. Kax/plii THI reMoriobuHa MOXeT QYHKIMOHU-
pOBaTh B BUJie €r0 MPOU3BOAHBIX. [Ipon3BO/iHEIE reMOrI06rHa 06pa3yTCs WU IIpU
M3MeHeHN!U BaJIeHTHOCTH jKeJle3a reMa (OKUCJIeHUM), UM NpU coefinHeHuu ero ¢ CO,
LIUaHUAIAMU U JP.

Mertremorno6un (MetHb). I[Tpu okuciennu xesesa rema (Fe?* B Fe**) o6pasyercs
MeTreMorIo6uH. OKUCTUTENISIMUA MOTYT GBITh aKTUBHBIE HOPMBI KUCIOPOZIA, HUTPUTHI,
HUTpATHI, pAa GepMeHTOB (TTIOKO300KCH/Ia3a, KCAHTUHOKCKA3a). B cyTku obpasyercs
2,5—3,0 % MetHb, Ho npucyTCcTByeT B KpOBU B HOPMeE TOJBKO 1 %.

MeTtremorno6uH He cocoOeH TPAHCIOPTHUPOBATh KUCTIOPOA. B opranusme cyie-
CTBYET MeTreMOII00MHpeayKTa3Has CUCTeMa, KOTOPasi OCYILIeCTBIAeT BOCCTAHOBJIEHNE
Kene3a rema. 9ta cucrema Bkiodaer HATH-nutoxpom-b,-penykrasy. FIcToO9HMKOM
MIPOTOHOB /1JIsi BOCCTAHOBJIEHUsI MOXKeT OBITh TaKKe aCKOPOMHOBas KUCIOTa (BUTAMUH
C), cucrema xyraTHoHa. OHM BOCCTaHABJIMBAIOT METTeMOIJIOOMH B /1e30KCUPOpMY
(HHDb), koTopas cmocobHa TPaHCIOPTUPOBATH KUCTIOPO.

Cozeprxanue MetreMorno6uHa (1o faHHBIM Kadenpsl 6uoxumun CIIGITIMY) co-
craBisieT y pebenka 1-ro Mec — 3,5 % ot 061mero Kojau4ecTBa reMorobuHa, B 3 mec —
2,2 %, 8 6 mec — 1,5 %, B 1 rog — 1,3 %, y B3pocibix — 1,0 %.

IToBbIlIEHNE YPOBHS MeTreMOrIo0MHa B KpoBH Gonee 1—1,5 % Ha3bIBaeTcsi MeT-
remMoriaoouHemuei. [IposBIsAeTC MeTreMOrJIOOMHEMUS CHHIONIHOCTBIO KOXH (IIpU
conepxanun MetHb Gonee 10—15 %). IIpuunHamMu MpUOGPETEHHBIX METTeMOTJIO-
GuHeMUil MOTYT OBbITh MOBBILIEHHOE MOCTYIJIEHUE C MHIeil HUTPUTOB MM HATPATOB,
3aboneBanus JKKT (BcacblBaloTCA TOKCHYeCKHe MPOAYKTHI) M Kak npodzaboneBanue
y pabOTHHKOB JJAKOKPACOYHBIX TIPETIPHUATHIA.

[TpUYMHBI BPOXKIEHHBIX METTeMOTTIOONHeMUiA: Han4re aHoManbHoro HbM, Hapy-
1IeHre aKTUBHOCTH METTeMOTJIOOMHPEIYKTa3bl.

Anomanesnbiii HbM umeer croiikyro ¢popmy Fe’'. 3ameHBI aMMHOKUCIOT HJyT
BOJIM3U rema (TUC Ha TUP B o- Wiu B-1iensx). Cymectsyet 5 ¢opm aHomaibHOro Hb M.

Kapo6oxkcuremornooun (HbCO) obpa3syercst mpy B3aUMOZIEICTBUY reMOTrIo0uHa
¢ yrapabiM razom (CO). DHioreHHBIM UCTOUYHUKOM CO fBJISeTCA reMOJIN3 3PUTPOLIH-
TOB (TIpY aHeMUAX, a TAK)Ke IIPU CTapeHUH 3PUTPOLUTOB), SK30T€HHBIM — BIbIXaHUE
CO y KypuJIBbIIMKOB, PAOOTHUKOB rapaxeit, npu noxape. Cpozctso remornobusa k CO
B 230 pa3 GoJibliie, 4eM y KMCJIOPOJIa, ITUM 0OBACHSIETCS TOKCUYHOCTb YTapHOTO rasa.
Cozepxanue HbCO B HopMe (manHble Kadenpbl 6uoxumiu CII6ITIMY) y HOBOpo-
XJIeHHBIX cocTaBiiseT 2 %, B Bo3pacte 1—3 mMec — 1,5 %, B 3—6 mec — 1,3 %, crapiie
1roma — 1,0 %, y kypamux 5—7 %.
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I'eMOIyIOOMHOIIATHHA

AHOMaMY B CTPYKTYpe reMOrJIO0VHA Ha3bIBAIOTCS FeMOTTIO0MHONATHAMM.
Pa3nuyaioT 2 GopMbI reMOrI0OMHONATHIA:

* KaueCTBEeHHble — CBS3aHHbIE C HApyIIeHNeM epBUYHOM CTPYKTYpBbI;

* KOJIMYeCTBEHHbIe — 3aBUCAIINE OT CKOPOCTH CHHTE3a MOJIUIENTUAHBIX IIeTei.

AHOMaJbHbIe reMOTrJIOOMHBI 0003HaYar0TCsA GykBamu JaTuHckoro andasura: HbC,
HbM, HbS nnu o reorpadudeckoii MecTHOCTH UX OTKpbITHS — Hb Bosra, Hb Mockga,
Hb Xenbcuuku, Hb Liopux, Hb Bocto u zip. B HacTostiee Bpemst nu3BecTHO 6osiee 600
aHOMaJIbHBIX TeMOITIOO0MHOB. I10I0BMHA aHOMAJIbHBIX eMOTJIOOMHOB KJIMHUYEeCKU He
TIPOSIBIISAETCS.

KauyecTBeHHble reMOITIOOMHONATHH — 3TO pe3yJIbTaT aHOMAIMH MePBUYHON
CTPYKTYPBI: 3aMeHbI OJHOM UJIM IBYX AMUHOKUCJIOT, BbIlTaZleHHUsl aMUHOKHUCTIOT (YKOPO-
YeHue), yAJMHEHNS My, CIUAHUA LieTlel, TI0THOM 3aMeHbl Iielleil (roMoTeTpaMephl).

KonnyecTBeHHbIE IeMOIIOOMHONATHM PA3BUBAIOTCS NPU M3MEHEHHU CKOPO-
CTU CHHTe3a MOJIMIENTUHBIX Lerneil. [Ipy yrHeTeHUM CHHTe3a O-lierell BO3HUKAET
a-TajacceMms, B-uernerd — B-TajsacceMus. YrHeTeHUe CHUHTe3a o-Lieleil IPUBOAUT
K KOMIIEHCAaTOPHOMY YCHJIEHUIO CUHTe3a [3- WX y-1iereil 1 06pa30BaHUIO reMOorioou-
HOB-romoTerpameposB — HbH unu Hb Bart’s.

TanaccemMuyn — HacJe/CTBeHHble 3a00JieBaHUs, TOMO3UIOTHbIE GOPMBI KOTOPBIX
ABJIAIOTCSA NPUYMHON MEePTBOPOXXAAEMOCTH, B CBA3U C 3TUM TpelOyeTcsl MpeHaTabHas
ZIMaTHOCTHKA JIaHHBIX 3a00JIeBaHMil. PelraromyM B IOCTAaHOBKE JMarHo3a <«Tajacce-
MUSi> ABIISIETCS 971eKTPOpope3 reMorIobMHa He TOJILKO GOIBHOTO, HO U 4JIEHOB ero ce-
MbH. IIpu o-Tanaccemun o6HApyXUBaOTCA remornobuHei-romorerpamepsl HbH (B,)
nnu Hb Bart’s (y,) 1 nosbimeno conepsxanue HbF. IIpu B-TanacceMyuy NOBBIMIEHO €O-
Jiep>kaHue reMorao6uHa A, (o.,3,), deransHoro remoraobuHa (o.,Y,).

CHHTE3 reMOIIPOTEHHOB H €TI0 HAPYIIICHHUA

CHHTe3 reMOIPOTEMHOB PACCMaTPUBAETCS HA TPUMEpe CHHTe3a reMoriobusa. be-
KOBast 4acTh MOJIeKysibl Hb — rio6uH — CHHTe3MpyeTCs 10 06BIYHBIM 3aKOHAaM CHHTE3a
Oenka.

Bbuocunme3s zema

VcXOHBIM MaTepHaloM AJS CUHTe3a remMa fBIAeTCA CyKUMHMI-KoA, obpasy-
IOIMIICS B MAaTpUKCe MUTOXOH/ApHIl B Lukie Kpebca, u ruppoduibHas aMUHOKHC-
sota rauuuH. CHMHTe3 HauMHAeTCsA B MAaTPUKCe MUTOXOHZAPUMA. IMMIMH B3auMozen-
CTByeT ¢ CyKuuMHUI-KOA mpu yyacTuu 3-aMHUHOJIEBYJIMHAT CUHTAa3bl ¢ 00pa30BaHUEM
8-aMMHOJIeBYIMHOBOM KUCIOTHI (8-AJIK), KoTOpas mocrynaet B LuToIIa3my (puc. 38).
Janee uznet KouzeHcanus 2-x 8-AJIK mpu yuactuu neruznpatasbl 8-AJIK ¢ o6pasosa-
HueM nopdobwmmmHoreHa (IIBI). B obpa3oBaBuieiicsi CTPYKType y)Ke MPUCYTCTBYIOT
KOMIIOHEHTBI, U3 KOTOPBIX OYAyT cOo37aHbl OOKOBbIE 3aMeCTHTENH reMa: MeTUJIbHbIE
TPYIIIbI, BUHAJIbHBIE IPYIIILI ¥ OCTATKU IPONMOHOBON KACIOTHL

3areM 4 noppobUNNHOreHa KOHAEHCUPYIOTCA 110 IIPUHIIUIY «T'0JIOBA K XBOCTY» IIPH
ydactud 2 GpepMeHTOB — ypornoppupuHoreH-1-cuHTa3sl 1 yponopdupunoreH-III-ko-
CHHTa3bl, 00pasyetcsi ypornopupuHoreH-II1, B KOTOPOM MUPPOJIbHBIE KOJIbIIA COe/IH-
HEeHbI MeTUIEHOBbLIMU MOCTUKaMu (—CH,-) ¥ HeT CONpsHKeHHON CUCTEMBI, TO3TOMY OH
GecuereH (ecTh 8 IBOIHBIX CBsi3eii, BMecTo 11). 3aTeM B pe3yJbTaTe JeKapOOKCHIIM-
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Puc. 38. Cxema cunTe3a rema (CesepuH E. C., 2009)
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poBaHusi o6pasyercsi KonpornopdupuHoret III, KOTOPBIil OCTyaeT B MUTOXOH/PHY,
I7le TPeBpAIaeTcs MPU Y9acTHU KOTPONOPPUPHUH-OKCHAA3bI B IPOTONOPPUPUHOTEH
IX, a motom B ipotonopupuH IX.

ITocse 3aBepuieHys cuHTe3a nporonopdupuHa IX npu yuactuu pepmenta peppo-
xesaTasbl (TeMCHHTA3bl), IPOMCXOAUT BKItOYeHHe Fe?* B Moyekysny mporonopdupu-
Ha [X, KOTOPBIi IBJISI€TCs MPe/IIeCTBeHHUKOM reMa reMor/io6ruHa, MUOTJIOOMHA, KaTa-
JIa3bl U APYTUX OEJIKOB.

OG6pa3oBaHue reMOrJIOOMHA POMCXOAUT HA CTA/IMU MOCTTPAHCISIMOHHON MOIH-
¢duKaIyu, Koraa K CHHTe3MPOBAaHHOMY TTIOOUHY TIPUCOEIMHSIETCS TeM d4epe3 5-10 KOop-
JUHALIVIOHHYIO CBA3b XKeJe3a.

Pezymmuﬂ cunme3sa 2emozioouna

Perynsuus cuHTe3a reMorjo01Ha OCYIIeCTBIIAeTCS Ha HECKOJIbKUX YPOBHSX: MOJIe-
KyJIAPHOM (CHHTe3 rema, r1o6uHa, cO0pKa reMoryiobuHa), CyOKIeToYHOM (KOMITapT-
MeHTaL¥sl), KJIETOYHOM (3PUTPOLIMTAPHbIE MHTOUTOPBI), CACTEMHOM U Ha YPOBHE 1ie-
JIOCTHOTO OpPTaHMU3Ma.

brarozaps TakoMy MHOTOYPOBHEBOMY PeryJIMpPOBAHUIO B OPraHU3Me CUHTEe3UPYyeT-
cs ¥ pacriagaercs 1 % Bceii 5pUTPOLUTAPHOI MacChl, a COZiepXKaHue reMOIJIOOMHA O/ -
Zlep>KUBaeTCs Ha CTPOTO OINpeZleJIeHHOM YPOBHE.

PerynAnus cuHTe3a reMa UZeT 10 MPUHIMIYY 0OPaTHOH CBA3H, TO eCTh 'eM TOPMO-
3UT aKTUBHOCTb TeMCHHTa3b! (IBJISETCA allI0CTePUYECKUM MHTMOUTOPOM), OJABIIAA
TepMUHAJIbHBIN 3Tall CMHTe3a reMa 1 cuHTasbl 8-AJIK, To ecTb HauaIbHbIN ATAIl CUHTe-
3a.CHI)KeHMe KOHIIeHTpalliy reMa BeZieT K akTUBaluy cuHTe3a o-AJIK-cuHTa3kl.

Kpome Toro, rem u nporonopouput IX mojaBisioT aKTUBHOCTD ZIeTrH/PaTasbl
3-AJIK. D10 uMeeT 0cob0e 3HAUEHHE: eCJI OTCYTCTBYeT HeO6X0AuMOe KOJTUIeCTBO
r11001MHa, KOTOPOe JJOJKHO CBA3aThCS C [eMOM, TO IIPOMCXOAUT CaMOTIPOM3BOJIbHOE
BOCCTAaHOBJIeHHE IpoTonopupuHoreHa IX, B 3Ty CTPYKTYpy ’Keje30 BHEAPHUTHCSA
He MOXeT, ¥ OHO HakamuBaercs. Hakonusuecs noHbl Fe** 6yayT cTUMyINPOBAaTh
CUH- Te3 IJI00MHA, TaK KaK TeM SBJISAeTCS MHAYKTOPOM TPAHCHALMHU o- U P-Iemnei
riao6uHa.

Takoil TWII perynALuM MOJJep)XKUBaeT PAaBHOBeCHe MeXIy WHAWBUYaJIbHbIMU
Tpe/lecCTBEHHIKAaMU TeMOTI001MHA, TO eCTh MEX/Ly ero OeKOBOH YaCThI0 — TII0OMHOM
¥ HeOeJIKOBO# YaCTbi0 — IeMOM.

Hopgpupunvt u noppupuu

[TpoMexXyTO4HbIe IPOAYKTHI CUHTe3a TeMa Ha3blBalTCA nopdrupruHamu. OHU 06-
HapY>KUBAIOTCS BO BCEX OPraHaX M TKaHAX YeJOBEKa B He3HAUUTe IbHBIX KOJINYeCTBaX.

[pu rubenu U cTapeHUU KJIETOK NOPOUPUHBI U UX MpeAIIeCTBeHHUKH TOMaalT
B 1J1a3My KpOBH. CBOGOZHbIE METAabOIUTHI He YTHIN3HPYIOTCS.

C mouoit BeigensoTcs 6-AJIK, IIBT, yponnopdupuHoreH, n30Mepbl KONponoppu-
puHorena III, KOTOpble OTINYAIOTCS APYT OT APyra GOKOBBIMU 3aMeCTUTETISIMH.

BoJbIIMHCTBO ompesieNiieMbIX B MO4e TOPUPHHOB BbIJeNsAeTCA B BUze MOpUpH-
HOTeHOB (OHM OeCIIBeTHBI), HO NOJ| eCTBHEM CBeTa MOPPUPHHOTeHbI OKHUCIAIOTCSA [0
OpUPHHOB, KOTOPbIe UMEIOT MAaKCUMaJIbHBIN CIIEKTD MOTJIONIEHHsI [IPH JIIUHE BOJIHBI
400 HM. B kucoi cpefie moppupUHBI UMEIOT KpacHoe (IyopeciieHTHOe CBeYeHue, YTO
HCIONb3yeTcsl A ux oOHapyxeHus. IToryomenue u ¢iyopecieHysa 06yCIOBIEeHbI
HaJIM4yMeM MeTUHUIbHBIX MOCTHKOB (—CH=).
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Y 370pOBOTO YesioBeKa MOKHO OOHAPY)KHUTh:
* BIIJIa3Me KPOBH — KONPOHIOPQUPHH, ApyrHe GpaKIuK OTCYTCTBYIOT;
* B OPUTPOLUTAX — MPOTONOPOHUPHUH;
* B Kajie — 3¢UpOpPacTBOPUMBIE KOIPO- U TIPOTONOPPHUPUHBI;
» B Moue — 3-AJIK, nopdupuHoreH, yponoppuprHOreH, ©U30Mephl KOPOnopQu-
puHorena III.

HapyuieHue o6MeHa mopUPHHOB JIEXUT B OCHOBE OOJIBIIO# IPYIITHI 3a00/1€BaHuUIA,
00beIMHeHHBIX Ha3BaHWeM mopgupum (Tab. 12).

I[TepBuyHbIe mopdupun 06YCIOBIEHbI HACTEACTBeHHBIMU lepeKTaMU (pepMeHTHBIX
CHCTeM CHHTe3a reMa reMOIIPOTENHOB, YTO OTIpe/iesisieT 0COOeHHOCTH JUAarHOCTUKH, Jie-
JeHKs 3a060JIeBaHUSA U IPOTHO3a.

TsoxecTsb TedeHMst TOpUPHUit BapbUPyeT OT 6eCCUMIITOMHOTO Te4eHHst 10 TSKeo-
ro crpaganus. KivHudeckass KapTuHa nopUpHii 3aBUCUT He TOJIBKO OT TOTO, CUHTE3
KakKoro ¢epMeHTa HapylleH, TO eCTb KaKue IPOMeXyTOYHble POJYKThI CHHTe3a remMa
HaKaIUIMBAIOTCSI, HO U OT TOTO, KaK GBICTPO OHM MeTabOoIM3UPYIOTCS APYTUME (epMeH-
TaMH.

I[Tpu MHOTMX OPGUPHUAX HaKarUMBaeTcs B u36biTKe 8-AJIK u [TBT, a 13 Hux o6pa-
3YIOTCSI TOKCHYHbIe MOpGUPUHBI (HamprMep, noppoMeTunOuIaH), KOTOpble Mpu re-
HETUYeCKOM ZiepeKTe pepMEeHTOB He MOTYT NPeBPATUTLCS B reM. TOKCHYHBIN 3 deKT
NPOSIBJISAIETCS B MOBBIIIEHHOM CBETOYYBCTBUTEILHOCTH KOXHBIX TIOKPOBOB (doTozep-
MaTo03), ICUXOHEeBPOJIOTHYECKIX PACCTPOICTBAX, a0JOMIHAIBHBIX MIPHCTYIAX.

Tabnuya 12
DpuTponodTHYECKHe U NedYeHoYHbIe noppupun
TeHeTudyeckuii redext DpuUTpono3ITHYECKUEe IleyeHOYHBIE
depmenToB nopdupuun nopdupun
Ypodopdupunoren I u I11 Bonesns [tonTepa Ocrpas nepemexaromasacs
KOCHHTa3bl nopoupus
(muppononopdupusi)
YponopdupuHoren DPUTPONIOITHIECKAS IMo3aHAA KOXHAsA TOphupus
IekapbOoKCUIIasbl Korponoppupus
KorponodupuHOTreHa
®eppoxenarasbl DpUTPONO3ITUIECKAS ITpoToxonponopdupus
npoTtonopoupus

Bropuunsle mop$upuu pa3BUBAIOTCSA NPU NMATOJNOTUU NedeHU (LIUppo3e), aBU-

tTaMuHO3e PP, maHTOTeHOBO U POJIMeBOI KUCIOT, TUXOPAJOYHBIX COCTOSTHUAX, HH-
TepUTax, Py OTPaBIeHUHU CBUHIIOM, GpocHOpPOM, KafMueM, TajlueM, TIpU JJIUTeb-
HOM mpueme 6apOWTYpaTOB, KOHTPAIENTUBHBIX CPEICTB, MPOTUBOMAJISPUAHBIX
npenaparos.

KnuHudveckass KapTWHa BTOPUYHBIX MOPQUPHUIl 3aBUCUT TaKKe OT KOJMYECTBa
00pa3yomuXxcst POMEKYTOUYHBIX TPOJYKTOB CHHTE3a reMa M OT CKOPOCTH Pa3pyIleHust
UX Ipyrumu ¢pepMeHTamu. KiuHUYecKrie IPOSIBIEHNUS CXOXH C IEPBIYHBIMU NOPHU-
PUSAMU.
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Pacmiag reMOIIpoOTeHHOB.
Craguu npeBpanieHus OmIupyonHa
M HAPYIIEHHUA €TI0 OOMEHA

OCHOBHBIM TeMOIIPOTEMHOM SABJISETCS TeMOIJIOOWH, KOTOPBIA BBICBOOOXZIaeT-
€A M3 CTapbIX 3PUTPOLUTOB (TIPOAODKUTENIBHOCTh KU3HU SPUTPOLIUTOB COCTABIIAET
3—4 mec.). B MmeMOpaHe 3pUTPOLIUTOB aKTUBUPYETCs IIEPEKHUCHOe OKUCTIeHUE JIMITHIOB
(ITOJI), oHa «cTapeeT», pa3pylLIaeTcs B celle3eHKe, IledeH!, KPaCHOM KOCTHOM MO3Te,
¥ TeMOTJIOOVH BBIXOJIUT B KPOBb, T/ie COEANHSIETCS C FalTOrI0ONHOM.

Tanrornobus (Hp) — riuKompoTeuH, cUHTe3upyercsi B medeHu. Mormekyna Hp
COCTOUT U3 2-X CyObeANHUII, KaXAas U3 KOTOPBIX COAEPXKUT 4 MONUIENTH/HbIE LeMH
(200 m 2B). Boigenstor 3 reHernyeckux tuma ranroriaobuna: Hp 1,1, Hp 2,1, Hp 2,2.
Kaxnplii vHAMBUA MMeeT cBoit reHoTun Hp. KoHieHTpanus aToro 6esika B KpOBU He
ABJIAETCS TOCTOSIHHOM, OHAa YMeHbIIaeTcs IPONOPIXOHAIbHO MHTeHCUBHOCTH pacnazia
3PUTPOLUTOB. [eMOrI06MHCBA3BIBAIONIAA CIIOCOOHOCTH TaKKe He OecripenenbHa. OnHa
Mosekyna Hp moxer cBsizaTh 2 MoJieKynbl Hb. IIpu ycuieHHOM reMoJii3e SpUTPOLIn-
TOB B IJIa3Me KPOBM IOBBINIAETCSl YPOBEHb reMOrJIOOMHA, KOTOPBI HE MOXET ObITh
TIOJIHOCTBIO CBSA3aH C TANTOIIOONHOM U BbIZieNAeTcs ¢ MOYoi. O6pasyomuiics B KpOBH
reMorsioOuH-rantornoouHoBbIn Komiuieke (Hb-Hp) aacopbupyercs KieTkamu pertu-
KyJno3HAoTennanbHou cructembl (POC) u3 kpoBu. B kommiekce Hb-Hp remornobus
npespamaercsi B MetHb (Fe?*) u mocrynaer B knetku POC.

[Tpu pa3pyieHrr SPUTPOIIUTOB B TeUEHHUE CYTOK BHICBOOOXKAaeTcst 8—9 T reMorio-
OuHa.

Pacnaz remoryiobuHa U IPpyrux reMONpPOTENHOB UJET aHAJIOTMYHBIM 006pa3oM JI0
KeJTYHbIX MUTMeHTOB (puc. 39).

BeigenaroT 3 craguy npespaleHys reMONpOTeNHOB:

1. Craaus mpeBpalleHUs FeMOIPOTEMHOB B MUKPOCOMaIbHON QpaKIny KIeTOK
POC.

2. Crazius IpeBpalieHus OMIMpyOrHa B renaToOLHTaXx.

3. Crazus npeBpauienus 6unupy6una B JKKT.

1. Crapusa npeBpaileHUs] reMONPOTEHHOB B MUKPOCOMAJIbHON ¢pakuuu
Kietok PBOC.

Kara6omm3m reMorsio61Ha ocyIecTByIseTcsl IPH y4aCTUH MUKPOCOMAJbHOMN reMo-
KcureHasHou ¢pepmeHTHOU crctembl. OHa BKItoYaeT ButamuH C, nonsl Fe?*, HAIOH,
TeTparugpodoreBy0 KUCIOTy. IIpy ydacTuy 3TOHM CHCTeMbI IPOMCXOAUT Pa3phbIB
O.-MEeTHHUJIBHOTO MOCTHKA MeX/y 1-M ¥ 2-M IUPPONBHBIMU KOJIbIIAMHU 1 00pasyeTcs
BeporiaobuH. Y Bepaoraobuna coxpansiercss Fe*t v 6eKoBbIN KOMIOHeHT. [1pu pa3s-
pbiBe MOPOUPHUHOBOTO LUKIA CPOACTBO Fe** M robuHa K TeTPONUPPOJy CHIKAeTcs,
¥ MOJIEKYJIa pacliaZiaeTcs Ha JIMHEHHOe MPOM3BOJHOE OUIIMBEP/VH U ITI00MH, IPH 3TOM
BoizessieTcst CO. Okuch yriepona jierko coenunsiercst ¢ Hb, obpasyercst kapbokcure-
MOIJIOOMH. YBelu4yeHre ero KOHIeHTPAL[y B KPOBH SABJISIETCS [IOKa3aTeJleM reMOJIu3a.
OcBobozyBIIeecs xene30 AelmoHUpyeTcs B Buje GeppuTHHA, INIOOMH TUAPOIU3YeTCH
TKaHeBbIMHU [IPOTea3aMU Y NOMNOJHAET My aMUHOKUCIIOT.

Bunugepdun — 3TO TEPBBIN JKENYHBII MUTMEHT, 3eJIeHOrO IIBeTa, XOPONIO pac-
TBOPMM B BOJZie, He TOKcHueH. [lanee OWIMBEPAVH BOCCTAHABJIMBAETCS TPU y4acTUU
HAJI®H-3aBucrMO# OGUIMBEPIVH-PeAYKTA3bl 10 [IEHTPAJIbHOMY METHHUJIBHOMY MO-
CTHUKY, ¢ 06pa30BaHKeM OCHOBHOTO JKeTYHOTO IUTMeHTa GInpyorHa.
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Puc. 39. Cxema pacmiaga reMorjao0uHa u 06paBOBaHI/IH JKeJTYHBIX IM'MEHTOB

Bunupybux — 3TO TMTMEHT KPaCHO-KOPUYHEBOTO L[BETA, IVIOXO PACTBOPUM B BOJIE,
0YeHb TOKcHYeH. TOKCMIHOCTh OMIMPyOHHA CBSI3aHA C ero ClOCOOHOCThIO MPOHUKATD
Jepe3 rematosHuedanuyeckuii 6apbep (I'DB) u nopaxkarh sipa roJOBHOTO Mo3ra. 3a
pacrmazioM reMoriao0MHa MOXKHO HAabJTIOIATh PY Pa3BUTHUHU CUHSKOB, KOTOpbIE CHavasa
UMEIOT CUHUH LIBET, IIOTOM 3€JIeHbIN U JKeJIThIN.

Bunupy6uH B KpoBu cpasy agcopbupyercsi Ha anbOymuHax. [Ipu 3ToM OUInpy6OrH
TepsieT TOKCUYHOCTh, TaK KaK CTAHOBUTCS BOZOPACTBOPUMBIM coefnHeHueM. Kaxzas
MoJieKyJia albOyMIHa UMeeT 2 [IeHTpa CBSA3bIBaHUS OUIMPyOUHa — BHICOKOADPUHHBIN
1 Hu3KoapuHHbIA. OO6pazoBaBuIMiicsa OMIMPYOUH HAa3bIBAETCS HENIPSMBIM, HECBSI3aH-
HbIM, HEKOHbIOTHPOBAHHBIM OUITPYOUHOM.

HenpsMbIM 6MIMpPYyOUH Ha3bIBaeTCA MOTOMY, YTO OH He JiaeT NPAMYIO PeaKIHio
C IMa30peaKkTHBOM DpJuxa, TaK KaK afcopOMpOBaH Ha aJbOyMUHAX U /TS €0 OTKPhI-
THA B KPOBU TpeOyeTcs MpeaiBapUTeIbHOE OCaX/leH e OeIKOB I1a3Mbl KPOBU CIMPTOM
it KodperHoM. TOJIBKO MOCyIe ocaXaeHus: 6eKoB GUIMPyOuH CriocobeH B3auMoIeii-
CTBOBATb C J1a30PeaKTUBOM DPJINXa, U ITPU 3TOM Pa3BUBAETCs PO30BOE OKpAILIMBaHMUe.

B 100 r ma3Mbl KPOBU MOXET COJepXkaTbCs 70 25 T GunupybuHa, ancopoupo-
BAHHOTO HA aJbOyMHUHAX. I30bITOUHBIN OUIMPYOUH Jierde OTAeNseTcsl OT albOyMUHA
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v 11dOyHIMpyeT B TKaHU, B CBOOOZIHOM BU/ie MOXKET IIPOHUKATH Yepe3 ['DB, mopaxaTb
Anpa ueHTpanbHoW HepBHOH cucTeMsl (ITHC). Pa3zBuBaetca sifepHas XeJTyxa, OKpa-
IIMBAIOTCS KOXKHbIE TIOKPOBBI, TIa3HbIe 0JIOKH.

2. CTagus npeBpaileHns GUINpyOHHA B renmaTonMTaXx CKIaabiBaeTcs u3 3-x das:

* TIOIJIONIeHNe OMIMPYOVHA TApeHXUMO# eYeHH;

* KOHBIOralus 6uaupyOrHa B IJIaZIKOM SHAOIUIA3MAaTH4eCKOM peTHKyIyMme (DIIP)
renaToruTa;

« cekperys 6upyouna us DIIP.

Dasza noenowenus GUNUPYOUHA NAPEHXUMOT neweHu. B edeHN IPOMCXOIUT
0CBOOOK/IeHHe OUIMpPyOMHA OT abOyMUHA, U OH TePeXOJUT Ha CUHYCOUAJIbHYIO 110-
BEPXHOCTb IeIIaTOLUTOB IIPY YYaCTUU CHIeNNPUIECKUX TepeHOCYUKOB — Y- U Z-TIpoTe-
WHOB (JIMTAaHIKHOB).

Dasza xonsrozauyuu ounupyouna 6 enadxom JIIP. BIONOrMYecKUii CMBICI ee 3a-
KJII0YaeTcs B 00e3BPe)XXMBAHIY OMIMPYOUHA ITyTeM IOBBIIIEHVS er0 PACTBOPUMOCTH B BOZIE.

B DIIP remarorutoB 6uanpy6un o6e3BpexrBaeTcsi, 00pasys rJMKO3UAHYIO CBSI3b
c1 v 2 MonekysIaMu aKTUBHOU (OpMBbI YpUAUHAUGDOCHOTTIOKYPOHOBON KUCIOTHI
(YODTK) depe3 ocTaTKu NMPONMOHOBON KUCJOTHI LIeHTPaJIbHBIX MUPPOJIbHBIX KOJel]
Ounnpy6uHa.

Bunupy6us + YIOTK — BMT + VIO
BMT + YI®TK — BT + YI®

Oror mpormecc Karamusupyer YID-OGunupybuHrIOKypoHunTpaHcdepasa. Ilpu
3TOM 06pa3yI0TCsi MOHO- WX AUOMIMpyOuHTmoKypoHuzsl (BMT, BAIT). Btu coenute-
HUs1 00bEMHBIE 1 He MOTYT MPOXOAUTh 0OPATHO Yepe3 MeMOpaHy rernaTonuTa B KPOBb.
[Ipoiiecc KOHBIOTALIMM MOXXET aKTHBHPOBATh JIeKapCTBeHHBIN mpemapat ¢eHobap-
Guran. OCHOBHAsE YaCTh KOHBIOTMPOBaHHOTO GumpybuHa (6osee 75%) mocTymaer B
KeJT4b, OCTaJIbHAs YaCTh KOHBIOTUPOBAHHOTO OMIMPYOHHA Yepe3 JKeTdHbIe XO/Ibl, pac-
TIOJIOXKeHHbIe B HETIOCPe/ICTBEHHOM GIM30CTH € eYeHOYHbIMY KaMiUISIPaMU, OCTYIIa-
et B GOJIbIIO KPyr KPOBOOOPAIEHUST 1 TKaHU. DTUM OOBSCHSIETCS HaJu4Ke B KPOBH
NPSIMOTo, KOHBIOTMPOBAHHOT'O, CBSI3aHHOTO OunupyOuHa. Ha ero oo npuxofuThes
0KO0J10 25 % OT 06111ero KonudecTBa 6UIMPyOrHA, 1 OH /JaeT NPSIMYIO PeaKluio C peak-
THUBOM DpJMXa.

Das3a cexpeuuu ounupyouna 6 yceaus. BJIT cexpeTrupyercs B Kequb IPOTUB Ipa-
IvieHTa KoHleHTpauuu (c 3aTpaToil AT®). Ero akTUBHBIM TPaHCIIOPT ABJAETCS «CKO-
POCTh-TUMUTHUPYIOIIEi> pa3oii Bcero mporecca MeTabosm3ma OUIMpyoOrHa B eYeHH.
Cekpelusi KOHbIOTHPOBAaHHOTO GHIMPYOHMHA B JKeTdb, KaK ¥ KOHbIOTALWsl, aKTUBUPY-
ercst peHOOApOUTATIOM.

3. Cragus npeBpaiieHus: OMIMPyOHHA B JKeTyI0YHO-KHIIEYHOM TPaKTe

KOHBIOTMPOBaHHbI GHIMPYOMH B MOJB3IOIIHON U TOJICTON KUIIKAX THUAPOJIH3Y-
ercsi o/ fieficTBreM b-ryiokyponumas. OcBOOOAMBINMIACS OGUIMPYOUH MO/IBEPraeTcs
TpeBpalleHUsIM TIPU YYACTUH Pe/IyKTa3 KULIeYHON MUKPOQIOpbL. IIponucXoAuT BoccTa-
HOBJIeHUe OMIMPyOrHa B Me300MIMPYOUH, 3aTeM B Me30OMIMHOTeH (YPOOUIMHOTEH).

He6onbmasi 4acTb Me300MIMHOTEHa MOXKET BCACHIBATHCSA B TOHKOM KHIIEYHHKe
¥ 110 CHCTeMe BOPOTHO# BeHbI MOCTYIATh B lleYeHb C BEHO3HOU KPOBbIO (3HTeporemna-
TUYECKas WK TIeYeHOYHO-KUIIeYHas IUPKYJISIMs). B remaronnurax TOKCUYHBINA Me30-
OWIMHOTeH pacIiafiaeTcst 0 MOHO- U AUMTKPPOJIOB, KOTOPbIe BHIBOAATCS M3 OpraHU3Ma
C KaJIOM U MOYOM1.
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3aziepiKKa B e4eH! Me30OMIMHOTeHa 1 ITPeBpallieHre ero B MUPPOJIbHbIE COeIHE-
HUS VCKJTI0YaeT BO3MOXKHOCTb IOCTYIJIEHUS ero B HOpPMe B 60JIbIION Kpyr KpoBOOGpa-
menust. ClieoBaTeIbHO, MOYa 3/[0POBOTO YeJIOBeKa He COZIeP)KUT Me300HIMHOreHa.

[TosiBneHre Me300MIMHOTeHA B MOYe CBU/IETEIbCTBYET, UTO B TIeYeHH OH He pacma-
[laeTcs 10 MOHO-, IUTMPPOJIOB U He BBIBOAUTCS C COZIePKUMbBIM KHUIIEYHHUKA, a MOCTY-
TmaeT B MOYy. DTO MOXeET ObITh ITPY MeYeHOYHON WJIM Ha/[IIeYeHOYHOM KenTyxax. [Ipu
3TUX COCTOSIHUAX TeYeHb TepsieT COCOOHOCTh M3BJIEKAaTh Me300MIMHOTEH U3 KPOBH,
¥ OH OOHAPY)XMBAeTCs B MOYe.

B TONCTOM KMIIEYHVWKe Me300UIMHOTeH BOCCTAHABJIMBAETCS B CTEPKOOMIIMHOTEH
¥ BBIBOZIUITCSA C KaJIOM. 1071 ZieficTBHEM CBeTa M KUCIOPOZA OH OKUCITIAETCs B CTEPKOOU-
7UH, 5 % CTepPKOOMIMHOTeHa BCAaChIBAETCSA Yepe3 CHCTeMy HIDKHIX TeMOPPOHUAAIbHBIX
BeH, M0Mazjaer B 60JbIIOI KPyr KpOBOOOPAIleHNs], MUHYS T1eYeHb, U BBIBOAUTCS C MO-
4oii. lHOTrIa OIMGOYHO 3TOT HOPMAJIbHBII IUTMEHT MOYH (CTEPKOOMIMHOTEH) Ha3bl-
BAIOT yPOOHIMHOTEHOM.

IIpy MaTOJIOTHY TeYeH! JKeTYHbIe TUTMEHTBI, BEIBOAUMBIE ¢ MOYO# (CTePKOOHIIN-
HOTeH, Me300MIMHOTeH) Ha3bIBAIOT YPOOUINHOBBIMU TeJIAMH.

Ha cocraB nurMeHToB, BbI/eJISIeMBIX C KaJIOM ¥ MOYOH, BIUSAET COCTOSIHUE MUKPO-
¢opbI KuileuHNKA. Y HOBOPOXK/IEHHBIX, He MMEIOIINX KUIIeYHOU MUKPO(IIOpHI, 6u-
JUPYOUH OKUCNseTcss 0 OWIMBep/VHA, KOTOPBIN OKpallMBaeT Kaj B 3eJeHOBATHIM
IIBeT, T03TOMY IepBOPOAHBIN KaJl MMeeT TPaBSIHUCTYIO OKpacky. ITo Mepe 3aceneHus
KHUIIEeYHNKA MUKPOQIIOPO MEHSAETCS COCTAB BhIZieIsIeMbIX MUTMEHTOB U OKpacka ¢e-
Kasuii. Vicue3aeT 3eleHOBAThIN OTTEHOK Kajla, BbI3bIBaeMblii IIPUCYTCTBHEM OUIMBED-
JIMHA, TaK KaK pepMeHTbI 6aKTepHanbHON GJIOPHI KUIIEYHNKA — PeAYKTa3bl HAYMHAIOT
BOCCTaHABJIMBATh OUIMPYOUH 10 CTEPKOOMIMHOTeHa.

¥ 310poBOro YeioBeKa exeHeBHO 00pasyercsi 250—300 mMr 6unupy6¥Ha, U OH 10-
YTH NOJTHOCTBIO YAAJISeTCs U3 OpraHu3Ma.

Cozmepxanue OuIMpyOUMHA BKPOBM B3DOCJIOTO 4eJOBeKAa COCTaBJsgeT 8,5—
20,5 MKMOJIb/J1, y HOBOPO/IeHHBIX (10 5 fiHel xku3Hu) — 20—200 MKMOJIb /1.

Ha nonto HempsiMmoro 6unupy6uHa mpuxoautcst 75 % OT KoJiudecTBa obiiero 6u-
nupy6uHa. IIpsmMoii (CBsA3aHHbINA, KOHBIOTUPOBAHHBIM) OGUINPYOUH cocTaBisieT 25 %
(To ecTb 10 5,0 MKMOJIB/TI).

TToBbIeHKe conepkanust ounupyouna 6omee 30—35 MKMOJIb/J1 Ha3bIBA€TCSI TUITEP-
OuMpyOUHeMueit, OHa COMTPOBOXKIAETCST XKETYIIHOCTHIO CKJIEP U KOXHBIX TOKPOBOB.

Ipuuuner zunepounupyounemui:

* yCHJIEHHE TeMOJIN3a 3PUTPOLUTOB;

* HapymeHVe QpyHKIUN IeNaTOLHTOB;

* 3a/Iep)XKa OTTOKA JKeJT4u;

* aHOMaJIMU GUIUPYOMHOBOTO OOMEHa.

Budvet sccenmyx:

1. TemonuTHyeckasa (HaamedeHOYHAs) JKeJITyXa MOXeT ObITb OOyCIOBJIeHA
pa3HBIMU TPUYMHAMU: NlepeMBaHie HecOBMeCcTUMO# 1o pesyc-dakropy (Rh) kposu,
Jly4eBOii 60JIe3HBIO, CENICKCOM, OTpaBieHueM pocdopom, 1eduiToM rimoko30-6-doc-
¢ar-zernnporeHasbl (BpOXKIEHHBIN eeKT).

IIpy 3TOM KOJIMYECTBO OCBOOOXK/IEHHOTO M3 3PUTPOLIUTOB TeMOIJIOOMHA MOXKET JI0-
cTurathb 45 T/CyT., pyu HopMe 7—9 T/CyT., 9TO 3HAYUTENILHO YBEIMYMBaeT 06pa3oBa- Hite
Owmpy6uHa. B KpoBU OTMedaeTcsi yBesndeHre o0uiero 6umpyorHa 3a c4et $ppakiuu
HempsiMOro GMIMpyOrHa. DTO CBS3aHO C TeM, YTO CKOPOCTh 06pa30BaHMs ITIOKYPOHU/IOB
OTpaHHYeHa ¥ COZiePKaHke MPSIMOro GITUPYOrHA MOXKET ObITh B Ipe/iesiaXx HOPMBbL.
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B KpoBU OTMeyaeTcs TakKe TOBBILIEHNE COZlepKaHUsA KapOOKCUreMOrIob1Ha KaKk
TOKa3areJisl yCHUJIEHHOTO TeMOJI3a SPUTPOLUTOB. IlocTymieHne GOJbIIMX KOJUYEeCTB
OunMpy6brHA B KUIIEYHUK BeZleT K YCUIeHHOMY 06pa30BaHUI0 CTePKOOMIMHOTeHa U 3a
CcYeT Hero KaJj MpruobpeTaeT TeMHOEe OKpalIUBaHUe.

TeMonUTHYeCKas. XKENTyXa MOXeT ObITb (U3MONOTHMYECKON Yy HOBOPOXIEHHBIX.
[TprunHON ee sABJAETCA YCKOPEHHBIA IeMOJIU3 3PUTPOLUTOB, BBI3BAHHBIN CTPECCO-
BOH peaklyell Ha IIPOLlecC POJIOB ¥ He3PeJOCThbIO 1eYeHOYHO! CUCTeMBI NOTJIOLeHNs,
KOHBIOTAllNH, ceKpeluy 6unupy6rna. OTMedaeTcsi TakKe He0CTaTOYHAsA aKTUBHOCTb
Y®-rmokypoHuaTpaHchepasbl U HeJOCTaTOUeH CHHTe3 cyOcTpara Ajst 3Toro ¢ep-
MeHTa — Y/I®-IOKYpOHOBOI KUCIOTHI. II0CKOIbKY HAaKAIUIMBAIOMUIACA OUIMPYOUH
HaxOZUTCs B cBOOOAHOM popme, OH MOKeT mpeosioieBaTb ['DB 1 pa3BUBaeTcsi TOKCH-
Jeckas sHIedanonatis — sAaepHas KenTyxa.

2. IIpyunHaMy pa3BUTUS NAPEHXUMAaTO3HOH (TMeYeHOYHOM) >KeITyXH MOTYT
ObITb BUpyCHas WM OGakTepuanbHass MHQEKUUS, OTPaBJIeHUS TernaTOTOKCUYeCKUMU
A0aMH U JIp.

[Ipy mapeHXUMAaTO3HOI XKeNTyXe relaToOLUT YaCTUYHO TepsieT CloCOOHOCTb 00e3-
BpPeXUBaTh OMIMPYOMH, TPaHCIOPTUPOBATH €ro MPOTUB IPa/IeHTa KOHIEHTPALUu
B )KeJT4b, a TAKXKe YJIaBIUBATh U3 KPOBM ME300MIMHOTEH U Pa3pylIaTh ero o MOHO-
¥l JUITPPOJIOB. B KpOBM 1pu 3TOM 0OHAPYKMBaeTCs MOBBILIEHUEe CO/iepXKaHUs 00IIero
OunpyOKHa 3a CYeT MPSIMOr0 KOHbIOTMPOBAHHOTO GrpyOuHa B Buse BMT.

Moua npuobperaet TeMHOe OKpalurBaHue. B Heit 06HapyXuBaeTcsi IPSIMOit GHIU-
pyOuH 1 Me306MIMHOTeH (YPOOUIMHOTEH), KaJl CBETIIBIIL.

B KpoBU yBenMuMBaeTCs cofiep)kaHue 00mero OuaMpybrHa 3a CYeT MOBBINIEHUS
KOHIIEHTPALIMH PSIMOT0O OuInpyOrHa, TIaBHBIM 00pa3oM B Buze BMI, KOTOpEIit BMe-
cTe ¢ Me306JIMHOTeHOM TOSBJISIeTCS B MOYe — MOYa CTaHOBHTCS TeMHOH, a Kas obec-
11BeYMBAETCH.

3. MexaHu4ecKas (moAne4yeHOYHAsA) KeJITyXa CONPOBOXKIAET XeTIHO-KaMeH-
HYI0 60JIe3Hb, OIIYXO0JIb TOJIOBKH ITOZIXKEITyI04HOM JXeJIe3bl 1 Apyrue 3aboseBanus. I1pu
II0JIHOM HapyIIeHUU MOCTYIJIEHUS JKelUd B KAIIeYHUK OTMedaeTcs OTCYTCTBUE CTep-
KOOWJIMHOTeHA B MOYe ¥ Kajle — KaJl CTAHOBUTCsI 00eciBedeHHbIM (aXOJMMYHBIN CTYII,
crearopes).

B KpoBU yBeIMUKMBaeTCs CoZiepKaHe obIero 61aMpyorHa 3a cueT yBeIudeHus mpsi-
Moro 6umpy6uHa B Buze BJIT, KOTOPBIil 3aTeM BHIBOAUTCS C MOUO# (MOYa TeMHast).

AHomaAnn OuAMpyOMHOBOTrO 0OMeHa

AHOManu 6uMMpy6MHOBOTO 06MeHa 00YCIOBIeHbI SH3UMOTIATHAMHI 0OMeHa Ou-
upy6uHa:

« nepext YID-rnokyporuntpancdepassl — cunapom Kpurnepa—Haiisspa — xa-
paKTepu3yeTCs TMOSIBJIEHWEM JKeNTYXH C [ePBbIX [Hel KU3HU pebeHKa, pe3Kum
TMOBBINIEHUEM HempsiMoro GunupyouHa, mopaxkenuem LJTHC u3-3a criocobHOCTH
Oupy6uHa mpeosoneBaTs IOB;

« nedeKT TpaHCIOpPTa HEKOHBIOTMPOBAHHOTO OMIMPYOMHA M3 KPOBU B remaTo-
IAT TI0 IPAINEHTY KOHIIEHTPAIIUK M3-3a TeHeTHYeCKOro nedexTa (JIMraHanHOB)
y- U Z-TIpOTENHOB, a Takxke Y/I®-rmokyponuaTpancepassl (curapom Kuiib-
Gepa). 3aboeBaHue MPOSIBIISETCS B IOHOIIECKOM BO3pACTe B BHE TepeMexaro-
IEHCS KETYXH, UCTENCUH, YBeIMIeHNUs IledeHu. B KpoBr 0OHAPyKMBAKOT yBe-
J4eHue ob1Iero 6unupy6rHa 3a et GpaKIuK HEMpsIMOTo OUIUPYOHHA;
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* HapylleHWe 3JMMHUHALY MPsAMOro 6uaupybuna (cusapom [lybuHa—JKoHCO-
Ha—Potopa). IIpu 3T0it maTonoruu KOHbioranus 6uiMpyoruHa He Hapymaercs,
a 06pa3oBaHHble [JTIOKYPOHHBI B [IeYeHOYHblE XO/bl He MOCTYMalT. B KpoBu
OTMeYaeTcsi yBeluueHre obuiero 6unupybrHa 3a c4eT MPsIMOro OUIMpPyOHMHA.
XapaKTepHbI JKeNTyxa, JUCIeNCcUYecKue SBJIEHUS, OONU B XKUBOTe, XKeTYHbIe
XO7Ibl He KOHTPACTUPYIOTCS.

Pacnaa 3K30reHHbIX reMonpoTeMHoB

B xenyzmke oT 3TUX GEJKOB OTIIEIISIETCS TeM, KOTOPbIA B MPUCYTCTBUU COJISTHON
KMCJIOTBI IIPeBpALaeTcsl B COJNAHOKUCIBIA reMaTrH. IlocieHnii BEIBOAUTCA C COZLep-
KUMBIM KUILIeYHMKA.
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Pa3oen 5

HOPMDI BEJIKA B IIMTAHUH

Benok — HauboJee BaXHbII1 KOMIOHEHT NUIIY. ET0 OCHOBHBIM HCTOYHUKOM SIBJISA-
IOTCS TPOAYKTHI )KUBOTHOTO MPOUCXOXKAEHUS (MSICO, MOJIOKO, PbI6a) 1 pacTUTEILHOTO
TPOKCXOKIeHus (X71e0, OBOMIN).

TTotpeGHOCTb B OesIKe 3aBUCUT OT BO3pAcTa, IMOJIA, XapaKTepa TPYZOBOH JeATellb-
HOCTH, PervoHa MPO)XMBAHUS, KOJIMYEeCTBA SHepro3arpar. IIpu sHepro3aTpaTax, paBHBIX
12000 kI /cyT, moTpeGHOCTH B Gesike coctasisier 100—120 r. IIpu ycunenHow ¢usnde-
CKO#1 Harpy3Ke JIOTIOJIHUATEILHO Ha Ka/ible 3aTpadeHHble 2100 x/Ix HeobXoaumo 106a-
BUTH B paumoH 10 r Gesika. Y B3pOCJIOro yejioBeka NOTpeGHOCTD B Geskax Ha 1 KT Macchl
Tena cocrasiser 1—1,5r/cyT. Y feteit pasmidHoro Bo3pacra — 1,5—3,5 r/xkr (y meteit 1-ro
roga — 2,5—3,5 T/KT, 4eM MeHblIlle BO3pacT pebeHKa, TeM O0JIbIlie MOTPEOGHOCTh B OesIKax
Ha 1 Kr Maccel Tena). HopMaTuBb Gesika ycraHoBiieHs! onbitamu ®oiita (1951 1.).

[TponomxuTenbHOe 6e36eKOBOe NMUTaHKMe NPUBOAUT K CePhe3HbIM HapyLleHHsM
oOMeHa, KOTOpble MOTYT 3aKOHYMTHCS JIETAJIbHBIM UCXO/ZIOM, TaK KaK XU3Hb Oe3 6e-
Ka HeBO3MOJKHa. Jledpuiut OGesika B MUTaHWUU JIeTeil epBbIX 3-X JIeT MOXKeT IPUBOAUTD
K He0OPaTUMOCTY )KU3HEHHBIX QYHKIIUIA.

VHTennexTyanbHbli vHAEKC (IQ) MKONBHUKOB, UCIBITABIINX /10 3-X JIeT OesKo-
BYIO HEZIOCTaTOYHOCTbh, HIDKe, YeM Y CBEPCTHUKOB, He UMEIOIINX B palfioHe JedunuTa
Gesnka. B3pocible, MCIIbITABIIME TOJIONAHNUE B I€TCTBE, IJIOXO MEPEHOCAT CTPEeCCOBbIE
cutyauyy. [Ipy 6e7KOBOM roJIOZIaHUK MOOMIIM3YIOTCS «0OeJIKOBbIe pe3epBbl» — OeKu
IJIa3MBl, [ledeH, MbI. OHU UCIOIb3YIOTCA /IS TIOKPBITHSA lepUIruTa aMIHOKHCIIOT.

ITIOTHOIIEHHOCTH OEJIKOBOTO ITHTAHHSA

I[ToJTHOLIEHHOCTh GEJIKOB OIpezesNsieTCs:

1. CooTHOmeHHEeM B panuoHe 6eKoB )XUBOTHOTO (55 %) U pacTUTEILHOTO Po-
ucxoxzaenus (45 %).

2. COalaHCHPOBAHHOCTHIO AMUHOKHCJIIOT. B panroHe ZI0JDKHBI IPUCYTCTBOBATh
BCe He3aMeHMMble aMUHOKHCJIOTBL. [I7151 B3pOCIIOTo YesloBeKa 9 aMUHOKHCIIOT He3aMe-
HHUMBIL. — BaJIVH, JIEAIVH, U30JIeMIIVH, METUOHUH, QeHWIalaHiH, TPUNTODaH, JTU3KH,
TPEOHHH, TUCTU/IVH; 6 aMUHOKUCIIOT YCI0BHO 3aMEHMMbI — apryHVH, IUCTeNH, IJIy-
TaMUH, [JILVH, TPOJIMH U TUPO3UH. K 3aMeHMMBIM OTHOCATCS 5 aMUHOKHUCIIOT — aJa-
HUH, acllaparuH, acrnapTaT, [JyTaMar U cepuH. [l feTell o 3-X JleT He3aMeHUMbIM
ABJIAETCA LHCTerH. IeQUIUT He3aMeHMMBIX aMUHOKHCJIOT NPUBOJUT K TOSIBJIEHUIO
00IIMX CUMOTOMOB — €J1abOCTb, TIOTEPSI B Bece, CHU)KEHUe COMPOTUBIISIEMOCTH K 3a-
6oneBaHuAM. JleQULUUT OTHENBHBIX He3aMEHUMbIX aMUHOKHUCIOT XapaKTepU3yeTcs
creryduyeckumMy npu3Hakamu. Hanmpumep, nepuiiuT MeTHOHHHA U TpunTodaHa
BeZIeT K Pa3BUTHUIO aHEMHY, IOMYTHEHUIO POTOBUIIBL. JlepUIUT He3aMEeHUMBIX aMUHO-
KHCJIOT IPY/JHOTO MOJIOKA JIEXXUT B OCHOBe 3a00JIeBaHNs KBAIIMOPKOP («30JI0TOM» UK
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«KPaCHBbIN» MajlbulK), IPOABJIAIIIErocs OTCTaBaHUEM B Bece, ICUXMYeCKOM pa3BU-
THUH, ACTOLIEHNEM, TUTIONIPOTeHeMUeH.

3. CoCOGHOCTBIO K YCBOEHHIO GeJIKOB. YCBOsIeMOCTh GeJIKOB ompezesnsieT KO-
3¢ dunueHT nonHOmEeHHOCTH. Besky, coziepaliye MOJNHbIA HAOOP He3aMeHUMBIX
AMUHOKUCJIOT, YCJIOBHO UMEIOT KO3 QUIEHT TOJHOIIEHHOCTH paBHbIA 100 (MoJOKO,
sina), msico — 98. PactuTenbHble OelKU yCBaMBAIOTCS XyXke: KyKypy3a (koadduriu-
eHT OJIHOLIEHHOCTH = 36) COZEPIXUT MaJIo JTM3KMHA; 600bI 60raThl IM3UHOM, HO COZiep-
*aT Masio Tpuntodana. Kaxaslit pacTuTebHbIN GEJI0K B OT/IeJIbHOCTH HElOTHOIIeHeH,
IIOJIHOLIEHHOW fIBJISAETCS UX CMeCh.

A30THCTBIM OAIAHC

A3oT, conepxamuiics B 6ekax, BbI/ieIfeTcsl U3 OpraHu3Ma B BUjie a30TUCTBIX Be-
IeCTB C MOYOM, 3TO TaK Ha3bIBaeMbIil S3HIOT€HHbIN a30T MOYH. OH OIpesiesIAeTCs 110
KOJINYECTBY a30Ta, BBIZIEJISIEMOTO C MOYOii TIPH yCI0BUY 6e36eK0BO# [reThl. JJaHHbII
TII0OKa3aTesib olpe/iesisieTcsl KaK «<k03(pUIHeHT U3HAIUBAHMSA»>, Y B3POCIIBIX OH PaBeH
2,5—5,0 r a3oTa B cyTku (B cpenHeM — 3,7 T), 9TO COOTBeTCTBYeT 23,2 r/CyT. OenKa.
Koa¢duipienT nsHammBanus ObLT yCTaHOBJIEH Ha 10OPOBOJIbIIAX, HAXOAUBIINXCS B Te-
gyennu 8—10 cyT Ha Ge36enKOBO# Auete. I NOAAEPKaHUS a30TUCTOIO PAaBHOBECUS
Heo6xoauMo 40—50 r/cyT Geska (P YCIOBUM HaXOXIEHHUS B IOKOe). DTa BelMYrHA
ompesensieT 0€IKOBbIii MUHUMYM. BeJIKOBBIi ONITUMYM TIpU CpefiHei Gpru3ndecKoil
Harpy3ske cocrasJsieT okono 100—120 r/cyT 6enka.

A30THCTBIH 0alaHC — 3TO OTHOLIEHKE a30Ta, MOCTYIHBIIETO C MU, K a30Ty
B BU/Ie MOYE€BHMHBI U aMMOHUHBIX COJIel, BBIBEIEHHOMY C MOYOM U KaJIOM.

JlaHHBII KPUTEPHIT CIIONIB3YIOT 7S N3y4eHus 6eJKOBOro oOMeHa. A30THCTHIH 6a-
JIaHC OpraHM3Ma MOJ/IePXKUBAIOT AMUHOKHUCIIOTHI (CBOOOIHBIE 1 HAXO/AIINECS B COCTa-
Be GeJKa), KOTopbIe coziepxaT 95 % Bcero a30Ta OpraHM3Ma.

Buzapl a30THCTOrO GajaHca:

1. Asomucmoe paenogecue Hab101aeTCs y 37I0POBBIX B3POCIIBIX JIIO/IEN:

N numu = N mouu + N Kazna

2. [lonosxcumensholil a3omucmolii 6anAHC — KONMYECTBO a30Ta MUK GOJIbIIe,
4eM KOJIMYeCTBO BBIBOAMMOTO a3ora. Habironaercsi B epuos pocTa, Bo BpeMs Oepe-
MEHHOCTH, TIPY BbI3ZIOPOBJIEHUM OT TSDKeNbIX 3a0osieBaHMil. [Ipy 3TOM NPOUCXOAUT
peTeHIHMs a3oTa (3a/1ep)kka a3ora B opraHusmMe). KoaddurmenT pereHuym npomnop-
[IMOHAJIeH KOHCTaHTe POCTa.

3. Ompuyamensroti azomucmotii 6anarnc: KOINYECTBO a30Ta NUIIM MeHbIIe,
yeM KOJIMIeCTBO BLIBOAUMOTO a3ota. Habonaetcst pu iedpuiinte He3aMeHUMBIX aMU-
HOKHMCJIOT, TOJIOIaHUH, TIPH HEKOTOPBIX 3a00JIeBaHUSAX.

IIepeBapuBaHUE OCTIKOB
B SKEJTYTOYHO-KHIIIEIHOM TPAKTE

I[TepeBapuBaHKe 6GeNKOB KaTaJM3UPYIOT NMPOTEONUTHYECKHEe (pepMeHTbl, OTHOCS-
IIYecs K KJIACCy TUAPOIIa3, OHKU TUPOSIM3YIOT MEeNTU/HYIO CBA3b (TabiL. 13).

IIo CTpyKType KaTaJIMTHIeCKOro LEeHTPa Pa3InJaioT 4 Kiacca IpoTeouTHYe-
CKUX GpepMeHTOB:

1. Cepunogvie npomea3sst — B KaTaJUTUYECKOM LIEHTPE CEPUH U THCTHANH.
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Tabnuya 12

IIpoTea3bl KeTyA0YHO-KUIIEYHOT0 TPAKTA

° Onrumym

DepmeHT TuaposusyeMble NENTH/HbIE CBA3K
/1 P pH Ap Y it

HpOTeaSbI KEJIyIOIHOr'0 COKa

ITencux 1-2 |-X — ®en-, -X — Tup-, -X — Tpu-
2 TacrpuxcuH 3—4 -X — Acn-, -X — Tiiy- + mencuHonofo0HbIi 3pdexT
3 | Permmn 45-55 OrmiernifieT oT Ka3enHa IJIMKOIeNTH]

C 06p330BaHI/IeM mapaxKa3erHa

TIpoTeassl OZXeNyAOYHON XKese3bl

Tpurncux 7,5—8,5 |-JIuz — X- unu -Apr — X-
XVMUTPUIICUH 7,5—-8,5 |-®en — X-, -Tup — X-, -Tpu — X-
Dnacrasa 7,5—-8,5 |-Imu — X-, -Ana — X-, -Cep — X-

Paciensier nenTuaHble CBA3U B MOJIEKYJIax

4 | Konnarenasa 75785 | connarena (~Tnu — Jleit (Mnie)-)

PacmenisierT BHEIHIO NENTUIHYIO CBA3b ¢ C-KOHLIA
-X — AK

[TpoTeassl CIM3UCTON KULIEYHUKA

5 |Kapb6okcunentugassl | 7,5—8,5

1 DHTepomenTtuaasa 75_85 Otmennser ¢ N-KOHI]a TPUIICMHOTeHa reKcarnenT/|
(2HTepokuHa3a) ’ " | Ban-(Acm),-JTus- ...
PaciensieT BHENIHIOO MeNTUAHYIO CBsA3b ¢ N-KOHIIa
2 AMUHOIIENITAA35I 7,5—8,5 0 AHY 1t
AK-X-...
3 JunenTuaasbl 7,5—8,5 | Paciuemigior nenTuAHbIe CBS3U B AUMENTHAAX
TpumnenTtuasel 7,5—8,5 | PaculenifioT nenTUAHbIe CBSA3U B TPUIIENTUAAX

2. IlucTenHOBBIE ITPOTEa3bl — B KATATUTUYECKOM IIeHTPe IIUCTEeUH, TUCTUANH.

3. KapOokcuibHble (acmapraTHbie) NpOoTeashl — B KaTATUTHYECKOM I[EHTpe
2 MOJIeKyJbl acnapTara.

4. MeTtanionporea3bl — B KaTaJIUTUYeCKOM IIeHTpe TUCTH/MH, IJIyTaMaT, NOHBI
MeTaJlIoB (HampuMep, Zn?* B KapboKcumourenTuziase). [IpoTeasbl paclo3HaOT paiu-
KaJIbl TeX aMUHOKHCIIOT, KOTOPBIE Y4acTBYIOT B 00pa30BaHUY MENTHAHOMN CBS3H IPYII-
noit -COOH.

[TporeonuTuyeckre pepMeHTHI JIEJISITCS Ha 2 IPYIIbI — SHOMENTHAAa3bl 1 9K30-
MeNTH/Aa3bl.

DHaONenTHAA3bI PACIIEIUIAIOT BHYTPEHHME, ITTyOOKKe MeNTH/HbIE CBSI3U U BbI/ie-
JIIIOTCSA B HEAKTUBHOM BH/le: IENCUHOTeH, TPUNICUHOTeH, XUMOTPHUIICHOT eH, TPOo-
3JIacTasa.

DK30menTUAA3bI I'M/POJIU3YIOT KOHIIeBble aMUHOKUCIOTHL: ¢ N-KOHIIAa — aMHHO-
MoJMIenTraassl, ¢ C-KoHI[a — KapOOKCUITOIUIIeNTHAA3bI.

ITpoTeonutnyeckre GepMeHTH 006/aNAIOT BBICOKOW CyOCTpaTHOM crierudpyHO-
CThIO U PACIIETUISIOT CBS3K, 0Opa30BaHHbIE OTPeIeeHHBIMA aMUHOKUCTOTaMU. 1103-
TOMY YHUBEPCAJILHOTO MPOTEOJUTUIECKOTO pepMeHTa HeT.
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AKTUBaLMSA SHJONENTHA3 UET 110 001IeMy IPUHIUIY B 2 CTaAUM:

1. YacTHYHBII MPOTEOJIU3 Ha ITOM CTAZIUU OTIIEIUIAETCS MeNTU/-UHIMOUTOP.

2. AyTokaranu3 — 00pa3yoLuiics aKTUBHbIA (pepMeHT KaTaau3upyeT Mepexon
B aKTHBHOe cocTosiHue. [Tonananue GelKOB B XKeJyJOK CTHMYJIUPYyeT BbljieleHre I'-
CTaMHHA Y TOPMOHA FaCTPHHA, KOTOPble aKTHBHUPYIOT 00pa3oBaHie MeNCHHOTeHa
B [JIaBHBIX KJIETKAX JKEJIYZOYHBIX XeJles.

OnHUM M3 BaXXHBIX OPraHOB HepeBapuBaHusA OenkoB B KKT sBisfeTcs xemyniok,
I7le HaXOZATCA KOMIIOHEHTBI, COCTaBJIAIOIINE XeTyLOYHbI COK, OATOTaBIUBAIOIINe
UL K IIepeBapuBaHUIO B [PYIUX OTZesax.

sKenyoounwiii cox

[l7151 IPOSIBJIEHUST aKTUBHOCTH (ePMEHTOB XeJyJOYHOr0 COKa HeoOX0AMMa KUcCas
cpena. KuCI0THOCTD JKesyOYHOr0 COKa BhIpaXkaeTcs B eAMHUNax pH uin B TUTpauu-
OHHBIX e/INHUIIAX.

Tutpauunonnsle efunulpl (TE) — 310 konnvectso 0,1 N NaOH, nomenieit Ha Tu-
TpoBanue 100 M1 XKelyZ09HOro COKa.

Y B3pOCIBIX KUCIOTHOCTh B eAnHULaX pH coctaBiser 1,5—2,5. Y HOBOPOXeHHbIX
B enHunax pH — 7,0, 8 1 rox — 3—4, 8 4—7 ner — 2—-3.

®opMbl KHUCIIOTHOCTH 3KeTyAO0YHOI0 COKa:

1. O6mas KUCIOTHOCTh — BCE KHUCJIOPEArupyrolyie KOMIIOHEHTBI KeIyLOYHOTO
coka: cBobosHas consaHas kuciora (HCI), cazannas ¢ 6enkamu HCl, kucnsle dpocda-
ThI, OpraHnyeckue KucaoTol. Hopma: 40—60 mmons /1 (TE).

2. Co6ozanas HCl — komyectBo aucconuupoBaHHbIX H* 1 Cl” HOHOB.

Hopma: 20—40 mmons/1 (TE).

3. CesizanHass HCl — HezmucconMmpoBaHHasi COMsiHask KMCJIOTA OGEIKOBO-COJISIHO-
KUCIIBIX KoMIUTeKcoB. Hopma: 2—15 mmons / 1 (TE).

4. O6urast HCl — cymma cBob6ozaHO# 1 cBsizanHoii HCI.

Ponb HCI B nepeBapuBanuy GeJIKOB:

1. Co3paer onpegenenHbil pH.

2. Crioco6cTByeT HabyXaHUIO U leHaTypauuu OenKoB (eCTeCTBEHHBII JieHAaTypH-
DYIOLIMII areHT), IPU 9TOM pa3pylIaeTcs TPeTUYHas CTPYKTypa U 0berdaercsi JOCTYII
bepmenTam.

3. ObecrieynBaeT GAKTEPULMAHOCTD (COAEPIKMMOe XKeJy/iKa CTePUIIBHO).

4. AKTUBUMPYeT NeNCUHOIeH:

INEIICMHOTEH + HC1 — ITETICUH
Monekynapnas macca = 40400 [la Monekynapnas macca = 32700 [la

Ha nepBoii crazauu (4acTUYHBINA MPOTEOJIN3) OTIIENISETCS IeNTUA - MHTUOUTOP, CO-
JiepXaiui 42 aMUHOKHUCJIOTEL, UMeI0IYe IPeNMYIeCTBeHHO NOJIOKUTEeIbHBINA 3apAz.
TakyM 06pa3oM B aKTHBHOM ILIeHTpe INelCHHa NPeo6Ia/jaloT OTPULIaTeIbHO 3apsKeH-
Hble aMUHOKUCIOTHL. IlernicuHoren mox gpeiictsueM HC1 mpeBpalnaercss B aKTUBHYIO
¢$opMy — mencuH.

Ha BTOpO#1 CTasuy uzer ayToKaTraaus, KOrza HeloCpe/ICTBEHHO NeIICUH aKTUBU-
pyer nerncuHoreH (camoaktupauus). IlelCHHOTeH YacTUYHO BCAChIBAeTCSI B KPOBb
Y BBIJEJISIeTCA C MOYOH B BUJle YPOIENICMHOTeHA. AKTMBHOCTD €ro OIpeJieNfaeTcs s
oleHKH QYHKLMHU Kese3 xenynka. OLeHKy MPOBOAAT IO NepeBapUBAaHUIO CTOJOMKA
JIeHaTyPUPOBAHHOTO SIMIHOTO Genka win 2 % pacTBOpa CyXO# IIa3Mbl, myTeM J06aB-
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JleHUss Mo4H (COZEpXKHUT ypoIleliciHoreH). Ha aToM TecTe 0cHOBaHa dKCIIpecc-AuarHo-
CTHMKA KHUCJIOTHOCTH JKeJIyZJOUHOTo COoKa (aLuo- ¥ racTpoTecTsl). IlerncuH npeumyiie-
CTBEHHO paCIIeIUIsieT CBSA3KM MeX/y apOMaTHYeCKUMU aMUHOKHCIIOTaMy QeHuIaaaH-
Ha — TUPO3MHA B MOJIOXKeHUH R,

PeHHUH (XMMO3HH) KaTajJu3upyeT OTILIeIUIeHUe OT Ka3enHa IJIMKOIeNTH/a, Ipu
aTOM 00pasyeTcs mapakasenH, KOTOpBIi mpucoenuHser Ca**, 06pasyst HepacTBOPUMBIi
CTYCTOK, 3a/lep’KMBAIOIIUI BBIXOJ MOJIOKA U3 Xelyaka. DTOT (epMeHT COmepKUTCs
IperMYIIEeCTBeHHO Y feTel. B Xelyno4HOM COKe NMIPUCYTCTBYET ellle OJjHa IpoTeasa —
raCTPUKCHH.

INencuH, peHHMH, TACTPUKCHH CXO/HBI 10 IEPBUYHOM CTPYKTYpe U MeXaHU3My Jieii-
CTBUAL.

Ianxpeamuueckuii cox

Peakuus cpenel B 12-nepcTHOM KuluKe wwenoyHas, pH = 7,3—8,7.

®epMeHTHI: TPUIICHHOTEH, XuMoTpuncunoreH (XT), mpoanacrasa, NpoKapooK-
cunonunentiaasbl A u B (mpoKIIII A u B). TpurcrHOTeH aKTUBUPYETCS SHTEPOKHHA-
300, BBICBOOOXKZIAeMO KJIETKaMH KUIIeYHHUKA. AKTHBAIMI0 XT KaTaqu3upyeT TPHUIICHH.
XUMOTPHUIICHHOTEH COIEPXKUT 245 aMUHOKHCIIOT: 1 — 245 (HeakTrBHas popma).

Ha 1-# craguu paciensisieTcs CBA3b Mexy 15-1 1 16-i aMUHOKHCIOTaMy — apTu-
HUHOM U U30JIeAILIHOM, B pe3yJibrate 00pa3yeTcs akTUBHBIH 1t-XT:

1-15 16 — 245 n-XT (aKTUBHBIA).

apr n3ojen

Ha 2-#1 craguu aktuBHBIH T-XT oTmemnsser nentus ot n—XT, 06pa3ys akTUBHBIN
8-XT, kotopslii ormernser ot 8-XT nentuz (ayrokatanus), 00pasys aKTUBHbIE HOP-
MbI A, B, C—0.-XT. Takum 06pa30M BO3HUKAET CeMeNCTBO aKTUBHBIX XMMOTPUTICUHOB,
KOTOpbIe aTaKyIOT IeNTHJHbIe CBA3U MeXIy aMUHOKHCIOTHBIMM OCTaTKaMu (eHu-
aJlaHWHA, TUPO3WHA, TPUIITOPAHA.

TpuncuH akTUBUpyeT MPO3JIAacTa3y, 'MAPOIU3YIOLIYIO IeNTUHbIe CBA3Y [NIU-ajia
¥ IPOKapOOKCUIIONUIIENTHAA3b! A U B, epeBosisl UX B aKTUBHbIE GOPMBI — 3J1aCTa3y
1 KapOOKCHUIIOMUITeNTHUAa3bl A U B.

Kap6okcumnonumnentuzasst (KIIIT) oTmierisiioT aMMHOKUCIOThI ¢ C-KoHma: KITIT-A —
C apOMaTHYeCcKUM WU TUAPOPOOHBIM pasukaioM, KIIII-B — ocTaTKu apriuHiHA U JIM-
3uHa (puc. 40).

B TOHKOM KMIIeYHHUKe IPOUCXOAUT TUZIPOJIN3 TPU- U JUMENTUOB IIPU Y4aCTUH
NeNTUzAa3, a TakxXe OTLlerleHre N-KOHIIeBBIX aMUHOKHUCJIOT NOJ, [ieliCTBUeM aMHMHO-
HenTrzas.

Takum 06pa3oM B pe3yJbTaTe TepeBapyBaHUsA GeNKOB O] IelCTBIEM IIpOTeas Jxe-
JyaKa ¥ KumevHrka (cM. Tabi1. 13) obpasyeTcs cMech aMHHOKHUCIIOT, KOTOPbIe BCAChIBa-
I0TCA M3 KUIIEYHHUKA C IOMOIbIO CIelUalbHbIX TPAHCIOPTHBIX (TlepMeasHbIX) CHCTEM
TIPY y4aCTHH OeIKOB-TIePeHOCYMKOB, ClIelMIIHbIX K OIpe/ieleHHBIM aMUHOKHCIIOTaM.

AMHHONenTHAa3a KapOokcunentuaasa
NH,-CH-{CO{NH:- CH-{CO-NH}- CH-COtNH}- CH-COOH
R R R R
N-KoOHeI C-KoHeI]

Puc. 40. Cxema JieiiCTBUSI aMUHO- U KapOOKCUTIENTHIA3
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TpaHCIOPT aMMHOKMCJIOT M3 KMIIeYHUKA. BcacblBaHMe aMUHOKUCIIOT IIPOKC-
XOZIUT aKTUBHBIM TpaHCIOPTOM ¢ yuyactueM Na/K—-AT®-a3 c ucnonb3oBaHreM 3Hep-
ruu ruzfiponusa ATO (puc. 41).

Toukas
KHIIKA  AmuHO-
KHCIIoTa Na*
[leTounas KaiiMa
TpaHcnokasa | IMUTENHA KMIIETHHKA
AMMHO- ;
KUCIoTa Na
Na-, K-AT®aza
ATD Na-
AL®
+Pl K+
KI
AMHMHO- BopotHas BeHa
KMCJIOTa

Puc. 41. BcacbiBaHue aMUHOKUCIOT U3 KuieyHrka (CesepuH E. C., 2014)

V3BeCTHO 5 cucTeM, TPAHCIOPTHPYIOIIHUX OJIM3KHUe [0 CTPYKTYPe aMUHOKHUCTIOTBL:

1. Crcrema TpaHCIOPTa HEUTPAIBHBIX AMUHOKUCIIOT C KOPOTKOH LIeMbI0: aJTaHUH,
CepHH, TPEOHUH.

2. Cucrema TPaHCIIOPTa HEMTPATbHBIX AMUHOKHMCIIOT C ITIMHHON GOKOBOM II€bI0:
BaJIVH, JIeWIIVIH, U30JIefUH.

3. Cucrema TPaHCIIOPTa AMUHOKUCIIOT C KATUOHHBIMU R-rpynnaMu: IM3WH, aprUHUH.

4. Cucrema TpaHCIIOPTa aMUHOKUCJIOT C aHUOHHBIMY R-rpynmnamu: riyramar, ac-
naprar.

5. CucTeMa TpaHCIOPTa UMUHOKHUCIIOT.

OnHOM U3 crnenuanIbHBIX TPAHCIOPTHBIX CUCTEM /I HedTPalbHBIX aMUHOKHUCIIOT
SBJISIETCA Y-TITy TAMMJIBHBIA OHKJI, QYHKIMOHUPYIOIUIA B KUIIEYHHKe, TIOYKAX, MO3-
rOBOY TKaHU.

Famma-rnyramuntpancgepasa (ITT) — depmeHT, ydacTBYIOIIWA B y-TiyTa-
MUJIBHOM LIMIKJIe TPAHCIOpPTa aMUHOKHUCIIOT 4epe3 KJIeTOYHYI0 MeMOpaHy (puc. 42).
AMUHOKHCIIOTa 00pa3yeT KOMILIEKC C Y-TyTaMUJIbHOH IPYIIION IyTaTHOHA, KOTOPBIH
CBOGO/IHO TPAHCIIOPTHPYETCS Yepe3 KJIeTOYHYI0 MeMOpaHy, BHYTPH KJIETKU pacrazaer-
cs1, laJiee UzleT PecHHTe3 IIyTaTHOHA ¥ 00pa30BaHUe TPAHCIOPTHOTO KOMILJIEKca ¢ HO-
BOY aMUHOKHUCJIOTOM.

IoBbimeHue akTuBHOCTH ['T'T Hab/t01aeTCs IPU KUPOBON MHPUIBTPAIIUY TTe-
YeHH, HapyIIeHUsAX renaToOMIMapHON CHUCTeMbL. DTOT MoKa3artesib Gojiee nHGOpMa-
THBEH, 4eM aKTHUBHOCTb (epMeHTOB anaHuMHaMuHOTpaHcepassl (AJIT) u acmaprart-
amunorpancdepasbl (ACT) B KpoBH, KOTOpasi 60Jiee BbIpa)keHa MPU BOCITTUTETbHBIX
3a00JIeBaHUSX.
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AK

DHTEPOLUT
y-ray-AK IJyTaTUOH
‘{-FJ’IY— HC-IJIH
LUC-TIH
Y-y TaMHJILHKIIO-, nenTuaasa | — rJIyTamoucnnTe"rasa
TpaHCtbepasa Y- Fﬂy 1UC
y-rnyTaMHﬂuHCTeHH-
CHHTeTa3a
OKCOTIPO > Il
ATO AZ[(D + ®n
\ OKCONPOJIMHA3a )
Y
AK BoporHas BeHa

Puc. 42. TamMa-ryTaMUJIbHBIN UMK TpaHcopTa aMuHOKKUCIOT (CeBepuH E. C., 2016)

3amura ciusuctoii JKKT ot caMmonepeBapuBaHMs NPOUCXOUT CIEAYIOIIH-
MM NYTAMU:

1. ®epmenTnl JKKT BbIpabaThIBaIOTCSl B HEAKTUBHOM BHUjle. MeCTO CHHTe3a U aK-
TUBALWY NIPOCTPAHCTBEHHO paszjesieHbl: cuHTe3 — causucras JKKT, aktusauusa — mo-
JIOCTB XKeJy[Ka 1 KUIIeYHHKa.

2. B noxesnyi04HOM JXeJie3e CUHTe3UpyeTcs 6eJIOK — MHIMOUTOP TPHUIICHHA, KOTO-
PBIH, COENNHAACH C aKTUBHBIM LIEHTPOM TPUIICUHA U XMMOTPUIICUHA (TIpY IpexzieBpe-
MEHHOM KX BbI/IeJIeHUH), BbI3bIBaeT UX 0OpaTMoe MHrubupoBaHue. [IpexeBpeMeH-
Hasl aKTHBALMs MOXXeT OBITh IIPU A3BEHHO! O0JIe3HY JKeNlyaKa, OCTPOM NaHKpeaTuTe.

3. Cimsucras JKKT nokpeiTa TOJICTBIM CJI0€M MyLIMHA.

4. HecooTBeTCTBHE aKTHBHOTO LIeHTpa GpepMeHTa 1 I'MAPOIN3yeMOro y4acTka Ipy-
Jlerarolei MoJUIeNTUAHON Lelu.

B coOBpeMeHHBIX YCI0BUSAX IUAaTHOCTUYECKKE UCCIIeI0BaHNA OPTaHOB MUILEBAPEHNUA
COCTOAT He TOJIbKO U3 30HANPOBAHNUSA KeJly[Ka U OIlpe/iesIeHNs] KUCJTOTHOCTH JKelyLod-
HOT'O COKa, ZIyO/JleHaIbHOI'0 30HANPOBAaHMUsA, HO OHY BKJIIOYAIOT U PAJ BaXKHBIX MHCTPY-
MEHTaJIbHBIX UCCJIEIOBAHNM, TAKUX KaK PEHTTeHOJIOTMYEeCKOe UCCIIeI0BAHNe XellyKa
C KOHTPACTHBIM BelecTBOM. IIpuMeHSI0T nppurorpaguio TOICTON KULIKY, IIPU KOTO-
pOIi KOHTPACTHOe BeleCTBO BBOAUTCS B KJM3Me. [IJIs1 McCileJoBaHUA renaToOInapHoi
CHCTEeMBl HCIOJb3yeTcsl XoJeLycTorpadus, yabTPa3BYKOBOE HCCIIe[OBAHKE IeYeHH,
XETYHOTO My3bIPs ¥ OKeTyA0YHOM XKese3bl. MCcronb3yeTcsa S9HA0CKONUSA Pa3InIHbIX
OT/IeJIOB OPraHOB MMILeBapeHts, a TakXe 330¢aroractpoiyojeHockonus. Jns ucce-
ZI0BaHUSA HIXXHUX OT/EJIOB JKeJy[J0YHO-KUIIEYHOr'0 TPAaKTa IPUMEHAT PEKTOPOMaHO-
¥ K0IoHOGUOpOcKomHio. Takoit MUPOKHUit CIIEKTP UCCIIeI0BAHUIT JIEXKUT B OCHOBE PaH-
Hell ¥ TOYHOH AMarHOCTUKY OPraHOB NUILEBAPUTEILHOTO TPAKTa.

TFopmoHbl JKKT — 5T0 Liesiast rpymna raCTpOMHTECTUHAIBHBIX TOPMOHOB IIeITH] -
HOU mpupoAbl. CeKpeTUPYIOTCA He SHAOKPUHHBIMY JKeJle3aMH, a CTelUaabHbIMU KJIeT-
KaMH{, PacCessHHbIMU B [IOBEPXHOCTHOM 3IUTEINAIbHOM CJIO€ aHTpaJbHOro (OT Jar.
antrum — Telepa, MOJOCTb) OT/eNa XelyaKa U TOHKOM KUIIKUA, KOTOpble Ha3bIBAIOT
«CaMoi 6OJTBIION SHAOKPUHHOM XKese30ii».
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BriziendroT 3 ceMelcTBa raCTPOUHTECTMHAIBHBIX TOPMOHOB!

1. CeMeiicTBO racTpuHa — raCTPUH, XOJeNUCTOKVHUH. TaCcTpPUH ycunuBaer ce-
kperuio HCl u nencrHa. XoMeUCTOKUHMH yrHETAeT BHIXOJ MUY U3 KeNyaKa, CTH-
MYJIUDYA BbIJieJIeHNe JKeTYU U CeKPETOB MOKeNyL0YHON JKeJle3hl.

2. CeMeiiCTBO CEKPeTHHA — TJIIOKArOH, SHTEPOIJIIOKAroH, TaCTPOUHIUONPYIOIHI
nentuzi. CeKpeTuH BbIpabaThiBaeTcsi B 12-TePCTHOM KUIIKe, MOBbIIaeT 06pa3oBaHue
6rKapOOHATOB.

3. CoMaToCTaTHH — CUHTe3UPYeTCA He TOJIbKO B TUIIOTAaJIaMyCe, HO TAaKXKe B JKely-
TOYHBIX KJIeTKaX U BepXHell 4aCTU TOHKOTO KUIIeYHNKA, 3aMe/|jIAeT MOTOPUKY Kulley-
HUKa, CHIKaeT obpaszoBanvie HCl u BbIOpOC xemyu.

IIpespamenus amunoOKUci10m 8 moJiCIoM KuleunuKke

B TOHKOM KWIIIEYHUKE BcachiBaeTcs 95 % aMUHOKWCIOT, a 5 % moziBepraeTcs Bo3-
[eiiCTBUI0 MUKPOQJIIOPEI TOJCTOTO KUILIEYHUKA. DTOT IPOLiecC Ha3blBaeTcss THUEHHeM
(110 06pa30BaHHBIM TOKCUYECKUM IPOJYKTaM), OH BKJIIOYAeT:

1. JlekapOOKcHMIMpOBaHNEe AMMHOKHMCIOT. [leKapbOKCHUIMPOBaHe OPHUTHHA
BeZieT K 00pa30BaHUIO yTPeCIHA, a IM3UHA — K 00Pa30BaHUIO KaflaBepuHa (puc. 43).

MHKPOOpFaHHSMbI
NHZ_(CH2)4_‘CH_ TOJICT. KMIII-Ka > NHZ_(CHZ)4_CH2_NH2 + COZ
NH

2
JInsun Kapnasepun

MHKPOOPTraHU3MBbI
NHZ—(CHz)a—(‘]H— roner xmexa - VH,~(CH,),~CH,-NH, + CO,
NH

OpuutnH IIyrpecunn

2

Puc. 43. IIpeBpalneHust AHaMHHOMOHOKapPOOHOBBIX KUCJIOT B TOJICTOM KHUIIEYHHKeE

ITyTpecuyH ABIAETCA UCXOLHBIM MaTepHaIoM /JIA CUHTe3a MOJIMaMHUHOB-CIIePMU-
Ha ¥ CllepMU/HA, KOTOPBIe y4acTBYIOT B IOJ/iep)KaHUK TPETUYHON CTPYKTYphI HyKJIe-
VHOBBIX KUCJIOT. KajlaBepun — TPYIHBIN 5171, TOKCUYeCKUH POJYKT.

2. /lesaMMHMpPOBaHHe aMMHOKMCJIOT. B KullleYHNKe BCTpeYaeTcs 4 TUIa Jesa-
MUHHUPOBAHUSA:

a) OKHCJIUTeNIbHOe — 00pa3yloTCs 0.-KeTOKHMCIIOTHI;

0) rUApOIUTHYECKOE — 06PA3yIOTCs OKCUKHCIOTHI;

B) BOCCTaHOBHUTEIbHOE — 0OPa3yI0TCs )KUPHBIE KUCTIOTHI;

T) BHYTPUMOJIEKY/IAPHOe — 06Pa3yIoTcsl Hellpe/ieibHble KUCTIOTh;

3. lecynbdupoBaHHue cepocosiepXallux aMHHOKUCIOT (06pasyroTcsl cepoBOiO-
POz, THO3GUPBI, THOCTIUPTEI).

4. YkopoueHHe GOKOBOIi ey Y apoMaTHYeCKNX aMHHOKHCIIOT. B KuieyHuke
obpasyeTcs cMeCh TOKCHYECKUX ITPOAYKTOB (PeHoI, Kpe3oJ1, CKaToJI, MHAOM) (pHc. 44).

DH/IOTeHHbIe TOKCHYECKIe BelllecTBa 06e3BPeXHUBAIOTCS B [leUeHH MyTeM 06pa3o-
BaHUA NMapHbIX coeguHennii ¢ PADC nnu YIOTK.

KoHeyHbIM NPOAYKTOM 00e3BpeXMBAaHUA MH/OJNA ABJISAETCH XUBOTHBIN MHAMKAH
(puc. 45).
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CH,~CH-COOH

OlPOOH

3, 5‘-AneH031{Hnn¢oc¢aT

‘ ‘ CH:;
NH2 MHKPOOPraHW3IMEl N MHKPOOPTraHH3MBEI |
N ~roncr. kK. H ~Tocr. kam-ka N
Tpunrodan Ckaron Hupon
-
TokcHyHBIe BelecTsa
MHKPOOPraHM3Mbl MHKPOOPrdHH3MbL
—_— —_—
TOJICT. KHII-Ka TOJCT. KHII-Ka
CH, CH,
?H_NHz Kpeson @enon
COOH e —
Tuposun ToKcH4YHbIE BellecTBa
Puc. 44. IIpeBpaienns apoMaTU4eCKUX aMUHOKHUCIIOT B TOJICTOM KHUIIEYHUKE
NH
N
Hupon Wupokcun DADC ‘ \“/\
0 \\/ \N/
OH + HO—S—O—P—O—CHZ
—
y on <
NH KH 9 |
HO— |P—O OH
OH
IT]H
NZA™
-S50.H
S Riounaiount
—
0 \,
I N
HO-P-O-CH, \‘ NH NH
- OH > / HupokcuncepHas JKUBOTHBIH
'T"l) ‘ KHCJIOTA VHJUKaH
H

Puc. 45. Mexanu3sm obe3BpexxuBanusi unzona (Ceseput E. C., 2011)
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ConepkaHue MH/MKaHA B IUla3Me KPOBU B HOpMe He IpeBblmaeT 3,2 MKMOJb/JI
(0,08 %). [ToBblleHNe UHANKAHA B KPOBH MOXET ObITh TPOAYKI[IOHHBIM U PeTeHIIU-
OHHBIM.

IIpodyxyuonnoe NOBbIIEHVEe MH/VKAHA CBA3AHO C YBeJMYeHHeM ero obpasosa-
HMI, KOTOPOE BCTPevaeTcs IPY BOCIAIUTEIbHBIX IPOLeCCaX B TOJICTOM KUIIeYHUKe.

Pemenyuonnoe NOBbIIIEHNe MH/IVKaHA CBS3aHO C 3a00JIeBaHUSAMY TIOYEK, COMPO-
BOXIAONIMMICS HApyLIEHWEeM WX BbIIeJIUTeTbHON QYHKIUH.
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INPEBPAIIEHUA AMUHOKHC/IOT B TKAHAX

N CI1o1b30BaHHE AMHUHOKHC/IOT ITOC/IE€ BCACBIBAHUA

ITyTy uCoNb30BaHNAA AMAHOKUCIIOT ITOC/Ie BCACHIBAHUSA:

1. BuocuHTe3 GeKoB.

2. CuHTe3 a30TCoIep)KauX HebeIKOBBIX COeIMHEHU: a30TUCThIX OCHOBAHHUIA (ITy-
PUHOBBIX, IMPUMHU/JVHOBBIX), TOPMOHOB (KaTeX0JaMUHBI, HOATUPOHUHBI), NENTUOB
(rIyTaTUOH), KpeaTuHa.

3. IIpeBpalieHre B TUIU/BI U YTT1€BOJbL.

4. OKucJeHue 10 KOHEeYHBIX IIPOJYKTOB.

B TKaHAX aMHUHOKHUCJIOTBI PAclafialoTcs MyTeM MOTepu CBOUX (YHKIMOHATbHBIX
TPYIII — Jle3aMHUHIPOBAHUEM U eKapOOKCUIPOBaHUEM.

Jle3aMUHMPOBaHKe aMUHOKHCJIOT MOXKET OBITh MPSMBIM (JUIS1 TJIyTaMaTa), U Herpsi-
MBIM, COCTOAIINM U3 2-X CTa[uil — TPAaHCAMUHUPOBAaHKeE U [le3aMUHUPOBaHMe.

I[IpsaMoe ne3aMUHHUPOBAHUE AMHHOKHUCIOT

B TKaHfAX NpOTeKaeT NpsMOe OKHCIIUTEIbHOe Jie3aMUHUPOBAHNe aMUHOKHUCIIOT, T1ep-
BOIi CTa/i1Iell KOTOPOTO ABJISETCS OKUC/IEHNe aMIHOKHCIIOTBI IyTeM JIerAPUPOBAHYIS IIPU
yuactuu GepMeHTOB fleruaporeHas (okcunopenykras). [Tpu Gpu3nonornueckoM 3Ha4eHUH
pH akTuBHa Tonmbko HAIT (HAZI®)-3aBrcuMas rayTamMaTaeruaporeHasa (puc. 46).

(OOH COOH COOH
|
CH Imyramar- CH H
L JleruaporeHasa L’ +H,0 GH,
P, ~ CH, ~———— CH, +NH,
|
CH-NH, ; mAHH C=NH ¢=0
COOH COOH COOH
[JIyTaMHHOBAS VIMUHOTTyTapar O—KeToryTa-
KHCIOTa poBast
KHCJIOTa

Puc. 46. Cxema mpsAMOro Jile3aMMHUPOBAHUA IIIyTaMaTa

Peaxuus uzer B 2 sTana:
e Ha IIepBOM 3Tare riayraMar okuciasercss HAJl-3aBucHMOM riyTaMaTieruipore-
Ha3oii ¢ o6pazoBanreM HAJTH u MUHOTIyTapaTa;
* Ha BTOPOM 3Tarle UMUHOTJyTapaT CIOHTaHHO, He)ePMeHTaTUBHBIM MyTeM MpHU y4a-
CTUY BOZBI TePSIeT UIMHUHHYIO IPYIINY ¢ 0O0pa30BaHEM aMMHUAKa U Oi-KeTOrJTyTapaTa.
OcranbHble erugporesassl L-aMUHOKMCIOT akTUBHBI TpU pH = 10. B ¢BA34 ¢ 3TUM
6oJIbIast 4YaCTh aMUHOKKCJIOT OZIBEPraeTCst HeMPsSIMOMY ZIe3aMUHUPOBAHHUIO.
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Henpsamoe ne3aMuHUPOBAHHE AMHHOKHCIIOT

HempsiMoe fie3aMUHUPOBAHNE aMIHOKUCIIOT BKJIFOYaeT 2 cTanuu (puc. 47):

1) TpaHCAaMHUHMPOBAHKE, TO eCTh MEepPeHOC (L-AMHUHOIPYIIBI C AMIHOKUCIOTHI Ha
0.-KeTOKHUCIIOTY ¢ 06pa3oBaHUeM IlyTamMaTa;

2) psIMOe OKHUCIUTeNbHOe /le3aMUHIPOBAHKe [TTyTaMUHOBOI KUCTIOTHL.

1) COOH C|OOH COOH (|JOOH
GH, + CH, ACT CH, +  GH,
(llH—NH2 (l;H2 > C|:O (|3H2
COOH ¢=0 - 1o (B) COOH CH-NH,
Acn COOH ¢ YK COOH

o—KT Iy

2) C|00H C|OOH (IIOOH
CH Imyramar-

[ ZeruaporeHasa (|:Hz +H,0 (|:Hz

CH, PN CH, ———>CH, +NH,
G NHy, C=NH ¢=0

COOH HAZL HAZH, COOH COOH
InmyTamnHOBas VIMUHOT/TyTapar O—KeTorJyTapoBast
Kucjiora KHUCJI0Ta

Puc. 47. HenpsaMoe fie3aMUHUPOBaHUE aMUHOKUCIIOT

CxeMa MexaHM3Ma peaKLMM TPaHCAMHUHHPOBAHUS Ipe[CTaBlieHa Ha puc. 47.
AMUYHHAs TPyNna aMUHOKUCIIOTBI TPAHCIIOPTUPYeTCS Ha aKTUBHYIO GpOpMy BUTaMHHa
B, (mupunokcanbdocdat), BXOAAIYIO B CTPYKTYpy aMMHOTpaHcdepas. B pesynbTare
nupuznokcanbpocpar (I1P) mpepaiiaercs B nupumokcaMuadocdaT, KOTOPBIi mepe-
JlaeT aMUHHYIO IPyIIy Ha 0--KeTOrJyTapaT ¢ 06pa3oBaHKeM IllyTamMaTa 1 BUTaMuHa B,
B hopme I1D.

n R o R ol
CH-NH, €=0 —————> ¢=0 + CH,NH,
COOH H COOH
2) AmuHokucnota PochomupraoKcans Kerokucnora  @ochonupraoKcaMiuH
COOH COOH
CH . D o
o+ luNm, < . C=0
CH, CH, H
(F =0 Gochonupunorcamun (|3H—NH2 ®ocdonmupunokcans
COOH COOH
o~KI [y

Puc. 48. MexaHn3M peakuny TpaHCAMUHUPOBAHUSA
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AnannHamuHoTpaHcdepasa (AJIT) KaTaau3upyeT peakLUI0 TpPaHCAMHHUPOBA-
Hus anaHuHa (puc. 49). Ilo obpaTHOU peakuuy AaHHbBIA PpepmeHT HasbiBaerTcs [TIT
(CI'TIT) — cpiBOpOYHas IIyTaMaT-nupyBaT-TpaHcdepasa.

AxTusHocTh AJIT B m1a3me KpoBu B HopMe cocTtasisieT 0,1—0,68 MKMOJIb/71/4.

(|]OOH C|IOOH
CH
L3 (FHZ AT (|:H3 ClH2
(llH—NH2 + C|H2 >~ C| =0 + CH,
COOH C|: 0 < COOH (:?H—NH2
COOH P (B) COOH
AnaHuH o—KT ITupysaT [y

Puc. 49. Cxema TpaHCaMUHUPOBaHUA aJlaHVHA

AcnapratamuHoTtpancdepasa (ACT) kaTanu3upyeT peakyio TPaHCAMUHUPOBAHYS
acmaptaTta (puc. 50). [To o6paTHO#t peakiuu 3TOT GepmeHT HasbiBaeTcss [OT (CTOT) —
CbIBOPOTOYHAA INIyTaMaT-0KcanoaleTaT-TpaHcdepasa.

AxTtuBHocTh ACT B 11a3Me KpoBu B HOpMe coctasiisieT 0,1—0,45 MKMOJb/71/4.

coon COOH coon GOOH
CH
9H2 + (le2 ACT (|:H2 N C| Hz
CH-NH, CH, ~ €=0 72
COOH ¢=0 = 10 (B COOH GH-NH,
Loon (By) COOH

Acnaprar myK

P o-KT Dy

Puc. 50. Cxema TpaHCaMMHHPOBaHHUSA acllapTaTa

BuoIoruyecKas poJib peakiuii TpaHCaMHHHPOBAHHUS:

1. B npouecce TpaHCAMUHUPOBAHUS NTPOUCXOJUT CUHTE3 3aMEeHUMBIX aMUHOKHC-
JIOT.

2. TpaHCaMUHUPOBaHUE — TIepPBasi CTAAUS HEMPsSIMOTo Jie3aMUHMPOBaHuUs ¢ 0Opa-
30BaHKEM KETOKHCJIOT, KOTOpPbIe HCIOJIb3YIOTCS Ha [IIOKOHEOTeHe3 MM OKUCTSIOTCS
B 1iukJie KpebOca.

3. Peakuuu TpaHCAMUHUPOBAHSI 0OGPATHUMbI, UX MOKHO PaCCMAaTPUBATh KaK peak-
MK Katabosn3Ma, Tak ¥ aHaboIi3Ma.

AmmHoTpaHcdepassl, Kak U Bce GepMeHTbI, 00J1aialoT CyOCTPaTHOM CIENDITIHOCTBIO.

JHATHOCTHYIECKOE 3HAYCHHE OIIPETECICHUS
AKTHBHOCTH aMHUHOTpaHcdepas3

AmuHoTpaHcdepassl JIOKANTU3YIOTCS BO MHOTHX TKaHAX, HO B OCHOBHOM COCpeio-
TOYEHBI B KJIeTKaX Ile4eHu U ceppeynoi meine; AJIT Haxogurca B uurosoine, a ACT
KpOMe LIUTO30J11 HAXOAUTCA U B MUTOXOH/[PUAX.

IToBbimenue akTUBHOCTU AJIT B KpOBU Ha0JII0/1aeTcsi IpU remnatute (He U3MEHSeT-
¢ IPY XKeTYHO-KaMeHHO# 60Jie3HHN).
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ITobimenue akTuBHOCTA ACT B KpOBU XapaKTepHO A nHdapKTa MUoKapaa (ue-
pe3 4—6 4) u cHUKaeTcs Ha 3—7-1i ieHb 3a60J1eBaHMs.

Koadourment ne Purnca (cootHomenue ACT/AJIT) mpu renaTtute MeHsbIe 1, To
ectb ACT npy 5TOM IOBBILIAETCS MeHbIIIe.

JeKapOOKCHIHPOBAHHE AMHUHOKHCIOT

JlekapOOKCHIIMPOBaHUE — MPOLECC OTIIeIIeHN s KAPOOKCUIBHOM IPYIIIIbI B BUZIE
YIJIEKUCIIOTO Ta3a. JleKapOOKCUIMpPOBaHWE aMUHOKHUCIOT MPUBOAUT K 0OPa30BaHUIO
OUOTeHHBIX AMUHOB.

B TKaHaX npeobianaer o-1ekapbOKCHUIMPOBaHYe, KaTalT3UPYIOT 3TU PeaKIuy Jie-
KapOOKCHIa3bl, B AKTUBHOM LIEHTPe KOTOPBIX HAXOMTCS BUTAMUH B .

JlexapbOoKCHIMPOBaHYe TPUNTOPaHa UeT Yepe3 CTaZUIO ero IUAPOKCHIMPOBAHUA
C IOJly4eHreM 5-okcutpuntodana. JlekapOoKCHINpPOBaHKe 5-OKCUTpUNTOdaHa Ipu-
BOJIUT K 06pa30BaHUI0 OMOreHHOTO aMUHa — CepOTOHMHA (PUC. 51), KOTOPBINA SBJISET-
Cs1 OZIHMM U3 BXXHEeHIINX HeiiPOMeJuaTOPOB.

OcHOBHBIE HaNlpaBiIeHUA [ENCTBUA CEPOTOHNHA:

1. B KuIIeyHNKe CTUMYJIUPYeT CeKPeLrIo raCTPOMHTeCTUHAIbHBIX TOPMOHOB, BJIN-
[eT Ha TIePUCTaJIbTUKY, CHY)KAaeT alllleTUT BO BpeMs NpreMa IHUIIK.

2. VIrpaeT Ba)xHyIO POJIb B PETYJIALNY HACTPOEHUs, TPEBOTH U CYACTbS: IIpU fiedu-
IIUTe CePOTOHMHA Pa3BUBAETCS [eTIPeCChs.

3. YyacTByeT B OCTaHOBKE KPOBOTEUeHHUsI: TPU PaHEHUH CEPOTOHUH BbIOPACHIBAET-
cs1 TPOMOOLIUTaMU, IPUBOZIA K CY)XeHHIO COCY/IOB, YMeHbIIEHUIO KPOBOIIOTEPH U ObICT-
pomy o6pa3oBaHust TpoMba.

NH,-CH-COOH NH, —CHH NH,~CH,

|
CH,
1/2 2 ’

N IIeKap60Kc1/ma3a N|

|

H

Tpunrtodan 5-OKcUTpUNTOdaH CepoToHuH

Puc. 51. Cxema 06pa3oBaHusI CEPOTOHIHA

JlekapOOKCHIMPOBaHKE [Ty TAMUHOBOM KMCJIOTHI (PUC. 52) 3aKkaHIMBaeTcs 06pa3o-
BaHueM 'AMK, gBisiomerics TOpPMO3HBIM MeiUaTOPOM, B cBA3U ¢ 4eM TAMK wucrosnb-
3yeTcs KaK MPOTUBO3MIJIENITHYECKOe CPeZICTBO.

COOH
N COOH
N -co, “CH
CH, S CH

' Imyramar-
¢H-NH nekapboKchmasa | CH -NH,

COOH 2 TAMK

InyramuHOBast (y-aMHHOMACJISTHas
KHUCIOTA KHUCTIoTa)

Puc. 52. Cxema o6pasoBanusi TAMK

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
Jekapb6okcunmpoBaHne aMuHOKNC/IOT 95

JlexapOOKCHIMPOBaHNE THCTHAMHA IPUBOAUT K 0OPa30BaHMIO TMCTaMHHA
(puc. 53), KOTOPBIii HAKATUIMBAETCS B TYYHBIX KJIeTKax U 6a3oduax.

Buonornyeckas pojb rMCTaMUAHA:

1. PacummpsieT cocyzbl, IOBbIIAET IPOHULIAEMOCTb KaWJUIAPOB, CHIDKaeT A/l

2. Y4acTByeT B aJUIeprA4eCKUX peaKkuusax.

3. Y4acTByeT B BOCIAJUTENbHBIX PeaKIUAX.

4. Crioco6CTBYeT COKPAIEHHUIO IT1a/IKOM MyCKYJIaTyphl AbIXaTeJbHBIX TyTel.

5. CTUMyHpyeT CeKpeLtIo XelyJ04HOr0 COKa.

6. BeinosHseT poib HepoMeauaTopa.

N CHz_(le_COOH JlexapGoKcuiasa N CHz_(lez +CO,
m | NH, u | NH,
1o (B,)
N
}ll Tuctuaux Ill Tucrtamun

Puc. 53. Cxema 06pa30BaHuUs TUCTAMUHA

Oobe38percusanue OUO2EHHBLX AMUHOE

M36bITOYHOE HAKOIUIeHVe OMOTeHHBIX aMUHOB MOXET IPUBOJUTH K HeXeslaTeb-
HbIM 3¢ dextam. O6e3BpexkuBaHNe OUOTEHHBIX AMIHOB HIeT B 2 crafuu (puc. 54):

T cragus R-CH,NH, PAL _ ¢ oy Nm+ DAIH,
MAO  ymun 0,
OAT +H,0,
KaTanada
o] H,0+H.,0
H 0 H 2 272
merams  R-CH-NH 22BN 4 - .

MMHWH H
anbaerny — R - COOH

Puc. 54. O6e3BpeXxrBaHue GOreHHbIX AaMUHOB

Ha mepBo#l cTaguy NPOUCXOAUT OKUCIUTENBHOE Jle3aMUHUDPOBAHUE, B KOTOPOM
YYaCTBYIOT OKCHZA3bl. B 3aBUCMMOCTH OT YKC/Ia AMHUHHBIX IPYHIl OHU MOTYT OBITH
MOHO-, -, oJiamMuHookcuaazamu (MAO, TIAO, ITAO). Dro ¢paBuH3aBUCHMBIE dep-
MeHTbI, HeGeIKOBO# YacTbio KoTophix siBysiercss PAJ]. Ha aroit craguu o6pasyroTcs
umuH 1 QATH,

Ha BTOpOIi cTazuu CIIOHTAaHHO UMUH TIPeBpaIaeTcs B aiberusi ¢ 00pa3oBaHuEM
ammuaka. Bogopon ®AJTH, okucaseTcs 10 epeknucyu BOA0po/a, KOTopas pasjaraer-
A [IPY Y4aCTUU KaTala3bl ¥ EePOKCUAA3bI HA HEUTpajbHble IIPOAYKTBI — BOAY U KHC-
JIOpOZ.
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CHuHTE3 KpeaTuHa

O6pa3oBaHue KpeaTWHa NPOTEKAeT B 2 CTA/WH, TepBas WzeT B [IOYKaX, BTOpas —
B TIe4eHH. JIJIs1 CHTe3a UCTIOJb3YI0TCA 3 aMUHOKUCIIOTEI — aPIMHYH, TJIMLVH, METUOHVH.

Ha nepBoii cTafiuy rIMIMH-aMUIMHOTPaHCpepa3a TPaHCIOPTUPYET aMU/IMHOBYIO
TPYNIUPOBKY aprvHMHA Ha [VIMLUH, 3aMellas aToM BOZOPO/ia B er0 aMUHHOM rpymie
(puc. 55). B pesynbraTe 3TOH peakliiy aprMHYH peBpaljaeTcs B OPHUTHH, a TIULUH —
B I'yaHU/IMHALeTaT (TYaHUAUHYKCYCHYIO KUCTIOTY).

H
IMoykn ITIHZ ITI 2
NH Ny [ruwun-amudun-  CH, (Ijz NH
| | 2  mpanchepasa _ CH, 4 NH
R CH CH
CH, COOH P B
CH CH-NH,  CoOH
|2 COOH
CH-NH,
COOH
ApruruH  Dnunun Opuutud  IyaHuauHaLeTar
<;: > S — AZleHO3UH
T WA NH, |
C=NH Sl ~ AICHO3HH MeveHnb (|:_ NH (I:HZ
' CH Memun- | + CH
NH + [ 2 7
(|3H CH, mpancepasza ITI— CH, CH-NH,
2 | > CH |
CoOH CH-NH, 2 COOH
COOH COOH
I'yanuzpunaneraT
S-ameHo3UI- Kpeatun S-azmeHo3U-
MeTHOHUH TOMOLIICTeMH

Puc. 55. Peakuuu cuHTe3a KpeaTHHa

Ha Bropoii cragum MmeTunTpaHchepasza TPAHCIOPTUPYET aKTUBHYIO METHUJIBbHYIO
TPy aZleHO3WIMEeTHOHMHA Ha I'yaHUAMHALeTaT ¢ 00pa3oBaHUeM KpeaTHHA. AZleHO-
3WJIMETMOHVH IIPBPALIAeTCA B aJleHO3WITOMOLIMCTEVH U Jjajiee B TOMOLICTENH, @ 3aTeM
B L[UCTENH.

B pesynbraTe peakiuii cuHTe3a KpeaTHHa obpasyercs 21- aMMHOKMCJIOTA ro-
MOLIMCTEHH, He y4acTBYIOIIas B cHHTe3e Geska. B cyTku obpasyercss okono 15 mr
rOMOLIMCTeNHA, KOTOPBI NpU ydacTuy BUTaMuHa B, mpeoGpasyercs B ucTenH. Tay-
PUH yd4acTByeT B 00pa30BaHMM MAPHBIX JKETYHBIX KUCJIOT. YBeJIUYeHHEe COZlep)KaHMs
rOMOINCTenHa HabMoaaeTcss Py TMIOBMTaMUHO3e B, u B, 3a601eBaHuAX modek
(puc. 56). IIpu MOBBIIIEHNH YPOBHS TOMOLIMCTENHA HAOMIOAAIOTCS TPOMBO3EI, Cl1abo-
ymue (6one3Hb AJblreiiMepa), aTepocKiepos, uireMudeckass 60ye3Hb cep/a, IOBbI-
IIeHre yPOBHA XosecteprHa. Coziep)kaHre FTOMOLIACTEMHA B KDOBU B HOPMe COCTaBJIsIeT
B cpenHeM 9,7 Mr%, npu atepockiepose — 11,7 mr%.
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T —
Hesasucumusii hawtop pucra Fomoincraiie oo St
PasBUTMA WHCYNLTa U TpomBo3sos IOAWH mmﬂu:mn
'METWOHWHE, CBA3EH-
HOFO C OBMEHOM Cepbi
Bo Bpema HEART
BepeMeHHOCTH ATTM"K
NOBBILUEHHBIE Y POBHW
rOMOLMCTEMHE MOTYT
BbiTh NPUHMHON TAKKX BeicoKue ypoBHM roMouncTenHa
OCNOMHEHWUNA, HAK UOMN-'U\“DNS NPeanonoMUTENLHO BbisbiBaET
CrioKTaKHue aGopr, ) P™X HOMOCYSTEINE ~ gereonopos
NpesKnamncua,
OTCNOiKa NNALEHTHI, OSTEOPOROSIS
BEHO3HaR H}
TpomBoambonua,
K noseiweHHOMY
CcopepmanHnio
FOMOLIMCTENHA MOFYT DEMESSION ALZHEMEII‘S
NPUBECTH AechuumT
chonuesoit KMCROTI, . Y niopei ¢ NoBLILEHHEIM

ButamuHos B, B,

W YPOBEHL FOMOLMCTENHE
MOMET BbI3LIBATE ABMNPECCHIO U
CHMHAPOM XPOHUYECHOW YCTanocTh

W
roMouMcTenHa umm'rcn

PUCK BO: OBEHUA O
Ansuredimepa W CTap4ecKoro
MUA

Puc. 56. YuacTre roMolicTeNHA B MeTaboru3me
(MaprsiHoBa A. E., Auzexc [13en—zen.Yandex.ru). VII—20)

Buonozuueckasn pons kpeamuna

KpeaTuH B MbIII€YHO! TKAHH, CEPEYHOI MBIIIIIe ¥ TOJIOBHOM MO3Te MpeBpalaeT-
cs B akTUBHYIO popMy — Kpeaturpocdat (puc. 57). Katanusupyer peakuuu dpocho-
pwinpoBaHus KpeatuHa GpepmeHT KpeatnHdocpokunaza (KOK), umeromras 3 uzodep-
MeHTHbIe GOPMBbI, OTINYAOIIKECs HAOOPOM CYObeANHUIL:

K®K, —conepxuT MM-cy6beIMHUIBI, KATaTU3UPyeT B MBIIIEYHO! TKAHH;

K®K, —cozmepxur MB-cy6benuHunb! (B cepZiedHoi MbIIILe);

K@K, — conepxur BB-cy6beHuMIIbI (B TOIOBHOM MO3Te).

Kpeamunxunasa

NHf\/®

C—NH
[

ATU(D
|

COOH

Kpeatun

ATO

"

AD

N- CH,
cH
COOH

2

Kpeatunpocdat

Puc. 57. Cxema o6pa3oBanus kpeatusdocdara

Kpeatnnpocdar otHocuTcs K PpocdareHaM, HOCUTENSIM aKTUBHBIX (HOCHATHBIX

TPYII, SBJAIIIMXCA UCTOYHUKOM s docpopuupoBanus AL c obpasoBaHueM
aneHosuntpudocdara (ATD). B nokoe Hakamnmsaercss KpeatuHpocdar (peaknus
obpaTtuMast), mpu GU3UIecKOil Harpy3ke (MbILIeYHbIE COKpAIleHus, paboTa) KpeaTuH-
docokrHaza KaTanu3upyeT 06paTHYIO peakiiio — nepeHoc pocdara Ha AZLD ¢ o6pa-
3oBaHueM AT®. [Ipu aTom obpasyercs KpeatuH (puc. 58).
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NH /\/® Pa6ota NH,

| Kpeamunxunasa '

C=NH C=NH

| AID AT® |
ITI_ CH3 V ITI - CH3

CH, CH,

Soon /_\ COOH

ARD ATO Kpeatun

Kpeatundocdar

Puc. 58. Vcrionb3oBanue kpeatuHpocdara Ha ciuHTe3 ATD

CozepxaHue KpeaTWHa B IUIa3Me KpoBu — 15,25—76,25 wmkmonb/n (0,15—
0,76 MMOJIb/JT), IPY MOBBILIEHUH €r0 YPOBHs OoJiee 122 MKMOJIB / J1 KpeaTHH BbIJeJis-
eTcs C MOYOH.

I[ToBbINIeHNe KpeaTHHa HaboJaeTcs MpU Mapajnyax, MBIIIEYHBIX AUCTPODHSAX,
MHUOIATHUAX, KOTOPble CONPOBOXAAIOTCSA HapyIleHneM oOpa3oBaHus kpeatnHdocdara,
HabJozaeTcsl KpeaTHHypHs ¥ yMeHblleHHne 00pa30BaHUs KpeaTHHUHA. B HopMe Kpea-
THH BBIZIEJISIETCS C MOYOH Y GepeMeHHBIX XKeHIIMH, a TAKXKe Y JieTeil.

KoHeyHbIM IIPOAYKTOM 0OMeHa KpeaTHHA ABJIseTcs KpeaTHHUH (puc. 59). OH Mo-
)eT 06pa30BbIBATHCSA NPU MOTepe HeopraHudeckoro gocdara u 2 % obpasyroTes npu
CIIOHTaHHOY MOTepe KpeaTHHOM MOJIEKYJIbl BOAbI (HepepMEHTaTHBHO).

NHA~ I
| —
C=NH G=NA
|
N-CH, Hegepmenmamueno ITI - CH,
|
CH, \ (|]H2
| C———
COOH @u N\
o
Kpearundocar Kpeatuuun

Puc. 59. Cxema 06pa3oBaH¥us KpeaTHHUHA

KpeaTuHMH — KOHEYHbIH TPOAYKT 0O6MeHa KpeaTuHa, KOTOPbIi B HOPMe BBIBOAUTCS
€ MOYOH. B na3ame KpoBU ero cofiepkaHue HaXOAUTCA B mpefenax 60—132 MKMOb/1
(0,06—0,132 mmoznb/7), B Mode — 4,4—17,7 mmonb/cyT (0,5—2,0 r/cyT.). Boinenenue
KpeaTHHMHA C MOYOM Y KaXKZIOTO 4esI0BeKa NMOZJePXKUBAeTCsl Ha MOCTOSHHOM YPOBHe
¥ 3a8BUCUT OT MBIIIEYHOU MaCChI.

Juarsoctuyeckoe 3Ha4eHue UMeeT U3MepeHKe I0YeYHOro KJIMpeHca KpeaTHHUHA,
TaK KaK OHO COOTBETCTBYeT CKOPOCTH KIyG04YKOBO# ¢uibrpanuu. KpeatnHuH siBjser-
cs1 6ecroporoBbIM BeIeCTBOM, TO eCTh OH He IojBepraercs peabcop6uuu. ITpu 3a60-
JIeBaHUAX [I0YeK, COMPOBOXX/AAIOIIMXCS HapyIleHeM GUIIbTPALIUY, BbifieJieH e KpeaTH-
HMHA C MOYOH YMEHBINIAeTCs, a ero CofiepXKaHue B KPOBHU MOBBINIAETCA.
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ITyTH OOpa30BaAHUA U O0€3BPEKHUBAHUA AMMHAKA

OCHOBHBIMM HCTOYHMKAMH 00pa30BaHMs aMMHaKa SBJIAIOTCS IPOLIECCHI Jie3a-
MUHHUPOBaHUA aMUHOKUCJIOT B TKaHAX U KUIlleyHNKe (THUeHue). Kpome Toro, aMmuak
o6pa3syercsi IpU [e3aMUHAPOBAHUN aMUHOB, TYPHHOBBIX U MUPUMUIMHOBBIX a30TH-
CTBIX OCHOBAHUH, aMUAZI0B aMUHOKUCIIOT (TJlyTaMUHA U acllaparuHa).

CopepxaHue aMMHaKa B KpOBY HaXOIUTCA B Ipefieniax 12—65 Mxmoinb/1 (20—110
MKT%), B Moue — 35,7—71,4 mmonsb/cyT (0,5—1,0 r/cyT).

TOKCHYHOCTH aMMHAKA OTIpe/iesIsIeTcs CIeyomuMy GaKTopaMu:

1. AMMuak yBenm4yrBaeT o6pa3oBaHue riyTaMara (BOCCTAHOBUTEIbHOE aMUHUPO-
BaHUe), YTO CHIKAeT YPOBeHb o-KeTorjlyTapara U yrHeTaeT IIpollecchl TpaHCaMUHUPO-
BaHUA.

2. AMMMaK ycusBaeT CUHTe3 IJIyTaMUHa, 9TO BeleT K MTOBBIIeHN0 0CMOTHYeCKOT0
IaBJIeHUS B HEPBHOW TKaHU U MOXKeT ABUTHCA NPUYMHOM OTe€Ka MO3Ta.

3. HakomieHVe MOHa aMMOHHMS HapyllaeT TPaHCMeMOPAHHBIN TPAaHCIIOPT MOHOB
Y OTPULIATENbHO BMSAET Ha IPOBe/ileHre HepBHOTO UMITYJIbCa.

4. TloBblleHre YPOBHA aMMHUaKa u3MeHseT pH KpOBU B IIeJI0OYHYIO CTOPOHY (ai-
Kazos).

ITyTH 00e3BpeXUBaHNS AaMMHUAKA:

1. O6mumii myTh 06e3BpeXKUBAHKS — CUHTE3 MOYEBHHBI.

2. CvHTe3 aMMOHUWHBIX COJIEH.

3. CuHTe3 IIyTaMuHa.

4. BoccTaHOBUTEIbHOE aMUHUPOBAHKE 0-KETOKKCIIOT.

Pa3nuyaloT JoKaabHbIe MyTH 00e3BpeXUBaHuUSA (B MecTe ero 00pa3oBaHus) U 06-
LU Ty Th 06e3BPeXXUBAHKSA — CUHTE3 MOYEBHHBI.

JlokanbHbIe IyTH 06e3BpeXMBAHNSA aMMUaKa

1. B Tkanax 99 % ammuaka npespaiaeTcsa B MOH aMMOHuU4, 1 % amMmMuaka HaXo4uT-
cs1 B cBoO0zIHO# popme. KieTouHble MeMOpaHbI HEMPOHUL[AEMBI /I HOHOB aMMOHHSL:

NH,+H* — NH,*

2. CuHTe3 aMu/a IIyTaMUHOBOM KUCJIOTHI — IIyTaMuHa. KaTtanusupyer Ty peak-
nuio GepMeHT rayTaMuHCHHTeTasa (puc. 60).

(|300H (|:0 -NH,
CH
|2 Inymamuncunmemasa (|:H2
CllH2 + NH, /—\ > CH,

|
CH-NH CH-NH
| 2 2
COOH ATO AD +dn (|300H
InyramunoBas Inyramun
KHCJIOTa

Puc. 60. Cxema cuHTe3a riyTaMuHa
[lyTaMWH B TKaHAX UCIOJIb3YeTCS B CUHTE3e a30TUCThIX OCHOBAHUH KaK MCTOYHUK

aTOMOB a30Ta IYPHUHOBOTO Y NMPUMUAKMHOBOTO KoJell. B IoYkax IJyTaMHH TepsieT
aMUHHYIO TPYIIy Y IIPeBpallaeTcs B [JIyTaMar, Peaklyio 1e3aMUHUPOBAaHUsA KaTajlu-
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3upyeT GepMeHT IylyTaMuHa3a. Jlasee B I0YKax OT IJIyTaMaTa OTILIEINJIAeTCs MOCeHAS
aMMHHas IPyIIa ¢ peBpalieHreM IJIyTaMaTa B o-KeTorayTapar. O6pasyomuecs 2 Mo-
JIeKYJIbl MOHA aMMOHUS B ITOYKAX HCIOJIB3YIOTCS HA aMMOHMOTeHe3, 3aMeHss KaTHo-
HBI 11eJI04HBIX MeTa/utoB (Na*, K*), coxpaHss ux Ans yyactus B 6ydepHbIX cucTeMax
U noziziep>kanus romMeocrasa pH kposu (puc. 61).

[Moukn
InyramMuH
I'myramunasa
Iny-NH, > Inyramar —————— O-KeTorJyrapar
-NH, -NH,
[TeveHb NH,*
Cuntes nypuHos,  CuHTe3 AMMOHHOTEHE3
MUPUMHIUHOB MOYE€BHUHbBI

Puc. 61. Cxema nCTIONb30BAHNA ITIyTAMUAHA

3. BoccranoBUTEIbHOE AMUHUPOBAHME o-KeTOKUCIIOT. IlepBas cragus — riayramar-
neruznporexaza HAJI®-3aBucumast paboTaet B pexxiiMme cuHTe3a (puc. 62).

(|200H COOH

|

H
(|: 2 Inymamamoezudpozenasa (|:H2
CH,  + NH, > CH,
|

C=0 CH-NH
| 2
COOH HALDH HAL® (|300H
0-KeToryTapoBast [IyTamMuHOBAs
KHUCJIOTA KHCIOTA

Puc. 62. BoccraHoBuTenbHOE AMUHUPOBAHNE 0.-KETOKUCIIOT

Ha BTOpoO#i cTaguu uzeT peakivs TPaHCAMMHMPOBAHWs C 0Opa30BaHMEM HOBOM
aMMHOKMCJIOTBI, B JAHHOM CJly4ae ajaHuHa:

I'nyramar + [IBK < o-KeTorayrapar + ajJaHUH

O6umii myTh 06e3BpeXUBAHKMS aMMHaKa MPOTEKaeT B IIe4eHU — OPHUTUHOBBIN
umki Kpebca—Tensensiita. OpHUTHHOBbIN IUKJT BKJIIOYAET 5 peakIini, KaTalu3upyoT
ux 5 ¢pepMeHTOB. IlepBble 2 peaklyy MPOTEKAOT B MATPUKCe MUTOXOHIPHI MeYeHH,
OCTaJIbHbIe — B LIUTO30JIe. B MOYKax CUHTe3 MOYEBUHBI UZIeT U3 HUTPYIIHUHA, 1I0CTY-
TaloIero u3 neyeHu (puc. 63).

MoueBuHa (kapbaMuz) — MOJHBIA aMUJ YTOJIBHOW KUCJIOTBI — COZIEPXKUT 2 aToMa
a30Ta. VICTOYHMKOM OZJHOTO aTOMa a30Ta ABJIAeTCS aMMUaK, BTOPOY aTOM BKJIIOYaeTCs
13 aMMHHO¥ IPYIIIBI acliapTaTa, MICTOYHMKOM atoma yriaepoza sisjsiercs: CO,.
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MyTy 06pasoBaHus 1 06e3BPExXNBaHNa aMMMUaKa 101
NH NH : NH NH
Kap6aMomI- |2 |2 Ong/ITI/IH N, NH,
docdar- C=0 (CH,) KapbaMouin- | c— o HN -CH
NH, | Y3 Tpancpepaza L 20 T
co, CHHTETa3a C|) . }llc CNH, ITI N (|JH2 }
ZAT® Ho-p=0  coo (CH), CooH
OH OPHHTHI HC - NH, acnaprar
kapbamousdocdar |
d bock COOH
ITIHz LUTPYJUIMH
NH COOH C=NH
aprunuHo- | 2 ApTUHUHO- | ITIHZ
CYKIMHAT- (IJ= N - (le CYKIIMHAT- ITIH Soras ITIHZ (CH,),
CUHTeTa’a NH CH Jiasa (CH) p eeo |
Ho 2 -gymapar. ‘7?5 THH,0 + HC-NH,
e (CH,), COOH ooy HC-NH, NH, 00N
+ ATD ! |
HC - NH, CIH COOH MOYeBHHa OpHUTHH
[
COOH I
APTUHUHOCYKI[MHAT (le 4prMHUH
COOH

Puc. 63. OpHUTUHOBBII IMKJI cCUHTe3a ModeBUHBI B edeHu (CesepuH E. C., 2011)

CYMMapHOG YpaBHEHNE CUHTE€3d MOYEBUHBI:

CO, + NH; + 3 AT® + acnaprar + 2 H,0 — mo4yeBuHa + 2 AI® + 2 ®H +
+ AM® + ¢pymapar
Ha cunTe3 1 MoJeKysbl MOUeBHUHBI 3aTpaunBaeTcs 3 Mosekyabl AT® (4 makpoap-
rudeckue cBssu: 3 AT® + @Ou (mupodocdar).

Copep)xaHrie MOYeBHHBI B CHIBOPOTKE KPOBU — 2,5—8,3 MMoJIb/71 1ipu yrioTpebite-
Huu 100—120 r Genka, B Moue — 20—35 1/cyT.

3nauenue OPHUMUHOB020 UUKIA

OpHUTHHOBBII VK BBITOMHSAET 2 BaXKHble GYHKINN:

1. BkyrodeHne a30Ta aMUHOKHCJIOT B MOYEBHHY, KOTOPAsi 3KCKPETUPYeTCs U IIPeIoT-
BpallaeT HaKOIMJIeHHe TOKCUYHOTO aMMUaKa.

2. CuHTe3 aprMHUHA U [IONIOJIHEHNUE €ro yJla B OpraHu3Me.

H apyuenua yuKia CUHIme3a MOUeBUHbL

3aboneBaHus NedeHH (TelaTUTBI, LUPPO3), a TAK)Ke HACJe/CTBeHHble HedeKThI
depMeHTOB cHHTe3a MOYEBHHBI ABJIAIOTCSA IPUYMHON MOBBINIEHUS YPOBHS aMMUaKa —
runepaMMOHHEMUH.

V3BeCTHO 5 HACJIe/ICTBEHHBIX 3a60/1eBaHMI, 00YCIIOBIEHHBIX ZIepeKToM 5 dpepmeH-
TOB, YY4aCTBYIOIUX B CHHTE3€ MOYEBHHBI (Tab. 14):

1. Tunepammonuemus I Tuna — nedexr kapbamonsnpochaTcuHTETA3bI.

2. Tunepammonuemus II Tuna — nedpekT OpHUTHHKapOamMounTpaHchepasbl.

3. HutpynnuHemus: — fedeKT aprUHUHOCYKIIMHATCHHTETa3bl.

4. AprUHUHOCYKIIMHATEMUS — Ne(eKT apruHUHOCYKLIIMHATINA3bI.

5. TunepapriuHuHeMus — edeKT apruHasbl.
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102 Pasnen 6. [peBpalleHns aMUHOKUCIIOT B TKaHSIX
Tabnuya 14
XapakTepHuCTHKa runepaMMOHHEeMHUI pa3InYHOr0 TUIA
Hedexr Tum Kinuaunueckue MeraGomursi
3aboneBaHue depuenta ACTenOBA osBIe
PMEHT HacjieioBaHUA TIPOSIBIIEHUA KpOBb Moya
Tunepam- Kapbamoun- |Aytocomuo- |B reuyerue 24—48 4 |Inu Oporar
MoHuemus1, |¢ocdar- peLecCUBHBIN |IIOC/Ie POXAeHUsA  |Ana
T | cuHTeTasa I pasBuBaercsi koma, |NH,
CMepThb
Tunepam- OpHutHH- CuerutenHslii | Tunoronus, I'mu Oporar
MOHMeMUs, |Kapbamoun- |c X-XpoMoO-  |CHIDKeHHe Ana
Tun II TpaHcdepasza |coMoi TOJIEPAHTHOCTH NH,
K Genkam
Hurpyn- AprunuHo-  |AyTocoMHO- |Taxenas Hutpynmun |LuTpynava
JIMHEMUS CYKI[MHAT- peLecCHBHbIN |runepaMmmonuemus: (NH,
CHUHTeTa3a y HOBOPOXX/IeHHBIX.
V B3poCbIX
BO3HMKaeT II0cJIe
GeJIKOBOII HArpy3KK
ApruHvHO- |ApPruHMHO-  |AyTOCOMHO- |IWnepaMMOHUMMUSA, |ADPIUHK- ApruHMHO-
CyKLIMHa- CyKLIMHAT- peLieCCUBHBIN |aTaKCus, CyZI0POry, |HOCYKLMHAT | CYKIIMHAT,
TeMUsI nmasa BbInajieHre Bonoc  |NH, I, Ana,
JIus
Tunepap- Aprunasa AyrocomHO-  |[unepapruHuHemns | Apr Apr
TMHUHEMHUS PpeLecCuBHBIN NH, JInz
OpHuTHH

KoHe4Hble MPOAYKTHI 0€JIKOBOr0 00MeHa — 3TO BellecTBa, KOTOpbie 00pasy-
I0TCs1 B TIpoliecce obMeHa 6eIKOB, HO He MCIOJIb3YIOTCS Jasiblie U BHIBOASATCS U3 Opra-
HU3Ma. K HUM OTHOCATCA MOYeBHHA, MOU€eBasi KUCJI0Ta, KpeaTUHUH, BCe IapHble COefln-

HEHWA MO4YH, B TOM YHKCJie MHAWKAH U Jp.
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Pa3oen 7
OBMEH OTAEJIBHBIX AMUHOKHUCJ/IOT

MeTa00au3M (peHIATAaHHHA

OCHOBHOe KOJIN4eCcTBO (eHMIaTaHiHa PACXO/yeTCs 10 ABYM My TSM:

1) BkyItOUYaeTcs B OeKu;

2) npeBpaiaercs B TAPO3HH.

OCHOBHOI IyTh MeTaboJM3Ma $peHrNaNTaHiHa HAYMHAETCS C ero I'MIPOKCUIMPOBa-
Hus (puc. 64), B pe3yJbTaTe Yyero 00pasyercsi TUPO3UH. DTa PeaKlys KaTalu3upyercs
crieniiprUeCcKoii MOHOOKCUTeHa30i — (eHUJIaaHUuHTUIPOKCUIIa30H, KOpepMeHTOM
KOTOpO# cIyuT TeTparuapoduonTepus (H,BIT). AkTuBHOCTE GepMeHTa 3aBHCHT TaK-
Xe oT Hanu4us Fe?'. Peaxuus neobpatuma, H,BII B pesynbTaTe peakiuy OKUCTIAETCA
B auruapo6uonrepus (H,BIT). PereHepainus mociefHero IMpOMCXOJUT IPHU y4acTUM
OUTUAPOITEPUAUHPEAYKTA3bI ¢ Hcrionb3oBaneM HAJTOH" + H*

H-N
-H
H-N CH-CH-CH, @—CHZ—(EH—COOH

|
I N H
& N HoHon NH,
5,6,7,8-Terparujpo- DenunanaHuH
Guonrepun (H,BIT)
NADP* 0,
JUruponTepuanH-
@ penyKTasa @ dennnanaHUHTHAPOKCHANA3a, Fe?'
H
NADPH + H" o H,0
H-N N H
-H
5 NF NH,
Twuposun

7.8-nuruppobunrepus (H,BIT)

Puc. 64. Peakiys rTMAPOKCUINPOBaHNUS (GeHITaNaHIHA U PereHepaliy TeTparuipobuonTeprsa

Oomen mupo3una 8 PasHvlx MKAHAX

O6MeH TMPO3MHA 3HAYUTENILHO CIOXHee, YeM oOMeH denunananuHa. Kpome uc-
TONb30BaHUSA B CUHTe3e 6eJIKOB, THPO3KH B Pa3HBIX TKAHAX BBICTYINAeT Mpe/iIecTBeH-
HUKOM TaKHX COeIMHEHHH, KaK KaTeX0JaMUHBI, THPOKCHH, MeJIaHUHbI, ¥ KaTab0Tn31-
pyercst no CO, u H,0O.
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Kamao6oauzm mupo3una 6 neuenu

B meveHu mporcxoauT KaTaboau3M THPO3UHA 10 KOHEYHBIX MPOAYKTOB. Crerudu-
YeCKUii MyTh KaTaboMM3Ma BKJIIOYAeT HECKOJIbKO (pepPMEeHTaTHUBHBIX peakluii, 3aBep-
nrarmuxcsi obpazoBanuem pymaparta u aneroarerara (puc. 65):

1. TpaHCAaMUHMPOBAHKE TUPO3KMHA C (i-KETOTJIYTAPaTOM KaTaJu3UpyeT THPO3UH-
amuHoTpaHcdepasa — PpepMeHT CHHTe3UpyeTCs B IIeYeHH MJIEKONUTANUX. B pe-
3ysbrate 06pasyeTcs napa-rufipoKciudeHuImupyBart.

2. B peakuuy OKWCJIEHUs Tapa-TUAPOKCUPEHUINUPyBaTa B TOMOT€HTHU3MHOBYIO
KHUCJIOTY HPOUCXOAUT /1eKapOOKCHIIMPOBAHKE, TUIPOKCUIUPOBAHIE apOMaTU4eCKOTO
KOJIbIIa ¥ MUTpalyst 6OKOBOY Iienu. Peakinio KaTanusupyer pepMeHT mapa-ruapo-
KcudeHWIMNPYBaTIMOKCUTEeHa3a, KOPAKTOPaMi KOTOPOTO BBICTYMAIOT BUTAMUH
Cu Fe?.

3. TIpeBpalljeHrie TOMOTE€HTH3MHOBOW KUCJIOTHI B yMapuialieToaneTaT COnpoBo-
XKIaeTcs paciieryieHMeM apoOMaTU4ecKoro KOJiblla. DTa peakius KaTaJu3upyeTcs AH-
OKCHIeHa30i rOMOreHTH3MHOBOM KUCJIOTBI, B KauecTBe KopepMeHTa cofepxKaliei

Fe?".
OH
a-KI' Ty CH,- COOH
i
CH NH, C O F'omoreHTU3HHOBAA
CooH COOH iueiora
Tuposun n-T'ugpokcu-
denunnupysar
0]
| COOH CH,
@ ® & ¢
[ +
02 HOOC C}g-—(KJOf{ | | °
0 COOH COOH
DymapuJ- ®ymapar  Aueroauerar

aleToaueTaT

Puc. 65. OCHOBHO ITyTh OKUCIUTENBEHOTO paciazia TUPO3UHa

B pesysnbraTe pa3pbiBa 6eH30JBLHOTO KOJsblla 06pasyeTcsi MajeusaleToalerar,
KOTOPBIM B IIpollecce IMC-U30MepU3alUU Y TPAHC-U30MePU3alUM MpeBpallaeTcs
B pymapunaneroauerar. [uaponaus pymapunaieroanerara npu feiicTeun pymapui-
aneToaneTaTruApoia3sl NMPUBOAUT K 00pa3oBaHMIO dymapaTa U aleroalerara.
®ymapaT MoxeT OKucaAThCA 10 CO, n H,O nny ncnonb30BaThCs AN TIHOKOHEOre-
Hes3a. AlleToaleTaT — KeTOHOBOE TeJI0, OKUCJAEeMOe 10 KOHEUHBIX POAYKTOB C BbI-
ZleJIleHueM 3Hepruu.
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IIpespawenue mupo3una 6 mMeraHoOuUmMax

B nurMeHTHBIX KieTKax (MeJaHOIUTaX) TUPO3WH BBICTYIAET Ipe/IiIeCTBeHHUKOM
TEMHBIX IUTMEHTOB — MeJIAaHWHOB, CPeZIV KOTOPBIX MPe0bJIa/iatoT 2 TUMA: SyMeJTaHUHbI
U peomenaHuHbI (PUC. 66). DyMeNaHUHBI (4ePHOTO U KOPMYHEBOTO I[BeTa) — HepacT-
BOPUMBIE BBICOKOMOJIEKYJISIPHBIE TeTePOIOINMEPH! 5,6-IUTUAPOKCUMHONA 1 HEKOTO-
PBIX ero npezuecTBeHHUKOB. PeoMeTaHNHbI — XKeNThle UM KPaCHOBATO-KOPHUYHEBBIE
TOJIMMepbI, PACTBOPHMbIe B Pa30aBJIeHHBIX I[eI09aX, KOTOPble HaXOAATCS B OCHOBHOM
B COCTaBe BOJIOC. MelaHMHBI IPUCYTCTBYIOT TAKXKe B CETYATKeE I71a3a.

OH OH
OH
R,
Tupo3nHasza
CH, Cu’ CH,
I
CIH —NH, CIH —NH,
COOH COOH
OH
Tuposun JODA
rd N
<« 0 .
0 II\ .
o
\N O—
-0 H' “H,N
Hodaxpom BensoTuasus
0]
DyMeNaHUHbI deoMeTaHUHBI

Puc. 66. Cxema npeBpallieHrs TUPO3VHA B MeJITaHUHbI

LIBeT KOXHU 3aBUCUT OT paclpesieleHUsl MeJJaHOLIUTOB U KOJINYeCTBa B HAX Pa3HbIX
TUIIOB MeJIaHUHOB.

CuHTe3 MeJIaHMHOB — 3TO CJIOXHBIN, MHOTOCTYIIEHYATBIM, pPa3BeTBJIEHHBINA IIPO-
necc. ITepByio peakiuio pesparienue Tupo3uta B JODA kaTanusupyer TUPO3MHA3a,
UCIIONB3YIONIask B KauecTBe KodakTopa noHbl Cu?*.

ITpeepamenue muposuna 6 usumo8uoHol icenese

B muTOBU/HON Keje3e CUHTe3UPYIOTCA U BbIENATCA TOPMOHBI HOATUPOHKHBL:
TUPOKCHH (TeTpakionTuponus, T,) u tpuidoaruponun (T,). OHuM npeACTaBIAKT CO-
Goil oAMPOBAHHbBIE OCTaTKU THPO3WHA. B MOJIEKyJie TIMKOMPOTerHA TUPEOTI06yIm-
Ha C MOJIeKy/IIpHOI Maccoii 6osee 650 k/la OCTaTKU TUPO3UHA HOAUPYIOTCS OKUCTIEH-
HbIM HOZIOM C IOMOIIBIO CIIE[IANbHOrO (pepMeHTa THPeONepPOKCHAA3bl. DTa PeaKIus
MPOMCXOANUT B OJUTHKYJIAX IUTOBUAHOM jXene3bl. B pe3ysbTaTe M3 OCTaTKOB THUPO-
31MHa 00pa3yloTCcs OCTaTKU MOHO- U auitoaTuposuna (MUT u IUT COOTBETCTBEHHO).
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B nanbHeiimem mpumepro 30 % MUWT u JUT B cocTaBe TUPEOrIOOyIMHA KOHIEHCH-
PYIOTCA U IIPEBPAILAIOTCA B TPU- U TeTPAaOATUPOHMHLL. KoHzleHcanysa 1 HogupoBaHue
MYT C y9acTeM OIHOTO U TOTO Xe ¢pepMeHTa — TUpeonepoKcuaassl (puc. 67).
JanbHeliiee co3peBaHre TOPMOHOB LIUTOBUAHOM KeJle3bl IIPOMCXO/UT B JKeJle3u-
CTBIX KJIeTKaxX. THPeorioby/vH MOrIomaeTcs KieTKaMy [yTeM 3H/I0LUT03a U 06pasy-

€TCA BTOPpUYHAA 11M30CoMa.

I
—> —>
Tupeonepokcuziasa

OH

—4 r>—o
E

CH, Tupeonepokcuziasa CH,
I
Tuposuu MOHOHOATUPO3UH MlniionTMpO3NH
(MUT) (AUT)
OH
OH OH I
I I I
" - > 0O TpunoATUPOHNH
T
CH, o I M
I
—HN—CH-CO— —HN—CH—-CO—
MUT ANT CH,
I
—HN—CH—-CO—
OH
OH OH I I
I I I I
0 TeTpalloATUPOHUH
—— (Tupokcun)
(|:H2 (|:HZ I I (T4)
—HN—CH—-CO— —HN—CH—-CO
T
i\ AT (|JH2
—HN—CH—-CO—

Puc. 67. Cunre3 TOPMOHOB IIUTOBUIHOM )KeJie3bl B COCTaBe THpeOI‘JIO6y.TII/IHa
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ITporeonuTuyeckue QepMeHThl JM30COM 00eCIeYrBaAOT THAPOJIU3 THUPeOoriosy-
nuHa 1 obpaszoBanue T, u T,, KOTOPBIe BBIIENAIOTCA BO BHEKJIETOYHOE MPOCTPAHCTBO.
[l crHTe3a TUPeOUAHBIX TOPMOHOB XapaKTePHBIM SIBJISETCS MeXaHNU3M TOPMOXKeHHUS
CeKpeLyH 110 TUITy OTpHliaTebHOM o6paTHoi cBA3u (T, u T, yrHeTaroT Bbl/ie/IeHNe TH-
peotponHoro ropmona (TTT)).

IIpespamenue mupo3una 8 HAONOUEUHUKAX U HEPBHOIL MKAHU
(cunme3 KamexoiamuHoa8)

B M03roBoM BeljecTBe HaANOYEYHUKOB M HEPBHOM TKaHU THPO3VH SIBJISETCS MIpej-
IIeCTBEHHUKOM KaTeX0JIaMHUHOB (JodaMuHa, HOpa/ipeHaluHa U afipeHajIiHa).

[Ipr 06pa3oBaHMK KAaTeXOJAMHHOB, TIPOMCXO/SIIEM B HEPBHOW TKAHHM M HA/IO-
JeyHUKaX, ¥ 00pa30BaHMY MeJlaHWHA B MeJIaHOLMTAX, ITPOMEXYTOYHBIM IPOJYKTOM
cnyxut JODA. OnHako ruipOKCUIMPOBaHNe TUPO3MHA B KJIeTKaX Pa3IMYHbIX TUIIOB
KaTaJM3UpPyeTcs Pa3InIHbIMUA GpepMeHTaMU:

1. Tupo3una3sa B MeJlaHOIUTaX sABJsieTcs: Cu*-3aBUCUMBIM HEPMEHTOM.

2. THPO3MHIUAPOKCUIIA3a B HAJINOYEYHUKAX U KaTeX0JIAMUHEPrU4ecKux Heilpo-
Hax OTHOcHTCA K Fe?'-3aBUCUMBIM pepMeHTaM, aHaJIOTUYHO (HeHUIaNaHUHTUIPOKCH-
Jla3e B KauecTBe KodepMeHTa MCIONb3yIomas TeTparuapobuonteput. ®usnomnoruye-
CKasi poJib TUPO3UHTU/IPOKCUIIA3bI YPE3BbIYaliHO BEJIMKA, TAK KaK 3TOT GpepMeHT SIBJIsA-
eTCs PeryIATOPHBIM U OTIpefiesisieT CKOPOCTh CHHTEe3a KaTeX0JaMUHOB.

3. HODA-nexkap6okcunasa (kopepMeHT BUTAMUH B,) karamusupyer o6pa3oBa-
Hre fodpamMrHa, KOTOPBIi PH y4acTrH AOPaMHUHIHAPOKCUIA3bI (MOHOOKCUTEHA3bI)
npeBpamiaeTcsi B HopaapeHaiuH. Jisi yHKIMOHUpPOBaHUS (pepMeHTa HeOOXOAUMBI
noHbl Cu’, ButamMuH C U TeTparupoOruonTepyH.

B M03roBoMm BeliecTBe HA/IITOYeYHUKOB (peHnuI3TaHoIaMuH-N-MeTuaTpascde-
pasa Kataau3upyeT MeTUIMPOBAHUE HOPaJipeHalnHa, B pe3yjbTaTe 4ero obpasyercs
azgpeHanuH. VICTOYHUKOM MeTUJIbHOW IPYIIBI CIYXKUT S-a/ieHO3UIMETHOHHH.

JobaMyH ¥ HOpaJpeHalMH CIy)XaT MeJUaTOpPaMH B CHHANTHYECKOW Mepezaye
HepBHBIX UMIYJIbCOB.

3abonesanun, céaA3anHbLe C HAPYueHuem oomeHa
Ppenunananuna u mupo3una

VI3BeCTHO HECKOJIBKO HACJIeZICTBEHHBIX 3a00JIeBaHMIA, CBSI3aHHBIX C e eKTOM dep-
MeHTOB 0OMeHa peHMIaNaHuHA ¥ TUPO3KHA B Pa3HBIX TKAHSX.

®deHunKeTOHYpHUs. B eveHn 310poBLIX J0eil HeGOIbIIAs YacTh (peHuIaIaHu-
Ha (okoio 10 %) mpeBpamaercs B GeHWIAKTAT U GeHUTALeTUTTyTaMuH (puc. 68).
DTOT myTh KaTabosm3Ma QpeHunaTaHHa CTAHOBUTCS TJIABHBIM [P HAaPYLIeHUH OCHOB-
HOTO NyTH — IIPeBpaIieHNsI B THPO3HH, KaTaIu3upyeMoro QeHuIaJaHMHIAPOKCHIIa-
30i. Takoe HapylleHHe CONPOBOXZAeTcs runepdeHnnanaHiHeMIell U HOBBILIEHIEM
B KPOBU U MOYe COfiep)KaHKsi MeTaboJMTOB aJbTepPHaTUBHOTO MyTH: (peHUJIIIpyBara,
¢denunanerata, peHIUIAKTaTa ¥ PpeHUIALETHIITIYyTaAMIHA.

ITpu fedexte PpeHMNIANTAHUHTUIPOKCHIA3bl HAKONMBIINICA (eHNIIaTaHH TI0JBep-
raeTcsi TPAaHCAMHUHMPOBAHHUIO C o-KeTornaytapaToM. OOpa3oBaBIIHiics (eHUIIUPyBaT
npeBparaercs 60 B GeHUIUTAKTaT, 160 B HeHMIALeTHITIyTAMUH, KOTOPbIe HaKaIlIu-
BAIOTCS B KPOBU U BBIIENIAIOTCA C MOUOH. DTU COeJUHeHN s TOKCUYHBI [/ KJIETOK MO3Ta.

Hedext deHMIaTaHUHTUAPOKCUIA3bl MPUBOAUT K 3a00/IeBaHUIO (EHMIIKETO-
HypUen.
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©CH CH-COOH

®deHnnanaHuH

o-KT
©CH C—COOH
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NAD- NADH + H*
NADH + H* \%‘NAD*
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®dennnanerar ®denunnakTaT
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DeHunnaneTUITIyTaMUH

Puc. 68. AnbTepHaTHBHBIE MyTH KaTabo3Ma $eHnnanaHnHa

Brinensior 2 popmbl GeHUITKETOHYPUHL:

1. Knaccuueckasi peHUIKeTOHYpHS — Hacjle[CTBeHHOe 3a00yieBaHue, CBs3aH-
HOe C MyTal[isIMU B reHe (eHMITalaHUHTHIPOKCUIA3bl, TPUBOASAIMMU K CHIDKEHUIO
aKTUBHOCTH (epMeHTa WU TIOJIHOM ero MHAKTUBAIMU. IIpyu 5TOM KOHIleHTpanus ¢e-
HUJIaJlaHMHA NTOBbIIaeTcs B kposu B 20—30 pas 1o cpaBHEHUIO C HOPMOH (B HOpMe —
1,0—2,0 mr/mm), B Mmoye — B 100—300 pa3 (B Hopme — 30 mr/mn). KonuenTtparus
¢$enmnmupyBara u ¢peHmnakTara B Mode gocruraer 300—600 mr/a1 OpH IOJHOM KX
OTCYTCTBUU B HOpMe.

Hawuboee Tskeble POsiBiIeHNst 3a00JIeBaHUs — HapyIleHe YMCTBEHHOTO U Gpu3m-
YeCKOro pa3BUTHSA, CyLOPOXKHBINA CUHPOM, HapylleHue nurMmeHTauuy. Ilpu orcyrcreun
JiedeHus1 6oJbHBIE He 1oXuBaioT 70 30 siet. Yacrora 3aboseBanus coctasser 1 : 10000
HOBOPOXKIeHHbIX. 3a00JieBaHIe HACIEAYeTCsI [0 ayTOCOMHO-PelieCCUBHOMY THITY.
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Tsaxenble mposiBIeHNs PeHUTKeTOHYPUU CBSI3aHbI C TOKCMYeCKUM JlelicTBUeM Ha
KJIeTKM MO3Ta BBICOKUX KOHILeHTpauuil ¢peHunananuHa, GpeHmmupysata, GeHusIaK-
Tata. Bonpimme KoHIeHTpauuy $eHnIaTaHUHA OTPAaHUYMBAIOT TPAHCIOPT THPO3HHA
u TpunTodana depe3 I'DB U TOPMO3AT CHHTe3 HelipoMenuaTopoB (nopaMuHa, HOP-
a/ipeHaMHa, CEPOTOHMHA).

2. BapuanTHasa ¢eHunKeToHypHusa (kodpepMmeHT3aBucuMas runepdeHunaIaH-
HeMus) — CJlefICTBUe MyTalliii B TeHaX, KOHTPOIUpyomux Metabonusm H,BIT. Kinunu-
JecKue IpOosABJIeHNs 3ab0ieBaHNsA OIM3KYe, HO He TOYHO COBNA/AIOIIYE C IPOSBJIEHU-
SIMU KJIaccuyeckoit pennkeroHypun. Yacrora 3a6oseBanust — 1—2 ciyyas Ha 1 MITH
HOBOPOX/IeHHBIX.

Terparuapo6uoONTepHH HEOOXOIUM [JIsl PeaKI[Mil TUIPOKCUIMPOBAHUS He TOJIbKO
deHnnanaHuHa, HO TaK)Xe THPO3MHA U TPUNTOPaHA, O3TOMY IIPU HeAOCTaTKe 3TOro
KopepMeHTa HapylaeTcss MeTabonIu3M BceX 3-X aMHHOKHCIIOT, B TOM YHCJIe ¥ CHHTe3
HelipoMeZiNaToOpoB. 3ab0jeBaHNe XapaKTepU3yeTcs TshKeJIbIMU HeBPOJOIMYeCKUMU
HapyLIeHNSMU U PaHHel CMepThIO («3JI0Ka4ecTBeHHasl GQeHUIKeTOHYPUS» ).

[l TMarHOCTUKY (eHUTKeTOHYPUY KCIIONb3YIOT Ka4eCcTBeHHbIe U KOJIMYeCTBeH-
HbIe MeTO7ibl 0OHAPY)KeHHsI TATOJIOTMYeCKUX MeTaboJIUTOB B MOYe, OTpe/ieIeHre KOH-
HeHTpanuy GeHnnasaHvHa B KPOBU U MOYe.

JledeKTHBII reH, OTBETCTBEHHbII 33 HeHIIKeTOHYPHUI0, MOXXHO 0OHAPYKUTb Y de-
HOTUIINYECKY HOPMAJIbHBIX I€TEPO3UTOTHBIX HOCUTEJIEH C IIOMOIIBIO TeCTa TOJIePaH-
THOCTH K (peHMIamaHuHy. s 3Toro obciesyeMoMy faroT Hatomak 10 r ¢peHnnananu-
Ha B BUJle paCTBOPA, 3aTeM Yepe3 YacoBbIe MHTepBaJIbl 6epyT MPOOb! KPOBH, B KOTOPBIX
OIIpeZIeNIAIOT COZiep KaHune TUPO3MHA. B HOpMe KOHIIeHTpalys TUPO3/HA B KPOBHU MOCIIE
beHMIaTaHUHOBOM HArpPy3KW 3HAYUTEJIHHO BBIIIE, UM Y reTepO3UTOTHBIX HOCUTEei
reHa (peHUJIKeTOHYPHU. DTOT TeCT UCIOJIb3YeTCs B FeHeTHYeCKOl KOHCYJIbTAUuM AJis
onpesieleHNsI PUCKA POXX/IeHUs OOJILHOTO pebeHKa.

PaspaboTaHa cxeMa CKpUHUHTIA IS BBISIBJIEHUS] HOBOPOXKIEHHBIX C peHUIIKeTOHY-
puent. YyBCTBUTENBHOCTD TecTa npakrudecku gocruraet 100 %.

B Hacrosiiee BpeMs IMarHOCTHKY MyTaHTHOTO I'eHa, OTBETCTBEHHOTO 3a (eHuIKe-
TOHYPHIO, MOXHO ITPOBOJUTE C TOMOIbI0 MeTonoB JTHK-rarnoctiky (pecTpuKLuoH-
HOT0 aHajM3a 1 nojrMepasHoi LenHoi peakuuu (I1LIP)).

TuposnHeMuu

HexoTopble HapymieHHst Katraboju3Ma THPO3WHA B [le4eHH MPUBOAAT K TUPO3HU-
HeMUY U TUpO3uHypuu. Hanpumep, npuurHoOil TUpo3uHemuu I tuna (TMpPO3UHO-
3a) sBIseTCA, BEpPOSATHO, nedekT depmeHTa (ymapuiaineroaneTaTTHApoOIasbl, Ka-
TaJU3UPYIOLIETo paciieryieHre dyMapuianeroarnerata Ha ¢ymapar ¥ areroanerar
(cMm. puc. 65). IIpoucxoauT HaKoIIeHue pymapualeToaleTaTa, MajaenaaleToaleTara,
OKa3bIBAIOIIUX TOKCHYECKOE eHCTBHE HA KJIETKU MeYeH! U MPOKCUMAIbHBIX I0Yed-
HBIX KaHaJblleB, B pe3yJIbTaTe 4ero CTPajaloT MPOLecChl KaHAJbIeBOl peabcopbuuy,
B 11epByI0 odepesib pocdhaTos. [IPOMCXOAUT BTOPUYHOE MHTMOUPOBAHKME aKTHBHOCTH
psna depmeHTOB (MOPHOOUIMHOTEHCHHTA3bl, METUOHUHAIEHO3UITPaHChepasbl, fie-
TUZpaTa3bl §-aMUHOJIEBYIMHOBOM KUCIIOTHI U ZIP.), 4TO BJIeYeT 3a COOO0M 3HaUHTeNbHbIe
OMoXUMHUYecKre pPacCTPOCTBA — M3MeHEHUs B CHCTeMe aHTHOKCHAAHTHOM 3allUThl,
nazaer obuas aHTUOKHUCIUTeNIbHAS aKTUBHOCTD IJIa3Mbl, CHIDKAeTCsl aKTHBHOCTD He-
KOTOPBIX pepMEHTOB 1 TPAHCIIOPTHBIX CHCTEM aMUHOKHUCIIOT.

Tupo3sunemus II Tuna (cungpom PuxHepa—XaHxopTa) BO3HUKAET IO MTPUYMHE
nedexra pepmeHTa THpPO3UHAMUHOTPaHCPepasbl. Jisi 3a60JeBaHKs XapaKTePHbI T10-
paxeHHUA I71a3 ¥ KOXU, yMepeHHas yMCTBeHHAs! OTCTaJIOCTh, HAPYIIeHHe KOOPAUHALMN
IBYDKEHUIL.
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Tupo3nHeMHus1 HOBOPOKAEHHBIX (TPaH3UTOPHAsA, KpaTKOBpeMeHHas). IIpu naH-
HOH dopme nedULUT I-TrUAPOKCUPEeHIIIMPYBATANOKCUTeHA3b] Yallle HOCUT TPaH3U-
TOPHBII XapakTep, 00YC/IOBJIeH 3aepKKoii co3peBaHust pepmerTa. OBBIYHO OTMeYa-
eTCsl y He/IOHOLEeHHBIX U PeIKO — y JOHOIIEHHBIX ZieTeldl. YpOBeHb TUPO3HMHA B IJIa3Me
KpoBU MOXKeT ocTurath 600 mMr/n (B Hopme — MeHee 20 mr/7). edeKT OGbICTPO KOp-
peKTupyeTcs nocJie BBeZieHusa BurtaMmuHa C.

AnKanToHypus («4epHas Mo4a»)

3aboeBaHNe BO3HUKAET BCIIECTBHE feeKTa IMOKCUTeHa3bl TOMOTeHTH3HHOBO# KHC-
JOThL. J{71s 3TO¥ 6OJIE3HN XapaKTepPHO BbifieJieHre ¢ MOYOi OOJIBIIOrO KOJIMYecTBa rTOMO-
TeHTU3MHOBO! KUCJIOTBI, KOTOpasi, OKHUCIIAACH KKMCIOPOJIOM BO31yXa, 00pas3yeT TeMHble
NUTMEHTB! AJIKANITOHBL. DTO MeTaboJM4yeckoe HapylleHHe ObLIO omucaHo eme B XVIB.,
a caMo 3a60J1eBaHMe 0XapaKTepru30BaHo B 1859 r. KMHI4YecKuMU POSIBIIEHNAME 601e3-
HU, KpOMe ITOTeMHEeHHU MOYH Ha BO3/lyXe, AABJIAIOTCS MMTMeHTalNs COeNHUTeIbHON TKa-
HU (OXPOHO3) U apTpUT. YacToTa BOSHUKHOBEHMs 3a00seBaHus — 2—5 ciy4yaeB Ha 1 MITH
HOBOPOXX/IeHHBIX. 3a60J1eBaHNe HACTIeIyeTCs [0 ayTOCOMHO-PeLieCCBHOMY THITY.

AnbOUHHU3M

[TpuynHa MeTaboNMYecKOro HapylleHHs — BPOX/EHHBIH JedeKT THPO3MHA3I,
KaTaJu3upyoleli npespamenue tTupo3una B JJOPA B menanouuTax. B pesynbrarte fe-
dexTa TMPO3MHA3b! HAPYIIAETCS CHHTe3 IUIT'MEHTOB MeJIaHUHOB.

KimHuyeckoe nposiBiieHue anbbuHuU3Ma (0T sat. albus — Genblil) — OTCYTCTBHE
NUTMEHTALUU KOXU 1 BOJIOC. Y GOJIBHBIX YaCTO CHIDKEHA OCTPOTA 3PeHHs, BO3HUKAeT
cBeTO60A3Hb. [IUTeIbHOE TPeObIBaHUe TaKUX OOJIBHBIX IO OTKPBITHIM COJTHIIEM IPH-
BOJIUT K paKy Koxku. Yacrora 3abosneBanus cocrapiuset 1 : 20000 yesoBex.

HapymeHue CHHTe3a KaTeX0JaMHUHOB MOJXeT BBbI3bIBaTb Pa3JMYHble HEPBHO-
ncuxudeckye 3ab60JeBaHus, IPUYeM NaTOJOTHYeCKe OTKIOHEeHU HaOJII0al0TCA KaK
IIPY CHYDKEHUHY, TaK U [IPY YBEJIMYeHUU UX KOJINYeCTBa.

Bone3ns [lapkuHCcoHa

3abosieBaHre pa3BMBAETCS MPH HEJOCTATOYHOCTH Z0daMUHA B YepPHOI CyOCTAHLIMU
Mo3ra. DTO OZIHO M3 CaMbIX PacIpOCTPaHEHHBIX HEBPOJIOTMYECKUX 3a00JIeBaHMIi (4acTOTa
coctasset 1 : 200 cpexnu ntoneit crapute 60 net). [Ipy 5TOi MAaTONOTUM CHKEHA aKTUB-
HOCTb TUpO3UHTHAPOKcUasbl, [JODA-nekapbokcuiasbl. 3ab0seBaHe COPOBOXKIALTCS
TpeMs OCHOBHBIMYU CMIITOMaMH: aKUHe3Us (CKOBAaHHOCTD ABMDKEHWI), PUTMIHOCTD (Ha-
TIPsDKeHHe MBIIIIT), TpeMop (HepPOU3BOJIbHOE IpOKaHue). [lodbaMuH He IPOHUKAET Yepe3
I'DB 1 KaK JleKapCTBeHHBI! ITpenapaT B Tepanvy JaHHOM IaTOJIOTUH He UCIIOJIb3YeTCs.

Jl14 ledeHn s TapKUHCOHM3Ma IIPeAJIaraloTcs CaeAyolye MoAX0/bl:

— 3aMecTUTeNbHAas Tepamus IpelapaTaMu-NpeAeCTBeHHUKaMU A0daMUHA
(npousBozpHbiMU JIODPA) — eBoziona, Mazionap, HAKOM U IIp.;

— moAaBJieHHe MHAKTUBALMH JopaMuHa HTHOuTOpamu MAO — nenpeHi, HU-
anamuz, TMpas3uzioi U JIp.

JlenpeccrBHBIE COCTOSIHUSA 4aCTO CBSI3aHBI CO CHKeHUEM B HePBHBIX KJIeTKaX cojep-
*aHus fodpaMrHa U HOpaZpeHaIvHa.

Tunepcekpelys fodaMIHa B BUCOYHOH JI0JIe MO3ra HabJI0/IaeTcsl IpY U300 PeHNn.

MeTta6oau3m Tpunrodana

Tpunrodan — HezaMeHMMasl aMUHOKHUCIOTA. PepMeHTHbIe CHCTeMbl OpraHu3Ma ue-
JIOBeKa He CIIOCOOHBI CUHTE3UPOBATh €T0 UHAOJbHOE A/po. IT0CTyMBIINI ¢ MUIIeH 3K30-
TeHHbII TPUOTO(AH BKIIIOYaeTcs B cOCTaB GeIKOB TKaHei, NCIONb3yeTcs AJIs CHHTe3a ce-
POTOHVHA, MeJIaTOHVHA, UH/I0JIA, JIMIWOB U YI/1eBozoB, KodepmenToB HAJT* 1 HATO".
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1. OcHOBHO#1 IyTh OOMeHa TpunTopaHa — KMHYPEHUHOBBII, KOTOPBIM UzeT 60-
nee 95 % tpuntodana. PepMeHTH KUHYPEHUHOBOTO IyTH €CTh B [IeYeHH M MO3Te.
ITo 3TOMYy IIyTHU CHHTE3UPYIOTCA HUKOTHMHAMUZAHbIe KodepmeHTsl HAl* u HAI®*
OKCHZIOpeayKTa3, KOTOpble OYeHb BOCTPeOOBaHbI B Ipolieccax aHaboaM3Ma U Kara-
6onm3ma.

[lns o6pa3oBaHMs HUKOTHHAMUJHBIX KOPEPMEHTOB B OpraHu3Me TpeOyeTcs HU-
KoTHHAMUZ (BUTaMUH PP), KOTOPBII MOXET CHMHTe3MPOBAThCS M3 TPUNTOAHA, UTO
yMeHbIIaeT NoTpe6HOCTh B BuTamuHe PP. JIns 3amens! 1 Mr ButamuHa PP numu tpe-
6yercst 60 mMr Tpuntodana. OK0JIO MONOBUHBI CYTOYHOI NOTPeGHOCTH B BUTaMiHe PP
(20 Mr/cyT.) yIOBJIeTBOPSIETCS 3a CYET TPUNTODAHA THIIH.

CuHTe3 HUKOTMHAMUIHBIX KOpepMeHTOB mpoxoauT B 10 cTazuii, mpu 3ToM Tpeby-
eTCs IepPeCTPOUTh reTepOLUKINYeCKOe KOHIeHCUPOBAHHOE UH/0JIbHOE PO TPUIITO-
¢daHa B IMpPUIAMHOBBIN reTepolki BuTamuHa PP (puc. 69).

CH,— CH—COOH
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H, AJIaHIH KH1CJIOTa
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“CH CH—COOH ©[co —CH, CH COOH i;?/c; CH—COOH

NH—CHO HCOOH

5- OKCI/IT I/IHTO aH
P ¢ ] DOpMUJIKMHYPEHUH ‘ w
OKCUMHAOINIYKCYCHAs
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XUHOJUHOBAS — 2- Axponeun -3- 3-OKcHaHTpa- 3 OKCYKMHYPEHUH
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PubonykneoTus Pubonykneotus Hlesamuzo-HAJL
XUHOJIMHOBOM HMKOTMHOBOM
KHCJIOTBI KHUCJIOTBI

Puc. 69. KunypeHHHOBBIN yTb 06MeHa TpuntodaHa
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OcHoBHbIe 3Tanbl cuHTe3a HAJT* 1 HAJID*:

1. PacienyieHrie MHAONBHOTO siipa TpUunTodaHa. VIHA0NIBEHOE S/IPO paclenisieTcs
B IIPUCYTCTBUY MOJIEKYJISIPHOTO KHCIIOPO/ia TIOZ IefICTBHEM reMcoziepiKarero gpepmen-
Ta TpunTOodaH-2,3-1MoKCUreHassl ¢ 06pa3oBaHreM GOPMIIKMHYypeHUHA. Yepes cepuio
peaxiyii, B KOTOPBIX NPUHIMAIOT y4acTre pepMeHT KHHYPeHNHa3a, KopepMeHT nupu-
nokcanbdocdar, 06pasyeTcsi OKCHaHTPAHUIIOBAsI KUCTIOTA.

2. PacmernieHye U epecTpoiika 6eH30JbHOTO KOJIbL]A 3-OKCHAaHTPaHUIOBON KHU-
CJIOTBI B IMPUMHOBBIM reTepOIUKII. B pe3ysbTaTe JaHHBIX TPeBpalleHuit 06pasyercs
XUHOJIMHOBAs KUCJIOTA, HEMOCPEe/ICTBEHHbI Mpe/IiecTBeHHUK PUOOHYKIe0TH A HUKO-
TUHOBOU KUCJIOTBIL.

3. CuHTe3 MOHOHYKJIEOTH/Id HUKOTMHOBOY KUCJIOTHL.

®epmenT xuHoMMHaTOCHOpPUGO3MATPaHCDEpa3a MepeHOCUT XUHOIMHOBYIO KH-
CJIOTYy Ha akTHBHYI ¢opMy pubo3bl pocpopubosunnupodocdar v NUPUAUHOBOE
KOJIBIIO BBOJIUTCS B COCTaB MOHOHYKJIEOTH/IA XUHOJIMHOBOM KUCIOTHL. Ero nexap6ok-
CAJIMPOBaHNe NPUBOAUT K CUHTE3y MOHOHYKJIEOTH/IJAa HUKOTUHOBOW KUCJIOTBI. Takum
06pa3oM, HUKOTHHOBasA KUCIOTa (BUTaMUH PP) obpasyercs yxe B cOCTaBe MOHOHYK-
JIeoTHA.

4. Cunre3 HAI* u HAJ1®".

MOHOHYKJIEOTH]] HUKOTHHOBOM KHCJIOThI MOC/eZoBaTelbHO pearupyer ¢ AT
¥ TJIyTAMHUHOM, ZIOHOPOM aMUHOTpymbl, 06pasys HAJl*. ®ochopunuposanne HALT",
(ucrounuk dpocdara ATD), npuBoaut k ob6pazosannio HAZID .

I[Ipu HemocTaTKe TpUNTO(pAHA B IHINe WM HAPYLIEHUH ero MeTabosm3Ma, Halpu-
mep npu Aedunute ButamuHa B, cuntes HAJI® cHUKeH, 9TO CONPOBOXIAETCA CHM-
NTOMaMH, XapaKTepHbIMU IIpY TUTIOBUTaMUHO3e PP /714 nesiarpsl, 1 U3BeCTHBIMU KaK
«Tpu [I» — lepMaTur, [uapesi U ieMeHIus. B OTCyTCTBHe MUPHIOKCHHA Iieb MeTabo-
nu3Ma TpuntodaHa IpepbIBaeTcs U IPOMeKyTOYHbIe IIPO/YKThI, IPOMU3BO/HbIE KMHY-

peHVHa, HANpaBJIATCA Ha 0Opa3oBaHUe
CH, JpYyTUX KOHEYHBIX MPOAYKTOB — KHHYype-
‘ HOBOW ¥ KCAHTYPEHOBOM KUCJIOT.
0—c 2. CepOTOHMHOBBIN NyTh. B HOpMe Tak
obMeHMBaeTcsi TONMbKO 1% TpunrodaHa.
‘ OpHaKo IIpY OHKOJIOTMYecKuXx 3aboJieBa-
NH HUSIX [I0JIS1 3TOTO TYTM HAMHOTO GOJbIie
‘ (0 60 %).

CH Tpunrodan okucnsercss TpuntodaHru-
2 npokcunasoi (kodakTop TeTporuzapobuo-
‘ nTepuH) B 5-okcurpuntodad, KOTOPBIH
CH,  3areM iekapOOKcUIMpyeTcs, 06pasys cepo-

TOHUH (CM. puc. 51).
HC— O B mumkoBUZHON kene3e CepOTOHMH
~ MeTHJIPYeTCs 110 T'MAPOKCHJIBHOM TIpyIe
\ ¥ aL[eTHJIUPYeTCs 10 aMUHOTpyIIIe ¢ 06pa3o-
BaHHeM ropMoHa MesaToHuHa (puc. 70). Me-
JIATOHWH y4YacTByeT B paboTe «Guosorude-
E CKHX 9acOB» — PUTMe CHa U OO/IPCTBOBAHMA.
OkucjeHue CepOTOHMHA MOHOaMUHO-
OKCHM/a30# NPUBOJIUT K rMAPOKCUUH[ONA-

Puc. 70. CrpykTypa MenaToHnHA 11eTaTy, KOTOPbIi BHIBOAUTCS C MOYOHL.
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3. VIHOONbHBIN NyTh — pa3pylueHue anudaTudeckoil uenu Tpuntodpana, ob6paso-
BaHMe MH/I0JIa, KOTOPBI 3aTeM OKHUCISAeTCS ¥ 06e3BPeXUBAETCS B [IeYeHH C TOMOIIBIO
DADC c 0b6pa3oBaHHEM XUBOTHOTO UHIWKAHA, BHIBOAUMOTO C MOYOi (CM. pucC. 45).

IIpu karabom3me Tpunrtodana obpasyloTcss nupoBHHOrpazHasi kuciora (IIBK)
v aterun-KoA, KOTOpbIe OKUACIAIOTCA 10 KOHEUHBIX NIPOAYKTOB. [InpoBrHOrpagHas Ku-
CJI0Ta — TIpeAIIeCTBeHHUK [TII0KO3BI, @ aljeTh1-KoA — mpezecTBeHHUK KeTOHOBBIX TeJl.
Takum 06pa3om, TpunTodaH sBIAETCS TIMKOTeHHBIM 1 KETOTeHHBIM OJJTHOBPEMEHHO.

HacnencrtBeHHOe HapyleHre TpaHCIIOPTa TpUNTodpaHa HabII0IAeTCs TP CHH/PO-
Me XapTHymna. Vi3-3a fedeKTa TPaHCIIOPTHBIX CHCTEM BO3HHMKAaeT CHIKEHHe BCachIBa-
HUs TpunTodaHa B KUIIEYHNKE U YMEeHbIIeHre ero peabcopbimu B noukax. Habmona-
ercs TpuntodaHypus M CUMIITOMATHKA, XapaKTepHas i runoBuTaMruHo3a PP. SIpkum
TMPOsIBJIEHNeM CHHIPOMA SIBJISIETCSI CIMIITOM TOJy6bIX MeJieHOK: U30bITOK TpunTodana
B KUIIEYHUKe T10]] 1efiCTBHeM MUKPOQIIOPHI [TPeBpaiaeTcs B )KUBOTHBINA UHMKAH, KO-
TOPBIN BBIBOAUTCA C MOYOM ¥ OKUCJIAETCSA B MHUTO CUHETO LBETa.

OOMEH CepOoCoAePKANTUX AMHHOKHCIOT

Ocooennocmu oomena MemuoOHuUnda

MeTHOHMH — He3aMeHUMasi aMUHOKHUcIoTa. OHa HeobXoaKUMa /sl CUHTe3a Gen-
KOB OpPraHM3Ma, y4acTByeT B PeaKIUAX MeTUIMPOBAHUSA, SBJSAETCSA UCTOYHUKOM aTo-
Ma cepsl i cuHTe3a nucrenHa. Metrnonun-TPHK y4acTByeT B MHMLIMALMK Mpoliecca
TPaHCIIALWN.

MeTunbHas Ipynna MeTHOHMHA — MOOWJIbHBI OZHOYIIePOJHbI (pparMeHT, uc-
TOJb3yeMblid JUISl CMHTe3a pAfa coefuHeHuid. Ilepenoc CH,-rpynmel MEeTMOHMHA Ha
COOTBETCTBYIOIUI aKI[eNTOP Ha3bIBAIOT peakiyell TPAaHCMETHIMPOBAHUSA, UMelollel
Ba)XKHOe MeTaboIidecKoe 3HaUeHue.

Peakumsi aktmBaLmm MeTMOHMHA

MertunbHas rpynna B MojleKyJie MeTHOHMHA IIPOYHO CBS3aHa C aTOMOM Cephl, MO0~
3TOMY HeloCpe/iCTBeHHbIM IOHOPOM 3TOTO OJHOYIJIePOAHOrO GpparMeHTa CIyKUT aK-
THBHAsA GOpMa aMUHOKHUCJIOTHI — S-a/leHO3WIMeTHOHNUH, cynibpoHueBass popma aMu-
HOKHUCJIOTbI, 00pa3yIolIascs B pe3yJbTaTe MPHCOeJMHEHHUsS METHOHHHA K MOJIEKyJe
azneHo3MHa. AzleHo3uH obpasyetcs npu ruziponuse AT® (puc. 71).

(le3 ?HJ

S ATD PPi + Pi

CH. \_A R

(|3H2 MeTHOHHHHHAIRHO3UATPaHCdepasa

(llH —NH, CH—NH, HO OH
|COOH éOOH

MeTHOHHMH S-aﬂEHOBH.TIMeTHOHHH

(SAM)

Puc. 71. CxeMa peakiiuu akTUBalui MeTUOHUHA
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DTy peakuuI0 KaTajau3upyeT (pepMeHT MeTHOHWH-aJieHo3uiTpaHcdepasa, Mpu-
CYTCTBYIOIIMI BO Bcex THmax Kiaetok. Crpykrypa (-S*-CH,) B SAM — HecTabuibHas
TpyIIMPOBKA, ONpe/ieNIAoIasa BEICOKYI0 aKTUBHOCTh METUIbHOH IPyNIbI (OTCIOZA Tep-
MUH «aKTUBHBIN METHOHUH»). DTa PeaKL¥s YHUKAJIbHA JJIs1 OMOJOTMYECKUX CHCTEM,
TaK Kak, II0-BUAVMOMY, fABJIAETCA €AVHCTBEHHOM M3BECTHOM peakLMel, B pe3yJbTrare
KOTOpOii 0cBoGOXkaatoTcst Bee 3 pocdarHbix octatka ATD.

OrmernieHre METUJIBHOM IpyNIbl OT SAM U IlepeHoC ee Ha COeIMHeHUe-aKLenTop
KaTaJIu3upyoT GpepMeHTh MeTunTpaHcdepasbl, SAM B X0/le peakluy MpeBpaIiaercs
B S-azeHo3uaromouucrenH (SAH, SAT).

[pumepsi peakumi ncrnorb3osaHns SAM

Cunre3 ¢pocharupnnxonnna us pocharuamndtunonamuaa. Gochatuannxo-
JMHBI (JIEIUTUHBI) — HauboJee pacmpocTpaHeHHas rpymma riaurepodocdoaunuios,
y4acTBYIOIMX B 00pa30BaHMM MeMOpaH KJIETOK U JIUMONPOTENHOB IJIa3Mbl KPOBH,
B COCTaBe KOTOPBIX OCYIIECTBIIAETCS TPAHCIOPT JUNU/OB (pUc. 72).

(0]
H.N - (CH,),-O-P-O-CH
N~ (CHy), [ 3SAM 3SAT  HC_ 0
OH CH-0-CO-R A%ch—/w - (CH),-0-P-0-CH,
, MeTtuntpancdepasa
CH,-0-CO-R panceepasa H.c OH CH-0-CO-R
DocharnnunsraHoaMIH ®ocdarumumxoma  CH,~O-CO-R’

Puc. 72. Cxema TpaHCMeTHIMPOBaHUSA pochaTUANIXONTNHA

CuHTe3 agpeHanmuHa. OH IIPOUCXOAUT B MO3TOBOM BellleCTBe HA/NOYeYHUKOB
(puc. 73).

OH OH
_~OH _~OH
t e @ " Sombcren
ClH—OH CH-OH
CH,-NH, CH,-NH-CH,
HopaznpeHnasnuu AzpeHaniH

Puc. 73. CuHTe3 azpeHanrHa U3 HopajpeHatnHa

MeTHOHVH UCTIOJNb3YeTCs TaKKe B PeaKIUAX:
* CHHTe3a KapHUTHHA U3 TPUMETUIUIN3HHA;
* CHHTe3a aH3epuHa U3 KaPHO3MHA;
* METUJIMPOBAHUSA a30TUCTHIX OCHOBAHUIA B HYKJIEOTH/AX U ZIp.,
* WHAKTUBALMU MeTabOIUTOB (TOPMOHOB, MEIUATOPOB U JIP.) ¥ 00€3BpeKUBAHUS
4y)KepO/HbIX COe/JUHEeHUH, BKITI04as JleKapCTBeHHbIe IpernapaThl.
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Perenepatms mMeTnoHmHa

Peaknuy MeTUIMPOBAHUSA UTPAIOT BaYKHYIO POJIb B OpPTaHU3Me U IPOTEeKAIOT O4eHb
MHTEHCHBHO. DTO BbI3bIBaeT GOJIBIION PACXO METHOHKHA, TaK KaK OH sIB/IfETCS He3a-
MeHMMO¥ aMUHOKHUCIIOTOH (B KJIETKaX MeTHOHMH CHHTe3UPOBaThCS He MoXeT). B cBa-
31 C3TUM 00JIbIIOe 3HAaYeHVe MpHoOpeTaeT BO3MOXHOCTb pereHepalii MeTHOHKUHA
C y4acTueM 3aMeHUMBIX aMUHOKUCIIOT (cep, IIK). B pesyibrate OTIIeIIeHUSA METUIb-
HOY rpynnsl SAM npeBpamaercs B S-aZleHO3UITOMOLACTENH, KOTOPBIY IIPU IeHCTBUN
TUZIPOIa3bl pacleigeTcs Ha aZleHO3MH U TOMOLIMCTEeNH:

S-apenosunromonucrent + H,O — AneHosun + I'omonucrenH

ToMonuCTerH MOXeT CHOBA NPeBPalIaThCsl B METUOHUH IOJ] ZIeiCTBUEM TOMOLIU-
cTeMHMeTUNTpaHchepassl (puc. 74). [JOHOPOM METHIIBHOM TPYIIIIBI B 3TOM CJIy4ae CIIy-
xuT N°-metun-H,-donar:

CH,
SH N7-meTu- |7
(|:H H,-donar H,-donar |S
N \_A R Tt
CH, CH,
ToMolMCTeHH- [
C|H—NH2 MetunTpaHcdepasa CH-NH,
COOH |COOH
F'omouucrenn MeTHoHHH

Puc. 74. Cxema cuHTe3a METHOHMHA U3 TOMOIIMCTEeHA

[IpoMeXyTOYHBIM EPEHOCYMKOM METHJIbHOW TpPYIIbl B 3TOM peakLuu CIIy)XUT
NPOM3BOJHOE BUTAMIHA B, — MeTuiKoOanaMyH, BLINOTHAIOLINIA POJIb KOpepMeHTa.

O6mras cxema MeTaboIM3Ma METHOHUHA, CBSI3aHHASI C 0OMEHOM O/JHOYTJIEPOIHBIX
dparmeHTOB, IIpesicTaBIeHa Ha puc. 75.

MeTuonnH —> SAM Cunmes:
ajipeHaanHa
XOJIMHA
[N Metun- 1 KpeaTHHa
Merunen-  H,-¢onar B KapHUTHHA U JIP.
H,-donar 1 3 -CH,
H,-donar B,,(CH,)
Obesepecusarue
Dmmie - Cepun TomonucrenH SAT TOKCUYHBIX
% MeTaboTITOB
U JIeKapCTBEHHBIX
Cepun AZeHO3UH BeI.LIec’II‘)B
2
Hucrenn
Tomocepux

Puc. 75. Cxema MeTab013Ma METUOHMHA
1-— peaxuny TpaHCMETUJIINPOBAHNS; 2 — cuHTe3 UCTENHA, 3— perenepanua METUOHUHA
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ABnAACE He3aMEHUMOW aMMHOKHCJIOTOM, METHOHWH, OJJHAKO, MOXeT pereHepu-
poBathbcs U3 roMmouucrenHa. CiaeoBaTeNbHO, He3aMeHUM MMEeHHO TOMOLMCTeNH, HO
eIMHCTBEHHbIM ero NCTOYHUKOM B OpraHU3Me CJIy>KUT MeTUOHUH. B numie romouucre-
VIHa KpaiiHe MaJjio, MO3TOMY MOTPEeOHOCTU YesloBeKa 00eCcIeurBaroTCsl TONIBKO METHO-
HUHOM U3 IPO/IYKTOB IUTAHUS.

[lepBUYHBIM JJOHOPOM OJHOYTJIEPOAHBIX (parMeHTOB siBysiercsi cepun. O6paso-
Bapmmiica N°, N'°-merunen-H,-dponar Boccranasnusaercss 1o N°-metun-H,-¢ponata,
Tepezaolero MeTWIbHYIO IPyIITy Ha KoGanamMuH (BUTaMuH B,,). Metunkobanamun
HeIOCPeJiCTBEHHO Y4acTBYeT B pereHepanuy MeTHOHMHA. [OMOLMCTEMH MOXeT uC-
II0JIb30BaThCA TAKXe JJIs CUHTe3a LIACTeHHa.

OCOOEHHOCTH OOMEHA ITUCTEHHA

Bropas cepocopepxamas aMMHOKHACIOTA — LucTernH. OHa YCJI0BHO 3aMeHNMa, TaK
KaK JJIsl ee CHHTe3a HeOOXOMM aTOM Cepbl, ICTOYHMKOM KOTOPOTO CIY)KUT He3aMeHH-
Masi aMMHOKUCJIOTa METUOHMH.

Jlnis1 cuHTe3a mycTerHa (prc. 76) HeOOXOAUMBI 2 aMUHOKHCIIOTBL: CEPHUH — HCTOY-
HK YIJIePOIHOTO CKeJleTa 1 MeTHOHMH — [IepBUYHBIN NCTOYHUK aTOMa Cephl.

CH,-SH HO-CH, HO  CH-S-CH, “‘K:ITZ?\IYEI‘:W HS

C|3H2 + (|:H_NHZ m $HZ C|H_NH2 ]_[I/ICTZaTI/IOHI/IH- (|:H2

CH-NH, COOH cuiraza  CH-NH, COOH cuHTa3a CH-NH,

(|JOOH Cepun He c|00H e (|JOOH
Tomouucrenn Iucratnonun Hucrenn

Puc. 76. CxeMa cMHTe3a LIMCTeMHA

CuHTe3 nucTerHa 13 TOMOLACTeNHA IIPOMCXOLUT B 2 CTaZiuU O] Ie¥ICTBEM NTAPU-
TOKCaJTb3aBUCUMBIX (pePMEHTOB IIMCTaTUOHMHCUHTA3bI U IIUCTATUOHUHIIAA3bL.

[1pu HapyILIeHNUH UCTIOIb30BAHKS TOMOLIUCTEMHA B OpraHu3Me 13 Hero o6pasyercs
roMouucTuH (puc. 77).

CH,-SH (|3H2— S_g- (|:H2
CH
2 ] 2 (|:H2 CH2
?H‘NHZ CH-NH, CH-NH,
I |
COOH COOH COOH
Tomonucrenn U —

Puc. 77. Cxema cuHTe3a rOMOIMCTHHA

ToMOLIMCTHH MOXXeT HaKaIIMBAaThCsA B KPOBU U TKAHAX, BbIIETATHCA C MOYOHA, BbI-
3bIBas FOMOLMCTHHYPHIO — HACJIE/[CTBEHHOE HapylleHHe OOMeHa TOMOLMCTEHHA
7160 IUMOBUTaMUHO3 (GONMEBOH KUCIOTHI, a TAKXKe BUTaMUHOB B, u B.. Y13 npyrux
OMOXMMUYEeCKNX HApYIIEHUH MOXHO OTMETHTh IMCTAaTHOHHHYPHIO, TaKXe 4acTo
BO3HMKAIOIIYIO IPY He/JOCTATOYHOCTU BUTAMUHOB IPyIIbI B.
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Buonorndeckre QyHKIMYU [UCTENHA Pa3HOOOPA3HbI ¥ OUeHb Ba)XHBI /IS OPraHu3-
Ma. TaK, [IMCTenH, BXOAAIIMI B COCTaB OeJIKOB, MIPaeT HeoObIYaiiHO BaXKHYIO POJIb B UX
dosnauHre, MOCKOJIBKY THOTPYIIIBI CIIOCOOHBI 06Pa30BBIBATD MIPOUHYIO AUCYIbOUIHYIO
cBAA3b. ITpu 3TOM 2 ocTaTKa LcTerHa GOPMUPYIOT MOJIeKyJy UCTHHA (puc. 78).

(llHZ—SH SH—(llH2 NAD* NAD*+H* CllHZ—S—S—(llH2
CH-NH, + CH-NH, CH-NH, CH-NH
| z | LlucrenHpenykrasa | z
COOH COOH COOH COOH
ucrenn Hucrenn uctun

Puc. 78. Cxema peakiiuy 00pa30BaHUs [MCTUHA

OKucUTeNbHAA PeaKus NpoTekaeT nubo c yyactueM kodepmenta HAJL® mop
meiicTBUeM (epMeHTa LMCTeMHPeNyKTasbl, MO0 HepepMeHTaTHBHO. ucyabOuaHbIe
CBSI3H CTabMIM3UPYIOT IPOCTPAHCTBEHHYIO CTPYKTYPY MOJIMIENTUIHON LieTN UK CBSI-
3bIBAIOT MeXZy coboil 2 nenu (Hanpumep, A- u B-1ienu ropmoHa uHcynrHa). O4yeHb
MHorue 6esiky ¥ pepMeHThI B aKTUBHOM LieHTpe coziepxaT SH-TPyIIb, y4acTBYIOLINe
B KaTanu3e. IIpy ux okucieHny pepMeHTaTHBHAA aKTMBHOCTD IMazaetr. BoccraHoBie-
Hue SH-Tpynn 4acTo NpOUCXOAUT C UCIIOIb30BaHUEM IJIyTaTUOHA — aTUNHUYHOTO TPU-
IeNTU/A, CoziepiKalllero y-IIyTaMUHOBYIO KUCJIOTY, IMCTeHH U [JIULVH.

Eme ofHUM BaXXKHBIM ITyTeM HCII0JIb30BaHMS IUCTENHA MOXHO CUUTATh CHHTE3 Ta-
ypuHa (puc. 79) B KUBOTHBIX TKaHAX, KOTOPbI MPOUCXOAUT MyTeM JieKapOOKCHIMPO-
BaHMA IPOU3BOHBIX [IUCTENHA — IUCTEMHOBOM U LIUCTeNHCYIbGUHOBON KUCTIOT.

|CH2_SOzH 1,0, ?HZ—SOEH
(le—NH2 CH-NH,
COOH (llOOH
Iucrenn- IucrenHoBas
cynbdrHOBasA KUCJIOTa
KHCJIOTa
i\> Co, i\> CO,
/>0,
(lle—SOZH \ CllHZ—SO3H
CH-NH, CH,-NH,
Tunoraypun Taypun

Puc. 79. Cxema peakunii CMHTe3a TaypyuHa

TaypuH He0OGX0MM Ji/isi CHHTE3a KOHBIOTUPOBAHHBIX JKETYHBIX KUCJIOT B MIEYEHHU.
Kpome Toro, OH HCIONb3yeTcs B KJIeTKaX KaK aHTUOKCHAAHT U YYaCTBYeT B CH)KEHUH
peaKIuii epeKrCHOro OKHMCJIEHNS JTUITHIIOB.

IlucTerH TakXke CIYXUT NpeJlleCTBEHHUKOM THO3TaHOJAMHHOBOro ¢parMeHTa
HS-KoA (kodepmeHT A).
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Karabo:u3Mm LucTerHa MPOUCXOUT OKUCIUTebHBIM IyTeM (puc. 80).

CHiSH CHSOH CH,-SO,H CH,

) u- ny |
CH-NH, __ ., CH-NH, ™~ A, cg ——~— ¢C=0
| ucrenn- | no | .
COOH  nnokcurenasa COOH COOH S0 CooH
[ucren LlucTenH- o-Cynbduau- ¢ ,.  Tupysar

cybQHHOBAS UpyBar SO,
KHCI0Ta

Puc. 80. Cxema peakiuii karaboi3ma UCTeNHa

CynbduT, KOTOPBIH [OTyYaeTcs B peakIuy, IpeBpanaeTcs B cylIbdar U BHIBOJUTCS
¢ Mouoit ub0o TpeBpaliaeTcs B 3pUpOCcepHble KUCIOThI, KOTOPbIE TAKXKe IKCKPETHUPY-
I0TCs TOYKaMu. LTyicTerH — MpaKTUYecKy eIMHCTBEHHBII NCTOYHUK CYIb(ATOB MOYH.

ITyTy ucrionb30BaHUsA NUCTEMHA [IPe/ICTaBJIeHb] Ha pucC. 81.

benku
Imyratnon

—> Taypun
UCTEeNH
" > HS-KoA

\ IMupysar OIIK I'mroko3a
Cynbdatbl ——> Moua

Puc. 81. IlyTu ucronb30BaHus NUCTENHA
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MATPUYHBIE CUHTE3bI
Cunres ITHK

ITonHas reHetndeckas MHPpopManus, coziepXamascsa BO BCeX MOJIEKYJIaX He30K-
CUPHOOHYKJIEMHOBOIM KUCJIOTHI, Ha3bIBaeTCsI TeHOMOM. Y aykapuot [JTHK mocTosiHHO
XPaHUTCS B sAZIpe KJIETKHU MO/ 3allIUTOM CrielaibHbIX OeMKOBBIX cucteM. [Ipu fesieHuu
KJIETKYU reHeTHYecKass nHGOpManus yaABauBaeTcs, U KaX/Jas U3 HOYePHUX KIIETOK I10-
ny4daet konuu Bcex JTHK, nmpuuem oxHa nens atux JHK nmepepaerca OT MaTeprUHCKON
KJIETKH, a BTOpas 1lelb ABJIAETCS BHOBb CHHTE3WPOBaHHOM (TI0JIyKOHCepBaTUBHbII Me-
XaHU3M).

ITporecc yiBOEHUS XPOMOCOM Ha3bIBAIOT PelIMKALMeid, OHa TPOTeKaeT 110 00enM
nensaMm matepuHckoil [THK. Persivkanuio MOXHO pa3zie/IuTh Ha 3 aTana: MHULUALKAA
(obpa3oBaHue PEIIMKATUBHON BHJIKH, CHHTE3 MpaiiMepa), dJI0HTanus (yIIuHeH e 1e-
neit), TepMUHANKA (3aBeplieHne CUHTe3a ABYX JodepHuXx neneit JHK).

VHUIMALMIO PeIUIMKAL[MY PeryupyloT crenuduyueckre CUrHajibHble OeKOBbIe
MoJieKy/ibl — ¢pakTOpbl pocTa. OHM CBS3BIBAIOTCA pelienTopaMu MeMOpaH KJIeTOK,
KOTOpbIe TlepesialoT CUTHAJI, MOOYKAAIOIMI KJIeTKy K Hayasly pelUIMKaluy.

CuHTe3 HOBBIX OZiHOILeNIOYeyHbIX MoJjekysa JJHK MoxeT NMpou30MTH TONBKO NpU
PaCXOX/IeHUM POAUTENLCKUX Iierneil. B ompeneseHHOM caiiTe ori (COKpalleHye OT Tep-
MmuHa origin of replication — Touka Havana pemnyMKanuu) MPOMCXOAUT JIOKAJIbHAS
nenarypauus JTHK, nemnu pacxoasaTcs 1 06pa3yroTcsi 2 pelyIMKaTUBHbIE BUJIKH, JIBY-
XyIyecs B IPOTUBOIOJIOXHBIX HAIIPABJIEHUSAX.

B 06pa3oBaHNY PEIUTMKATUBHOM BIJIKM IPUHUMAET y4acTue psiz 6enKoB 1 GpepmeH-
ToB. Tak, cemeiicrBo [JHK-Tononsomepas (I, II u III), o61anas HyKJIea3HO aKTUBHO-
cThIO (KaTaJM3UPYIOT peakiuy runpoin3a GpochonudGupHbIX CBSA3ei MeXy HYKIeo-
TUJIJAMHU), y9aCTBYeT B PeryisALun cynepcnupanusanuu JHK.

PackpyuuBanue BoiiHo# civpanu JHK u ynepxaHue ByX Liereil Ha HEKOTOPOM
PacCTOSAHUU APYT OT Apyra OCYLIeCTBJIAETCA C IOMOILIbI0 HeCKOJBbKUX ClelHalbHbIX
GesKoB.

@epMeHTHI, Ha3blBaeMble XeJIMKa3aMHM, «pacIjeTaloT» KOopoTkue y4dacTku JHK
HeIoCpe/ICTBeHHO Iepe]] pellIMKaTUBHON BUJIKOM. XeJMKa3bl KaTaIM3UPYIOT peakluu
pa3pelBa BHYTPUMOJIEKYJIAPHBIX BOAOPOJAHBIX CBA3€M MEXIy OCHOBAHUAMM, UCIIOJIb-
3ys 3Hepruio ruaposnusa Monekynsl AT®. ITo ka0l U3 1ernei ABUXKeETCA «CBOSA» Xe-
nukasa. Takum 06pa3oM, Ha «paciuieTeHre» OJHOM Mapbl OCHOBAHWI 3aTpaYnBaeTCS
3Heprus /iByx Mosekys1 AT®. Kak Tonbko He6omb1oi yuacrok JIHK oka3biBaercs pac-
IUIETeHHBIM, K Ka)KI0M 13 LleTlell IPUCoeAnHAeTC s HeCKOabKO MoJekys JIHK-cBs3bI-
Baromero 6enka (JCB), KOTOpble MPensTCTBYIOT 06pa30BaHUI0 KOMIIIEeMEHTapHBIX
nap 1 06paTHOMY BoccoearHeHuIo 1erneil. [ICH B aHITIMICKO# TPaHCKPUMIIMU 0003Ha-
Jaercs Kak ssb — single strand binding protein (puc. 82).

Hanee JHK-nonumepasa I1I kaTanu3upyeT CMHTe3 HyKJIeOTUAHBIX LIele.
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B KJeTKax Kak IPOKapuoT, TaK U 3YKapuOT MMeeTCsl HeCKOIbKO pa3anyHbix JJHK-
nosumepas. B yactHocty, s E. coli u3Bectro 3 JHK-nommepassr: 1, I u II1. OyH-
kunu JJHK-nommmepa3serl 11 Mano n3ydeHbl, M OHA He ABJIAETCA XU3HEHHO HeoOxou-
MbIM ¢epmentoM. JTHK-nommmepasa I yuactByer B nporeccax penapauuu. JHK-mo-
numepasa III cocrout u3 10 cybbeaununl (cyMmapHasi MOJIEKy/IsipHasi Macca OKOJIO
791500 x[Ja).

Y 3yKapuoT ZOCTOBEPHO ycTaHOBJeHO Hamnune 5 JIHK-nonuMepas. B pennukanuu
IHK xpomocom yuactyioT JITHK-nommmepassr o u 0. THK-nonumepasa B kaTanusu-
pyer mpoueccsl penapauny, a JIHK-nonnMepasa y — npoueccsl pervkaunu JJHK mMu-
TOXOHZPUI. Posb onrMepassl € HeM3BeCTHA.

BaxHO OTMETHTh, YTO [isi Havyasa cuHTe3a JHK-monmnmepasoit Heo6X0aMMO Ha-
nnure cBsizaHHOro ¢ JTHK KOPOTKOTro OJIMTrOHYKJIeOTH/Ia PUbOHYKIENHOBOM KUCTIOTH,
Ha3bIBae€MOTr0 3aTPaBKOM, 1M Jallie — npaiiMepoM (KopoTkas Mosekyna PHK nmm-
HO# 10—60 HykseoTuzioB). CUHTE3UpyeTcs npaiiMep ¢pepmeHTOM mpaiimazoi, JTHK-
3asucumoii PHK-nonmmMepasoii. Dta PHK-3aTpaBka ocTaercs cliapeHHOM € pacIuIeTeH-
Hoii [THK 1 JieficTByeT KaK MeCTO MHUIIMALIMY CUHTEe3a, TIPeI0CTaBJIsAs CBOKO CBOOOHYIO
3’-OH-rpynmy 14 npucoeavHeHus nepsoro Hykiaeoruaa JHK.

JHK-nonumepasa MoxeT KatanusuposaTh cuHTe3 JJHK Tonpko oT 5—3’-KOH-
1y MaTpuLbl. IT03TOMy ya/IMHeHWe pacTyleil leny (3JIOHranys) HellpepbiBHO U7eT
TOJIBKO BJIOJIb OIHOM U3 Ilereil MaTpullbl, KOTOPYIO Ha3bIBAIOT BeAyinei. CuHTe3 1o
BTOPOH Ileny, Ha3blBaeMO}l 3ama3/ibIBaIOIIeii, HOCUT NPepbIBUCTBIN XxapakTep. CHa-
Jasia ¢ MoMolIbio pepMeHTa ITpaiiMasbl CUHTe3UpyeTcs paiiMep (3aTpaBka) — KOpPOT-
KM OJIMTOPUOOHYKJIEOTH/, KOMIUIEMEHTAaPHbIN OIpeesIeHHOMY YYacTKy MaTpHIIbI.
Takue yyactku paszbpocaHbl BHob tenu JHK B cpefiHeM depe3 HECKOJIBKO ZI€CSITKOB
HyKJeoTn0B. ITocine storo Bkiroyaerca JHK-nonumepasa 111, koTopas npoposkaer
CHHTe3 yKe Ie30KCMpubooIuroMepa 1o mpaiiMepa Mpeablaylero CHHTe3MPOBaHHOTO
¢dparmenTa. Takue KOpoTKue GparMeHThl, CUHTe3UpyeMble Ha 3aMa3bIBaIoIel Iernu,
Ha3bIBalOT PpparmeHTamu OKa3aKu.

Ynasnenue mpaiimepa mporcxoaut ¢ momomibio JJTHK-nonnmepassi I, kotopas 0671a-
faeT 3'—5’-KoppeKTHupyomeii akTHBHOCTBI0. [locye yaaneHus mpaiimepa Gperis 3a-
crpauBaercs JHK-nonumepasoii 1. 11, HAKOHeIl, BHOBb CHHTe3MPOBAHHBIN (parMeHT,
COCTOSIIMIA ye U3 J1e30KCMPUOOHYKIe0TH/I0B, 06benunsercs ¢ nenbio JHK crerm-
anbHBIM pepmentoMm AHK-nmurasoii (oM. puc. 82).

Tepmunanyua penaurauuu

Y npoxapuoT ecTb clenuasnbHble TepMuHaTOpbl (Ter) — ompesesneHHble IO-
CJIe[0BATeJIbHOCTU HYKJIeOTUZOB, npekpamaromue cunre3 nenu JIHK. Ter-nmocne-
ZI0BAaTeILHOCTH CJIIyXKaT yd4acTKaMu cBsA3piBaHUA Oenka Tus (terminus utilization
substance). Kommekc Ter-Tus MoeT 3aZiepkaThb pelIMKAaTUBHYIO BUJIKY, IBU-
XYIIYIOCA TOJNBKO B OJJHOM HanpaBlieHWH, TO eCThb OCTaHaBJIMBaeT OJHY U3 BUJIOK,
C KOTOPO# cTankuBaercdA. JIpyras BHUJIKA OCTaHABJIMBAETCSA, KOIZla BCTPEYaeTCs
C IepBOM 3a/iep>KaHHOM BUJIKON. TepMUHATOPBI peIIMKalyi MOTYT IIPeJOTBPaTUTh
M30BITOYHYIO PEeIIMKALUI0 Ha OJJHOM M3 PeIIMKATHBHBIX BUJIOK, eC/U pyras 3a-
IepXXUBAETCs WIN OCTaHABJIMBAETCA NIPU CTOJIKHOBeHUHM ¢ noBpexzenneM JJHK nin
OPYTUM IPeNATCTBUEM.
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Hanpasnenue 5' 3

IBIDKeHUS
PeIIMKaTUBHOU
BUJIKU
@ ) ZAHK-rupasza
ATP
Xenukasa
ADP +P,

ssh-6emok

PHK-3arpaBka
JOHK-nonumepasa II1 (mpaiimep)

ITpaiimasa

@®parmeHT
Oxasaku

ssb-0enku

«CummBanue» —
IHK-nurason

Orcrarommas
1eMb

~—_Beaymasn
1enb

Puc. 82. Cxema pernnukauuu
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Puc. 83. Cxema pa3psiBa I1-
KO3UJHOW CBSI3U Mexnay Iy-
PHUHOBBIM OCHOBaHHEM
U J1e30Kcupr6030ii

NH, oK oK 0
N N
N H \N B NHZ\N N N

Pemapanua JTHK

IIpn usmenenun pH, MOHMU3UPYIOLEM U3JIy4YEHUHU,
MOBBIIIEHUY TeMIIepaTyphbl, BO3AEWUCTBUM Pa3INYHbIX
xumuueckux peareHtoB B JJHK o6pasyrooTcsi amypuHO-
Bble CaliTbl — amypuHHM3aunusa. PaspeiBaerca N-rimko-
3UzHas cBA3b (pHc. 83) Mexy IypUHOBBIM OCHOBAHMEM
U J1e30KCUPHO0301i.

[MupyMUAVHOBBEIE OCHOBAaHUA TaKXe MOTYT OTIe-
IUIATBLCA, HO CKOPOCTh 3TOr0 IPOLiecca ropasfo HUxKe.

[Tpu ne3amMmuHuUpoBaHuu (puc. 84) ajieHUH IpeBpa-
I[aeTcs B TUIIOKCAHTHH, KOTOPBIN 00pasyeT 2 BOZOPOJ-
Hble CBA3Y C IATO3UHOM. ['yaHMH ITpeBpalaeTcs B KCaH-
THH, KOTOPBIl 00pa3yeT BOZOPOHbIE CBA3M C THMUHOM.
IIpu ne3aMUHUPOBAHUM LIUTO3MHA 00pa3yeTcs yparui.

[lndg wucnpaBieHUS TOBPEeXJEeHWH, BO3HUKAIOIUX
B oniHO¥# 13 1erneit THK, B KieTKe CyiiecTByeT OOJIbIIas
rpynna ¢pepMeHTOB penapanumu.

N
A\
N

H H
AnenuH IT'MnoKcaHTHUH T'yanun H Kcanrun
NH, 0
N HN K
— |
0/ N o N
H
uTo3uH Ypauun

Puc. 84. ®opmynbl a30TUCTBIX OCHOBAHUI

OKCLM3MOHHAA penapanus — 3TO TaKOW CHoco6 pemapanuw, I7ie UCIOJb3YHTCS
crenuduyecKrie SHAOHYKIIea3bl. B pe3ynbraTe NPOMCXOAUT yAajieHue (IKCIU3Us) He-
CKOJIbKMX HYKJIEOTHZIOB U 3afiefIbiBaHKe Opeurn. Bce nedexTs! reHOB 6enkoB, ydyact-
BYIOIIMX B SKCIIM3MOHHO pernaparyy, CB3aHbl C OHKOJIOTMYECKIMH 3a00JIeBaHUSAMU
nub0 reHeTHYECKUMU 3a00JIeBaHUAMYU (HAaNpUMep, IUTMeHTHast KcepoziepMa). Y 4eso-
Beka HeT JHK-doTonmassl, 1 SKCLU3MOHHAS penapaLys OCHOBAaHUN — eJHCTBeHHbIH
croco6 pernapanyy MMPUMUIMHOBBIX AUMepOB. FIHaKTUBALUSA 3TON CHCTEMbI CBs3aHA
C pa3BUTHEM paKa KOXXH, KOTOPBII HHAYIAPYETCS COJTHEYHBIM CBETOM.
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DKcuM3MOHHAs pemapanusi OCHOBaHMIl. B kieTke cymecTByeT Habop depmeH-
toB JHK-rmKo3una3 — GpepMeHTOB, KOTOpPbIe PaClO3HAIOT HanboJiee paclpocTpaHeH-
Hble noBpexxaenuss [JHK (8-ruapokcuryaHuH obpasyeTcsi TIpY OKUCIeHUM MypUHOB,
TUIIOKCAHTHH 00pasyeTcs IpU le3aMUHUPOBaHUY afeHuHa). JTHK-riavko3unassl yaa-
JIFIIOT TIOBPeX/leHHble OCHOBAHUS MOCPeACTBOM paciieryieHds N-TIUKO3UJHON CBA3HU.
Takoe BbIpe3aHHe OCHOBAHUS MPUBOAUT K BO3HUKHOBEHUIO allypUHOBOTO MY allpU-
muauHoBoro caita B THK, kotopsiii Ha3biBatoT All-caiitom. ITocne atoro AIl-crenu-
buryeckass SHIOHYKIIeasa ynajiseT OCTaTKU OT HYKJIeoThaa (OCTaBIIMICA J1€30KCUPU-
6030-5-dpocdaT) ¥ BcTparBaeTcsi HOBbIM HyKieoTus. IlosiBisieTcst Gpenib pa3mMepom
B oauH HyKJeotun. Y E. coli oHa 3agenbiBaercs JHK-nmomimepasoit I, a urasa ciumuBaer
KoHLbI JTHK.

CeeroBas penapanus. [lof feiicTBreM ynbTpadronera MPOUCXOJUT KOBaJEHT-
HOe CIIMBaHUe PSJIOM CTOSIIMX MUPUMHUAMHOB. IIpU CIIMBaHUM TUMHUHOB 00pa3yercs
IIMKJI00yTaHOBOE MPOM3BO/IHOE, BJIOKMpYIOLiee peruukaiuio (puc. 85). ®epment ¢o-
TOJINA3a y3HaeT TUMUHOBLIE TUMEpHI.

ITpu ocBelleHUH BUAVMBIM CBETOM IIPOUCXOAUT aKTUBAIUsA (epMeHTa, MO3TOMY
3TOT MpolLlecc Ha3biBaeTcsi (POTOPeaKTHBALMIEH.

THMHHOBBIHI
aumep

0]

HeiicTBue
yabTpaduonera

Puc. 85. O6pa3oBaHe TUMUHOBBIX JIMEPOB

Bonesnu, accoyuuposéannsie c HapyuleHuem CUcCmemsl
penapauyuu

IIurMeHTHasA Kcepoaepma (OT Jat. xerodermapigmentosum) — reHeTUYecKoe 3a-
GoJieBaHIe, CBSI3aHHOE C MHAKTUBAIIMEl SKCIM3MOHHOM perapalny OCHOBa M. Bob-
IIMHCTBO OOJIbHBIX MUTMEHTHO!N KCepPOZepMOil OYeHb YYBCTBUTEbHBI K COTHEYHOMY
CBeTY U 4acTo 3a60JIeBalOT PAaKOM KOXU. TakyKe y 3THX JI0/ieil BbIPaXKeHbl HEBPOJIOTH-
YecKre pacCTPOMCTBA, NMPeANOJI0XNATEeIbHO U3-3a OTCYTCTBUSA perapalnyu olpefeseH-
HbIX OBPEXXIEHUi1, BbI3BAHHBIX BLICOKOI aKTUBHOCTBIO OKUCIUTEIBHOTO MeTabosm3-
Ma B HelipOHax.
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Tpuxoruogucrpodus — 3aboneBaHue, B 0CHOBe GOPMUPOBAHKSA KOTOPOTO Jie-
KaT ieeKTh SH0OHYKIIea3 SKCIU3MOHHOTO MyTY Perapanyy. BaxxHemuil [uarHocTy-
JecKuil mpu3HaK 6osie3H — crenpdrIecKas JOMKOCTb BOJIOC, 00YCIOBIeHHAsSt yMeHb-
LIeHNeM COZeP)XKaHWs B HUX HU3KOMOJIEKYJIAPHBIX OoraThix cepoil GenkoB. K atomy
OCHOBHOMY KJIMHUYeCKOMY HPOSIBJIHHUIO ClieiyeT 00aBUTh aHOMAJIMHU 3y060B 1 KOXKH,
MXTHO3, eeKThI OJIOBOTO Pa3BUTHs, YaCTO HAOJIIOAONINECS YMCTBEHHYIO U GU3u-
YeCKYI0 OTCTaJIOCTh, @ TAK)Ke ITOBBIIIEHHYIO IIPeJPacIoIOKeHHOCTb K PaKy KOXI.

Cunppom Jlyn—bapa BbI3BaH MyTalUsIMU B I'eHe, KOTOPBIY y4acTBYeT B KJIeTOY-
HOM oTBeTe Ha nospexzaeHue JJHK. benok, KogupyeMslil 3TUM reHOM, OIIO3HAeT Halu-
yue AByHUTEeBOro paspeisa B JIHK ¥ BbI3bIBaeT OCTaHOBKY KJIETOYHOIO LIMKJIA [0 TeX
Top, MI0Ka perapauus He OyeT 3aBeplieHa.

TpaHCKpHUIITHA F'€eHETHIECKOH HH(popMaTuu

Peruikanys obecrednBaeT coXpaHeHue ¥ Iepefadyy reHeTHecKoil MHpopMaIuu
B [IpoOLlecce JieJIeHWs KJIeTKU. B mporecce XU3HeeATeIbHOCTH KJIETKM TeHeTUJecKast
nHpOpMaIys peannsyercs depe3 TPAHCKPHUIIIUIO U 3aTeM TpaHCIALUIO. B pe3ynbrare
STUX JIBYX IpolieccoB 3ajyokeHHass B JIHK reHermdeckas MHQOpPManus <«BbIpaXkaeT-
cs1» GeNKOBBIMU MOJIEKYJIaMH, KOTOPbIe 00eCIeyrBaloT KU3He/|eATeIbHOCTb KJIETKH.
O6a 3t11 mporiecca 06beANHAIOT TEPMUHOM IKCIHPECcCUs reHeTHuecKoi HHOpMaLH.
ITpu TpaHCKpUNUIUYU NMPOUCXOAUT cuHTe3 Henu PHK, HykmeoTuaHas nociefoBaTesb-
HOCTb KOTOPO¥ KOMIUIeMeHTapHa ofHoi u3 uerneil [THK. B pe3yibrate TpaHCKpUIILIUN
obpasytorcst 3 kiacca PHK. Bo-nepBsix, 3o MmarpuuHasa PHK (MPHK), kotopast mo-
CTymaeT B pubOCOMBI ¥ TaM HAIpaBJIseT CUHTEe3 OJHOTO UM HECKOJIbKUX TOJIUIENTH-
7I0B, aMUHOKHUCJIOTHAsI TTOCJIe/I0BATENIbHOCTh KOTOPBIX ObljIa 3aKOZMPOBAHA T€HOM WITH
IpyIIo¥ reHoB B XpoMmocoMe. ITpumepro 90 % reHoma KoAupyeT IMEHHO MaTpUYHbIe
PHK. Bo-BTOpBIX, 3T0 TpaHcnopTHbIe PHK, QpyHKIIMSA KOTOPBIX 3aKJII0UAETCs B TOM,
YTO OHU IePEHOCAT AaMUHOKHCIIOTHBIE OCTaTKX Ha PUOOCOMY U 00€CIIeurBalOT reHeTH-
J4ecKu 00YCIOBJIeHHbIH MOPSIOK MX CBS3bIBAHUS B 6eKOBO# ermu. HakoHell, B-TpeTh-
ux, 3170 pubocomubie PHK.

Mexzy npoLieccaMy pelyIMKalvy U TPAHCKPUIILUY CYLECTBYeT BayKHOE pas3indue.
[Ipu peruiMKaluy KOMUpPYeTcsi BCs XpoMocoMma u obpasyioTcs nodeprue JTHK, nneH-
TUYHbIe poauTenbckoit JIHK. B MpOTUBOMONIOKHOCTh 3TOMY, TPAHCKPUOUPYIOTCS OT-
JleNIbHbIE TeHbl WJIM TPYMIbI TeHOB. TakuM o6pa3oM, TpaHckpumims JTHK mporekaer
M30MpaTesbHO U, OYeBUAHO, JOJDKHA HANpPAaBIATHCSA OCOOBIMU PErylATOPHBIMU IO-
CJIeZI0BaTeIbHOCTAMY, yKa3bIBAIOIIMMU Ha4yajo U KoHell yyacTkoB JJHK, moanexamux
TPAHCKPUIILUN.

TpaHCKpUMIMS ocyliecTBisieTcs crenuaibHbiM ¢depmentoM, JHK-3aBucumoii
PHK-nonumepasoii. CyocTpaTamu 3T0ro pepMeHTa sBJISIOTCS Bce 4 PUOOHYKIIEO-
suaTpudocoara. 3 apyx neneit THK TpaHcKpubHMpyercsi TonbKo onHa. Hykieotun-
Has INOCJIefI0BATeNIbHOCTb TPAHCKPUNTA KOMIUIEMEHTapHA IOCJIe0BaTeNIbHOCTA Ma-
TPUYHOM Ileny (BMeCTO TUMUIVHOBOTO OCTATKa UCTIOJIb3yeTCs YPUAUHOBBIN OCTATOK).
Cunre3 PHK uger ot 5° — 3’-koH1y matpruyHoii nenu JTHK.

[nst ocymectnenus Gpynkimu PHK-nonimepase He TpebyeTcs 3aTpaBKa, pepMeHT
He HaYKMHaeT CHHTe3 JI0 TeX T0p, TOKA He CBSHKETCs ¢ 0coObIM yyacTkoM JTHK, KoTopsiit
CIIy’KUT CUTHAJIOM K MHUALIMALIUY TPAHCKPUIIIUY (TaK Ha3bIBaeMblil MPOMOTOP).

Y E. coli npucytcTByet TobKO onHa PHK-monumepasa. OHa npezctaBisieT coboi
Gosbinoi GpepmeHT (MonekynsipHas Macca = 390000), cocTosmmii U3 5 CyObeIUHHMIL:

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
TpaHcKpunumsi reHeTu4eckor nHpopmauymm 125

ZBYX o, OIHO# B, ofHO¥ B', onHO¥M . Ilectas 6-cyObeauHuIa (MoOJeKyIsIpHas Macca =
70000) siBsieTcsi CMEHHBIM (pakTopoM crerudpuaHocTi. DepMeHTaTUBHBIN KOMILIEKC,
COCTOAMINIA U3 6 CyOBeNHNII, Ha3bIBaeTcsa XonopepmeHTOM (0L,pBB'wo). Bes o-dakropa
3TOT KOMILJIEKC Ha3bIBaeTcsl KOp-pepMeHTOM.

B sykapuornyeckux kiuerkax npucyrcrsyioT 3 PHK-nonumepass: PHK-nonume-
paza I otBeuaer 3a cunre3 pubocomubix PHK (pPHK), PHK-nonmumepasa II — 3a cus-
te3 MaTpuuHbiXx PHK u, HakoHen, PHK-nonumMepasa III — 3a cuHTe3 TpaHCIOPTHBIX
PHK (TPHK).

Cam no cebe o-daxTop obraaeT HauMeHbIUM cpozicTBoM K JTHK o cpaBHeHMIO
¢ Apyrumu cybobeuHuaMu PHK-nosimepasbl, 0JHAaKO OH IPU/aeT X0uopepMeHTy Ta-
Kyl0 KoHOpMaIuio, KoTopasi 06Ja/jaeT MOBBIIIEHHBIM CPOJICTBOM K ITpoMoTopy. Kak
TOJIBKO IPOU30IUIA MHUIMALUSA TPAHCKPUIINY, G-PaKTOP OTAENSAeTCS.

Crazuy y3HaBaHUs Y CBA3BIBAHMA, a TAK)Ke MHULMALUKN OCYLIECTBIIAIOTCA XOJIO-
bepmeHTOM.

BnoHranua — npopospkenue cuntesa PHK, v TepMuHanua — ero ocTaHOBKa, OCy-
LIeCTBIIAIOTCS KOP-QepMeHTOM.

Dmanvt mpancKkpunuuu

Cuntes PHK Bxmouaer 3 srana: MHUIMALUIO, 3JIOHTalMI0 M TePMHHALUIO.
PHK cuHTe3upyeTcs KOMIJIEMEHTAPHO ¥ aHTUIIAPaJUIeNIbHO TPAHCKPUOMPYeMO#t Lieru
IOHK. Poct et PHK uzeT TonbKO B HampaBieHuu 5' — 3"

ITepBblii 3Tall TPAHCKPUIIMY — MPUCOeIMHeHre GpepMeHTa K TPoMoTopy. B cocras
GaKTepraIbHBIX TPOMOTOPOB BXOJAT KOHCEHCYCHBIE TOCJIeZI0BATENIbHOCTH B 06J1aCTH
5’-xoHna: -TATAAT-3’ (puc. 86). B mpoMoTope Takxe y3HaeTcs B3aMHOe pacroJio-
KeHue ZIByX paciuiaBjieHHbIX AT-60raThix y4acTKOB. Pa3Hble MPOMOTOPHI HECKOJIBKO
OT/IMYAIOTCS [0 HYKJIEOTUHOU ITIOC/IeZ0BATENIbHOCTH, YTO U onpezenseT 3pdeKTHB-
HOCTb TPAHCKPUIIUU Pa3HBIX TeHOB. B pe3ysibraTe 06pasyeTcsi MpeTpaHCKPHUILIUOH-
HBI/ KOMIUIEKC, B KOTOpOM cBsA3aHHasA [IHK ocraerca uHTakTHOU. BHyTpH KOMILIEKca
IIPOUCXOAUT packpy4yuBanue JJTHK, BomopozHbIe CBA3M MeXAy IIapaMu HYKJIEOTUOB
[HK paspbiBaoTcs, ¥ 06pa3yeTcsi OTKPBITBIN TPAHCKPUTILMOHHBIA KoMIUteKkc. CHHTe3
KopoTkux ¢parmentoB PHK (2—9 HykJIeOTH/I0B) MPOBOIMPYET Pa3pbiB KOHTAKTOB
PHK-nonmepasbl ¢ IPOMOTOPOM, G-CyO'beJMHUIA OTCOeTUHSETCS.

KoHceHcycHble AT-60raThie ocie[oBaTebHOCTH,
y3HaBaemble PHK-nonmmepasoi

TTGACA TATAAT
16-19 n.H.

|_> Ten X

Ha4daJyo TPAHCKPUIILIUKN

-35 -10

Puc. 86. Cxema MHMLIIMALMY TPAHCKPUIILIII
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TpaHckpuniusa nepexoaut B crajuio 3aoHranmu (puc. 87). PHK-nonumepasa yz-
nuusteT tenb PHK, 106aBisis HyKJI€0TUIbI K 3’-TUAPOKCHIBHOMY KOHIY (HyKIeodu,
atakyert o-¢pocar HocTynaromero HyKJIeoTrsa):

(HM®) + HT® — (HM®) . + ®D (mupodocdar),
rie HM® — nykneoszuamonodocdar; HT® — nykneozuarpudocdar.

Kaxznpiii HOBBIN HyKJIeoTHZ B pactymeir mosekyne PHK npucoennssercsa o npa-
Buly YorcoHa u Kpuka: ocratok ¥ B PHK BcTpanBaeTcs B mapy K OCTaTKy A B MaTpuIe
JHK, a ocratok I' — B mapy k ocrarky LI.

Ca#ir
ITpomoTop TepPMHHALUH
5 3 OHK
L | e
TATA-daxrop
k -

. -

PHK-nonumepasa
dakTopbl MHULMALNK

ﬂ 5 |
(GaKTOpBI HNOHTAIAH

PHK-nonumepasa

|~ daxTop TepMUHAIAH
|

———"~——— <« PHK-nonmmepasa

5 3 HK
- m -

Puc. 87. Cxema 3710Hraniu TpaHCKPUIILUA

Tepmunauua mpanckpunuyuu

006 OKOHYaHUK TPAHCKPUOMUPYEMOTO reHa CUTHATU3UPYeT 0c00ast TEPMUHKUPYIOIAs
nocJieZioBaTeIbHOCTh Ha Matpulie JIHK (puc. 88). Knetku E. coli UMeIOT 2 TUTIAa CUTHA-
JIOB TepMUHAIMU: PO (p)-3aBUCUMBIN U pO-He3aBUCUMBIH.
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ITpu po-He3aBUCUMOY TepMUHALIY B TEPMUHATOPE IPUCYTCTBYET najauHapom. Ia-
JMHAPOMBI — I0C/IeI0BATEJIbHOCTH, KOTOPble YUTAIOTCA OAWHAKOBO CJIeBa HANPaBO
¥ cripaBa HaneBo. B cunTesupyemoii PHK ¢opmupyercs mmmibka. [Inunbka MeHsSeT
koHdpopmanuio PHK-nosmMepass u pepmeHT Tepsiet cpoactBo K THK.

TepMuHaTOp
JHK
| —
nNaauHApoM |
cunre3 PHK,
5 COOTBETCTBYIOLIEH
HoC/Ie/IoBaTeIbHOCTU
PHK TEepMHHATOPA
nanueapom T
5 /3

IIInunbka

Puc. 88. Cxema TepMUHALMY TPAHCKPUIILIAU

[1pu po-3aBUCHUMOIi TepMUHALIUY CTTenUUIecKrii GeOK p CBA3BIBAETCS CO CIIEIH-
¢dudeckum yuactkom PHK 1 epemeniaercsi B HarpaBjieHUy 5’—3’ 10 Tex MOP, TIOKa He
JOCTUTHET TPaHCKPUIILIMOHHOIO KOMIUIEKCA, OCTAHOBUBIIErOCA Ha CaliTe TePMUHALIUM.
Benok p obnanaer AT®-3apucumoit PHK-THK-xennKa3HON aKTUBHOCTBIO, KOTOPast
criocoGCTByeT nepeMernenuio Genka Baoib PHK. B mporiecce 3TOro BMKEHUST aKTHB-
HOCTb Gesika MHrMOUpYeTCcs BbIAeNAMUMCS mipopochaTom. IIpu TepMUHALIN KOH-
neHTparnus nupodocdara cHKaercs v p-pakTop ocymecteisier ruaponu3 AT, yro
CII0COOCTBYET BBICBOOOXK/IEHUIO TPAHCKPUIITA.

INoCTTPAaHCKPHUIIITUOHHBIH IMTIPOIECCHHT

OG6pa3syroImuiics nepBUYHbI TPAHCKPHUIIT B OOJBIIMHCTBE CIy4aeB He SBJISAETCS To-
TOBBIM K BBITIOJTHEHUIO CBOMX (yHKIUI Mosekynoit PHK. OH moziBepraercst JOMOTHY-
TeJIbHOU Cepyy TPeBpallieH i, 00 beJUHAeMbIX TEDMUHOM MPOLECCHHT. DTH MpeBpa-
I|eHUsA BKJIIOYAIOT:

1) x3anupoBaHue;

2) nonuazieHUIMpOBaHUe;

3) crnaiicuHr.

Bce craguu mporeccudra MPHK mpoucxonsiT B pubOHYKJIEOIPOTEMHOBBIX KOM-
miekcax. Takum o6pa3om, MPHK He GbiBaeT cBOGOIHOM OT 6eIKOB, KOTOPbIE 3allMINa-
IOT ee 10 3aBepIleHNs TPAHC/ISIUY OT IeNCTBUS HyKJIea3 U IPUAAIOT eil HeOOXOIMMYIO
KOH(pOpMALHIO.

KsnupoBaHue — Ha/leBaHMe «IIAMOYKU» (K3II).
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Kan mpencrasnsier co60ii MeTunupoBaHHblii ['TO, prucoeiHeHHBIN B TIO3ULMU 5°-
5’ 1 2 MeTHUJIMPOBaHHbIE p1OO03bI B MEPBBIX ABYX HyKireoTuaax MPHK. OcymiecTssier
K3IIMpOBaHKe pepMeHT ryaHunTpaHcdepasa (puc. 89).

NH

2

Puc. 89. Cxema KanupoBaHus

@QyHKIMY K3NMPOBaHUA:

1. MonuduuupoBaHHbI 5 -KoHeI yaiuHseT BpeMs xu3Hu MPHK, 3amumias ee ot
TefcTBUA 5’ -9K30HyKJIea3 B IUTOIIa3Me.

2. KanrpoBaHue He0OX0MMO 7SI MHULMALIMY CUHTe3a Oeska, TaK KaK MHULUKPY-
torue Tpuruietsl AYT, I'VT pacrno3HaioTcsi puboCOMO¥ TOJBKO eCJIi MPUCYTCTBYET KIIL.

3. Haimuwe Kama Takyxe He0OX0MMO Jist pabOThI CJIOKHON pePMEHTHOI CUCTEMBI,
obecreunBarolell yiajaeHue MHTPOHOB.

IMonuadenunuposanue

Korpa cunre3 npo-MPHK 3aBepiieH, To Ha pacCcTosAHUY IpUMepHO 20 HyKJIeOTHAZIOB
B HaIlpaBJIeHN! K 3’-KOHIy OT Ioc/lefjoBaTeNbHoCT 5 -AAYAAA-3’ ipucoenuHsaeTcs
30—300 ocratkoB AM® (puc. 90). Karanusupyet npouecc ¢pepMeHT MoJra/ieHunaT-
HoJMMepa3a, KOTOPBI/ He Hy)KlaeTCsl B MaTpuIle, B KadeCTBe IpaiiMepa MCIONb3yeT
BHOBb cuHTe3upoBaHHy0 MPHK. K «mosu-A-XBOCTy» NPUCOENUHAIOTCA MOJIU-A-CBSA-
3bIBalOIIMe GeJIKK, KOTOPbIe 3aIIUINAI0T ero OT M'U/POJIU3a.

IMonuanenunupoBanHble npo-MPHK mnozBepraioTcs cniadcuMHry (OT aHri. to
splace — cmmBarhb 6e3 y370B).

B nepBUYHBIX TPAHCKPUIITAX 9YKapUOT COZAePXaTcs BCTaBKUA (MHTPOHBI), COziep-
Xallye OT HeCKOJIBbKUX JIeCATKOB [0 HECKOJIbKUX ThICAY HYKJIEOTUAOB — HEKOJUPYIO-
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IUX I0CJIeZl0BaTeIbHOCTEN, MOAJIeKalUX BbIPe3aHUIO B Ipolecce cospesanuss PHK
(puc. 91, Ha npuMepe reHa UTOXpoMa b. B reHe MPUCYTCTBYIOT 4 UHTPOHA U 5 9K30-
HOB).

B nporecce cruiaiicMHra UHTPOHBI YAAIAIOTCSA U3 IePBUYHOTO TPAHCKPUIITA, a 3K~
30HBI (KOZIMPYIOIIHE TI0CTIe/IOBATeIbHOCTH) COeMHAIOTCS ¢ 06pa3oBaHMeM HelpephIB-
HOW moc/efoBaTenbHOCTH. CIUTAMCHHT HTPOXOAUT KO0 TMPU YYacTHU ClielUaIbHbIX
¢depMeHTOB, BXOAANINX B COCTaB CIIAHCOCOMBI, OO «CaMONPOU3BOJIBHO» (AyTOCI-
JIAiCHHT) BCJIEACTBYE HAJMYKMA B COCTaBe MHTPOHOB OCOOBIX TOCII€/I0BATENIbHOCTEI,
KaTaJn3upyrolux pacuerienre neny PHK B onpeziesieHHbIX TOUKaX. 3/1eCh IPOABIIA-
eTcs1 cioco6HOCTh caMux MoJiekysn PHK BbICTynaTh B KauecTBe KaTajM3aTOPOB paclie-
TJIeHUs1 pUOOHYKIETU/IHBIX 1erei. Takue nocTpoeHHble 3 PHK gpepMeHTHI monyywim
Ha3BaHVe pUOO3UMOB.

CrraiicocoMbl COCTOAT U3 crenuanu3upoBaHHbIX PHK-6eIKOBBIX KOMIUIEKCOB —
MaJbIX SiZIEPHBIX PHOOHYKJIEONPOTENHOB, KAX/bIN U3 KOTOPBIX COZIEPXKUT OJIHY MOJie-
Kyiy sykapuotudeckoit PHK pmmnaoit 100—200 HyK/I€OTUAOB, Ha3bIBaeMbIX MajlbIMU
anepusiMu PHK.

5'
5' AAUAA AAAAA=—AAAAA 3’
poly A (30-300 H-0B)
Puc. 90. Cxema nosnuazieHUIMpOBaHUSA
/MHTpOHbI\
Nnpep 1 A 2 B 3 C 4 D 5

20 000 1900 T 1500

OCHOBaHWIM OCHOBaHWI | OCHOBaHWI | OCHOBaHMUI

OK30HbI

Puc. 91. T'en nuroxpoma b

Anvmepnamuenslii npoueccunz PHK

VI3 HEKOTOPBIX TPAHCKPUMTOB 3yKapuoTudecknx MPHK obpasyercst TOJbKO ofiHa
3penag MPHK u o1yH COOTBeTCTBYIOIINI MTOJIUIIEIITU/, HO IIPOLIECCUHT IPYTUX MOJIe-
Ky PHK MOXeT MPOMCXOAUTb HECKOJIIBKUMHU CIIOCOOaMU. DTO OnpeensieTcs pasjind-
HBIMU MOJIEKYJISIPHBIMH CHTHasaMyd — ¢akrtopamu mporeccuara — PHK-cBs3bIBa0-
myMH GekaMi. DTy GeJIKY 3ayCKaroT OJMH KOHKPETHBIH MyTh, YTO IPUBOJUT K 06pa-
30BaHMIO pa3nuyHbIXx MPHK 1, cOOTBETCTBEHHO, K 06Pa30BaHUIO PA3INYHBIX OEJIKOB.
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CroHble TPAaHCKPUIITHI MOTYT UMeTh JIN60 Gosee 1 caiiTa paciienieHus U I0JHU-
aZleHWIMPOBaHKsA, MO0 aJbTepHATHUBHbIE CAWTHI CIUIANCHHrA, JUOO TO U JPyroe.
MHorve reHbl MJIEKONUTAIOIIUX MOABEPralOTCs ajJbTePHATHBHOMY CIUIAMCHHIY
(puc. 92), 4To 3HAYUTETLHO YBEIMIMBAET KOJIMIECTBO KOAUPYEMbIX TeHaMuU OeJIKOB.

[TpumMepoM asibTepHaTHBHOTO crutaiicuira PHK MoXeT ObITh CHHTE3 2-X Pa3HbIX
TOPMOHOB: KaJIbLATOHNHA, PEryiupykoliero ooOMeH Kajblus B IUTOBUAHOM XeJe3e
Kpbichl, 1 tentuzia (CGRP), cBA3aHHOTO C reHOM KaJbIIUTOHUHA B MO3T'e KPBICHI.

El E2 _ E3 E4 E
Y BN BN EmEOEN

B IHTOBHAHOH }Ke.uf:.e/ TpancKpUIuus \B:Hm)d)HBE

npo -MPHK
® @
AUG l CraiicHHT AUG ¢
MPHK Stop . Stop
‘—L &
Tpancnanusa

Be/IKOBbIH NPOLeCCHHT

KaJbIMTOHHH -Heﬁponemnn CGRP

Puc. 92. Cxema anbrepHaTUBHOrO ciutaicuHra npo-MPHK ropMoHOB KpbIChL:
KanpuuToHuHa 1 nentuga CGRP.

PHK:-3aeucumutii cunme3 PHK uau /IHK

HekoTopsle ¢pepMeHTHI AJIs1 CHHTe3a HyKJIEWHOBBIX KUCJIOT MCIOJIB3YIOT MAaTPHLY
PHK. Hanpumep, PHK-cozepxaiye BUpychl, MHOULUPYIOMIKE KIETKH YKUBOTHBIX,
comepsxar B BUpycHbix yactuiiax PHK-3aBucumyro JHK-nonumepasy — o6paTHyO
TpaHckpunrasy. [Ipu nHGUIUpOBaHNUM PepMeHT MOIafaeT B KJIETKY XO351HA BMeCTe
¢ oJHOIenIoYedHbIM BUpycHbIM PHK-reHoMom. OGpaTHasi TpaHCKpHUINTa3a CHavasa Ka-
tanusupyer cuHre3 Lenu JAHK, kommiementapHon Bupycuori PHK. 3atem paspyma-
et rienb PHK B rubpune PHK—/IHK u 3amensiet ee Ha nens JJTHK. O6pa3oBaBimascs
asyxuernodeyHass JHK BcTpauBaeTcs B FeHOM KJIETKU X03fiMHA. Takue WHTerpupoBaH-
HbIe BUPYCHbIe TeHbI MOTYT aKTUBHPOBAThCS ¥ TPAHCKPUOMPOBATHCS, 8 IPOAYKThI ITUX
reHOB — BUpYCHbIe Oesku U BupycHast PHK — ynmakoBbIBalOTCs B HOBbIE BUPYCHbIE Ya-
CTHLBL.

PHK-Bupychl, comepxaiiye 06paTHbIe TPAHCKPUIITA3bl, HA3bIBAIOTCS PETPOBUPY-
camu (OT JIAaTUHCKO¥ IPUCTABKY refro — «00paTHO» ).

OGpaTHble TpaHCKpPHUITa3bl ObUM OOHApyxeHbI B 1970 r. He3aBrcuMO [oBapzoM
TemunbiM u [laBuznom bantumopom.

PerpoBupychl 00bI9HO HecyT 3 reHa: gag (group associated antigen — rpynmnoBbie
acCOLMMPOBaHHBIE aHTHUTreHbI), pol u env. TpaHCKPUNT ¢ reHOB gag u pol TpaHcampy-
eTCsl B IJIMHHBIN TTOJUIPOTENH — MOJIATIENTHI, KOTOPBI pacIIensieTcs Ha 6 6elKoB
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C Pa3MIMYHBIMU QYHKUUSAMU. DTO OesKH, 00pasyloliye cepAlieBUHY BUPYCHO YaCTUIIbL;
IpoTeasa, pacllelANas 3TOT MOJUIeNTU; UHTerpas3a, BCTPauBaloNias BUPYCHYIO
ITHK B xpomMocoMy X03siHa; obpaTHas TpaHCKpunTasa. [eH env Koaupyer GeKku BU-
PYCHOI1 060JIOYKH.

OGpaTHble TPAHCKPUITA3bl KaTaIU3UPYIOT 3 pasHble peakiuuu: PHK-3aBucumbIit
cunre3 JHK, pacmennenne PHK u JIHK-3aBucumeiii cuare3 JTHK.

Jlns Havana cuHTte3a JTHK 0O6paTHO# TpaHCKpUITa3e HYKeH IpaiiMep, KJIeTOYHas
TPHK, 3axBaueHHas y Ipejblyllero XO3sMHA Y lIepeHOCHMMas B COCTaBe BUPYCHOU
yactuubl. 3’-KoHen 5To¥ TPHK cnapeH ¢ KOMILIEMEHTapHOW IOC/Ie0BATEIbHOCTHIO
BupycHoit PHK. HoBasi nens THK cuHTe3upyeTcs B HanpapieHuu 5'—3'. O6paTHbIe
TPaHCKPHIITa3bl He UMEIOT KOPPEKTUPYIOIel 3K30HyKIea3Ho! akTUBHOCTU (3'—5").
B pesyJbTaTe BbICOKast 4aCTOTA OMHUOOK MPUBOAUT K GOBIIOMY KOJTHYECTBY MyTaLMil
Y BBICOKOMY TeMILy 3BOJIIOLIAY BUPYCOB, YTO IIPUBOAUT K 4aCTOMY IOSIBJIEHUIO HOBBIX
6071e3HeTBOPHBIX IITAMMOB PETPOBHUPYCOB.

BOJIBUIMHCTBO PETPOBHPYCOB He YOMBAIOT KJIETKU XO35IMHA, a OCTAIOTCS BCTPO-
eHHbIMU B KjerouHyro JHK u pennmuupyrorcs npu fejeHHd KieTkd. Hekortopele
PHK-cozepxaiue oIyxoJieBble peTPOBUPYCHI COZEP)KaT OHKOreH, KOTOPbIA MOXeT
BBbI3BaTh HEKOHTPOJIMPYEMBIH POCT KJIETOK (BUpYC capKoMbl Payca, BUpyC CapKOMBI
ntun). Bupyc ummyHozedunuTa denoBeka (BIY) Takke sIBIETCS PETPOBUPYCOM,
yb6uBaronyM nHuUIpoBaHHbIe UM KieTkH (T-1MMOUUTEI), B pe3ysnbraTe yero Imo-
CTeleHHO NO/IaBJIsAeTcd MMMYHHAs CUCTeMa X0351Ha.

B 1985 1. BBIACHUIIOCH, 4TO IIpenapatr a3ufoTUMuAuH (A3T), cuHTe3MpOBaHHbIN
I>xepomoM XOpBHUHIIEM, MOXeET ObITh MCIOJIb30BaH s jedeHrss BUY-unpekimu.
T-nuMdormtsl 3axBateiBaioT A3T u mpeobpasyroT ero B TprudochaTHoe MPOU3BOIHOE.
O6parnHas TpaHckpunrtaza BUY o6asaeTr MoBbIeHHBIM CPozicTBOM K A3T-Tpudoc-
dary no cpaBHeHuto c fe3okcutuMuaHTprdocharom (dTTD) (KOHKYpeHTHOe WH-
rubupoBaHue depMeHTa). B pesysnbTaTe, Koraa K 3’-koHiy pacrymeit nernut JJHK npu-
coenunsgerca A3T, oTcyrcTBue 3’-rUIPOKCUIBHOM Ipymibl B MoseKyie A3T npuBogut
K TOMY, 4TO cuHTe3 BupycHoi JJHK npepriBaercs.

A3T-tpudocdar HeToKcudeH A caMux T-TUMQPOIUTOB, MOCKOIBKY KIETOYHAS
AHK-nonrmMepasa uMeeT IOHMKEHHOE CPOLCTBO K 3TOMY COeJUHEHUIO 10 CPABHEHUIO
c dTT®. K coxanennto, A3T oka3ajcs TOKCHYHBIM /I KJIETOK KOCTHOTO MO3Ta —
IpeJeCTBeHHUKOB 3PUTPOLIMTOB, IO3TOMY y ALIMEeHTOB, TpruHUMaromux A3T, pa3su-
BaJlaCh aHEMU].

Boiee coBpeMeHHBIe JIeKapCTBeHHbIE CPeACcTBa MHAKTUBUPYIOT BUY-nipoTeasy. 13-
3a BBICOKO¥ CTemeHr Omu60K 06PaTHOM TPAHCKPUNTa3bl HOJBIIMHCTBO 3G PeKTUBHBIX
CrIocoO0B JieueHNsI OCHOBAaHO Ha KOMOMHALMY JIEKAPCTBEHHBIX CPEZICTB, MO/JaBIISIONINX
npoTeasy ¥ 0OPaTHYIO TPAHCKPUIITA3Y.

ITpu pennvkanyuy KOHLIOB JIMHEHHON XpoMocoMbl KierounbiMu JJHK-nommmepa-
3amu 3a ee npezenamu Her Marpuubl JJHK g nocagku PHK-npaiimepa. be3 cnenu-
aJIbHOTO MeXaHM3Ma PeIlINKALIMY KOHIIOB XPOMOCOMBI CTAaHOBHJIUCH ObI KOPOUe C Ka-
XJIbIM KJIETOYHBIM JleleHreM. PepMeHT TesioMepasa ABJIAeTCA CIelUaaIu3upOBaHHON
00paTHO¥ TPaHCKPUMTA30#, cofiepxkaieil BHyTpeHHIOr0 MaTpully PHK. Jlns cuHTe3a
TeJIOMepbI B Ka4yecTBe IpaliMepa UCI0b3yeTcsl 3’ -KOHel XPOMOCOMBIL.
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TPpaHCIAIHA T€eHETHIECKOM HH(popMauu
(cuHTE3 OETIKOB)

KoHeuHoi1 Liesbio peann3aiuy reHeTH4Yeckoi nHGOpMaLUY B )KUBOH KJIeTKe SABJISA-
eTcsi CHTe3 0eJIKOB, KOTOPbIe OCYILIECTBIISIOT Bce GHOMOTHYecKrue QYHKIIUKM KIIETKH,
HeoOX0JMMble IS ee KU3He/esATeJIbHOCTH, PAa3BUTHS M aflalTalluy K MEeHSIOIIMMCS
BHEIIHUM YcIoBUsAM. [eHeTryeckass MHGOpPMaLHs B HYKJIEMHOBBIX KMCJIOTaX 3alycaHa
TI0C/IeZIOBAaTeIbHOCTBI0 HYK/IEOTU0B. [103TOMY ee HEOOXOJMMO TepeBecT! Ha f3bIK
AMUHOKHMCJIOTHBIX OCTAaTKOB. DTOT IIpOLiecC MepeBojia TeHeTHYecKoW HWHpOopMaLuu
C 13bIKa HYKJIEOTUZIOB Ha fI3bIK AMUHOKHUCJIOT 1 Ha3bIBAeTCs TPAHCIALMeN reHeTrye-
CKO¥i MHOPMALH.

VHpopMmarys 0 mocjeoBaTeIbHOCTA AMUHOKUCTIOTHBIX OCTaTKOB B GeJiKe 3arica-
Ha B Kozupyioieit atot 6esiok MPHK B Bujie oC/ieZIoBaTeIbHOCTH TPUHYKJIEOTHUIHBIX
¢$parMeHTOB — KOOHOB.

TeHeTHYeCKHil KOA — 3TO cucTeMa 3anucy HHGOPMALMHU O OCIeJ0BaTeIbHOCTH
PacIoJIoXKeHUsI aMUHOKHUCIIOT B GeJIKax ¢ OMOIIbIO [TOCIe0BATeIbHOCTH PACIIOJIOKe-
HusA HykseotuzioB B JTHK.

Ceoiicmea zenemuyeckozo Kooa:

1. Tpunnemnocme — Kaxxzass aMUHOKUCIIOTA KOAUPYETCA TIOCIIe0BATEIbHOCTBIO
U3 3-X HYKJIEOTU/IOB.

2. Betposicdennocme — Bce aMUHOKHCIIOTBI, 33 MCKITIOYeHNEeM MEeTHOHIHA U TPHII-
TodaHa, KOAUPYIOTCA HoJiee YeM OFHUM TPUILIETOM.

3. O0no3HauHOCMb — KaXX/IbIil TPUILIIET KOJMPYET JIUIIb OJHY aMIHOKHUCIIOTY WU
ABJIAETCA TePMUHATOPOM TpaHciaauuu. Vickmoyenne cocrasisieT KogoH AUG. V npo-
KapuOT B [epPBOii o3unuu (3arjiaBHas 6yKBa) OH KOAUpPyeT pOPMIIMETHOHNH, a B JII0-
6ol IPyroit — METHOHUH.

4. Yrueepcanenocme — reHeTUYECKUI KOJ| €IVH /71 BCeX XUBYIINX Ha 3eMiie Cy-
IeCTB. DTO ABJIAETCA CUJIbHENIINM CBUETeIbCTBOM B II0JIb3Y €AMHCTBA IPOUCXOXK/ie-
HUS U 3BOJIIOLIAN.

5. Ilomexoycmoituu6ocmos — MyTaluy 3aMeHbl HYKJIEOTH/IOB, He IPUBOASAILNe
K CMeHe KJlacca KOJupyeMOoi aMUHOKUCJIOTBI, Ha3blBAlOT KOHCepBaTUBHbIMHU. MyTa-
114, CBA3aHHbIE C 3aMEHOU HYKJIEOTU/IOB, IPUBOAAT K CMEHe KJlacca KOJUpPyeMo aMu-
HOKUCJIOTBI ¥ Ha3bIBAIOTCA pagUKaIbHbIMH.

6. Henepexpoieaemocms — KaxXbli HyKJICOTH, BXOAUT B COCTAB JIUIIb OHOTO KOZJOHA.

Hanuyue MeXreHHbIX 3HAKOB MpeNnWHaHMsA — B KOHIle Ka)XIOro reHa, KOAU-
pYIOIIero NOJUNENTH], HaXOAWUTCA, 0 MeHbIllell Mepe, OIMH U3 3-X TepMUHUPYIOINX
KOZOHOB, niy cron-curHanos: UAA, UAG, UGA. OHU TepMUHUDPYIOT TPAHCIALMIO.
YC10BHO K 3HaKaM NpenvHaHuA OTHOCUTCA U KOZOH AUG — mepBbIi IOCIe JTUAEePHON
T0CIeZIOBAaTeIbHOCTH, OH BBITIOJIHSIET QYHKIIMIO 3ar/IaBHOM OYKBBI. B 9T0# Mo3uiuu on
Kozupyet GOPpMUIMETHOHUH (Y MPOKAPUOT).

CuHre3 Genka Tpe/CTaBJIseT COOOK CIOXKHBIN OMOCHHTETHYECKUIi TIpoLecc, Tpe-
Oyroluii oYeHb GOJBIIOTO YKciaa GepMeHTOB ¥ IPYrUX crienuduueckux MaKkpomoJie-
KyJ. B ayKaproTH4Yeckux KieTKax B O6€JKOBOM CHMHTe3e NPUHUMAIOT y4acThe CBBIIIe
70 pubocomabHbIX OeNKoB, He MeHee 20 GpepMeHTOB, HeOOXOAUMBIX /IS AKTUBAI[MH
aAMUHOKUCJIOT-TIPe/IIIeCTBeHHUKOB, 60Jiee 10 BcrmoMoraTenbHbIX GepMEeHTOB U 0COOBIX
dakTOpOB 17151 cOGCTBEHHO OeKOBOTO cMHTe3a U He MeHee 100 ZomoTHUTeNbHBIX dep-
MEHTOB, yJ4aCTBYIOLIUX B Ipoliecce co3peBaHus 6enkoB. Kpome Toro, B cunTe3e Geska
yuacTByroT 60j1ee 70 BunoB TpaHcnoptHbix PHK u pubocomubix PHK.
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Dmanwvt 0e1K08020 cunmesa

Jr1an 1 — aKTMBaLMSA aMUHOKUCAOT

Ha aTom 3Tarme, KOTOpBIX IPOTeKaeT B HUTO30J1e, Kaxgas u3 20 aMMHOKUCIIOT KOBa-
JIEHTHO IpucoenuHsAeTcs K onpenenenHoi TPHK, ncrnonb3aysa g4 satoro sHepruto ATO
(puc. 93). DTU peakIMU KaTaIU3UPYIOTCS TPYIIION aKTUBUPYIOMUX HepMeHTOB, Ha3bl-
Baemblx aMmuHoanuia-TPHK-cunTerazamu (APC-a3a, Kopa3a), Kaxablil U3 KOTO-
PBIX ABJISIETCSA CrIelupUIecKUM 110 OTHOLIEHHUIO K OJJHOM U3 aMUHOKHCIIOT ¥ K COOTBET-
cTByIomieii aToit amuHokucnore TPHK. [lnsa pabotel APC-a3 TpebGyeTcsi mprCyTCTBUE
MOHOB Mg*'.

1. NH NH

2 2
|

|
R-CH-COOH + AT® APC-a33 p_cH_cO-0-AM® + Odn
AMHHOAIUIAZeHUIAT

2. NH, NH,

|
R-CH-CO-O-AM® + tPHK APC-838 p_cH_CO-rPHK + AM®
Amunoanuia-tTPHK

Puc. 93. CxeMa aKTUBaLIM aMUHOKHUCJIOT

ITporecc cocTouT U3 2-X craauid. Ha mepBoii craziuy B akTHBHOM IIeHTpe ¢pepMeHTa
B pe3y/ibTaTe B3aumozeicTBusi ATP u aMUHOKMCIOTHI 00pasyercsi CBsizaHHOE ¢ pep-
MEHTOM IIPOMEeXYTOUHOEe coeJlMHeHe aMHHOAnMIafeHuaar (puc. 94).

NH,
Q I <q J
C—(0—P—OCH, SN
R-CH o 0
NH, 0oH
H
AMuHoOaIanbHas
rpymma OH OH

Puc. 94. CtpykTypa amuHOAaIMIaleHuIaTa, 06pasyooierocsi B akTUBHOM 1[eHTPe aMUHOAIWII-
TPHK-cunTeTas

Ha BTOpO#i cTafiM aMUHOALUJIBHBINA OCTaTOK EPeHOCUTCS C aMUHOalUIaleH!Ia-
Ta Ha COOTBETCTBYOIyIO crienudmdeckyto TPHK (puc. 95), mpu 3TOM aMUHOALUIbHBIH
OCTaTOK CBSI3bIBAETCSI CO CBOOOHOM 3’-IMAPOKCUTPYIIIION KOHIIEBOTO OCTaTKa afleHo-
3uHa B Mosiexyse TPHK.

Crnenuuynocts amuHoanui-TPHK obecriednBaeTcst MCKIIOYUTENBHO CTPYKTY PO
TPHK 3a cyeT yOTCOH-KPUKOBCKOM KOMIIJIEMEHTAPHOCTA aHTUKOZOHOBOT'O TPUILIETa
KozoHOoBOMY Tpuriety MPHK.
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w

-KOHeIl

-} Akerrropuas

] BeTBb

AHTHUKOZIOH
Puc. 95. CxeMma CBA3bIBaHNA COOTBETCTBYIOMIeH aMUHOKUCIOTEI ¢ TPHK

t1an 2 — MHMuMaums (odopasoBaHne (PyHKLMOHAABHO-AKTMBHOM PMOOCOMbI)

Ha stom stane MPHK, conepxarmasi vHpopMaIyio o IaHHOM MOJIUIENTHse, CBS-
3bIBaeTcs ¢ MaJoit cy6uacruieit pubocomsl (30S), a 3aTeM M ¢ THUIUKPYIOLIEH aMUHO-
KHCJIOTO, IPUKPEIIeHHO# K cooTBeTcTBYIomel TPHK; B pe3ynbrate 06pa3yercst HHH-
nuupyomuii kommniekc. TpancnoptHasg PHK, Hecyias MHULUMUPYIOIIYIO aMUHOKHC-
JIOTY, B3aUMOJIefICTBYeT 110 NPUHLIUIY KOMIIJIEeMEHTapPHOCTH C HaXOZAAIMMCS B COCTaBe
MPHK 0co6bIM TpunieTom, Wix ctapT-kKooHOM AUG, KOTODBIi CUTHAIU3UpYeT O Ha-
YaJie CUHTe3a [OJIUIeNTUIHON Lelu.

Ocy1mecTBIEHUIO 3TOTO TPoLiecca, KOTOPbIN TpebyeT yyacTus ryaHo3unTpudocda-
ta (I'T®) crocobeTBytOT 3 crierpryeckux OGeska, MPUCYTCTBYIOMIUX B IIUTO30J1€ U Ha-
3biBaeMble (pakTopamu MHUOUAOUU. COOCTBEHHO CHHTe3 MOJUMENTHAHBIX Ierei
IIPOMCXOJUT Ha pubOCoMe.

Pubocoma mpezcraBisier co60il 0UeHb CJIOKHBIA Ge0K-HYKJIEMHOBBII KOMIUIEKC.
Kaxast pubocoMa COCTOUT U3 2-X HEePaBHBIX 110 pa3Mepy cy64yacTull, KOTOpble B CBOIO
odepenb cocTosT u3 6enkos u pPHK.

KaranuTnyeckue meHTpbI pu6ocoM (puc. 96):

Acn — neHTp cnenudUIecKoro y3HaBaHus. 371ech IIPOUCXOUT B3aUMOJEHCT-
BUe KOJJOH—aHTUKOZIOH.

P-nleHTp — NenTuAWIbHbIHA, ZOHOPHBIA. OH ABJIsIeTCs JOHOPOM GOPMUIMETHOHH -
JIa TIpY MTHULYALIUY, WU TeNTAANTIA IPY 3JIOHTalMY TPAHCIALNH.

A-1leHTp — aMUHOALWIBHBIM, aKIENTOPHBIA. AKILenTupyeT (pOPMHUIMETHOHUII
B CAMOM HayaJie WJIM HeNTUANI IPY 3JI0HT ALK TPAHCIIALUHY.

K-neHTp — KaTanutndeckuil (GepmeHT mentununrpancdepasa). B K-uenrpe 3a-
neiicrBoBaHa 23S pPHK 1 HecKoJIbKO 6eKOB G0JIbIION CyObeANHHIIBL.

E-1eHTp — y poKapuoT cyuiectByet caiitT E (exit) — Takoil y4yacTok pubOCOMBI,
C KOTOPOTO yXouAT «myctble» TPHK.
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B mporiecce TpaHcasAnuu pubocoma
IBIXKerca oT 5'—3' MPHK, a cunres mo-
nunentuna ugetr oT N-koHia kK C-KOH-

B nipoliecce TPaHCHALMN PHOOCOMBI DA
ty. © 1pon p 1 p . cyOobeauHMIA
TOJDKHBI  OZHOBPEMEHHO B3auMOZeH-
creoBatb ¢ MPHK u 1ByMa Mosexyna-
mu TPHK, ogHa M3 KOTOpBIX HeceT Ha
3’-KOHIle MeNnTUAHbIA pparMeHT, a Apy- Manas
rasi — aMMHOALIMJIbHBIN.
cyOobenuHMIA

WHunyanys cuHTe3a INOJUIIENTH-
HOW IeNy IpeJCcTaBisAeT coboil peax-
oui Mexay Asymsa amuHoauwi-TPHK,
HECYIIMMU OCTaTKU, COOTBETCTBYIOIIIE Puc. 96. Katanutideckue [ieHTPbl pubOCOM
IIepBOM ¥ BTOPOM aMUHOKMUCJIOTE Ha
N-koH1e 6yznymero 6enka. [Ipy 3TOM NepBoil aMUHOKYCJIOTOM, KaK TIPAaBUJIO, SBJISAET-
¢ GOPMIJIMETHOHUH Y IIPOKapPUOT ¥ METUOHUH Y 3YKapuoT. B Tex mpeobaaromux
cy4asx, koraa N-KoHIleBast aMUHOKHCJIOTA 3peJioro OeJika OT/IMYaeTcst OT MEeTHMOHKHA,
NOCJIeIHAN yAaJisfeTcs B X0/ie IPOLleCCMHIa CUHTe3UPyeMOoro noaunentuza. Ipu atom
B CTaIMV MHULIMALIMY YYaCTBYeT clieuaabHas MeTuoHMHOBas TPHK, koTopas Ha3bIBa-
eTcsl IHUIMATOPHOH 1 0603Havaerca TPHKM. Hapszy c Heii y BceX XMBBIX OpTaHM3-
MOB CyIIecTByeT ipyras crnenududHas k MeTuonuny TPHK — snonratopnas TPHK M,
Y IpoKapuoT METHOHWH, CBfI3aHHBIA ¢ nHMnmatopHoit TPHK, ¢opmunupyercsa mo
o-amuHorpymme. [l 06pa30BaHNs MHUIUHPYIOLIETO KOMILIeKca HeoOXoauMel 3 Gen-
Ka, Ha3biBaeMble pakTopamu nannmanmu (IF-1, IF-2 u IF-3).

Munnuupyromas TPHKM® MoxeT cBA3bIBaeTCsA TOJLKO € P-caiiToM, 0JHAKO 3TO
VICKJIFOUEeHNe: BCe OCTaJlIbHble BHOBB IOCTyTaromue aMmuHoanwi-TPHK npucoeansaoT-
€A K A-y4acCTKy.

O6pasoBaHre (YHKIMOHAIBHO AKTUBHON DPHOOCOMBI MPOUCXOJUT CIEAYIOLMM
obpa3oM: K Masioii cyoweauuuiie — 30S cyobenunuiie pubocomsl, IF-3, IF-1 mpuco-
emuasiercsi TT® w nnnymaropuas TPHKM, Anrukonon aroit TPHK cBsisbiBaercs
¢ MHAIMATOPHBIM KooHOM (AUG) MPHK. [lasiee 3TOT KPyIHbIi KOMIUIEKC O6beANHS-
ercsi ¢ 508 cyOobenunumiieit pubocomsl. B a1o xe Bpemsi [T, cBsizanubiii ¢ IF-2, rugpo-
nmsyetcsi 1o [T1® u OH, KOTOpBIe BBICBOGOXAAIOTCS U3 KOMIUIEKCA. B 3TOT MOMEHT Bce
3 dakTopa MHUIUALINY OTAENIAITCA OT PHOOCOMAIBHOTO KOMILIEKCa.

I1an 3 — 3A0HrauMs CMHTE3a MOAMIMENTUAHOM LIeMNH
(paboumi UMKA pUOOCOMBI)

Jlanee mojaumenTuiHas Lelb YAJIMHAETCA 3a CYET [OC/Ie/J0BaTebHOTO KOBAJIeHT-
HOT'O TIPUCOEeIVHEeHNs aMUHOKHUCIIOT, KaX/as U3 KOTOPBIX JJOCTaBJIsAeTCs K pubocome
Y BCTPaMBaeTcsl B OIpeZieJIeHHOe MOJIOXKeHHe ¢ IoMolibio cooTBeTcTByomeid TPHK,
o06pasyrolieil KOMIUIeMeHTapHbIe Maphl ¢ OTBeYaonuM eii kogoHom B MPHK. Dionra-
LU OCYIIeCTBIIAETCS IPU MOMOIINY OeJIKOB LIUTO30151, Ha3bIBaeMbIX (GaKTOPaMHU 3JIOH-
raiuu. JIa TpaHcopTa nocrynawouteit amuHoanun-TPHK u s nepememenus pu6o-
coMb! Bionb MPHK Ha 1 KOIOH, TO eCTb Ui YAJIMHEHUA PacTyLiero NoaunenTua Ha
1 3BeHO, 3aTpaurBaeTcs SHEPrys, MoydaeMas [Ipy ruposn3e JByX Mosekya I'TO.

AMuHOAIWIBHBIHM KOHell popmunmerroHnHOBoi TPHK okaseiBaetcs B P-nieHTpe. Bro-
poii KOJOH I'eHa OKasbiBaeTcs B Acr-LieHTpe. COOTBETCTBYyIOLAsA eMy aMuHoauua-TPHK
YCTAHABJIMBAETCS TAKMM 00pa3oM, YTO ee aMUHOALMJIBHBIN KOHel| IOMajiaeT B A-LIeHTp
(puc. 97).
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IMenrrumuntpaHcdepasa oTpbiBaeT GOPMIJIMETUOHUH B P-TIeHTpe U IIepeHOCUT ero B A-
tieHTp. OGpasyetcsi MenTuHas CBSi3b MeXAy GOpMIIMETHOHMHOM ¥ amuHoaimn-TPHK
(puc. 98).

Pubocoma npeTeprieBaeT KOHGOPMAMOHHbIE U3MEHEHH ¥ CBUraeTcsi Ha 1 KOJOH.
®opmunmernonnnoBas TPHK nokuzaaet pubocomy. BTopoii Koi0H OKa3bIBaeTcsi Harpo-
tuB P-uenrtpa. Crona xe nepexogur TPHK, Hecymas Ha xBocre gunentus. B Acii-nieHTp
TNoNaziaeT TPeTUil KoZIoH, a B A-11eHTp — ouepenHas amuHoauui- TPHK (puc. 99).

P-neHTp A-uentp
ﬁﬁuen'rp
fMet aa, aaft
508 508
AU ‘(-}\ XX AU E\ XX
5' L1 Bl 3’ 51 'R R . 3'
308 Acno-meHT 308 Acn-1eHT
Puc. 97. Tpancnopt amuHoauun-TPHK B ieHTp A Puc. 98. Cragus nentugauuu
A-nenTtp
P-nenTtp fMet
aa, aa,
508
XXX YY
5 L i1 NSt 3
308 Acn-neHT

Puc. 99. Tpancnopr cieayromei amuHoauua-TPHK

J1an 4 — TepMUMHaALMA M BbICBODOXKAEHHME NenTuAa

IMocne 3aBeplueHUs CUHTe3a MOJUNENTHAHONM LENH, O KOTOPOM CHUIHAJIA3UPYeT
TepMUHKPYOmui KogoH MPHK, porcxoaut BbICBOOOK/IeHe TTOJIUIENTHA U3 pubo-
COMBI [TPH yY9aCTHH OCOOBIX «PHIM3UHT-(PaKTOpPOB> — dakTopoB TepmuHaruu (RF1,
RF2 u RF3) (ot aHIJL. release — BBICBOOOX/ATD),

Tenepsb B P-1ieHTpe OTpbIBAeTCA MONUIIENITHL, [IEPEHOCUTCA B A-LIeHTp U COeUHA-
erca ¢ oyepenHo amrHoauuia-TPHK. Tak mpozpoykaeTcs 0 TexX 1op, oKa B ACII-LeHTp
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He NpUXOoAuT TepMuHUpyromuid kogoH UAA, UAG, UGA. Ilonunentus OTpbIBaeTcs
B P-1leHTpe, nepeHOCUTCS B A-LIeHTpP, U TaK KaK NPUCOeUHUTHCS eMy He K ueMy, OH
OTBAJIMBAETCSI OT PUOOCOMBI TIPU YUACTHH ClelaibHbIX OenKoB. Prubocoma aucconu-
UpyeT ¥ paciaziaeTcs Ha cyobeMHULb! (THAPOIIN3 CII0KHO3UPHOH cBsA3H, puc. 100).

A-nenTp
P-neHTp fMet

508

XX)?-’T?Y

5' BB

308 Acn-1eHT

Puc. 100. Tpaucnopt nentuaun-TPHK B A-1ieHTp

3T1an 5 — CBOpa4YMBaHMe NOAMNENTHAHON LIeNK1 U MPOLIECCUHT

YT06BI NPUHATH CBOI0 HATUBHYIO, OMOJIOTMYECKH aKTHBHYIO GOPMY, MOJIUTIENTH
JIOJDKEH CBEPHYThCs, 00pa3ysi pK 3TOM OIpeJieieHHYI0 MPOCTPAHCTBEHHYI0 KOHU-
rypanuio. JIo WM Mocjie CBOpaYMBaHUS HOBOCHHTE3MPOBAHHBIN MOJUIENTH] MOXKET
HpeTepIeBaTh MPOLECCHHT, OCYILIeCTBIseMbIN GpepMeHTaMM U 3aKII0YAOMUICS B yzia-
JIeHWY WHULUMPYIONIUX aMUHOKWCIIOT, B OTIIEIUIEHWH JIMITHAX AMHHOKHCJIOTHBIX
OCTaTKOB, BO BBEZIEHUH B OIpe/ieJIeHHble aMUHOKUCIIOTHbIe OCTaTK ¢ocdaTHBIX, Me-
TUJIbHBIX, KAPOOKCHJIBHBIX ¥ IPYTUX TPYII, a TAK)Ke B IPHCOeANHEHUH OJIUTOCaxapu-
JIOB WJIV TIPOCTETUYECKUX TPYIIIL.

DyHKIMOHAIBHO aKTHBHbIE OeJIKM 006pa3yloTcs B pe3yJbTaTe HOCTTPAHCIISAIMOH-
HbIX MoauQUKaLMIi TOUIeNTUHBIX LeTlei, CHHTe3UPOBAaHHBIX Ha prbocoMax. DTu
MoAUUKALIMY BKIIOYAIOT:

a) YaCTUYHBII IPOTEONHU3;

6) MoxuduUKaNUK aMUHOKHCIOT: KapOoKCHIMpoBaHue, pochopunuposanue, io-
ZUPOBaHNe, THAPOKCHIMPOBAHNE, allINPOBAHIE U ITTUKO3WINPOBAHIE;

B) $OpPMHUpPOBaHME IPOCTPAHCTBEHHOM CTPYKTYPHI, UK (OJIIAUHT, B KOTOPOM ITpH-
HUMAIOT yJacTie GeJKU-IIanepoHbl, 0becrevnBarome IPaBUIbHYIO YKJIAIKy MOJHU-
MeNTUHOH Ieny;

r) obpa3oBaHue NUCYIbOUIHBIX CBfA3ell MeXAy OCTATKAMU LMCTEHHA, y4acTBYIO-
MK B HOPMUPOBAHUM TPEXMEPHOU CTPYKTYpBI OesiKa;

1) IpuCcOeHeHYe TPOCTeTHYeCKUX IPYIIT;

e) oOpa3oBaHMe OJUIOMEPHBIX CTPYKTYp, KOTOPOe TaKKe OCYIeCTBIIAETCS NpH
y4acTHY IaTIePOHOB.

[TofaBieHre MaTPUYHbIX OMOCHHTE30B MOXET OBITb JOCTUTHYTO JUOO MyTeM
CTPYKTYPHOU MOAMGUKALIMY MAaTPUIBI U pOOCOM, MO0 MyTeM HHAKTUBALUK dep-
MEHTOB.
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ITpekpamenve cunte3a JIHK, PHK wmu Geska Bbi3bIBaeT ribesb BCeX KIIETOK, M03-
TOMY MHOTYie MTHTHOUTOPBI MATPUYHBIX OMOCHHTE30B ABJIAIOTCSA AAMHU IJIsE OpraHU3Ma
YeJI0BeKa:

e 0-aMaHUTHH — TOKCHH, KOTOPBI COZIePXUTCA B Tejle OJieHOW IMOTaHKH
Amanitaphalloides v uarubupyer sykapuotideckiie PHK-monimMepassl, ocobeH-
Ho PHK-nonumepasy I1;

* JHTEPOTOKCHUH B030yzuTeNs [udTeprul ABNsAeTC CrieiudpuieckKuM HHIMOUTO-
POM TPAHCIALIMY Y 3YKapUOTOB, 6JIOKMPY# OAWH 13 (paKTOPOB 3JIOHIALINY;

e QaHTMOWMOTHKH, TOJABJIAIONIYE MPOLECC TPAHCKPUIIUU ¥ TPAHC/ISALUK U CIie-
1MUYHbIe B OTHONIEHUY OelIOKCUHTe3UPYIOIIeil CUCTeMBbI IPOKAPUOTOB, MOTYT
HCIOB30BaThCs KaK aHTUOAKTepUasibHbIe MpernapaTsl, a aHTUOMOTHKY, Hapy-
maromye MatpuuHyo ¢yakuuio JHK, Hanum npuMeHeHve IPY JiedeHUH 3710Ka-
4eCTBeHHBIX HOBOOOPA30BaHUH ¥ ABJIAIOTCS IPOTUBOOIYXO0JIEBBIMY ITpenapara-
MU (Halpumep, AOKCOPYOULIMH, JayHOMHLIH).

B mocinesHue ozl MPOBOAATCA MCCIEOBAHUSA 110 CO3LAHUIO IpernapaToB, obec-
TMeYMBAIONINX JIOCTaBKy MHTMOUTOPA TOJBKO B OIyXOJIeBbIe KJIETKU. DTO AOCTHIAeTCs
CBSI3bIBAHMEM LIUTOTOKCHMYECKMX AHTUOMOTHKOB C GeJIKaMu, PeLenTopbl K KOTOPHIM
MIMEIOTCS I7IaBHBIM 00Pa30M Ha OIYXOJIeBBIX KJIETKaX.

Hexoropble aHTHOMOTHKM (pUdaMNUIMH, S3PUTPOMHIMH, TeTPALMUKINH
¥ [Ip.) CeleKTUBHO MHrubupyiot cunte3 PHK wiu Genka B 6aKTepUaIbHBIX KJIeTKax,
NPAaKTUYeCKU He BIMAA HAa OENKOBBIN CHHTE3 B KJIETKaX MJIEKONHUTAIONMUX. Bbicokas
M30MpaTebHOCTb STOW TIPYMIIBI COeIMHEHUI OOBACHAETCS Pa3NYMAMH B CTPYKTY-
pe PHK-nonmepas 1 pubocoM 3yKapuoTUYeCKUX 1 MPOKapUOTHYeCKUX KieTok. Ha-
NpUMep, SPUTPOMHULIH MHTHOUPYeT TPAHCJIOKALMIO, TeTPALIMKIMH — CBSI3bIBaHUE aa-
TPHK B A-11eHTpe QYHKIIMOHAIBHO-aKTUBHON PUOOCOMBI.

MHorue BUpYCHI (HallpuMep, BUPYCHI OCIMbI, IPUIMIA ¥ IOJIMOMUENNTa), Tonazaas
B OpTaHM3M 4YeJIoBeKa, BblkIouatoT cunte3 JJHK, PHK 1 6esKoB B KJIeTKaX OpraHu3Ma
xo3siHa U nepekoyaioT PHK 1 6eioK-CcHHTe3UpyIOmuii anmapaT Ha PernpoayKIUio
BHUPYCHBIX HyKJIEMHOBBIX KUCJIOT U OEJIKOB.

3amuTy opraHu3mMa Ot BUPYCHBIX MHbeKIHii obecrneunBatoT uHTepdepoHbl. Cemeii-
CTBO 3THX GEJIKOB CHHTe3UpYeTcs B KJIeTKaX 9YKapHOTOB B OTBET Ha 3apakeHue BUPY-
com. OHHM depe3 TopMoxeHHe pakTopa nHMnManuy elF2 npekpamaroT paboty 6enok-
CHUHTe3UpYIOIIero annapata. FHTepQepoHbI MOBBIIAIT aKTUBHOCTh PHUOOHYKII€a3bl,
pacieruisiroreil MaTpudHble U pubocomuble PHK KJieTKH, 9TO Tak)Ke CHKAeT CUHTe3
Geska B MHQUIIMPOBAHHBIX KIIETKAX.

Peryaanusa CHHTEe3a 0eIKa

Ompuyamensnan pezyrauus

BereicTBre BBICOKO# 3HEPreTUYeCKON <«CTOMMOCTH» CHHTe3a Oejika perysisiius
ZIAHHOTO TPOLecca OCYIeCTBIAETCA HAa YPOBHE TPAHCKPUIILIY.

MHorue 6akrepuanbibie MPHK monunucTpoHHble (B OZHOM TPAHCKPUIITE COMEp-
XWUTCA HECKOJBKO TeHOB) M eJUHCTBEHHBIM IPOMOTODP, MHULMMPYIOLINNA TPaHCKPHUI-
LIMIO BCEro KJlacTepa, ABJAETCA Y4aCTKOM PEryJsAlUH SKCIPECCU BCeX FeHOB KiacTe-
pa. Habop reHoB, IpOMOTOD ¥ JJONOJHUTEIbHbIE PEryIATOPHbIE IOCIIeJ0BaTeIbHOCTH
(oneparop, caiThl CBA3bIBAHUSA aKTUBATOPA) HA3bIBAIOTCSI ONEPOHOM.
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OTpuuaTenbHas peryasnys JaKTO3HOI0 OIlepoHa

JlaxTo3HbI# oniepoH (lac-onepon) E.coli conepsxut 3 rena (puc. 101), orBevaromiye
3a 06pa3oBaHue GeKOB, yUaCTBYIOIINX B [IePeHOCe B KJIETKY Jrcaxapu/ia JaKTO3bI U ee
paciierIeHuH:

e Z — B-ranaxkTo3ujasa (paciieruiseT JIaKTO3y Ha IJII0OK03Y U ['alaKTo3y);

Y — B-ranakro3unnepmeasa (epeHOCHUT JIAKTO3Y Yepe3 MeMOPaHy KJIeTKH);

e A — THOrajakTO3uATpaHCaleTU1a3a (aLeTUINPyeT rajJakrosy).

B oTcyTCTBHE B KJIeTKe JIaKTO3b! /ac-0TepoH BBIKJIIOYeH. BeslKu-penpeccopsl CB-
3BIBAIOTCSA C OmpezeneHHbIMU yyacTkamu JTHK — oneparopamut (y Gakrepuii). Benok
lac-penpeccop cBsi3aH c onepaTopoM lac-onepoHa. ITOCKOBKY oIepaTop paclosoxeH
PALOM C IPOMOTOPOM, faxke rnocagka PHK-nonuMepass! Ha IpOMOTODP HEBO3MOKHA.

Kak TOJIbKO HEKOTOpOe KOJMYeCTBO JIAKTO3bI NONazaeT B KJIETKY, MOJIeKYJIbl JIaK-
TO3bI B3aUMOZEHCTBYIOT C 6enKoM lac-perpeccopoM, U3MEHSIOT ero KOHGOpMauuio
¥l OH TepsieT CPOZCTBO K omeparopy. TyT jke HaYMHAeTCS TPAHCKPUILUA lac-orepoHa
¥ TpaHcssanus obpasyromeiics MPHK; Tpu cuHTe3upyeMmbix (epMeHTa y4acCTBYIOT
B YTUJIU3ALUY JTAKTO3bI.

———
v L

3! :
3 T’—_
& j TpaHckpunuus 610KMpoBaHa

Penpeccop

h o® /laxTosa
g HeakTHBHBIH peripeccop

Puc. 101. Cxema oTpuLiaTebHOM peryssanuu JaKTO3HOTO OllepOHa

lac MPHK
Pol 0

ta
~
=

5
31

ITo Mepe pacxo[0BaHUs JIAKTO3bI OUepe/iHast mopLus Genka lac-perpeccopa, CBO-
OOZHOTO OT JIAKTO3bI, BBIKJIFOYAET /ac-0mepoH.

ITonoxuTenbHas peryiaius JaKTO3Horo onepoHa (puc. 102).

Cpena obutaHus GaKTepHil CJIOKHAS U KOHTPOJIMPYETCS Pa3NIUYHbIMU CUTHAJIAMU.
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Hapspay c 1akT030# Ha KCIpeccuio lac-onepoHa BIMAIOT U Apyrie GpakTopbl, HAlpH-
Mep IJTI0K03a.

l'en-perynarop l'lplomomp ['en-omeparop TenZ TenY , TenA
:H s ¥ 1 —
e = 4 PHK-nonumepasa He MOKeT
- ' pancxpnﬁﬂpo%a’m oneparop
PHK- ureinl Z, Y, A

Pnﬁocommt {noymmepasa

CybbequHulbl @

penpeccopa @ : . a

Penpeccop,
(Terpamep)

CAP-cAMP
|
e —»—t+
B npucyTcTBum = = _/
HHIYKTOPa 3/ oe \Tpancxpnnum{ reoB PHK-nomamepasoii

¥ De3 rIoKo3bl L T e,

HHai;gfggcocE?)HHmﬁ‘..' @ ZD’*@ @ ?5 Eg @ aMPHK

L] .-—p-
e® [ 1]
‘,".;_s,.":—- ' Led
B-ranakrosuzasa ITepmeasa Auernnasa
MoJekyniel HHAYKTOpA

Puc. 102. Cxema N0OJ0XUTENIbHON peryasaluy JaKTO3HOTO OIlepoHa

B npuCcyTCTBUM IITIOKO3bI SKCIIPECCUIO T€HOB, HeOOXOANMBIX 7SI KaTaboIM3Ma JIaK-
TO3bI, apaOMHO3BI U IPYTUX CaXapoB, OTPAaHUYMBAET PETyIATOPHBIA MeXaHU3M — Ka-
Ta0OJIMTHAS penpeccus.

Bimsnue rimoko3sl onocpesyeT LAM®, BricTynaoomas B KadecTBe KOAKTUBATOPA,
¥ aKTBATOPHBIN 6eiok — HAM® penenrropHbiit 6esok (nnu CAP — o aHrJL. catabolite
gene activator protein).

B orcyrerBum rmroko3bl komiuieke CAP—nAM® cesazbiBaercs ¢ JIHK B6im3su lac-
npomoTopa u B 50 pa3 ycunusaeT TpaHckpuniuuio PHK. CnefoBaresnbHo, komiuiekc CAP—
TAM® — MOJOXUTENbHBIM PeryIATOPHBIN 3JIeMeHT, pearupymooiiii Ha KOHIEHTPaLIO
TJIFOKO3BI, a lac-perpeccop — OTPULIATENbHBII PeryIATOPHBII 3JIEMeHT, pearnpyomuii Ha
KOHIIEHTpALMIO JIaKTo3bl. O6a 371eMeHTa JIeACTBYIOT COTJIACOBAHHO: Korza lac-perpeccop
Goxupyer TpaHcKpurniuio, Komiuiekc CAP—11AM® oka3biBaeT He3HAYUTENTbHOE BIIHS-
Hye Ha lac-omepoH. B otcyrcrBue kommiekca CAP—AM® otkpbiThiii Komruieke PHK-
noJiMMepasbl 1 poMoTopa obpasyercsi ¢ TpyaoM. Haubosee aktiBHO CAP cBsi3bIBaeTcst
¢ IHK npu Bbicokoil koHueHTpaimy HAM®. B npucyTcTBuu rmoko3b! cuHTe3 TAM®
TIOZIABJISIETCS, TI0 Mepe CHIDKeHUs1 KoHLeHTpauuu TAM® ocnabeBaer cBsizbiBanue CAP
¢ THK, uTo cHIXaeT 3KCcIpeccHto lac-onepoHa. I1oaToMy i CUIbHOM HHAYKLKY lac-ome-
pOHa HeOOXOIMMO MPUCYTCTBYE U JIAKTO3bI (/11 THAKTUBALWHY lac-perpeccopa) U II0KO-
3bl B HU3KOM KOHIIEHTpaLuHu (1151 OBbIeHus KoHLeHTpauu TAM® c CAP).

TakuM 06pa3oM, peryJsinus ¢ y4yacTheM perpeccopa, MOZaBJIANIero TPaHCKPHUII-
LIMI0, Ha3bIBaeTCsl OTPULIATENIbHOM perynsuueil. CBA3aHHbIN GeJIOK-pernpeccop fB-
JIIeTCS MOJIEKYJISIPHBIM cUTHAIOM (3¢ ()eKTOpPOM) U OJABIIAET TPAHCKPUIILIHIO.
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DddexTopsl — 3TO HeOGOIbIIE MOJIEKYJIbI (JIAKTO3a) MK OesKH, KOTOpble IIPUCo-
eIUHAIOTCS K PEIpeccopy | M3MEeHSIOT ero KOH(GOpPMALMIo, TeM CaMbIM OJIOKHMpYS
TPaHCKPUIILHIO.

Axrusaropsl cea3biBatoTcs ¢ JHK (kommiexkc CAP-uAM®) 1 yBen4uBaroT akTUB-
HocTh PHK-nonmmepassl Ha IpoMoTope. DTO IpUMep HOJIOKUTENbHOU perysisiiyu.

Y4acTKy CBA3BIBAHUA aKTMBATOpA YacTO MPUMBIKAIOT K IPOMOTOPAM, C KOTOPBI-
mu PHK-nonmepasa cama 1o cebe coBceM He CBA3bIBAeTCS MM CBA3bIBAETCA CIabo.
HexoTopble 9yKapuoTA4YeCKre aKTUBATOPbl YCUIMBAIOT TPAHCKPUILMIO, CBA3BIBASCH
c yuactkamu JTHK, KoTopble pacroyioxeHsl f1ajlekKo OT IPOMOTOpA Y Ha3bIBAIOTCA 3H-
XaHcepaMH.

VHnnpanys TpaHCKPUIILUA — KJII09eBOY MOMEHT B PeryJIAlN SKCIPeCcCU FeHOB.
B KJieTKax 3yKapuoT peobJIafiaeT MoI0XUTeIbHAS Peryuaiys TPAaHCKPHUIIIUY IO CPaB-
HEHUIO C IPOKAPUOTaMy, Y KOTOPBIX Yallle HabJI0/1aeTcs OTpULaTeIbHas PeryJsanys.
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Pa3oen 9
YIJIEBO/IbI

DOYHKIIHH YIIEBOJAOB

K 0CHOBHBIM QYHKLIUSAM yTIJIEBOJJOB OTHOCAT CJIeAYIOIIVE:

1. Dueprernyeckasn. Ilpu oxkucieHuu 1 r yrieBofoB 0 KOHEYHBIX IPOAYKTOB
(CO,un H,0) Buimensercs 4,1 kkan sHepruu (17,1 kJIx). 3a cuer yrieBoi0B OpraHusm
nosy4aer okoJio 60—70 % Bceit HeOOXOMMO¥i CyTOUHO# SHepriu. HeKoTopbie OpraHsbl
Yl TKaHY I0JIy4al0T SHePrulo TOJIBKO 3a CYeT OKucieHus yriuesonos — LIHC, apurpo-
LUTHI, HaZAMOYeYHUKU. CyTOYHAsI NOTPEeOHOCTD B YIIeBOJAX [JISI B3POCJIOTO YeloBeKa
maccoii 60—70 Kr B cpeziHeM cocTaBiisieT 0koyio 400—500 r.

2. Pe3epBHas. YIJIeBO/IbI OTKJIA/BIBAIOTCA B 3amac B popMe TIIMKOTeHA MeveHH
¥ raMKoreHa Mplmi. GyHKIMY [JIMKOTeHa eYeH! — Noj/iep)kaHre FoMeoCTasa IJIIKo-
3bl B KDOBH B ITPOMEXYTKaX MeXy MpreMaMy MUIiy. [JIMKOreH MbIIl| obecreyrBaeTt
dHeprueit paboTy MbIIIIL.

3. MnacTu4yeckas. YrieBoAbl UCIOJIb3YIOTCA KaK CTPOUTENIbHBIA Marepuas s
00pa30BaHUsl CTPYKTYPHBIX KOMIIOHEHTOB KJIETOK (TJIMKOJIMITMIOB, TIUKOIPOTEUHOB,
reTepoIOINCcaXapu/i0B MeXKJIeTOYHOT'O BelllecTBa).

4. 3ammTHaA. [TUKONIPOTENHBI IPUHUMAIOT y4acTue B 00pa30BaHUU aHTUTEN. [1-
aJlypOHOBasi KKCJIOTA, BXO/SIIAS B COCTAB KJIETOYHOW MeMOpaHBbI, MPEMATCTBYeT Mpo-
HUKHOBEHHIO Yy)XePOZIHBIX BellleCTB, BXOZIUT B COCTAaB CMa3KH CyCTaBOB, 00ecriedrBast ux
TIIOABYDKHOCTD. eTeponoucaxapu/ibl y4acTBYIOT B 00pa30BaHUU BSI3KHX CEKPETOB, T10-
KPBIBAIOLINX CJIM3UCTBIE OJIOCTU PTa, 0O60I0YKY IbIXaTeNIbHBIX MyTei, MOYeBBIBOISIINX
IyTel, MAIeBapUTEILHOTO TPAKTA, IPeJOXPAHAA UX OT MeXaHUYeCKUX MOBPEeXIeHUH.

Psap cnennpuyeckux GyHKIUHA yIiIeBOAOB:

* TreTeporoJMcaXapy/bl BXOAAT B COCTAB 000JI0UEK 3PUTPOLIMTOB U OTPeAEISIOT
TPyNIBbI KPOBY;

e Y4aCTBYIOT B IIPOLIECCAX CBEPTBIBAHUA KPOBU, ABJIAACH CTPYKTYPHBIMU KOMIIO-
HeHTaM¥ pUOPUHOreHa U MPOTPOMOUHA;

* IIPENATCTBYIOT CBePTHIBAHUIO KPOBH, BXO/ISl B COCTAB rellapuHa (aHTUKOATYJIAHT-
Has QyHKINA);

* BBINOJIHAIOT PELeNTOPHYI0 (YHKIHUIO PY Y3HABAaHUU TOPMOHOB.

IIepeBapuBaHHUE Y BCACBIBAHHUE YIJIEBOJI0B
B JKE€JTYIOYHO-KHIIIECIHOM TPAKTE

IlepeBapuBaHue YIJIeBOIOB B pOoTOBOii monoctH. PepMeHT oi-amuiiasa CIFOHBI
pacieruisier BHyTpeHHUe o.-1,4-TIMKO3U/IHbIE CBSA3U KpaxMaJa, IJIMKoreHa ¢ 06paso-
BaHMEM aMUJIO-, 3PUTPO-, MaJIbTOAEKCTPUHOB 1 MAJIbTO3BL.

B >kenmyake amuionuTrdeckre GepMeHThI He aKTHBHBI, TaK Kak pH xenyzo4HOro
COKa HaXOJUTCS B KUCJION Cpefie.
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B maHKpeaTM4ecKOM COKe HaXOJWTCsS caMasl aKTHMBHAasA amuiaasa — o-1,4-riu-
KaHTMZpOJa3a, OHa aKTHBHA B npucyTcTBuM noHOB Cl, crabunusupyercs Ca, onTu-
manbHast pH cocrasnsier 7,5—8,0. CyGeTpaTamu ee sIBISAIOTCS MOJMKMCAXapUIbl — Kpax-
MaJl, IJIMKOTeH U 0JIUT0Caxapuzbl.

B KHMIIEeYHOM COKe o- 1 -crenuduyeckrie oiurocaxapuzaassl (caxapasa, JakTa-
3a, MasbTas3a) TUAPONU3YIOT CBA3U o-1,4. CBA3MU o-1,6 ruaponusyrorces o-1,6—amuio-,
u 0.-1,6- onurornMkosusaasamMu (KOHeYHbIMU JieKCTprHa3aMu). Caxaposa oj JeicTBU-
eM caxapasbl paclleniseTcs Ha IMII0K03y U QPYKTO3Y, JIAKTO3a THAPOIM3YeTCs JIaKTa-
301 (B-rasakTo3nza3a) Ha III0K03y U rajlakTo3y, 8 MaJlbT03a MOJ ZIefiCTBeM MaJlbTa3bl
pacierisieTcsi Ha 2 MOJIEKYJIbI IJTFOKO3bI (Tabt. 15).

Tabnuya 15
IlepeBapuBaHuUe YIIeBOJOB B jKeTyA0YHO-KHIIEYHOM TPAKTe
Orpen JKKT DepmeHT Cy6erpar IIponykt
PoToBast MONOCTb | (- AMuJTasa CITIOHbI Kpaxman, rmikoreH, | JleKCTpUHBI, MajbTo3a
JIeKCTPUHBI

Kemynok AmumnonuTrdecKux GpepMeHTOB HeT, 0.-aMUJIa3a CIIIOHBI 1eHCTBYeT BHYTPU
IHIIEeBOT0 KOMKa

KumeyHnk ITankpeatuyeckas Kpaxmau, rivkoreH, | JleKCTpUHBI, MajbTO3a
o-aMuiasa JIeKCTPUHBI
Amuio-1,6-rimko3unasa | Kpaxmai, IIuKoreH, | Pacmennsamor o-1,6-
Onwro-1,6-rnMKo3usasa | A€KCTPUHEI IIMKO3UHbIE CBA3H
Caxapasa Caxapo3a [moko3a, GpykTo3a
JlaxTasa JlaxkTo3a lanakro3a, raoKo3a
Marnbrasa Marbro3a 2 MOJIeKyJIbI TTII0KO3bI

B cTeHKe Kume4yHHKa yrieBoAbl GOCHOPUIUPYIOTCS U IPOUCXOAUT UX B3aUMO-
IIpeBpalleHue. YryeBo/bl BCAChIBAIOTCA C Pa3JIMYHON CKOPOCTBIO: I'aJIaKTO3a > IJII0KO-
3a > QpyKTO3a > MaHHO3a > apabuHo3a (Psi/ MOKa3aH B MOPsiZIKe YMEHbIIeH!sT CKOPO-
CTHU BCAChIBAHUSA).

BcacpiBaHHe YIJIEBOAOB U3 KUIIEYHUKA WJeT pasHbIMU NyTAMU. [TaccuBHBIN
TPAHCIOPT HPOTeKaeT myTeM 00JierdeHHOM AU Y3UN — 110 rpa/IeHTy KOHIIeHTPALIUH.
JlaHHBIIA My Th OYeHb Me/ITIEHHbI, OH He MOXeT 00eCreYrTb KJIeTKH U TKaHU ZI0CTaTOY-
HBbIM COJiep>KaHreM IJIFOKO3bl M XapaKTepeH /Ui Ie4eHU. AKTUBHBINA TPAHCIIOPT IIpOTe-
KaeT 1o MexaHusmy cumnopra (puc. 103).

V3 KpOBU B KJIETKY TKaHei [TII0K03a IOCTYIAeT C IOMOIIbI0 OeJIKOB-TIepeHOCINKOB
(TTIIOToB) 10 MexaHU3My 00JIerYeHHOro TPAHCIIOPTa.

Cy1ecTByeT 5 TUIOB ITTIOKO3HBIX IEPEeHOCYUKOB, 0OHAPYKeHHBIX B PA3HBIX TKAHSX:

« TTIIOT-1 obecreyrBaeT MOTOK ITTIOKO3bI B MO3T Yepe3 reMaTo-3HIedannyeckuil
Bapbep;

« [JIIOT-2 obHapyKeH B KJe€TKaX OPraHOB, BBIAEJSIOIIMX TJIFOKO3y B KPOBb.
Wmenno npu ydactuu I'JITFOT-2 rmoko3a nepexofuT B KPOBb U3 SHTEPOLIUTOB
u nedenu. I'JTFOT-2 yyacTByeT B TpaHCIIOPTe IJIIOKO3bI B 3-KJIETKY IOpKeIy o4~
HOM XeJe3bl;

 TJIFOT-3 mupoKo pacmpocTpaHeH B TKaHsX, 061afaet 6onbiim, yem [JIFOT-1,
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CPOZCTBOM K ImoKo3e. OH Takxe obecrieurBaeT IIOCTOSHHBINA IIPUTOK TJIFOKO3bI
K KJIeTKaM HepBHOM TKaHU;
e I'TIKOT-4 — riaBHBIN IepEeHOCYUK [TIIOKO3bI B KJIETKY MBIIIL 1 )XUPOBOY TKaHMU.
« TJIFOT-5 BcTpevaeTcs IIaBHBIM 00pPa30oM B KJIeTKaX TOHKOTO KHIIeYHHKa. Ero
GyHKIMM M3yYeHbl HeZIOCTATOYHO.

Bce nepeHOCYMKY MOTYT HAXOJUThCSA B MeMOpaHax KJIETOK 1 B MeMOpPaHHBIX Be3U-
Ky/ax B nuroruiasMe. MckmodyenueM sapusercsa [TIIOT-4, 10Kann30BaHHBINA B Be3UKY-
JNax nuToIUIa3Mbl. OH BCTPaMBaeTCs B IJ1a3MaTHYeCKYI0 MeMOpaHy KJIETOK MBIIIeYHON
Y XUPOBOW TKaHU IIPY Y4aCTUM MHCYIWHA. I103TOMY TPaHCIOPT IJIFOKO3bI B MbIIIEY-
HYIO ¥ )XMPOBYIO TKaHb 3aBUCUT OT MHCYJIMHA, OTCIO/Ia Ha3BaHUe — WHCYJIMHO3aBUCU-

Mble TKaHH.

i

_\
I'moko3za
Na', rmoko3a
KOTPaHCHOPT
Na*
“, 6 Na*
£
Na*,K*-AT®a3za
K+
o

= !
Puc. 103. AKTMBHBIY TPAHCIIOPT IJIIOKO3bI

Cyap0a yIi1eBoJ OB II0C/I€ BCACBIBAHHS

ITpeBpaleHre YriaeBOoJOB B TKAHAX pacCMaTpUBaeTCs Ha IpHAMepe IJIIOKO3bI
(puc. 104). Metabomu3M TIIFOKO3bI 3aBUCUT OT HU3MOJIOTMIECKOTO COCTOSIHKS Opra-
HM3Ma B LIeJIOM U OT BU/ia TKaHel, B KOTOpbIe TPaHCIIOPTUPYETCA II0K03a.

[IoKo3a Wcronb3yercsl Ui 00pa3oBaHMA 3alacHOi (OpPMBI YITIEBOJOB — Ha
CHHTe3 IJIMKOTeHa. B rmeyeHn IIMKOTeH MOAAEPXUBAeT rOMeOCTa3 INII0KO3bl B KPOBH,
B MbIIIIaX — obecreyrBaeT SHepPrreil MbllleyHble COKpalleHus. B OT/ieIbHbIX TKaHAX
IJIFOKO3a PAcXOZlyeTcsl Ha CHHTe3 JIPYIUX KJIAcCOB COeVHEHWH — GeJKOB U JUIHIOB.
Taxxe OHa MCIOJB3yeTCA IO TAK Ha3blBAeMbIM MUHOPHBIM IyTsAM — Ha cuHTe3 I'AT,
TIeHTO3, BXOAALIUX B CTPYKTYPY KOYaKTOPOB, HyKJIEOTHIOB.

[1aBHasA poJib YIIeBOJIOB — OOecreyeHre TKaHell SHeprueil. DHepreTuyecKye myTH
CBSI3aHBI C PACMaZiOM MOJIEKYJIbI [JTIOKO3bI, IPOMCXO/SIINM B aHA9POOHBIX U a9POOHBIX
ycIoBUsAX. B mporecce pacmaza riroKo3sl 00pa3yroTcs BaXKHbIe MeTabO0UThL, KOTOPbIe
MOTYT UCIO0JIb30BaThCsl Ha CMHTE3 HOBBIX COeIMHeHUH. KpoMe nepednciieHHbIX myTei
KaTabosM3ma 6oJbloe 3HaUeHre UMeeT TeHT030¢(ochaTHBII IUKIT UK TIPSIMOE OKHC-
JIeHVe TJII0KO03bI (6e3 paclenyieHus MOJIeKyJIbl Ha TPHO3bI).
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I'mroxko3a

{

I'miok030-6-pocdar

AMMHOKHCJIOTbI noII

JInnuabl

Cunre3 I'AT,

KodakKTopos,
HK
2 AueIHﬂKOA 2 naKrar
(2 AT®)
IOTK

A

co, H,0  38AT®

Puc. 104. Cxema npeBpalieHus IJI0K03bl

OOMEH IIMKOT'€HA

INukoreH — 3TO pe3epBHbBIN pa3BeTBIEHHBINM FOMOIIOIMCAXaPUL, MOHOMEPOM KOTO-
pOro ABJAeTCA O-TJIF0K03a. OCTaTKHU ITIFOKO3bI COeJUHEHbI B JINHENHbIX y4acTKax o-1,4-
IIMKO3UJHBIMU CBA3AMH (aMHUJIO3a), @ B TOUKAaX BeTBJIEHUA — Oi-1,6-TJIMKO3UAHBIMU

CBA3AMU (aMUJIOTIEKTHH).

CuHTe3 1 pacnaz riinKoreHa B KJjieTKe OCyILIeCTBJIAIOTCA pa3HbIMU MeTaboIuYeCcKU-

MU NyTAMHU.

CuHTe3 rimukKoreHa (puc. 105) mporekaeT B IIepHo/| NUIeBAPeHUS NPAKTHYECKU
BO BCEX TKAHSX, HO 0COGEHHO MHTEHCHMBHO — B IIeYeHU U CKeJeTHBIX MbImiax. Kak
¥ 0060¥ aHaboIMYecKuil poriecc, ABJISETCs SHAePrOHIMYeCKUM, TO eCTb TpebyeT 3a-

TpaT 3Hepruu.

CHng AT® A,I[dD CH; OPO H, CH, OH
OH FeKCOKMHaBa u® OH /|~
0cc1)ormo}<0MyTa3a
HO OH HO OPO,H,
OH OH
[iroko3a DIIOI<030-6-(1)oc¢aT Dniokos0-1-bochar
Vo dou | [IMKoreHcuHTAa3a |
_—
Tpancdepasa YA®-rmoxo3a + (CH,,0,), (CH,,09),.,

I'nmukoren -YIid I'nmukoreH

Puc. 105. Cxema cuHTe3a IIMKOTeHa
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OTrnpaBHOIM TOYKOW CHHTe3a SIBJISETCS TJI0K030-6-docdar. Tanee pocdormoko-
MyTa3a KaTaJu3upyeT MpeBpalleHue IIIroK030-6-pocdara B rimoko30-1-docdar, koto-
pbiii npeBpamaercs B Y @-roko3y npu yyactuu GpepmenTa rimoko3o-1-docdat-ypu-
puntpaHcdepassl. YID-rmo0ko03a ABIAETCS JOHOPOM MOJIEKyJ ITTIOKO3bI A7 CUHTe3a
TJINKOTeHa.

Peakriuu GuocuHTe3a IIMKOTeHa KaTaau3upyeT GpepMeHT IIMKoreHcMHTa3a. CHH-
Te3 IJIMKOreHa HAUYMHAeTCS C «3aTPaBKK», UMeIollell aMUIIO3HYIO IIellb, COCTOSIIYIO 13
4-x 1 60Jiee OCTaTKOB IJFOK03bl. CHOpPKa aMHUJIO3HOIA 1IeK IPOMCXOUT Ha OeJKe Tu-
KOTeHUHe, BBITIOJIHAIOIIEM POJIb TTpaiiMepa. I1epBblii mar B CHHTe3e IJIMKOTeHa COCTOUT
B [lepeHoCce 0CTaTKa IMI0Ko3bl ¢ YID-rmoko3sl Ha OH-rpynny TMpo3rHa IIMKOreHuHa
TIpY y4acTUU ITTMKO3UNTpaHchepasbl. 3aTeM K CHHTe3y MOAKII0YaeTcs ITIMKOTeHCHH-
Ta3a, YUIMHAMAS aMIJIO3HYIO Lielb. [TMKOTeHNH OCTaeTcsi BHYTPU 00pasyromerics
TPaHYJIbI [JIMKOTEeHa.

[MMKOreHCMHTa3a KaTalu3upyeT oOpa3oBaHue JUHEHHON aMUJIO3HOM Lemu TJIH-
KOT€Ha, I7le MOJIEKYJIbI TJIFOKO3bI COeIMHEHBI 0i-1,4-TTIMKO3UTHBIMY CBA3AMHU. [THKO-
TeHCHHTa3a CyIeCTBYeT B aKTMBHOM ¥ HEAKTUBHOI popmax. AKTHMBHAs popmMa 3TOro
¢depmenra HaxoauTCs B iepochopuiiupoBaHoit popme, B GpocdopripoBaHHO popme
TJINKOTeHCHHTAa3a He aKTHUBHA.

CuHTre3 0-1,6-TTIMKO3UJHON CBSI3W  KAaTaJU3UPYeT CIeNUaNbHBIA  (pepMeHT
TIMKO3WI-0i-1,6-TpaHcdepasa (BeTBsmui ¢depmeHT). DTOT GpepMeHT KaTalu3upyeT
nepeHoc 6—7 0CTaTKOB I0K03bl Ha OH-rpynmy B monoxenuu C, TIFOKO3bI aMUJIO3-
HO 1leny. [lasibHelIee y/IMHEeHYe JaHHOTO pparMeHTa coBepIaeT IIIMKOTeHCUHTA3a.

Pacnap rimKoreHa B TKaHAX npotekaet Gpochoponuruyeckum myteM (puc. 106).
Katanusupyer 3ToT mporecc riaukoreHdpochopunaza (4acto yrnoTpebnsioT TepMUH
«pocdopunazar), koropas uMeeT 2 B3auMoIpeBpalayecs GopMbL: aKTUBHYIO poc-
¢dopunazy «a» v HeakTUBHYIO pocdopunazy «b». B MbIIIIIax B COCTOSHUM TTOKOS TIpe-
obrnaznaer HeakTHBHAA Gpopma.

I[Ipu aKTMBHO#1 MBIIIEYHO¥ paboTe ajgpe-

o (C6H1005)n
HaJIH BKJIIOYaeT KacKaJHbIN IPOLecC pery-
JIMPOBAHUS aKTUBHOCTH pocopriassl my- 'makored
TeM ee pocHOpUIMPOBAHUSA U IPEBPallleHus
B docdopunazy «a». DepmeHT KrHa3a poc- +H,PO,
dopunasel «<b» (MpOTEeNHKNHA3a) OCYIIECTB- -(CH,,0).,

nsier peakuuio GocPopUNIUpOBaHUS MyTEM

TpaHcrnopTa GpochaTHOM IPyMIIbI HA OCTATOK

cepuna pocpopunassl. ®ocdorarokomyrasa
CBobonHasi IJIIOKO3a 0OpasyeTcsi B Iie-

YeHM M MOYKaX. B MBIIIIAX OTCYyTCTBYeT

depMeHT TIJI0K030-6-docdaraza, MOITOMY T10K030-6-pocdar

I'mroko30-1-¢pocdat

KOHEYHBIM IIPOJYKTOM SBJIeTCs TJIIOKO- {noqm
30-6-docdar. Pacuiensienve amMuIO3HON [E9eHb B MbIIIHax
®ocdarasza

IIey MPOMCXOAUT TaK, YTOOBI B HEH OCTa- Her docdaTaszpl

-H,PO,
JIOCh KdK MHMHHMMYM 4 ocraTka, TO eCTb JI0

«3aTpaBKK», KOTOpasi MOrjia 6bl KCIOJIb30- I'moKo3a Smeprogamomue

BAThCsI JlaJiee Ha CUHTe3 TJIMKOTreHa. B KPOBb nyTH
Perynsnus aktuBHOCTH $ocdoprias me-

YeHHW W MBI PAa3JIMYaeTcs 0 MeXaHU3MY,

OHU SBJISIOTCS I/IBO(bepMEHTaMI/I Y KOZIUPY- Puc. 106. Cxema pacnaza riMKoreHa
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IOTCS1 Pa3/IMYHBIMU reHaMHu. Perynsiys akTMBHOCTU GpocdoprIa3bl MBIIII UAET MyTeM
KOBQJIEHTHOM MOAMOUKALIMK U MeXaHW3MaMH aJUIOCTEPUYECKOTO perylupoBaHUsL.
CHUrHalIOM JJIS MBIIIEYHOTO COKpAIeHUsl CIy>KaT MoHbI Ca?*, KOTOpbIe CBA3BIBAIOTCS
¢ KuHa3oi pocdopuiiassl «b», aKTUBUPYIOT ee, B pe3yJIbTaTe OHa IpeBpaIlaeTcs B aK-
TBHYI0 pocdopuiasy «a». [[py aKTUBHON MBIIIEIHON PaboTe B KauecTBe NCTOYHMKA
sHepruy ucnosubdyercsa AT®, pacmernissach oHa 06pasyeT 6osbInoe KonudectBo AM®,
KOTOPBIi akTUBHpPYeT Gpochopriiasy v pacnaj rIMKoreHa, 00pasys rioko3o0-1-pocoar.
B mokoe B MbImmax ujer peakuus nepocdoprpoBanus Gpochopunasbl «as, ¥ OHA
OTISITh TIEPeXO/IUT B HEAKTUBHYIO GOpPMY «b>.

®ochopunasa meyeHn aKTUBHPYETCs TaKXKe MyTeM KOBAJEHTHOW MOAMQUKALMN
¥ TIyTeM aJJIOCTePUIecKOil perynanuu. IoKaroH Ipyu HU3KOM COZIep)KaHUU TTTIOKO3bI
B KPOBU aKTHBHPYeT HeaKTUBHYIO popMmy docdopunassl «b»> 1 HepeBoUT ee B aKTHB-
Hy!0. [JIUKOTeH MevYeHr pacllenviseTcs, U I7I0K03a MOCTynaeT B KPoBb. IIpyu HOpMasu-
3allM¥ YPOBHSA caxapa B KPOBHU ITIIOKO3a OCTAeTCs B IeNaTOLHTAX, CBA3BIBAETCS C MHTH-
GUTOPHBIM aJIOCTEPUIECKUM LIEHTPOM aKTUBHOU pocdopunasbl «a». DTO HIPUBOJUT
K KOHQOPMAaIMOHHBIM M3MEHEHHUSM, KOTOpble 3aKpBIBAIOT JOCTYH K pocdopunupo-
BAaHHBIM OCTAaTKaM CepHHa, YTO BeZleT K iedpocGoprunupoBaHuio 1 06pa30BaHMIO Heak-
TUBHOI GopMBbI pochopunassl.

Iimmmxoaus

ko3 — pacuierieHye IJII0K03bl 10 TUpoBUHOrpasHOM KucnoTel (ITBK).

I'ukonus umeer 4 craguu:

1. ITogroroBKa K pa3phIBy Lielu.

2. Pa3peIB nenu.

3. YcraHOBJIeHKE PABHOBECUS MeXy TPUO3aMHU.

4. OxucneHne Tpuo3s.

[MMKONM3 MOKET MPOTEKaTh KaK B aHAPOOHBIX, TaK U B adPOOHBIX YCIOBHSX.
B aHaspoOHbBIX yCI0BUAX 3TO 11 peakiuii, X KOHEYHBIM MPOAYKTOM SIBJISIETCS JIaK-
Tat (MOJIOYHAsI KMCJI0Ta). B a3pobHbIx ycmoBusix — 10 peakiuii ¢ o6pasoBarueM [IBK
(puc. 107).

Kpome r110K038l, B ITTMKOJIM3 MOTYT BKJIIOYAThCS IMIMKOTeH (TJIMKOreHOJIN3), MOHO-
¥ ucaxapunbl. @epMeHTHI, KaTaTU3UPYIONIKe peaKIUy TIMKOJI3a, XOPOIIO U3y4YeHbl.
IIpoTekaeT JaHHBII IPOLIECC B LIUTO30JI€ KJIETOK.

IlepBas peakuys IIIMKOIM3a — 006pa3oBaHKe aKTUBHOIN (pOPMBI ITIIOKO3bI (TJI0-
K030-6-¢pocdaTa), KaTaau3UpyeT Ty peakinio GpepMeHT reKCOKMHA3a, 3Ta PeaKius
HeoOpaTuMa.

TexcokrHa3a uMeeT 4 n3o0dpepMeHTa, OMH U3 KOTOPHIX CUHTe3MPYyeTCsl B relaToly-
Tax ¥ Ha3bIBaeTCs IMIIOKOKKMHA3a. [TIIOKOKMHA3a B OT/INYKeE OT FeKCOKUHA3bI He MHTHOU-
pyeTcsi IPOAYKTOM PeaKLMu. B IpucyTCTBUM IIIOKOKMHA3BI B FeaTOLMTaX PO/0JDKaA-
ercsl peakuus pocPopuarpoBaHus ITIOKO3bl, OHA IIPOTEKAaeT JjaXke IPYU HU3KOH KOH-
IIeHTPALY [TTIOKO3bI, He 03BOJIsAS IeYeHH ee UCII0Ib30BaTh U BKJIIOYATh B TJIMKOJIH3.

Bropas peaknus (M30MepH3alis IJII0K030-6-pocdara Bo GpykTo3y-6-pocdar)
KaTanuaupyercst pepMeHTOM IIFoKo30dpochaTruzomepasoil.

TpeTtbs peakuusa — Gpochopunupopanre GpykT0o30-6-dhocdara Bo Gppykro3o-1,6-
6ucdocdar. IlepeHoc pocdarnoii rpynmsl AT Ha pykTo30-6-docdar KaTanusmpy-
et pepment pochodppykrokunaza (PPK), ata peakuus Heobpatiuma. Pepment PDOK
ABJIAETCA KJII0YeBBIM (pepMEHTOM ITIMKOJIN3a, BBINOJIHSAET CTIOXKHYIO aJTIOCTePHYeCKYI0
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perynauuio. YMeHbineHue 3anacoB AT® B kierke nnn HakoruieHue AJI® 1 ocobeHHO
AM® npuBoauT K akTHBanuK pepmeHta. Hrubupyercst GpepMeHT MpU AO0CTATOIHOM
KonudectBe ATO B KieTke.

YerBepras peaknus — pacuierienne Gpykroso-1,6-6ucpocdara npu ydactin
depmenra ¢pykrozoaudocdaranbionazsl Ha 2 TPUO3bl — TIIUIEPOATbAETU/-3-poc-
dar (anbposa) u puruapoaneroHdocdar (kero3a). B KOIMIECTBEHHOM OTHOLIEHUH
TPUO3bI PaCIpesiesIAI0TCA TAKUM 00pa3oM, YTO J0JIS ajbA03bl COCTABISAET IPUMEPHO
4 %, a KeTo3bl —96 %. AJbZ0NIa3HAs PeaKiys obpaTuma.

CH, OH CH,OPO,H,
CH,0PO,H, ATO AN®
0 CDOC(I)OI‘.TI}OKO- 0- CHOH 3
1430Mepa3a HOJ U
FeKCOKHHasa OH Dochodppykro-
OH KUHa3a
I‘moxosa I‘moxoso-6-q)ocq)a'r ®pykTo30-6-pocdar
CH,0PO.H,
OHOCHZOPOL%H2 4 H,C-OPO,H, H§= 0
— s P E— (|2= (0] —|— HC- OH
A _
o mp0Nasa  H C-OH H,C-OPO,H,
®pykTo30-1, 6-6uchochar Qocdopmoxcn- 3-®ocdornuuepruHoBbIi
au?TOH 5 anbperny, (3-OTA)
Tpuosodocdar-
u3oMepasa 8
6 O Docdo-
HC=0 +2H PO C O’VPO 2

COOH rJIMnepo-
2AN0 7 2AT®

I 2 HA
2HC- OH 2 HAA 2 HAZH 5 HC- OH A 2mC-om  ovepas
H,C-OPO.H, OTA-OIT H,C-OPO,H, |

-~

1, 3-6ucdocdo- @ocdornunepar- H,C-OPO,H,
3-@TA I epUHOBas KHHa3a 3-docdormunepu-
KHCJI0Ta HOBas KHUCJIOTA
COOH
-2H,0 COOH
2 \I— Eﬂonésa | 2ANQ 2AT® COOH
__, 2(HC- OPOH, 2t on .
- H C\\ — ("3— O0~PO,H, 9 (|:=O
2-docd *2H0 - cH, Tupysat- CH,
~goco- 9 ®ocdoenon- KMHa3a
rJIMIepPUHOBas IupysaTt
KHCTOTA nupysar (PEIT) 10

Puc. 107. Peakuyy rinukosan3a 0 NAPOBUHOTPASHON KUCIIOTEI

IIaTas peakuus — B3avMOIIpeBpalleHre TPHUO3. B fanbHeAINX peakuuax Ipu-
HUMaeT yJacTue TOJIbKO ajibZio3a (Tmiepoanbaerus-3-¢gocdar), a kerosa (AUruapo-
okcuanerondocdar) npu yuactuu GpepmenTa TproszodocdarumMepasbl IpeBpaIiaeTcs
B IJIMIepoabaerua-3-docdar.

IllecTas peakuMsA Ha3bIBAETCA LIEHTPAJIbHOM peakiyell IIUKOIumu4eckoil oxcu-
dopedyxyuu. OHa OATOTABIMBAET JiaJiee 2 peaKiuy cydcTpaTHOro GocdhoprIpoBaHus.
@epment HAJI-3aBrcumast riuuepoaibaeruadocdarieriaporenasa B npucyTcTuu ¢oc-
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dara okuciser rnumepoanbaerus-3-pocdar (PTA) ¢ 06pa3oBaHHEM MaKPO3PTHIECKOro
coenunenus 1,3-6uchocdormiepar u BOCCTaHOBUTENBHOTO SKkBuBaeHTa HAZTH.

B anaspob6Hbix ycnoBusix HAJTH ucnonb3yetcst B 11-if peakuuu Ha BOCCTaHOBIIe-
Hue [1BK c 06pa3oBaHreM KOHEYHOT'O MPOAYKTa — JIAKTaTa.

B aspo6Hbix ycnoBusx HATH TpaHCIOPTUPYETCS B AbIXaTeNbHYIO [Iellb MUTOXOH-
Apwii, rae mpu okuciennu 2 HAJTH o6pasyetcs 6 (4) monekyn AT®. Yuursias, 4to
IJINKOJIU3 TPOTeKaeT B LIUTO30JIe KJIETOK, a iblxaTe/bHas Lelb JIOKAIU3yeTCs B MU-
TOXOH/IPUAX U MeMOpaHa MHTOXOH/IPHMI HelpOHMIIaeMa ZJisi MPOTOHOB, TPAHCIOPT
HAJTH ocymiecTBisieTcs € IIOMOIIbI0 MajaT-acnapTaTHOro uiu riauiepodocdaTHoro
YeJTHOYHBIX LIUKJIOB (cM. puc. 114, 118).

CenbMasi peakumsi — peakuus cy6crpatHoro ¢ochopuanpoBaHus, 3aKIII0Yak0-
masicsi B mepeHoce pocdarHoit rpymmsi ¢ 1,3-6ucpocdornuuepara Ha ALLD ¢ obpaso-
BaHueM AT® u 3-docdormuuepara npu ydactuu dpepmenrta ¢pocdoramiepoKuHasbl,
peaxiusi o6paTuma.

BocbMmas peakuus — npesparenne 3-docdornunepara B 2-dpocdornunepar, Ka-
Tanusupyet ee GepmeHT pocdornaunepomyrasa, peakuus odbpaTima.

JleBsiTast peakums — serunparanus 2-¢pocdoriunepara c 06pa3oBaHreM MaKpo-
sprudeckoro coefuHenus ¢pocpoenonnupysara (PEIT). Kartammsupyer peakimio dep-
MEHT eHOoJIa3a.

JecsaTas peakuus — nepeHoc pocdatHoit rpymmsl ot PEIT Ha AID ¢ o6pa3oBa-
Huem AT® (BTopast peakuus cyberpatHoro pochopunrpoanus). Katanusupyer pe-
aKIMIO MMPYBAaTKMHA3a, peaKiys HeobpaTumMa.

OpMHHAANATas peakus — B aHa3POOHBIX YCIOBUAX IPOUCXOAUT CONpSDKEHMe
6-i1 u 11-i1 peakuuii. @epMeHT NaKTaTAeruiporeHasa Boccradasiausaet IIBK o nax-
tata (puc. 108).

11
COOH H
I Jar (EOO
2 $=O + 2HAJJH —= ZHCII—OH + 2HA]
CH, CH,
IMupysar JlakTar

Puc. 108. O6pa3oBaHue aKTata — KOHEYHOTO MPOAYKTa aHAIPOBHOTO paciaa IIKO3bl

B urore aHaspo6GHOTO paciazia py OKUCIEHUH — 1 MOJIEKYJIbI [TTIOKO3bI 06pas3yoT-
cs1 2 mostekysel AT® (puc. 109), uto coctaBisieT 40 % OT 001Iero KoJanuecTBa SHEPTHH,
a 60 % sHepruu BbleJsAeTCA B BUZle TelJa.

OmnpezesIAIOTCS 3TU TIOKA3aTeNH yTeM pacyeTa KoapduiyeHTa Moue3Horo aeicr-
Bus (KII/I) o ypaBHeHUIO:

2 maxrar + 210 k1K (in vitro)

KIIg: C H, O
¢ 7% X2 nakrar + 84 kJIXK (in vivo)

KIT1I=84/210 x 100 % = 40 % (B popme ATD)

Ecnn pacmazg yrieBoAoB HAYMHAETCA C I'JIMKOr€Hd, TO 3TOT MPOLeCC Ha3bIBaeTCA
IIMKOreHonu3oM (puc. 110).
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I'moko3a
20TK —> 2ATO®
2ATO —> l
2 ®pykTo30-1,6-
Grcdocdar 2OBIIBK —> 2ATOD
2 ®TA 2 TIBK
l BanaHc: (2+2) —2=2AT®
2 IOTK 2 JlakTaT
+
HAIH

Puc. 109. DHepretiyeckuii 6asaHc aHa3pOOHOTO pacnaza yrieBo/ioB

®ocdormoko-
Docdopunaza MVTa3a
(CeHloos)nW’ (CH,0y),,., + Tmo-1- y—»rmo-ﬁ-(l) ——-Tnukonus
3+ My

Puc. 110. Cxema riamkoreHoamnsa

IIpu pacyeTe GajaHca SHEPTUU TIMKOT€HOJIN3a CJIe/lyeT y4ecThb, YTo 06pa3oBaHMe
IJII0K030-6-¢pocdara mpoucxoaut 6e3 3atpaThl 1 Mosexysbl AT®. [UKOreH B TKaHAX,
pacnazasice pocdoponutiuyeckum nytem, obpasyeT riaoko3o0-1-pocdar ¢ nocnenyro-
IIIUM TIpeBpalleHreM B ITII0K030-6-pocdaT 6e3 3arparel ATD. B atom ciyyae Gananc
aHepruu Oyzet (2 + 2) — 1 =3 ATO.

['lytn npeBpateHns AakTara.

JlaktaT — Tynmuk MeTaboiM3Ma, BCe IpeBpalleHHs JIaKTaTa HAyT depe3 IIBK
(puc. 111).

(|IOOH AT C|OOH
ZHCI—OH + 2HAOD ——> 2 C|3=O + 2HAJIH
CH3 CH3 OKucanuTesIbHOE
JlakTart IMupysat neKapbOKCUIMPOBaHE
- T~ nupysara
I'nroKkoHeoreHes AnerunKoA

IOTK —AT®
Puc. 111. Cxema npeBpalueHus JaKTaTa
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JlakratmerusporeHasa vMeeT 5 M30(pepMEHTOB, COCTOAIMX W3 cyObeauHun H
(or aurxn. heart — cepane) u M (ot anrn. muscles — mpummer). JIAT, , (H,, H,M) ka-
Ta/NM3KUpyeT mpotecc npespaienus gakrata B [IBK (cepmeunas mpima), JIAT, . (M,
M_H) xaranusupyer npespaiuienue IIBK B 1akTaT (CKeJeTHbIE MBIIIIIEI).

JlaktaT (MOJNIOYHAsi KUCJIOTA) fABJSAETCS OJHUM M3 CyOCTPATOB, WCIOJb3yeMbIX
B Pa3JIMYHbIX TKAHAX Ha [TIIOKOHEOTeHe3.

Linka Kopm

Cynpyru Kapn u I'eptu Kopu OTKpbIN IMKJI, CBUZETENIbCTBYIOIINAN O B3aUMOCBSI3U
OpTaHoB U TKaHeli Ipy NpeBpalieHusAX JakTaTa (puc. 112). JlaHHbIA IUKJI Ha3bIBAeTCA
I10 IMEHU aBTOPOB — LUK Kopu.

MEIs
t TIEYEHB
I'mokosa - - T'moko3a
I'nmukonus KPOBb I'nixoHeoreHes
Inpysar _JAT _ jagrar | > |, Jagrar —ZAL ITupyBar

Puc. 112. Titoko30-1aKTaTHBIH Uk, uiau 1k Kopu (CesepuH E. C., 2009)

3nauenune nukaa Kopu: obecrieynBaeT yTUIM3aLMIO JIaKTaTa ¥ IPeOTBPAIIaeT
JIAKTaTHBIA anuzo03. Ha IIIIoKOHeoreHe3 MCIOIb3yeTCs S3HEPIUsl OKUCIIeHUS JIaKTaTa,
TaK Kak */, JaKTara, 00pasylomerocsi B MbIIILAX, UCMOJb3YeTCs Ha IJIIOKOHEOreHes3
1 '/, mpeBpaiaeTcs B mUpyBar. VI3 mipyBara B pesy/ibTaTe OKUCIUTEIbHOTO eKapOoK-
cupoBaHusa obpasyercs anetun-KoA, okucienue xotoporo B LITK paet sHepruio,
HeoOXOMMYIO /IS CHTe3a TJII0KO3BI.

CopepxaHue JlaKTaTa B KDOBYU B HOPMe Y 3J0POBOTO B3POCJIOrO 4YeJloBeKa COCTaB-
nser 0,5—2,2 mmonb /7. TIpy HEKOMIIEHCHPOBAaHHOM JIAKTATHOM alli/[03€ ero YypOBeHb
TIOBBIIIAETCS /10 5 MMOJIb /11, Ipy 3ToM pH KpoBU cHIXaeTcs 1o 7,25 (nipu Hopme 7,36 —
7,44).

IIpy4YMHBI JAKTAaTHOIO ALUA03a:

1. Y 310poBoro 4enoBeka HaOJIIOZAeTCA NP YCUJIEHHON (QU3MYeCcKOil Harpyske,
0COOEHHO Y HeZIOCTaTOYHO TPEHNPOBAHHBIX JIMII.

2. IIpy TUNIOKCUY TKaHeil aKTUBUPYIOTCS aHaPOOHBIE MPOLIECChI, YTO BeZET K 13-
OBITOYHOMY 0OPa30BAHMIO JIAKTATA.

3. CHIXeHUe aKTUBHOCTY NUPYBATAEIMAPOTeHa3HOTO KOMILIeKca (HapyLlaeTcs
npespauienue [1BK B aniernin-KoA) npuBozut k o6pa3zoBanuto nsbbitka IIBK, mpespa-
I[AIOIIerocs B JIAKTAT.

4. Nepuuut BUTaMMHA B, IPMBOJUT K HapylmleHMI0 QYHKLMYU MUPyBaTAerupore-
HazHoro Komiutekca (I11T) u, kak ciencTBre, K HapymeHuio okucieHus [IBK.

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
152 Pasnen 9. Yrnesoabi

5. 3ab0j1eBaHMs IIEYEHH.

6. HaciieicTBeHHbIE HAPYIIEHUST aKTUBHOCTH (JePMEHTOB TJIFOKOHEOTeHe3a.

7. Ilpu caxapHoM nuabeTe B pe3ysibTaTe NMPUMEHEHUsT OUIYaHUIOB, SIBISIOIIUXCS
6JI0KaTOpaMH TJIIOKOHeOoreHesa.

I'tTrokoHeorenes

[JTI0KOHeoreHe3 — 3TO CHHTe3 [TTI0K03BI de 70vo. OH He ABIsieTcs oOpaleHreM IJI1-
KOJIM3a, TaK KaK 3 KMHa3HbIe peakiiuu (rekcoKuHasHasi, pochoPpyKTOKMHAZHAS U TTH-
pyBaTKuHa3Has) HeoOpaTUMBbL. [I03TOMY ITTIOKOHEOTreHe3 UieT IyTeM codeTaHus 00pa-
TUMBIX PeaKLyil U peakuuii, UAYIKX B 06X04 HeoOpaTUMBIX (CXeMa IJIIOKOHeoreHe3a
npezcTaBieHa Ha puc. 113—117).

CyGcTparbl NIIOKOHeoreHesa:

JIaKTar;

TJIALEpPOT;

TJIMKOTeHHbIe aMUHOKHUCIIOTBIL.

Peakuuy rI0KOHeoreHe3a HaYMHAIOTCSA B MUTOXOH/IPHAX ¢ 06pa30BaHUs OKCao-
arjetaTa. BHOTHH B CTPYKType mupyBaTKapOOKCHIa3bl (B MUTOXOH/PHSAX) aKTHBUPYET
CO, c neperocom ero Ha IIBK u o6pa3oBanuem okcanoanerara (puc. 114), koTopslit
NPOHMKAeT Yepe3 MeMOpaHy MUTOXOH/PHUIL B [IUTO30JIb TOJIBKO 10 YeJTHOYHOMY MaJiart-
acrapTaTHOMY MeXaHU3My, IpeBpalasach B Majiar ¢ nomombio HAJ/TH-3aBucumoit ma-
natzaeruporeHassl (puc. 115).

1 COO
r— =" L ‘l' ---=-
CH, ' €O, v ATo AP CH,
c=0 S c=0
(|300’ buoTtun (I_“‘OO*
Iupysatkap6oKcunasa
[Tupysar OKcaJoarerar

Puc. 113. IIpeBpaiieHre nupyBaTa B okcanoarerat B MutoxoHapusax (Cesepus E. C., 2009)

B nuro3one manat oxkucasgerca HAJl-3aBucMMOM MaiaTeruporeHa3on B OKCajo-
aueraTar. B KyeTkax IledeHH, ITIOYEK U CepAlLia JeHCTByeT MajaT-acnapTaTHas 4e-
HOYHag cucrema (puc. 114).

JleficTBUe YeTHOYHOTO MeXaHM3Ma CTAHOBUTCS BO3MOKHBIM 0J1arofiapst HpUCyTCT-
BUI0 ManaTaeruziporenassl (puc. 115) u ACT kak B 1IUT030J1€, TAK ¥ B MUTOXOHPUAX.

Ot nuro3onsHoro HAZTH + H* BoccTaHOBUTENbHBIE SKBUBAJIEHTHI TIPU y4acTuu dep-
MeHTa MaJIaTAerupOreHasbl IEPEHOCATCA Ha LIMTO30JIbHBIN OKCanoaLerarT. B pesyibraTe
obOpa3syercsi MajiaT, KOTOPBIN C IOMOIIBIO CHCTEMbI, TPAHCIOPTUPYIOLIEH AUKapOOHO-
BbIe KHCJIOTBI, TPOXOJIUT Yepe3 BHYTPEHHIOI MeMOpaHy MUTOXOHZpPUIi B MAaTPHKC, IZie
MaJjaT OKUCIIAeTCA B OKCaoaleTar, a MaTpukcHbii HAJI™ BoccranaBnuBaercss B HATH,
KOTOPBIY yKe MOXeT Ilepe/jaBaTh CBOY 3JIEKTPOHBI B [IbIXaTeJIbHYIO LIellb, JIOKAJIU30BaH-
HYIO Ha BHyTpeHHell MeMOpaHe MUTOXOHApHi. OKcasoalerar B IPUCYTCTBHUH TlyTaMata
u pepmenta ACT BCTymaer B peakIMIO TpaHCAaMUHUPOBaHUA. OOpa3sylomuecs acrmapar
¥ 0-KeTOrJIyTapar CIioCOOHBI IPOXOAUTh Yepe3 MeMOpaHy MUTOXOHIPUIL.
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IInTo301b MaTpuKc MUTOXOHAPHUH
GOOH COOH
|
c=0 c=0
|
o, c,
C
OKCAIDANETAT Acnaprat 5 Acnaprat Oxcahoderar
ACT [nyramar [nyramar ACT
HAJIH + H* HAJIH + H*
Mazzam,lll") = < ManamJT
3]
HAJZIH* & HAZTH*
COOH COOH
| a-Kerornyrapar <= a-Kerormyrapar |
(IIH—OH 1 (IIH—OH
CH, CH,
COOH COOH
Manat Manat

@Mcmam—a-xemomymapam-mpancxxoxam @ Inymamam-acnapmam-mpancioxasa

Puc. 114. Manar-acrapTaTHbI{ YeJIHOYHBIY MeXaHU3M TPAaHCIIOPTa BOAOPO/ia

COO~ COO-
| |
NADH + H* NAD*
CH, i\ P CH,
[C=0] | CHOH |
| |
- M
COO anaTzernaporeHasa .
OKcaoareTaT Manar

Puc. 115. ITpeBpaleHus oKcanoaleTaTa B Maiar B LIUTO30J1e

ITpesparenue okcanoarerara B @EIIBK Takxe mpoTekaet B 1iuto3ose. Katanusu-

pyer 3Ty peakuuio GpepmeHT PpocdoeHoMMPyBaTKApOOKCHKIHA3A, oTmensisromas CO,
B MOJIeKyJle OKcajioanerara (puc. 116).

1 COO- S

| 1

CH, e .co; 1o CH, 0

| I I
C=0 7 C—-—0-P—-0O

I ®ocdoenomnmupysar- (IIOO’ (Ij,
COO- KapOOKCHUKMHA3a

®ocdoenomnmupysat
Oxcanoauerar

Puc. 116. O6pa3oBanue $pochoeHOIMUPOBUHOTPATHOMN KUCIOTEI
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Manee, nocne obpazoBanusi PEIBK crenyer cepust 06paTUMBIX peakuuii ¢ o6pa-
30BaHueM QpPyKT030-1,6-6uchocdara. Pepment dpykroszo-1,6-6ucdocdaraza orme-
mister Gocdar (PH) c ob6pazoBannem Ppykroso-1-docdara, KOTOPLINA MpeBpaaeTcs
B IJTI0K030- 1-ocdaT u nanee —B rimoko30-6-pocdar. DepMeHT r0K030-6-docda-
Ta3a KaTaausupyloT oTinerieHue pocdarHoi rpymmnbl (PH) oT rimroko30-6-docdara
¢ obpa3oBaHreM CBOOOAHOI TIFOKO3BI (puc. 117).

Takum 06pa3oM, cyiecTBYIOT 4 GepMeHTa, KOTOpble IPUHUMAIOT YYacTHe TOJIBKO
B IJIIOKOHEOTeHe3€e ¥ KaTaJM3UPYIOT 00XO/Hble peaKIuu HeoOpaTUMBIX CTafuil IJH-
KONM3a: mupyBaTkapbokcuiasa, pochoeHommpyBaTKapObOKcuKrHasa, Gpykroso-1,6-
6ucdocdarasa u riaoKo30-6-pocdarasa.

®pykro3a-1, 6-6ucpocdar (06x01 DDK)
-®un l ®ocdaraza

®pykTo30-6-pocdar

W3omepasa
['mok030-6-docdar (06xozn T'K) 6 ATD
-On l ['mr0K030-6-pocdarasa 2 Jlaktata ——> [110K03a
I'moko3sa

(meyeHsb, OYKN)

Puc. 117. Cxema peak1uii ITIOKOHeOTreHe3a B IIMTO30J1e 0T GPyKT030-1,6-61chocdara
10 TTIIOKO3bI

KiroueBbIMU  epMeHTaMU TJIIOKOHeOreHe3a SBJIAIOTCSA NUPyBaTKapOOKcHiIa3a
1 GocdoeHomMUpyBaTKAPOOKCUKNHA3A. AKTUBHOCTb NMPYBAaTKapOOKCHUIIA3bl 3aBUCHT
OT IpUCYTCTBUA aueTua-KoA. BbicoKas KOHIeHTpauys aneTun-KoA c1y)XUT CUrHaJIoM
MOTpe6HOCTH B OKcasoarerate U oH Bkitoyaercs B LITK. IIpu HU3KO# KOHIIEHTpAUK
anetun-KoA (mpu usbbitke AT®) okcasoaueraT BKIIIOYaeTcsl B INIIOKOHeoreHe3. Ha
cuHTe3 1 MOJIeKyJIbl IIIOKO3bl TpebyeTcss 6 MaKpO3PruiecKux CBsA3ei: 4 MOJIEeKYJIbI
AT® u 2 monexkynbl I'TD.

3HayeHue ITIOKOHeoreHe3a: NO/LePKUBAeT YPOBEHb IJIIOKO3bl B [IEPUOZ, [JIU-
TeJIbHOTO TOJIO/JaHMUS ¥ MHTeHCUBHOUN QU3M4YecKOi Harpy3KH.

Jlokanu3anus rI0KOHeOoreHesa: B Ie4eHy, KOPKOBOM CJI0e II0YeK, B CIIM3UCTON
KUIIEYHUKA, CKEJIETHOW U Cep/IeYHON MBIMIIAX. DTH TKaHU 00eCHevnBaIOT MOCTYILIe-
Hue 80—110 r r1r0K03bI B CYTKH.

IMMKONMM3 M IIIOKOHeoreHe3 KOOPMHUPYIOT CBOM (YHKIMH TaKUM 06pasom,
YTO eCJIA aKTUBHOCTb OZIHOT'O U3 IyTel HaXOJUTCA Ha HU3KOM ypPOBHE, JPYroi NyThb
IBJIAETCS BBICOKOAKTUBHBIM (Tab1. 16).

Tabnuya 16
BiusanMe GpaKTOPOB HA COOTHONIEHHE CKOPOCTH
IIIMKOJIM3 — IIOKOHEeOoreHe3
@aKTOpr Inmukonu3s ImokoHeoreHes
Oxcanoauerar:
BBICOKASl KOHIIeHTPALHA — )
HU3KasA KOHIeHTPALUA |
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Oxonzanue mabn. 16

(DHKTOPLI Inukonu3 ImokoHeoreHe3
Iutpat, ATO:
BBICOKAs KOHIIEHTPALUA )
HU3Kas KOHLIeHTpaLus 1 (1 dOK, I1K)
Anernn-KoA:
BBICOKAs KOHI[eHTpaIust | (1TIK) )
HU3Kas KOHIIeHTPAIHA
Iimokosa:
BBICOKAs KOHIIEHTPALUA )
HU3Kas KOHIeHTpalus )
BXKK | (1 ODK, TIK) —
WHcynH | mpupozHbIif perpeccop

TJIIOKOHeOoreHe3a

PEI‘YJIHL[I/IH 9TUX MPOLECCOB AOCTUTAETCA N3MEHEHUSMHU aKTMBHOCTU OTAEJIbHBIX
(bepMEHTOB KaXZ0ro n3 rpoueccos.

A3pOOHBIN pacHaj yIjieBOJI0B

A3pOoGHBIi paciaji yrieBofioB NPOTeKaeT NPaKTUYeCKU BO BCeX TKAHAX OpraHU3-
Ma B [IUTOIUIa3Me IO CTa/jui 06pa30BaHUs MUPYBATa, KOTOPbIiA [I0/IBEPraeTcsi OKUCIH-
TeJIbHOMY /1eKapOOKCHIMPOBAHMIO ¢ 06pa3oBaHueM aneTun-KoA, nanbHeineMy OKu-
cnernio ero B IITK B MUTOXOHZPUAX ¢ 06pa3oBaHHeM KOHeYHbIX NpopykToB — CO,
n H,0.

BeizenstoT 3 aTana a3pobHOro pacaza yriaeBozoB:

1. A3po6Hbiii rukonu3 (rekcozopudocdarHblii, AMXOTOMHYECKHIT) — NyTh
pacnaza rioko3sbl 1o TIBK (10 peakiiuii MOJTHOCTBIO COBMAIAIOT C aHA3POOHBIM TJTUKO-
JI30M).

Obuiee ypaBHeHye mpoliecca:

[moko3a + 2 A1® + 2 ©u +2 HAl* — 2 [1BK + 2 AT® + 2 HATH (B uro3o7e)

[Tpu okuceHnu oaHOM MoJieKybl HAJIH B mbixaTesbHO¥ 1eru oopasyercst 3 ATO,
3x2=6ATO.

O6uuii Beixog ATD: 2 + 6 = 8§ ATO.

2. OKHMCIUTeNbHOE [EeKapOOKCUIMPOBAaHHE NMHUPOBHHOTPAAHON KHCIIOTHI
(B MUTOXOHZIPUSX).

OO1iee ypaBHeHMe PeaKI1u:

2TIBK + 2 HAZI* + 2HS-KoA — 2 auerun-KoA + 2ZHATH + 2H* + 2 CO,,

[Tpu okuceHnu oaHOM MoJiekybl HAJITH B mbixatesbHO# 1eru oopasyercs 3 ATO,
3x2=6ATO.

3. IIMKJI TPUKApPOOHOBBIX KHCJIOT (B MUTOXOH/IPUSAX).

OGiiee ypaBHeHMe:

2 anetnn-KoA + 6 HAZI" + 2 OAI + 2TAD + 2 ®Pu— 4 CO, + 6 HAIITH + 6 H* +
+2@®AIH, + 2TTO®
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Ha onny monekyiny anerun-KoA obpasyercs 12 monekyn AT®, 12 x 2 = 24 ATO.

OO6uumit GanaHc saHepruu cocrasisier 38 (36) AT®: nepssiit atan — 8 AT®, BTO-
poit — 6 AT®, Tpetuit — 24 ATO.

I'nmunepondocdaTHbIii YeTHOYHbIH MEXaHU3M aKTUBeH B lIeUeHH 1 OeIbIX CKe-
JIETHBIX MBIIIIAX B aHAIPOOHBIX yCI0BUSX (puc. 118).

Huro3onb Marpukc MUTOXOHAPUI
CH,-O
i o ® CH,~0-®
JIOKO03a- - - - - - > C= -
; ! -0
, CH,-OH CH,-OH
q){‘ N Mluokcitaneronpocdar s IlrokcuanéTonpochar
HAZIH+H'\| Tnuyepon-3-gocgpam-| & Tnuyepon-3-pocpam-
) i@ezu@pozeﬂam % paezu poz(ej;ia:ia CALH, meazﬂbﬁaﬂ
DK HAZ Yumo3onoHas 3| mumoxondpuansnas . gAJ ZHAT o
CH,-OH CH,-OH
CH-OH CH-OH
| |
CH,-0-® CH,-0-®
Tnunepon-3-docdar [nunepon-3-docdar

Puc. 118. DnunepondocdaTHbIil YeTHOUHbIN MEXaHU3M

B pesynbraTe rimkonmsa obpasyiotces ¢ocormunepuHoBblit anbaerus (OTA)
u nrokcuareroHpocdar (JAD). IuokcuanerondpocdaT B3auMOIeliCTBYET € IUTOIIA3-
matudeckiuM HAJTH ¢ obpasoBanuem riuiepos-3-¢pocara, KOTOPBIi MPOHUKAET Ye-
pe3 BHYTPEHHIOI MeMOpaHy MUTOXOH/ZIPUI B MATPUKC MUTOXOHZIPUI 1 OKHCIISIETCSA 110
TIA® c obpazosanrem GAJTH,, epeziatomero MPOTOHbI U 3JIEKTPOHBI 10 JbIXaTeIbHOH
Iemu.

Takum 06pa3oM BOZOPOA OT nuronasmMarudeckoro HATH nepenaercst Ha MUTO-
xoHzpuasbhblii ®AJl, 1 B MUTOXOHAPUX 00pasyercsi 2 Mosekysbl AT® BMecTo Tpex,
TO eCThb IPOMCXOAUT IOTepsl HHePruy IpH IepeHoce BOAOPOJA 4Yepe3 BHYTPEHHIOK
MeMOpaHy MUTOXOHZPHIA.

MaraTt-acrapraTHblil MeXaHH3M HauboJjiee yHUBepcaseH IJIs KJIeTOK OpraHu3Ma.
B pesynbTaTe JaHHOTO IpoLecca MPOMCXOUT Ilepefjada BOAOPOJa OT LIUTOIIa3MaTH-
geckoro HAJTH Ha MutoxouapuainbHbiii HAJI, mosTomy obpasytorcs 3 Mosexynsl AT
6e3 notepu aHepruu (cM. puc. 114).

ITepexoz Ha a3pO6HOE OKKCTIEHNE ITII0K03bI TPOUCXOIHT IIPH MOCTYIIEHUH B TKAHU
KHCI0poza. IIpy 3TOM cHIDKaeTcs moTpebieHre ITI0K03bI U 6JI0KUpyeTcsl 00pa3oBaHue
naxrara (3¢ ek [Tacrepa). ITepBele 10 peakuii HepBoro sramna a3poo6HOTr0 OKUCIEHNSA
TOJIHOCTBIO COBMAJAIOT C aHA3POOHBIM ruKomu3oM 10 [1BK (cm. puc. 107).

Bropoii 3Tan a3po6HOT0 OKUCIIEHHUS [TTI0KO3bI HAUMHAETCS C TPAHCIIOPTa MUPyBaTa
M3 LIUTO30J11 B MUTOXOHZPUM OeJIKOM-TIepeHOCYUKOM BMeCTe ¢ MOHaMU BOJOpPO/a MO
MeXaHU3My CUMIIOPTA.

B mpouecce okucnutenbHOro AekapbokcumrpoBanus [IBK npuHuMmaer ydacrie
MyJbTH(epPMeHTHBII TMPYBaTAernAPOreHa3HbIi KOMILIEKC, BKITIOYAomuiil 3 pepmenTa
(E, — mupyBargeruaporenasa; E, — auruaponunounanerunrpancdepasa, E, — auru-
nposwmmnousernaporeHasa) u 5 kodakropos (THD, HAL", ®ALl, HSKoA, numnoeBas
kucinora) (puc. 119).
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C|Ha TI®, IK C|Ha
2¢=0 + 1,0, HSKOA QALHAL' — 5C-0 + 2HAIH + 2CO,
| E, - nupysatnernaporenasa gy
COOH NexkapBOKCHIMpyIomas
MBK E, - numoauernntpancepasa

E3 — JHNoaMHUAeTHApOreHasa

Puc. 119. CymmapHasi peakiust OKMCTUTETLHOTO eKapOOKCUINPOBaHHUS THPOBUHOTPAHOIM
KHUCJIOTBI

[TapuuanbHble peakliuy Ipolecca npescrasieHsl Ha puc. 120.

1.CH,-CO-COOH + H-TI®-E,  ~CO; CH,~CH~OH
_
TI®-E,
OKCH3THIIBHOE IPOU3BOJHOE
TAD
2. CHs_(iH_OH 7T> CH3—(\]=O
TID-E, 5. sH
7 H-TI®-E, JIK-E,
JIK-E, aleTUIITUIIOaMHU/L
3. CH,-6=0 SH SH
5, sH / \\ \
JIK—E, HS~ KoA CH,-C=0 JUTHPOTUIIOAMUL
SKoA
Anernn-KoA
4.5H SH / \\, DAJIH,-E,
JIK-E,
DAJI-E, 53
JIK-E,
. JpixaTenbHas
5. OAJIH,E, HATH + H — )
HA*

DALI-E,
Puc. 120. CxemMa OKUCTUTETILHOTO eKapOOKCUIMPOBAHMsI TPyBaTa

Crapus 1. ®epment E, obrasaeT BeIpaxeHHON cyOCTpaTHOH crenudUIHOCTbIO,
nexapbokcunupyer u okucaser IIBK, ocraBumiascsi 4acTb MOJIEKYJIbI COeAUHSETCS
¢ TA® B popMe OKCHITHIILHOTO TPOU3BO/IHOTO.

Cragusa 2. [uipoKCUITUIIbHASA TPYIIA OKUCIIAETCA 0 YKCYCHOM KUCIIOTBI C y4a-
crueM QepmenTa E,. AKienTopoM BOoAOpOZa fABJAETCS JIMIOeBas KUCI0Ta B COCTaBe
E,. OziuH aToMm cepbl BOCCTaHABIMBAETCs 210 Cy/Ib(GrupunbHoii rpynmsl (SH), apyroit
aTOM CBSI3bIBAETCA C aleTWJIbHBIM OcTaTKoM. PopMupyeTcs THOIOBAasg MaKpo3prude-
CKas CBA3b.
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Cragus 3. AUeTUIbHBINA OCTAaTOK, CBS3aHHBINM THO3(QUPHON CBS3BIO C JIUIIOEBOM
KMCIIOTOH, IepeHocuTcs ¢ yaactueM E, Ha HSKoA c o6pasoBanuem anetun-KoA. B xoze
peakIuy IPOUCXOAUT BOCCTAHOBJIEHHE BTOPOTO aTOMa Cephbl JIMNIOeBOM KUCIIOTHI.

Crapus 4. OcymecTsisieTca ¢ yyactueM pepmenTa E,, mpocreTnyeckas rpymnma Ko-
toporo ®A]I BoccTaHaBIMBAETCA 3a CYeT OKUCIIeHU JIMIOaMU/A.

Crapus 5. DyIeKTPOHbBI, N3HAYaIbHO TIPUHA/JIeXaBIlne I'UIPOKCHITHIBHON IPyII-
ne, BoccraHaBnuBaoT HAT*. Jlanee HAJTH (H*) ciy’XUT MCTOUHMKOM BOCCTaHOBU-
TeJIbHBIX SKBUBAJIEHTOB JJI 3JIEKTPOHHO-TPAHCIOPTHOM L€l MUTOXOHZPHHA, 4TO CO-
NpoBosKaeTcs obpazoBanueM 3 Mosekya AT® myTeM OKUCTUTENBHOTO Gpochoprim-
poBanus. IIpu pacyere Ha 1 MOJIb T7TIOKO3bI BBIXO/] 3Hepruu coctapiser 6 AT® (3 x 2).

Tperwuii aTan a3poOGHOTO OKKMCJIEHUS TIIFOKO3bI — IUKJI TUMOHHOU KUCTOTHI (OH Xe
IUTPATHBIN LUK, UK Kpebca, 1K TpuKapOOHOBBIX KUCIIOT) JIOKAIU3YeTCs B MUTO-
XOH/IpHUanbHOM MaTpukce (puc. 121).

Anerun-KoA nMeer xuMnyeckue pesucreHTHble ¢BsA3M C—C B alleTUJILHOM pajn-
KaJie, OKHCJIeHre KOTOpbIX Tpebyet 9 peakumii IITK.

COOH COOH (IIOOH (I‘,OOH
?Hs —0 Uurparcunrasa Hz AxoHuTasa qHz AxoHuTasa CHZ
&0 + §y 7~ [HOFC~COOH—> ¢—COOH —> H—(—{COOH—>
1 (|:H2 HO -H,0 cg +H,0 @
S-KoA [Loop 20 HS-KoA GHy -H, 2 :
Auetnn-KoA Okcanoa COOH COOH COOH
1eraT
(IIYK) Hurpar uc-AKOHUTAT Wsouurpar
0-KeTormuy-
W3ouurpar- 9 HTapaT-nem- CEOOH CyKUuHUI- COOH COOH
Aeruzporenasa  CH,  pgporenasa CH, KoA-cuntasa | CykumHar- |
7C02 CIH +[HS-KoA I -HS-KoA CH2 nerunporenasa CH
, CH, I — [
7_;(5—01{/\ c': O o+ (|:H2 (I:H
HAIL  [HAZH] (O HAZFATHIC=0 mo-oulfel [0 COOH
3AT® [COOH ~CO, 3AT® “S-KoA AT bvmapar
Cykuunar ymap
a-kerorayrapar Cykuuaui-KoA
COOH GOOH  Manar-  COOH
yMapar- _ Ieruapo- B
%H rujpararasa (||:H OH resasa 9_0
ToCH T g G CH,
Coon 20 COOH HAL [HaMH] COOH
dymapar Manar 3AT® Okcanoanerar
YK)

Puc. 121. Huxkn Tpukap6oHOoBbIX Kuciot (1uki Kpebea)

IlepByr0 peakuyIO ajabJ0JbHON KOHJeHcauuu auneTua-KoA ¢ oKcamoaneraTom
KaTaJM3upyeT LIUTPATCHHTa3a. B Xxoze npouecca obpasyercs nuTpat U GOpMUPYIOTCS
HeoOX0MMBble T OKHCIIeHUs o.-B-yrieposiHble aToMbl. OZTHAKO, B B-II0JI0KEHUH OKH-
CJIeHre HeBO3MOXKHO, TaK KaK CIIMPTOBas IPyIIa TPeTUYHas.

BTopas U TpeThbs peaklMu, KaTajlu3upyeMble aKOHUTATIUAPATa30l (#eruapara-
IUSA-TUAPATALNS), IPUBOAT K CTPYKTYPHOIA IIepecTpoiike U 06pa30BaHUI0 BTOPUYHOM
CIIMPTOBOM T'PYIIIBI B O-TI0JIOKE€HUU B U30LIUTPATE.
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YeTBepPTYIO peaKIMIO KaTaIM3UPYyeT U30LUTPaTAeruporeHasa eKapOooKCUINpy-
fomass — HAJI-3aBucuMbIi GpepMeHT. B pe3yibrare eru[pupoOBaHs B OL-IIOJIOKEHUH
¥ 1eKapOOKCHTIPOBAHUA B B-T0JI0KeHnH 06pasyroTcs a-ketorayrapat, HAZTH u CO,.
Taxo¥i cioco6 ob6pasoBanus CO, Ha3bIBAIOT MPAMBIM JleKapOOKCHIMPOBaHHEM.

IlsTas peakuus — OKUCJIUTEJbHOe JeKapOOKCHIMPOBAaHME O-KeTOrJIyTapara,
OCYIIECTBIISAETCS MYJIbTH(EPMEHTHBIM KOMIJIEKCOM, CXOZHBIM 10 CTPOEHHUIO C IH-
pyBaTZeruiporeHa3HbIM KOMILIEKCOM (cM. puc. 119). B xoze nporiecca o6pasyercs elie
1 monexyna CO, 1 cykuuHua-KoA.

IllecTas peaknus — peakuus cy6cTpaTHOro pochoprIpoBaHus, cuHTe3a 1 Mo-
nexynsl I'T® u 06pa3oBaHUs AHTAPHOM KUCIOTHIL. Peakiyio KaTaausupyeT CyKIMHUI
KoA-cuHrasza, koropast uMeer 2 uzodpepMeHTa: OJIMH M3 HUX 4yBcTBUTENEH K AIlD,
npyroit — k II®. Peakuuio neperoca Heopranmdeckoro gocdara ¢ I'TO na AL
c obpazoBanueM AT® katanusupyer Hyki1eozuanudocdaTkrHaza.

HykJeozuzanudocdar-

KHHAa3a
[TO + AI® > ATO + IO

Takum o6pa3om, sHeprus coxpaHsercs B popme ATO.

CeapMasi peaknys — OKHCJIeHHe CyKIMHATa 0 $yMapoBOi KUCIOTHI KaTaau3u-
pyer ®AJl-3aBucuMBIii pepMeHT cyKuuHaTaeruaporeHasa, ®AJl npu 3ToM BoccTaHaB-
nuBaercs B PAJTH,.

BocbMas peaknus oCylecTBiseTcs noj jeiictBueM gymapasel (Gymaparruapa-
Ta3bl) ¥ MPUBOJUT K 0OPA30BAHMIO SI06JI0UHOI KUCIOThI (MasiaTa).

JleBsiTasi peakuusi — OKHCJIeHHWe Mamara ¢ 0Opa3oBaHMeM OKcajoalerara
n HAJTH, xaTanusupyeTcs MajaaTAeruiporeHa3oin.

O6umit Boixox AT® cocraBnisier 12 MOJIeKys TIPU OKUCTEHUHM OJJHOW MOJIEKYJIbI
anetns-KoA, a Ha 0[JHy MOJIeKyJly ITIIOKO3bI 12 X 2 = 24 ATO.

®ynknuu nukiaa Kpeoca:

1. Katabosuyeckasi: OKUCIIeHUE alleTUIbHbIX OCTaTKOB CyOCTPAaTOB 6HOIOrHYeCcKO-
IO OKHCJIEHUS 10 KOHEYHBIX IPO/IYKTOB 0OMeEHa.

2. AHabondeckast: cyberpaTsl ukiIa Kpebca — ocHOBA /i CHHTe3a HOBBIX MOJIe-
KyJI: CyKUMHUI-KOA HeoOX0auM ISl CUHTe3a reMa, o.-KeTorjyTapar — Juisi 06pa3oBa-
HUS [JIyTaMara, OKcauoareTar — /ISl CHHTe3a acrapTara, IJIFOKO3bl (TJIIOKOHeoreHe3).

3. NnrerparusHas: LITK — cBA3yiomee 3BeHO MexX/y aHab0JIM4IeCKUMHU 1 KaTabo-
JINYeCKVMHU peaKInsMu, CBSI3bIBAET BCe BU/bI 0OMeHa, Kak 3-if aTan kataboir3ma Ge-
KOB, JINIIWZIOB, yITIEBOZIOB.

4. BopoponnonopHas: nocraeka 3 HAJTH (H*) u 1 ®AJTH, B AbixaTe/IbHYIO Lelb
MUTOXOHZIPUIA.

5. Duepreruyeckas: 1 anerun-KoA, sximodasics B LITK, cnoco6eTByer o6pasosa-
HUIO 12 ATO.

OCHOBHOe 3HayeHHe a3pPOOHOr0 pacazia IJIOKO3bI 10 KOHEYHbIX MPOJYKTOB 3a-
KJII04aeTcs B 06pa3oBaHuy sHepruu. DG HeKTUBHOCTH a9POGHOTO OKUCTIEHHsI TTIOKO3bI
cocraBiiser 0Koso 50 % U pacCUUTHIBAETCS CIIeYIOIM 00pa3oMm:

KIIZ = 1430 x 100 / 2840 = 50 %.

Imokosza (C.H,,0,) + 6 0,— 6 CO, + 6 H,0 + 38 AT® (1430 k]Ix) in vivo
I'moxosa (C.H,,0,) + 6 0,— 6 CO, + 6 H,0 + 2 840 k]I in vitro.
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IHenTo30(poCc(daTHBIN ITYTHh NPEBPAUIECHHUS ITTIOKO3BI

ITenro3zodocdaTHblii myTh (1uKII) mpeBpameHus raoko3sl (TIPIT wm IIPLI, mps-
MO€ OKHCJIEHUE TJIFOKO3bI) Ha3bIBAIOT TAKXKe TeKCO30MOHO(POCHATHBIM MIYHTOM HIIH
armoToMuyeckuM nyreM. Ero HanbosbIiasi CKOpoCTb OTMedeHa B IIUTO30JIe KJIETOK I1e-
YeHH, )XKUPOBOW TKaHU, SPUTPOLUTAX, KOpPe HaAlOUYeyHUKOB, MOJIOYHOH Xeje3e Npu
JIaKTaliY, B CeMEHHUKAX, B MeHbIllell CTelleH! B CKeJIeTHBIX MBIIIIIAX.

BoizienAtoT 2 3Tamna mporjecca: OKUCIUTeIbHBIN U HEOKUCTUTENbHBIN (CTPYKTypHAS
HepecTpoiiKa caxapos).

IlepBblii (OKMCIUTEIbHBIN) 3TAN BKJIIOYaeT 2 peakliy ernApMpoBaHuH C yya-
crrieM HAZI®-3aBrcHMBIX pepMEeHTOB: TTI0K030-6-hocdaTaeruaporeHassl (1-51 peak-
uus) u 6-¢pocornokoHaTaernaporeHass (3-1 peakuus) (puc. 122).

R K 0T 1
E H_ 0 E [1I0K030-6-pocdar- Col !
1____(|£___; JeruaporeHasa ;_g__” !
H-C-OH H-C-OH! |!
& : , [MoKOHOMAaKTOH-
HO-C-H NADP* . NADPH +H* HO-C-H [0 1yyparazq
H—(IJ—OH H—(IJ—OH'L_ ! 7—>
H*CFOH Mg* wumu Ca** H*CII H,0
H,C-OPO,H, H,C-OPO,H,
I'moko30-6-docdar [1I0KOHONIAKTOH-6-pocdar
o
ol : 6-DocdormokoHaT-
, C-OH, JleruiporeHasa CH,OH
i |
H—CI—OH (IJ= 0]
HO-C-H NADP~ o« NADPH + H* H-C-0OH
I |
H—(I3—0H ™~ H—(IJ—OH
CcO
H-C-OH 2 H,C-OPO,H,
H,C-OPO,H,

Pubyno3o-5-dpocdart
6-DocdormoroHaT

Puc. 122. TapipanbHble peakLiMy epBoro (OKKCIUTENBHOr0) 3Tarna eHTo30¢pochaTHOro nyTu
IpeBpalleHus [JII0KO3bl

BTOpoii (HeOKUCIUTEeIbHBIN) 3TAN COCTOUT U3 [IBYX ITOC/Ie/0BAaTeIbHBIX IPOLiec-
COB: peaKIMy N30MepH3aL1H ¥ SMMMepU3alluy IEHTO3 1 pereHepaliiy eHT03 B FeKCo-
3bl. B x07ie miepBoro mpoiecca 06pasyercsi BaKHbIN MeTabomuT — prub6030-5-docdart.
Bropoii nponecc obecriedrBaeT cHabkeHHe OpPraHM3Ma MOHOCAXapuJaMH C Pa3HbIM
YHCTIOM YIJIepOJHbIX aToMOB 0T C, /1o C.. B peakuusx BTOPOro aTana y4acTByIoT gep-
MeHTBI 3IMMepa3a, M30Mepasa, TPaHCKeToJa3a M TpaHCajboja3a. TpaHCKeTosa3a
B KauecTBe KodepmeHTa ucnonb3yer Tuamunaudocdar. IlapuuaabHble peakyuy BTO-
poro 3Tamna npezcraBjeHbl Ha puc. 123.
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OxuciaurenbHble peaknuu IOIT

(2) pu6030-5-dpocdar (2) cenorentyno3o -7- (2) ¢ppykT030-6- | (5) I/IOK030 -6-
Cs l_ docdar C, docparC, —> docdar C,

usomepasa
(6) pubymnoso-5-docdar (C,)

Inumepasa Tparnc- Tpanc-
Kkemoaasa anvdonasa (3) 5puTp030-6-
(4) xcunynoso-5-pocdar (2) rnuuepanb- (2) spuTposo-4-  docdar C,
C Aerup-3-pocar docdar C, T ®pyxmo3so 1,6-
G bucochpamasa

T anvdonasa

T mpuo3ogocpam-
2) kcunyi1030-5-bochar usomepasa
@ ’ C boc (2) rimuepanbaerus-3-
’ docdar C,

Puc. 123. Cxema BTOpPOro (HEOKHCIUTENBHOTO) 3Tala NeHTo30pochaTHOro MyTH MpeBpaleHns
TJII0KO3BI

Ecnu paccmarpuBath Bech neHT030¢ocdaTHBIA MyTh KaK [UKIWYECKHUA MPOLece,
TO CJIelyeT UCIO0JIb30BaTh K03GPUIKEHT 6, TO eCTb 6 MOJIEKYJI [TTIOKO3bI II0/IBepraoT-
Cs1 OKMCJIEHHIO Ha IIePBOM 3Tare ¢ 00pa3oBaHHeM 6 NEHTO03, a Ha BTOPOM JTalle B X0zie
CTPYKTYPHOM [TepecTPONKU 6 MOJIeKyJI IIeHTO3 PereHepupyroT B 5 MOJieKys rekco3s. 13
6 MoJeKyJ IoK030-6-pocdaTa mozBepraeTcss OKUCIEHUIO TOJIbKO 1 MoJleKkyna — /1o
6 monekyn CO,.

O61ee ypaBHeHuUe TpoLecca:

6 rmok030-6-pocat + 12 HAID* + 2 H,O — 5 rmoko30-6-pocdat +
+ 12 HAI®H(H") + 6 CO,

3Hauenue nenro3o¢docdarHoOro myTH npeBpalieHns IMIOKO3bL:

1. O6pa3oBaH¥e BOCCTaHOBUTENbHBIX 9KBUBaeHTOB HAJIOH, KOTOpBIE UCIIOITb3Y-
IOTCS1 B Pa3HOOOPAa3HbIX IIPOIIeccax:

a) peaxLy BOCCTAaHOBUTEJIBLHOrO OMOCHHTe3a (CHHTe3 XUPHBIX KUCJIOT, X0JecTe-
pUHA);

0) BOCCTAaHOBJIEHUH IJIyTaTHOHA (CHCTEMa aHTHOKCHIAHTHOM 3aIHTHI);

B) IpeBpallleHny pUOOHYKJIEOTH/IOB B 1€30KCUPUOOHYKIIEOTH/IBL

r) paboTe MOHOOKCHI€Ha3HbIX CUCTEM;

1) OKHCIIUTeNIbHOM daromuTo3e (06pa3oBaHue CynepoKCU pauKara Moy JefCcTBy-
eMm HAZI®H oxcupassr).

2. O6ecrevnBaeT KieTku pru6030-5-pocaTom (CUHTE3 HYKIEOTUIOB, KOGEPMEHTOB).

3. SIBnsAeTCA IYHTOM MeXZy Pa3JINYHBIMU NMyTAMM YTUIN3aLUU ITI0K03bI (TIUKO-
JIA30M, [JIOKOHEOTeHe30M).

4. IBnsiercst GOHIOM BO3BpAIlleH!sI IEHTO3 B MyJI FeKCO3.
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Bo3pacTHBIE OCOOEHHOCTH OOMEHA YITIEBOIOB

Y nereii mepBOro rozia XuU3HM yIyIeBObI NUINY 0OecriednBatoT 40 % noTpeGHOCTH
B 9HEPTHH, a ocsie rozia — 10 60 %. DTuM 06bsicHsIeTCst 60Jiee BbICOKas MOTPeOHOCTD
B YIJIeBOZIAX y ZieTel, YeM y B3POCJIbIX.

Bo BHyTpUyTpOOHOM Tepuojie Pa3BUTUS B HMOPUOHANBHBIX TKAaHAX B CBA3U
C HU3KUM IapLMaJbHBIM JaBJIEHMEM KHUCJIOpPOJa NPEeMMYLIeCTBEHHO IPOTEKalT
peaxknuy aHa3pOOHOrO OKUCIeHHA. IIPOMCXOANT HAaKOIUIeHHe U30bITKAa MOJIOYHON
KHCJIOTBI.

310pOBbIe IOHOLIEHHBIE IeTU POXKAAIOTCSA B COCTOSHUY MeTaboIM4ecKoro anuso-
3a. IHTeHCHBHOCTb TPOIIECCOB aHA3POOHOTO TIMKOJM3a y HUuX Ha 30—35 % Bble,
4eM y B3POCJIbIX. AHA9POOHOE OKKCIIEHHe YIJIeBOIOB OCTAeTCs Ha J0CTaTOYHO BHICO-
KOM YPOBHE BO MHOTHUX TKaHAX pebeHKa 1-ro rosa Xu3HU.

Cpenu npyrux nyTel OKUCJIEeHU ITII0KO3bI Y leTel IIepBOro rofia )XU3HM Ha4nHaeT
GyHKUMOHUPOBATh MEeHT030(0CHATHBIN My Th.

AKTUBaIMsE a9POOHOTO MyTH OKUC/IEHUS YTIeBOJOB MPOUCXOIUT C 3—4- X Mecsd-
HOT'0 BO3pPacTa, UHTEHCUBHOCTD €r0 [OCTEeIIeHHO HapacTaeT. Y JieTell MOXHO BbIJIeJIUTh
pAn ocobeHHOCTel CUHTe3a YIieBozIoB. B mocieHue 2—3 Mec. BHYTPUYTPOOHOTO Tie-
puozia B [IeYeH! U B MBIIIIAX IPOMCXOAUT MHTEHCUBHBIN CUHTe3 IJIMKOreHa, KOTOPBIX
BO BpeMs POZIOBOrO cTpecca ObICTPO pacxoayercs. CUHTe3 IJIMKOTeHa HaYMHAeTCH
C KOHIIa BTOPOTO — Hayasia TPeTbero Mecsia XU3HU. 3aTeM CKOPOCTb IJIMKOreHoo6pa-
30BaHMs1 OBICTPO HAPACTAET M Y)Ke Ha IeEPBOM r'O/Ty KU3HU JOCTUIaeT YPOBHS B3POCIIBIX.
ITpoueccsl IIIOKOHEOTeHe3a y fieTell paHHero Bo3pacTa IPOTeKalT MeHee NHTeHCUBHO,
4eM y JieTeii GoJiee cTapiIero Bo3pacra 1 B3pOCIbIX.

CozepixaHue IJIOKO3bl B KPOBH XapaKTepU3yeTcs BO3PACTHBIMU OCOOEHHOCTA-
Mu. KoHLIeHTpauys III0K03bl B KPOBU HOBOPOXXEHHBIX B CpejHeM cocTaBiuder 3,33 +
1,66 MMoJIb/71. Y meTeil paHHero Bo3pacTa HabJII0AaeTCs CKIOHHOCTb K TUNOTINKEeMU-
JeCKUM COCTOSIHUSIM. YPOBEHb IJIFOKO3bI B KPOBU fleTeli 5—6 JieT B CpefiHeM COCTaBIIsIeT
3,88 = 1,11 mmonb/n1. K 14—15 rogam riavkeMusl JOCTUraeT rokasareseil B3pocioro
4,4—6,1 MMOJIb /1.

Perynasanusa yriieBoOJHOTO OOMeHa

Perynsinus yrieBoJHOrO 06MeHa OCYIIeCTBISETCS MOCPEACTBOM B3aUMO/IeHCTBIS
HeMpO3HZOKPUHHOM CUCTEMBI, IIeYeH!, MBILIeYHOH, )KUPOBOK U IPYIUX TKaHeH.

Daxmopui, Gruaoujue Ha 20Meocma3 210K03bl

OCHOBHO¥ MeTab0IM3UPyeMbIi yIriieBoj — IoKo3a. HopMasibHash KOHIIEHTpalus
IJIFOKO3bI B KPOBHM — BaXKHBII II0Ka3aTeJb yIiIeBOAHOro ooMeHa. CHIDKeHHe ee coziep-
XKaHUA B KPOBY Ha3blBaeTCs IMIOIJIMKeMHeH, a OBbIlIeHNe — runeprivKeMHuen.
CurHasbl 06 U3MeHeHUH YPOBHS caxapa B KPOBYU MOCTYNAIOT B KOPY FOJIOBHOTO MO3Ta
OT peLelITOPOB UHTUMBI KPYIIHBIX COCYZOB.

B3aumogeiicTBre HeMPOIHJOKPUHHON CUCTEMbl BBIPAXKAETCS B PA3HBIX OTBETHBIX
peakLuax:

* IIpY TMIOIIMKEMUY HaOJI0/1aeTcs ajpeHaioBO-CUMIIATHIeCKUl OTBET, a IPU TH-
MeprIMKeMUY — Baro-uHCYIAPHLIHA (puc. 124).
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HeliposHIOKpUHHAA
cucrema —
OTBEeTHBIe peaKLuu

AnpeHasioBo-cUMIaTA4ecKast Baro-uncynapHas
TIpU T'MIOTJIMKEMWU [IpU TUTIePrIINKeMUN

Puc. 124. OrBeTHble peakLuy HeHPO-3HAOKPUHHOM CHCTeMbl Ha U3MEHEHUs YPOBHS IJIIOKO3bI
B KDOBHU

Vi3MeHeHUs YPOBHS ITIIOKO3bI B KDOBY BIIUAIOT HA OMOIHEPreTHKY KJIeTKu. [1pu ru-
TMOT/IMKeMUM NiepudepruyecKrie TKaHU UCIIONB3YIOT KaK cyOCcTpaT 61OI0rMIecKoro OK1-
CJIeHUS JIUTU/IBI, @ TP THUTIEPTIMKEMUN — TJIIOKO3Y.

[py rUMOTIMKeMUN POUCXOAUT MOOMIIM3AIIMS KUPHBIX KMCJIOT (aKTUBALMS JIH-
TI0JI3a B )XMPOBOU TKAHU) ¥ YBeJIMUEHNe UX OKUCIIEHHUs B MBIIIIAX [TPU OJHOBPEMEH-
HOM CHIKEHUU YTUIN3aIMH ITII0K03bL. JKMpHbIe KUCIIOThI yTHETAIOT IOTJIOIeH e [TTI0-
KO3bI MbIIIIIaMU. TakuM 06pa3oM, IPH TONIOAAHUY SHEPTeTUIEeCKIe PacXo/bl B OCHOB-
HOM TIOKPBIBAIOTCSI 32 CYET OKMCJIEHUsI KMPOB. [JII0K03a COXpaHseTCs AJsA CHaOXeHus
SHEprueil KJIeToK HepBHOW TKaHU. [TOBBIIIEHHe YPOBHS TJTIOKO3bI B KPOBU MTPUBOAUT
K CHVDKEHUIO JIUTOJIM3a U YCUJIEHHUIO JIUTIOTeHe3a, TaK KaK B MBIIIIIAX OBBIIAeTCs YTH-
JIM3al¥s TI0KO3bl. B3aMMOOTHOIIEHUST MEX/Ty KOHIIEHTpaluell TIKO3bl U XXUPHBIX
KUCJIOT Ha3bIBAIOT ITIIOKO30-)XUPHOKUCIOTHBIM LHUKJIOM P3H[JIA, HE3aBUCHMBIM OT
ropMoHOB (puc. 125).

T [1I0K03a

B IIJIa3Me

l I'r0K03a

B I1JIa3Me

Yrunusanusa
TJTFOKO3BI
B TKaHAX

l JIunonu3

THI/IHOJII/IS Yrunusanus
l TJTFOKO3bI

B TKaHAX

T OKHUCIIeHNe
CXK
B TKAHSX

T CXKK

Puc. 125. Posb cBo6OAHBIX K UPHBIX KicaI0T (CIKK) B yTHM3aImu rr0K036! (TIH0K030-KHUPHO-
KUCJIOTHBIH IUKJI, UK PaH/Ia)
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Perynsauusa yrneBogHoro obMeHa Ha Kiie- NH,
TOYHOM yPOBHE IIPOUCXOAUT IIyTeM peryJsaLuu
aKTMBHOCTH (ePMEHTOB YIIeBOZHOTO 0OMeHa
C y4acTueM /IByX OCHOBHBIX MeXaHU3MOB: B AI

1. MexaHu3sM CpOYHOH peryisanuu ' C
(6bicTpas orBeTHas peakuus). CyTb mpo-
1ecca: akTUBaLUA WX TOPMOXKeHUe TOTOBBIX
MOJIeKy/1 06enKoB-pepMEHTOB 3a KOPOTKHI
IPOMEXYTOK BpeMeHM (HEeCKOJIbKO CeKYH[ l CurHanbHbIi nenTna
WM MUHYT). B perynaunum npuHUMaroT y4ac-
THE ajJiocTepudeckre pepMeHThl, KOHPOpMa-
1S ¥ aKTUBHOCTb KOTOPBIX 3aBUCUT OT COOT-
HOLIeHUs KOHLEHTpaUUi B KJIeTKe ajjlocTe-
pudeckux adpdexropos: HAITH/HAL*, ATD/
AM®, anerun-KoA/HSKoA, nutpara, ¢oc-
dopunpoBaHHblx GopM caxapos. M3meHe-

Mpe- npo- nHcynuH (100 aMmMHOKMCNOT)

Mpe- npo- HcynnH (78-86 aMMHOKMNCIIOT)

HUA KOHbOpManuu (GpepMeHTOB MPOUCXOUT - C-nenTug
TaKXe B pe3y/bTaTe KOBaJeHTHOW Moaudu-

Kauuu. Mozynstopamu GepMeHTOB ABJIAKTCS 30a/k - 21a/K
ropMoHbl. Harnpumep, MOZlyIiTOpaMyu aKTHB- ::I; A

HOCTU TJMKOreH(POCPOpUIasbl U IIIMKOTeH- B

CHHTa3bl fABJANTCA aipeHAJMH U IJIIOKAroH.
®ochopunupoBanue raukoreHdochopunassl ViHcynuH (51 amMHoKMcnoTa)
NIPUBOZIUT K aKTUBalmu ¢epmenra, a pocdo-
PUIMPOBAHYE TTUKOTeHCUHTA3bl — K MHTUOU-
pOBaHI/IIO (bepMeHTaTI/IBHOP'I AKTUBHOCTHU. Puc. 126. Cunre3 u CO3peBaHre NHCYJINHA

2. MexaHU3M MeJJIeHHOHM peryasinMu
(MenneHHas oTBeTHas peakunus). CyTb Ipoliecca: pery/sanus 3aBUCUT OT CKOPOCTU
6rocuHTe3a 6eKOB-(pepMeHTOB, TPOAOIKUTEILHOCTD IPOLiecca COCTaBIIsAeT IHY U He-
nenu. VIHAYKU¥s OPUBOJWT K aKTUBALMs OHOCKHHTe3a GeKOB, pernpeccust — K TOPMO-
YKEHUIO JAHHOTO Iporecca. KOHTPOJIb OCyIecTBIAeTCs IPU y4aCTUU TOPMOHOB.

TOpMOHBI, peryIupyolye yrieBogHbIii 00MeH.

OcHOBHOE MeCTO B TOPMOHAJIbHOM Peryyisluy roMeocTasa II0KO3bl B OpraHu3Me
OTBOZIUTCS IByM I'PYIIIIaM TOPMOHOB:

1) ropMOHBI, IOHUKAIOIYe YPOBEHb caxapa KPOBU — UHCYJIUH;

2) TOPMOHBI, TIOBBIIIAIONINE YPOBEHb caxapa KPOBY (aApeHalnH, III0Karod U Apy-
rve KOHTPUHCY/IpHble TOPMOHBI).

UHCYIMH — e[IMHCTBEHHBIA T'OPMOH, CIOCOOCTBYIOIIMN YTUIM3ALUK TIIFOKO3bI
Y CHIDKAIOIWI ee TpoAyKuuio. CHHTe3 MHCYJIMHA IPOUCXOJUT B B-KJIeTKax MOZXKemy-
ZI04HOIA JKeJie3bl Ha pubocoMax B popMe NpenporHCYINHa, cocTosmero u3 100 aMuHo-
KMCJIOTHBIX OCTaTKOB U cofiepxaiero curHanbHblil nerntus (L). ITocne ero oTimernie-
HUS O] IeHCTBIEM TMenTHaa3bl 06pasyeTcsi TPOUHCYINH (78 —86 aMUHOKUCIOTHBIX
OCTaTKOB), 3aTeéM MPOUCXOAUT CIIOHTAHHBIN QONAUHT. [lelicTBIE MEeNTH/a3 MPUBOAUT
K oTmieruienyio C-mientuzia (CBA3bIBaoIero, connecting). @opMupyercs 3pesibiii HHCY-
JIVIH, COCTOAIMM U3 ABYX Lieneil A (21 amuHokucnora) u B (30 amuHOKMCTIOT), coefu-
HEHHBIX /IByMS JUCYIbQUAHBIMA MOCTUKAaMHU (pHcC. 126).

I1aBHBIM perynATOpPOM CHHTEe3a MHCYJIMHA ABJIAETCA IIIOKO3HBIN CTUMYIIL. IT1I0K03a
perynupyeT 3KCIIPeCcCUIo reHOB UHCYJIMHA.
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Cekpenus nHCynuHa — 310 Ca?*-3aBUCUMBIN TIPOILECC, KOTOPBIN IpU Aeduiire
Ca* cHmXaeTcs fake IIPY BbICOKOH KOHIIEHTPALUU ITTIOKO3b.

Cekpenys MHCY/IUHA U7ieT B 2 $asbl:

1) HeMeZIJIeHHO TI0CJIe MOBBINIeHNA KOHLIEHTPAL[UY TII0K03blL, INTUTCA 5—10 MuH;

2) MenneHHas ¢asa, JUIUTCA [0 IPeKpalieHys ITTI0KO3HOTO CTUMYJIA.

ITepopanbHOe BBeZieHWe UHCYIMHA IPUBOJUT K yTpaTe ero aKTUBHOCTH M3-3a IIPO-
Te0JIn3a, I03TOMY BBOZAAT Ipenapar NoJK0HO. [lepuoz monypacnaza MHCY/IMHA B KPO-
Bu cocrasiseT 10—30 muH. MTHaKTUBaLMA CBA3aHa C OKACJI€HUEeM WU BOCCTaHOBJIEHU -
eM aucynbPUIHBIX MOCTHKOB, 3aBepIIaeT Pacra/ MOJUMEeNTHIHON Lel MHCYIMHA3a
(nmporeasa), ruApOIU3YIOLIAsA NeNTUAHbIE CBA3N.

CBoe BIMAAHME UHCYJIMH OKa3bIBAaeT HAa NHCYJIVMHYYBCTBUTEJIbHbIC TKAHU: CKEJIETHYIO
U CepZEeYHYI0 MBIIIIIBL, )KUPOBYIO TKaHb, [Ie4eHb, KOPKOBBIX CJI0M II0YEK, COeAUHUTEIIb-
HYIO TKaHb.

WHcynuHHevyBcTBUTE IbHBIE TKaHU: ITHC, MO3roBoi /10 I0YeK, KUIIEeYHHUK.

PasnuHble 3¢ deKThI HHCYIMHA MOTYT IPOSIBIATHCS MO0 Yepe3 HeCKOJIbKO CeKyH/I
VJIM MUHYT — CPOYHBIN MeXaHU3M (TPaHCIIOPT II0K03bl, pocdopuirpoBaHie 6ekos,
aKTUBaIMs U MHrMOupoBanue pepmenToB, cuate3 PHK), nnubo yepe3 HECKONBKO 4a-
COB — MeJlIeHHbIT MexaHu3M (cuHTe3 6eska u [JTHK, K1eToqHbIi pocT).

YyBCTBUTENIBLHOCTD NeprdepriecKix TKaHel K MHCYJIMHY OIpe/ieNisieTcs HalndrueM
crenupUIecKux perenTopoB. PerentTop MHCy/IMHA IOCTOSHHO PacHaziaeTcsl U CUHTe-
3UpYeTcs, ero Nepuos MOoJyXU3HU cocTasysgeT 7—12 4. OH OTHOCUTCA K TUPO3UHOBBIM
IPOTEeMHKNHA3aM, COCTOUT U3 O ¥ 3-CyObeInHUII.

0-CyObeMHUIIbI HaXOAATCS HAa TOBEPXHOCTU MeMOpaHbI, SBJIAIOTCA TJIMKOIPO-
TeMHAMU U [lepeflaloT TPaHCMeMOpaHHbI CUTHAN K B-cyObelMHUIaM, HaXOSAMUMCS
BHYTPUKJIETOYHO.

B-CyObenuHuIibl 061a1al0T THPO3MHKUHA3HOW aKTUBHOCTHIO U MMEIOT Y4acTOK
ayrodocdoprrpoBanus. B oTcyTCTBHE MHCYIMHA PelienTop He MPOSBIIsieT TUPO3UH-
KMHa3HOM aKTUBHOCTU. CTMMYJIOM K aKTUBALUU sIBJIAETCA NIPUCOeJUHEHNe MHCYINHA
K O-cyObelMHUIIaM, 4TO BeZleT K ayTodpochOopUInpoBaHUIO [B-CyObeUHULL U OcIe-
nytomuM adpdexram (puc. 127). OnHumM 13 Takux 3G(HeKTOB ABNSAETCS TPAHCIOKAIVS
Genka-TpaHcropTepa rioko3sl IJIIOT-4 Ha MOBEPXHOCTh KJIETKU. DTOT MPOIIECC aK-
TUBMPYeT TPaHCIOPT IMI0K03bl. HapylneHne ero NpuBOAUT K Pa3BUTUIO MIEPBBIX CUM-
NITOMOB CaxapHOro fAuabera — IUMepPrivKeMU U IMIOKO3ypur. [MHOrIMKeMUIecKuil
3¢ deKT MHCYTMHA TaKXKe CBA3aH C aKTUBALMeH ITpoLiecca YTUIN3allH IJII0K03bI, B Iep-
ByI0 o4epenib ee pocOpUIMPOBAHUA — UHAYKLIUA TeKCOKMHAa3bl. [MoKk030-6-gocdat
He MOXeET BBIATH U3 KJIETKU.

VIHCY/IVH VH/IAPYET TAaKKe KIIFo4eBble (pepMeHTHI ITTMKOJIH3a, IeHT030-pocdaTHOro
TyTH Pacrazia TJIF0KO3bI, CHHTE3a IJTMKOreHa (TJIMKOTeHCHHTA3y U TIMKO3UNTpaHcdepasy).

VHCyIMH 1O CPOYHOMY MEXaHW3MYy aKTHUBHpPYeT (epMeHThI MUpPYBaTAeruzapo-
reHa3HOTO KOMILIeKca, IpoliecC IpeBpallleHus IJIIOKO3bl B JIMNUABL (JIMIIOTeHe3)
(puc. 128).

C 1pyroii CTOPOHBI, TUMOTIMKeMIYecKuit 3 PpeKT MHCYIMHA 06YCIOBIEH TOPMO35i-
UM JIefiCTBAeM Ha IPOAYKLUIO TTI0KO3bL:

1. Pacnaj rivikoreHa (TOpMOsKeHUe ruKoreH(pochopuiasbl U roKo30-6-pocda-
Ta3bl, YTO MPEMATCTBYET BBICBOOOX/IEHUIO TTIIOKO3bI B KPOBB. ).

2. I'mokoHeoreHe3 (perpeccusi KJIIOYeBbIX pepMeHTOB).

3. VIHCY/WH y4acTBYeT B TOPMOXXEHUHM MOOMJIM3AlUK CyOCTPATOB ¥ aJIOCTEpUYe-
cKuX 3P PeKTOPOB ITIOKOHEOTeHe3a BO BHEIIEUeHOYHbIX TKAaHAX: aJlaHWHa, JTJaKTaTa, I1-
pyBara, IJMIepHHa; YCUIMBAeT CUHTe3 OeJIKOB KPOBH M MBIIII].
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Hucynun

TpancmembpaHHblii
CHrHAN

Tpancnopt rmoxosM / \ \

OocdopuianpoBaHe- AKTHBaLMA Cunres Geska
nepocdopuavpoBanie | 1 MHTHOHPOBAHME
(GepmeHToB

PocT U Jlenenue KI1eTKU

Puc. 127. B3aMOCB$13b MeX/Iy PeLenTopoM UHCYJIMHA U ero adpdexTamu

Jluniorenes
I'ekcokuHa3a
Tpancmopr IInpysar-AT'- KnroueBnie
TJIFOKO03bI
KOMILIEKC bepmenTsI
B KJIETKY IJINKOJINA3a,
oI
I'muKoreHcMHTAa3a,
AKTHBaNMA / IJIMKO3UJI-
Penepeccus Tpancdepasa
KmoueBbix <€  MHCyaMH > UHayKuus
depmenTOB
rJIIOKOHEeoreHe3a

TopMoxkeHne > JIumojaus

I'nukorendocdopunasa,
IJII0K030-6-¢ocdarasa

Puc. 128. MexaHu3M [1eICTBUA UHCYINHA
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4. TopMO>KeHUe JIMIONN3a, TO eCTh IPOLecca, OCTABJAIIEro SHePruko i 0~
KOHeOreHesa.

VHCynuH peanusyeT cBOU 3P deKThbI TONBKO B IPUCYTCTBUY TJIIOKO3BI.

BTropas rpynia ropMOHOB — KOHTPUHCYJIAAPHbIE, K HUIM OTHOCATCA KaTeXOJaMUHE,
TJTI0KaroH, comarorponHslii ropmoH (CTT'), anpeHokopTukoTpomHbiii ropMoH (AKTT),
TTT, rmIOKOKOPTUKOU/BI U JIP.

KoHTpuHCyApHBIe TOPMOHBI OKa3bIBAIOT /IeiiCTBME KaK 110 CPOYHOMY, TaK U MeJ-
JIleHHOMYy MexaHu3MaM (puc. 129) onocpenoBaHHO depe3 HTAM®.

KarexonamMuHbI (apeHaarH) 00pa3yroTcs B MO3TOBOM BellleCTBe HaZIMOYeYHUKOB
¥ BEIOPACBIBAIOTCSA B KPOBB IO [I€fiCTBEM HEPBHBIX MITYJIbCOB.

AnpeHanuH (3nrHe)PUH) CTHUMYJIMpPYeT pacraj IJIMKOTeHa B [eYeHU U MBINIIAX.
B MbINIaX OH aKTUBUPYET IIIMKOTeHOJIN3 10 MOJIOYHON KUCIOTHI 6e3 0CBOOOXKIeH s
TJIIOKO3BI M3-3a OTCYTCTBUSA B HUX IIIOK030-6-(ocdarassl.

JIunorenes
TpaucnopT ek COKH-
[JIFOKO3bI Hasa
B KJIETKY KnoueBbie
depmenTHI
IIMKOJIN3a,
TopmoxkeHue odI1,
CHHTe3a
WHaykous AZnpeHanuH _ rnuKorena
KIIOYeBbIX €|  proparon | > Pempeccus
depmenToB
IJIIOKOHeoreHe3a

AxTuBanus —> Jlunosnaus

I'mukorendocdopunasa,
IJIIOK030-6-¢docdaraza
(HeT B MBIIILAX)

Puc. 129. MexaHu3M JieiiCTBUSA ajpeHalvHa U IJII0KaroHa

I'mroKaroH o6pasyeTcs B o-KJIeTKaxX MODKeNy0YHOM Kese3bl. OH, MoA06HO aape-
HaJIUHY, aKTUBHUpPYeT $pocPopuiasy, IIMKOTeHOIM3 ¥ 0CBOOOXK/IeHE TJIIOKO3bI U3 Tie-
YeHU B KPOBAHOE PyCJIO. DTO BIUSAHME HAMHOIO CUJIbHee, 4YeM y afpeHanuHa. OJHaKo
TJIFOKAroH He JIefiCTByeT Ha MbliedHyo Gpocdopuiasy, a cliefloBaTenbHO, He MOGHIN3Y-
eT IJIMKOTeH MbIII]. [rneprivkeMumdeckuit 3pQeKT IJIF0KaroHa siBJseTcs pe3yibTaToM
CTUMYJIALAN T1€YeHOYHOrO IJIMKOTeHOJIM3a U [IIIOKOHeOoreHe3a, WHAYKIUY CeKpeLun
a/ipeHajIiHa, TOPMOXXEHUs TPAHCIIOPTA [JIIOKO3bI B MBIIIIIBL

Topmonbl runodmusa. Ha yrieBogHblii OOMeH BIMAIT TPOIHbIE T'OPMOHBI
(puc. 130). CoMaTOTpONHBIN TOPMOH /IeMCTBYeT Ha Bce KJIeTKU OpraHM3Ma M IoKe-
JyIOYHYIO JKeJie3y, CTUMYJIUPYs BbIpabOTKY ritokaroHa o-kiaetkamu; AKTT crumy-
nupyeT o6pa3oBaHuUe TTIOKOKOPTUKOMIOB B Kope Haano4yedyHukos; TTT neiicTByeT Ha
IUTOBU/IHYIO JKeJie3y u npoAaykuuio T,, T,. MoATUPOHUHBI IEMCTBYIOT 10 MeZIJIEHHOMY
MeXaHU3My, MOBBINIAIOT CKOPOCTh TPAHCKPUIIMU U CUHTe3a 0elKOB-(pepMeHTOB, 10-
BBILIAIOT OCHOBHOI OOMEH.

CoMaToTpOonHbINA rOpMOH (FOPMOH POCTa) — aHTAarOHUCT MHCYIMHA (puc. 131),
aKTUBUPYET WHCYJINHA3y, YBEJIUMYUBAET BbIXOJ IJIIOKO3bl B [I€4CHOYHBIC BEHBI, UH/Y-
[MpyeT KJIfoueBble pepMeHTHI [TIIOKOHeoTeHe3a, yMeHbLIAeT MOTJI0NeH e ITII0KO3bI Ha
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nepudepuu (penpeccusi GpepMeHTOB riuKonu3sa). COMaTOTPONUH yCUIUBAET JIUIOJIN3,

B pe3yJibTaTe 4ero B KPOBM IOBBIIIAETCS KOHIIEHTPALUS CBOOOIHBIX KUPHBIX KUCIOT

(CXK), KoTOpbIe OJaBIISIOT efiCTBYE MHCYIMHA HA MEMOPAHHBII TPAHCIIOPT TIIFOKO-

3bl. IIpOZOJIKUTEIbHOE BBeZieHr e TOPMOHA POCTa MOXKeT IIPUBECTH K InaberTy.
Tunodus

S

TupeoTponHbIi
T'opMoH pocTa ropMOH
(CTT) Anpenonsopmlco- (TTT)
TPOMNHBINA TOPMOH
¢ (AKTT)
Knerku
Teaa IluToBUAHASA

skenme3a - T,, T,
Kopa Hapno4ye4yHHKOB —

TTIIOKOKOPTHKOUABI
Pancr
ancreas Mnaykuus
I'nrokaron ¢
®epmeHTbI
OCHOBHOTO
o0MeHa

Puc. 130. TopmoHbI runodu3a, BAUSIONINE HA YTIeBOJHBIN 00MeH

CuHre3
IJIIOKaroHa
4 KiroueBbie (pepMeHTbI
o-KJIeTKH rJIIOKOHeoreHe3a
MO/KeNyAOYHOM
JKeJie3bl .E
Nupyxnusa
/ JIunonu3 Tpancnopr
Penpeccus aMHUHOKHCJIOT
KJII0YeBBbIX T e
depmenToB A
[JIMKOJIA3a KTHBaUuA
TopmosxeHue l
TpascnopT HMucynunasa
TJIIOKO03bI
B KJIeTKY

Puc. 131. Mexaunu3sm gericrBust CTT
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TJIFOKOKOPTHKOUABI — FOPMOHBI KOPbI HAIIOYEYHHUKOB, AEHCTBYIOT [10 MEXaHH3-
My MezsieHHOH peryasanuu (puc. 132).

I'nroxkoHeorene3s
U3 aMHHOKHCJIOT I'mok030-6-dpocdarasa

NS

HUHayKuusa
AyKa JIunonus
I'ekcoknHasa
Penpeccusi T II0KOKOPTHKOUABI AKTHBaIMA
KaraGoim3m
TopmoskeHHe Gexnkon
10 aMUHOKHUCJIOT
TpancoopTt
TJIFOKO3bI
B KJIETKY

Puc. 132. MexaHu3M [ieiiCTBUA IMTIOKOKOPTUKOU/IOB

[TIOKOKOPTUKOU/IBI CTUMYJIUPYIOT KaTabomu3M OesKOB U TJIFOKOHeOreHe3 3a CUeT
AMUHOKHCJIOT, MOBBIMAIOT COZlep)KaHWe TJIMKOTeHa B IIe4eHU U B MeHbIIeHl CTeleHu
B MBIIIIIAX, yMEHbIIAIOT MeMOPAHHBIN TPAHCIIOPT TJIFOKO3bI U e YTHIM3ALUIO Ha Tepy-
depun, pernpeccupyioT reKCOKMHa3sy.

HapyimeHua yIjieBOJHOIO OOMeHa

Caxapnwiii ouaoem

CaxapHblit nuaber, Diabetes mellitus (CII) — aTo rpymnma metaboandeckux (0OMeH-
HbIX) 3a00JIeBaHUI, XapaKTepU3YIOUIMXCS XPOHUYECKOH THIeprIuKeMuel, Kotopas
ABJIAETCS Pe3yJIbTaTOM HapyIleH!s CeKPeluy MHCYIMHA, eCTBUA MHCYIMHA WU 060-
UX 3TUX GaKTOPOB.

XpoHu4YecKas TUMepriauKeMys MPU CaxapHOM juabeTe CONMPOBOX/AETCs MOBpe-
X7ieHreM, TUcYHKIMeN U HeJOCTaTOYHOCThIO Pa3IMYHbIX OPraHOB, OCOOEHHO IJIa3,
NI0YeK, HepBHOH CUCTeMBI, CepAlia ¥ KPOBEHOCHBIX COCYZIOB.

CaxapHblii 1nabet K1accUQUIMPYIOT CIeAYIOIMKUM 06pa3oM:

1) CO I tuna;

2) C[ 11 tuna;

3) npyrue tunsl Cll (reHerudyeckue HapyuieHus QYHKLUM (-KJIETOK, pelierTopa
MHCYJIMHA; TeCTalIOHHbII nabeT (auaber GepeMeHHbBIX); MOpa)keHHe SK30KPHHHOM
9JaCTH IOKeyOYHOH jKeJle3bl — IIaHKPeaTHuT, paK MO/ KeNyI04HOH ee3bl U Ip.).

Drronorus caxapHoro guadeTa I TMIa He Bcer/ja OHATHA, Yallle BOSHIKHOBEHIE
3a0071eBaHUs CBSI3BIBAIOT C ayTOMMMYHHBIM MOpaXkKeHHeM U MOC/IeAyIolleil 1ecTpyK-
1uel B-KJIeTOK MOKeNyI0YHOM XKeJe3bl, PUBOASAIIEN K aOCOMFOTHON UHCYIMHOBOMA
HeZI0CTaTOYHOCTH.

IIpoBouupoBaTh Bo3uukHOBeHue C/I I Tumna Moryt:

« BUpycHas nH}eKuus (BUPYChI OCIIbI, KPACHYXH, KOPH, SITHAEMUYECKOTO HapOTH-
Ta, KOKcaky, qUTOMerajaoBUpyc, ailecHOBUPYC);
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* TOKCHYeCKMe BelllecTBa (TIPOM3BO/IHbIE HUTPO30MOYEBHHBI U IPyryie HUTPO- WU
aMUHOCO/iepsKallue COe[JUHeHNs).

CaxapHblii quabert [ Tvma BeTpedyaercst mpiuMepHO B 25—30 % Bcex ctydaeB guaberta
¥l IOpaXkaeT B OOJIBLIMHCTBE CJIy4aeB JieTeii, MOAPOCTKOB U MOJIOABIX JIFOJIEi, HO MOXKeT
TIPOSIBUTHCSA B JIOOOM Bo3pacte. PaspyiieHre B-KIeToK IPOUCXOJUT MeZJIeHHO, TIPOsiB-
JTleHre MeTaboIMYeCKUX HapyLleHu# HabmonaeTcst mpu rubesu 80—95 % KIIeToK.

CaxapHbrii aua6er II TMna — HapyIeHue yriieBOAHOTO 0OMeHa, BbI3BaHHOE TIpe-
VIMYIIIeCTBEHHOM MHCYJIMHOPEe3UCTEeHTHOCTHIO Y OTHOCUTEIbHOM MHCYJIMHOBOW HeJO-
CTaTOYHOCTBIO WJIY NPeVMYIeCTBeHHbIM HapylleHneM CeKpelluy MHCYJINHA C MHCYIIN-
HOPEe3UCTEHTHOCTBIO TNb0 6e3 Hee.

IMpuuunamu CJ, II TMIa, NPUBOASAIIMMY K Pa3BUTHIO HECKOJIBKUX ero Gpopm, sBIs-
I0TCSI MyTalli¥ TeHOB, KOHTPOJIUPYIOLINX:

a) TpeBpalleHye MPOMHCYJIMHA B MHCYJIMH; B IJJa3Me KPOBU IOBBILIEHO COZiepiKa-
HMe IPOMHCYJIVHA, U3MeHeHa JyinHa C-rienTtusa;

6) MOJIEKYJIAPHYIO CTPYKTypy HHCyIuMHA (3aMeHa (eHWTaJaHMHA HA JIeHIMH
¢ C-xoH1Ia -11enu BeZleT K CHIDKEHUIO TOPMOHAIbHOM akTUBHOCTH B 10 pas);

B) CUHTe3 U CTPYKTYpY peLlellTOpPOB MHCYJIMHA, YTO HapyLlaeT CBsi3bIBaHKe TOPMOHA
C KJIeTKaMU-MULIeHAMY;

) CONpSKeHWe DeLieNTOPOB MHCYAMHA (OTCYTCTBYeT Iepe/jaya TOPMOHAJIbHOTO
CUTHaJIa OT UHCYJIUH-PeLeNITOPHOr0 KOMILIeKca Ha clle/lyloliiee 3BeH0);

1) aKTUBHOCTb MHCY/TMHA3bl — (epMeHTa, yYaCTBYIOIIEro B paciiazie MHCYIMHA (aK-
TUBALUS UHCYIMHA3BI).

K daxropam, onpezieisromiM pa3BUTHe U KJIMHUYECKOe TedeHre 60JIe3HH, OTHOCAT
OXXMpeHHUe, HelPaBIJIbHbIN PeXUM MUTAHUS, MaJOMOABIDKHbIA 00pa3 )HU3HH, CTpecc.
CaxapHblii uaber II Tuma pa3BUBaeTcs1, Kak MpaBuJIo, y Jiozeii crapire 40—50 Jer.

B naroredese CJI 1:060ro Tra UMeeT MeCTO abCOJIOTHBIA MO0 OTHOCUTEIbHBIN
nepUIUT WHCY/IMHA, KOTOPBIA NMPUBOJAWUT K HAPYLIEHUIO YTHJIM3AIMU TIIOKO3bI U ee
M30BITOYHO MPOAYKIMY (TIIOKOHeoTeHe3). B pe3ynbrate pa3BUBaeTCs XpOHUYECKast
TUIePrIIUKeMHUs.

Opyrumu cumntomMamu Cll ABIAIOTCA: TIIOKO3YPHUs, OJIUYPUS, TTONTUAUIICHUA, TI0-
nudarusi, KeTOHeMUS1, KeTOHYPUs1, MeTaboIM4ecKuii aluno3. HapyiieHue yTuaM3anum
TJIFOKO3bI B KJIETKe 0OYCJIOBJIEHO: BO-TIePBBIX, CHU)KEHUEM ee TPAaHCIIOpTa depe3 Kie-
TOYHYyI MeMOpaHy (oTcyTcTByeT peakius Gpocdopumposanust [JIEOT-4) u cHUXeHU-
€M CKOpOCTH 06pa30BaHus aKTUBHOU GOPMBI TJIIOKO3BI (TJTI0K030-6-docdar); Bo-BTO-
PBIX, YMEHbIIEHNEM CKOPOCTH IIPOLIECCOB OKUCJIEHNs [TIIOKO3bI ¥ CUHTe3a U3 Hee IJU-
KOreHa U IunuzioB (puc. 133).

V36bITOYHAS TIPOAYKIMSA TJIIOKO3bl OOBSACHSAETCS CHATHEM DENpPecCHy KIIF0YeBbIX
(bepMeHTOB ITIIOKOHeOoTeHe3a B CBSI3U € JleUIIUTOM UHCYJIMHA.

CHyXeHre MHCY/IMH-TTIOKarOHOBOTO COOTHOIIEHNUS YCUUBaeT 3GdeKThl KOHTPHHCY-
JISIPHBIX TOPMOHOB, CIIOCOOCTBYET YMEHBIIIEHHIO KOJIM4eCTBa OeIKOB-MePeHOCIMKOB TJT0-
ko3bl ([JIKOT-4) Ha MeMOpaHaX MHCYJTMH3ABHCUMBIX KJIETOK (JKMPOBOM TKAHU ¥ MBIIIIIT),
YBeJINM4MBAETCs CKOPOCTh IIIOKOHEOreHe3a M3 aMUHOKHUCTIOT, IJIMLIepOoIa, JTaKTaTa.

Tunepriukemus 6osiee 10 MMOJb/ (OPOT MOYEYHO!N peabCoOpOLMK) BhI3bIBAET
IJIIOKO3YPHIO — NOsABJIEHNE IJII0KO3bI B MOYe. [NII0K03a — 0CMOTHYeCKU aKTUBHOE Be-
IIIECTBO, CIIOCOOCTBYET MOBBINIEHHUIO BbIBe/IeHNs BOAbI (TIOJIUYPUS).

Vi3MeHeHHs YIIeBOJHOTO 0OMeHa BJIEKYT 3a CO0Oil HapyILIeHWs JUMUJHOTO, Oe-
KOBOTO, BOZHO-COJIEBOTO 0OMeHa, KUCIOTHO-OCHOBHOTO COCTOSIHMSA, QYHKIMIA pa3iny-
HBIX OPTaHOB.
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Keronemus u keroHypus 1pu C/I 06ycioB/ieHbl HApyLlIeHHeM JIMIUAHOTO 00-
MeHa. HezjocTaTo4HOE OKHUC/IEHWe YIJIeBOZIOB NIPUBOAUT K SHEPreTHYeCKOMY TOJIOZY
KJIETOK, 4TO BbI3bIBA€T CHIKEHIE JIeTIOHMPOBAHUS XXUPOB U YCHJIEHHe JIUNONN3A C y4a-
CTHeM aKTHUBHOIN FOPMOHYYBCTBUTEJILHOM JINMA3bl B )KMPOBOI TKaHU. B KpoBU Bo3pa-
CcTaet coziepxkaHue CBOOOAHBIX KUPHBIX KUCIOT (JKK), KoTopble Morionaer nevyeHs.

JeduumT uHCyIuHA

CHUXeHue Kara6omusm
yTUTH3ALIN Kara6onusm T KaTta6oimam T JIMITAZI0B T
TJIIOKO3bI TJINKOreHa 6€eJIKOB M1 aMUHOKHUCJIOT (yumosu3)

/ !

THrepriuKeMus |<— FJIIOKOHGOI‘eHeST .
Imoko3ypus Asoremus
Aunnos
Hapymenus
BOJIHO-COJIEBOTO K
obmeHa, Homypus CTOHYpUA

MIOTepY BOZBI
Y 3JIEKTPOJIUTOB

Puc. 133. OcHOBHbIe HapylIeHUsI MeTaboJIM3Ma M CUMIITOMBI CaxapHOTo anabeTa

Caoboauble KK ABIAIOTCA OTPULATEIBHBIMU MOAYIATOPAMH (pepMEeHTOB IJIU-
Konu3a (rexcokuHasbl, pochodpyKTOKMHA3BI, NUPYBATKHUHA3EL), TeHTO30docdaT-
HOTO IIMKJIA, 9TO ycyrybiser 3¢ ekt nepurnra MHCYIMHA, TaK KaK I1I0K03a He yTH-
JU3UpyeTcA B TKaHAX. B MUTOXOHIPUAX aKTUBUPYIOTCS IPOLECCHl -OKUCIeHU
KK, obpasyercsi u3bbiToK anetun-KoA, KOTOpbI HCHONb3yeTcs Ha MPOAYKIIUIO
KeTOHOBBIX Tesl (B-TUMApPOKCHMMAcfAHAA M alleTOYKCyCHas KUCJIOThI). YTUIU3ALUS
KETOHOBBIX TeJl B epudepryecKux TKAHAX He TPOUCXOJUT U3-3a AePULUTA OKCa-
JloaleTaTa, y4acTByrouero B nepBoil peakuuu L[TK. PesynbraToM 3TOro ABJIA€T-
s CHIOKeHHe cKkopocTtH 1ukia Kpebea. OH fenaeT MeHblee 4iciI0 060POTOB, YTO
BeZleT K yMeHbIIeHUIO KOHI[eHTPalk MeTaboIUTOB, B TOM 4Kcie CyKIMHUI-KoA.
Hedunut cykuHmi-KoA cHIKaeT akTUBHOCTb OKHMCJIEHUST KETOHOBBIX TeJl, TPOUC-
XOZWT UX HaKOIJIEHHe U Pa3BUBAeTCSA KeTOHeMUsA. B TKaHAX alleToaLeTaT YaCTUIHO
ZleKapOOKCHIIIPYeTCs [0 alleTOHa, 3alaX KOTOPOrO MOXXeT MCXOAUTb OT OOJBHBIX
caxapHbIM MabeToM U OIIyIaeTcs fjake Ha PaCCTOSTHUY. YBeJIUdeHUe KOHILeHTpa-
IIMM KeTOHOBBIX TeJl B KPOBU (BBbIlLle 2 MMOJb/J) PUBOAUT K KeTOHYpuH. Hako-
TJIeHVe KeTOHOBBIX TeJl CHIDKaeT 6ydepHyI0 eMKOCTb KPOBH U BbI3bIBaeT MeTaboIIu -
YecKUit aiuio3 (KeToanunos).
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V36bITOUHAsE POAYKLUS aneTun-KoA conpoBosX/aeTcsi MOBBIIIEHHBIM 00pa30Ba-
HUeM X0JiecTepHHa U3 aleTHI-KoA, 4To BezieT K paHHEMY Pa3BUTHUIO aTePOCKIepo3a.

ITpu CJI Hapy1iaeTcsi 0eJIKOBBIi 00OMeH: CHIDKaeTCsi CKOPOCTh GHOCKHHTe3a Oerka,
aKTHBHpYeTcs KaTabosu3M 6eskoB. B KpOBU MOBBIIIAeTCs KOHI[EHTPALMs aMUHOKHC-
JIOT, KOTOPBbIE NOCTYIAIOT B [Ie4eHb U ZIe3aMUHUPYIOTCA. Be3a30TrcTbie 0CTaTKH ITIMKO-
TeHHBIX AMHHOKKCJIOT BKJIFOYAIOTCS B IJIIOKOHEOTeHe3, 4YTo ele OoJiee YCUIMBAET TH-
nepriavkeMuro. O6pasyomuiics TP 3TOM aMMHaK B ODHUTMHOBOM LIMIKJIe ITpeBpaia-
eTCsl B MOYEeBHHY, KOHIIEHTPAIUs KOTOPOU yBeJNYMBAETCA B KPOBU U COOTBETCTBEHHO
B MOYe. DTO NPUBOAUT K a30TeMUH, a30TyPUH.

Hapymenus BogHO-coneBoro oomena npu CJ/I XapakTepu3yIOTCs ABYMS MaHU-
(decTHBIMM CUMIITOMaMU — MOMUAUTICHeR ((KaXK/1a) v mosuypueii (YBeJrmdeHHbIN 00b-
eM Mou#). ITonuypusi 06bsCHSIeTCSI 0COOEHHOCTSMH KOHI[EHTPALMOHHOMN CIOCOGHO-
CTU ToYeK. BriBesieHre GOJIBIIOTO KOJIMYECTBA TITIOKO3bl, KETOHOBBIX TeJl U MOYEBUHBI
TpebyeT 6OMBIIOro 06beMa KUAKOCTH, TO MOXKET MPUBECTH K 00e3BOKUBAHKIO Opra-
Huama. Tak, BbiesieHne Moun y 6071bHBIX CJI Bo3pacTaeT B HECKOJIBKO pa3 U 0OBIYHO
nocruraer 3—4 1/cyT, pexxe — 8—9 n/cyT. [ToTeps BOZbI BbI3bIBAET IOCTOSHHYIO XKa-
Iy Y yBeJndeHre noTpebJieHns: BOAbl — MOJMAMIICHIO. BMmecTe ¢ BOJO# 13 TKaHe#
BBIBOJIAITCS COJIM WJIM MOHBI B Buze coneid (Na*, K*, pocdarsr), usmensercsa 6ypepHas
eMKOCTb KPOBH. B pe3ynbrate pa3BUBAIOTCA TsKeNMas KIeTOYHAS erUaApaTalus U fe-
GUUIUT BHYTPHUKIIETOUHBIX HOHOB (Tpexx/e Bcero K*), compoBosx/aromyecs obmeit ze-
rUApaTanyeii, CHIXeHreM meprdepruieckoro KpoBoobpaiieHusi, yMeHbIIeHeM MO3-
TOBOTO U IOYEYHOTO KPOBOTOKA, TUTIOKCHEN.

ITocTOSIHHBII SHEPreTHYeCKUi roJIo/] KJIETOK MPUBOAUT K Moiu¢aruu (MOoBbIIIeH-
HBII aNIeTHT).

ITpu nekomnencanuu CJI U OTCyTCTBUM H—C|=0
JleveHNs] BOBHUKAET OCTPOE OCTIOKHEHHE 33-  Tioxo30-6-pocdar H-C-OH
OoseBaHusa — AuabeTHYecKas Koma. |

Hcnonn3oBanue rawkKo3bl npu CJ] I
He3aBHUCALIMMH OT UHCYJIMHA My TAMM: HAZI®H | anbposopenykrasa

1. Inroxyporamueui nyme. Tunepriu-
KeMUs TNPUBOAUT K U36BITKY YI®-ro- CH,-OH
ko3bl (mpu CJI cHU)XeHa aKTUBHOCThb TJIHU- Copburon-6-dpocdar H-C-OH
KOTeHCHHTAa3bl), KOTOpas MpeBpalaeTcs B :
YI®-r10KypoOHOBYI0  KUCJIOTY — CTPYK-
TYPHBII KOMIIOHEHT TJIMKO3aMHHOITMKa- HAZ copGuTonzernaporerasa
HOB. YBeJIMYMBAeTCs UX CUHTe3, pOpMuUpy-

IOTCSI TeTepoNoNucaXapyubl ¢ U3MeHeHHOH CH,-OH
CTPYKTYpPO# B CTEHKAaX COCYZOB Pa3JINYHbIX ®pykro3o0-6-pocdar C-0
OpraHoB, 4TO MMEET 3HAYeHHe B PA3BUTHH :
MUKPOAHTHOMATHM, YaCTO TPOSIBIISIOIIMXCS

B Gpopme Heppo-, HEHPO- 1 PETHHONATHN. Puc. 134. TI0o7M0OBBIN TIyTh 0GMeHa

2. Ilonuonosvui nymo (wiyum). B HOpMe JTFOKO3BI
0 TOJNHOJIOBOMY (COPOUTOJNIOBOMY) IIyTH
yTUIU3UPYyeTCcs 0KOJIO 1 % IJIFOKO3bI, TO eCTh IPOUCXOAUT BOCCTAHOBJIEHKE IJIIOKO3bI
o cnupTa copburon-6-pocdara, KOTOPLIiA ajee peBpamaercs BO GpykTo30-6-doc-
¢ar (puc. 134).

ITpu CII Takum myTem npeBpamaercst 10 % TIIOKO3bI, OHAKO OKUCIIEHHEe BO GPYK-
TO3y JUMHUTHPOBAHO HMHCYJINHO3aBUCHUMBIM (ePMEHTOM COpPOHUTOJETHAPOreHas30il.

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
HapyieHnus yrnesogHoro obme+Ha 173

[Ipy aKTMBALMY TIOJIMOJIOBOTO IIyHTA MPOMCXOJUT HAKOIUIEHHEe B TKaHAX copbuTona,
OCMOTHYECKH aKTUBHOTO COe/IMHEHHS, CIOCOOCTBYIOIIEro IPUTOKY BOZIBI B HUX. Hako-
TIJIeHe cOpOUTONA B XPYCTAJIMKe JIEKUT B OCHOBE Pa3BUTUS KaTapaKThl U PETHHOMA-
THI, B [PYTUX TKaHAX — B OCHOBE Pa3BUTUA aHTMONATUH, (HedponaTuii, HeliponaTuii).

3. I'nuxuposanue benxos — HeepMEHTATUBHBIN TPOIIECC CBSA3bIBAHUS TJIIOKO3bI B
Geskax co CBOGOAHBIMU aMUHOTPYIIIAMKA aMUHOKHCIIOT: BajiuHa (Y reMornobuHa A—
HbA, mu3uHa u apyrux. Ha nepBoii cranun o6pasyercst ocHoBanue Iudda (Hecroii-
KUii aJbIUMUH) C TIOCIeAYIOMUM ero TpeBpaiieHneM B CTabWIbHBIN KeToOaMKH. DTa
peakIus MpoTeKaeT Me/JIeHHO, B TedeHue Beell Ku3HU Gesika. B nanbHeiineM npoucxo-
AUT 06pa3oBaHue MOMEPEYHbIX CITMBOK MEX/Y INIMKMPOBAHHBIMU AMUHOKUCIOTAMH U
APYTUMU IPYIIUPOBKAMH B Oesikax., 06pa3yroTcst pa3Ho0Opa3Hbie reTepoIrKIndecKre
COeJVIHeHNs1, U3BeCTHbIe 110/ Ha3BaHNeM KOHeYHble POoAyKThI raukupoBanus (KIIT),
w AGE — advanced glycosylation end products.

[IMKMPOBaHUIO TI0/[BEPraloTCst MHOTHe Oeslky opraHu3Ma (6eJky KpOBH, XPYCTalvKa,
TI0YeK, HePBOB, COCYZ0B U /ip.). [ToBbILIeHNe YPOBHSA ITIIOKO3bI B KPOBU [P CAXaPHOM /iU~
abeTe 3HaUMTEJILHO YCKOPSIET PeaKIMIO NIMKMPOBaHHUs1. VIHTerpabHbIM OKa3aTeseM IIH-
KeMHH 3a TI0CTIe/IHIe TPY Mecsila Y 60JIbHBIX AnabeToM SIBJIAeTCs IIMKMPOBAaHHBI reMo-
TJI0OWH, TaK KaK POI0DKUTENTbHOCTD YKU3HU PUTPOIIUTOB COCTABJISIET OKOJI0 120 JHeit.

[MMKWpOBaHKE — 3TO OCHOBHAsl NPUYMHA CIIOHTAaHHOTO MOBPEXIEHUS GENKOB,
NPUBOZSAIIAS K CHIKEHHIO WM yTpaTe UMY OHOJIOrMYecKrx cBoicTB. Hampumep, riu-
KrpoBaHHasi GpopMa reMorao6uHa He ClOCOOHA TPAHCIIOPTUPOBATH KUCJIOPO, UTO Be-
ZleT K TUIIOKCUY TKaHell; TTIMKAPOBAHHbIN UHCYIMH TepseT 50 % ropMoHanbHON aKTUB-
Hoctu. Dukuposatue JITIBIT u JITTHII npuBOAKT K HAapylLIeHNI0 06MeHa XoJiecTeprHa
B TKaHSX ¥ JIOKUT B OCHOBe MAaToreHe3a aTepockiiepo3a. [MUKupoBaHe GeKOB MHTH-
MBI COCYZIOB U CTEHOK KalWJUIPOB CHU)KAeT UX 3JIaCTUYHOCTh, yTo Npu C/I npuBoAUT
K HapyIeHUsiM KPOBOOOpaIeHus 1 rabeTuyecKoii aHrnonati. IMMyHOTIO0yTUHBI
IpY INIMKMPOBAHUY TePAIOT CBOM CBOICTBA, CHMKAIOTCA 3alIUTHbIE PeaKIMy OpraHn3-
Ma. [ukupoBaHue 6eKoB 6a3aJbHBIX MeMOpaH (JTaMUHKH) KJIyOOYKOBBIX KaIMJLIs-
DOB IT0Y€K BbI3bIBAeT YTOJIeHNe STUX MeMOpaH 1 U3MeHeHe UX TPOHUIIaeMOCTH, 4eM
BO MHOTOM 00yCJIOB/IeHa AnabeTnyeckasi aHrMOHeppOmaTHs.

Peaxnuu rmKupoBaHus JiexaT B OCHOBE MHOTOUYKC/IEHHBIX 0c1okHeHui C/I.

Hacneocmeennsie napyuenus y2i1e600H020 O0mena

HacnezcTBeHHble HapylleHHs YIJIeBOAHOTO OOMeHa OOYC/IOBJIEHbI HapylleHueM
cuHTe3a GpepMeHTOB, TPUHUMAIONINX yYacTHe B 0OMeHe yrieBosioB. Takue HapyLIeHUs
OYeHb Pa3HOOOPA3HBI U BCTPEYAOTCS C HU3KOI 4acTOTOM. Cpein HUX ClielyeT OCTaHO-
BUTHCS1 HA HEKOTOPBIX.

1. HemepeHOCHMMOCTB JTaKTO3bl. OOYCIOBIEHAa HEZOCTATKOM JIaKTa3bl B IETOY-
HOI1 KaeMKe CIM3VCTO! KUIIeYyHrKa. JIaKT03a He pacIleniseTcs, yBeJInIBaeTcss 0CMO-
JIIPHOCTB, YTO IPUBOAUT K MOOMIM3ALIMHY YKUJKOCTH U3 TKaHEH U 3TO SABJISIETCS IPUYH-
HOY BOJHOH Ziapeu.

2. HenepeHnocuMocTh PppyKTO3bl. Yalle BbI3BaHA CHIKEHNEM aKTUBHOCTY ITlede-
HOYHO# $pykT030-1-docaranbronassl B. Hapymaercs npoiecc pasnoxeHus GppyKTo-
30-1-docdaTa Ha 2 TprO3bL: AUTHAPOKCHaTieTOHGOCchAT U rimIepanbaerus (puc. 135).

DTH HapyllleHus: BeAyT K HAKOTUIeHHMIO GPYKTO30-1-pocdaTa, KOTOPBIN OKa3biBaeT
TOpMO3slliee IeiicTBUe Ha rimMKoreHpocdopunasy, pykroso-1,6-6ucdocparanbaona-
3y. Hapymmaercs nporiecc riMKoreHoM3a 1 CUHTe3a IMoKo3bl. CHubkaetcs cunte3 ATO.

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
174 Pasnen 9. Yrnesoabi

B kpoBuU HabI0/1aeTCA TUITOITTMKeMHs1, YBeJIMUeHre YPOBHS MOYEeBOH KMCIIOTHI, aLleTOHO-
BBIX TeJ, CHIKeHue GochaTtoB, BBICOKHIA yPOBeHb PPYKTO3bI B KPOBU U B MOYe. Y 6OJIb-
HOro HabJTI0/1aeTCs 3a/iepikKa GpU3UIeCKOro Pa3BUTHUS, PBOTA, YBeJInueHue nedeHn. 3a60-
JleBaHVe NPOSIBIIAETCS y IPYAHOT0 pebeHKa 1ocsie BBeJIeH!s COKOB B ITUTaHUe.
3. TanakTo3eMHMs CBSI3aHA CO CHI)KEHHEM aKTUBHOCTH (pepMeHTOB, y4acTBYIOMNX
B [IPeBPAllleHNH IaJaKTo3bl B ITIOK03y (puc. 136).
®pykroza

@pykToKuHA3a
®pyxkro3o-1-pocdaTt
®pykro30-1-pocdaranbnonaza B

AT®

[uiepasbaers M\‘D
+

Iuruapokcuaretrondocdar Inunepanbaerns-3-¢

dpykT030-1,6-6uchocdar- Y

anbjoa3a
®pykT030-1,6-6ucdocdar
Puc. 135. Hapymerne o6MeHa GpPyKTO3bI

Tanakrosa + AT®

l'anmakToKkuHa3a

Tanakro3o-1-pocdar

VI ®-raoko3a
nuMepasa

Tanakro3o-1-¢ocdar-
ypupuarpancdepasa
VI ®-ranakrosa

I'nioko30-1-docdar

Puc. 136. Hapyurenusi o6MeHa rajakTo3bl

IMepBblit ¢pepMeHT (TaJlaKTOKWHA3a) KaTaJIM3UPyeT MpeBpallleHre TIaJaKTO3bI
B ranakTosy-1-¢ocdat, BTOpoii depmeHT (ranaxrozo-1l-dpocdar-ypuaunrpancdepa-
3a) KaTaJu3upyeT ITpeBpalljeHHe ranakTo3o-1-gocdara cyyactuem YID-rioKo3bl
B ITI0K030- 1-pocdar u YI®D-ranakroldy. Tperuii pepmeHT (3mrmMepasa) mpeBpaiiaer
YIA®-ranakrosy B Y/ID-rmoko3y.
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Kraccuyeckoe TeyeHue 3ab60J1eBaHyA Yallle BCEro 00yCIOBIEHO ZedeKTOM BTOPOTO
depmenTa (ranaxro3o-1-docdar-ypuaunrpancdepasa). HapyieHue npouecca mpuBo-
ZIUT K HAKOIUIEHHIO TaJlaKTO3bl, FaJIakTo30-1-docdara, KOTopble ABIAIOTCA KOHKYPEHT-
HBIMU MHrub6UTOpamMu ocdormokomyTassl. Hapyiaercs pacia/ IJIMKOreHa, 4TO BbI3bI-
BaeT I'MIOrMKeMuI0. I'anakTo30-1-docdar oka3piBaeT TOKCUUECKOe [IefCTBYe Ha KIIeTKH
He4eHy, pa3Mepbl KOTOPOil yBennumnBaroTcs (renaroMeranus). HakorieHue raqakTo3bl
COTIPOBOKZAETCsl ee BOCCTAHOBJIEHMEM B CIIMPT rajllakTHOJI. B Xpycranyke ria3a oH BbI-
3bIBAeT I'M/IPATaliMIO ¥ Pa3BUTHE KaTapaKThl — IOMYTHEHUe XpycTanuka. Y pebeHKa Ha-
671r0/1aeTcs HemepeHOCHMMOCTh MOJIOKA, 3aTPYAHEeHH s P KOPMJIEHHUH, PBOTA, CYyOPOTH,
HI0TePs1 Beca, YMCTBEHHAsI OTCTAIOCTb.

4. Bone3HH HaKomIeHus raukorena (BHI') — rpymnma Hac/ieZicTBeHHBIX 3a00ie-
BaHUI1, XapaKTePU3YIOIIUXCS OTIOKEHNEM B TKaHAX JINO0 aHOMaJIbHO OOJIBIINAX KOJIH-
YeCTB IJTUKOTeHa, TM60 HeOOBIYHBIX €ro BUI0B. B 3aBucuMocTH OT fiedekTta GpepMeHTOB
BBIJIEJIAIOT 4 TPYIIIBI HApyLIeHui (Taba. 17).

Tabnuya 17
I'nuKoreHo3sl
Iedekt pepmeHTOB IMopakeHHbIe OpraHbI Tumbt

1. ®ocdoponu3sa rnukoreHa | [ledeHb, MBILIIBI BHI'V, VLIX

2. Tupponusa riukoreHa Tenepanm3oBanHast popma (MHOTHE OpPraHbl) BHI
CxeJieTHbIe MBIIIIIBI, CepZeYHas MbILILA, IIe4YeHb,

3. InuKoreHonM3a B PA ! BHT,
MIOYKH -

4. CuHTe3a IJIMKOreHa CkeJieTHbIE MBIIIIBI, TeYeHb BHT ,

Onmua u3 ¢opm BHI' — BHI, (6onesnb Iupke, remaTopeHanabHBIN TTIMKOTEHO3)
(puc. 137).

[mok030-6-docdar

/ I'mok030-6-¢ocdaraza
P11
Imoko3sa
Caepx- ) Tunornukemus
Imkonus HOPMaTUBHbBIN
¢ CHUHTe3 l
TJIUKOTeHa

JlakTar AxTuBaUUa

JIUTONTU3A
MetaboyecKuit
anuzo3

Puc. 137. Hapymenus o6MeHa yrieBozioB npu 6ose3su [upke (BHT)

B meveHu ¥ Hoykax y 60JbHBIX 60e3HbI0 [MpKe OTCYTCTBYeT (epMEeHT IJIIOKO-
30-6-docdaraza. HakomnneHnue riaoko30-6-dpocdara BbI3bIBaeT KOMIEHCATOPHOE YCH-
JleHue ITIMKOJIM3a, PeaKluil IeHTo30-¢dpocdaTHOro MyTH, CUHTe3a [JUKOTreHa. B nedenu
HaKaIUIMBAEeTCs ITIMKOreH HOPMaJIbHOU CTPYKTYPBL.

OCHOBHBIE CHMIITOMBI 3a00JIeBaHUSA: TellaTOMerains, yBeJrndeHne pa3MepoB Io-
JeK, XPOHNYecKasl TUIOTIMKeMus (CyZ0pOry, pBoTa, nasieHrie AJl), TOBTOPHbIE HOCO-
Bble KPOBOTeueHus (HapyleHus: QyHKIUU TPOMOOIMTOB).
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MeToapl HCCIEOBAHUA YITIEBOJHOTO OOMEHA

VccejoBaHye COCTOSIHUA YTIIEBOJHOIO 0OMeHa POBOZAT 10 CJIeAYIOMUM MOKa3a-
TeJIAM: KOHIIeHTpaLy ITII0KO3bI, GPYKTO3bI B KPOBU U B MOYe, COZiepKaHKe JIaKTaTa,
nUpyBara, IMTUKUPOBAHHBIX O€JIKOB, CMAJIOBBIX KUCJIOT B KpoBH (Tabu. 18), Tect Ha TO-
JIepaHTHOCTD K TJII0KO3e (caxapHble KpuBble, puc. 138).

JuarnoctudeckuM kpurepueM CJI ABJA€TCA MOBBIIEHME KOHLEHTPALUU TJII0KO-
3bl B KAMWUIAPHON KPOBH BblIle 6,7 MMosb/1 (120 mr/100 mi). [ToBbinieHue ypoBHS
TJII0KO3bI B KPOBH Bblllle 10 MMOJIb/JT IPUBOJMUT K IMIIOKO3YPUH, KOTOPasi BMeCTe C M-
TeprivKeMyeil CIIyXUT 00beKTUBHBIM KpUTepreM 3a00J1eBaHusl.

B COMHUTENIBHBIX CITy4asix, KOIZla OTCYTCTBYIOT KJIMHUYECKIe CUMIITOMBI uabeta, mpo-
BOZIAIT NepopajIbHbINA TeCT Ha TOJePaHTHOCTB K rmoko3e (IITTT) ¢ onHOKpaTHBIM preMoM
II0K03bL. KomureT skcrieproB BO3 peKkoMeH/lyeT IPUMEHATD Harpy3Ky [TIFOKO30H B KOJIU-
dectBe 75 T (y mieteit — 1,75 r/Kr Macchl Tesia, HO He GoJiee 75 T) C MOC/IE/YIONIAM OTpesiesie-
HYEM YPOBHA IJIFOKO3bI B KaIWIIIPHOM KPOBU Yepe3 Kaxkzble 30 MUH B TedeHue 2 4.

Y 3J0POBBIX JII0ZIe! TOJIEPAHTHOCTD K IJII0KO3€ XapaKTepU3yeTcs CIeAyIIMU 1a-
paMeTpaMu:

1) KOHIleHTpaLus [TIIOKO3bI HATOILIAK HUXe 6,1 MMOJIb /11 71 KalUJIAPHOH KPOBY;

2) conepkaHue IIIOKO3bI 4epe3 30 MMH IOCJie Harpy3KM MaKCHMaJbHO, HO He
JOJKHO TIpeBhIaTh ypoBHS 7,8 —10 MMOJIb/11;

3) KOHLIeHTpaLy [TI0KO03bI Yepe3 2 4 BO3BPAIaeTcs K MCXOJHBIM BeJIMUMHAM.

22
20

N A

[

T T T
0 30 60 90 120 150 180

Puc. 138. CaxapHble (TIMKeMIyecKyie) KpUBbIe:
Tunbl KPUBBIX KOHIEHTPALMK [TIFOKO3bI B KpoBy nipu I[TTTT
Vi3MeHeHNe KOHIIEHTPALUH IJII0KO3bI IpY runepuHcyrausme (1),
Yy 300POBBIX JL] (2), IPU TUPEOTOKCKKO3e (3), JIerkoit (4)

u TspKesiont (5) gpopme caxapHoro auaGera

ITpu C/I ypoBeHb TIFOKO3bI B KPOBU HATOIIAK MOYKET OBITh BBIIlie TOPOra MOYedHO-
rO BBIBE/ICHUA, a [T0CJIe HAarPy3KHU [VII0K0301 OH Bcerja Bellle. K KOHIy uccief0BaHusA
caxap B KPOBU OCTA€TCs BBICOKUM.

[l7isi OlleHKM TOJIEPAaHTHOCTH MOJIb3yIOTCsA KoaddunuenToMm BoxyeHa, KOTOpPBI
paBeH OTHOIIEHUI0 MaKCUMaJIbHON KOHLIEHTpAalUU II0K03bl (B) K KOHIIeHTpaluu Ha-
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Tomak (A) B IPOLIEHTaX. 370POBbII Yel0BeK TONePaHTeH K IJI0K03e ¥ KOIpUuiueHT
paBeH 50 %, y 6osbHOro C/I TOJIEpaHTHOCTH CHIDKeHa U KoadduiueHT 60see 80 %.

OmnpeneneHvie UHCyniHA U C-MeNTH/A B CHIBOPOTKe KPOBU MPH MPOBeZeHHNH IPOObI
Ha TOJIEPAHTHOCTD K TJIIOKO3€ /jaeT AOTOTHUTEbHYI0 MHGOPMALMIO O COCTOSIHUY UHCY-
JIIPHOTO aImapaTa, YT0 MOXKeT UMeTh IPOTHOCTHYIECKOe 3HaYeHHe.

Tabnuya 18

IIoka3arenu yrieBoaHoro oO0MeHa

Ne Hazpanue
Hopma JlvarHocTuyeckoe 3HaueHue
/1 | TOKa3arens
1 |I[moxo3a ChIBOpOTKa: Tunepenuxemus: GU3noNOrIecKas

3,5—5,9 MMonb/1 | (amMeHTapHas1, CTpece, CuiibHbIe aMoruu), CII,
[IAHKPeaTuT, TUIepceKpels KOHTPUHCYIAPHbIX
ITnasma: TOPMOHOB (afjpeHanuHa, TupokcuHa, CTIT u mp.).
3,8—6,1 MMonb/N1 | [unoznuxemus: MHCYTMHOMA, TUIIOCEKPELUs
KOHTPUHCYJIAPHBIX TOPMOHOB, IIepe/j03UPOBKa
MHCYJIMHOM, 3H3uMoraTuu (6ose3Hs [upke,
rajlakTo3eMus, HapylleH!e TOJIepaHTHOCTH

K [JIIOKO3e), FOJI0JlaHue, iprueM aMbeTaMuHa

2 |JlakraT CpIBOpOTKA: KoHIieHTpanuo jlaKraTa B KPOBU OIIPEAEIISAIOT [JIA
(momoynass | 0,66—2,5 MMONb/T | OLIeHKY YPOBHS TKaHEBO I'MIIOKCHY. I10BbIIeHe
KHUCJIOTA) MOJIOYHOH KMCJIOTBI B KDOBY ITPUBOJMT K Pa3BUTHIO

anuzjo3a

3 |IlmpoBuHO- |BeHo3Has KpOBb I1BK yBenn4yuBaeTcs Npyu I’ANOKCAYECKAX
rpagHas HaTOIIaK: COCTOSIHMAX, 3JI0Ka4eCTBeHHBIX
KHCJIOTa 41—67 MKMOJIb / 7T | HOBOOOPA30BaHUSX, OCTPOM TelaTUTe, [IUPPO3e

ne4yeHu, Tokcukosax, CII I tumna, cynoporax
(srmnenicun), neduiyTe BUTaMuHa B, oTpaBieHnn
PTYTBIO, MBILIBSKOM, CyPbMOH

4 | Inmuku- Temonmsar: M3mepenue HbA _sBisercs nokasarenem
POBaHHBII 4,0—6,5% CpefHeCy-TOYHOM KOHLIeHTPalUH [JII0KO3bl
reMorno6uH, B KPOBU 3a 3 MPe/[-IIECTBYIOMUX MeCsIa.

HbA Ompenenenvie HbA, MCronb3yioT 71 KOHTPOJISA 32

sederrieM 60abHbLIX CJI

5 | CuanoBble CpIBOpOTKa: YpoBeHb CHaNoBLIX KUCIIOT B CHIBOPOTKE KPOBU
KHCJIOTBI 2,0—2,33 MMOJIb/7 | IOBBIIIAETCS IIPY PA3/IMYHBIX BOCIAIUTEIbHBIX
Tporieccax (3HIOKapZUTe, OCTEOMUEIINTe),
TybepKyese, nefikemuu, Heppo3e, OIyX0Jr
TOJIOBHOT'O MO3ra, MHGAPKTe MUOKAP/A, IOPaXKeHNN
MIapPeHXMMBI TTe4eHH, KOJIJTareH03ax, AeCTPyKIUN
COeIMHUTEIbHOM TKaHM.

CHIDKeHHe YPOBHSI CHAJIOBBIX KHCJIOT HabJTI0/{aeTcst
TIPY TIePHULIMO3HOM aHeMUH, FeMOXPOMaTo3e,
Gosne3un BusibcoHa, JereHepaTiBHbIX mporieccax [THC
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Oxonzanue mabn. 17
8 Hassanue
Hopma JlyarHocTuyeckoe 3HaYeHue
/1 | ToKa3arens
6 |®Dpykro3a CpIBOpOTKa: IToBbIlIeHNE YPOBHS PYKTO3I B KDOBU
0,055— Habsmomaercst ipu ClI, aTepockiiepose, 6OJIe3HsX
0,333 MmMoJIb/ 11 MevYeHy, SH3UMONATuAX (nedunure GpPyKTOKIHA3HI,

Moua: MeHee
0,333 MmMoOJB/CyT

¢dpykro3o-1-docdarambaonassl, GpykTo30-1,6-
mudocdaranbaonassl).

CHxeHYe ypOoBHA QPYKTO3bI B KPOBU — IIPH
ruKoreHose I tuma.

®pykro3ypus HaboaaeTcs Ipy 3a60J1eBaHUAX
nedeHH (pak, IUPpO3, KeryeKaMeHHas 60e3Hb),
npu 60JIe3HN AZZUCOHA, HEPBHBIX U ICUXUYECKUX
3a6071eBaHuUAX
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Pa3oen 10

JIMITU /I bI

I[IpeacTraBUTEIH JUITHIAOB, X CTPOCHHUE,
KIACCH(PHUKAITHA

Jlunuael — opraHnyeckue coevHeHusi, obnagaiie THAPOGOOHBIMU CBOMCTBA-
mu. Kak npaBuio, npescTaBisioT cob6oil coHble 3¢UpPbl, 00pa30BaHHbIE BBICIINMU
KapOOHOBBIMHU KMCJIOTAMH U CIUPTaMU (TJIMLIEPUHOM, XOJIeCTePUHOM, COUHTO3UHOM).

Knaccudukanms TUNuA0B 0 COCTABY:

1. TIpocThie TUNMUABI COCTOAT TOJIBKO U3 CIIUPTA U KUPHBIX KUCJIOT (BOCKA, TPUA-
[WITJIUIIePUHBI).

2. Cno>kHbIe TUNHJbI BKJIIOYAIOT KPOMe CIMPTA U KUPHBIX KUCJIOT BellleCTBa UHO-
ro crpoeHus: pocGopHyIO KUCIIOTY, YIIeBOJHble KOMIIOHEHTbI, aMUHOCIIUPTBI U JIP.

3. Crepomabl — COelWHEHHs, KOTOpble 00Opa3yloTCs CydacTHeM XOJieCTepUHa
¥ ero NMpOou3BOJHBIX. K HUM OTHOCATCS XOJIeCTepHUH, JKeJ4yHble KUCJIOThI, BUTaMUH D,
cepZieuHble INIMKO3U/bl, CTePOU/HbIe TOPMOHBI.

Bocka OTHOCATCS K MPOCTBIM JIMNUJAM, TPEJCTaBIAIT CO00i CI0XKHBIE 3UPHI
BBICIIMX XUPHBIX KUCJIOT U BBICIIMX OHO- Y IBYXaTOMHBIX CIIMPTOB C YHACJIOM yTile-
poaHbIX aToMOB OT 10 0 22. BocKa MOTYT BXOJUTb B COCTAB XXWPA, IOKPHIBAIOLIEr0
KOXY, L1epCTh, epba. Harpumep, M4eanHbIN BOCK, JIaHOJIMH, CliepMalier.

JKupnbie kucnotsl (PKK) — Bbicmme KapOOHOBBIE KHCJIOTHI (IIPEUMYIIECTBEHHO
C YeTHBIM YKCJIOM YIJIEPOJIHBIX aTOMOB B LeTIH U YKCTIOM YIJIEPOJIHBIX aTOMOB 6otee 10).

Hacoimennbie KK He MMelOT IBOWHBIX CBsi3eil. Haumbosee 4acTo BCTpeYarOTCs
nanpmutrHoBas C ;H, COOH (C,,) u creapunosas C,,H,.COOH (C,;) KuCIIOTBI.

Henacolmennsle KK 1MeroT B cocTaBe /IBOMHbBIe CBA3U TOJIBbKO B LUC-KOHQUrypa-
1005058

MoHoneHachimeHHble JKK — Bbicie KapOOHOBbBIE KHMCJIOTHI C OFHOW JBOHHOMN
cBA3bl0 (manbmuTosenHoBas (C 16: 1, A9) u onenHosas (C 18 : 1, A9))

[MonuneHacoimenHbie )KK (06berHeHbI O/l Ha3BaHHEM «BUTaMHUH F») comepskar
2 u 6oree IBOMHBIX CBA3M, Pa3/ie/eHHble METUIEHOBO Ipynmnoil. K HuM oTHOCATCA:

« muHonesas kucnora C.H, COOH (C18: 2, A9, 12);
+ nuHoneHoBas Kucaora C,H, COOH (C 18: 3, A9, 12, 15);
« apaxunoHosas kucjora C,;H, COOH (C 20: 4, A5, 8, 11, 14).

Owmera (o) JKK cozmepsxat nBOIHbIE CBSI31 BJIM3KO K YIJIepo/ly METUILHOI TPYIIIIEL,
KOTOPBIN 0003Ha4aeTcsi Kak @-yriaepozHblii atom. Omera KK B 60JIbIIIOM KOJTHNYeCTBe
COZIepKaTCs B KMPaX PbIO XOJIOAHBIX MOpel, JINHOeBas KUCJIOTA COZePXKUTCA U B pa-
CTUTeNbHBIX Macnax. IIpumep w-3 KK — nuHoneHOBas KUCI0Ta (TM0J10%KeHNe IBOMHOM
CBAI3U OT METMJILHOM IpyMITbl pu TpeTheM aToMe C); mpumep ®-6 KK — nmuHoneBad
Y apaxyuloHOBAs KUCIOTBI.

Tpuanmnrmuuepunsl (TAT) — cioxHble 3Gupbl, 06pa30BaHHbIE TPEXaTOMHBIM
CITUPTOM TJIMLEPUHOM (TJIMLIEPOJIOM) U JKUPHBIMU Kuciotamu (puc. 139).
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B cpenneM B opraHusMe 4eji0BeKa UX JI0JIA COCTaBIseT 0KoJo 20 % OT Macchl Tesa
B3pocioro. B npocteix TAT Bce ocratku KK oguHakoBsl, B cMemanHbXx TAT oTinya-
I0TCA OCTAaTKU ABYX miu Tpex JKK.

0
7
CH,-0-C-R,
o
Z
(|JH—O—C—R2
CH,-0-C-R

Puc. 139. CrpoeHue TpuaLuIrIuLepUHOB

Poab TPHALUITIIULEPUHOB:

1) sHepretuyeckas (npu okucjaeHuu 1 r mumuaos obpasyercs 38,9 kIK);

2) TenJIoU30IUpYIoImas;

3) amopTtusupyromas (MexaHu4yecKas 3alluTa).

®ochonunugsr  (DJI) conepxar
B CBOEM COCTaBe MOMHUMO cnupra (TJIH-
nieposa i counrosmna) u KK ocratok
docdopHoii kucnoThl. K HUM OTHOCATCA
docdoruiepuHbl ¥ CPUHTOMUETUHBI.

®ochormuuepunbl  (runepodo-
chomunuabl) — 3T0 NPOU3BOAHBIE (oC-
baTUIHOM KUCTIOTHI WU CJIOXKHBIE JIUTU/IBL,
TIOCTPOEHHBIE U3 ITIUIIePHHA, IBYX OCTaTKOB
KK, pocdopHOii KUCIOTHI U a30TCONEPHKA-
IIeT0 COeZIMHeHN s UM MHO3HUTOJIA.

InmuiiepodocHonmnuabl IPU  BTOPOM
yIJIepOZHOM aToMe 00s3aTeNbHO Cojep-
xart HeHacbleHHy0 JKK (puc. 140).

OcHOBHOe HasHaueHue riuLepodoc-
GoMUIIIOB: BXOZAT B COCTAB KJIETOYHBIX
MeMOpaH:

1) docdarunumncepun;

2) pocdatrarnaTaHoIaMIH (KeaiHbI);

3) dochaTuanIXONMKMH (JIELUTHHBI).

IInasmanorensl — PJI, y KOTOpBIX
K [IepBOMYy aTOMy YyIJlepoja IJIMLieprHa
TIPUCOE/IHEH BBICHIMI CIUPT. YYaCTBYIOT
B IIOCTPOEHUU MeMOpaH. VX BBICOKOe CO-
Jiep>)KaHue OIpefieNifeTcsl B MO3re U Mbl-
IIeYHOU TKaHMU.

CouHronunuapl  — NPOU3BOJHbIE
covpra chunrosuna u KK, mpucoenu-
nHenre KK mnpoucxogur mo NH,-rpymme
cduHroO3MHa.

K crepmHam OTHOCHTCS XOJecTepuH
(-01) — OHOATOMHBIM  IUKIJIMYECKUH

II
CH,-0-C-R,
9
CH-0-C-R,
9
CH,-0~P -0~ CH, - CH - NH,
(O COO-
Docdaruanicepus
I
CH,-0-C-R,
9
CH-0-C-R,

| 0
i .
CH, -0 ~P -0~ CH, - CH, - NH,

(0N @ocdaTununsTaHOIAMUH
(xedanmHer)

]
CH,-0-C-R,

9
CH-0-C-R,
9 T
CH,~0-P -0~ CH, - CH, - N-CH,
0" CH,
DocharuanaxonuH

(1euXTUHBI)

Puc. 140. Ctpoenue riunepodocdonuminos
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CIIMPT HA OCHOBE IUKJIONeHTaHNepruapodeHaHTpeHa, He PacTBOPUM B BoZe. Bxoaut
B cOCTaB MeMOpaH. fIBJsieTcs Mpe/liecTBeHHUKOM CTePOMIHBIX TOPMOHOB, JKeT4HbIX
KHCJIOT, BuTamuHa D.

Ditko3aHOMABI — aKTUBHbIE OGMOMOJIEKYIIBI, SIBJISIOIINECS TPOU3BOAHBIMU apaxXy-
JIOHOBO¥ KUCIOTHL. K HUM OTHOCATCSA MPOCTAT/IaH/IMHbI, IPOCTAlUKIMHbI, TPOMOOKCa-
HBI U JIEUKOTPUEHBIL.

IlepeBapuBaHHeE THIIHTOB
B JKEJIYJOYHO-KHIIIE€YHOM TPAKTE

B pOTOBO# MOJIOCTH M KeJyAKe B3POCIOro YesioBeKa PaClLleIUIeHUs JUIUI0B He
IPOUCXOAUT. B 0CHOBHOM 5K30TeHHbIe IMNUALI IIepeBapUBAOTCA B KUIIEYHHUKE.

Y nereii rpyHOro Bo3pacra cIM3ucTas 06071049Ka KOPHS A3bIKA U IJIOTKU IPH KOP-
MJIEHUU CeKPeTUpYeT JMHTBaJIbHYIO JIMNa3y, KOTOpas BMeCTe C JKelyJo4HOM Juna3oi
npu pH = 5,0 MOXeT paciienyiATh 3MyJIbTUPOBaHHbIE JIMITH/IbI MOJIOKA.

Brinensior cienyromye $pasbl nepeBapuBaHUs U YCBOEHHS NUIIEBbIX JUMU/IOB:

1) sMyJbTUPOBaHUE;

2) IUNONIUTHYeCKas;

3) MuLeNIApHAs U BcacblBaHUE;

4) myKko3Has (pecuHTe3s);

5) TpaHCHOpTHas.

1. DMynbrupoBaHue — 06pa3oBaHye U3 GONBIINX JIUMUIHBIX Kallelb MeIKO/HC-
IIepCHOM HMYJIbCUY B TOHKOM KHUIIeYHUKE.

OMyTBIUPOBAHUIO CIIOCOOCTBYIOT COMM KeTYHBIX KUCIOT, CO, (obpasyromuiics
Tpu pasJoxeHnu bukapboHartoB nop feiicrueM HCl, mocTynaromeii ¢ numieBbIM KOM-
KOM M3 XeJyZaKa), MoNydarolyecs o Mepe paciierieHus aunuioB Mbuia (comu KK
Y HaTpus).

JKenumvie kucnomot — 3TO NIPOU3BOAHBIE XOIAHOBOX KUCIOTHL.

B medeHM CHHTe3UPYIOTCA MepBUYHBIE JKeT4YHble KUCIOTBI — XOJIeBas U XeHofie-
30KCHXOJeBasi. B KuievyHrKe 107 JeiicTBUeM MUKPOGIOPBI 06pa3yrOTCsi BTOPUIHbIE
KeJTYHbIe KMCJIOTHI — JIe30KCHXO0JIeBast U JIMTOX0JeBast. JKerdHble KUCIOTHI 06Pa3yOT
KOHBIOTAThI C IJIUIMHOM M TAYPUHOM U UX HaTpueBble conu (puc. 141).

Ponb scenunvix xucaom:

* DMYJIbTUPYIOT )KUDBI;

* AKTUBUDYIOT JIUNA3Y;

* CIIOCOOCTBYIOT BCACBIBAHMIO B KUIIEYHUKE TPOAYKTOB THAPOJIN3A KUPOB;
* IIOBBIMAIOT COKPATUTENbHYIO (PYHKIHUIO KETIHOTO My3bIPS;

* CTUMYJIUPYIOT IEPUCTAJIBTUKY KUIIEYHUKA;

 OKa3bIBAIOT OaKTePHIMAHOE 1 6AKTePUOCTAaTHYeCKOe JeiCTBIE;

* HOPMAJIM3YIOT COCTaB MUKPOGDIOPHI KUIIEYHHUKA.

MexaHu3m 06pa30BaHUST IMYJIbCHUI MO/ [€MCTBHEM 3MY/IbraTOPOB 3aKJI0YAeTCs
B CHIDKEHUM MOBEPXHOCTHOTO HATSDKEHWS U CTaOMIM3alUK SMYJIbCUU. [MApoduib-
HBIM YYaCTKOM MOJIEKYJIA JKeTYHOIH KUCJIOThI PacTBOPSIETCA B BOJ€, TMAPOPOOHBIM —
B xupe. biarozaps aToMy co3naercs 60JbInas 1I0ma b KOHTAKTa )KUpa ¢ BOAHOH ¢a-
30/, B KOTOPO HAXOAUTCS HepMeHT.

2. lunonutudeckas ¢pasza — pacuierienne TAT moz JelicTBIeM MaHKpeaTuye-
CKO JIMMNa3sbl B IOJIOCTU TOHKOTO KuiedyHuka. @epment ormernssder KK y 1-ro u 3-ro
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YIJIEPOAHBIX aTOMOB ¢ 06pa3oBaHyeM aAuanunrnuiepusa (JAT) 1 MOHOALWJITIULIepU -
Ha (MAT) (puc. 142).

H
OH COO0 COOH
CH CH
CH CH
HO H OH HO H OH
XoJeBast KUCJI0Ta XeHOHESOKCI/IXOT[eBaH KHUCI0Ta
I H I H
Yv C-N-CH,COOH C-N-CH,CH,-SO,H
OH
CHJ CH
CH CH
HO H OH HO H OH
I'MmukoxoneBast KUCJIOTA TaypoerOHeSOKCI/IXOJIeBaH KHUCI0Ta

Puc. 141. IIpeacTaBATENN XETIHBIX KACIOT

/
/ [TaHKpeaTUyecKast CHZ—OSC—R1 ITaHKpeaTuyecKas
? (lle—O—C—R1 . HOJII_;IHaSa | /O N HOJII;IHasa
R-C-O-CH 0 -~ CHOCR,
CH,-O5C-R,  R,COOH R,COOH
CH,-OH
TAT

1,2 AT nmm 2,3 TAT

CH,-OH Kumeunasa CH,-OH
0 JMIasa
/ + HOH
CH—ofc—R2 ——~_ > CHOH
R,COOH |
CH,-OH CH,-OH
2B-MAT Dunepun

Puc. 142. IlepeBaprBanue TpUauWITIULEPUHOB

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
lNepeBapuBaHne MNNUA0B B XENYLOYHO-KULLEYHOM TPAKTEe 183

Kumeynas nunasa croco6Ha ormeruiats KK npu 2-Mm yriepogHoM atoMe, HO ee
MaJjio ¥ OHAa MaJIOAKTHBHA, I03TOMY OCHOBHBIMU NPOAYKTAMH JIUTIOIUTUIECKON (a3bl
ABJAIOTCSA JKUPHBIE KACIOTHI U B-MAT.

[TepeBapuBanue GocHoIUNUIOB IPOUCXOAUT B TOHKOM KuledHuKe. C MUIIeH mo-
crynaet 1—2 r/cyt npeumymiecrBeHHO pocaruaunxonuna (PX), a 10—12 r/cyr OX
TOCTaBJISETCS C TIOCTYNUBINEN KeTIbo.

B Tonkom kumeynuke Ha ®X feiicTByeT naHkpeaTudeckas ¢pocdonmmnasa A,, or-
memstomas KK u3 B-mosnoxenus. B pesysnbraTe 06pasyoTcs nu30pochONUmUbI,
KOTOpbIe CaMU fBJISIOTCS XOPOLIMMY [OBEPXHOCTHO-aKTHUBHBIMY BeIeCTBAMU U CIIO-
cOOCTBYIOT 3My/IbIUpOBaHMIO. ITaHKpeatndeckas nusodocdonunasa OTIENIseT OT
nm3opochonunuaos KK u3 o-nonoxenus (puc. 143). O6pasyromuecs rauiepodoc-
¢doxonun u KK BcacbIBaoTCS U MOCTYNAIOT U3 KUIIEYHUKA B KPOBb.

docdarupnnxonux
ITankpeatndeckas pocdonumnasa A,
— XK (u3 B-nonoxeHus)
JInzodocdocharnannxonun
[Tankpeatnyeckas m3odocdonmmnasa
— XK (u3 a-nonoxeHus)
I'munepodocdoxonun

Puc. 143. TlepeBapuBaHue riunepopochonnaos

Yacts Ppochonunuznos He pacumensercs Gpocdonumnazamu, a ¢ KeTIHBIMUA KUCIIO-
TaMU y4acTByeT B 006pa30BaHUM MULIEJUT M BMeCTe C HIMH BO3BPAIIAeTCs B [IeYeHb.

Ddupsl xonecrepuna ruaponusyorces Ha XC u KK non neiicTBreM XosecTepoac-
Tepasbl, KOTOpas NPUCYTCTBYeT B AHKpeaTHUeCKOM 1 KUIIeYHOM COKaX.

3. MuneisipHas ¢pa3a — 3aKii04aeTcs B J0CTaBKe IPOAYKTOB pacIlelIeH s K1-
POB K BCaChIBAIOLIeH IOBEPXHOCTH 3MUTENNSA TOHKOTO KUIIeYHUKA. MUIesUIbI 10 pas-
MepaM B COTHH pa3 MeJibue 3MYJIbCHUil U COZiepKaT B IieHTpe ruzipodobHoe sipo u3 KK,
MAT, XC; cHapy)u — TUAPOGUIbHYIO 000109KY 13 DJI U KeTIHbIX KUCTIOT.

BcacbIBaHMe MUIIEJLT B SHTEPOLUTHI TPOUCXOAUT B BEPXHUX OT/leJIaX TOHKOTO Ku-
mevHuKa. JKupHble KACIOTHI ¢ AJMHOM Lieny MeHee 10 aTOMOB yriepoja U Iunepost
BCAChIBAIOTCS BHe MULeJUI U [IOCTYNAIOT B BOPOTHYIO BeHY.

Mueutbl paciafialoTcst Ha OBEPXHOCTH MeMOpaHbl SHTEPOLUTOB, UX JIMIHIHbIE
KOMITOHEHTBI IPOHUKAIOT BHYTPb KJIETKH, T7le MOTYT ITO/IBEpPraThCs PeoObpa3oBaHUsIM.

4. Myko3Has ¢a3a — 310 nporneccsl pecunTe3a TAT 1 @JI B KJleTKax SMUTEIHS
KUIIeYHNKA. IIOCKOIbKY CHHTE3 MPOUCXOAUT U3 KOMIOHEHTOB Jlerpajjaliiy JUMNI0B
THUIIY, TO BHOBb 06pa3oBaHHble TAT Ha3bIBAIOTCS HK30T€HHBIMHY, a ITPOLIeCC HOCHUT Ha-
3BaHUe 3-MOHOIIMIepUunHoro mytu cuHresa TAT (puc. 144).

Bce peakumm Kartanusupyer ¢(epMeHTHBI KOMIUIEKC TPUIIMLEPU/ICUHTeTa3a
(cm. puc. 144), Brirovarommii anun-KoA-cunTterasy (1), MoHOrMnepuaanuntpascde-
pasy (2) u aurnunepupanunrpancdepasy (3).

5. TpancnoptHas ¢asza. O6pa3oBaBIIVecs B 9HTEPOLUTAX TOHKOTO KUIIEYHH-
Ka sk3oreHHble TAT, ®JI u BcocaBumiicsi XC OKPYKalOTCSA HEOONBIIUM KOJTNYECTBOM
Gesnka, 06pas3ys MPeXMJIOMHKPOHBI, KOTOPble CHa4yaja IONAZaloT B IMMpaTUYecKyo
CHCTeMY, NIPeBpALIascCh B XUIOMHUKDPOHBI, a 3aTeéM IOCTYIAKT B KPOBb. Ilpu ydactuu
JIMIONPOTENHIINIIA3b! (TIPOCBETIIAIIMNA (akTop 1m1a3Mbl KpoBU) TAT XUITOMUKPOHOB
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IoZiBepraeTcsa ruApoansy. XI/UIOMI/IKPOHI)I YMEHbIIAKOTCA B pa3Mepax U NpeBpamaoTCAa
B OCTAaTOYHbIE XMJIOMUKPOHBI, KOTOPbIE ITOIJIOIIa0TCsA B OCHOBHOM I1€49€HbIO.

R-COOH + HSKoA + AT® —@> R-CO-HSKoA + AM® + ®®n

Kupnaa Anun-KoA
KUCJIOTa
/ /
CH,-OH /0 CH,-O-C-R, /o CH,-0-C-R,
/O R-C-SKoA / R-C-SKoA /
CH-0-C-R, @ > CH-O-C-R, > CH-0-C-R,
~HSKoA ~HSKoA 4
CH,-OH CH,-OH CH,-0-C-R,
B-MAT’
JIAT TAT

Puc. 144. PecuHTe3 5K30TeHHBIX TPUALMITINALEPUHOB

MeTa00IHu3M JIHITHAOB B TKAHAX

Cunmes HCUPHBLX KUCTIOM

B opranusm c nuieit nocrynarmtr pasanysble JKK, B TOM 4ucie v He3aMeHUMBIe.
3HauuTeIbHaA YacTh 3aMeHUMBIX /KK cuHTe3upyeTcs B 1e4eHy, B MeHbIIe CTeleH! —
B )KMPOBOV TKaHU U JIAKTUPYIOIEN MOJIOYHON JKesiese.

Envnnneit cunresa JKK aBnserca manoHun-KoA. CHHTe3 IPOUCXOAUT B LIUTO30-
Jie of ieficTBueM pepmenTa aretusi-KoA-kapbokcunassl (puc. 145 (1)). AKTUBHOCTb
naHHOTO QpepMeHTa ompesiesisieT CKopocTh cuHTe3a JKK. [lanbHelie peakiiiuu nporiec-
ca MPOUCXOZAT TP Y4acTUH KOMILIEKca anuinepeHocsmero 6enka (AIIB) v cMHTa3bl
XK.

CenbMasi peakIfusi IPOTEKaeT aHaJIOTUYHO 3-1, TO eCTh OCTaTOK OyTHUpHMIIa TTO/IBEP-
raeTcs TeM Ke [IPeBpalleHNAM U YAJIMHAETCA Ha 2 YIJIepOJHbIX aTOMa, IIPOUCXOAALINX
u3 ManoHma-KoA. Llukn moBTopsiercsi 10 o6pa3oBaHus manbMuTona-AllB, KOoTopbIii
pacLieniseTcs THO3CTePa3oy 0 NaIbMUTUHOBOM KucJI0Thl 1 HSAIIB:

Tuoacmepasa
CH,,CO-SAIIb + H,0 —> C ,H, COOH + HSAIIb

Yanunenuve nenu KK MoxeT IPOMCXOAUTD B 93HAOIIA3MAaTUYECKON Liely U MU-
TOXOH/IPUAX C UCT0Ib30BaHKeM ManoHun-KoA u HAJJOH.

BxuroyeHne IBOVHBIX CBSI3el Ha3bIBaeTCs fiecaTypanyei U OCyIIeCTBIAeTCsI MOHO-
okcureHazamu. OHU He MOTYT 00pa30BbIBaTh IBOVHbIE CBsA3U asiee 9—10 yriiepoaHbIX
aToMoB. IToaTomy nosuHeHacblieHHble KK JOKHBI TOCTYNATh € TULIEH.
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(1) Auerun-KoA-

KapGoKcuiasa
CH,-CO-SKoA + CO,+ AT® » HOOC-CH,-CO-SKoA + AJI® + ®_

+2
Anerun-KoA Buotut, Mn Masoaun-KoA

(2) AuerunrpaHcauumnasa
CH,-CO-SKoA + HSAITB ———— CH,-CO-SAIIB + HSKoA
Auerun-KoA Anerun-AIlb

MasnonunrpaHcauuiaasa
HOOC-CH,-CO-SKoA + HSATIb — > HOOC-CH,-CO-SAIIB + HSKoA

Mamnonun-KoA Manouun-AIlb

(3) CH,-CO-SAIIb + HOOC-CH,-CO-SAIIb
Auetun-AIlb Manounun-AIlb
- HSAIIB
- CO,
B-keroanun-Allb-cuHTa3a
(4) CH,-CO-CH -CO-SAIIb ayemoayemun-AlIb (B-xemoayun AIIB)

HAO®H,—> HAI®
B-keroaunn-AIlb-penykrasa

OH
[
(5) CH,~CH-CH,-CO-SAIIB B-oxcubymupun-AIIB (B-oxcuayun-AIlB)
-H,0
-oxkcuauun-AIlB-gernsnparasa
(6) CH,-~CH=CH-CO-SAIIb kpomonun-AIlb (enoun-AIIb)

HAJZI®H, HA®
e”Houn-AIlB-penykrasa

CH,-CH,-CH,-CO-SATIB Gymupun-AIlB (ayun-AIIb)

v

HoBbIii ITUKI

Puc. 145. Cxema crHTe3a KUPHBIX KUCTIOT
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Cunmes mpuavunzauyuePunos u 2aruuepogocghorunuoos

Cymiectyer 2 criocoba cunTe3a TAT: o-rutiepodocdarthsiii (puc. 146) u B-MOHO-
IALepuIHbIN (CM. puc. 144).

IToMrMO [(-MOHOTIIMLEPUAHOTO MYTU CUHTe3a 3K30TeHHbIX TAI, KOTOpBIA Ipo-
WCXOJIUT B MYKO3HYIO a3y, B MeYeHW, MBINIAX U aJUMONUTAaX MOXeT MPOXOAUTh
o-raunepodocdartHblil. [IpryeM TONBKO B IIeYeHH 3TOT IPOLIeCC TPOUCXOAUT P dpoc-
bopuIMpoBaHUM TIMIIEPOJA TJIMIEPONKUHA30M C ydactueM AT®. B apyrux TKaHAX
(HampuMep, )KUPOBOIA, MBIIIIIAX) JAHHAS PeaKIIUs OTCYTCTBYET, TI03TOMY B HUX TJIHIIe-
pon-3-docdat (B-rmuepodocdar) obpasyercs us quruapokcuaneroHdocdara, mera-
60JIMTa ITIMKOJIN3A.

B xozie rmKom3a
CH,-OH T'nunepondocdat- CH,~OH Inunepon-  CH,-OH
‘ IeruaporeHasa KMHA3a ‘
Cc-0 ~ CH-OH CH-OH
I |
| i HAIH — HAX i AI®0  AtO
CH,-O-P-OH CH,-O-P-OH CH,-OH
6H OH Tnuuepun
JlnoxcuaneToH- T'nunepon-3-
docdat (JAD) docdar
+ 2R-CO-SKoA
armTpaschepassl
— 2HSKoA

CH,-0-CO-R,

CH-0-CO-R,
‘ Il
CH,-O-P-OH DocdarunHas

| KHUCJIOTa
OH

+H,0
- H,PO,
Docdaraza

CH,~0-CO-R,

CH-0-CO-R,

|
CH,-OH AAT

+ R-CO-SKoA
JAT-auunrpancepasa
-HSKoA

CH,-0-CO-R,

CH-0-CO-R,
| TAT
CH,~0-CO-R

Puc.146. o-TmunepodocdaTHbil nyTh CUHTE3a TPUALWIITINLEPHHOB
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Cunme3s gocgporunuooas

BuocunTe3 ¢pocdonumunos (puc. 147) umeer cyie-
CTBEHHbIE 0COOEHHOCTH, KOTOPbIe 3aKJI0YAIOTCS B IPe-
DTaHOaMUHKHHA3a BapUTeIbHOM aKkThBaIuu KoMmnoHeHToB DJI — sraHomNa-

ATD — ALID MUHA, XOJIMHA, CepuHa. [laHHasA aKTUBaLUUsA IPOUCXOAUT
¢ ucniosib3oBanueM AT® ¢ obpasoBanmem pocdhopunupo-
BaHHBIX MPOM3BOJIHBIX, TAKUX KakK 3TaHojaMuHGMOCOAT,
LT —~ 0D xonuHpocdar ¢ TOCTIeAYIOMIM HpI/ICOE,I[I/IHeHI/IEMUHMCD
or LIT®. B cnenyomeil peakliuy akTUBUPOBAHHBIN aMU-
HocnupT nepenocurcs Ha JJAT. Crienyer OTMETUTb, YTO
-UM® obpasoBanue $ochaTUAMIMHOZUTONIA HIET HEeCKOJIbKO
+ JAT uHade (c yyactueM $pocaTUHON KUCTOTHI) U B JAHHOM
®ocharuaunsTaHONAMUE  [10cOGUM He pacCMaTPUBAEeTC.

Mexny docdaTUaNIITAHONAMUHOM U CEPUHOM MO-
KeT MPOMCXOAUTh 0OMeH ¢ oOpa3oBaHueM pochaTHanI-
Docdarupunxonun cepuHa ¥ 3TaHOJaMuHa. DochaTUAUIITAHOTAMUH MO-

XeT MeTUJIMPOBATLCA C y9acTHeM S-aleHO3UIMeTUOHNHA
Puc. 147. Cxema cuHTe3a y mpeBpamarbcs B GocdhaTUvIXOHH.
docpomumizos JuanuirauneprHbl  UCIOJB3YIOTCA KaK B CUHTe3e
TAT, Tax u B o6pa3oBanuu DJI.

Bce BemmectBa, cioco6ctytonye cuuTe3y @JI U npenaTcTBYIOIIHe UCTIOIb30BAHIIO
HAT nnsa cunresa TAT, Ha3bIBalOTCSA IMNOTPOMHBIMH.

JInmoTpomnHble BelecTBa NPensATCTBYIOT )KUPOBOM NHOMIIBTPALIVIY TTIeYeHH, CIBUTAS
06MeH UnuzoB B cTopoHy cuHTe3a PJI. K 1aHHBIM BellecTBaM OTHOCAT XOJIMH, JIELH-
THH, METUOHKH, GeTauH; 0 HEKOTOPHIM MCTOYHMKAM K HUM OTHOCSTCS TaKXKe 3TaHOJIa-
MUH, CepuH, nnonnHeHacoimeHHble KK, nHo3uToI.

ITpy HeZOCTaTOYHOM MOCTYILIEHUHN JIMIIOTPOIIHBIX BEILleCTB C MUILIel UAeT YCUJIeH-
Hblii cuHTe3 TAT M HaKOIJIeHMe >KUpPa B [IeYeHU, YTO IPUBOAUT K KUPOBOMY I1epepo-
XKJIEHUIO TIeYeHU.

DTaHOJIAMUH (XOJIMH)

dranonamuadpocdar

OA®-3TaHoIaMH

S-a/IeHO3MIMeTUOHUH

Moounuzauus mpuanuiIZinyePUH08 U3 HcuPoeoil mKanu
u opyzux opzanos

TpranuiarnuiepyHsl JeOHUPYIOTCS B )KUPOBOM TKaHU [0 MOMEHTA UX UCII0JIb30-
BaHUA.

Karabomuam xupa uzet B 3 Tamna:

1. I'maponus TAT 7o riuniepyHa 1 KUPHBIX KUCTIOT (JUIOJN3).

2. IIpeBpaieHvie XXUPHBIX KUCTIOT B aneTryi-KoA (B-okucienue).

3. O6mmit nmyts — LITK.

Mobunu3zanys xXupa — COBOKYIHOCTb peaKluil 'MApOJM3a JKUpa A0 TIHMIepUuHa
u JKK. D10 dhepMeHTaTUBHBIIA TPOIIECC, KOTOPBIN OCYIIECTBISAIOT pepMeHThI TOPMOHO-
yyBcTBUTeNbHAsA TAI-nunasa (Jumnasa >KupoBOH TkaHM), auraunepuanunasa (AI-nu-
nasa) ¥ MoHornuuepuanmnasa (MI'-nunasa).

KiroueBbIM pepMeHTOM JIMIIONN3A SBJISETCS JIMIAa3a )KUPOBOK TkaHu (puc. 148). Ee
aKTUBHOCTb PeTyJIMpyeTcs TOPMOHAMH, [I03TOMY 4acTO ee Ha3bIBAlOT «[OPMOHUYYBCTBU-
tenbHasg TAT-nunasza». JJaHHBIA QepMeHT cymiecTByeT B 1ByX popmax: Gpocdoprmmpo-
BaHHOI1 (aKTUBHOW) U ledpocdopuimpoBanHoi (HeakTrBHOI). DocdopuinvpoBanue im-
Ta3bl IPOUCXOZUT IO IeCTBHEM NTPOTeMHKUHA3bl A — TAM®-3aBucumoro dpepmeHTa.
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Y4 Y4
CH,-0-C-R CH,-0-C-R CH,-OH CH,-OH
TAT-nunasa | 0

CH—O—C//—R (ropMOHoqucﬂianaH) CH—O_C{R% CH—O—C{R% CH-OH

| //O H,0 RCOOH | H,0 RCOOH | H,0 RCOOH|
CH,-O-C-R CH,-OH CH,-OH CH,-OH
TAT JAT MAT T'muuepun

Puc. 148. JIunonu3 TAI' B TKaHsIX

TopMoOHBI, yBeMMuuBaoIye KoHeHTpanuin NAM®, yeunusaior aunonus. UHcy-
JIVH CHIKaeT akTMBHOCTh TAT-numasbl Gnarozapst aktuBaiuu ¢pepmenta aedpocdo-
punupoBaHus npoTerHpocdaTasbl, a TakKe MOCPEACTBOM CHIDKeHHS YpoBHA HAM®
(axtuBupyet pocoauacrepasy).

Bce ropMOHBI, BIHSONIME HA MOOUJIM3ALIUIO )KUPA, MOYKHO PA3ZeUTh Ha 2 TPYIIbL:

1) ropMOHBI IPAMOTO AeiicTBUA (apeHanuH, [JII0KaroH, COMaTOTPOIIHBINA TOPMOH,
WHCYJIMH);

2) TOpPMOHBI KOCBEHHOTO JIeiCTBUSA (TJIIOKOKOPTUKOCTEPOUIbI, TI0JI0BbIe TOPMOHBI).

[Monyuyennsie KK mocTymaioT B KPOBb, TPAHCIIOPTUPYIOTCS C TOMOMIBIO abOyMHU-
HOB B pa3/IMYHble TKAHY, I7ie I0JJBePralTcs B-OKUCIeHNI0 B MUTOXOHZPUSX.

Pacwennenue raunepodocdonununoB B TKaHAx (puc. 149) ocymecTBisioT
cnenuduyeckre Gpoconunasel: Goconunasza A, otmennser ocraTok KK B monoxe-
Huu 1, A, — B nonoxenuu 2, gocponunasa C oTmennser octaTok GpocPopHOi Kuc-
notel, Gocdonunaza D — azoTcomepxamue coenunenns. Cmech Gocdonunas A, u A,
JacTo 0603HavYa0T Kak pocdonmmnasa B.

Al
Y P
CH,-0-C-R
‘ A
Vi
CH-O-C-R,

0
Vi
CH,-0-P-0- a3orucroe 0CHOBaH1E

€™ oH>-D

Puc. 149. Pacnaz raviiepodocdounuios B TKaHIX

SB-OKxucnenue ncupuolx KUcCI0m

B-Oxkucnenune KK — ato crenududeckuii myts katabomsma KK, mpu kotropom
OT KapOOKCUJILHOTO KOHIIA KUCJIOThI MOC/eZI0BATENILHO OT/ENSETCS 10 2 YIIePOHBIX
aToma B BuJie aueTun-KoA. [laHHBIN po1iecc ABIAeTCA OJHUM U3 OCHOBHBIX UCTOYHU-
KOB 3Hepruu s cuHte3a AT® B a3po6OHBIX yCIOBUAX (B KJI€TKAX CKEJIETHBIX MBIIIIL,
CepIeYHO MBIIIIIbI, TTOYeK U T. 11.).

B-Oxucnenue XK Tpebyer npeBapuTeNbHOM MX aKTUBALMY B LIUTO30JIe TIPYU y4a-
crtun auun-KoA-cunterassl (puc. 150).
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Ammn-KoA-

CUHTeTa3a
R-COOH + HSKoA + AT® ———> R-CO-SKoA + AM® + ®PH

XK Anun-KoA

B nuTO30€: KAT® I
R - CO - SKOA + KapHUTHH <—> KapHUTHH + HSKOA

Aunn-KoA OH 0-CO-R

B MuTOXoHapHAX:
KAT® II
KapHUTUH + HSKOA <—> R - CO - SK0A + xapHUTHH (BO3BpallaeTcs
| Aunn-KoA | B IUTOILIa3My)
0-CO-R OH

Puc. 150. O6pa3zoBanuie anui-KoA u nepeHOC ero u3 uto30J1si B MATPUKC MUTOXOH/IPHI

IMepeHoc auun-KoA 13 HuT030714 B MAaTPUKC MUTOXOHJPUI IIPOUCXOAUT C y4acTH-
eM KapHUTHHA U ¢pepMmeHTa KapHUTHHanmaTpaHchepasbl [ u Il tuma (KAT® Iwu II).
BbICBOOOX/JAIOIIMIICSA B MUTOXOH/IPUAX KAPHUTHH BO3BPAIIAETCS B [IUTOIIA3MY.

Bce nocinenyolye peakiuy MporUCXo/AT B MaTPUKCe MUTOXOHAPUH (puc. 151).
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B
R-CH,-CH,-C~SKoA  Aumun-KoA (C=n)

QAL
‘> Ayun-KoA-dezudpozenasa

QAJIH2

I
R-CH=CH-C~SKoA  Enoun-KoA

HZO\V
Enoun-KoA-zudpamasa

o
R-CH-CH,-C~SKoA f3-Tudpoxcuayun-KoA

HAJl
) S-Tudpoxcuauun-KoA-

dezudpozenasa
HAZTH+H*

.
R-C-CH,~C~SKoA|

Lo S .

HS KoA
S Ko \ Auemun-KoA-

ayun-
mpancepasa

f-Kemoauyun-KoA

| (ﬁ :
C"’ 'CH,~C~SKoA |
R-C~SKoA Anernn-KoA
Ayun-KoA
(C=n-2)

Puc. 151. B-OkucneHue XUPHBIX KUCIOT
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B pesysnbrare nukia B-okucnenus JKK o6pa3syercs yKopodeHHBIH Ha 2 YIJIepOAHbIX
aroma auwi-KoA u anerun-KoA, KOTOpeI IofBepraercs AajbHeHlieMy IlpeBpalie-
Huto B [ITK.

IMonyuuBumiica auun-KoA NOpoXoJuT MHOTOKPAaTHO BeCb IyTh [-OKHC/IeHUSA
BILIOTh /10 0Opa3oBaHust Oytupui-KoA (4 yriepogHoe coeuHeHKe), KOTOPbINA Mpu
pacrniazie faet cpasy 2 MoJjieKyJsl anetun-KoA.

IMoxncuer Boixoza AT® mpu B-oxucnennn KK:

5X (g~ 1) 412X -2="5 X177

e 5 — xonmdectBo AT®, o6pasyromieecs B pe3ysnbraTe KaXXI0Tro [UKJIA OKUCTEeHUS:
n

2 — KOJIM4YecTBO NUKJIOB B-okucienus XXK;
n
2 — Komm4ecTBO 0Opasyromierocs anetun-KoA;

12 X %— komyectBo AT®, o6pasyromuxcs npu pacraze auetia-KoA B nvkie Kpebea;

—2 — 3aTpaTbl 3HEePruu 2-X MaKpO3Prudeckux cBasen 1id akrusanuu KK.

O6pasyromuiics aneTa-KoA MOXeT HUCIOIb30BaThCsA He TOJIBKO /I HOJNy4eHus]
SHepruw, HO ¥ /i1 CUHTe3a Ipyrux BemecTs (puc. 152).

Anetun-KoA —> B-T'ugpokcu-B-metunrayrapuin-KoA ('MT-KoA)
L

OTK  CHHTE3 XMPHBIX  Cypres; KeTOHOBBIX MeBasoHoBas
KHCIOT KHCTIOTa
Ten
Cunre3s
XoJiecTepuHa

Puc. 152. IIyTu ucnonb3oBanus anetun-KoA

Cunmes xoaecmepuna

B neyenn cunresupyercsa 80 % XC, B CTeHKaxXx TOHKOro kumedHuka — 10 %,
B KOXe — OKOJIO 5 %; He3HauuTeslbHOe KomudecTBO XC MOXeT 06pa30BbIBAThHCS
U B IPyTUX KJIETKaX.

BrocunTe3 XC poUCXOAUT B 3H/0IIA3MAaTUYECKOM PETUKYJIyMe KileToK. ITpomecc
BKJTIo4aet 100 rocie/ioBaTeIbHbIX peakiuii ¢ ydacTreM 0Kosio 300 pa3indHbIX GeKOB.

MoO3KHO BbIIeIUTD 3 5Tana cuHTesa XC:

1-#i aTanm — crHTe3 /10 MeBAJIOHOBOM KUCMIOTHI (puc. 153).

2-# 3Tan — oT MeBasoHoBOM KucnoThl (C,) A0 ckBaneHa (C,,) (cm. crp. 192).

3-i1 aTan — npespaienue ckBajeHa B XC (puc. 154), KOTOpoe CONPOBOX/jaeTcs
ormieriennem 3-x CH,-rpymnn v nepemenieHueM IBOWHOM CBSI3H.

PerynaropubiM pepmentom cunre3a XC apnsercs IMI-KoA-peznykTasa, KoTopas
nHru6mpyercsi XC 1 ero NpOM3BOJHBIMH, a TAK)Ke TOPMOHAMH afIpeHaIMHOM U TJII0Ka-
TOHOM Yepe3 aJleHUIaTIUKIIa3Hy0 CUCcTeMy. IHCYIMH OKa3blBaeT IPOTUBOIOIOXKHBIH
addexr, akTuBupys cunre3 XC.

CoGonHblil  (HeaTepuduuupoBaHHblii) XC HAXOAUTCA B MeMOpaHaX KIETOK
1 B GocoMMmuIHOM MOHOCTIOE JIMIONPOTENHOB KPoBU. Ddupsl XC (X0secTepusibl)
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Il Tuonasa 1 Il Il I'MI'-KoA-cuHTa3a
CH,-C-SKoA / \ 'CH,-C~CH,-C-SKoA / \
oly N 0
Auetnn-KoA | ¢y &lsgon Hskoa AUETOALETHI-KOA | oy Higy o HSKoA
Auerun-KoA Auerun-KoA H,0
ffffffffff OH 0} OH

1 L I I'MTI-KoA-penykrasa |
_>3 HOOC—CHZTC—CHZ—C-—S—KOA / \ HOOC—CHZ—(IZ—CHZ—CHZOH

2HADI® CH3

} A 10 A2 HAIOH
B-Tunpoxen-B-metunrnyrapui-KoA HSKoA MeBaioHOBas KUCJIOTA

(TMT-KoA)

Puc. 153. Cxema 1-ro 3Tana cuHTe3a XoyiecTepruHa

2-1 9TaI CMHTe3a X0JieCTepUHa:

3 AT®, -CO,
KOHZIeHCALUA
C6 CS ClO C15 HAHq)HZ C30
MeBanonosasg V3omeHteHun- — [epaHuin- ®apuesun- CkBaneH
KHCIIOTA mupodocdar  mupopocpar  mupopocdar

3-1i 3Tan CUHTe3a XoJjieCcTepuHa:

Cxkganen (C,)) HHKIMSANNE - X onecTepuH (C,)

21 22 24 2

XonecrepuH

HO

Puc. 154. TIpeBpaieHre CKBajieHa B X0JIeCTEPUH

JIOKAJIM3YIOTCS B JIUMUAHBIX KAIUIAX LUTO30J KJIETOK U B TUAPOPOOHOM sape JHUIo-
IIPOTEVHOB.

JIumonpoTenHbl BLICOKO IIOTHOCTH TPaHCIOPTUPYIOT 3¢uphl XC U3 TKaHei B 1e-
JeHb. B o6pasoBanuu 3¢upoB XC B JITIBII BakHYIO posib UrpaeT GpepMeHT JelUTHH-
xonecrepon-anunTpancdepasa (JIXAT), KaTaau3UPYIONIHMIA PeaKIIuo:

XosecTepuH + JIEUTUH — XOJIECTEPU + JIN30JIELIUTHH.
Takum obpaszom, JITIBIT ocBoOOXAal0T opranuam oT u3bbitka XC — B meYeHu OH
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IIPEBPALIAeTCs B XKeJTYHbIe KACJIOTHI U B JaJIbHeMIIeM BBIBOAUTCA U3 opranusma. I1oa-
tTomy JITIBII posBAAIOT aHTUATEPOTeHHHOe [ieliCTBHe.

B opranusme yacts XC (okoso 110 r) — 310 MezaneHHO o6MenuBatomuiicsi XC ro-
JIOBHOTO U CIIMHHOTO MO3r'a, HEPBOB ¥ COeAMHUTENbHOM TKaHU. K 6bIcTpo 06MeHuBao-
memyca XC (okoso 30 r) otHocuTcss XC 1eveHH, TapeHXUMaTO3HBIX KJIETOK, KHUIIed-
HOIi CTeHKH, T1a3Mbl. BeicTpo ooMeHuBaromuiicsi XC MOMOJHSETCs e)XeIHEBHO 3a CYeT
XC numu (0,4 ) u XC, cunreaupoBanHoro B opranusme (0,8 r). B Takom xe konude-
ctBe (1,2 r) XC BBIBOAUTCSA U3 OPraHU3Ma.

B opranusme dyenoBeka XC OKUCIAETCA B )KelT9Hble KUCIOTHI (0,5 T'/CyT) U UCIIOTb-
3yeTcsi HA 00pa30BaHMe CTEPOMIHBIX 'OMOHOB ¥ BUTammuHa D (0,1 r/cyT). DKcKpe-
1y XC OCyLIeCTBIAETCA CO CAYLIMBAIOIMMCA SIUTEIIEeM, CEKPETOM CajlbHbIX XeJjle3
(0,1 r/cyr) u ¢ pexanusamu (0,5 r/cyT).

Copnepsxanuvie XC B CbIBOPOTKe KPOBU HOBOPOXK/IEHHBIX JieTelt COCTaBIsIeT 2,6 MMOJIb /I,
y B3POCJIBIX €r0 KOHIIEHTpalus Kojebyercs B npezenax 3,9—6,3 Mmosnb/J. [ToBblmeHue
KoHUeHTpalyy XC BbIlIe 6,3 MMOJIb/J SIBJISIETCS OJJHUM U3 (AaKTOPOB PHCKA PAa3BUTHSA
aTepocKiepo3a.

M36biTouHoe HakoruteHue B kposu JIITHII (mepexocsit XC B TKaHU) U GoJiee [JIH-
TeJlbHAasA WX LUPKYJIALUA [0 CPAaBHEHUIO C HOPMOH CONPOBOXXAAETCS IMepeKUCHBIM
OKHCJIeHHeM JINIUAOB. VIMeHHO Takve MoAu(HUIIPOBAHHbIE JUMONPOTENHOBBIE Ya-
CTUIIBI 3aXBATHIBAIOTCSA MaKpodaramu, KOTOpble epepoXKAAI0TCA B IEHHCThIE KIIETKH.

I[TeHHUCTBIE KJIETKU B pe3yJibTaTe UTOTOKCHYeCKOro AeiictBus XC morubaot, mpu
3TOM HakorleHHbI XC U3JIMBAaeTCA BO BHYTPEHHIOI 000JI0UKY apTepHii, CTUMYJIUPYS
ZiefieHVe TJIaKOMBIIIEYHbIX KJIETOK apTepUaNbHOW CTEHKHM U MHUrpanuio ¢pubpobia-
CTOB. B pe3ysnbrate B CTEHKe apTepuil pa3pacTaeTcs COeJMHUTebHAS TKaHb U 00pasy-
I0TCs1 aTepockyiepoTuyeckue Osmku. [Toatomy JITTHIT nposiBisAOT HAMOOJIBIIYIO aTe-
POTeHHOCTb, c1aboil aTeporeHHOCTHIO 06anatoT JINIOHIIL. B mpoTHBOMOJIOKHOCTE UM
JITIBII, ynansist u36biToK XC U3 TKaHe#l, MPOSBJIAIOT aHTHATEPOTeHHbIe CBOMCTBA.

Kemonoesie mena

K xeToHOBbIM (aueToHOBBIM) TenaM (KT) oTHOCATCA aljeToaneraT (aLeToyKcycHast
KHCJIOTA), 3-TUAPOKCUOYTHPAT (B-TMAPOKCHMACIAHAS KUCJIOTA) U AlleTOH.

Cunrte3 KT ocymecTtBriserca B MUTOXOH/IpUAX MeyeHu (puc. 155). B kpoBu B3po-
cyoro yenoBeka B HopMe KoHLeHTpauus KT cocrasnser 0,03—0,40 mmonb/n. Ilpu
caxapHOM Jirabere, TUTIOKCUUH, TOJIO@HUYU UX YPOBEHb MOJXKET TOBBIIAThCS 10 20—
30 MMOJIB /1.
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Paspen 10. Jinnuabl

(0]
CHS—I({—SKOA Auerun-KoA
(0]
CHS—I(II—SKOA
THonasa Auerun-KoA
HSKoA

| ]
CH,-C-CH,-C-SKoA

Aneroanerun-KoA

(0]
I
CH,-C-SKoA
I'MI'-KoA-cunTa3a Anerun-KoA
HSKoA
(|:H3 1 B-rugpokcu-f-MeTui-
HOOC-CH,-C-CH,-C-SKoA rayrapun-KoA
| (I'MTI'-KoA)
OH
(0]
I'MI'-KoA-n1ua3a Il
CH,-C-SKoA
Anerun-KoA
?
CH,-C-CH,-COOH Aueroanerat
B-rumpoKcuOyTHpaT- HAJIH + H*
JerugporeHasa Co,
HAT
ou 0
CH,-CH-CH,-COOH CH,-C-CH,
B-rumpoxcubyTupat AuetoH

Puc. 155. CuHTE3 KETOHOBBIX TEJI
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McrnoAb3oBaHue KETOHOBbIX TEA B nepmpepwquKMX TKaHsX

Hcnonbs3oBanue KT (aneroarerara u B-rupokcubyTupara) B KadecTBe HCTOYHKKA
sHepruu (puc. 156) NPOMCXOAUT B Pa3/IMYHBIX OpraHax, 3a UCKJIIOYeHeM MedeH! 13-
3a OTCYTCTBUA B Hell ¢pepMmeHTa CyKUUHUI-KoA-aueroaueraT-TpaHcdepasbl. ALeToH
SHepPreTU4YecKOi PO He Urpaer.

B-TuppokcubyTrpar

HAZ — HAIOH,— 3 AT®

B -Tudpoxcubymupam-J|T

Arneroanerar

+ cykunHuiI-KoA
Cyxuyunun-KoA-ayemoayemam-mparcpepasa
Aueroanernn-KoA + cykuuHar

+ HS-KoA

Tuonasa

2 Anetun-KoA

IITK (12 AT® x 2 = 24 AT®)

Puc. 156. Vicnonb3oBanue KT B kadecTBe NCTOYHUKA SHEPTUU

PoJIb II€Y€HH B THITHTHOM OOMEHE

ITedeHp ABNAETCA OCHOBHBIM OPraHOM, MOINIOLIAIOLIVM JIMIUHbIE KOMIIOHEHTbI
OCTaTOYHBIX XWJIOMUKDOHOB. B Heill mpoucxomut nunonu3 TAI u cuHTe3 3HIOTEH-
Hbix TAT, B-okucnenue KK, cunres 3amennmMbix KK, obpasoBanue ¢pochonunuaos,
XOJIeCTepUHA, JKeJTYHbIX KUCIIOT, KeTOHOBBIX Tes, popmupoBanue JITIOHII 1 oTyactu
JIIBII, JITTHII.

Pezyaauua aunuonozo oomena

Perynsuus o6MeHa JUIMAOB MOXET OCYIIeCTBIATHCSA KaK 110 CPOYHOMY MeXaHU3-
My IyTeM KOBaJeHTHON MOAMUKAIIMU KITIOUeBbIX (pepMEHTOB B KQXK/IOM M3 IpOLec-
COB CHHTe3a U pacliaja JIMNUAOB, TaK U 10 MeJJIeHHOMY MeXaHU3MYy, 3aTparuBaroliemy
VH/YKIMIO WM PEerpeccuio KoueBbIX ¢pepMeHTOB. OOIIMM fABISETCS PETPOMHIUOU-
poBaHUe, TO eCTb MHIMOMPOBAHME 110 THUIy OTPULIATENLHON 0OPaTHOM CBSI3M, KOTZa
KOHEYHbIi1 TIPOJIYKT CHHTe3a MHTUOKpYyeT KioueBoit pepmeHt. Hanpumep, TMI'-KoA-
penyKTaza MHIHOMpyeTcs: KOHEYHBIM MPOAYKTOM cuHTe3a — XC, a TaK)ke ropMOHaMU
a/ipeHaJIMHOM U IJIIOKarOHOM 4epe3 a/leHWIaTUMKIa3Hy0 cucTeMy. VIHCYIMH OKasbl-
BaeT NMPOTUBONONOXKHBINA 3ddexT, aktuupys cunre3 XC. Cunres KK monasmnsercs
BHOBb crHTe3upyeMbiMu JKK, Brustomumu Ha KinodeBoil pepmeHT anetun-KoA-kap-
Ookcuasy.

BasxHas posib B perynsnuy oOMeHa JUIU/0B IPHHAZJIEXUT TOPMOHAM.

1. AapeHanuH. MeMOpaHbI aIUIOIIUTOB COMEPXKAT - U 3-afipeHoperienTopsl. B3a-
MMO/IeCTBYe afipeHalMHaA C 3TUMHU pelieITOPaMy BbI3bIBaeT pa3HOHANpaBJIeHHOe 13-
MeHeHMe KoHIleHTpauuu TAM®.
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oi-AZIpeHOpelenTop CBA3aH ¢ MHrubupyomuM G-6emxom (G,), BBI3bIBAIOIIMM 110~
HIDKeHUe aKTUBHOCTHU afleHAJIaTIMKIIA3bl. DTO IPUBOAUT K YMEHBIIEHUIO KOHIIEHTpa-
1y TAM® 1 K TOPMO>KeHHUIO JINIIOJIN3a.

B-AnperopenenTop cBs3aH co crumynupytomum G-6enkoMm (G,). B pesysbraTe cBs-
3bIBaHMA aZipeHaIMHA C JaHHbIM pelenTopoM OyzieT HabIIoAaThCA CTUMYJIALMSA JIUIO-
JM3a 4Yepe3 a[ieHUIaTUUKIIA3HYI0 CUCTeMY IyTeM aKTUBAlUy TOPMOHYYBCTBUTEIbHON
TAT-numnassl.

CooTHoIIeHNe ¢- U 3-aZpeHOPeLeNTOPOB 3aBUCUT OT UH/VBU/YaIbHBIX 0COGEH-
HoCTeil opraHu3Ma. OZIHAaKO B IIeJIOM Yy YesloBeKa MpeobiafaoT 3-agpeHopeLenTopsl,
II03TOMY CYMMapHOe JIeliCTB1e aJ[peHaIMHa IPUBOAUT K aKTUBALIUY JIUIIOJIN3A.

2. CoMaToTpONHbIi TOPMOH CTUMYJIMPYET JIUIONN3 Yepe3 aleHUIaTIUKIa3HYIO
CHUCTEMY.

3. IHCY/IMH NOBBIIIAeT aKTUBHOCTD KJIETOYHOM (pocdoansCcTepaspl, YTO IPUBOIAUT
K CHIDKeHUI0 KoHUeHTpauun HTAM® u yraerenuio nunonusa. Kpome 3Toro, MHCynIuH
aktuBupyer QocdaTasy, OTIIENIAOMYIO OT TOPMOHYYBCTBUTENIbHON TAT-nMmasel
docdar (mpumep KoBaseHTHOM MOAUDUKALIMN), UTO TAK)Ke OHIDKAaeT TUNoau3. Takum
06pa3oM, MHCYJIMH yCUJIMBAeT CUHTE3 XXUPOB 1 3aMe/IsieT UX MOOHIIN3aLHIO.

4. TIOKOKOPTHUKOCTepOoMAbl. Perentopsl K 3TUM TOPMOHAM IIPUCYTCTBYIOT
B a[IUIIOLIUTAX ¥ COZIEPXAT B CBOeM cocTaBe Oesku TeruioBoro moka (BTII). ITocre
B3auMozeincTsus ropmona c perentopoMm BTII oraensrorcs, a caM KOMILIEKC TpaH-
CIIOPTHPYeTCS B SIPO KJIETKH, I7ie BIUsieT Ha CUHTe3 GeJIKOB afunonuta. [IToKOKopTH-
KOCTepPOUIbl OKa3bIBAIOT IPOTUBOINOJIOXKHBIN 3QPeKT B 3aBUCUMOCTU OT Gu3nyecKoi
Harpy3Ky: Y UHTEHCUBHO! MBINIIEYHO! paboTe OHKM CTUMYJIUPYIOT JIMIOJIN3, a B CO-
CTOSIHMH TIOKOSI MHTUOHPYIOT ero.

5. IlosioBbIe TOPMOHBI, [EHCTBYS 110 LUTO30JIbHOMY MEXaHHU3MYy, CTUMYJIUPYIOT
pacmaz xxupa.

6. JlenTHMH — TOPMOH, BbIpaOaThIBaeMblil B )KUPOBOY TKaHU. OH /IefiCTByeT Ha pe-
LIeNTOPBI TUIIOTAJIaMyca, 6IOKUPYs CUHTe3 M BLICBOOOXKIeHUe HeliporenTtrza Y, BbI3bI-
BAIOIEro YyBCTBO T'OJIO/IA M AKTUBAIMIO CHHTe3a NUNu0B. OCHOBHOU addeKT neiicT-
BUA JIENITUHA CBOAUTCA K CHYDKEHMIO alllleTUTa U YCUJICHUIO JIUIIOJIN3A.
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Pa3oen 11

BHMOJIOTHUYECKOE OKHNC/IEHHNE

ITporecc 6MOIOTMIECKOTO OKUCIIEHHSI — 3TO COBOKYITHOCTb PeaKIUi, MPOTeKar-
IIMX B )XMBBIX OpraHM3Max, 00ecreurBaloIInX UX SHeprueil 1 Merabonuramu. B xoze
OMOJIOTNYEeCKOTO OKHC/IEHHS IPOTEKAI0T PeaKu KaK KaTabonu3ma, Tak ¥ aHaboJm3-
Ma. Peakiiuu kaTaboJ1M3Ma CONPOBOXK/AAIOTCS Bbl/ieJIeHUEM SHEPTHU U OTHOCATCSA K 9K-
3epronuyeckuM. Peakuuu aHabonu3Ma TpeGyIOT UCIOIb30BAHUS SHEPTUU ¥ OTHOCATCS
K BH7IeproHrdecKrM. O61mas ceTb GepMeHTaTUBHBIX PeaKIUil COCTaBIIsAeT MeTaboIN3M
KJIETKU.

BhizienisioT 2 Tuna GUOIOTMYeCcKOro OKUCTIeHHs: MUTOXOH/IPHaTbHOe OKHUCIIeHNe,
KOTOpOe Ha3bIBAIOT 3HEPreTMYeCKUM TUIIOM OKHCJIEHMS, TaK KaK OHO fIBJIAETCA OC-
HOBHBIM TMOCTaBIIMKOM SHEPTUM, HeOOXOAUMON IS JKU3HEIesTeTbHOCTH; BHEMHUTO-
XOHZpHajbHOe (MUKPOCOMaJbHOE) OKHCJIeHHe, KOTOpoe He fBJISAeTCS IOCTABIIMKOM
SHEPTHY, a UCIOJIb3YeTCs B IpoLiecce CHHTe3a OMOJIOTUYeCKU aKTUBHBIX COeNVHEHUH
¥ IETOKCUKALIMY KCEHOOMOTHKOB.

Craguy KaTa00/ITH3MA ITHIIEBhIX KOMIIOHEHTOB

[TocTynarmye ¢ numei 6esKu, XKUPbl U YIJIeBOJbI ABJISIOTCA OCHOBHBIMU IO-
CTaBIIMKAaMU 3HEPTUU [JIA KJIETOK U OpraHusMa B LeJoM. BHavase oHU mojBep-
ratorcsi B JKKT ruaponusy ¢ o6pa3oBaHreM MeHbIIMX MO pa3Mepy MOJIEKYJ, TO
eCThb MOJIMMephl IPeBPaIalOTCs B MOHOMEPHI — 3TO MepBas cTaausA Kataboiu3Ma
(puc.157). PacumenieHre NOIMMEpPOB KaTaJU3UPYIOT crenuduyeckre GpepMeHTsI:
0eIKOB — MPOTEOJUTUYECKIE, YTIIEBOJOB — aMIJIOJUTUYECKUe, JTUITH/I0B — JIUIIO-
nutudeckve. Ha BTopoii ctaguum katabonu3Ma B pesyibrate crenudpuyecKux my-
Tell OKHMCJIeHUs MOHOMEepPOB 00pa3yroTcsl YHUHULIMPOBAHHBIE MPOAYKTHI: MHAPYBaT
u auetun-KoA. [lajee mupyBaT MmyTeM OKHCIUTEIbHOTO JeKapObOKCUIMPOBAHUSA
npeBpamiaeTcs B anietusi-KoA. Ha TpeTbeii cragum kaTabosu3ma, o01ei ass Bcex
KJIaCCOB COeJUHEHMIA, TPOUCXOAUT paclienyeHre YHUQUIMPOBAHHOTO MPOJYKTA
anetun-KoA B ITK no CO, u H,0.

MeTabonuThI TpeTbeil cTafuy KaTaboar3mMa MOTYT UCIIOIb30BaThCA AJIS CHUHTe-
3a HOBBIX BemecTB. Tak, cydcrparsl IITK mpeBpamaroTcsi B HOBbIEe COeJUHEHHUS —
O.-KeTOrJIyTapaT MCIOJIb3yeTCs Ha CUHTe3 [JlyTaMmaTa, OKcajoalerar — aclaprara,
cykuuHuiI-KoA — Ha cuHTe3 rema.
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Cragus 1:
pacieriesye
MaKpOMOJIEKYJI

Ha MPOCThIe benkn
CyO'beIMHHUIIBI ¥
AMMHO-
KUCJIOThI

Y

I'munepun

KupHsle
K-ThI

Cranus 2:
obpa3BaHue —-NH,

yHUGHIN-
POBAHHBIX OTeHHbIe
HIPOZIYKTOB

JIMMOHHOM
KHUCJIOTBI

Cramus 3:
DY TIOJTHOM
OKHCJIeHUH
anerun CoA
1o H,0 u CO, Boccranosu-

TeJIbHBIN
obpasyercst HAITH S
u ®AITH,, B Buzie HAJTH,
9T0 ObecrediBaeT [NH (§ AIIH
cunre3 ATO 2
B JIbIXaTeJIbHOM

[leN MUTOXOH/IPUH MpIxatenbHasg| 1 O
1elb 2

AT® AT® AT l

KoHeuHble MPOAYKThI
MeTabonu3Ma

TpaHcropT| | 3J1eKTPOHOB

Puc. 157. Craguu kaTaboa13Ma MUILEBLIX KOMIIOHEHTOB

CIrocoOBI OOPA30BAHHUA
M OCHOBHBIE€ HCTOUHHUKHU ATD

Makpospruyeckye coeyiHeHU (BbICOKOIHepreTUYecKre CoeJMHeHN) — TpyIia
BEIIECTB, TMPOJIU3 KOTOPBIX MPUBOAKUT K OCBOOOXKIEHHUIO OOJIBIIOTO KOJMYEeCTBa CBO-
GOMIHOIA SHEPIUH, MCMOIB3YeMOU sl GMOCKHTe3a U TPAHCIIOPTa BEIECTB, MBIIIEYHOTO
COKpALleHNs, MUIEBAPEHUSA U JPYTUX [IPOLIeCCOB KU3HEeATeIbHOCTY OpPraH1u3Ma.

K naHHBIM BelecTBaM OTHOCATCS pochoeHoMmpyBaT, 1,3-61uchocormmriepar, Kap-
6amonndocdar, kpeaturpocdat, ATD. Harbosiee 3Ha4MMbIM U3 HUX siBJisieTcst ATD.

ITpu runponuze AT® Ha AZI® u @H it AM® u ©@OH BbicBOOOXAaeTCS HOIBIIOE
KOJIN4eCTBO CBOOOAHOM sHepruu. AT® — moHOp cBOOGOAHOI 3Hepruu B GuoIOTHYe-
CKUX CHCTeMax, KOTOpBI/ He MCIOJIb3yeTCsl B KadeCTBe 3alacHOro marepuana. Luki
AT®-AJI® — 3T0 OCHOBHOI MexaHHW3M OOMeHa 3Hepruu. HeKoTOpbie peakiuu 3a-
MyCKATCs ¥ ApyruMu Hykineosuarpupocdaramm: I'TO, YTO, ITD. Makpoaprude-
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CcKas CBA3b 0003HAYaeTCs1 3HAKOM THJIBJA, YTO IPEJIOKEHO HEMELKUM OUOXMMUKOM
@. A. JIuIMaHOM.

B pesysibTaTe OKHUCINTEIbHO-BOCCTAHOBUTENIbHBIX peakuuii LITK obpasyrorces Boc-
cTaHOBUTe/bHbIE 9KBuBaneHThl HAJTH n ®AJTH,, BOZOpOA KOTOPBIX TPAHCIIOPTUPYET-
Cs1 B ZIbIXaTeJIbHYIO IIellb MUTOXOH/pHiA. [1pu okucieHuu Bogopoaa HAZTH obpasyercst
monexyna H,O u 3 AT®, npu oxkucnennn PAJTH, — monekyna H,O u 2 ATO.

O6pazoBanue AT® npoucxoaut nyreM pocpopumposanus ALD.

Cunre3 AT® — sHeprosaBUCHMBIH Tpoliecc. B 3aBUCKMOCTH OT UCTOYHUKA 3HEP-
THH, UCI0JIb3yeMoro Ha peakuuioo ¢ochopummposanus ALD, paznuyaror 2 crnocoba
cunre3a AT® — cyGerpaTHOe 1 oKucauTeNbHOE hocdopunpoBaHue.

ITpu cy6cTpaTHOM pocdopHIHpOBaHUH HCIIOIb3YeTCs MAKPO3PruiecKas CBI3b
cyberpata, KoTopast 06pa3yeTcst IpH ero OKUCIeHnH. B kauecTBe IpuMepa MOXHO TIpH-
BECTU peakuuio cybcrpatHOro GpochopuanpoBaHus IIMKOJIM3a, B KOTOPO Ha MepBOii
cTazuy 06pasyercss MaKpo3prudeckas cBsa3b (puc. 158) u nanee MCIoOIb3yeTcs 3HEPTUA
1,3-6ucdocdornunepara Ha cunre3 ATD (puc. 159).

+H,PO,
— —0—PO.H
Hf 0 AL Hagn G O7FO:M
HC—OH =——%—> HC—OH
OTA ITT |
H,C—OPO,H, H,C—OPO.H,
3-®TA 1,3-6ucocdo-
TJIUIlepUHOBAs
KHUCIIOTa

Puc. 158. O6pa3oBaHue MaKpOIPrudeckoro cy6erpara (6-5 peakijyus IMKOJIN3A)

/
C—0-POH,

I ?OOH
HC—OH AIO AT®  HC—oOH
H,C—OPO,H .

s ncboche. Dot H,C—OPO,H,
1,3-6ucdocdo- ocornumepar-
rnnuepgﬂog’a;{ KMHas3a 3-docdoprautiepu-
KHCJIOTa HOBad
KHCJIOTa

Puc. 159. Peakimst cyGerpaTHoro GpocdopumipoBatust (7-5 peakius TIMKOIN3a)

Peaxuuu cy6crpaTHOro GpocdhopurpoBaHus MOTYT IPOTEKATh KaK B LUTO30J1e, TAK
U B MaTpPUKCe MUTOXOH/IPUI U He 3aBUCAT OT IPUCYTCTBUA Kucaopoza. Ha ux pommo
IPUXOJUTCA TONBKO 2 % MOCTaBJII€MOU SHEPruMm.

CompsixeHue okucieHus Bofopoa ¢ pochopumposanvem AJID 1 nocieAy0mLUM
obpazoBanveM AT® Ha3biBaloT OKMCAMTENbHBIM ¢ochopunupoBanuem. Ilyrem
oKucIuTeNIbHOTO pocdopurpoBatus obpasyercs 98 % ATO.

B mpouecce okxucauTenbHOro $pocGopunupoBaHnsa OKHUCIAEMBIN cybcTpar yda-
CTUA He IPUHMMAeT, a aKTMBUPOBaHUe Heopranudeckoro ¢pocdara u AZI® conpsxeHo
C MepeHOCoOM 3JIEKTPOHOB U TPOTOHOB BO/I0po/ia ¢ KodakTopos Aeruaporenas (HAH
1 GAJTH,) K MOJIEKYJIAPHOMY KHCIIOPOZY.
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OCHOBHBIMH HCTOYHUKAMHU, NOCTaBAAIOIUMEI ATD, aBnsai0TCA:

1. JlpixarenbHas Ienb, QYHKIMOHHMPYIOMAsA B MUTOXOHZAPUAX (OKUCIUTEIbHOe
dochopunposanue).

2. LutpaTHelil nuki, B-okucneHue KK, okuciurenbHoe neKapOOKCUIUPOBAHKE
0-KeTOKUCJIOT (MCTOYHUKY BOCCTAHOBUTENIbHBIX 9KBUBAJIEHTOB).

3. Dmukonu3 (2 peakiuu cyocrpaTHOro GpocdopumpoBanus).

OCHOBHBIE€ HCTOYHHUKH
BOCCTAHOBHUTEIBHBIX 3KBUBAJICHTOB HA/TH

OCHOBHBIMU MCTOYHMKAMU BOCCTAaHOBUTENbHBIX 5KBUBaneHTOB HAJ/IH aBndAwoTcA:
1. OTK:
* M30LUTPATAETUAPOTeHA3a;
 O-KeTorJyTapaTherniporeHasa  (OKHCIWTENIbHOe  JleKapOOKCHIMPOBaHMe
O-KeTorjyTapaTa);
* MaJaTAeruporeHasa.
2. T'nukonus:
e IMIepoanbaerus-3-dpocdar-meruaporenasa.
3. B-oxkucnenne KK:
 B-okcuanun-KoA-zmeruziporeHasa.
4. OKHCIIUTENIbHOE IeKapOOKCHIINPOBAHUE (i-KETOKUCIIOT:
 o-KeTornyrapataeruznporenasa (LITK),
o [IBK-geruziporenasa.

OoOpa3osanue 60cCMano8uUmMeNbH0O20 dxeusanrenma HATH

Huxortunamuzasenuuaauaykneorus (HAJI) cocTouTt u3 IBYX HYKJIEOTH/OB, CO-
eVHeHHBIX MOCTHUKOM OT JBYX $ocdaTHBIX TPYIII, KaXK/AasA U3 KOTOPHIX IPUHAZTIEXUT
OZIHOMY M3 3TUX HykJIeoTH0B. Kpome dpocdaros, B COCTAB ITUX HYKJIEOTH/IOB BXOAUT
pub03a 1 a30TUCTOe OCHOBAHYeE, Y OZTHOTO HYKJIEOTH/IA OHO NPeZCTaBJIeHO aZleHUHOM,
y Apyroro — HUKOTUHaMuznoM. QocdaTsl MPUKPEIVIAIOTCA K MATHIM aTOMaM yriepoza
(5’-onoxeHnue), a a30TUCTble OCHOBAHUA — K MepBbIM (1'-10JI0kKeHMe).

B crpyktype HAJl* nieHTpanbHasd posib MPUHAJIEXUT BUTaMuHY PP (Huamnuh).
B cBsi3u ¢ atum Ha puc. 160 npezacrasieHa popmyna HAJT kak Butamuna PP, octanb-
Hble KOMIIOHEHTBI 0003Ha4YeHbl PaIMKanoM R.

H H
+2H"; 28 CONH,
- 2H"; 26 ‘ o
N
R
HAJ HAJH + H*

Puc. 160. O6pasosanre HAITH
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B metabonuueckux mporeccax HAJI y4acTByeT B OKHCIUTEbHO-BOCCTAHOBHUTEb-
HBIX PeaKkUUsAX, IPUHUMAs WU OTAaBas 3JIeKTPOHBI.

RH,+ HAII' - HATH + H* + R

Takue peakuy BKJIIOYAIOT pOPMAJIBHYIO Tlepeiady 'MAPH-UOHA OT HCXOAHOTO Be-
mectBa (cy6erpata, RH,) x Monexyne HAJT*. TIpy 3TOM NPOMCXOAUT HykJIeoUIbHOE
IIPUCOe/IHEHVIe THAPHA K HUKOTHHAMUHOMY ¢parmeHTy. Takum 06pa3oM, UCXOAHOe
coemqunenvie RH, okucnsiercs 1o R, a HAJI* BoccranasnmBaercst 1o HAJTH.

W3 371eKTpOHHOM Napbl TMAPUIHOTO MOHA OJWH 3JIEKTPOH NepeHOCUTCA Ha I10-
JIOKUTENBHO 3apsDKeHHBIN a30T B HUKOTMHAMUAHOM QparmeHTe, a aTOM BOJOPOZA,
OCTaBILIMICA [IOCTIe OTPBIBA JIEKTPOHA OT TUAPUHOIO MOHA, IePeHOCUTCS Ha YeTBep-
ThI/A aTOM yriepoza B Kojble (C,), pacrojiaraiomuiicss HampoTus aroma a3ora. CraH-
IapTHBIN 3JIeKTPOHHBIH [TOTeHIal OKUCIUTebHO-BOCCTAaHOBUTeNbHOM Tapsl HAZT* /
HAJIIH cocraBnasietr —0,32 BosbTa, uTO AenaeT HAITH cuibHBIM BOCCTAHOBUTETIEM.

OCHOBHEBIE€ HCTOYHHUKH
BOCCTAHOBHTEIbHBIX 3KBUBATECHTOB PA/TH,

OCHOBHBIMM HCTOYHMKAaMU BOCCTAHOBUTENbHBIX 9KBUBaneHToB OAJTH, ABnA0TCS:

1. OTK — cykuuHatmeruaporesasa.

2. B-oxkucieHye ;KUPHBIX KHCIOT — auui-KoA-yernaporeHasa.

3. HAIH-peruaporeHa3a — BTopuuHas ¢yiaBUHOBas JlerusiporeHasa (oTImeruie-
Hue H He oT S, a or HA/TH).

BHeMUTOXOH/IpHa/IbHble BOCCTAHOBUTEJIbHBIE SKBUBAJIEHTHI [IOCTABJISAET B OCHOB-
HOM IJIMKOJIU3, TO eCThb [Iepexo/l BOJOPOJa B MATPUKC MUTOXOHJPUI UzieT U3 LIUTO30-
75. TpaHCOPT BOCCTaHOBUTENbHBIX 9KBUBAJIEHTOB B MUTOXOH/IPUM OCYLIECTBISAETCH
¢ moMoIeI0 riunepo-docdaraoro (cM. puc. 118) u ManaT-acnapTaTHOTO YeITHOYHBIX
MeXaHHU3MOB (CM. puc. 114).

®naBuHOBBIE HepMEHTHI MOTYT UMeTh B KauecTBe IpocTeTndeckoil rpynnsl ®PMH
(dnaBunmononykneornn) u QAL (PpraBUHAIEHUHIMHYKIIEOTH).

IeHTpanbHOM YacThbio GIaBUHOBLIX KOYAKTOPOB ABNIAETCSA BUTAMKH B, BKII0Yal0-
LY 130aJUI0KCA3MHOBOE KOJIBIIO U MATHATOMHBIH CIUPT PUOHUTOIL.

®1aBUHMOHOHYKJIEOTUI IMeeT B CBOEM COCTaBe B KaueCTBe a30THCTOr0 OCHOBAHUSA
M30aJIJIOKCa3UHOBOE KOJIbIIO, IPOM3BOAHOE pUO03bI (CIUPT PUOUTOI) U OCTATOK doc-
¢opnoii kucnorsl (But B, + ®n).

Crpyxtypy @Al MmoxHO npefcraBuTh Kak PMH + AM®. JIpa MOHOHYKJIeOTH A
B coctaBe PAJl uMerOT pas3nuyHoe cTpoenye. OIMH Npe/icTaBIeH BUTaMUHOM B,, dpoc-
dartom, BTOPOit MMeeT B CTPYKType aZieHuH, pubo3y u octaTok docdata.

®nasunanennHaunykiaeotus (PAJT) akuentupyer ot cyberpara 2 aToMa BOOPOzA
¥ IIpeBpalaeTcs B BoccTaHoBaeHHyo dopmy PATH, (puc. 161).

H ﬁ H I‘{ ﬂ
C N c . N NN
ne-c” ¢ N g 2% poc” c NH
| | o=
‘ C “2HN2 gooc C o C=0
R N N TN N N
\ \
H X H R H
DAL D®ATH,

Puc. 161. O6pazoBanue PASTH,

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
202 Pasnen 11. buonoruyeckoe okucneHne

OKHCIUTETHPHO-BOCCTAHOBHUTEIBHBIE (DEPMEHTHI

OKuCIUTETbHO-BOCCTAHOBUTEIbHBIE pepPMeHTHI 1eIATCS Ha 5 TPyI:

1. OKcupaa3bl — UCTUHHBIE OKCU/A3bl, KATAIM3UPYIOT yajieHne BoJopoza us cyo-
crpata (S), UCrosb3ys B KauecTBe aKIeNTopa BOZAOPOZA TOJIBKO KUCIOPOZ.

SH,+'/,0,—-S+H,0

D1u (epMeHTHI B CBOEH CTPYKTYpe coziepKaT Melb, TPOJYKTOM peakIuy sBJseT-
cq Bozia. [IpuMepoM okcuzas ABJIAETCA HUTOXPOMOKCHZA3a, ABIAIOMAACH KOHEYHbIM
KOMITIOHEHTOM [IbIXaTeJIbHO# 1enu. OHa mpezcTaBisieT co60i KOMIUIEKC IBYX LIUTO-
XPOMOB aa,, COZIEPKUT 2 MOJIEKYJIbI FéeMa 1 2 aTOMa Me/IH.

2. A3poGHbIe AeruAporeHasbl KaTaJlu3MpyIOT yaaneHne BOJOPOAa U3 cybcTpa-
Ta. B oT/IM4Me OT OKCHAa3, UCIOJB3YIOT B KauecTBe aKLenTopa BOAOPOZa He TOJNBKO
KHCJIOPOJ, HO U Ipyrve COeINHEeHNs], TAKUe KaK MeTUJICHOBbIN CUHUI. OHU OTHOCATCA
K ¢praBorpoTerHaM, ¥ IPOAYKTOM PEaKLIUH SIBJISETCS IIePEeKUCh BOJOPO/aA.

SH,+0,—S+H,0,

K aspo6HbIM lerusiporeHa3aM OTHOCATCS:

e KCaHTMHOKCU/a3a, KaTaJIU3UPYIOLas IIPeBPalleHus IIypUHOB B MOYEBYIO KUCIIOTY;

* aJIbJeTU//IErAPOTeHa’a — MeTaI0O(IaBONPOTENH, OKHUCISAIONIUN ajbJierru/ibl
¥l COZiepyKalliuii MOJIO/IeH U HereMOoBOe JKeJe30;

e oKcuzassl L- u D.- aMUHOKUCIIOT, KaTaJIM3UPYIOLYE PeaKuy OKACIUTEIbHOTO
[1e3aMUHHAPOBAHNSI aMUHOKHCIIOT.

3. AHa3poGOHbIe AeruAporeHassl yIaIgIOT BOJOPO/ U3 CyOCcTpaTa, HO He CIoco6-
HBI MCII0JIb30BATh KUCJIOPO/ B Ka4eCcTBe aKLeNnTopa BOLopoja. DT GpepMeHTHI BBIIO-
HSIOT 2 OCHOBHbBIE QYHKIIUU:

a) IepeHoC BOZIOPOJia € OZHOTO CybeTpaTa Ha IPYroi ¢ 06pa3oBaHueM COMPSIKeH-
HOI OKMCIIMTEIbHO-BOCCTAaHOBUTEJIbHOI napskl (redox-nmapa);

6) QYHKIMIO KOMIIOHEHTOB JAbIXaTeJbHOW IienH, 00ecreYMBAOMIUX TPAHCIOPT
3JIEKTPOHOB OT CyOCTpaTa Ha OKCHAA3y U fiasiee Ha KMCJIOPO.

K aHaspoOHBIM iernziporeHa3aM OTHOCATCS:

» NMMPUAKH3aBUCKMBIe fleruziporeHassl (JIAT, n3onurparaeruaporeHasa u ap.)
SH, + HAJl <> S + HATH + H* (puc. 160)
« (daBUH3aBUCHMBIE IeTH/IPOTeHasbl (CyKIMHATeruporeHasa)
SH, + ®AJl <> S + ®AJTH, (cm. puc. 161)
* remcoziepxarue pepMeHTh! (IUTOXPOMBI b, ¢, ¢ (KpoMe LIUTOXPOMOKCH/Ia3bl))
Fe* - e <> Fe*

4. TuapoKcUunepokcuaasnbl — GpepMeHTbI, UCIOJIb3YIONIe B KauyecTBe CyOCTpaTa
TepeKrCh BOI0PO/ia MM OpraHudeckue nepekucu. K aToii rpymme ¢pepMeHTOB OTHOCAT-
€ IIepOKCHUa3bl U KaTasasa.

5. Okcurenassl — (epMeHThI, KaTaIM3UPYIOIe BBeZIeHE KUCJIOPO/a B MOJIEKY-
a1y cybeTpaTa.

K oxcurenaszam OTHOCATCS:

* MOHOOKCHT€Ha3bl, BKJIOYAlOT 1 aTOM KHCJIOpPOZA B OKUCISAEMbId cybOcTpat
¢ 06pa3oBaHKeM TMAPOKCUIBHOMN TPYIIIBI, APYTOil aTOM KHCIOPOZa BOCCTAHAB-
JIMBAETCA [I0 BOZBL. YUaCTBYIOT B MUKPOCOMaJIbHOM OKHUCJIEHUX

SH + AH, + 0,«<>S-OH + A + H,0
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e NUOKCHUI'€HA3bl, BKJIIOYAIOT 2 atoma KHcCjiopoza B OKHCJISIeMbIH CY6CTpaT
$+0,< S0,

PoIb MUTOXOHAPHUH B TPAHCIIOPTE JIEKTPOHOB

Cmpoenue ATD-cunma3iot

MHUTOXOHAPHUH — 3TO HeOOJIbIINE OpPraHesUIbI KJIETOK, UMeloIiie 2 MeMOpaHBbI.

Hapy>xHast MeMOpaHa MUTOXOH/PU I71aJKast, TPOHUIIaeMa JUIsi MHOTUX COeIMHEHUIA.

BHyTpeHHss1 MeMOpaHa MUTOXOHZIPUiT OHUCIIONHAS, NMeeT MHOTOYUC/IeHHbIe KpU-
CTBbI, yBeJINYMBAIOLINeE IJIOMazb ee TOBePXHOCTH. BHyTpeHH:A MeMOpaHa 06J1aziaeT us-
GupaTesbHOI MPOHKIIaeMOCThI0. Tak, OHa HeNPOHMIIaeMa AJist TPOTOHOB Bozopona H,
IIBK, Al®.

BHyTpeHHAs MeMOpaHa MUTOXOHZpUi Gorata GesKkaMy, Ha A0 KOTOPBIX MpHU-
xoznutcsi 80 %. OHa OCyIecTBJIsIeT TPAHCIOPT 3/eKTPOHOB U IpeobpasyeT 3Hepruio
OKHCJIeHUs1 Bofopo/a B 9Heprito AT®. Be3 MUTOXOHApUit KiieTKH nojydanu 661 ATO
TOJIBKO 3a CYeT aHa3poOHoro riaukonu3a — 2 AT® Ha 1 Mok ImoK03b! (cybcTpaTHOE
docdopunposanue).

OJHUM 13 CaMbIX KPYIHBIX 6eJIKOB BHyTpeHHeil MeMbpaHbl siBisieTcsst AT®-cuHTa-
3a (puc. 162). Ona npezcraBieHa a1ByMsa KomnoHnenTamu — F u F .

Porop

Crarop

Puc. 162. AT®-cunTaza (Henbcon /1., Koke M., 2014)

F, — uHTerpanbHelii 6enoK, MPOHM3BIBAIOIMI MUTOXOHIPHAIbHYI0 MeMOpaHy Ha-
CKBO3b (MH7ZIEKC «0» yKa3bIBaeT Ha COCOOHOCTb KOMILIEKCA CBS3bIBATh aHTHMOUOTUK

OJIMTOMULIMH).
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F, — nepudepudeckuii MemOpanHblii Genok. KommnoneHT F, B M30JMPOBaHHOM OT
KomroHeHTa F| Buzie He criocoben cunTe3npoBath AT®, HO MOXeT pacmenyaTh AT®
Ha AJI® n Heopranuyeckuit pocdat, mosToMy ero HaseiBaloT F -AT®-a3oi. Komno-
HeHT F, MuTOXOHIpHanbHON AT®-CHHTa3b! COCTOMT U3 TPeX Oi- U Tpex B-cyObeiuHuIl,
PacroJIOXeHHbIX KaK Z0JIbKY alesibChHa BOKPYT LeHTPaJIbHOTO CTeP3KHs, 00pa3oBaH-
HOrO Y-cyObenuuunein. Ha Tpex B-cyObeIMHULAX HaXOAATCS YYACTKU CBSI3bIBAHUS
AT® u AII®, xoTopble HasbiBaOTC B-AT®, B-AZl® u B-nycras. [[Be cyObeaUHULIbI
B-kommoHeHTa F| MMeloT NpOYHyI0 CBAA3b C - U B-cyObeMHUIAMI KOMIOHeHTa F,
B pesy/bTaTe Yero «rojoBKa» KOMIOHeHTa F, HaxoauTcsi B QMKCHMPOBAaHHOM COCTO-
SIHUM OTHOCHUTEJIbHO MHUTOXOH/IPUANbHON MeMOpaHbl. IIOrpy)KeHHBbI B MeMOpaHy
LWIMHAP, COCTOSNIMI M3 C-CyObefVHMII, CBfI3aH CO CTep)KHeM, 0Opa30BaHHBIM Y-
¥ 8-CyObeIMHUIIAMI.

IIpy NpOXOXZIeHNH NPOTOHOB Yepe3 MeMOpaHy IO KaHajaM KOMIOHeHTa F, B Ha-
TPaBJIeHHUH OT MOJIOKUTEJILHO 3apsHKEHHOM CTOPOHBI MEMOPAaHBbI K OTPULIATENIBHO 3apsi-
’KeHHOM, TIPOVCXO/IUT BpallleHye [IWINHAPA U CTePKHSA. B cocTaB 6eKOBOro KOMILIEKca
F, BxoaAT 3 cy6beMHULBL: a, b 1 ¢, 06pasyolue KaHas /s IlepeHoca IPOTOHOB.

KOMILTEKCHI IbIXATEIbHOM ICITH

JlbIxaTesbHas Liellb — MOC/IeZIOBAaTeIbHO PacrooXeHHble pepMeHTaTUBHbIE KOM-
TIJIEKCBI, OCYIIECTBIIAMONINE TIEPEHOC IeKTPOHOB BOZOPO/A OT OKUCIISAEMBIX cyOcTpa-
TOB K MOJIEKYJIAPHOMY KHUCJIOPOJY — KOHEYHOMY aKLIeNTopy BOZOpoja. B xoze sTux
peakiuil BblleJieHWe SHepPruy IPOUCXOAUT IIOCTENeHHO, HeOOJbIIMMU MOPLUSIMH,
¥ OHA MOXeT ObITb aKKymyaupoBaHa B popme ATD. DepmeHThI IbIXaTeNbHOI Lenu
JIOKAJIM3YIOTCS1 BO BHYTPEHHe MUTOXOHAPHUAIbHOI MeMbpane (puc. 163).

Boree nonpo6Hast XapaKTepUCTHKa KOMIITIEKCOB JbIXaTeJIbHO LieNH TIpe/icTaBjIeHa
Ha puc. 164.

ITocnef0BaTeNIbHOCTh PACIOJIOXeHUs (pepMeHTaTHBHBIX KOMILIEKCOB OMpefiesisgeT
BeJIMYMHA peloKc-nioTeHInana. Camblit HU3kui notenyan umeer HAJTH (-0,32 B). Ca-
MBIii BBICOKHIA TIOTEHIMAJ B KOHIIE IbIXaTeIbHOM Iienu y kuciopoza +0,82 B (ta6. 18).

Tabnuya 18
Penokc-noTeHNyaNbl KOMIIOHEHTOB AbIXaTeIbHOM Henn
NADH / NAD -0,32B
FMNH, / FMN -0,22B
QH,/+Q +0,10B
Komrekc b-c1 (Fe?* <> Fe?*) +0,26 B
Lutoxpom aa3 (Fe? <> Fe) +0,53B
Hzo/l/zoz +0,82B

BaxHO# 0c06EHHOCTBIO QYHKIMOHMPOBAHUSA JbIXaTeIbHOH Liely ABJIAETC TO,
YTO IPU JIeTWPUPOBAHUM BOCCTAHOBUTENIbHBIX 3KBHBajJeHTOB HAJIH-3aBucumoin
BTOPUYHOM IeTUAPOTeHa30i BOAOPOL AUCCOLMUPYET HA IPOTOHBI U 3JIeKTPOHBL. [JIBa
NPOTOHA TPAHCIOPTUPYIOTCS HA HAPYXKHBIH JIMCTOK BHYTPeHHei MeMOpaHBI, a 371eK-
TPOHBI N€PeAalOTCA Ha KUCIOPOZ C IIOMOIIBIO NE€PEHOCYUKOB, PACIOJIOXEHHBIX BO
BHYTpeHHell MeMOpaHe MUTOXOH/IPHA, K KOTOPBIM OTHOCSTCS XeJie30CepOnpOTerHbI
U LIATOXPOMBI.
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=t BHyTPM
{maTpuKc)

CHapy*u

NADH +H*

Puc. 163. Cxema pacnosioxxeHust GpepMeHTaTHBHBIX KOMIUIEKCOB JIbIXaTeIbHOI 1ienu
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[Tupysar HWsonurpar a-Kerormyrapar Manar

21", 26" / 2H", 2¢
2H*, 2e-

2H", 2e”
HAIH + H*
CykuuHar ¢ 2H", 2e-
2H", 2e 1. HATH-KoQ-penykrasa ——> AT®
II. CykumHaT-KoQ- 2H', 2¢” KoQ
penykrasa ¢ 2

III. KoQH,-1iuroxpom
c-penyKTasa

——> ATO

2e”
Luroxpom ¢

2e”

IV. ITuToxpoM c-okcugasa L > ATO

2e”

1/2 02
+ 2H*

H,0

Puc. 164. ®epMeHTaTUBHBIE KOMILTIEKCHI ZIbIXaTeIbHOM 1leNK

JKere3oceponpoTenHb! MOTYT MIMeTh Pa3indHoe cTpoeHue (puc. 165). AtTom xesne3a
MOJeT OBITh CBsI3aH C YeThIpbMs aToMamu cepsl (1, 3), ¢ AByMsi aToMamu cepsl (2), KO-
TOpBbIe ABJIAI0TCS aTOMaMU HeOpraHN4YecKoi cepbl U/WIK NPUHAZJIeXaT OCTaTKaM aMy-
HOKHUCJIOTHI LIUCTENHA, HAXOAAIMMMCS B CTPYKType Oenka. YKene3o JIeTKO MeHsieT CBOIO
creneHb okucneHust: Fe3* (okucneHHas popma) u Fe?* (BoccraHoBieHHasi popma).

Kpome TOro, mpoTOHBI JOCTUralOT KUCJIOPOZa He Cpasy, a IOCTelleHHO — yepe3
3 «mara», rje B KaK/IOM M3 HUX CO3JAI0TCS YCIOBUA /i cuHTe3a 1 mMosekynbl ATO
nyTeM OKHCIUTeNsHOro pochopunupoBanus (puc 166).

Kommnekc I (HAJH-ngerunporenasa, F-uukn) sxmodaer ®MH u xene3ocep-
HbIA TPaHCIOPTHBIN Oenok FeS (HeremoBoe xene30). YKene3ocepHslil GeJIOK y4acTBYeT
B OKHCJIUTENIbHO-BOCCTAHOBUTEILHOM IPOLIECCe, TPAHCIOPTUPYS 3JIEKTPOHBI Ha He-
GeNKOBYIO YacTh (plaBUH3aBUCUMOI eruaporeHassi ®MH.
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- IUC. _LMc - _
@\\Fe @ ouc-s.

___________

Puc. 165. CrpoeHue pa3nuyHbIX GpOpM XKesie30cepornpoTenHOB
(HAZTH, ®ATH,)

2H +1/,0, — H,0
TY TR

ATO ATO ATO

Puc. 166. ITomaroBoe o6pa3oBatuie ATD
(npu oxucnennr HATH obpasyercs 3 AT®, PAJTH, 2 ATD)

[ins BoccTaHoBneHuss ®MH 13 MaTprKca TpaHCIOPTUPYETCsi 2 MPOTOHA U 00pasy-
ercas ®MH H,, oxucieHrMe KOTOPOrO MZET IIyTeM ero AernpupoBaHus. B pesynbraTe
2 npoToHa cOpachIBAIOTCS Ha HAPY)KHBIH JIMCTOK BHYTPEHHE MeMOpaHBI, a 3JIEKTPOHBI
TPaHCIOPTUPYIOTCA Ha K03H3UM Q (cM. puc. 163).

[TepexaynBaHue IPOTOHOB U3 MAaTPUKCa Ha HAPYXKHBIN JIMCTOK BHYTPEHHEN MeM-
OpaHbl MPUBOAUT K 0OPAa30BaHUIO I'pafiveHTa KOHIIEHTPALMd MPOTOHOB BOZOPOZA,
KOTOpPBIX omnpezenser AUH*. DTOT IyHKT ABIAETCS MeCTOM CONPSKEHUsI OKUCJIeHUS
Bozropoza u pocdopumuposanusi AILD c o6pazoBanueM AT® myTeM OKUCIUTETHHOTO
docpopmmposanus. Takum obpasom, komiuieke I okucnsier HAJTH cy6erpatos, me-
peHocd ¢ Hero 2 37eKTpoHa Ha Ko3H3uM Q. Kommiekc I nepekaunBaeTr 4 nNpoToHa U3
MaTpHUKCca B MeXXMeMOpaHHOe POCTPaHCTBO MUTOXOHZPHUHL.
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Kosu3um Q (KoQ, youxuHoH) — npousBoaHOe 6eH30XuHOHA (puc. 167). DTO He-
KpyIHas TMnoduibHas MOJIeKyJa. IlepeMelasch B JIMIUHOM CJI0e MeMOpaHbl, obec-
neyrBaeT nepeznady 3J1eKTpoHOB Mexay Komiutekcamu [—IIT u IT—III, BbInosHAs der-
HOYHYIO0 QYHKIMIO.

0 OH
|
CH,- O - CH, +2H; 28 CH,- O - CH,
_—
-
CH,~ 0~ R - 2H"; 28 CH,-0 - R
I
0 OH
KoQ KoQH,

Puc. 167. Ctpoenue yOUXUHOHA

KosH3uM Q MMeeT XMHOU/HYIO CTPYKTYPY M M30NPeHOM/IHY0 GOKOBYIO Iemb R,
KOTOpas y XHMBOTHBIX MOBTOpsieTcss 10 pas, oTciofia U ero Hassauue Q.. YOMXMHOH
crocobeH BOCCTaHABIMBATLCA U peBpamarhes B youxunon (KoQH,), nmpuaumas ot
®MHH, n1Ba 571eKTpOHa, TPY 5TOM IIPOTOHBI BOAOPO/IAa TPAHCIIOPTUPYIOTCS B MEKMEM-
GpanHoe mpocTpaHCcTBO. Heobxoaumble MPOTOHBI Jisi BoccTaHOoBjIeHus: KoQ u s
npespamntenus ero 8 KoQH, mocrynaioT 13 MaTPUKCa MUTOXOH/PH.

Kommnekc I (cykuunataeruaporesasa) skioyaer QAJl v xkene30cepHbIil Oe-
nok. ObecriednBaeT BXOJ B IieNlb JOMOJHUTEIBHBIX 3JIEKTPOHOB 3a CYET OKHUCJIEHUSA
CyKLMHaTa Ha ypoBHe KoQ, TO eCTb B IIeHTpe [ibIXaTeJIbHOH I1el, OKUCIIASA BOJOPOZ 110
YKOPOYEHHOM LIeMu.

Komnnexc III (QH,-pernaporenasa, III-uMKa) BKIIOYaeT LUTOXPOMBI b 1 ¢
¥ JKeJIe30CePHbIii OeJIOK.

IMTOXPOMBI — reMOIIPOTENHBI, B CTPYKTYype KOTOPBIX NPOCTeTUYECKAasA TeMUHO-
Bas rpymma 6Jm3Ka K reMy remoryiobuta (y muroxpoma b upentnuna). Komrekc I11
TMIepeHOCUT 3JIeKTPOHbI € yOMXMHOHA Ha LMTOXPOM C U [epeKayrBaeT 4 MpPOTOHA
B ME&XMeMOpaHHOE MIPOCTPAHCTBO, TPAHCIIOPTUPYS UX HA HAPY)KHBII JINCTOK BHYTPEH-
Heil MeMOpaHbl. [1py 3TOM Takke 06pa3yeTcs rpaiieHT KOHIIEHTPALUY IPOTOHOB BO-
nopona ALH u cunTe3 eme 1 momekymnst ATO.

Kommekc IV (LuTOXpOM ¢ OKcupaasa, O-IUKII) COCTOUT U3 UTOXPOMOB a U a,,
KOTOpbIe, IOMUMO TemMa, coziepyxaT noHel Meau Cu, u Cu,. IToaTOMy IUTOXPOMOKCH/IA-
3y Ha3bIBAIOT «I0JIYOBIM hepMeHTOM> .

ITuToXpoM aa, pe/icTaBiseT co60i TepMUHALHBIH Y4aCTOK AbIXaTebHOM e —
IUTOXPOMOKCH/IA3y, KOTOPasl OCYLIECTBJISeT OKUCJIeHHe LUTOXpoMa C ¥ obpa3oBa-
HMe Bojbl. KoMmulekc IV Katanu3upyeT IepeHOC 3JIeKTPOHOB € MOJIEKyJ LIUTOXpOoMa
Ha O,. IIpu BoccranoBienun O, deTeipe H* 3aXBaThIBAIOTCS U3 MUTOXOH/PUAIBHOTO
MaTpuKca A7 06pa3oBaHus AByX Mosekyn H,O, a emé yetsipe H* akTHBHO nepekayu-
BaloTCA Yepe3 MeMbpaHy. Cxema 1eru neperoca 3yekTpoHoB (LITID) mpezncraBieHa Ha
puc. 168.

B IV nukie 21eKTpOHBI TPAHCMOPTUPYIOTCA ¢ ruroxpoma ¢ Ha Cu,, manee — Ha
rem a,rem a,, Cu, 1 KUCI0poz. ABJsAsACh CHIbHBIM OKMCJIUTEJIEM, KUCIOPOA TPUHU-
MaeT 2 571eKTPOHA U NEePexXOfUT B MOHM3UPOBaHHYI popmy '/,0Z. Jlanee KUCIOPOA
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TNPUCOeNNHSAET 2 IPOTOHA U3 MaTPHUKCA U MPOUCXOAUT 0O6pa3oBaHKe MeTaboNINYecKoil
H,O. B opranusme 4ejioBeKa MUTOXOHZIpHAJIbHASA JIbIXaTesIbHAsA Lemb obpasyeT 300—
400 m1/cyT BOZBIL.

cyberpart

MexmMeMbpaHHOe MemGpana Marpukc
HALl BOCCTaHOBJIEHHBIN
~a cyberpar

MIPOCTPAHCTBO
+ ‘
H OKMCJIEHHBIN

@ Py
H+ B
‘ = CyKkuuHar
™~ Ddymapar

O s

<—— H*

H*<—

_, enal/0,

Puc. 168. Cxema TpaHciopTa 31eKTpoHOB B LIIID

B numksie KUCIOpoza Takxke obpas3yercsi rpaileHT KOHIeHTPAluK IPOTOHOB BOZO-
pozia, TO eCTb ellje OWH NYHKT CONPshKeHUs oKuceHus ¢ pochopunuposanuem AP,
cesioBaTesbHO o6pasoBanuem 1 ATO.

[IpoTOHBI, IepeKaueHHbIe U3 MATPUKCA, He MOTYT BO3BPaTUThCS 0OPATHO, TaK KaK
BHYTPEHHss1 MeMOpaHa HelpOHUIIaeMa JJIsl IPOTOHOB. Bo3BpallieHre MPOTOHOB B MaT-
PUKC TPOMCXOUT Yepe3 NPOTOHHbIH KaHan AT®-cunTasbl, Kanan F . TIpoToHsl, TpaH-
CIOPTHPYACH [0 TPOTOHHBIM KaHanaM AT®-cuHTa3bl, aKTUBUPYIOT HeOPraHUYeCKUi
¢docdar nyrem ormemnnenus ot Hero OH-rpynnbl. AkTrBauusa AJ® npoucxonuT my-
TeM MOTepH MPOTOHA Y OfiHOI u3 KoHueBbix OH-rpynmn. O6pasyioTcst akTuBHBIE (op-
MbI Heopranmdeckoro gpocdara u AJ®. OfHOBpeMEHHO NPOTOHBI AKTUBUPYIOT YacThb
¢epmenra, kommnekc F, — AT®-cunTasy, Katanusupyomyio cuntes AT®. B ocHose
cuHTe3a AT® nexxuT MexaHU3M BpallaTeJbHOTO KaTajau3a, COrJacHO KOTOPOMY KaTa-
uTudeckuit uki cuaTe3a AT® mpoTekaer moodepeiHo B 3-X aKTUBHBIX L[EHTPaX KOM-
noHexnra F,.

Ha nepBoii craguu 1ukia nporcxoaut cBsisbiBanue AJI® u pocdara B aKTUBHOM
IIeHTPe OJJHOM U3 B-CyObeqMHHUII, UMeIoIel 1Jist 3TOro KoHpopmaruio B-ALD.

Ha BTOpOI#1 cTafy B aKTUBHOM II€HTpe 3TOM CyObeANHUIbI ee KOHPOPMALHS Me-
HseTcs Ha B-ATO.

Ha Tpertnbeii cTammu 31a 3e CyObeavHIIA IPUHUMAET MyCTyio 3-KoHGOpMaruio, KoTopast
YIMeeT HU3KYIO cTelleHb cpozcTBa K AT®, 6naronapst uemy Mosexysna AT® BBIXOAWT ¢ TOBEpX-
HocTH pepmeHTa. CIIeyIOIIMIA LIMKJT KaTasu3a B-CyObe/IMHIIIA IOBTOPSIET BCE Te JKe IIaru.
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Vi3meHeHne KoHpOpMalmu -cyObeIMHUL TPOUCXOAUT B CTPOroM nopsizike. Eciu
KaKasf-TO CyObeAVHUIA [ePeXOUT B IyCTy0 KOHGOPMALHIO, TO OfHA U3 COCeJHUX
B-cyobenunun obsi3arenbHo npunMaet 3-AZ1O konpopmanio, a apyras — B-ATO.

Takum o6pa3om, mpy MOBOpoTe PB-cyObeAnHuUIbl Ha 360° TPOMCXOMUT UK KOH-
bopMarMOHHBIX U3MEHEHHU KaX 101 B-cybbeanHutibl ot nycroii 1o AT®, B pesynbrate
4ero CUHTe3upyloTcs 3 MojieKynel AT®. Jloka3aHo, YTO CTep>keHb, COCTOSAIUN U3 01~
HOIA y-CyO'be/IMHUIIBI, COBEpIIAeT MOJHBII MOBOPOT B 360° CTyIeHYaTO, Ka)kK/IbIil pa3 Ha
120°, To ecTb TpeTh 060OPOTA.

CornacHO XeMHOCMOTHYeCKO# Teopun MuTdenna cuate3 AT® npoucxoaur 3a cyeTr
SHEepruy TPAHCIIOPTA 3/EKTPOHOB MeXZY [ABYMs CTOPOHAMH BHYTPeHHeil MeMOGpaHbI
MUTOXOH[pUM. IIpy 3TOM Cco3zaeTcss pa3HOCTb KOHILIeHTpauuii oHOB H* u TpaHcMmeM-
OpaHHBII 3JIEKTPUYECKUii TIOTeHIMal. DTOT 3/IeKTPUYeCKUil TPaIueHT, TaK Ha3biBae-
Mas IPOTOHZBIKYIIAs CUJIA, U CIIY>KUT UCTOYHUKOM 3Hepruu /iy cuHte3a AT® (Henb-
coH [I., Kokc M., «OcHOBbI 6uoxiMuu JIeHUHKepa», T. 2, ¢. 327).

Monexynel AT® 13 MaTpukca MUTOXOHAPUH TPaHCIOPTUPYIOTCA aHTHIOPTOM
B 1uto30b (1 AT® BeixoauT, a 1 AZI® BXOMWUT), KaTaIU3UPYyeT TPAHCIOPT GpepMeHT
aZleHUHHYKJIeOTHUATpaHC/I0Ka3a. Heopranndeckuit Gpocdar TpaHCIOpTUpYyeTCcS aHTH-
noptom ¢ OH™ unu ¢ ManaToM crenuanabHoOi pocdaTTpaHCIOKa3o0it — BTOPOI TpaHC-
MIOPTHOM CHUCTEMOII MHUTOXOHJPHANbHOI MeMOpaHbl. [[JIsi OCYINECTBIEHUS OKHMCIIH-
TesibHOrO ocopunupoBaHus HeoOXOAMMbl BOCCTAHOBHTEJIbHbIE SKBHUBAJIEHTBI
HAJH u ®AJH, O,, AlD, ® .

CKOpOCTb OKHCIUTENBHOTO (GOoCchOPHIMPOBAHUSA OIpeeNseTcss CoJep)KaHueM
AI®. Perynsinusi CKOPOCTH OKUCTUTENILHOTO pochopunupoBanus coepxkanrem ALD
Ha3bIBaeTcs AbIXaTeJIbHbIM KOHTPOJIeM (aKIeNTOPHBIM KOHTPOJIEM).

Koa¢ppunuent pochopuaupoBanusi — 3T0 OTHOIIEHHE CBA3AHHOTO HEOPraHU-
geckoro gocdaTa K MOrnomeHHOMY KUCIOPOY.

B ciyuae HAJZTH oH pasen 3, B ciydae @PAJTH, paBeH 2 (110 yTOYHEHHBIM JaHHBIM —
2,51 1,5 COOTBETCTBEHHO).

Huzuoumopsl u pa3zoouumenu uenu nepPenoca INeKmpPoHos

Crieniri¢pryecKiMi MHHTUOMTOPAMH LINTOXPOMOB SIBJISIFOTCS LIMAHUBI, OKUCH YTJIEPOZia.

Pa3o0muTenu — 3TO BelecTBa, TPAHCIIOPTUPYIOLINe MPOTOHbBI, MUHYS MPOTOH-
Hble KaHanbl AT®-cuHTasbl, AUH ymeHbinaercs, cuHte3 AT® cHuxaercs, 3Heprus
paccenBaetcsi B popme Teria. K pa3obmuressiM OTHOCATCS 2,4-TUHUTPODEHO, TH-
POKCHH, 3TaHOJI, TepOULIU/IBI.

B kauecTBe mpumepa Ha puc. 169 MPUBOAUTCS MeXaHU3M Pa300IeHHs JbIXaHUS
u pochopunrpoBanusi 2,4-TMHUTPOGEHOIOM, KOTOPBIN B MPOTOHUPOBAHHON (popMme
TIIePEHOCUT TIPOTOHBI Yepe3 BHYTPEHHIO MeMOpaHy MHUTOXOH/PHii U MPEeNsATCTBYET
06pa30BaHMIO TPOTOHHOT'O IPAIUEHTA.

Bapuanmusi OvixamensHoti uyenu

1. TTonHada abixaTenbHas Henb (cM. puc. 163, 170). HATH-okcuzaa3Has cucrema
BKJIIOYaeT ocHOBHbIe 3 nukia (I, III u IV).

2. YKopo4YeHHas AbIxaTenbHas nenb. HavanbHoe 38eH0 okucnenns ®ATH, — KoQ
(co BTOpOTO IUKJIA).

3. MakcumanbHasa ykopodeHHas 1erb — O-IHUKJ (LIUTOXPOMOKCH/A3a).

4. YivHeHHas NbIXaTeNibHas 1enb. [Ipy OKUCTUTETLHOM JIeKapOOoKCHIIMPOBAHUH
0.-KeTOKHUCJIOT 00pasyeTcs:

®AZTH, — HA/TH — npixaTe/bHas Lenb
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Komrinnekcol abixatenbHo uenm
@ NO, ONO +H*

H-l-
pH > 7-==-- Matpukc
VLN ) —
MemOpaHa
MUWUTOXOHAPWIA
pH < 7+++++
OH 0- H*
NO, NO, H*
——
NO, H* NO, H*
H+ H+ H+ H-l-

Puc. 169. MexaHusm JefCcTBUS pa3o0iuTeiei

ADP+P, ATP +H,0

MuToxoHgpwansHbIn
MaTPUKC

R
1]

iKomnnexc -""E_‘ Komnnekc Komnnekc §

MexmembpaHHoe
npocTpaHcTBO

Puc. 170. ITonHas gpIxaTenabHas 1elb
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Hapywenns cuntesa ATMO

CHmxeHne cunTe3a AT® npUBOAUT K TMIO3HEPreTUYeCKUM COCTOSHUAM. DTO Ha-
6aro1aeTcs mpu:

1. urubupoBaHuy pepMeHTOB (LIUTOXPOMOB).

2. ledunure xee3a — aHEMHUHU.

3. 'unosuramnHo3ax PP u B..

2
4. TUTIOKCeMUSAX, TUTIOKCUAX (3a00JIeBaHUSA AbIXaTeJbHbIX IIyTell, HHCY/bThI, UH-

bapxThI).

B yCJI0BUSIX THIIOKCHY B KJIETKaX HapymiaeTcst 6asaHC MeXX/y TOCTYIUIeHEeM 3JIeK-
TPOHOB OT CyOCTPATOB B MaTPUKCe MUTOXOHZPUH U IEPEHOCOM 3J1eKTPOHOB K MOJIEKy-
JIAPHOMY KHCJIOPOAY. Pe3ynbTaToM 3TOro HapyLIeHus sBIAeTCS YCHIeHHOe 06pa3oBa-
HYe aKTUBHBIX (OPM KHCIOPOJA U, KaK CJIe[CTBHe, HapylleHre QyHKIMOHUPOBAHMUS
MUTOXOH/IPHI. DTH U3MEHeHUs NPUBOAAT K YCKOPEHHOMY CTapeHHI0 OpraHusma, 6o-
JIe3HAM CcepJiedHO-COCYANCTOM chcTeMbl, peiIkUM ¢popmam CJI, @ TakKe K FeHeTHYeCKUM
3ab071eBaHUSIM C IPEUMYIeCTBeHHBIM [IOPaKeHeM HePBHOM CHCTEMBL.

B cyTku B opranusme obpasyercs okono 62 kr AT®, nmornomaercs okono 720 1
Kucjopoza Bo3ayxa; AT® He oTkaabIBaeTcs B 3amac, Kaxzaasd Mosekyna AT® nenaer
2 500 060pOTOB B CYyTKU (TUAPOJIA3 — CHUHTE3).

Bospacmuue ocooeHHocmu AHepzemunecKkozo oomena

Bosnbime sHepro3arparbl MCHOJb3YIOTCA Ha INOJAEP)KaHUe TeMIlepaTyphl Tesa
Y CUCTeMY JIBUIaTeJIbHOTO alnapara (COKpaTUTeNlbHbI TepMoreHe3). Y HOBOPOXXZeH-
HBIX CyIIeCTByeT Oypas >KUpOBasi TKaHb, KOTOPAs BbINOIHsET QYHKIHUIO MO//iepKa-
HUSA TeMIIepaTyphl Tejla IIyTeM HeCOKPATUTEIbHOIO TePMOTreHe3a.

Bypast xvpoBast TKaHb HaXO/IUTCSA B 06J1aCTH JIOMATOK, IIUTOBUIHOM JKeJie3bl. OHa
forata MUTOXOHZAPHUSIMH, B COCTaBe KOTOPBIX HAXOJATCS COeMHEHUs, COAepIKallye
Xese30 (LUTOXPOMBI, XeJle30-CepHble TPOTEUHBI U JIP.), UTO SBJAETCSA IPUIMHON ee
Oypoit OKpacKu.

MuTOXOH/PHY CozepiKaT crenrduieckre OeIKy — TepMOTeHHHbI, KOTOpbIe TPaH-
CIIOPTUPYIOT TPOTOHBI BoZopo/a 6e3 aktuBauyu AT®-cuHTa3bl. B 3TOM ciyyae He po-
ucxoaut cuHte3 AT® u sHeprus paccerBaercsi B popme Teria.

MOWHOCT MUTOXOH/[PUANBLHON CHCTEMBl OLIEHMBAETCS MO COZAEPXKaHUI0 LUTO-
XpPOMOB Ha eIMHUIY Macchl TKaHU. KoaddunueHT none3Horo feiicTBUSA JbIXaTeNbHOM
LIe[I1 PaCCYUTHIBAIOT TaK:

invitro2 H* +'/,0,=H,0 + 240 [k

invivo2 H* +1'/,0,=H,0 + 126 k]I X,

126:240= 0,5 (50 %), TO ecTb IOJIOBUHA SHEPTUHU UCHIONb3YeTcs i cuHTe3a ATO,
BTOpasi [IOJIOBMHA paccenBaeTcs B GopMe Teria.

ITyTH HCIIO/JIB30BAHHA KHCIOPOJA

BoiziesiFIoT ciefyomye myTy UCII0Ib30BaHUA KUCIOPO/a:

1. Oxkcupasubiit — HAJTH-okcuaasHas cucrema (M0JIHAs AblXaTesbHAA Liellb).

2. IlepoKcuziasHblil — JIOKaIU3yeTcs: B OCHOBHOM BHE MAUTOXOH/IPUI.

3. OKcureHasHblii — MUKPOCOMaJIbHOE OKUCJIEHHUE.

Ilepokcuaa3Hblii MyTh peaju3yeTcs B KJIeTKaX Pa3jM4YHbIX OPraHOB U TKaHeH,
B TOM uuciie GparonutoB. 80 % MepoKcu/a3 JOKATU3YIOTCs B IEPOKCUCOMAX U UCTIONb-
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3yeTcsi B KauecTBe cybcTpara nepekucy, 06pa3yoeiics B peakLUsX, KaTaJu3upyeMbIx
a9pOOHBIMU Jleru/iporeHasamMu. B apuTponurax IIyTaTHOHNEPOKCHAA3a, Coziepika-
mas cesneH (Se), pasnaraeT epeKuchb BOZOPOZA U TUAPONePEeKUCH JAMUIOB, 3alUIIasa
remoriobuH (Fe rema) v IMnuzibI MeMOPaH OT OKMCJIEHHS.

Karanaza — ¢pepMeHTHBII reMONIPOTENH, pa3yiaraeT nepeKrch BOAOPOa.

ITepokcuaasbl pacIielIAIOT OpraHudecKre epeKrcH.

OxcureHa3HbId MyTh Pear3yioT GepMeHThl OKCUTeHa3bl, KOTOPble PYHKIMOHH-
PYIOT B cOCTaBe MyJbTH(EPMEHTHBIX KOMILJIEKCOB, MCIOJb3YsI KUCJIOPO/ C IIacThUye-
CKOI1 11eJTbI0 — BBOJISIT €r0 B CyOCTpar.

MOHOOKCHUreHa3bl — TU/pPOJIa3bl, OCYLIeCTBISAIOT I'MAPOKCUINPOBAaHUe PA3IAyY-
HBIX BeIeCTB, YYacTBYs B CHHTE3€ TOPMOHOB, JKeJTYHbIX KUCJIOT, IpeBpalieHnu peHa-
JlaHWHA B TUPO3WH. TakKe y4acTBYIOT B OKUCIEHUH JIOOBIX HEMOMSAPHBIX (Tunpodo6-
HbIX) COeJHEHWH, B TOM YKCJIe KCEHOOMOTHKOB, CIOCOOCTBYS MOBBIIIEHHIO UX TU/IPO-
¢unbHOCTH U TaKUM 06pa3oM GoJiee JIErKOMY BbIBE/IEHHIO U3 OPraHK3Ma ¢ MOYO.

MuKpocoMasibHOe OKHCJIEHHe — COBOKYIHOCTh Peakiuii mepBoii ¢a3bl 06e3-
BpeXxuBaHus (6UOTpaHCPOpPMaLUK) KCeHOOUOTHKOB.

Ipu nuddepeHNaTBLHOM IeHTPUPYTUPOBAHUY SHONIIA3MATUYECKUI PETUKYITYM
TpeBpaIaeTcsi B crenupuyeckre My3bIPhKH — MUKPOCOMBI, MTO3TOMY 3TH peaKI[|u
TIOJIyYMJIM Ha3BaHMe MUKPOCOMAJIbHBIX, a COOTBETCTBYIOIIE (epMEHThI — MUKPOCO-
MaJIbHBIX OKCUTeHas.

B Mem6paHax 9HIOIIa3MaTHYECKOTO PETHKY/IyMa MeYeHU JIOKaJIU3YHTCS MOHO-
OKCUTeHa3Hble CUCTeMbI HAHH—uI/IToxpOM—bS—oxcnnopez{yKTasa, BKovaromass @A/,
n HATOH-mmroxpom P, -okcuaopenykrasy, comepxamyio ®MH u ALl Cytb pe-
aKIUii 3aKJIF0YaeTcsi B TUAPOKCUIUPOBAHUY KCEHOOMOTHKOB C BKJIIOUEHHEM OJIHOTO
aToMa MOJIEKYJIbI KMCJIOPOZa B CybCTpart, BTOPOii aTOM COeZIMHSIeTCS C IPOTOHAMHE BO-
nopona H* ¢ o6pazoBaHueM MOJIEKYIIbI BOJIbL. J[OHOPOM MPOTOHOB BOJIOPO/IA SIBJISIETCS
BocctaHoBneHHbI HAJIOH nmn HATH.

Mynerudepmentnblii kommnieke HATH-nuroxpom—b —okcupopenykrasa Gpopmu-
PYyerT Lielb [IepeHO0Cca 3JIEKTPOHOB U IPOTOHOB. MOJIeKYIAPHBINA KUCI0PO/ aKTUBUPYETCS

uuroxpomom P, mipu yuacrun HAJIOH-nuroxpom P, -okcunopesnykrassl (puc. 171).

2e
NADH ——> FAD ——— nurtoxpom b,
2e

2H
NADPH —> FAD 2—» uTOXpoM P

\\ I

Puc. 171.06mas cxema MUKPOCOMATbHOTO OKUCTIEHSI

IMuroxpom-P, -conepxaiue MOHOOKCUI€Ha3Hble CHCTeMbl — LieNM MHUKPOCO-
MaJIbHOTO OKUCJIEHNS, HAXO/IATCA U B CTEPOU/IOTEHHBIX TKaHAX (KOpa HaJOYeYHUKOB,
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CeMeHHUKH, TIareHTa). Y4acTBytoT B 6rocuHTe3e XC, cTepOUHbIX TOpMOHOB 13 XC,
B IOYKaX I'MJPOKCHIMPYIOT 06pa3oBaHue akTUBHOM ¢popmel BuTamuua D: (1,25 (OH),
D,)-kanbuuTpuona (1lo-rupoKcuiasa).

Ornnuusa Leneil MUTOXOHZAPUAJIBHOTO U MUKPOCOMAJIBHOTO OKUCJIEHUSI COCTOAT
B CJIe[[yIOLIeM:

1. B gpixaTenbHOM Lenu JOHOP Bofopoza Toabko HATH, B ey MUKPOCOMaJbHO-
ro okucinenusi — HAJIOH u HATH.

2.Fe,S, TpaHCIOPTHUPYET 9JIEKTPOHBI B eI MUKPOCOMAJIbHOTO OKMc/enws, Fe, S, —
B [IbIXaTeJIbHOH IIenH.

3. Ax1enTop BOoJOpo/ia B ibIXaTesbHON 1leny — Tojabko @MH, B 1jemu MUKpOCO-
MaJsibHOro okuciaenus — @Al u ®MH.

4. AT® B 1ensix MUKPOCOMaJIbHOTO OKUCTIEHHs He 00pa3yeTcsi.

JIMOKCUTeHas3bl BBOZAAT 2 aTOMa KUCJIOpoJa B MOJleKyiy cyocrpara. K HUM oTHO-
CATCA TOMOTeHTU3ATAUOKCHIeHa3a (pa3pylleHye [[1KJIa TOMOreHTU3MHOBOM KUCIIO-
ThI [IPK pacrazie GpeHnnanaHuHa), L-rpuntodanarokcureHasa (obpasoBanue Gpopmun-
KUHYPEHVHa).

AxTHUBHBIE (DOPMBI KHCIOPOJA

Monekyna O, ¥ KHCJIOPOZ| B COCTaBe BO/bI — CTaOMJIbHBIE COe/IMHEHNS, X BHeIl-
Hsist OpOUTA HaChIIIeHa 3JIeKTPOHAMU. [10JTHOe YeThIPeX3IeKTPOHHOe BOCCTAHOBJIEHMe
KHACJIOPO/ia IPOUCXOAUT Ha KOHEYHOM 3Talle MUTOXOH/PUAIbHOTO OKUCJIEHNU .

Coenynenys, B KOTOPbIX O, MMeeT NPOMEXYTOYHYIO CTeTIeHb OKUC/IeHUS U B CTPYK-
Type [ONOJHUTENbHBIN 3JIeKTPOH, BbICOKOPEAKIIMOHHBI U HAa3bIBAIOTC aKTHBHBIMH
dopmamu kucnopona (ADK).

Ucroynuku ADK:

1. Llenu TKaHeBOro AbIxaHUsA (yTeuka 571eKTpoHOB ¢ KoQH, Ha Kuciopon).

2. Peakiyy, KaTagu3upyeMble OKCHIa3aMu, pepMeHTHbBIMU reMOIPOTeNHAMH, LU-
TOXpOMOM P . .

3. Peakuuu OKUCJIeHUs, POTEKAIOIINe B JEHKOIUTAaX, Makpodarax, mepoKCcrco-
Max.

4. Peakuuu 6uoTpaHcpopManuy KCeHOOMOTHUKOB, TTeCTULIU/IOB.

5. Pagnonus BopblL.

K A®K oTHOCATCA:

1. Cynepoxkcuz (CynepoKCUAHBIN aHUOH-PaiuKal)

0,+¢— "0, +H" - HO,"
2. TTepokcuz Bofoposia H,0, o6pasyercsi B lepoKcucomax:
e IIpY OKUCJIeHUU L- 1 D-aMUHOKUCIIOT;
* B PeaKUMAX, KaTaJIU3UPYeMbIX KCAHTMHOKCUA30H, CYIIePOKCUAAMCMYTa30M;
B 0Yarax BOCNaJeHUs.

LIUTOTOKCUYHBIH 3 PEeKT mepeKucy peanusyeTcs uepe3 06pa3oBaHUe TUPOKCHUITb-
HBIX PafINKaJIOB B IPACYTCTBUY AOHOPOB 3JIEKTPOHOB.

3. [nApOKCUNBHBIN paZiKaJl

H,0, + Fe** — *HO ruipoKCcU/IbHbINA pajyrKa
H,0,+ 0, — "HO+HO + 0O,
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H,0 — "HO+ H* + emox neiicTBrem paauanuu
4. CunrnetHslii kucnopos *0,, 06pasyeTcs IpH U3MEHEHNH CIIHHA 3IeKTPOHOB, Ha-
XOZAIMXCSA Ha BAJIEHTHO!N OPOUTAIM KUCIOPOAA.
Hau6osnbimmii noBpexaaromuii 3¢pdekr okaspBator “HO pagukanb! (THAPOKCHUIIb-
HbIe), KOTOpbIe:
« 3amyckarwotT peakuuu I10JI;
 mMoauuuupyioT nentoss! JHK u PHK (MyTareHHsbli 3 dekT);
* MOAUQUIHUPYIOT a30TUCTble OCHOBAHUA (MyTalUM), YTO IPUBOJUT K allONTO3Y
KJIETOK.

3aimuTHBIE AHTHOKCHJIAHTHbBIE CHCTEMbI

BaH.lI/ITHbIe AHTUOKCUAAHTHBIE CUCTEMBI MOTYT OBITh (I)epMeHTHbIE 44 Heq;)epMEHT-
HbIE.

O; +O_2 + 2H+F,I[>HZOZ + 02
lKaTanasa
H202 + 1/202

1. ®epMeHTHBIe CHCTEMBI: CYIIEPOKCHANCMYTA3a, KaTanasa, HepoKCHUziasa u Jp.

2. HedepMeHTHbBIE CUCTEMBI:

a) HU3KOMOJIEKYIIPHbIe COe/JMHEeHMs1, BBIIOIHAONIAE POJIb JIOBYIIEK 3JIeKTPOHOB.
K HuM oTHOCATCA ToKOepon (ButamuH E), ButamuH C, MoueBast KUCJIOTA, TJIyTaTHUOH,
-kapoTuH u zp.;

0) XeIaTopsI HIOHOB METaJIIOB C IIepeMeHHO BaJIEHTHOCThIO (TpaHcdeppuH, Lepy-
JIOTIJIa3MUH).

®akTopsl, ycunuBaomye obpaszoBaHue ADK, Ha3bpBalOTCA MPOOKCHAAHTAMH.
OHu nozpasaensioTcs Ha TPYIIbL:

1-a rpynna — Qusuko-xumudeckue GpakTopbl: KUCJIOPOA 107 /aBjeHueM, 030H,
OKCHJI a30Ta, JIeKapCTBEHHbIe MPenapaThl, CMOT, eCTULUABI, 3arpsi3HeHue 6uocdepsl
(MerasuIBl € IepeMeHHOH BaJIeHTHOCTBIO, Pafinaliyis, HOHU3aLus);

2-sA rpynna — 6uonorudeckre GpakTopsl: GarouTo3, OKUCIUTENH, CBOOOHbIE pa-
[VIKaJIbl.
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Pa3oen 12
BUTAMHUHDBI

ButamMuHbI — HU3KOMOJIEKYJIAPDHbIE OpraHU4YeCcKUe BellecTBa pasmxquoﬁ XnMuie-
CKOM IIpUpoOAbI, KOTOPhIE ABIATCA HE3AMEHUMbIMU KOMIIOHEHTAMU ITUIIHN.

O01IAs XapaAKTEPUCTHKA BUTAMHUHOB

1. Bonburasg yacTh BUTAaMUHOB He CUHTe3UpyeTcs B OpraHu3Me desoBeka (Kpome
BuTamuHa D, Huanuza (PP)).

2. YacTUYHO CUHTE3UPYIOTCS KUIIEeYHO! MUKPOGIOpOli (BUTAMUHEI rpynnsl B).

3. He ABIAIOTCA UCTOYHUKAMU SHEPIUMU.

4. He BKJIIOYAIOTCA B CTPYKTYPY TKaHeH.

Butamunsl fenarcs Ha 3 rpynnsl (Tab. 20).

Tabnuya 20
Knaccupukanusi BATAMUHOB
YKupopactsopumble BuramuHOMo06HbIE
BoznopacTBopuMble BUTAMUHbBI
BUTaMUHBI BelllecTBa
Buramun B, (TuamuH) BuTtamuH A (peTHUHOM) Xonux
ButamuH B, (pubodasun) Butamun D (kanbuudepon) | MHo3uT

Buramun B, (PP,
HUKOTUHAMWJI, HUALIUH)
Buramun B, (manroreHoBsas
KHCJIOTa)

BuramuH B, (IMpUIOKCUH)
Buramun Be-B, (dponuesas
KHCJIOTa)

Buramu H (6uotun)
ButamuH B, (kobanamuH)
BurtamuH C (ackop6uHOBast
KHCJIOTa)

Butamus E (Toxodepoin)
Butamus K (HadpTOXMHOHBI)

Y6uxuHOH (K03H3UM Q)
Kapautux

Buramun B, ; (manramoBas
KHUCTIOTA)

JIunoeBas Kucn0Ta
[TapaamuHOGeH30iHas
KUCJIOTa

BuramuH F (JiMHOTeBas,
JIMHOJIEHOBA,
apaxu7ioHOBasA KUCJIOTBI)

KPOME BUTAMUHOB CYyLIECTBYET I'pyIllld aHTUBUTAMUHOB — BEIECTB, BbI3bIBAIOMNUX
CHIDKEHUE WU ITOJIHYIO ITOTE€PI0 dKTUBHOCTU BUTAMUHOB.

Krnaccudukanusi aHTUBUTAMUHOB:
1. CTpyKTypHbI€ aHAJIOTX BUTAMUHOB!

— a”TuBUTaMUHBI K — BapdapuH, IMKyMapoI, KOTOpble TOPMO3SIT CBEPThIBAHIE

KPOBH IIyTeM MHIMOMPOBaHUs GpepMeHTa BUTaMuH-K-peyKTasbl;
— aHTUBUAMMH B, — M30HMA3W;
— QHTUBUTAMUH B, — akpuxuH.

2. ®epMeHTHI ¥ OeNIKM, BBI3BIBAIONINE CTPYKTYPHYI0 MOAMQUKAIMIO BUTAMKHOB,
HapyIIeHre BCaCbIBaHUS UM TPAHCIIOPTA, IPUBO/sAIIee K UX MHAKTUBALIMU: acCKop6aT-

OKcuzasa, TMaMuHasa 1,2, aBuguH.
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KosnuiecTBeHHbIE U3MEHEHUS B COZleP)KaHUU BUTAMUHOB:

1. ABUTAaMHMHO3 — COCTOSIHYe, BO3HUKAIOIIee TIPY II0JITHOM OTCYTCTBUHY B IUIIE BU-
TaMUHA WY [IOJIHOM HapyIleHU! ero YCBOeHusl.

2. TMNOBUTAMHHO3 — COCTOSIHUe, BO3HUKAIOIee PY MOHMXEHHOM COZiepKaHUU
VI HEIOJIHOM YCBOEHUM BUTaMUHOB (BCTpedaeTcs Jarie, Tabi. 21).

3. TunepBUTAMHMHO3 — COCTOSIHNE, BO3HUKAIOLIIee IIPH [IOCTYIIJIEHUY Ype3MepHBIX
KOJIMYeCTB BUTAMUHOB B OPTaHU3M.

Tabnuya 21
IIpy4uHbI pa3BUTHSA THIIOBUTAMUHO30B
DHJIOreHHbIe DK30TreHHbIe
®du3snosioruyecKue: 6epeMeHHOCTb, IePHO/I IAKTaL[|H, 1. Huskoe coziepxaHue
MHTeHCHBHas QU3MIecKas Harpy3Ka, Hepuos pocra BUTAMMWHOB B NUIIIE
2. HepanoHanbHOe

ITaTonoruyeckue:

1. HapyIueHve npeBpaiieHusi BATAMUHOB B aKTUBHYIO GOPMY 1IN
K0(aKTOp IIpH NOPaYKEHUH [IeYeHH U TI0YeK. XpaHEeHUs! U TEXHONO-
2. Vicnionb30BaHue aHTUOAKTEPUAIbHBIX CPEZICTB, Pa3pYIIAIONIINX TMH Ky/MHAPHOI
MHKPOQJIIOPY KHIIeIHHKA. 06pPaGOTKY IIPOZYKTOB
3. Hapywenue BcacblBaHUA BUTAMUHOB U3 KUIIEYHUKA.
4. TeHeTnyecKye HapyLIeHUs B CTPYKType GepMeHTOB.
5. HapyIuieHus CTPYKTYpbI TPAHCIIOPTHBIX OEJIKOB.

6. Ilepuoz peKOHBaseCLeHIIUN

NUTaHue
3. HapyweHnuve

Butamunsl BcacbiBatoresi u3 JKKT npu yuactun 6eKOB-TIepeHOCYUKOB (aKTUBHBIN
TpaHCHOpT B, c momombio BHyTpeHHero gpakTopa Kacsa) WM sKeryHbIX KUCJIOT (KU~
pOpacTBOpUMble BUTAMUHBI) U fiajiee [IepeHOCATCS 110 KPOBHU C IOMOIIBI0 TPAHCIOPT-
HBIX 6eJIKOB (PeTHHOJI-CBA3BIBAIONIETO OesKa, XMJIOMUKPOHOB). B TKaHAX BUTaMUHBI
(PP, B,, H, D u zip.) npeBpamaioTcsi B aKTUBHbIe pOPMBL.

Burosnoruyeckas pojib BUTAMUHOB:

1. BoImonHAIOT KOPaKTOPHYIO (PYHKIHIO: BOZOPACTBOPUMBIN BUTaMUH PP BxozuT
B cocTaB kKodpepmento HAJl, HAII®; B, — B coctas nipoctetuyeckux rpynn @PMH, OATL.

2. CTUMYJIUPYIOT SKCIIPECCUIO PENeNnTOPOB K paKTopam pocta (BUTaMUH A).

3. O6saar0T rTOPMOHAJIBLHOM aKTUBHOCTBIO (BUTaMUH D).

4. dIBnarorca aHTHOKCcUlaHTaMu (BuTaMuHsbl A, E, C).

®d1aBHHOBBIE KO(PAKTOPHI

®naBuHOBBIe KOPAKTOPBI 06PA3yIOTCA HA OCHOBe BUTaMKHA B, (pubodrasuHa) n yame
BCEro BBINOJHAIOT POJib TPOCTeTHYecKOoi Ipynnbl (puc. 172). C mpoayKTaMy MOCTYNaOT
®MH u ®AJI B cBA3aHHOM COCTOsTHMM ¢ Oeskamu. TTocsie BcachlBaHUSI OHU TPAHCIIOPTH-
PYIOTCSI B TIe9eHb U TTIOYKH, I7Ie 3aHOBO Tpoucxoaut obpasosarre ®MH u AJI o cxeme:

Pubo¢nasun + AT® — ®MH + ALD
OMH + AT® — OA]l + DDu

B Hacrosiiee Bpemst ©3BeCTHO 45 (J1aBMHOBBIX OKCHAOpeaykTas (Tab. 22), K KOTo-
PbIM OTHOCATCS a3POOHBIE ¥ aHA3POOHBIE ZIETHAPOTeHa3bl.
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OH OH OH
H,C——|—|—CH,0H
| H H H

H.C

3 : i NLN\(O

H3C N I NH
(0]

Puc. 172. CtpyxTypa ButamuHa B,

Tabnuya 22
XapaxkTtepuctuka ¢piaBHHOBBIX pepMeHTOB
Yuactre B 0OMEHHBIX
@raBuHOBBIE pepMeHTHI Henocraroynocts pubodrasuna
nporeccax
A3pobHbie geruzporeHasst: | 1. Okucienue 1. YMeHbIIeHue OTPeBIeHUST
Oxcuzassl L-aMUHOKUACIOT — | aMUHOKUCIIOT. KUCJIOPOZA TKaHAMM, YTO JIEXKUT
Oxcupasel D-aMUHOKUCIOT | 2. MOHOOKCUTe€HA3HbIe B OCHOBE IeHepaJM30BaHHOI
MoHOaMUHOOKCHAA3a peakLuy. KJIETOYHOH TUIIOKCUU.
KcanTHOKCHzA32 U JD. 3. OKucJieHue >XUPHbIX 2. ITopaxenue snuTenus
AHaspo0HbIe KHUCJIOT. CJIM3UCTBIX, KOXXU U POTOBULIbI
JieruporeHassl: 4. Iukn Kpebea. rinasa. OTMedaeTcs CyXoCTb
Amun-KoA-peruznporeHasa | 5. JlpixaTenbHas Lelb CIMBKCTHIX I'y0, TIOJIOCTH PTA,
CyKuuHaTZeruiporenasa 3ae/ibl B YrOJIKax pTa, CIM3UCTas
HAJTH-perunporenasa u ap. SIPKO-KpacHast

HukoTHHAMHTHBIE KO(PAKTOPBI

HuxoTtnHamuaHble K0GaKTOpbl 00pPa3yIOTCs B KJIeTKe Ha OCHOBe HHAlWHA (BUTa-
muH B,, PP, antunennarpudeckuii) (puc. 173). B npupozie HUaluH BCTPeYaeTcs B BUie
HUKOTHMHOBOH KHMCJIOThl ¥ HUKOTHHAMU/A, KOTOPbIe [IOCTYNAIOT B OPraHU3M 4eJloBeKa
¢ mpozykTamy nutaHus. CyTouHas moTpeGHOCTb cocTaBiseT 15—25 mr.

(0]
=
COOH c”
" " \NHz
HuxotnHoBas Huxorunamug
KHUCI0Ta

Puc. 173. Buramun B3 (PP): HUKOTMHOBAS KUCJIOTA U HUKOTMHAMUT

buocunTes HAJl 13 HUKOTMHAMKU/IA IIPOUCXOUT B 2 CTaZUMU.
IlepBas cTagus NPOTEKaeT B LIMTOIUIA3Me KJIeTOK:

Huxorunamun + @ocdopubdosmmupodocdar — HukotrnHamuz-MoHOHYKIeoTHz + OOH
BTopas cragms npoTeKaer B AZipaxX, MUTOXOH/IPUAX KJIETOK:
HuxotuHaMuzi-MoHOHYKIeoTUA + AT® — HAZl* + @DH
HAJZI® o6pasyercs u3 HAJI npu yuactuu HA/JI-KMHA3bI HUTOIJIa3MBbl [I0 CXeMe:
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HAJI* + AT® — HAZIO* + AIID
HAJZl (HAOH) n HAII® (HAI®H) — xodepMeHTbI aHA9POOHBIX AernporeHas,
JIeMCTBYIONIMX HA 3TallaX OKUCJIEHUsI UM CUHTe3a CyOCTPaToB B KiieTke (cM. prc. 160).

B Hacrosiiee Bpemsi u3BecTHO Gosiee 300 peaxiuii, KaTaJlU3MPyeMbIX MPU YYaCTUH
HAJI- win HAZI®-3aBucumMbix GpepmenToB (Tabi. 23).

Tabnuya 23
XapakTepuCTHKAa HIKOTUHAMHHBIX ()epMeHTOB
AHaspobHbIe 6
JIeTMpOTeHasbI Yyactre B 0OMeHHBIX nponeccax HenocraToyHOCTb HUAILIMHA

JlaxrataerusporeHasa | 1. OKucieHNe yrieBozioB 1. Bcrpeuaetcs TaM, Te
[nunepon-3-gocpar- | 2. OKucIeHre XXUPHBIX KUCIOT, | B pallioHe peo6afaeT KyKypysa
JeruaporeHasa rIuIepuHa U IepUIAT MsIica 1 PhIObI
[110K030-6- 3. ITenTo30-¢pocdatHelii IyTb | 2. Bo3MOXeH Npy NprMeHeHUH
docatnerunporenasa | 4. [ukn Kpebea 6aKTepHOCTaTHIeCKUX
W3ouutpar-, Manar- 5. MoHOOKCHTeHa3Hble peakLiH | IpernapaToB, 00JIaJaloIuX
JeTHporeHassl 6. CUHTe3 KMPHBIX KUCTIOT, AQHTUBUTAMUHHBIM Jle/iCTBIEM:
MoHOOKCHUreHas3bl XoJlecTepruHa 3-nupuanHCyIbGOHOBAs KUCIOTa
I'MI'-KoA-penykraza | 7. CHHTe3 CTepOUIHBIX U 3-aleTONUPUAVH

TOPMOHOB

8. OKucneHre HemoJaApPHbIX 3. IIpuBOUT K Pa3BUTHIO

BellleCTB TeJIarpbl: CAMMETPUYHBIH

9. OKHC/eHne aMUHOKUCIIOT DepMaTuT, Juapes, leMeHINs

TuaMHHOBBIE KO(PEePMEHTHI

TuamMuHOBBIe KOQepMeHTbl 00pa3yloTCsA Ha OCHOBe BUTAMUHA B, (TMaMUH, aHTHU-
HeBPUTHBII) (cM. puc. 174).

I‘\IHZ H
|
— 0O o
N7 \c—CHZ—N%C i I
| I C‘:CfCHZfCHZfOfP"fOfl‘LOH
H,C-C~. _CH OH OH
3 SN CH,

Puc. 174. AkrusHasa ¢opma Butamuna B, (TIID)

C npojyKTaMu MUTaHUS THAMKH MOCTyaeT B popme Tuamuunupopocoara (TIID).

B XeJym0YHO-KUIIEYHOM TPAKTe OH I'M/IPOJIU3YeTCs TIPY YIaCTHU KUIIIeYHBIX THPO-
docdaras c obpa3oBaHrEM CBOOOHOTO THAMUHA, KOTOPBIiA IyTeM IPOCToil auddysun
BCACbIBA€TCA B TOHKOM KHUIleYHMKe. BcocaBiuniics BUTaMUH C KPOBbIO BOPOTHOM BeHbI
TIOCTYTIaeT B IleYeHb ¥ IPYTHe TKaHU, Tie GocHopummpyercs.

@ochopunupoBaHrie THAMUHA WIET B IIUTO30Jie, MUTOXOHJPUSIX, MHUKPOCOMAX
KJIETOK [P YYaCTUX THaMUHIAPOPocPOKMHA3:

Tuamut + ATO — TIIO + AMD

Tuamuanmpodocdar — KodpepMeHT 25 PepMeHTOB, YUACTBYIOIMX B OOMEHHBIX
nporieccax opranusma (tabi. 24).
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Tabnuya 24

XapakTepuCTHKAa THAMHUHOBBIX ()epMEHTOB

Peaxuun c yuactuem TTID

TI1®-3aBucuMble GpepMeHTbI

HeznocTaTo4yHOCTb THAMUHA

1. OxucnuTeabHOE
nexapOOKCUIIMPOBaHUE
0-KeTOKHUCJIOT C
00pa3oBaHUeM aKTUBHBIX
¢$opM KapOOHOBBIX KUCJIOT.
2. lekapOOKCHIMPOBaHUE
KETOKHUCJIOT ¢ 00pa3oBaHeM
anbaernzios u CO,,.

3. TpaHcKeToIa3HAs peaKIus
B IIOI]

1. ITmpyBatzernaporeHasa.
2. a-Kerornyraparze-
rUAporeHasa.

3. TpaHckeTtosia3a u p.

1. 3aboneBanue Gepu-6epu,
HPOSIBIIAETCS HAPYIIeHUAMHU
Merabonu3Ma 1 QYHKIIM#
HHUIeBaAPUTENBHOM, CeplieuHO-
COCYIUCTO! ¥ HEPBHOW CUCTEM.

2. Y 1] ¢ XpOHUYECKUM
QJIKOTOJIU3MOM Pa3BUBAETCS
BHIIeaNoNaTUIeCKUid CUHAPOM
Bepuuke—Kopcakosa.

3. TuaMuH3aBUCUMAs
MeraobJacTHast aHeMHUst

4. TTomocTpast HEKPOTU3UPYIOAs
sHIedanonaTus,
THAaMUH3aBUCUMBbIH JIAKTaTHBIN
anuzo3.

5. IIpu HeZAOCTATOYHOCTH THAMUHA
y KOpMsillieil MaTepH, B ee MOJIOKe
HOSIBJISIETCS Kap/IIOTOKCUYEeCKUI
MeTaboIuT, HapyIIAOHii

Y HOBOPOXXZIEHHOTO JIeSITeJIbHOCTD
cep/la, BIUIOTh /IO OCTAHOBKH

IIupuagOKCHHOBHBIE KO(hEepMEeHTHI

VICTOYHMKOM MUPUAOKCHHOBBLIX KOQEPMEHTOB CIIyKUT BUTAMUH B, KOTOPLIi 00b-
equHseT 3 GOpPMbI BUTAMIHA: MUPUIOKCHH, TIMPUIOKCAITb, TUPUIOKCAMIIH.

CHO
HO CH,OH
CH, X
IMupunokcanb

CH,OH CH,NH,
HO CH,OH HO CH,OH
CH H
3 N C 3 N
IMupunoxcux IMupunoxcamMmux

BcacepiBanye BUTaMUHa B, IPOMCXOMT B KMIIEYHUKE TyTeM NPOCToi auddysum.
B TKaHSIX MPOUCXOJUT TpeBpallieHre B KopepMeHThl — MUpUAoKcambpochar u mupu-

nokcamuHopocdar.

[Mupunokcanb-5-gpocpar — akTuBHasg popma BuTamMuHa B,. OH BXOAWT B COCTaB
(depMeHTOB MOUTH BCeX KIACCOB: OKCU/IOPeAYKTa3, TpaHcdepas, FTUapoias, 11a3 u u30-

Mepa3 (Tabi. 25).
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Tabnuya 25

XapakTepucTHKAa NMPHAOKCHHOBBIX (pepMeHTOB

Yuacrue IInpuRoOKCHH-3aBUCUMbIE HepnocraTo4HOCTD

B 0OMEHHBIX IpoLeccax bepmeHTHI MUPUIOKCHUHA
1. TpaHcaMMHUPOBaHUe AT IIposBisieTca pa3BUTHEM
2. a-Iexkapbokcunuposanue. | ACT ce6OpeiHOro AepMaTUTa,
3 Henpsamoe IAO CTOMAaTHTAa, TJIOCCUTA,
Je3aMUHMpOBaHue A-aMMHOJIeBYJMHATCUHTAa3a | OTMeYaeTCsl CyXOCTh,
aMHUHOKUCJTIOT. Oxcutpunrodanziekapbo- | LienyieHne KOXHbBIX
4. OKucIeHne GUOTeHHbIX Kcuiasa MIOKPOBOB, TUIIOTPOGUS,
amuHOB (JAO). InyramataekapboKcuiasa | CHIDKeHa Pe3HCTeHTHOCTh
5. O6men TpunTodana. U 7p. K MHQEKIVSM.
6. O6MeH cepycoziepKalinx Crenudndeckyie NpU3HaKHU:
aMHUHOKUCJTIOT. TUTIOXPOMHAs MUKPOLIUTapHAs
7. CuHTe3 rema. aHeMUs U CyA0pOru
8. ®ochoponuTudeckuii
pacmaj IIMKoreHa U ap.

IIaHTOTEHOBASI KHCJIOTA

[TaHTOTEHOBast KUC/IOTa (BUTAMMH B,) — C/IOXHOE COefMHEHHe, COCTOsAMLIee W3
[-anaHvHa U 2,4-110KCU-3,3-TUMETUIMACTAHON KUCIOTHI:

H,C OH

||
HO-CH,-C-CH-CO-NH-CH,-CH,-COOH
L |

|
CH

5 B-AnanuH

ITaHTOTEHOBAsA KUACJIOTA BXOAUT B COCTAB KO3H3UMa A (puc. 175), crpoeHue KOTO-
poro BriepBble pacimpposan . Jiunmax B 1953 . 3a 3Ty paboTy eMy 6blia IpUCyxe-
Ha HobGesneBckast mpemusi.

NH,
77777777777777777777777 N2~ | N
0 o<|)H CHL 0 0 Sy
‘ Il el
HS—CHZ—CHZ—NHJ—C—CHZ—CHZ—NH—C—CH—(ll—CHZ—OJ—I|>—O—P—O—CH2
- - } 0]
B-MepxkarmTo | CH, 'OH OH
STWIAMUH . _ _ _ _ __ _ _ __________23 ___,
ITanToTeHOBas O OH
KHCJIOTa |
O=1|3—OH
OH

®ocdoanenozunnudpocodar

Puc. 175. CxeMa cTpoeHuUs KOGH3UMA A
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[TaHTOTEHOBAs KKCJIOTA BBIMOJIHAET CBOIO POJIb B COCTaBe KOIH3MMA A — OCHOBHO-
ro kodpepmenra kietku (Tabi. 26).

Tabnuya 26

YyacTHe K03H3uUMa A B 00MEeHHBIX IIpoLeccax

Oynkuusg KoA

ITpu yuactun KoA
o6pasyroTces:

Posnb anetun-KoA

Ponb cykuunann-KoA
n ManoHua1-KoA

1. O6paszoBaHue
aKTUBHBIX GOpM
COoeIMHeHU N

2. AKuenTrpoBaHue
KUCJIOTHBIX
paziKaioB

3. Ilepenoc pasukanos
Ha pa3JIM4YHble MeTa-
GOMUTHI TKAHEBO-TO
06MeHa yTJIeBO/IOB,
)KMPOB ¥ aMUHO-
KHUCIIOT

1. Auetun-KoA

2. bytupun-KoA
3. Manonun-KoA
4. ArteroanieTur-
KoA

5. Cykuuani-KoA

1. Oxucnenue 0
KOHEYHBIX IIPOJIyKTOB
2. CuHTe3 )XUPHBIX
KHUCJIOT

3. CuHrTe3 x0yecTeprHa
U IPYTUX CTePOUIHBIX
CcoeIMHeHU

4. CrHTe3 KeTOHOBBIX TeJl
5. Peakuuu anervin-
poBaHus1 GUOTEH-HBIX
aMuHOB (1X 06e3Bpe-
YXUBaHUe) U JIp.

1. Peakuuu
cybeTpaTHOroO
dochopunupoBanus
1P c obpazoBaHueM
I'TO B nuksie Kpebea
2. CuHTe3 3-aMUHOJIeBy-
JIMHOBOW KUCJIOTBI JJISI
CHHTe3a reMa

3. Cunre3 KK
(manonmn-KoA)

HpI/ISHaKI/I HeZJOCTATOYHOCTHU MIAaHTOTEHOBOM KMCJIOThI He OMMCAaHBI.

doreBasI KHCJI0TA

®onmepas kucaora ($ponauus, By, B) COCTOMT M3 TpexX CTPYKTYPHBIX €[MHHMIL

(puc. 176).

| |
I I
)\/E T CH,-NH— @—COT'NH—?H—CHZ—CHZ—COOH
I I
H N)\ | | COOH
I |

I\

IItepunnn

ITapaaMUHOGeH30/Hast KUCIOTA

I'nyramuHOBast KMCI0Ta

Puc. 176. Cxema cTpoeHus GoJrMeBO KMUCIOThI

doanyH NOCTynaeT B OPraHU3M C MPOAYKTaMU U CUHTEe3UPyeTcs MUKPODIOPOii.

TkaHeBble 3anachl (HOJIATOB UCUEPIIBIBAIOTCSA B TedeHre 3—6 Mec. B KpoBU OCHOBHas
vacth $omanyHa (87 %) COepPIKUTCS B 3PUTPOLIUTAX, a OCTANbHBIE — B IJIa3Me. Jlero-
HUpyeTcs GOALVH B IeYeHH, T0YKAX U CIIM3UCTON KUIIeYHHKA.

Y 6epemenHbIX QosmeBas KUCIOTA K IJIOAY TOCTYIAeT Yepe3 MIALEHTY U K KOHLY
GepeMeHHOCTH coZiepyKaHyie ee B TIIa3Me ¥ 9PUTPOLUTAX IJI0/a BbIllle, 4YeM Y MaTepy.

AKTHBHOU (OPMOIT (ONHEBOI KUCTOTHI SBJISIIOTCS TeTparuapodosireBas KMUCI0Ta
¥l ee pa3JIMyHbIe IPOM3BOJHEIE (TabI. 26).

O6pazoBanue TT®K uner B 2 craauu:

1. ®onuesas xkucnora + HAI®H, — auruapodonuesas kucnora + HAID.

2. Murunpodonueas kucnora + HAIJ®H, — TTOK + HAZID.
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Tabnuya 27
YyacTtue TerparugpodgoineBoii KUCJIOThI B 00MeHHbIX MPoLeccax
Kodepments TTOK IIpumeps! peaxuuit IIpu3HaKku HeOCTaTOYHOCTU
1. N*-popmun-TTOK CuHTe3 NypHHOBBIX HYKJIEOTUOB | Merano6iacTHas
2. N'%-popmusn-TTOK CuHTe3 NMPUMUIUHOBBIX (MaxpouuTapHas) aHeMuUs
3. N%, N'°-merenun- HYKJIEOTH/IOB! (monaBnsAeTcs CUHTe3
TT®K YM®+(CH,) TTO®K — HYKJICOTUZIOB):
4. N°, N'0-meruen- TMO+TT®K 1. CHUKeHMe KOInuecTBa
TT®K CHHTe3 aMMHOKHUCTIOT: IPUTPOLIUTOB.
5. N*-metun-TIOK Immyn +(CH,0H) TTOK — 2. CHIXeHue CofiepXKaHus
Cepun + TTOK; B HUX reMOTJIO61Ha.
Tomonucrenn + N*-CH,-TI'®K | 3. YBenudeHue pasmepa
— MeTHOHUH + TTOK 9PUTPOLMTOB
buoruH

BuotuH (Butamut H) siBisieTcst IpOM3BOJHBIM MOYEBHHBI, B €70 OOKOBOIA Iieru Ha-
XOZIUTCSA BajlepraHoBad Kucjota (puc. 177).

H H H
N—c—cdH
o_c/ | N S
~N—C— C<—— (CH,),— COOH
H H H

Puc. 177. Ctpoetrue 6uoTHHA

[ToTpe6GHOCTb B GUOTHHE Yy YeloBeKa MOKPHIBAETCS B OCHOBHOM 3a CYeT ero Ouo-
CHHTe3a KUIIeYHbIMU GaKTepUsMH, HeGOIbIas YacTh MOCTyIaeT C Mulleil. AKTUBHAs
¢dopma 6UOTHHA — OUOIUTHH.

C yyactvieM GMOTHHA MPOTEKaeT 2 BU/A PeaKinii: KapbOKCUINPOBAHUS U TPAHC-

KapbokcunupoBanus (Tabi. 28).
Tabnuya 28

VyacTre GHOTHHA B 0OMEHHbBIX nmponeccax

Peaknun

HepocraToyHocts BUTaMuHa H
TPaHCKapOOKCHINPOBAHUS

Peakuuu KapboKCHIMPOBaHUSA

1. CrHTe3 XUPHBIX KUCTIOT: R,-COOH + R,H— 1. V MnazieH1ieB BO3MOXeH
Anerun-KoA + CO, + AT® — | R H + R,~-COOH CUHJPOM BHe3alHOW CMepTH
Manonun-KoA + AI® + ®H | Peakijuu npoTeKaroT (u3-3a 6IOKMPOBaAHUSI POIIecca
2. TimoKoHeorexes: B IIPUCYTCTBUU IJIIOKOHeOreHe3a).
Mupysar + CO, + AT® — | GHOTHHOBBIX 2. lepmatuthl (HapyueHue 06-
Oxcanoarerar + AII® + ®H |kodepmeHTOB 6e3 ydacTHs | MeHa JUIKUIOB).

AT®. 3. BocniasieHue cabHBIX XKeJes.
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Oxonzanue mabn. 28

Peakuuu KapbOKCHIMPOBaHHSA

Peaknun
TPAHCKapOOKCHINPOBAHUS

HepocraTouHocts BUTaMuHa H

Peakuuu conpskeHbl

c paciienyienueM ATO

Y COTIPOBOXKAAIOTCSA
06pa3oBaHueM aKTUBHOM
(bOPMBI YITIEKUCITIOTHI —
KapOOKCUIMPOBAHHOTO
OMOTHHA, KOTOPBIH CITYXKUT
ZIOHOPOM KapOOKCHIIbHBIX

Tpynmn

B aTX peaknuax
KapOOKCHIMPOBaHuUe
oziHOTO cy6eTpara

BCerzia CONpshKeHO

¢ IeKapbOKCUTUPOBAHIIEM
APYroro BellecTBa

4. ITopaxxeHue BOJIOC, HOTTEH.

5. AHopekcusi, aHeMusl.

6. I[Tpu BpoxieHHOM Jieunute
depMeHTa CHHTeTa3bl OUOLUTHHA
y ZieTei pa3BUBAeTCsl OpraHUdecKast
anuzemus (KeTo- 1 JaKTaT-
Taluz03), TPOMOOLUTOIEH S,
ZlepMaToJIOTHYecKye, HEBPOJIO-
TUYecKye OpaKeHus

Buramun C

BuramuH C (acKOpOMHOBasi KUCJIOTA, aHTULMHTOTHBINA, aHTUCKOPOYTHBII) OTHO-
CUTCS K IIMPOKO PAClpOCTPaHeHHBIM B Ipupoze BUTaMuHaM. OCOGEHHO MHOTO ero
B IIPOJIYKTaX PaCTUTENLHOTO IPOUCXOXKAEHUS: TIJI0aX MUTIOBHUKA, YePHOU CMOPO/IH-
He, Aroflax PAOKMHBI, IUTPYCOBBIX, KPACHOM Iieplie, OJIMBKAX, cajiaTe, Kamycre, KapTo-

dere.

Xumudeckas MpUpo/ia BUTaMIHA paciindpoBaHa BeHrepcKUM 6HOXUMUKOM CeHT-
Jxopax B 1933 1. (puc. 178).

Ho_ﬂ

L]

| 0]
HO— 0 ~2H =C
H—l +2H _é
|
HO—CH HO—CH
CH,0H CH,0H
L-AckopbuHOBas L-ZlerunpoackopOuHOBast
KHCJIOTA KHCJIOTA

Puc. 178. Crpoenue Butamuza C

OcHoBHble QpyHKIMY BUTaMUHA C Ipe/icTaBIeHbl B TaOI. 29.
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Tabnuya 29

Yyactue BuTamuHa C B 0OMeHHbIX Ipoieccax

Vuactue Buramuna C B 06MeHe BeliecTs

HeznocTaToyHOCTh BUTaMHHA
C (uuHra)

1. TuppoxcnanpoBaHue OCTaTKOB IIPOJIVHA U JIN3UHA

B MOJIeKyJle IPOKOJIIareHa (KaTaausupyeTcs TUAPOKCH-
Jla3aMu, UMEIOIVIMY B aKTHBHOM LieHTpe aToMbI Fe?").
B xauectBe KodepMeHTa UCTIONb3yeTcss BUTaMuH C.

2. CrHTe3 KOPTUKOCTEPOUI0B, TOPMOHOB IIUTOBUAHON
JKeJe3bl.

3. CuHTe3 KaTeX0JaMUHOB (HOpaZipeHalnHa).

4. IlpenATcTBYeT OKUCIUTEIBHOMY OBPEXIEHUIO
ButamuHa E, munuioB mem6pan, JITTHIL, 6enkos, JTHK.
5. Boccranosienue ¢posueBoit kucnotsl B TTOK.

6. CuHTe3 UMMYHOTJIO0YTIMHOB.

7. Pacmiaz reMoriio61Ha, Tak KaK BXOAUT B COCTaB
NIeLIMKJIN3YIOIel FeMOKCUTeHa3HO! CUCTeMBI.

8. Boccranosnenue MetHb 8 HHb.

9. O6pa3oBaHue BOCCTAHOBJIEHHO! (pOPMBI [yTaTHOHA,
HeoOXO0ZIVIMOIi AT OAIePIKaHUsA [IeIOCTHOCTH SPUTPO-
[UTapPHBIX MeMOpaH).

10. CunbHeNIIMHI NPUPOAHBINA aHTUOKCU/IAHT /1A 3aIUThI
KJIETOK OT aKTHBHBIX $popm O,

1. O61ee HezOMOraHue

2. Bonu B MbIax

3. KpoBousnusaHue B CIU3UCThIE,
B ZIECHBI

4. PacmatbsIiBaHMe U BbIIaZIeHHe
3y060B (TIpH TSKEIOM aBUTAMUHO-
3e C)

5. IToBblleHre BOCIPUMMYKUBOCTH
K UHQEKIMOHHBIM 3a60JIeBaHUAM
(uactble mpoCTyAHbIe 3a60JIeBa-
HUA 13-3a HApyLIeHUs CUHTe3a
UMMYHOTJIO0Y/THHOB)

BuramuH A

ButamMuH A — IMKIMYeCcKUil Helpe/iebHbIN OZIHOATOMHBIN CIIMPT, COCTOAIINM 13
IIeCTUYIEHHOTO KOJbla (B-MOHOHA), IBYX OCTATKOB M30IpeHa U MepBUYHON CIHUPTO-

BOi rpynmnsl (puc. 179).

H.C , ?Hg

3

CH

CH

3

CH=CH-C=CH-CH=CH-C=CH-CH,OH

S —

OCTaTOK U30IIpEHA OCTAaTOK M3OIIPpEHA MepBUYHAA

CH

3

CIIMpTOoBas
rpymmna

BuramuH A (peTHHOI)

Puc. 179. CrpykTypa BUuTamuna A

B KpoBM BUTaMUH A (PETHHOJI, aHTHKCePO(TaTbMIYECKUil) COeNUHSAETCS C PeTH-
HoJ-cBsi3bIBatomuM Genkom (PCB). anee komiuiekc Butamud A-PCB coenuHsiercst
C TPAHCTUPETHHOM, KOTODBIi NPenATCTBYeT GUIbTPALIY BUTAMKHA B MOYKax. Ha mo-
BePXHOCTU KJIETOK-MHUIIEHel B TKaHAX pacroyaraiorcs perentopsl K PCB, koropole
OTIIEIJIAIOT BUTAMHUH A OT GeJIKOBOrO KOMIUIEKCA U IePEHOCAT B [IUTOILIA3MY KJIETKH.
B me4eHN OH OKUCIAGTCA [0 PETUHOEBOM KUCJIOTHI, @ 3aTeM [I0 OKCH- Y 3TIOKCUPeTH-
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HOEBOI KHCJIOTbI, KOTOpPbIe B BU/E ITIIOKYPOHHUZIOB BBIZETAIOTCS CXKeadbio. PeTrHO-
eBast KMCJIOTA TIOCTyIaeT BHYTPb KJIETKH myTeM auddy3un 6e3 ydacTusi perentopos
(Tabm. 30).

Tabnuya 30
YuacTre BUTaMHHA A B 0GMEeHHBIX NpoLeccax
buonornyeckas pojab BUTAMUHA A: ITpu3Haky runo- ¥ runepBUTAMUHO3a A
1. PetuHanb — obecredrBaer paboTy I'MnoBHTAaMHMHO3 CONPOBOX/ACTCA:
CBETOBOCIIPMHUMAIOLINX CTPYKTYP 1. KypuHO#1 c1enoToi y B3pOCybIX.
CeTYaTKy (IaJoYKu — POZIOIICHH, 2. Kcepodranbmueit (3aKynopka cie3HOro KaHana,
KOJIGOYKN — HOJIOTICHH). CyX0CTh 000JI0YEeK I71a3a).
2. PeTHMHOJ — y4aCTBYeT B pOCTe 3. Keparomansmuen (pa3MArdeHre pOroByIbl).
u muddepeHIMpoBKe TKaHei, paboTe 4. imMyHO/1e QUL TOM, NOBBILIEHHOM
PeNpOAyKTHBHOM CHCTEMBI, aKTUBALIUY | BOCIPMMMYHUBOCTBIO K MHEKIHH.
perLienTOpOB TUPEOUIHBIX TOPMOHOB 5. OCTaHOBKOH pocTa, OPOroBeHreM KOXH,
1 BUTaMuHa D, TOpMO3UT anonro3 nopaxenuem anurenus XKT, modenosnoson,
SMUTENNANbHBIX KJIeTOK; CUJIbHBIHA JIbIXaTeJIbHOM CUCTEM
AQHTUOKCH/IAHT, y9aCTBYeT B YCBOEHUH I'unepBUTaMUHO3 CONPOBOK/IAETCA:
LIMHKA. 1. Kaxekcueil.
3. PeTuHoeBas KucJoTa obecriedrsaer | 2. BelmazeHueM BOJIOC.
poct 1 1uddepeHIUpoBKy TUMPOIUTOB, | 3. [0MOBHBIMI GOISTMIL.
olnpeieNIAI0IINX UIMMYHHBIN OTBeT U ip. | 4. IloTepeit anmneruTa.
5. OcTeonopo3om.
6. ITopokamu pa3BuTus IJI0JA

Buramuu D

Buramunom D (aHTMpaxuTH4ecKMi) Ha3blBalOT 2 BUTaMMHa — BUTamuH D, (9p-
rokanbuudepon) u Butamun D, (xonexkanbuudepon). Dprokanbuudeposn BbiIeIeH U3
NPOXKEH, ero MPOBUTAMUHOM SIBJISIETCS 3procTepuH. XoJeKabiidepos BbiesieH 13
TKaHell )XMBOTHBIX, ero IPOBUTAMUH — 7-71eTU/IPOX0JIeCTEPHH.

BuramuH D nonaziaer B OpraHu3M C TPOAYKTaMU TUTaHUSA PaCTUTEIHLHOTO UJIH KU~
BOTHOTO MPOUCXOXK/IEHUS. B KOXKe XomeKanbiupepos CHHTe3UPYeTcs U3 7-eruipoxo-
JlecTepyHa 10/ fieiicTBUeM ynbTpadroneToBbIX Tydei (puc. 180).

21 2 21 26
(IJH3 _CH, 9H3 _CH,
18 CH—CHZ—CHZ—CHZ—C\H 25 18 CH—CHZ—CHZ—CHZ—C\H 25
CH, |20 22 23 24 °CH, CH,J20 22 23 24 CH,
27 27
YOO 19

10 8
7 Buramun D,
7-Jlernnpoxonectepud HO Y Xonexanbryepor

Puc. 180. Crpykrypa ButamMmuHa D,

HO
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B neuenu xonexansuudepon npespamaercs 8 25 (OH)D, (25-runpokcuxosneKanb-
nrdepo) MyTeM rHApOKCUINPOBAHNS.

O6pasoBapumiicss B nedenu 25(0H)D, B KomIuIeKce ¢ BATaMUH-D-CBA3BIBAIOIIM
GeJIKOM IIOCTyIaeT B KPOBb U IIEPEHOCHUTCS K IIOYKaM. B KJleTkax MPOKCUMaJIbHbBIX U3-
BUTBIX KaHanbles 25(0OH)D, moxgsepraercss 1-rupipOKCUIMPOBAHUIO WJIU 24-TUAPO-
KCHJIMPOBAHUIO. B pesysbraTe 06pa3yloTcsi TOpMOHATIBLHO-aKTHBHAsA popMa BUTAMU-
Ha D — 1,25(0H),D, (xambuutpuon unu 1,25-gurunpokcuxonexansiudepon) 6o
rOpMOHa/IbHO-HeaKTHBHasA popma — 24,25(0H),D, (24,25-auruapoKcuxoneKabiy-
depomn). Obe peakIuy KaTaTU3UPYIOTCS MUTOXOHIPUAIbHBIM pepMeHTOM 1-THUApOK-
CHJIa301.

Copnepxanue B cbiBOpoTKe 25(0OH)D, MakcMMasbHO JIETOM U MUHMMAIbHO 3UMOM
¥ paHHel BecHOW. [opMoHanbHas akTuBHOCTb 25(OH)D, B 10—100 pa3 HuXe aKTUB-
Hoctu 1,25(0H),D,. Vyactue BuTamuHa D B 0OMEHHBIX Ipolieccax MpeCTaBIeHO
B Tab. 31.

Tabnuya 31

Yyactue BuTamuna D B 00MeHHbIX poIeccax

ITpusnaku

Yuactue B oOMeHe BUTaMuHa D

HpI/IBHaKI/I runoBuTaMuHo3a D

TMnepBUTaMUHO3a D

1. Ycusenue o6pa3oBaHus
Ca-cBs3biBaoLIero 6emnka
(TIOBBIIIEHNE SKCIIPECCUU TeHa).
2. AKTHBaIus BcacblBaHUA
opranmnyeckoro pocdara B JKKT.
3. IHAYKUUSA CUHTA3bI WeJI0YHON
docdartasbl, Ca-3aBUCUMOI
AT®-a3bl, IUTPATCUHTA3bI,
o6ecrevnBaroLuX TOMeoCTas
Kasbls 1 pocopa.

4. Y4aCTHUK CUCTEMBI PETYJIALNN
Kasbluit-pochopHoro ooOMeHa
BMeCTe C TapaTropPMOHOM,
KaJIbLIUTOHIHOM

T'unokanbuyeMus

(B pe3ynbrare HeJjoCTaTKa

COJIHEYHOTO CBeTa, HapyLleH!s

BCaCbIBaHUs B KUIIIEUHKKE

KaJIbL¥sl, XPOHIYeCKOi

MIOYeYHO He[0CTaTOYHOCTH,

COIIPOBOXIAETCS PA3BUTHEM:

— paxurta y fieteii (o3sHee
npope3sbiBaHue 3y00B,
HapyLIeHre KocTeoOpa3oBaHus,
He3apallleHre POIHUYKA U JIp.);

— 0CTeOMaJISILIUK, OCTEOI0PO3a
Y B3POCIIBIX (YCHIIMBAETCS
BbIMbIBaHUe Ca?" u3
OpraHu3sma);

— cyzopor

I'mnepkanbuyeMus
COTIPOBOKAAETCS:
1. I36BITOYHBIM
OTJIO)KEHMEM COJIei
KaJIbIIMS B TKAHAX
JIeTKHX, TI0YeK,
cepzla, CocysioB
(xanpuudukanus).
2. OcTeonopo3om.
3. MoyekaMeHHOM1
601e3HbI0

Omnpenenenvie cozmepxanus 1,25-muruzipokcukanbuydepona MpUMEHSAeTCS IS
nuddepeHINaTBHONM ANATHOCTUKY IEPBUYHOTO THUNEPIIaPATHPEOUIN3Ma U TUIepPKajlb-
[IMeMHH TIPY paKe, Ui OTan4Yus D-3aBucuMOro paxura ot D-pe3ncTeHTHOro, A1 MO-
HUTOPUHTA GOBHBIX C XPOHUYECKOU TI0YeYHOM HeZJOCTaTOUHOCTBIO.

BurtamuH E

Butamus E (ToKodepoi) BcackiBaeTcs M3 KUIIEYHUKA, B COCTaBe XMJIOMUKPOHOB
nonaznaet B iuMey u oOMeHnBaercsi B Kposu ¢ JITTHII u ApyrumMu JTUMONPOTEMHAMHU.
BuramuH E (puc. 181) HaxomuTcs BO BCeX TKaHAX OpraHM3Ma, HO OOJIbIe BCEro ero
B )KUPOBO# TKaHu, [THC, Mbliiax u nedenu (tabi. 32).
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Puc. 181. Crpoenue Buramuna E

HaubosbIneit BATAMUHHOM aKTUBHOCTBIO 00/1a/1AI0T ¢t-, B-, Y-, 8-TOKOdepobl, Ha-
MOOJIbIIIe AaHTUOKCUITAHTHBIE CBOMCTBA MPUCYIIU O-TOKOEPOITy.

TvnoBuTamMuHO3 E BO3MOXEH TpU HacJe[CTBEHHOH abeTaqunonpoTernHeMUH,
BCJIEJICTBYE HApYIIEHWs TPAHCIOPTAa BUTAMUHA, NPU 3TOM DPA3BUBAETCS] MBINIEYHAsS

c1a060CThb ¥ MBIIIEYHAS TUIIOTOHHS.

Tabnuya 32

YyacTtue BuramuHa E B 0GMeHHBIX nponoeccax

VYuacTtue B 06MeHe BellecTB

HpI/IBHaKI/I T'UI0- U TMIIepBUTAMUHO30B

1. O61azaeT BLICOKOM aHTUOKCH-
JaHTHOH aKTUBHOCTBIO: 3aXBaThIBAeT
HecTapeHHble 3JIeKTPOHbI aKTHBHBIX
bopm kucnopoza.

2. TopMO3UT ITepeKNCHOe OKUCIIeHNe
HeHachwImeHHBIX KK, Bxoasammx

B COCTaB KJIETOYHBIX U CyOKJIETOYHBIX
MeMOpaH (CHMXXaeT yPOBEeHb OKUCIIH-
TesIbHOTO noBpexaenus JIITHIT u tem
CaMbIM NPEMATCTBYeT Pa3BUTHIO
aTepoCKIepo3a).

3. BoccraHaBivBaeT BUTaMUH A U
KO03H3uUM Q.

4. CTuMynupyeT CUHTe3 remMa U rem-
conepxamux GpepMeHTOB.

5. CHmxaeT a/ire3nBHO-arperupyo-
I[1e CBOMCTBA KPOBSAHBIX IIACTUHOK
1 06J1aiaeT MPOTPOMOHH-CBSI3bIBAIO-
el aKTUBHOCTBIO.
6.AHTHOKCHIAHTHBIE QYHKIIUU BUTA-
MMHa E conpskeHsI ¢ celeHoM, KOTO-
PbIii BXOAUT B cocTaB pocomumm-
TJyTaTUOHNePOKCHUAA3bI U TITyTa-
THOHIEPOKCHAA3bI

IIpusnaky runoBuTamMmuHo3a E:

1. IToBpexeHne MbIIIEYHbIX BOJIOKOH U HEMPOHOB.
2. IToBpexzeHue GBICTPO MPOTHpePUPYIOIINX KIETOK
TeaToOLUTOB, CIePMAaTOr€HHOT'O SIUTENs, SIUTEeIUA
He(POHOB.

3. TkaHeBas T'UIIOKCUY B OPTraHaXx C BBICOKOU
HOTPeGHOCTHIO B KUCIOPOZE.

4. YcuneHHOe paspylleHre 3pUTPOLUTOB, CBA3aHHOE
C HapyLIeHHeM CTabUIBHOCTU UX MeMOpaH, COIpo-
BOXKZAIoLleecst Pa3BUTHEM FeMOJIUTUYECKON aHEMUH.
5. Bo3MoxxHa flereHepanus ceT4aTKU I71a3a BCIe[CTBUe
BTOPUYHOTO HapyLIeHHs: 0OMeHa BUTAMUHA A.

5. CKJIOHHOCTb K BBIKM/BILIAM Y JKeHIIHH.

6. PaHHUMII TOKCHKO3 GepeMeHHOCTH.

7. HekpobuoTHYeCKUe N3MEHeHHUs B TelaToLuTax,
KaHaJIbLIeBOM 3IIUTeJIUU [I0YeK C pa3BUTHEM
rernaToHeKPO30B 1 HePOTHYECKOr0 CUHAPOMA

Ipu runepBuTamuHo3e E oTmeuaercs TpoMbouuTo-
NeHNA ¥ TUIOKOAaryIauus (MocaeAHAs CBA3aHa

€ Ha-pylIeHreM BcacblBaHUA BUTaMuHa K),
ocrabeHre CyMepeYHOro 3peHus U3-3a aHTaroHU3Ma
C BUTAMUHOM A, IUCIeNICHYecKye sBJIeHNs,
TUIOTJIMKEMHUs, C/1a-60CTh, FONI0BHASA 60JIb, CYOPOTH
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Buramun K

Butamus K (HadTOXMHOH, aHTUreMOpparnyecKuil) Ha3bIBAIOT ellle BUTAMUHOM KO-
arynanuy. O umeet 2 GopMel ectecTBeHHOro nporcxoxzenus (K, u K,) u Heckonbko
cuHTe3upoBaHHEIX ¢popM (puc. 182). Butamun K, cunTesupyercs B pactenusx, K, —
B OpraHu3Me 4eJiOBeKa CanmpoPUTHBIMU OAaKTepUSMU B TOHKOM OT/iesle KUIIeYHUKa,

d TaK)Xe KJIETKaMU II€4YE€HU.

Puc. 182. Buramun K|

Jlisi BcachiBaHMSI BUTAMHMHA HEOOXOAUMBI JKeTJHbIe KUCIOTHI, €ro TPAHCIOPT
B KPOBb OCYIECTBJISIETCS [PU YYaCTUX XMJIOMUKPOHOB, a U3 KPOBU B TKAHU OH TPaH-
CIIOPTUPYETCS TIPU yYacTuu aabOymMuHoB (Tabi. 33). CyrouHasi mOTPeGHOCTh B BUTA-

muHe K cocraBisier 1—2 Mr.

Tabnuya 33

Yyactue BuTamuHa K B 00MeHHbIX mponeccax

YuacTue B 06MeHe

HpI/IBHaKPl TUIIOBUTAMHHO3a

1. Vuacrsyer B cuHTe3e 4-X GaKTOpPOB CBEPTHI-
BaHMA KpoBU: Ipotpom6uHa (II), IpOKOHBEPTH-
Ha (VII), pakropa Kpucrmaca (IX), dpaxropa
ITpayspa—CrioapTa (X).

2. KodepMeHT raMma-TJIyTaMUIKapOOKCHIA3bL.
3. Auasnor KoQ y 6akrepwuii.

4. AktuBaTOp GpepMEHTOB IOKEYAOYHOM JKe-
Jie3bl (aMuIa3bl, IUNa3bl), KAIIeYHUKa (3HTepo-
KUHa3bl), menodHoi Gocdarasel, ATD-a3bl,
KpeaTVHKMHA3BL.

5. V4acTBYyeT B CHHTe3e GeNIKOB, CBA3BIBAIOIINX
KaJbLWii B II71a3Me KPOBU U TKaHAX — OCTeo-
KanbpuuHa, Gla-mpoTenHa B MaTpUKCe KOCTHON
TKaHU

1. CuHSAKY, KDOBOTOUMBOCTD PU HeGOIIb-
VX IOBPEX/IEHUSAX, TeMOPParuy y HOBO-
PO’K/JIEHHBIX (IO TIOSABJIEHUS MUKPODIOPHI
B KHIIEYHKKe), IETKOCTb 00pa30BaHus re-
MaToM; KPOBOTOUMBOCTb ZIeCeH; HOCOBBIE,
BHyTpPeHHHEe KPOBOTeueHHs (KpOBOTOYAIAS
13Ba JKeNyAKa); 0OUIbHBIE, 6ONe3HEeHHbIe
MEHCTpPYaL¥H, IPOJOJIKUTENIBHOCTBIO CBBI-
IIe 5 {Hel; aHeMST; TPeIVHbI IPSIMOK
KUIIKY; KPOBb B aHAJIM3€ MOYH.

2. YBenuueHue PUCKa Pa3BUTHUSA [IEPEJIOMOB,
0CTeoIopo3a

AnTtuBuTamMuHBI K: 1MKyMapos, canuuunaoBas
KucyoTa, Bappapun

CprKTyprIe aHaJsioru BuTamuHa K:
BUKACOJI
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rOPMOHBDI

Bce xuMuYecKye MOCPeAHUKY, Peryupyoomye oOMeH BelecTB U Pa3BUTHe Opra-
HM3Ma, MOKHO YCJIOBHO Pas/ie/IuTh Ha TOPMOHBI, ZefiCTBYOLINe S9HJOKPUHHO, U TKaHe-
Bble TOPMOHBI, OKa3bIBAIOIIVe TaPaKPUHHOE, ayTOKPUHHOE U IpyTre BU/bl BIUSHNS Ha
KJIeTKU.

TopMOHBI — 6MOJIOTNYeCKU aKTUBHbIE BeLlleCTBA, CHHTE3UPYIOLINecs B )XeJle3ax BHY-
TpPeHHell CeKpellny, BbIAeNAIOIMecs] B KPOBb ¥ PeryIupyoliue oO6MeH BelecTB B Opra-
HU3Me.

XapaKkTepUCTHKA H KIACCH(PHUKAINS TOPMOHOB

JI71s1 TOpPMOHOB XapaKTepHbI:

1) IUCTaHTHOCTH NEHCTBUS;

2) cTporas crerupuIHOCTb (TOPMOH KOMILJIEMEHTAPEH PELenTopy);

3) BbICOKast 6MOJIOTMYeCcKasi aKTUBHOCTh (MPOSIBIISAIOT CBOE OUOJIOrUYEecKoe JieficTBre
B HAYTO)XHO MaJbIX KOHLeHTpauuax — oT 107¢ no 10~1°Monb/n);

4) 3aMeHUTb OJJIH TOPMOH JIPYTUM HeJlb3f.

Kiraccu(ukamuu ropMOHOB

. AHaToMHuYecKass KinaccupuKanus — B3aBUCHMOCTM OT MeCTa UX CHHTe3a
(tab. 34).

Tabnuya 34
AHaTroMuYeckas KiaccupuKanys ropMOHOB
JKene3bl BHyTpeHHeN
TopMOHBI
CeKkpennn
IunoTanamyc JIuGepuHb! (cOMaTONMOEPHUHBL, MeaHOIUOEPUHEI,
HPOJIAKTOINGEPUHBI, KOPTUKOIUGEPUHBI, THPOIUOEPHHB,
rOHa/[0MHOePHHbI)
CraTuHbl (COMaTOCTaTHH, MEJIAaHOCTATHH, TPOJIAKTOCTATHH)
Tuno¢us:
Apenorunopus TUpPeOTPONHBIN, TUIOTPOIHBIN.
(nepenHsas f0714) ANpeHOKOPTUKOTPOIHBIH.
TonazioTponuHsb! (GOJITUKYIOCTUMYTUPYIONIUH,
JIOTeNHU3UPYIOMUH ).
CoMaToTpOIHBIA.
JIakTOTpONHBIH (TPOJAKTUH)
CpenHsas fons MenaHOIUTCTUMYIHPYIOIie TOPMOHBI (MeNaHOTPOTIHHbI)
Heiiporumnodus BasonpeccrH, OKCUTOLMH (CUHTE3UPYIOTCA B HEHPOHAX, UAYIIUX OT
(3azmHAA [0719) TUINOTAJIaMyca, ¥ TPAHCIOPTUPYIOTCS B 3a/THIOI0 10JTI0 TUOh13a)
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Oxonzanue mabn. 34

JKenesnl BHyTpeHHEH
CeKpeLuu

TopmonbI

dnudus

MenaToHUH

IluToBUAHAA XKese3a

ﬁoncouepmamne TOPMOHBI (TUPOKCUH, TPUHOATUPOHNH)
KanbruroHuH

ITapamuroBuziHas
xeje3a

[TapaTropmoH

Tumyc (BUI0YKOBAsA
xKese3a)

Tumosun, TMMoOnoaTHH I 1 II, TUMOCTEpUH, TOMEOCTaTUYeCKUAN
THMYCHBII TOPMOH, TUMYCHBII T'YMOpaJIbHbIH pakTop

ITomxenynouHas
JXKese3a

I/IHCYJII/IH, TJIIOKArOH

HaanoyeyHuku:
KopkoBoe Be1ecTso

Mos3rosoe BelecTso

Koprukocrepouzb! (TIIOKOKOPTUKOUbI, MUHEPATOKOPTUKOKIbI)
ITooBBIE TOPMOHBI

KaTtexonaMuHb! (afipeHaInH, HOpaJpeHalnuH)

CeMeHHUKU

AH7IpoTeHBI (TeCTOCTepOH, aH/IPOCTEPOH)

SAnyHUKYT

DcTporeHsl (3CTPOH, 3CTPAAUOIL, CTPUOI),
IIPOreCTHHbI (TIPOrecTepoH)

II. Knaccugukanus ropMOHOB 10 XHMHUY€CKOMY CTPOEHHIO:

1. BenkoBo-nenTUAHbIE:

a) CJIOKHbIe OeJIKM — TJIMKONPOTEeNHbI ((POIIMKYIOCTUMYIUPYIOLIUI TOPMOH, TH-
PeOTPONNH, TIOTeOHU3UPYIOLIN TOPMOH);

6) mpoctble 6enku: mponaktuH, CTT, MHCYINH;

B) nentuzbl — AKTT, riokaros, KaJabLUUTOHUH, Ba30IPeCCHH, OKCUTOLUH, COMa-

TOCTATHUH.

2. IIpon3Bo/iHbIe aMUHOKUCIIOT:

a) deHmnaNaHVHA ¥ TUPO3WHA — KaTeXO0JaMUHBI, THPEOU/IHblE TOPMOHB;

6) Tpuntodara — MeJTaTOHWH.

3. CrepouziHble TOPMOHBL:

a) KOPTUKOCTePOU bl (TTTIOKOKOPTUKOU/IbI, MUHEPAJIOKOPTUKOU/IBI);

0) 10JI0BbIE TOPMOHBI (aH/IPOTEHBI, 3CTPOreHbI);

B) IMTMIPOOKCUKanbuudepon (ropmon sutamuna D — 1,25 (OH),D).

I1I. Knaccudukanysi ropMOHOB 10 GHOIOrNYeCKUM QYHKIMAM:

1. TopMoOHBI, perynupyouye 06MeH 6eJKOB, JXUPOB, YIIeBOOB (MHCYJIUH, ITTIOKa-
TOH, a[ipeHaIvH, TTIIOKOKOPTUKOU b, TUPOKCcUH, CTT).

2. TOpMOHBI, peryiupyolye BOAHO-CONeBOi 0OMeH (MUHEpPaJOKOPTUKOU/IBI, Ba-

30IIPeCCUH).

3. TopMOHBI, peryaupyoiie ooMeH Kanbuus u ¢pocdopa (mapaTropMoH, Kajbly-

TOHUH).

4. TOpMOHBI, Peryavpyoliie PenpoAyKTUBHYI0 QYHKLUUIO (TOHaZOTPONKHBI, aH-
I POT€eHbI, 3CTPOTeHbl, IPOTeCTHHbI).
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5. TopMoHBI, perynupyoiye GpyHKIMY SHAOKPUHHBIX JKeJie3 (JTMOeprHbI 1 CTaTh-
HbI TMIIOTaIaMyca, TPOIHble TOPMOHBI runodu3a).

IV. Knaccudpukanyusa ropMoHOB 10 MeXaHM3MY INepeJadd ropMOHAJIbLHOTO
CUrHana:

1. TIpoHMKAIOT Yepe3 KJIeTOYHYI0 MeMOpaHy (CTepOHIHbIe TOPMOHBI, HOATUPOHUHBI).

SIBNsIOTCS TUMOGUIBHBIMY BelleCTBAaMH. Peanu3yroT cBoil 3pQeKT 1Mo [UTO301b-
HOMY MeXaHU3MY.

2. He npoHMKAIOT Yepe3 KJIeTOUHy0 MeMOpaHy.

PerjenTopbl HaXOZAATCSA HA MOBEPXHOCTH KJIETOYHOH MeMOpaHbl. Peann3yioT cBoi
3¢ deKT no MeMOpaHHO-BHYTPUKJIETOUHOMY MeXaHU3MY Yepe3 OCPeHUKOB.

V. Knaccudukanys ropMOHOB 10 MEXaHU3MY pPeryasiiii MeTaboniusma:

1. I3MeHSAI0T IPOHMIIaeMOCTb KJIETOYHBIX MeMOpaH.

TOpMOHBI PETYIUPYIOT CKOPOCTb 06ieryeHHOM 11 Py3un, U3MeHsIS YUCIIO0 AOCTYII-
HBIX [IEPEHOCYMKOB BellecTB yepe3 MeMOpaHbl. Harnpumep, MHCYIMH MOBBIIAET CKO-
POCTb TPAHCMIOPTA [MIIOKO3bI B XXMPOBBIX U MBIIIEYHBIX TKAHAX, HHAYLHAPYA MOCTYILIe-
HYe TJIFOKO3HBIX epeHocunKoB (GLUT-4) u3 uTo3071s B MeMOpaHy KJIETOK.

2. VI3MeHSI0T aKTUBHOCTb (GepPMEHTOB 110 CPOYHOMY MeXaHHU3MY IIyTeM aKTHUBAL[N
WM UHTHOUpoBanus (cM. pasz. 19).

3. VI3MEeHSIIOT KOJIMYeCcTBO (pepMEHTOB 110 Me/ITIEHHOMY MEXaHU3MY IyTeM Peryis-
LUK CKOPOCTH CHHTe3a 6eKOB-epMeHTOB.

4. CKopoCTh pepMEHTATUBHBIX PeaKIMil 3aBUCUT TaK)Xe OT MHTEHCUBHOCTHU pacma-
na pepMeHTOB.

TKaHU-MHIIEHH — 5TO TKaHH, B KOTOPBIX TOPMOH CIIOCOOCTBYET Pa3BUTHIO CIIEIU-
dudeckux GMOXUMUYECKUX WM QU3HOJIOTHYECKUX peakuuid. KieTku TKkaHei-mMuIme-
Hell coziepaT peLenTopsl K OIpe/ieIeHHOMY FOPMOHY.

PenenTopbl — 3TO MHTErPaJibHbIe CUCTEMBbI KJIETOYHBIX MeMOpaH, BOCIIPUHUMAIO-
1ye, mpeoOpasyroliie 1 epefaolive B KIeTKy HHGOPMaluio. Y3HaoIast 4acThb: yrie-
BOJZIHbIe KOMITIOHeHTHI I'T1.

Knaccudukanus penenTopos 1o JOKAIU3ALHUM:

1) memOpaHHbIe€;

2) nuTONIa3MaTUIeCKUe;

3) AnepHble.

PerieniTopbl TOPMOHOB 0€JIKOBO#T 1 MENTUAHON MPHPO/IbI, 8 TAK)KE KATeXOJIaMIHOB
HaXOZATCS HAa MIOBEPXHOCTU KJIETOYHON MeMOpaHbI, a TOPMOHOB CTEPOUAHOM MPUPO-
OBl — B LIUTO30JI€ U sA1pe.

Knaccudukanus penenTopos 10 CTPOEHHIO U MEXaHU3MY el CTBUSA:

1. Penenitopel, o6sanaromue cobCcTBeHHO!M pepMeHTaTUBHON aKTUBHOCTEIO. IIpen-
CcTaBJIeHbI 6eJIKaMU, UMEIOIIMMY O/JHY TPaHCMeMOPaHHYIO NOJUNENTHAHYIO Liellb. BHe-
KJIETOUHBIY JIOMEH peLlenTopa CBA3bIBAETCA C TOPMOHOM. BHYTPUKJIETOUHBIA JOMEH
ob6saziaeT cOGCTBEHHO! pepMeHTaTUBHOM aKTUBHOCTBIO (THPO3MHKMHA3a). Hampumep,
pelienTopbl MHCYIMHA (peaknus ayTopocopuInpoBaHus).

2. Peuentopsl, CBA3aHHbIE C MOHHBIMK KaHasaMu. CBA3bIBaHME JIMTAHZA BeZeT
K OTKPBITHUIO KaHaja Ans noHos Ca?*, Na*, K.

3. PeneniTopbl, conpsbkeHHble ¢ G-6eKaMy ¥ epeiatoliie CUTHal Ha GenKu-3¢-
dexTopsl. B pe3ynbraTe M3MeHseTCs COZiepyKaHe BTOPHYHBIX TOCPEAHUKOB MU KO-
HOB. DepmeHTamMu-3QdexkTopaMu ABJAIOTCA afeHUNATIMKIA3a, I'yaHWIATLMK/Ia3a,
docdonumnaza C, nTMD-docdhoauacrepasa.
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MexaHHu3M JE€NUCTBUSA TOPMOHOB

BoizenaioT MeMOpaHHO-BHYTPUKJIETOYHBIH 1 IUTO30JIbHBIN MEXaHU3MBbI JIeHCTBUS
TOPMOHOB.

Memopanno-6HYMPUKNEINOUHBLIL MEeXAHUIM OeTICMEUs
20PMOHOG

TOpMOH CBA3BIBAETCA C PeLenTOPOM Ha IOBEPXHOCTHU KJIETOYHOI MeMOpaHbl, 06pa-
3yeTCs aKTUBHBINM TOPMOH-PeLleITOPHBIN KOMITIEKC, B pe3y/bTaTe N3MeHAeTCs KOHIIeH-
Tpalya BTOPUYHBIX IOCPeIHUKOB (BTOPUYHBIX MeCCeH/XXepoB) B KJIeTKe U 3aIlycKaeT-
€51 KaCKa/{HbII1 MeXaHU3M M3MeHEeHUs aKTUBHOCTH (pepMeHTOB.

OcHOBHbIe BH/Ibl BTOPUYHBIX IOCPEeIJHUKOB (MeCCeHKepPOoB):

1) nuxnnueckue Hykaeotuab! (MAM® u nTM®);

2) MeTab0uThl GOCPOTHANTMHO3UTOIA: MHOZUTONTPUPOCHAT U TUAIIIITTIUALIEPOJT;

3) nonnl Ca*';

4) rassl (NO, CO).

Craguu mepefayd ropMOHAJIbLHOIO CHTHajla C y4acTHeM pelenTopoB, CO-
MPSI3KeHHbIX ¢ G-0eIKamu:

I cramusi. O6pa3oBaHKe TOPMOH-PELENTOPHOTO KOMILIEKCa TPUBOJUT K aKTUBALIU
G-6eKOB, HAXOAMMXCS HA BHYTPEHHE! OBEPXHOCTH KJIETOYHOU MeMOpaHBI.

II cragusi. AkTuBanusi ¢pepmeHta-adppexropa (ameHUIaTHUKIa3bl, Gocdonumna-
3bl C) 1 06pa3oBaHIe BTOPUIHBIX MeCCEH/PKEPOB.

III cragusi. O6pa3oBaHue aKTHMBHOM MPOTEMHKMHA3bI, KOTOpas dpochopunupyer
crenvduieckye OeNK, U3MeHsS UX KaTaIUTHYeCKYI0 aKTUBHOCTb.

G-6enku (aurn. G-profeins) — 3T0 ceMeicTBO onuromepHbix ['T®-cBs3bIBaIO-
mux 6enKoB, QYHKIIMOHUPYIOMUX BO BHYTPUKJIETOYHBIX CHTHAJbHBIX Kackazax. Co-
CTOAT U3 Tpex cyObenuHuIL: o, B, y. CBA3bIBaHUE C HYKJIEOTUAOM IIPOUCXOAUT Yepe3
o-cyobenununy (puc. 183).

© Wb p

ity ® v ity

Puc. 183. Ponb G-6enkoB B epenade ropMoHanbHoOro curuana (kosnesa O. B. [u zp.], 2009)
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G-6enxu-TI® + I'TO — G-6enku-I'T® + IO

HeakTUBHBIN KOMIUIEKC ~AKTUBHBIA KOMILIEKC

Gs-6eJIKy CTUMYJIMPYIOT a/leHUIaTIKIa3y, Gi-6eIKu HHIuOUpyoT ee.

Iuka akTuBanum G-6eka:

1) daza nokos;

2) TOPMOH IPHUCOEANHSETCS K PelenTopy ¢ 00pa3oBaHIeM rOPMOH-PELeNTOPHOTO
KOMILJIEKCa;

3) G-6enok B3aMMOZEICTBYET ¢ KOMIUIEKCOM TOPMOH-DELeNTOp, O-CyObeanHuIa
TepsieT cpoACcTBO k [[1D;

4) a-cyobemunuia npucoeaunsier [TO;

5) o-cyObenuHUIA AUCCOLUUPYET OT Py-KOMIUIEKca W aKTUBHpYeT dpepMeHT-3¢-
dbekTop;

6) a-cyobeaununa ruapousyer ['TO o IZI® u TepsieT cmocob6HOCTb aKTUBUPO-
BaThb 3dpdexTop;

Nanee o-TI® B3auMozieiicTBYeT ¢ By-KOMILJIEKCOM ¥ CHOBA 00pa3yeT TPUMMePHBIi
G-6enok (puc. 183).

Hi Haxkmusauus ZOPMOHATIbHOZ0 CUZHANA

B pesysnbrate 06pa3oBaHKs TOPMOH-DPELiENTOPHOIO KOMILIEKCa O-CyObeauHuUIA
nposienser I'T®-a3Hyr0 akTMBHOCTL ¥ Npoucxoaut ruaponus [T go II® u H,PO,.
[Mocne ruapomuza ['T® G-6enok BoCCTaHABIMBAET CBOK KOHMOPMAIMIO U TlepecTaeT
aKTMBHMPOBATh afleHUJIATIMKIa3y. B pe3yibraTe mpekpamaeTcs peakuus o6pa3oBaHuUs
HAM®.

Copepxanue HAM® B KJieTKe CHIKaeTcs B pe3ysbTare rugpoansa TAM® no AM®
ozt netictBueM pocdoamacrepassl (puc. 184).

HMedochopunuposanme pepMeHTOB KaTaausupyercs nporenHdocdarazamu.

Pezynauua axkmuénocmu gpepmennmos ¢ nOMousbo
UUKTUUECKUX HYKTEeOMUOOE8

Kommeke I'T®-o-cybbenuuuna cBssbiBaercsi ¢ pepmeHToM-3pHeKTopoM ajieHu-
JIATIVKJIa3011 U aKTUBUPYeT ee.

AneHuNaTHUKIA3a fBIAETCA WHTErPAJbHBIM OEJKOM C aKTHBHBIM ILIEHTPOM Ha
IIUTO30JIbHOI MOBEPXHOCTH KJIETOUHOI MeMOpaHbl, CYIIeCTBYeT B BH/E HECKOJIbKUX
uzodopm, katanuszupyet cuaTe3 TAM® u3 ATO.

HAM® runponusyercs B OTCYTCTBUM KOMILJIEKCA TOPMOH-peLeiTop NIPY y4acTUH
docdoamacrepassl (cM. puc. 184).

HAM® akTUBHpYeT MPOTeMHKUHA3y A, KOTOpasi COCTOMT U3 4-X CyOBeAUHUIL: 2-X
perynaTopHeIx (2 R) u 2-x katanutudeckux (2 C) (puc. 185).

Terpamep nporenHKHHa3bl A (R,C,) HeakTuBeH. TAM® npucoeaunsercs k R-cyon-
eZIMHUI[AM U BbI3bIBaeT AUCCOLMALIMI0 KOMIUIEKCA € BbICBOOGOXIeHeM C-cyObenHuL,
KOTOPBIe 00J1a/1al0T KaTaIUTUIeCKON aKTUBHOCTBIO.

B GonbmrHCTBe TKaHel Ouoxumudeckue u ¢usnosorudeckrie 3¢pdextol TAMD
u 1I'M® nporusomnosnoxuel. Hanpumep, TAM® cTuMynupyeT COKpaiieHus cepedHoM
Mblmel, II'M® — topmo3uT; uTM® cTUMyIMpYyeT COKpallleHUs TIafAKUX MBI K-
meyHuka, TAM® — nozasiser.

IIpoTeMHKHHA3bl — 0OJblIas rpynna (pepMeHTOB, KaTaJU3UPYIOIUX TepeHOoC
KOHIeBOro ocratka pocdata ¢ AT® Ha pa3muyHble IPYIIILI B CTPYKTYpe Oenka.
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Puc. 184. Cxema cunTe3a u nHaktusanuu HAM® (fAxosnesa O. B. [u ap.], 2009)

DR . @ € | D
B*e uAM®  § R = (3 aramrsocran cyovommn

MpotenHknHaza A MpoTeMHkuHasa A
(HeakTUBHaRA) (axTMBHaR)

Puc. 185. Cxema aKTUBaLK IPOTEUHKHUHA3bI A

Ilepenaya curHajua oT MeMOpPaHHOTO perenrtopa depe3 G-6esok Ha ¢pepMeHT afie-
HUJIATLUMKIIA3y CIYXXUT NPUMMepoM KacKaJHOM CHCTeMbl ycuaeHus curHana. OnHa Mo-
JIeKyJ1a, aKTUBUPYIOIAs PeLieNTOp, MOXeT «BKJII0YaTh» HECKOJIbKO G-0eJIKOB, U 3aTeM
KaX/IbIil 13 HUX aKTHBHUPYeT HEeCKOJbKO MOJIEKYJT aZleHHJIaTIUKIIa3bl ¢ 00pa30BaHUEM
ThICAY MOJIeKy1 HTAM®. Takum o6pa3om, 1 MoJieKysia apeHaIuHa U3 KJIEeTKH Te4eHH
crioco6cTBYyeT BbIcBOOOXAeHHIO 10 000 MOJIEKYJI TJIFOKO3BL.

Pezynauyusa pacnada 2rukozena

[JTI0KaroH Wiy afipeHaluH CBSA3bIBAETCS C PellenTopaMy Ha I1a3MaTHIecKoi MeM-
OpaHe U aKTUBUpYeT IpH yyacTuu G-6eska aleHUIATIUKIIA3y, KOTOpas KaTaJu3upyeT
ob6pasoBanre TAM® u3 AT® (puc. 186). [lasee cieyeT KacKa/| peaKiuii, TPUBOASAIINI
K $ochOPUIMPOBAHUIO KITFOUEBBIX pepPMEHTOB 0OMeHa TJIMKOreHa, B pe3ysbTaTe 4ero
IPOMCXO/UT aKTUBALUSA IITUKOreH(POocPOopuIassl 1 MHITMOMPOBAHUE ITIMKOTeHCUHTA3bI.
DTO NPUBOJUT K aKTUBALIMY Pacliazia INIMKOreHa 1 00pa30BaHuIo I7I0K030-1-docdara,
KOTOPBIH MpeBpaIaeTcs B TIIOK030-6-pocdart. 3aTeM 1oJ| BIUSHUEM TJII0K030-6-poc-
¢aTa3el 06pasyerca cBoOOAHAA IMTIOKO3a (B MeYeHU U MOYKAX), CIOCOOHAS BBIATU U3
KJIETOK B KPOBb.
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TopMoH (azpeHaInH 1/1}1111 [JII0KaroH) + Perenrtop
aKTUBHBIY FTOPMOH — PeLeNITOPHBIA KOMILJIEKC
G-6enku-TI® + I'TD _i) G-6enku-I'T® + I'IP
aKTUBALVS aleHUJIATIUKIIa3bl
ATO — HITM(D + PPi
aKTUBaLWA IPOTENHKUHA3b! A
aKTHBaUuUs K1Ha3bl Gochopunasel docdoprpoBaHre IITUKOTeHCHHTA3bI

docpopunposanue pochopunasst | aKTMBHOCTH TTIMKOTeHCHHTA3bI
(obpa3oBaHue aKTUBHOI GOPMBI): !

¢dochopunasza B + 4ATO — Ppocdopunasza A + | cuHTe3a rIMKOreHa
+4A0D .

! pacnana rnukorena: riMKoreH — rmoko30-1-gpocdar
| docdormoromyTaza
TJTI0K030-6-pocdaTt
| rm0K030-6-docdaraza
! ypoBens roko3b1 B KpoBH

Puc. 186. Posib KOHTPUHCY/ISIPHBIX TOPMOHOB B 0OMeHe ITUKOTeHa

Takum 06pa3oM, ITTIOKAaroH 1 aJipeHaliH, CTUMYJIUPYS B Ie4eHH pacia/ INIMKOreHa,
CIIOCOOCTBYIOT MO//IEPYKAHHIO YPOBHS TIIFOKO3bI B KPOBU.

Pezynauusn c nOMOWBI0 MEMadOAUMOoE
Pocpamuourunosumona

Perenirops! MeMOpaH 4epe3 G-6esku MOTyT OBITh cBsA3aHBI ¢ Goconmmnazoii C.

®ocdonunasa C siBisercs GpepMeHTOM I1a3MaTUUeCKOi Membpanbl. Karammisu-
pyer ruziposiu3 MeMbpaHHoro unuaa GpocdatTuaunuHosuTon-4,5-6uchocdara c obpa-
30BaHUEM [IBYX BTOPUIHBIX IOCPEAHUKOB: HHO3UTOI-1,4,5-Tpudocdarta (UTD) u JAT
(puc. 187).

WHoszuton-1,4,5-tpudocdat siBiseTcsi BOJOPACTBOPUMOI MOJIEKYTIOM, MOCTYIAI0-
11eii 13 MeMOpaHsI B [IUTO30JIb, I7ie OHA CBA3BIBAETCA CO CrelPIIeCKIMHU peLienTopa-
MM U CIIOCOOCTBYeT BbiCBOOOKAeHMI0 Ca?* u3 DIIP. Ca’ mpucoequHsieTcs: K KabIuii-
CBSI3BIBAMOIIMM GesIKaM, K KOTOPBIM OTHOCUTCS KaJbMOAyIiH (puc. 188).

KanbMonynuH uMeet 4 KaabluicBA3bIBaOIUX LeHTpa. Kommekc 4 Ca**-kaabMo-
IyJvH He o61anaer GepMeHTaTBHON aKTUBHOCTBIO, HO €r0 B3aMMO/IefiCTBHe C pa3iny-
HbIMH OesKaMu ¥ GepMeHTaMU IPUBOJUT K UX aKTUBALIWK.

KanbmonynuH-3aBucumast nporernkuHasa (K3IT) dochopumupyer psn Genxos,
perynupymomux Metaboan3M, MPOHUIIaeMOCTh MeMOpaH /17l MOHOB, CHHTe3 HelipoMe-
IAaTOPOB.
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Puc.187. Ponb ¢pochonumnassl C B obpazoBaruu JAT u UTD

Pacmerienne pocharuaununosurontuchocdara
{ pocponunaza C

/ \>
HUT® (uxozuronrpudocdar) JAT (nuanunriniepuH)
croco6CTByeT BbIcBOOOKeHH 0 Ca?*
3 BIIP ITporennkunasa C

obpasyercst 4 Ca* -KaJIbMOJTyJIMH

dochopunrpoBanve GeNKOB-HEPMEHTOB
+ HeakTuBHasa K311

4 Ca**kanpmopynuH-K3I1

> M3MeHeHHe aKTUBHOCTH
(aKTHUBHBIN KOMILJIEKC)

¢dbepmeHTOB

docpoprpoBatue 6eIKOB-HepMEHTOB
Pennukanusa [JHK, muto3s,
U3MEeHeHHe aKTUBHOCTH (pepPMEHTOB CBepThIBaHUE KPOBU

Puc. 188. Peryssius MmeTaboM3mMa 0py y4acTHH BTOPHYHBIX TocpeaHKkoB UTO u AT

Kommeke 4 Ca?*-KalbMOIY/IUH aKTUBUPYeT MeMOpaHHYIO KaslblUi3aBHCHMYIO
AT®-azy, koTopas nepeMelaeTr KaJbLii U3 HUTO30J15, U TAKMM 00pa30M, IpeKpania-
eTcs [efCTBYe YIIPABJIAIOLIero CUrHaIa.

JAT — runpodobHast MoJieKyJia, akTHBUPYeT MpoTenHKuHa3sy C.

Hekoropsle pyHKINM MTPOTENHKUHA3EI C:

1) akTuBupyer Na*/H*-00MeHHBII1 HACOC MJIa3MaTUYeCKOi MeMOpaHbI;
2) u3MeHsieT MPOHUI[AeMOCTb MeMOpaH HeliPOHOB;
3) ycunuBaeT TPaHCKPUILUIO OIIPeZie/IeHHBIX FeHOB.
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ITumo301bHBLLMEeXAHUIM 0etiCmMEUA 20PMOHOE8

[TuTo3071bHBINA MexaHU3M JeiicTBus (puc. 189) xapakTepeH i1 TOPMOHOB, CIIO-
COOHBIX IPOHUKATH Yepe3 JIUMUIHBIN CJI0H MIa3MaTHYecKoil MeMOpaHbI (CTepOUIHbIe
TOMOHBI — KOPTHUKOCTEPOUbI 1 ITOJIOBbI€ TOPMOHBI, KaJIbIUTPUOJI; TUPEONAHbIE I'OP-
MOHBI — TUPOKCHH U TPUHOATUPOHUH).

Penenrop
[

Anpo
CreponpHbIi
TOPMOH JHK
-:
——i—
]
IIuTonnasma
Pubocoma
Vd
\ MPHK )

Puc. 189. Cxema nieficTBUsI TOPMOHOB 10 [IUTO30JIbHOMY MEXaHU3MY
(CeBepuH E. C. [1 ap.], 2004)

DTansl efCTBHSA TOPMOHOB N0 IUTO30JIbHOMY MEeXaHH3MY:

1. TopMOH MPOHKKAET Yepe3 KIeTOYHYI0 MeMOpaHy U B3aUMO/IEHCTBYET C PelenTo-
POM B LIUTO30JIe WU e KIIeTKH.

2. Obpa3syercsi TOPMOH-PeLenTOPHBIN KOMILIEKC.

3. TopMOH-peLieNTOPHBII KOMIUIEKC IPOHUKAET Yepe3 MeMOpaHy B ALpO.

4. Nsmenserca ckopocTs cuHTe3a JTHK u PHK.

5. VI3MeHseTCA CKOPOCTh TPAHCIIALMY, TO €CTh CKOPOCTh CHHTe3a HOBBIX 0eJKOB-
dbepmeHTOB.

6. VI3MeHseTcst KOJIMYeCcTBO 3THX OeJKOB-(HepMEeHTOB B KJIETKe.

Topmonsl runnogusa

B 3aBucUMOCTH OT MeCTa CHHTe3a Pa3jndaloT FOPMOHBI llepejHel, 3ajHei 1 po-
MeXyTOYHOH ZoJieli runodusa.

Topmonwst nepeoneii oonu cunogpuia

TopmoHbI nepeaHeii 1oy runodu3sa (aeHorunopusa) OCymecTBIAIOT yIIpaBie-
HUe 1 KOOPAUHALVIO JIeATeIbHOCTY BCeX SHAOKPUHHBIX JKese3 opraHu3ma (tabi. 35).

Cexpelisi TOPMOHOB TlepeziHel 1oy runodu3sa HaXOAUTCSA T10/] KOHTPOJIeM THIIO-
Tajlamyca 1 3mudu3a ¥ — ONoCpeZOBaHHO Yepe3 IUIoTanaMyc — JIMMOUYecKoii cucre-
MBI U BhlIesiexaiux otAenoB ITHC, a Takxe MeXaHU3MOB IOJI0KUTeIbHOW U OTpULIa-
TeJIbHOU 06paTHOM CBA3M ¢ neprdepruiecKUMU SHIOKPUHHBIMY JKeJle3aMu.
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Tabnuya 35

CrpoeHue U 6HoJI0rNYecKas pojib TOPMOHOB nepeaHeii 701U runodusa

Topmon

Crpoenne

buonornyeckas poiab

CTT, ropmoH pocra

ITpocroii 6enok
191 amuHOKMCIOTA
Heckonbko u3odpopm

CTuMyMpyeT OCTHATAJIbHBIA POCT Opra-
HU3Ma, CHHTe3 GeJKa, TJIIOKOHeOreHes,
pacmnaj JTUIuzoB

AKTT, KOpTUKOTpOIIMH

TTonmunenTuy
39 aMUHOKUCJIOT

CTuMyupyeT pocT HA/INIOYeYHNKOB
U CUHTe3 KOPTUKOCTEPOUIOB

TTT, TupeoTponuH

InuxonpoTenn
(0~ 11 B-cy6benUHAUIIE)

CruMyupyeT CHTe3 HOATHPOHUHOB

PYIOIIUI TOPMOH

JIrorenHusupyromuii | InukonporenH Y XeHIWH UHAYLUPYeT OBYJIALNIO

TOPMOH (0- 1 B-cyObenuHuIbl) | Y MyXXUIUH HHAYLUPYET CUHTe3 aHAPOTeHOB
B KJleTkax Jleiaura

@onnukynoctuMyn- | [MukomporenH Y JXeHIIMH CTUMYJIMPYeT POCT (OJITUKYIIOB.

(0~ 11 B-cyOBeuHuUIIBD)

Y MyXUMH CTUMYJIUPYeT CliepMaToreHe3

TIponakTux TTpocroii 6esok CruMmyMpyeT pasBUTHE MOJIOYHBIX JKeJsle3
199 aMUHOKUCJIOT U JIAaKTaIIo

JIunoTtpornHbie TTonunenTuabl CTUMYJIMPYIOT JIUIIOJIN3, UCTOYHUK

TOPMOHBI 91 aMMHOKUCIIOTA HHJIOTeHHbBIX OMMATOB (IHKe(aTuHOB

Y 3H/I0PDHHOB)

Hapymenus cunresa CTT

1. FuranT3m — 3abosieBaHue, CBsi3aHHOe ¢ U30bITOUHOM cekpenueit CTT y mereit
¥ IOAPOCTKOB. HaboaeTcst MOBBINIEHHBII IPONOPIMOHAIBHBIN POCT KOCTel CKeJleTa.

2. Akpomeranmusa — 3abojieBaHKe, CBsi3aHHOe ¢ M36bITOYHOU cekperueir CTT
y B3pOCJIbIX. XapaKTepu3yeTcs NaTOJI0rMYeCKUM AUCIIPONIOPLOHATIbHBIM POCTOM KOC-
Tel CKeJleTa, MATKUX TKaHel, BHYTPEHHUX OPraHoB.

3. KapiukoBocTh — 3a607eBaHye, CBA3aHHOE C HeJloCcTaTouHoi cexpereit CTT
y mieTeii 1 moapocTKoB. HabirojaeTcst MOHMKeHHbI POCT KOCTel CKeJeTa.

Topmonwsi 3aoneii oonu cunopusa (netipozunoguia)

Ba3onpeccuH (aHTHAUypeTHdIecKuit TopMoH, AJIl) ¥ OKCHTOLUH 06pasyrTcs
B HEMPOHAX, UAYLUX OT TUIIOTAJaMyca, ¥ TPaHCIIOPTUPYIOTCS [0 aKCOHaM K HEPBHBIM
OKOHYaHHUAM B 3a/IHeil ZIoJie rtunodu3a, I7ie XpaHATCS [0 BBICBOOOX/IeH!s B KPOBb B OT-
BeT Ha HepBHBIN UMIyJbC. [Tocie cvHTe3a B COCTaBe CeKPeTOPHBIX My3bIPBKOB Iepe-
HOCATCSA B HepBHble OKOHYAHUA 3afHell 011 Tunodu3a, U3 KOTOPBIX CeKPeTUPYIOTCs
B KPOBb ITPY CTUMYJIALMY. [T0 XUMUYecKoi Tpupozie 06a rOpMOHA ABJISAIOTCA MeNTHAA-
MH, COCTOAIIMMHU U3 9 aMUHOKHUCIIOT.

Buonoru4eckas pojb Ba3onpeccuHa:

1) Bnuder Ha r1afKyio MyCKyJIaTypy apTepuost (Ba3ompeccopHoe ZiefCTBHe);
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2) YBenuuuBaet peabcopOIHIO BOABI B IIOYKAX.
[Ipu CHIWKEHWH NPOAYKLMK BAa30MpeCcCHMHa Pa3BUBAeTCs HecaxapHbIii nAuader
(diabetes insipid — 6e3BKyCHBIN [r1aber).

Bupl HecaxapHoro guabera

[JeHTpanapHOrO reqesa: HedporeHnsrii:

CHIDKeHue 06pa3oBa- HapyleHue penenuuu AT

HYst ¥ BeIGpoca AJIT B [I0YKaX

B pesyJibTaTe Hapylile- B pe3yJsibTaTe 3a00JIeBaHUA
[OYeK

HUS QYHKIMA
THIIOTaIaMyCa WK
runodusza

CHMITTOMbI HecaxapHOTo iabeTa: oTepst BOZIbI ¢ MO4O# (moymypusi o 10—18 11 / cyt.),
TUTOCTEHyPHS, IYBCTBO XaX/bl (MOTMANIICHS), 06e3BOKMBAHNE, CYXOCTh KOXH U CIIM3U-
CTBIX, BSJIOCTB, Pa3/ipaXKUTeIbHOCTb.

Buonornyeckas pojb OKCUTOLMHA:

1) cTuMynupyeT cokpalieHue IJIafKAX MBI MaTKY;

2) cTUMyNIMpYeT CeKPeLyio MOJIOKa;

3) yBenMuMBaeT cuHTe3 Gesika B MOJIOUHOM KeJie3e;

4) cTUMYUPYeT COKPAIleH!sI CeMABBIHOCAIIMX IPOTOKOB (IAKYJIALMIO);

5) yBenM4MBaeT NoTpebieHre IIII0KO3bI;

6) yBesIMuMBaeT CUHTe3 TPUALIUJITINLIePHHOB.

Topmonwst npomedxicymounoii (cpeoneii) oonru zunogpu3a

MenaHOLUUTCTUMYMpPYOLIYe TOPMOHBI (MenaHoTponuHbl, MCI') o xuMudeckon
IPUPOZie ABJIAITCA el TUAAMU.

Buonoruyeckas poas MCI:

1) cTuMynALUSA CMHTe3a MeJIAaHWHOB U yBelldeHe KOJIM4YeCcTBa MeJIaHOLUTOB;

2) B XMPOBOIi TKAHU — XUPOMOOUIU3YIOIIee IefCTBHeE.

TOpMOHBI ITUTOBH/JHOMN H ITAPAITHUTOBH/HOM KEJIe3

K ropMoHaM MUTOBUAHOM JKeJIe3bl OTHOCATCS MOACO/epKallye TUPEOUIHbIe TOp-
MoHb! (T, 1 T,) ¥ KaZbLUUTOHNH.

Hopcoaepskamye THPEOHIHbIE TOPMOHDI [10 XUMUYeCKO! CTPYKTYpe ABJISAIOTCS
IPOU3BOAHBIMU AMUHOKHCIIOTHI TUPO3UHA. JIeCTBYIOT 110 UTO30JIbHOMY MEXaHU3MY.

[ITuToBH/IHAS XeJle3a COCTOUT U3 QOJUIMKYIOB, KOTOPBIE 3aII0JIHEHbI CEKPETOM —
KOJIOUJIOM. IJIaBHBIM GeJIKOM KOJJIOWA SABJAETCS TUPEeOrJIo0yNuH (IIHKOIPOTeNH
¢ MoJieKyssspHO# Maccoit 650000 [Ta). OcTaTku TUPO3MHA B COCTaBe JAHHOTO Geska
IOZL JIe¥iCTBUeM THUPeONePOKCUZA3bl MOABEePraloTcsa HOAMPOBAaHUIO W KOHIEHCHUPOBA-
HUIO ¢ 06pa3oBaHueM TeTpaitoaTuponuHa (T,) u Tpuitonruponusa (T,) (puc. 67). Tu-
peonziHbIe TOPMOHBI OCBOOOK/IAIOTCS M3 THPEOINIOOYIMHA IPU Y4aCTUH JIM30COMAJb-
HBIX TM/IP0JIa3 SNUTeINANbHBIX KJIeTOK.
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Buonozuueckas pone mupeouoHsix 20pMOHOE:

1) perynupyroT CKOPOCTb SHEpreTHYecKoro 0oOMeHa, MOBBIIIAIT CKOPOCTh paciaja
GesIKOB, XXMPOB U YIJI€BO/IOB, YBEJIUYMBAIOT OTPeOIIeHNE KMCIOPOAa;

2) MOBBINIAIOT MHTEHCHBHOCTH 06MeHa OeJIKOB, YIJIeBOZIOB U JIUTHU/IOB;

3) pa3o0IIaoT TKaHeBOe bIXaHKe 1 OKUCIUTeTbHOe GochopuInpoBaHue;

4) CTUMYJMPYIOT CUHTe3 OeJIKa, YTO peasu3yeTcs yepe3 yCKOpeHre HeKOTOPBIX 9Ta-
TIOB TPaHCJIALNY;

5) croco6CTBYIOT pocTy U AnddepeHINPOBKe TKAHEei;

6) peryiupyioT BOAHO-3JIEKTPOIUTHBIA 00MeH (TIOBBIIAIOT AUYpe3), aKTUBUPYIOT
TUanypoHUzasy;

7) ctuMynupyroT MoTopuky JKKT;

8) perynupytot featenbHocTh LTHC;

9) perynupyioT reMonoss;

10) perynupymoT esiTeIbHOCTh CEPIeYHO-COCYVICTOMN CUCTEMBI;
11) noBBIIAIOT COMPOTUBIISEMOCTh OPraHMU3Ma K HHQEKIUAM.

3aGoneBanus, CBsI3aHHbIE C HAPYLIEHHEM CUHTe3a THPOKCHHA:

Tunomupeo3 — cOCTOsIHWE, CBA3aHHOe C UNOQYHKIKeH IUTOBUAHON >KeJie3bl
(tab. 36).

[TposiBieHNs HEZOCTATOUYHOCTH MO COAEPKAINX TOPMOHOB 3aBUCAT OT BO3PACTa,
B KOTOPOM BO3HHKaeT TMIOTHPEeO3.

Kpemunusm (8poxcdennsuii eunomupeo3) — 3aboneBaHue, CBSI3aHHOe C HApYIIeHU-
eM CHHTe3a TMPOKCMHA Y IUI0ZIa ¥ HOBOPOXKZeHHbIX. Hapymmaercs nuddepeHnnpoBKa
KJIETOK, TKaHel, YTO IPUBOAUT K 3afiepKKe pOCTa, HelPOIIOPLHOHAIbHOMY Pa3BUTHIO
TeJia, ITyOOKMM HapYIIeHUsIM TICUXUKK U YMCTBEHHBIX CIIOCOOHOCTEA.

B paHHeM BbIsiBIeHUY 3a00J1eBaH s GOJIBIIYIO POJIb UTPaeT CKPUHUHT HOBOPOK/IEH-
HbIX 7leTeil. JleueHne — 3aMecTUTesbHAsA Tepanus THPOKCUHOM.

Muxcedema (MHTepCTULIMANBbHBINA, CIU3KUCTBIA OTeK) — 3abojeBaHuUe, CBSI3aHHOE
C HapylleHleM CHHTe3a TUPOKCHHA Y JieTeil cpefiHero U CTapllero BO3pacTa, a Takke
y B3pOCIBIX. [[DOMCXOAUT CHIDKeHHe OCHOBHOTO 0OMeHa, HapyliieHne BOZHO-COJIEBOTO
¥ J)KMPOBOTo 06MeHOB. HabJio1aeTcs BbinazieHye 3y00B, IPOUCXOUT YTOJIIEHNE KOXKU
BCJIeZICTBUE N30BITOYHOTO HAKOTIIeH s B Heil MPOTeOIIMKAaHOB U BOZbL JleueHre — 3a-
MeCcTUTeNIbHas Tepanus TUPeOUAHbIMU TOPMOHAMHU.

Dudemuueckuti 306 — 60Ne3Hb, CBSI3AHHAS C HEOCTATKOM IMOCTYILIEHHs 1ofia B Opra-
HU3M, 0/1Ha 13 GOPM HeI0CTaTOYHOCTH HOATUPOHMHOB. HejocTaToK if0/1a MPHUBOAUT K yBe-
JIMYEHUI0 Pa3MepOB IIMTOBHIHOM JKeJie3bl. DTO MPOMCXOAUT ITIaBHBIM 00pa3oM 3a CUeT
pa3pacraHus CoeIMHUTeNIbHOM TKaHH, TPOAYKIMA THPOKCHUHA TIPY 3TOM He yBeJIMIMBaeTCs.

Wop — anemeHT, CpaBHUTEILHO MaJlo PAacIPOCTPAHEHHBINA B 3eMHOU KOpE, ¥ €CTh
paiioHBI, T7ie ero coziep)kaHre B BOZIe ¥ MOYBE HeJOCTaTOYHO, YTOObI 06eCeyrTh 10-
TpeGHOCTH OopraHuM3ma. VIMEHHO B TaKMX MECTHOCTSIX YacTO BCTpedyaeTcsi SHAeMude-
CKuii 306 (TO ecTb MPUYPOYEHHBII K OTIpe/ieJIeHHOMY reorpaguieckomy paioHy).

[l mpezoTBpaIeHNs Pa3BUTHS 300a B MECTHOCTSAX C MaJbIM COZiep)KaHue ioza
B BOJIe U TI0YBe, COJIY i0/1a JOOABJISIOT B MHIIEBbIe MPOAYKTHI, 0OBIYHO B TOBAPEHHYIO
conb (1—2,5 r iogucroro kanud Ha 100 Kr MpoAyKTa).

Tunepmupeo3 (mupeomoxcuxo3) — COCTOSIHIE, CBSI3aHHOE C TUNepOYHKIMEH MUTO-
BUZIHOA KeJie3bl (CM. TabIL. 36).

Basedosa 6onesns (nuddy3Hblil TOKCHYeCKUit 306, 6one3Hb [peiiBca) — Harbonee
pacnpoctpaHeHHas ¢popma runepPyHKIMY MUTOBUAHOM XKene3bl. B peynbrate 3TOro
3ab0J1eBaHNs MOBbIMIAETCS] OCHOBHOI 00MeH (Ha 30—60 % Mo cpaBHEHHIO C HOPMOWA).
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XapakTepHbIMU IIpr3HaKaMu basenoBoii 6one3nu ABnsAo0TCA fudPy3HOe pazpacTaHue
IIUTOBUIHOM XeJie3bl U 3k30TanbM (BbIIAYNBAHYE ITTa3HBIX A0JIOK).

Tabnuya 36
OcHoOBHbIE NPOSIBJIeHHs TMIIO- ¥ TUNIepTHpeo3a

I'unoTupeos I'mnepTHupeos
CHIXeHre yPOBHSI OCHOBHOTO 0OMeHa IToBbINIEHNE YPOBHS OCHOBHOTO 06MeHa
Crab0 TOJI0KUTE bHBIN a30TUCTHIH OanaHe OTpunaTeTbHbIN a30TUCTHIN GamaHC
CHrxeHue ammerura IToBBIMIEHHBII aNNeTUT
IToBbIIeHE MACChI Tesla CHuXeHue Maccel Tesia
Hepocratoutoe Terioo6pa3oBanue Cy6¢debpuiibHast TeMiieparypa
Biienuble, X0JI0HBIE, OTEYHbIE KOXKHBIE Temnas, BlaxHas KOXa, yCUIeHHOe
IIOKPOBBI HIOTOOT/eJIeHNE
Bpagukapaus Taxukapaus
COHJINBOCTH Becconnwnia
3aTOPMOXXE€HHOCTh HepBo3HOCTD, SMOLIMOHAIbHAS TAOUIBHOCTD
Tunepxonecrepunemus, I'mneprivkeMust, TMIIONPOTENHEMUA
TUIePTPUTTIULEPUHEMHUS

KanbIUTOHUH — rOpPMOH, CMHTe3UpyIuiica B C-KJIeTKaX MapaluTOBUHBIX Xe-
ne3 1 K-K/ieTKax IIMTOBU/IHBIX JKesle3, Mpe/icTaBisieT cO00K0 MenTus 13 32 aMUHOKHU-
cioT. [lepeaeT ropMOHANIBHBIN CUTHAT Yepe3 a/leHUIaTIUKIIa3HyIO0 CUCTEMY.

Buonornyeckas pojb KaJbIMTOHMHA: yBeIN4MBaeT cofepxanre Ca?* 1 yMeHb-
mraet KoHueHTpanuio ¢ocdaTos B kpoBu. OKa3bIBaeT NpsMoe JIefCTBIe Ha OCTeOKIIa-
CTBI, B pe3y/bTaTe 4ero MPOUCXOAUT MHTHOWPOBaHIe Pe30pbIuK KOCTel, a TAKXe Ha
TI0YeqHble KaHAJIbIIbl — YBeIMIMBAETCS BbIBe/leHHe Kamblusa U GochaToB ¢ MOUOHL.

B mapaliMTOBHMAHOI Kejie3e CHUHTe3UpyeTCs MApaTrOPMOH, COCTOAIMNA U3
84 aMUHOKMCJIOTHBIX OCTATKOB.

Buonoruyeckas pojab MNapaTroOpMOHAa — yBequuuBaeT cofepxaHue Ca®'
¥ yMeHbIIaeT KOHIeHTpaIuio ¢pochaTos B KpoBu. IlapaTropMoH OKa3bIBAeT:

a) mpsiMOe JIefCTBYE HAa OCTEOKJIACThl (OCBOOOXIEHMe COJIelt M3 KOCTHOM TKaHM)
¥ TI0YeYHbIe KaHaJbIbl (YMeHbleHne peabcopbuuu GpocdaTos);

6) HempsiMoe /leliCTBYe Ha KHINeYHUK (yBelnueHWe 0Opa30BaHUs KaJbLUTPUOIA
u BcacblBaHUA Ca?* U3 NOJNIOCTU KUIIEYHUKA).

TOpMOHBI IO KEITYJOYHOM KE1€3bI

[TomKeny104HO# JKese30il BbIpabaThIBAIOTCS TJIFOKATOH M MHCYJIMH.

1. TnroxaroH («ropMOH rojofia») — OQHOLeNI0YeYHbIH IIOMUNEeNTH C MOJIeKYJIAD-
HO# Maccoit 3485 Jla, conepxamuii 29 aMUHOKUCIOTHBIX OCTaTKOB. CHHTe3upyeTcs
B 0.-KJIETKaX OCTPOBKOB JlaHrepraHca IOZKeNnyZJ0YHOM jkesle3bl B OTBET Ha CHUKeHue
YPOBHS ITII0KO3bI B KPOBU. OCHOBHBIE OpraHbl-MUIIEHU: NTeYeHb 1 )KUPOBas TKaHb.

IIpormokaron — Inmokaron

Mr=9000Da Mr =3485Da
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Buonozuueckasn pono enrokazona:
* CTUMYJIMpPYeT pacra/ IIIMKoreHa (aKTHUBUPYeT riukoreHdocdopumnasy);
e CHIDKAeT CUHTe3 IJIMKOreHa (MHIMOUPYeT IIMKOTeHCHHTA3y);
* CTUMYJIUPYET JIUNONU3 (aKTUBUPYET TKaHeBbIe JIUMa3bl);
* yBeluuMBaeT 0Opa30BaHKE KETOHOBBIX TeJL.
2. AHCYIMH — TIPOCTO# 6eJIoK, coziepamuii 51 aMUHOKUCIIOTHBIHA o0cTaToK. CHH-
Te3upyeTcs B B-KJIeTKax OcTpOBKOB JIaHrepraHca. O6J1aziaeT runorimKeMuIecKuM Jeii-

crBueM (Tabmn. 37).
Tabnuya 37

Bausnue HHCYJIMHA Ha oOMeHHbIe nmponecchbl

AxTuBUpYeT Wnrubupyer

Brusnue na yeneo0Hsltl 00MeH (2UnoeiuKeMuteckuil 20pMoH,)

1. AKTHBUPYeT TPaHCIOPT IIIOKO3bI B KyeTKy | 1. ['mokoHeorenes (penpeccusi cuaTeza ®OII
(yBenu4MBaeT NPOHMIAEMOCTD KJIETOUHBIX KapOOKCHKUHA3bI)
MeMOpaH AJIs ITTI0KO3bI)

2. ®ocdopunupoBaHue IIOKO3bL: 2. lledpochopunupoBaHue IIIOKO3bL:

TJII0K03a — TJII0K030-6-pocdar TJII0K030-6-¢pocdaT — rmokosa

bepMeHT: reKCOKHHa3a (bepMeHT: I0K030-6-pocdaraza

3. CuHTe3 TMKoreHa (TJTMKOTeHCHHTAa3a) 3. Pacnaz rkoreHa (raukoreHdocdopunasa)

4. DHeprojarouue myTu:
a) IJIMKOJN3 —
6) okuciMTeNBHOE ekapOoKcumpoBanve [IBK

5. ITenT030-¢docdaTHBIIN UK paciaza rIF0KO3bI

Brusnue na nunudnvii obmen

1. CuHTe3 XUPHBbIX KUCJIOT 1. JIunonus

2. JlunoreHe3s 2. CUHTe3 KeTOHOBBIX TeJ

Brusnue na benxosoiil 06men

CuHTes 6eIKoB Pacrmiaz 6enkoB

CaxapHblii abetT — 3aboJsieBaHUe, XapaKTepU3yoleecsi abCOMOTHBIM UJIN OTHO-
CUTeJbHBIM 1eUIIMTOM MHCYINHA B OpraHu3Me (cM. pasz. 9.).

TOopMOHBI HAIIOYEIYHHUKOB

Ha/imo4eyHuKy cOCTOAT U3 ABYX QYHKIMOHAIBHO Pa3/IMYHbIX YacTeil: KOPKOBOTO
CJ1051 ¥ MO3T'OBOT'O BelllecTBa.

I OPMOHBLMO3208020 CNOA HAONOUCUHUKOB

Oxko1o 80 % Bcex KaTex0J1aMUHOB, CHHTe3UPYeMBIX B MO3TOBOM CJI0€ HaJNIOYe4YHH-
KOB, IPUXOZIUTCSA Ha JIOJIIO afipeHanuHa (3nuHedprHa). BTOpbIM 10 3HAYUMOCTH SABJISA-
eTCsl HOpa/ipeHaIH, BBIONHSAIOMNI GYHKIUIO HelipoMeanaTopa.
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OCHOBHbIE TKaHW-MULICHY U1 afPeHaIVHA — MBIIIIBL, )XUPOBas TKaHb, I€YEHb.

Crumynauys ceKpenyy aZipeHaarHa IPOUCXOAUT 107 AeMCTBUEeM HepBHOM CUCTe-
MBI, TaK KaK MO3TOBOM CJIOW Ha[NOYeYHWKOB, [0 CYLIECTBY, CIYXWUT IPOAOJDKeHNeM
CAMIIaTUYEeCKOY HEPBHOM CUCTEMBI.

AJZIpeHaIVH SIBJISIETCS «CUTHAJIOM TPEBOTU», ero 3ajjadya — 06ecrednTh afamTaliio
opraHusma Kk crpeccy (ta6. 38).

Tabnuya 38
Buonornyeckas pojab agpeHaluHa
AKTHBHDYET HUHruoupyer
Pacnaz rivkoreHa B MbIIILAX U e4eHN CuHTe3 I/IMKoreHa (MHIMOUpYeT ITUKO-
(axtuBupyet pocpopunasy) TeHCUHTA3y)
JIunonus (aKTUBUPYeT TKaHeBble JMMa3bl) CuHre3 benka
YBenmuuBaeT B KPOBU COJiepyKaHue IIII0KO3HI, _
rmunepuna u CKK

TOpPMOHBI KOPKOBOTO CJIOSI HAZIIOYEIHHKOB
(xopmurxocmepoudst)

B xope HaJMOYeYHNKOB CUHTE3UPYIOTCA 3 IPYIIIbI CTEPOMIHBIX TOMOHOB (puc. 190):

1. IIIFOKOKOPTHKOU/IBI (KOPTU30J1) B IIyYKOBOM U CeTYATOH 30He KOPbI HaZIOUeYHHUKOB.

2. MUHEpaOKOPTUKOU/IBI B KITYGOYKOBO# 30HE KOPHI.

3. He3HauuTeIbHOE KOJIMYECTBO II0JI0BBIX TOPMOHOB B IIYYKOBOW U C€TYATON 30HAX.

IJIFOKOKOPTUKOUABI (KOPTU30J1 UM TUAPOKOPTU30H, KOPTUKOCTEPOH, KOPTU30H)

Cexpennto rmokokoptuxkonzios perynupyer AKTT. [MOKOKOPTUKOUABI TPAHCIIOP-
TUPYIOTCS B KPOBU C GEJIKOM TPaHCKOPTUHOM (0L-TJIOOYIMH, CHHTE3UPYeTCsl B IIeYeHN ),
He0OJIbIIIOe KOJIMYeCTBO — C albOyMUHAaMU. MeXaHU3M ZeiiCTBUS IUTO30JIbHBIN.

Buonornyeckas pojb INTIOKOKOPTHKOUAOB:

1) NoBBILIAIOT YPOBEHb TJII0KO3bl B KPOBU IIyTeM aKTUBAL[MY TTIOKOHeOreHe3a;

2) yMeHbIIAIOT 06pa3oBaHue pepMEHTOB, KaTaIM3UPYIOIUX CUHTe3 6eJKoB (Kpo-
Me GeJIKOB IeyeH!, KPOBH), B [IeUeHH MOBBIIIAIOT CUHTe3 (pepPMeHTOB ITTIOKOHeOTeHesa,
cybcTpaTaMu /71l KOTOPOTO SIBJISIOTCSA aMUHOKHUCTIOTBI, He UCIOJIb3yeMble Ha CHHTe3
6eJKoB;

XC(C,,)
nperseHonoH (C,,) BO BCeX TKaHAX

nporectepoH (C,))

Ly

B )KEJITOM TeJle IMYHUKOB B KOPKOBOM BEIIECTBE TI0JIOBbIE TOPMOHbI

KOHEYHBIH TPOAYKT HAZINOYeYHUKOB IIIFOKOKOP- Y Y
TUKOUZIBI 1 MUHEPAJIOKOPTH- MY)KCKMe JKeHCKHe
xonzel (C,,) (C) (C)

Puc. 190. Cxema cuHTe3a CTepOUAHBIX TOPMOHOB
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3) MOBBIMIAIOT CUHTE3 TJIMKOTeHa B ITeYeHH;

4) CTUMYNUPYIOT JIUIIONN3 B OJHUX YaCTAX Tena (KOHEYHOCTU) U JIUMOTeHe3 —
B IPyTHUX (JIULIO, TYJOBUILE);

5) nossimatoT yposeHb CKK B kpoBy;

6) CHIXAIOT OTpebJieHre U UCII0Ib30BaHKe TJIFOKO3bI XXUPOBOi TKAHbIO;

7) oka3bIBAalOT Karabonuyeckuil 3GpPeKT Ha COeVHUTENbHYIO TKaHb: TOPMO3SAT
pocr u fenieHrie puOPO6IACTOB, @ TAKXKe POAYKLHIO KoJlareHa ¥ puOpOHeKTHHA.

MUHEPATOKOPTHKOUIHI (A1600CMePOoH,
oe30KcuKopmuKxocmepon)

ANbAOCTEPOH — MUHEPAJOKOPTUKOU/, CUHTe3UPYeTCs B KOpe Ha/II0YeyHUKOB.
Knerky mumeHn — fucTajbHble OTZesbl HeppoHa (KIETKU AWCTaIbHBIX KaHAJbleB
¥ COOMpPATeNIbHBIX TPYOOYEK).

Buonoru4yeckasi pojb albA0CTEPOHA:

YBeNInuMBaeT CHHTe3 HATPUil-TPAHCIOPTHBIX OeNKOB, aKTUBHpYeT paboTy Na/K-
Hacoca. IToBbimaer peabcopOLUI0 HATPUs B MIOYEUHBIX KaHAJbIAX M yBeIMYUBAET
KOHIIEHTPALMIO HAaTPUs B KPOBU. BbI3bIBaeT [OCTYIJIeHNe HOHOB XJIOPa 3a HaTpUeM U3
HepOHa B KPOBSIHOE PYCIIO.

B pesynbraTe M30BITOYHOU 3a/epkKu Na* B OpraHu3Me MOBBIMIAETCS 3aZepKKa
BOZIbI, YTO MOKeT IIPUBECTH K Pa3BUTUIO TUIIEPTOHUU.

Vi3MeHeHUs NPOAYKINY aJIbA0CTEPOHA IPOMCXOAUT B Pe3yJibTaTe HapyIeHus QpyH-
KIIMY KOPbI HA/ITIOYEYHUKOB.

TOpMOHBI ITOJIOBBIX JKeJIe3

My:KcKHe MoJIoBble TOPMOHBI (aHAPOTEeHbl) CUHTe3UPYIOTCS U3 XOJecTepuHa
Ky1etkamu Jleiiaura ceMEHHUKOB Y MY)KUHH, @ TAK)Ke B HeOOJIbIINX KOJNYeCTBAX B SIMY-
HUKax y >KeHIVH U KOPOii HaJIlIOYeYHUKOB Y MY>K4UH U JKeHIIVH.

Buonoruyeckas pojib aHAPOreHoB (TeCTOCTEPOHA):

1) perynupyoT pocT ¥ pa3BUTHe OpraHnu3Ma;

2) peryJaupyroT pa3BUTHe BTOPUYHBIX T10JIOBBIX IPU3HAKOB;

3) yBeIM4MBAIOT CHHTE3 OENIKOB;

4) yBeIM4UBAIOT JIUIIOJNNU3.

¥KeHcKue N0JI0BbIe TOPMOHBI (3CTPOTeHbI) CUHTe3UPYIOTCA KJIeTKaMU AUYHUKOB
¥ JKeJITOTO TeJIa.

Buonornyeckas pojb 3CTPOreHOB (3CTPaznona):

1) perynupyoT pa3BuUTHe BTOPUYHBIX [10JIOBBIX [IPU3HAKOB;

2) croco6CTBYIOT TOBBIIEHIIO KOHIleHTpanuu JITIBII npu CHUKeHWH KOHI[EHTpa-
uuu JITTHIT;

3) yBelM4UBAIOT aKTUBHOCTD JIUNIONPOTeNHINIIA3bI;

4) aKTUBUPYIOT IJIUKOJIN3;

5) aKTUBHPYIOT eHT030¢p0ocHaTHBIN MyTh Pacnazja II0KO3bL;

6) crIOCOOCTBYIOT KanbIU(UKALUK U POCTY KOCTEH.
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TkaHeBbIE€ TOPMOHBI

TkaHeBble TOPMOHBI (TUCTOTOPMOHBI) — XUMHUYECKHe TOCPeIHUKH, KOTOPbIe BbI-
pabaThIBAIOTCS B Psifie KJIETOK U TKaHeil. OHM OKa3bIBalOT CBOE JIefiCTBHE BHYTPH TeX
KJIETOK, B KOTOPBIX 00pa3yloTcs (ayTOKPHHHO), MM PACIPOCTPAHSAIOTCA MyTeM -
dy3uu 1 efCTBYIOT BOIM3U MecTa CBOEro CHHTe3a (MapaKpUHHO).

OnHoii 13 IpyIIl TUCTOTOPMOHOB SABJIAIOTCSA 3MKO3aHOUABI — IIPOM3BO/IHbIE apa-
XWJOHOBOW KHCJIOTBI ¥ IPYTUX NOJMHEHACHIEHHbIX XUPHBIX KUCJIOT. OHU He CUHTe-
3UPYIOTCS 3apaHee U He XPAHATCS B KJIeTKe, a 00Pa3yI0TCs O Mepe TOCTYIUIeHUsT CHT-
HaJa.

K siiko3aHOnIaM OTHOCATCA:

» TpomGoOKcaHBbI pPeryIupyoT GyHKIUIO TPOMOOIUTOB, BIUAIOT HAa CBEPThHIBAHLE
KPOBHU.

+ JIeiiKOTPHeEHBI [IEACTBYIOT Ha PEleNTOPhI JIa3MaTHIeCKON MeMOpaHbl, BbI3bI-
Bas COKpAIeHHUs [TTa/IKUX MbIIII OPOHXOB, KMIIEYHHUKA.

» IIpocTrarnanAviHbl — TPOU3BOJHbIE NPOCTAHOBOW KUCJIOTHI (HACHIIIEHHOMN
KK, coneprkaieii UKIOMEHTaHOBOE KOJbIIO), YCUJIMBAIOT BOCTIAJIUTENIbHbIE TIPOIiec-
cbl. [IpUMeHSIOTCS NpH JiedeHn OPOHXMATBLHOM aCTMbl, TUTIEPTOHIMYECKO! 60Je3HH,
POZIOBCIIOMOXKEHUU. ACITPUH yTHETaeT CHUHTe3 IPOCTariaHANHOB M TaKUM 006pa3om
OKa3bIBAaeT MPOTUBOBOCMANUTENbHBIN 3D PEKT.
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Pa3oen 14
BUOXUMMHUIA KPOBHU

KpoBp — 3TO XHZKadg COeMHUTeNbHAsg TKaHb, OCYIeCTBIAIONAS WHTErpaluio
OMOXMMUYECKUX POLECCOB B Pa3HbIX OPraHax U TKAHSX.

O6BeM KpoBH cocTaBiseT B cpenHeM 5200 M y Myx4uH 1 3800 MJT Y JKeHIIUH.
KpoBb cocrouT u3 mnasmsl (55 %) u GopMeHHBIX 371eMeHTOB (45 %).

Tematokpur (Ht) — aT0 cozepkaHue GOPMEHHBIX 31eMEHTOB B eIMHUIE 0ObeMa
KpoBu. B HopMe cocTaBiisieT 36—45 %.

I[11a3Ma KpoBH, JiuieHHAs: GHOPUHOTeHa, Ha3bIBAETCSI CHIBOPOTKOIA.

OYyHKIUM KPOBHU:

1. [lpixaTenbHass — TPAHCIOPT KUCJIOPOZAA U3 JIETKUX B TKaHU U YIJIEKUCJIOTO ra3a
U3 TKaHel B JIerKue.

2. Tpoduyeckas — nepeHoC IPOAYKTOB MHIeBapeHNs OT KUIIeYHUKA B PAa3/INIHbIe
OpTaHbl; TepeHoC ITII0KO03bI ¥ KeTOHOBBIX TeJl U3 Ile4eH! B MBIIIIIbI, IEPeHOC MOJIOYHOH
KMCJIOTHI N3 MBIIII B I1€4YeHb U T. A.

3. BeienuTenbHas — TPAHCIOPT MOYEBHMHBI M3 TeYeH! B IOYKH, OUIupyOuHa U3
KJIETOK PeTUKYJI0-3HA0TeINaIbHOM CUCTeMbI B TelIaTOLUTHI U T. 1.

4. PerynsiTopHasi — IepeHOC TOPMOHOB U IPYTMX OMOJIOTMYECKH aKTHMBHBIX Be-
IeCTB K OpraHaM-MUIIeHsM.

5. 3amuTHas, BbINOJHAEMAs AaHTUTeIaMU U GparoUTUPYIOIIUMY JIEHKOLTaAMU.

6. YuacTue B peryasiliiy BOZHO-COJIEBOTO U KMCIOTHO-OCHOBHOI'O COCTOSIHHUA.

7. TloanepkaHue TeMIIepaTyphbl Tejia MyTeM Termao06MeHa.

PuU3NKO-XUMHUYeCKHe N0Ka3aTe/IM KPOBH:

1. OTHOCUTENBHAS TVIOTHOCTD — IS LIeJIbHOM KpoBU cocTaBiisteT 1,050—1,064 r/cm;

ass mnasmbl — 1,024—1,030 r/cm3;

2. BA3KOCT 11e/IbHOM KPOBU B 5 pas3 Bbllle BA3KOCTY BOZbI — B cpefiHeM 4—5 MITa/cek;

3. pH xpoBu cocrasnser 7,36—7,44 (7,4 + 0,04);

4. OcMoTHYeCKOe faBienye — 7,6 aTM.

X¥MHMYeCKH COCTaB IUIA3Mbl KPOBHM B HODMe OTHOCHUTENIBHO IIOCTOSHEH
(puc. 191).

Ocraro4Hblii (He0eIKOBbIi) a30T KPOBH — 3TO a30T HeOEJIKOBBIX a30TCOzIep-
)KalllMX BeIeCTB, KOTOPble OCTAIOTCS B QUIIbTPATe MOC/Te OCAXKIEHUs OeJKOB KPOBU.
Ero comepxanue B KPOBU 3/10POBBIX JIt0Jiel cocrasiser 14—28 MMOJIb/J1.

KoMNOHeHTbI 0CTaTOYHOr0 a30Ta KPOBH:

 a30T Mo4YeBUHBI — 50 %);

* a30T aMMHOKUCIIOT — 25 %);

* a30T 9pProTHOHerHa (CoelUHeHNe, BXO/fIllee B COCTaB 3PUTPOLIUTOB) — 8 %;

* a30T KpeaTHHa U KpeaTHHUHA — 7,5 %;

e a30T MOYeBOU KUCIOTHI — 4 %);

* a30T aMMuaka, uHaukasa — 0,5 %;

* a30T [APYIUX a30TCO/iepKalluX COeJMHEeHWH, KOHLeHTpalus KOTOPhIX HMU3Ka
(6unupy6uH, GrIOreHHbIe aMUHBI, [TTyTaTHOH, HYKJIEOTU/IBI U 1p.) — 5 %.
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91';2% 4—{ Hnasra KpPOBH |

Cyxoii ocraTok

7 %
benku
70 %
HebenkoBble
HebekoBbie asoTcoaepxame
OpraHMYeCKMe BeleCTBa
20 % Be3azorucrele:

MuHepasbHbIe BelecTBa
10 %
Na’, Cl", HCO,

OpraHn4ecKkue K1McJioThbl,
JINMAJBL, YTJI€BOABL

Puc. 191. XuMnu4eckuii cOCTaB Mj1a3Mbl KDOBU

A30TeMHus — IpeBbllIeHre HOPMBI COZIePKaHNA OCTaTOYHOT'O a30Ta KPOBU. THUIIbI

a30TeMuu Npe/iCTaBIeHbl Ha puc. 192.

A30TEMUA

Y

OPOAYKIIMOHHAA

!

_,I 1) tmocrynienue GeNKOB C MU |

L>| 2) tpacnaz TKaHeBbIX GEJIKOB
(oTpuUIaTeNIbHBIN a30TUCTBI HasTaHC)

Puc. 192. Tuns! a3oTeMuu

peTeHnHOHHasA
[
| novYevyHast | | BHEMOYeYHast ‘
HapylIeHue
HapylieHue [104e9Horo
K1y6ouKoBOiA | [>| KPOBOTOKA
¢unbTpanun npu TAL,
(13MeHeHUs HeZI0CTaTo4-
CTPYKTYPbI Hoctu CCC
6asabHON
MeMOpaHbI) HaTIe
L, | IpensATCTBUs
OTTOKY
MOYH
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Y HOBOPO>X/IEHHBIX JieTelt HabronaeTcsi Gr3MoornyecKas poAyKIMOHHAS a30TeMUSL.

ITo conep)kaHWIO OCTATOYHOTO a30Ta B KPOBHU CYAST O COCTOSTHUM OOMeHa OesKoB.
Ba)KHeHImuit KOMIIOHEHT OCTaTOYHOTO a30Ta KPOBM — MOYEBHHA, OTpakaromas QpyHK-
1M1 TleveHn U oyek. CoziepkaHue MOUYeBHHBI B KPOBU coCcTaBJsieT 3,3—8,8 MMOJb/J1.

[TpruuHbI yBenn4yeHrs KOHLEHTPALl MOYeBUHbI B KDOBU UJIeHTUYHbI IPUYAHAM
PEeTeHIIMOHHOM a30TeMuu. CHIDKEHHe COflep)KaHusi MOYEBHHBI B KDOBKM HabJII01aeTcst
TIpY HAapyIIeHNY CHHTe3a MOYeBUHBI B TIeYeHH, YBeJIMUeHNY CUHTe3a OeJKOB.

BogHO-Cco1€BO¥ OOMEH. MUHEPATBHBIHF COCTAB KPOBH

Bopaa B opranusme cocTaBiseT 2/, Macchl TeJa.

DUSUKO-XUMUUECKUE CEBOLICMBA BOObL

Mornekyna Bozsl 061azaeT BBICOKOW IIOJIAPHOCTBIO U MMeeT BBICOKYIO JHM3JIEK-
TPUYECKYIO OCTOSIHHYI0. MOJIEKYJIbl BOZIBI 06pa3yl0T MHOTOYUC/IEHHbIE BOZAOPOAHbIE
CBSI3U C CAMBIMM Pa3HbIMU T'U/IPOQIIIBHBIMU TIOJISIPHBIMU COe/IMHEHHMAMH, KaK 3aps-
KeHHBIMHU, TaK U He3apsDKeHHbIMU. Boja c1abo MOHM3MpOBaHA. DTU CBOWCTBA BOZBI
OKa3bIBAIOT BIMsHKE HA COOPKY, CTPOEHMe 1 CBOMCTBA BCEX KJIETOYHBIX KOMIIOHEHTOB:
6eJIKOB, HyKJIEMHOBBIX KUCJIOT, JIUIU/IOB.

Boza npucyTcTByeT B opraHu3Me B CBOOOIHOI TeKyueit popme (HeOpraHM30BaHHAS
BOZIa), B CBSI3aHHOM popme (OpraHM30BaHHAs BOJA) B BHZE TeJiell B IUTOILIA3Me Kiie-
TOK U B BHZIe TUJIPATaL[IOHHO BOJBI (THAPATHBIE 000JIOUKH).

OcHoBHbIe GYHKIUY BOAABI B OpraHu3me:

1. SIBnsieTcs yHUBEPCaJIbHBIM PaCTBOPUTENIEM I Pa3/INUHbIX BellleCTB

2. IlpencraBisieT OCHOBHYIO CpeJly CyLeCTBOBaHMSA KJIETOK, TKaHel, OpraHu3ma

3. OGecrieunBaeT CBSI3b MEX/y BCEMH KJIETKAMU U TKAHSAMHU, MeXIy OPraHU3MOM
Y BHEIIHUM MUPOM

4. Y4acTByer B TerooOMeHe (McrapeHye BOZbI C IOBEPXHOCTH Tesla 0becrednBaeTr
OXJIaXK/JIeHNe OpraHu3Ma; BOZa [IefICTBYeT KaK «TeluIoBoi Oydep», MosiepKuBas TeM-
TlepaTypy TeJa 3a CYeT BbICOKOH TerI0OeMKOCTH)

5. BBINOTHSAET TPaHCIIOPTHO-9KCKPETOPHYIO PYHKIIHIO

6. ABnseTca ydacTHUIIEH GMOXUMUYECKUX PeaKkLyil (IPOLiecChl IUAPOIN3a CIIOXK-
HbIX BeIleCTB, peaklUuy I'UApaTaliy U JernApaTaluy, KOHJeHCcalluk, OKUCIUTeIbHO-
BOCCTAHOBUTeEJIbHbIE PeaKIINH)

7. BbINoNHAET 3aIIUTHYI0 QYHKIMIO, 0OecriednBas aMOPTU3ALMIO TOBEPXHOCTEN
CYyCTaBOB, CYXOXWJIMH, CBA30K U T. Ji. (YMeHbIIAET TPEHHe U CIOCOOCTBYET CKOJIbXEHHIO
COTIPMKACAIOIINXCS TIOBEPXHOCTE IPY IBUKEHNN).

@DyHKIMY BO/b B OPTaHM3Me BBIIIOTHATCS B OCHOBHOM B KaUeCTBe COCTABHBIX Ya-
cTell BOJHBIX PaCTBOPOB Pa3JIMYHBIX BellleCTB U pacipe/ie/leHNsI ee B pa3HbIX CEKTOpax
(puc. 193).

CyTo4Hasi MOTPeGHOCTH B BOZIE ¥ BOJHBIH OajlaHC AJIs B3POCIIOTO Yes0BeKa COCTaB-
nsieT B cpenneM 2,5 1 (2—3 n wm 35—40 r/kr maccel). [ToTpe6GHOCTD B BoJie AJIst ieTeit
70 rofia B 3—4 pasa Bbllile, YeM Y B3POCJIbIX U B Bo3pacTe 1 roz cocrasnsier 100—110 1/
KT. B mporiecce pocTa 3Ta BeJIMUMHA OCTAeTCs BLICOKOH, CHUXKAsACh K 14 rogam npumep-
Ho 710 50—70 r/Kr.

HcTOYHUKAMM BOJBI B OpPraHU3Me SBJISIOTCS:

1. ITuteeBas Boga — 1—1,5 1/cyT.;

2. Boga B cocraBe TBepzoi nuimu — 1—1,5 11/cyT.

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
250 Paspgen 14. buoxvumus kposu

Bozna
(*/, Maccel Tenia)

BHekJ1eTOYHas WM 9KCTpa-
BHyTpuKII€TOqHAsA uesunossipHas ('/, Bceit BOzIbI)
W
UHTpalesoNsApHas
Zp . P BuyTpucocyzucTas: KpoBb,
(*/, BCeii BoabI) > ,
mmda (5 % macce Tena)
VaepxuBaerca
OUOTIOIMEPaMHU,
oGpasyer rem1 MesxkneToyHas (MHTepCTH-

LMabHAs): MeX/y MeMOpaHOit

L > /
KJIeTKU U CTeHKoi cocyzna (15 %
Macchl TeJsia)
TpaHcueuToIApHAs: BOJA
— nosocreii JKKT (cuHOBUaNbHAS,

IIeBpaJbHAs)

Puc.193. PacripesiesieHre BOZIbI B OpraHu3Me (BOJHBIE CEKTOPA)

3. DHIOTeHHAs BOJa, 06pa3yroiasics B pe3ysibTaTe poIiecCOB OKUCIEHNUS TUMUIOB,
yrieBozioB u 6enkoB (0koso 400 mi).

ITyTH BbIBeleHHUs BOABIL:

OmyTrMble oTepu: BbiBefieHre B coctaBe Mouu (1—1,5 51/cyT).

HeomytrMble oTepu:

— C BbIJIbIXaeMbIM Bo3/iyxoM (okosio 400 mM71/cyT.);

— HCrapeHue ¢ MoBepxXHOCTH KOXH (500 Mi1/CyT.);

— B cocTaBe KaJoBbIX Macc (100—200 Mi/cyT).

KosudecTBO BOZIBI B XXHUIKHUX CpeJlax OPraHW3Ma OTHOCHUTEIbHO MOCTOSIHHO ¥ OKa-
3bIBAeT BIIMSHME HA UX COCTaB ITPU ee NepeMelieHUH U3 OTHOTO CEKTOpa B APYTOH.

Cuita, KOTOPYIO HY)KHO TIPWJIOXUTB, YTOOBI TIPOTUBOAENCTBOBATh JBYKEHHIO BOJIBI
Jepe3 MeMOpaHy, Ha3bIBaeTCsi 0CMOTHYECKHM AaBjieHueM. Ha mpakTuke 0cCMOTHYECKOe
TaBJieHVe PaCCYUTHIBAIOT, KAK CYMMY KOHI[EHTPAIIi BCEX PACTBOPEHHBIX BEIIeCTB, BbIpa-
YKEHHYIO B MOJIb/KT PaCTBOPUTEJIA (OCMOJISIbBHOCTD) VIV B MOJIb/J1 (OCMOJISIPHOCTb).

Bce BozHBIe ceKTOpa OpraHM3Ma M30TOHUYHBI, TO €CTh M300CMOJISUIBHBI, OCMO-
JIAATIBHOCTb UX O/lMHAaKOBA U paBHA 280—300 MMoJib/Kr. EC/IM OCMOJIIPHOCTD OKPY3Ka-
IOILIIETO pacTBOpa BhIILE, YeM B KJIETKe, TO PACTBOP SIBJISETCS TUIIEPTOHUIECKUM, a eCIU
HIDKE — TUIIOTOHUYECKUM.

OcMoTHryecKoe JaBJieHre ompe/iesisieT )KU3HeHHO BaXKHbIe PYHKITUU KIIeTKU: COXpa-
HeHue $OpMBbI, 06beMa U CIOCOOHOCTH K TPAHCIIOPTY HU3KOMOJIEKY/ISPHBIX BEIIeCTB
Jepe3 MeMOpaHy. B runmepToHUYECKOM pacTBOpe KJIeTKa CKUMAEeTCs, BOjia U3 Hee BbI-
xoauT. HampoTuB, B TMIIOTOHUYECKOM PacTBOPe KJIeTKa YBeJINYUBaeTCsi B 00beMe, Tak
Kak BoJia B Hee BXOAUT (puc. 194).
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H3oToHHYecKi Tunepronnyeckuit [MnoTeHHYeCKHH
pacteop NaCl pactsop NaCl pacreop NaCl
(0,9 %) (> 0.9 %) (<0,9%)

Puc. 194. BiusHue coneBOro coCTaBa Cpezibl Ha 9pUTPOLIUTEI

OGMeH BOZIbI TECHO CBfi3aH ¢ 0OMEHOM MHHEpAJIbHBIX BelecTB. 13 HeopraHu-
YeCKUX BelllecTB B OpraHu3Me CoZlep>KUTcs oKosio 80 MpUPOAHBIX 371eMeHTOB. Bce oHU
MOTyT ObITh pa3zeneHbl Ha MakpoaneMeHThl (Na, K, Ca, Mg, Fe, Al, P, S) u mukpoane-
MeHTHI (Zn, Se, Cu, Mn, Li, Co u 1p.).

DyHKIMHY MUHePaJIbHbIX BellleCTB:

Cmpyxmypnasa Qynxyua. MuHepanpHble BellecTBa BXOZAT B COCTaB Pa3/IMYHbIX
TKaHeld, OpraHn4ecKux MoJieKys. Bosble Bcero MuHepanbHbIX BellecTB (Ca?t, Mg, P,
Na*) conepxuTcs B KOCTHOW TKaHU. MeZib IPUCYTCTBYET B IUTOXPOMOKCH/a3e, TUPO3U-
Has3e, XeJie30 — B TeMOrIo0KHe, MUOTJIOOHHE, [IUTOXPOMAX, JKesle30-CeponpOTeHHaX.

Pezynauusa axmuenocmu pepmenmos. MunepasnbHble BemectBa — Co?', Mg,
Zn*, Fe?", apnsasch KopakTopamu ¢pepMeHTOB (MeTauiopepMeHThI), CTaOMIU3UPYIOT
aKTUBHBII IIEHTp QepMeHTa, CTPYKTYpy cybcTpaTta ¥ objerdaioT TedeHue dpepmeHTa-
THUBHBIX PeaKIui.

Yuacmue 6 noddepcanuu ocmMomuueckozo 0aeieHus, CO30aHNY OU03JIeKTprYe-
CKOT'0 TIOTeHIIMaJIa, TPAHCIIOPTe BelecTB Yepe3 MeMOpaHbl. OCHOBHBIMEM OCMOTHYECKH
aKTUBHbIMU MOHaMU ABNAOTCA Na® u K*. OHM HEeOIMHAKOBO pacmpe/iesieHbl B KJIeTKe
Y BO BHEKJIETOYHOM IIPOCTPAHCTBE.

Hatpwuii — 0CHOBHOI BHEKJIETOUHBIHM KaTUOH. Ero KOHILleHTpanus B Iy1a3Me KPOBU
cocrasinser 135—150 Mmmornb/ 1, B aputpouutax 17 —20 MMOJIb /1.

B r1a3Me KpoBU HATpUii BCeraa CBsi3aH ¢ aHMOHAMU XJlopa 1 GuKkapboHaTa.

Kanuii — OCHOBHO! BHYTPUKJIETOYHbIN KaTUOH. Ero KOHIleHTpalus B Ij1a3Me Co-
craByisieT 3,8—5,4 MMob/11, B 3puTporuTax — 80—115 MMonb /1.

CormyTCTByIOLIME KaJIMIO aHUOHBI — XJIOp U OMKapOOHAT. Pa3HOCTb MEX/y CyMMOM
KOHIleHTpauuii noHoB Na*u K*u cymmoii konnenrpanuii ClI' u HCO, — ([Na‘] +[K*])—
([CI'] +[HCO,]) — Ha3bIBalOT aHMOHHLIM MHTePBaOM. OH OTpa)XaeT KOHLeHTPALIO
HeM3MepeHHBIX aHHOHOB: $pochaToB, cynb(PaToB, 6NKOB, OPraHUIECKUX KUCIIOT U pa-
BeH B HopMe 10—18 MMob /1.

PacripesienieHrie HaTpus ¥ Kajus XM3HEHHO BaXKHO [Jisi KJIETOK U 0OyCJIOBJIe-
HO pabotoii pepmenta Na-K-AT®-a3bl, KOTOPHII MMeeT MOJEKYISPHYIO Maccy
550 k[{a u coctout u3 4-x cyobenunuil (2o u 2B). Bosbuiast yacTh o-CyObeAMHUIL
HaXOZIUTCS B IUTO30JIbHOM YacTi MeMOpaHbl. OHU coflepKaT 3 1eHTpa IS CBS3bI-
BaHUA HATpUA, 2 LeHTpa [ CBA3BIBAHMA KaJlWd U aKTUBHBINA LIEHTDP, B KOTOPOM
npoucxoaut pochopunuposanue. DepmeHT oTBedaeT 3a 06pa3oBaHUe HA BHEIIHEN
MeMOpaHe KJIeTKU 3JIeKTPOXUMUYECKOT0 MOTEHIMaNa, 9YTO COMPSKEHO C THAPOJIH-
30M 1 monekynsl AT®, dpochopunupoBanueM pepMeHTa U yaaneHueM 3-X HUOHOB
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HaTpUA U3 KJIeTKU B 0OMeH Ha 2 MOHa Kajus U nocieaywmuM gedocpopunuposa-
HueM (puc. 195).

IuTo301E

Puc. 195. Cxema ¢pynkunonupoBanus Na-K-ATD-a3b1

BosHuKkaronuii Ha MeMOpaHe KJIeTOK 3JIeKTPOXUMUYeCKUil TIOTeHI1a obecredn-
BaeT IPOBeJieHre HePBHOT'O MMITYJIbCA U COKPAllleHHe MbIIIeYHOI'0 BOJIOKHA, TPAHCIOPT
TJIFOKO3bI 1 aMUHOKCJIOT B KMIIeYHUKE ¥ TIOYKaxX (KOTPAHCIIOPT). Y feTell BHYTPUKIIe-
TOYHOE COZiep)KaHMe KaJlus HWKe, a HaTPUs — BBIIIe, YTO CBA3aHO C HeJOCTATOYHOMU
MOIITHOCTBIO HaTpuii-KanueBoit ATD-a3bl.

DJIEKTPOJIUTHBIN COCTaB IIa3Mbl KPOBH (Tab1. 39) U IPyrux GUONOTHMYECKHX JKUA-
KOCTeli 3JIeKTpOHelTpaeH, TO eCTb CyMMa aHHOHOB PaBHAa CyMMe KaTHOHOB.

Tabnuya 39
DJIeKTPOINTHBII COCTaB KPOBU
CozeprkaHie, MMOJIb/J1
BemecTso
m1asma SPUTPOLUTHI
Harpwuii 130—-150 17-20
Kanuii 3,8—54 80—115
Xnop 95—-110 47,5—-50
®ocdat HeopraHUIecKuii 0,65—1,6 Crembt
Kanbiuit 2,25—2,8 Crnepnpl

Pezynauusa anexmporumnozo oanianca

B perynamuu snexrponutHoro 6ananca ydactByioT JKKT, cepzpedHo-cocynucras
cUCTeMa, TOYKH, HePOSHIOKPUHHASA CUCTEMA.

HeilposH/IOKpYHHAA CUCTeMa peryJsLUM Ipe/CcTaBleHa peHHH-aHTHOTeH3NH-
aJIbIOCTEPOHOBOM, TMIIOTAIaMO-TUIIOPU3APHON M CUMIIATOAZIPeHAIOBON CHCTEMaMHU,
a TaK)Ke HaTPUIypeTU4ecKUM MEeNTHIOM.

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
BoaHo-coneBovi 06MeH. MuHepasibHbIl cocTaB KpoBu 253

PeHHH-aHI‘I/IOTeHSI/lH-aJIbZIOCTEPOHOBaﬂ cucremMa

PeHMH — NpOTeONUTHYeCKuil pepMeHT, CeKpeTUPYIOLUIC B KPOBb IOKCTArIoMe-
PY/ISIpHBIM annapaToM [0YKU B ClyyasX NMOHMKeHUs AJl, yMeHbIleHUs COepXKaHUA
HATpUs U YPOBHA BOJBI B OpraHm3Me. B KpOBU peHVH ZeHCTByeT Ha aHTMOTEH3MHO-
reH c 00pa3oBaHUeM JieKalleNTha AHFHOTeH3HWHa-I, KOTopbIil peBpaliaeTcs B OK-
TanenTy aHruoTeH3uH-1II 1oz neiicTBIeM aHrMOTeH3UHIpeBpauammero pepmeHra
(AII®). AurnoreH3uH-11 BbI3bIBaeT BA30KOHCTPUKIIUIO M CTUMYJIMPYET BHICBOGOXKIE-
HYe aJIbIOCTePOHA U3 KOPbl HA/IIIOYeYHUKOB (puc. 196).

1PeabcopOIMu OCMOTHYECKH
LH,0, OLIK, AL 4' - CBOGOIHOM BOJIBI
| |ITo4edHBIN KPOBOTOK | 1

‘ AT

| ITouku — Penun | |

BazokoHcTpuKIna |

‘ AHIMOTeH3UHOTeH |.>| AHrroTeHsuH I |

‘ ATID
r
/ | Anrvorensus 11 | | MIOTanamMyc |
| AnbJiocTepoH | 1 1
\ 1Peabcopbumu Na* 1 [Na']
B [0YKaX — B KpOBH
(ocMOIAPHOCTD)

Puc. 196. Cxema perynsiuu BOJHO-COJIEBOr0 0OMeHa

AJNBAOCTEPOH — MUHEPaJIOKOPTUKOU/, KOTOPBIH yBeIn4nBaeT peabcopOLyio Ha-
TPUS B AUCTAJILHBIX KaHAJbLAX [IOYKH IyTeM JIefCTBUA Ha CHHTe3 GeJIKOB-T1epeHoCYU-
KOB — HaTpUeBbIe KaHAJIbI. AJIbZIOCTEPOH U aHTMOTEeH3UH-1I 06ecreyrnBaoT TakKe CBA-
3bIBaHUe HaTPUsA B OCMOTUYeCKH HeaKTUBHOM popMe B TKaHeBOe IeNo (KOCTHAS TKaHb).
B Hem HaxozmTcs '/,—'/, 9acTh BCero HaTpUs, Ha3biBaeMasi «M30OBITOYHBIN HATPHUIl».
YacTb ero NpoOYHO CBA3aHa C MUHepaJIbHBIMU KOMIIOHEHTaMHU CKeJleTa, a YaCThb, CBA3aH-
Hasi ¢ cyabdaTupoBaHHbIMU TAT, lerko 0OMeHKBaeTCs Ha APYyTHe NOHbI BHEKJIETOUHOM
XUIKOCTU 1 N1a3Mbl. TKaHeBOe iero MPUHUMAEeT y4acTue B NOALePKaHUU HOpMallb-
HOT'O yPOBHSI HATPHSI B KPOBU MpH ieQHIUTE ero MOCTYIIeHHUS UK TIPU U36BITKe B Op-
raHu3Me. Y fieTeil B KpOBY Yallle BO3HUKAIOT KOJIebaH!s HaTPUs U3-3a HeCOBepIIeHCTBaA
KaHaJIbLIeBOTO allllapara [04YeK ¥ OTHOCUTEJIbHOTO TUIePaIbJ0CTePOHU3MA.

HapymeHus NpoayKIuM aJbAOCTEPOHA IIPOUCXOAAT B pe3ysibTaTe HapylleHus
GYHKIMY KOPBI HaIMOYEYHUKOB.

XpoHnyecKasi HeJOCTaTOYHOCTh HAaANOYeYHUKOB (THIIOKOPTULM3M) WM 60Jie3Hb
AJnivcoHa XapaKTepu3yeTcsl CHU)KeHHO! POAYyKIMeld BceX KOPTUKOCTepOoUoB (MUHe-
pajio- U IMI0KOKOPTUKOUOB).
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TuneppyHKIMA KOPbI HAAMOYEYHUKOB — TUNEPKOPTUIN3M (cHHApoM KymmHra)
ABJIAETCS CJIeZICTBHEM OIyXOJM KOPbI HAaJNOYeYHUKOB (KapLuHOMA) WM rurnodusa
(aneHoMa). M301MpoBaHHOe MOBBIIIEHNe TPOAYKIMY albJOCTepOHa (TUIepalbloCTe-
POHU3M) 00YCJIOBJIEHO a/IeHOMOY KOPbI Ha/mo4e4yHuKoB (cunapom Konna) (puc. 197).

| TUTIO®U3 |_> AKTT

Apnenoma
Kopa Haano4ye4yHuKoB
KOPTUKOCTEPOUIbI
Kapruxoma AzleHOMa
I'unoxoptrnysm
I'inepKOpTULU3M — .
Cungpom Konna - XPOHUYECKUAN —
cunapom KymuHra
TUIePabI0- 6oJ1e3Hb ANZIMCOHA
(runepHaTpuemus,
CTepPOHU3M (rumoHaTpueMus,
TUNOKaJIMeMus,
(runepHaTpreMus, runepKaaueMus,
TUTEePrIUKeMuUs,
TUTIOKaJINeMUS, TUTIOTINKeMus,
OXUpeHHUe,
noBbleHye AJT) IUTMEeHTaLUA KOXH,
noBbinieHue AJT)
cHIDKeHue AJT)

Puc. 197. IIpn4nHbI U3MEHEHU IPOAYKIIMYA KOPTUKOCTEPOU/IOB

T'unoranamo-runodusapHas cucrema. [ToBblleHHe OCMOJIAPHOCTA KPOBU BbI-
3bIBaeT pasfipakeHue LeHTPOB OCMOJIAPHOCTH B FMIIOTalaMyce, YTO COIPOBOXKAAELTCSA
M3MEeHEeHNeM ITUThEBOTO PeXxXxrMa 1 0bpa3oBaHueM BaszonpeccrHa (AT).

BasompeccrH — HOHaIENTU/, CeKPeTUPYIOIUICA B KDOBOTOK 3a/iHel 10Jield TUIIO-
¢usa. lopmoH peanusyert cBoit apdexT yepe3 TAMD B KII€TKaX SMUTENHS JUCTATbHBIX
TMOYeYHBIX KaHaJbLeB, BbI3bIBAs peakuuio $pochopunupoBaHusi GesKa aKkBaNOpUHA,
y4aCTBYIOIIEro B peabcopOuuy 0CMOTHYEeCKU CBOOOAHOM BOZIBL.

BasompeccuH BBbI3bIBaeT TaKXe Ba30KOHCTPUKLMIO. HezocTaTouHas HPOAYKLMSA
Ba30IIPeCCHHA ABJISAETCA NPUYMHOM HecaxapHOro /iabeta [eHTPaJbHOTO reHesa, a Ha-
PYIIEHUS peleNiyy B TOYKaX MPUBOZIAT K Pa3BUTHUIO HepOreHHOTo HecaxapHOro Ana-
Gera. DTU COCTOSHUSA CONPOBOXKAAIOTCS OTUYPHUENL.

HarpuiiypeTHuyecKkuii menTu — ropMOH Ipezicepauii, 06pa3yeMblil B MOMEHT
VX PaCTSDKEeHUs NIPH TIOBBINIeHNH 06beMa LUPKy/upyomeil kpoBu. OH mozaBJser 06-
pasoBaHue anruorensuna-Ii, anbnocrepona u AZIT. B pe3ysbraTe n3 OpraHu3ma BbIBO-
JUTCs HATPUX U BOZA.

CuMnaToagpeHanoBasi cucTemMa. A[peHanuH noBsbimaeT Al 1 ycKopsieT KpoBO-
TOK, YTO COIIPOBOXK/IA€TCs YBeJIM4YeHUEeM BbIBeJIeHUsA BOAbL. AJpeHalVH aKTUBUPYeT
Na-K-Hacoc, crioco6cTBYs MOBBINIEHUIO COZIEPXKAHUS Kalus B KJIETKe.
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Boono-anexmpoaummnsie napyumenus (ouczuopuu)

BbizensfioT 2 OCHOBHbIE TPYIIbI HapylIeHWil: Aeruaparanusa (00e3BOXKUBaHIE)
U runepruaparanusa (BoJHasg MHTOKCUKALUA), KOTODble MOTYT CONPOBOXZIAThbCsA
C/IBUTaMH OCMOJIIPHOCTH (TMIIOTOHWYECKYe Y TUIIePTOHUYEeCKYe) WM TIPOTeKaloT Oe3
M3MeHeHHs] OCMOTUYeCKOro JiaByieHus (M30ToHW4ecKre). OCHOBHbIe TPUYUHBI IUCTU-
Apuii peficTaByieHsl B Tabmie 40.

Tabnuya 40

IIpUYMHBI BOAHO-3JIEKTPOIMTHBIX HapyIIeHUi

Jerupparanus (00e3BoKHBaHUE)

T'unepruaparanyus (BoAHAasA MHTOKCHKALMA)

1. Orpann4eHye OCTYIJIEHUS BOABIL.

2. Tlotepu BozibI (Auapest, PBOTA, OXKOTH,
MIOYeYHas HeZ0CTATOYHOCTD, HeCAXapPHBIi
nuabet, 601e3Hb AZITUCOHA).

3. ConpoBoxziaeTcs NOBbILIEHAEM
OCMOJISIPHOCTY BHEKJIETOYHOT'O BOJHOTO
CeKTOpa Y IlepeMellleHreM BOJIbl U3 KJIeTKU
C IOCJIeAYIOIUM ee CMOPIIMBaHUeM

1. I36bITOYHOE TIOCTYIIeHHE BOIbI
(BnuBaHue GOJBITNX 06'EEMOB OCMOTHUYECKH
CBOOO/THOM BOJIBI).

2. HapyuleHus BbIBefileHU BOAbI (M0YeyHas
HeZI0CTaTOYHOCTh, HeJJOCTaTOYHOCTh
CepZeYHO-COCYUCTON CACTEMBI,
runepnpoaykuusa AJIT).

3. BHyTpuKJIeTOYHAsA rUIepruiparanus
Yale BCero XapaKkTepusyeTcs yBelnyeHrneM
06beMa BHEKJIETOYHOTO BOZHOTO CeKTOpa
Y CHUXKEHUEM ero OCMOJIIPHOCTH

DocPhHopHo-Kanvyueasiit oOmen

Kanbuuii — BHEKJIETOYHBIH 3J1eMeHT, HauboJIbIee ero KoundecTso (99 %) Haxo-
JWTCS B KOCTAX. B 1y1a3Me KPOBU cofiep>kaHue Kanblus coctasiuser 2,0—2,8 MMOJIb /1.
Kanbnuii mpucyTcTByeT B KPOBH B Tpex Gpopmax: MeTabONNYeCKH aKTUBHBIA — UOHU-
3upoBaHHOe cocTtostHue (50 %), cBsA3aHHBIN ¢ 6enkaMul (40 %) U CBA3aHHBIN C HU3KO-
MoseKynsipHbiMU coenimHeHusiMU (10 %). Kanbuumit Heo6xoauM Jiisi MUHepaIu3aluu
KOCTei1 1 3y60B, IPOBe/IeHNs] HePBHO-MbILIEYHOTO BO30YKIeHNUS, CBePTHIBAHUS KPOBY,
OH AIBJIAAETCS BTOPUYHBIM MECCEHPKePOM [UIf PsAZia TOPMOHOB.

Docdars! cozepxarcs BHYTPU KJIETOK B BHZe OcTaTka opTo$ocOPHOH KUCTOTHI
B COCTaBe GENIKOB, HYKJIEMHOBBIX KHCJIOT, JIMIIMAOB, KOGepMEeHTOB, CaXapoB M MaKpO-
aprudeckux coefuHenuit. @ocdarsl B I1a3Me KPOBU NPUCYTCTBYIOT B cocTaBe pocdart-
Horo Gydepa u cocrassoT 0,65—1,6 MMOJIb /1.

YpoBHU KanbLysA U pocdopa B KPOBU PETYIHPYIOTCS COITIACOBAHHBIM JleliCTBEM
TOPMOHOB — MApPaTrOPMOHOM U KaJIbIIMTOHMHOM ¥ TOPMOHOM BuTamuHa D,. Jljis aTux
FOPMOHOB MUIIEHAMU ABJAIOTCA KJIETKM KUIIEYHON CTeHKH, KJIEeTKA KOCTHOM TKaHU
Y JTIATENNH TT0YeYHBIX KaHaublleB. [JapaTTOPMOH M KaJbLIUTOHWUH ABJISIOTCA aHTAro-
HUCTaMU 110 JefICTBUIO Ha KOHIIEHTPALXIO KalbL}A B KDOBY ¥ CUHEPTUCTAMHU 110 BJIUA-
HHUIO Ha ypoBeHb pocdaToB. Cekpelns B KPOBb NAPATTOPMOHA MTOBbIIIAET KOHIIEHTPa-
IMI0 KaJblUA ¥ MOHWXKaeT KommdectBO pocdaToB B HEl, a ceKpenus KaJabLUTOHUHA
TMIOHIKAeT cofiepXaHue U Kajblysd, u pocharos.

Butamun D, (xonexanbuudepom) ob6razaer rOpMOHONMOMOOHBIM [eHCTBH-
em. Ero axtuBHble mMerabomutsl 1,25(0H),D,, 24,25(0H),D, MHAYLMPYIOT CHHTe3
Ca-cBA3bIBaONIUX O€JKOB Kanb0aliIMHOB B KJIETKAaX MULIEHSX.
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KHCIOTHO-OCHOBHOE COCTOSIHHUE

KucnoTHo-ocHOBHBIM cocTosgsHUueM (KOC) Ha3blBaeTCs COOTHOILIEHUe KOHIIeH-
Tpauuii nonos H* k OH".

B opranusme kuciaotoobpa3oBaHue mpeobiasaeT Hax 06pa3oBaHUeM COeMHEeHHI
OCHOBHOT'O XapakTepa.

VcTOYHMKAaMK MOHOB BOZIOPO/A ABJIAIOTCA:

1. Jleryyas xucnora H,CO,, B cyTku obpasyercs 10000—20000 mmons CO, npu
OKHCJIeHUH OeJIKOB, )KUPOB, YITIEBO/IOB.

2. Herneryurie MUHepaJbHbIe KMCJIOTHI, B CyTKU 00pa3yeTcst 0Koso 70 MMOJIb:

— ¢ocdopHas kucnora (pocdarsr (H,PO,’) BbICBOOOKIAIOTCSA TPU paCIienieHun
HYKJIeOTU/10B, pocdommnuzos, pochonpoTerHoB);

— cepHas kucyota (H,SO,), consnas kucnota (HCI) (npu oxucnerny 6ekoB).

3. Opranuyeckue KUCJIOTHI: MOJIOYHAs, alleTOYKCyCHa.

HecMOTps Ha BBICOKYIO CKOPOCTb KUCIOTO0Opa30BaHusA, pH KpOBU yziep>KUBaeTCs
Ha MOCTOSIHHOM CJ1abo1eouHoM ypoBHe (7,36—7,44). B peryasiuuu pH npuHUMaioT
yuacrre 6ydepHble CHCTeMbl KPOBH 1 OPraHbl pU3HOJIOrHIecKOro KOHTPOJIS — MOYKH,
nerkue u KKT.

BydepHble cucTeMbl COCTOAT U3 CONPSXKEHHON KMCIOTHO-OCHOBHOM Mapbl — JIOHO-
pa u aKienropa npotoHoB. YpaBHenue [eHnepcona—Xaccenbbaxa o3BosisieT onpese-
JIUTb NOBezieHne 6ydepHbIX PaCTBOPOB MPH Pa3HbIX 3HAUeHHUAX pH:

[akuenTop mpoToHOB|
[moHOp IPOTOHOB|

pH = pKa + log
rae K — KOHCTaHTa AMCCOMAaIiy JOHOPA TPOTOHOB.

KonuuecTBeHHOU XapaKTepUCTUKON o6oro 6ydepa ciyxut OydepHast eMKOCTb,
KOTOpasi 3aBUCUT OT aGCOIIOTHBIX KOHIIEHTPALUII er0 KOMIIOHEeHTOB.

B kpoBu paznuyarot 4 6ydepHbie cucteMbl: bukapboHaTHYyI0, PpocdaTHyo, Henko-
BYIO U TeMOTJIOOUHOBYIO.

1. BukapOonarnas 6ydepHas cucrema cocrasisier 10 % Bceit 6ydepHOil eMKO-
CTH KPOBU U COCTOUT U3 KUCJIOTHO-OCHOBHOM Mapbl: 6MKapOOHATa U yrOJIbHOM KHCIIO-
Thl, WJIK COOTBETCTBYIOLIero eif o6sema CO,.

CooTHoIIeHre KOMIIOHeHTOB Gukap6oHaTHOTO Gydepa cienyromee:

[HCO,] 20

[H,CO,] mm6o CO, 1

’

npu pH = 7,4, cornacHo ypaBHenuto [enepcona— Xaccenbbaxa.

CucremMa B OCHOBHOM HeMTpanu3yeT KKCIIble IPOAYKTHI C ydacTreM GnKapO6OHaTHO-
ro MOHa:
KapGoaHruzipasa
H* + HCO", — H,CO, >CO, + H,0

H306bITOK YIJIEKUCIIOrO rasa yaanadeTcd IyTeM YBeJIUYeHWA BEHTUIIALUUUN JIeTKUX,
d 6HKap6OHaTHbeI VOH 3a/1€PXNBAETCA IMOYKAMU IIYTEM €TI0 pea6cop6u1/m, Ipru 3TOM
COXpaHsAeTCsA COOTHOIIEHVE KOMIIOHEHTOB 1 pH

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
KncnoTHo-0CHOBHOE COCTOsIHUE 257

[IpOTHBOIIOJIOXKHBIE TPOLIECCH MPOMCXOSAT MPU HEUTpaIM3allid OCHOBHBIX MPO-
IYKTOB OOMeHa:

OH- + H,CO, — HCO; + H,0

M36bITOK GMKapOOHaTa yaanseTcs yepe3 MOYKH, a BbIBeZleHHe YTOJIbHON KUCTIOTHI
YMEHBIIAeTCs BCIIe[CTBYAE CHYDKeHUS BeHTUIALNY JIETKUX.

2. ®ocdarnas OydepHas cucrema cocrasnsier 1 % 6GydepHON eMKOCTH KPOBU
¥ COCTOMT U3 CONPSKeHHON KMCIOTHO-OCHOBHOM Maphl: /IBY- ¥ OJHO3aMelleHHBIX (oc-
¢aroB B coorHomenuu 4 : 1 npu pH = 7,4 cornacHo ypaBHeHMio [eHiepcona— Xacceb-
baxa:

[HPO;] 4
[H,PO;] 1

MexaHu3M 7IeHCTBUS TAaK)Ke OCHOBAH HAa HEMTPAIM3aLMU KUCIBIX IPOAYKTOB OC-
HOBHBIM KOMIIOHEHTOM Oydepa 1 Ha060poT:

H* + HPO,> < H,PO,

V36BITOK KOHIIEHTPaIHii KOMIIOHEHTOB Oy(depa BEIBOAUTCS Yepe3 MOYKH.

Bukap6onatHas u pocharHas 6ydepHbie CUCTEMBI TONYYUINA Ha3BaHKME BBIBOS-
1IMe, TaK KaK U30bITKM UX KOMIIOHEHTOB BBIBOJSTCS U3 OPTaHM3Ma IM00 Yepe3 jerkue,
7100 Yepes MOYKH.

3. BenkoBas OydepHas cucrema cocraBisieT 2 % OydepHON eMKOCTH KPOBU
¥ COCTOMT U3 albOYMUHOB U T100yTMHOB. BydepHble CBOICTBA 0OYCIOB/IEHBI IPUCYT-
CTBUEM KHUCJIBIX U OCHOBHBIX aMUHOKHUCJIOT B UX COCTaBe.

4. Temorno0uHoBasi OydepHas cucrema BMecTe ¢ GUKapOOHATHON COCTABIIsIET
75 % GydepHoil eMKoCcTH KPoBU. Ee fielicTBUe CBSI3aHO C IbIXaTebHON QYHKIUEI Kpo-
BU. OHa COCTOUT U3 JIe30KCH- ¥ OKCHIeMOIJIOOMHA 1 X COJIell C KauveM, U ee pabota
comnpspkeHa ¢ GyHKIOHMPOBaHHeM OMKapOOHATHOI CHCTeMBbI APUTPOLIUITOB:

[KHb] [KHCO,] [KHbO,]
[HHb] * [H,CO,] ’[HHbO,]

Camasi cuyibHast KMCJIOTa OKCUTeMOTTIO0NH, a c/labasi — 1e30KCUreMOTJIO0NH.

B TKaHAX CO3/]aI0TCA YCI0BUA HU3KOTO NapIMaIbHOTO [aBJeH!s KUCIOPOa U BbI-
COKOT0 NapLyaJbHOrO AaBJIEHUs YIIIEKUCIIOro rasa. [Ipy 3ToM IponucxoguT Auccouna-
1Ms reMoryIobuHA ¢ 0TAayveii TKaHsaM Kuciopoza (1) u obpa3oBaHMe YroJbHOM KUCIIO-
ThI 1O/ IeficTBUeM KapOoaHTuapasbl (2). YrojbHasi KUCIOTA JIerKo Auccoruupyer (3),
NOJKUCIIASA Cpefy:

KHbO,— KHb + 40, (1)

6
COZ + Hzo KapOoaHru/zpasa » H2C03 (2)
H,CO, — H* + HCO, (3)

KHb HeliTpanu3syeT KUCIOTY, IPUCOEMHSASA Cpa3y 2 NPOTOHA (4) K TUCTUAWHY JIBYX
B-Lierneii c 06pa3oBaH1eM MOJOKUTEIBHOTO 3aps/a.

KHb + 2H* + 2HCO,— HHb + 2K* +2HCO; (4)
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ITpoucxonut crabummzanus T-KoHPopMAIMK reMOrI00MHA 3a cyeT 06pa30BaHUA
JIBYX COJIEBBIX MOCTHKOB MEX/Iy TOJIOXKUTEILHO 3apSKeHHBIMU OCTaTKaMU TUCTU/IMHA
¥ OTPHULIATETbHO 3apPsKeHHbIMU pa/iKaTaMy acrapTaTa.

O6pasyromasics cnabas kucinota (HHb) crocobceTByeT fanbHeidnneit JUCCONUan
YTOJbHOM KUCJIOThI, OMKapOOHATHBINA MOH AUPDYHAUPYET B IJIa3My, TAKUM CIIOCO6OM
TMIPOMCXOZIUT TPAHCIIOPT YITIEKKCTIOTO ra3a B jerkue. JIpyras ¢opma tpascropra CO,
OCyIIeCcTBseTCS CBOOOHBIMYI aMUHHBIMU IPYINIAaMK TeMOIJIOOKMHA C IIpeBpalieHneM
ero B kKapbaMHUHOTeMOTJIOOHH:

HHb—NH, + CO, <> HHb—NH—COOH

B nerkux reMoryo0uH HachIaeTcsi KUCIOPO/IOM B YCIOBUSIX BBICOKOTO Maply-
aJILHOTO JIaBJIeHust KUCIopozia. OKCUreHarysi reMOrJI00MHA COMPOBOXK/AETCS M3MeHe-
HUEM ero KOHpOPMAIUU, YTO MPUBOIUT K Pa3PhIBY CONEBBIX MOCTHKOB MEX/Y ABYMsI
B-1iensAMY 1 BBICBOOOX/IEHUIO TPOTOHOB, 06pa3yercs o4eHb CUiIbHAst KUcIoTa (5). B ee
HeMTpanr3aliy y9acTBYeT OCHOBHON KOMITIOHEHT OMKapOOHATHOI OydepHOit cucTeMbl
(KHCO,) (6).

HHb + 40, — 2H' + HbO, (5)
2H* + HbO, + 2KHCO, — KHbO, + 2H,CO, (6)

KkapboaHruapasa

2H,CO,— "> 2C0, + 2H,0 (7)

YronbHasg KHUCJIOTA B IPUCYTCTBUM OoOJiee CHIIBHOW KHUCJIOTHI OKCUTeMOTJIOOH-
Ha He MOJBepraercsi AMCCOIMAIMHY, a Pa3jiaraeTcsi KapboaHTUAPa3ol Ha YIIeKUCIIbIi
ra3 1 Bofly (7), KOTOpble yAaATCA U3 JIeTKUX NPU [blXaHUU. JIeTKUM J0CTaTOYHO
1—3 muH g4 perynaunu KOC nyTeM U3MeHeHUsI BEHTUIALNY, [I0YKaM /I 3TOrO He-
o6xoaumo 2—3 cyT (cM. pasa. 15).

IHoxa3zameau KOC

Pap mokasareneit KOC (pH, pCO,, pO,) onpeziesisioT IpsMbIM U3MEPEHUEM C HC-
noJib30BaHKeM aHanu3atopoB KOC, mpubopoB Tuma «MUKpOACTpyI». JIpyrue mokasa-
tenu (AB, BB, SB, NBB, BE) onpezieNififoT pacueTHbIM MyTeM IO CHeIHaTbHbIM rpadu-
KaM HoMorpammam (1abam. 41).

Tabnuya 41

I[Ioka3aTenu KMCJIOTHO-OCHOBHOI'O COCTOSAHUSA KpoBH

o IIpunaroe HopmanbHbie
OKas3aTeJlb XapaKTepHCTHKa
0603HayeHune BEJIMYNHBI
AxtyansHblii pH | pH Boznopoausiit 7,36—7,44
[I0Ka3aTesb — OTpULlATe]bHbII
Jiorapum KOHI[eHTpaIlli HOHOB
BO/IOpO/ia B KpoBH 11pu 38 °C
[TapumanbHOE pCO, Hanpsokenue yriaekucsoro rasa. AprepuanbHas
JlaBJIeHNe IMosbimenne uny noHwxenne pCoO, |KpoBb — 36—
YIJIEKHCIIOTO Ta3a 10 CPaBHEHHUIO C HOPMaJIbHbIM 44 MM PT. CT.,
YPOBHEM CJIYXXUT IPU3HAKOM BeHO3Has KPOBb —
pecniuparopHoro Hapyuenuss KOC  |46—58 MM pT. CT.
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Oxonzarue mabn. 41

o IMpunaroe HopmasnbHble
OKa3aTeJb XapakTepucTuka
o6o3Ha4eHue BEJIMYHMHBbI
IMTapuuanpHOe pO, IMTapuuanbHOe JaBeHNe KUCTI0poAa | ApTepuaibHas
IlaBJleHue B ra30BOH CMecH, HaxXoAsALIencs KpoBb — 80—
KHUCJIOpOJa B paBHOBecuH ¢ KpoBbio 11pu 38 °C. | 108 MM pT. cT.,
CHUXeHHe 9TOro MoKa3aTes BeHO3Hasi KPOBb —
CBUZETeJIbCTBYET O Aeduuure 38—40 MM pT. CT.
KUCJIOPO/a B TKaHAX (TUIOKCUN)
AKTyanbHbIA AB OTpaxkaeT KOHLIEHTPALIMIO 21—25 MMoOJIb/N
GukapOoHaT (Actual 6ukap6onaros (HCO,") B miasme
KpOBU bicarbonate) |kpoBu npu puU3MOIOrUUECKUX
YCTIOBUAX
CraHzapTHbII SB KonrenTpauus 6ukapboHarta 21—25 MM PT. CT.
6ukapboHaT (Standart B IIJTa3Me KPOBU, TPHBeJeHHAs
bicarbonate) |x cranzaprabiM ycnoBusM (pH =
7,40; pCO, = 40 mm pT. cT.; 38°C;
[oxcuHB] = 100 %).
SB = AB — HapylleHuii Her,
SB > AB — pecnupaTOpHbII
aJKasos,
SB < AB — pecnupaTOpHbIA auuz03
BydepHnbie BB CymMma Bcex aHMOHOB ¢ OydepHbiM | 40—60 MMOJTB /11
OCHOBaHUSA (buffer bases) |zeiicTBueM B KPOBH, OJHOCTBIO
Haceimennoi O,. ITo Benrnyune
BB cynsT o MetabonuyecKux
Hapymenuax KOC
HopmanbHebie NBB CyMMa Bcex OCHOBHBIX (aHUOHHBIX) | 40—60 MMOJIb/ 1T
6ydepHbIe (normal 6ycdepoB B KpOBH, HO IPUBEJIEHHBIX
OCHOBaHHUSA buffer bases) |x crannaprabiM ycnoBusm (pH =
7,40; pCO, = 40 MM pT. cT.; 38°C;
[oxcuHB] = 100 %)
N36bITOK BE Cwmerrerne 6y¢depHbIX OCHOBaHMi + 2,5 MMOJb /1
Wiy ieUIIT (base excess) |10 OTHONIEHHUIO K CTaHAAPTHBIM
GydepHbIX ycrosusiv, BE = BB — NBB.
OCHOBaHUH B cry4ae anuziosa oTMedaercs
nedunut BB 3a cuer CBSI3bIBaHMs
VX HeJIeTy4YMMU KUcoTamu. I1pu
aziKasose coziep>xanue BB Bo3pacraer
3a CYyeT CHUDKeHUS HeJleTyIUX KUCTIOT
Hapywenua KOC

Hapymenuss KOC yamie HaG/i0al0TCS B KJIMHUAKE HEOTTIOXHBIX COCTOSTHUE. WX
KIaccuUIMPYIOT Ha KOMIleHCHpOBaHHbIe (6e3 caBura pH) 1 HEKOMIIEHCHPOBaHHbIE
(co caurom pH). Casur pH B kucnyto cropony (pH < 7,35) Ha3biBaeTcs aluzio30M.
Cnsur pH B menounyio cropony (pH = 7,45) — ankano3om. ITorpaHudHbIe C KXU3HBIO
3Hauenus — pH = 6,8 u pH = 7,8. B 3aBUCUMOCTY OT IPUYMHBI HAPYILEHNS PA3NAYAIOT
pecrnupaTopHble, MeTaboIMIecKre ¥ CMeIlaHHble alli/I03bl ¥ aJIKaI03bl.
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PecniupaTopHbIi alM03 CBS3aH C TUTIOBEHTUIIALIMEl JIETKUX NPY OPOHXUATBHON
acTMe, IHeBMOHUAX. 3afiepxKa BbiBesieHus1 CO, IPUBOIUT K IIOBBIIIEHHIO AKTYaIbHOTO
6ukap6oHata kposu (Actual bicarbonate, AB).

PecniuparopHbIii aJKano3 o0yCcJIoBJeH YCUIeHNeM BeHTHIISIIUY JIETKUX B YCJIO-
BUAX pa3psyKeHHON aTMocdephl, NpU OJbINIKe, OH XapakTepusyercsa morepeii CO,
U cHXeHueM AB.

Merabonuyeckuii anMm03 xapakTepusyeTcsl CHIDKeHueM B kposu AB u pCO,,
YBeJINYMBAETCS BEHTUIALWA JIETKUX U BbIBe[leHHe MOYKaMU KHCJIBIX ¥ aMMOHUHHBIX
COJIEH, 4TO SABJISETCA KOMIIEHCATOPHOU peaKIuei.

B 3aBUCHMOCTH OT IPUYKH Pa3jIMyaioT 2 BapraHTa MeTaboInuecKoro anui03a:

1) runepxyiopeMUYeCcKui;

2) ¢ BBICOKUM aHUOHHBIM UHTEPBAJIOM.

T'unepxnopeMudeckuii anuno3 o6yciosieH HakomnenueM HCI B kpou. [Tpuun-
HaMU €To ABJIAITCA:

* yBeJMYeHue NpoAyKuuu H*;

e JIONIOJIHUTENIbHOE BBeZleHne H' ¢ MejuKaMeHTamy;
 HapylleHVe BbiBeZleHUs H' Ipy nopaxeHu! nodex,

« notepst 6ukapbonatos u3 JKKT (quapest) umu dyepes mMOYKH.

Auuno3 c BHICOKMM AHHOHHBIM HMHTEPBAJIOM DPACCUYUTHIBAIOT 1O Qopmyre
([Na‘] +[K*]) — {[CI'] + [HCO,]}. B Hopme oH paBen 10—18 MMOJIL/ 11 ¥ OKa3bIBaeT
KOHIIEHTPALIMI0 HeM3MepeHHBbIX aHUOHOB: $pocdaToB, cynbdaToB, HenKOB, OpraHude-
CKUX KUCJIOT.

Takoii BapuaHT anu03a 06YCIOBJIeH CHIKeHHeM KOHIleHTpanuu 6ukapboHaTa 3a
CcYeT HAKOIIEHUS] OPraHNYecKUX KUCIOT (JIaKkTaTa, aneroanerara). OH HabmonaeTcs
TIpU caXxapHOM JiuabeTe, TOJIOJAHUHY, TUIIOKCHY, OTPaBJIeHNH MEeTaHOJIOM, 3THJIEHTJIH-
KOJIEM.

Y HOBOPOXIEHHBIX HAOJMOMAeTCs MeTaboTNYeCKUi anum03, 00YCIOBIEHHBIN Ha-
KOIUIeHVeM HeZIOOKUCJIeHHBIX IIPOAYKTOB, pH Kposu = 7,2—7,3.

MeTa0onIM4ecKuii alKano3 xapaKTepu3yeTcsi MOBbilieHreM AB ¥ MOBBIIEHH-
eM pCO,. KomreHcaTOpHBIMY MTPOLIECCAMU SIBJISTIOTCS CHU)KEHUE BEHTUJISALMU JIETKUX
¥ yBeJInyeHye BbIBeleH!sI 6MKapOOHAaTOB C MOYOHA.

[TpUYMHBI MeTabOITIECKOT0 aJIKajI03a:

 noTepu H' ¢ jxey04HBIM COZlep>)KUMBIM IIPH PBOTE;
 U30BITOYHOE BBE/IEHNE LIEJIOUHBIX PACTBOPOB;

o neULUT Kaus;

* aJIBOCTEPOHU3M U Ha3HaYeHHe CTePOUIHBIX TOPMOHOB.

bejku 11a3MbI KPOBH

B rura3me KpoBu coziepxutcs 7 % Bcex OeIKOB OPraHU3Ma, a Takxke pa3Hoobpas-
Hble HM3KOMOJIEKYJIsIpHble BemecTBa. Ob6Iiee coziepxkaHue GeNKOB B Iia3Me KPOBH
B3POCJIOTO YesloBeKa CocTaBseT 65—85 /.

Besky nasMbl — 3TO CJI0XKHasA reTeporeHHas CMech, BKJII0YAIOLIasi He TOJIbKO IIPo-
cTble GeJIKH, HO U CJIOKHbIe, KOHbIOTPOBAHHbIE MOJIEKYJIBI.

CoBpeMeHHBIe BBICOKOpa3pelIalole MeTOAbl pasfiesleHns, TaKie KaK 3JIeKTpO-
dopes B monuakpuIaMuUiHOM rejle, UMMyHO(pePMeHTHbII aHammu3, u3oTaxodpopes, ad-
¢duHHas xpoMaTorpadusi MO3BOJIMIHU BbiEATH 60siee 200 6eIKOB M1a3Mbl KPOBU. DTH
GeJIKY pa3IMyaroTCs 0 MOJIEKYISIPHOM Macce, 3apsiy, CPOZICTBY K HOCUTEJIIO U JIp.
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OcHoBHbIe GeJKY MIa3Mbl — albOYMUHBI, X KOHIIeHTpauus cocrasiser 40—50 /7.
Komrnenrpauus riaobynusoB — 20—30 r/n; ubpunorena — 2—4 r/11.

Benky n1a3MbI KPOBY BBINOJHAIOT CJIAYIOIIME QYHKIIUM:

1. TTopep)XMBaIOT OHKOTHYECKOe JaByieHre KpoBU. CozeprkaHue OeJKOB B IIa3Me
BblIlle, YeM B TKaHEeBOM XXUKOCTU. BesIKu CBA3BIBAIOT BOAY U 33/lep>KUBAIOT ee, He I10-
3BOJISIA BBIXOZUTD M3 KPOBSIHOTO pycia. CHI)KeHHe OHKOTUYeCKOTO JIaBJeHus] COIpo-
BOX/AeTCs Pa3BUTHEM OTEKOB.

2. Perynupytot u noanepxusaioT KOC kpoBu, 61aronapst pabote reMorio6uHOBOM
¥ 6eIKOBBIM Oy(pepHBIM CHCTEMAM.

3. CBA3BIBAIOT U TPAHCIIOPTUPYIOT KaTHoHbI Cu®', Fe?*, Ca?*, Mg?" 1 mpenAaTCTBYIOT
UX BBIBEZIEHUIO C MOYOM.

4. VIMMyHOTJI00y/TMHBI y9aCTBYIOT B PeaKIUAX T'YMOPAJIbHOTO UMMYHUTETA.

5. ITpu 6eIKOBOM I'OJIOZAHUY Pa3IMYHOM STHOJIOTMH OeJIKY IIa3MBI CITYKaT pe3ep-
BOM aMUHOKUCJIOT.

6. CrieiaiM3upoBaHHbIe O€JIKY CBA3BIBAIOT U TPAHCIOPTUPYIOT YIII€BO/BI, JIAIH-
Iibl, TOPMOHBI, BUTAMUHBI, JIeKapCTBeHHbIe U TOKCUYeCKe BelleCTBa.

B KpoBHU IIPUCYTCTBYIOT 5 NPOTEOIUTUYECKUX CUCTEM:

1) cucrema cBepTHIBaHUSA KPOBY;

2) cucreMa GpUOPHHOMN3A U IPOTHBOCBEPTHIBAIOIIAS CUCTEMA;

3) aHrMOTeH3WH-PEeHNHOBAsA CUCTEMA, YUacTByIomas B perynauuu AJl;

4) crucreMa KOMIUIEMEHTa, OCYILeCTBIISAONIAS JTU3UC KIeTOK M aKTUBUPYIOLIAs CHUC-
TeMy CBepTbIBaHUS;

5) KaNJIUKpenH-KWHIUHOBAS CUCTeMa, KOHTPOJMPYIOIas BCe 5 MPOTeOTUTUIECKUX
CHACTEM.

ITpoTeonuTuyeckue CCTeMbl MHOTOKOMIIOHEHTHBI, UX aKTUBAalXA UJeT 10 KacKaj-
HOMY MeXaHU3MY, 4TO MMeeT O0JIbIIoe OOXUMUYecKoe 3HaueHre, TaK KaK Ha KaXKI0M
sTare BO3MOXXEH KOHTPOJIb (HEHCTBYeT MPUHLUI 3JIEKTPOHHOTO (POTOYMHOXUTENS),
IJIaBHbIE IPOTEOUTUIeCKUe pepMEHTHI SBIISIOTCS CEPUHOBBIMYU MTPOTENHA3aMH TPUII-
CHUHOBOrO psizia (KpoMe peHMHA — 3TO aprMHUHOBAsA NpoTenHasa). OHU IMAPOJIU3YIOT
TeNTU/IHbIE CBs3U, 00pa30BaHHbIE APTUHUHOM WJIH JIM3UHOM CO CTOPOHBI AMHHOTPYIIIL.

KannukpenH — 3T0O yHUKa/lbHasg IIPOTeMHAa3a, KOTOpas BBINOJIHAET POJb «Iepe-
KJII0YaTesIsi» ¢ OAHOTO MeTaboIM4IecKoro MyTy Ha IPYroi.

Benku octpoii ¢pasbl (BOD) ABnAIOTCA MapKepaMy OBPEXXAEHNUS 1 BOCTIAJIEHH L.

K BO® otHOCAT 710 30 6€IKOB, B TOM YKCJIe KUCTIBIH O, -TTTMKOIIPOTeNH (CepOMYyKO-
W7T), O.,-aHTUTPHUIICUH, UOPHHOreH, O.,-MaKPOIJIOOY/IUH, TaNTOrI00UH, Liepy/Ioma3-
muH, CPB u 1p.

Conepxxanue BO® yBenuuuBaercs B TedeHue nepsbix 24—48 4 (CPB yBenuuuBa-
ercsi B mepBble 6—12 ) mpu GakTepranbHOIA, BUPYCHOM, Mapa3uTapHOil MHPEKIINH,
du3myeckoil UMM XMMUYECKOH TpaBMe, TOKCHYeCKOW MM ayTOMMMYyHHO! peakLuH,
3J7I0Ka4eCTBEHHBIX HOBOOOPA30BaHUAX. XapaKTepU3yIOTCsA HecrelupUIHOCTbIO, 3aBU-
CHMOCTBIO OT aKTUBHOCTU 3a00JIeBaHMs, CTaZUK NPOLiecca ¥ MaCCUBHOCTH TIOBpPeXe-
Hust. Tect Ha BO® BakeH /1711 MOHUTOPHHTA TedeHusi 3a60J1eBaHuUs U KOHTPOJIs 3 dex-
TUBHOCTH JIeUeHHUs.

HauGosee OCTYIHBIM U [I03TOMY IIMPOKO KCIOJIb3yeMbIM METOZOM paszieIeHus]
GesKoB siByIsieTcs 37ieKTpodopes Ha Gymare U alleTaT-1eJITI0JI03HOM MIeHKe (CM. pHC.
18). DTOT crocob Mo3BOJISAET pa3feuTh OeKy Ha GpPaKIUK, ONPENETUTh X TIPOIEHT-
HOe coziepXaHue 1 abCOMI0THOe KOJM4ecTBO (Tab. 42).
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Tabnuya 42
AGCOIOTHOE U OTHOCHUTEJIbHOE COZlepiKaHue 0eIKOB B 0eIKOBbIX (paKIUsIX
Envaunna nsmepeHus
HasBanue
% r/n
Anb6yMUHBI 59—-60 42-51
[106yMUHBL
o, 3-7 2-5
o, 5-8 4-7
B 11-13 5-9
Y 15—-22 8§—-17

Bo3MosxHbIe HapyIIeHNs COZIePKaHusA 1 COCTaBa OeIKOB IJIa3Mbl KDOBH ITPeZCTaB-

JIeHb! B TabI1. 43.

Tabnuya 43
HapyieHus cofepxaHus U COCTaBa GeJIKOB MJIa3Mbl KPOBH
Hapymenus IIpy4uHbI pa3BUTHA
TunonporenHeMusi: | AGCONIOTHAA: OTHOCUTeNbHasd:
KOHI[eHTpaIwms GesKa — moTepsi 6esKa C MOYO# TPH MATOJIOTHH ysenndenne OIIK
CHIDKAeTCs noyek (HepPOTUIECKUII CHHAPOM); (runeprugparanus),
1o 30—40 r/n. — npu nopaxenuu JKKT, 3a/1ep*Ka BOZIbI
— QJIMMEHTapHOTO NIPOUCX0XIEeHU B OpraHu3Me IIpu
(6esrKOBOE TOTOZIAHIIE); HOpakeHu! cepza
— yBeJIM4YeHue IPOHULIAeMOCTH CTEHOK
KalWIAPOB;
— HapyIueHue cuHTe3a 6eIKOB TJ1a3Mbl KPOBH
IIpY IIOPaXKEHUHU I1eYeHU U JPYTUX OPraHoB
T'unepnporenHeMusi: | AGCONIOTHAS, CBSI3aHA C OSIBJIEHIEM OTHOCHTe/IbHasA,
KoHueHTpauus obmero | naToyornieckux OeaKos: CBf3aHa C morepei
GeJIKa MOXeT IOCTUTaTh | — MOHOKJIOHAJIbHAA y-1IaThsA (IPOLieHTHOe OpraHU3MOM
100—160r/n conep)xanue y-rao6yauHoB ~ 80 %, 4To XKUJKOCTH IIPU
HabJII0/1aeTCst IPH JIeHK03e, BUPYCHBIX nopaxenuu KKT,
3a6071€eBaHNAX, XPOHUYECKOM aKTHBHOM TSDKEJIBIX TPaBMax,
rernarure); HeyKpOTHUMOH pBOTe
— MOJIMKJIOHAJIbHAA y-IIaTUA OTMe4aeTcs pu
ayTOMMMYHHBIX 32060JIeBaHUAX, XDOHIIECKOH
IIaTOJIOTUH TedeHH; 6ose3Hr BanbaecTpeMa
IMapanporenHemusi: | IIpuuuHbL:

COCTOsIHUE, CBSI3AHHOE
C YBeJIMYEHHEM COJIED-
*aHus obero 6enka
1 0GHapyKeHneM
Hecrenupuyeckux
GenKoB

— MuenomHas 60J1€3Hb (I‘EHepaJII/ISOBaHHOG TopaxeHue KOCTHOM
CHUCTEMBI 1 HO‘JEK). Ha MpOoTenHOTpaMMe O6Hapy>KI/IBaI'OT

M-rpanueHT, B Moue — 6enku Berc—JlxoHca.

— Bo ¢paximu o-TI06yIMHOB MOXeT MOSIBUThCA y-(PeTorno6yIuH
(0-peTonpoTent), KapHUHOIMOPHUOHAIBHBIN AHTUTEH.
a-®erorn06ynuH NUPKYIUpPyeT B KPOBU NpuMepHO y 70 %
GOJIBHBIX € IEPBUYHOI IellaToOMOl, Y NALMEHTOB C PAKOM JXeNyZKa,
TIpe/icTaTeIbHOM JKesle3bl ¥ PUMUTHBHBIMU OMyXOJISAMU SUYKa
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Oxonzanue mabn. 43

Hapymenus IIpu4nHbI pasBUTHSA

HJedexTnporennemun | VI3BeCTHBI aHANBOYMUHEMSI, aHATb(DATUIIONPOTEMHEMUS,
SIBJISIIOTCST TabOpaTop- abeTampoTerHeMusi, aTpaHchepPUHEMHS, aTaMMarI00yTMHEMHST
HbIMU HaxogKkaMu. OHU
CBSI3aHbI C IIOJTHBIM WJIN
YaCTHYHBIM OTCYTCTBHEM
crierudrIecKoro Genka

JucrpoTenHeMHSI: [IpuYMHBI Pa3BUTHS: OCTPbIe BOCIAJIUTEbHBIE 3a00JI€BaHHsT
HapyIIIeHye TPOLIEHTHOTO | BEPXHUX /IbIXaTeJIbHBIX IyTell, TaHKPeaTUTBI, OCTPbIil HHPAPKT
COOTHOIIEHNSI OTIENb- | MUOKAp/a, MeXaHWIecKast XeJITyxa U Jp.

HbIX OeKOBBIX (paKiuit
CHIBOPOTKH KPOBH IIPH
HOPMaJIBHOM COZIepIKa-
HUM 0011ero 6eka

Bo3spacmnsie 0cob6ennocmu cooepricanusn 6enKkos
6 nuaszme Kpoau

Conepxanue Oesika B TIJ1a3Me HOBOPOXIEHHBIX cocTaBiisieT 47—65 r/1. K MoMeHTy
pOXZeHust HabJI0/JaeTcsl MaKCHMAJIbHbIN YPOBEHb CHHTe3a abOyMUHa, B TO BpeMs KaK
CHHTe3 0'-, B-, y-TJIOOYJIMHOB CHIDKEH.

Ha mepBoM roziy )v3Hy Ha HPOTENHOTPaMMe OTMeYaloT NOBbILIeHNe albOyMIHOB
¥ CHIDKeHVe TJI00YTHHOB.

Y HOBODOX/IeHHBIX OTMEYaeTCsl CHYKeHUe LiepyJIolia3MUHa, CHIDKEHYe YPOBHS rall-
TOII00MHA, CHU)KEHVe aKTUBHOCTH CBEPTHIBAIOILIEH U NOBbIIIEHe aKTHBHOCTU HPOTH-
BOCBEPTBIBAIOLIEH CUCTEM, YTO MOXKET ABJIATHCA IPUYNHON YaCThIX FeMOpPParui y 1eTeu.

PdepMEeHTHI IUIa3Mbl KPOBH

DepMeHTHI TJTa3Mbl KPOBU — CIIELIMATN3MPOBAHHbIE OEJIKH, OIpe/ieieHre aKTHB-
HOCTY KOTOPBIX ITPOBOAUTCS C IIEJIBIO:
* IIOCTaHOBKY TOIMYECKOTO INarHo3a;
« npoBezieHus 1uddepeHIaNbHOM JUarHOCTUKY;
 IPOBEPKU 3O PEKTUBHOCTH JIeUeHus;
* OmpezesieHys IPOTHO3a IS MalKeHTa.

JlarHocTYecKoe 3Ha4eHue MPY ONpeZie/ieHNH aKTUBHOCTH pepMEHTOB UMeeT KakK
cocrosiHue runepdepmMeHTeMun, Tak u runodpepmerTeMun (Tabi1. 44).

depmeHTHI I1a3MbI KPOBU YCJIOBHO MOXXHO Pa3fieUTh Ha IJIa3MocIenuduiecKie
(cexpeTOpHBIE), 3KCKPETOPHbIE U NHANKATOPHbIE (epMeHTHI (KJIETOYHBIE).

1. Mna3mocnenuduyeckue (cekperopHbie) pepmMeHTBI CHUHTE3UPYIOTCS B Ile-
YeHU ¥ NOCTOSHHO CEeKPEeTHPYIOT B IJIa3My KPOBH, T/ie U Peajn3yeTcs UX O1oxumude-
CKasi posib. [IarHOCTHYeCKOe 3HaYeHUe TIPU OTpesieJIeHUH aKTUBHOCTH 3TUX (pepMeH-
TOB MIMeeT TOJIbKO CHYKeHNe aKTUBHOCTH.

K mnasmocnenududeckuM ¢epMeHTaM OTHOCATCS JIELUTUH-XOJIeCTePUH-AINII-
TpaHcepasa, medeHOYHAs JIUMONPOTeNHIuNa3a (GpakTop MpocBeTIeH:s [Ia3Mbl), JIU-
30LI1M, LIepyJIOIIa3MUH, IICeBIOXOIMHACTePa3a (CbIBOPOTOYHAS XOIMHICTEPa3a).
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Tabnuya 44

IIpyu4uHbI runo- u runepdepmenTeMuit

IIpuynHbI runepdepMeHTeMUN

Ipu4yuHel runodepMeHTEeMUN

1. YBenudeHue NTPOHUIAEMOCTH KJIETOYHBIX
MeMO6paH.

2. JleCTpyKL¥st KJIETOYHBIX MeMOpaH.

3. AKTuBanus cuHTe3a GpepMeHTOB

B TKaHAX, HAallpuMep, yTeM KOBaJeHTHOM!
MO/IUKALINH.

4. AxTuBanysa GpepMeHTOB B COCYIUCTOM
pycJie, 3aBUCAIAs OT IPUCYTCTBUA
aKTHBaTOPOB.

5. Hapyuienue BbiBeZieHUS] GepMEHTOB

1. YMeHbleHUe KI€TOK, CUHTe3UPYIOLIUX

Y CeKPeTUPYIOHX GpepMeHTHI.

2. ITornomienue pepmeHTOB Kietkamu POC.
3. HejocTaTo4HOCTD CHHTE3a hepMEeHTOB
CBSAI3aHHAA C TUIO- WU TUIIepBUTAMUHO3aMU,
MUKPO3JIeMeHTO3aMH, GeKOBOM
HeZI0CTaTOYHOCTBIO.

4. lnaxkTuBanus ¢pepMeHTOB B COCYANCTOM
pycJie, 3aBUCAIIAsA OT IPUCYTCTBUSA
HUHTUOUTOPOB

C XKeJT4bI0, C TAHKPeaTH4eCcKUM COKOM

B KUIIEYHUK.

6. Hapyuienue BbiBeZieHUs] GepPMEHTOB uepe3
TIOYKHU.

7. Bnusnue Gpusnonorndeckux GpakTopos:
GepeMeHHOCTb, HOBOPOXKIEHHOCTb
(ompenieneHHbIe EPUO/IBI PA3BUTHSA
OpraHu3sMa).

8. IIpueM JleKapCTBeHHBIX IIperaparoB

2. DKckpeTopHbIie (pepMeHTbI CHTEe3UPYIOTCS B II€YeHH, MOKeTyA0YHON Ke-
Jie3e, CJIIOHHBIX JKeJje3ax, fiajiee ceKpeTUpyoT B onocTh JKKT, T/ie BBIMOJHSAIOT CBOIO
OuoxuMuyeckyo GyHKIMIO. [[arHoCTHYeCcKOe 3HaYeHre [IPY ONpe/ieJIeHUH aKTUBHO-
CTH 9THX (PePMEHTOB MeeT MOBbIIeHNe 1 CHIXKeHEe aKTUBHOCTH.

K aKcKpeTOpHBIM (hepMeHTaM OTHOCATCS JIEHIIMHAMIHOTIENTH/IA3a, eJiouHast poc-
darasa (pocdhomonoscrepasa 1 tuna), o-ammnasa, nunasa, Gocdonunasa A,.

[MoBbIIEHNe AKTUBHOCTH SKCKPETOPHBIX (ePMEHTOB B KPOBU OTMEYAeTCsl HpH
OCTPBIX TAHKPeATUTaX, MPH 3aKyIOPKe MPOTOKOB MOKeTYI0YHOM XKeJie3bl, 3a00eBa-
HUSIX CJIFOHHBIX JKeJie3.

[ToHWXeHre aKTUBHOCTU JKCKPETOPHBIX (PePMEHTOB B KPOBH MOXKET OBITH MpU
OCTPOM U XPOHMYECKOM refaTuTe, HeZIOCTATOUHOCTH MOJKeNTyI0YHOM XKeJe3bl, y eTeil
1o 1 roxa.

3. AagukaropHble pepMeHThI (KIeTOYHbIE) BHINOIHSIOT CBOI0 QYHKIUIO B 11~
TOIJTa3Me KJIETOK MM B CyOKJIETOUHBIX CTPyKTypax. [Ipyu Ppu3nomornieckom cocTosi-
HUY aKTUBHOCTb 3TUX (epMEHTOB B IIa3Me KPOBU OYeHb HU3Kasi, YTO 0OYCIOBJIEHO
TIOCTOSIHHBIM OOHOBJIEHEM KJIETOYHBIX CTPYKTYP B pe3yJsibTaTe arnonTo3a u puanoio-
TUYeCKO IPOHUIAeMOCThIO KJIETOUHBIX MeMOPaH.

JlnarHoCTHYeCKOe 3HAa4YeHHe VMeeT IOBbIIeHNe AKTMBHOCTU 3TUX (EepPMEHTOB
B [JIa3Me KPOBH.

MexaHU3MBbI TOSIBJIEHU ST UHIMKATOPHBIX (pePMEHTOB B KDOBH Pa3IMIHbL:

1) npu HavaMbHBIX CTAZMAX HOBPEXIEHUS OpPraHa B KPOBb BBIBOJAATCH GepMEHTHI
uurosoins — JIAT, AJIT, kpeaTuHKUHA3a U IP.;

2) npu rIyOOKUX TIOBPEXIEHUSIX OPraHOB U TKaHei B KPOBb BBIXOAAT pepPMEHTHI,
CBSI3aHHbIE C OpraHe/iaMy (MUTOXOH/PUSIMY, JIM30COMaMHU, SH/IOTIa3MaTHYeCKOii ce-
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Thi0) — ACT, I'TT, rmyramaTaeruiporeHasa, IUTOXPOMOKCHA3a, kucnas gocdarasa

U 7Ip.

IH3uUMHbBLE NPOPHBUIU HEKOMOPBLX OP2AHOE

V3BecTHO, 4TO MHOTHe (epMeHTHI 0071a/Jal0T BBICOKOH OPraHOCHenUpUIHOCTHIO
(¥MeroT CBOY SH3UMHBII MPOQHIIB), IO3TOMY ONpeZie/ieHre aKTUBHOCTH HECKOJIbKUX
(depMeHTOB KpaiiHe Ba)KHO JJisi TIPABUJILHON TOMMYECKON NMAarHOCTUKHU, TO eCTh IS

BBISIBJIEHNS OpraHa ¢ AucyHKuuei (Tadi. 45).

Tabnuya 45

DH3KUMHbBIe NPOQUIN OPraHOB U TKaHeH

OpraHbl ¥ TKaHU

Onpepensemble ¢pepMeHTBI

Cepzue O6mast aktuBHOCTE KDK, JIAT 1 nx n3odpepMeHThI, aKTUBHOCTD
ACT, AJIT (pacuer koadpuuuenTa ne Putuca)
ITeuenn AxtusHOCTh AJIT, ACT, riayramat/ieruporeHassbl, eJ04HOn

docdaraser, JIAT u ee u30pepMeHTOB, COPOUTOIIIETUAPOTeHA3H,
OpHUTHUHKAPOOMOMITPaHCpepashl, abA0Na3bl,
TICEBIOXOJIMHACTEPA3bI

IMomxenynovnas xesuesa

AKTUBHOCTb 0i-aMUJIa3bl, TUNA3kL, TpurncuHa, Gocdommmaser A,

KocTHas TkaHb

AKTHBHOCTb I[eJIOYHOH pocdaTasbl

Hpe,Z[CTaTeJIbHaﬂ Kejesa

AKTHBHOCTB KUCJIOH pocaTasbl

MplleyHasi TKaHb

O6uras aktuBHOCTH KOK, JIZIT 1 vX N30 epMEHTHBIH CITEKTD,
aKTUBHOCTD aJIb/JOJIa3bI

IHC

O6mas aktuBHOCTL KOK 1 ee nuzopepmeHToB

PortoBas mosocthb

AKTHBHOCTb JM3011Ma (MypOMU/a3bl)

Xapaxmepucmuka HeKOmMoPsvLX HePmenmos niaimst KPoeu

®ocdarasel — PpepMeHTHI KJIacca rMApoJia3, KaTaIUu3UPYyOT THAPOJIU3 CIOKHBIX
3¢UpHBIX cBA3ell B MOHO3bMpax GocPOpHOIl KUCIOTHI U OPTaHUYECKUX COeJMHEHUH

(puc. 198).

R lenoynas
| ¢docdarasza

o 1
|

HO-P-OH H)0 H,PO, OH
II
0

CrnoxHblit 3¢hup Crmpt

Puc.

B 3aBucumoctv oT pH, mpu KOTOpOW JieficTByeT depMeHT, pa3jnyaroT KHUCIYIO

U 1eJiouHyto pocdarasy.

198. Cxema peaknuu fedpochopunupoBaHus
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Ilenounas ¢pocdarasa (dochomonoscrepasa 1, pH opt — 8,0—10) mupoko pac-
MpocTpaHeHa B TKaHsIX opranuama. Harbosee 6oraThl meouHoi Gpocdartasoit KOCTHAs
TKaHb, Ne4eHb, KUIIeYHUK. CyIiecTByIOT n30¢epMeHTHI 1I1eI09HOi PpocdaTasbl: mia-
IleHTapHas, KOCTHas, Ie9eHOYHasA, KAIIeYHas, ToYeyHasl.

IMoBbIeHNe AKTUBHOCTH IeJIOYHOH dpocdaTazbl OTMEUaeTcs Mpu:

* paxurTe U Ipyrux 3a00JIeBaHUAX KOCTHON CUCTEMBI (OCTEOCAPKOMA U IP.);

« nedopmupyomem octute (6ose3Hs Ilemxera);

 npu 3a60/eBaHUAX TNEeYeHH, XKeMYHBIX MyTeil, 3aKyNOpKe >XeryeBbIBOAAIINX
IPOTOKOB, TUIepIapaTupeo3se.

[ToHW)XeHNe aKTUBHOCTH OTMeYaeTcsl MPM OCTaHOBKe POCTa KOCTeid, CBSI3aHHBIX
C HapyIIeHeM ITPOLeCCOB OKOCTeHEeHMUSI.

Kucnas ¢ocdarasa npossiser onTuManbHyo akTUBHOCTH ipu pH = 5,0—5,5.
M3BecTHO HeCKOJIbKO TUIOB pocdartas ¢ onTumymMoM pH B Kucjoii cpeie — 3To poc-
¢dbomoHoacTepassl 2, 3, 4 tunos. Kucnas ¢ocdarasa sBnsercss BBICOKOOPraHOCTIEIN-
bu4HON 1A MpesicTaTeNIbHON JKeJle3bl, HO 0OHAPYKMBAeTCs TaKXe B MIOYKAX, celie-
3eHKe. [Ipy MOpakeHUU JaHHBIX TKaHell aKTUBHOCTb 3THX (pepPMEHTOB B KPOBU BO3-
pacraer.

I'mI0K030-6-docdaTaerngporeHas’a OTHOCUTCS K KJIACCY OKCHZIOPeAyKTa3, Ka-
TaJIM3UPYeT MePBYI0 PeaKIHIo MeHT030-dochaTtHoro mytr. Hanbosbinass akTHBHOCTb
depmeHTa onpeziensieTcs B 3pUTPOLUTAX, HAAOYEYHUKAX, Cesle3eHKe.

Kodepmenrom asnsercs HAZI®, KOTOpPBIii B CBOei BOCCTAHOBIEHHOW popme mpe-
ZI0XpaHseT TeMOTIOOUH OT OKMCTUTETbHOM MHAKTHBAIIUH.

Hedunur rmoko30-6-pocdarmeruaporeHassbl IPUBOJUT K PA3BUTHIO TeMOJIUTAYE-
CKUX aHeMUHi, KOTOpbIe IPY HeZIOCTaTOYHOCTH (pepMeHTa MOTYT pa3BUBAThCs HA GoHe
TnpreMa IPOTUBOMAJISIPUIHBIX PENapaToB, CyIbpaHUIaAMUIOB.

XonuHacTepasa (XD) OTHOCUTCA K Kaccy ruziponas. Paznuyator 2 tuna X9: atle-
THJIXOJIMHACTepa3y (MCTUHHYIO XD) U NICeBAOXOIMHACTepasy (CbIBOPOTOYHYIO XD).

VcTuHHas xonuHAcTepasa (puc.199) oOHapyXuBaeTcsl B 9pUTPOLUTAX, HEPBHON
TKaHH, MBIIIIAX. B KIMHNYECKOH IPaKTHKe OHA UCIOJb3yeTcsl Kak MapKep 3pUTPOLH-
TapHBIX MeMOpaH, TaK Kak IIPOYHO C HUMH CBsi3aHa. HapyieHe 11eJI0CTHOCTH 9PUTPO-
IIUTapHO# MeMOpaHbI TIPUBOZUT K BBIXO/y TeMOTJIOOMHA B KPOBb.

AXD
(CH3)3N+_CH2_CH2_O_E_CH3 — (CH,),N*-CH,-CH,-OH
0] H,0 CH,-COOH

2

XonuH
AlleTUIXONNH VYkcycHas KuciaoTa

Puc. 199. Cxema fieficTBUA alleTUIXOJIMHICTEPa3bl

IIceBAOXOMMHACTEpPa3a OTHOCUTCS K CEKPETOPHBIM (epMeHTaM, B KauecTBe Cy0-
cTparta KCIOJIb3yeT He TOJIBKO alleTHIXOJUH, HO U OyTUPHIIXOMHUH, CYKINHIIXOJHH.
B 4acTHOCTH, OHA MPeAOXPAHSeT OT NHAKTUBALUY AlleTUIIXOJNHACTEPA3y, IIOCKOIbKY
¢ GOJIBLION CKOPOCTHIO TUAPOJIM3YeT UHIMOUTOP JAHHOTO QpepMeHTa OyTHPHIXOIVH,
006pasyromuiics B mporecce MeTaboIu3Ma KUPHbIX KHCIOT.

TIpyu MopakeHUHU IeYeHN aKTHBHOCTb 9TOr0 (GepMEeHTa B KPOBU CHIDKAETCS, 0CO-
GeHHO mpy remaTtutax. [IOHIKaeTcsi aKTUBHOCTh ¥ TIPU OTpaBieHu# GpocdopopraHu-
4eCKUMH COe/IMHeHUSIMU.
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BBesieHre B KpOBb )XKMBOTHBIM CHIBOPOTOYHOM XOJIMHACTEPAa3bl JIOLAY NI PEKOM-
OUMHAHTHOU XOJIMHACTepa3bl dyesoBeka Ha 100 % 3amuMIIaeT UxX OT CMEPTeNbHBIX /103
3apyHa, 30MaHa U VX-Ta30B, a Takxe KapbamaToB. IIceBOXONMHACTEpa3a ABMSAETCSA
IJIaBHBIM pepPMEHTOM, KOTOPbIN MeTaboNIU3UpyeT KOKauH U ero MPOM3BOZHbIE ¢ 06pa-
30BaHUEM HeTOKCUYHBIX IIPOJYKTOB pacnaza. M3siedeHHas U3 [171a3Mbl KPOBU 4eJI0Be-
Ka IICeBJOXOJIMH3CTepa3a WM IIpernaparsl Ha €€ OCHOBE MCIIOJIb3YIOTCS [IPU JIe€YeHUN
niepe03UPOBKU 3TOTO IICUXOaKTUBHOI'O BelleCTBa.

ImyTaMaTaernaporeHa3a OTHOCUTCA K KJIaCCy OKCHIOPE/YKTa3, SIBJISeTCs aHa9POOHOM
ZernziporeHasoi. KaranusupyeT peakiyio OKUCIUTEILHOTO [ie3aMUHUPOBAHUA ITlyTaMaTa.

[nyTamaTaeruaporeHasa sBIAeTCsS MUTOXOH/IPUAJIbHBIM (pepMEHTOM, JIOKaIU3yeT-
€4 B TIe4eHH, CepZileuHOl MBbIlIIe, TOYKax v Ap. AKTUBHOCTb Pe3KO YBeJINYUBAETCA IPU
3a00JIeBaHMAX TI0YEK, TIeYeHH, CBSA3aHHBIX C HAPYLIEHUEM CTPYKTYPBI UX KJIETOK.

JlakTrataerngporenasa (JI[I[) — okcupopenykrasa, aHaspoOHas lerniporeHasa,
¢depment 11-ii peakiyuy rIMKOJK3a, KaTaJM3UPYeT MIPeBpalleHre TMpyBaTa B JIaKTar.
Kodbepmenrom JIT sisnsiercst HAZL (HAIH).

JlaxTaTHeruziporeHasa JIOKaJM30BaHa B cep/ille, CKeJeTHBIX MBIIIIAX, IIe4eHH, 104~
Kax, 9PUTPOLUTAX, JIETKUX.

IMoBbimenue obImeit akTuBHOCTH JIIT 0TMeYaeTcs Py MopakeHn! MUOKap/a, ma-
PEHXVMBI I1eYeHH, MBIIIeYHOH JUCTPOPHH U Ip.

BosbIioe 3HaUeHVe B KIIMHUYECKOU IPAKTUKE UMeET OIpe/ieieHre 130 epMeHTHO-
ro cnextpa JIAT. MsBectHo 5 nsodopm JIAT (JIAT,, AT, JIAT,, JIAT,, JIAT ).

ITpu nadapkTe MUOKap/a nosblmaeTca yposens JIAT , JIAT,. M30depMeHTH MOTyT
npeo6azaTh B KPOBH B TedeHHe ABYX HeZleJb MOcye HH}papKTa.

IIpy nopaxeHUM Ie4eHH, MBIMIEYHON TKaHMU B KPOBU IIOBBILIAETCH aKTUBHOCTh
JIAT'5, TaK Kak 3TOT U30(pepMeHT ITUPOKO MPe/ICTAaBJIEH B IAHHBIX TKAHSX.

CopOuTosAeruaporeHa3a OTHOCUTCS K KJlaccy okcupenykras. Katanusupyer pe-
aKIMIO IpeBpalleHus copburona Bo GpyKTo3y.

CozepXuTcs rIaBHBIM 06pa3oM B eyeH! (B LIUTOIUIa3Me IelaTOLUTOB), HOITOMY
TIOBBIIIEHVe aKTUBHOCTHU IaHHOTO (epMeHTa CrenuuYHO OTpaXKaeT MOpakeHue Iie-
4yeHu. OHaKO HOPMaJIbHbIe 3HAYeHWs aKTUBHOCTH COPOUTOJ/IErH/IPOTeHa3bl ellle He
TOBOPAT 00 OTCYTCTBUY HApYyLIEHUii pabOTHI IleYeHH, TaK KaK B MUHIMAaJIbHOM KOJI4e-
CTBe 3TOT pepMeHT IIPUCYTCTBYET TAK)KE B IIOYKAX U CeJIe3eHKe.

Haub6osbinast akTHBHOCTb COPOUTOJIIETHAPOTeHa3bl OTMedaeTcst B repBbie 10 aHei
pa3BUTHUs JIOOBIX (OpPM Tematuta ¥ HOpManu3yeTcsi ObiCTpee, 4eM aKTMBHOCTb AJIT
¥ aJbJI071a3bl.

AmuHoTpancdepasbl OTHOCATCS K KJaccy TpaHcdepas, KaTalusupyoT MeXXMoie-
Ky/nApHbIA nepeHoc NH,-rpynmel 0T aMMHOKUCIOTEI Ha KeTOKUCIoTy. Kodpepmentom
UX CIYXUT nupraokcanbdocdat. Hanbonbliee KIMHNUECKOe 3HAUeHHE UMEIOT 2 BU/A
amuHoTpaHcdepas: AJIT u ACT.

AcnapraramuHoTpancdepas3a KaTanu3upyeT peakIUI0 TPaHCAMUHMPOBAHUSA
acrapTara B okcajoaneTaT. OHa MaKCMMaJbHO COZEPKUTCS B CepiledHON MBIIIIe, He-
3HAYUTENIbHO B TIeYeHH, CKeJIeTHOW MycKyJatype. M3BectHO 2 nuzodpepmenta ACT: 79 %
COCTaBJIsIeT MUTOXOHJPUANIbHBIN, 21 % — LUTOMIa3MaTUYeCKU.

IMoBbimenune aktuBHOCTH ACT B KpOBU OTMeuaeTcst uepe3 6—12 4 ocjie uHpapKTa
MuoOKapza. MakcumasnbHoOe [oBbIIeHre — yepe3 24—28 4, K HopMme ypoBenb ACT Bo3-
Bpaiaercs yepe3 4—5 cyt. [Ipu 6osieBoM cuHApOMe 6e3 HapylleHus: TKaHU MHOKapza
aKTUBHOCTb (epMeHTa OCTAeTCs B HOPMe.
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AnannnamuHOTpaHcdepasa MaKCUMAIbHO COJEPKUTCS B [IeYeHH, cep/e, Io/-
XKeJlyZOYHOM XeJle3e, CKeJIeTHON MyCKyaType. DTOT pepMeHT KaTaau3UpyeT PeaKLuio
TPaHCaMVHUPOBAHNUs aJlaH/HA B TUPYBaT.

IoBsimenue akTuBHOCTH AJIT oTMevaeTcst Tpu MHQEKIIMOHHBIX TenaTuTax (Mak-
CHMaJibHasl aKTUBHOCTb B KPOBU Ha 6—10-if ieHb 3a0071€BaHusA), YBeIUYeHe aKTHB-
HOCTHU OTMeYaeTcs jaXke B MHKYOAlMOHHOM Tieprofie. I1py nHdapKTe MUOKapze TOBbI-
mwenue akTuBHOCTU AJIT He cTOJIb 3HaYUTENbHO, KaK And ACT.

BaxHoe IuarHocTudeckoe 3HaUeHue UMeeT pacyeT koapdunuenra se Putuca, co-
otHomeHnue ACT/AJIT:

— y 6071bHBIX MH(EKIMOHHBIM IeaTUTOM IIPOUCXOJUT OHVDKEHHe 3TOro Koadpdu-
IIVIeHTA;

— 1pu 0OMKPHOM MHAPKTe MUOKAp/ia OH IOBBINIAETCH.

Kpearnndocdokunasa otHocuTcs K Kiaccy TpaHcdepas U kaTaausupyer obpa-
THMYIO PeaKIHIo peBpalleHus KpeaTiHa B KpeatuHdocdart.

Maxkcumanbhyto akTuBHOCTh KOK nposBrser B cKeJleTHON MyCKynaType, cepred-
HOU MBIIILE, TOJIOBHOM MO3Te.

N3BectHO 3 nzopepmenta KOK:

* KOK-MM (KK III Tvna) — MblmevHblil 130pepMeHT, HaXO/AIIMICS B CKeJIeT-
HBIX MBIIIIIAX;

o KOK-MB (KOK II tTrmna) — cepae4Hblit u30pepMeHT, U3MEeHSIOIUIACS MPH M0-
BPEX/EeHUH KJIeTOK MUOKap/a;

* KOK-BB (KO®K ITuma) — MO3roBoii U30(pepMeHT, OTPAKAOIHIA MaTOJOTHIO
KJIETOK TOJIOBHOTO MO3ra.

IToBbimenue obmeit aktuBHOCTH KDK B KpoBM OTMeuaeTcs npu:

— MOpakeHW! MBbIIIeYHON TKaHU (MUOIATUH);

— 1pu 00IMPHOM MHAPKTe MUOKap/a Yyepe3 3—4 4 nocyie BO3HUKHOBeHUs 6orie-
BOTO CMH/IPOMA, MaKCUMaJIbHOE NOBbIIIeHne — yepese 18—24 y;

— y 6osIbHBIX THIOTHPeo30M ypoBeHb KOK Bcerza mosblleH, Tak Kak 3TOT ¢ep-
MEHT UHTUOUPYETCS TUPOKCUHOM;

— npu nopaxernu LTHC (mm3o¢penns, MaHIaKalbHO-/IePeCCUBHBIH IICUX03).

Anb/os1a3a OTHOCHUTCS K JTMa3aM, GpepMeHT rikonu3a. Katamsupyer peakiyio npeBs-
pautenust Gppykro3o-1,6-nudocdara B auokcuaneroHdocdar u riunepanbaeria-3-poc-
¢at. UrpaeT BaXKHEMIIyIO POJIb B SHEPreTIIeCKOM OOMeHe.

OOGHapyXuBaeTcs B 3PUTPOLMTAX, MBIIIEYHO!N TKaHY, IIeYeHH. B apuTporurax ak-
TUBHOCTD (pepmenTa B 100 pa3 Bblilie, 4€M B CBIBOPOTKE KPOBU. [eHeTHYeCKH 00yCI0B-
JIeHHasl HeJOCTaTOYHOCTD aJIb/I0JIa3bl ABJIAETCS NPUYMHON HACJIeACTBeHHON Hemepe-
HOCHUMOCTH PPYKTO3BI.

TToBblIlIeHNe aKTUBHOCTH OTMEYAeTCs IPY MbIIIEYHO! JUCTPOodUH, H(APKTe MUO-
Kap/a, akTUBHOM peBMaTU3Me, IOPAXeHUH e4eHN. AKTUBHOCTb B KDOBU ITOBBIIIAETCA
TeM 3Ha4YUTeIbHee, 4eM TsDKellee TpoTeKaeT 3ab0eBaHue.

o—~AMMIa3a OTHOCUTCA K KJIaccy rujponas. Karanusupyer pacuwensnenue o-1,4-
TJIMKO3UHBIX CBA3el Kpaxmara, [JIMKOreHa.

(CH,,0,) , — nexcrpuHbl — Majibro3a
(rMKoreR)

Haun6osbInyio akTUBHOCTD IPOSIBIISIET B CJIFOHE U CeKpeTe IOZKeIy04HOM XKee-
3bl. DKCKPETUPYETCsA C MOYOM.
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IToBbImeHNe aKTUBHOCTH (epMeHTa OTMEeYaeTcs [pu:

— OCTPBIX TAaHKpeaTUTax, IIPU 3aKyIOpKe IPOTOKA OKeNyJ0YHOH XeJle3bl;

— 3a00J1eBaHUAX CITIOHHBIX JKeJie3 (ITapOTHUT).

[ToHM)XeHNe aKTUBHOCTH (L-aMUJIa3bl MOXKET OBbITh MPH:

— OCTPOM U XPOHUYEeCKOM IellaTUTe;

— HeJJ0CTaTOYHOCTH HO/KeNTy0YHOH JKee3bl;

— y mereii fo 1 ropa.

®ocdonunasa A, — runposnasa, pepMeHT HOKeyJ04HOI xese3bl. Karanusupy-
eT peaKkuuio TuApon3a pochatuannxonrua (JlequtrHa) 10 tu3opochaTuanixoarHa
(musonenuruna) u KK (puc. 200). ITox aerictBuem pocdonunasel A, B KIeTKe MOXKET
00pa30BbIBAaTHCS apaXWAOHOBAsA KHUCJIOTA, MpeAIIeCTBeHHUK 31K03aHOU/IOB, K KOTO-
PBIM OTHOCSITCS JIEMKOTPHEHBI ¥ IPOCTarJIaHAVHBI.

P 7
I

CH,-0-C-R, CH,-0-C-R,

‘ ? ®ocdonmmasza A, ‘

CH,-O-C-R p 3\ CH,-OH

o H,0 R,-~COOH 0

i Kunpnas kucnora i

CH,-0-P-0O-CH,~CH,-N*- (CH,), CHZ—O—lr—O—CHz—CHZ—N*— (CH,),
OH OH

®ochatuaunxonun JIuzodochaTnaunxonun

Puc. 200. Cxema peakiuu rufiposiu3a pochaTuamixoarHa

[Tankpeatndeckas Qocdonunasa A, — IUNONUTHYECKUI (QepPMeHT, paciienisio-
it xupsl iy ($ocdonmmuasl) B mpucyTcTBun Ca*'. CekpeTupyeTcsi B BUZie IpPO-
docdonumnassl, KOTOpass aKTUBUPYeTCs B TOHKOM KUIIKe TPUICHHOM. ONTHManbHas
aKTUBHOCTh TTaHKpeaTuueckoit pocdonumnasel oTmeyaetcs npu pH = 7,5—9.

YBenuuenne akTuBHOCTH pocdonunassl A, B KPOBU OTMEYAeTCs NP NaHKpea-
TUTAaX.

JIuzouuMm (Mypammpasa) — rujponasa, GakTop Hecrenududeckoil aHTubaKTe-
pUanbHOM 3aIUTHI OpraHu3Ma. [Mapoau3syeT IIMKO3UAHYIO CBA3b B IOJKCaXapuax
KJIETOYHBIX MeMOpaH MUKPOOPraHM3MOB. CHIDKeHUe aKTUBHOCTH OTMe4aeTcs IpH T1a-
POZIOHTHTE, TOH3WIINTE ¥ MOXKET CJIYXKUTb IT0Ka3aTeJleM XPOHIYeCKO! MHPEKINH B PO-
TOBOH ITOJIOCTHU.

MexaHu3M BbIBeZieHUs1 pepMEHTOB U3 IIa3Mbl KPOBH 10 KOHIIA Hen3BecTeH. Dep-
MEHTBI C HU3KON MOJIEKYISAPHON Maccoi yAaNATCA 4yepe3 MOYKU (o-amunasa, JIAT
¥ 7ip.). B 11a3me KpoBU (pepMeHTHI ITO/[BepPraloTcsl MHAKTUBALWK M Paciazy ¢ yyacTieM
npoTea3. Bce ¢pepMeHTHI MMEIOT CBOI TIePHO/ MOJypaciazia OT HeCKOJIbKUX MHUHYT /10
HECKOJIbKUX JHE.
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BHMOXHNMMHA ITOYEK 1 MOYH

ITouyku UrparoT BaXXHYIO POJIb B IIOAAEPKAHNU [TOCTOSAHCTBA BHYTPEHHeﬁ Cpennl Op-
TaHHn3Ma. HaPYU.IEHI/Ie (bYHKLII/II/I IMMOY€EK NPUBOAUT K PA3BUTHUIO d30T€MHWU, TUIIEPTOHUHU,
HapyueHrn BOAHO-COJIEBOTro obMeHa. B cBSA3M ¢ 9TMM aHAIU3 MOYM MMeeT 3HaYeHMe
B JUATHOCTHKE q)YHKLII/IOHaJIbHOI‘O COCTOAHHUA IOYEK, HaPYH.IEHI/Iﬁ IponeccoB obMeHa
BelleCTB B PA3JIMYHBIX OpraHax U B OpTdHM3MeE B LIEJIOM.

DYHKIIHH IIOYEK

TT0YKY BBIMOJHAIOT B OPraHU3Me IeJIbIii PS/l BAXKHBIX GYHKIIUIL.

1. DkckperopHas QyHKnMsA. [I0YKM y4acTBYIOT B BbIBEJIEHUH U3 BHYTPEHHEH
cpeZibl OpraHU3Ma KOHeYHbIX TPOAYKTOB OOMeHa U Yy>XepPO/IHBIX BeIeCTB, a TAKXKe 13-
OBITKA BO/bI, MUHEPAJIbHBIX 1 OPraHUYEeCKUX COeIUHEHHIA.

2.Tomeoctaruyeckas GpyHkuusa. OHa peanu3yeTcs:

a) peryislueidl BOAHO-COJIEBOIO FOMeOCTas3a, ydacTueM B IOAlepXKaHUU MOCTOSAH-
HOT'O KOJINYeCTBa BOJbI IIyTeM BJIMSHUSA HA MOHHBIN COCTAaB BHYTPU- U BHEKJIETOUHBIX
KUAKOCTel;

6) nopnepxxanrem KOC;

B) crabusu3sanueit AL

C romeocTaTu4ecKoi GpyHKIVel TeCHO CBA3aHA MHKPeTOpHas QYHKIHA IOYeK.

3. MHKpeTopHasa QYHKIUA 3aK/II0YaeTCs B CUHTe3e B [I0YKaxX OMOJIOrnyecKy ak-
TUBHBIX COeJMHEHWH, KaK PerylIupyonux QyHKIMIO caMUX MOoYeK, TaK 1 OKa3bIBaIo-
IIYX BJIMsHYE Ha MeTaboM3M B 11eioM. K HUM OTHOCAT:

* Dpumponosmur — rOPMOH (110 XUMUYECKOMY CTPOEHUIO TJIMKOIPOTEeNH), KOTO-
PbIii BO37IeCTBYeT Ha CTBOJIOBbIE KJIETKU KPACHOI'O KOCTHOT'O MO3ra U CTUMYJIH-
pyeT 06pa3oBaHue 3puTPoLUTOB. CKOPOCTH €r0 CeKPeLny 3aBICUT OT obecrede-
HUA T04YeK KucaoponoM. Eciy KonudecTBO IOCTyHAOIero KUCaopoa CHIKa-
eTCsl, TO YBeJIMYMBaeTCs BLIPabOTKa HPUTPONOATHHA, YTO BelleT K YBeIUYeHUI0
KOJINYeCTBA SPUTPOLIUTOB B KPOBH U YJIy4YIIEHUIO CHAOXXeHNs KUCIOPOZOM, T103-
TOMY IIpH 3a060JIeBaHUAX [IOYEK NHOT/IA HAOJII0aeTCs aHeMUSL.

* Kanvyumpuon u dpyzue axmuensie memabonumet 6umamura D,0Ka3bIBAIOT BIIHs-
HYe Ha $ocPOpPHO-KaTbIMEeBbIl 0OMeH B opraHu3Me. I1pu 3a00J1eBaHUSAX TIOYEK,
KOI/la HapyIIaKTCs IPOLEeCChl TMAPOKCUIMPOBAHUA BUTaMUHa D,, MOXer pas-
BUTbLCS OCTEOUCTPODUS.

* Penun — IpOTEONUTHYECKUN (epMeHT, MHULMUPYIOMUi paboTy peHUH-aHTHO-
TeH3MH-aJIbZI0CTePOHOBOI CUCTEeMBI, YIACTBYIOIIUIA B PeTy/IALUYA BOAHO-COJIeBOrO
obMmeHa, 06bemMa UPKyIUpyloieit Kpoeu, AJl. O6pa3oBaHie peHUHA 3aBUCUT OT
KpOBOCHaGxeHus modek. I1pu cHxeHnn AJl BBIpabOTKa PeHMHA YBeIMYUBAETCS,
a TpY MOBbILIEHNU CHIKaeTcsi. [Ipy MaTosioruy movYeK WHOrAa HabJIFIaeTcs mo-
BbIIIeHHAs BHIPAOOTKA PeHNHA U MOYKET Pa3BUBAThCS CTOWKAs TUIIePTeH3Hs.
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« Komnonenmoi cucmemol zemocma3sa: TpoMbornacTut (pakTop cBepThIBaHUSA KPO-
BY) 1 yPOKMHA3a (aKTUBATOP IJIa3MUHOTeHa, cucTeMa GpuOprHOIU3a). DTH ben-
KU 3allyCKaIOT KacKajl peakluii CBepThIBaHUS KPOBH 1 GUOpUHOIM3A.

» Benox xununozen (KOMIIOHEHT KaJUIMKPeWH-KUHUHOBOHM CHCTEMBbI), KOTOPBIA
B KPOBU 1071 JIEMICTBHEM CEPHHOBBIX NMPOTENHA3 KaJUIMKPEMHOB MPEBPAIAeTCs
B Ba30aKTUBHbIE MENTH/Ibl KHHUHbI — OPaIMKWUHUH U Ka/uuauH. OHU 06J1aatoT
cocynopacmupsomum 3G ekTom, moHmxkaT AJl.

* IIpocmaznanduxsl — TKAHEBble TOPMOHBI, 00JAZAIOIIMe IIMPOKUM CIEKTPOM
neiicTBUsA. BAUAIOT HAa MOYeYHbIN KPOBOTOK, BOJHO-COJIEBOW 0OMeEH, TOHYC CO-
CYZOB.

4. Metabonuyeckas GpyHkuus.
MeTtabonuyeckye poLecchl B MOYKAX XapaKTePU3YIOTC HEKOTOPBIMU 0COOEHHO-
CTAMH:

» ObOpa3oBaHKe aMMHUaKa U GuKapOoHara.

» CHOCOGHOCTD K IJIIOKOHEOTeHe3y, ero CKOPOCTh 3HAYMTENbHO BO3pacTaeT HpH
auuzno3e, mpy ronogaHuu. KiodeBoii pepMeHT npoljecca — noveyHast MIpyBar-
KapbOOKcHIa3a, Hanbosee aKTHBHA B KUCJION Cpefie B OTJIMYHE OT IeYeHOYHOMH
dopmbl. [Tpu anuo3e novdeuHblii GpepMeHT aKTUBHUpYeTcsi. OpraHuyecKre Kuc-
JIOTHI (JIaKTaT, MMPYBAaT, KETOHOBBIE Tejla) MHTeHCUBHO MPeBPAIIAIOTCsA B IJIIO-
K03y, He 00JIafaoIyl0 KUCIBIMUA CBOMCTBAMU. DTOT MeXaHM3M OCOOEHHO Ba-
KeH TIPU aluzio3e, CBA3aHHOM C royofaHveM. OZHOBPEMEHHO OCYIeCTBIIAETCS
peryssiist KOC u cHaGXeHre opraHu3ma IyiioKo30i. [Ipu MoJHOM ToioaHuu
B II0YKax 06pa3syercs 10 50 % rIF0K03bI KPOBU.

« BbIcOKasi akKTUBHOCTb TIPOTEOJIMTHYECKUX (pepMEHTOB U KaTaboJm3M MpodHiib-
TPOBAHHBIX MENTUOB U HU3KOMOJIEKY/ISIPHBIX 6eKoB. DTU Gesku peabcopbu-
pyIOTCSL U3 yIbTpaguIbTpaTa B KJIETKH SMUTENHS NPOKCUMATbHBIX KaHAJIbIIEB
Y B HUX MO/IBEPTralOTCsl TUAPOJIU3Y TIOJ JeHCTBUEM JIM30COMAJIbHBIX MPOTEOJH-
TUYeCKUX (pepMeHTOB /10 aMUHOKHCIIOT, KOTOPbIE MOCTYIAKOT B KPOBb U PeyTH-
JIM3UPYIOTCS KJIETKaMU APYTUX TKaHeH.

Kara6omu3m mpoduIbTPOBaHHbIX TIENTHUAOB U GETKOB 00eCIieunBaeT:

— yzasieHve 6eJKOB, yTPATUBIINX HATUBHYIO CTPYKTYPY;

— BbIBe/leHIe U30bITKA OMOAKTUBHBIX O€IKOB (TOPMOHOB — MHCYJIMHA, [TIIOKAroHa,
napaTropMoHa U GepMeHTOB — aMHJIa3bl, IM30LUMA);

— TpeJoTBpalleHye IOTepH aMUHOKHUCIIOT.

JTAnBl MOYEOOPA30OBAHUA

ITouky 006pa3yoT MOYy U3 KOMIIOHEHTOB IIJIa3Mbl KPOBH ¥ 3Q(PEKTUBHO MOTYT pe-
TYJIIPOBATh €e COCTaB.

OcHOBHBIe TIPoliecchl 00pa30BaHUS MOYH:

1. Vnerpadunbrpanus.

2. Cexpenus.

3. PeaGcopbuusi.

YnbTpaduabTpanMsA OCYIIECTBIAETCSA MACCHMBHO IyTeM MPOCAYMBAHMSA XKUIKON
Y4acTU KPOBM 4Yepe3 KamuUIsIphl ¢ 06pa3oBaHMeM MePBUYHON MOuH (yIbTpaduiibTpa-
ta). B cyTku o6pasyercsi okoso 180 5 ynbrpaduibTpata. [1o XMMHUYECKOMY COCTaBY
IIepBUYHAS MOYa He OTJIMYAeTCs OT IUIa3Mbl KPOBH, 33 MCKJIOUEHHEM COZep)KaHus
GenkoB. B HOpMe cBOOOTHO GUIBTPYIOTCS MENTH/BI U OEJIKYU C MOJIEKYJISIPHOI Maccoii
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MeHee 50—60 x/la. 3a cyTku npoduiabTpoBbIBaeTcss 2—4 r Genka. K HUM oTHOCATCS
depmenTE! 1 GeskK (aMuUIa3a, TU30LUM, aTbOYMUHBI, 0., O,,~T0OYINHbI, JIETKHe ey
MMMYHOTJIOOYJIFHOB).

Kny604KOBbIN QUIBTP SBJISETCS MPENSTCTBUEM /il MPOXOXIeHUsT 6eKoB. DT
00yCJIOBJIEHO HEOOJBIINM AUAMETPOM MOP TOYEYHOr0 GUIBTpPA, a TAKXKE ero OTPHIIA-
TeJIbHBIM 3aPSAJOM B CBSI3M C BBICOKUM COZIep)KaHUeM rernapaHcybdaToB (1eKTpocTa-
TUYeCKUii 6apbep AJIsi OTPULIATENLHO 3aPsHKEeHHBIX OEJIKOB IJIa3Mbl).

KonuuecTBeHHON XapaKTePUCTUKOW (UIBTPAIMU SIBJISIETCS CKOPOCTh KiIy604-
koBoi puibrpanun (CK®). DTo 0CHOBHOIT 1OKa3aTenb GYHKIMY MTOYEK Y 37[0POBBIX
1 6obHbIX Jiozeit. B Hopme CK® cocrasisier 80—120 Mu1/MUH, MOHMKEHA Y JIUIL
crapuiero Bo3pacta. CHmxenrne CK® menbine 60 MJI/MUH CYUTAETCS Ha4aJIOM XPOHU-
YecKO¥ Mo4YevyHol HeqocraToyHOCTU. V3mMepenuss CK® mpoBozAT mo KiIMpeHcy psza
HepeabCcopOUPYIOIMXCS COeIMHEHNH, TAKUX KaK UHYJIMH U KDeaTUHUH.

[l pacyeTa KJIMpeHca UCIOIb3YIOT GOpMyIy:

rae C — xiupenc; C; —KOHIIeHTpauus BemecTsa B Move; C, — KOHLEHTPaIMs BeIecTBa
B r1as3me; V — MuHyTHBI uypes (V =V, / T, rie V, — 00beM MOYH 3a JAaHHOE BpeMs;
T — Bpems c60pa MOYM B MUHYTAX).

KnupeHc 3HIOreHHOTO KpeaTMHWHA TOJy4Yusl Ha3BaHMe mpoobl PeGepra. Hop-
MaJibHbIe oKa3aTesu mpobsl Pebepra — 90—140 Mi1/MuH.

ITpouecchl peabcopOLMKU U CeKpPelnK CBSI3aHbI C IEPEHOCOM Pa3JINYHBIX BelleCTB
yepe3 MeMOpaHbI.

PeabcopOuus — oOpaTHOe BcachblBaHHMe B KPOBb M3 IPOCBETa KaHAJbLEB BOJBI,
3JIEKTPOJIUTOB, IJIFOKO3bl, aMAHOKUCJIOT U JPYTUX COANHEHUNA.

ITpouecc NpOUCXOAUT ABYMSA MY TAMHU:

* TPAHCLEJUIIISAPHBIM, Yepe3 MeMOpaHbI KJIETKH;
* Tapare/UIOJIAPHBIM, Yepe3 IIOTHbIe MeXKJIeTOYHble KOHTaKThl. Tak peabcop-
Oupyetcs 6OJbIIOE KOJMYECTBO HATPUSA, XJI0PA, MarHUs, KaJIbLIUS U BOJBL.

TpaHcropT BelecTB Yepe3 MeMOpaHbI OCYIeCTBIIAETCS TACCMBHO (0cMoc, Tuddy-
314 110 1eKTPOXMMUAYeCKOMY IPaZiIieHTy) U aKTUBHO (MIe€PBUYHO-aKTUBHBIN U BTOPUY-
HO-aKTUBHBII TPAHCIIOPT C yYacTHeM GeJIKOB-TIIePeHOCUHMKOB).

TTacCHBHBII TPAHCHIOPT IIPOKCXOANT 63 3aTPaThl SHEPIUH 10 3IEKTPOXUMITIECKO-
My, KOHIIEHTPAL[IOHHOMY WJIM OCMOTHYeCKOMy rpaznveHTaM. Inddysus MOHOB HaTpus
BHYTPb KJIETKH 4epe3 aluKaJIbHYI0 MeMOpaHy 0OecrieunBaeTcs 3a CUeT 3JIeKTPOXUMITIe-
CKOTO rpajeHTa, noanepxubaemoro Na+/K+-HacocoM, KOTOpBIi pacronoxeH Ha 6a30-
JlaTepaJbHOW CTOPOHEe MeMOpaHbL. 3a MOHOM HAaTPHs MTACCUBHO CIIelyeT MOH XJiopa. Boza
Bcerzia peabcopOUpyeTcs acCHBHO C IOMOIIBI0 MeXaHU3Ma, Ha3bIBaeMOTO OCMOCOM.

AKTHMBHBIN TPAHCHOPT.

IlepBUYHO-aKTMBHBIA TPAHCIOPT OCYLIECTBJIAETCA MPOTUB 3JIEKTPOXMMUYe-
ckoro rpagueHTta ¢ nomompeio Na‘'/K*-Hacoca, obmanaromero AT®-a3Hoi aKTHBHO-
CTbIO (HATpUil TPAHCIOPTUpYeTCs 4Yepe3 Ga3osaTepasbHyl0 MeMOPaHy B MEXKJIETOY-
HYIO JKUJKOCTb, @ KaJIMiA — B BNUTENNH KaHaibla). TakiuM ke 00pa3oM MPOUCXOAUT
rlepeHoC MOHOB KablyA ¢ yuactueM Ca?*-AT®-as3bl.

BTOpUYHO-aKTUBHBII TPAaHCHOPT (KOTPAHCHOPT) — BTOpPOEe BelleCTBO Ie-
PEHOCUTCS NIPOTUB KOHLEHTPALMOHHOTO I'PajieHTa. M Ccrnonb3yercs 3Heprus, Hako-
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nJIeHHass B GOpMe 3/1eKTPOXMMUYECKOTO IpajiieHTa Ui HaTpHsA. Y4YacTBYIOT Gei-
K{-TIePeHOCYMKY KOTPAHCIIOPTEPHI MiIx TpaHcioKassl (puc. 201). Eciu BcacsiBaHue
OCYILeCTBJIAETCA B OAHOM HalpaBJIeHUU — 3TO CUMIIOPT, B IPOTUBONOJIOKHOM — aH-
TUIIOPT.

ITyTeM cuMIIOpTa BCaCbIBAIOTCA BMeCTe C MOHAMU HATPUA IJI0K03a, aMUHOKUCIIO-
ThI, OpPraHMYecKre aHUOHBI, pocdatsl, Kanuil u 2 nona xuopa (Na‘, K*, Cl- xorpan-
criopTep B netsie TeHnn), XJIOp B AUCTaNbHBIX KaHanbuax (Na*, Cl-koTpaHcnoprep),
OuKapbOHATHI.

ITpruMepoM aHTUNOPTA ABJAETCA COYETAHHBIN IE€PEHOC MOHOB HATPUA B KJIETKY
Y IPOTOHOB B ITPOCBET KaHaJbLieB ¢ oMolbio Na*, H -aHTunopra.

Bona peabGcopbupyercsi B IMCTaJbHBIX KaHAJbIAX C IIOMOIbI0 OEJIKOB BOJHOM
IOpHI (aKBAIIOPHHOB), KOTOPBIE B IIOYKAX NpeJCTaBIeHbl ceMeiicTBoM GenkoB AQP1,

AQP2, AQP3.
[TepuTyGynsipHBIi
KaIlluIIsap
ITpocset
KaHaJsbLa
IMapauestronApHbIA Iy Th
e P 4 Na‘Cl', H,0,

X-TJI0K03a, Ca?, Mg?*
aMUHOKVWCJIOTBI,
K'Cl, pocdarer, X X Na+
:I a
OpraHu4eckKue 3Na* E X
aHNOHBI AT
K+

2

+
Na*
Nat el mar O
3HCO; HCO5

N

Puc.201. MexaHM3MbI TPAaHCIIOPTA BELECTB B I0YE€YHBIX KaHA/IbLIAX

DHAODMTO3 — PEIEeNTOP-0N0CPeJOBAHHBIN MPOLeCC, UCIOIb3yeMbIi I TpPaH-
criopta GenkoB. Belky CBSI3bIBAIOTCA C perienTopaMu, (GpOPMHUPYeTCS OKaitMJieHHast
sIMKa, TIOTPYXalollascsi B KJIETKY, U 00pasyercsi Bakyosib. OHa CJIMBAeTCS C APYTHUMH
Ny3bIPbKaMH, B KOTOPBIX TPOUCXOAUT TUAPOJIN3 GEJIKOB /10 MEeNTUI0B U aMUHOKHUCIIOT.

TpaHCOHUTO3 MOXET OCYIIeCTBIIATLCSA KaK Ha alIMKaIbHOM, TaK U 6a3o0JaTepanbHON
memOpanax. O6pa3syroiasicsi BAKyoJib JOCTUTAeT IPOTUBOIOIOXHOM MeMOpaHbI ¥ J1a-
Jiee TIO/IBepraeTcs 3K300MUTO3Y. BesloK ocTaeTcss MHTaKTHBIM. DK30LUTO3y MO/IBepra-
I0TCSI UMMYHOTJIOOYJIMHBI, YTO SIBJISIETCS 3aIIUTHBIM MEXaHU3MOM, TIPeIyTTPEeXTAF0IUM
BOCITaJIeHHe B MOYEBbIBO/ISIINX Iy TSX.

B MpoKCcHUMaJbHBIX KaHaJIbIlaX BCACBIBAIOTCS IIFOK03a, aMUHOKUCIIOTHI, BUTAMUHBI,
Genku 1 10 65 % BOZBI, HATPHS, XJIOPUIOB. B IMCTAaIbHBIX KaHAJbIAX BCACHIBAIOTCS
OCMOTHYECKH CBOOOZIHAS BOJA, JIEKTPOJIUTHI, Kanbliuit u pocdaTel. Perymsmms mpo-
1ecca B 3TOM YacTv HeppOHA OCYIIECTBIISIETCS C yIacTHEM Ba30NPeCCHHA, aJbI0CTePO-
Ha, MAPaTTOPMOHA, KaJIbIIUTOHWHA U KaJIbLUTPUOIA.
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Bce ¢unbTpyominecs B OYKax BelIeCTBA YCIOBHO JEJIAT Ha 2 TPYIIIbL: 6ecroporo-
Bble U IOPOTOBBIE.

Becnoporosble BelecTBa — HepeabcopoupyeMmble (KpeaTHHUH, UHYJIMH) U CJ1a-
6opeabcopbupyembie (MOYeBast KMCJIOTa, MOYEBMHA) COEMHEHMUsI, X KOHIIEHTPAIUs
B MOYe IPOIOPIHOHAIbHA HAKOIUIEHHIO B KPOBH.

IloporoBble BelecTBa XOpOLIO peabcopOUPYIOTCS € IIOMOMLIBIO TPAHCIOKa3 —
GesIKOB-TIepeHOCYMKOB, KOTOpPble MMEIOT mpees paboToCIOoCOOHOCTH, Ha3biBaeMblii
ypOBHeM HachblntaeMocTy Gesika. OH ompeziesisieTcs peziesIbHOM KOHIeHTpauueil peab-
copOUpyeMOro 13 mepBUYHOI MOYM BelecTBa. DTa BeJNYMHA HA3bIBAETCS MOYEUHbIM
noporom peabcopbruu v Beisenenus (I1I1B).

K moporoBbIM COeAMHEHHSIM OTHOCATCS TJIFOKO03a, aMUHOKHUCIIOTHI, OUIUpyOUH,
KpeatuH, pocdaTbl, GUKApOOHATHI U GEJTKH.

Cekpenmsa — mpoliecc, mporekamomuii ¢ 3arparoir AT® (akTUBHBIN TPAHCIIOPT),
TIPOMCXOZIUT B TPEX Pa3HbIX HAINPaBJIEHUSAX:

1. U3 xposu 6 npoceem xananvyes. B 3TOM HalpaBlieHUU B MOYY CEKPETUPYIOTCA
KCEeHOOMOTHKH, OpraHUYeCKre KUCTOThI U OCHOBAHMUS, MOHBI KaJIUSI.

2. U3 snumenus Kanansyes 8 npoceem Kkananvyes. Takoe HalIpaByeHNe CeKpeLuy Xa-
PaKTepHO /711 NOHOB BOAOPOZA ¥ aMMHaKa.

3. U3 snumenus kanaisyes 8 Kpods CeKpeThpyeTcsi GkapOOHaT.

XHMHYIECKHH COCTAB MOYH

B pesysbrare BbIlIeNepedrCIeHHBIX IPOLIECCOB, IPOTEKAIINX B HeppoHe, 06pa-
3yeTcs KOHeYHasA Moua, KOTopas II0 CBOeMy XMMHYECKOMY COCTaBy OTJIMYAeTCs OT
TJIa3Mbl KPOBU U yibTpaduibTpata (puc. 202). KoHeuHas Mo4a comepxuT 0Koio 97 %
Bozbl. CyX0il 0CTaTOK KOHeYHO# Mouu (0Kojo 50—70 r/cyT.) mpezcTaBiIeH Kak opra-
HUYEeCKUMH, TaK U HeOPraHU4eCKVMU BellleCTBaMHU.

XUMHUYeCKU# COCTaB MOYU

Boma - 97 % (151) |

CyXO0J1 0CTaTOK — OpraHuyeckue BelecTsa —
3% 35-45r
- A30THUCTBIe COe/IUHEHNS
MoueBuHa 20-35T1
MunepaibHbIe BeIecTsa — KpeaTuHuH 1-2 1
15-25r/cyr MoueBas kucioTa 0,1-0,6 T
¢ * aMUHOKHUCTIOTEI 0,5-1 T B CyTKU
KATHOHBL AHHMOHBL JKUBOTHBIN UHIUKAH
Na*, K*, XJiopufn,
NH,*, Ca®, cynbdar, OpraHuveckue KACIOThI
Mg?* docoar,
HeBOMBIIOe IaBeJsieBas, JMMOHHaA,
yKCyCHas, TUMIypoBas,
KOJIMECTBO dberon- 1 Kpeso-
bukap6onara [JIIOKYPOHOBBIE KUCJIOThI

| BUTAMUHBI, TOPMOHBI |<—

Puc. 202. XuMu4deckuii cocTaB MOYU
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Yuacrue nmouek B peryaanuu KOC

Yuacrue novek B perynanun KOC 3akitouaercsa B:

1. Tloaznep>xaHNK HOPMAJILHOUM KOHLIEHTPAIUU OuKapOoHaTa B KPOBH.

2. i36uparebHOM 3KCKPeIMU C MOYO0ii KUCJIOT UJIA OCHOBAHHIA.

Konuentpanus 6ukap6oHaTa B KPOBY IO//IEP)KUBAETCA 3a CUET:

a) nosHo# peabeopbuuu HCO;;

6) obpa3oBaHus KOMONHUTeNbHBIX Konmdects HCO, (B cytku obpasyerca 10—
50 MMOJb HOBOTO GHKapbOHATa).

B snuTenuy KaHaJIbIIEB U3 YIJIEKUCIION0 ra3a U BOZIBI IO IefiCTBEeM KapOoaHTuapasbl
CHHTEe3UpYeTCsl yToJbHAsA KUCIOTA. YTOIbHAs KUCIIOTA IUCCOLMUPYeT Ha GUKapOOHATHBII
VIOH, KOTODBII CeKPETHPYETCs1 B KPOBb, M MOH BOZIOPO/IA, CEKPETHPYIOLINICS B IPOCBET Ka-
HasiblieB. TaM OH 3aMelllaeT MOH HAaTpUs B MPOPUIBTPOBaBIIMX S OrkapOoHaTax. Hatpwii
peabcop6upyeTcsi ¥ IIOCTYIIaeT B KPOBb. B IpocBeTe KaHasIbIeB 06pa3yeTcs yroJibHast KHC-
7I0Ta, KOTOpas NOJ JieicTBreM KapboaHrupaskl ETOYHOM KakiMbl pasyaraercs Ha CO,
¥ Bozty (puc. 203). BropuuHasi MOYa MPaKTHYECKU He COZEPXUT OMKapOOHATHBII MOH, KO-
TOPBIi1 OJHOCTBIO PeabcopOUPYeTCs 1 MOMOJIHSET 11eJI0YHO Pe3epB KPOBHL.

Kpossb ITpocset
DnuTeNnnii KaHaubLa KaHaJbIa
CAMIIOPT AHTUIOPT
Na* Na* Na* Na*HCOS’
9 @.

HCO,’ AN i - H l

HCO, H,CO,
N KA l

CO,+H,0 _™Apasa . H,CO, ) co,+H,0

AN

A |

Puc. 203. PeabcopOiust v cuHTe3 OMKapbOHaTa B MOYEYHBIX KaHAIbIIaX

N30upaTenbHasa 3KCKPeys KUCIOT IPOUCXO/IUT:

* B popme tuTpyeMbix Kucnot (10—40 Mmonb/cyT.),
B popme aMMOHUIHBIX cosieit (30—50 MMOJIb/CYT.).

TUTpyeMble KHUCIOTBhI 00pPa3yIOTCs B XOZle al[ifioreHe3a, KOTOPbIN MpezCcTaBs-
et coboii mporecc o6pazoBanus KucaoT (H*) B anuTeNny KaHAJbIEB ¥ CEKPeLUU UX
B IIPOCBET KaHaJIbIla IIPY OHOBpPeMeHHO# peabcopbruu Na*. VioH Bojopozia 3aMelaer
WOH HaTpUs B MPOPUIBTPOBABIIMXCS cONAx — pocdaTax u cynbPparax. B pesysibrarte
JKCKpeTHpyloTcsl Kucible ¢ocdaTsl U cynbdarhl, KOTOPble HA3bIBAIOT TUTPyeMbIMH
KHACJIOTaMU. DKCKpeLus ux coctasiseT 10—40 Mmonb/cyT. (puc. 204).

OGpa3oBaHNe aMMOHMIAHBIX COJIeii IPOVICXOIUT B pe3yJIbTaTe aMMOHUOTeHe3a, Ipesi-
CTaBJIAAIOLIIEro cobo#t poriecc 06pa30BaHKs aMMHAKA, CONMPSDKEHHBIH C alliIOTeHe30M.

VcToOYyHMKaMH aMMHUaKa B [IOYKaX fABJIAIOTCA [TyTaMUH, OT KOTOPOrO aMMUaK OT-
IIETISAeTCS 1O/ JeMICTBHEM TIyTaMHUHA3bl, U [TyTaMar, /1e3aMUHIPOBAHNE KOTOPOTO
KaTaJu3upyeT IJyTaMaTAeruziporeHasa. AMMUaK sBisercss GyGepHbIM OCHOBaHHEM,
CBSI3BIBAIOIMM HOH BOZOpOJa ¢ 0Opa3oBaHMeM aMMOHHUIHOrO MoHa. OH 3aMmelraer
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B IPOQUIBTPOBABIIMXCS COJISIX MOH HATPHSL, KOTOPHBIi peabcopOoupyeTcs, a aMMOHUIA-
Hble COJU BbIBOAATCA (puc. 205).

ITpocser
Kposs KaHaJblia
ﬁrenw?l KaHanbua \

CUMITIOPT aHTMnopt Na,SO,
Na* Na* Na’, Na, HPO
© ORI
HCO~ H l

’ 1co.- H ~
<o, NaHSO,
\] NaH,PO,

KCOZ-F HZO Kapﬁoaﬂrwﬂpml HZCOJ BKCKPGHHH
10-40 mMonb

Puc. 204. O6pa3oBaHue TUTPYeMBIX KUCJIOT B OYKaX (ALUAOreHe3)

ITpocser

Kposb / \ KaHaJbIa

dnuTenuit KaHanbla AHTUNOPT
Na*

N ZQ HCO
3\/‘

I'myramMuH H,CO

CHUMIIOPT

3

I\_/ <
ryTamar
’ .\/ NH4C1
DKCKpenus
-KI'
k * J 10-40 mmoib

Puc. 205. O6pa3oBaHre aMMOHHIHBIX COJIefi B I0YKaX (AMMOHHOTeHe3)

I[TpenMyIiecTBeHHOE BbIBeJIeHUe KUCJIOT HAOI0IaeTes KaK MPH aluzo3e, TaK U mpu
0OBIYHOM CMeLIaHHOM U GenKoBOM muTaHuu. B Hopme pH Mouu cocrassier 5,5—6,5
(cnabokucnast). YBenudeHue cofiepXkaHusi OeNKOB B paliOHe NPUBOIUT K PE3KOMY
caBury pH B 6osiee KUCIyI0 CTOPOHY. DTO 00BSICHsIETCSI 06pa30BaHUEM CUIBHBIX KHC-
ot (cepHoii, pocdopHOii, cossiHOI) pU KaTaboIM3Me NuUIeBbIX GenkoB. Helirpaau-
3allisi UX B KPOBH IIPOMCXO/IUT C y4acTHEeM OCHOBHBIX KOMIIOHEHTOB Gy(pepHBIX crucTeM
KPOBH U TIpeBpallleHNeM UX B KUCJIbIe COMPSDKeHHbIe Mapbl, U30BITOK KOTOPBIX (GUITb-
TpyeTcsl B MOYKaX. MeXaHU3MBbI alli0- ¥ aMMOHHOTeHe3a B [I0YKaX JOMOJHUTEIHEHO
obecreynBaloT 06pa30BaHKe KUCIbIX M aMMOHUIHBIX COJIEl, YTO IPUBOJIUT K PE3KOMY
casury pH Mouu B kucnyto ctopony (puc. 206).

N30uparebHast 3KCKPeLys OCHOBAHMIA OCyIiecTBIseTcs: B popMe GukapboHa-
TOB U ZIBy3aMellleHHbIX ¢pocdaToB. Habmronaercss npy ankaao3ax ¥y BereTapuaHIleB.
DT0 00BSCHSETCS TeM, YTO PACTHTeIbHAs Muila Gorata OpraHMYeCKHMMU COJISIMH Ha-
TpUs U KaJusi. KHCIOTBI TOMTHOCTBIO OKUCIISIIOTCS, @ KATUOHBI HEUTPAJIU3YIOTCS B Opra-
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HU3Me KUCJIBIMA KOMIIOHeHTaMK Oy(epHBIX CHCTeM KPOBH, IPeBpaliasch B OCHOBHBIE,
KOTOpble U QUIBTPYIOTCA B IOYKAaX. B COXpaHeHNMM aHMOHOB BaXKHBIX KHUCJIOT IPH-
HUMaeT yJacTie MeHee IleHHbIN 6MKapOOHATHBIA HOH, KOTOPBIi 9KCKpeTupyeTcsi; pH

MOYH CABUTaeTcs B LIEJIOYHYIO CTOPOHY (puc. 207).

benkospasg numa —

Koneunsble
IIPOJYKTHI +

Heittpanusanus
OCHOBHBIMU

CHUJIbHbIE KHCJIOTBI
(H,50,, HCL, H,PO,)

O6pa3oBanue

6ydepoB KpoBu

KOMIIOHEHTaMU ~ M30BITKA KUCIIBIX
KOMITIOHEHTOB

/ 6ydepoB kpoBu

DKCKpeLys NoYKaMu
+

Anugo-
¥ aMMOHMOT€eHe3

Kucinsle 3HaueHus pH

5,5-6,5

Puc. 206. Biusinue 6ekoBoit muimu Ha pH Moun

PacturenbHas Hatpuessie
nuima —> |1 KaJIueBble CONn
OpraHUYecKux
KUCJIOT
co

Na*® K~ I[eJI0YHBbI

2 @ /
HO . O6pa3oBaHue U30bITKA

6ydepHBIX crcTeM KPOBU

X KOMIIOHEHTOB

Helitpanu3zanus
KHCJIBIMA KOMIIO-
HeHTamu 6ydepHbIX

cucTeM KpOBU ot

[llenoyHbIe 3HaYEHU A /
pH Moun

DKCKperysi n30bITKA

¥ 3aMeHa aHHOHOB
KHCJIOT Ha GUKapOoHAT

Y

OBaHMIA

Puc. 207. Bniusanue pactTutenbHON nuiy Ha pH Mouun

PHU3HNKO-XUMHYIECCKHE ITOKA3ATECIH MOYH

1. O6beM. O6BbeM MOYM 3aBHCUT OT KOJIMYECTBA ITOTPeOIIsIeMOIT OPraHU3MOM XU/~
KOCTH ¥ peXMMa IUTaHus, OT BO3PACTa, TeMIIepaTyphbl OKPY)KaIOIIero BO3yXa, PeXXMOB
pabotsl 1 otabixa. COOTHOIIEHNe JHEBHOIO M HOYHOTO AMype3a KoJiebyeTcs B HOpMe

B nipefieniax 3—4 : 1. CyTo4HoOe Bblfie/leHre MOYM y B3POC/IBIX cocTaBaseT 1—1,5 1.

TepMuHOM o12ypus 0603HAYAIOT BbIBeZieHe MOour MeHee 500 mJ1/cyT. JlaHHOe co-

CTOAHME pa3BUBaAETCA BCIIEACTBHE 06€3B0K1BAHUS

OpraHu3sma.

Ionuypueri Ha3bIBAIOT CYTOYHBIA 06'beM MouH GoJtee 2 1. OHa OTMedaeTcs IPH NpHU-
eMe OOJIBIINX KOJIMYECTB KUAKOCTH, B CTPECCOBBIX CUTyaLVsAX, [IPH IIPUeMe MOYeroH-
HBIX CPeJICTB, IPU CaXxapHOM U HecaxapHOM Jirabete, HeppHTax.

AHypus — OTCYyTCTBUE MOYH, SABJIAETCSA IPO3HBIM CUMITOMOM OCTPO¥i MOUeYHOI He-

AJOCTATOYHOCTH.
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2. LIBeT. B HOpMe 11BeT MOYM OOYC/IOBJIEH HaJMYKeM B Heil MUIMEHTOB YPOXpOMa,
CTepPKOOWJIMHA, YPO3€eHHa, YPOIPUTPUHA, TOPOUPHUHOB.

3. IIpo3pa4yHocTb. HopMmasbHas CBexeBbIITylleHHAsA MO4a IIpo3padyHa (B MOYeBOM
Iy3bIpe MOYa CTepuibHA). MYTHOCTb MOYM Yallle BCETO CBsi3aHa C IPUCYTCTBHEM B Hell
BBICOKOI KOHIIEHTPAILIMHY COJield, KJIETOUHBIX 3JIEMEHTOB, OAaKTepHUii, CJIM3H, JTUMUA0B (JK-
nypus).

4. Peaknus Mo4Yd. pH Moun B HOpMe mMeeT C1aboOKuCyio peakuuio (5,5—6,5)
¥ 3aBUCHUT OT XapakTepa nutaHus. Mi3meHeHus pH Moum HabiozaoTcs npu 3abose-
BaHUAX No4ek 1 HapymeHuax KOC. Auujos npuBoauT pH MOYM K CABUTY B KUCIYIO
CTOPOHY, a aJKaJ03 — B LIEJIOYHYIO.

5. OTHOCUTeJIbHAsA MJOTHOCTDL (YAeNbHBIN BeC) MOYM XapaKTepu3yeT KOH-
IIeHTPALIOHHYIO CIIOCOOHOCTH TOYeK. [l B3POCHBIX y/AENbHBIN BeC MOYM B HOpMe
cocrasnser 1,015—1,025 r/cm®. IIIOTHOCTS MOYH Y feTell HECKOJIbKO OTIIMYAeTCs OT
noKasareseii B3pocibix. CaMble Hu3Kue OUQps! GUKCUPYIOTCS Y HOBOPOXJEHHBIX Jie-
teit — 1,002—1,020 r/cm>.

Tunocmenypus — CHVXeHHE OTHOCUTeNbHOU mioTHoct# 710 1,005—1,010 r/cm?,
HaboziaeTcss mpu GU3NOIOTNYECKOi TTOJIMYPUH WIIM MOXKET YKa3bIBaTh HA CHIDKEHHUE
KOHIIEHTPALIMOHHOIA CTOCOOHOCTH TIOYEK.

H3ocmenypusa — He U3MEHSAIOIUICA B TeYEeHMe CYTOK yeJbHBIN BeC MO4YH, PaBHBIN
1,010 r/cm®, oka3aTenb TSXeNO0 MaTOJIOTUY NTOYeK. Y HOBOPOXK/IeHHBIX JleTell OTMe-
qaeTcsl GU3MOJIOTYecKas U30CTeHypUs.

T'unepcmenypus — NOBBILIEHNE OTHOCUTEIBHON INIOTHOCTU MOYH, OTMeYaeTcs IpH
00€e3BOXMBaHUY OpraHu3Ma (OrpaHUYeHre preMa XUIKOCTY, TIOTePU BOZBI).

ITaTomornyeCKue KOMIIOHEHTHI MOYH

I/1I0K03a B HODME B OTZAEJBHBIX IOPLUAX MOYM He OIpeZessaercs. DKCKpeLus
C MOYO¥H IJIIOKO3bI Ha3bIBAIOT IJIIOKO3ypuel. Pa3nuuaioT 2 Buja II0KO3ypund — 1o-
YEeYHYIO0 U BHEIIOYEYHYIO.

Iloueunas enroxo3ypus cBs3aHa ¢ HapyLIeHeM MeXaHU3Ma peabcopOLyH II0KO-
3bl B [IOYEYHBIX KaHaJbIlaX BCJIEACTBUE BPOX/IEHHOTO MM NMPHOOpeTeHHOro edekTa
Gesnka-nepeHocyrka; I1TIB A1 ITIOKO3bI CHUKAETCS, U TTII0K03a MOSABJIAETCS B MOYe Ha
¢doHe HOPMO- U TUNOTIMKeMut (peHaIbHbIH AuabeT).

Bunenoueunas enroxo3ypus o0ycIOBIeHA T'UNepriMKeMUeil, pa3iM4aioT /Ba ee
BUJA:

1) duabemuueckas (caxapHslit 1uaber);

2) Heduabemuueckas (M36BITOK KOHTPUHCYJISIPHBIX TOPMOHOB, paszapaxenue LITHC,
anMMeHTapHas ToKo3ypus). ITosgBeHue B Mode APYrux caxapoB ($pPyKTO3bl, raaak-
TO3Bl, JIAKTO3bI) Ha3bIBAIOT MeUMypUei.

Benox. B HOpMe B OTZIeJIbHBIX MOPIHUAX MOUYM OeIOK He 0OHapyxuBaioT. [TosiBie-
HUe OenKa B MO4Ye Ha3bIBAeTCS MPOTeHMHYpPHUei. Pa3nnuyaioT NoYevHylo U BHENOYed-
HYIO IPDOTEUHYPHUIO.

IToueunasa npomeunypus nonpaszensercs Ha GyHKLIMOHATIBbHYIO 1 OPraHUYecKyIo.

DYHKUUOHANOHAA NPOMeEUHYPUA 00YCIIOBIIeHA IPEXOAAMMMU PYHKIIMOHAbHbI-
MU HapyIeHUsIMU I09eYHOT0 GuibTpa.

Buzbl pyHKIIMOHANBHOM IPOTEUHYPUU:

a) Qusuonozuueckana — y HOBOPOX/IeHHBIX JleTell 13-3a BBICOKOH IPOHUIIAEMOCTH
noueyHoro QUIbTpPa, ucdesaer Kk 4—10 gHIO.
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6) opmocmamuueckan — Habntonaercs y neteit 6—12 jeT, BbISBISETCS B AHEB-
Hoe BpeMs1. CBA3aHa C IPeXOAAIMMYA U3MEHEeHUAMY e MOAVHAMUKU [I0YKU BCJIE/ICTBUE
aHOMAaJIMY OCaHKH, CTATUYeCKUMU U JUHAMUYECKUMU Harpy3KaMu;

B) uHCynomuas — HaboaeTcs y feteil paHHEro BO3pacTa, CBsi3aHa C IIOBBIIIeH-
HOH pa3paXMMOCTBIO IOYEYHOro (UibTpa MOZ AeHCTBHEM pPa3IUYHBIX (GAKTOPOB
(manbnanus, neperpes, OXJaxxzaeHue, feTUIpaTalys, UCIIyT).

Bunsl opeanuueckoit npomeunypuu:

a) 21oMepyaapHble npomeuHypuu HaOIONAI0TCA TIPU MOBPEXIeHUH [T0YeYHOTO
¢ubTpa. B 3aBUCMMOCTH OT CTelleHU ero IOBpeX/eHWs Pa3jinyaioT CeJIeKTHBHYIO
NPOTEHHYPHUIO (GUIBTPYIOTCS anbOyMUHBI, TpaHChePPUH, aHTUTPUIICUH) U Hece-
JeKTUBHYIO (GUIBTPYIOTCS BCe GenKu);

0) mybynapusie npomeurnypuu HaOIONAIOTCA NPU HAPYLIEHUH peabcopOLmu
BCJIEZICTBHE [TATOJIOTMY KaHAJbLIEBOTO aliapaTa noyex.

BHemnmo4e4Hble IPOTEHHYPUM:

1. IIpepenansnas (nepezpy3ounas) npomeurnypus o0ycioBIIeHa TOBBIIIEHIEM
KOHIIeHTpaL1K 0611ero Geska WM MosiBJIeHHeM NapanpoTenHOB B IJ1a3Me KPOBH.

2. Mocmpenansnaa npomeunypusn oObACHAETCA NONAaZaHUeM 0OeJKa B MOUy U3
MOYEBBIBOZAIIMX MyTel IIPU BOCNaJeHN!, ONyXOJIAX.

Kposb. Hannuue KpoBu B MOYe Ha3bIBAIOT reMaTypueil. BbieaaoT MUKpO- U Ma-
KpOreMaTypHuIo.

AMMHOKHMCJIOTBI SBJIAIOTCS HOPMAJIbHBIMUA KOMIIOHEHTaMU MOYH, eCJIU UX KOJIU-
4eCTBO He IpeBbllIaeT 1 I/cyT. YBeln4eHNe UX 9KCKPelUY Ha3blBaeTCs runepaMmHO-
aouaypueid. Paznuyaiot Be ee GOpMBI:

* aMMHOAUMAYPHUS Meperpy3Ku (PH3UMonaTur oOMeHa aMHUHOKUCIOT — ¢e-
HUJIKeTOHYPHs, 60J1e3Hb XapTHYIA, LIUCTUHYPUS);

* MO0YeYHAs rHNepaMUHOALNUAYPHUSA (NIPUOOPETEHHBIN WIM BPOXK/EHHBIN fie-
dexT 6eKOB-IIEPEHOCYUKOB).

KertoHoBbIe Tesna. Coziep)kaHue Ux B Mode B Hopme He 6osee 0,01 r/cyT, B OT/€b-
HBIX [IOPIUAX He 0OHAPYXUBAIOTCA. I10ABIIEHNE KETOHOBBIX TeJl B MO4e 00YCIOBIEHO
KeTOHeMuell Tpu caxapHoOM Jurabete, rOJIOJAHUM, UCKJTIOYEHUHU YTJIeBOJIOB U3 IHIIH,
IpY IJIMKOTreHo3ax.

IIMrMeHTHI MOYH TIOPA3JeNAT Ha MOPPUPHHBI, KOTOPbIE NOABIAIOTCSA B MOYe
TIPY HAC/IeZICTBEHHBIX 1 TPUOOPETEeHHbIX (OTpaBJieHKe TSHKeIbIMUA MeTaJulaMu, 6apou-
TypaTamu) MOPGUPHAX, a TAK)Ke JKeTYHbIe MUTMEHTbI — 0OHAPYXXUBAIOT TIPYU THIIED-
OunnpyorHeMusx (pAMO OMIIMPYOUH 1 YPOOHIIVH).
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Pa3zoen 16
BHUOXUMUSA MBIINEYHOM TKAHHU

I'pyninsl MBILIIL M CTPOEHHE CAapKOMeEpa

MplmeyHas TkaHb cocTaBseT 40—42 % oT Macchl Tena. OCHOBHAsA QYHKIUA Mbl-
IIeYHO TKaHU COCTOMT B 0OeCIeYeHNH OJBIKHOCTH IIyTeM COKPAILEeHUs U OCIesy-
folero pacciabienus. Pa3nuyaior 3 ocHOBHBIe rpymibl Mbim (puc. 208).

MbIbI
T
( raagKue ) [IOTIePEeYHOII0JI0CaThIe
HEeIIPOU3BOJIbHEIE / \
CKeJleTHbIe cepaeyHas

(mpou3BosibHBIE)  (HEMPOM3BOJIbHASA)
Puc. 208. OcHOBHBIE IPYIIIBI MBIIIL]

I'napkue MBINILIBI MEJJIEHHO CaMOIIPOU3BOJIbHO COKPAILAKTCA U NHHEPBUPYIOTCA
BereTaTUBHOI HEPBHOU cucTeMoil. OHU HaXOAATCS B CTEHKAX TPyOUaThIX OPraHOB Tejia
1 06eCIIeurBalOT epe/IBYXKeHNe COZIepKUMOT0 STUX OPraHoB (KUIIEYHBIH TPaKT, KPo-
BEHOCHbIE COCY/bl, MOY€BOH y3bIpb, MaTKa, MOUYETOUHNKHY, CEMABBIBOAAMINI IPOTOK).

[MagKoMBbINIeYHble KJIETKH ORHOSIZIEPHbIE, BepeTeHOOOpa3Hble, COeAMHEHbI KOJIIa-
reHoM. AKTHH (A) pacIoyIoXeH IPOJIOJIbHBIMY TSKaMK, GOPMHUPYsT MHOTOYHCIIEHHbIE
TOHKHe HUTHA. MuosuH (M) oTianuaeTcd OT MHUO3MHA IOIEPEeYHONOJIOCATHIX MBIIII]
ropaszio GoJbIIel cTeleHbI0 YKOpoYeHUs. B pacciabieHHO! T1ankoi Mblmne M Ha-
XOZIUTCS B HENOIMMepU30BaHHOM ¢opme, momimepusanus M (o6pa3oBaHue TOJCTBIX
HHTeH) NPOUCXOAUT B IpoLiecce COKPAIleHus.

CKeJleTHBIE MBIIIIBI 00€CTeYNBAIOT [IepeIBIKEeHNe, COKPALIAIOTCA C BLICOKOI CKO-
POCTBIO U BBICTPO YTOMJISIOTCS. IHHEPBUPYIOTCSI COMATHI€CKO HEPBHOM CHUCTEMOA.

Cepaeynast MBIIIIA COKpAILAETCA CaMOIPOU3BOJILHO U He NOJBEPXeHa yTOMJIe-
HUIO. 33 )KM3Hb OHA OCYILECTBJIAET OKOJIO 3 MUWIIAAP/0B LUKJIOB COKpAllleHNs-paccia-
Gsienusi. IHHepBUPYeTCsl BereTaTMBHOM HEPBHOU crcTeMOit. KJIeTKu cepedHoi Mbli-
1Ibl HE ABJIAIOTCA MHOTOSAZIePHBIMU B OTJINYKE OT CKEJIeTHBIX, OHU COeJUHEHBI C I0MO-
IO BCTABOYHBIX AUCKOB (QYHKIIMU KOTOPBIX OJIM3KY Z-AUCKAM).

MexaHU3M COKpalleHN INIaJKUX ¥ IOIepevHOIN0I0CaThIX MBI B OCHOBE OIHA-
KOB, XOTS peryjusLus pasHas.

MblmeyHas KjeTKa MOXeT AocTUratb 50 MM B UIMHY U MMeTb TOJIIUHY OKOJIO
50 MKM. DTO MHOTOsiiepHast KJIeTKa, TaK KaK B OHTOTeHe3e 00pa3yeTcst MpY CIMSAHUU
MHOXX€eCTBa OT/ieJIbHbIX KJIeTOK (TpU4eM fZipa paclosararTcs N0 IIa3MaTAdecKon
MeMOpaHO¥i, Ha3bIBaeMO# capkoseMMoit). B iuronnasme (capkomiasme) pacrosara-
ercsi 60JIbIIOe KOJIMYeCTBO MUOGUOPUILT (3T OpraHesibl OTBEYAIOT 33 COKPAIeHHe).
B capkormia3me HaX0AATCA IUCTEPHBI CaPKOIIa3MaTU4eCKOrO PETUKYIyMa (B HUX Jie-
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nonupyercs Ca?*), copepxutcs riavkoreH, AT®, KOK u raukonurndeckue GpepMeHThI.
DJIeMEeHTOM LIUTOCKeJIeTa ABJSeTCs OeoK CTep)KHeBUAHON GOPMBI AUCTPODHH.

TTOBTOPSAIONIIUMCS 3JIeMeHTOM MUOGHOPHIIIBI SBJISETCA CAapKOMep, TPaHULIAMU KO-
TOPOTO CIIyKaT Z-nuHuu. [Ipy 60JIbIIOM yBeIn4eHny B MUOQUOPHIIIIE MOXKHO YBUIETh
TeMHbIE 1 CBETJIbIe TTOJIOCHI (1CKH). CBeTible — M30TPONHbIe mojock! (I-aucku conep-
KaT aKTHH) He 00J1a/Jal0T IBOVHBIM JIydenpeioMIeHreM, a TeMHBIE [I0JIOChI OTINYA0T-
€S IBOMHBIM JIydenpesioMieHueM 1 Ha3bIBalOTCA A-/IICKaMy (aHU30TPOITHBIMU ), B HUX
BKJIIOUeH M aKTUH U MUO3MH. Ha npe/cTaBieHHON HUe cxeMe CTPOeHUs capKkoMmepa
(puc. 209) BUAHO, YTO B LIEHTPAJbHOW 4acTU A-/ICKa MMeeTCsl MeHee TeMHBIH yda-
crok — H-30Ha. B cepeiuHe 3T0¥i 30HBI IPOXOAUT TeMHasd 110JI0ca — JUHUA M.

CapKomep A0 COKpalleHus

I 1
I-gucK A-OWUCK I-gucK

T T 1
Z-NUHKA M-AMHKUA Z-NUHNA

N

AN 7
AN W
-—
H-30Ha
Capromep nocne coKpalleHus

f hl
|-AnCK A-AMCK |-AnCK
Al ;

¥ |
RIE

T T
Z-NUHNA M-AMHKUA Z-NUHKA

B | KT | &

B | ULy | &
» S

A
ToAcTble PrnameHTb ToHKUe dUNaMeHTbI

Puc. 209. Cxema cTpoeHus capKkoMepa U CKOJIbXeHUA HATEeH IIPY MBIIIEYHOM COKpaLeHu!

MuopubpuIIbl coepkar GUIaMeHThbl 2-X THIIOB:
e TOJICTBIE — AAUAMeTPOM 15 HM, coziepkat M;
* TOHKHE — JUaMeTpoM 7 HM, cofiepxat A, TM (Tporomuo3uH), TH (TPOIIOHUH).

K Z-nnacrunke npucoenussioTcs KoHIbI TM, ThTHHA (6esKa, COeIMHSIOMIETO TOJICThIE
dunamMeHThI ¢ Z-AUCKaMH) ¥ -aKTUHUHA, K KOTOPOMY ITPHCOeIMHSAIOTCSA KOHIIbI F-akTHHA.

Ha pucynke 209 mpeJcTaBiieHbl B BUJie CXeMbl OCHOBHbIE KOMIIOHEHThI MUODU-
OPUILT U CKOJIB)KEHHE TOJICTBIX pUIaMEHTOB OTHOCUTEIBHO TOHKUX TIPY COKPAIleHNUH.

B ocHOBe MojieNnu CKOJIbKeHHUs JIexar ciefyrommue GaKTol:

1) npu COKpalieHn! MBIIILBI JIMHA HYU TOJICTBIX, HA TOHKMX HUTeH capkoMepa He
U3MEHseTCs,

2) capkoMep COKpalljaeTcs 3a cueT [lepeKpblBaHUSA TOJICTBIX ¥ TOHKUX HUTeH, Ko-
TOpBIE CKOJIb3AT APYT OTHOCUTEJIBHO Jpyra BO BpeMs COKpPAIleH:Us MBIIIbL. DTO Ipo-
SBJISIETCA B TOM, 4TO IIPY COKpALeHNU MBIMIBI T0s1ockl H 1 I yKkopayuBaroTcs, AavHa
A-nucka (aHM30TPOIIHOTO) He MeHSeTCs.
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XHMHAYECKHIH COCTAB MBINNIEYHOH TKAHHU

B mbimevyHo#t TkaHu 75—80 % cocTaBa IpUXOAUTCA Ha 00 BOAbl, 20—25 % Ha
cyxoii octatok (puc. 210).

CocTaB MbBIIIEYHOH TKAaHHA

\

H,0 (75—80 %) cyxoit ocratok (20—25 %)

Benku  HebGenkoBble besasorucreie
azorcoepiKaliye opraHuyeckue
BelllecTBa BellecTBa

MuHepanbHbIe
BellecTBa

Puc. 210. XuMU4eCcKui COCTaB MBIIIEYHOM TKaHU

Ha nomo 6enkoB npuxoputcs 85 % CyXOro oCTaTka, B TOM YHCIIE:

1. Benku cTpoMbl (KOJIIareH U 371acThH).

2. CapkorutagmaTudeckre 6esku (MHOanbOyMUH, MAOTIO0YINH, MUOTIOONH, dep-
MEHTBHI TJIUKOJIA3a U IJIMKOTeHOJIN3a).

3. CokpaTuresbHble O€eJIKU: aKTUH, MUO3KH, TPOIIOMHUO3UH, TPOIIOHHUH.

Or cyxoro ocratka 15 % cocTaBJsAIoT:

1. A3oTcozep:xanive BemmecTBa (TIyTaMUH, KAPHO3WH, aHCEPHH, KpeaTHH, KpeaTh-
HUH, CBOOO/IHbIE aMUHOKHCIIOTBI).

2. ®ocdoconepxkamue Bemecra (KO, ATO u apyrue HyKIeOTHIbI).

3. Tunuze! (pocornureprHsl, X0JIecTepon).

4. VreBozibl (OCHOBHOM TTIMKOTeH).

5. MuHepasbHbIE BEIEeCTBA.

CrnenyeT OTMETUTH BBICOKOE COZIEPXKAHKe B CKeJIeTHBIX MBINILAX JUMENTUIOB Kap-
Ho3uHa 1 aHcepuHa (100—200 mr 1a 100 1) (puc. 211).

N | CH,-CH-COOH Nk | CH,~CH-COOH
WA J
NH NH
NH | N |
0-C-CH,-CH,-NH, oy 0-C-CH,~CH,-NH,
3
KapnosuH (B-ananun-L-TucTuAuH) AHcepuH (N-MeTUJIKapHO3MH)

Puc. 211. CtpoeHne KapHO3MHA 1 aHCEpUHA

JaHHble aunenTuabl cTuMyanpyioT AT®a3Hylo aKTUBHOCTb MUO3UMHA, TEM CaMbIM
TMOBBINIAs PabOTOCIOCOGHOCTh YTOMJIEHHO! MBIIIIbI; OHU YBEIMYUBAIOT AMILUTUTYAY
COKpAILEHNsI CKEJIETHBIX MBIIIII, BBIIIOJIHAKT POJIb BHYTPUKJIETOUHOIO aHTUOKCUZIAH-
Ta, 3aUIMIAIOT GEJIKK OT IJIMKMPOBAHUS, BIMAIOT HAa TOMEOCTa3 KaJlbLHs, CO3/al0T 10
40 % 6ydepHOU eMKOCTH CKeJIeTHBIX MBbIIIII, Pe0TBpamaT anonto3. ComepxaHue
JAHHBIX JUIENTH/OB B IJIaJKAX MBIIILAX M MO3Te BO MHOT'O pPa3 MeHbIIe.
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BeJIKU MBIIIIEYHOH TKAHHA

Muo3uH (MosexyaspHas macca 520 k/la) cocraBnsier 50 % OT Bcex MUOPUOPUI-
JIAPHBIX OEJIKOB, ABJIAETCA OCHOBHBIM KOMIIOHEHTOM TOJICTBIX HUTell. CTpoeHue MUO-
31Ha [IPeJiCTaBJIeHO Ha puc. 212.

7\’
QCL"OZ\’L%
N

Puc. 212. Ctpoenue Muo3nHa

Morekya MUO3UHA BKJTIOYaeT B cebst 6 OMapHO UIEHTUYHbIX CyO'beIUHUIL: 2 Tsi-
xeJble ien u 4 nierkvie. [on0BKY (G) TSKENBIX IIeTell UMeIOT IIeHTPHI ¢BsA3u ¢ AT,
HUTSIMU aKTHHA U 2-Mf JIETKUMH LiensiMu Myuo3uHa (L). B ¢unameHTe rooBKM MUO3U-
Ha oOpaiieHbl HapyXy oT H-30HbI, @ XBOCTBI CTBIKYIOTCS 110 JiHIKA M (puc. 205).

CBoiicTBa MHO3HHa:

1. Ilpu Pu3HMONOTHYECKNX 3HAYEHUSIX MOHHOM cuiibl, pH, KOHIEHTpaluu Kajb-
IS MOJIEKYJIbI MHO3KMHA CIIOCOOHBI CIOHTaHHO OO'beMHATHCA B TOJICTHIA QuIaMeHT

(puc. 213).
o — >

e g &

Puc. 213. CrpoeHue ToJCTOr0 MUOpUIAMEHTa

2. O6naznaer AT®a3HO! aKTUBHOCTBIO:
AT® + H,O <> AII® + Ou + H".

Mwuo3uH cBA3bIBaeT F-aKThH, 4TO IPUBOUT K MBIIIEYHOMY COKPALeHHUIO.

AKTHH nMeeT MOJIeKyJIApHYIO Maccy 42 k/la. Ha nomto aktuna npuxogutcs 20 %
Bcex OeJIKOB MBIIIL], 3TO OCHOBHO¥ O€eJIOK TOHKUX HuTeil. Haxoxutcs B MUOPUOpUIIax
B popme F-akTHHA ¢ MOJIeKyIsipHO# Maccoit 1 MiH u 6osee nanbToH (puc. 214). Dto
TOJIMMEpP, MOHOMEPOM KOTOPOTO SIBJISIETCS II06Y/ISpHBIA 6eoK G-aKTHH, CBSI3aHHbII
HekoBasleHTHO ¢ AT®. B npucyTcTBuun Mg?* MPOUCXOAUT MOIMMepU3aLus, CONpOBO-
*kpatomasicsi runposnusom AT® 6e3 BbizeseHrst Heopranuieckoro ¢pocdara:

nG- aktuH + AT® « F- aktnn- AJO-On
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Puc. 214. CrpoeHue akTUHA

TponomMuo3HuH sABJAeTCA GEIKOM C MOJIEKYIAPHOW Maccoil 65 k/la u cBfA3aH
¢ F-axtunom (puc. 215). Kaxniaa mMosekyna TpoloMHO3MHa OXBaThbiBaeT 7 G-ak-
TUHOBBIX TJIOOYJ, IpUYeM COCeJJHHE MOJIEKYJIbl HEMHOTO MepeKpHIBAIOTCS TakK, 4YTO
o6pa3yeTcsl HellpepbIBHAs TPOIOMUO3UHOBASA Liellb, CTAOMIN3KPYIONIas U NPU/AoIas
’KEeCTKOCTb QHUIIAMEHTY.

Puc. 215. CtpykTypa TOHKOTO QuIaMeHTa
1 — aKTWH; 2 — TPONIOMHO3WH; 3 — TponoHuH C; 4 — TponoHuH I; 5 — TpornoHuH T

TPONOHHUH — PeryATOPHbIA II00YIAPHBIi OeIOK, COCTOAIMI U3 TPeX CyObeu-
Hu1l. Ha Ka)xzible 7 MOJIEKYT aKTHHA B aKTHHOBOM (uIaMeHTe MpUXoauTcst 1 TponoHu-
HOBBIIl KOMILJIEKC, KOTOPBIi BKJIIOUaeT OesKH:

o Tu T — obecrevnBaeT CBSA3b C TPOIIOMUO3UHOM;
o T I — unrubupyer AT®a3Hy0 aKTUBHOCTh MUO3UHA;
e T C — cBA3bIBaeT HOHBI Ca*'.

MHUOrno0MH — capKoIIa3MaTHYecKuil OeNOK C MOJIEKYJISIPHOW Maccoil OKOJIO
17 x[la (comepsxut 1 MoJieKy/y rema u 1 MoJieKyJ1y ri061Ha).

Pone mMuorno6uHa: coszaer geno O, B Mpimmax (06mazaeT 66IbIKUM CPOZCTBOM
k O,, 4em Hb). Ha 7107110 CKeJIeTHBIX MBIIII] B IOKOe IIPUXOAUTCs 15 % morpebnenus O,,
npu pabote — 90 %.

DHEPreTHICCKHUI OOMEH MBIIIEIHOM TKAHU

Uctounuxku AT® 717151 pabOTHI MBIIIIII:
1. KpeatunpocpokruHazHasi peakius

KOK

Kpeatunpocdar + AIO <> Kpearun + ATO
2. AneHunaTkuHa3HasA (MMOKMHA3HAsA) peaKIus
Mg+2
AZI® + AI® < ATD + AMD

3. NIMKOJIM3 U TJIMKOTeHOJIM3 (B GeJIbIX CKeJIeTHBIX MBIIIIIaX mpeobiazaeT aHaspoo-
HbI! TJIUKOJIU3).

4. AspoOHbBle MpOLECChl, CBA3aHHbIE C OKUCTUTENBHBIM (ocPopUnupoBaHreM
(mpeo61aaloT B KpaCHbIX MbIIIIAxX): adpoOHbIi riaukou3, LITK, okucienune KK, uc-
T0JIb30BaHMe KEeTOHOBBIX TeJl.
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OcHOBHbIE Cy0CTpaThI SHEPreTHYeCKOro 00MeHa, HCIoJib3yeMble st pado-
ThI MBIIIIE

1) B mokosimuxcs Mplimax — cBoboubie JKK 1 KeTOHOBBIE TeJa;

2) pu yMepeHHOH Mblle4yHOH Harpy3ke — rimo — [IBK — anerun-KoA — LTK;

3) mpu MaKCMMaJbHOW MBINIEYHOM Harpy3ke — IJIMKOTeH (IyTeM aHa3poGHOTo
TJIMKOTeHOJIN3a 10 JIaKTaTa).

ITpy MHTEHCUBHOY MBILIEYHON Harpy3Ke MOBBILIAETCA TeMIlepaTypa Tejla, yBeIudu-
BaeTCs HaKOIUIeHMe JIaKTaTa, CHkaeTcs pH.

MeTa60113M III0KO03bI B MBILIEYHOI TKAHHU [IPe/ICTaB/IeH Ha puc. 216.

CO,, H,0, AT® JlakTart CHUHTe3 IJINKOreHa

CHHTe3 TJIUKOIUIN/IOB
CHHTE3 ITIUKOIPOTENHOB
II®II pacniaga ra0KO3bI

Puc. 216. OcHOBHBIE HAalIPaBJIeHN UCTIONIb30BAHKSA ITIIOKO3bI B MBIIIIIAX

MexaHHU3M MBIIIIEYHOTO COKpPAIICHHA H €TI0 PEIry/IAI A

MexaHu3M MbIIIEYHOT0 COKpaleHud BKIovyaer (puc. 217):

1. Bzaumopeiictere AT® ¢ MHO3UHOBO# TOJIOBKOM.

2. Tupponuz ATO no AZI® u Heopranmyeckoro pocdara (OHU OCTAIOTCS CBA3AHHBI-
MU C TOJIOBKOM MUO3UHA).

3. O6pa3oBaHye MPOYHOrO KOMIIEKCa aKTHHA C MMO3UHOM, COIIPOBOXZAeTCs BbI-
IeneHreM HeopraHudeckoro ¢ocdara. AKTOMUO3MHOBBIA KOMILIEKC cBsA3aH ¢ AZID,
B HEeM I'0JIOBKa MMO3MHA NIPUKpeIIeHa K aKTUHY 107 yriaoM 90 °.

4. KonpopMmarvoHHble M3MeHEeHHs B rOJIOBKE MMO3WHA, B pe3yJbTaTe KOTOPBIX
IIPOMCXO/IUT TOBOPOT rOJIOBKY MUO3KHA Ha 45°, BbIcBOOOXIeHNe AZID, cMereHye TOJ-
CTOM MMO3MHOBOW HUTU OTHOCUTEJIbHO TOHKOW aKTUHOBOA.

5. Bzaumogeiictue ¢ HOBO Monekynoit AT® pa3bennHAeT aKTUH ¥ MAO3WH.

Takum o6pa3om, AT HyXeH He TOJBKO JIfl COKpALIeHus, HO U 17 pacciabieHus
MBIIIII.

Perynasuus MbIIIEYHOTO COKpaILeHH:

* «AKTHHOBas» perynsnus — 4epe3 0CBOOOXK/IeHNE Y aKTHHA YYacTKa JIsl CBA3bI-
BaHMA MUO3MHA (B CKeJIeTHBIX MBIIIIAX) OCYIeCcTBIAETCA B Clefyiolieil moce-
ZI0BaTeIbHOCTH:

Ca?*>THC—->Tul—>TaT—>A—> M,
rae A — akTUH; M — MHUO3MH.

» «Mno3uHOBasI» peryaALusa — Yepe3 0CBOOOXX/ieHe Ha MUO3UHOBBIX TOJIOBKAX
Y4aCTKOB Il B3aUMO/IeiCTBH S C aKTUHOM.
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A 00000 A PO TOI<
H,0
G e AL + O
T G e =l s B

Axromuosna-AID

Puc. 217. Cragny MBIIIEYHOTO COKPALICHUS

BaxHas poJib B peryasaluyi MBIIIEYHOTO COKPALleH!s IPUHAJIeXUT MOHAM Kajlb-
11, KOTOpble MAENOHUPYIOTCA B CapPKOIIIa3MaTU4eCKOM DETHKYJIyMe C IOMOILIbIO
CIennanbHOro Geska KanbcekBecTprHa. OCHOBHAsA QYHKIMA CAPKOIIa3MaTHIeCKOro
PeTUKyIyMa 3aKJII04YaeTcs B PETYIALNN COLepiKaHUA KaJlbLUA B IIPOCTPAHCTBE MeX-
1y aKTUHOM ¥ MMO3MHOM, YPOBEHb KOTOPOr'0 U3MEHsIeTCs IPU COKpallleHnH— pacciia-
6aeanu ot 10~°M mo 10~7 M. [Tox BO3/eiiCTBMEM HEPBHOTO MMITYJIbCA MPOUCXOAUT
feronApu3anusa MeMOpaHbl, OTKpbiBatoTcs Ca?*-KaHasbl, CapKOIUIa3MaTUYecKHUi
peTuKynym BbiOpachiBaeT Ca’. Kanbiuii cBsizbiBaetcsi ¢ THC, BbI3bIBasi B HeM KOH-
dopmanmonHble n3MeHeHnd. Monudukanus nepenaercs fanee yepe3 THI u THT Ha
TPOIIOMUO3UH. B pesynbraTe TPOIIOMUO3UH MEHsET CBOE MOJIOKeHHe Ha aKTUHOBOMN
HUTH TaK, YTO ee CBA3bIBAIOIIME YYaCTKU CTAHOBATCA AOCTYIHBIMU U1l TOJIOBOK MHU-
o3uHa. HaumHaeTca ux B3auMozieiicTBre, KOTOpOe IPUBOAUT K COKPALeHNI0 MBIIIIIbI
(puc. 218).

PacciabiieHne MbILIIBI TPOMCXOUT NOCTIE TOTO, KaK HePBHbIe UMITYJIbCI T1epecTa-
IOT K Hell mocTynath ¥ MOHbI Ca®* GBICTPO MePeKaYnBaOTCS B CAPKOTIa3MaTHIeCKHiA
petukynyMm Ca?*-AT®asoil. B HeM koHueHTpanus Ca*" craHoBuTcs Bbie 102 M. Ile-
peHoC 2 nOHOB Ca?' BHYTPb CapKOIJIa3MaTUYECKOTO PETUKYJIyMa IPOUCXOMUT 3a CYeT
rugposusa 1AT®, 1. e. Ha pacciabieHre CKeJIeTHOM MBIIIIIbI TPATUTCS IOYTH CTOJIBKO
Ke DHepruy, CKOJIbKO Ha ee COKpalleHue. B cepZieqHO MBbILILe OCHOBHBIM UCTOYHMKOM
Ca?* y1st BO30Y K/IeH sl CTY)KUT BHEKJIeTOUHas XUAKOCTh. Ecin Ca* BO BHEKJIETOUHOIA
XUIKOCTU OTCYTCTBYeT, COKpallleHHe CepZedHOM MBIMIBI NpeKpaliaeTcs B TedeHHue
1 MuH, CKeJleTHasA MBIIILA B TAKUX YCIOBUAX MOXKET COKPAIIAThCA YaCaMHU.

Ponb Ca?* B MBIIIEYHOM COKpPaLIeHUH:

1. OTTArnBaeT TPONOHMH-TPOIIOMUO3UHOBBIM KOMILIEKC OT aKTHHA.

2. AkTuBUpYeT MUO3UHOBYI0 AT®Dasy.

3. OxasbiBaer Henpsmoil 3ddexT depe3 Ca?*-3aBUCMMYIO NMPOTEMHKUHA3Y: OCY-
mectBiseT GocHopUnIupoBaHUe JerKoi [ieny MUO3MHA, YTO YCKOPSIeT B3aUMO/efCTBIe
aKTVHA 1 MUO3MHA.
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Ca? -10"m Ca* -10°-10"m
M M
TonoBka
MOJIEKYJIbI
@ @ MHO3WHa
@ Hentp -aKTH
B3aUMO/IeHCTBUS

C MMO3VTHOM

F-axktun @ Ca?
B takoM nonoxxenuu A u M
He B3aUMOJIelICTBYIOT

Puc. 218. BausiHMe MOHOB KaJIbLMA HA MblIIeYHOE COKpallleHne
B Tab:1. 46 npezcTaBieHa nocienoBaTelbHOCTb 3¢ dexToB Ca?* Ha pabOTY IIafiKON

¥l CKeJIeTHOU MYCKYJIaTypBl.

Tabnuya 46

IocnenoBareIbHOCTH mponeccoB Npyu COKpall€eHUH MbIIII]

Imanxas MyckynaTypa CkeJsleTHast MyCKyJaTypa
[Ca2] B uuronNasme t[CaZ"] B uuronNaZMe
4 Ca** cBA3bIBAETCA C KAJIbMOAYIUHOM 4 Ca* npucoepunsercsa Kk THC

Ca?* KaJIbMOJyJIMH aKTHBUPYeT KHa3y jerkoil | KonpopManoHHble n3MeHeHYs B TPOIOHMHO-
IlenY MHO3KHA BOM KOMILJIEKCe TIepe/atoTcs] Ha TPOIIOMUO3UH

KuHa3a nerkoii nenu Muosusa Gocdopunu- | TpOIOMHUO3UH MeHSET CBOe [OJIOXKeHue Ha
pyet ¢ nomo1bio AT® jerkyio Liellb MUO3MHA | aKTUHOBOI HUTH

®ocdopunmpopanHas gerkas Lenb MHo3uHa | OTKpBIBaeTCA yUacTOK Ha aKTHHe A7
CMellaeTcsl OTHOCUTEJILHO FOJIOBKM MUO3KHA, | B3aUMOJeNHCTBUA ¢ MUO3MHOM (F-akTuH
OTKPBbIBAsA y4aCTOK Ha rOJIOBKe MUO3UHA AN | akTuBHUpyeT AT®asy)

B3auMozieiicTus ¢ F-aktiuHoM (F-akTun
akTuupyet AT®asy)

CoxkpalueHue 1 yKopoyeHue CoxkpalleHue 1 yKopoyeHue

BiMsiHMe OKCH/Ia a30Ta Ha COKPaTUTENIbHYIO PYHKIMIO MHOKapaa

DHIOTeHHO NTPOAYLMPYeMbII B KaDAMOMUOLIUTAX U JPYTUX KIIeTKaX MUOKap/a OK-
cuz aszora (NO) MOXeT HermocpesiICTBEHHO PeryJIMpoBaTh COKPATUTENbHYI0 (YHKIUIO
muokapza. I[Tox geiicreuem NO nosblmaercs NoTok Ca?* U3 KJIeTKHU, yMeHbInaeTcs goc-
dopupoBaHue JIeTKUX Liellelt MUO3KHA TPOTerHKKUHA30# C (KOTopasi CTaHOBUTCS He-
aKTMBHOI). DTO NMPUBOJUT K HAPYIIEHUIO B3aUMOJIEMCTBHSA MIO3WHA, aKTUHA 1 ATO.
B urore mpoucxXoAuT MbIIeYHAs pejiaKcalys, U B3TOM 3aKJII04YaeTcs BO3JeliCTBUe
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HUTPOIJIMLIEPHHA, UCTIOJIb3YeMOro B KaueCTBe JIeKapCTBEHHOTO Ipernapara Ipy 60JIax
B cepAle.

HcTOYHUKM aMMHUaKa B MbIILIeYHOH TKaHU
1. Tunponurudeckoe fezamuHupoBanue AMO

AneHunaTtzme3aMuHa3a
AMO + H,0 MO + NH,

2. HerHMOE Ae€3daMNHUPOBAHNE dMWHOKHUCIIOT, 9€pe3 CUCTEMY O-KeTOrJIyTapaTa.

HapymieHusa MeTab0/JIu3Ma B MBIIII€YHOM TKAHH

1. IlepBUYHBIE MUOTIATUY, HATIPUMep AUCTPodUs [[IoneHa, Mopakaromas JII] Jio-
6oro Bo3pacra, CONPOBOXAAOIIAACT MBIIIEYHOH C1ab0CThIO, aTpOdUeil MBI, HeZI0-
CTaTOYHOCTBIO CHHTe3a Geska AuCTpopuHa, MOBBIIEHIEM TPOHUIIAeMOCTH MeMOpaH.
B pesynbrare HacTynaet runepdepmentemust (aktuBHOCTE KOK yBennuuBaercsi B 10—
100 pa3s), Hapymaetcsi QUKcaLys KpeaTHa ¥ BO3HUKAeT KpeaTuHypus. [Iporcxomut
3aMeHa MBIIIEYHOr0 BOJIOKHA COeAMHUTENIbHOY TKaHbIO.

2. BTOprYHBIe MUOIIATHY, CBA3aHHBbIE C TPaBMaMH, HapylleHHeM IPOBOJUMOCTH
MBILIEYHOTO BOJIOKHA. [TpY 3TOM CHIKaeTcs 107151 a9POOHBIX ITPOLIECCOB, YTO IPUBOJUT
K cHIKeHuIo conepxkanus AT® u KO.

B cepzmeynoyi Mblile MOsABIAETCS JIAKTAT, ycunusaercsa cuHTe3 TATL, 4to npuso-
IUT K )XUPOBOW MHOUIbTPALMA U c1abocTy Mblmnbl. HabmomaeTcs BBIX0 KpeaTHHa,
KOK, JIAT, ,, cHUKaeTcst CofiepxKaHne IUKINIeCKUX HyKJIeOTU/I0B. JIyisi CBoeBpeMeH-
HOU ZMarHOCTHKY MH(pApKTa MUOKAp/a UCIOJb3YIOT PsAZl OMOXMMHUYECKHUX [OKa3aTe-
Jieil, KOTOpbIe PUBe/IeHbI B TaOJI. 47.

Tabnuya 47
MapkepsbI ru6esid KapANOMHOILUTOB
Mapkep IlosiBneHue B KPOBHU JIJIATeIbHOCTD
Tu Tc 3,5—10 u (max 12—72 u) 1—3 Hepenn
Tu Ic 54 (1 B 100 pas) (max 24 1) 5—9 nueit
Muorno6ux 2—44 (1 B10—20 pa3) (max 6—10 u) 24—324
K®K (MB — usodepmeHr) 4—8 4 (max 12—24 u) 2—3 nua
AcAT 6—12 4 (max 32 1) 5—06 mHeit
JIAT, , Iocne 12y (JIAT /AT, >1) (max 48—724) |10—14 nueit
[nukorendocdopunaza (BB) |3—4 4 2 nHs
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Pa3oen 17
BHUOXUMHUSIA HEPBHOM TKAHU

DyHKIMY HEPBHOI CUCTEMbI — 3TO HAKOIUIeHHe, 06paboTKa, XpaHeHue U epeada
MHPOpPMAIIUY Yepe3 CHHANTUYECKHE CBSA3U KIIETOK.

[71aBHBIM 3JIEMEHTOM HEPBHOM CHCTEMBI SIBJISETCS] HelpOH. IIpOBOAHIKOM HEPBHO-
o UMITyJbCa SIBJISIETCS HelpoHaIbHasi MeMbpaHa. [[poxoxkieHre HEPBHOTO UMITYJIbCA
YCKOPSIeTCS CIennuaabHON MeMOPaHHO CUCTEMOI — MUEIMHOBO#M 0607104KOiA. JIpyrue
CTPYKTYPHBIE 3JIeMeHTbI HelipoHa — 3T0 addepeHTHbIe AeHAPUTHI, 3¢ PepeHTHBIH aK-
COH, coMa (KOTOpasi € IOMOMIBIO CBOETO KJIETOYHOTO S/[pa MHTETPUPYET U PETYJIHPYeT
MeTab0JIM3M KJIETKH) U CHHAIIC (OCYILIeCTBIIsIeT KOMMYHUKALIMOHHYIO CBSI3b KaK MeXy
HePOHaMU U UX KJIeTKaMU-MULIEHSMHU JPYTOii IPHUPOJIBI).

OCOOEHHOCTH XHMHIECKOT'O COCTABA HEPBHOH TKAHU

K 0co6eHHOCTSIM XMMHUYeCKOTO COCTaBa HEPBHOM TKaHU OTHOCSITCS:
* BBICOKOE COJIep)KaHuMe JIUTIHOB: B CEPOM BelecTBe Mo3ra — 25 %, B 6esiom Be-
mectBe — 40 %, B nepudepudeckux HepBax — 710 50 %;
» OTHOCUTELHO MeHblIlee 110 CPaBHEHUIO € KJIeTKaMU IPYTUX TKaHel cofiep:kaHue
GenKoB;
» MaJible 3amackl ruKoreHa u ATO.

Bbenxku nepenoii mxanu

Ha nonio 6enkoB mpuxozautcst 50 % Cyxoit Macchl B CepOM BelecTBe M03ra U 35 %
B GeJioM BeliecTBe. B HepBHOII TKaHU COZEPIKATCS KaK MPOCThIe, TaK 1 CJIOXKHBIE GesKu
(tab. 48).

Tabnuya 48
Knaccudukanus 6eJIKoB HEpBHOI TKaHH
IIpocTbie Genku CnoxxHbIe GenKu:
Heiipoanb6yMUHbI HykeonporenHbl
Heiiporno6ynuHbl JIMnonpoTenHbl
TucroHbl DocdorpoTenHs!

OrnopHbie Genku-Heipockieponpore- | [MUKOIPOTeMHbBI
VHbI (HeHpOKOJIIareHbl
Y Help03J1aCTHUHbL)

JINTIOHYKJIEOIPOTENHBI

.HI/IHOI‘JII/IKOHPOTEI/IHI)I

JINMorIMKOHYKIe0NPOTenHbI

3HauuTebHAs YacTh OEJIKOB HEPBHOM CHCTEMbI U/IeHTHYHA GesIKaM ApYyrux opra-
HOB U TKaHeil. Ho uMeroTcs v Heiipocnenuduyeckue 6enku (HCB), To ecth mpen-
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MyII[eCTBEHHO OOHApy)XMBaeMble B HEPBHOW TKaHW 1 KOJIMYEeCTBEHHO B Hell mpeo6ia-
farolre. DTO YCIOBHBIN, HO OOIIENPUHATHIN KpUTepuil. B HacTosee Bpemst 0OHApY-
eHo 6osee 200 HCB.

Heiipocnerududeckue 6eK1 MOXXHO paclpesieIUTh O IPyIIaMm:

1. Kanbnuuii-cBsaspiBatommue: 6emok S-100 (60 % cocraBa — riyramar U acrmapTar)
1 6esok B-50.

2. HCB, oTBeTCTBEHHbIE 3a a[re3HI0 U MeXXKJIETOYHOE y3HaBaHue: 6esok [3-APP.

3. HCB-depmenrsi: 6enok 14—3—2-eHonasa (yy-uzosusum), KOK (13odpepmeHt
BB), anbnonasa (C,) u ap.

4. Cexperupyemble HCB: HeiipOHU3UHEL

5. Perynsatophble 6enku: paxrop pocra HepBoB (PPH = NGF), Pcl.

Benok S-100 oGHapyxeH B Mo3re (rmu) B KommdecTBe B 100000 pa3 GoJbiieM,
4eM B KaKOM-JIM0O0 APYroM opraHe. DTO KUCJIbIN [TIMKONPOTEHH, TaK Kak 60 % ero co-
CTaBa NPUXOAUTCA HA rIyTamar U acrnaprar. OH XOpOIIO paCTBOPUM U He OCaX/JaeTcs
npu 100 % xoHmeHTpanuu cyabdara aMmMoHus (oTcroza HazsaHue S-100). ITosBaser-
cs1 B aMbpuoreHese Ha 10—15 Heziete, ero coziep)KaHue yBeJIUYUBAETCS P 00y IeHNH,
BbIpaboTKe pediiekcoB. Mosnekyna S-100 mpu cBsizbiBanuu 2 Ca?* MeHsieT CBOIO KOH-
dopmanuio (Ha MOBEPXHOCTH MOSABIAIOTCA IMAPOGOOHBIE TPYNIbI), W 3TO BIUSAET HA
TIPOHMIIAeMOCTb MeMOPaH.

Benok B-50 — ocHOBHO# dochopunipyeMbiii 6eI0K Mia3MaTUIecKiux MeMOpaH
cuHArcoB. [Ipy cTapeHNH MHTEHCHUBHOCTb GpOCHOPUIMPOBAHUSA CHIDKAETCS, YTO MPH-
BOJUT K CHVDKEHHUIO IUIACTUYHOCTH MeMOpaH.

Benok 14—3—2 nonyyus cBoe Ha3BaHKE MO XpoMaTorpaduyeckuM XapakTepu-
CTUKaM — 3TO ¢pepMeHT eHona3za (yy-M3039H3UM), JIOKAJM30BaH B LIUTOIIA3Me HeHpo-
HOB (B CepoM BelniecTBe OOJIBIINX MOJYIIAPUiA).

K rpymme cexperupyeMbix HCB, BBIIOMHAIOMUX QYHKIUKA TPAHCIOPTA U 3ALIUTHI
OT paspylleHuil eNTUHBIX PETYIATOPOB, BhipabaThiBaeMbix B LIHC, oTHOCATCS Heit-
podusunbl (H®). OHM nepeHOCAT OKCUTOLMH ¥ Ba30IPECCHH B COOTHOLIEHUH:

H®: oxcuronys = 1: 10

H®: Bazonpeccun = 1: 14.

®akTop pocta HepBoB (PPH) BcTpevaeTcs B HEKOTOPBIX NeprdepruiecKux TKa-
HAX, OZIHAKO ero coziep)kaHue M pYHKLMY B HEPBHOM TKaHM Ype3BbIYaiHO crienudud-
Hbl. DAaKTOP pPOCTa HEPBOB BbIZIENIAETCS KIeTKAMU-MUILIEHSAMY, a HA aKCOHE eCThb A
Hero penentopsl. Ha 12—15-i1 jeHb 3MOPUOHAJILHOTO Pa3BUTHUS CyAbba HEMPOHOB
onpeziensiercs TeM GaKTOM, JOCTHUITIX U UX aKCOHBI KJIeTOK-MHUIIEeHeH: eCJIU JOCTUTIIH,
3HAYUT BEDKUIM. Perienitop Ha HelipoHax obpasyer ¢ ®PH komiekc, KOTOPBIit TyTeM
SH/IOLUTO3a U JaJbHeNIIero peTporpasjHoro TpaHCIopTa, IOCTYIaeT 10 aKCOHY B TeJI0
kieTku. B Helipone @PH MoXeT fierpaIupoBaTh U BBIIOIHATH TPOQUUECKYIO QYHKIUIO
b0 B3aMMOZENCTBOBATh C HYKJIEMHOBOW KHCJIOTOMH, Y4TO MpHBeIeT K 00pa30BaHUIO
TPAHCKPHUIIIMOHHBIX $pakTopoB. PaKTOp pocTa HEPBOB MHAYLUPYET TUPO3MHOKCHA3Y
(xyr049eBo# pepMeHT cHHTe3a KaTeX0JaMUHOB), CTUMYJIUPYeT MOTJIOeH e YPUIHA,
obpa3oBaHue MOJIMCOM, CHHTe3 Oenka, mnuzios, PHK u notpebienue rioKo3bl.

Benok B-APP — IJIMKONPOTenH, y4acTBYIOMUI B CHHANTUYeCKO! Nepezade, pe-
LenTOpHbIX GYHKUUAX, GOPMUPOBAHMK U XpaHeHUH mamAaTH. Ocoboe BHUMaHUe yze-
JIsieTcsl JTaHHOMY OesiKy B CBSI3U C y4acTHeM B [TaTOTeHe3e TSDKeNOi cTapyecKoi maTo-
JIOTUM Mo3ra — 60JIe3HU AJIbLIreiiMepa, CONPOBOXAAIOIIEICS yTPATON NHTETIeKTyalb-
HbIX QYHKIMN 1 U3MeHeHHeM JIMYHOCTH. B 370poBoM opranusme -APP ¢ukcupoBan
Ha MeMOpaHax U y4acTByeT B Me)XXHepOHAJIbHbIX KOHTaKTax. [0/ felicTBIeM CIelu-
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¢dryeckux npotenHa3 (ceKpeTas) BHENIHASA 4acThb B-APP ormernsercsa. OTmiemnieHHbIH
GeJIoK-perynaTop UHAYIMpyeT 06pa3oBaHie HOBBIX OTPOCTKOB, y4acTBYs B pOPMHUPO-
BaHUM mamsTu. [Ipu 60se3HN AJbIreliMepa 3TOT MPOIeCC UCKAXKAeTCsl, OTHIETISeTCs
MeHBIIWH MeNTH/ U Ha MOBEPXHOCTH HeMpPOHA OCTAeTCsl (3-aMWJIOUAHBIN MeNTUs, KO-
TOPBIA TPU B3aMMOJIENICTBUN C KOMIIOHEHTaMU MEXKJIETOYHOrO MaTpuKca o6pasyer
aMUJIOU/THBIE OTJIOKEHHUS.

OCOOEHHOCTH a30THCTOTO OOMEHA B HEPBHOM TKAHHU

Mera601u3M GeKOB ¥ aMUHOKHUCIIOT B FOJIOBHOM MO3Te MPOUCXOAUT MHTEHCHB-
Hee, 4eM B JIPyTUX opraHax (TpHdeM B CepOM BelleCTBe Bbllle, 4eM B Geiom). B Heps-
HOM TKaHU aMUHOKHCTIOTHI BOBJIEKAIOTCS B IIPOLIECCHI CUHTe3a OeJIKOB, EeNTHU/OB, aMU-
HOB, IoJIBepraioTca TpaHcamMuHupoBaHuio (ACT — camasd akTMBHas M3 BCeX aMMHO-
TpaHcdepas), neKapOOKCUINPOBAHUIO, le3aMIUHIPOBaHuUI0. Bojiee MHTEHCHUBHO H7ieT
37lech CHIHTe3 U3 TJIFOKO3bI aMUHOKHUCIIOT (TIpeXzie Bcero AMKapOoHOBBIX), MOTYT 00pa-
30BBIBAThCA TAKXKE CJIe/IyIOLe aMUHOKUCIIOTBI: [JIMLUH, aJlaH/H, CEPUH U Jp. BeicTpo
MIPOUCXOZUT OOMEH MeX/ly CBOGOIHBIMYA aMUHOKHCIOTAMHI MO3Ta ¥ KPOBU.

OT Bcex CBOOOAHBIX aMHHOKHCJIOT MO3ra 75 % COCTaBJIAIOT acrmaprar, IJyTamaT
Y UX ITPOU3BOJHBIe (ryTaMuH, riaytaTiod, TAMK u zip.). LlenTpanbHas posb B MeTa-
6oJM3Me MO3ra MPUHAIEXUT rayramary (puc. 219), Tak Kak riyramar sSBJIsSETCs Ofl-
HUM U3 HEMHOT'MX COe/JUHeHUH (B I0NOJIHEHHe K IJII0K03€), KOTOPBIe CIyXaT UCTOYHU-
KOM SHepruu A MO3TOBOM TKaHU:

Inyramar — a-kerormyrapar — LITK (AT®, CO,, H,0)
Hcmounuxku aymamama

1) BoccTaHOBUTeIBHOE aMUHUPOBAHUE

rayramat AT

oKT + NH, + HATI(®)H,
2) Peaxuus TpaHCAaMUHUPOBAHUSA
ACT

rny + H,O + HAJI(®)

aKT + acn oy + IIVK

3) B mporiecce metabosmama TAMK:

-Co,
ry ——> TAMK oKT

HAZl  HAJH,
COOH COOH

HOJIYAJIBAETUNT CYKIIMHAT
AHTAPHOMU K-ThbI

Puc. 219. VIcTOYHMKY IIyTaMaTa B HepBHOW TKaH!
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Oo0pa3oeanue ammuarxa 8 HePEHOTE mKaHU

VICTOYHHMKOM aMMHaKa CIIy’KaT aMHHOKHUCJIOTHI ¥ MX [IPOU3BOZIHbIE OHOTeHHbIE aMHU-
Hbl. OOILIMM IPOLIECCOM SABJIAIOTCSA PeaKLUY TPAaHCAMUHUPOBAHNUSA ¢ 00pa30BaHUEM acIap-
TaTa, KOTOPBII B MUTOXOH/IPUSIX U B LIMTOILIa3Me [IePeHOCUT CBOX) aMUHOTPYIIITY Ha pas-
HbIE MPOMEXXYTOYHBIE CYOCTPaThI, YTO BUHO U3 CXEM, Pe/ICTaBJIeHHbIX Ha puc. 220.

dMHWHOKHCJIOTA o—KTI acraprar
) <TpchaMHHasa ACT
KEeTOKHCJIOTa rJyTamar myK

Puc. 220. TpaHcaMUHIPOBaHUE AMUHOKUCIIOT ¢ 00pa30BaHKUeM acmapTraTa

B muTOXOHApUAX 06pa3oBaHMEe aMMHMaKa CBSI3aHO C fe3aMUHUpOBaHMeM HAJL
(puc. 221).

AMurnoxucnomot ------ > Iy ~—¢

/D-HAD (mazamunoHATT) 0O
HAJl-cykumHaT o’ C\

CHHTeTa3a ITO

(_/vl“[[d3+<DH \+

HAJl-cykuuHat

HAJl-cykunHaT
uasa

®ymapar

HAX
5 JllezamuHaza HAJJ
NH,

Puc. 221. O6pasosanne NH, B MUTOXOHAPHAX HEHPOHOB

B nroruiazame o6pa3oBaHie aMMUaKa CBsI3aHo ¢ e3aMuHipoBanreM AM® (puc. 222).
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—_ — M®
AZleHUJICYKIMHAT

CUHTeTas3a ITO

(_/vl"l[d) + ®u

AJeHMIICYyKIIMHAT

AZleHUJICYKIIMHAT
®ymapar Jmasa

AMO

45

NH,

Anenunarae3aMruHasa

Puc. 222. O6pasosanue NH, B [iuTONIa3Me Hei{pOHOB

Oobe3zapercusanue ammuara e IIHC

HakorieHre aMMyaKa MOXXeT TPUBECTH K KOMAaTO3HOMY COCTOSIHMIO. [Iyis 06e3-
BPEXUBAHNSA OH MOXKeT CBA3BIBATHCA C (i-KeTOIyTapaTOM IyTeM BOCCTAHOBUTEJIbHOTO
aMMHKMPOBaHKA ¢ 06pa30BaHKMeM IJyTamMara, KOTOPbIii CIOCOOeH AOMOIHUTEBHO TIPH-
coeMHUTD MOJIeKyly NH,, cunTe3upys riayraMuH (puc. 223).

raytamar T

o -KI' + NH, + HAII(®)H, < »ry + H,O + HAZI(D)
AT®, Mg
[y + NH, »Iny - NH, + AI® + ®u + H,0
[myraMuHCHHTeTa3a ITyTaMUH

Puc. 223. O6e3BpexuBanue ammuaka B LTHC

AKTHBHOCTb IJyTaMHHAa3bl, KaTaJM3UPYIOLIell 0OPAaTHYIO PeaKLUio, B TOJIOBHOM
Mo3re HA3KasA. InmyramMuH npoHukaer yepe3 I'Ob B KpOBb, a IylyTaMaT — HeT, I03TOMY
yAajieHre aMMUaKa 3a CYeT IJlyTaMaTa HeBO3MOXKHO.

OOMEH TUIHAO0B B HEPBHOM TKAHU

JIunuaHblil cocTaB B HEepBHOM TKaHM YHUKaJleH: HeHdTpasbHble JIUIH/bI B TKaHU
MO3ra MPaKTUYeCKH OTCYTCTBYIOT, a IPe0bJIafiatoT CI0XkKHbIe MmuabL. Cpenu HUX: poc-
¢ornurepunsi (70 % B cepom BemiectBe, 50 % B 6eJIOM BellecTBe), COUHTOTUMUILI —
raJakTolepeOpo3u bl M rajakTocybGaTH/Ibl, MHOTO X0OecTeprHa (25 T, 9TO cOCTaB-
nsieT 25 % BceX JIMMUIOB) ¥ MpaKTUYecKu HeT ero a¢gupos. CBoGoaHbIX JKK B Mo3re
MaJio, a B COCTaBe JIUMHUIOB BcTpedaercs o 40 pasHoobpasubix KK.
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JIMIIU/IHBINA COCTAB MEHACTCS B OHTOreHe3e: B paHHEeM BO3pacTe OTCYTCTBYIOT Liepe-
6po3uzbl. [To Mepe co3peBaHus HEPBHOM TKAHU MOBBIIIAETCS Y/ieIbHbIH BeC JUTMHHOL[e-
noyevHbIx KK ¢ 4eThIpbMA U NATHIO ABOVHBIMY CBA3AMMU.

CuHTe3 JMIKUAOB B HEPBHOM TKAHU OCYIIECTBIISIETCS TI0 TeM Ke MeTaboInuecKuM
IyTAM, YTO U B Apyrux opraHax. IIpespamenue HacolmeHHbIX KK B HeHachlleHHbIE
IPOUCXOIUT B DH/IOIIIa3MaTUUeCKOM PeTHKyJIyMe IpPU y4acTuu fecatypas. Tak uner
o6pa3oBaHUe 0JIEMHOBOI KUCJIOTHI M3 CTeapuHOBOi1. OfHaKO MoiHeHacbimeHHble JKK
CHHTe3MPOBAThCS He MOTYT ¥ IOJDKHBI IIOCTYIATh ¢ nuiieil. TeM He MeHee ObLIO ycTa-
HOBJIEHO, YTO B TOJIOBHOM MO3Tre UMeeT MeCTO CUHTe3 apaXUIOHOBOH U JieKo3arekcae-
HOBOIi KMCJIOT U3 60Jiee KOPOTKUX JKUPHBIX KUCJIOT MyTeM YIMHEHUS LIeNU U JlecaTy-
patuu (06pa3oBaHue JBOMHBIX CBS3€H).

Tpu BO3MOXHBIX IyTH MeTaboJIM3Ma apaxu0HOBOI KUCIOTHI (LIMKIOOKCUTeHa3-
HbIii ¢ 06pa30BaHUEM MIPOCTArJIaHJMHOB U TPOMOOKCAHOB; JIMIIOOKCUTeHA3HBIN ¢ 00pa-
30BaHMEM JIEHKOTPMEHOB U PYTUX 3MKO3aHOM/IOB; C y4acTheM uuroxpoma P, ) npu-
BOJISAT K CHHTe3y OMOJIOTMYeCKU aKTUBHBIX BeIeCTB, KOTOPbIe pab0TAIOT B CHHAIICE KaK
HelPOMOZAYJIATOPHL

CouHromMnub! BXOAAT B COCTAaB MUETMHOBBIX 000JI04eK, FaHITTUO3KAbI COCPe/io-
TOYEeHBl B MeMOpaHax HePBHBIX OKOHYAHWU ¥ INEHAPUTOB. [aHITIMO3UABI YUACTBYIOT
B CcBsi3bIBaHUM KaToHOB (Na*, K*, Ca** u 1p.), B mpolieccax ajre3uu, B 00ecriedeHun
MMMYHOXHMHIYeCcKoi crienindudHocty. Hapymenue ferpafanuy COUHTOIUNN/OB U3-3a
nedexra pepmeHTOB KaTaboIM3Ma IPUBOANT K HaKOMIeHuto ux B LIHC (counronunu-
103aM) U JleMUeMHA3aLNN.

Mo3r He MOXeT MpsSMO HKCIO0Jb30BaTh cBoOoAHbIe KK M numuzabl KpoBU B Ka-
YecTBe KJIETOYHOTO TOIUIMBA, OJHAaKO OH YTUJIM3UPYeT [OCTaBJIeHHBbIH KPOBBIO
B-THapoKcubyTHpAT.

OCOOEHHOCTH YHEPTEeTHIECCKOTO OOMEHA
TOJIOBHOT'O MO3Ta

VIHTeHCUBHOCTb 3HEPreTHYecKoro 06MeHa SIBJISIeTCs OTHUM U3 BeJyIUX paKTOpOB,
JIMMUTYPYIOIMX PabOTy rOJIOBHOTO MO3ra. B Mo3re MOTryT NpoTeKaTh HPOLIeCChl OKHC-
nenud JXK. B nononHeHnu K K1accu4ecKoMy [3-OKHUCJIEHUIO B MO3re MOXeT IIPOTeKaTh
1 o-okucnenue KK, ocobeHHO BaXKHOe 171 raakTonepeGpo3usioB.

OCHOBHBIM YHepreTUYeCKUM CyOCTPaTOM OKUCJIEHHUS B TOJIOBHOM MO3re sIB-
JisieTcs IMI0K03a. HecMOTps Ha TO 4TO /1071 TOJIOBHOI'O MO3Ta B3POCJIOrO 4YesloBeKa
COCTaBJIsieT OKOJIO 2 % Macchl TeJia, TOJIOBHOM MO3r moTpebisier 10 70 % III0KO3bI,
obpasyrolneiics B TleUeHU U BbIJIEJISIONENCcs 13 Hee B KPOBb, U 10 20—25 % OT BCero
IIOCTYIAIOLLEr0 B KPOBb KMCJIOPOZA.

B HepBHOV TKaHU He IPOMCXOAUT [NIIOKOHeOoreHe3a 13 aMUHOKHUCIIOT U3-3a OTCYTCT-
BHS COOTBETCTBYIOIINX GepMEHTOB.

CoO6cTBeHHbIe 3a1achl ITTIOKO3bI B TOJIOBHOM MO3Te Ype3BbluaiiHO Masbl. IMeeTcs
TJIMKOTeH B HEPBHOU TKAaHH, OH OTJIMYAeTCs OT INIMKOTeHa MeyeH! W MBIIIL G0JbIIeit
pa3BeTBIEHHOCTBIO, TOATOMY ObICTpee MOOUIU3YeTCs. [MTMKOreHa MO3Ta J0CTATOYHO
TOJIBKO Ha 3—6 ¢ QYHKIIMOHMPOBAHUSA HEPBHOH TKaH!. II03TOMY paboTOCIIOCOOHOCT
FOJIOBHOI'O MO3Tra 3aBUCUT OT MOCTYIIJIEHUS TJII0KO3bI C KPOBBIO (9TO MHCY/IMHHEe3a-
BUCHMBII TPOIIECC, OCYHIECTBISIeTCS C y4aCcTHeM TPAHCIOPTepOoB TIOK03bl Glut-1
u Glut-3).
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IToCcKOJIBKY OCHOBHOI SHepreTHyecKuii Mpolecc — 3T0 a3poOHOe OKKCIIeHNe T~
K03kl (85—95 % III0K03BI UCHOB3YeTCs € 3TOH 11enbio) (puc. 224), To MO3T Ype3BbI-
YaifHO YyBCTBUTEJIEH K TMIOTJIMKeMUH U TUMOKcHu. [IpekpaiieHre cHabXeHUsI Mo3ra
KHCJIOPOZIOM Bcero Ha 5—7 MuH (He 6osee 10 MUH) IPUBOAUT K HEOOPATHMBIM I1OCTIE] -
CTBUSAM.

/ froxosa \
OKHUCIIseTCA Slo y 5-7%
85—90 % .0 B IPYTUX peaxkuusax
a3po6HO aHa3pO6Hb1H TJTUKOJTU3 l
l JlakTar CHUHTe3 I'JTMKOr'eHa
CO,, H,0, AT® CUHTE3 TIMKOJIUIU/IOB

CUHTE3 [JIMKOMPOTENHOB
1eHT030(0ChHaTHBINA UK
(pub030-5-pocdar
n HAJI®H nna cuntesa KK
u XC)

Puc. 224. MeTab0/113M IJIFOKO3bI B HEPBHO# TKAHU

Memguaropsl ITHC

Bce KOHTaKThI MEXZy KJIe€TKaMH U HEPBHBIMU BOJIOKHAMH OCYIIECTBIAOTCS C I10-

MOIIIbIO CUTHAJIBHOM CHCTEMbI U MeIMaTOPOB (TabJ1. 49).
Tabnuya 49

Knaccudukanms MeguaTopos

MenuaTops! Bo30yKAeHUs MezaTOpb! TOPMO3HBIE

AueTunxonvH
AnpenanuH Inmunua
Hopaznpenanun TAMK
CepoToHuH
DO®amuH
Imyramar

Acnaprat

Takoe feseHue yCJIOBHO, TaK KaK HEKOTOpbIe MeAMATODPBI B 3aBUCUMOCTH OT Me-
CTa TIPUJIOXKEHNUS UX AeHCTBUS MOTYT MIPOSABJIATH IPOTUBONOIOXHBIH 3ddekT. Camyro
6oJIBIIYIO IPYIIY HePOMeANaTOPOB 06Pa3yIoT HelipomenTu/b! (UX HECKOJIBKO COTEH),
cozep:xaue ot 2 10 40—50 aMUHOKHUCIIOT.

BbIJIO yCTaHOBJIEHO, YTO THUPONUOEPUH aKTHBUPYET HMOLMOHAIBHOE TOBeJieHNe,
60npCTBOBAHUE U JbIXaTeJbHbII IIeHTP; OMUOU/bI (3HKeda vH, B-3HA0PDUHBI) BIMs-
IOT Ha OlyIeHye GOMH, TPeBOTH, IMOLIMIA, a TAKXKE PEryIUPYIOT CUCTEMY BHYTPEHHEro
TIOJIKPeIUIeHNsT; BA30IIPECCHH BIMSAET Ha 00y4eHye U TaMATh.
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Pa3oen 18
BHUOXMMMUA COEI[I/IHI/ITEJII)HOFI TKAHHA

CoenvHUTeIbHBIE TKaHU IIMPOKO PaclpOCTpaHeHbl B OpraHu3Me desoBeka. OHU
3aIOJHAIOT IPOCTPAHCTBO MEX/Ly OCHOBHBIMU QYHKLIMOHATbHBIMY 3JIeMeHTaMH Opra-
HOB, COe/IHSAS UX B e/JHOe LieJioe, 1 GOPMUPYIOT PpacCIiuy, CYyXOKUINSA, XPAIIY, KOCTH,
CKOILJIEHUS )KAPOBOW KJIeTYaTKM. BHeKJIeTOYHbIM MaTPUKC BMeCTe C KJIeTKaMy pa3inyg-
Horo Tina (GpubpobiacThl, 0CTE06IACTDI, TYYHBIE KIETKU, MaKpOdaru 1 BOJIOKHUCTbIE
CTPYKTYpbI) Ha3bIBalOT COEAMHUTEIbHOM TKaHbIO.

CoenvHUTeIbHbIE TKAHU MOXKHO YCJIOBHO Pa3ZieIuThb Ha 3 TPYIIIbL:

1. CkeJeTHbIe TKaHM — XPSAIIeBasi, KOCTHAS M Pa3HOBUAHOCTb KOCTHOM TKaHH — 3y0Bl.

2. CoemHUTENbHBIE TKAHU CO CrelUpUIeCKUMH CBOWCTBAMU — PETHKYJISPHas,
NUTMeHTHasi, )kupoBast (6esasi u 6ypas), ciusuctasi (B TOM YUCIIe MYLIMHBI CTIOHBI).

3. CoOCTBEHHO COe/IMHUTENbHAS TKaHb.

OO6uMK CBOCTBAMH JIJIsl BCEX COEIMHUTEIbHBIX TKaHeH SIBIISIOTCS:

1. ITpoucxox/eHue: coeAMHNUTeIbHbIE TKAHYU IIPOUCXOAAT U3 Me3eHXUMBI.

2. BeInoTHEHNE ONOPHBIX QYHKIIU.

3. CTpyKTypHOE CXOACTBO.

CkeneTHble TKaHU (KOCTHAs U XpSAIIeBasi) UMEIOT PAL crenuduuecKux NprU3HAKOB,
Cpeay KOTOPBIX MOXXHO BBIZEJIUTD Cllefylolue:

 OrpaHUYEHHOCTb HAOOPA KJIETOYHBIX 3JIEMEHTOB, B YaCTHOCTH, B HUX OTCYTCTBY-
0T KJIETKY 3aIUThI (Makpodaru),

* BBICOKAsA IVIOTHOCTb MEXKJIETOUHOTO BeIecTBa, KOTOpass obecleynBaeT TBep-
JIOCTh TKaHM M MeXaHUYEeCKYI0 MPOYHOCTh (B KOCTSX ¥ 3y6ax 9TO YCHJIEHO MU-
Hepanu3anuei).

B 3ToH rpymnne OTAenbHO BbIENATCA 4 MAHepaJIu30BaHHble TKaHW; KOCTb, JIeH-
THH, 3MaJlb, lIeMEHT.

KIeTOYHBIH COCTAB COEAUHHUTEIbHOM TKAHHA

[IaBHBIMU KJIETKaMU COOCTBEHHO COeIMHUTENBHON TKaHU SBIsAOTCS (uopo-
GracTbl. DTO OCHOBHBIE CTPYKTYpHbIE KJIETKH, 0OecredynBaioliye OCTPOEHNe KOM-
TIOHEHTOB BHEKJIETOYHOTO MaTPUKCA ¥ ero OGHOBJIEHKe C yYaCTHeM THPOIUTAYECKHIX
depmeHTOB, BbIZensieMbix (pubpobnacTamu. OuUOPO6GIACTBI OCYINECTBAAIOT CHHTE3
OCHOBHbBIX G€/IKOB COeIMHUTENBHOW TKaHM — KOJIIareHa M 3J1acThHa, (epMeHTOB,
IPOTEOTINKAHOB.

Kpome ¢ubpob6iacToB coenuHuTeNbHAS TKAHDb COZEPKHUT KiIeTKH Hecmenudu-
Yyeckoi 3ammThl. Hecrenuyeckyio 3amuUTHYI0 QYHKIMIO BBITOJIHAIT Makpoda-
ri (TMCTHOLUTRI), a TaK)Ke HeUTPOQUIIbL 3alUTHbIE KJIETKA UMEIOT PerieNTOPHBIN
anmapar C MUPOKUM CIIEKTPOM 4YyBCTBUTEIBHOCTH K MAKPOOPraHMU3MaM, IPOAYKTaM
flerpajialiiil PasIMIHbIX MAKPOMOJIEKYJT U IaXKe K MUHepabHbIM djieMeHTaM. B mpo-
necce ¢aronuTosa Bo3pacraer obmas MeTabosueckasi akTUBHOCTb KJIETOK, KOTOpast
BBIPA)KAETCSI B «OKCH/IATUBHOM CTPecce», 4TO BeZieT K 06pa30BaHMI0 aKTHBHBIX GOpM
KHMCJIOPO/Ia, YYaCTBYIOIIMX B YHUYTOXEHNM MUKPOOPTaHU3MOB. JIpyrum croco6oM He-
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crienidUYecKoil 3amuThl ABIAeTcA HedepMeHTaTHBHAsA OaKTepHMIMAHOCTH. OHa
peanusyercsi iepeHCHHAMHM — 3TO HeGOJIbIINe MeNTH/IBI, JTIOKAIU3YIOIecs B IpaHy-
nax HeiTpodunoB u Makpodaro. KaTHOHHBIIN (pparMeHT 3TUX MENTUAOB COPOUpYeTCS
Ha KJIETOYHOI MeMOpaHe MUKPOOPTaHM3MOB, CBA3BIBASICH C €e aHOHHBIMU KOMIIOHEH-
TaMH, a ruapopobHas 30Ha 1eeHCUHOB BHEAIPSIETCS B HEMOJISIPHBIN OT/ies OUCIOMHOM
MeMOpaHbl MUKPOOPTaHU3MOB. DTO BeieT K ierpajaui MeMopaHbl MUKPOGHOIA KJTeT-
KM, K 00pa30BaHMIO CKBO3HBIX NOP B MeMOpaHe U BBITEKAHUIO COLEPKUMOTO KJIETKH,
YTO JIEXKUT B OCHOBE ee THOesH.

BakrepunuaHast posib AepeHCHHOB TaK BeJIMKA, YTO UX 0003HAYAIOT KaK «aHTHOU-
OTHUYEeCKYe eNTH/bI )KUBOTHBIX».

KneTkH MMMYHHO# 3alIMTBI 00eCreYrBaloT criennpuieckuii IMMYHHUTET B CO-
eVHUTEIbHON TKaHU. DTy POJb BBINOJHAIOT B OCHOBHOM JMMQOUUTEL. OHU HensT-
s Ha pa3jMyHble TOMyJIALUM: KJIETKH, 0OecreynBarolye r'yMOPaJbHbI IMMYHUTET
(B-um¢onuTsl, co3peBaroline B KOCTHOM MO3re) 1 00ecIieyrBaloliye KIeTOUHbIN UM-
myHuTeT (T-TIMPOUUTEI, UX Pa3MHOXEHHE U CHIeNaNN3aLys HPOUCXOAAT B BUIOYKO-
BOI1 JKeJle3e — THMYycCe).

IInasMaTHYecKue KJIeTKH Ipe/CTaBIAI0T c000I0 KOHEYHbIH 3Tal pa3BUTHA B-
TMMOIUTOB. B OCHOBHOM (QYHKIUSA IIa3MOLMUTOB 3aKJII0YAeTCS B CHHTE3e aHTUTEIL.
Kaxzas KieTka MOXeT CHHTe3UpOBaTh [0 TPeX KJIACCOB MMMYHOITIOOYJIMHOB ORHO-
BpeMeHHO. Yalue Bcero ncxonHbii cunTe3 IgM cmenserca Ha npogykuuro IgA ninu IgG.

Ty4HbIe KJIeTKH JIOKaIN3YIOTCS B OCHOBHOM B PBIXJION COeITHUTENbHOM TKaHH,
OKOJIO MeJIKMX cOCyZoB. X nuToria3mMa 6orata pa3jnyHbIMY IPaHyIaMy, B KOTOPBIX
aKKYMYJIMPOBAaHbI MHOTHE (epPMEeHTBI, TPOTEOTJIMKAHBI, ITTMKONPOTENHBI, hocomu-
nuabl. Harbosiee BBICOKO# aKTHMBHOCTBIO 00JIafal0T TUCTaMUH, 10(paMuH, renapyH.
DTH COeMHEHUS BBIENAITCA OCTOSHHO MajbIMU Z03aMH U3 TPaHyJ TY4YHBIX KJle-
TOK U 06€eCIeurBaloT Mo//iepXkaHre TOHyca COCY/I0B ¥ TPOHUL[AeMOCTb KalUJIIAPHON
CTEHKHU.

@yHaMeHTaIbHBIM CBOWCTBOM MMMYHHOW CHCTeMBl fBJIAeTCA HeHTpaau3anus
qyXI0r0 MaTepuasna 6e3 yiiepba cob6cTBeHHBIM HOPMaJIbHBIM KJIeTKaM. B peanuzanuu
3TOr0 MeXaHW3Ma Ba)KHas POJb NMPUHAIJIEXUT MEXKIeTOYHBIM B3aMMOZEHCTBUAM
TMIOCPe/ICTBOM XMMUYeCKUX CUTHAjloB. K TakuM CUTHAJbHBIM MOJIEKYJIaM OTHOCHUTCSA
rpynna GUTOKUHOB. OHU IPe/ICTaBIIAIOT HeOOIbIINe ITIMKOIPOTENHOBbIE MOJIEKYJIbI
¢ MOJIeKyJIsIpHO# Maccoii 5—30 k/la, Ha3biBaeMble 0OBIYHO 110 UX OCHOBHOMY 3¢ dek-
Ty: UHTEePJIeKUHBI, UHTeP(dEePOHbI, pa3iudHble GpakTopbl pocta 1 p. OCHOBHAS POJIb
IIUTOKUHOB CBOAUTCS K YIIPaBJIeHUIO A pepeHIPOBKOi KIeTOK-MHUIIeHeH, TO ecThb
K PeryJALY SKCIIPECCUU PA3IUIHBIX TeHOB. P/ IUTOKWHOB BBI3bIBAET CTUMYJIALIUIO
¢$ubpP06IACTOB € OZHOUN CTOPOHBI, a C IPYrOil CTOPOHBI — WX AKTUBALMS MPUBOAUT
K BbIpabOTKe IUTOKUHOB, PEryINpPYIOMUX GYHKIHMIO KJIeTOK 3aIIUTEL.

TakuM 06pa3oM, KJIETKH 3alUThI, KOOTIEPUPYSICh MeXK/y CO00I0, aKTUBUPYIOT pera-
paTUBHYIO JieATeIbHOCTb GubPo6IacTOoB.

CTpyKTYypa BHEKJIE€TOYHOI'O MATPHKCA

BHekJIeTOYHbIM (MEeXKJIeTOYHbIM) MaTpUKC coefuHMTeNbHOM TkaHu (BKM,
MKM) — 310 reneobpa3Hasi cpezia, 3alOJHAIIAS TPOMEXYTKH MEXIy KJIeTKaMu,
COCTOSAIAs U3 OCHOBHOTO BeleCTBA U IOIPYXKeHHBIX B HETO BOJIOKOH PAa3HOTO THUMA
(Crpoes 10. A [u np.] 2014).
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OyHKIMY BHEKJI€TOYHOT0 MaTpHKca:

1. O6pasyer KapKac OpraHOB U TKaHEH.

2. SIBJIsieTCS yHUBEPCATbHBIM «OMOJIOTMIECKUM KIIeeM».

3. O6pasyeT BBICOKOCTIEIIMATM3UPOBAHHBIE CTPYKTYPhI (KOCTH, 3yObl, XPSAILIH, CYXO-
Xunusi, 6a3aibHble MeMOpPaHbI).

4. IlpunaeT TKaHAM MeXaHMUYECKYI0 IPOYHOCTD (KOXe, CYXOXWUIUAM, CBA3KAM).

5. VyacTByeT B peryJsLyy BOJHO-MUHEPATbHOI0 0OMeHa.

6. YuacTByet B niposidepaiiu 1 auddepeHIiupoBKe KIeToK 1 06pa3oBaHUK TKaHEi .

7. BoimonHsieT Tpodudeckre 1 3aUTHbIe QYHKIN.

OcHoBHBIMY KOMIIOHeHTaMu BKM aBA10TCA:

1. Besiku KOJUIareH ¥ 371aCTUH, 06pasyoliie COOTBETCTBYIOIIME BOJIOKHA;

2. INMMKOIIPOTENHBI ¥ TPOTEOTIMKAHbI YYaCTBYIOT B GOPMUPOBAHUY resie00pa3Hon
Cpezbl COeJUHUTENbHOM TKaHHU.

3. HekoJiareHoBbIe CTPYKTYpHble Oenki — QpUOPOHEKTHH, JJAMUHUH, TeHACIVH,
OCTEOHEeKTHH U [IP.

Konnazen, anacmun

KonnareH — 370 QUOPHILIAPHBIN, HEPaCTBOPUMbIi B BOZie, OCHOBHOI CTPYKTYp-
HbII 6eJI0K BHEKJIETOYHOTrO MaTpukca. CocraBisieT 25—33 % oT 06Imero Konuyecrsa
6enka, 6 % OT Macchl Tena.

B Hacrosiniee Bpemsi u3BecTHO 60s1ee 20 OCHOBHBIX THIIOB KOJIJIar€Ha, KOTOPbIe OT-
JIMYAIOTCA APYT OT ApYyra [0 NepBUYHOM CTPYKType MENTHAIHBIX Llemel, JOKaIu3aluu
B OpraHM3Me, BBINOJIHAeMbIM QYHKIVISM.

CTpYKTYpHOH eMHMLIeH KOJIareHa ABJIAETCA MOJIeKysla TPOIOKOJIIareHa, conep-
xawasa 1000 aMVMHOKUCJIOTHBIX OCTATKOB, U3 KOTOPBIX:

* 30 % — rouuuH (o6ecrnednBaeT BHICOKYIO IIOTHOCTD YKJIaZKU M3-3a HEOOJIbIIO-
O pazvKana);

e 20—25 % — NpOJNMH U T’UAPOKCUIIPOJIVIH;

e 10 % — ananwus;

e 1 % — rupOKCUNIN3YH;

* OTCYTCTBYIOT LIFICTEUH 1 TPUNTO(AH.

Takum 06pa3oM, IepBUYHAs CTPYKTYpa KOJUIareHa — 3TO HOBTOPSAIOIIMECS yIaCTKH
[u-X-Y, rae X 1 Y MOTyT ObITh JIOObIMI AMUHOKUCIOTAMH, HO Yalile B MOJI0KeHn: X
CTOWT IIPOJIUH, @ B [IOJIOXEHUN Y — IMAPOKCUIIPOJIVH WX OKCUJIA3UH.

OKCHaMUHOKHUCJIOTHI (OKCUIIPOJIMH, OKCHJIM3UH) 00pa3yloTcs B Ipoliecce CUHTe3a
KoJtareHa (KOTPaHCIIAMOHHO).

CuHTe3 ¥ co3peBaHNe KOJIareHa IpeJcTaBisgeT CO00M CIIO0KHBIA U MHOTOCTA/Ii-
HbI [IpoLecc, KOTOPBIY HaYMHAaeTCsd B KJIeTKe, a 3aBepllaeTcss BO BHEKJIeTOYHOM IIPO-
crpaHcTBe (puc. 225).

B ¢ubpobracrax obpasyercs mpe-Tpo-o.-NOIUNENTHAHAS LIellb KOJIareHa Ha pu-
6ocomax, KOTOpasi COIEPXUT N-KOHIIEeBOIl CUTHAJbHbINA TENTHA, CIOCOOCTBYIOMIMIA
TPaHCIOPTY €ro B HHJO0IIa3MaTUYEeCKUH PeTUKYITyM.

B sHI0M1a3MaTUIeCKOM PETHKYIIyMe OTLIEIISETCS CUIHAIbHBIN TIenTUz U 00pasy-
eTcs IPO-0i-1ieMb KOJIJIareHa, Meromas B cBoeM cocraBe N- u C-KOHIeBble JJOMEHBI.

3areM IPOUCXOAUT TUAPOKCUIMPOBAHNE OCTATKOB MPOJIVMHA U Ju3uHA (puc. 226)
B COCTaBe IIpe-Ipo-0.-KoJIJlareHa Ha sTale KOTPaHCISLMOHHOrO IPOLeCCHHTa.
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1-i1 aTan. B pubpobnacrax:

O6pa3oBaHue Npe-Npo-u-MOJIUNENTHIHOM ey KojlareHa Ha pubocomax
(comepxuT N-KOHIIeBOW CUTHaNbHBIN NeNTUA, KOTOPBII TpaHCIOPTUPYeT ero B DIIP)

B OIIP | oTmenisieTcsi CUTHAJbHbIN MeNnTH/
O6pa3oBaHue Mpo-o-1IeNu KoJjiiareHa, umerorei N- u C-KOHIIeBbIe IOMEHbI
!

Tnz[poxcnnnpOBaHHe OCTaTKOB MIPOJIMHA U JIU3UHA

!

I'nuko3unupoBaHue 0CTaTKOB FUIPOKCUIM3HHA
O6pazoBanne TPOWHOI CIMpaN MPOKOJIareHa (CIHpaTn3arus)
Cekpenus TpoitHOH criupau npokosiareHa 8 BKM
2-i1 3Tan. B BKM: [Mocrynnenue npoxosuiaresa B BKM
l yaanenue N- u C-KOHLEBBIX JOMEHOB
(N- 1 C-npoKosutareHOBbI€ METITH/Ia3b1)
O06pazoBaHue TPONOKOJIIAreHA
O6pazoBaHue HE3PEIIOro KOJUIareHOBOTO BOJIOKHA

| obpazoBaHue MONEPEUHBIX CITMBOK

O06pazoBaHue 3pesoro KoIareHOBOro BOJIOKHA

Puc. 225. Dramnsl crHTe3a 1 CO3peBaHuUsA KoJlareHa

(IIOOH OH CIOOH

(]:HZ H C|:H2

+ CH, POJMITUAPOKCHUIIA3a + CH + CO,

-CO- =0 CO- 2
N I Fe?, Bur. C N COOH
COOH o CYKIIMHAT

OcraToK nposvHa a-KI' 2 Ocrarok
TU/IPOKCUITPOJINHA

Puc. 226. TuppoxcunupoBaHue NpoIvHa

ITponuaruapoKcuiasa — 3To AUOKCUreHas3a co CMeIIaHHON QyHKIMel.

[ponun-4-runpokcuaa3a obsaaeT BBICOKOW CyOCTpaTHOM CrenudpuIHOCThIO,
OCYIIEeCTBJISIET BHe/IpeHYe aTOMa KMCJIOPO/ia TOJIbKO B TOJIOXKeHUHU 4 ¢ 06pa3oBaHueM
OH-rpymnmns! B coctaBe oKcunposuHa. OcBoboxeHHbI 13 C4 BOZOPOZ BbIAENSAETCS
B BHJe MPOTOHA. BTOPOIt aTOM KHCIOpOZa BHePseTCs B Oi-KeToryTapar ¢ o6pa3oBa-
HueM cykuuHara. CO, B peakiuy TUIPOKCUIUPOBAHUSA IPOUCXOUT U3 O/-Kemozpynnol
O-KeTOIJyTapOBOM KUCJIOTHL.

TuppoxkcunupoBaHue OCTaTKOB IIPOJIMHA fABJISIETCS OCHOBOM JIs JaJbHEUIINX MO-
audukanmii, Tak kKak OH-Tpynmnbl THAPOKCUITPOJIMHA Y4aCTBYIOT B 00pa30BaHUU BOZIO-
POIHBIX CBA3EH.

Hedunut Buramuna C B oOpraHu3Me NPUBOJUT K Pa3BUTHIO LUHTH. [Ipy 1aHHOM 3a-
OoneBaHNM HapylIaeTcs THAPOKCUINPOBAaHME OCTAaTKOB IPOJIMHA U JIU3KMHA B COCTaBe
KOJIJIare€Ha 1 3TO INPUBOJUT K HaPYIIEHHUIO CJIeYIOIEero 3Tala B CUHTe3e KOoJllareHa —
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IJIMKO3UIMPOBaHUsA. B pe3ynbraTe 06pa3yroTcss MeHee NPOYHbIE ¥ CTaOUJIbHbIE KOJI-
JIareHOBbIe BOJIOKHA, YTO TIPUBOZUT K OOJIBIION XPYIKOCTU U IOMKOCTU KPOBEHOCHBIX
COCYZIOB, CBA30K. K/IMHMYecKas KapTMHA LYHIY XapaKTepU3yeTCs KPOBOTOYMBOCTHIO
JieceH, BbITaJieHNeM 3y00B, BOSHUKHOBEHIEM MHOKECTBEHHbBIX TOUEYHbIX KPOBOM3IIU-
SHUH 1107 KOXY ¥ CJIM3UCTbIe 000JI04YKY, aHeMUEHL.

ITocne 3aBepiueHUs CTafuy TMAPOKCUIMPOBAHUA B COCTAB MOJIEKYJbI IIpe-Ipo-
O-KOJIJIareHa IIpU y4acTuu crenuduyuecKUx INIMKO3UITpaHcdepas K F’UAPOKCUIBHON
TpyIIe TUAPOKCUIM3NHA € 0Opa3oBaHueM O-IIMKO3UHOM CBS3U NPHUCOENUHAIOTCA
yIJeBOJHbIE OCTATKU. Jalle Bcero 3TUMU yIieBOJaMHU CIIy)KaT rajJakTo3a Wy Jucaxa-
PUJ raJaKTO3UIIIOKO03a. B pe3y/brare HapyLleHUs IIMKO3UINPOBAHUS OCTATKOB T~
ZPOKCUIM3KHA 00pa3yeTcs TakXKe HelOTHOLEHHBIH KOJUIareH.

IMocye ruApOKCUIMPOBAHNUS Y TIMKO3UIMPOBAHMS KaXXJash IPO-0.-Lellb COeJUH-
eTCs1 BOZOPOJHBIMY CBA3SIMU C IBYMsI APYTHMH IIPO-0.-LIeNAMH, 00pa3ys TPOIHYIO CIu-
paJib IPOKOJIareHa. DT IPOLECChHI IPOUCXOAAT elle B IPOCBeTe SHAOMIa3MaTUI€eCKO-
ro PeTHKyJIyMa ¥ HAYMHAIOTCSA I0CIe 00pa30BaHUA MeXIeMOYeUHbIX AUCYIbOUIHBIX
MOCTHKOB B 0071acTH C-KOHIIEBBIX IIPOIENTHAOB. M3 9HI0MIa3MaTUYeCKOTO PETUKYILY-
Ma MOJIeKYJIbl IIPOKOJUIATeHa IepeMeIaroTCa B anmnapar Iobaxy, BKIYaTCA B Ce-
KPeTOPHbIE My3bIPbKK U IIOCTYIAIOT B MEKKJIETOYHOE IIPOCTPAHCTBO.

Hanee 8 BKM nog meiictBreM N- n C-TIpOKOJIJIar€HOBBIX NENTHAA3 YAATIAOTCSA
N- 1 C-KoHIIeBble IOMEHBI IPOKOJIIareHa U 06pas3yeTcs TPONOKOJIIaTeH.

Pacmonararorcsi TpPOIOKOJIareHbl B KOJIJIaréHOBOM BOJIOKHE CO CABMIOM Ha '/,
YacTh OTHOCUTEJILHO IPYT IPyrad, MeKy HUMU MMEIOTCH IIPOMEKYTKU.

JlanbHefimee co3peBaHue KOJUIAr€HOBOTO BOJIOKHA IIPOMCXO/UT 3a CYeT 06pa3oBa-
HUS TIONepedHbIX CIIMBOK. OHM GOPMUPYIOTCA MEX/Y a/IbJIeTUAHBIMY IPYIIIaMU aJlJIu-
3MHa U rUpoKcuau3uHa. Karamsupyer aToT mporecc GpepMeHT TM3UI0OKCU/a3a.

JIuzunokenmaza — 310 Cu?*-coepikaryii pepMeHT, KaTaTM3UPYIOMUI OKUCTUTENTbHOE
Jie3aMMHMPOBAHMe JIM31HA Y TMIPOKCU/IM3KHA B IIPUCYTCTBIM BUTaMuHOB PP 1 B, (puc. 227).

—NH—(llH—CO— —NH—(le—CO—
(ony, oL (Ca),
NH, HC=0
JIn3un AnnusuH

Puc. 227. O6pa3oBaHue alM3uHa

O6pa3oBaHue TONePeYHBbIX CIIMBOK U7ieT B Pe3ysbTaTe PeaKLUX alb/0NbHON KOH-
IeHcaly MeXZy aJbJlelrMIHbIMY IPYNIaMU OCTaTKOB aMUHOKHUCJIOT a/UIM3UHA U TH-
ZPOKCHAJIIM3UHA, 00Pa3yIoIIecs AOMOIHUTebHbIe CBSA3H ABISIOTCA cTabuIM3aTopa-
MU MOJIeKyJIbl KosinareHa (puc. 228).

Cynepcnvpanu3sanys 3-X HATeH KosiareHa onpezesnset ero ¢popmy, KOTopas Haro-
MUHaeT CTPYKTYpPYy KaHaTa U SIBJIIeTCs O4eHb NIPOYHOM. VI3BeCTHO, YTO KOJIJTareHOBOe
BOJIOKHO TOJIIMHOW B 1 MM BbIiepXuBaer rpy3 B 10 Kr.
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AnbaonbHas nonepeyHas cBA3b (CLIMBKA)
Puc. 228. O6pa3oBaH¥e MOnepevHbIX CIIMBOK

Kamaooauim koanazena

Karanusupyet 3TOT mpoliecc TKaHeBasi KOJUlareHasa, cuHTe3upymomascs Gpubpo-
Gactamu U coziepaiiasi Zn?* B akTUBHOM IieHTpe. O6pasyroliecs mocje ee AeiiCTBUs
¢dparmMeHThI KOJIareHa pacTBOPUMBI B BOJIE U CTAHOBSITCS IOCTYITHBIMU /IS IEHCTBUSA
IPYTUX MIPOTEONUTUIECKUX (PEePMEHTOB.

CBOOOZHBIN THAPOKCUTPOJIMH, OCBOOOXAAIOMIMUICA B pe3ysbTaTe KaTabonu3ma
KOJLJIareHa, He UCIOJIb3YeTCs IIOBTOPHO U BBIBOAUTCA U3 OpraHu3ma ¢ Mo4oi. IToato-
My [7151 OIIpeZieleHus CKOPOCTH pacliafia KoJilareHa MCIONb3YIOT B KayecTBe Mapkepa
OIIpefiesieHre COZiepXKaHusA TMAPOKCUIIPOJIMHA B MOYe.

YMeHblIIeHVe CKOPOCTH KaTabonu3Ma KoJjtareHa BesieT K ¢prbpo3y OpraHoB U TKa-
Hell (B OCHOBHOM I1eYeHU U JIeTKUX).

HanbGosee akTUBHO KaTaboJIM3M KOJjlareHa MPOUCXOAUT NPU ayTOMMMYHHBIX 3a-
0oJIeBaHMAX B pe3ysbTaTe U30bITOYHOTO CHHTE3a KOJIIareHa3bl IPY UMMYHHOM OTBeETe,
IIpY PeBMaTOMJHOM apTpUTe, TUIlepCeKpelly IapaTTOPMOHa.

Perynsuus cuHTe3a KoJlareHa HPOMCXOAUT 0 TUIY 0OPaTHOI CBA3M: MOBbIIIEHNe
KOJINYeCTBa KOJUIareHa PUBOAUT K yMEHbLIEHUIO CKOPOCTH €ro CUHTe3a.

TopMmoHasbHasA peryasanus:

* KOPTH30JI YMEHBIIAeT CHHTe3 KOJUlareHa, MHTHOMPYeT TMAPOKCHIMPOBaHLE
OCTATKOB IIPOJIMHA U JIU31HA B €r0 COCTaBE;
* II0JIOBbIe TOPMOHBI B MEHOIay3€e YMEHBIIAI0T CHHTe3 KOJIJIareHa B JiepMe.

Butamus C cioco6CTBYeT aKTHUBAIMK CHHTe3a KoJllareHa.

HN3menenus B cTpoeHr Kosnarena u BKM nipu ctapenum opranu3ma:

1. YBenmuenre Konn4ecTBa NoONepeYHbIX CBA3eH B KOJIareHe.

2. YMeHbllleHNe JOCTYITHOCTH KOJIIareHa Jiist KOoJllareHassl.

3. I3MeHeHre COOTHOIIEHUS NMPOTEOrIMKaHbI / KOJUIareH B CTOPOHY yBeJn4eHUs
KOJIJTaT€HOBBIX BOJIOKOH.

4. YMeHbIlIeHHe KOJIMYeCTBa CBA3aHHOM BozbI (1 I TManypoOHOBOW KUCIIOTHI CBA3bI-
BaeT 1 J1 BOZIbI).

5. CHIXeHUe Typropa KOy 13-3a yMeHblIeHUs CBSI3aHHON BOJBI.

Cpeny Hac/eZICTBeHHBIX HAapyILIeH!i 0OMeHa KoJllareHa HanboJiee paclipoCTpaHeH-
HBIMU ABJIAITCA CIeAyoLye:
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1. HecoBeplieHHbI ocTeoreHe3 (BPOXIeHHAst IOMKOCTb KOCTel, 60JIe3Hb «XPyCTalb-
HOTO MY)XUMHBI») — 3TO TpYIIa reHeTHIecK: 00YCIOBIeHHBIX 3a60JIeBaHHUiA, TP KOTO-
PBIX HabJIIOZIaeTCst HeIOCTaTOYHbIN CHHTE3 WM HapylleHHe CTPYKTYphI KoyutareHa I tuma.

Pe6GeHOK ¢ caMOro pOKZeHUs MOZABEp)KeH YacThIM MepesioMaM KOCTel, KOTOpble
IPOUCXOAAT IPY MUHUMAJIbHBIX BO3/IeMICTBUAX WM IaXKe IPU OTCYTCTBUM TPaBM.

2. CunyipoM Diepca-Jlannio (rumepanacTUdecKas Koxa) — TPYINIbl HAcJeCTBeH-
HBIX CHICTEMHBIX 3200JIeBaHUI1 COeIMHUTEIbHOM TKaHU. Pa3Hble BUIbI CUHAPOMA DJiep-
ca-JlaHioca pasIMYarOTCs M0 GUOXUMHIYECKMM M MOJIEKYJISIPHBIM aHOMAJUSAM U MO
TUIly HacJlefIoBaHus. BHe 3aBUCMMOCTY OT BU/la OCHOBHOW NPUYUHOY Pa3BUTUA ITOTO
HapyILIeHUs SABJISAETCS TeHHasl MyTal¥isl, Olpe/ieNAmas KOJM4ecTBeHHbIe MO0 CTPYK-
TypHBIe aHOMaJIUM CUHTe3a KoJulareHa. IIpuauHaMu MOTYT SIBIATHCA eeKT JIM3UITOK-
CHZa3bl, HapylleHre aKTUBHOCTU JIM3WITHAPOKCUIa3bl. CUMITOMBI B 3HAYUTEIbHON
CTeIIeHU BapbUPYIOT B 3aBUCHMOCTH OT TUMA 60J1e3HU. Y GOJIbHBIX HAaOJIOAI0TCS TH-
IepIOJIBMKHOCTD CyCTaBOB, 3JIACTUYHAS, JIETKO TOBPEXAA0IIAACSA KOXa, XPYIKHe Kpo-
BEHOCHBIE COCYAIBI.

DIACTHH SABJIAETCS OCHOBHBIM CTPYKTYDHBIM KOMIIOHEHTOM 3JIaCTUYECKUX BO-
JIOKOH, KOTODBIE COZIEPKAaTCs B TKAHAX, 00JIAfAIOIX 3HAYUTEIbHON 3JIaCTUYHOCTHIO
(KpOBeHOCHBIE COCY/Ib, CBSA3KU, JIETKUE).

DIacTUH — 3TO ITIMKOIPOTEHNH € MOJIEKYIApHOU Maccor 70 k/la, KOTOpBIX cozep-
XUT 0KOJIO 30 % IJHUIMHA, MHOTO aMHHOKHCJIOT C ruipOGOOHBIMU pafvKalibHBIMU
rpynnamu (ana, Baj, jieit). B ocHOBe CTPYKTYpbI 3J1aCTHHA JIEXKUT «Iaydbs» CTPYKTY-
pa, IpezCTaBIeHHAs 16CMO3MHOM WJIM M30/1eCMO3MHOM, 00eCreunBaioiasi OCHOBHOE
CBOMCTBO 371aCTUYECKUX BOJIOKOH — PACTSXUMOCTD (CTPed-CBOMCTBO).

Hecmo3uH (puc. 229) o6pasyeTcsi U3 4-X OCTATKOB JIM3UHA, IPH TOM 3 aMUHOKHC-
JIOTBI OKUCJISIFOTCS [0 QJUTU3MHOB (06pa3yloTCs ab/ieru/iHble IPYIIbl) U KOHZIEHCUPY-
H0TCA C 4-11 aMAHOKUCJIOTOW — JIM3UHOM.

B MeXKJIeTOUHOM MaTpUKCe MOJIEKYJIbI 31aCTHHA CBSA3aHbI MHO)XECTBOM CLIMBOK. B OT-
Jn4re OT GOJIBIIMHCTBA GEJIKOB, TIENTHAHbIE eNH 3JIaCTUHA He MPUOOPEeTaoT XapaKTep-
HYIO TPETHYHYIO CTPYKTYPY, @ COXPAHAIOT I'MOKYIO CIydaiiHyto KoHpopmMaruio (puc. 230).

[Ipu cHWKeHUHM 00pa30BaHMA AECMO3MHOB He 00pa3ylOTCs MONepevHble CIIMBKU
¥l yTPaYMBAIOTCS Pe3UHONO/I00HbIe (CTPed) CBOKCTBA 3/IaCTHHA.

OCHOBHBIMY IPUYMHAMY HAPYLIEHUH CUHTe3a 3J1aCTHHA ABJIAIOTCA:

* CHIDKEHUE aKTUBHOCTH JIM3UJIOKCHA3bl, HaboAaroleecs mpu geduuute BUTA-
MmuHa B, 1 menu;
* HacJe[ICTBeHHbIe TIPUYUHBI.

KiuHnyecky 3To nposBIAETCS KapAUOBACKYJIAPHBIMU U3MEHEHUIMU, TAKUMU KaK
aHEeBPU3MBI, Pa3pbIBbI A0PTHI, leeKThI KJIANaHOB Cep/ilia, a TaK)Xe JaCThIMU ITHEBMO-
HUSIMU U Pa3BUTHEM SM(U3eMbl JIETKHX.

Kara00/1M3M 3J71aCTHHA POUCXOZUT IIPY YYaCTUH 3J1acTa3bl HeTpopuioB. OcBo-
60 /1aeMblii IeCMO3KH ITPY KaTabou3Me CIIy)KUT MapKepoM pacraza saacTuHa. ViHru-
OUTOPOM 3I1acTa3bl ABIATCA O -aHTUTPHUIICHH, KOTOPBIN UCTIOIb3YeTCs IPU JIeYeHnH
SM(U3EeMBI JIETKUX.

Iruxonpomeunst u nPOMeEO2NUKANGL

[TUKONIPOTEHHBI /IeIATCS Ha 2 IPYIIIbL: COOCTBEHHO IIMKOIPOTEUHbI ¥ IPOTEOT TN -
KaHbl. MarepuaJi, pe/icTaBAAIOMIA UX CTPOeHre U QYHKIIUYU U3JI0KeH B pasa. 2.

ITpoTeorIMKaHbl — 3TO BLICOKOMOJIEKYJISIPHBIE COeJHEHNS, COCTOosAmue U3 Oenka
(okomno 5—10 %) u TAT (90—95 %).
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Puc. 229. Ctpoenue fecMo3uHa
Pacrsxenue Cokpamenne
OrnensHasA MoJsieKyna
371aCTHHA
Cuieka

Puc. 230. Ctpoenue snactuHa
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Cunte3 T'AT KaTanu3upyloT GepMeHTHI ceMeiicTBa TpaHcdepas, JTOKaIM30BaHHbBIX
Ha MeMOpaHax anmapara [oybpku. CUHTe3MpPOBaHHBIN Ha PUOOCOMAaX KOPOBUL OeJIOK
0 KaHaJaM 3H/ONJIa3MaTHYeCKOTO PeTHKYJIyMa MOCTyIaeT B ammapar [OJbKi, rie
K HEMY IPUCOeIMHAIOTCS MOHOCaXapHIbl CBA3YIOMell 06J1aCT! U 3aTeM HapallBaeTCs
BCs TosmcaxapuaHas tenb. CyabdarrpoBaHue YIJeBOJHOM YaCTU NPOUCXOAUT 371€eCh
¢ momomeio cyabdorpancdepasbl, ZOHOPOM CynbpaTHOH rpynmnbl BeicTynaer PADC.

Kara6omm3am T'AT ocymiecTBiisieTcsl 5K30- U SHOITIMKO3U/[a3aMu | Cy/lbpaTazaMy,
K KOTOPBIM OTHOCAT THAJypOHU/A3y, ITIOKYPOHKUAA3y, ranakrosunasy uap. Cnomo-
b0 9HA0LUKUTO3a AT MOCTYMAKOT B IM30COMBI KJIETOK, IZle TIOCTENIeHHO MPOUCXOJHUT
TIOJIHOE UX paclielieHye 10 MOHOMepPOB.

HacnencrBeHHblii ledeKT CUHTe3a KaKUX-JIMO0 JTM30COMAbHbIX THAPOJIa3, y4acT-
BYIOIINX B KaTaboy3Mme TAT, MPUBOAUT K Pa3BUTHIO TSDKeNBbIX 3a00JIeBaHUI — MYKO-
noJmcaxapun030oB. OHM XapaKTepU3yIOTCs U30BITOYHBIM HaKkoeHneM AT B TKaHAX,
YTO NPUBOJMT K fledOPMalUK CKeJleTa, TSKeIbIM OPaKeHNUsAM OIOPHO-ZIBUTaTeNIbHO-
ro ammapara, yBeJIUYeHHUI0 OPraHOB, MOPAXKEHUIO COCYZOB, TIOMYTHEHHUIO POTOBHIIBL,
3HAYUTEJIbHBIM HAPYLIEHHMSIM B YMCTBEHHOM Pa3BUTUM [I€Tell, YMEHbIIEHUIO POAOI-
JKUTEIbHOCTH JKU3HH.

Hexonnazenoesie cmpyxkmypHsie 21uKonpomeunst

K HeKoJ1areHOBBIM CTPYKTYPHBIM IJTIMKONPOTEMHAM OTHOCATCS (pUOPOHEKTHH, Jia-
MUHUH, OCTEOHEKTHH, HUJIOTeH. DTHU CI0KHbIe OeJIKU 06ecriednBaroT CTPYKTYPHYIO opra-
HU3AI[MI0 MEXXKJIETOYHOI'0 MaTPUKCA, CIIOCOOCTBYIOT MEXKKJIETOYHOMY B3aUMO/IEHCTBHIO.

®uOPOHEKTHH IOCTPOEH U3 2 MOJIUIENTU/HBIX LieNel, CoeJMHEHHbIX AUCYIbuI-
HBIMU MocTHKamMu. Kaxkas ernb GUOpOHeKTHHA COIEPIKUT 7 —8 TOMEHOB, Ha KOTOPBIX
PACIOJIOKeHBI crienudryecKrie eHTPHI IS CBSI3bIBAHMST MHOTHX BeIleCTB: KOJIIareHa,
IIPOTEOTIMKAHOB, 3JIACTHHA, YTIEBO/IOB IJIa3MaTHYecKuX MeMbpaH (puc. 231).

®uOPOHEKTHH BBINOJHSAET MHTETrPUPYIOIIYIO POJIb B OPraHU3aIUU MEXKJIETOUHOTO
BeIeCTBA U CIOCOOCTBYET afire3uu KJIETOK.

TIpoTeor THEAHEL,
renapaHcy Ihgars

T'uanypoHeBas
KHCIOTA

Koonar
BOMOKHA

QUBPOHEKTHH

Puc. 231. Crpoerune GpubGpoHeKTHHA
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JlaMuHHH — HauboJee PacpOCTPaHEHHbIH ITUKONPOTeNH 6a3albHBIX MeMOpPaH.
ViMeerT 1IeHTpPhI CBSA3BIBAHUSA C KJIETKAMU U BJIUSET HA pocT, Mopdooruto, nudpdepen-
IIMPOBKY U IIOJBY)XHOCTD KJIETOK.

OCTeOHeKTHH SIBJIAeTCS CUAJIOTTIMKONIPOTeMHOM. Perymmpyer MopdoreHes, pemo-
JleJIMPOBaHKe U Penaparuio KOCTHON TKaHH.
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DOEPMEHTDI

Oco6eHHOCTH (DEPMEHTOB KAK OMOKATATU3ATOPOB

®depMeHTBI — 61OJIOTHUYECKHE KAaTaIM3aTOPbI OEIKOBO# IPHPOIBbL.
CnoBo «(pepMeHT» NMPOUCXOAUT OT JIATHHCKOTO fermentum — «3aKBacKa», Jpyroe
Ha3BaHNe «9H3UM» IIPOMCXOJUT OT IpeBHEIPEeUeCKOro «enzyme» — B JPOXIKAX.
Hayka o pepmeHTax (3H3UMax) Ha3bIBAETCS SH3UMOJIOTHEN.
OG6mue YepThl (PepMEHTOB C IPYTMMHU KaTaIM3aTOPaAMHU:
e KaTaJU3UPYIOT TOJIbKO SHEePreTUYeCcKU BhITO/IHbIe PeaKIuy;
* He CMeIIA0T PaBHOBeCKe 06PAaTUMOI PeaKliH, a JIUIIb YCKOPSIOT TedeHe Ipsi-
MO¥i 1 06paTHON peaxiuii;
e He pacxofyTCs B X0/le PeaKLiH.
OcoGeHHOCTH (pepMEHTOB KaK OMOKATaIN3aTOPOB:
1. O6nanaroT BEICOKOI 3 PeKTUBHOCTEIO, ycKOpsis peakiuu B 10°—10' pas.
2. VIx mpucyTcTBYe He BIMseT Ha IPUPOJY U CBOMCTBA KOHEYHOTO IIPOAYKTA.
3. Masnoe Kon4yecTBO GpepMeHTa BBI3BIBAET IIpeBpalieHre OOJIbIIOr0 KOIMIecTBa
cybcrpara.
4. Peakuyuy IpOTeKalOT B MATKUX YCIIOBUAX.
5. AKTUBHOCTH (epMeHTa MeHSeTCS B 3aBUCUMOCTH OT pH, TeMIiepaTypbl, AaBie-
HU$1, KOHLIEHTPAIUK KaK cybcTpara, Tak 1 caMoro pepMeHTa.
6. O61amatoT CrenupUIHOCTHIO.
7. AKTUBHOCTb ()epPMEHTOB Peryaupyercs psnom GpakTopoB.

XHMHUYIECKAA MPUPOIA B CTpOoeHHE (hepMEHTOB

ITo cTpoeHmIo GpepMeHTbI MOKHO Pa3ZieIuTh Ha POCTHIE U CJIOXKHBIE.

ITpocTbie QepMeHTHI NP TUAPOJIM3e PACHAZAIOTCS TOJNBKO HA aMUHOKHUCIIOTBL
K HUM OTHOCATCA rUAPOIA3kl MENCHH, TPUIICHH, XUMOTPUIICHH.

CnoxxHbIe GpepMeHTHI (X070(pepMeHTHI) COCTOAT U3 OeKoBOM YacTu (anodpepmeH-
Ta) 1 HebenKoBO# YacTu (Kopakropa). IIo mpoYHOCTH CBSA3M € GETKOBOI YaCThiO KO-
dakTOpBbI 1eNAT Ha KOQEepPMeHTHI (JIerko OTAeSAITCS OT GeJIKOBOM YacTy, HalpuMep
HA/JT) 1 npocTeTHyecKue rpynmsl (IPOYHO CBSI3aHHbIE € aOPEePMEHTOM, HallpUMep
DAL).

L7151 OCy1IIeCTBIeHHs KaTaln3a y CIOKHBIX GepMeHTOB He0OXOAUM KOMIIJIEKC aro-
depmeHTa M KOpaKTOPA, MO OTAETBHOCTH OHU He 00JIaZJal0T KaTaJIUTUIeCKO aKTHB-
HOCTBIO.

IlenTpasbHas posib B pepMeHTaTUBHOM PeaKIuy NIPHHAJIEXXUT aKTUBHOMY LleH-
TPy — YHUKaJIbHON KOMOMHAILIMM aMUHOKHUCJIOTHBIX OCTAaTKOB B MOJIEKYJle epMeHTa,
obecreurBarolell HeroCPeCTBEHHOe B3aMO/IeIiCTBYE C MOJIEKYJION cybcTpara 1 mpsi-
MOe y4acTye ero B aKTe KaTanan3a.
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Y mpocThiX ¢pepMeHTOB OH pOPMHUPYETCS HAa YPOBHE TPETUYHOU CTPYKTYPHI Pasivi-
KaJIaMU aMUHOKHUCJIOT, COVDKeHHBIMU B IPOCTPAHCTBE. Y CJIOXKHBIX IO CTPOeHH IO dep-
MEHTOB B COCTaB aKTUBHOTO LIeHTPa 00513aTeJIbHO BKITIOYAIOTCSA KOQAKTOPBIL.

B aKTMBHOM LieHTpe BBIZIEJIAIOT 2 y4acTKa:

 AKOPHBIA (CyOCTpaT CBA3BIBAIOIUI, KOHTAKTHBIN), OTBEYAIONINii 33 CBA-
3bIBaHMe CyOCTpaTa B aKTUBHOM LIEHTPE;
* KaTaJIMTHYECKHH, OTBEYAIOIVI 32 OCYILIeCTBIeHNe PeaKIuu.

HekoTopsie pepMeHTHI UMEIOT ellle ajuiocTepudecKuii neHtp (allos — apyroi,
MHOM) — 3TO LIeHTP PeryisAluu akKTUBHOCTUA ¢pepMeHTa. OH MPOCTPAHCTBEHHO YIajleH
OT aKTHBHOTO LieHTpa. IIpucoeanHeHe K HeMy HU3KOMOJIEKY/ISIPHBIX BeIeCTB MOXeT
TOBJIUATH HAa KOHGOPMALHIO GpepMeHTa, BKJII0Yas aKTHBHbIN 11eHTp. JlaHHbIe BellecTBa
HazbIBaOT 3 dexropamu. Ecnu nmpucoenrsenve 3¢p¢heKTopoB NpUBETIO K yBeTUIEHUIO
aKTMBHOCTH, TO X Ha3bIBAIOT QJUIOCTEPHYECKVIMU aKTUBATOPAMU, @ €CIHU K CHIKEHHIO
aKTMBHOCTH depMeHTa, TO aJlJIOCTepUueCKUMU MHIMOUTOPaMHL.

Kinaccudukanusa 1 HOMEHKIATypa (DEpMEHTOB

MexayHaponHas kinaccudukanus pepmentoB (KD) ocHoBaHa HAa Pa3TUYUU B TU-
IaxX KaTaJM3UPyeMbIX peakui. I1o 3Toi KiaccupuKayuy BeIENAOT 7 KJIaCcCOB:

1-i1 knacc. OkcupopenyKTasbl — 3T0 pepMeHTh, KaTaM3UPYIOIYe OKUCIATETbHO-
BOCCTAHOBUTeJIbHBIE PEAKLIMH C y4acTHeM JIBYX CyOCTPATOB, JieXKallyie B OCHOBE GHOJIOrHYe-
ckoro okucneHus1. Hampumep: naktataerusporenasa (JIAT), ITMTI-KoA-penykrasa.

2-ii knacc. Tpancgepassl. K knaccy Tpancdepas oTHOCAT pepMeHTbI, KaTalau3u-
pyIolye peaklMi MeXMOJIEKYISAPHOro MepeHoca pa3jInYHbIX aTOMOB, TPYIIl aTOMOB
¥ pazukanoB. Hanpumep: amuHoTpaHcepassl, pocdorpancdepassl 1 Jip.

3-ii knacc. Fuapona3ssl. B kiace ruaposias BXOAUT OGoJibiiasi rpymma GpepmMeHToB,
KaTaJM3UPYIOINX pacileljeHue BHYTPUMOJIEKYIAPHBIX CBsA3ell OpraHU4YecKuX Be-
IeCTB [IPY YIaCTHUH MOJIEKYJIbI BOABL. K HUM OTHOCATCS: 3cTepas3bl — GepMeHThI, KaTa-
JIM3UPYIONIYe PeaKIuy TUAPOIN3a U CUHTe3a CI0XKHBIX 3QUpPOB (JIMIa3bl); IIUKO3U/A-
3Bbl, YCKOPSIOIIMe Pa3phIB IIMKO3U/IHBIX CBA3eH, MeNTUATUAPOIAa3bl, KaTaIUu3UpyIoLine
TU/IPONIN3 TIENTU/HBIX CBA3ei (IIeNCHH, TPUIICKH).

4-ii knacc. JInasspl. K knaccy a3 oTHOCAT hepMeHTBI, KaTaIu3UpPYIONIve Pa3phiB
cesizeit C—0, C—C, C—N u apyrux, a Takxe ob6paTUMbIe peakIuy OTIIeIIeHHsT pa3-
JIMYHBIX TPYIII OT CyOCTPATOB He TU/IPOJIUTUYECKIM MyTeM. DTU PeaKIMU COPOBOXK/A-
I0TCS1 06pa30BaHKeEM JIBOMHOM CBS3W WU NPUCOeANHEeHNeM QYHKIMOHAIbHBIX IPYII
K MeCTy pa3pbiBa JBOWHOM cBA3u. Hampumep, dymapar-ruznpaTasa (cucreMaTuieckoe
Ha3BaHUe «L-ManaT-ruaposazas) KaTalausupyeT 0OpaTHMOe OTIIeNIeHe MOJIEKYIIbI
BOJIBI OT sI6JIOUHOI KUCIOTHI ¢ 06pa3oBaHueM GyMapoBOil KUCTIOTHL. B 3Ty ke rpymimy
BXOJIST ZIeKapOOKCUIA3bI U JIP.

5-i knacc. M3omepa3ssl. K ki1accy u3omepas OTHOCAT pepMeHTbI, KaTaau3Uupyo-
I1e B3aMMOIIpeBpalleHns ONITUYeCKUX ¥ reOMeTpUYecKrux n3oMepoB. Ecimu nzomepu-
3alysl BKJIIOYAaeT BHYTPUMOJIEKY/ISPHBIN IIepeHOC IPyIbl, GpepMeHT 1ojyJaeT Ha3Ba-
HUe «MyTasa». Hampumep, Tpuozodocdaruzomepasa, Gocdormoromyrasa.

6-ii knacc. Jura3sl (cuaTeTasbl). K kinaccy nuras oTHOCAT GpepMeHThI, KaTaiu-
3UpyOLIYe CUHTe3 OPraHNYecKUX BelleCTB U3 ABYX MCXOAHBIX MOJIEKYJ C MCIOJIb30Ba-
HUeM 3Heprun pacnaga AT® (umm fpyroro Hykineo3uarpudocdara). B kadyectBe npu-
Mepa MOXXHO Ha3BaTb [JIyTAMUHCHHTETa3y, IIPX y4aCTUXA KOTOPOU M3 IIIyTaMUHOBOMN
KUCJIOTBI U aMMHaKa B IpUcyTcTBUM AT® cuHTe3upyeTcs IIyTaMuH.
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7-1 knacc. TpaHCIOKa3bl — 3TO OT/leIbHBIHM K1acc GepMeHTOB, KaTaau3UpyIo-
IIYX TIepeHOC MOHOB MJIM MOJIEKYJ Yepe3 MeMOpaHbI MJIU MX pa3ZielieHre B MeMOpaHax,
COTIPSDKEHHBIN C IPYTUMU PeaKUusAMU. DTOT K1acc chOpMUPOBAIICS U3 paHee IPUHA-
JeXalluX APYruM KiaccaM (GepMeHTOB U yTBepkAeH MexIyHapoAHbIM COI030M IIO
OUOXUMUM 1 MOJIeKyJIsipHOU 6uosiornu B 2018 1. K dpepmeHTam 3TOr0 K1acca He OTHO-
CATCS KaHaB! (MOPBI), M3MEHSAIINe KOHPOPMAIUIO MeX/y OTKPBITHIM U 3aKPBITHIM
COCTOSIHMEM B OTBET Ha KaKoe-JIM00 BO3/e/CTBYe, a TAK)KEe TPAHCIIOPTEPbI, KOTOPbIE He
3aBHCAT OT PpepMeHT-KaTaIu3upyeMbIX peakiyii. 3a GepMeHTaMu, lepeMelieHHbIMY B
KJIaCC TPaHCJIOKa3, COXpaHsAeTCs MpeXXHee CHCTeMaTH4ecKoe Ha3BaHuUe, YKa3blBalolee
Ha UX IpexxHui knacc. Hanpumep, AT®-cuHTa3sa, KaTaausupyolas peakLio epeHo-
ca MOHOB BOJIOPO/ia U3 MeXXMeMOPaHHOTO MPOCTPAHCTBA B MaTPUKC € 06pa3oBaHuEM
npu 3ToM Mosiekynel AT® u3 AZI® 1 HeopraHudeckoro ¢pocdara.

Kaxzplil Ki1acc mojpaszienifeTcss Ha MOAKJIACCHI 110 NPUPOZe aTaKyeMO! TPYIIIBL
IMozkmaccs! eIATCA Ha MOANOAKIACCHI [10 XapaKTepy aTaKyeMOU CBSI31 WJIH 10 IIPUPOJie
akuenrtopa. Kaxznomy depmenty nmo MexayHapoiHO! KiaccHUKAIUK [IPHCBAUBAETCS
YeTbIPeX3HaYHbIM HOMep, BKIIOYAIOLINI KJIacC, IOKIACC, TIOATIOAKIIACC U MOPSAKOBBIN
HoMep B noamnozkiacce. Coxpamenrie KO o603Havaer «knaccudpuxauus GepMeHToBs.

Hamnpumep, naxkratnerugporenasa — K® 1.1.1.27, nefictByet Ha OH-rpynity foHOpa
¢ HAJI B ka4yecTBe aKIenTopa C OpAAKOBLIM HOMEPOM 27 B CBOeM INoAmozAkaacce. Takoe
Ha3BaHUe C UCII0JIb30BaHNeM MexxiyHapoiHO# KitaccuduKaruy Ha3blBaeTcsl CHCTeMa-
THYecKHUM. [Ipy paboTe ¢ PpepMeHTaMH UCTIOIB3YIOT TAK)Ke TPUBHANIbHBIE (MCTOPUYECKH
CJIOMBIIHECST) UM paboyrie Ha3BaHWs, HAPUMep IeTICHH, aMIJ1a3a, JIMIasa.

Kuneruka (pepMEeHTATUBHBIX PEAKITHH

Mexanu3m ¢pepmenmamueénozo Kamaiu3a

OCHOBHO¥1 TOAIX0/ K U3y4eHUI0 MeXaHu3Ma GpepMeHTaTUBHOM peaKy 3aKJII04aer-
cs1 B OIIpe/ieleHNH CKOpOCTH pepMeHTaTUBHON PeaKI[y B 3aBUCUMOCTH OT ee YCIIOBHUIL.

CkopocTb $pepMEeHTAaTUBHON peaknuy (AKTUBHOCTb (pepMeHTa) ompesiensercs
M3MeHeHneM KOJIM4ecTBa cyOCTpara UM NMPOAYKTA 3a eflMHUIy BpeMeHU. DepMeHTHI
CIIOCOOHBI KaTaJIM3UPOBATh TOIBKO CAMOIPOU3BOJIbHbIE PeaKIIUH.

B Xo/ie peakijuu IPOUCXOAUT U3MeHeH!e CBOOOAHOI dHepriu. II0CKOJIbKY TOJIBKO
HebOJIbIIAs 4acTh MOJIEKYJ BelecTBa obJsiaziaeT 3HAYMTEbHOM SHEprueil, 10CTaToy-
HOW /71 IIPeO/I0JIeHNs1 SHepreTHYecKoro 6apbepa, To CKOpPOCTh peakiuy 6e3 GpepmeHTa
He3Ha4yMTesbHa. YBeJIMYUTDb ee MOXXHO, HallpuMep, HarpeBaHueM. biarozaps ydactuio
(depMeHTOB peakIysA MOXeT IIPOTeKaTh Ha O0Jlee HU3KOM SHepreTHYecKOM ypPOBHe, 10-
3TOMY GOJIbIIIee YKCIIO MOJIEKYJI MOXXET B Hee BCTyNUTh. [paduk n3MeHeHNs CBOGOTHON
SHepruu pepMeHTATUBHOI U HepepMeHTaTUBHON pPeaKIuy MpejiCTaBIeH Ha puc. 232.

B xoze GpepMeHTaTUBHOM peaKLuy MOXHO BBIIEJIUTh CJIe/lyloliye CTafuHu:

E+S—ES—EX—-P+E

B3aumozeiictBre ucxoanoro cyberpara (S) ¢ epmentom (E) mporcxoaur ¢ ob6pa-
30BaHueM ¢epmeHT-cy6eTpatHoro kommekca (ES), mamee mpeoGpa3oBaHue B mepe-
xozHbIi koMmIiekc (EX), KOTopblii pacnazfaeTcs Ha NPOAYKT peakuuu (P) u ucxopHsblit
¢depment (E). Ha 3THX 3Tanax MpOMCXOAUT B3aUMOZEHCTBYe PaMKaloB WU Kodep-
MEHTOB aKTHBHOTO LIeHTpa C CyOCTPATOM 3a CYeT MOHHBIX CBsi3eil (KICJIOTHO-OCHOBHOM
KaTaju3) WK yepe3 oO6pa3oBaHue Gosiee IPOYHBIX KOBAJEHTHBIX CBfA3ell (KOBaJIEHT-
HBI KaTanus).
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A ITepexonHoe
COCTOsIHME

CBobo/Has SHEPTHs

KoneuHoe cocTosiHue
-

>

Xoppeakumyn — 5

Puc. 232. V3meHeHue CBOGOAHOIM 3Hepruv B Xoze (pepMeHTaTHBHBIX U HedepMeHTATUBHBIX
xummndeckux peakiuii (bepesos T. T., KoposkuH B. @., 2008):

S — ucxoznblii cyberpar; P — npoaykT peaxuum; AE, o — DHeprus aKTHBaLMK HedepMeHTaTHBHON peakur;
AE, — sHeprusi akTuBauun GpepMeHTaTUBHON peakuun; AG — CTaH/iapTHOE M3MeHeHH e cBOOO/IHOI HEprun

daxkTopbl, BIUAIOLINE HA CKOPOCTb (PepMEHTATUBHO peaKkuuu

Cpezut $aKTopoB, BIMSIOMIMX HA CKOPOCTb ()epPMEHTATHBHOM PeaKIMHY, IMEIOT 3HAUeHHe:

1. Temneparypa. [paduk BIUSHUS TeMIepaTypbl HA aKTUBHOCTh (pePMEHTOB HO-
CUT Kynosioo0pa3Hblil xapakrep (puc. 233). [l 60mbIuHCTBA GpepMeHTOB OpraHu3Ma
HanbOIbITast aKTMBHOCTD GpepMeHTOB Haboaercs mpu 37 °C. BcemupHoit Komuccueit
o ®epmMeHTaM MMPUHATA CTAHJAAPTHAS TeMIlepaTypa u3Mepenuii papHas 25 °C.

JaHHas 3aBUCMMOCTb AaKTMBHOCTH (EepPMEHTOB HCIOJb3yeTcs B MeAWLVHE HpH
ompe/ieJIeHUM YPOBHSI aKTMBHOCTH (epPMEHTOB KPOBHW, NpPU TPOBEAEHUHU OIllepauuii,
XpaHeHU! pepMeHTOB, B IUIIEBOM TPOMBIIUIEHHOCTH.

\
A

>
y

Temmneparypa

opt

Puc. 233. 3aBUCMOCTb CKOPOCTH ePMEHTATHBHOM peakny OT TeMIepaTyphl

2. Bnusinue pH. IIpy B3auMoziefiCTBIY aKTUBHOTO IIeHTpa (pepMeHTa ¢ CybeTpaToM
Ba)KHAsl POJIb IPUHA/UIEXKUT 3apPsKEHHBIM IPYIIITUPOBKAM, Y4aCTBYIOLIUM B GOPMUPOBa-
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CKOpOCTb rUziposn3a

(E]

Puc.234. 3aBucumocth ckopoct ¢epmeHta-  Puc. 235. BnusiHue KoHIeHTpauuu ¢epmeHTa
tuBHOH peakiyu (V) ot pH cpezbl [E] Ha ckopocTh peakuuu (V)

HUM MOHHBIX CBsi3eil MeXx/y ¢pepMeHTOM U cyOGCTpaToM, o3ToMy 3HaveHue pH oTpaxa-
eTcsl Ha aKTUBHOCTH depMeHTa. I'paduk JaHHOH 3aBUCMMOCTH IIpeZiCTaBJieH Ha puc. 227
(B IaHHOM CJlyyae CKOPOCTb peakLX OlieHUBaIach 110 CKOPOCTH I'UAPOU3a). Y KaXaoro
depmeHnTa ecth cBoi pH onTHMyM, IPY KOTOPOM U CJelyeT TPOU3BOAUTD U3MEpEHHS.

3. BiusHue KoHLeHTpanun ¢pepMeHTa HOCUT IPSAMO INPONOPIMOHATbHBIN Xa-
paxTep: 4eM GoJiblle KOHIIEHTPAUsA pepMeHTa, TeM BbILIe CKOPOCTh PeaKIUH, TaK KaK
GoJbliIee KOJIMIECTBO MOJIEKY pepMeHTa mpeBpaiiaeT 6oJbliiee KOJIMIeCTBO MOJIEKYI
cybcerpara (puc. 235).

4. BiusiHMe KOHIEeHTpanuu cyoctpara. [Ipu yBennyeHUH KOHIIEHTpALMU Cy0-
CTpaTa CKOPOCTb PeaklV{ YBeIMYMBAeTCs, a IPU BBICOKMX (HACHIAMOMINX) KOHLIEH-
TpaLMAX CyOCcTpaTa y)ke He MEHsIeTCsl ¥ JOCTUTaeT CBOeil MaKCMMaJbHOW BeJUYMHBI.
['paduk HamoMuHaeT runepboy (puc. 236).

A
MakcuMainbHasa CKopocTb V
max

 —
B
>
=
E
g
1
[+
<%
(=¥
el
3
=}
=5
=}
1
U i A -
K‘ Kownentparus cyberpata [S]

Puc. 236. Biusinue KoHIeHTpalmu cyberpara [S] Ha ckopocTh ¢pepmeHTaTiBHO#M peakuunu (V):

a — peakus nepBoro nopazaka (mpu [S] < K cKopocTh peaknmy MpoNopIOHaNbHA KOHIEHTpaIKy Cy6-
cTpara); 0 — peaKIys CMeITaHHOTO MOPA/IKa; 6 — PeaKIHs HyJIeBoro mopsaka, koraa V=V 11 cKOpoCTb He
3aBHCUT OT KOHIIEHTPaLH cyGeTpara
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JI. Muxasmuc 1 M. MeHTeH IpeAIoXKUIN A PaCCMOTPEHUA BINAHUA KOHLEHT-
pauuu cyberpaTa IpoCTyio MOZeNb, KOTOPas Jierjia B OCHOBY JlaJIbHeMIero n3yyeHuns
KUHETHKY GepMeHTAaTUBHBIX peakluil. B peakiuy, mpeacTaBieHHON Ha CXeMe:

k. k

+1 +2

E+ S2ES—E + P,

-1

rae K, — xoHcraHTa o6pasosanus ES kommekca;
K, — xoHcTaHTa pacniazia ES KoMIuiekca Ha MCXO/HBIH cyGeTpar 1 pepMeHT;
K., — xoHcraHTa pacnazga ES xomniekca Ha IpOJyKT ¥ HCXOAHBIA pepMeHT.

Jl1s1 JTaHHOW MO/IEJIV aBTOPbI BHIBEJIM 3aBUCKMOCTb CKOPOCTHU PEaKIUK OT KOHIIeH-
Tparuu cybcrpaTa. OfHAKO OTAEBHO 3T KOHCTAHTBI CJIOKHO U3MePATH, U HOCTIes0-
BaTeJI¥ YYeHBIX MPeJIOXKKUIN BBECTH KOHCTAHTY, yUMTBIBAIONIYI0 KOHCTaHTHI 06pa3o-
BaHus ES KoMIjieKca M ero pacmaja v Ha3Baay ee KOHCTaHToi Mwuxasmuca K . Ona
OTpa’kaeT CpPOACTBO GpepMeHTa K JaHHOMY CyOCTpaTy:

— kfl+k+2
mm Tk,

+1

K

Koncranty Muxasnuca JIerko OnpezienuTbh MO rpaduKy 3aBUCHMOCTH CKOPOCTU
peaxIuK OT KOHIleHTpauuu cybcrpara: K 4icieHHO paBHa KOHIIeHTpaluu cybcrpara,
IIpY KOTOPO# CKOPOCTh PeaKLUK COCTaBJIsIeT OJIOBUHY MaKCUMabHOM. YeM K MeHb-
1ie, TeM CPOAICTBO pepMeHTa K cybCTpary Bhiie. YpaBHeHHe Muxasiica—MeHTeH Bbi-
TJISZIAT CTeAYIOIMM 06pa3oM:

[S]
VTR,

Jlisi mocTpoenusi rpaduKa B IBOWHBIX 00pAaTHBIX KoopauHaTax JlaitHyusep u Bepk
npeo6pa3oBany 3Ty Gopmyy:
1 Km+ [S]

v Vmax' [S] L Vmax' [S] Vmax
1
JanHasg ¢opma 3anucd ypaBHeHHUs 5
Muxasnuca—MeHTeH Ha3blBaeTcs ypas-
HenueM JlaiiHynBepa—bepka, KOTOpOMy
COOTBETCTBYeT Ha rpaduke B IBOWHBIX ~1 K
OOpaTHBIX KOOPIWHATAX TpsIMasi JIMHUS, HaKHOH:VmaX
OTCeKarIasa OT BepTUKaJIbHOW OCU OTpe- 11
30K, PaBHbII '/, , @ OT TOPU3OHTANILHOM Rag i
ocu -1/k (puc. 237). T 1
5. BausiHMe aKTUBaTOpPOB U MHIU- X (8]
OuTOpOB. VOHBI METa/JIOB BBICTYIAIOT "

Yalie BCero B POJIM aKTUBATOPOB, TaK Kak,
BXO/ISi B aKTUBHBIA I[IEHTP, O0O6JIeryamT
cBsI3b (epmeHTa C cyOCTpaTOM. AKTHBA-

Puc. 237. TpaduK 3aBUCUMOCTH CKOPOCTH pe-
aKI1M OT KOHIleHTparuu cyocrpara B o6par-
HBIX KOOPZIMHATaX
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TOpaMH TakK)Xe MOTYT OBbITb TOPMOHBI U pa3niHble MeTaboMUThl. OHU B3aMOJIENCT-
BYIOT C aJJIOCTePUYeCKUM LIeHTpoM pepMeHTa, N3MeHss IIPOCTPAHCTBEHHYI0 KOHPOP-
Manuio pepMeHTa TaK, YTO AKTUBHBIH LeHTP pepMeHTa CTAHOBUTCA O0JIee JOCTYIMHBIM
Z7Is B3aUMOJIECTBUSA € CyOCTpaTOM. BU/bI MHTMOMPOBAaHKS MTPeICTaBIeHbI Ha CXeMe:

NHIMBHPOBAHUE
/ \
O6paTtumoe HeoGparumoe
KonkypentHOe HeKOHKypeHTHOe Creruduaeckoe

Hecnenuduyeckoe

VHrubuposaHyie ObIBaeT 00PaTUMBIM (TIPU OTIpe/ieIeHHbIX YCIOBUSX MHTUOUTOP
MOJeT ObITh JIETKO yIaleH U aKTUBHOCTh (pepMeHTa BOCCTAHABIMBAaeTCs) 1 HeoGpa-
THMBIM (aKTHBHOCTb pepMeHTa He BOCCTAHABIIMBAETCA [OCIIe Y/IaIeHUst THTUOUTOPA).

Heob6patrmMoe MHrMOMpPOBaHUE MOXKET ObITh HecnenudpuIecKuM (o7 elicTBUeM
$akTOpOB, KOTOpBIE NPUBOZAT K AeHATypauun) u cnenuduyeckum (107 HeiicTBIEM
OIpesieJIeHHBIX peareHTOB, CBA3BIBAIOIMNX QYHKIMOHAJIbHBIE TPYIIIbI KaTaTUTHIeCKO-
ro 1eHTpa ¢pepMeHTa (TaK LHaHU/BI MHTUOUPYIOT HIUTOXPOMEI ¢ Fe*?)).

O6patiMoe MHTUOMPOBaHIE MOXeET ObITh KOHKYPEHTHBIM 11 HEKOHKYPEHTHBIM.

KOHKYpeHTHBIi MHIMOUTODP MOXO0X Ha CyOCTPAT U CBSA3BIBAETCS C AKOPHOM ILIO-
majKoi ¢pepMeHTa, YTO NPUBOJMUT K yBenudeHuto K ; V. — He MeHseTcs, TaK KaK M3-
MepsieTcsi TIPU BBICOKMX KOHIIEHTPALUSX CybCcTpaTa, KOTOPBIi BbITECHSET UHIUOUTOP
(puc. 238). IIpuMepoM TaKOTO MHTUOUTOPA CIIY>KUT MaJIOHOBAst KUCIOTA /17Tst pepMeHTa

CYKOUHaTAEeTrnAporeHasbl.

v 1
v
2
1
. 11
: Vmax 1
| o
I L. -7
| - P
0 Km Kmi [S] _l _i i
K, K, [S]
a 6

Puc.238. [paduk 3aBUCMOCTH CKOPOCTH pepPMEHTATUBHOI PeakLUK OT KOHLIeHTpaLuy cybeTpa-
Ta 6e3 unruburopa (1) u B IPUCYTCTBUU KOHKYPEHTHOTO UHIru6uTopa (2) (a — B MpsAMBIX KOOP-
IWHATax; 6 — B 06paTHBIX KOOPAUHATAX)

KoHKypeHTHOe MHIMOMPOBaHKe HAIIO IIMPOKOe IPUMeHeH Ve B MeJIMIuHe. AJUIo-
IyPUHOJI, CTPYKTYPHBII aHAJIOT TUTIOKCAaHTHHA (PHC. 239), UCTIONb3YeTCs IS JIeYeHNs

[IoZarpsel, SABJIASACE KOHKYPEHTHBIM I/IHI‘I/I6I/ITOPOM KCaHTMHOKCHUIA3bI.
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OH 0
P I
N~ N\ HN AN
A |
N N N N
\
i B
AsonypuHON TnnokcanTuH

Puc. 239. CrpoeHue aJuloNypUHOJIA U TUTIOKCAHTUHA

IIp¥ HeKOHKYPEHTHOM HHIMOUPOBAHUH MHTUOMTOD He MOX0X Ha cyOCTpaT, 1mo-
3TOMY CBA3BIBAETCA C APYTUM Y4acTKOM (K He MeHAeTCs B IPUCYTCTBUM HEKOHKYDEHT-
HOro MHruOuTopa). Yaie BCEro TaKOW MHTUOMTOD B3aMMOJENCTBYET C KaTaluTHye-
CKMM y4acTKOM, KomiutekcoM ES, mu6o ¢ annocrepuyeckum nenTpoM (V- CTaHOBHUTCA
MeHblle, puc. 240).

A% 1 2
v
1 1
V1\
’
’
’
;’ PRl B 1
’ - ~
/:" Vmax
NE. L
K K S
. K, ) 5]

Puc. 240. Tpaduk 3aBUCUMOCTH CKOPOCTH (epPMEHTaTHBHOM peaKlu OT KOHLeHTpauuu Cy6-
cTpaTa B IPUCYTCTBUM HEKOHKYPEHTHOTO MHIHOUTOpA:

a — B IIPSMBIX KOOPAMHATAX; 6 — B 0OPAaTHBIX KOOPAMHATAX

K HEeKOHKYpeHTHOMY UHI'MOMPOBAHUIO OTHOCUTCS] MIHT'MOUPOBaHVe KOHEYHBIM ITPO-
ZIYKTOM MHOTOCTYIIEHYaTOro Tpoliecca (Ha3blBaeMOe PeTPOMHIMOMPOBaHNEM WM UH-
rMOMpOBaHKMEM MO TIPUHIIUIY OTPUIIATENbHOM 06paTHO#M CBsi3K). KOHeUHbIi MPOAyKT
JalIe PUCOeJUHALTCSA K aJlJI0OCTePUIeCKOMY LIeHTPY OHOTO U3 pepMEeHTOB Ha4aIbHbIX
crazuii npotiecca (puc. 241).

[IprMepoM MOXeT CIyKUTh UHrubGHpoBaHue noj zaeiictBremM I[T® (kKoHedHOro
NPOAYKTa GMOCHHTETHYeCKOT0 MHOTOCTAJUHOTO IIporiecca) mepBoro ¢gepmenta (ac-
napratkapbamonTpaHcdepasbl), HAUMHAIONIETO IIeNb PeaKiyii ero cuHTe3a. Vinu nH-
ruOMpOBaHKe XOJIeCTEPUHOM U ero nmpousBoaHbiMA [MI'-KoA-penyKTassl, KII0YeBOTO
depMmeHTa B JUIMHHOM Lielly peakLuil CHHTe3a X0JleCTepHHa.
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WHrubuposatie
IIPOAYKTOM Z

A B C D Z

KoHeuHbI TPOAYKT

Puc. 241. UaruGupoBaHue M0 MPUHIIUITY 0OPaTHO CBsI3U (PeTPOMHIMGHPOBaHIE)

Crierrn(puIHOCTS IEHCTBHUA (DEPMEHTOB

Paznuuaiot 5 BUnoB crienuduuHOCTH B paboTe GpepmMeHTOB:

1. A6conroTHas cyocrpatHas cnenugudHocTs: 1 E — 1 S. OnHomy depmeHTy
COOTBETCTBYeT TOJMbKO 1 cyGerpaT. Berpeuaercst penko. IIpriMepaMu MOTYT CITyKUTb
ypeasa, pasJjiararomas MOYeBMHY Ha aMMUAK U YIJeKUCIbIY ra3; apruHasa, KaTaausu-
pylolnas rnpespalieHrie apruHuHa B ODHUTHUH U MOYeBUHY.

2. OTHocuTenbHas cy6crpaTHas cnenuduyHocTb. DepMeHT Karanusupyer
TpeBpallleHne cyOCTPaToOB, IPHHAZJIEKAIIMM K Pa3HBIM KJIaccaM coenHeHuid. Hamnpu-
Mep, IUTOXPOM P, kaTanmMsupyer peakiuy rupOKCUIMPOBaHKsA CyOCTPATOB pasany-
HBIX KJIaCCOB COIMHEHUH.

S,—S,— OH
1E£:s_>s — OH
5. s.— OH

3. AGconroTHas rpynnoBas cnenuguyHocTb. PepMeHTHI KaTaau3UPYIOT Hpe-
BpallleH!e TOJIbKO OTpezie/IeHHbIX GYHKIMOHAIbHBIX TPYIII, TO eCTh GepMeHTbI TPOSIB-
JIAIOT ClIeUPUIHOCTD K Ope/ieJIeHHOMY KJIACCy COeIMHEeHUI. AJIKOTOJIb/leru/iporeHa-
3a ZIeTUAPUPYeT He TOJIbKO 3TAHOJI, HO U IpyTrye CIUPTHI, IIpeBpaIias B COOTBETCTBYIO-
IIYe ajbJeruabl.

R-CH,-OH — R-C=0 H,C-OH —H-C-0 H,C-CH,-OH — H,C-C=0
N N N
Crapr H MeTaHon H DTaHoN H
Anbserug Dopmanbzerus VKcycHBIN
anbzerus

4. OTHOCHTe/IbHASA rPpynnoBas cnenuPUIHOCTh. [IpoTeonuTrdeckie Gpepmen-
ThI TUIPOJIM3YIOT TENTHAHbBIE CBs3U (TPYNIOBasi ClielMPUIHOCTH), HO He BCce, a 0Opa-
30BaHHbIE OIpe/ieJIeHHbIMY aMUHOKUCTIOTaMuU. CrienudpuyHOCTDb ZeHCTBHSA Ompeziens-
eTCsl CTPYKTYPO#l Pa/iIKasioB aMIHOKHCIIOT, Y4aCTBYIOINX B 00pPa30BaHUU MENTUIHOM
cBsi3u. Hampumep, merncyuH paciiervisier MenTuAHbIe CBs31, 00pa30BaHHbIE apOMaTHye-
CKUMU aMHUHOKUCJIOTaMU. Pa3iudHble JMIasbl THAPONU3YIOT CI0XHO3(UPHbIE CBA3U
B O- WJIU B -1I0JIOKEHUHU.

5. Crepeoxummnyeckas cunenuuaHocts. DepMeHT KaTaIM3UpyeT peBpalleHye
TOJIbKO OfiHOTO cTepeousomepa (D- unu L-psAna; uuc- wim TpaHc-uzomepa). Hampu-
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Mep, Gymaparrusparasa feiicTByeT TOJIbKO Ha TPaHC-U30Mep — QyMapoBYIO KUCTIOTY,
npeBpanias ee B A6JIOYHYIO, ¥ He [eHCTBYeT Ha LXIC—U30Mep — MaJlelHOBYIO KHCJIOTY.
Bce ¢pepmeHTHI B OpraHn3Me yesoBeKa AeHCTBYIOT HA aMIHOKHUCIIOTH L-psifia v He zieii-
CTBYIOT Ha aMUHOKUCJIOTBI D-psana.

Mooenu e3aumooeticmeusn gpepmenma c cyocmpamom

®epmeHT criocobeH OTINYATh CBOW MCTHUHHBIN CyOCTPAT OT APYTUX POACTBEHHBIX
MoJiekyJ1. Takas u361paTeIbHOCTb 00YCI0BIEHA BHICOKOH crienudUYHOCTbIO GepMeHT-
CybCTpaTHBIX B3aUMOIEMCTBIIA. BbUTH Mpe/IoKe bl CIeyOIIe MOIe B3auMOIeii-
cTBuii pepMeHTa U cybeTpaTa:

1. Mopens Pumepa (MozeNb «KIH0Y-3aMOK» ). COTIacHO 3TOM MO/IeNI aKTUBHBIN
eHTp $epMeHTa CTPOTO COOTBETCTBYeT KOHQUIrypauuu cybcTpaTa M He U3MeHSeTcs
TIpY ero npucoeAnHeHUN. [JaHHAs MOZIeNIb XOPOLIO 06 bsCHseT abCOMTHYIO cy6CeTpar-
HYIO CIIEIIMPUIHOCTD, HO He 00bSCHSIET APyTHe BU/IbI CIELUPUIHOCTH.

2. Mopenb Komnanga (Mozienb «pyKa-nep4arkas). [1o aToit Mozienu cBsA3bIBaHUE
depmeHTOM cyGceTpata MHAyLMpPYeT B Geske-pepMeHTe HeGoJbIIre KOHPOPMAIMOH-
HbIe N3MEeHeHMUs1, 3aTParkBaollye KaTaTUTHIeCKUI y9aCTOK TaKUM 006pa3oM, 4To CTa-
HOBUTCS1 BO3MOXXHBIM IIpeBpaleHye cy6cTpara B IPOAYKT.

3. Mogieslb MHAYIMPOBAHHOIO COOTBETCTBHUA. JlanbHellllee pa3BUTHe TUIIOTe-
3bl Kontanza nokasaso, YTo Ipy B3aUMOZeHCcTBUM $pepMeHTa € CyOCTPaTOM KasKabli
U3 HUX OKa3blBaeT BJIMSAHMe JPYr Ha Apyra. M3MeHeHMs KacalOTCs He TOJIbKO aKTHUB-
HOro IleHTpa QepMeHTa, HO ¥ MOJIEKYJIbI CyOCTpaTa, KOTOpas TakKe M3MeHseT CBOIO
KoH(popMaIui, 9To obecredrBaeT 60J1ee BHICOKYIO 9QPEeKTUBHOCTH HhepMeHTaTUBHOM
peakuuu. B fanpHelileM MOzeNb UHAYLUPOBAHHOIO COOTBETCTBUS MOJy4YnJIa JKCIIe-
pPUMeHTalIbHOe IOATBePXK/eHue.

N30 epMeHTHI

V30depMeHTHI — 3TO reHeTHYeCKH JleTepMUHUPOBaHHbIE MHOXKeCTBeHHbIE HOPMBI
OJTHOTO ¥ TOTO Xe (epMeHTa.

JIpyruMu cI0BaMH, TEPMUHOM H30¢epMeHTBI 0003HAYaAIOT IPYIIY UM ceMeicT-
BO epMeHTOB, KaTaIU3UPYIONINX OJJHY U Ty JKe PeaKIHUI0, HO OTJIMYAIOIINXCSA 110 aMH-
HOKHCJIOTHOMY COCTaBY, aMUHOKHUCJIOTHOH MOCJIeJ0BAaTeIbHOCTH, UIMMYHOJIOTYEeCKUM
¥l HEKOTOPBIM (PU3UKO-XMMHIYECKUM CBOMCTBAM (371eKTPODOPETHYECKOH MOZABIKHO-
ctd, pH onTrMyMy, TepMOCTaOUIBHOCTBIO, YYBCTBUTEBHOCTHIO K MHTUOUTOPAM U JIP.).

B opranu3sme yenioBeKa B pa3HbIX OPTraHax U TKaHAX 0OHAPYKeHbI 5 n30(epMeHTOB
JIAT, kaTanusupyroleil obpatiMoe npeBpaleHye MIpyBaTa B JTakTaT. B Muokapze pe-
aKIMs UieT MPerMyIeCTBeHHO B CTOPOHY 00pa30BaHIs MPYBaTa, 1 TaM Ipeobiagaer
JIAT, a B MBIIUAxX — B HallpaBJieHU: 06pa3oBaHUA JaKTaTa, U TaM IpeobiaziaeT u3o-
depment JIAT ..

JlakraTmeruiporeHasa coCTOUT U3 4 cyobemuuul AByx Tunos: M u H. ITo Habopy
cyObeIMHMULL, BXOJSMINX B COCTaB (pepMeHTa, pa3nyaroT:

JIAT, — H, ] B CepALe, IPUTPOLIUTAX, IOUKAX
JIAT, — HM
JIAT,- HM, B cene3eHKe, MODKENyI0YHON KeJie3e, HaMOIeYHUKAX

JIAT - HM, B II€YEeHU U CKeJIETHBIX MbIIIIAaX
JIAT, — M,
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Exnaunsl (hepMEeHTATUBHOM aKTHBHOCTH

O cxkopocTty GpepMeHTaTHUBHOM PeaKIuy CyAAT 10 yObUIH cybcTpaTa Miv 10 PUPO-
CTy IIPOAYKTa B eAMHUI BpeMeHU. Tak Kak M3MepuTh abCOIIOTHOe KOIudecTBo dep-
MEeHTa 4acTO He yaeTCs, TO NOJIb3YI0TCA YCIOBHBIMY eJUHULIAMU:

1.3a 1 ME (MexayHapozHyo efuHuULY), Wi U, IPUHUMAIOT TaKOe KOJIN4ecTBO dep-
MeHTa, KOTOpOe KaTaJM3KpyeT IpeBpaleHre 1 MUKpOMOoJIs cyGeTpaTa Uit 0Opa3oBaHue
1 MUKpOMOJIA TPOAYKTa 32 1 MUH B ONITUMAabHBIX yenoBuAx: 1 ME-MkMoJb/ (MUH - 1T) =
16,67 umonb/(cex - 7).

2. YnenbHas akTUBHOCTb — YUCJIO eAVHULL MeXYHapOZHON aKTUBHOCTH, OTHECeH-
Hoe K 1 Mr GeJka.

3. MonspHasi aKTUBHOCTb MJIM YKCJIO OOOPOTOB ONpesieIsieTCs] YUCIIOM MOJIEKYIT
cyberpata, mpeBpanieHHbIX 1 Mosiekysoii gpepmenTa 3a 1 c. [l BBIpaXkKeHUs ee Hy)XHO
3HATh MOJIEKY/IAIPHYIO Maccy pepMeHTa.

4. 1 xaran (KaT) — KaTaJIUTUYeCKas aKTUBHOCTD, CIOCOOHAS OCYIIECTBIIATh PeaK-
LIMIO CO CKOPOCThIO, paBHO# 1 Mok B 1 ¢ (1 Mosib cybeTpaTa/c).

1 ME = 16,67 HKaT

Peryasanusa akTUBHOCTH (DEPMEHTOB

B orimume OT HEOPraHWYeCKUX KaTaau3aTOpPOB, aKTUBHOCTb (EPMEHTOB pery-
JMpyeTcs. DTa PeryJsilys MOXKET MPOUCXOUTh ObICTPO (MeHsSeTCs aKTUBHOCTb YKe
CHHTEe3MPOBaHHOTO depMeHTa JMOO OCYILIECTBIISAETCS MEePexoj| OT Ipe/llecTBeHHUKa
K 3pesioMy QepMeHTy) Uiy MefieHHO (TIPU 9TOM 3aTParuBaeTcs SKCIPeccus ZaHHOTO
depMeHTa Ha reHETUYECKOM YPOBHE).

MHorue npoTeonutiyeckre pepMeHThbl UCXOJHO CHHTE3UPYIOTCS KaK HeaKTUBHbIE
TIpe/IIeCTBeHHUKY (3UMOTeHBI = TPOQepMeHTbI), aKTUBHPYeMbIe TyTeM HPOTEeOIUTH-
YeCKOro pacienjieHus npeAiecTBeHHUKA C yajeHneM HeOOJIbIIOro MenTHIHOTO
¢dparmenTa. IIpuMepoM MOTYT CIIYXXWUTb HpeBpalleHus MelCHHOreHa, TPUIICHHOTeHa,
XUMOTPUIICHHOTEHA B 3peJible aKTUBHbIE (pepPMEHTHI NeNCUH, TPUIICHUH, XUMOTPHIICHH.
Crernududeckoe paciierieHre BbI3biBaeT KOHPOPMaIMOHHbIE U3MEHEHUs, B Pe3yJib-
TaTe KOTOPBIX aKTUBHbII [IEHTP 3THUX PePMEHTOB CTAHOBUTCA AOCTYIIEH AJIs cyOCeTpara.

Annocrepuyeckasi peryisnus xapakTepHa Uil <KJIIOYeBbIX»> (pepMeHTOB (Ka-
TaJU3UPYIOIIMX CaMyl0 MeZlJIeHHYIO peaKIuIo npouecca). Kak npasuio, faHHbIe dep-
MEHTBI CTOSIT B HavaJsie MeTabostidecKoro mnporecca. [[oMHMO aKTMBHOTO LieHTpa OHU
VMMEIT aJUIOCTepUYeCKUd LeHTpP, B3aMMOJEHCTBYIOIIMN C HU3KOMOJIEKYISAPHBIMU
BelllecTBaMM, Ha3biBaeMbiMU 3¢ dekTopammu. PepMeHT 5HepPreTUUECKOTo pacmaja
rmoKo3bl pochodPpyKTOKMHAZA peryanupyercss IPOMEXYTOUYHBIMU U KOHEYHBIMU MPO-
nykTamu nauHoro pacrnaga: AT®, Gpykro30-1,6-6udocdar sBisiioTcss HHTUOUTOPAMHU,
a ppykTo30-6-pochar u AM®P — akTuBatopamu pepmeHTa. IHrMOMpOBaHUE KOHEY-
HBIM IIPOZIYKTOM IIpOlLiecca HOCUT Ha3BaHUe PeTPOMHIMOUpOBaHue (MHTMOUPOBaHKe
TI0 TUITy OTPHUIIATeNLHOI 0OpaTHOI CBAA3M).

Belnok-6eKoBOe B3aMMOAEHCTBHE, MeHsolee aKTUBHOCTb GepMeHTa, MOXXHO
HabJII0/1aTh TPU aKTUBAILMK aJIeHUJIaTIMKIIa3bl C MOMOIbI0 MeMbpaHHOro G-0Oernka,
KOTOPBII caM aKTUBHPYeTCs ITPY /1efiCTBUY Ha KJIETKY a/ipeHaJIlHa U [TII0KaroHa.

OJHUM U3 CaMbIX PacpOCTPaHEHHBIX CIIOCOOOB PEryJIsALY aKTUBHOCTH (epMeH-
TOB fBJIfeTCS KOBAJIEHTHAA (XMMHYecKas) MoauduKauus OIHOTO WU HEeCKOJIb-
KUX aMHHOKHCJIOTHBIX OCTaTKOB B MoJieKyse depMeHTa. B pomu Mopuduuupyommx
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TPYIII YacTO BBICTYNAOT ¢pocdaTHas, aleTUNIbHasA, METHIbHAsA, KApOOKCHIIbHASA, CYIIb-
daTHas u psax apyrux. COOTBETCTBYIOIIME IPYIIbI 0ObIYHO TIPUCOEAUHAIOTCS K MOJIe-
KyJIe peryJasiTOpHOro Gesika M CHUMAIOTCS C Hee TO7] BO3/ieliCTBIeM Pa3HbIX (pepMeHTOB.
Tak mpucoenuHenue QocdarHoit (= ¢ocPopunbHOI) Tpynnbl K aMAHOKUCIOTHBIM
ocTaTKaM 0eJika KaTaJu3upyeTcsl IPOTeMHKWHA3aMH, a y/jajleHue JaHHO# IPpynnupoB-
ki — ¢pocdarazamu. PepMeHTbI MOTYT OBITH aKTUBHBI KaK B pOCHOPUIHPOBAHHOM,
Tak 1 flepochopunupoBaHHOM coctossHuK. Harpumep, depmeHTsI rivikorendocdopu-
J1a3a ¥ [IMKOTeHCHHTAa3a NIPY OTPeGHOCTY OpraHu3Ma B Imoko3e ¢pocopuampyroT-
s, IpY 3TOM IMKoreH$ochopuiasa CTaHOBUTCS aKTUBHOM M HAUMHAET pacllenyieHne
TJIMKOTeHa, a IJIMKOTeHCMHTa3a HeaKTUBHA. [Ipy HeoOXOAMMOCTH CHHTe3a TJIMKOreHa
ob6a pepmenTa nepocPOpUIMPYIOTCS, IPU ITOM TIMKOTEeHCUHTA3a CTAHOBUTCS aKTHB-
HO, a pocdopriiaza HeaKTUBHOM.

Ha akTuBHOCTb (pepMEHTOB OKa3bIBAIOT BIUSIHUE pas3iuuHble pakTopbl: pH, KOH-
1eHTpaius cybcrpara (ero AOCTYMHOCTD), MPOAYKTA U Apyrve (PacCMOTPEHO Bhiilie
B moapaszene «KnHetrka pepMeHTaTUBHBIX PeaKLuii»).

MensieHHas perynsAnMs, 3aTparuBamllas U3MeHeHHe Konn4ecTB ¢pepMeHTa,
MOeT IIPOUCXOJUTh B Pe3yJIbTaTe YBelIUYeHHs WM CHIDKeHUs ero cuHTe3a. Peryrs-
111 CUHTe3a 6eJika MOKeT POMCXOIUTh Ha JIF000# cTanny 00pa3oBaHust GETKOBON MO-
nexysbl. Hanbosee u3ydyeH MeXaHU3M Ha CTaJVM TPAHCKPUIIUK, KOTOPBIi OCYIeCTB-
JfeTcs PAZOM MeTaboJIMTOB, TOPMOHOB ¥ PSAZIOM OMONOTMYECKH aKTUBHBIX MOJIEKYIL.

Jlnsi rvkoreHpocdopuiasbl yCTaHOBIEHO MepeKioyeHre ObICTPOil peryssiuu
aKTUBHOCTH (epMeHTa Ha MeJJIeHHYIO peryasnuio. [Ipy noTpebHOCTH B TIIOKO3€ BbI-
pabaTbiBaeMble TOPMOHBI a/IpeHAJINH U TJIFOKAroH Yepe3 aleHUJIaTIUKIa3HYI0 CUCTeMY
aKTUBUPYIOT JJAHHBIN ¢pepMeHT. Ecm 3TOro 0Ka3bIBaeTcsi HeJOCTATOUHO I MeTabo-
nM3Ma, To ypoBeHb HTAM® craHOBUTCS 3HaUUTENbHBIM. B TakoM ciyuae tAM® Ha-
YMHaeT CBSA3bIBAThCS ¢ HAM®-perenTopHbIM GeJIKOM, TaHHBIN KOMILJIEKC TTOCTyIaeT
B A7ipo U ycutuBaeT TpaHckpunuuio MPHK nis rvkorendocdopuiassr. ITponecc Tpe-
Oyer BpeMeHH, HO OH GoJee 3 deKTrBEH.

®epMeHTbI, ZIEHCTBYIOIIME HA IIepeceyeHnAX BaXKHbIX MeTaboIMIecKux myTeil, Mo-
TyT PeryIMpoBaThCs MyTeM CJIOKHON KOMOUHALIMY BO3/IeHCTBHIA.
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KOHTPOJIBHBIE BOITPOCHI (BAJAYH)

Pa3zgen 1. CTpyKTypa, CBOHCTBA aMHHOKHCJIOT U 0EJIKOB
AMHHOKMCIIOTBI

3apauya 1. ExquncTBeHHOE OT/IMYMe B IePBUYHOM cTpyKType HbA oT aHOManbHOTO
HbS o6HapyxeHo B N-KOHIIeBOIi 061aCTH 3-11e1H reMOorI001Ha.

1 2 3 4 5 6 7 8

HbA: Ban—Tuc-Jleii—-Tpe-IIpo-ILny-Iny—Jluz—
1 2 3 4 5 6 7 8

HbS: Ban-Tuc-Jleii—Tpe-IIpo-Ban-Iny-JIusz-

Kakumu amMuHOKMCIOTaMu oTm4aroTcs N-KoHueBble obiaact HbA u HbS, cpas-
HUTE CBOKCTBA 3TUX aMUHOKUCIIOT (TOJIIPHOCTD, 3apsifl). Kakoe BMsiHIE TaKoe pas3Jiv-
4pe OyZeT OKa3bIBaTh HA PACTBOPUMOCTD ITUX OEKOB?

3apaua 2. Kpeicam ckapMIMBaIy GEIKOBYIO CMeCh, COCTOSAIIYIO U3 OJIUTOIENTHAA
Ana-tpe-Tup-cep—apr-uie—Baja. MoOryT i ObITh HapyIleHUs B PA3BUTHU MOJIOIBIX
KPBIC, IUTTEIbHOE BpeMs HaXOSMINXCs Ha TaKo#i ueTe, 1 moyemy? YTo HeoOXOAUMO
n06aBUThL B KOPM, YTOOBI OeKOBast CMeCh ObLa MOJHOIEHHO?

3apaya 3. MernoHuH 006J1afiaeT JTUIOTPONHBIMU CBOWCTBaMU, KOTOPbIE MPEOT-
BpAILAIOT JKMPOBOE IIepepoK/eHne TedeHu. [l mpeaynpexieHus U jJedeHus 3a60-
JIeBAaHWY NeYeHU UCIOJIB3YIOT METHOHHH B BU/le TIEPOPAJIbHBIX JIEKAPCTBEHHBIX GOPM.
B Kakoil MOHHO# HOpMe MpPEenMyIIeCTBEHHO CYIIeCTBYeT METHOHUH B PaCTBOPEHHOM
COCTOSIHUY B GUOJIOTMYECKUX XUJIKOCTSAX — CIIIOHE U JXeJyJOYHOM COKe?

DOU3NKO-XUMHYECKHE CBOMCTBA 0€JIKOB

3apaua 1. M30aseKTprdecKkie TOYKU OelKoB: merncuHa — 1,0; XMMOTPUIICHHA —
9,5. Kakoii 3apsiz nosy4aT 3ti 6enku mpu pH = 7,0 ¥ K KaKOMy 3JIeKTPOZLy OHU OyZAyT
TIiepeMelaThCs B 3JIeKTPUUeCKOM IoJie?

3apaua 2. Kakue n3BeCTHbI XUMUYECKHe Peakinu oOHapyxeHus 6eka B 6uoo-
TMYeCKUX XUIKOCTAX?

3agaga 3. OT yero 3aBUCUT KOJUIOMIHO-OCMOTHYECKOE IaBJIeHHe PacTBopa Oeska:
OT ero MOJIeKYJIIPHO MacChl UM OT KOJIM4ecTBa pacTBOPEHHbIX YaCTHLL?

Pa3zznen 3. Hyk/ieonnpoTenHbI: CTPOEHHE, METa00IM3M

3agaya 1. HanumuTe pa3an4us B CUHTe3e yPUHOBBIX ¥ NIPUMUIUHOBBIX HyKJle-
OTHUZIOB. YKaXuTe 00muii cyoCTpar.

3apaua 2. CTpyKTypHBIM aHaJIOrOM IJIyTaMHUHA ¥ MHTMOUTOPOM CHUHTe3a MypUHO-
BBIX HYKJIEOTH/IOB, KOTODBIN MCTIOIB3YeTCA B XUMUOTEPAINY OHKONIATOIOTUH, ABJIAET-
cs1 aHTHOMOTHK a3acepuH. Kakue peakuuu cunTe3a AM® u TM® 6yayTt nnrubupona-
HbI IIPY €T0 BBeJIeHUN?

3apaua 3. [Tepeunciure pepMeHTHI, aKTUBALXS KOTOPBIX MOKeT IIPUBOAUTS K I'H-
nepypukeMun. Kakoii jieKkapcTBeHHBIN IIpenapaT UCIIOIb3yeTCs AJis CHIKEHUS COZep-
JKaHUA B KPOBU MOY€BOY KUCJIOTHI? C 4yeM CBA3aH ero MeXaHU3M JIeiCTBUSA?
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Pa3pnen 4. TeMonpoTenHbI

3apaua 1. O6mbsicHUTe, TOYeMy QeTanbHblil remornobun HbF nMeer moBbIlIeH-
HO€ CPOZICTBO K KUCJIOPO/Iy [0 CPABHEHHIO € reMorIo6uHoM A. Kakue monnenTuiHble
IIeNY BXOZIAT B CTPYKTYPY STUX reMOTJIOOMHOB?

3apaua 2. Kakue amnocrepudeckrie 3GpdeKThl IPOSBIAIOTCA y FeMOrJI0OMHA?

3apnaua 3. [lepeuncinTe U3BECTHbIE BaM reMOTJIOOMHOMATHH.

3apaua 4. B mia3me KpoBH y maijreHTa 0OHapyKeHO yBelndeHre 001ero 6ummpy-
OuHa 3a cuet npsiMoro GuupyouHa. Kaj mauyeHTa CBeTIIbIi, aXOJMMYHBII, MOYa OKpa-
II€HA B MHTEHCUBHbBINM TeMHBIN [jBeT. KaKOMY TUIly KeJTYXU MOIYT COOTBETCTBOBATh
pe3yJbTaTh UCCIeJOBaHNUSA KPOBH, MOYH, Kaja? OObsACHNUTeE, HOYeMy IIPY IaHHOM THUIIe
KenTyxu OyneT Kaj CBeTJIbIM, a Mouya TeMHoi1. Kakas ¢pakuus obmero 6unupybrHa
Jarie 06HapyKMUBAETCS IIPY HTOM THIIE XKeJTYXU?

3apaua 5. V naiyieHTa BhIsSIBJIEHO Halu4uue 00TypaliOHHOM xenTyxu. Kakue nabo-
paTOpHBIe UCCIIeI0BAHNA MOTYT IIOATBEPAUTD JaHHBINA CUMIITOM?

3apaua 6. [InuTenbHbBIN IpUeM Cyab(paHIIaMUTHBIX, TPOTUBOMAJISIPUIHBIX Tpe-
IIapaToOB MOXXET IPUBOAUTD K YCUTIEHHOMY TeMOJIM3y PUTPOLUTOB. KakoMy Tumy xeJ-
TYX{ COOTBETCTBYET YCUJIEHHBII IeMOJInu3 3puTpouuToB. Kakue 1abopaTtopHble ucce-
NOBaHUs MOTYT IIOATBEPAUTD JaHHBINA TUI XKeITyXU?

Pa3pen 5. HopMbl 6eJiKa B MUTAHUHU

3apaua 1. [To kakuM [TOKa3aTessM OLleHMBAeTCs OMOJIOrMYecKas LIeHHOCTb Oel-
KOB?

3apaua 2. Kak o6pasyercsi coysiHasi KUCII0Ta, Kakue QYHKIMU OHA BBIOTHSET?

3apaua 3. Kak knaccuduumpyiorcsi pepmenTsl JKKT v KAKOB MEXaHU3M UX aKTH-
BalK?

Pa3pgen 6. IIpeBpaimieHyst aMUHOKHMCJIOT B TKaHSAX

3apaua 1. Yro Takoe GpocareHbl ¥ KaK OHU UCTIONB3YIOTCS B OPraHu3Me?
3apaua 2. HazoBure myTH 06e3BpeXXUBaHISA 1 UCIIONb30BAaHUS aMMHaKa.
3apaua 3. Kak 06pasytoTcst 1 06e3Bpe)XUBAIOTCsI OMOTeHHbIE aMUHbI?

Pa3zen 7. O0OMeH OTHeJIbHbIX aMUHOKHCIIOT

3apava 1. Kak n3MeHUTCA KOJIM4eCTBO HepOMeinaTopa CepOTOHMHA B I'OJIOBHOM
Mosre npu peHnIKeToHypuH I Trna?

3apauya 2. BonbHble peHnNIKeTOHYpUeEH I THIIA YaCTO UMEIOT CBETJIBIH L[BET BOJIOC
1 Koxxu. OOBACHHTE, C 4eM 3TO CBSA3aHO.

3apava 3. [loyemy npy HejOCTaTKe BUTAMUHA B, HapymiaeTcsi CMHTE3 MUPUANHO-
BbIX HYKJIEOTU/IOB?

Pa3gen 9. YrieBoabl

3agaga 1. O6bsACHUTe, C YeM CBA3aHbI OCHOBHbIE CMIITOMBI CaXapHOTo auabera
I TMma — monuypus, HOMUAUIICHS, TToudarus.

3apaua 2. B nmpueMHOe oTzesieHVe OOJIBHULBI IPUBE3IH OOJbHYI0, KOTOpas Mo-
Tepsijia Ha yiuie co3HaHue. [Ipu o6cieoBaHUY OOHApPYKeH 3amax aleToHa U30 pTa.
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Kakoii mpeziBapuTeNbHbBIH 1arH03 MOXKHO MOCTaBUThH? Kakue aHanu3bl HeOOXOJMMbI
JUIs1 TIOATBEPKeHNA Juartosar

3apaua 3. YV 60o1pHOrO peGeHKa IepBOTO rojia XKM3HU OOHApYKeHa HelepeHOCH-
MOCTb MOJIOKA, pa3BUTHe KaTapaKTbl, OTCTaBaHWEe YMCTBEHHOrO pa3BUTHA. B KpoBu
Y B MOYe BBIABJIEHbI TaJIaKT03a, AMUHOALUAYPUS ¥ IPOTENHYPUS.

Pa3nen 10. JIunuapl

3apayva 1. Yka3aTh IPUYMHBI CT€AaTOPEN: a) eCJIM IPUCYTCTBYIOT NIPOAYKTBI paciie-
TIJIEHVS] )KUPOB, TaKKe KaK JKMPHbIe KMCJIOTHI 1 MOHOALUWIIIUIIEPHHBL; 6) eciu B Kaje
HaXOZATCSA HepacllelJieHHble JTAMU/bI.

3agaya 2. Y 60JBHOrO C HAKJIOHHOCTBIO K TMIIEPXOJIeCTePUHEMHU IIPHeM Jiaxe
YMEpEHHBIX /103 YIIeBOJ0B € MHIIeH MOXeT IPUBECTH K TUIepX0JIeCTePUHEMUIeCKOMY
Kpu3y. O6bsCHUTE, TOYEMY ITO TPOUCXOTUT?

3agava 3. IIpy BBINMCKe U3 CaHATOPHA MALMeHTa C OXUPEHNEeM AUEeTOJIOr PeKOo-
MEHZIOBAJI eMy yIOTpPe6JIATh ¢ Muilell 60IbIIoe KOJIUYeCTBO TBOPOra. YeM MpoAUKTO-
BaHa 3Ta PeKOMEeHALNsA?

Pa3gen 11. Buosorudeckoe OKMCJIeHUue

3apaua 1. Kaxue cymiecTByIOT crioco6b! 06pazoBanus ATO?

3apava 2. Kakue BapuaHThI AbIXaTeJIbHOU 11en BaM U3BeCTHbI?

3apaua 3. [lepeunciyTe OCHOBHBIE aKTHBHBIE GOPMBI KCI0poza. HazoBure aHTH-
OKCHIAHTHbIE ()epMEHTHI ¥ BUTAMUHBI.

Pa3znen 12. Buramunbl

3agaya 1. Y nauuenra Habirofaercss opaXkeHHe CIM3UCTON I71a3 (KOHBIOHKTU-
BUT), HOCOTYOHOU CKJIa/IKH, AJUTeIbHO He3a)KUBAIOLINe TPEIMHbI B YTOIKaX PTa, BbI-
najieHue Bojoc. IlutaHue HepalMoOHalIbHOe, HecOaTaHCUPOBAaHHOe. JeHIUT KaKoro
BUTAMMHA MOXXET CIIPOBOLIMPOBATH IIepeyrCIeHHble CUMITOMBI?

3amauya 2. Y peGeHka 8 MecsiieB OTCYTCTBYIOT MPU3HAKK MPOpPe3bIiBaHKs 3y0OB,
MATKWi, 63 NPU3HAKOB OKOCTeHEHUs POJHIYOK, <JIATYIIaYlii» )XUBOT, GECTIOKOMCTBO.
B cbIBOpOTKe KPOBH pebGeHKa 0OHapyKeHO MOHMKeHYe COZiepKaHuUs HeOpraHU4ecKoro
docdara. C kakum 3abosieBaHUEM CBSI3aHbI [IEpPeYrCIeHHbIe CUMIITOMBI? KakoB Mexa-
HU3M BO3HUKHOBEHUs 3TUX CUMOTOMOB? Kak f0/KHA NMPOBOAUTHCA MPOQUIAKTHKA
3TOro 3ab0s1eBaHusA?

3apaua 3. K TepamneBTy o6patiicsi 60JbHOM ¢ )anobamMu Ha KpOBOTOUMBOCTb MeJI-
KUX COCYZIOB, [IeCeH, BbINajieHye BOJIOC. Bpau pekoMeH/10Bal eMy JJINTeNbHbIH IpreM
oTBapa IKIoBHUKA. OGOCHYy#iTe Ha3HAYeHVe BpayJa.

Pa3pgen 13. TopMoHbI

3apmaua 1. Y xeHIIMHBI CpeJHUX JieT HaboaeTcs 6asenoBa 6ose3nb. Cozepika-
Hue 001ero GeJika B T1a3Me KPOBU COCTaBIsieT 59 /11, ypOBEeHb OCTATOYHOTO a30Ta CO-
OTBETCTBYeT 45 MMOJIb/J1. JJaiiTe 3aKJIF0YeHHe O COCTOSHUY OeKOBOro oOMeHa 1 00b-
SICHUTE MeXaHU3M OOHApYKeHHbIX C/IBUTOB.

3apmaua 2. PeGeHOK cTayn Kampu3HbIM, OTKa3bIBAeTCS OT MUK U TPeGyeT TOJIbKO
Bozbl. Habmmosaercs noteps Beca, CyXocTb Koxu. OTMeuaercs monmuypus (Moda Bbize-
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JIAeTCs 4acTo ¥ GOJIBIINMHY IOPLUAMU), TUTIOCTeHYPUS (HU3KUI YIeIbHBIN BeC MOUH),
OTCYTCTBHE B Moue 0ejika U TIOKO3bl. OOBACHUTE NMOSBJIEHNE JaHHBIX CUMIITOMOB
y 60JIbHOTO HecaxapHbIM AUabeToM.

3agaya 3. OOBACHUTE NPUYNHY CHIDKEHUS COJeP)KaHHsA ITII0KO3bI B KDOBH IOCTIE
BBe/IeHs B OPraHNU3M MHCYJIMHA.

Pa3nen 14. buoxumus KpoBu

3apaua 1. Y 60JbHOTO € IMAarHO30M HepPOTHUYECKUI CHHAPOM COZepKaHue ajib-
OyMuHa B CBIBOPOTKE KPOBH CHIDKEHO 710 15 1/71. KIMHUYeCKH BBIABIAIOTCA CUIbHbIE
OTeKH KoHe4yHOCTeil. OObsCHUTE TPOUCXOXK/IEHNE ITUX CMIITOMOB.

3apaua 2. ITocse ynaneHust MATOBUIHOM XeJe3bl Y 60JIbHOTO MOSBUIIKCH CYI0PO-
ru. Kakas »xene3a Obu1a HOBpeXxzeHa BO BpeMs onepanuu? YeM 00bACHAETCA BO3HUK-
HOBEHUe CyZopor?

3apaua 3. Y obcieyemMoro maipieHTa B KpOBM OOHApy)KeHa BbICOKAsi aKTUBHOCTh
KOCTHOY 1eno4Ho# ¢ocdarassl. O 4eM CBUETENbCTBYET U3MeHeHNe ee aKTUBHOCTH
B KpoBH? Kakue KJIeTKH KOCTHOM TKaHM OTBETCTBEHHBI 3 CHHTe3 (pepMeHTa?

Besky niasmMbl KpOBHA

3agava 1. Y nanueHTa ¢ aJKOTOJbHBIM IUPPO30M IedeH! MOABIAITCA OTeKH, ac-
uuT. C yeM cBsA3aHO ux pa3utue? Cozep)kaHue Kakoii 6esKoBoii Gppakiuu HeoOX0/1-
MO KOHTPOJIUPOBAThH NPH JAHHOM 3a060JIeBaHUU?

3apaua 2. Y namuenra runotupeos. OnpesieieHre coZiepXKaHus Kakoi GelKkoBoit
bpakiuy MOXeT IOATBePAUTD JaHHBII TUarHO3?

3agaya 3. Y nanueHTa OTMe4aeTcst 3HaYUTeNIbHOE yBenueHre KOHIIeHTPpaIuu 06-
mero Geska, Ha IpOTenHOrpaMMe OOHapyxuBaercst M-rpaaueHT B y-¢paxuuu. C Kakoii
TaTOJIOTHel 3TO MOXeT ObITh cBfA3aHO? Kakoii 6esok MoXeT ObITh OOHApyXeH B MOYe
IIPY 3TOV 1aTOJIOTAN?

(I)epMeHTl:I JIa3Mbl KPOBHU

3agaua 1. [Tpu 3a60JeBaHUSAX BHYTPEHHUX OPraHOB (Cepilid ¥ MedYeHu) Hapsay
C APYTMY OMOXMMHUYECKUMU NTOKa3aTeIsIMU UCCIeAYIOT akTUBHOCTH JI/IT. OObsicHUTe,
nouemy? K kakomy kiaccy pepmeHTOB 110 MexxayHapogHo# knaccupukanyu 1961 roaa
OTHOCHUTCS 3TOT pepMeHT? KaKoit TUI peakIuii OH KaTaau3upyer?

3agaga 2. V 60bHOTO pe3kas c1abocTb, 6JI€JHOCTb KOKHBIX TOKPOBOB, TeMIIe-
patypa Tena 36,8 °C, 601 B 06JacTi cepAna. B kpoBu moBbiieHbl akTuBHOCT ACT,
JIAT, ,, kpeaTMHKMHA3bL. O KAKUX TATOJOTUYECKUX MPOLIeCCax MOXKET UATH Pedb?

3apaua 3. Y 607bHOTO €1a60CTh, HEZIOMOTaHYe, IJIOXOM alINeTHT, TOIHOTA, 60U
B cycTaBax. B kpoBu nossimena aktuBHOCTb AJIT, JIAT, .. C matosiorue Kakoro opra-
Ha [IepeyrCcIeHHOe MOXKeT OBbITh CBS3aHO?

Pa3gen 15. bBuoxumMug no4yexk 1 MO4YH

3apaya 1. [TanneHTy peKkoMeH/I0BaHa BereTapuaHcKas uera, KOTOPO! OH IIpuzep-
XMBAETCA B TeUEHMeE [I0CJIeJHETO BPEMEHHU.

1. ByayT v HabroAaThCA U3MeHeHUs B 3Ha4eHny pH moun?

2. KaxoBo 3HayeHue pH Moun y 310pOBBIX JII0/Iel IPU CMEIIaHHOM IIUTAHUN?

3. Kakvie mpu4MHEI IPUBOJAT K cABUry pH Moun?

https:/lwww.twirpx.org & http://chemistry-chemists.com



https://www.twirpx.org & http://chemistry-chemists.com
322 KoHTposnbHble Bonpocs! (3aza4qu)

3apaua 2. [pynma mofpoCTKOB-CIOPTCMEHOB COBEPIINIIA OO0 JIbDKHBIN Tepe-
xoz. ITocyie moxoza y 0fHOTO U3 HUX OOHapy)XeHa IPOTeUHyPUsl.

1. Yro Takoe npoTenHypus?

2. Kakas npu4rHa MOTIJIa IPUBECTH K IIPOTeMHYPUU y TIOAPOCTKA?

3agaua 3. B Moue 60JIbHOTO OTIpe/iesisieTcsi BICOKOe CofiepkaHue MOYeBO KUCTIOThI.

1. Kak Ha3bIBaeTCs IMOBLIIIEHHOEe BhIBeJleHre MOYeBOM KMCIOThI C MOYOI?

2. Kakue npU4YvHbI IPUBOAAT K 3TOMY?

3. Hopma CyTOYHOrO BbIBEZIeHUA MOYeBOY KACIIOTHI?

3apaua 4. Kak U3MeHNTCS CYTOYHBIN Uype3 U IIIOTHOCTb MOYH Y OOJBHBIX C Ca-
XapHBIM U HecaXxapHbIM 1nabeToM?

Pa3pnen 16. Buoxumusa Mblllle4YHOM TKaHU

3apaua 1. Kakue 6uoxumuyecKrie u3MeHeHHst B OpraHi3Me TPOUCXOSAT TI0CJie UH-
TeHCUBHO! MbIIIEYHOU HArpy3Ku (HalpuMep, y CIpUHTepa)?

3apaua 2. [Ipu 601e3uu [JfoleHa IPOUCXOUT Pa3pyLIeHHe MBIIIEYHOTO BOJIOKHA.
OOBbsicHWTE MOBBINIEHVE YPOBHS KpeaTHHA B KPOBU MPH JAHHOM 3a00JIeBaHUY.

3apaua 3. [Ipu aKCcIIepuMeHTaIbHOM MUOKAp/IUTe Y KPOJIMKOB HabJIi01aeTcst yrHe-
TeHNe aKTUBHOCTH [IPOLIECCOB B LIEHTPaIbHOM peaKLUy IJIMKOJIN3a BCIeACTBIE CHIDKEe-
Hus conepxkanus HAJI. HazoBure kitoueBoii HAJI-conepskaiuii pepMeHT IJTMKOJIK3a
¥ ero cyberpar?

Pa3znen 18. BuoxumMusa coefUHUTEIbHOM TKaHU

3apgaua 1. OdranbMONIOTH UCHOMB3YIOT KOJJIareHOBble IJIEHKU B GpopMe JIMH-
3bl B KauecTBe OMOJIOTMYEeCKOi MOBS3KU. DTH IJIEHKW MPOHUIAEMBbI Uil KHCJIOPOZa,
VHEePTHbIEe U 3JIaCTHYHble, He HaPyIIAIOT 3puTesbHble QyHKIUU. OHU CIOCOOCTBYIOT
co3aaHuio 3GPeKTUBHON TepaneBTHYeCKO! KOHIIEHTPALMH JIeKapCTBEHHBIX IIperapa-
TOB B TKaHAX II€PeIHEro OTAesa Inasa. K kakoMy Kiaccy opraHMyecKux COoeMHeHni
oTHOCHTCSA KosareH? Ha3oBute 0cOGEHHOCTH €ro CTPOEHHS.

3apava 2. CozepxaHre KaKOi aMUHOKKCJIOTBI ONPeZesAoT JJIA OLeHKNA COCTOs-
HUs 0OMeHa KoJlIareHa B Iula3Me KpoBU U Mode? Ha3oBuTe Mapkep HapylleHHs oOMe-
Ha KoJulareHa u 00'bsICHUTE IPUYMHY ero JUarHoCTUYeCKO# 1IeHHOCTH.

3apaua 3. [epBbiit GMOMEIUIIMHCKUI MPOAYKT TUaaypPOHOBON KMCJIOThI ObLIT pa3-
pabotan B 1970—1980-x rogax kommanueit «Pharmacia» u 6bUT peHa3HAYeH st
VICIIOJIb30BAHUS B XMPYPTUU IJ1a3a AJis lepecaikvu poroBUIibl, ONlepalyii o yAaJeHuIo
KaTapakThl, OIlepaluii IIpy rJ1layKoMe U Ollepalyil 10 BOCCTAHOBJIEHUIO OTCJIOUBILEICS
CeTYaTKU. YKa)KUTEe XUMUYECKYIO IPUPOJY JAHHOTO BellecTBa.

Pasznen 19. ®epmeHTbI

3apaya 1. Kaxkoe nprMeHeHue B MeJULIMHCKOM NpPAaKTUKe HALUIM 3HAHUA O TOM,
4T0 pepMeHThI — 3TO GeKu?

3apaua 2. Ha KakoM ypOBHE CTPYKTYPHOM opraHu3anuu 6eKoBOM MOJIEKYJIbI —
¢depmenTta — GpopMmupyeTcs aKTUBHBIH LEeHTp pepmeHTa?

3apaua 3. K kakomy kiaccy ¢pepmeHTOB (110 MexayHapoaHOW KiaccuduKanuu
1961 rona) otHOCUTCsE pepMeHT UpyBaTKapOOKCcUIasa?
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OTBETDbI

Pazgen 1. CTpyKTypa, CBOHCTBA aMHHOKHCIIOT U 0eJIKOB
AMHMHOKHCJIOTbBI

3apaua 1. B 6-Mm mosioxenun B-uenu HbS BMecTo MossipHOIA OTpUIIATENbHO 3a-
PSKeHHOM TlyTaMUHOBOM KHCJIOTHI HAXOAUTCSA aMUHOKHUCIIOTA BaJIMH C HEMOJISAPHBIM
He3apsHKeHHbIM OOKOBBIM pajuKanoM. Takas 3aMeHa yXyamaeT pactBopumocts HbS
B BOJIHBIX PACTBOPAX, TaK KaK BaJIMH He CIOCOGeH K 00pa30BaHMIO BOJOPOIHBIX U HOH-
HBIX CBSI3ell C AUMOJSAMU BoAbL. [MpodOOHBIil paarKa BajuHa 3a CYeT CIOCOOHOCTH
K ruipodOoOHBIM B3aUMOZIEHCTBUAM CIIOCOOCTBYeT arperanuu Mosiekya HbS u Bbimaze-
HUIO B 0CA/IOK B 3PUTPOLIUTE.

3apaua 2. B ckapminBaemoit Kpbicam GeKOBOI cMecH HelmoJIHbIN Habop Hezame-
HUMBIX aMUHOKHCJIOT, OTCYTCTBYIOT TpunTodaH, GeHnnasaHiH, MeTHOHUH, JeHIyH.
JlmuTenbHOE UX OTCYTCTBHE B PAallIOHE KPBIC, 0COOEHHO MOJIOJHSKA, TIPUBEZET K OT-
pUILIaTeIbHOMY a30THUCTOMY OajlaHCy, OCTAHOBKE POCTAa U HapyLIEHUSIM QU3MIECKOTO
pasButus. Heobxonumo no6aBiieHre He3aMeHUMBIX aMUHOKHUCIIOT W OeJIKOB, UX CO-
IepXalyx.

3apaya 3. MeTHOHMH ABJISETCA CepocoeprKallell o.-aMUHOKHUCIOTOM, UMeroLlei
HeNoNAPHbIN pajuKai. V303/eKTpryeckas TOUKa MeTMOHUHA HaXOAUTCA B CIIabOKu-
cioii obmactu, pl = 5,8. Obnangast aMmpOTepHBIMK CBOMCTBAMH, METHOHUH B TBEPIIOM
COCTOSIHMY MeeT CTPOeHe OGUITONISIPHOTO MOHA, @ B PACTBOPAX CYI[ECTBYET B BUIE PaB-
HOBECHOI1 cCMecH OUIIOJISIPHOTO MOHA C KATHOHHOM ¥ aHMOHHOM popmamu. B 3aBucH-
Moctu oT pH cpeibl B cMecu peobiaziaeT oiHa U3 MOHHBIX GOPM.

B nopomkax 1 TabyeTkax MeTUOHHH CYILIECTBYET B BUJe OUNOJISpHOTro noHa. I1pu
pacTBopeHuu B cioHe (pH cioHbl = 6,5—7,0) paBHOBecHe cMellaeTcs B CTOPOHY aHU-
OHHOU (GOpMBI, TOCKONBbKY PH CITIOHBI OOJIbINe 3HAYEeHUsT U303JIEKTPHYECKON TOYKH
MeTHOHUWHA. B Kucnoii cpesie xenynouHoro coka npu pH = 1,5 B paBHOBeCcHOH cMecu
npeobiazaer KaTMOHHast popMa MeTHOHHUHA.

®duU3NKO-XMMHUYECKHe CBOMICTBA OEJIKOB

3apaya 1. IIpu pH = 7,0 nencyH NONyYuT OTPULIATENBHbIA 3apsAA U OyaeT nepeiBu-
raThCsl K aHOZY (TIOJIOKUTENbHO 3apsKeHHBIN 3JIeKTPOJT), a XUMOTPUIICUH 3apAAUTCA
HOJIOKUTEIbHO U [IePeMeCTUTCS OT JIMHUU CTapTa B CTOPOHY KaToza (OTpULATeNIbHO
3apsKeHHBIHN 37IeEKTPOT).

3apmaua 2. B u306bITKe BceX MUHEPaIbHBIX KUCJIOT, KpOMe a30THO# KUCIIOTHI, OeJKu
PacTBOPSIIOTCS BCJIEAICTBIE MUAPOJM3a. M30BITOK a30THOM KUCIOTHI y4acTBYeT B peak-
IV HUTPOBAHUS, U OCaZIOK OeJIKa COXpaHseTCs, YKa3bIBasi HA €r0 MPHCYTCTBUE B MOYe.

3apayva 3. KoonHO-0CMOTHYIECKOE IaBJIeHre pacTBopa Gesika 3aBUCUT OT KOJIHU-
JecTBa PaCTBOPEHHBIX YacTHIl. YeM GOJIbIile YaCTHII, TeM BbIIlie KOJUIOMIHO-0CMOTHAYe-
CKOe JIaBJieHue pacTBopa.
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Pa3nen 3. Hyk/ieonpoTenHbI: CTPOEHHE, META00IN3M

3agaya 1. I[TypuHOBBIe HYK/IeOTHABI GOPMHUPYIOTCA Ha OCTaTKe pu6030-5-pocda-
Ta ¢ obpazoBannem OPIID, a 3arem IM®. Ha ero ocHoBe o6pasyorcss AM®, TMO.
[TupUMUIHOBBIE HYKJIEOTU/IbI COOMPAIOTCS U3 MPOCTHIX COEAWHEHUN — TJIyTaMKHA,
acaprara, CO,, 1 TonbKo Tocie 06pa3oBaHusA opoTaTta B3aumozeicTByior ¢ OPIIO.
B pesynwrare popmupyercs OM®, a 3atem YMO.

3agaya 2. Taxk Kak a3acepyH — aHAJIOr IMIyTAMUHA, TO HAPYIMTCA 00pa3oBaHMe
3-ro 1 9-ro aTOMOB a30Ta IyPHHOBOTO KOJIbLIA, a CJIeJOBaTeNbHO, OI0KUpyeTcs: obpa-
3oBaHue UM®, a 3atem TM®.

3agaua 3. Boicokas aktuBHOCTb OPII®-pesyKTaspl, HONMHAA UM YaCTUYHAA TIOTe-
ps akTUBHOCTU aneHuH(ochopubosunTpaHcdepassl, KCAHTUHOKCHAA3BL. JJisi CHIDKe-
HUS COZeP)KaHUSA MOYEBOH KHCIIOTBI UCTIOJIb3YeTCsI aJIIONYPUHOJ, KOTOPbIA MHTUOHPY-
eT He TOJIbKO KCAHTUHOKcHU a3y, Ho 1 OPIID-cunHTeTasy.

Pa3pnen 4. TeMonpoTenHbI

3apaua 1. QeranbHblii reMOrJIOOMH B MeHbIIIel CTeleH: CBSI3bIBaeT 2,3-6ucoc-
¢dormuiepar (2,3-BOI), yem HbA. D10 06bsicHseTcs: Gojiee HUBKUM TIOJIOKHUTENb-
HbIM 3apszioM HbF, BO3HMKIIMM B pe3ysbraTe pa3indus B aMIHOKUCIOTHOM COCTaBe.
B yacTHOCTH, 3aMeHa aMUHOKUCJIOTHI TMCTU/IMHA B y-LIeNAX HAa CEPUH CHIKAeT IO-
JIOXUTeNbHbIA 3apsan u 2,3-BOT (oTpunaTenbHO 3apspKeHHas) ciabee CBS3BIBAETCS
¢ HbF, 4ro u onpezensier MOBHINIEHHOE CPOACTBO K KUCIOpPOAy. M3BecTHO, 4TO 2,3-
J®T 1 KUCTIOPOA BelyT KOHKYPEHTHYI0 60pbOY 3a CBSA3b C FeMOTJIOOMHOM.

®eranpHbIil reMornobun umeet crpoerue HbF-a.y,, HbA-a.B,.

3agaua 2. 1. KpuBasi CBS3bIBaHUS KKCJIOPO/JA y FeMOIJIOOMHA MeeT CUTMOUIHYIO
dopMmy, 4TO CBU/IETENIBCTBYET O KOOMEPATUBHOCTH. IIpHcoeviHEHe aTOMa KHUCIOpoaa
K IIEPBOMY reMy 00JIeryaert ero mprcoeiHeHre K OCTaJIbHBIM FeMaM TOM JKe MOJIEKYJIbL.

2. TIpOTOHBI BOIOPO/A U YIJIEKUCIIOTA CIOCOOCTBYIOT OTIIEIIEHUIO KUCIOPoaa OT
reMorso61Ha. DTo UMeeT 60JIbIIOe 3HAYeHNUe AT TKaHell ¢ aKTMBHBIM MeTab0IM3MOM.
O6patHblii 3¢ PeKT — KUCIOPOA CIIOCOOCTBYET OTIIEIIEHUIO IIPOTOHOB U YTIIeKUCTIOTHI
B KaNWJUIAPax JIETKUX. DTU aJIJI0OCTepUIecKye B3aNMOZIeCTBYS HAa3bIBAIOT «3deKToM
Bbopa».

3. CpozcTBO reMorI061Ha K KUCIOPOAy peryaupyercs 2,3-BOT.

3apaua 3. [eMor06MHONIATIM MOTYT ObITH KaueCTBEHHBIMH, CBSI3aHHBIMHU C Ha-
pyLIeHreM IepBUYHON CTPYKTYpBI, U KOJUYECTBEHHBIMHU, 3aBUCALIMMUA OT CKOPOCTH
CHHTe3a MOJIMIENTH/IHBIX 1ierneii. [[prMepoM KaueCcTBeHHbIX TeMOTJIOOMHOATHIA SBJIsI-
eTCs CepHOBU/IHO-KJIETOYHAs aHeMHUs1, KOTOpas BO3HUKAeT NIPY 3aMeHe aMUHOKHCIIOT.
Tak, 3aMeHa rJIyTaMUHOBOM KUCJIOThI B 6-M MOJIOXeHUU [B-1ieeil Ha BaJIMH NPUBOJUT
K Pa3BUTHIO CEPIOBUAHO-KJIETOUHOM aHeMuu [1py JaHHOM 3a00JIeBaHUYU B KPOBU IIpe-
obnanaer HbS, mioxo pacTBOPUMBIN, MOJIMMEPU3YIONIMICS B SPUTPOLIUTAX, BCIIE/CT-
BUe 4ero OHU reMOJIM3UPYIOT.

KosdecTBeHHBIE reMOTTIOOMHONIATHY XapaKTePU3YIOTCS CKOPOCTBIO CHHTe3a — YT~
HeTeHUe CUHTe3a o-Iiernell IPUBOJUT K o.-TajacceMuy, B-1ernel — K 3-TaJacCeMUH.

3apava 4. Pe3ynbTaThl UCCIE0BAHNAA COOTBETCTBYIOT [IEUEHOYHOM JKeNTyXe, TaK
KaK OTMedYaeTcsl yBenmdeHue obmiero OwinpyOuMHA 3a CYeT MpSMOro OUIMpyOMHa,
vaie 3a cueT ¢ppakuyu BMI' (akTuBHOCT Y D-riI0KypoHUIATpaHChepas3hl CHUKEHA).
CBeTias OKpacka Kajia ropopurt o Hapyuenuu Beixoza BMIT B JKKT, a ciefoBaTesnbHoO,
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0 He3HaYUTeJIbHOM 06pa30BaHKUH CTePKOOIMHOreHa. MoYa MHTEHCHBHO OKpallieHa 3a
CcYeT psIMOTro GUIMpPyOKHA 1 yPOOHIMHOTeHa.

3agaua 5. [lyis1 moATBepKAEHNs JUarH03a He0OX0AUMO HCCIIeJOBATh KPOBb, MOYY
1 Kasl. B ria3me KpoBu OyzieT OTMeYaThesi yBelndeHne obmiero GuiMpy6brHa 3a cuer
npsiMoro 6umMpy6uHa (Jaiie 3a cyer B/IT), Moya MHT@HCUBHO OKpallleHa 3a CYeT mpsi-
moro 6umpy6una (BAT). Kan oGecuBedeH, Tak Kak HapyuieH oTTOK jxemuu B KKT,
a cyiefioBaTesbHO, He 00pa3yeTcst MUTMEHT KaJjia CTePKOOUIMHOTEH.

3apaya 6. YcuiieHHbIY reMOJIu3 SPUTPOLIATOB MOXKET IIPUBECTU K FeMOJIUTUYeCKON
KenTyxe. st MOATBePXKAEHNs JUArHO3a UCCIIeAYIOT KPOBb, KaJi, MO4y. B KpoBu oTMe-
JaeTcsl yBelMueHre KapboKcureMorinobuHa, oomero 61uaMpyouHa 3a c4eT HelmpsiMoro
6unupy6uHa. B Move 1 Kajie MHOTO CTePKOOMIMHOTEHA, YTO TPU/IaeT MM UHTEHCHBHOE
OKpalInBaHue.

Pa3gen 5. HopMmbl Gesika B TUTAaHUA

3apaya 1. BuoJornveckyro 1eHHOCTb OeJIKOB OMpeeNsAoT Cliefyiolnye GaKTopbL:

1. CootHorenue 6eKOB: 55 % 0eNKOB XKUBOTHOTO MPOUCXOXKAEHUs U 45 % Gen-
KOB PaCTUTEJIbHOTO IIPOUCXOXK/IeHUS.

2. CbanaHCHPOBAHHOCTh 0eJKOB — B IHIIe AOJDKHBI NPHCYTCTBOBAaTh He3aMeHHU-
Mble aMHUHOKHUCTIOTHI. [leUIUT He3aMeHNMBbIX aMUHOKHCIIOT OTPULIATENIbHO CKa3bIBa-
eTCs1 Ha 3/J0pOBbe YeJI0BeKa: MOXKeT ObITh C71ab0CTb, IOTEPS Beca, CHX)XeHKe CONPOTHB-
JISIEMOCTH K 3a60s1eBaHUsAM. B CBSI3M € 3TUM He0OXOAUMO COOJII0aTh Pa3HOOOPA3HBI
XapaKTep MUY B COYETAHNU GEJIKOB PACTUTENILHOTO U )KMBOTHOTO HPOUCXOXKIEHUS.

3. Cnoco6HOCTb K ycBoenuio. Koadouiyent ycsoenus: 100 mMeeT AU4HBIN GeJIOK,
98 — Genku Msica. Belku pacTUTEILHOTO MPOUCXOXKIEHUS YCBAUBAIOTCS XykKe (KYKy-
py3a UMeeT MHIEKC YCBOeHHUs 36, COMEPKUT Majio JiM3uHa), 60ObI GOraThl JU3UHOM,
HO MaJlo coziepxar Tpunrtodana. [T03TOMy 171 OJHOLIEHHOTO MUTaHUsA HeoOXxoauMa
IIOJIHOLIEHHAs CMeChb IIPOAYKTOB.

3apaua 2. CoJisiHasi KUCJIOTA BBIMOJIHSET B OPraHU3Me Cie/lytolre QyHKIUH:

1) ocymecTBisAeT NpeBpallieHue elCHHOTeHa B aKTUBHBIN MeNCHH;

2) co3naet pH ontumyM niist GyHKIMOHUpoBaHus nerncuHa (1,5—2,0);

3) ocyiiecTBIIsIeT JeHaTyPaLHIO MUIeBbIX OeJIKOB, OATOTABINBAs CyOCTPATHI IS
paclieneHus;

4) ocy1iecTBIseT aHTUOAKTEPUATIBHYIO 3aIIUTY COAEPIKMMOTO JKemy/Ka;

5) crocoBCTByeT BCachbIBAaHHIO JKeJle3a ¥ BUTAMUHA B, ,;

6) CTUMYIMpPYeT BBIPAOOTKY SHTEPOLUTAMU TOPMOHOB, PEryJMpYIOUX MPOLEeCCh]
NYIIeBapeHHus.

Cunre3 HCI B xenyziKe akTUBUPYeTCS THCTAMUHOM T10 a/IeHIJIATIMKJIa3HOMY MeXa-
HU3My. VIOHBI XJI0pa OCTYNAIOT U3 IJIa3Mbl KDOBY B 0OMeH Ha OMKapOOHAT, a IPOTOHBI
06pasyloTcs B pe3ynbraTe KapOOaHIMPa3HOM peakuuy IpU AUCCOLUALMU YTOJIBHOM
KHMCJIOTBI. AKTHBAL¥s KapOoaHruapasbl OCyLIecTBiseTcs: myTeM GpocdopumpoBaHus
KapboaHTrU/[pa3sl MO/ eliCTBUEM aKTUBUPOBAHHON TAM®-NpoTeMHKMHA3HI.

3apaua 3. Bce pepmenTs JKKT oTHOCATCS K KJIACCy THAPOJIA3 U AENATCSA HA 2 TPYII-
IIbL: 9H/I0- U 9K30MIeNTH/a3bl. DHONEeNTH/a3bl BhIEIATCA B HEaKTUBHOM BUJe: TIell-
CHMHOT€H, TPUIICUHOTeH, XUMOTPUIICUHOTeH, IIP03J1acTasa, IPoIenTrzasbl. AKTHBAINA
3TUX pepPMEHTOB IPOUCXOAUT B 2 CTAZAUU: TIepBasi — YaCTUYHBII IIPOTE0IN3, BTOpas —
ayTOKaTajlu3.
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Pa3pgen 6. IIpeBpamieHusi aAMUHOKHMCJIOT B TKAHAX

3apaua 1. ©ocdareHsl — 3TO BHICOKOIHEPreTHYeCKIe COeINHeHNs], KOTOphIe SB-
JISIFOTCS MCTOYHUKamMu pocdartos st pecrinTe3a AT®. K TakuM coeIMHEHUSIM OTHO-
cutcst pochoxpeaTrH, KOTOPHIH ABNAETCS GOPMOI 3aIIacaHus SHEPIUH, HAIpUMep IIpU
MBILIEYHOM COKpameHuu. KpoMe TOro, OHU ABJIANTCA XpaHUTeISIMU 3HEPruu B cep-
ZI€9YHOH MBIIIILle, MO3rOBOY TKaHMU.

3agaya 2. JIoKaJbHO B TKAaHAX aMMMAaK 00e3BpeXHBAeTCS IyTeM 00pa30BaHUA
aMU/I0B aMUHOKUCJIOT (I7lyTaMUHA), KOTOPBIN UCIIOJIb3YeTCs 110 HeCKOJIbKAM HalpaB-
JIEHUSIM: TPaHCTIOPTUPYeTCA B IledeHb [UIA UCIOJIb30BaHNA Ha CUHTe3 MOYEBUHBI; SIB-
JIIeTCA MCTOYHMKOM aTOMOB a30Ta [l CUHTe3a IyPUHOB, IMPUMUMHOB; B II0YKAX
UCIOJIb3YeTCsI HA aMMOHUOTeHe3.

3apaua 3. Yaiie Bcero aMuHbI 06pa3yrOTCs B pe3yJibTaTe o-eKapOOKCUINPOBaHUS
aMHMHOKHCIIOT. IIpy 3TOM 006pa3yroTcsl aMUHbI, MHOTHE U3 KOTOPBIX OTHOCATCA K O61O-
JIOTMYECKN aKTUBHBIM COeAVHeHWsM. Tak, TpUnTopaH MyTeM TI'MAPOKCUIMPOBAHMS
TMpeBpallaeTcsi B OKCUTPUITOAH U flasiee MyTeM o.-AeKapOOKCUIMPOBAaHUS — B Cepo-
TOHMH. CepPOTOHMH CTUMYJIMPYET COKpAlleHNe [JIaJIKUX MBIIIL, UIMeeT COCYLOCYKUBAI0-
it 93¢ dexT, perynupyer AJl, TeMIiepaTypy Tena, ABJISeTCS aHTuAenpeccaHToM. IyTa-
Mart npespamaerca B TAMK. Tuctuaus npespamaercs B ructaMuH. [l npegoTepaie-
HUS U30BITOYHOTO HAKOIUIEHHsI OMOTEHHBIX aMIUHOB ITPOUCXOAUT X 00€3BpeX1BaHUe
IIyTeM OKHACJIUTEJILHOTO [1e3aMUHUPOBAHNUS.

Pa3gen 7. OOMeH OTAeIbHbIX aMUHOKUCIOT

3agaya 1. PennnanaHiH TOPMO3UT TPAHCIIOPT 5-TUAPOKCUTPUNTOPAHA Yepes re-
MaTo3HIepanmdeckuii 6apbep, I03TOMY KOJTUIECTBO CEPOTOHMHA YMEHBIIUTCA.

3agaya 2. DeHunasaHUH ¥ €ro <TOKCHYeCKHe MeTaboyiuThl> ((eHMIIaKTar,
denunaneraT) MHrUOMPYIOT THPO3UHA3y — (epMeHT, KaTaJU3UPYIOUIUHA peaKIuio
npespauienus1 JJODPA B JIODPA-XUHOH U ajbHelillee IpeBpalieHre B MeJIaHMH.

3anaua 3. BuramuH B sBnseTcss KopepMeHTOM KMHYPEHUHA3hL, U B CIIydae ero He-
ZI0CTaTKa MpeBpalleHye TpUnTodpaHa B HUKOTUHOBYIO KUCIOTY Hapymaercs. IToatomy
B TKaHAX HAaKaIJIMBAIOTCs KCAHTYPEHOBAsA KUCJIOTA, KUHYPEHOBasA KUCJIOTA U JPyTHe.

Pa3gen 9. YrineBoabl

3amaya 1. OCHOBHbIE CHMIITOMbI CaXapHOTO auabera CBs3aHbI C HEIOCTATOYHON
NPOAYKLVE NHCYIMHA U BBICOKUM COZIePKaHUeM III0KO3bI B KPOBU.

YBenuueHue IT0KO3bl B KPOBU NPUBOJUT K YBEJIMYEHUIO OCMOTHYECKOTO JaBJIeHNs,
a, CJIeIoBaTesIbHO, K IOJIMYPUM Y MONMUAIICUMYA. He0CTaTOK MHCY/IVMHA IPUBOAUT K TOMY,
9TO IJIF0KO3a He MOCTYIaeT B TKAHU U KJIETKH, a CJIeI0BaTeIbHO, HapyILIaeTcsi 00pa3oBaHue
SHEPIUY U TAalIMeHT UCIIBITBIBAET YYBCTBO IOJI0/Id, HAYMHAET MHOTO eCThb (IoNdarus).

3apava 2. 3anax aLeToHa U30 PTa CBUAETENIbCTBYET O KeTOHEMUH, YTO XapaKTepHO
77151 6OJIbHBIX CaXapHbIM nabeToM. Y malueHTKH [uabeTnuecKuil Keroanua03. B mep-
BYIO 04epe/ib y 60JIbHOM HeOOXOAUMO B3STh KPOBb /IS OTpeieJieH!sl KOHIIEHTPaLluK
ITI0KO3bL. IIpy mokasarensax Bbllle 6,1 MMOJIb/ MOXHO IpefoaraTb Hajlu4ue ca-
xapHoro nuabera.

3apmaua 3. Y pebeHka HapylieHO MpeBpalleHre rajakTo3bl B IMIFOK03y. Bo3aMosxeH
nedekt pepmeHTa ranakTo3o-1-docdar-ypununrpancdepassl. B KpoBU HaKaIrIMBaeT-
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¢ raJlakTo3a, KOTOpas BBIBOAUTCS € MOYOH. Ta/IakTo3a IpeBpanmiaeTcss B OCMOTHYECKH
aKTHBHOE BeIeCTBO — CMUPT rajakTuoi. HakomsneHue ero B XpyCTajvKe BbI3bIBAET
TUIPATALMIo ¥ Pa3BUTHeE KaTapaKThl. [alaKTo3a OKa3bIBAeT TOKCHYECKOe JIeHCTBUe Ha
KJIeTKU. Y peGeHKa pa3BUBAIOTCA rerraroMeranys, HapyueHus GyHKuuu nodex. C mMo-
4O BBIBOAATCS aMHHOKHCIOTHI, OesnoK. [Insi iedeHUst HeoOXO/MMa CTporast JiMera,
VICKJIIOYeHVe MOJIOKA (MCTOYHMKOM TasaKTO3bl SIBJISIETCS AMCAXapUzl JIAaKTO3a) M BCeX
MOJIOYHBIX IPOJYKTOB. B KauecTBe 3aMeHbl Ha3HAYalOT MUH/AIBHOE MOJIOKO, COEBOEe
MOJIOKO, BOJTy € 100aBJIeHHeM KyKYpPy3HOTO KpaxmaJia.

Pa3nen 10. JIunuapl

3apayga 1. a) IpozyKTHI pacielyieHns XUPOB OKa3bIBAIOTCA B KaJle IIPU Hapylle-
HUM X BCAChIBaHUSA U3-3a HEZIOCTATOYHOI BEIPAOOTKY JKeTIHBIX KUCTIOT; 6) MPUYUHOM
TOSIBJIeHNsI Hepacller/IeHHbIX XUPOB sBJIseTCS HapylleHne 06pa30BaHUs MAaHKpeaTu-
YeCKOH JINMNa3bl.

3apmauya 2. O6GMeH yr/ieBOZIOB CBsi3aH ¢ 0OMEHOM U CHHTEe30M XOJiecTepHHa. Alle-
1-KOA — MPOMeXXyTOUHbIA MPOAYKT O6MEHa yriieBOZIOB — MOKET MCIOJIb30BaThCs
ISl CUHTe3a X0JIeCTePUHA, 0COOEHHO B TeX CIIy4asx, KOI/ia aKTUBHOCTb OKUCIIUTEb-
HBIX IIPOLIECCOB B OpPraHU3Me HeBeJIMKa.

3apava 3. B TBOpore MHOTrO JIMIIOTPOIIHBIX BELeCTs.

Pa3gen 11. Buosornyeckoe OKMCJIeHHe

3apaua 1. CymectByior 2 ciocoba obpasoBanusi AT®: cybeTpaTHOE 1 OKMCITUTENb-
Hoe QocdoprmpoBanue. Onpezenerre CyGCTpaTHOTO (GpOCHOPUIMPOBAHUS MOXKHO
TPeJICTaBUTh CJIeAYIOMKUM 00pa3oM: BO3HMKHOBEHHE MaKpO3PruiecKoil CBSI3M B MO-
MEHT OKHCJIeHHsi cybcTpara C JajibHeifleil akTHBaluell HeopraHudeckoro ¢ocdara
u ero nepesocom Ha AZI® ¢ o6pazoBaruem AT®. B mporiecce okuciuteabHoro Gpocdo-
PUIMPOBAHUSA CyOCTpaT y4acTHsl He IPUHUMAET, a aKTUBHPOBAHIE HEOPraHMYeCcKOro
docdara u AZI® conpsKeHO ¢ IEPeHOCOM 3JIEKTPOHOB U IIPOTOHOB BOAOPO/A € Koep-
MEHTOB JIeTM/IpOTeHa3 K MOJIEKY/ISPHOMY KHCJIopoAy. Takum o6pa3oM, compshKeHmMe
okucseHus Bogopoza ¢ pocpopunuposanuem AIP u obpazoBanuem ATD Ha3bIBAIOT
OKUCIUTENBHBIM HOCHOPUITNPOBAHLEM.

3apgaua 2.

1. TTonHas AbIXaTesbHAA Lelb, BKIIOYaoIas Bce KoMnoHeHTsl (HAJH-okcupas-
Has CUCTeMa).

2. YKOpO4YeHHas1 IbIXaTelbHas lenb (HayaabHoe 3BeHO co 2-ro nukna, PATH,).

3. MakcuMabHO YKOpPOUeHHas Lelb: O-IUKI (IUTOXPOMOKCHZA3a).

4. YnnvHeHHas bIxaTesibHAs 1elb. [IpyU OKUCTUTENbHOM IeKapOOKCUITMPOBAHUI
anbda-ketokucnor obpasyercs PATH, 1 uziet TpaHCIOPT BOZOPOZA He B [bIXaTelNlb-
HyI0 1lenb, a Ha HAJI ¢ o6pa3oBanrem HAJTH u nasiee B IbIXaTesbHYIO Lielb, I71e 00pa-
3yetcs 6 Mosiekyn ATO.

3apaya 3. CoenvHeHwst, B KOTOPbIX O, MMeeT MPOMEXYTOYHYIO CTETIEHb OKKCIIe-
HUA U B CTPYKTYpPE [ONOJHUTEIbHBIN 3JIEKTPOH, BBICOKOPEAKIIMOHHBI U HA3bIBAIOTCA
akTUBHBIMU popMamu Kuciaopoza. K akTuBHbIM GopMaM KUCIOPO/ia OTHOCATCS:

1. Inokcuz (CynepoKCcUaHbIA aHUOH-panukan): O, + e — 0,"" + H* — HO, "

2. Tlepokcun Bogopoza (H,0,) o6pasyeTcsi B mepoKcucOMax TPy OKUCJIeHuH L- u
D-aMMHOKHUCIIOT, TOKCUYecKuii 3 deKT nposBiseTcs depe3 06pa3oBaHye 'MPOKCUIIb-
HBIX PaIUKayoB.
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3. TunpoxcunbHbli pagukan: H,0, + Fe*" — HO-

Haubombimmii moBpexaamoimii 3¢pdext okasbiBatoT HO'-R (rUApOKCUIbHbIE Pa/v-
Kasbl). OHH 3amyckaioT peaknuu [1OJ1, mopudunupytot nenrosst THK u PHK (myTa-
reHHBIN 3P eKT), MOAUPUIIIPYIOT A30THCTbIe OCHOBAHUS (MyTalKH).

CyI1ecTBYIOT aHTHOKCH/IaHTHBIe 3aIUTHBIE CHCTeMBbI, KOTOpPbIe fenATcs Ha dep-
MeHTHbIe 1 HepepMeHTHbIe. B mepByIo rpymmy BXOJAT CYyIePOKCUAANCMYTa3a, KaTanasa
¥ Nepokcuaasa. Bo BTopyto — HedepMeHTHbIe COeIMHEHN, BBIIOIHAIONIAE B OCHOB-
HOM DOJIb JIOBYIIEK 3JIeKTPOHOB: ToKodepos (ButamuH E), Butamun C, MoyeBast Kuc-
JI0Ta, B-KapOTHH U Ap.

Pa3nen 12. BuramuHbl

3amava 1. JlanHOe COCTOSHHE MOXeT ObITh CBSA3aHO C AepUIMTOM BUTaMUHA B,,
TaK KaK OTMeYaeTcsi He[OCTaTOYHOe YIOTpebieHre XUBOTHBIX MPOJYKTOB — ITHIIe-
BBIX HCTOYHHUKOB prbodiaBuHa. Bruoxumudeckuit MexaHu3M zeiicTBusi pubodraBuHa
CBSI3aH C €0 y4acTHeM B IIPOLieccaX OUOJIOTMYECKOTO OKUCTIEHUS ¥ SHepreTH4ecKoro
obmeHa. B ciusucToi 0607104Ke KHUIIeYHKKA MOCIIe BcachlBaHUS BUTaMMHA B, o6pa-
3ytoTcsi Kopakropel DMH u GAJI, Bxozsiiue B cOCTaB GpIaBUHOBBLIX pepMeHTOB. OHU
NPUHKUMAIOT YYacThe B OKMCIIUTEIbHO-BOCCTAHOBUTENIBHBIX peakiusax oOMeHa 6eKoB,
JIMTIU/IOB U YTJIEBOZIOB.

3apaua 2. IlepedncieHHble CHUMITOMbI ¥ U3MEHEHHs B CBIBOPOTKE KPOBU CBHUJiE-
TeJILCTBYIOT O paxute (meduuute BUTaMUHA D). JIOMOJHUTEIBHBIMUA CHMIITOMAaMH
ABJIAIOTCSA TAK)Xe PAXUTUYECKUe «4eTKU» Ha 5—8 pebpax, «KypuHas Ipy/ib» U 3al0PbI
BCJIEZICTBYE TUTIOTOHUY MBIIIII, HAPYIIeHe OCaHKU.

Buramun D nnpynupyer cunte3 nPHK, kopupyrommeil Kaabluii-cBA3bIBaOmuii 6e-
JoK. IIpu aBuTaMrHO3e BUTaMuHa D HapylaeTcsa BcacblBaHME COJIeH KaJbLKA B KU-
IIIeYHKKeE, YTO CONPOBOXK/AETCS CHYKEHMEM COJZiep)KaHUsl HeopraHmdeckoro gpocdara
B KPOBU. DTO HapylIaeT OTIOXeHUe pocdara Kajblivs B KOCTHOW TKaHH. [loaTomy
OCHOBHBIE CHMIITOMBI PaXUTa CBA3aHbI C HApyIIeHHeM IIpoliecca OCTeoreHe3a 1 pa3By-
THEM OCTeoOMassaIuu. [ poPpUIakTUKK 3a00JieBaHUsT PEKOMeHIyeTcsl yabTpaduo-
neToBoe 0bJydeHue, mpebbIBaHe pebeHKa Ha COJIHIIE, YIOTpebieHue Uiy, 60raToil
BUTaMHHOM D (CJIMBOYHOE MacJio, siidlia, MOJIOKO, e4eHb MOPCKUX PbIb).

3apaua 3. Y 60JIbHOTO CUMIITOMBI TUTIOBUTAMUHO3a BUTaMiHa C, KOTOPBIH SBJIsI-
eTcsi KopepMeHTOM TNPOJIMHTHAPOKCUIIA3hl, KaTaJU3UpPYIOIel I'MAPOKCUINPOBaHUE
NpoJsIMHA. [WIPOKCUIIPOIMH BXOAUT B COCTaB KOJUIareHa, KOTOPBIH SBJIAETCS OCHOB-
HbIM BeIlIeCTBOM COeIMTHUTENIbHON TKaHW. B IMIOBHUKE COZEPXKUTCS MaKCUMalbHOe
KOJIN4eCTBO BUTaMuHa C, 4TO MO3BOJISIET B KOPOTKKE CPOKY BOCIIOJIHUTD €r0 Hel0CTa-
TOYHOCTb B OpTaHU3Me.

Pa3nen 13. T'opmoHbI

3agaya 1. IIpu naHHOM 3a060JIeBaHUY NOBBIMIAETCS PACIaj COOCTBEHHBIX (EJKOB,
B TOM 4ucJie GesIKOB I1a3Mbl KpOBHU. I109TOMY yMeHbIIIaeTcsi coziepxanue obiiero 6eJ-
Ka KPOBHU U HabIII0IaeTcsi TPOAYKIMOHHAS a30TeMHS.

3agaua 2. [IpyunHOil HecaxapHOTo fAuabeTa ABJIAETCS HEAOCTAaTOK B OpPraHU3Me Ba-
3ompeccuna (AZI'), KOTOPBIi yBeIMYMBaeT peabcopOIMIO BOABI B TOYEYHBIX KaHAJbIIAX.

3agaya 3. VIHCy/IMH SBISETCA TMIOIJMKEMUYeCKUM TOPMOHOM, TaK KakK OH yBe-
JIMYMBaeT IIPOHUIIAeMOCTDb KJIETOYHBIX MeMOpaH /IS [TTIOKO3bl ¥ CKOPOCTB NIPOLIeCCOB
YTHJIN3ALMY [TTIOKO3bI B KJIeTKaX.
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Pa3pnen 14. bBuoxumus KpoBu

3agaga 1. KonnuecTBo LMPKy/IUPYIOIEro anbO0yMUHA 3aBUCHUT OT obmiero o6mbe-
Ma ra3msbl. [ToTepst anbOymuHa y GOJIbHBIX € MaTOJIOTHeN OYeK IPUBOJUT K pasHHUIIe
OHKOTHMYECKOTO ZIaBJIEHUS MeX/y IIa3MOM KPOBU U BHEKJIETOYHOH JXHIKOCTBIO, 4TO
00yc1aBIuBaeT OTTOK BOJbI U3 KJIETOK BO BHEKJIETOYHOE IPOCTPAHCTBO.

3apava 2. IIpu ynaneHny IMUTOBUIHON JKeJie3bl IIPOM30LLIO IIOBPeXeHue napa-
IUTOBHUIHBIX JKeJIe3, 4TO IPUBeJIO K HapylleHuIo 06pa3oBaHus nmapaTropMoHa. Heno-
CTaTOK TMapaTrOpPMOHA MPUBOAUT K TMIIOKAIbLEMUU U ruteppochaTeMun, 9To COMpo-
BOJXX/IAeTCs CyZJOpPOraMu.

3agaya 3. KocrHas menovHas ¢ocdarasa cekperupyercsi ocreobacTaMy, OHa
y4acTByeT B CO3pPeBaHMM MAaTpHKCa U ero MuHepanusanuu. Cunre3 koctHoi [II® Bo3-
pacraet B mpoiiecce udpepeHInpOBKU 0CTe00IaCTOB PK YCKOPEHHOM (GpOpMHUPOBa-
HUY KOCTU. 3HaUUTeJIbHOE YBeIMYeHre aKTUBHOCTU JAHHOTO pepMeHTa B ChIBOPOTKE
KPOBM HaOJII0ZIAeTCst NIPY HMOBBIIEHHOH /1eATeNbHOCTH 0CTe061acToB. DT0 Haboza-
eTcsl IPY POCTe KocTeil (y ZeTeil akTUBHOCTD BBIIIE, YeM Y B3POCIIBIX), B IIOCTIETHEM
TpUMecTpe GepeMeHHOCTH, IPY BO30OHOBJIEHUM JIB)KEHWI 1OCTIe IJIUTeIbHOTO I0-
CTeJILHOTO PeXUMa, IepesioMax, iehopMupyomeM ocTuTe, 6ose3nu Ilemkera, paxure,
TUIeprapaTipeo3e, OCTeOMANALMY (3/10KaueCTBEHHbIE OIYXOJIM KOCTeH, MUeIoMa),
KOCTHOM TyOepKyJie3e, J1eiiK03ax.

bejiku ni1a3Mel KpOBH

3agaua 1. [Ipu nuppo3e medeHW NPOMCXOAUT MOCTeIIeHHOe 3aMelljeHre TapeHXu-
MAaTO3HOW TKaHY Ha COeIUHUTENIbHYI0 ()KUPOBYIO), BCJIEACTBHE Yero HapylaeTcss CUH-
Te3 MHOIMX OeJIKOB, B TOM 4HCJie U aJIbOYMUHOB, CJIeJOBATEIbHO, B KDOBU CHUXKAETCS
UX coZepkaHue. Bozia, KOTOpasi B HOpMe CBSI3bIBAETCS C albOyMUHAMU, 3a/1ePXKUBAETCS
B TKAHSX, YTO IPABOJUT K Pa3BUTHUIO OTEKOB, dCLIUTA.

3apava 2. [I714 IoATBepXAeHU s JAaHHOTIO IMarHo3a HapA4y C ollpefieJieHreM CoZep-
»kaHus ropMoHoB T, 1 T, He06X0MMO OTIPeZIeNIUTh COZiePKaHKe THPOKCHH-CBA3BIBAIO-
mero r106yarHa. OHO MOXKeT ObITh ITOBBILIEHO.

3apaua 3. MOXHO IPeZnoNIoXuThb, 4TO 3TO MUeTIOMHasi 60Jie3Hb (reHepan30BaH-
Has aTOJIOTHS KOCTHO# CHCTeMBI U TI04eK). B Mode npu 3Toii maToioruu oOHapyKuBa-
ercs1 6estox Benc—/IxoHca (Jierkye ey UIMMYHOTJIOOYIMHOB).

®epmeHTHI INIA3MbI KPOBH

3apaua 1. JlakTaTaeruporeHasa COCTOUT U3 5 n30¢pepMeHTOB — MapKepHbIX dep-
MEHTOB, HaXO/IAIINXCS B ONpe/iesieHHbIX opraHax. Tak JIAT , conepxutcsi B cepzevHoM
mbiite, JIIT, . — B nedenu. JIaktaTaeruaporeHasa oTHOCUTCSA K I kmaccy mo MexzayHa-
pozHoii knaccuduranun 1961 roga (OKcUzopenyKTasbl) U KaTalU3UPyeT OKUACIHUTeNb-
HO-BOCCTaHOBUTEJIbHBIE PEaKIIUH.

3agaua 2. MOXHO MPEeNOJIOKUTh, YTO Y JAHHOTO GONBHOrO MH(APKT MUOKap/a.
BcrnezncTBre HeKpo3a KJIETOK CepZeYHON MBIIIIIbI IaHHBIE (pepMeHThI IIOCTYNAIOT B KPOBb,
M aKTUBHOCTb 3TUX (epMEHTOB B KPOBH Pe3KO MOBbIMAeTcs (runepdepMeHTeMus).

3apaya 3. MOXHO MPEANONIOKUTh, YTO ¥ 6OJBHOTO MopaXkeHue mnevdeHu (6essxe-
TymHas ¢popma remarura). BeiencTBue HeKpo3a renaTOLUTOB OOJbIIOE KOJIMYECTBO
AJIT nJIAT, ,nocTynaer B KPOBb, I7ie Pe3KO MOBBIIAETCS UX aKTUBHOCTb (runepdep-
MeHTeMUs).
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Pa3nen 15. bBuoxumMug no4yexk 1 MO4YH

3apava 1. IIpu nepexozie Ha BeretapuaHckyro auery pH Mouu caBuraercsa B Iie-
JIOYHYIO CTOPOHY. IIpy 0GBIYHOM CMeIIaHHOM ITUTAHUY C IIPUCYTCTBUEM MSCHOU MULIN
Moua uMeeT Kucible 3HaueHns pH. KucIoTHOCT MOYM OTpakaeT U3MEHeHUs KUCIIOT-
HO-OCHOBHOT'O COCTOSIHMSA opraHusma. ITouku komneHcupyoT casuru pH kposu. Ilpu
anuznose pH Mo4M HaXOOUTCA B KUC/IBIX 3HAYeHUAX, a [IPU aJIKalo3e — B LIeJJOYHBIX.

3apaua 2. [IpoTenHypus — mosiBieHue OenKa B Mode. Y 3710pOBBIX JIIO/iell B Pa3o-
BOI1 OPIMYU MOYH OeJIOK He OmpeziesisieTcsi. B JaHHOM ciydae y MOAPOCTKAa BO3MOXKHA
LUKJIM9ecKas (OpTOCTaTHYecKast MM «MaplieBasi») MPOTeUHYpPUsi, KOTOpas 06yCIoB-
JIeHa JIUTEeJIbHOM CTaTUYeCKOM Harpy3KOou.

3apmaua 3. IloBbIlIeHHOE BbIBEZIeHHE C MOYON MOYEBOI KHCJIOThI 0603Ha4aeTcst
TePMUHOM YPUKO3ypusi. MoueBasi KUC/IOTa — 6eCclioOporoBoe BellecTBO, HAKOIITIEHHE ee
B KPOBH IIPSIMO NIPOIIOPLMOHAJIBHO YBEJINYCHUIO BbIBEICHUA C MOYOU. YPUKO3YpUS AB-
JISIETCS CJIe[ICTBUEM THIIepypUKeMud. Y 60JIbHOTO MOXKeT ObITh mozarpa.

3apaua 4. [IpuunHOi caxapHOTro quabera sIBJISIETCS CHU)KEHMe CeKpelny Wk Ha-
pYyLIeHMe peLenuuy ropMoHa IOXeIyl04YHOM XeJle3bl UHCYJIMHA, B TO BpeMs KaK Heca-
XapHblii [abeT BO3HUKAeT BCJIe/ICTBUE YMEHbIIIeHUS CeKPellny TOPMOHA 3a/iHeld I0JH
runodusa — aHTUAMypeTudeckoro ropmona (AT, wiu Ba3onpeccuna). Hegocratok
VHCYJIMHA, HaOJII0IaeMblii ITPU caXapHOM JirabeTe, MPUBOJUT K PA3BUTHIO THUIEPIIIH-
kemuu. [Tpu runepriavkeMud, mpeBbliatonieit moyeynsiit nopor (11,0 MMonb/n), rito-
K03a 06HapyxuBaercs B Mode (TJI0K03ypHs). SIBISASCh OCMOTHYECKH aKTHBHBIM Bellle-
CTBOM, IJIFOKO3a CIIOCOOCTBYET YCHJIEHHIO BBIBEIEHUS BOZIbI C MOYOH (monuypun). [Ipu
3TOM OTHOCHUTeJIbHAS TJIOTHOCTb MOYH MOBBINIAETCsI, T0Z0OHOE COCTOsIHIE HAa3bIBAETCS
runepcrenypus. HepocraTok AJII' Takxe MMeeT CIeACTBUEM yBeJInYeHue CyTOYHOIO
Auype3a M3-3a HapyleHUs peabcopOIMU BOABI C yyacTHeM Oeska akBallOpvHA B /-
CTaJIbHBIX OTZeNaX KaHaJblieB HeppoHa 1 cOOMpaTeNbHbIX Tpyboukax. [Ipu Hecaxap-
HOM [abete CH¥DKaeTcst peabcopOIirst OCMOTUYECKH CBOOOHOM BOIbI, YTO PUBOIUT
K CHIDKEHUIO OTHOCUTEJIbHOW INIOTHOCTY MOYM — T'MIIOCTEHYPUU.

Pa3znen 16. BuoxyumMus MbIllIeYHOM TKaHU

3agaga 1. O6pa3oBaHHass MOJIOYHAsl KUCIOTA OKUCHAETCS A0 MMPOBUHOTPAHOM
KUCJIOTBL

3apaua 2. B pe3yibTaTe pa3pyllieHUs MBIIIEYHOTO BOJIOKHA (UKCALUs KpeaTHHA
B MBIIIEYHBIX KJIETKaX HapyLIeHa.

3apaua 3. [leruaporeHasa 3-pocornuiepuHOBOro ajbaeruzia; cyocTpaToM st
3TOr0 hepMeHTa sABJISIeTCS 3-POCPOTTUIIEPUHOBBII ANTbIErUI.

Pa3nen 18. BuoxumMusa coeUHUTEJIbHOM TKaHU

3agaua 1. Konnaren — QuOpPUILIAPHBIiL, HEPaCTBOPUMBIit B BOJie, OCHOBHO# CTPYK-
TYpPHBIiA G€JIOK BHEKJIETOYHOTO MaTPUKCa.

3apaua 2. CBOOOAHbIM T'HPOKCUTIPOJIMH, 0CBOOOK/IAIOIIMIACS B Pe3yJIbTaTe KaTa-
6onu3Ma KoJutareHa, He MCIOJIb3YeTCsl TIOBTOPHO, MOCTYMAeT B KPOBb U BHIBOAUTCS 13
OpraHu3Ma ¢ MO4oM.

3agaua 3. [manypoHOBas KHUCJIOTa OTHOCUTCA K IMIMKO3aMUHOTIMKAaHAM (JIMHEH -
HBIM FeTepONoNncaxapuaM) 1 MoXeT cofiepkaTh 1o 25 000 moBTOpAOIUXCA AUcaxa-
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punHbIX pparmenToB. [IpuponHas ruajaypoHOBas KUCJIOTA MMeeT MOJIEKYJIAPHYIO Mac-
cy ot 5000 10 20000000 [a.

Paspnen 19. ®epMeHTbI

3apaya 1. [Tpu mpoBeieHUM CTePUIN3ALUAN MeJULMHCKUX WHCTPYMEHTOB IyTeM
KUISTYeHNUs WM aBTOKJIaBUPOBAHUS; YAbTPadHOIeTOBOE 00IyueH e TOMeIeHH; Xpa-
HeHue GepMeHTOB (MeIUIMHCKUX MPernapaToB) Win 00pa3l[0B KPOBH MPU HUZKUX TEM-
nepaTypax B XOJOAUIbHUKAX.

3apmaua 2. Ha ypoBHe TPETHYHOU CTPYKTYPBI GETKOBOI MOJIEKYJIBI 3a CUET YIaCTHUS
PaInKaJioB aMMHOKHCIIOT, COMIMKEHHBIX B IPOCTPAHCTBE.

3apauya 3. Knacc muras.
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