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1. dyHKUUM Genkos.
CopepxaHue GesikoB B OpraHax v TKaHsaX

Benku (NMpoTeuHbl) — 3TO BbICOKOMONEKYSPHbIE

| opraHuyeckne BellecTBa, MOCTPOEHHble M3 OCTaTKOB

AMUHOKWCIIOT.

| 1. Karanutunyeckasn dyHkuus. B HacTosilee Bpems

60NbLUMHCTBO (DEPMEHTOB, UM BUONOrMYeCcKUX KaTanu-

| 3aTopos, sBnsieTcs 6enkamu. OT 31O PyHKUMA Genkos

3aBUCUT CKOPOCTb XMMMUYECKNX peaKLlVIVI B Guonoruye-

| CKUX cUcTEMaXx.

2. TpaHcnopTHaa ¢yHKumsa. MNepeHoc kucnopoaa

| KPOBMW OCYLLECTB/SETCS MOJIeKy/lamy remMorniobuHa, siB-

nsiolLerocs 6e1koM apuTpoUMUTOB. ANbOYMUHDBI CbIBOPOT-

| KN KPOBM MPUHUMAIOT y4acTue B TpaHCMopTe NvnuMaoBs,

06pasyioT KOMMNEKChbl C OPraHMYeckMN U HeopraHuye-

| CKMMM BellecTBamMn 1 06ecneymnBaloT 1x JOCTaBKy K op-
raHaM-MyILLEeHSIM.

| 3. BawwmTHaa ¢yHkums. B oTBET Ha mocTynneHue

B OpPraHv3Mm BELLLECTB, HECYLLIMX Ha cebe OTne4aTok reHe-

| TUYECKOWN 4yXXepOAHOCTU, CUHTE3WpYyIoTCa crneunduye-

ckve 3awmTHble Genku-aHTuTena. 3awmtHas @yHKums

| 6€e1KOB NPOABAAETCS TAKXe B CMOCOOHOCTU UX K CBEPTbI-

BaHWIO (PUOPUHOreHy), 4TO 3aWwmLAeT OpPraHnam OT Mo-

| TEpW KPOBM NMPU PaHEHNSIX.

4. CokpatutenbHas dyHkums. Cneundunyeckue ben-

| KW MbILLEYHOM TKaHW (aKTVH 1 MUO3UH) UrpaioT rMaBHYIo

PONb B aKT€ MbILLIEYHOro CokpalleHus n paCCl’Ia6ﬂeHVlﬂ.

| CokpaTtuTenbHOM CNoCOBHOCTLIO 061aaal0T Takxe 6enkun

unTockeneTta, obecneyvBaloLLyie PACXOXAEHNE XPOMO-

| COM B NpoLecce MUTo3a.

5. CtpykTypHas ¢pyHkuus. MNepBoe MecTo no Konu-

| YecTBYy cpeav 6enkoB Tena 4yesoBeka 3aHUMalOT CTPYK-

3. dU3nKo-xmuMmuyeckme CBOMCTBa
6enkoB. NMoHsATUE CTPYKTYPHOI
opraHnsauum 6enkos

XapakTepHbiMuU pU3M4YECKMMU CBOWCTBaAMMU
| 0enkoB ABASAIOTCH BbICOKAs BA3KOCTb pacTBOpoOB, Or-
| paHuYeHHas cnocobHOCTb K Anddysnn, cnocobHOCTb
K 3HauuTenbHOMY HabyxaHWiO, onTuMyeckas akTUB-
HOCTb, MOABMXHOCTb B 3NIeKTpMYeckom none. benku
| obnapaloT 60nbLWON rMAPOPUNBHOCTBLIO, YeM 0byc-
NIOBNEHO BbLICOKOE OHKOTMYeckoe AaBneHue O6enkos.
| PacTtBopbl 6€1KOB UMEIOT HU3KOE OCMOTUYECKOE JaB-
neHve.
| dopma 6enKoBbIX MONEKYN

B npupoge cyuiectyeT ABa Buga 6enkoBbIX Mone-
| KyNn: HUTeBMaHble (PpubpunnsipHbie) 1 wapoobpasHble
(rnobynsipHble).
| DeHaTtypauusa 6enkoB — HapyweHue obuiero

nnaHa CTpoeHus 6GesikoBOi MONeKynbl, NpuBoasiiee
| K noTepe XxapakTepHbIX [J15 Hee CBOVWCTB Nop, BIUSIHUEM
pasnuyHbiX GU3NYECKUX U XUMUYECKMX (AKTOPOB.
| BHeluHe aeHaTypauus nposiBNseTcs notepeit pacTteo-
PUMOCTU, NOBLILLEHNEM BA3KOCTU, PE3KUM CHUXEHNEM
| 610N0rM4eckoin akTMBHOCTH Benka.
PeHaTypaumsa 6enka (06paTHbIi Npouecc ¢ nos-
| HbIM BOCCTQHOBJIEHVEM CTPYKTYPbI Y DYHKLMN MOSIEKY b
6enka) BO3MOXHA NPU HEMPOAOIXUTENIbHOM AeCTBUN
| [AeHaTypupYIOLLLEro areHTa.
U3oanekTpuyeckas n U30MOHHas TO4YKU Genkos
| 3HaueHwve pH pactBopa, Npy KOTOPOM CYyMMapHbIit
3apsig, 6eNKoBbIX MOJIEKYST PaBEH Hy/0, — 3TO U3oane-
| KTpuyeckas Touka 6enka (pl). OHa onpepensieTcs amu-
HOKMCNOTHLIM COCTaBOM 6enka.

Knaccudpukauma ammHokucnort

OCHOBHbLIMU CTPYKTYPHBIMW eauHULaMn Genkos
ABNAIOTCA aMUMHOKUCNOTBI. NpupoaHble 6enku nocTpoe-
Hbl 13 20 0-aMUHOKVCIIOT. 0i-aMUHOKUCIOThI NPeacTaB-
nsioT co60i NPOU3BOAHbIE KAPOOHOBLIX KMCIOT, y KOTO-
pbIX BOAOPOAHLIA aTOM y O-yrnepoja 3aMelleH Ha
amuHorpynmny:

a
\
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Pagukan R npepcrtaenset coboii rpynmny aTomoB, |
He y4yacTBylOWMX B 06pasoBaHUV MENTUOHON CBA3N.
Bce 0CO6EHHOCTU CTPYKTYPbl U hYHKLIMUN 6ENKOBBIX MO- |
NleKyn onpenensioTcs XUMUYEeCKoh Npupoaon paau-
kana R. |
Knaccudukaums aMMHOKUCNOT OCHOBAHa Ha XUMU-
4eCKOM CTPOEHWMM paauKanosB amuHokucnoT. Cospe- |
MEHHasi paunoHanbHas knaccudukaums OCHOBaHa Ha
NOSIIPHOCTN PaaUKanos. |
Pasnuualot nATh KNacCOB aMUHOKUCIOT.
1. AMUHOKMCNOTbHI C HenonsipHbiMu (rnapodob- |
HbIMUW) pagukanamu:
1) |
2)
3) |

ananuk;
Ba/INH;
NenuuH;
FNLH;
N30NEeNUUH.

4. NMepBU4Haa N BTOPUYHas
cTpykTypa 6enka

MepeuyHasa cTpykTypa Genka — nocnenosatesb- |
HOCTb PaCroNOXEHNsi aMUHOKMUCIOTHBIX OCTATKOB B MO-
nunentupe. |

MepBuyHas cTpykTypa Genka xapakrepusyertcs |
psAoM ocoGeHHOCTEN.

1. MNepBuyHasa cTpykTypa Genka reHeTMdecku ae- |
TEPMUHUPOBAHA U YHUKANbHA.

2. MepBuyHas cTpykTypa Genka crtabunbHa, 4TO
obecneymBaeTcs anenTMaHbiIMU U B MEeHbLUEeN cTeneHn |
AVCyNbOUIHLIMI CBA3AMM.

3. Yucno koM6UHaLMiAi aMUHOKMCIOT B NOAMNENTU- |
e OYeHb BENVKO, MOBTOPSIOLIMECS NMOCEA0BaTENbHO-
CTV @aMUHOKMCNIOT PELKM. |

4. MepBuuyHaa cTpykTypa Genka AeTePMUHMPYET
BTOPUYHYIO, TPETUYHYIO 1 HETBEPTUYHYIO CTPYKTYPY 6en- |
KOBOW MONEKYbI.

BTopuyHas cTpykTypa 6enka — koHburypaums |
nonvnenTuAHoOW Luenu, 6onee KOMMNaKTHasi ee ynakoBs-
Ka B CNMpasibHyl0 UNU Kakylo-nnbo Apyryio KOHbop- |
Mauuio.

CyuiecTByeT ABe OCHOBHbIX KOHGUrypauum nonau- |
nenTUOHOM Lenu: a-cnvpasb 1 B-cnaayatbiii CNoi.

JevicTBylOWMM Hayanom o6pasoBaHus o- U B- |
CTPYKTYPbl SIBASIETCS CMOCOBGHOCTb aMUHOKUCIOT o6pa-
30BbIBaTb BOAOPOAHLIE CBA3U. |

BopoponHas cBsidgb — cnaboe anekTpoctaTuye-
CKOe B3aUMOAENCTBME MeXAy S1eKTpooTpuuaTtenb- |
HbiM aToMoM (O unn N) n aToMOM BOAOPOAA, KOBANEHT-
HO CBSI3aHHBIM C APYIrMM 3J1€KTPOOTPULATENIbHBIM |
aTOMOM.



HbIMW) pagvKanamm:
1) cepuH;
2) UMCTEWH;
3) rnyTtamuH;
4) TPEOHWH;
5) METMOHWH;
6) acnaparuH.
3. AMUHOKMCAIOTBI C OTPULIATENBHO 3aPSXKEHHBIMU
pagukanamu:
1) rnytamMmnHoBas KUCNOTa;
2) acnaparnHoBas Kucnota.
4. AMUHOKMCIIOTBI C MONIOXUTENBHO 3aPsKEHHBIMU
pagvkanamu:
1) rucTmauy;
NN3VH;
APrUHVH.
5. AMVHOKNCNOThI C apOMaTUYeCKUMU paavkanamm:
buUHMNananuHx;

9
2) TMpOo3uH;
3) TpuntodaH.

|
|
|
|
|
|
|
|3
|
|
|
|
|
|
|
|

mexay COOH-rpynmoit

n OH-rpynmoii TuposuHa

mexty OH-rpynmnoii cepuna u nenTHIHOK

CBA3BIO

2. AMWHOKMCIOTbI C NOASPHBIMU (rMAPOdPUNb- Xm TypHble 6enku (KonnareH, KepaTwuH, 3nacTuH

v ap.). benku yyacteytoT B 06pa3oBaHun KNeTou-
HbIX MEMOPAH, MEXYTO4YHOrO BELLECTBA COeAVHUTESb-
HOWi TKaHW, B KOMMJEKCE C YrieBoJamu BXOAST B COCTaB
psaa cekpeTos (MyumHa, MykOuaos 1 ap.).

6. TopmoHanbHas dyHkums. fopMoHanbHas peryns-
uVsi 3aHMMaeT BaxHOe MeCTO B perynsuuv obmeHa Be-
WeCTB, a psj ropMOHOB NpeacTasneH 6enkamu, nNonv-
nenTuaamMu U NPon3BOAHLIMU AaMUHOKWCIIOT.

7. MurtaTtenbHas (pe3epsBHast) GyHkumsA. CyliecTtsy-
10T CrneunanbHble pe3epBHble 6enku, OCyLecTBAsoLmMe
nuTaHne nnoaa (oBanbGyMuHbI) 1 pebeHka (anbOyMuHbI 1
Ka3ewuH).

Kpome Toro, 6enku y4acTByioT B 9KCMPECCUN reHe-
TU4eCKon HbopMaLmmn, nepeade HepBHbIX UMMYbCOB,
NoAAEepPXMBAIOT OHKOTMHECKOE AABSIEHNE KPOBU U Kie-
TOK, obecneymBaloT romeoctad pH BHyTpPeHHen cpeppl
opraHvama.

B opraHax n TKaHsiX XMBOTHbIX COAEPXUTCS 60nb-
woe konn4ecTBo 6enkos. Ha ponio 6enkoB B Henoseye-
cKoM Tene npuxoautcs 45% oT cyxoit Mmaccel. Hanbonee
6oraTbl 6€1KOM NONEePeYHO-NON0CATLIE MbILLLIbI, NErKue,
ceneseHka 1 nouku (72—84%). K opraHam ¢ yMepeHHbIM
coaepxaHnem 6enka OTHOCATCS KOXa, MO3I 1 HepBHas
TKaHb, CepAue, OpraHbl NULLIEBAPUTENbHOV CUCTEMBbI
(47—63%). B TBepAbIx TKaHAX KOCTel, 3y60B 1 B XUPO-
BOVi TKaHn 6enikn cogepxarcs B HeGONbLLIOM KonnyecTse
(14—20%).

M30MOHHbIN pacTBOp Genka — pacTBop, CO-
,D'ep)KaLLI'VIVI TONIbKO WMOHU3MPOBAHHbIE OCTATKU
aMVHOKMCIIOT 1 MOHbI, 06pasyioLmecs npu auccouma-
Ly BOIbI.

MN3010oHHOI ToukoW Genka HasbiBaeTCsl 3HA4YeHUe
pH n3onoHHoro pacTeopa aToro 6enka.

MoHsiTUe O CTPYKTYPHOI opraHnsauumu 6enka

Benkun npeacTaBnaioT coboi CNoxHbIe NoAMNenTn-
Abl, @MUHOKMCIIOTbI B KOTOPbIX CBSi3aHbl MENTUAHLIMU
CBSA35IMK, 06Pa3YIOLLIMMUNCS NPV B3aMMOLENCTBUMN oi-Kap-
GOKCUSIbHBIX U 0.-aMVUHOTPYMM aMUHOKUCTOT.

CH; — ?H —COOH + HyN - CH, - COOH ﬁ

NH,

AJaHWH TJIHIHH

?O CH; - CH-CO=NH- CH;

|
NH; COOH

ATAHWITIHIMH (TUTEeNTH)

K aynentugy MoryT npucoeauHaTLCS Apyrve amu-
HoOKMCNOTbl, 06pa3ysa Tpu-, TeTpa-, NeHTanenTua, u Tak
panee BMAOTb A0 06pa3oBaHUS KPYNHOro noaunenTtu-
pfa. MocnenoBaTtenbHOCTb PACMONOXEHNS aMUHOKMC-
NOT B NosvnenTuae NPeacTasnseT cobov nepsuyHyto
CTPYKTYpy Genka.

Bcero cyLlecTBYeT YeTbipe YPOBHSI CTPYKTYPHOW
opraHu3auun 6enka — nepBuYHasi, BTOPUYHas, TPeTuy-
Hasa 1 4eTBEPTUYHAA CTPYKTypa.



5. TpeTuyHasa n YeTBepTUYHasA

cTpykTypa 6enka.
Knaccudukauusa 6enkoe

TpeTuyHasi cTpykTypa 6enka — 3TO MPOCTPaH-
CTBEHHasi OpUEHTaLMs NOAUNenTUAHoM cnupanu. Mpo-
Lece yknaaku nofunenTuaHomn uenv — ponauur.

MpocTpaHcTBeHHas CTPykTypa GenkoB 3aBUCUT OT
VIOHHOW cvnbl U pH pacTBopa, TemnepaTypbl U UHbIX dak-
TopoB. B cTtabvnm3daunm nNpocTpaHCTBEHHON CTPYKTYpbl
6enKkoB Hapsidy C KOBaIEHTHbIMV CBSA3SIMW MPUHUMAIOT
yyacTue BOAOPOIHbIE CBA3U, 3NIEKTPOCTATUYECKME B3an-
MOZEWCTBUS 3apsKEHHbIX FPYNMn, BaHAEpBaanibCOBbI
Cunbl, B3aMMOJENCTBUS HEMNoNspHbix GOKOBbLIX pa-
AMKanoB aMWHOKUCNOT, TMAPODUNbHO-rAPOdOGHbIE
B3auMoaencTens u gp. TpeTuyHas cTpykTypa 6enka
bopmMuMpyeTcsi caMONpPOn3BOSIbHO U MOJIHOCTLIO AeTep-
MUHVPYETCS MEPBUYHOW CTPYKTYpoli 6enka. OCHOBHbIM
ABVXYLIMM MOMEHTOM B BO3HMKHOBEHUW TPEXMEpPHOM
CTPYKTYpPbl SIBNSETCA B3aUMOLENCTBME paavKanoB aMmu-
HOKUCNOT C MONeKyiaMmmn BoApl.

YeTBepTuYHaa CTpykTypa Genka — npocTpaH-
CTBEHHasi OPUEHTALWISt HECKOJbKUX MOMNENTUAHBIX Lienei
C 06pa3oBaHVieM MaKpOMOJIEKYSIIPHOrO 06Pa30BaHKS.

OTaenbHble NOAMMNENTUAHbIE LENU — NPOTOMepbI
(MOHOMepbI, Cy6beaviHMLBI) — He ob6nagaioT Guonorunye-
CKOW aKTMBHOCTbLIO ¥ NpuobpeTaloT ee npu onpefae-
NIeHHOM cnoco6e NPOCTPaHCTBEHHOrO O0ObeAVHEHMS.
O6pa3oBaBlIasics MoJiekyna SBJISETCS OJIMrOMEPOM
(MynbTUMEPOM).

YeTBepTUYHAsA CTPYKTypa CTabUM3npyeTcs 3a cHeT
HEKOBANEHTHbIX CBSI3ei MexAy KOHTaKTHbIMU MioLwaaka-
MW NPOTOMEPOB, KOMMJIEMEHTAPHbLIX APYr APYry.

NPOAYKTOB ruaposin3a 6enkos

KoHeuHbI pesynbrat AeNCTBMSA NPOTEONNTUYECKUX
(depMeHTOB Xeslyaka M KUleYyHWka — paclienneHve
NpakTUYeCKn BCeW Macchbl NULEBbLIX GENKOB A0 CBOOOA-
HbIX @MWHOKUCIOT.

BcacbiBaHne CBOOOAHbLIX aMUHOKWCIOT U3 KuLLey-
HVKa NPOMCXOAUT AOCTATO4HO BbICTPO — MaKCUMAasbHbIN
NPUPOCT X COAEPXaHWs B KPOBW MPOUCXOAUT 4epes
30—50 MuH nocne npuema B nuwy 6enka. BcacbiBaHve
MPOVCXOAMT rNaBHLIM 06PA30M B TOHKOM KULLIEYHUKE.

OCHOBHOW MEXaHU3M TPaHCMopTa aMUHOKMCIIOT Ye-
pe3 KeTo4Hble MeMOPaHbl — raMma-ryTamyIbHbIA LIMKIT
C y4acTveMm LiecT GepMEHTOB (OAVH U3 HUX MEMOPaHO-
CBSI3aHHbIN, OCTaNIbHblE HAXOAATCA B UMTO30€) 1 Tpunen-
TAA, IYTaTVOH (raMma-ryTamMmUALMCTENHUNTIMLIAH).

AmuHOKHCNIOTA +
+ MY TaMHIUHCTEHHHITIIHIIUH
(ruIyTaTHoOH) —>
TIIyTaMHJIaMHHOKHCIIOTa +
+ HIHUCTECHHWITJIMIHH.

KnioyeBoii depMeHT npouecca — ramma-rinyrammn-
TpaHcdepasa, kaTanManpylowas NepeHoc MyTaMuIbHO-
ro ocTaTka riyTaTMoHa Ha TPaHCMOPTUPYEMYIO KUCIIOTY.

CeoboaHas amMyMHOKWUCNOTa, y4acTBylolwas B 3TOM
peakumm, NocTynaeT C HapYXHON NOBEPXHOCTU KNETKW,
rNyTaTUOH HaxoauTCst BHYTPW. locne peakuyu riytamu-
NTAaMVUHOKMCIIOTa OKa3blBaeTCsi B KJIETKe BMECTe C LycTe-
VHUAMULMHOM.

Janee aTta kucnoTa paciiennsietcss GpepMeHTOM
UMTO30N4 ryTamuiaMmHoTpaHcdepason.

>

CyLLecTBYIOT HEKOTOPblE 0COBEHHOCTM 6enKoBOro
obmeHa:

1) ocyliecTBneHVe NNacTU4eckom GyHKLMN.

2) cnocoBHOCTb onpeaensiTe AMHAMUYECKOE COCTOSHME
Mexay OpraH13mMoMm 1 OKpyXatoLe Cpeaon;

3) cTporas cneumbuyHoCTb;

4) obecneyeHune KaTanUTUYECKON GyHKLMK;

5) obecneyeHne aHepreTUHeckomn GyHKUMK;

6) pa3BeTBIEHHOCTb 6ENKOBOro 06MeHa;

7) VHTErpypoBaHHOCTb 6enkoBoro obmeHa ¢ 06MEeHOM
yrNeBOAOB, NUNWAOB, HYKIEUHOBBLIX KWUC/OT Yepe3
aMUHOKWUCIOTbI MW @-KETOKUCNOTHI.

dakTopbl, onpeaensiowmne cocTosHue 6enko-

BOro obmeHa:

1) dpusmonornyeckoe CoCTosiHME OPraHM3mMa;

2) pestenbHocTb LUIHC;

3) cuHTe3 Genka (OCyLLEeCTBNSAETCS MO 3aKOHY «BCE WUn
HWUYEero» Npu yCNnoBMn Hann4us B knetke scex 20 amu-
HOKWCNOT);

4) obmeH 6enkoB (perynnpyetcs ropmoHamu, onpene-
NAOLWYMY HanpaBneHne CUHTe3a, pacnaga v UHTEeH-
CVBHOCTb 6€/1KOBOro obmeHa).

Jns NpaBMILHON OLEHKM COCTOsIHMS oBmeHa Gen-

KOB [10CTATO4HO oOnpejeneHve as3oTuctoro GanaHca.

PaznuyaloT NoNoXUTENbHBIA U OTPULATENbHBIM GanaHc,

a30TUCTOe paBHOBecHe. [pu NMONOXWUTENBHOM a30TUC-

ToM GanaHce KONM4ECTBO BLIBOAMMOIO W3 OpraHu3ma

MeHbLLEe KONMYEecTBa a3oTa, BBOAUMOrO C MNULLEN, YacTb

a30Ta OCTAETCA B OPraHn3Me U PacXOAyeTcsi MaBHbIM

06pasom At GUOCHMHTE3A BbICOKOMONEKYNSIPHbIX GeKo-

BbIX BELLECTB, CUHTETUYECKVEe npouecchl npeobnagaloTt

8. MpomMexXyTouHbIit 06MeH
aMWHOKMUCNOT

PaCLU'EI'IHEHI/Ie AMUHOKMNCNOT, HEe NCMOJIb3YIOLWUXCS
B npouecce 6MoCUHTE3a, Ae3aMUHMPOBaHNE, TpaHca-
MUHUPOBaHMe, AekapboKCUIMpoBaHue.

ﬂ,eSaMVIHVIDOBaHVIS, nnuv oTwenneHme, ammHorpyn-
Mbl KaTaan3npyeTca okcugasamMu aMMHOKUCIOT, 3Tn
depMeHTbl KaTannanpyioT Ae3aMUHUMpoBaHne, conpo-
BOXAAIOLLEECH OKUCNEeHNEeM (OKUCANTENbHOE Ae3amu-
HUpOBaHwue).

MepeaMnHMpOBaHNE aMWHOKUCIOT — peakuus,
B KOTODOVI npoucxoaunT obmeH aMUuHOrpynnbl Ha KeTor-
pynny Mexay aMUHOKUCIIOTOM N KETOKUCIIOTON.

TaK, rnytTaMmmnHoBas KucnoTta, Bsammoneﬂcmyﬂ
C NUPOBUHOrpagHon 6e3 NpomMexyTo4yHoro obpasosa-
HWUA ammuaka, npespaliaeTcs B 0-KeTOryTaposyio,
a nMpoBUHOrpagHasi — B aJlaHUH.
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®depMeHThI, kaTannaupyloLLme 3Ty peakumio, coaep-
KaTcs B MbllULAX, MO3re, CepALe, NeveHu raBHble 13
HUX — ryTamaT-nupyeaTTpaHcaMuHasa v acnaprar-nmpy-
BaTTpaHcammHasa. KopepmeHT TpaHcammHas — npous-
BOAHOE nupuaokcans (ButamuHa Bg) — nupupokcansb-



| @ Hag npoueccamu pacnaga 6enkos. Mpu oTpuua- x 5 B COOTBETCTBMM C BbINOAHAEMbIMU DYHKUMSA- |

TeSIbHOM a30TMCTOM GanaHce KONMYEeCTBO Bblaesisie-
MOrO a30Ta MPEBbILLAET KOMYECTBO MOCTYNUBLLETO a30Ta.
Yem 61111Xe aMUHOKVICIIOTHBIV COCTaB NPYHUMAEMOrO N LLE-
BOro 6eka K aMMHOKUCIIOTHOMY COCTaBy GenkoB Tena, TeM
BbiLLIe ero Buonoruyeckas LeHHOCTb. B opraHuame yeno-
Beka CuHTe3npyeTcs Tobko 10 n3 20 Heo6xoaAMMbIX aMu-
HOKWCNOT, ocTanbHble 10 ABna0TCA He3ameHumbIMu. He-
[0CTaTOK B MULLE OJHOV HE3AMEHUMOW aMUHOKUCIOTbI
BeJeT K HernoSIHOMY YCBOEHWUIO APYrUX amMWHOKUCIOT.
BenkoBble pe3epsbl — 1Ierko MobunmMayemblie Npu Heob-
XOAMMOCTU TKaHeBble 6enku, B kayecTBe pe3epBHbIX
6enkoB paccmaTpuBaloTcs 6enku nnas3mbl KPOBM, neye-
HW, MbILLL,

[MaBHbIi UCTOYHUK GENKOB — MULLEBbIE MPOAYKTbI
>KMBOTHOIO U PacTUTENIbHOrO NpoucxoxaeHns. CyTb npo-
Lecca nepeBapuBaHs NULLEBLIX 6eIKOB — NNLLNTL 6enkn
NULLIM BUOOBOWN U TKAHEBOM cneumdnyHOCTM NyTem nocne-
[0BaTeNbLHOr0 JeiCTBUS NPOTEONUTUYECKUX HEePMEHTOB
1 NpyaaTh NPOAyKTaM pacrnaja CrnoCcoBGHOCTb BCAChIBATb-
Csl B KPOBb Yepe3 CTeHKy kuiievHuka. 95—97% Genkos
NULLM BCACbIBAIOTCH B BUAE CBOOOAHBLIX aMWHOKWCNOT.
B XKT ocywectesasetcs noaranHoe ¢epmeHTatuBHOe
n3bupartenbHoe pacluenseHne nenTuaHblX cesasel 6en-
KOBOI MOJeKy/ibl A0 KOHEYHbIX MPOAYKTOB rvaponvsa
6e1KoB — CBOGOAHBIX aMUHOKMCOT. MAponna 3akoya-
eTca B paspbiBe NentuaHbix ceasei —CO-NH-6enkoBoi
Monekynbl. [poTenHkMHasbl 061a8aloT LWNPOKOW cneum-
DUYHOCTBIO.

EE docdart, KOTOpbI, B3aMMOAENCTBYS B COCTaBe

TpaHCaMnHa3bl C aMUHOKUCIOTON, NPUHUMaET Ha
cebs amuHorpynny. 3aTem OH npeBpallaeTcs B nu-
puaookcammHdocdar, KOTopbIin nepesaeT aMuUHOrpynny
0.-KeTOKWC/IOTE, NpeBpallas ee B aMUHOKVCIIOTY U BOC-
CTaHaBnvBasChb B BuAe nupupokcansdocdara. Mpopea-
rMpoBaBLLasi aMMHOKWUCIOTA, TEPSisl aMUHOMPyny, nepe-
XOOUT B KETOKUCIOTY. MmeloT 3HayveHue ABe peakuuu
nepeamMnHNpPOBaHWS.

KeTokucnotel, 06pasytolmecsi npy nepeamvHupo-
BaHUW, B 3aBUCMMOCTY OT CTPYKTYPbI, CIYXaT NpeaLecT-
BEHHVKaMUN [IOKO3bl Y [FIMKOFeHa WM KETOHOBbIX Tes.
B pesynsTate nepeamnHMpOBaHns N3 aMUHOKUCIOT 06-
Pa3yloTCA KETOKMCOTbl — YyrnepoaHble CKeneTbl aMUHO-
KMCNOT, KOTOPbIE BOBNEKAIOTCA B LMK TPMKapOOHOBbIX
KVCNOT: anaHvH, MULUMH, NENLUUH, CePUH, TPEOHWH, Nn-
3uH, TpuntodaH — 4Yepes3 auetun-KoA; dpeHunanaHuH
1 TUPO3WH — Yepe3 aueTun-KoA HenocpeaCTBEHHO B dy-
Mapar; aprHviH, TMCTUAWH, FyTaMuH, ryTamyHoBas
KMCNOoTa, NPONVH — B 2-OKCOrNyTapaT; acnaparuH v ac-
naparuHoBas KMcnoTa — B OkcasnoaleraT; BaJMH U MeTu-
OHVH — B cykumHon-KoA.

Mpu MHTEHCMBHOM pacnane aMMHOKUCIIOT 3a cYeT
ycuneHnHoro obpasoBaHusi auetun-KoA yckopsietcs
CVHTE3 KETOHOBbIX TEJl B MEYEHMU.

JekapboKCcMnMpoBaHne aMMHOKUCIOT — peakums,
KaTanuanpyemas gekapbokcunasamu:
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MV BbIAENSIOT 12 maBHbIX KNIacCoB 6enKoB:
) KaTanuTU4eckun akTBHbIE GENKN (DEPMEHTHI);
) 6enkn — NHrMBUTOPBLI HGEPMEHTOB;
) 6enkv — perynatopbl akTMBHOCTU FrEHOMa;
) 3awmTHble 6enkn: 6enkn MMMYHHOWN 1 CBEPTbIBAIO-
e CUCTEMBI;
ToKCcU4eckne 6enku;
TPaHCMOPTHbIE Gesku;
MembpaHHble 6enku;
cokpaTtuTtesbHble 6enku;
peuenTopHble 6enku;
6€e/KN-roOPMOHbI;
6enk — 060104KN BUPYCOB;
6enkn ¢ ApyruMu GyHKUMSMUA.

)CTU OT 0CcO6

Tel BTOPUYHON |

W TPETUYHOI CTPYKTYPbI BbIAENAIOT: |

1) a-6enku (copepxat He meHee 60% a-cnupanu);

2) b-6enku (copepxar ToSibko b-CTpyKTypbl); |

3) a+ b-6enku;

4) a/b-6enkun. |

B 3aBMCUMOCTH OT XMMM4Y€CKOro CoCTaBa 6enku

noapasaensioTcs Ha: |

1) npocTble 6enkn (MOCTPOEHbI TONILKO N3 OCTaTKOB amMmn-
HOKMCJI0T) — MPOTaMVHbl, TMCTOHbI, allbOYMWHBI, [10- |
GynuHbI 1 Op.

2) cnoxHble 6enkn (cocTosT U3 6enka 1 HebenkoBoro |
KOMMOHEHTa — NPOCTeTUYECKOM rpynnsl) — ¢pocdo-,
XPOMO-, HYKN1€0-, MNNKO-, TUMNO- N MeTaNNoNPOTENHbI. |

X———————— >

OOHOBPEMEHHO MPOVCXOAUT MMAPOINS LMC-
TEVHUAMMMUMHA HA LUMCTEMH W FWUMH. B untore |
MOJIeKy/1ia aMUHOKMCIIOTbI OKa3blBAeTCS B LTo3one. Moc-
TyrnjeHne 3Heprum, Heobxoammon ans nepeHoca, obec- |
neyvBaeTCs 3a CYET rMapon3a ABYX NEeNTUAHBIX CBA3e
B INyTaTVOHe Ha NEPBOWi 1 BTOPOI CTaaumn npoLecca. |

[MepeHOC 04HO MONeKybl CONPOBOXAAETCS NOT-
pebGneHnem oaHOM MoNeKybl ryTaTuoHa. Aas npoaon- |
XXEHUs npouecca ryTaTyoH pereHepupyeT B XoAe Tpex
nocnefoBaTesibHbIX NPeBpaLLeHnii. |

B peakuymu ncnonbaytotes Tpu Monekybl ATd. Beachl-
BaemMble aMUHOKMCNOTbI NONaaatoT B I'IOpTa]'IbeIVI KPOBOTOK, |
neyeHb, OBLLMIA KPOBOTOK. OCOBO MHTEHCUBHO MOMOLLAIOT
AMUHOKWCIIOTbl MeYeHb W MOYKM, @ MO3r U3BupaTtensHO
6bICTPO — METVOHWH, LMCTUAVH, FULMH, aprvHUH, ryTa- |
MWH, TUPO3UH. MyKkpodopa KuLLIeYHKa pacronaraeT Ha-
60pOM (PEPMEHTHBIX CUCTEM, KaTAIMU3VPYIOLMX PasHO- |
o6pasHble MPeBpaLLeHUst MULLEBbLIX aMWHOKUCIIOT, He
CBOWCTBEHHbIX OPraHN3My YesioBeka, 6narogaps 4emy cos- |
[aloTCs ONTUMAJIbHbIE YCIIOBYS /151 06Pa30BaHUs SILO0BUTBIX
Npo/yKTOB pacnaaa aMMHOKUCIIOT — (eHona, HAoNa 1 Ap. |

Bce 3Ty npeBpaLLeHns aMUHOKWCIIOT Ha3biBalOTCs
rHneHvemM. Pacnap cepocofepxalinx ammHOKUCOT |
(aMMHOKMCNOTUMCTENHA, METUOHWMHA) NPUBOAUT K obpa-
30BaHMIO CEPOBOAOPOAA, METUIMepPKanTaHa. JuaMmHo- |
KUC/OTbI (OPHUTWH, NU3KH) NoABepratoTcs aekapbokeu-
NMPOBaHUIO C 06pa3oBaHNEM aMUHOB, COOTBETCTBEHHO
nyTpecumHa 1 kagasepuHa. /13 apomatnyeckmx ammHo- |
KUCNOT — deHunanaHnHa, TMpo3uHa, TpuntodaHa npu
6akTepranbHOM AekapbokcunupoBaHun o6pasyloTcst |
aMUHbL: GEHUNITUNAMUH, TUPAMWUH, TPUMNTaMWH. Muk-
po6HbIe PEPMEHTLI KMLLEYHMKA pa3pyLiatoT GOKOBbIE Le- |
Ny UMKINYECKUX aMVUHOKUCIOT, TMPO3MHA 1 TpunTodaHa
c 06pa3oBaHNEM SO0BUTbIX MPOAYKTOB OOMEHa, COOTBET- |
CTBEHHO kpe3onia n peHona, ckatona, uHgona.



9. AMUHBI

AMUHBI (NPOAYKTLI Aekap6okcunmpoBaHus) obna-
[A0T BbICOKOW OMONOrMYECKOW akTUBHOCTbIO, K 3TOMN
rpynne CoeIMHeHUi OTHOCSTCA MHOTE MeauaTopbl.

Famma-aMmuHomacnsHas kucnota obpasyetcs
B pe3synibTate Aekap6oKCUAMPOBAHWS IYTAMUHOBOW KMC-
NOThI, KaTanU3npyemon rmyTaMaTaekapboKcuason, Ko-
depmeHT koTopon (dochonmpuaokcans) B OCHOBHOM
ofpasyeTcsi B TKaHW ronoBHoro mosra. OHa siBnsieTcs
TOPMO3HbLIM MeINaTOPOM B HEPBHOW CUCTEME.

MMcTamMmuH — NpoaykT fekapboKCUNMPOBaHNS T1C-
TUAMHA, KaTaNM3MPyemoro creunduyeckoin aekapOok-
Cunason, KOTopasi PacnpoCTpaHeHa B TY4HbIX KNETKax,
YCTpaHseTCs MMcTamyH IMaM1MHOOKCUAA30M, NpeBpaLuaro-
Len ero B anbaerna, v ammumak.

B Ty4HbIX KneTkax rucTamuH cBsidaH ¢ Genkamu,
BbICBOGOXAaeTCsi Nof, AeVicTBMeM nnbepaTtopos. B cnu-
31CTON Xenyaka rMcTamunH aKkTUBMPYeT Cekpeuuio nen-
CVHOreHa 1 COMSHOW KUC/OTbI.

CepoToHuH (5-okcutpuntamuH) obpasdyeTtcs U3
TpuntodaHa B peaynbTate ero rnapokKCUANpoBaHus
TpunTodaH-5-MOHOOKCMreHason (kodakTop — TeTpa-
rMaponTepuamH) B 5-oKCUTPUNTOhAH C Nocneaylowmm
[Aekap6OKCUAMPOBAHVEM MOL, AEVICTBMEM 5-0KCUTPUNTO-
¢daH-aekapbokcunasbl. ObpasyeTcsi NPenmyLLeCcTBEHHO
HeripoHamu runoTanamyca u cteona Moara. MYHKUMOHM-
pyeT kak MeavaTop 3TUX HEMPOHOB, aKCOHbI KOTOPbIX 3a-
KaH4YMBAIOTCS Ha HEMPOHaX MHOMMX APYrvX OTAESNIOB ro-
JIOBHOrO M CMIMHHOIO MO3ra, Ha NPOBOAALLMX MyTsX. OHK
MMeIOT OTHOLUEHME K MPOLLeccaM CHa U CEHCOPHOro
BocnpusTus. CepoTOHUH B3aUMOLENCTBYET C d-peLen-
TopamMu npe- 1 NOCTCUHaNTMYecko membpaH. CepoTo-

BpoxzaeHHble HapylieHnss obMeHa aMUHOKWUCIOT
COMPOBOXJAIOTCA TOKCUYECKMM AelCTBMEM aMUHO-
KUCNOT M ux MeTabonuToB BCNEACTBUE BbICOKOW
YYBCTBUTENIbHOCTW HEPBHOW TKaHW K AncbanaHcy amu-
HOKWCNOT.

BpoxpaeHHble HapyweHUss o6MeHa aMWHO-
KUCNOT:

1) runepamuHoaunaemmm, ConpoBOXAAIOLLMECS aMUHO-
aunaypueii, obycnosneHbl AePeKTOM (PepMeHTOB
B 0OMEHEe aMUHOKUCIIOT: PEHWUIKETOHYPUS, NPOSINHE-
MUS, LMTPYMHEMUs, 6ONe3Hb «KIeHOBOrO crpona»,
rUCTUAMHEMUS, IBUHEMUS, METUOHUHEMUST;
HacNeACTBEeHHbIE HAPYLLIEHWSI TPAHCNIOPTa aMUHOKUC-
JIOT, BbI3BaHHbIE YrHETEHNEM KaHa/bLEBOW TPaHCMo-
PTHOI CUCTEMbI;
BTOPWUYHbIE aMuHoauMaypumn, oBycCnoBreHHble Aei-
CTBMEM Pa3NINYHbIX HaKTOPOB Ha CUCTEMY MOYEHHOrO
TPaHCMOPTa aMVHOKUCIIOT, CONMPOBOXAAIOT MOYEYHbIe
1 BHernoyeyHble 3a601eBaHms.

deHunkeToHypus (HEHUNINMMPOBMHOrpPagHas onm-
rodppeHns) — HapyLueHne obmeHa peHnnanaHHa, KoTo-
pbil Npy 3TOM AedekTe He BOBEKAETCs B OKUCNTENbHO-
BOCCTaAHOBWTESIbHBIV pacnaf, HakaniMBaeTcs B BbICOKMUX
KOHLEHTpaLusX.

Tupo3auHemMuss — pesynbTaTr HapylleHus npespa-
LLleHNs p-rmapooKcUNMpyBata B rOMOreHTU3VPOBaHHYIO
KUCNOTY, B KPOBM HaKaniMBaeTcst TUPO3UH U METUOHWH.

AnkanToHypusi — pesynbraT HapyleHHbIX NpeBs-
paLleHnii FOMO-reHTU3NPOBAHHOW KNCNOTbI, MPOAYKThI
OKMCJIEHUSI KOTOPOI HAKaMIMBaOTCsi B ME3eHXMMaIbHbIX
TKaHsIX, MO4Ya Npy 3TOM OKPALLNBAETCS B YEPHbIN LIBET.

- _

B OpraHusme.
Cnuuudueckue nytun
o6MeHa aMMHOKUCNOT

O6e3BpexviBaHMe ammumaka B opraHusme, obpasy-
IOLLEErOCs NpY A€3aMUHMPOBAHNN @MUHOKUCIIOT, B MEHb-
LUei CTeneHu Npu Ae3aM1HUPOBaHUN MYPUHOBbLIX OCHO-
BaHW, OGMOreHHbIX amMWHOB, aMWAOB AMWHOKWUCAOT,
pacrnaje NMPUMNINHOBBIX OCHOBAHWIA, MPOUCXOANT Cne-
[YIOLYIM NyTeMm:

1) BOCCTaHOBWTENIbHOE aMVHUPOBAHWE NMPOUCXOAMT B Ma-
oM 06beMe aMMunaka;

obpa3oBaH1e aMUOOB acnaparMHOBOW W MyTaMUHO-
BOW KWUCNOT (acnaparvHa wu rnytammHa) nportekaer
NPEenMyLLECTBEHHO B HEPBHOI TKaHU;

o6pasoBaHMe aMMOHUIMHBIX COME NPONCXOAUT B Mo-

2)

3

AMuIbl rMaPONN3YIOTCA rMyTaMUHA30M 1 acnaparuvHa-
3001, 06padys acnapTar, ryraMart 1 aMMuak, KoTopblit
HeliTpanusyetcsi ¢ obpa3oBaHMEM COJNieit aMMOHWUS
(OHM yoansaTCsi C MOYOiA);
CVHTE3 MOYEBMHbI — OCHOBHOW MyTb 06e3BpexuBa-
HUSI 1 yOaneHus aMmaka — OCYLLECTBASIETCS B Mneye-
HU.
HauanbHas ctagus CMHTE3a MOYEBWHbl — CUHTE3
Kkap6amounn-docdaTa, KOTOpPbIA, B3aMMOAENCTBYS
C OPHUTVHOM, 06pa3yeT UMTPYIuH. [lanee uMTpyauH
B3aMMO/ENICTBYET C acnaparaTtom, 06pasys aprHuH-
cykumHart. MocnenHuii pacwennseTca Ha dymapar
W apruHUH.

APrvuHVH Nog, AeiNCcTBMEM aprHasbl pacluennseTcs
rmaposINTU4ECKU Ha MOYEBUHY U aprUHUH.

4
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12. O6wme npeacTaeneHns o6 o6meHe

HyKneonporenaos

MepeBapvBaHne HykneonpoTemaos Ha4nMHaeTcs
B Xenyake. of, BINSHUEM CONSIHOM KUCNOTbI U MencuHa
pa3pyLaloTcs CBSI3N Mexay OesikoBbIM KOMMOHEHTOM
HYKIIEONPOTENAOB M MX MPOCTETUHECKO rpynnoit. Hyknen-
HOBbIE KVCIOTbI B KULLIEYHUKE MMAPONN3YIOTCS MOA, AEeNCT-
sremM J1HKasbl n PHKasbl naHkpeaTn4eckoro coka, npoayk-
Tbl TMAPONN3A — ONMIO- U MOHOHYKNeoTuabl. Pocoartasbl
B KULLEYHUKE MAPONM3YI0T MOHOHYKNEOTUAbI 0 HYKNeo-
3naoB n GocdOpHON KUCNOTLI. B TKaHsX HykneoTuapl cny-
XaT NpeawecTBEHHMKAMU 1 COCTaBHbIMU 3JIEMEHTaMU
HYKJIEMHOBBIX KUC/OT, Y4acTBYIOT B KYMynsiLMu SHEPrum
n ee TpaHcrnopte (AAP-ATD), ABAAIOTCA CTPYKTYPHLIMU
KoMnoHeHTamn kodepmeHtos (HAL, HALD, DAL, KoA,
[Td, LUTd), nocpeaHnkammn npy nepeaade ropMoHasbHbIX
curHanos (3,5-UAM®, 3,5-ufMd) Ha BHYTPUKIETOYHbIE
CUCTEMBI.

B1OCKHTES NYPUHOBBIX Y NMUPUMUANHOBBIX HYKJE-
OTUAOB OCYLLECTBASETCS kneTkamu 6ONbLINHCTBA TKa-
Hew. MypuHOBbLIA ckeneT obpasyeTtca M3 ¢parMeHToB
pasHbIx coeanHeHnin: acnaptata dopmMuna, rmyTammnHa,
YIAEKNCIOThl U FINLMHA.

CuHTe3 HaumHaeTcs ¢ obpasoBaHus 5-docdopu-
603un-1-amuHa, ganee K aMMHorpynne NPUCoeanHsAET-
C$i 0CTaTOK runuMHa. 3atem B 06pa3oBaHn MypUHOBO-
ro sapa y4acTByloT meTeHun-H4-donat, rnytamuH,
Aviokcup, yrnepoga, acnaparvHoBsas kucnota, ¢dop-
MWJbHbIN ocTaTok popmun-H4-dbonarta.

3Ta COBOKYNMHOCTb peakLuit BeaeT k 06pa3oBaHuio
MHO3MHOBOM K1cnoTel (MM®), koTopas sBnsieTcs npea-
wecTBeHHMKoM AM® 1 T'M®. Cneumnduryeckne KnHasbl

YeYHOW TKaHW. |

10. OGe3BpeXxuBaHne aMMmaka _l



CO; + NH3 + 3AT® + 2H,0+acnaprat —»
—>» MoueBuHa + 2AJIO + AM® + dymapar +
+ 20OH+DDH

CyulecTByloT crnefyiolme nytm obMeHa amuHo-
KUCNOT:
1) o6MeH rmuumHa u cepuHa. MUUMH — eAUHCTBEHHAs U3
aMWHOKMCNOT, B MOJIEKY/E KOTOPOW OTCYTCTBYET acuM-
METPUYHBI aTOM yrnepoaa. MuuuH urpaeT HesameHu-
MyI0 posb B 06pasoBaHum 6esKoB, MYPUHOBLIX HYK/1€0-
TMOOB, reMornobuHa, XenyHbIX KUCNOT, KpeaTuHa,
rnyTatoHa. CepuH UrpaeT BaxHYI0 posib B 6UOCKHTE-
3€ CNOXHbIX 6enkoB — GocdonpoTeNHOB, a Takxe
docdornmuepraos;
obMeH cepocoaepXallmx aMUHOKUCIOT (METUOHMHA,
uMcTemHa, umMcTmnHa). LinctemH siBnseTcs cocTtaBHOM
4acTbio TpUnenTuga rnyratnoHa. OQHON M3 MMaBHbIX
YHKUMIA FIYTATMOHA SIBAISIETCS COXPaHEHNE PpepMeH-
TOB, COAEPXaLUMXCs B aKTUBHOM LieHTpe SH-rpynnbt
B aKTUMBHOW BOCCTAHOBNEHHON dOpMeE;
o6meH dpeHunanaHnHa n TMposvHa. deHnnanaHnH —
He3aMeHVIMasi aMMHOKUCIIOTa, HO MOJIHOCTBLIO 3ame-
HVIM MPY AOCTAaTOYHOM MOCTYMIEHWN C NULLER peHn-
nanaHuHa;
obmeH TpunTodaHa, SBASIOWErocs He3aMeHUMOoW
amMuHokncnoToin. OCHOBHOW NyTb 06MeHa TpunToda-
Ha NpmBoauT K cuHTedy HAJL, ymeHbLuas noTpebHOCTb
opraHuama B ButamuHe PP;
5) 06MeH AMKapOOHOBbLIX KACNOT.
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npeBpaLLaioT HykneoanaMoHodocdaTbl B HyKNEOo-
3npan- n Tpudocdatel. BeicBoboxpatolmecs
B NpoOLLecCce NPEeBPaLLEeHUst HYKNeOTU0B B TKaHsAX My-
PUHOBbIE OCHOBAHWS (a€HWUH 1 T'yaHVH) MOTYT UCMOJIb-
30BaTLCS MOBTOPHO [J1s1 CUHTE3a HYKNEeOTUAOB.

MNupuMnarvHoBOE AP0 NMUPUMUAMHOBLIX HYKI€0-
TUAOB CUHTE3VpyeTCs M3 AMOKCMAA Yrnepoaa, amug-
HOW rpynnbl ryTaMmnHa u acnaparmHoBOW KUCNOTbI.

MepB.bIit 3Tan cuHTE3a — 06pa3oBaHne kapbamouns-
docdara, NOCTaBLLMKOM aMUHOMPYMIbl 4719 KOTOPOro siB-
nsieTcs rmyTamyHOBas KUCNoTa, 3aTeM U3 Hero obpa-
3yloTcs kapbamounacnapTar, AUrMapoopoTar, opoTar,
opoTMAWNOoBas K1cnoTa, ypuannosas kucnota (YM®).

Je3okcnpnboHykneoTuabl 06pasyTca ns pubo-
HYKJIEOTW0B 3a CYET BOCCTAHOBJIEHNS OcTaTka pnbo-
3bl: JOHOPOM BOZAOPOAA CIYXWUT HU3KOMOJIEKYJISIPHbI
6enoK TMOPELOKCYH, cCoaepXalluuii ABe TUOTrPynMbl.

AKTMBauMs CUHTE3a [Ae30KCUPMOOHYKNEOTUA0B
HabniofaeTca Ha cTagusx, NPeALecTBYIOWMX AeNEHNIO
kneTtku. Kata6onmsm NMYPUHOBbLIX HYKNEOTUAOB 3aBep-
waeTcsi 06pa3oBaHNEM MOYEBOI KUCOThI.

Cunapom Jlewa-HuxaHa conpoBOXAaeTcs Kav-
HMYECKMMM NPU3HAKaMu NoAarpsl y MasbynkoB OT Mony-
ropa o 16 net. Ha nepBbIii NnaH BbICTYNaOT HEBPOJIOMU-
Yeckme CUMMNTOMbl, B OCHOBE Yero nexuT pedekt
TpaHcamMunHasbl, NPeBPaLLAIOLLEN TMMNOKCAHTUH U FyaHWH
B MHO3MHMOHOdOoCchaT.

BTopuyHble runepypukemMmun o6ycnoBieHbl Aeii-
CTBMEM JIeKapCTBEHHbIX CPEACTB, 3aMeNSIOLLVX BbiBE-
AeHVe MOYEBOI KNCNOThI (XNopoTMasnaa, GypocemMmu-
Aa), YCKOPEHHbIM pacnafoM HyKNeonpoTeuaoB wan
BO3HVKAIOT NPW HEKOTOPbIX 3a60neBaHNsX (neikosax).

LIaeT CBepTbiBaHME KPOBU. YCTpaHsieTCst noA, Aevi-
CTBMEM MOHOAMUHO-OKCMAA3bI: MPOUCXOAUT OKUCTEHWE [0
anbaervaa v ganee A0 OKCUMHAONYKCYCHOM KUCNOTbI.

AodamuH (3,4-gnokcndeHnnaTuNaMmH) — npo-
M3BOAHOE TMPO3uHa. MNoa AelicTBUEM TUPO3NHA3bI TUPO-
3WH r’MOPOKCUAMPYETCS B nonoxeHnn C-3, npespatlasichb
B 3,4-anokcudennnananvt (JO®DA). OH nekapbokcunm-
pyeTcsi gekapbokcunasoli apoMaTUHecKMx amuHOKUC-
10T, NpeBpaLLasch B 4odaMUH — MeAMATOP UHIMBUpYIo-
LL|ero TMna OfHOro U3 KPYMHbIX MPOBOASILUMX NyTEN.

JodamuH — Takke MeamaTtop HEMPOHOB, aKCOHbI
KOTOPbIX 3aKaH4YMBAIOTCS B JIMMOUYECKMX CTPYKTypax
nepefHero mMosra v 30Hax, KOHTPONMPYIOLLUX BbICBO-
6OXAEHNE HEKOTOPbLIX FMNOTaNaMm4eckux rOPMOHOB.
JodamuH — npeawecTBEHHUK MenaHnHa, HopaapeHa-
JMHA, aJpeHanuHa.

TaypuH — amuvH, obpasylowmiics U3 UnUCTenHa,
y4acTByeT B 06pa3oBaHNN KOHBIOTMPOBAHHbIX XEJT4HBIX
KWUCOT, BO3MOXHO, BbINOJHAET MeANATOPHYI0 QYHKLIMIO
Ha YPOBHE CMHAMCOB.

HopaapeHanuH ob6pasyetcs n3 godamvHa nog
pelnictBueM podpamuH-B-MOHOOKCUreHasbl, KaTanmau-
pyloLwein rMapoKCUnnpoBaHe B-yrnepogHoro atoma
60K0BOI Lienu. HopaapeHanuH BbINOSHAET POsib Meav-
aTopa B NMOCTraHMMOHAPHBIX BOJIOKHAX CUMMATUYECKOM
HEepPBHOW CUCTEMBI.

AppeHanuH — npoaykt N-meTunnmposaHus HO-
panpeHanuHa deHunnatanoHamMuH-N-meTunTpaHcde-
pasoi.

Kak » HopagpeHanvH, agpeHanuH akTuBupyet
afleHunaTuMknasy, 3anyckasi pacllenieHne rmMkoreHa
1 IMNONN3.

LIMCTUHYPUS — yCUNeHHOe BblAeNeHne umc-
TUHA C MOY40iA, 0BYCNOBIEHHOE HapyLLIEHNEM ero
obpartHoro BcacbkiBaHusi. LINCTUH nnoxo pacTBopuM,
NnoaToMy MNosiBNIeHNE ero B Move BefeT k 06pa3oBaHNio
KaMHel.

LUucTuHo3 umeeT B OoCcHOBe AedeKT CUCTEeMbI
OKMCNIeHUS LMCTUHA B TKaHsX, AedekT pe3opbumm amu-
HOKMCNOT 1 dpocdaToB B NOYEYHbIX KaHabLAX.

FOMOUNCTUHYPUSA eCTb MPOSIBNIEHNE HapyLUEHNs!
mMeTaboM3Ma MeTMOHWHA.

FMuuuHypus obGycnoeneHa aebvumTom depmeH-
TOB, obecneynBaloLMX NPEBPALLEHNS MNLUHA, HTO Be-
AeT K yCUneHHoi npoaykuumn okcanarta. N36blTo4Hoe Bbl-
BeJeHne okcanara C MO4YON B MPUCYTCTBUWU KanbLus
BbI3blBaeT GOPMUPOBAHME KPUCTASIMKOB B MOYKaX U MO-
4eBbIBOASLLMX NYTSIX.

AnbGYMMHM3M XapaKTepu3yeTcsi OTCYTCTBMEM MUT-
MEHTOB B KOXe, BONOCAax, ceT4aTke, CBA3aH C rnotepen
Cnoco6HOCTN MENAHOLIMTOB CUHTE3MPOBATL TUPO3WHA3Y,
KaTanM3npyioLLyio OKWUC/eHWe TUPO3uHa B npepule-
CTBEHHWKU MeNlaHnHa.

Bones3Hb XapTHyna umeeT B CBOE OCHOBE Hapy-
LIEHMe BCaCbIBaHWS TpUNTOhaHa B KMLIEYHNKE 1 peab-
copbumn B MoYkax (xapakTepHbl nennarponofobHbie
KOXHbIE MOpaxeHus, NCUXnyeckne paccTponcTea, atak-
cud, runepaMmmHoauuaypuvs, Mo4ya uMmeeT 3anax KieHo-
BOro cupona).
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13. Bnocuntes AHK, PHK

PasnnyaioT TpM OCHOBHbIX 3Tarna peannsauyu reHe-
TU4eckol nHdopmaumn.

Pennukauus OHK aensetcs kno4eBoii GyHKUmel
AenaLencst KNeTKU 1 4acTblo Takunx G1ONor1Yeckmx npo-
LeccoB, Kak pekoMOBuHauusi, TpaHCNo3numa 1 penapa-
umsa. Ha BTopom aTane, Ha3BaHHOM TPaAHCKPUMNLUUEN, re-
HeTuyeckass MHdoOpMauns, 3anvcaHHas B NEePBUYHON
ctpykType [HK, nepennceiBaeTcst B HyKNeOTUAHYIO NOC-
neposarensHocTb PHK. Ha TpeTbem aTane, HasbiBaeMom
TpaHcasumen, reHeTndeckass MHPopmaums, cogepxa-
uiasica yxe B HyKﬂEOTMﬂHOﬁ nocnenoBaTtesibHOCTU Mone-
kynbl PHK, nepeBoanTCs B aMMHOKMCNOTHYIO NOocneaoBsa-
TenbHOCTbL Genka.

JAHK npencrtaenset coboi aBe AIMHHbIE CNYpanb-
Hble MONMHYKNEOTUAHbIE LENW, 3akpy4eHHble BOKPYr
O[HOV OCU, Lienn OPUEHTUPOBAHBI B MPOTUBOMONOXHbBIX
HanpasneHusax. CaxapopocdaTHblil OCTOB NEXUT CHa-
pyXu OBOWHOI cnupanu, a a3oTuCcTble (NypUHOBbIE
M NMPUMUAMHOBBIE) OCHOBaHWUS — BHYTPW. Llenn yoep-
XMBAOTCA BMECTE BOAOPOAHLIMU CBS3SMU MeXAy
napamv OCHOBaHWI: afeHUH — TUMWH, TYaHUH — LUu-
TO3VH.

YCNOBHO MEXaHW3M CUHTE3a MOXET OblTb noapas-
[eneH Ha Tpy aTana.

1. WMHumaums 6uocuHTesa OHK sBnsetcs Havanom
CWHTE3a I0HEePHVIX HYKINEOTUAHbIX LieMneit 1 coanTes K pep-
MeHTaTVBHOMY GrocuHTedy Ha matpuue JHK HeobbiiHOro
3aTpPaBOYHOro ONMroprboHyKNeoTuaa (npaimepa) co CBO-
60aHO rMApPOoKCULHOM rpynnoi y C-3° pnubosbl.

2. QnoHraumws cuHTesa OHK Bknioyaet craguio
pennukaumm o6enx maTepuHckmx uenen AHK 1 ctaguio

15. CuHTe3 Genka un ero TpaHcnopTt
Yyepe3 MemMOpaHbl

CuHTe3 Genka (TpaHcnauus) npeacTaBnsieT Co-
6011 UMKINYECKNIN 3HEepPro3aBUCUMBbIA MHOrOCTYyNeHYa-
TblA NPOLLECC, B KOTOPOM CBOBGOAHbLIE aMUHOKUCNOTbI
nonnMepuayloTCst B reHeTUHeckn AeTepMUHUPOBaH-
HYIO MOCNef0BaTeIbHOCTb C 06pa3oBaHnem nonunen-
TUAOB.

MNpouecc cocTouT M3 ABYX 3TanoBs:

1) aKTMBMPOBaHWS aMUHOKMCOT. AKTUBaLMS CBOBOAHbIX
aAMWHOKWMCNOT OCYyULEeCTBSeTCs npuv nomMoLim cneuym-
bdunuecknx depmeHToB amuHoaumn-tPHK-uHTeTas
B npucyTcTBun ATD;

2) co6GCTBEHHO NpoLEecca TPAHCSALWN.

Co6CTBEHHO TpaHcaaums. BTopoii atTan maTpuyHo-
ro cvHTe3a 6eska yCNoBHO pa3aensieTcs Ha Tpy CTaguun:
1) vHUumaumio;

2) anoHrauuio;

3) TepmuHaumio.

WHuumaums TpaHcasummn TpebyeT Hanmyms B cucte-
Me, NOMUMO pPMBOCOM, MHULMATOPHOM amuHoaumn TPHK,
VHULMUPYIOLWNX KOJOHOB B cocTaBe MPHK 1 6enkoBbix
dakTopos nHuumaumm. N-dopmunmetnonnn-TPHK aBns-
eTtcs nepeoii aa-TPHK, koTopas onpenenseT BkaoyeHne
N-KOHLIEBOro ocTaTka aMUHOKUCIOTbl U TEM CaMbiM Ha-
Yyano TpaHcnsumn. O6pasosasLuasics GOPMUIMETUOHU-
TPHK nepBoi cBa3blBaeTCs B OMNpenesieHHOM y4vacTke
¢ cybyacTuuen puéocombl u ¢ MPHK.

OnoHraumsi HauMHaeTCsi CO CBSi3bl cnenyto-
wei aa-TPHK (aMMHOKMCNOTHBI OCTAaTOK KOTOPOW sIBNSI-
eTCsi BTOPbIM C KOHLIA nociie popMUIIMETVOHMHA) ¢ 6en-
KOBbIMU haKTOPaMU 1 NPUCOEAVNHEHNSI BCETO KOMMIeKca

- _

06EeNIOKCUHTE3NPYIOLLLEN CUCTEMBI,
npupoaa reHeTU4YecKoro Koga

B cuHTe3e 6enka B pubocomax (TpaHcnsaummn) noc-
nefoBaTeNnbHOCTh PACNONOXEHUS HykNneoTnaos B MPHK
onpepenseT NepBuYHyto CTPyKTypy 6enka. CoctaBnsio-
uielt 4acTbio 6uocnHTe3a 6enka sBnseTcs 6eNoKCuHTe-
3upyioulas cuctema:

1) 20 aMVHOKMUCNOT, BXOASALLMX B COCTaB GENKOBLIX MO-
nekyn;

Kak MuHuMyMm, 20 pasHbix TPHK, obnagatowmx cneum-
DUYHOCTLIO K onpeaeneHHoMy hepMeHTy U amuHO-
Kucnore;

HAbop Kak MUHUMYM, 20 pasnnyHbiXx GEpPMEHTOB —
amMuHoauun-TPHK-cuHTeTas, Ttakxe obnagaloLlmx
[LBONHOW CNeumMdUYHOCTbLIO K Kakoi-nnbo onpeaenex-
HOWM amuHokucnote n ogHon TPHK;

pubocoMbl (Monncomsl), coctosime n3 4—12 MoHo-
prMBOCOM C NPUCOEAMHEHHOW K HUM MaTpPUYHOW
MPHK;

AT®D n ATO-reHepupyioLas cuctema GpepMeHTOB;
[T, npuHMatoLwmii cneumduyeckoe y4acTve B MHA-
umaumm 1 3noHraumm cuHTesa 6enka B puéocomax;
MPHK B kauecTBe rnaBHOro KOMMNOHEHTa CUCTEMbI, HE-
cyLen nHbopmaumio 0 CTPYKType Genka, CUHTE3NPY-
loLero B puéocome;

6enkoBble $HaKTopbl, y4acTBYIOLLME B CUHTE3€ Ha pas-
HbIX YPOBHSIX TPAHCAALMN.

Pn60COMbI XMMUYECKM NPecTaBAsioT COBOM HyK-
NIeonpoTeHbl, cocTosiwme Tonbko M3 PHK n 6enka,
NPOCTPaHCTBEHHAA CTPYKTypa TpexmepHas, pPHK npo-
MCXOAUT 13 06LLEro NpeLecTBEHHNKA BCEX KIIETOYHbIX

2)

3

4

5)
6)

7)

8

KonuyecTtBo 1 pa3Hoobpasue 6eskoB onpeaesnsioT-
Cs CTeneHblo MX yyacTusi B Metabonuame. VIHTEHCUB-
HOCTb OBMEHa perynmpyeTcs CKOpPOCTbiO CUHTe3a Geka
1 napasniiesibHo KOHTPOSIMPYETCS ajioCTepU4eckum ny-
TeM. CylHOCTb O6LLein Teopun perynsumm cuHtesa 6en-
Ka CBOJMUTCS K «BbIK/IOYEHWIO» UNW «BK/IOYEHNIO» FEeHOB
KaK GYHKLVOHMPYIOLLVX €AVHULL B MPOLIECC Nepenayn 3a-
KOAVPOBaHHON B CTPYKTYPHbIX re Hax [HK reneTtunuyeckoi
MHpOPMaLUN ana cuHTesa crneunduyecknx 6enkos.
B 6uocuHTe3e 6enka y 6akTepuin y4acTByoT:

1) CTPYKTYPHbIE reHbl;
2) reH-perynaTop;
3) reH-onepartop.

CTpYKTypHblE FeHbl ONPeAensioT NEPBUYHYIO CTPYK-
TYpy CUHTe3vpyemoro 6eska, MIMEHHO 3TW reHbl B Lenun
JAHK aBnsoTCcs ocHoBoM ans 6uocuHTesa MPHK, koTopas
3aTem nocTynaet B puGOCOMY U CIYXWUT MaTpuLei ans
6uocrHTesa 6enka.

CuHTe3s MPHK Ha CTPYKTYpHbIX reHax Monekybl
JHK HenocpencTBEHHO KOHTPOIMPYETCS ONpeAeneHHbIM
Y4acTKOM, Ha3blBaeMbIM FEHOM-ONepaTopoM, KOTOpbIi
CNYXWUT NYCKOBLIM MEXaHU3MOM 4191 PYHKLUMOHUPOBaAHUS
CTPYKTYPHbIX reHOB. CunTbiBaHWE reHeTUHeckoro koaa,
1. €. popmmpoBaHne MPHK, HaunHaeTca ¢ npomoTopa —
yyacTtka AHK, ABnsiioLLerocst TOYKOW MHULMALMmN NSt CUH-
Te3a MPHK, n nanee pacnpoctpaHsieTcs nocnenoBatenb-
HO BAOJIb OMepaTopa 1 CTPYKTYPHbIX reHoB. KoauposaH-
HblA OOHVMM OMEepaTopoM OAMHOYHBLINA FeH MM rpynna
CTPYKTYPHbIX FEHOB 06pasyloT onepoH. [lesTenbHoCcTb
OMnepoHa HaxoAUTCsi MOJ, KOHTPOJIEM [pPYroro y4acTka
uenn OHK, nonysuBliero Ha3saHue reHa-perynsaropa.
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|_EE PHK, cuHTeaupytowerocs Ha matpuue JHK B a4,

pe, pubocomarnbHble GENKM UMEIOT UMTOMAa3MaTh-
4eckoe MPOVCXOXAEHNe, 3aTEM OHWU TPAHCMOPTUPYIOTCS
B SAPLILLKW, A€ NPOMCXOAUT CMOHTaHHOe obpa3oBaHue
pubocomanbHbix cybyactuy,. AMuHoaumn-TPHK-cuHTeTa-
3bl — cneundunyeckme hepmeHTbl, KaTanusnpyloLme ak-
TUBMPOBAHWE aMWHOKUCINOT W CBSi3blBaHWE MOCNEOHNX
c onpegeneHHbiMu TPHK. d®epmeHTbl 06napaiot abco-
JIOTHOW CMELMPUYHOCTBIO AENCTBYS, y3HAIOT TOJIbKO OAHY
aMVHOKMCIIOTY.

B HacTosiwee Bpemsi M3BeCTHO 60 pasnuyHbIX
TPHK. Ons kaxaoi aMUHOKUCAOTBLI B KNeTke uMeeTcs
no kpanHe mepe ogHa cneunduryeckas PHK. Matpuy-
Has PHK obGecneunBaeT nepeHoc uHdopmaumm ot OHK
B A4pe, rae oHa cuHTesnpyeTcs nog aencranem [1HK-3asu-
cumoii PHK-nonumvepasbl [0 upTonnasmbl, COEAMHAETCS
C prbocoMamm 1 CRYXUT MaTpuULIEi, Ha KOTOPOIA MPOUCXO-
anT cuHTes 6enka. Mpupoaa reHeTnyeckoro koaa. lreHeTu-
yeckas wnHboOpmaums, 3akoaMpoBaHHAs B MNEPBUYHON
ctpykType AHK, nepeBoanTcs eLle B sape B HyKNEOTUAHYIO
nocnenoBatensHocTb MPHK, HO kakum 06pa3om ata uH-
Ppopmaums nepenaetcs Ha 6enKoByO MOEKyITy, AOTO BbINo
HesiCHO. B HykneoTnaHo nocnenoBaTenbHOCTV MONEKY b
MPHK nmeloTcs kKogoBble cnoBa Afst KaXka0M aMUHOKUC-
NOTbl. NS KOAMPOBaHMS BCEX aMUHOKUCNOT GenkoBOn
MOJeKysibl JOCTaTOYHO B35iTb TPUIJIETHBIN KO, Toraa
YICII0 BO3MOXHBIX KOMOUHALMI COCTaBUT 64.

leHeTnyecknii koA, ANA aMUHOKUCIIOT — BbIPOX-
AEHHbIN.

m CBA3b MeXay CTPYKTYPHLIM FEHOM 1 FeHOM-pery-

NATOPOM OCyLlecTBAsieTCs GenkoM-nocpeaHu-
KOM, Ha3BaHHbIM penpeccopoM. OH MmMeeT CpoACTBO
C reHOM-0rMepaTopoM 1 06paTUMO COEOUHSIETCS C HUM
B Komnnekc. O6pasoBaHne Takoro Komnaekca npusoauT
K 6nokmpoBaHuio cnHTeda MPHK, cnefoBaTenbHo, K CUH-
Teady Genka, T. e. GYHKUMS reHa-perynsitopa coctouT
B TOM, 4TOGbI Yepe3 6eflok-penpeccop npexkpawiatb Aes-
TENbHOCTb CTPYKTYPHBIX MEHOB, CUHTE3upytowmx MPHK.
Penpeccop Takke 061agaeT cnocobHOCTbIO CTPOro crne-
LUMdUYECKN CBSA3bIBATLCS C ONPEAESIEHHbIMU HU3KOMO-
NEKYNSIPHBIMU BELLECTBAMW, HA3bIBAEMbIMU MHAYKTOPa-
My, unun addekropamu.

CuHTe3 MPHK, KOHTpOMpytoLwmii cuHTes 6enka B pu-
60comax, 3aBUCUT OT YHKLMOHAILHOTO COCTOSIHUS per-
peccopa. KoHueHTpauys psaa ¢epMeHTOB B kieTkax pes-
KO CHUXAETCsl MPU YBEIMYEHWM KOHLIEHTPALWMKN OTAENbHbIX
KOHEYHbIX NPOoAyKTOB. Takon addekT HasbiBaeTcs pen-
peccuein GepMeHTOB, KOHEYHbI NPOAYKT BLICTYNAET B Ka-
yecTBe Kopenpeccopa. Vm siBnsieTcs He CBOGOAHAN aMVHO-
KUC/IOTA KakK KOHEYHbI MPOAYKT GUOCUHTETUYECKOW
peakumm, a komnnekc ee ¢ TPHK-aa-TPHK.

B perynsuum aKcnpeccun CTPYKTYPHbIX FEHOB crie-
unduyeckoe yjacTtve NpuH1UMaeT ocobblin G6eok — reH-ak-
TuBMpylowmii 6enok (CAP), KOTOpbIi B3aMMopeincTeyeT
¢ LAM®, 06pasys KOMMIEKC, CNOCOOCTBYIOLLMIA NPUKpene-
HUto PHK-nonnmepaskbl K T(POMOTOPHOMY y4aCTKy reHoMa.

CBS3bIBAHWA APYT C APYrOM (hparmMeHToB HOBOOG-
pasyemsbix ueneii AHK.

3. 91an TepmuHaummn cuHtesa [HK HacTynaet cko-
pee Bcero, korga ucyepnarda AHK-matpuua n tpaHcde-
pa3Hble peakLmy NpekpaLLaloTes.

PHK no ctpykType HanomuHaet OHK, oTnnyne 3a-
KJIl04aeTCs B COAEPXaHNMN Ae30KCMprb03bl, a He pubo3bl,
a BMEeCTO TMMWHa MpucyTcTByeT ypauwn. CylecTByioT
Tpu ocHOBHbIX Trna PHK. Tpu 6onee Taxensie PHK npo-
ncxomaT n3 pubocom u aBRsTCs pubocomanbHbIMU
(pPHK), aBe u3 Hux npuHagnexart 6onbluen cybyactu-
ue puboCcoMbl, TPETbsi BXOAUT B COCTAB Masoil 4acTu-
ubl. B pu6ocomax monekynsl PHK cBsidaHbl ¢ 6enkoM. UH-
dopmaumonHas unum matpuyHas PHK (MPHK) cnyxunt
maTpuueit ans cuHtesa 6enka. Kaxpgomy paboTaiowemy
reHy wuau rpynne reHoB COOTBETCTBYET CBOS MoOJieKkyna
MPHK. TpancnoptHas PHK (TPHK) nepeHocuT ammnHokmc-
0TI B aKTUBMPOBaHHOW hopme K pubocomam.

Mpouecc o6pasoBaHusa monekynsl MPHK Ha maTtpu-
ue AHK — 6uoreHe3 MPHK BkJlo4aeT TPAHCKPUNLMIO CO-
OTBETCTBYIOLEro reHa npu ysactum PHK-nonnmepassbi.
MNMocnenoBaTenbHOCTL HYKNeotTnaos B Monekyne mMPHK
HaymHaeTcsa ¢ napbl 'Y (ryaHuH — ypauuwn) u 3akaHun-
BaeTcsa napoi Al (ageHUH — ryaHuH). 9T nocneposa-
TENbHOCTW CAyXaT caiTamMu (MecTtamu) y3HaBaHust Ans
(hepMeHTOB CnnaicrHra (cospesaHus).

@ K aMUHOAUMIIBHOMY LIEHTPY B COOTBETCTBUM C KOAO-
BbIM TpunnetTom Ha MPHK, aHeprus obecneynsaeTcs
rngponuaom P, Ha cTagum anoHraumm NpoMcxoamT noc-
nepoBaTesibHOEe HapalmBaHue NoAnnenTUAHOW uenu no
O/IHO aMUHOKUCJIOTE B CTPOTrOM COOTBETCTBUM C NOPsia-
KOM TPUNNeToB (kogoHoB) B Monekyne MPHK. TepMmuHaums
TpaHcasumn. Mocne TOro kak TEPMUHVPYIOLLMIA KOLOH
MPHK 3aiiMeT cBOe MECTO B aMMHOALMILHOM LIEHTPE pu-
60COoMBblI, K HeMy He npucoeauHsietcs TPHK.
3kcnopTtvpyemMble 6enkun, KoTopble GYHKUVOHMPYIOT
BHE K/ETKV, NePeHOCATCS Yepes KNeTO4HYI0 MemBpaHy npu
MOMOLLM OCOOBbIX HW3KOMOMNEKYSISIPHBIX MENTUA0B, MONy-
YMBLUMX Ha3BaHWE CUrHAJIbHBIX. VX 0COBEHHOCTL COCTOUT
B MPEVMYLLECTBEHHOM COAEPXaHUM rMAPOhOOHbIX paau-
KasioB, 4TO NO3BONSIET UM JIETKO NPOHMKATBL Yepe3 Brcnoit-
HYIO IMNUAHYI0 MeMBpaHy 1N BCTpamsaTtbCst B MeMOpaHy.
CurHanbHble NocneaoBaTeNbHOCTM B pubOCOMaXx NIerko y3-
HaIOTCS PELenTOPHBbIMU YHacTkamy MeMOpaHbl 3HA0MIa3-
MaTu4eckon ceTu, obpasyeTcs kommnnekc mexay MPHK,
pUBOCOMOI U MeMBpaHHLIMU PeLenTOPHLIMKU Genkamu,
popmMmupys kaHan B MemOpaHe, Yepe3 KOTOPbIA CUrHanb-
HbIi NeNTUA, NPOHWNKAET BHYTPb LMCTEPHBI SHAOMIa3MaTu-
4YecKoW CeTu, yBriekasi 3a Co60I CUHTE3VPYEMYIO MOSEKYNY
CeKpeTopHoro 6eska.

CuHTe3npoBaHHas Ha pubocomMe B CTPOrOM COOT-
BETCTBMM C FEHETUYECKONM NPOrpamMmoit nuHelriHas no-
NMNenTuaHas Lenb yXe CoAepXUT KOHPOPMALMOHHYIO
nHdopmaumio.



remo- u ¢pnaBonpoTEeuHbI

XpoMOnNpoTenHbl — CNOXHbIE 6esku, cocTosLme
13 npocToro 6enka 1 oKpalleHHOro HeGenKoBOro KoM-
noHeHTa. Cpeau HUX BbIOENSIOT reMONPOTENHBI, MarHnii-
nopdupuHbl 1 GnasBonpPoOTEnHbI.

lemMonpoTenHbl — 3TO XPOMOMNPOTENHbI, COAEPXALLVIE
B Ka4yeCTBE NPOCTETUHECKON rpynrbl Xene3o. K H1um oTHocAT-
CSl reMOITI06MH 1 ero NPoV3BOJHbIE, MUOTIOOUH, hepMEHTBI
(cuctema LMTOXPOMOB, kaTasiada 1 Nepokcuaasa) 1 Xinopo-
odunncopepxatume 6enku. lemornobuH — CnoXHbIn 6enok,
cofepxalumii B kayectse 6€1KOBOro KOMNOHeHTa rnobuH,
a B KayeCTBe NPOCTETUYECKON rpynnbl — rem. OCHOBY rema
cocTaB/IsieT NOPPUPUHOBOE KOJbLIO.

H,C=CH CH;
CH
H;C CH =CH;
N HN
CH CH
NH N
H;C CH CH;
HZCI —CH, HZC‘ —-CH,
COOH COOH
npotonopdupun IX

n MeTaslonpoTeuHbl

MpoTeornukaHbl — CNOXHbIE ey, cocTosLLME U3
6enka v MMMKO3aMWHOMNKAHOB (MyKOMOAMCcaxapuaos).
[M1KO3aMUHOrNMKaHbl — JIMHEHbIE Hepa3BeTBNEHHbIe
noanmepsbl, COCTosALME U3 AncaxapuaHbix eanHu. B op-
raHmame B CBOGOJIHOM COCTOSIHUW He BCTpevaloTcs. Bbi-
[enviM HeKoTopble rPyNIbl M0KO3aMUHOMIMKAHOB.

1. TmanypoHoBas kucnora.

Copepxutca B MaTpUKCe COEANHUTENbHOW TKaHW.

{ cooH | CH,OH )
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(&) ! (&) (&) !
1 1
i i

| NHCOCH; | n
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ocTaTok D-rnokypoHOBOM ocTaTok N-

KMCNOTbI aleTMNranakTo3aMmH-

4-cynbdarta

2. KepaTtaHcynbdar.
ConepxuTcs B poroBuLe rnasa 1 XpsLLeBoi TKaHu.
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ocTatok
N-aueTunrniokosamnH-6
cynbdata

ocTaTtok D-rniokypoHOBO
KUCOThI

aunonpoTtenHoB, pochonpoTenHos
M MMKONPOTENHOB

HykneonpoteuHbl — cnoxHble 6enku, copepxa-
Lime B KayecTBe NpPOCTETUYECKON rpynrbl HyKNeVHOBbIE
kucnotel. CylecTByeT ABa TUMa HYK€OoNPOTEMHOB — Pu-
6oHykneonpoTtenHsl (PHM) n ae3okcnpuboHykneonpo-
Tewbl (JHM). MNpenmywecTeenHas nokanuaauvs JHM —
B aape knetkn, PHM — B uutonnasme.

JAHK BXoanT B COCTaB MOHOHYK/TIEOCOM — COCTaBHbIX
yactei xpomocombl. JHK n 6enkoBble Monekysbl obpa-
3yI0T GUNaMeHTbI (HUTU), TOILLMHA KOTOPbIX OnpeaenseT-
csi 6enkamu, a AnnHa — monekynsipHoin maccoi AHK.

HeructoHoBsble 6enkn — kucnble 6enku, B X COCTaB
BXOAST CNOXHblIe 6eNkn, GepMeHTbI 1 PerynsaTopHble 6en-
K1. BaxkHOW 0COBEHHOCTBLIO HYKIIEONPOTENHOB SBASIETCS UX
CMOCOBGHOCTb K MOSIHOMY BOCCTAHOBJIEHWIO CTPYKTYPbI
1 GYHKUMM Mocne pasbeamHeHnst 6enka U HyKIeMHOBOW
KWCIOTbI.

JlunonpoTeunHbl — CnoXHble 6enku, npocTeTnye-
ckasi rpynna KoTopbIx NpeAcTaBieHa Kakum-nnbo nunu-
[OM (HENTpanbHbIMU XMPaMU, XUPHBIMU KMCNOTamu,
docdonmnuoamm nnm xonectepunaamm).

JIMnonpoTenHbl BXOAAT B COCTaB KJIETOYHOWM MeM6-
paHbl, 6GriomembpaH siapa U MUTOXOHAPWUA, MUKPOCOM,
NPUCYTCTBYIOT B CBOOOJHOM COCTOSIHUM B NNa3me KPOBW.
JIMNONpOTENHbI CUHTE3NPYIOTCS B NEYEHW U B CIM3NCTOMN
060s104Kke KuwevHnka. OHM cocTosT U3 rmapodobHoro
JIINUAHOTO SApa, MOKPLITOro rMAPOGUIbHEIMU MNaaMK,
1 GenkoBoi 060M0YKK, COCTosLLEN M3 anobenkos (ano-Al,
All, B, ClI, ClI, Clll, D n E). B 3aBMCUMOCTI OT NAIOTHOCTM NpW
YNbTPAUEHTPUPYrMpoBaHUN Pa3NNYAIOT JIMMONPOTENHbI

20. Xumuueckuii coctas
HYKJIEMHOBbIX KUCJIOT

HyknemHoBbIE KMCNIOTBI — CIOXHbBIE BbICOKOMO-
NEeKyNsipHbIe COeAMHEHs1, 06ecrneymBaloLLe XpaHeHne,
nepejavy HacneACTBEHHON mHdoOpMauun u peanvsa-
LMo 3TOM MHOPMauMn. VX CTPYKTYPHbIE KOMMOHEHTbI
BbINOHSAOT GYHKUMM KODAKTOPOB, annocTepuyecknx ad-
bexTopoB 1 ap.

Yrnesoabl — pnbo3a 1 ae3okcnpnbo3a — B MOJEKY-
nax HYKIEMHOBBIX KWUCNOT Haxomsitcs B B-D-pubodypa-
HO3HOW hopme:

5
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O4YeHb HWM3KOM NnoTHocTM (JIMOHM), HU3KoM NNoT-
HocTu (JIMHIM), Bbicokor nnoTtHocTw (JINBIM) 1 o4eHb
BbICOKOW nnoTHOCTM (JINOBIM).

®docponporenHbl — CroxHble 6enku, coaepxatime
B Ka4yeCTBe MPOCTETNHECKOIN rpynmnbl 0CTaTok PpochopHO
KUCNOTbI. K HAM OTHOCATCS Ka3eMHOoreH MOJI0Ka, BUTEJIINH,
BTUETIMHWH 1 POCBUTWH XeENTKa KypUHOTo LA, 1 ap.

®dochonpoTenHsbl cogepxar OpraHNYecky CBsi3aH-
HbIi pocdaT, HEOBXOANMBIN AN HOPManbHOM XU3Heaes -
TENbHOCTU KNETKU.

FMuKonpoTenHbl — CNoXxHble Genku, copepxa-
LMe B Ka4eCcTBe MPOCTETUHECKOMN rPynibl FeTepooanro-
caxapufibl.

[MMKOKOHDBIOraT — KOBANEHTHO CBA3aHHbIE yrne-
BOAHbI KOMMOHEHT (rnykaHoBas dppakuus) u 6enKoBbI
KOMMOHEHT (arnvkaHosas ppakuus).

Benku ¢ rankaHoBON dpakunent coeanHeHbl no-
cpeactBoM O-rnmko3uaHbix N-rAMKo3uaHbIX 1 adup-
HbIX MMINKO3UAHbBIX CBABEN.

CUHTE3 MUKONPOTENHOB NPOVCXOAUT B pBoCcoMax
9HA0MIA3MaTUYECKON CeTU, 3aTeM MAEeT NOCTCUHTETU-
4yeckoe MUKO3NIpoBaHmne.

NHTepdepoHbl — MMUKONPOTENHbI, UHIMBUPYIoLLIe
pa3MHOXEHWNe BUPYCOB.

Pasnuyalot o-, B-, 1 y-MHTEPhEPOHLI, 06pasytoLmne-
Cs B KJIeTKe B OTBET Ha BHeAPEHVE BMPYCOB. IMMyHO-
rMoByNHBI — 3TO MVKOMPOTENHDI, BbIMOJHSIOLME 3a-
WMTHYIO PYHKUMIO: OHU 00Ge3BPEeXMBAIOT aHTUreHbl
No6O XMMMYECKol NprpoabI.

OCHOBOI CTPYKTYpbl a30TUCTbIX OCHOBaHWIA
ABNAOTCA:

OONY

nypuH
B cocTaBe HyKNenHOBbIX KMCOT BCTPEYaloTecs:

fepopes

UNTO3UH

NMPUMUANH

ypauun TAMUH
[MaBHbIe NypPUHOBbLIE OCHOBAHUS, BXOJSLIME B COC-

TaB HYKJIEMHOBbIX KNCJIOT:

NH,
aneHnH ryaHuH

K MMHOPHBIM MYVHOBBLIM OCHOBAHWSIM OTHOCSITCS! MHO-
3uH, N6-mMeTvn-aaeHosmnH, N,-MeTUryaHoswH, KCaHTyH, r-
MOKCAHTWH, 7-METUNTYaHO3WH 1 ap.

Bce okcMnNpounaBoAHbIE NPUPOAHBLIX HYKNENHOBbLIX
KUCNOT HaXOAATCS B nakTaMHon dopme.

()H

OU ﬁ

nakTum nakrtam

><_________

MOJIEKY bl NPOTONOPdUPVHA KOBANIEHTHO 1 C ABY-
M$l — KOOPANHALMOHHLIMU CBA3SMU.

fem B BMAE rem-nopduprHa SBNSETCA NPOCTETU-
YeCKOW rpynnow remornobuHa 1 ero NPoV3BOAHbIX, MU-
ornobuHa, katanasbl, Nepokcuaassl v LUTOXPOMOB b, ¢ 1
¢,. B Monekyne remorno6uHa B3pocnoro yenoseka HbA
cofepXarcs YeTbipe NOAMMENTUAHbIX Lienu, COCTaBnsio-
Lwmx 6enKOoBYI0 4aCTb MOeKyNbl — robuH: age B-uenu
no 141 aMMHOKMCNOTHOMY OCTaTKy 1 ABe o-uenun no 146
AMUHOKMCNOTHBIX OCTAaTKOB.

CyuiecTByeT psif, aHOMaJIbHbIX FeMOrI06MHOB, BO3-
HUKaowyx scneacteme Mmytaumin redos: HbC, HbD,
HbDj, HbE, HbG, HbGH, Hbl, HbM, HbO 1 HbS. B pe-
3ynbTaTe COeAVHEHUsl MOJEKYNIIPHOro Kucnopoga ¢ re-
MOrnoGnHOM 0BpasdyeTcs oKcuremornobuH. MprcoeanHe-
HUe O[HO MoneKy/nbl Kucnopoga K remy obneryaet
npucoeanHeHne nocneaytowein. feMornobuH Takke Nierko
CB$I3bIBAETCS C YrapHbIM ra3oM ¢ 06pa3oBaHeM kapboKcu-
remorniobrHa 1 ¢ okcuaamm asoTta ¢ obpasoBaHMem metre-
Morno6uHa, copepxallero noHsl Fe. TpaHcdeppuHbl (cu-
LEPODUNNHBI) — CNoXHble 6enku, xapakTepuaylowmecs
CNOCOGHOCTbIO crneumduryHo, NPOYHO M HeobpaTMMo
CBSA3bIBaTb MOHBI Fe 1 Apyrvx nepexoaHbIx MeTasnsos.

®dnaBonpoTenHbl — CroxHble 6ekn, NpocTeTnye-
CKUe rpynnbl KOTOPbIX NPEACTaBEHbI N30a/IIOKCAa3NHOBbI-
MW NPOU3BOAHLIMU — PIaBUHMOHOHYKNneoTuaom (PMH)
1 dnasmHageHuHanHykneotonom (PAL). dnasonpoTen-
Hbl BXOJSIT B COCTaB PEPMEHTOB, KaTaM3UPYIOLLX OKWC-
JINTENbHO-BOCCTAHOBUTESIbHbIE PEAKLVN B KIIETKE.

3. FfenapuH.
rﬂV|K033MI/IHOFJTI/IKaH-aHTI/IKOaryﬂFlHT.
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ocTatok D- rmoKypoHaT 2- ocraro

cynbdara N-aueTunrioko3amnH-6

cynbdara

MeTannonpoTtenHbl — 6GLMONOANMEPSI, CoaepPXa-
uue, NnOMMMo 6en|<a MoHbI MeTanna. K HuUM oTHocaTcs
6eJ'IKVI cojepxauime HeremoBoe xeneso, u 6em<|/| KO-
opANHAUMOHHO CBSAA3aHHbIE C MOHaMK MeTaIoB B COCTa-
Be GPEpPMEHTOB.



|7m 21. NMepBuyHas, BTOpUYHaA U TpeTUYHas x 22. N3odpepMeHTbI —l

CTPYKTYpa HYKAEMHOBbIX KUCHOT.
depmMeHTbI

MNMepeuyHas CTPYKTYpa HYKIEMHOBBIX KNCNOT —
3TO NOCNEA0BATENBLHOCTb PACMONOXEHNS MOHOHYKIEO-
TUAOB B NOJMHYKIEOTUAHON Lenu.

CtpykTypa ctabunusupyetcs 3’, 5-dpoccdonmna-
UpHLIMU CBS3AMU. B 06LLEM BuAE CTPYKTYpa HYyKNEU-
HOBOW KUCOTbI BBIMSANT CleyoLwmm 06pasom:

Asornctoe
OCHOBAHHE

Asorictoe
ocHoBaHHe

| |
— O tterors——O—Terrron—

Asorctoe
ocHoBanHe

Ientosa

| BonbwnHCTBO KnetodHbix PHK npeactasneHsl oam-
HOYHOW NONMHYKNEOTUAHON uenoykon: 5 ——Y—r—LU—
| A—A—...—Y—U — r——U—LlI—A—3’. Ha 0aHOM KOHULEe
PHK o6HapyxuBaeTcsi CBOGOAHbLIN MOHOGMOCHOPHbLI
| adup, 3TOT KOHew, NPUHATO 0603HaYaTb Kak 5’-KOHeL,
Ha npoT1BononoxHomM koHue uenu (3’-koHue) pacnona-
| raeTcsi HykneoTus co ceBo6oaHbIMU 2'- 1 3’-rMapoKCUnb-
HeiMu rpynnamu. TPHK o6napaet psaom ocobeHHoCTewn:
| 5’-KOHL,OM ee Bcerga siB/ISeTCsi ryaHunosasi U Lutuam-
NnoBast KUCNoTa ¢ 0cTaTkoM PoCchOpPHON KNCNOThI, Ha 3'-
| KOHLe NoCnefoBaTenbHOCTL OCTATKOB MOHOHYKEOTUA0B
Bceraa noctosiHHa — LLIA
BTopuyHas CTPYKTYpa HYKJI€MHOBbIX KUCNOT —
| nepBbIii ypOBEHb KOMMAKTU3aLVN HYKNEOTUAHOW Lenu.
YcTtaHoBneHo, 4to ase uenu monekynsl AHK obpasyior
| NPaBOBPALLAIOLLYIOCS CMPaib, B KOTOPOI 06e Lienu Bpa-
LAIOTCS BOKPYr OAHOW U TOW Xe 0Cu. A30TUCTbIE OCHOBA-
| HUS B TaKOWi CTPYKTYpPe HaxoasiTcs BHYTPU, @ POCPOpHbie
W yrneBoAHble KOMMOHEHTbl — CHapy>XWu.
| A30TUCTbIE OCHOBAHWUSI B ABYXCNUPANbHOW MONEKY-
ne AHK ynoxeHbl napamu: nypvHOBOMY OCHOBaHWIO U3
| OJHOW Lenn COOTBETCTBYET NMMPUMUOVHOBOE U3 APYrown,

e X

EXE] 23. Mexanuam peiicteus pepmenTos

B xvmunyeckoit peakuum, kKatannsnpyemoi pepmeH-
ToM, depmeHT E coeanunHaeTcs ¢ cybctpatom S, obpasys
HECTONKWUI NPOMEXYTOYHLIN PepMeHT-cybCcTpaTHbI
Komnnekc E-S, KoTopsblii B pesynstaTe XMMUYECKON peak-
uumn pacnagaeTcs ¢ obpasoBaHieM dpepmeHTa u NpoayK-
TOB peakuun P:

E+S—ES—E+P

| B npouecce peakunm BblAENAIOT HECKONIbKO CTaauniA:

1) npucoeguHeHne Monekynbl cybcTparta k GepMeHTy;
| 2) npeo6pasoBaHMe NPOMEXYTOYHOTO COeAVNHEHWST;

3) oTAeneHne KOHeYHbIX MPOAYKTOB peakuum oT dep-
| MeHTa.

B peakuusix aHabonusma (A + B = AB) depmeHT

| MOXET B3aMMOAeiNCcTBOBaTL C cy6cTpaTaMm no oTAesb-
| HOCTV UAn BMecTe:

EA
Y

Eﬂ
N 7
EB

EAB—E+ AB

Peakuun katabonuama Takxe nportekarT ¢ obpa-
30BaHMEM MNPOMEXYTOYHOro d)eDMBHT-CyﬁCTpaTHOI'O
KoMnnekca:

AB+E — ABE
ABE—-A+BE AB+E—A+B+E
BE - B+E

U MYJIbTUMONEKYNSAPHbIE
depMeHTHbIE CUCTEMBI
Usod
dopMbl hepMeHTa, KaTtanusupylolme ogHy U Ty Xe
PeaKumIo, HO OTIMHAIOLLWECS APYr OT Apyra GU3MKO-XUMU-
4YeckuMMn CBOMCTBaMK (CPOACTBOM K cybGCTpaTy, Mak-
CUMasbHOW CKOPOCTBLIO KaTann3vpyemon peakumm, aneKT-
podOPETUHECKONn NOABUXKHOCTLIO WUAWN PErynaTOPHLIMU
cBoncTBamn). CylecTByloT GepMeEHTbI, CocTosLwmne na
[BYX 1 Gonee cybobeauHuu, o6napalowmx coBCTBEHHOMN
NEepBUYHON, BTOPUYHOW U TPETUYHON CTPYKTypoi. CyOb-
eVHULbI TaKUX PEPMEHTOB HA3bIBAIOT MPOTOMEPOM, @ BCIO
ONIMFOMEPHYIO MOJIEKY/ly — MyJbTUMepoM. [pouecc onu-
romepusaummM CrnocobCTBYET MOBbLILLEHUIO CTabUIbLHOCTM
depmeHTa K AENCTBMIO AEHATYPUPYIOLLIMX areHToB (Harpe-

o (v |
BaHUWIO, AEMCTBUIO NPOoTenHas u ap.). MpoToMepsl coeau- |

) — MHOXECTBEHHbIE

HEHbl Mexzy COOOVi HEKOBAIEHTHbIMW CBSI3SIMU U IErKO
AVCCOLMMPYIOT. AKTMBHOCTbL BCErO KOMI/eKca 3aBUCHT OT
cnoco6a ynakoBKn Mexay cob0i 0TAeNbHbIX CyObeanHML,.
Ecnun cy6beauHuLbl MOryT CyLLLecTBOBaThL 6onee 4eM B 0/1-
Ho hopme, TO 1 HEePMEHT, NOMYHEHHbIV NPY 00 bEANHEHNN
3TVX CyObeAuHWL,, MOXET CyLLIECTBOBATb B HECKObKUX
CXO[HbIX, HO HE oaMHakoBbIx dopmax. Takme dopmbl dep-
MeHTa Ha3blBaIOTCs U30(hEPMEHTAMM, UM U303H3VIMAMU.

®depMeHT nakTaTaernaporeHasa CocTouT U3 YeTbl-
pe cybbeanHuy, aByx Tunos: H (heart — «ceppue») u M
(muscle — «MmbiwLa»). M3odpepmenTsl JIAI 06nagaioT noytm
O[MHAKOBOW KATA/IMTUHECKON AKTUBHOCTBIO, HO PasHbIMI
DU3MKO-XUMUHECKMMY CBOMCTBaMM (MONEKYNSIPHOM Mac-
COW, 9neKTPOPOPETUHECKON NMOABUKHOCTLIO, OTHOLLEHNEM
K aKTMBaTopam 1 MHrméutopam n ap.).

——————————— >

24. KuHeTnka ¢pepMeHTaTUBHbIX
peakuui

Niobasi xMMuyeckas peakuus xapakrtepusyeTcs
KOHCTaHTOW TepmoAuHamuyeckoro pasHoBecusi Kp.
B peakuwuu: K

+1
—
A+B < C+D
k.
KoHcTaHTa paBHOBeCUS:

[C1+[D]_ky |
Al Bl ki

BELUECTB;
K,; — KOHCTaHTa CKOPOCTU NPAMOIA peakumu;
k_; — KOHCTaHTa CKOPOCTU 06PaTHOMN peakumu.
BenuunHa, obpartHas KOHCTaHTe paBHOBECUS, —
KOHCTaHTa guccounaumm depMeHT-cybcTpaTHOro Komn-
nekca K.
[A]*[B] Kk,

K= (a7 01 %

Yem Huxe K, Tem Bblle CPOACTBO PepMeHTa K
cybcTpaty. CKOpPOCTb peakumu B 3TOM ciyyae Lefimkom
onpenenseTcs KoOHUeHTpauvein dpepmenTa. Oblas Teo-
pvsi PepMEHTATVBHO KUHETVKU MNpeanonaraet, 4To ecnm
depMEHTaTMBHBIN NPOLLECC NPOTEKAET B BUAE pPeakummn:

ke ki
E+SZ ESZZE+P,

roe [Al, [B], [C], n [D] — KOHUEHTpauun OenCTBYIOLNX |
ki ko |



Cy6beauH1LIbl MOTYT UMETb MOYTU UAEHTUY
HYIO CTPYKTYPY ¥ COAEpXaThb Mo OJHOMY KaTanunTu-
4ecku aKTMBHOMY y4acTKy (B-ranaktoaungasa, cocTosiLas
13 YeTbipex CyGbeAnHULL), @ MOTYT ObITb HEUAEHTUYHBIMU
M NposiBNsATb GEPMEHTATUBHYIO aKTUBHOCTb TOJNbKO
B 06beAVHEHHOM COCTOSIHUK (TpUNTodaHCHHTa3a).

MHoxecTBeHHble popMbl pepmeHTa — 6enku, kaTta-
JIN3VPYIOLLIME OAHY M Ty Xe peakLvio U BCTpeyaloLmecs
B OpraHn3max ogHoro Buaa. M3obepmeHTbl — MHOXECT-
BeHHble OopMbl pepMeHTOoB, obpasylolmecs Bcnen-
CTBUME rEHETUYECKM O0BYCNOBAEHHbIX Pa3N4Uii B NEpBUY-
Hol CTPYKType 6enka.

MynbTuMmonekynsipHbie (HapMonekynsipHbie)
depMeHTHbIEe CUCTEMBI — KOMIJIEKChI, COCTOSILLIME U3
Pa3nNnyHbIX MO CTPOEHMIO HPEPMEHTOB, KaTaNM3UPYIOLLIMX
nocnepoBatesibHble CTYNeHU NpeBpaLLeHns onpeaeneH-
Horo cy6cTparta. Mix ocobeHHOCTAMU SIBNSieTCS MpoY-
HOCTb accoumnaummn GepmeHToB 1 onpeaeneHHas nocne-
[0BaTeSIbHOCTb MPOXOXAEHUSI MPOMEXYTOUHbIX CTaaui
BO BpEMeHW, onpepensiemMas NopsiikoM PacrioyioXeHust
depMeHTOB B NpocTpaHcTBe. MonekynsipHas macca Ta-
KUX KOMTNIEKCOB kone6retcs ot 2,3 x 10% 4o 10 x 108. 06-
pa3oBaHMe MOAOGHLIX CUCTEM Pe3Ko COKpallaeT pac-
CTOSIHUA, Ha KOTOpble MNepemMewanTcsd MONeKybl
cybcTpaToB. MynbTUMONEKYNspHbIe PepMEHTHbIE CUCTE-
Mbl MOTYT GbITb CTPYKTYPHO CBSI3aHHLIMW C KakoW-n6o
opraHennon (pubocomoi, MUTOXOHAPUEN) Uan ¢ Guome-
Mb6paHoi. K MynsTUdEPMEHTHbIM CUCTEMAaM OTHOCATCS
nupyBaTAernaporeHasHblin 1 o-KeTornyraparaernapore-
HA3HbIA KOMMAEKChI.

S — cybeTpar;
P — npoaykT peakumu,
TO KONM4YEeCTBEHHOE COOTHOLLEHNE MexXay KOHLLeHTpaLLI/IeI;’I
cybcTpata 1 CKOpoCTbIO PePMEHTaTUBHOM peakLuvn Bbipa-
XaeTcs ypaBHeHneMm:
Vinax % [S]

TTKatIS]

roe v — Habniogaemasi CKopocTb peakuuy Npy 4aHHOM

KOHUeHTpauuu cybecTtpara [S];

K, — KOHCTaHTa Anccoumauum pepmeHT-cyoeTpar-

HOro KOMMneKca;

Vi ax — MakcuMmanbHas CKOpoCTb peakuun npu

MOJIHOM HacblleHnn pepmeHTa cybcTpaToMm.

OcCHOBHbIe CBOICTBa pepMEeHTOB, aKTUBUPOBA-
HUe 1 UHrMbupoBaHue pepMeHToB

AKTMBaTOPbI — BELLECTBA OPraHN4eckol 1 Heopra-
HWYECKON Npupoabl, NOBbILIAIOLWME CKOPOCTb Peakuuun.
ConsiHast KUCNOTa MOBbLILAET aKTVBHOCTY NeNcuHa Xeny-
[IOYHOrO COKa, XEeslYHble KUCIOTbl aKTUBMPYIOT NMnasy
naHKpeaTU4eckoro coka v T. 4. Hanbonee yacto aktusa-
TOopamu SIBASIOTCS MOHbI METAaIOB.

UHrM6uTopbl — BELLECTBA, BbI3blBAIOLLME YaCTWY-
HOE WM NOJIHOE TOPMOXEHNE PepPMEHTATUBHBIX PEaKLIA.
OHKM noppasfensioTcs Ha obpaTvMble M HeoBpaTUMble.
AHTUdEPMEHTHI — BEenku, AeNCTBYOLME KaK MHIMOUTOPbI
depmeHToB. Hecneuuduryeckoe nHrmbuposaHue odep-
MEHTOB NMPOUCXOAUT NOA, AeNCTBUEM NIOObIX AeHaTypupy-
IOLLVIX areHTOoB.

TO3uH. Takoe n3bupaTenbHOe B3aMMOAEWCTBYE
Ha3blBAETCS KOMMIEMEHTapHbIM, @ COOTBETCTBYIOLLME
a30TVCTble OCHOBaHWA — KOMMJeMeHTapHbiMu. Cra-
6unbHocTb napbl A — T obecneunBaeTcs ABYMs BOLO-
poaHbIMU cBA3aAMUK, a napbl I — L, — Tpemsa. nuHa ces-
3eli Mexay 0CHOBaHMsAMK 0Koso 0,3 HM.

TpeTuyHasi CTPYKTypa HYKJIEMHOBbIX KMCNOT —
BTOPOV YPOBEHb KOMMAaKTWU3aLmMN HYKIEUHOBBIX KUCIOT.
JBoiHasa cnupanb JHK Ha HEKOTOPbIX ydacTkax MOXeT
nopABepraTbCs Cynepcnmpannaauym ¢ 06pasoBaHneM cy-
nepcnmpany unm KonbLEeBo GopMbl.

MoHaTue o pepmeHTax, X XUMUYECKas NPpUPo-
Aa CTpoeHus

depmeHTbl (3H3MMbI) — KNacc Bbicokocneuua-
NIN3MPOBaHHbIX BELLECTB GeskoBOW npupoabl, katanu-
31pyIoLLVX 6ONbLIOE YMCIO XMMUHECKrX peakuuii. Pep-
MEeHTbl 06ecrneuynBalnT peannsaumio reHeTU4eckomn
nHdopmaumm, obMeH BELLLECTB 1 SHEPTUN.

AKTUBHBI LeHTP pepmMeHTa — yHVKabHas KOMOU-
HaLVst aM1HO-KMCTIOTHBLIX OCTATKOB B MOJieKyse hpepMeHTa,
KoTopasi ob6ecrneunBaeT HeMoCPefCTBEHHOe ee CBA3bIBa-
H1e ¢ CyGCTPaTOM U1 y4acTBYeT B akTe KaTainaa. Y CIOXHbIX
($EpPMEHTOB B COCTaB akTUBHOIO LIEHTPa BXOAST NPOCTETU-
yeckume rpynnbl. B akTMBHOM LieHTpe pasinyaloT KatanuTu-
YeCKUii LeHTP (y4acTOK, HEMOCPEACTBEHHO BCTyMaloLwmii
B XMMWYECKOE B3aVMOZENCTBIE C CyGCTPaToOM) U CBA3bI-
BAOLWMA LIEHTP, WM KOHTaKTHYIO MAOWAaKy (y4acTok,
obecneyrBaloLLymin crieumdryeckoe CPoACTBO K cybcTpaTty
1 06pa3oBaHMe ero KOMIeKca ¢ GepMEHTOM).

B o6pa3oBaHun depmMeHT-cybCcTpaTHbIX

KOMMJIEKCOB y4aCTBYIOT HEKOBaJIEHTHbIE (BOJZLO-

POAHbIE, KOOPAVHALMOHHbIE CBA3WN, rMAPOdDUIBHO-TNA-
POodOBGHbLIE B3aUMOLENCTBUA) 1 KOBASIEHTHbIE CBA3MN.

Bonbwoe 3HayeHue B Teopun d)EpMeHTaTI/IBHOI'O
Katanu3a npupoaeTcd AUNHaAMUY4EeCKUM U3MEeHEeHNAM
TPETUHHONM CTPYKTYPLI pepmMeHTa Npu B3anMoaencTenm
ero ¢ cybcTtpatom. lMpu ob6pazoBaHun pepmeHT-
CcybCTpaTHOro KoMmniekca cybcTpar MHOYyUMpYeT name-
HEHWe KoHdbopmauun Mosiekysbl depMeHTa Tak, YToObl
AKTUBHbIA LIEHTP MPUHSAN ONpeneneHHY MNpoCTpaH-
CTBEHHYIO OpueHTauuio, HeOﬁXOJJ,I/IMyIO ana B3aI/IMO,EleIZ>
cTBusi ¢ cybctpatoM. CyllecTBEHHOe 3HayeHue MMeoT
TOYHOE COOTBETCTBME MeXAy GepMeHTOM 1 cybcTpaTom,
a TakKxke Katanmtnyeckne u tepMmognHamMumyeckne npen-
MyLllectsa nogoGHOro cooTeeTcTeus. lNpeanonaraercs
Hann4mne He TOJIbKO HpOCTpaHCTBeHHOIﬁ wnn reomeT-
pVI‘-leCKOﬁ KOMMJIEMEHTAPHOCTU MexXay CbepMeHTOM
n cy6CcTpaTom, HO M 31eKTPOCTAaTUHECKOro COOTBET-
CTBUWSi, 06YCNOBNEHHOIO CnapvBaHNeM MOASPHbIX rpynn
cybcTparta u akTMBHOIO LeHTpa hbepmeHTa.

C TEpMOONHAMMYECKOW TOYKN 3peHUst pepMeHTbl
YCKOPSAIOT XMUYECKUE peakummn 3a CHET CHMXEHUSA SHEP-
rmmn aktmBaumn. SHepI'VIﬂ akTMeauun — aHeprus, Heobxo-
anmas ans nepesoia BCex MOoJiekyn MOJisi BeLecTBa B ak-
TUBMPOBAHHOE COCTOSIHWE MNPV [AHHOW TemnepaType,
wnn aHeprus, Heobxoaumas Ona 3anycka XUMUYecKown
peakuun. CDEDMeHT CHWXaeT 9HepPruo akTmeaunum nytem
YBENNYEeHUA aKTUBUPOBAHHbIX MOJIEKYJT, KOTOPbIE HA 60-
iee HU3KOM 3HepreTM4eckoM YpPOBHE YyXe CTaHOBATCS
CNOCOGHBbIMU BCTynaTb B peakumio.

e Yoo >



25. Perynauusa
| aKTUBHbIX pepMeHTOoB

OCHOBHBIMW MeXxaHW3MaMun perynsuum cuHTesa
N KaTannTU4Yeckoi akKTUBHOCTU q)epMeHTOB ABNAOTCA
cneayowye.

1. B katanuaupyemoit GepMeHTOM 0BpaTUMON Xu-
MUYECKOW peakumn KOHLEHTPaLms KOMMOHEHTOB peak-
LMK 1 ee Hanpas/IeHNe PerynmpyloTcst 3aKOHOM AeCTBUS
macc.

2. CyliecTBylOT GEPMEHTbI, KOHLEHTPALMS KOTOPbIX
B KJeTKe OrnpenensieTcsi Hajiuymem Wau OTCYTCTBMEM
cybcTpara, KOTOpbIi COCOBCTBYET UHAYLIMPOBAHHOMY CUH-
Teay aTnX hepMeHTOB. MpoayKTbl PeakLmm Bbi3bIBAOT TOP-
MOXeHMe cuHTe3a (epmeHTa B peaynbrare pernpeccun.
DepMeHTbI, KOHLEHTPALWS KOTOPbIX HE 3aBUCUT OT HaIMYUs
VHAYKTOPA B KNETKE, — 3TO KOHCTUTYTUBHbIE (PEPMEHTI.

3. Psn depmMeHTOoB nuLeBapuTENbHOrO TpakTa
CVHTe3MpyeTcsi B BUAE NPodepMEHTOB (3VMOreHOB), pe-
ryNsiLMs X aKTUBHOCTW CBOAMTCS K NPEBPALLEHMIO B aK-
TUBHblE POPMbI HEPMEHTOB NoJ, AencTevem crneumdu-
YeCKnx areHToB unu npoTenHas.

4. AKTMBHOCTb HEKOTOPLIX HEPMEHTOB OnpeaenseT-
CS NOCTCUHTETUYECKOI XMMNYecko moamdurkaumen npu
bOpPMMPOBaHUM TPETUHHOW CTPYKTYPbl. AKTUBHOCTb psi-
Aa KJo4YeBbIX GEpMEHTOB OOMeHa YrneBOAOB KOHT-
ponupyetcs nytem ¢ocpopunuposaHus n gedoc-
dopunmposaHuns, OCyLLECTBASEMbIX HepMeHTamn npo-
TeNHKNHa30M 1 NpoTenHdocdoknHason. NMocTcnHTeTn-
Yyeckasi MoavduKaLms BKIIOYaET B cebs Takke NpoLecchl
OrpaHN4eHHOro NPOTE0NN3a, METUIMPOBAHUS, HINKO3U-
NMPOBaHUS, YPUANIMPOBAHUS, aaeHunmpoBanus, ALD-
pUB0O3MAMPOBaHUS 1 Op.

27. Buonorunyeckas posb yrnesoaos,
MOHOCaxapuaoB 1 nux knaccudukaumsa

| YrneBoab! BbINONHAIOT BaXHbIE QYHKLUMW: 3HEpreTu-
Yeckylo (MpPeacTaBnsioT CoOO0I MaBHbIA BUA, KNETOYHOMO
| TOMAMBA), CTPYKTYPHYIO (SIBNSIOTCA 06513aTe/bHBIM KOMIO-
HEHTOM GOJIbLUMHCTBA BHYTPUKIIETOYHbIX CTPYKTYP) U 3a-
| LLMTHYIO (YrNEBOAHBIE KOMMOHEHTbI UIMMYHOTIOGYIMHOB).
Yrneeogbl pu6o3a v [e30Kkcupun6o3a BXOAST B CO-
| CTaB HYKNEeNHOBbIX KUCJIOT.
YrneBopbl NoApasfesNsiioTCs Ha TPW OCHOBHbIE rpyn-
| Mbl: MOHOCaxapwvabl, ONIMrocaxapuipl v nosmcaxapuabl.
MoHocaxapuabl — MPON3BOAHbIE MHOMOATOMHbIX
| CNMPTOB, UMEIOLLIE KAPOOHUIBHYIO (ANbAEMMAHYIO UK Ke-
TOHHYIO) rpynny B CBOEM COCTaBe.
| Mpwv NonoXxeHn KapPGOHNNBLHO FPYMMbI B KOHLE Lienu
YIMeBoy, Ha3bIBAETCS aslbI030i, NPy NII06OM APYrom nono-
| XEHIN — KETO30A.
Bce MoHocaxapuabl (KpOMe AMOKCHALIETOHa) coaep-
| aT aCUMMETPUYHbIE aTOMbI YITIEPOAA Y MOTYT CYLLECTBO-
BaTb B BUAE CTepeon3omepos. OBLLee YMCno CTepeonso-
| MepOoB 415 Nto6oro MoHocaxapuaa BoipaxaeTcs GopMyom
N =2n, rae n — 41CNIO aCUMMETPUYHBIX aTOMOB.
| N3omep muuepanbaernaa, y KoToporo rnpu npoek-
L1 Ha MI0CKOCTb MMAPOKCUIIbHAS FPYNNnay aCMMeTpuy-
| HOro aToMa BOJOPOAA PacnonoxXeHa crnpasa, CHUTaeTcst
D-rnvuepanbaerniom, a ero 3epkasibHoe oTpaxeHne —
| L-rnvuepanbaernoom:

H H
c c
| % \ %
H-C-OH HO-C—H
CH,0H CH,0H

D-ramuepanbaeria  L-rimuepatsacrna

26. Knaccudukauusa n HomeHKnaTypa_l
depmeHTOB, cnUcok pepmMeHToB

B ocHOBY npuHsATON knaccudunkaumm GepmeHToB |
NOMIOXEH MPUHLUM TUMNa KaTaJM3upyemMon peakuuu.
CornacHo MexayHaponHoi knaccudukaumm pepmeH- |
Tbl ENAT HA LWECTb M1aBHbIX KN1acCOB.

1. OkcupopenykTasbl — GepMeHTbl, KaTannavpyto- |
LLiMe OKUCANTENBbHO-BOCCTaHOBUTESbHbIE peakummn. Cuc-
TemaTnyeckne Ha3BaHWsi COCTABJISIIOTCS MO CXeMe: «10- |
HOp: aKLUenTop oKcuaopeaykTasa» (Harpumep, nakTar:
HAJL + okcupopeayktasa). Cpean okcmaopeaykTas pas- |
NNYaIoT aspobHble AervaporeHassl, UM okcuaassl (ka-
Tann3npyloT NePeHOC NPOTOHOB /N 3JIEKTPOHOB Ha K1C- |
n0poA), aHaspoO6Hble AermaporeHassbl (KatannmaupyroTt
NepeHOC NPOTOHOB UM 3/IEKTPOHOB HA NMPOMEXYTOYHbIN |
cy6CTpaT), LMTOXPOMBI (KaTanu3unpyloT NepeHoC TONbKO
anekTpoHoB). K okcnaopeaykrtasam OTHOCSTCSI Femco- |
nepxatuve hbepMeHTbl kaTanasa u nepokcuaasa.

2. TpaHcdepadbl — depMeHTbl, KaTanusupyowye
peakLyn MeXMOJIEKYSIIPHOrO NepeHoca aToMoB, rpynn |
aToMOB 1 paaukasioB. CrucTemaTtnyeckvie HasBaHWsi COC-
TaBSIOTCS MO CXEME: «4OHOP: TPAaHCTMopTUpyemasi rpyn- |
na — TpaHcdepasa». Cpean TpaHcdepas BbIAENAIOT KaTa-
NIN3NPYIOLLIME MEePEeHOC OAHOYIMEPOAHbIX OCTaTKOB, |
aUWSIbHBIX, MUKO3WUSIbHBIX, abAernaHbIX WM KETOHHbIX,
HYKJIEOTWIHBIX OCTATKOB, @30TVCTbIX FPYMM, OCTATKOB KUC- |
JOT 1 MHble TpaHcdepassbl.

3. Mnaponasbl — GepMeHTbl, KaTanuaupyioLme |
pacLuenneHe BHYTPUMOJIEKYNIIPHLIX CBA3EN Mpu yyac-
TuM Monekyn BoApl. CcTemaTtnieckme Ha3BaHus COCTaB- |
NATCS No cxeme: «cybcTpat — ruaponasar». K ruapona-
3aM OTHOCSITCSi 3cTepasbl (KaTaiMavpyiloT peakuuu |

——————————— >

28. Onurocaxapupapl. Ux ceoiicTBa

Onurocaxapuapbl — yrieBo/bl, COAePXallyie B CBOEN
Monekyne OT ABYX A0 AeCATV OCTaTKOB MOHOCaxapuaos,
COEAMHEHHbIX MKO3UAHBIMU CBS3MU. B 3aBMCKHMOCTY OT
Konm4yecTsa MOHOCaxapuaHbIX OCTATKOB B nosimcaxapuae
pasnuyaloT avcaxapuipl, Tpucaxapuael, TeTpacaxapuibl
1 T. O. Jncaxapuabl — CNOXHbIE Caxapa, MOMeKysibl KOTO-
PbIX NPV FMAPONM3e PAcnafaloTCst Ha BE MOMEKYJIbl MOHO-
caxapunaos. O653aTeflbHbIM KOMMOHEHTOM [aucaxapuios
aBnsetcs o-D-rnoko3a. Havbonee n3BecTHble avcaxapu-
bl — ManbTo3a, N1akTo3a, caxaposa 1 uennobuosa. Mansro-
3a COCTOMT U3 [IBYX OCTATKOB o.-D-rniokosbl, 06pasyeTcsi npu
[EeNCTBIV aMyia3 Ha Kpaxmar Wi IIMKOTeH B Ka4ecTBe Npo-
MEXYTOHYHOrO MPOAYKTa.

6
CH,OH

JNakTo3a (B-ranaktonupano3un-(1 — 4)-p-rnoko-
nnpaHosa) coepXnTCs TONIbKO B MONIOKE, COCTONT 13
D-ranakTo3bl 1 D-rnokossbl.

CH,OH
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31pasbl (KaTanuavpyloT paspbiB MUKO3UOHbIX
cea3en), docdarasbl, nenTnarnapassl U ammaassl (ka-
TanM3npyoT paspbiB GocdoaHrnapuaHbix, NenTUOAHbIX
N aMUOHbIX CBA3EN).

4. Jlnassl — GpepmMeHThl, KaTannanpyowme paspbis
ceageit C—0, C—C, C—N u apyrux u obpatiimble peak-
UMM HErnapoNMTUYECKOro OTLEMNEHUS PasfinyHbIX
rpynn oT cy6cTpaTos. Peakumn conpoeoxaatoTcst obpa-
30BaHNEM [JBONHOW CBA3W NN NPUCOEANHEHNEM K MECTY
paspbiBa ABOVHOM CBA3W. CUCTEMaTMYeckne HasBaHus
COCTaBJISIOTCS MO CXeme: «CybecTpar — nvasan.

5. M3omepasbl — HepMeHTbI, KaTanuanpytoLme reo-
METPUYECKYIO U ONTUYECKYIO n3omepusaumio. Cuctematu-
4eckue Ha3BaHVIs COCTaBNSIOTCS MO CxeMe: «CcybcTpaTume-
TpaHc-n3omepasa». Mpu BHYTPMMONEKYNSPHOM nepeHoce
rpynnbl GepMeHT HasbiBaeTCs «MyTada». K aTomy xe knac-
Cy OTHOCSITCS paLemasbl 1 3nMMepasbl BHYTPYMOSEKYNsip-
Hble OKCMAOPeayKTasbl U TpaHcdhepasbl 1 Ap.

6. Jlurasbl (cvHTeTa3bl) — GEpPMEHTHI, KaTanunau-
pylole CUHTEe3 OpraHnyYeckux BewecTB U3 ABYX UC-
XOHbIX MONEKYS C UCMOJIb30BAHNEM SHEPIUN MaKPO3SP-
ra (AT® vnm aop.).

Cnucok GepMeHTOB COLEPXUT ANA Kaxaoro
depmMeHTa KOLOoBbI HOMep (Wndp), cucTtemaTnieckoe
(paunoHanbHoe) Ha3BaHue, pekomeHpyemoe (pabo-
Yyee) HasBaHue, XMMUYECKYIO peakuuio, Katannsmpye-
MYIO MM, U NpUMeYaHns o cneumduyHoCTn AenCTBUS.
Kop, kaxporo ¢epmeHTa COCTOMT M3 4yeTbipex umndp,
paspgenieHHbIX ToYKaMu.

Caxapoaa (B-rntokonupaHosun-(1 — 2)-B-cbpyk-
TOdypaHo3ua) ABNSETCS OOHUM U3 CamblX pacn-
POCTPaHeHHbIX AucaxapuioB W NpeicTaBaseT cobou
| nuLeBol caxap.
Monekyna caxapo3sbl cocTouT u3 D-rnoko3bl n D-
GPYKTO3bI.

CH,OH
0

Xumuyeckue CBOWCTBa OIUrOCaxapuaoB

ManbTo3a, nakTo3a 1 uennobuosa 0THOCSTCS K BOC-
CTaHaB/MBAIOWMM CaxapaM, MOCKOJbKY Y HUX MMeeTcsi
cBo6oaHbIV nonyaueTanbHblvi rmapokeun. Hapaagy ¢ mo-
HOCaxapuaamu OHW CroCOGHbI BCTYNaTh B KA4ECTBEHHbIE
peakumn — peakuun TonneHca n Tpommepa. Caxaposa
He obnafgaeT BOCCTaHABAMBAIOLLWMMMU CBOMCTBAMM, MOC-
KONbKy Npu ee o6pa3oBaHum oba MOHocaxapuaa y4acT-
BYIOT CBOVIMY MOfyaueTanbHbIMU MMAPOKCUIaMI, OKCO-
dopma (oTkpbiTas) He obpasdyetcsa. MNpu rugponuse
caxapo3bl obpasdyeTcs ppykTo3a, Aalolas KayecTBEeH-
Hyl0 peakumio — peakuyio CenveaHoBa.

cTeMax perynsiuus OCyLUEeCTBNISIETCA 3a CHET UHIU-
61poBaHYIs MO NPUHLMMY 06PATHOM CBA3U (PETPOUHIMGU- |
POBaHMSA): KOHEYHbI NPOAYKT BGUOCUHTETUYECKOW uenu
nopaBnsieT akTMBHOCTb (epMeHTa, KaTanu3upyloLlero |
nepBylo CTagVio CHHTE3a, SIBNSIOLLYIOCS KIIO4EBON [Jisi
[aHHOW Lien peakuum. |

Jns aMprboanHeckrx NpoLLECCOB XapakTepHbIM TU-
MOM PEerynaLmm SBASIETCS aKkTUBALMS NPEALLIECTBEHHKOM, |
Korga nepsblii METABONWT B MHOIOCTYMEHYaToOM MyTu ak-
TUBMPYET PEPMEHT, KaTanM3npyIOLLMIA NOCNEOHIon CTa- |
amio. fomoTponHble depmeHTel — depMeHTbl, Ans KO-
TOpbIX Cy6CTpaT U MOAYNSITOP MMEIOT OAMHAKOBYIO |
CTPYKTYpY. [€TepoTPOmnHbIe HpePMEHTLI — HEPMEHTHI, B KO-
TOPLIX CYGCTPAT M MOAYIATOP UMEIOT Pa3Hylo CTPYKTYPY. |

6. K Apyrum perynstopHbiM MexaHu3mam OTHO-
CATCS perynmpoBaHue abCcoNioTHOrO KOMYecTsa npu- |
CyTCTByIOLWEro B kjieTke (pepMeHTa BPEMEHeM ero
CUHTE3a 1 pacnaga, KOHKypeHuusi ¢bepMeHTOB 3a 06- |
Wit cybcTpart, BbIK/IIOYEHWE aKTUBHOCTM OAHOrO M3
HepMeHTOB, BANSHME KOHLUEHTPaunin KodakTopos, siB- |
NeHne KoMnapTMeHTannsaunu.

CraHpapTHas MexXayHapogHas eivHuLla akTuB- |
HocTun pepmenTa (E unmn U) — TO KONNYecTBO ero, KoTo-
poe B ONTUMaTIbHbIX YCIIOBUSIX KaTaIM3MPYET NpeBpaLLieHre |
1 Mykpomons cybcTpata unm obpa3osaHvie 1 Myukpomons
npoaykTa B MUHYTY (MKMOJIb/MWUH). |

YpenbHaa akTMBHOCTb pepMeHTa — YMCA0 eanHWL,
bepMeHTaTUBHOM aKTUBHOCTM Ha 1 Mr 6enka (unmn Ymcno |
kartanos Ha 1 kr 6enka). |

——————————— >

MpupoaHble rekcosbl (roko3a, ¢pykTosa,
MaHHO3a 1 Caxapo3a) NpuHaAnexaT K COeaNHEHN- |
am D-psapa.

MpupoaHsle MoHocaxapvabl 061a4a0T ONTUYECKON |
AKTMBHOCTbIO — CBOMCTBOM BpALLATh MIOCKOCTb NOJSIPU-
30BaHHOr O Nlyya ceeta. J1loboi MoHOcaxapua, C KOHKpeT- |
HbIMV GU3UYECKVIMI CBOMCTBAMU XapakTepuayeTcs cre-
UMdUYECKOM BENNHNHON yAENbHOrO BpaLleHns [o]. |

OCHOBHbIE peakL M MOHOCaxapuaos

Peakuum ¢ yyacTvem KapGOHWIBHOM rpynnbi xa- |
pakTepHbl A1 OTKPbIThIX HOpM yrneBofoB. OkucneHve
MOHOCaxapuoB B MSIFKUX YCOBUSIX MPUBOAUT K obpa- |
30BaHUIO anbAOHOBbLIX KUCIIOT, B XECTKMX YCNOBUSX —
apoBbIX KMCNOT. B opraHMame MoHocaxapuabl noj |
nencTenem GepMeHTOB OKUCASIOTCS A0 anbAypOHOBbIX,
VI YPOHOBBIX, KMCJIOT. |

BoccTaHoBIEHNE MOHOCAxapuaoB UAET NyTeM nx
rnapuposaHus no ceasm C = O, Npu 3TOM OHY NpeBpa- |
LLAIOTCA B MHOMOATOMHbIE CMNPThI.

Peakuum ¢ yyactmem nonyauertanbHOro rup- |
poKcuna xapakTepHbl AJisi UMKJIMYecknx GopM MOHO-
caxapuzoB. [pyn OencTBuM HaA MOHOcaxapui cnupTa, |
deHona unn kKap6oHOBOW KMCNOTbI BOAOPOA, Nosyale-
TaNbHOro rMPOKCUNA 3aMeLLaeTCs Ha paavkan ¢ obpa- |
3oBaHvem O-rnuko3unpa.



Monucaxapuabl — BbICOKOMONEKYNSIPHbIE YrNEeBO-
Abl, cocTosime 13 BONbLIOrO YMCIa MOHOCaXapUaHbIX
0OCTaTKOB, COEAMHEHHBIX IMKO3NOHLIMUA CBA3AMU 1 06-
PasyioLLMMMN JINHEWHbIE NN Pa3BETB/IEHHbIE MOJIEKYJIbI.
PasnuyaloT nmHeliHble U pa3BeTB/IEHHbIE MOMcaxapu-
Abl, rOMONonMcaxapuibl v rereponoaMcaxapuabl.

Fomononucaxapupbl PasfensioT Ha CTPYKTYPHbIE
1 pesepBHble. Kpaxman aBaseTcs pes3epeHbIM Matepua-
IomM pacTeHuin. MNpepcTaBnaeT coboi CMecb ABYX NOMO-
nonncaxapuaoB — JIMHEHOTO (aMUNO3bl) 1 Pa3BETBIIEH-
HOro (amunonekTvHa). MoHoMepamu SIBASIETCS OCTaTKW
D-rnioko3bl, COeANHEHHBIE B IMHENHbIX Lensx o-(1 — 4)-
CBSI3SIMY, @ B TOUKax BeTBAeHns — o — (1 — 6)-cBsssmu.

HOCH, - O
HO ’
CH,OH Tl()’
OH
(dpykro3a

¢ Ppe30pLHH, t KpacHoe
3mo” O — > OKpawwuBan1e

HOCH, © C<H

S-runpoxcumeruadypdypon

Lennonosa (knetyatka) — camblii pacnpocTpa-
HEHHBbI CprKTyprIVI nonuncaxapug XUuBOTHOro mMupa.
MOHOMepaMVI €ro ABnATCA OCTATKM MOKO3bl B B-I‘IVI-
paHo3HoI hopme, coeanHeHHble B-(1 — 4)-rnuko3na-
HbIMW CBA3AMU.

31. Pacnap v cUHTE3 rMuUKoreHa.
mukonus

FMukoreH — aenoHvpoBaHHas ¢opmMa MoKO3bI,
BbICBOOOXAAET 3Ty rekcody Npu y4acTun [UKOreH-
dochopunasbl. PepMeHT kaTanuaupyet pochoponuns
1,4-rNMNKO3NOHOM CBSI3W C BbICBODOXAEHWEM OCTaTKOB
rnioko3bl B BUae M-6-@.

Bo3MoXxHblE MyTU NpeBpaLLeHns FUKOreHa:

1) B MblWwuUax, roe HeT M-6-@ docdarasbl, N0 OCHOBHO-
My nyTu (a3poBHOMY Unn aHaapoBHOMY);
B XWPOBOMN TKaHU U APYrUX, rAe WAET MHTEHCUBHBIN
BOCCTaHOBUTENbHbIV CUHTES, NO NEHTO30hoCdaTHOMY
nyT1 (ans HakonneHus HALD*H,);
B MEYeHW MIMKOreH pacLierniseTcsi Ha [JioKo3y
n docdar, rnokosa noctynaet B KpoBb. CUHTE3U-
pyeTcs rukoreH 3a c4et M-1-@, KoTopsblii, B3aumo-
nencteys ¢ YT® (ypuanH-tpu-docodaTtom), obpasy-
eT ypuanHamndocdart-rnokody, a nocnenHsa urpaet
pOJib JOHaTOPa OCTAaTKOB M1I0KO3bl, aKLENTOPOM KO-
TOPbIX ABAAIOTCA onurocaxapuabl: YAr-rnokosa +
+ (Mioko3a) n — YAD + + (roko3a) n + 1.
Fnukonua — aHaspoObHbIi pacnag roko3bl, cy-
LLeCTBYET HapsiAy C OCHOBHbIM MyTeM ee NpeBpalLLeHuns,
SIBNAETCH aNbTepPHATUBHbIM, cnocobeH obecneynTb
KJIeTKU 3Heprueli B OTCYTCTBME KMCNOPoaa.

MpoayKT BOCCTAHOBNEHUS — MOJIOYHAsi KMCOTA.
Peakuuio NpeBpalLeHsi NMPpyBaTa B MOJIOYHYIO KUCAOTY
(nakTaT) kaTanMaupyeT naktatgerngporeHasa — ¢ep-
MEHT, LUIMPOKO PacnpoCcTpaHeHHbIin B knetkax. Mpu or-
paHMYeHHOM 06ecneyeHnmn KUCNoOpoaOM NakTaTaerua-
poreHasa katanu3upyeTt NpPeumyLL,eCTBEHHO peakLuio
BOCCTAHOBJ/IEHWS, MPU [0CTATOYHOM paBHOBecue

2

3)

O6MmeH yrneBofoB B OpraHn3me 4enoBeka BKO-

4aeT crneayloLime NpoLEecehl:
1) pacwienneHune B Xenygo4HO-KULLEYHOM TpakTe NocTy-
naloLLVX C NULLEN NONNCaxapuaos 1 Aucaxapuaos 40
MOHOCaxapuaoB, BCAChIBAHNE MOHOCAXapyaoB U3 Ku-
LLIEYHMKA B KPOBb;
CVHTe3 1 pacnag, MyKoreHa B TKaHsix;
aHaspobHOoe 1 aapobHOe pacLLenneHune rMioKosbl;
B3aMMONpPEBPaLLEHNE rekcos;
aspobHbI MeTabonnam nupyeara;
rlOKOHeOoreHe3 obpa3oBaHNe YrieBoAoB U3 Heyrie-
BOJHbIX MPOAYKTOB aMUHOKMCIIOT).

PaclienneHve rnioko3bl U IMWKOreHa HavynHaeTcst
B POTOBOV MONOCTU MOA, AENCTBMEM amunasbl CIIIOHbI.
Amunnasa CioHbl ABASETCS oi-amMuna3oit, NoA, ee BAVSHUEM

2)
3)
4)
5)
6)

IMMKoreHa ¢ 06pasoBaHNEM [EKCTPVHOB W HEGOMBLLIOrO
KONMYEeCTBa MaIbTO3bl. 3aTeM NuLLA, CMELLIaHHAs! CO CIlio-
HOWA, NPOrNaTLIBAETCA U MepemeLLaeTcs B Xenyaok, rae
AeliCTBMe amunasbl NpekpalLaeTcst M3-3a KUCIoro coaep-
xumoro xenyaka (pH 1,5—2,5). Ho B ry6okux cnosx nu-
LEeBOro KOMKa, e cpefa He Takas kvcnas, Jencteue
aMunasbl HEKOTOPOE BPeMsi NMPOAJOXaeTcs:, YTo obecrne-
4YMBAET pacLUensieHe NoancaxapuaoB ¢ o6pasoBaHeM
LEKCTPUHOB 1 ManbTo3bl. Hanbonee BaxHasa ¢asa pacna-
Aa Kpaxmana un rmukoreHa npoucxognT B gseHaaguarunep-
CTHOW KULLIKE NoJ, AeMCTBUEM OL-aMUNasbl MOAXKeNyA04HOro
coka, rae pH npuMepHo HenTpanbHas, 4To obecneyvnsaet
MaKCUMaJIbHYIO aKTUBHOCTb OL-aMMWS1a3bl.

O6paasyoLlascs ManbTo3a 6bICTPO rMaponM3yeTcs
nopA, BiusiHnem epMeHTa ManbTasbl Ha ABe MOJIEKy bl

——————————— >

32. CnupTtoBoe GpoxeHue,
ero CyLHOCTb

OcyluecTBASeTCS APOXOKENoA0OHbBIMU OpraHu3mMa-
MU, HEKOTOPbIMK MiecHeBbiMu rpubamun. CymmapHoe
n3obpaxeHve peakumn:

CgH1205 = 2C,H;OH + CO,.

Peakuysi cnmpToBoro 6poxeHunst 6amska K FnKonuay,
HEKOTOpoe pacxoXaeHve nocse artana o6pasoBaHUs nii-
pyBarta: npu M1KONn3e NMpyBaT BOCCTAHABIVBAETCS B 1ak-
Tar ¢ ydactuem depmenta JIAM u kopepmerta HALH,.
Mpu CNMPTOBOM BPOXEHUN 3TOT KOHEYHbIN 3Tan 3ameHeH
ApYrMU hEepMEHTaTUBHBIMU peakumMsMu: nupysaTae-
KapBOOKCMNa3HOM 1 ankoronbaernaporeHasHoit. Mpu cnvp-
TOBOM BPOXEHUM MPOMCXOANT AeKapbOKCUNMPOBaHWE M-
pyBaTta ¢ obpasoBaHveM aueTanbaernga npu y4actum
depmMeHTa npysataekapbokcunassl MoHoB Mg, kodepmeH-
Ta TMaMmuHnupodocdara.

OGMeH ¢GpyYKTO3bl M raNnaKkTo3bl

®dpykTO3a NpUcyTCTBYET B CBOGOAHOM BUAE BO MHOMMX
TKaHsX, 0OpasyeTcs B TOHKOM KULIEYHVKE W3 Caxaposbl,
B NeYeHn npespatLLaeTcs no dpykroso- 1-pocdarHomy nytu.
B >xupoBoii TKaHU (PYKTO3a MOXET METaGoNM3MpPoBaTb
B PpyKT030-6-pocdatr. OCHOBHLIM UCTOHHUKOM ranakTo3bl
SIBNISIETCA NaKTo3a MULLW, KOTopasi B MULLEBAPUTENBHOM
TpaKTe pacLLennseTcs A0 ranakTo3bl v MIoko3bl. fanaktosa
BCTYNaeT Ha NyTb MINKONN3a.

KaTalu3aTop
Tanakrosa + AT® === l'anakro3a-1-pocdar + AJIP
TaJJaKTOKWHa3a

NPOMCXOaaT NepBble asbl pacLLeneHns kpaxmana uim |



| W rNIOKO3bl. KULWEYHbIN COK Takke COAEPXUT ak- j(

TUBHYIO Caxapoay, Nof, BIUsIHUEM KOTOPOi U3 ca-
Xapo3bl 06pa3yloTcs rioko3a 1 hpykTosa.

JlaKkTo3a, KOTOpasi COAEPXUTCS TONbKO B MOJIOKE,
nog, AecTBMeM NakTasbl KULIEYHOro coka pacLuennser-
CS1 Ha MII0KO3Y U ranakTosy.

B KOHEYHOM MTOre YrneBoAbl MULLIM PAcNafaloTcs Ha
COCTaBISIOLLME UX MOHOCaxapuibl (MPenMyLLEeCTBEHHO
rMIoKo3y, GPYKTO3y, ranakrosa), KOTopble BCcachkiBalOTCS
KWLLEYHOM CTEHKOM 1 nonaaaioT B KpoBb. CKOPOCTL BCa-
CbIBaHWS OT/Ie/bHbIX MOHOCAaXapuoB pas3nnyHa. Miokosa
M ranakto3a BCaChIBAIOTCS GbICTpEE, YeM Apyrve MOHO-
caxapuipl. BcacbiBaHve GOMbLUMHCTBA MOHOCaxapuaoB
NPOUCXOAMT 3@ CHET aKTUBHOrO TpaHcnopTa. [ns Bcackl-
BaHWSi MPOCTLIX YrEBOAOB HEOGXOAMMO MpPUCYTCTBUE
noHos Na.

Cabilwe 90% BCOCaABLUMXCA MOHOCaxapuaoB Yepes
Kanuinspbl KMLWEYHbIX BOPCVMHOK MOMajaeT B KpoBe-
HOCHYIO CUCTEMY U C TOKOM KPOBU Yepe3 BOPOTHYIO Be-
Hy B MEeYeHb; OCTaNbHOE KOJIMYECTBO MOHOCAaxapuaoB
NoCcTynaeT Nno NMMMbaTUHECKUM MYTSIM B BEHO3HYIO CUCTe-
My. B neuyeHu BcocaBluasics rioko3a npespaiiaeTcs
B IIMKOre€H, UCMONb3YIOWMACA Ans nogaepxaHus éou-
3M0I0rMYEeCKOi KOHLEHTPAaLMK MTII0KO3bl B KPOBU.

0 3artem crnepyet obMeHHas peakuus, kKatanu-
3upyemasn ranaktoso-1-dochat-ypnauntpaHc-
depaszoin:

Tanakro3o-1-docdar + YID —— V]Id-ranakrosa + pocdar.

Janee ranakto3a B coctase YA® nop aeictesnem
anumepasbl MeHsieT koHdurypaumio OH-rpynnel npu C-4,
VHBEPTUPYETCA B Mioko30-1-docdart, ocsoboxaasnch
ofaHoBpeMeHHo oT YA D:

lanakto30-1-YOA®d — rnoko3o-1-pocdat + YOD.

[MioKOHeOreHe3 — CUHTE3 [TI0KO3bl 13 Heyrnesoa-
HbIX MPeLeCTBEHHNKOB: OCHOBHbIE — NMPYBAT W NaKTaT,
NPOMEXYTO4HbIE — MeTaboNNTbl LMKIa TPUKapOOHOBbIX
KUCIOT, FIOKOrE€HHbIE aMWHOKUCIOTbl U FNLEPUH.
KnioueBas Touka CUHTE3a MIOKO3bl — MpeBpalleHne
nupysara B pochopHonnupysart (PEM).

Mupysat kapbokcunupyeTtcs nupyBaTkapboKcu-
na30ii 3a cyeT aHeprumn ATD, peakums ocyLecTBnseTca
B MUTOXOHAPWISIX.

CH3;—CO—COOH + CO, —— HOOC—CH,— CO—0O0H
nupyeart OKcajioauerat

Janee npoucxogut docdopunupyiollee aekap-
6okcunupoBaHue, katannanmpyemoe dochopHoNnmpy-
BaTkapbokcunasonm.

JanbHeriwmnii nyTb obpasosanns -6-@ npepncTas-
nsieT 06paTHbIN NyTb FNKON3A.

B-1.d-coasm

OH OH Bl 4-comsm OH

Y4aCTOK MOJIEKYJIbl LLesIIioN03b!

Mpy ee HacTn4HOM rupponuse obpasyeTcst avcaxa-
pua, uennoburosa, a Npy NOJIHOM rMApPoOn3e — B-riokosa.

XWUTUH — OCHOBHOW CTPYKTYPHBbI/i KOMNOHEHT 6ec-
MO3BOHOYHbBIX XNBOTHbIX (B OCHOBHOM Y4/IEHUCTOHOIMX),
MOJSIHOCTBIO 3ameLlaeT Leiono3y B KNeTOYHbIX CTEH-
Kax canpoduUTHLIX pacTeHuii. MoHOMepamu ero aBasioT-
ca octatkn N-auetun-D-rniokosamunHa, COeAVHEHHble
B-(1 — 4) mMuKo3naHLIMUN CBA3AMU:

CH,0H CH,0H CH,0H
o o o

oo o RO AN, Ko Ao
HN-CO-CH; ~ HN—CO-CH;  HN—CO-CH;

Y4aCTOK MOJIEKYIbl XUTUHA

X—————————— >

m peakunn casuraeTcya BJIEBO M NPOMCXOOUT OKWUC-
JieHne MOJI0HHOU KNCO0Tbl B NUPyBaT.
B npouecce rnukonusda obpasyetcs ATD. Cym-
MapHOe ypaBHEeHMe rMnKoIn3a MoXHO n306pasnTb crne-
aylowmm o6pasom:

CgH1205 + 2ALD + 2H — 2CH,CH(OH)COOH +
+ 2ATd + 2H,0.

Buonornyeckoe 3HauyeHue npouecca rMUKoNIn3a
npexpe BCero 3ak/io4aeTcs B 06pa3oBaHum 6oraTbix aHep-
rnein pochopHbIX COeAnHEHMI. Ha nepBbix CTagmsx Mmko-
nn3a 3aTpaymBaloTcs ABe Monekynbl ATd (rekCokuHasHas
1 pochodpykToKMHa3Haa peakumm). Ha nocneaytoLwmx 06-
pasytoTcs YeTbipe Monekysbl ATD (dpocdornmueparkmHas-
Has 1 M1pyBaTKVHA3Hasi peakLyn).

AHa3pOGHbIN FMUKOANM3 — UCTOYHUK AT® B UH-
TEHCUBHO paboTaloLLMX MbILLLAX, KOFAA OKUCIUTENbHOE
dochopunnpoBaHmne He crnipasnseTcs ¢ obecnedyeHnem
knetkn AT®. B apuTpoumTax, He UMEeKLWNX MUTOXOHA -
puii, a cnegosartenbHo, U pepmeHToB umkna Kpebea,
notpebHocTb B AT® ynoBneTBopsieTcs TONbKO 3a c4eT
aHa’pobHOro pacnaga.
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33. A3poOGHbI MeTabonuam
MUPOBUHOrPagHON KUCNOTbI

A3poGHbI pacnag roKo3bl — 3TO OCHOBHOM
nyTb KaTab0M3Ma [I0KO3bl.
OH BK/IIO4AET B cebsl TpU NocnefoBaTesNbHbIX aTana:

1) cneunduryecknin aTan npespalleHuii, 3asepLuaio-
wuinca obpasoBaHnem nupysaTa;

2) okucnutenbHoe aekapbokcunMpoBaHue Npyeara;

3) uMTpaTHbIN UMK,

MepBbiit Tan BiloYaeT B cebsi TpU nocnenosa-

TesbHblE CTaANN:

1) n3omepusaumnio n pochopunpoBaHmne riokosbl ¢ 06-
pasoBaHuem ¢pykTo30-1, 6-gndocdara;

2) obpasosaHue 13 monekysbl GpykTo30-1, 6-audpocda-
Ta AByx monekyn 3-bochornMuepuHoBOro anbaernaa
(3-PrA);

3) OKMCAUTENBHO-BOCCTAHOBUTESIbHBIE MPEBPALLEHNS
3-OrA po nvpyeara, Begylume K cuHtedy AT®. Ha aToit
cTaguy nocneposatensHo npotekaet 3-PrA ¢ BoccTa-
HoBnennem HAL-permpaporeHasbl, a obpasylowmiicsa
1,3-andocoornmuepodocdar coaepXUT Makpoap-
TMYECKYIO CBA3b 3@ CYET 3Heprum okucnenus. [anee
npoucxoouT nepedocdopunmposaxvie ¢ AP n obpa-
3oBaHne AT® (cybeTpatHoe dochopunmpoBaHue).
OcyLuecTnsieTca gervapataumst 2-cdocormuuepara.
310 NpuBOAUT K 06GpasoBaHuio dochoeHonnupysaTa
C MaKkpO3prM4eckoii CBA3bto, NOSIBNIEHNE KOTOPOi 0ByC-
JIOBNEHO 3NEKTPOHHOW NEepecTpoiikoin. B 3aBepLueHune
BHOBb MPOUCXOOMUT peakumsi cyGCcTpaTHOro pocdopu-
JIMPOBAHUSI — MEPEHOC MaKpPO3Pr1Yeckoro ocTatka
docdara ¢ pocdoerHonnmpysata Ha ALAD, B peadynbTa-
Te yero obpasyeTcs elue ogHa Mmonekyna ATd.

EEE] 35. Hapywenus yrnesoaHoro oGmeHa

CaxapHblii AuabeT BO3HMKAET NPU HEJOCTATOHHOCTN
VHCYNVHA. BISBNAIOTCS runepravkemusl, rioko3ypus,
YMEHbLUAETCS COAePXaHne MyKOoreHa B NeYeHu, MblLliey-
Hasl TKaHb TEPSIET CNOCOBHOCTb YTUAM3MPOBATh MOKO3Y
KpoBU. B neyeHn npu obLiemM CHUXEHUN UHTEHCUBHOCTN
NpoLEeccoB B1OCKHTE3A (6ENKOB, XMPHBIX KUCMIOT U3 NPOo-
[OYKTOB pacrnazga rMiokosbl) YCUINBAETCSt CUHTE3 PpepMeH-
TOB [TIIOKOHEOreHe3a. VIHCYNMH KOHTPONMpyeT 3T1 npo-
LiecChbl Ha FEHETUYECKOM YPOBHE Kak MHOYKTOP CUHTE3a
K/O4EBbIX DEPMEHTOB MNKONN3A: FeKCOKMHa3bl, doc-
HOoDpPYKTOKMHASBI, NMPYBATKNHA3bI.

MnepraMkemMus MoXeT BO3HVKHYTb Mpy runopu-
3apHbIX 3a60NeBaHNsX, OMYXOJsIX KOPKOBOrO BELLECTBA
HafMO4YE4HUKOB, TMMEPPYHKLMN LLIMTOBUAHOM Xenesbl,
opraHuyeckux nopaxeHusx LIHC, HapyLueHusix Mo3roso-
ro kpoBoobGpaLleHns, 6epemMeHHOCTU.

TMnornukemMmsi Hepeako CBSi3aHa C MOHUXEHUEM
OYHKLUMN 3HOOKPUHHBIX Xenes. Ho oco6o cnepyer oueHn-
BaTb FMMOMIMKEMUIO KakK pe3y/bTaT BBEAEHWUS GOJSbHbIM
AvabeTom 60bLUVX 403 MHCYNINHA.

Inioko3ypusa SIBASIETCS Pe3yNbTaTOM HapyLlleHWs
yrneBoAHOro obmeHa npu NaTofornyeckux U3MeHeHun
B NOIXENYA04HOM Xeneae (npu caxapHom anabeTe, oCT-
POM MaHKpeaTnTe), pexe MOKO3ypusi MeET NoYeyHoe
npoucxoxaeHve 1 OGbiBaeT CBsid3aHa C HeAOCTATOY-
HOCTbIO PE30PLIUM IMIOKO3bl B MOYEYHbIX KaHasbLax; Bpe-
MEHHBLIM SIBIEHUEM MPU HEKOTOPbIX OCTPbIX MHMEKLM-
OHHbIX U HEepPBHbIX 3860J'IEBaHI/IHX, nocsne npucTynos
3nuUnencun, COTPSIGEHNS Mo3ra, npu OTpPaBfieHUN MOop-
GUHOM; MOXeT ObiTb CTPECCOBOrO W aJMMEHTapHOro
NPOVCXOXAEHUS

- _

NpeBpaLLeHUs rMoKO3bl.
Perynsiuus yrneeogHoro oomeHa

MeHTO30d0oCPaTHLIN NyTb NPEBPALLEHUS TIOKO3bI
npeAcTaBfeH ABYMSi MOC/eLOBaTENbHbIMU BETBSMU:
OKVUCNUTENIbHOW 1 HEOKUCIIUTENbHOW.

OkucnuTenbHas BETBb:

rnoko30-6-® + HAAD — 6-dochorniokoHONaKTOH +

+ HAL®D*H (bepmeHT — M-6-D-gervaporeHasa;

2) 6-dpocdorniokoHonakToH + H,0 — 6-docdornioko-

HaT + H + (bepmeHT — naKTOHaaa)

6-dpocoorniokoHaT + HAAP — puboso-5-pocdat +

+CO, + HAOD*H, (dbepmeHT — 6-docdornokoHart-

pernpporexHasa).
HeokucnurenbHas BETBb:

prb030-5-docdar — prbo3o-5-docdat (pepmeHT —

neHTo30-dpocdatnzomepasa);

pn6030-5-dpocdar — kcunynoso-5-cdocdar (dep-

MeHT — neHTto3odocdarenumepasa;

Keunynoso-5-docdart + pnuboso-5-docdar — cegoren-

TYnoso-7-pocdart + rmuuepanbaerunH-3-docoar

(dbepmeHT-TpaHcKeTonasa);

ceporentyno3o-7-docdat + muuepansaerni-3-doc-

daT — dpykT030-6-docdaT + apuTposa-4-pocoart

(bepmeHT — TpaHckeToNasa);

5) kcunynogda-5-docdart + apuTpo3o-4-pocdart —
dpykT030-6-Pocdat + rmuuepanbaerna-3-dpocdar
(pepmeHT — TpaHckeToNasa).

Buonornyeckas ponb neHTo3o¢ochaTHoro nyTu:
1) obpasosaHue HAOAD*H
2) cuHTe3 pnb0o30o-5- ¢0c¢aTa, KOTOPbIVi UCMONb3yeTCst

B peakuyusax cunteaa PHK, AHK, AT®, KoA, HAL, ®AL.
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36. Buonorunyeckas ponb
1 Knaccudukaums nMNupoB

Jvnuapel — 6onbluas rpynna NnprpoaHbIX OpraHuye-
CKUX COEAVHEHWI, LUMPOKO PacnpOCTPaHEHHbIX Cpeaw
KMBbIX OPraHV3MOB, XapakTEPU3YIOLLMXCS HepacTBOpU-
MOCTbIO B BOJIE, PACTBOPUMOCTbIO B HEMOJISPHBLIX PACTBO-
puTensx (adupe, xnopocdopme 1 6eH30ne) 1 coaepXkaHn-
€M BbICLUMX aNiKuNbHbIX paaukanos. OHY BXOASAT B COCTaB
KNIETOYHbIX MeMOpaH, BAVSIOT Ha WX MPOHMLAEMOCTb,
y4acTBYIOT B 06Pa30BaHUM MEXKIETOYHbIX KOHTAKTOB
1 nepegaye HEPBHOroO MMMynbca. XKnpbl SBASIOTCS O4EHb
3P PEKTUBHBIMU NCTOYHUKAMUN SHEPTUW. JIunuapl co3patoT
TEPMOU3ONSILIMOHHBIE MOKPOBbI XUBOTHBLIX U 3aLLMLLIAIOT
opraHbl ¥ TKAHWM OT MEXaHU4ECKMX NMOBPEXAEHUIA.

Knaccudukauma nunupos ocHOBaHa Ha UX CTPyK-
TYPHbIX 0COBEHHOCTSIX. PasnuyaloT cneayiolye knacchbl
JNMNUA0B.

1. MpocTble NUNUABI — CNOXHbIE 3DUPbI XUPHBIX
KMCNOT M PasnyHbIX CNIUPTOB:

1) ruyuepwabl (QUUArUUEpPUAbLI UK auUAMLEPONbI NO
MeXAYHapOAHOM HOMEHKNATYpe) — COXHbIE 3PUpbI
TPEXaTOMHOr0 CNMPTA MULEPUHA U BbICLLIMX XUPHBIX
KUCIOT;

2) BOCKM — CNOXHbIe 3PUPbl BbICLUMX XUPHBIX KNCIOT
M O[IHO- UNIN ABYXATOMHbIX CIMPTOB.

2. CnoxHble nMnuabl — CNOXHble 3DUPbI XUPHBIX
KWUCNOT 1 CNVPTOB, CoAepXallme AOMNONHUTENbHbIe rpyn-
Mbl, Tak1e Kak:

1) dochonmnuaopl — nunuasl, copepxaiume octatok ¢oc-
hOpPHOI KUCNOTbI. HaCTO OHK copepXaT a30TUCTbIE OCHO-
BaHUSA 1 Apyre KOMMOHEHTbI. PaznnyaioT muuepodoc-
donnuapl n chuHronmnuapl;

2) rmukonunuabl (MUKOCHOUHroNNMAb);
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MHOrO41CiEHHbIE TOPMOHbI:
1) WHCYJNNH obecneunsaeT NOCTynJjieHne rJioKOo3bl
B K/IETKM, aKTUBMPYS TPAHCMOPT 4Yepes KeTo4YHbIe
MeMOpaHbl 1 YCKOPSsl ee OKUCAUTESNbHbIA pacnag,
(akTnBaumo dpocdorekcoknHasbl, GepPMEHTOB LUK~
na Kpeb6ca), yckopsieT rnukoreHoobpasoBaHue
B MEYEHU N MbILLEYHOM TKaHW, CUHTE3 nnnnaos mn3
npoaykTOB pacnaja caxapoB U CUHTE3 aMUHOKWC-
NOT, TOPMOS3UT MMUKOreHOoIn3, NNMNOoJIN3 U MNMIOKOHEeOo-
reHes;
naHKpeaTUYeCKnii roKaroH yCKOPSET IMNKOreHonm3,
IIOKOHEeOreHe3 B MNe4YeHW, orpaHvdYnBaeT akTuea-
UNIO MUKOreHCUHTEeTadbl UHCYIMHOM, akTUBUPYeT
npoueccsl, Begyume K yBeln4eHUto copepXxaHus
rNI0KO3bl B KPOBW, TOPMO3UT CUHTE3 Benka, yckops-
€T NpoTeonn3, yMeHbLlaeT NCnob30BaHUe ItoKOo-
3bl B CUHTE3€ aMUHOKWNCNOT;
FMIOKOKOPTUKOCTEPOUAbl YCKOPAKT MOKOHEOreHes,
MHAOyUMpys ob6pa3oBaHne GepMeHTOB, KaTanmampy-
owmnx npouecc, akTUMBMPYIOT MMUKOreHosn3, Crnoco-
6CTBYIOT rMNEPrINKEMUN;
ajpeHannH akTUBMPYET MUKOreHons;
COMATOTPOMHLIA FTOPMOH CTUMYJIMPYET CeKkpeuuto
rnioKaroHa n MHCYNnHa, 4To YCKOPSAET BbIXOA4, B KODOBb
MIOKO3bl 1 NPUBOAUT K €e AeNnOHUPOBaHUIO B BUAE
rnukoreHa.

»

3

4)
5)

) caepouabl;
) Apyrue cnoxdole nunuabl (cynbdonunuapl,

aMUHOAMNNAbI, IMMONPOTEVHBI 1 P).

3. MpepnwecTBEHHNKN U MPOU3BOLHbIE NUMUAOB —
XMPHBIE KUCIOThI, MMLEPOS, CTePOsibl U Apyrue cnvp-
Thbl, aNbAErnabl XUPHbIX KUCIOT, YrIEBOAOPOAbI, XNPO-
pPacTBOPUMbIE BUTAMVHBI M FOPMOHBbI.

XXupHbie kucnotbl — anndartnyeckme kapboHoBbIE
KUCNoTbl. OHN MOTYT HAXOAUTLCS B OPraHn3mMe B CBOOOA-
HOM COCTOSIHUM JIMGO BXOAMTb B COCTaB JIMMUIOB.

B TkaHsix 4enoBeKa 1 XMBOTHbIX MPUCYTCTBYET OKOJNO
70 pa3HbIX XUPHbIX KUC/IOT, MPaKTUYeCcKoe 3Ha4eHne nMme-
10T HeMHorum 6osee 20 13 HUx. Bce OHM copepxar YeTHoe
YUCNO YrNEepPOAHbLIX aTOMOB, NPENMYLLEECTBEHHO OT 12 A0
24, npeobnagaloT KMCNoTbl, umeiowme 16 n 18 yrnepoa-
HbIX aTtoMOB. Ok0no 3/4 BCEX XUPHBIX KUCNOT SBNSOTCS
HenpeaesnbHbIMU (HEHACHILLEHHbIMI) — comepXar ABOW-
Hble CBSA3U. DU3MONOTMYECKN BaXHbBIE HACBILLEEHHbIE XUP-
Hble KMCnoTbl — kanpoHosas (Cg), kanpunosas (Cg), kan-
putosas (C,,), naypuHosas (C 12), mupuctuHosas (C,,),
nanbmutHosas (C,g), cteapuHosas (C,g), apaxvuHoBas
(Cy), Gererosas (C,,) 1 aurHouepnHosas (C,,).

DU3MONOrM4ECKN BaKHbIE HEHACBILLEHHBIE XVPHbIE
KUCNOTbI — nanbMutmHosas (16: 1; 9), onenHosas (18: 1;9),
apykoBasi (22: 1; 13), nuHonesas (18: 2; 9, 12), nuHone-
HoBasi (18: 3; 9, 12 15), apaxugoHosas (20: 4; 5, 8, 11, 14)
v KnynaHogoHosas (22: 5; 7, 10, 13, 16, 19).

NMpoBaHWe NMpyBaTa — MHOrOCTaAMWIHbIA Npo-
uecc. OH KaTannManpyeTcsi CIOXHLIM KOMIMIEKCOM, BKITIO-
Yalowmum nupyeataekapbokcunasy, auetuntpaHchepasy
W pernaporeHasy AuruaponunoeBo KUCNOThl. Takxe
y4acTByloT MsATb kodepmeHTos: HAL, DAL, TmamuHon-
docdar (TAP), nunoesas kucnota (JIK) n KodbepmeHT
A (KoA).

Bbiaensiot Tpu peakuum, Beaylumne K 06pa3oBaHuio
aueTun-KoA:
1) nekapGokcunMpoBaHue nNupysara (katanmsaTop — nu-
pyBatgervaporeHasa, kobepmeHt — TOD).
B peakuun yyacteyeT kodepmeHT TAD, koTOPBLIN
npespataeTcs B okenatun-TAD;
OKMCNIEHNE OKCU3TUNA A0 aueTarta U NepeHoc auetu-
na Ha KoA (katanusatop — aueTtuntpaHcdepasa).
KodepmeHT — okucnenHas popma JIK — npuHumaeTt
okcmaTun ot TAMD Ha oAMH N3 aTOMOB Cepbl.
3TO OKMCNEHVe COMPOBOXAAETCs! MOSIBNEHNEM Mak-
poapruyeckoi cBsi3v. Janee aLeTuannnoesas KUcio-
Ta B3aumogeincTtayeT ¢ KoA-H v auetun nepeHocutcs
Ha KoA ¢ o6pasoBaHnem auetun-KoA;
OKMCNIEHVE [,ernipoMmnoeBol KUCOTbl Aernapore-
Ha301 AUrMapONUNOEBON KUCNOTLI.

TpeTuit aTan — uuTpaTtHbin umkn Kpebea, umkn
TpYKapGOHOBbLIX KUCTOT, B KOTOPLIA BKIOYAETCS aueTu-
KoA v WwaBeneBo-ykcycHast Kucnota, o6pasys IMMOHHYIO
KWCAOTY, KOTOPas B pedynbTaTe psaa NnpespaLLeHuin npe-
obpasyeTcs B LaBesieBO-YKCYCHYIO KUCTOTY.

MepBuryHOE HapyLleHne BCaCbIBaHUS [T110KO-

3bl U ranakTo3bl NposenseTcs Npody3HON anapeen,

nervpparaumein, aumaoo3om u runornvkemuein. MNpuem
pacTBopa GpyKTO3bl IMKBUAMPYET NPU3HAKW ANapen.

BpoxaeHHas He,OCTaTOYHOCTb NIaKTa3bl NPYBO-
AWT K HENEePeHOCMMOCTU 3TOro AyUcaxapuaa 1 nposiBns-
eTCs yCTON4MBOW Anapeei n runotpoduen.

HepoctaTouyHoCTh Caxapasbi-u3oMasnbTasbl Npo-
SIBNISIETCS AMapeeii, pa3apaxuTesibHOCTbIO, OTCTaBaHEM
B POCTE, 4TO NOsIBAsieTCs nocsie f06aBneHus B NULLY
caxapo3bl v Kpaxmana.

O HenepeHOCMMOCTM NaKTO3bl CBUAETEb-
CTBYIOT Avapes, pBOTa, aunaos, nakTo3ypusi, MPOTENHY-
pusi. 3abonesaHve CBA3aHO He ¢ aebruntTom pepmeHTa,
a C TOKCMYHOCTbIO 1AKTO3bl 1715 OPraHna3ma 60/bHOro.

Fanakrodemmus — pesynbTat AepuumuTta ranakro-
KVHa3bl, MPOSIBASETCS yXyALIEHNEM 3PEHNSI 3a CHET 06-
pa3oBaHVsi KaTtapakTbl; B MO4Ye ONPeaensioTcs ranak-
TO3a W caxapHblii CNUPT, B KOTOPbLIA NpespaliaeTcs
ranakTosa.

AcceHumanbHasa GpykTo3ypus 06ycnosrieHa He-
[OCTaTO4HOCTbIO POoChHODPYKTOKMHASbI, KOTOPasi KaTa-
nM3unpyeT npespatleHve GpykTo3bl B ppykTo30-1-doc-
daT. KnuHnyeckme nposiBjieHns OTCYTCTBYIOT.

HacnepcTeeHHasi HenNepPeHOCUMOCTb PPYKTO3bI
cBsizaHa ¢ peduumtom GpykTo30-1-pocdartansaonassl,
obecrneyvBaloLLell BKIOYEHNE (PYKTO3bl B OCHOBHOWA
NyTb NPEBPALLEHUS TIIOKO3bI.
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Muuepunabl (auynmuuepuabl UnvM auunrmuuepo-
Nbl) — CNOXHbIE 3UPbl TPEXAaTOMHOIO CNvpTa Muuepu-
Ha ¥ BbICLLUMX XMPHBIX KUCAOT. Mpy aTepudukaumm xup-
HbIMW KWCNOTamy BCeX TPeX FMAPOKCUIIbHBLIX rpynmn
MOJEKYJbl IMMLEPUHA 06PasyloTCst TPUIMLEPUAbI TPHa-

LMAMULEPONbI, MPU 3TepudUKaLmm ABYX WAV OAHON ra-
POKCWIBHOM FPynnbl — AW- 1 MOHOMMLIEEPUABI (Auaumn-
1 MOHOALMAITNLIEPOIIbI) COOTBETCTBEHHO.
o]
CH,-OH I
o CH,-0-C—R;
CH-OH ]
] R,;-~C—0-CH o
CH,—OH I
CH~0-C-Rs
TIHLEPHH

Tpurnmuepunapl COCTaBMSIIOT OCHOBHYIO MAaccy HeWT-
PaibHbIX XUPOB. HelTpasibHble X1Pbl HAXOASTCS B OPraHm3-
Me B AByX hopmax — B (pOpMe NPOTOMIa3MaTnieckoro Xu-
pa (BHYTPUKNETOYHOrO Xupa) U B GOPMe 3anacHoro,
PesepBHOro, XM1pa, KOIMYECTBO KOTOPOro NOCTOSIHHO Me-
HSeTCs.

KvipHble KMCNOTbI B TPUMIMLIEPUAAX MOTYT ObiTh HACHI-
LLEHHBIMM 1 HEHACBILLEHHbIMU. Yallle BCero BCTpeYaloTcst
nanbMUTUHOBAs, CTEAPUHOBAsi U ONIEMHOBAsi KUCNOTbI.
MpocTbiMK TpUrAMLEPUAAMN SBASKOTCS T€, Y KOTOPbIX BCE
KWUCNOTHbIE paavKanbl NpeacTaBieHbl OLHOM XUPHON KMC-
JI0TOW, CMeLLaHHbIE TPUMLIEPUEI UMEIOT PasHble XUPHbIE
KVCNOTbI B paavikasiax. Ha3BaHwsi CMeLLaHHbIX TPUIMMLLEPU-
0B COCTaBJISIIOT B 3aBMCKMOCTMN OT BXOASILLMX B UX COCTaB
KUPHBIX KUCOT, MPY 3TOM CB$i3b OCTaTKa XVPHOW KUCNOTbI
C COOTBETCTBYIOLLEV MMAPOKCUALHOW FPYNMoi rmuepuHa

| TPUTAHUEPH (TPHALIMIITIIHIIEPOT)

39. Mukonunuabl U cTeponabl.
Ux ceoiicTBa

rnI/IKO.HVInI/IAbI — CJIOXHble nnnnabl, coaepxatuue yr-
neBO,D,HbIIZ ¢paFMeHT. B >XMBOTHbIX TKaHSX mukonunuabl
npencTaBneHbl B OCHOBHOM I'}'II/IKOCd)I/IHI'OI'II/II’WI,ELaMI/I, co-
CTOSILLMIMM 13 LiepamMmaa, NOCTPOEHHOMO U3 cnvpTa chuH-
rosvHa n ocrtatka )KVIDHOVI KMCNOTbl, OCTAaTKOB CaxapoB.
K mukonnnuaam OTHOCATCA ranakrosuiuepamMmuibl rmoKo-
3unuepamuapl. ra]'laKTOSI/U'ILlepaMI/I,D,bI BCTpe4aroTcs B OC-
HOBHOM B HepBHOVI TKaHW, cogepxat rekcosdy U XupHble
KUCNOTbI C 24 yrNepoaHbIMU aToMamu (JIMrHOLEPUHOBYIO,
HEPBOHOBYIO NN LLEPEGPOHOBYIO).

CH; — (CHp)1> — CH = CH —(‘ZH ~CH-NH ,ﬁ, C‘H - (CHa)y — CHs

OH O OH
CH,OH 1epeGpoHOBas KHCIOTA
HO 0. 0o~ Ch
OH ranakrosa
OH

Cynbdoranakroamnuepammibl MMeET B CBOEM
coCTaBe OCTaTOK CEPHOWM KWUCNOTbl, NPUCOEANHEHHbIN
K TPETbeMy YrmepogHOMy aToMy rekcosbl. Cynbdora-
nakrtosunuepammnabl coaepxatca B 6enom BeuwlecTee
Mo3ra. [Mioko3unuepamMuabl cogepxar BMECTO ocTaTka
ranakTto3bl OCTATOK MOKO3bl. raHI'J'lI/IO3I/IJZLbI cogepxarcsa
B 60O/bLUMX KOSIMYECTBax B HepBHOI7I TKaHW, BbINOJIHAOT
peLenTopHble GYHKLUN.

Crepougbl — LUMPOKO PacnpOCTPaHEHHbIE B Mpu-
04e coeaunHeHUs, OTHOoCHAWwMneCca K HeOMbIISEeMbIM XN~

| cuHro3uH
lL"

dochponunnpos

dochonunuabl — CNoXHble 3MPbI MHOFOATOMHbIX |
CNVPTOB MNLEPUHA UM CHUHIO3MHA U BbICLLIMX XUPHBIX
KUCNOT 1 GOCHOPHOM KMCNOTLI. B 1x cOCTaB BXOAST Takke |
asoTcoAepXallve BeLecTsa — XOMVH, 3TaHONaMUH U ce-
puH. Pochonunuabl noapasaensoTes Ha rmuuepodoc-
donunuapl n chuHropochonnuapl. |
Muuepodochonunuabl SBASIOTCS NPOU3BOA-
HbIMK dochaTUAHON KNCNOTbI, COCTONAT U3 MULLEPUHA, |
KMPHBIX KMCNOT, GOCPOPHOI KUCTOTbI 1 06LIYHO a30T-
copepxXallmx CoeanHEeHNN. |
3 |
ﬁ) H¢-0-C-Ri |
R,—C-0— ClH o
HgC—O—}l’—O—Rg |
° I
R, 1 R, — paavkanbl X1pHbIX KUCNOT, a Ry — pagukan
A30TUCTOrO COEAVIHEHMSI. |
Mpu nomewexnn B BOAy rMuuepodocdonunuabl
06pasyloT muuennsl. Muuepopocdonunuas nogpas- |
[ensioTcs B 3aBUCHMOCTU OT XxapakTepa a3oTUCTOro
ocHoBaHus Ha docdaTnanndonnHbl (NeunTuHbl), Goc- |
dartnannataHonaMuHel (kedanuHel) n dochatmannce-
PVHBI. |
1. ®ocdaTMaunxonuHel (NEUMTUHBI) — MULEPO-
dochonmnuapl, COCTOALLME U3 MNLEEPVHA, OCTATKOB XMP- |
HbIX KMCNOT U HOCHOPHON KNCNOTbI, a30TUCTOr0 OCHOBA-
HUA — XONunHa. |

——————————— >

40. NepeBapuBaHue, BcacbiBaHMe
NIMNUA0B U XXUPHbIX KUCNOT

Jlvunuapl NOCTYNaT B OPraHu3M C NULLEN XXMBOTHO- |
O 1 PaCTUTENbHOMO NMPOUCXOXIEHWSI (€XXECYTOHHO OKONO
90 r), MMeIOT BaXHOE dHEepreTMyeckoe 3Ha4YeHue, y4acT- |
BYIOT B 06pa3oBaHuN K/IETO4YHbIX MeMOpaH, SBnsoTcs
pacTBOPUTENSIMU BUTaMMHOB. C X1pamun BBOAATCS HEKO- |
TOpPbl€ NOJINHEHACbILEHHbIE KUCNOTbl, KOTOPblE OTHOCAT-
CA K KaTeropyn He3aMeHUMbIX (JIMHONEeBast, JIMHONEHO- |
Basi, apaxuoHoBas). Tpuauunrmmuepuapl CoaepXarcs
B MULLEBbIX XMPaX, MSICEe, 6OraTblit UCTOUHUK XUPOB — Ky- |
pvHoe aiiuo. MNepeBapuBaHue NUNUAOB MPOUCXOAUT
B [IBEHAALATMNEPCTHON KULLKE, Ae COCPeaoToYeHbl nu- |
nasa (COoK NoaXXenyao4yHOWN Xenesbl) N KOHbIOrMPOBaHHbIE
KeN4Hble KUCNOThbI B COCTaBe Xenyu. XXenyHble KUCOTbl, |
SABNSASICb aMPUDUNBHBIMU COEANHEHNSIMU, OPUEHTUPYIOT-
Csl Ha rpaHuLe pasferna kupa 1 BoAsl, NOrpyxasicb rugpo- |
$0oOHOI 4acTbio MONEKy/bl B Kamnaio xupa, a ruapo-
bunbHOM ocCTaBasicb B BOAHOM cpeae, 4TO NpuBOAMT |
K CHUXEHUIO MOBEPXHOCTHOMO HATSXKEHNSA U K Apo6neHnio
Kanesb Xvpa. BcacklBaTbCst MOMyT HErMaponn3oBaHHble |
XUPbI N NPOAYKTLI UX rnaponuaa. Okono 3/4 nunnaos Bca-
CbIBAOTCS B BUAE MOHOALWAMMLIEPUAOB. |

KenyHble KNCNOTbI 06PA3YIOT MULLENTbI C KUPHBbI-
MU Kncnotamum n mMoHoauunrnvuepugamMmm, 4To no3so- |
NISIET NPOHUKATL B KNETKV CAM3NCTO 060104ku. B Tonwie
CNM3NCTOW 0B0JIOHKM XENYHbIE KUCOTbI BEICBOGOXAAIOT- |
Csl, NOCTYNalOT B MOPTa/bHbIA KPOBOTOK, G TOKOM KpO-
BU — B MEYE€Hb, 3aTEM CEKPETMPYIOTCS B XENyHble Ka- |
NUANSIPbI, UCNOSNb3YSICb MOBTOPHO.

B knetkax KviLLe4H1Ka NpoayKTbl NepesapuBaHns Xu- |
POB BCTYNaloT B MPOLECC PecuHTesa, obpasys nmnuabl,

_



| m 2. dochatmannataHonammHel COAEPXar aso

TUCTOE OCHOBaHve — aTaHonamuH. docpaTnann-
XOMNMWHbI 1 PpochaTMANNITAHONAMMHBI BCTPEYAIOTCS B Op-
raHn3me 4enoBeka W XUBOTHbIX B Haunbosbluem
KONNYECTBE, OHWM METaBOAMYECKN CBSA3aHbl APYr C APY-
rOM 1 SBASIOTCS MABHLIMW JNMUAHBIMA KOMMOHEHTaMU
MeMOpaH KNeToK.

o
|
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3. docdaTnanncepuHsl cogepxar ocTatok amm-
HOKMCNOTbI cepuHa. OHKM y4acTBYIOT B cUHTE3e docda-
TUANNSTAHONAMUHOB.

4. ®ochaTnamnmHo3UTONbLI B KauecTee paaukana Ry
cofepxat LUEeCTUYIMEPOAHbIA LIMKIMYECKUA CIMPT MHO3M-
TON. VIX raponua NpYBOAUT K OTLLEMNAEHNIO XMPHOW KUCO-
Tbl B NONIOXeHUM 2 ¢ 06pa3oBaHnem nm3ochochonmnmaos,
0Ka3bIBAIOLLIMX CUITbHOE FEMOJIMTNHECKOE JIECTBIe.

Hawv6Gonee wWmpoko pacnpocTpaHeHbl cpuHronunu-
Abl — COUHTOMUENMHBI, HaxoAsLmMecs B MeMOpaHax
knetok. OcobeHHo 6orata UMK HepBHast TkaHb. ChUH-
roMuenuHbl  06pasyioT  XMpHas KUCNoTa, ABYyX-
aTOMHbIA HEHACBILLEHHbI CNUPT CPUHIrO3MH, a30TUCTOE
ocHoBaHue n docdopHas kucnora.

CBOWMCTBEHHbIE AAHHOMY OpraHv3my. PecuHTeavpo-

BaHHbIN XUP 1 4aCTUYHO NPOAYKTLI NepeBapuBaHUS
Xupa rnocTynaioT B iMMdaTnieckme Kanuanspbl 1 B Kanui-
NSIPbl NOPTasIbHOV CUCTEMBI.

Bcero cylLecTBylOT 4YeTbipe BuAa JIUMOMNPOTENHOB:
[ABE — XWJIOMUKPOHbI 1 JIMMOMPOTENHBI O4€Hb HU3KOW NIOT-
HocTu (JINIOHIM), 06pasytoTcs B KULLIEYHWKE U NpeacTas-
nsowme coboin TpaHCNoPTHbIE HGOPMbI IMMNAOB.

XupHble kucnoTsl (KK) BoBnekatoTcs B npouecc -
OKWCIIEHUS, KOTOPbIV MPOUCXOAUT B MUTOXOHAPUSIX CKe-
NETHBIX MBbILLLL U MUOKapze. [peBpalLeHns XUPHbIX KUC-
JIOT HaYMHaIOTCs C MX akTMBauuu, T. €. ob6pasoBaHus
aumn-KoA. RCOOH + HSKoA + ATd — RCO — KoA + AM® +
+ docdart. Peakuus katanuaumpyetca aumn-KoA-cuHTe-
Tasou.

MembGpaHa MUTOXOHAPWIA HeMpoHMLaema ans Xup-
HbIX KMC/IOT, MX MePeHOC 06ecneymBaeTcst KAaPHUTUHOM.

KapHutuHaumntpaHcdepasa katannsvpyeT npuco-
eanHeHne aunn-KoA K kapHUTUHY ¢ o6pa3oBaHvem auun-
KapHUTUHA, KOTOprVI NMPOHUKaeT B MUTOXOHAPWUWU, rae
BHOBb npeobpasyeTcs B aumn-KoA, a KapHUTUH BbICBO-
6GoxagaeTcs.

AueTunbHbin octaTtok auetun-KoA okucnsaertcsa
B JIMMOHHO-KVC/IOM LIMK/IE, YKOPOYEHHAs XMpHasi KUC-
N0Ta BOB/IEKAETCS B NMOBTOPHbIV UMK, B peakuusx ne-
rugpuposanus (1,2) BoccTtaHaeBnuBalTCs KodpepMeH-
Tbl, OHU NepejaloT aToMbl BOJOPOJA Ha AblXaTesibHYio
Lenb, 4TO CONPOBOXAAETCA CUHTE30M ATD.

CBOWICTBa TPUMMLEPWOB ONPEAENIOTCS BXOOSALLM-
MU B X COCTaB XVPHbIMW kucnotamu. Temneparypa nnas-
JIeHns TpUrmuuepuaos noBbILLAETCH N0 Mepe yBendeHus
yncna M ASIMHbI OCTaTKOB HACBILLEHHBIX XVPHbIX KUCOT
1 CHKAETCSI MO Mepe YKOPOYEHUs! Lierneil HaChILLEHHbIX
1 YBENMYEHVSI COAEPXAHMSI HEHACBILLEHHBIX XUPHBIX KUC-
NOT. )KMBOTHbIE XUPbI coaepXaT 60oMbLLOe KONMYECTBO Ha-
CbILLEEHHBIX XVPHbBIX KMCANOT, 61arofapst Yemy OHV TBepPAble
npu KOMHaTHOM TemnepaType. PacTuTensHble Xupbl (Mac-
nla) copepXaTt MHOTO HEHaChILLEHHbIX XMPHbIX KUCIIOT, Mo-
3TOMY NPV KOMHATHOW TEMMepaType OHU XuaKue.

Mmaponus Tpurnuepunaos (OMbIfIeHE) MOXET NPo-
1CX0AMTb Nof, AeicTBUEM GEPMEHTOB, KUCNOT UNn Lwe-
loYeit U NPUBOAMT K 06Pa30BaHMIO MNLEEPUHA 1 CMECK
XXUPHbIX KNCIOT.

Bocku — CnoxHble 3pypbl BbIGLINX XUPHbIX KUCIOT
1 BbICLUVIX OJHO- VN ABYXaTOMHbIX CIMPTOB C YUC/IOM Yr-
NepoaHbIX aToMoB Gonee 16.

Bocku 06pasyioT 3aLUMTHYI0 CMa3Ky Ha KOXe 4eno-
BeKa W XWUBOTHbIX, MPEAOXPaHSIOT PACTEHUS OT BbIChI-
XaHu4, ABNAKTCA HOpMasibHbIMU MeTabonmTamm HeKo-
TOPbIX MUKPOOPTraHN3MOB.

- >

pam. K cTeponaamM OTHOCATCS FOPMOHbI KOPKOBOMO
BeuwecTBa Haano4Ye4yHMKOoB, Xen4yHble KNCNOTbl, BU-
TamuHbl rpynnbl D, cepagyHbie mukosuasl u ap. B ocHo-
BE CTPYKTYPbl CTEPOUAOB NIEXUT LMKIIONEHTAHMEPTUAPO-

deHaHTpeH.
15

CTepOVIﬂbl MMEKT MHOIo NOTeHUUanbHbIX CTEpeoun-
3omepoB. Kaxnoe n3 koneu, A, B u C MOXeT npuHuMaTh
NPOCTPAHCTBEHHbIE KOHPOPMALMK «110AKU>» IGO0 «Kpec-
na». B mpupoaHbIX cTepoupax BCe KojblL@ HaxomsTcs
B popme «kpecna», sBnsiolleiica 6onee yCTONYMBOW.
Mo oTHOLWeHWIO APYr K APYry KOMbLA MOTYT HaX0AUTLCS
B UMC- 1 TpaHcnonoxeHun. Cpeam cTtepouios Bbloens-
eTcs rpynna CcoeAViHeHWi, Ha3blBaeMblX CTepuHaMu.
Jnsi HUX XapakTepHO HannyMe rMapPOKCUILHOW Fpynmbl
B NOJIOXEHUN 3 1 6oKoBOM Lenu B nonoxenun 13. Bax-
Heiwwnit NpeacTaBnTeNlb CTEPUHOB — XONECTEPUH — SIB-
NSIeTCA HeHaCbILWEHHbIM CMMPTOM, BCE KOMbLIA KOTOPOro
HaxoAsiTCs B TDAHCMOOXEHNN.



41. BunocuHrtes
)XXUPHbIX KUCNOT

CuHTes XK npoTekaeT B LUTO30S1€ 1 BKIIOHAET Cneayto-
e peakuum:
1) kapbokcunuposaHue aueTtun-KoA kapbokcunasoi,
coaepxaliei GUOTUH;
NepeHoC aLueTUIbHON U MaNOHWUABHOW rPynn Ha auun-
nepeHocsLWwmMiA 610K NpY y4acTum aueTua- u Mano-
HUN-TpaHcauunas;
KOHZEHCALMIO aueTna u ManoHuna ¢ obpasosaHnem
auerToaleTuna-aumnnepeHocsLero 6enxa;
BOCCTaHOBJIEHVE KETOHA B CMUPT;
OTLLerIEHVE BOAbI;
HacbllLLeHNe OBONHON CBA3N.

Hapsizly ¢ XVpHbLIMUM KUCNOTaMM U MALEPUHOM B COC-
TaB CMOXHBIX NUMNUAOB BXOAAT KOMMOHEHTbI, KOTOPbIE
MCNONb3YIOTCH KakK CTPOUTEJIbHble 610K B CUHTE3e
CNOXHbIX COEANHEHWIA.

JiikosaHounabl

TkaHW XMBOTHbIX 06/124AI0T OrPaHWYEHHON Cro-
COGHOCTbIO NMPEBPALLATh HACBILLEHHbIE XUPHbLIE KUCNO-
Tbl B HEHacbIeHHble, MO3TOMY B WX MULLE AOMKHbI
NMPUCYTCTBOBATb MOJINHEHACbIWEHHbIE XWPHbIE KWUC-
NnoThl.

ApaxuaoHoBas Kucnora

ApaxunpoHoBasi KMCNOTa (MOAMHEHACHILLEEHHAS XMP-
Has kucnoTa) nocne ocsoboxaeHus n3 dochornmuepu-
noB (dochonnnupos) GruomembpaH (B 3aBUCUMOCTU OT
depMeHTaTMBHOro NyTu npesBpalleHns) AaeT Hadvano
npoctarnaHaMHam u nerkoTpueHaMm no crneayioLlen
cxeme.

2

3

4
5)
6

43. HapyweHus nunugHoro
o6MeHa 1 06MeHa XUPHbIX KUCNOT

HapylieHus nepesapvBaHns U BCACbIBAHUS IMMNK-
[,0B MOTYT GbITb PE3yNbTaTOM:

1) npoueccoB B NOAXeNyno4HOM Xxenese ¢ aedbumtom

naHKpeaTU4ecKoi Innassl;

2) pnedvumTa Xenuv B KULLEYHUKE;

3) CHWXeHUsI MeTaboNn4ecKon akTUBHOCTU CAU3UCTOW
060/104KM KULLIEYHUKA, FAE NI0KaNN30BaHbl (GepMeHTbI
pecuHTe3a TpUauunIuLepuaoB.

B CBSI3M C 3TUM BbIAENSAIOT NaHKpeaToreHHyto, rena-

TOTEHHYIO, BHTEPOreHHyI0 CTeaTopelo.

Hapy MeTabC nnNupoB

Mppodo6HbIe MMNKUALI TPAHCTIOPTUPYIOTCS KPOBLIO
B BUAE HaAMONEKYNAPHbIX 06pa3oBaHuii — nunonpoTen-
HOB, B COCTaB KOTOPbIX BXOAST TPUALMAMNLEPUIbI, XO-
nectepuH, docdonunuabl U npoteuHbl. OCHOBHas
TpaHcnopTHas dopma Tpuruuepnaos — JIMOHM, pe-
CVIHTE3MPOBAaHHbIE NMMUABI (TPUALMAILIEPUIbI) BCTPaN-
BAIOTCS B XMJIOMUKPOHBI. [p1 HELOCTaTO4HON aKTUBHOC-
TM NUNPOTEMHNMNA3bl KPOBW HapyLIAeTcs MNepexop,
XUPHBIX KACMOT M3 XMIOMUKPOHOB Ma3mbl B XMPOBbIE
Aeno, He pacLennsaTCs TPUMuuepuabl.

KeToHemus n keToHypus

Mpu ronogaHum u caxapHom auabeTe copepxaHvie
KETOHOBbIX TE/ B KPOBU MOXET 3HAYNTE/bHO MOBbILLATb-
C$1, YTO COMPOBOXAAETCH YBENMHEHNEM COAepPXaHUs Ke-
TOHOBBIX TEJ B MOYE.

Mna3meHHble IMNONPOTEUHbI — CJI0XKHbIE KOMIM-
NIEeKCHbIE COeJIMHEHUs!, B COCTaB KOTOPLIX, kKpome Gesika,
BXOOVT JIUMWIHBIA KOMMOHEHT. BHYTpW nunonpotenHo-
BOV 4aCTWLbl HAXOAWTCS XMPOBasi Kamnms, coaepxallas

- _

Mpu pusmonormyeckrx ycnoBusix AenoHMpoBaHme
NIMMUAOB, UX MOBWUAM3aLWS, CUHTES U pacnag, XnpHbIX
KUCNOT ypaBHOBELUMBAIOT APYr Apyra no CKOPOCTH Npo-
TEKaHVIﬂ

Mpu orpaHn4YeHHOM NOTPeGNeHNn yrneBofoB
unm HapyLueHmm VX UCMOMb30BaHUS (DePpULmTe MHCYIN-
Ha) YCUNMBAIOTCS MOGUAMU3ALMS XUPHBIX KUCIOT U UX
TPaHCMOPT KPOBbLIO B MeYeHb. [pOMCXOAUT CHMXEHWEe
ckopocTu noTpebneHuns auetun-KoA nytem:

1) BOBfIEYEHUS B UMK TPUKAPOOHOBBIX KUCNOT;
2) CUHTE3a XMPHBIX KUCNOT B MEYEHW.

CkopocTb noTpebneHus auetun-KoA B UTK nagaet
B CBSI3W C YMEHbLUEHNEM KOMYECTBA MPOMEXYTOUHbIX
npoaykToB 06MeHa yrneBoAoB, KOTOPbIe B HOPME aKTu-
BUPYIOT HavanbHble npouecchl LITK. TopmoxeHue cuH-
Te3a XMUPHbIX KAC/OT B NEYeHN BbI3BAHO 3aMe/IeHnem
CKOpOCTM 06pasoBaHua NpoaykToB LTK n cHuxeHnem
akTMBHOCTM aueTun-KoA-kapbokcunasbl, KoTopast kata-
nu3upyeT npespalleHne auetvna-KoA B ManoHun-
KOA — nepBbiit NpOAYKT CUHTE3a XMPHbIX KUCNOT. B pe-
3ynbTtaTe 6onblue aueTun-KoA HanpasnseTcs Ha CUHTE3
aueTo-auetun-KoA, KOTopblii nCnonb3yeTcs s obpa-
30BaHUsi KETOHOBBIX TEJ U CMHTE3a XoNecTepuHa.

2. MNpu £OCTATOYHOM NOCTYMN/IEHAN YINEBOAOB C Mu-
LLEN 1 HOPMasILHOM MOCTYMEHUM [TIOKO3bl B KNETKM (4TO
obecneymBaeTcs MHCYIMHOM) YBENMYMBAETCS coaepxka-
Hue meTabonutos LITK. [1Ba 13 HUX (LMTpaT 1 n3oumtpar)
cTumMynmpytoT auetun-KoA-kapbokcunasy, kotopas karta-
nmM3upyeT obpasoBaHve manoHun-KoA — nepsoro npo-
[yKTa Ha MyTW CUHTE3a XWPHbIX KUCTIOT, T. €. ycKopsieTcs
1 CUHTE3 nocnegHux. Hakonnenve auetnn-KoA TopmMosut

44. O6Gwue npeAcTaBneHns
0 BUTaMUHAaX, NOHATUE aHTUBUTAMUHOB

___________ X _@__________X

BuTaMmuHbl — He3aMeHUMblE MULLEBbLIE HAKTOPBbI,
KOTOpble, MPUCYTCTBYS B MULLE B HEGOMbLINX KOANYECT-
Bax, o6ecrneyvBaloT HOpMasbHOE PasBUTME OpraHM3ma
KMBOTHBIX 11 YesI0BeKa 1 afilekBaTHOE NnpoTekaHune 61oxu-
MUYECKMX U HUIMONOTUYECKUX NPOLLECCOB. ButammHel
OTNIMHAOTCA OT BCEX APYrMX OPraHvM4YecKkrx BeLlecTB
TEM, YTO OHU HE UCMOJIL3YIOTCS OPraHN3MOM B Ka4yecTBe
MCTOYHMKA NUTaHWUS 1 He BKIIIOYAIOTCS B CTPYKTYPY TKa-
Hel. HepoctaToyHOe NOCTynieHue BUTaMUHOB B opra-
HW3M, MOJIHOE OTCYTCTBME MX B MULLLE UMW HapyLLEHWUe 1x
BCACbIBAHUS U TPAHCMOPTA BbI3bIBAIOT HAPYLUEHWE MPOo-
LeccoB 06MeHa 1 pa3BuUTVE NaToONOrUN. ABUTAMUHO3bI —
6071€3HU, BO3HMKAIOLLWE MPU MOSHOM BbIKIIIOYEHNMN U3 pa-
LMOHa VAN MOSHOM HapyLUEHWM YCBOEHUSI Kakoro-nn6o
BUTamMuHa. MMNOBUTAMUHO3bI — GONE3HU, 06YCNoBNEH-
Hble HeZJ0CTAaTO4YHbLIM MOCTYMJIEHNEM BUTAMWHOB C NULLEi
WM HEMOJIHBbIM ee YCBOEeHWeM. [MNoBUTaMUHO3bI BCTpe-
4alOTCS Y YeNoBEKa 3HAYNTENBHO Yalle, YEM aBUTaMUHO-
3bl. [MNEpPBUTAMMHO3bI — MATONOMMYECKUE COCTOSIHUS,
CBA3aHHble C MOCTYM/JIEHWEM W3BBLITOYHOTO KOMMYECTBA
BUTAMWHOB B OPraHn3Mm. Onucanbl Cny4yaun runepsuTaMmmn-
Ho30B A, D, Kwu ap.

Mpun aBUTaMMHO3ax MHOIME PacCTPONCTBa obMeHa
BELLEeCTB OOYCNOBNEHbI HAPYLUEHUSIMU AESiTeNIbHOCTN
VAW aKTUBHOCTU (PEPMEHTHBIX CUCTEM, Tak Kak MHOrue
BUTaMMHbl BXOAST B COCTaB NPOCTETUYECKMX rpynn dhep-
MeHTOB. Akagemuk H. [. 3enuHckuidi cunTtan, 4To BuTa-
MWHbI PErynvMpyioT 06MeH BELLECTB He HernocpeACTBeH-
HO, a OMoCcpefoBaHHO, Yepe3 dhepMeHTbl, B COCTaB
KOTOPbIX OHW BXOAST.



aueTun-KoA — pesynbTaT MHTEHCMBHOIO pacnaaa
rNIOKO3bl U HAKOMIEHWS AOCTATO4HOrO KonnyecTea ATd.
N36biTok AT TopmosuT B LITK gernaporeHasy naoumt-
pata, Npu 3TOM HaKanJMBaeTCsi ero NpeLecTBEHHNK —
UMTPaT, KOTOPbIV NePexoauT U3 MUTOXOHAPWIA B LMTOM-
nasmy, roe pacnagaetcs ao auetun-KoA. KoHTposb cko-
poOCTU MOGMAM3ALMU U NUNOreHe3a MNPOUCXOAUT MOf,
B/IMSIHUEM FOPMOHOB. AKTUBALMS NIMMNONM3a NPOUCXOAUT
nof, BO34ENCTBUEM afpeHanuHa u HopaapeHanuHa, Kop-
TUKOCTEPOUAOB, lokaroHa 1 ropMOHOB runoduaa — Ba-
3onpeccuHa, AKTI, nunoTponvHoB. OOQHOBPEMEHHO 3TU
FOPMOHbI OrPaHUYMBAIOT CTUMYJISILIMIO IMMOreHe3a UHCY-
JIVHOM, PE3Y/NLTATOM SIBNISIETCS MOBbILLEHUE COAEPXaHNS
XUPHBIX KUCIOT B KPOBU.

OGpaTHbI NpoLecc — HakomneHe TMNUAOB B Ae-
no — CTUMYNMPYET UHCYNH. OH TakXe aKTUBMPYET IMo-
reHes, o6ecrne4nBaeT TPAHCMOPT MIIOKO3bl B KIIETKY 1 ee
OKMCJIEHME MO OCHOBHOMY NyTu. M36bITO4HOE MocTyrme-
HME YMEBOAOB C MULLEN, HE KOMMNEHCUPYEMOe 3Hep-
rosaTparaMmu, COMpPOBOXAAETCS YPe3MepHbIM Hakomnne-
HUeM nMNnAoB. HepocTaToyHOE NOCTYNAEHME YrineBoaoB
C NVILLER UK He KOMMeHCUpyeMble YrneBoAaMmn 3Hepro-
3aTpaTbl COMPOBOXAATCS MOGUAU3auMeinn MNMaoB
1 nosieneHvemM ketosa. CYHTE3 auunTpurnLepunos
1 $ocHOoMMNNAOB OCHOBLIBAETCS HA OAVHAKOBbLIX MPes-
LECTBEHHMKAaX — mmuepodocdaTe u XUPHBLIX KUCIOT,
YTO onpeaensieT KOHKYPEeHUMIO 3a 9TU KOMMOHEHTbI. X0-
JIH MOXET IMMUTMPOBaTbL CUHTE3 docdHonmnuaos.

BUTAMUHOB, CNOCOGHbIE GNOKMPOBATb aKTUBHbLIE
LEeHTPbl GEPMEHTOB, BbITECHSAS U3 HUX COOTBETCTBYIO-
e Npon3BOAHbIE BUTAMUHOB (KODEPMEHTHI) U BbI3bl-
Basi KOHKYPEHTHOE MHrMGUpoBaHue pepmeHToB. K aHTu-
BWTaMWHAM OTHOCSATCS COEAVHEHWs, Nnocne BBeOEeHUS
KOTOPbIX B OPraHn3M pa3BMBAETCs Knaccuyeckas kap-
TWUHA rMNo- WUIN aBUTaMUHO3a. AHTUBUTAMWHbBI UCMOMb-
3YI0T 119 NOAABJIEHNS POCTa U Pa3MHOXeEHWst 6akTepwii,
HY>XQIOWMXCS B HUX. PUYMHBI TMNO- U aBUTaMUHO30B
4YeNIOBEKA U XMBOTHBIX MOAPA3AENSIOTCS HA 9K30- U 9H-
AoreHHble. K 9k30reHHbIM NPpUYnHaM OTHOCUTCS Hep0C-
TaTo4HOE MOCTYrMJIeHWe BUTAMWHOB B OpraHu3m. He-
[0CTaTOYHOE WS HEMONHOLLEHHOE NUTAHWE Yalle BCero
BleYeT Pa3BNTHE 3K30MEeHHbIX aBUTAMUHO30B.

OHA0reHHbIMU NPUYMHAMM ABASIIOTCS:

1) noBbILLEHHAst NOTPEGHOCTb B BUTAMUHAX MPY HEKOTO-
PbIX PU3NONOTNYECKMX 1 NATOSIOMMHECKUX COCTOSIHUAX
(6epeMeHHOCTM, nakTauum, TMPeoTOKCMKO3e, Kaxek-
cum v ap.);

2) ycwuneHHbIil pacnag, BUTAMUHOB B KULLEYHWUKE BCRes-
CTBVE AEATENbHOCTU MUKPODIOpbI;

3) HapylleHve npoLecca BcacbiBaHUsl BATAMUHOB BCe-
[CTBUE HapyLLUEHUS MOTOPHOI U CEKPETOPHOW (YHK-
UM KALLEYHUKA;

4) 60ne3HV NeyYeHn, NoOAXEeNyA0HHOW Xenesbl, Bbl3blBa-
IoLLVEe 3aKyMOPKY XeJIYHbIX NyTel 1 HapyLueHne Bca-
CbIBAHUS! XMPOB U XXMPOPACTBOPVMbIX BUTAMUHOB.

docdonmnasa

apaxmaoHoBas kucnorta

LiuknookcureHasa / \ Jiunookeurerasa

npOCTaHOUAI: NEAKOTPUEHBI:
1) npocTarnaHaviHel; 1) NTA;
2) NPOCTaUMKNHBI; 2) NTB;
3) TpoMBOKCaHbI. 3) NTC;
4) NITD.

MepBbIii NYyTb HAa3bIBAETCS LMKIOOKCUTEHA3HBIM MNy-
TEM MpeBpaLleHns apaxnmaoHOBOM KMCNOThI. LieHTpans-
HbIM XMMWYECKMUM NpoLEecCoM 6uocuHTesa ABnaeTcs
BKJIIOYEHWE MONEKYNSPHOMO KMCI0poaa B CTPYKTYpy apa-
XI/I,ELOHOBOIZ KNCNOTbIl, OCylwecTBasemMoe cneu,mcbmqeokm-
MU OKCUreHazamun. I'Iocnep,Hme nog [J,eI7ICTBI/IeM unaome-
pa3 npespaLalTcs B NepBUYHbIE NpocTarnaHavHbl. Mx
pericteme onocpenosaHo LAM® n urMad.

BTopoii nyTe npeBpalleHns apaxuaoHOBOW KUCO-
Tbl — NIMNOOKCUreHasHbIA. OH AaeT Ha4yano CUHTesy 6uvo-
NOrn4eckn akKTMBHbIX BEWEeCTB — J'IeIZKOTpI/IeHOB, Y HUX
OTCYTCTBYET LMKINYeckasa CTPYKTypa, BCe OHM coaepxaTt
Nno YeTbIpe ABOHbIE CBSA3UW, HEKOTOPbIE N3 HUX 06Pa3yioT
nenTnaonMnnaHbie KOMMJeKkChbl C rMyTaTMoHOM.

HenonsipHble NUMUABI (TPUMMLEPUALI, 3Tepudu-
LIMPOBAHHbIN X0necTepuH). M3 Bcex nMnonpoTeHoB
nnasmbl aTeporeHHOCTbIO 06NafaloT B NepByio ovepelb
JINHMN v JINOHM. HayanbHbIM NYCKOBOW MeXaHn3m pas3su-
TUS aTePOCKIEPOTUHECKOrO NPoLLecca — NPOHUKHOBEHNE
JIUNONPOTENAOB UM NPOAYKTOB UX Aerpafaumm, 6oratbix
XONECTEPVHOM WMAW ero acdupamu, Yepesd IHAOTENMN
B cyGaHaoTeNnanbHoe NPOCTPaHCTBO. [MaBHas npuynHa
OT/IOKEHUIA — TUNepxonecTepuHemMmns Ha GoHe NoBpex-
[EHHOT0 BHA0TENNS, Noc/eiHee Bbi3biBAETCS apTepualib-
HOV runepTeHsunelt, BOCMaNnTeNbHbIMU MPOLEccaMu, rm-
nepkoarynsiuven, BO3AeNCTBUEM TOKCUHYECKMX BELLECTB.
Supbl xonecteprHa 0Ka3blBAOTCA B MEXKIETOYHOM
NPOCTPaHCTBE, WMHKANCYIMPYIOTCA 3a CHYeT paspacTaHus
COEAVHUTESNbHOM TKaHM 1 OTIIOXEHWUS Conein, obpasys ate-
pOCKNepoTUYECKME BAALLKM.

MosiBneHne B KPOBU KOHBIOMMPOBAHHBIX XENYHbIX
KMCNOT yka3biBaeT Ha 3a60neBaHne neyYeHu.

MMnepnunonporenHemun:
1) Tun | — pesynbTar HapyLUEeHWA MN31ca XMNOMUKPOHOB;
2) Tvn lla — pesynbrat 3amenneHus pacnaaga JIMHIM;
3) Tun lI6 HanomuHaer lla Tun, gnarHocTupyeTcs nNpu
Mo- BbILLEHUN COAEPXaHNS XoNleCTepuHa 1
TPUMNLIEPW/IOB;
4) tun lll BbI3bIBaETCA 3amMensieHHbIM pacnagom JIMOHTIT;
5) Tun IV xapakTtepuayeTcsi rMnepuHCYIMHEMU3MOM;
6) Tmn V NposBnseTcs 0XWPEHWEM, NaHKPeaTUTOM, aH-

ruonatuen.
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47. BopopacTBOpUMbI€ BUTAMUHbI.
WUx ceoncTBa

ButamuH B,

ButamuH B, (TamuH) xopoLuo pacTsopuM B BOAE,
€ero BOAHble PacTBOPbI B KMCNOWN Cpeae BblAEpXuBalOT
HarpesaHue [0 BbICOKMX TemnepaTtyp 6e3 CHuxeHus 6u-
0JIOrMYECKOM akTUBHOCTU. B HenTpanbHOM unu wenoy-
HOIA cpefie Npy HarpesaHun BUTamMuH B, GbICTPO paspy-
waeTcs. Mpu ok1cneHun TnammHa o6pasyeTcst TMOXPOM.

Butamun B,

ButamuH B, (prbodnasuH) B OCHOBE CBOE# MONEKy bl
MMeeT reTepouMKIMYeckoe COeAVHEHWNE M30aloKCa3nH
K KOTOPOMY B MONOXEHUN 9 NPUCOEAVHEH MATUATOMHbI
CnupT prMbuToN.

CneundudHbIMK s aBuTamMmmnHosa B, aensiiotes Boc-
nanuTenbHble U3MEHEHUs CAM3NCTON 00O0NOYKMN A3blKa
(rnocecwT), ry6, poroBULLbl ANUTENNS KOXM 1 Ap.

Butamux B,
ButamuH B; (NaHTOTEHTOBas KVCNOTa) Ype3Bblvaii-
HO LUMPOKO PacnpPOCTPaHEeH B XMBbIX 06bekTax, oTkyaa n
€ero Ha3BaHue (0T rp. pantoten — «noBcioay»).
OH OH OH
| | |
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WUx ceoircTBa

Butamunbl rpynnsi A

ButamunH A (petuHon, aHTukcepodTanbMnUYecKkuin
BUTaMMH) CYLLLECTBYET B Tpex dopmMax: Kak TO BUTAMUHbI
A, A, v unc dpopma BuTamuHa A, (HeosuTamuH A). PeTu-
HON NPeAcTaBnseT Co6OM LUMKIMYECKUI HENpPeaenbHbIi
0[HOATOMHbI CNPT, COCTOSILLMIA U3 MEPBUYHOM CINPTO-
BOI FpynMbl, COEAVHEHHON Yepe3 [Ba ocTaTka u3onpeHa
C LUECTUYNEHHBIM KOIbLIOM (B-MOHOHOM).

ButamuH A oka3biBaeT BANSHME Ha NPOHNLLAEMOCTb
KJIETOYHbIX MeMOpaH 1 GMOCUHTE3 UX KOMMOHEHTOB
a TaKkxke Ha 6apbepHYI0 DYHKLIMIO KOXU U CIM3UCTbIX 060-
noyek. BeposdTHa NpUYaCTHOCTb BUTAMUHA A K CUHTE3Y
6enka.

ButamuiH A urpaet BaxHy'o ponb B NpoLEecce CBEeTo-
OLLyLLEHMS.

CuMnTOMaMu HeAOCTaTOYHOCTU BUTAMMHA A SIBSISIIOT-
CSl TOPMOXEHME POCTa, CHYDKEHME Macchl Tena, cneundn-
YecK1e NOPaKeHUs KOXU, CAU3NCTbIX 060M0UHEK 1 1a3.

Butamuusbl rpynnsi D

Butamun D (kanbumdepon, aHTMpaxuTuieckuin BuTa-
MVH) CYLLIECTBYET B MPUPOLE B BUAE HECKOMBbKVIX COeaMHE-
HWI (pa3nnyaloLLMXCS MO XMMUYECKOMY COocTaBy 1 Guonoru-
4ECKON aKTUBHOCTU) BUTaMWHOB D, (sprokansumdepona)
n Dy (xonexkansuudepona). MssecteH Takke sutamuH D,
(avrnopoaprokansuvdepon). Mog, pevicterem YP-nsnyye-
HUSI 3ProCTEPUH Yepe3 Psif, MPOMEXYTOUHbIX MPOAYKTOB
npespaLLaeTcs B BUTaMuH D,

HepoctaTtok BuTamunHa D B AeTCkoM BO3pacTe npu-
BOJAMT K BO3HUKHOBEHWIO paxuTta, B OCHOBE Pa3BUTUS
KOTOPOro nexar n3meHeHus ¢ocdopHO-KanbLMeBoro

——————————— >

48. ButammnHonopao6Hble BellecTea.
Ux ceoicTBa

I'IapaaMMHoﬁeHaoﬁHaﬂ Kucnorta vMmeeT cnenyto-

LLYIO CTPYKTYPY.

n-aMHHOGEH30iHas KHCIOTa

HN COOH

MapaamMnHoGeH30Hasa kucnoTta Heobxoauma ans
HOPMasIbHOro MpoLecca MUrMeHTauymn BOJIOC, LUEPCTH,
nepbeB 1 KOXW, Tak Kak OHa aKTUBMPYET TUPO3UHA3Y — KJTio-
4eBoi HepMEHT Npu BUOCKMHTE3E MENAHNHOB KOXW.

ButamuH B4 (naHramosasi KNCNOTa) C XxuMmuye-
CKOI TOYKM 3peHusi npeactasneHa 3pupom MoKOHOBOW
KVCNOThbI Y AMMETUNIINLMHA.

guH QHQH e
HOOC-C~C—=C—C CHy-0-CO-CH N~
H OHH H Hy

naHramoBas Kuciorta

WUHO3UT (MHO3UTON) NpeacTaBnseT cobon UMknmn-
YeCKWU LIeCTUaTOMHbIV CAMPT LMKIOreKcaHa.

OH OH

HO

=

=

OH H
VHO3UT

MHO3MTON OKasbiBaeT 3HAYMTENbHbIA NMNOTPOMN-
HbIi 3 DEKT 1 TOPMO3UT Pas3BUTME ANCTPOPUM NEYEHN.
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LLeHneM HOpManbHOro npoLlecca octeoreHesa.

BuTtamunbl rpynnel E

ButamuH E, nnu tokodepon (o1 rp. tokos — «noTo-
MCTBO», phero — «Hecy»), — akTUBHOE BELLECTBO, Npe-
[oxpaHsiolee 0T 6ecnnoausi XUBOTHLIX U 4YenoBeka.
Bnepsble BUTaMuH E Gbin BbliAeNEH N3 Macna neHny-
HbIX 3apofbilleit n xsonkosoro macna. CyuiecTeyeT
NATb NPUPOAHLIX COeAMHEHWI, oGnagatowmx éuonorn-
4eCKOol aKTMBHOCTbIO BUTaMuHa E, — a, B, v, 8-Tokodbepo-
bl 1 8-METUNTOKOTPUEHO.

Tokodeponbl ABNAIOTCS Hanbonee aKkTUBHLIMU NpU-
POAHBIMN XNPOPACTBOPUMbIMA AaHTUOKCUAAHTAMW: OHU
paspyLualoT Hanbornee akTvBHble GOPMbI KMCNOPOAa, Npe-
[OXPaHsisi TakuM 06pa3oM OT OKUCIEHWSI MOJIMHEHAChI-
LLEHHbIE XVPHBIE KUCNOThI. Kpome Toro, Tokodeposbl ur-
patoT crneunduryeckyto posb B 0OMeHe cenexa.

BuTtamuHnbl rpynnei K

CornacHo HoMeHk1aType G1oNOrM4eCKON XMMUM K BU-
TammHam rpynnbi K oTHOCATCS ABa TMNa XMHOHOB C GOKOBbI-
MU LieNnsiMK, COCTOSILLIMMUN 3 U30MNPEHOUAHBIX 3BEHbEB, —
BuTaMuHbl K (drnnoxuHoH) v K, (MeHaxvHoH). B ocHose nx
XVIMUYECKOWN CTPYKTYPbI NEXUT KONbLO 1,4-HadpTOXMHOHA.

HavGonee wMpokoe NpUMEHEHVE B MeOULMHCKOW
NpakTyke Halwen UMeHHO BuTamuH Ky B BUAE pactsopu-
MOro B BOAEe 61CYyNbPUTHOro NPOM3BOAHOIO — BMKacona.

ButamuH K sBnsetcs aHTuremopparmyeckum dax-
TOPOM, CYLLECTBEHHO YKOPayvBalOWVM BPEMSI CBEPTbI-
BaHua kpoBu. OH NPUHMMAET y4acTue B CUHTE3e NpoT-
pOMOUHA B MEYEHU N CTUMYINPYET GUOCKHTE3 B Me4eHn
BuUTaMuH K-3aBUCUMBIX NIa3MeHHbIX PaKTOpOB CBEPTbI-
BaHus kposu — I, VII, IX, X.

Ko3H3um Q (yGMXMHOH) OTHOCUTCS K YPE3BbI-
YalNHO WMPOKO pacnpoCTpPaHeHHbIM KopepMeHTam.

o
H;CO CH;
(Ifo

H;CO (CH; - CH=C-CHy),—H

o YOUXUHOH

JiunoeBas KMCNoTa Mo CBOEV CTPYKType NMpeacTtas-
NSIET 0-NMNoEBYIO (1,2-anTronax-3-BanepraHoByto) KUCIOTY.

i - CH,
g7 CH-(CH-COOH L e’ \CIHf(CHg)rCOOH
S—S 2 ps—su

Jamnoesas Kucnota Auruaponunoesas Kucnota

XonuH no ceoew CTPyKType NpeAcTaBnseT aMuHo-
BTUNOBLIA CNNPT, COAEPXALLMA TPU METUNbHbIE FPYNMbI
y aToma asora.

XonvH SBNSeTCA COCTABHOWM HYacTbio aueTuIXoNn-
Ha — MegunaTtopa HeEpPBHOro nMnynbca.

|
| cH;—r‘\l‘—CH: —CH,-OH
| CH;
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LY1(7] Buramun B,

Butamuh By (MMPUAOKCUH) NO XMMUHECKOV CTPYKTYpe
SIBNSETCS NPOV3BOAHBIM 3-OKCUnpuanHa — 2-meTun-3-ok-
cu-4,5-grokeumeTMANUpUanHoM. CyLLecTByeT TPM NPON3BOA-
HbIX 3-OKCMNMPOMHA — NUPWUOOKCUH, MMPUAOKCAb 1 MPK-
[OKCAMUH.

Butamun B,

Butamux B,, conepxutcs B GEPMEHTHbIX CUCTEMax
B BUAe B,,-kodepMeHTOB, v Ko6ammaHbIx KOHepPMEHTOB, —
MeTunkobanaMuHa (CoAepXuT AOMONHUTENbHYIO METUIbHYIO
rpynny) u Ae3okcuaneHo3uHkobanamMuHa (CopepxuT 5'-ae-
30KCHMaaeHO3NHKOGaNaMu1H).

®donuesas kucnorta

donmesas kucnota (bonaumt, ButamnH B ) coctont
13 TPex CTPYKTYPHbIX €AVHUL, — OcTaTka 2-aMUHO-4-0K-
cu-6-meTunnTepuavHa, napaamuHobeH3orHon n L-rny-
TaMUHOBOM KUCNOT.

Butamun PP

ButamuH PP (HUKOTMHOBas KMCNOTa, HUKOTUHaAMUA,
HMALMH) Ha3blBAETCH TaKXe aHTUnennarpu4ecknm Buta-
MUHOM.

Butamuu C v Butamun P

Butamun C (ackopOGUHOBas KMCNOTa) Takke Hasbl-
BAETCH aHTUCKOPOYTHLIM (AHTULIMHIOTHBIM) (PaKTOPOM, T. €.
npeaoxpaHsieT OT Pa3BUTUS UMHIW. o CBOEel Xumuyeckom
CTpYKTYpe ackop6rHoBas KvucnoTa npeacTasnseT coboii nak-
TOH KMCNOTbI CO CTPYKTYPOI, 6n3KOIA K L-rntokose.



UX HOMEeHKnatypau Kknaccudpukauusa

FopMOHbI — 61010rMYECKM aKTUBHbIE BELLLEECTBA Op-
raHN4eckoi Nprpospl, BeipabaTbiBAIOLLMECS B CrieLmarib-
HbIX KJIETKAX Xesie3 BHyTPeHHel cekpeLmm, nocTynaioLume
B KPOBb W OKasbiBaloLIMe perynvpytollee OeiCTBME Ha
duanonornyeckne GyHKLMN 1 0GMeEH BeLLecTB. lOPMOHBI
onpepensitioT cocTosHue Guanonornyecknx GyHkKumi Le-
JIOCTHOrO OpraHnMamMa, Makpo- U MUKPOCTPYKTYPY OpraHoB
1 TKaHei, a Takke CKOPOCTb BUOXMMUYECKMX NPOLLECCOB.

[OPMOHbI 3aHMMAIOT B MOCNIEA0BATENIbHOCTU NpoTe-
KaHWs peakuuii opraHm3ma npoMeXXyTO4HOE MECTO MexX-
iy HEPBHOW CMCTEMOW 1 aencTenem dpepmeHToB. fopMo-
Hbl MOFYT BbI3blBaTb ObICTPYIO OTBETHYIO peakuuio
opraHvuama nyTem yBennyeHust akTUBHOCTU yXe CyLLecT-
BYIOLLMX B TKAHAX (PEPMEHTOB (FOPMOHbI NENTUOHON
1 6enKOBOV MPUPOAbI) IGO0 MEAJIEHHYIO OTBETHYIO peak-
LMIO NYTEM MHTEHCUUKALIMKN CUHTE3a PEePMEHTOB (cTe-
pouaHble ropMoHbl). CTeponaHbie ropMOHbI OKa3blBaloT
ornocpeAoBaHHOE Yepe3 reHeTUYeckuini annapar KneTku
nevicteue Ha GuocuHTes Genka. Ons 6rMonormyeckoro
LEeNCTBMSA TOPMOHOB XapakTepeH psif 0COGEeHHOCTEN.

1. TOpMOHBI MpOsIBASIOT CBOE Guonoruyeckoe
[eNCTBME B HUYTOXHO MaJblXx KONMYECTBAX.

2. 3ddekT OT AECTBUS FOPMOHOB peanuayeTcs
Yepes KNeTo4HbIe peLenTopbl U BHYTPUKIETOYHbIE BTO-
PUYHbBIE MOCPEAHUKN (MECCEHOXEPDI).

3. TOPMOHbI OCYLLECTBNSIOT CBOE LENCTBME NMYyTEM
YBE/IMYEHWS] CKOPOCTU CUHTE3a PEepMEHTOB NGO NyTeM
VN3MEHEeHUs1 CKOPOCTU (PepPMEHTATVBHOIO KaTanuaa.

4. B uenoCTHOM opraHuame AencTsme ropMOHOB
KOHTponupyeTcs BansHuem LIHC.

runodpusa n nx GyHkuma

B runoduse cuHTE3MpyloTCA rOpMOHbI GenkoBo
1 NenTUAHON NPUPOAbI, KOTOPbIE OKa3blBAIOT CTUMYNNPY-
owmii apdekT Ha Guanonornyeckme n GUOXMMMUYEcKme
NPOLIECChl B OpraHax-MuLLieHsx. B 3aBUCMMOCTM OT noka-
nM3aumm CUHTE3a PasnnyaloT rOPMOHbI NepeaHen, 3aaHen
Y NPOMEXYTOYHOW aonel runodusa. B nepenHein none ru-
nodusa (apeHornnopuse) CUHTEINPYIOTCS FTOPMOHbI, 06-
napaiowme CTUMYIMPYIOLWLMM AEACTBUEM Ha Apyrve oH-
[OKPUHHBIE XeJie3bl — TPOMHbIE FOPMOHbI, MV TPOMUHBI.

Ba3onpeccuH 11 OKCUTOLIMH CUHTE3UPYIOTCS B pU-
6ocomax. B runotanamyce cuHTeaupylotca 6enku Heit-
podusuH I, Il n lll, cnocobHble cBA3bIBaTL Ba30NpPecCcuH
1 OKCUTOUMH 1 TPAHCMOPTUPOBATbL UX B HEIPOCEKpeTop-
Hbl€ rPaHyJsibl rMnoTanamyca.

Mo XMMUYECKOMY CTPOEHMIO Ba30MPECCUH U OKCU-
TOLWH NpeACTaBnsioT coboii HoHanenTuAbl CneayioLero
CTpOeHUst:

§—m S
| I
H-1ne-Tup-Une-T'nu—Acu-Lnc—TIpo—Jleii—Tnmu—CO-NH,
OKCUTOLMH
—
H-Iuc—-Tup-®en—Tnu-Acn-Luc-TIpo-Apr-I'mn—CO-NH,
BasonpeccuH

OcCHOBHOIM Guonoruyecknin abdekT okcuTouuHa
Y MNIEKOMUTAIOWMNX COCTOUT B CTUMYJISILIMU COKPaLLEHNS
rNafKVX MbILLL, MaTKV NPY POAAX U LIMPKYNSIPHBIX Napaasib-
BEOJIAPHbIX MblLLIEYHbIX BOJIOKOH MOJIOYHbIX XeJie3, COK-
palleHne KOTOPbIX Bbi3biBAET BblJeJIeHe MOJoKa.
JlecTBne BaszonpeccuHa NpPOSIBASETCS CTUMynsuuen

rVIFIOTaI'IaMyC SIBNSETCA MECTOM COMNPSAXEeHUs BbIC-
wmnx otaenos LHC 1 aHooKpMHHON cncTemel. B HepoHax
runoTanamyca o6pasyloTcs BellecTBa, perynupyioLime
0CBOOOXEHNE FOPMOHOB rMnodusa — PUNU3UHr-dak-
TOpbl, UAN NMBEPUHbI, U UHrMBUpylLWMe daKTopsl,
VNN CTaTUHbIL. JIMGEPUHBI U CTATUHBI AOCTUraIOT runodu-
3a No cucTeme nopTanbHbiX Kanunnspos. CyuwiecTeyet
cemMb NMMBeprHOB (KOPTUKONMBEPUH, TMPONNGEPWH, Nto-
nméepuH, donnmnnbepuH, comatonnbepuH, NponakTo-
NMBEepPUH U MenaHonnbeprH) 1 Tpu cTaTuHa (comartocTa-
TWH, NPONAKTOCTaTUH U MENAaHOCTaTVH).

TuponubepuH npeactasnset coboii Tpunentua,
COCTOSILLMI 13 MMPOrNYTaMUHOBOM (LIMKNNYECKOI) KNCNO-
Thbl, FMCTVAMHA U NPOAMHaMMaa. B otinyme oT knaccuyec-
KUX NENTUAOB OH HE COAEPXMUT CBOGOAHBIX NH,- 1 COOH-
rpynn y KOHLEBbIX aMUHOKMCIOT.

HC-CH-CO-NH-CH-CO-N
7 N

1
NH . 7 N
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)

Ci, HC (‘ZH —~C—-NH,
HyC CH,

HN
TUPOANGEPUH

TuponnbeprH okasbiBaeT CTUMYNMPYIOLLEE BAUSIHNE
Ha BbICBOGOXAEHME TUPEOTPOMHOro ropMoHa rmnoduaa.

FoHaponuGepuH npeacTaenseT coboi aekanen-
Tna, cocTosiwmii 3 10 0CTaTKOB aMUHOKMCIIOT Clieayto-
wen nocneposatenbHocTn: Mupo—My—ruc—Tpn—
Cep—Tup—rTnn—nei—Apr—Npo—lnn—NH,
C-KOHLEeBass aMWHOKMCNIOTA NpeacTaBAeHa ruum-
HamMugom.

52. NMponakTUH, TUPOTPONWH,
rOHaAo0TPONUHbI U INMOTPONUHBI.
Ux pyHkuun

MponakTuH (NaKTOTPOMHbLIA FOPMOH, NIOTEOT-
POMHBIA FOPMOH) NpeacTaBnseT co60i KpynHbIli 6enok,
COCTOALLUMIA N3 OAHOM NOANNENTUAHON Llenn ¢ Tpems on-
cynbPuUaHBIMKU CBA3SIMW, HacuuTbiBalowen 199 amuHo-
KVMCNOTHBIX OCTATKOB.

OcHOBHOE ero OewcTBuMEe COCTOUT B CTUMYNSLMK
PasBUTUS MOJTOYHbIX XeNe3 1 nakTauuu.

Kpome TOro, nponaktuH CTUMyNupyeT poCT BHYT-
PEeHHUX OpraHoB, CEKpPeuuio XeNnToro Tena, okasbiBaeT
PEHOTPOIHOE, 3PUTPONOATUYECKOE U FMMEPHINKEMUYEC-
KOe OeicTBme.

YpoBEeHb NMPONAKTUHA B KPOBM Y XEHLLUVH Pe3Ko Mo-
BbilLaeTcs nepen, pogamu (8o 0,2 Hr/n npotus 0,01 Hr/n
B HopMme). Mpu runepcekpeLymn NponakTuHa HabnopatoT-
Csl NpekpalleHne MeHCTpyaumii (ameHopes) n ysenuye-
HNE MOJIOHHBIX XeJe3 Y XEHLLIMH Y UMMOTEHLIMS Y MYXHUH.

TupoTPONUH (TMPEOTPONHbIA FTOPMOH, TTI) no ceo-
el XIMUYECKOIN CTPYKTYpe SABNSIETCSA CNOXHBLIM FIMKOMNPO-
TENHOM 1 COAEPXUT MO ABE 0~ U -CyObeanHuLbI, He obna-
fatoLLme no oTAeNbHOCTU BUONOrNYECKOW aKTUBHOCTBIO.

DYHKLMA TUPOTPONMHA COCTOUT B KOHTPONMPOBA-
HUW PasBUTUS N GYHKLMM LLIMTOBUIHOW Xenesbl, a Takke
perynsiumn 6MOCKHTE3a 1 CEKPELIMM B KPOBb TUPEOUAHbIX
rOPMOHOB.

Cneuvpuyeckme 1 MMMyHONOrMYeckMe CBOMCTBa Tu-
POTPONMHA OGBLSACHAIDTCS HANIMYNEM UMEHHO O-CYObEANHU-
bl B KOMIEKCE C B-CyObeanHuLen.

FoHapoOTPONHbIE TOPMOHBLI (FOHAAOTPOMNUHbI)
npeacTasneHbl GONIVKYNOCTVMYVPYIOWVIM FOPMOHOM



HUWIO FOHAaA0TPOMHBIX FOPMOHOB aAeHOrNNodu3a.

ComartocTaTuH NpeacTaBnseT CoB0M LUKANYECKNA
TeTpagekanenTug, CoOCToAWMN n3 14 aMUHOKUCNOTHbLIX
0CTaTKOB.

ComaTocTaTuH CUHTe3VpyeTCs B runotanamyce,
HEeMpOHax LEeHTpanbHON M nepudepuyeckort HepBHOWM
cuUcTeMbl, S-KneTkax OCTPOBKOB JlaHrepraHca nogxeny-
[04HOW Xenesbl U KNeTKax KULWLeYHUKa.

OH OKa3blBaeT MHrMOMpYloLLEe OENCTBUE Ha CUHTE3
ropmoHa pocTa B afeHorunodunae 1 G1OCUHTE3 NHCYIMHA
M [I0KaroHa B OCTPOBKOBbIX K/IETKAX MOKESYI0HHOMN Xe-
nesbl.

ComaronubepuH cocTouT 13 44 aMUHOKUCIOTHBIX
ocTaTkoB. Bronornyeckoi akTMBHOCTLIO comaTonnbepu-
Ha HageneH Takke XMMunyeckun CVIHTeSVIpOBaHHbIVI aeka-
nenTua cnepylowein nocneposatenbHocTn: H—Ban—
mc—nNen—Cep—Ana—IMmy—Mmu—Jina—my—Ana—OH.
ComaTonmbepuH CTUMYNIMPYET CUHTE3 U CEKpPeLuio Co-
MaTOTPOMHOro ropMoHa runopusa.

MenaHonuGepuH npeacTasnseT coboit rekcanen-
Mo cnepytowero ctpoenuns: H—Uuc—Tup—Wne—IMmu—
AcH—LUnc—OH.

MenaHocTaTuH (MenaHOTPONUHUHIMOUPYIOLLMIA
dakTop) MOXET ObiTb NpeAcTaBneH MG0 TPUNENTUAOM
Mupo—ry— Jleii—Imn—NH,, "M6o nexTanenTuaom cne-
Aayioweit nocnegosatensHocTu: Mupo—Mmy—rc—deH—
Apr—Inn—NH,.

MenaHonubepuH okasblBaeT CTUMynupyiollee, a
MenaHoCTaTUH — UHIrMbupyioLlee feiCTBINE Ha CUHE3 1
CeKpeLmio MelaHOTPOMNMnHa B ageHorunoduse.

MecTom cuHTe3a ropMOHOB runoTanamyca sBasioT-
Cs1 HEPBHbIE OKOHYaHWUS — CUHaNTOCOMbI rnoTanamMyca.

(DCI, HONAUTPONUHOM) 1 NIIOTEVHUIUPYIOLLUM
ropmoHoMm (J1T, NioTPONMHOM, FOPMOHOM, CTUMYAN-
PYIOLLWVIM UHTEPCTULIATIbHBIE KIETKM).

OTU rOPMOHBI CUHTE3UPYIOTCS B NepeaHen gone ru-
nopusa 1 Mo CBOEN XUMWYECKOW CTPYKType SIBNSIOTCS
CNOXHbIMK 6enkaMu (FMMKONpPOTENHaMM) C MONEKYNISIPHON
maccoii 25 000.

JIIOTPOMWH COCTOUT U3 ABYX O~ U B-CyObeanHL, N-
LIEHHBIX B1OSIOMMHECKO aKTUBHOCTM MO OTAENIbHOCTY.
[OHagOTPONVHBI PEryIMPYIOT CTEPOMAO- U FraMeTo-
reHe3 B MOJIoBbIX XeNesax.

DoNAUTPONUH CTUMYNNPYET CO3peBaHNE HONUKY-
JIOB B INYHMKAX Y CaMOK 1 CnepMaToreHes y camLoB.
JIIOTPONVH y CaMOK CTUMYNNPYET CEKPeLmio 3CT-
POreHOB 1 NPOrecTepoHa, a Takxe paspbiB Gponnvkyna
c 06pa3oBaHNEM XENToro Tena.

Y caMLOB NIOTPOMUH CTUMYIMPYET CEKpeLmio Tec-
TOCTepOHa U PasBUTVE UHTEPCTULIMANIBLHOM TKaHW.
JIunoTponuHel (MMNOTPOMNHbIE rOPMOHbI, JITT)
BblpabaTbiBalOTCA B nepeaHen gone runodusa.
CnekTp nx GMONOrMYecKoro AEenNCTBUS BKIOYaeT
XNUPOMOBUNNIYIOLWMn adEKT, KOPTUKOTPOMHYIO, Me-
NAaHOUMTCTUMYUPYIOLWYIO U FUMOKaNbLMEMUYECKYIO
aKTMBHOCTb, @ TakXe MHCYIMHONOA00HbI 3P deKT.
JINNOTPONHbLIA 3pdeKkT NMNOTPONMHOB OCYLLEC-
TBNSIETCA Yepes CUCTEMY «afeHunaTumknasa — LAM® —
NpoTenHknHasa», 3aBeplialolLleli ctagvein Aencreus
KOTOpOI ABnsieTcs GochopunMpoBaHne TpUauMnMLEPOn-
nMnasbl U ee aKTMBUPOBAHUE.

AKTUBHas TpUaLMArmuLepon-nunasa pacennser
HeMTpanbHble XUPbl Ha AVALMATILEPON U BbICLLYIO XUP-
HYIO KNCNOTY. B-NMNOTPONUH He 06nafgaeT ropMoHasb-
HOW aKTVBHOCTbIO.

c I'lpO,ElyLLVIpyeMbIMVI UMW TOPMOHaMW MexaHu3-
Mamu NpsiMoli 1 06PaTHOW CBSA3N.

Mopa, BAMSIHMEM Pa3NnyHbIX pasapaxuTeneinl BO3HU-
KaloT MMMNy/bChbl B CMELManM3nNpoBaHHbIX peLientopax,
Hanpasnsowmecs B LUIHC. B runotanamyce B OTBET Ha
noJsly4eHe UMMYNbCOB CUHTE3UPYIOTCS GUONOrN4ecKkn
aKTVBHbIE FOPMOHAJIbHbIE BELLECTBa — PUNMU3UHT-daK-
TOPbI, KOTOPbIE Yepe3 MOopPTasibHYI0 CUCTEMY COCYAO0B
[OCTUraloT FOPMOHOCUHTE3MPYIOLWMX KNEeTOK runodu-
3a, U3MEHSAN UX aKTUBHOCTb U COOTBETCTBEHHO CTUMY-
JIPYSt UM TOPMO3Si CUHTE3 TPOTHbIX FOPMOHOB FUMO-
¢usa. TporHble FOPMOHbI C TOKOM KPOBWM MOCTynaloT
K 9HAOKPWHHBIM Xefle3amM 1 CrnocoOCTBYIOT BbipaboTke
HeoB6X0AVMbIX FOPMOHOB. [OPMOHbI OKa3bIBaOT AEWCTBME
Ha cneunann3npoBaHHbie OpraHbl U TKaHW (OpraHbI Mu-
LeHn).

PasnunyaioT Tpu rpynnbl UICTUHHBIX TOPMOHOB:

1. MenTuaHble 1 6enKoBble FOPMOHbI COCTOST U3
3-250 amMuHOKMCNOTHbIX ocTatkoB. K HMM oTHOcaTcs
rOpMOHbI runoTanamyca v runocdusa (TMponnéepuH,
comaTonnGeprH, COMaToCcTaT!H, FOPMOH pocTa, KOpTu-
KOTPOMWH, TMPEOTPOMNUH, FOHaZOTPOMMUHbLI U AP.) U rop-
MOHbI MOKESTYLOHHOM XeNe3bl (MHCYVH U FIIOKaroH).

2. TOPMOHbI — NPOU3BOAHbIE AMWHOKWUCIOT —
B OCHOBHOM MpeAcTaBneHbl MPOM3BOAHBIMY TUPO3WHA
(kaK TO aApeHanuH, HopaapeHanviH, rOPMOHbI LMTO-
BWOHOW Xenesbl).

3. CreponaHble rOpMOHbI (KOPTUKOCTEPOUabI, No-
NOBbIE FTOPMOHbBI, FOPMOHasnbHasa dopma ButammHa D).

m COKpaLLEeHWs rMaakux MblleYHbIX BOJIOKOH COCY-
00B, 4TO NPUBOAMUT K 3HAYUTESIbHOMY MNOBbILLE-
HUIO apTEPUaNbHOrO JaBNeHns .

OcHOBHasi posib Ba30MNpeccrHa B OpraHn3me CBO-
AWTCS K PErynsuuy BOAHOro obmeHa.

ComatoTtponHbiii ropmon (CTF, ropmoH pocTa,
COMAaTOTPOMNWH) CUHTE3NPYETCS B aLUMA0PUIbHBIX KNeT-
Kax nepegHel nonun runodusa. KoHueHTpaums ero B runo-
¢uze B 1000 pa3 NpeBbILLAET KOHUEHTPALMIO APYTUX rop-
MOHOB U cocTasnseT 5—15 mr Ha 1 r TkaHu.

Ero KoHLUeBbleé aMUHOKVCIIOTEI NPEeACcTaBnieHbl de-
HunanaHuHom. CTI onpenensieT UHTEHCUBHOCTL 61oNo-
rnyeckoro obmeHa 6enkoB, MMNUAOB, YINEBOAOB U MU-
HepaJibHbIX BELWECTB BO BCEX KNEeTKax opraHnama.

Mop, peitcteuem CTI ycunueaioTca cuHTes Gesnka,
JAHK, PHK u rnukorexHa, mobunusaumsa Xvpos 13 geno
1 pacnag, BbICLUNX XUPHbIX KUCOT U MIOKO3bl B TKAHSX.

Mnepnpoaykumst CTI y B3pOCbIX NPUBOAUT K pas-
BUTWIO akpoMeranuu npu KOTOpo nayT HenponopLuo-
HaNlbHO WHTEHCUBHbIN POCT OTAEJIbHbIX yacTten Tena
1 pa3pacTaHye BHyTPEHHUX OPraHoB.

KopTukoTponuH (aApeHOKOPTUKOTPONHBIA rop-
MoH, AKTT) BeipabatbiBaeTcsi 6a30punbHbIMK KeTkamu
apeHornnopusa. OCHOBHOE ero AeiicTBue — CTUMyns-
uMs CMHTEe3a U CekpeLMn ropMOHOB KOPbl HAAMOYEYHN-
KOB, [OMOSIHUTENbHOE — XMPOMOBuuayollee U mena-
HOCTUMYNVpYIOLLiEE.

MenaHoOTponNUHBI (MENaHOLUTCTUMYNUPYIO-
wue ropmoHbl, MCI) BbipabaTbiBalOTCS NPOMEXY-
TOYHOW poneit runogpusa. CylecTsyeT ABa Tuna rop-
MoHa — a- u B-MCI.

DyHKUMSA MENAHOTPOMUHOB COCTOUT B CTUMYUPO-
BaHWM MeNaHoreHes3a y MieKonmTaloLLmXx.

——————————— >
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Ux ceoicTBa

LLiuToBMnaHas xenesa akTVBHO y4acTByeT B 0OOMeHe
BELLECTB, YTO MOATBEPX/JAETCS OOWIbHBIM €e KPOBOC-
HabxeHneM, HeCMOTPS Ha HebonbLuyto maccy (20—30 ).

FOpPMOHBI LWMTOBUAHOW Xenesbl:

1) TpuitonaTMpoHuH (T3);

2) TeTpaionaTUPOHUH (T4, TUPOKCWMH) — OCHOBHOW rop-
MOH PONNNKYNAPHOM HYaCcTU LUMTOBUHOM Xenesbl;

3) KanbUMTOHWMH — rOPMOH NENTUAHON NPUPOAbI, CUHTE-
3upyeTcs B napadOosIMKynsipHbIX uam C-kneTkax,
obecneyrBaeT MOCTOSHHYIO KOHLEHTPALMIO Kaibuus
B KPOBW.

TUpeornobynuH CNyXuT NpeawecTBEHHUKOM Tu-
POKCMHA 1 TPUROATUPOHUHA.

MpenwecTBEHHNK TUPOKCUHA U TPUNOUATUPOHUHA
SIBASIETCS TUPEOMOBYMH — GOJbLLION MOANPOBAHHBIV IN-
KO3MPOBaHHbIA 6enok, koTopblii conepxut 115 octatkos
TUPO3WHa, NpeacTaBnseT coboli popmy xpaHeHus T3 n T4
B KOIonae 1 Npv HOPManbHOM GYHKLUMU LLIMTOBUOHON Xe-
nesbl obecrneyrBaeT NocTyrnieHne 3T1X FOPMOHOB B KPOBb.

Jranel meTabonuama iiogupa:

) KOHUeHTpupoBaHue (I-);

) okucnenwue (l-);

) noampoBaHue TMPO3nHa;

) KOHAeHcaums NOATUPO3NHOB.

B KpOBY rOPMOHBI LUNTOBUOHOWN Xenedbl HaxoanT-
cA B cBA3aHHOW ¢dopme ¢ Genkamu, npeobnagaioulei
MeTabonM4eckn akTUBHOM MONEKYNSiPHON hopMoii aB-
nsetca T3, NOCKONbKY OH CBA3LIBAETCS C peLentopamun
KNeToK-MuLleHel co cpoacTeom, B 10 pa3 npesbilwato-
WMM CPOACTBO T4.

1
2
3
4

[EEE] 55. FopmoHbI noaxenynouHo Xenesbl.
WUx ceoiicTBa

MoaxenypoyHasa xenesa npeactaenseTt coboin
[Ba pasHblx opraHa, 06beAMHEHHbIX B eANHYI0 MOPdO-
JNIOrNYECKYo CTPYKTYpY.

AUMHapHas 4acTb BbIMOSHAET 3K30KPUHHYKO YHK-
LMI0, CEKPETUPYS B NMPOCBET ABEHAALATUNEPCTHOWN KMLL-
Kn d)epMeHTbl W UOHBbI, HeO6XOlJ.VIMbIe AN KNWEeYHOoro nn-
LieBapeHus.

SH,D,OKpMHHaﬂ YacCTb Xesie3bl npeacrassieHa OCTPOB-
KamMmun J'IaHreprcha, COCTOSILLIMUN 13 KNTIETOK Pa3HOro tmna
1N CeKpeTupylLwmnMmm NHCYNUH, MHOKaroH, comMaTtocTaTuH
n naHeramquKmM nonunenTua, KOTopble BbICBOGOX-
Aal0TCA B NaHKpeaTU4eCKyko BEHY, BradatoLLyto B BOPOTHYIO.

WHCcynnH — nepBblii 610K C [0Ka3aHHOW ropmo-
HaNbHOM aKTVUBHOCTbIO, BMepsblie NoJsly4eH B Kpuctaanm-
yeckoM Buae. Monekyna MHCynuMHa — nonvnenTung, co-
CTOSILMIA U3 OBYX UENei, CBA3aHHbIX Mexay cobown
avcynbduaHelMmM MocTukamn. BuocuHTes: npepwect-
BEHHUKN NHCYNMHA.

V]HCyﬂI/IH CUHTE3npyeTCcs B BUAEe NnpenporopmMmoHa.

I'Ipovmcynvm W UHCYNTIUH COEAMNHSAIOTCA C LUMHKOM.

Cekpeums HCYIMHA — 3HEPro3aBUCUMBI NPOLLECC.

CTUMYySbl CUHTE3a UHCYNIMHA:

MOBbILLEHNE KOHLUEHTPAaLWMn rMioKo3bl B KDOBU,
ropMoHaJsibHble hakTopbl;
papmakonornyeckne areHTbl;
BHYTPUK/IETOYHbIE MEONATOPbI CEKpeunn.

WHcynuH He umeeT 6enka-HocuTens B nnasme, no-
3TOMY B HOPME NepMog ero NoayXunsHu He 6osee 5 MUH.
MeTabonuyeckve NpeBpaLleHns WMHCYNIMHA MPOWCXO0-

AT B OCHOBHOM B Nne4YeHu, no4vkax, niaaueHTe.

1)
2)
3)
4)

Y- >
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MapatropmoH (MNTI) copepxuT 84 aMUHOKUCIOTHBIX
ocTaTtka U COCTOUT 13 OAHOW NOAUNENTUAHON Lenu.

YyacTue napaTtMpeonaHoOro ropMoHa B MUHeparsb-
HOM romeocTase

1. Kanbunessiit romeocTtas:

1) MTI noBbILWAET CKOPOCTb PACTBOPEHUSI KOCTH;

2) CHUXaEeT NOYEYHbIV KNUPEHC;

3) nocpencTBOM CTUMYANALMM 06pa3oBaHus KanbLUTpu-
OHa yBennymneaeTt S¢¢)EKTVIBHOCTb BCacCblBaHUA NOHOB
KaNbLMS B KNLLIEYHUKE.

2. NTomeocTas pocdara.

MapHbIM KanbLyio MOHOM 06bIYHO ABNSieTCa docdart.

Korpa MTI cTumMynupyeT pacTBOpeHWe MUHe-
panbHOro matpukca koctu, pocdat BbiIcBOGOXAAETCS

BMecCTe ¢ kanbuuem. MNTI noBbiWaeT Takxke NoyYeyHblin

Mexanusm peiicTeus:

1) NTr cBA3bIBaeTCA C MEMOpaHHLIM peLenTopom. B3a-
MMOAENCTBME FOPMOHA C PELIENTOPOM UHULIMMPYET
TUNWYHBIA Kackag, coObITWIA: aKkTMBaumMio adeHunar-
unknasbl — yBennyeHune KNEeTo4YHON KOHUeHTpauun
CAMP — yBenuyeHne copepXaHus Kanbuus B KneT-
ke — docdopunmpoBaHne cneunduyecknx BHyTpUK-
NETOYHbIX GENIKOB KMHa3aMu — akTMBALMIO orpene-
NEHHbIX BHYTPUKIETOUHBIX (HEPMEHTOB MM GEnkos,
onpeaensaiowymx B KOHEYHOM uTore Guonormyeckoe
[eNCTBME rOPMOHa;

BavsHue MTI Ha KOCTU NPOABNAETCA MHOXECTBEHHbIMMN
addekTamu, cymmapHblin 3pdekT — fecTpykums Koc-
T, COMPOBOXZIAOLIAACS BbICBOOGOXAEHNEM KasnbLVs,
¢dochopa U 3INEeMEHTOB OPraHMY4ecKoro mMartpukca.

56. lOPMOHbI HAANOYE4YHUKOB.
Wx ceoicTBa

HapnoyeyHnkn cocToAT n3 AByX PasfiMyHbIX B MOpP-
$ONOrM4eckom 1 @yHKLMOHANBHOM OTHOLUEHUW Hac-
Tel — MO3roBOro 1 KOPKOBOrO BELLECTBA.

KopkoBOe BELECTBO COCTOUT M3 3NUTENVANbHOMN
TKaHW U CEKPETVPYET rOPMOHbI CTEPOVIHOW MPUPOLbI;
MO3rOBO€ BELLEeCTBO OTHOCUTCSI K XpOMaddUHHON nnm
afpeHanoBoi cucteme 1 BbipabaTbiBa€T rOPMOHbI, OTHO-
csaLmecst K NPON3BOAHBIM @MUHOKUCIIOT.

Kopa Haino4e4YHNKOB COCTOUT U3 TPEX 30H: 3TO Cy6-
KancynsipHasi — knybo4koBasi, rae npojyLuMpyloTCst Mu-
HepasioKOPTUKOURI; B MY4YKOBOI M CETHATON 30HAX BbIpa-
6aTbIBAOTCS MIOKOKOPTUKOUbI Y aHAPOrEHbI.

MMiokokopTUkonabl — cTepouapl, cocToswwune u3
21 yrnepopaHoro atoma, BaxHenwmin apdekT KoTopbix —
CTUMYNSUMS rioKoHeoreHe3a. OCHOBHOM FOKOKOPTH-
KOWUZ, YenoBeka — KOPTMU30J1, 06PasyoLmMncs B My4KOBOM
30He.

MepBuYHOE AeCTBME MUHEPANOKOPTUKONAOB (asb-
[OCTepoH) cocTouT B 3aaepxke Na* v Boigenerunm K™ n H*
rnaBHbIM 06pa3oM Yepe3 noyku. B nyykoBoit 1 cetyartom
30Hax BblpaﬁaThlBalOTCﬂ npeawecTBeHHUK aHapore-
HOB — AMIrMAPO3NUaHAPOCTEPOH U Cnabblit aHaporeH —
aHIPOCTEHVOH, KOTOpble MpeBpaLialoTcst B 6onee ak-
TUBHbIE aHAPOreHbl B TKAHSX BHE HAAMOYEYHNKOB.

Bce cTepouaHbie rOpMOHbI MOCTPOEHbLI HA OCHOBE
17-yrnepoaHol CTPYKTYpbl LMKNONeHTaHnepruapode-
HaHTPeHa, BKoYalowe B cebs YeTbipe KonbLa.

CTrepouaHble ropMOHbI 06pa3yloTCs U3 XONecTepo-
nia, NOCTYNAIOLLEro MaBHbIM 06pa3oM 13 KPOBM, Yepes
NPOMEXYTO4YHOe 06pa3oBaHNe MPErHeHoNoHa B XO,

KknupeHc ¢docdara. |
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TEOKNACTbl U OCTEOLUTHI;
BavsHue MNTI Ha NOYKW: BAUAET HA TPAHCNOPT MOHOB
B BUAE YBEIMYEHNS Pe30pOLmMn KanbLms N3 Knybouko-
BOro punsTparta, TOpMoXeHns pesopbumnn pocdaTos,
VHrMGUPOBaHNS TPAHCMOPTa WMOHOB HaTpusi, Kanust
v 6ukapboHara;
Bnvsiiue MTI Ha CAU3UCTYIO KMLLEYHMKA: HE OKa3blBa-
eT npaMoro adpdekTa Ha TPAHCMOPT UOHOB KanbLus
yepes C/N3UCTYIO KULLEYHUKA, HO CITYXXWUT peLlaioLwmm
$akTOpOM perynauum 6MoCuHTe3a KabLMTPUOHA.
Hepoctatok MTI npuBoauT K runonapatupeosy:
BO3HMKAIOT CHUXEHME YPOBHSI MOHU3VMPOBAHHOIO Kalb-
LS 1 NOBbILLEHNE YPOBHS pocdara B CbIBOPOTKE KPOBU.

Bbicokas HeMpoMbilleyHasi BO3OYAMMOCTb, Bbi3bl-
BaloLas CyLoporv n TeTaHNYecKmne COKPaLLLEHNS MbILLLL.

Taxenas ocTpas runokanbuuemvsi BeOeT K TeTaHu-
4eCKOMY napanuyy AplXaTesSibHbIX MblLL, JJAPUHrocnas-
My, CWUJIbHBIM CYZJOPOram 1 CMepTy.

MpuunHa runonapaTvpeosa — cnyvaliHoe yaane-
HVME VAN MOBPEXAEHWEe NapalyTOBUAHBIX Xene3 npu
onepayusx Ha wee nnan ayTomMmMmyHHas OecTpykums na-
PaLLMTOBNIHBIX Xenes.

BTOpuyHbI NapaTnpeos, xapakTepuayloLwmiics r-
nepnnasvieii NapalmMToBUAHBLIX Xene3 U runepcekpe-
uven MTI, HabnopaeTcs y NAuUMEHTOB C MOYEYHOM
HeJ0CTaTO4HOCThIO, CONMPOBOX/AAETCA HapyLLEeHNeM Bca-
CblBaHUA Kanbuus B KULWIEYHUKE WU KOMMEHCaATOPHbIM
BO3pacTaHmem BbICBOGOXaeHNs MTT.

3)

2

nocnenoBaTesbHbLIX PeakLuyin, KOTopble NpoTeKkatoT
B0 B MUTOXOHAPUSX, NMMBO B 3HAONNa3maTnye-
CKOW PeTUKyNyMe KNEeTOK HaiNMo4e4HUKOB.

MperHeHoONOH NPeBpaLLAEeTCst B MPOrecTEPOH, KOTO-
pbiil Janee noaBepraeTcs rmapoKCUIMPOBaHUIO 1 obpa-
3yeT 1e30KCUKOPTUKOCTEPOH.

MocnepytoLLee rMapPOKCMIMPOBaHUE NPYBOANT K 0Opa-
30BaHMIO KOPTUKOCTEPOHa, obnajatoLero riokoKopTU-
KOWZHOM aKTVUBHOCTBIO U B MJIOW CTENEHW — MUHEPASTIOKOP-
TUKOUOHOW. 13 KOPTMKOCTEPOHA 06pasyeTcs afibA0CTEPOH.

Jns cuHTe3a KOpTU305a (CamMOro MOLLHOMO 13 Npu-
POAHBIX TMIOKOKOPTUKOUAHBIX FOPMOHOB) HEOGXOAUMbI
rMapoKcMNasbl, BO3AENCTBYIOWME NGO HA NPOrecTepoH,
NMBO Ha NPErHeHONOH.

Jns cuHTe3a aHApOreHoB CybGCTpPaTOM SBNSETCS
17-rMapoKCUNPErHEHONOH MoA AencTenem depmeHTa
Nasbl, BbISIBIEHHOTO B HAAMOYEYHNKAX U roHadax.

KopTuson B nna3me HaxoauTcsi B CBSI3aHHOM ¢ 6en-
Kamu (o.-rno6yanMHOM, TPAHCKOPTUHOM) U B CBOOOAHOW
¢dopme. TpaHCKOPTUH BbipabaTbiBaeTCsl B NEeYEHWU, CTU-
MynupyeTca acTporeHamun. CBOGOAHbLIN KOPTM30/ COC-
TaBnset 8% obuwero KonuMyectea 3TOM0 rOPMOHa
B MiasmMe KpOBU U NPEeACTaBnsieT coboi Gronornyeckn
aKTUBHYIO opmy.

[MIOKOKOPTUKOMAHBIE FOPMOHBI. CekpeLms KopTU3o-
na 3asucut ot AKTT, BbiaeneHne KoToporo, B CBOIO o4e-
penb, perynmpyeTcst KOPTUKOTPOMYVH-PUIIM3UHT-FOPMO-
HoMm (KPI) no knaccuyeckon netne oTpuuaTenbHON
obpatHoi cBsi3u. MoBbILLEHNE YPOBHS CBOOOAHOIO KOP-
Tn3ona Topmo3ut cekpeumio KPT.

MapeHvie ypoBHS CBOGOAHOTO KOPTU30NA HUXKE HOP-
Mbl aKTUBUPYET CUCTEMY, CTUMYNVPYS BbiICBOOOXAEHME
KPI" runotanamycom.

nes3bl NPOTeKaeT Mo ABYM HanpaB/IEHUAM:
1) no Nyt pacnaga ropMOHOB C OCBOOOXAEHWNEM 10~
Anpos;
2) no nyTV 0e3amMMHUPOBAHNS — OTLLEMNIEHUS aMUHOr-
pynnbl — 6OKOBOA Lieni FOPMOHOB.
MexaHu3m aeiicTBUS TUPEOUAHBIX FTOPMOHOB:
1) noBbileHWE MNOrMoLWeHust knucnopoga. IPpdekT Hab-
nioaaeTcs BO BCEX OpraHax, KpoMe rojloBHOro Mosra,
peTVIKyﬂOSHJJ,OTeJ'IVIaﬂbHOVI CUCTEMbI U roHaa,;
2) MHOYKUMS CUHTe3a GenkoB MmyTem akTueauun mexa-
HM3Ma FeHHOW TPaHCKpUNuuu;
3) perynsuus CKopocT! OCHOBHOro o6MeHa, pocT n and-
depeHuMpoBKa TkaHell, o6MeH 6enkoB, yrneBoAoB
W MUNUA0B, BOAHO-3NEKTPONUTHBIA OOMEH.
SHaemuyeckuii 306 — KOMMEHCATOPHOE yBenuye-
HVE LUMTOBUAHOW Xenesbl Npu HeaocTaTke Moaa B Nue
1 BOJe, NMPU KOTOPOM MPOVCXOOUT paspacTaHne coeau-

HUA cekpeunn TmpeonaHblX rOPMOHOB.

JleyeHve 3aknoyaeTcsi B 06OralleHMn NpoayKToB
NMTaHNA HeopraHM4Yecknm ﬁOAOM.

[MnepTMpeo3 — noBbllEHHas PYHKUNS WMTOBUA-
HOW xenesbl (306 anddyaHbIi Tokcuyeckuii, 6asenosa
60nesHb).

O6ycnosneH n3bbITOYHbIM 06pa3oBaHMem Tupe-
OMAOHbIX TOPMOHOB.

Pe3koe nosbileHne ob6MeHa BeLLECTB COMPOBOX-
haeTcsa yCWUNeHHbIM pacnaaoM TKaHEeBbIX 6em<os, 4yTO
NPUBOAUT K Pa3BMUTUIO OTPMLATESILHOrO a30TUCTOro 6a-
naHca, oﬁu.l,emy NCTOLLEHNIO OpraHn3ma.

- >

o Okono 50% nHcynuHa ncyesaeTt U3 nnasmbl
3a 0JMH Naccax 4Yepes neveHb.

MocnencTeneM MHCYNIMHOBOW HEZOCTaTO4HOCTU
SIB/ISIETCSI CaxapHblil AnabeT, OCHOBHbLIM MPU3HAKOM KO-
TOPOro IBASETCS rUNEPrVKEMUS.

BHYTpYKIETOYHAs KOHLEHTPaLVs CBOGOAHOM IOKo-
3bl 3HAYUTENBHO HUKE €€ BHEKNIETOYHOM KOHLEHTPaLmn.
CKOpOCTb TpaHcnopTa rMIoKo3bl Yepes naa3aMaTuyeckyio
MeMOpaHy MbILLEYHbIX U XMPOBbLIX KIETOK onpenensieT
VHTEHCMBHOCTb GOCHOPUNIMPOBAHMS MIIOKO3bl U €€ Aaflb-
HelLwmnii MeTabonunam.

[Mioko3a NPOHVKaeT B KNETKU MyTeM obnerdyeHHom
Anddy3nmn, onocpeaoBaHHON NEPEHOCHMKOM.

MHCyI'IVIH ycunmBaeT 3TOT NpoLecc, yBenmimaas 4Y1c-
J10 NEPEHOCHMKOB, HO 3TO HE KacaeTCs NMeYeHOUHbIX KIETOK.

M AEeNCTBUS UHCY

1. Peuentop MHcynuHa — cneumdunyeckuin rmmkon-
POTEMHOBbLIV PELEenTop Ha MOBEPXHOCTU KIETKU-MULLIE-
HW, CUHTE3UPYeTCs B BUAE OAHOLIENOYEYHOro nentuaa
B LUEPOXOBATOM 3HAOMIA3MaTUHECKOM PEeTUKyIyme.
KoHueHTpauus peuentopoB — 20 000 Ha KneTky.

2. BHyTpuknetouHble megmatopsl. MNpeanonaraior,
4TO IIOKO3a AENCTBYET B KAYECTBE CUrHana Ans akTMem-
poBaHua afgeHunaTumknassl, obpasosaslueiicas cAMP
(B KQUECTBE CUrHaNa Ansl CeKPeLn HCYNNHA).

3. MHorue n3 metabonunyecknx apdekToB MHCYIN-
Ha onocpeaoBaHbl ero BANSIHUEM Ha peakumn pocdopu-
nupoBaHus 1 aedpocdopunvposanns 6enka, 4To, B CBOIO
oyepenp, BAVSIET Ha HGEPMEHTATUBHYIO aKTUBHOCTb 3TOMO
6enka.

4. ncynuH BanseT Ha TpaHcnaumio MPHK.

5. VIHCynuH BAMSET Ha TPAHCKPUMLUMIO FEHOB.

HUTENbHOM TKaHW LUMTOBWUAHOM Xenesbl, HO 6e3 yBenu4ye- |
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