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BBepeHue

Jlekums xaxk opHa u3 ¢opM obydUeHMs CylecTBOBaaa ellje B [IpeBHeit
I'peunn u B [JpeBHeM Pume u cTama ocHOBHOM $opMolt 06yUeHNs B CpefHe-
BEKOBbIX yHUBepcuTeTax. M.B. JIoMOHOCOB O4YeHb JTIOOMT YUTATD JEKI[UN B
VmmnepatopckoM MOCKOBCKOM yHMBepcuTeTe 1 moBTopsin: «Viva vox docet»
(maT.), T.e. «KMBOI TONOC yunT». Hamm coBpeMeHHMK) — Iefjaroru u yde-
Hble — CYMTAIOT «IEKI[MIO Befyliell OpraHN3alMOHHOI (GOPMOIt 06ydeHN s .
«JIlekuyst MORYAC SIB/AAETCS €AMHCTBEHHBIM CIIOCOOOM Iepefadil CTyAeHTaM
HOBeJIIIell HayYHOI 1 HeoOXoaMMoit yuebHoil nHopMaLum» (3aBefyrommas
kadenpoii eJarornky 1 NCUXonornn Poccuiickoro rocyapcTBeHHOIO Mey-
nuHckoro yuusepcutera M.C. lnaHKHa).

B cooTBeTcTBUM C OQUIMATBHBIMY YYeOHBIMY IIPOrpaMMaMU I BY30B
P® no MHOrMM AMCHMIIIMHAM, B TOM 4ucie o «buoxumum», nekumsa i
TPYIIIBL MIM IIOTOKA CTYyAEeHTOB — IepBas U o6sa3aTenbHast popma o6ydeHuA
nepeJ NPaKTUYeCKMMM 3aHATUAMY U MHAVBUYaIbHON paboToil Ipernoaasa-
TeJIA CO CTYJEHTOM.

ITo pucuunnuue «buoxumusa» Ona MeJUIMHCKKUX By30B B PD mspmano
Heckonbko yue6uukoB. C 2003 r. xadenpa 6moxyMuy MOCKOBCKOI MeRu-
nuHcKoit akagemun uM. V.M. CedyenoBa — MMA (c 2010 r. ITepBoro Mo-
CKOBCKOTO TOCYJapCTBEHHOIO MEJMIIMHCKOTO yHUBepcurteTa — Ilepsoro
MTIMY) ucmonp3yet M peKOMeHAYeT cOOCTBeHHBIN yueObHUK «Broxmumms»
(M.: spatenbckuit fom «I'90TAP-ME]l»), KoTOpBIl MMeeT ONpee/IeHHYI0
HOMY/ISIPHOCTD B IPYTUX MEAVIMHCKMUX By3ax. ITO, IO CYI[ECTBY, YIeOHUK
XXI Beka! OgHako ero 607b10it 06BeM (0k010 780 cTpaHMI], HECKOIBKO CO-
KpaleHHbI BapyaHT B 2011 . — 622 ¢.), 6onbiiast 11y61Ha 1 O HOBPEMEHHO
CIIOXXHOCTDb M3JIOXXEHN, [JeTaIM3MPOBAHHbIE CXEMBI I PUCYHKU 3aTPyHHA-
I0T IIOHMMAHNe, YCBOEHE I JaXKe IIPOYTEHME BCEro yueOHMKa HEKOTOPBIMMI
CTy[ileHTaMU. B 9TOM IaHe /IeKIMs MOXKeT OO/IErYnTh CTyA€HTaM YCBOEHNE
IpeaMeTa, eCIy JIEKTOP KPaTKO ¥ 4eTKO M3jIaraeT MUHMMAJIbHO HeOOXORM-
MBIl MaTepMaa ¥ TeM CaMbIM NOITOTAaBINBAET CTYAEHTOB K MHVBUJyalb-
HoOJl Oecefie ¢ IpenofaBaTe/ieM U K Cflade TeCTOB, KOJUIOKBUYMOB, 3a4€TOB
U 3K3aMeHa.

Ha ocHOBe COOCTBEHHOTrO ONbITAa 29-7IETHETO YTEHMS IIOJHBIX KYPCOB
JIeKIMI TI0 OMOXMMMU CTYHeHTaM NpaKTU4YecKu Bcex ¢akynbreros Ilepsoro
MI'MY Ha pycckoM u ¢paHIIy3CKOM fA3bIKe MHOK B 2014 T. 611 U3faH 6omee
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KpaTKuil ¥ KOMIAKTHBI Kypc U3 34 JIeKIMil B KHVYDKHOM BapuaHTe (Ha 456 c.)
U IpoayOIMpoBaH B BUJie aBTOPCKOTO ay/joBapyaHTa Ha IUCKe, KOTOPBLI Ipy-
TIOXeH K atoil MoHorpadumu (3esepos E.I. buoxummusa obias, MemUIMHCKAA U
¢dapmakonormdeckas. Kypc mexunit. — M.: Van-Bo «MIMA», 2014. — 456 c. +
CD-ROM). 3a mpolueaye Tofbl CTYAEHTbI HAIleTO YHUBEPCUTETA MCIIOIb30-
BaJIM C YCIIEXOM 3TU yuebHbIe TOCcoOsi, 0COOEHHO I YCKOPEHHOTO UM CaMO-
CTOSITE/IBHOTO OBJIAZIeHN KYPCOM OMOXMMUY B CIy4ae AIUTENbHOTO MPOIyCcKa
3aHATUI U IEKLINIL IO PasHbIM IPUYMHAM.

OpnHako B CBSI3M C HEKOTOPBIM COKpalljeHneM o6beMa IpenogaBaeMbIX Ha
1-M Kypce TeopeTH4eCKUX JUCHUIUINH U B CBA3K C HAYaI0M 00y YeHIs CTYIeH-
TOB Ha Kadenpe 6uoxumui ¢ 1-ro Kypca (BMeCTO TPafUI[MOHHOTO 2-TO Kypca)
P CTY[IEHTOB [O/IXKEH OTYACTY ONMMPAThCS He TONBbKO Ha 3HAHWA, IONTyYeH-
Hele umu B [leppom MI'MY, HO u Ha CBOM LIKO/TbHBIE 3HAHUS MO GMOTOrUM
u xuMun. [TosTOMy HapAAY ¢ MMEIMMMUCS Y HAC y4eOHUKAMU U YIeOHbIMM
mocobusimu Ha 500-800 cTpaHUIIaX I[e/1eCO06PasHO ZaTh BO3MOXXHOCTD He-
KOTOPBIM CTYAEHTaM yYUTBCS IO ellle 60/Tee KOMIIAKTHBIM U O0JIee JIeTKOyc-
BOSIEMBIM U3TaHUSIM.

B aToM I1aHe MHOIO IIOATOTOBJICH M IIpeJjIaraeTcs B KayecTBe yueOHOro
mocobust faHHbI COOpHUK (Ha 278 cTpaHMIIaX) B BUJIE IPe3eHTAL[MIT OTHENb-
HBIX JIEKI[UIT. DTO IMOCOOMEe COCTABIEHO Ha OCHOBE M3JAHHONM MHOI0 B 2014 T.
MOHOTpaduy — Kypca JIeKINIL ¥ C y9eTOM IOC/IeFHETo ONbITa PaboThI CO CTY-
INEeHTaMU B HOBBIX YCIIOBUAX.

Hacrosammit cOOpHUK Ipe3eHTalNit TeKINii pefHa3HadeH /I CTyeH-
TOB Me[MUVHCKMX U (apMaleBTUdeckoro ¢axynpreto Ilepporo MIMY
uM. V.M. CeueHoBa, obydaroumuxcs o crennuaabHocTsaM: 060101 65 «Jle-
yebHOE fKemox», 060105 65 «Menuko-npodunakrudeckoe geno», 060103 65
«ITegmatpusi», 060301 (060108) 65 «Dapmanusi». Kaxxgast mekuns COzep>xut
¢dparmeHTsl 061Ieit 6uoxuMuu (cTaTudeckas, fUHaMUYecKass U QyHKIMO-
Ha/lbHasl OMOXMMMs), a TakKe (PparMeHTbl, HeOOXOAMMBIE U aKTya/lbHbIe
I1s1 6YAYIIMX Bpadeil: MOMEKy/IspHble OCHOBBI TATOIOIUM YeTIoBeKa, 61oXu-
MUY€eCKIMe IPUHIUIBL M METOLBI TA60PATOPHOI AMAaTHOCTUKY 3a60IeBaHMIT
U UX JIeYeHUsI, MEXaHU3M JeICTBMA IeKapCTB. DTU pa3fesIbl MOIOTHEHbI NH-
¢dopmanment, IpefoOCTABIEHHON KPYIHBIMY CIIELMAINCTaMU-OMOXMMUKAMMY
MoOCKBBHI B IIpoLiecce YTeHUA UMU NeKInii Ha anekTuBe MMA num. V.M. Ce-
4YeHOBa «MeaUIMHCKas OMOXMMMUA», KOTOPBIM S PYKOBOAWI U TAK>Ke YUTaJI
nexuuu B TedeHue 15 neT. IIpogo/mKuTeIbHOCTDb OJHOM NeKIMHK, KaK IIpaBy-
710, O MH acTpOoHOMMYeckuit 9ac (60 MuuyT). [ToaTOMY IPUXOAUIOCH CTPOTO
0TOMpaTh MMHMMAIbHO HEOOXONMMBINI MaTepyuaa X B OTINYME OT YIeOHM-
KOB KPaTKO M CXXaTO 0OBACHATDH CYLIHOCTDb NMpobIeM, He [YOIMPYsA OCHOB-
HOJI y4eOHUK, He IIOBTOPSA ero AIVHHBIX CXeM U He IPeACTaB/IAsA AIMHHBIX
MeTabOoMMYeCcKuX Liernei ¢ ux GopMmynamu.



8 Beenerne

Hama xadenpa 6b11a cospana A.Jl. BynpirmackuM B 1863 I. B cocTaBe Me-
DULIVHCKOTO (axynpreTa JIMmepaTopckoro MOCKOBCKOTO YHUBEPCUTETA.
ITepBoHavyanpHOe Ha3BaHMe KadeApbl — «kadenpa MefUIMHCKON XUMUYN U
¢dusnkm», a ¢ 1884 r. — «xadenpa MeguLMHCKOM XxuMun». A.Jl. Bympirmackmit
paboran B o6macTy 6MOXMMUM NUILEBAPEeHNs, U3yYal JKeTIHble KVMCIOTBL U
coctaB Moun. CUMTaI0 MHTEPECHBIM CONOCTaBUTh Tof (1890) co3nmanms aHa-
JIOTMYHOI KadeXpbl MeAUIIMHCKO (Pp13ronornyeckoir) XumMmmuy B Meguko-xu-
pyprudeckoit akagemun B Cankr-Iletep6ypre (mo3xe BoeHHO-MenMIMHCKas
aKajieM11s), IEPBBIM 3aBeAyILM KoTopoit 6611 A 5. [Janumesckuit. OH Tax-
>Ke OCTaBWJI HaydHble TPYAbI B 00/IacT OMOXMMMM NMUIeBapeHNs U 61oxu-
Muu 6enKoB.

S B xadgecTBe cmymatens (CTyfileHTa) 3aHMMAJICA B TedeHNe 5 JIeT HayYHOI
pabotoit (mox pykoBoacTBoM 6yayigero akagemunka AMH CCCP n PAMH
A.H. Knumosa) Ha kadeppe 6moxnmmunu BoeHHO-MeANIIMHCKON aKaZeMUM, KO-
TOpYI0 3aKOHYMI B 1957 1. TeMa MOMX CTyfeHYeCKUX pabOT — peaxIuu IIn-
KOJIN3a, IbixaHue u cuate3 ATO B CBsI3U € TOKCMYECKUM [EIICTBIEM aHTUOMO-
TUKOB Ha OPraHM3M 4YeioBeKa. B mocnenymomue ropsr (1957-1990) 8 HLY MO
CCCP nog pyxoBopctsoM akagemnka AMH CCCP u PAMH JL.II. AmMapnna
g 3aHMMAJICA VICCTIENOBAHMAMYU B 00/IacTU OMOXMMUU Y UMMYHOXVMMM BU-
PYCOB M PUKKETCHUIL, 33 4YTO B 1982 r. MHe U TPOMM yYE€HMKAM MO€EN Hay4YHOI
IIKO/BI OblTa npucyxpaeHa locymapcrBennasn npemus CCCP. Yactb cooTBeT-
CTBYIOLIMX TPYHOB (MMKPOMETORBI OMOXMMMYECKOTO aHA/IN3a, BhIJieNleHIe U
KPUTEpUM OYMCTKM HYKJIEMHOBBIX KNUCIOT MUKPOOPTAaHM3MOB B CBS3M C UX
OMOIOTMYECKOJI aKTUBHOCTBIO, OMOXMMIYECKIT M MMMYHOXMMUYECKUI CO-
CTaB HEKOTOPBIX BUPYCOB U PUKKETCUIL B aCIIEKTe MOJIEKY/ISIPHBIX VIIM XVMMU-
YeCKMX BaKL[MH HOBOTO THUIIA, 6M0XMMMS aHab1Mo3a, 6MOCTaTUCTHKA) Ony6/In-
KOBaHa B Hay4YHBIX KypHamax u B MoHorpapuu «CTaHZapTH3aLysa METOLOB
BUPYCONIOTMYeCKNX nccnegoBannit» (M.: Vza-so «MeaniuHar, 1974).

[Tepeuncrnsio Bcex 3aBefyIOMNX Hallell Kadenpoit M COOTBETCTBYOLINE
TOZLBI:

Bynbirnackuit Anexkcaupp Imutpuesnd (1863-1907);

I'yneBuu Bragummp Cepreesuu (1907-1933), uma B.C. T'yneBuua Hocut
Haia kadeppa;

36apckuit bopuc Mnbny (1934-1952);

Mappamtes Cepreit Pydosuy (1952-1973);

Huxonaes Anexcauzp SxosneBnd (1973-1994);

CesepuH Eprennit Cepreesuy (1994-2009);

Cesepu Cepreit EBrenpesud (2009-2016);

I'nyxoB Anexcannp VMBanosud (c 2016 r.).

ITo u3BecTHBIM MHe HGaHHBIM, Kadenpa 6uoxumuyu MMA um. V.M. Ce-
yeHoBa (c 2010 r. IlepBoro MOCKOBCKOTO rOCYAapCTBEHHOTO MERMIIMHCKOTO
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YHMBEpPCUTETa) U ee COTPY[HUKM VMEIOT B CBOEM aKTUBe Hay4YHbIe TPY/bI
B C/IefYIOIUX pa3fenax 6MOXUMUML.

1. Mbreunsle 6enku — Vpanos V.M., O6enbuyxk JLUL

2. ©epMeHTDI, CTpOEHNE U PerynauuAa uX akTuBHoCcTM — Mappames C.P,,
Bepesos T.T., IToxposckuit A.A., Jebo C.C., CeBepun E.C., CeBepun C.E.,
I'nyxoB A.J., BocnenpHukosa H.Jl., CumaeBa C.A., Bonkosa H.IIL, 3ese-
pos E.I., Augpuanosa JL.E., 3amatuun A.A.

3. OH3uMopMarHocTuka 3aboneBanuii yenoseka — Mappamres C.P., bepe-
308 T.T., He6os C.C., ITokposckuit A.A., Hukomaes A.f., Bypo6us B.A., Cese-
pun C.E., I'nyxos AV, JInxauyesa H.B.

4. CTpyKTypa HYKJIEMHOBBLIX KNUCIOT U HYKJIEOIPOTENHOB, pelIMKanus,
penapauus u peHarypanus JHK, mukpoPHK — Jle6os C.C., Borpun VNI,
Aneitnukosa T.JL, Py6uosa I'.B., I'myxos A.JL., 3esepos E.I, Mockanésa E.I0.,
Tonenuenko B.A., EpemeeBa M.B., 3amaTHun A A.

5. Temomepasa — I'myxoB A.J., CeBepun C.E., Jlecanuyk C.A., 3esepoB E.I,
IMonaxoscknit K.A.

6. [lonnMepasHas LenHasA peaKUys I ee VICIIOb30BaHe B MeAUI[MHCKOMN
npaxTtuke — I'myxoB AV, Cesepus E.C., Cepepun C.E., 3abexunckas O.M.

7. Tpancmanua — Hukomnaes A 4., Borpun V.M., Xacuros I1.3., 3esepos E.I.

8. l'ennas nnxenepusa — Jle6os C.C., Borpun V.M., I'myxoB AV, 3aMAT-
HMH A.A.

9. BroXMMuMs KJIeTOYHBIX MeMOPaH, UX PElleNITOPOB, KAHAIOB U OeTKOB-IIe-
peHocunkoB — lonenyenko B.A., Jlecanuyk C.A., Bypt A.IO., Taruposa A.K,,
I'ppisynoBa I'K., 3amaTtauH A.A.

10. Suepretuyeckuit o6meH, yriesonst — bpoyze JI.M., Cesepr C.E.-cTap-
i, [yb6apesa A.E., Anmeitnukosa T.JI., 3esepoB E.I., Tutosa T.A., IpsisyHo-
Ba 'K, Ycait JLU., lInanakosa T.J.

11. JKe4HbIe KUCTIOTBI, COCTaB MOYY, AMATHOCTUYECKOE 3HAYEHe aHa/IN3a
Moun — byneirmuckuit A.JI., Imyxos AV

12. IMatomorus o6MeHa ITUINU[OB, ATEPOCK/IEPO3, [IEPEKICHOE OKUCTIeHNE
JIMINLOB, 3tiko3aHouAbsl — I'ybapesa A.E., 3esepos E.I, [lenneb6eposa P.C.

13. O6men amuuOKUCIOT U GenkoB — 36apckuit B.V., Mapgaures C.P,
Huxkonaes A.4., Cesepun E.C., Bepesos T.T., O6enpuyk JLUL., JInxauesa H.B,,
ITaBnoBa H.A., ABneeBa J1.B.

14. O6meH ructupuna — Mappames C.P., Bypo6un B.A., ®enopos C.A.,
Ocumnos E.B., JInxauesa H.B., Kopnaxosa O.B.

15. Hykneorups! u nx oomer — JJe6os C.C., Hukomaes A 4., Cunaesa C.A.,
Aspeesa JL.B.,, Cunyanosa C.H., I'myxos A.J.

16. CeepThiBaHMe KpoBU — 3biKoBa E.C.

17. B obmacTyt KaHIeporeHesa (MO/IeKy/IApHbIE MeXaHVM3MBI, AMAaTHOCTHKA
u ledeHne 3ab60eBaHMit) paboranu i padotart 36apckuit b.J1., le6os C.C.,
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Mappames C.P., Bacunbes I0.M., Cesepun E.C.. Cepepun C.E., I'myxoB AV,
3esepos E.I, 3amarunn A.A., Cunaesa C.A., berymxkuna H.H., Acraxos [I.B,,
Popmua A.B., 3a6exxunckas O.M., [Tonsaxosckmit K.A., Bytnapy JI.B.

18. Topmonsl, akTopel pocTa, ropMoHanpHas naronorus — Obenp-
yyk JL.U., Bacunbesa J1.B.

19. Buoxumusi o6MeHa 9TaHONMA U 6M0XMMUA anKoronusma — 3esepos E.T,
Heunne6eposa P.C.

20. buoxummnsa UMMyHUTETA M MMMYHOKOMIIETEHTHBIX KJI€TOK — MockKa-

nésa E.IO., 3esepos E.I, Jauunesckuit M.J., Kocenkos [I.A.
E.I' 3esepos
MockBa, 2018 1.

()



AMUHOKMCNOTBLI. CTpyKTypa n GyHKLUUN
6enkoB

Aee knaccudpukaumm AK

Amunokucnors (AK) — moHOMepsI, popMupyroline monuMep — OeIoK.
Hapo 3uarp gBe kmaccuduxauum AK:

1) xumudeckas; obmasn popmyna AK (kpome nponmHa); YacTHbIe POPMY-
JIbI HeOOXOZMMO BBIyYUTD 110 y4eOHMKaM 61100praHdecKoi XuMuy nin 61o-
XUMUY;

2) busnko-xuMmdeckme cBoicTBa pagukanos AK.

O6waqa ¢popmysia aMMHOKUCHOT

Bokoeas uens, unu pagukan,
wnu sapuabensHan rpynna acuMMeTPUYECKU aToM yrnepoaa

R —— CH —— COOH <«— 0.-kapbokcuneHas rpynna

NH2 <+— (Ql-amuHorpynna

)
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dusnko-xumMmmnyeckmne cBocTea pagukanoes aMMHOKUCOT

Papukan, unu BapnabenbHas rpynna,
wnun 6okoBag uenb

AMUHOKNCNOTa n ee CUMBON

Papukan ruppodobHkIii, HENONSPHbI

N3onenunH — Nne
denHnnanaHnH — deH
BanuH — Ban
NenunH — Jlen
TpuntodaH — Tpu
MeTnoHnH — Met
AnaHuH — Ana
MuunH — Mnn
MponuH — lMpo

Pagunkan ruapodunbHbli, NOASPHLIN,
He3apsXXeHHbIN

LUuctenn — Une
Tupo3uH — Tup
TpeoHuH — Tpe
CepuH — Cep
mytamMunH — MMH
AcnaparvH — AcH

Papukan rmapodunbHbli, NONASPHBINA,
3apskKEeHHbIN

myTammnHoBas kucnota — [ny-
AcnaparuHosag kmcnorta — Acn-
JIn3nH — Jins+

ApruHnH — Apr+

fTmectngmH — Mac+




€ HS
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NMepBu4yHas cTpykTypa — nocnepoBartenbHocTb AK

B noaunentTugHom uenu. AK coegmnHeHbl nenTngHom
CBA3blO

H R,
' | -
NH;-—---NH cl:H |c| N—CH CO Cco0
N-koHeL Paawkan MenTuaHaA cCeA3bL C-koHel,

BropuyHas cTpykTypa (aa-cnvpanb)

OauH BUTOK cnupanu BopopoaHas cenab
BKMIKOYaET OKONOo Mexay Kaxaon
YeTbipex aMMHOKUCNOT AMWHOKMCNOTON

AK Ne1 AK Ned

BropuyHas cTpykTypa — 6eTa (f)-cknapyaras CTpyKTypa
(6eTa-koHpopmauua)

BopopoaHas cea3b
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BapuaHTbl BTOPU4YHbIX CTPYKTYpP GeJsika, 00pa30BaHHbIX
BOAOPOAHbLIMU CBA39MMU NENTUAHOIO OCTOBA
—CO ----HN —

o-cnupans B—KOH thopmauma KnyGok

TpeTuyHast CTPYKTypa — 9TO IPOCTPAHCTBEHHbIE USTMOBI BTOPUYHBIX

CTPYKTYP € y4acTueM BOFOPOLHBIX, MOHHBIX, AUCYTb(USHBIX CBI3€N U TUAPO-
$ho6HBIX B3anMopeicTBuII (CBs3€lN).

JlBa BapuaHTa TPEeTU4YHbIX CTPYKTYP,
00pa30BaHHbIX MeXpaAuKaibHbIMU CBA3AMU

(D ~——

B chopme mobynspHoun DPnbpunnapHom
Mpumepsbi AnbbymuH, MuoauH,
benkoe rnobynuHel, KonnareH,
MHOrve Cbepl'v'leHTbl 3AnNacTuH, KepaTuH

Oco6eHHOCTN BOAOPOAHbIX CBA3EM TPETUUYHbIX
M YeTBEepPTUYHbIX CTPYKTYp Genka

R 1-# aMUHOKMCNOTbI R 2-11 aMUHOKWUCNOTBI
_____________ HS — Uuc
=0z HO— Cep
--------- HN — fua
0
_C“*O' ________________________ HO — Cep, Tpe, Tup
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CynepBTOpPUYHAA CTPYKTYypa

CyliecTByeT Hey[auHBI/l TEPMUH — «CYIIepBTOPUYHAA CTPYKTypa». B Ta-
Kux Oenmkax uMeeTcs cHenupuyeckoe cCOYeTaHMe STEeMEHTOB BTOPMYHONM
CTPYKTYPBbI, COeIVHEHHBIX OOBIYHBIMU MeXPaiNKaabHBIMU CBA3sAMU. [ToaTO-
MY 3TO IPOCTO BapMaHT TPETUYHOI MV YeTBEPTUYHON CTPYKTYPHI benka.
Hanpumep, m0N0XUTEIbHO 3apsi>KeHHbIe MOJIEKY/IBbl AEPHBIX TUCTOHOB CO-
eIVHEHbl MEXJY Co00it IMAPOPOOHBIMY CBA3AMU MeXy pafjuKanaMu Jeit-
IIMHOB Pa3HBIX MOJIEKYIL

YeTBepTU4Haa CTPyKTypa

YeTBepTUYHASA CTPYKTYpPa OUTOMEPHBIX O€IKOB, COCTOALINX U3 [ABYX 1
6ojee MONMIENTUAHBIX LieTieil, POPMUPYETCsT IPU B3aVMOLEVICTBUU PA3HBIX
MOIMIENTHUIHBIX LIeTeN C IOMOIIBIO 4 MeXXPaiKa/IbHbIX CBA3€I: MIOHHOIL, BO-
HZOPORHON, AUCYIbGUAHOI U TUAPOGOOHOIL.

Buoxumua 6enkos

MBI paccMOTpeny BOIPOCH 61ooprannyeckoir xumun 6enxos. Termepn —
OuoxyuMus 6e1KOB, KOTOpas CBOAUTCA K ABYM aclleKTaM.

1. Iepsbiit acnekT. benku oyeHb crmeuuduYHbI, U 3TO UX CBOICTBO
00ycIoBIeHO cnenMGIIHOCTHIO X NMEPBUYHON CTPYKTYphl. [IBa daxTo-
pa — 20 BO3MOXHBIX KopgupyeMbix AK kak MOHOMepoB B monmMepe-6enke
Y MHOXXECTBEHHBIE X coueTaHMs. BoT mpuunHa cnenuduyHocTy 6€1KOB 1Mo
CTPYKTYpe U PyHKIMAM.

Ecnu B Monekyre 6enka Bce 20 AK mpefcTaBiIeHbl OFHOKPAaTHO, TO TAaKUX
BapUaHTOB CIHeI(PUIECKIX MOTIEKYT MOXKeT ObITDb 10%.

Mpumepsbl, AeMOHCTPUPYIOLLME POJIb NEPBUYHOM
CTPYKTYpbI Oenka

IlepBrp1it npumep

3amena Bcero ogHoit AK (I'my Ha Ban) B remormo6une HbA yBennunsaer
ruppodobHOCTh MOMEKy/Ibl. BosHukator arperatst Monekyn HbS (pucyHox),
KOTOpble ieopMUPYIOT MEMOpPAHY IPUTPOLNTA, YTO IPUBOAUT K 0Opa3oBa-
HUIO CepIIOBYU/IHOI (GOPMBI KJICTKY M PaspyLIeHUIO YacTH U3 HUX (TeMOIN3Y).
Tak Pa3BUBAETCA CEPIIOBUTHO-KJIE€TOYHASA aHEMM A.

P
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CepnoBugHo-K1eTo4YHas aHeMus

3popoBbin +———— YenoBek —————* BonbHOM

HbA HbS
(HopmanbHbIiA [3-rnoBuH) (MyTaHTHBIA [3-rNoBuH)
N6 N6
N——+——C N————C
Ty Ban
ny — ruapodunbHaa AK Ban — rmuagpodunbHasn
C oTpuuaTesibHbIM 3apaA0M He3apsxeHHasa AK
pagukana
IpUTPOLMTLI

ArperaTtbl HbS
AecopmupytoT MemGpaHy

OTaenkHbIE MONeKynbi
HbA

PaspyweHnune aputpouuTa, CepnosuaHbii
aHeMusa, MMNOKCKUA 3PUTPOLIUT

Bropoii mpumep. bouto cospaHo Tpu Bupa npemaparos nHcynInHa (51 AK)
KaK JIEKapCTB A/Is1 OO/IbHBIX CaXapHBIM [UabeTOM: MHCY/INH Ye/I0BeKa — CBHU-
Hbu (oTmune o opHoit AK) — xopossl (oTnnune o tpem AK). M coorset-
CTBEHHO CJI€BAa HAIIPABO B 9TOM PsIy YMEHBIIAETCS JIeKapCTBEHHAs 3 dek-
TUBHOCTb IIpEIapaToB.

Tperuit npumep. CpaBHeHMe CTPYKTYpPbI ¥ GYHKIMM JBYX TOPMOHOB —
AQHTUANYPETNIECKOTO TOMOHA M OKCUTOL[MHA (U3Y4NTE 110 YIeOHMKY).

YersepToii npuMep. PeHOMeH peHaTHMBALUY WIM peHATYpaLyy OeIKoB
(B crepyomeit IEKIIUM).
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UHcynuH
NH, NH,
S_
—S—5S—
S_
uens B-30AK
uens A-21AK g
COOH
Ne30 - Tpe ona yenoeeka
Ana anAa CBMHLW
COOH

2. Bropoit aciekT 6uoxumMun 6enkoB. PyHKIMOHUpPOBaHME OeIKOB.
Kaxk onu pa6oTaroT u moyemy sta pabora cenupuyaHa?

Ha noBepxHOCTM MO/IEKy/IBI GeIKa MMeeTCsI Hullla — yIayOieHue, Clemnu-
($UYHOCTD KOTOPOIT 06YCIOB/IEHA TPETUYHONM CTPYKTYPOIt (/151 MMMYHOITIO-
OyIMHOB U [IsI MMO3VMHA — Y€TBEPTUYHON CTPYKTYPOIl), T.e. pajuKagaMu
AK. DT0 aKTUBHBII LIeHTp Oenka (pepMeHTa) MK LIeHTpP CBA3bIBAHNA IUTAH-
ma (cyberpara). JIuraHabl — pasHble MOJIEKYIIBI, IPUCOCAMHAIOMMECS K 6Ky
B IIPOIlecce BBIIIOTHEHM S 6€TTKOM CBOMX (YHKIIVIT C STUM JTUTAHTOM.

NmmyHnorno6ynun IgG-rerpamep L H,. Axrtusnbie mentpsr (jBa)
chOpMMUpPOBaHbI YETBEPTUIHON CTPYKTYPOIl — COYeTaHMEM JOMEHOB JIETKO
L n tsaxenoi H neneit (V V).

AKTUBHBIA
UeHTp

MoBuneHER WwapHup
(MHOrO NponuHa) b OucynbdmaHbie

Mnioxosa 3%
COOH



AmuHokuncnotel. CTpykTypa n pyHKumm 6es1KoB 19

Muosun — depment (ATDasa) kak TpoCTOIt, PUOPUIIIAPHBIIL, OMTUTOMED-
HBIl 0e/I0K. AKTMBHBIE LIEHTPHI (IBa) 00pasoBaHbl YeTBEPTUYHON CTPYKTY-
poili myTem coueTaHu: Tpex nemneit ABB.

_————~_ Muosun A;B,
g B
\f\‘_‘-

AT®asa

Jluranppbl

JIuraupbr MOTYT OBITH 9HOTEHHBIE U 9K30reHHbIe. OHM 006pa3yIoT, KaK Ipa-
BIJIO, HEKOBAJICHTHbIE CTa0ble CBSA3M C 6€NKOM, HO 9TO B3aNMOJEIICTBIE OYEHb
crienyMYHO, T.K. aKTVBHBII [IEHTP ¥ €r0 JTUTaHJ CTPOro KOMIIEMEHTAPHBIL.
KoMmieMeHTapHOCTD — CTEPEOMETPUYECKOe ¥ XMMUIECKOe COOTBETCTBIE
IIByX MOJIEKYI 6€TIOK—TUTaH, ITO SIB/ISIETCSI OCHOBOI CIIel{npUIHOCTI PYHK-
nuit 6enka. B mporecce B3anMopeiicTBus Geika ¢ INTaHA0M KOMIUIEMEHTap-
HOCTb U CIenU(UIHOCTD YCUIMBAITCA. IDTO (peHOMeH KOH(OpMaLMOHHO
nabyunpHOCTH (MHAYLMPOBAaHHOE COOTBETCTBME), KOTOPBIN yBeIMYMBAET
crnenuUYHOCTD U AKTUBHOCTD OenKa-depMeHTa.

B3aumopeiicTBue 6enok—nuraHp,

LleHTp ceAsbiBAHWMA NUraHaa
UNK aKTUBHBLIA LUEeHTP

TNurang
(cyberpar)



Cno)XHbie U OIMroMepHbie 0enku.
NremornoOMH u MMOrnoouH

PasHooOpa3ue BugoB 6enkos

ITpoctsie 6enku cocrost u3 oguux AK.

CrnoxHbIe 0eTKM (XOMOMPOTENHDI) BKIIOYAIOT TaK)XXe HEOETKOBbIE HEOP-
raHmyeckue v gpyrue opranndeckue (He AK) Bemecra. OHU cOCTOAT U3
anonporenHa (AK) n npocrernyeckoit rpynns! (6e3 AK).

JJoMeHHDBIe 6€TKHM VMEIOT B OFHOI LiellM HeCKONbKO aKTMBHBIX LIEHTPOB
(1eHTpOB CBA3BIBaHNA) AJA Pa3HBIX JIMTAHMIOB, T.e. BBIIOMHAIT pa3HbIe
¢$yHKIVMY, HanpuMep NoMM(yHKIMOHaIbHbIe (PepPMEeHTDI, KaTaIu3upyolye
HOCIefloBaTe/IbHble peaKLMM B MeTabOMMYeCKUX LenaX (PUCYHOK).

JlOMeHHbIV 6enok

LleHTpb! CBA3LIBAHUSA

Y

OnuromepHbIe 6eIKM (CM. HIDKE)

Nuranae! (n)

PasHooOpa3ue u CBA3U B CJIOXHbIX Oenkax
CnoxHble 0enkun

CBs3u mexay 6enkoBoi
MpocteTnyeckas CokpauieHHoe .
n HebGenkoBoWm
rpynna o0603Ha4YeHue G6enka
cocTaBnsowmmu 6enka
HyknenHoBble KNCNOThI HIM HekoBaneHTHble
Jlnnnabl Jn
MeTtannsl Mn
Yrnesopnbl rm KoBaneHTHble
docoop on
Vop HM

()
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Bonpoc o xapakTepe cBsA3eil MexAy HykmaemHoBbiMu Kucnoramu (HK)
n ammuHoKucnotamu (AK) 6enkoB 6b11 mpegmMeToM ocTpbix guckyccuit B CCCP
B IIepuof rocmofctsa B 6uomoruu ugeonoruu T.J1. JIpiceHKO.

9TO0 6BIIO CBA3aHO C NPUHIMIINATBHOI OLIEHKOI OMOIOrNYecKoll aKTUB-
Hoctyu uH$ekunoHHbIX BupycHbiX JHK u PHK, 6aktepuanbupix Tpancdop-
mupytomux JHK. VX akTMBHOCTb HBITANUCh OOBACHUTD NMPUMeEChI0 Oenka
KaK MHTErpajbHOTO KOMIIOHEHTa, OTBETCTBEHHOTO 32 YKa3aHHYI0 aKTUB-
HOCTbD.

Mex/ay nIpuMechio OCTATOUHBIX HEITUOB, OTAeNbHbIX AK 1 MUKPOOHBIMU
nsonupoBanubiMu [JTHK 1 PHK Bo3MOXXHBI pefiKie KOBa/IeHTHbIE CBSI3H (C/IOXK-
HO3¢upHbIe, PochoaMMUIHbIE), YTO HIKAK HE MOXKET JUCKPENUTHPOBATH COO-
CTBEHHYIO 6M0/IOTMYECKYI0 aKTUBHOCTD IIPefle/IbHO OUNIIEHHBIX HYK/IENMHOBBIX
Kucnot Bupycos u 6akrepuii (3esepos E.I., Aurmapusn VLIL, Kmogapes JLA. //
BectHuk JIeHMHTPa/ICKOTO YHUBEPCUTETA, cep. bron. — 1967, Ne 9. — Bpim. 2. —
C. 93-105).

Benku c 4eTBEepTUYHOW CTPYKTYpPOMH

OnuroMepHble OeIKM ¢ BBICHIEN YeTBEPTUYHON CTPYKTYpPON COmep KaT
HECKOJIBKO OJHAKOBBIX (TOMOOJIMTOMEPDI) MM PAa3HBIX (TeTepOOINTOMEPHI)
teneii. VIx ocobeHHOCTH.

1. ITocrte pa3mesIbHOrO CHHTE3a OT/AEIbHBIX IIelell B pu6ocoMax OHU 00'b-
enVHAITCA (4 BUAa cBaA3eln) ¢ popMMpoBaHUEM efIHON MOJIEKYIBI TI0 IPUH-
Iy KOMIIZIEMEHTapPHOCTH.

2. buonornyeckas (pepMeHTaTMBHA) aKTUBHOCTDb 9TUX OE/IKOB PETy/y-
pYyeTcs alIocTepuieckyM CIoco6oM (paccMOTpUM MO3XKe).

OnuromepHblit 6enok

KOMI’II’IeMeHTapHOCTb

—

Llenb No2
(cybbeguHuua Ne2)
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CpaBHeHue CBOWCTB MUOINOONHa

U remornoouHa

MokasaTtenb Muorno6uH Femorno6uH
Bbicwag cTpykTypa TpeTuyHas YeTBEpPTUYHAA
Yucno nonunentugHbiX uenen |1 4
Benok CnoxHbINn CnoxHbIn
MpocTteTuyeckas rpynna 1rem 4 rema
O6was cTpykTypa 1anoMb + 1 rem 2 a-rnobuHa
2 B-rnobuHa
4 rema
Utor CnoXHblIn CnoXHbIn onuromep-
HEONIMrOMEpPHbI 6enok HbI IOMEHHbIN 6enok

CTpoeHue monekyJsbl remornoouHa (Hb)

INuranp-perynatop-
2,3-Bor (6ucdoctornuuepar,

LeHTpansHas
nomnocTs

O~ v [3-rnobuHs:
MHoro ruc (8%),

8 O-cnupanen,
okono 150 AK (Ct-rnobux-141,
[3-rno6un-146)

OpHa cyobeauHmua Hb,
OHa cooTBeTCTBYET Monekyne Mb
(153 amuHOKMCNOTLI B anomuornobuHe anoMb)
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CTpoeHue ogHoi cy6obeauHnubl Hb

Inokosza

Muppons

~H,O-neaokcu Hb

—=}-0y-okeu Hb

~~CO-«kap6okcn Hb

rnobuu

O6pasosanne CO; B Tkamax

AdpdexT Bopa

B TKaHAX H'+ HCO; <«— H,CO, -~ H,O + CO, Oputpouur

OcHoeHas ¢dyHkuuns Hb u Mb

MD c BeicwIeit TpeTryHON CTPyKTypoit u Hb ¢ Bbicuiei 4eTBepTUIHOIM
CTPYKTYPOI1 CBSSBIBAIOT KUCIOPOJ IO-pasHOMY. DTO OIpefenseTcs 0cobeH-
HOCTSIMM X CTPYKTYP, @ TAKKE BO3MO>KHOCTDIO a/I/IOCTEPUYECKON PEryIALUM
mnsa Hb ¢ momompio CO,, mpoTtoHos (addext Bopa) n 2,3 BOI, xoTopbie BbI-
TeCHAIOT KUCIOPOJ u3 okcuremornobuna (Hb-O,) sputpointos B kanus-
pax C IOCTYIIJIEHMEM €TI0 B TKaHIL.

Hb cBssbiBaeT ueThIpe pabounx MUraHza:

1) coum akTuBHBIM LeHTpoM (Fe** rema) — nuranzpt O,, H O, CO — xo-

OPIVMHALVIOHHOM CBA3BIO I
2) aKTUBHBIM LEHTPOM B ITIOOMHE — JIUTA]] CO, — KOBaJIEHTHOI CBA3BIO.
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B nerxux pesoxcu-Hb npucoennuser yersipe monexynnt O, a B Kanmis-
pax okcu-Hb oTpaer kucnopon B Tkanu npu yyactun GpakTopos:
a) PEryIATOPHBIX a/UIOCTepUYeckux nuraHpos 2,3-bOI' u TkaHeBOro
CO, unu nporonos (3pdext bopa) n
6) 6maromapsa cBoeil YeTBEPTUYHON CTPYKType («KoollepaTuBHOE
U3MeHeHVe KOoHQopManuum InpoToMepos»). COOTBETCTBYOIas
S-o6pasHas kpuBas guccounanuy okcu-Hb mokasbiBaer, 4To B Ka-
HUIIAPaX OH OBICTPO OCBOOOXKAAeT KUCTIOPOJ, a B IETKNX, Ha0060-
POT, 6BICTPO €Tro CBSA3BIBAET. ITY 0COOEHHOCTDh AMCCOLMALNA CO3-
[al0T yKasaHHbIe TpK pakTopa. MuOrIo6mH ¢ BBICIIEN TPETUYHO
CTPYKTYPOIl TaKoil 0COOEHHOCTbIO He 06/afaeT ¥ OTHOCUTENIBHO
PaBHOMepPHO (IIPOIOPLMOHATBHO) CBA3BIBAET KMCIOPOJ IO TUIIEP-
60J1€e 0O HACHIILEHNA.

Kpueble cBa3biBaHusa kucnopoana Hb u Mb
B 3aBMCUMOCTM OT KOHL,@HTPaLum KUCnopoaa B KpoOBU

%02 Mnep6ona
100 - o
g ’I’
g
=3 Mb Hb Mg
o i
g
= -
= ’/
£ -
T 50 2
a | I
o 1 ,f’ I
- ! w ! YeckopeHHoe ocBoboxaeHue
2 | i i~ 0, B TKaHsX
k< I 4
Q 1 - 1
1 » :
g |f/’ 1
1] s 1
£ i TkaHu : Nerkue
s - 4
3 25 100 mm Hg

Copepxatnue O, B KpoBu

()
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MocnepoBaTenbHoOe NpUcoeAUHEHUE YeTbIPeX MONeKyn
KuUcJsiopopa K O4HOW MoJieKysie Ae30KCuremornoomHa

B JIEFKUX — C/ieACTBUE YeTBEepPTUYHON CTPYKTYPbI
MOJIEeKYJibl FeMornooumHa

1-a monekyna O, 2-1 monekyna Oz
npyucoequHAETCA

C Tpyaom

4-1 monekyna O, Hb 3-a monekyna O,
fpucoeanHseTcs

k Hb 8 300 pas beicTpee
dakTopbl, uameHsowme cpoacTteo Hb kK kucnopony

2%0. A Hopma

100
Ankanos -
Hb-rniokoaa

H' (aumnos),
4 2,3-bor,

KaBWHTOH

e e

I 1 |
I ] 1
] 1 1
] 1 |
] 1 |
I ] I
] 1 |
] 1 |
1 1 1

20 50 80 MM Hg
(O, & kpoBM)
Cpoacrteo Hb k kwcnopoay

Bicokoe Huakoe

()
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Ha cpopncrBo Hb k kucnopony BIusIoT Takxe cineayouye GpakTopsr:

a) ysemmdeHue pH KpoBu npu maronoruu (ankanos) ¥ IIMKO3VIMPOBaHNUE
Hb y caxapnoro guaberuka nosprmaroT cpoctso Hb x O, (capur xpu-
BOJI JUICCOLMALIMY BIEBO) M CO3AIOT TUIIOKCHIO;

6) HampoOTHB, aLM03 U KABMHTOH (BUHIIOLIETVH) YMEHBIIAIOT 3TO CPOCTBO
(cmBur BIIpaBo) u yBemmuuBawoT nocrymnenane O, B Tkann. Hasnauenne
KaBMHTOHA OOJIbHBIM IIPY MHCY/IbTE HECKOTIBKO HOPMaTn3yeT OKCUTeHa-
L[MI0 MO3Tra. AHaJIOTMYHO AeiCTBYeT 3HAoreHHbll 2,3-bDI, comepxanue
KOTOpOTO IOBBIIIAETCSI B pe3y/abTare KaTabon3Ma IIOKO3bl y cepred-
HO-COCYAMCTBIX GO/IbHBIX, aTbIMHUCTOB U )KUTEJIEll BBICOKOTOPBSI.

Femorno6uHonaTumn

1. HenacnencrBenHble GoOpMBI TIpy caxapHoM fuabere, 6omesnn Konwua
(anxanos), orpaBreHuAx yrapubiM razom CO, oxucnuTenamu (HUTpaTaMu-HIU-
TPUTaMI) U COOTBETCTBYIOLIVMMIU JIeKapcTBaMu ((eHaleTHH), MOBIMIAIIINMY
creneHb okycnenus Fe rema no +3 (MetHb). IIpu xpoHndeckoit moueqHol1 He-
TOCTATOYHOCTYU YMEHbIIIAeTCs CUHTE3 B IIOYKAX SPUTPOHOITIHA — aKTUBATOpa
9PUTPOII0I3a U CUHTe3a reMa.

2. HacencTBeHHBIE TeMOITIOOMHONIATIY: CEPIIOBUIHO-K/IeTOYHAs U Jpyrue
¢dopmbl anemun, mytaunu resa MetHb-penykrassl u Tanaccemun (HapyieHue
CUHTEe3a ITIOOMHOB).

HeHatypanusa 6eTKOB — 3T0 paspylieHMe PasHBIX CBA3eil MOX Aeli-
CTBMEM JEHATYPUPYIOIIMX areHToB. IlocnenHue paspblBaloT BOJOPOJHBIE,
MOHHBIE, ITUAPOGOO6HBIe, AVCYNb(UIHbIE CBA3Y, HO HE 3aTParuBaloT NeNTUIHbIE
CBSI3N.
o JleHaTypupyIollMe areHThl: BBICOKAsA TEMIIEPATYPa, KUCTIOTHI U 1e/I0UM,
CMpThl, PeHON, MOUeBIHA, BOCCTAHABIMBAIOI /e ATeHTDI TUIIA LIVICTeN-
Ha, TSDKeJIble MeTaJIIbl, Cepebpo, a/IKaTOUIbL.

o Ilocne ynameHus areHTa Ipy ONpeNeNIeHHBbIX YCTIOBMAX BO3MOXKHO BOCCTa-
HOBJIEHMe BCeX CTPYKTYP Oe/Ka 1 ero (pyHKIUII 3a CYeT COXPAHEHHOI ep-
BUYHOIT CTPYKTYPBL. ITO (heHOMEH PeHATYPALUN WU PeHATUBALIUI OE/KOB.
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AeHaTtypauunsa 6enkos

JAeHaTypupyloLime areHTbl Paspywaembie cB93U
Bbicokas Temnepartypa BonopoaHbie, rmbpocdobHbie
KncnoTtsbl, Weno4yn BonopoaHble, MOHHbIE
CnupTbl, peHoN, MOYEBUHA BopopogaHble, rmbpodobHbIe
LunctenH — SH, mepkantoataHon — SH, AvcynedugHbie

TUOrMMKOJSIEBAs KMCNOTA
Taxenole metannsl: Pb, Hg n ap., cepebpo, | PopmMupyioT HOBbIE NPOYHbLIE CBSA3N
ankanounasbl

CxemMa «XMMMn4ecKkon» geHaTypauum u peHaTtusauum
PHKas3bl

—SH
AKTWBHBIA UEHTP -SH
/ ~SH
—SH
HeHatypauums _SH Ypanenue Ty a——
MOYEBMHON K —SH [eHaTypaToB PHKaza
R-SH-peareHTamu
-SH
—-SH
AxktueHan PHKaza Heaktuenan PHKaza
c 4 aucynshUaHLIMKA Ge3 akTMBHOrO
CBA3AMM ueHTpa

IeHarypanus Genkos

1. PackpeiBaeT r106y/Ibl MOMIEKy/I 6e/ika 1 0OHa)KaeT UX BHYTPEHHME TH-
IpodoOHbIe pafiMKalbl, YTO YBENMYMBACT XMMUYECKYI0 PEaKIMOHHYIO CIIO-
COOHOCTD berKa.

2. COOTBETCTBEHHO YMEHDILAETCA PACTBOPUMOCTD Oe/IKa B BOIHBIX Cpefiax.

3. YBenunumBaeT JOCTYIHOCTb MENTUIHBIX CBA3EN /1A HPOTEOMUTHYECKIX
¢depmenTos JKKT. [TosTomy chipoesieHe He peKOMEHYeTCA.

)
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O6macTy NCIONTb30BaAHMS leHATYPALIUN:

1) 17151 OYMCTKY U pasfienieHust OenKoB;

2) pyis MHaKTUBALUy GepMeHTOB 6aKTepUil C TOMOILIBIO TeKapCTB-AeHAaTY-
PaHTOB-aHTUCEITUKOB;

3) 11 OTHOVL CTepMIMN3aLINM IPEMETOB Y MHCTPYMEHTOB (aCeITIKa);

4) 1S SMUIALUY BOJIOC.

dunsuko-xnmmyeckue cBomcTea 6enka n ammHokucnort (AK)
1. AK — amdoTepHbIe BelljecTBa, KOTOPbIEe MOTYT B XUMMYECKUX PeaKINAX
pearmpoBaTh KaK KMC/IOTHI, TaK M KaK IIe/T04N.
2. VI30anekTpuyeckas Touka 6enka pl ectb BenmnmunHa nHaekca pH B cpepe
BOKPYT 6eKa, Ipy KOTOPOII CYMMapHBIII 3apsii MOJIEKY/IbI paBeH HYIIIO.
Hanpumep, 6en0ok Ha clefyolieM pUCYHKe UMeeT CyMMAapHbIl 3apsj Ha
CBOEJ MOBEPXHOCTI:

(1+) + (2-) = (1-) m moaTomy uHpeKC pl < 7,4.
3. PactBopmMOCTb GenKa B BOJie M KPOBM 3aBUCUT OT BBIPA)KEHHOCTH TH-
ApaTHON 000I0YKY, KOTOPYIO AEeTePMUHUPYIOT: CBOICTBA CAMOJl MOJICKY/IbI

OeJIKa M CBOJICTBA OKPY>KaIOIIeil CPefibl.

Cxema CTpoeHNs NOBEepPXHOCTHOrO C/loq 6esika B KpOBU
npupH=7,4

NH3

R,—CO0"

COO—R,




depmeHTbI (CTPYKTYpPA, KNnaccudpukaums,
MEeXaHUu3M aeuncrTeus, cneun@dPunyHoOCTb)

Bropas HobeneBckas mpemust B obmactu 6uoxumun 6blia MpUCYXeHA
B 1907 1. Onyapny Broxzepy, fokasaBiueMy Hannuue GpepMeHTOB B 6eCKIeTod-
HOM 3KCTpaKTe Apoxkxkeil. IlonyueHne B 04nIeHHOM Bufie 6eTKOB-(pepMeH-
TOB, CIIOCOOHBIX K KPMCTa/UIM3aLMH, TaK>Ke ObII0 oLieHeHO B Busie Hobernes-
CKOJI mpeMun B 1946 1.

KaranmmusaTopsr, B ToM uncne ¢pepMeHThI, yCKOPAIOT XUMUIeCKIe 1 6110-
XUMUYECKMe PeaKIMI IyTeM CHM)KEHI A SHEPTIM aKTMBAIM PeaKIIIii.

OpnHako HeopraHMYeCKue KaTalayms3aTopel U Omonormdeckue (epMeHTHI-
KaTaIM3aTOPbl MMEIOT PAJ, OTINUMit: GepMeHTH B 6ONMbINeil Mepe CHUKAIOT
SHEPTMIO aKTVBALNY JIJIA OFHOM M TO XKe peaKuyy (HarmpuMep, I/ peaKIuu
PpasnoXXeHMs IMepeKUCH BOJOPOJa) M MO3TOMY MX aKTMBHOCTD (IO CKOPOCTHU
peakuum) BbIIe, /IS HUX CYIIECTBYIOT CHeIaTbHble OMOMOTNYIeCcKIe pery-
JIAATOPBI aKTUBHOCTU M OHM MeHee YCTOMYMBEL K (PaKTOpaM BHEIIHeN Cpebl
(TeMIeparypa, aTMOC(epHOe IaB/IeHNUe, COCTaB OKPYXKAIOIIeil Cpebl U fip.).

OHepreTuka Kkatanusa

----- T_-_____________ Bes hepmeHTa

E C cbepmeHTOM

o

@

-~

m

3

1]

&

g

0 e s ssnedamaad

<]

8 MpopykT
Cy6etpar ! P/

Bpemsa peakuun



30 Buoxumus obuias, MmeanumHckas v papmakosiormyeckas

CtpoeHue pepmMeHTOB
CyliecTBYIOT IBa TUIIa PepPMEHTOB.
@DepMeHTBHI — NPOCTBIE OEIKM, COCTOAT TONBKO M3 aMUHOKMCIIOT (Iem-

cuH, tpuncus, PHKasa u ap.).
DepMeHTBI — CTOKHBIE OeTKM.

XonogepmeHT <> anodepment (13 AK) + kodaxrop.

KodaxkTops! ABnaoTCs:

a) OPraHNYeCKUMM BeleCTBAMY — IIPOMU3BOLHBIMY BUTAMUHOB (T.e. KO-
dbepMeHTaAMY) U [PYTUMY COEUHEHUAMMU (T€M, ITyTATUOH);
6) nonamu meramnos Mg, Cu, Mo, Zn, Fe.

CTpoeHue CNoXHbix 6enkoB-pepMeHTOB U X

Ko epMeHTbI
ButamuH KodepmenT DepmMmeHT
Bg vinu nupuaokcuH Mupupokcansgocdar AmuHoTpaHcdepassbl,
AekapGokcunaszel
(@] AMWUHOKMCNOT,
CH-OH Z chocchopunasa
T | ~H FMUKOreHa MbILLILL,
A-aMuHoneBynuHar-
HOH,C —l/ ‘\“—OH O—HC—F i OH cunTasa
2|
-.."‘"“\\‘ /—CH3 P03 \..‘"“"-‘-:+ /—CH3
" 0
MNeTepouwkn - H
NMUPWOWUH BuononspHbIA MoH

PP vinwv HukoTuHoBanA
KMcnoTa

(o]
™ — COOH P T
TN
= =+
““-..N/ ‘\TI/
/ R
HukoTuHammg,
= HAL" unu HAOD'
N —C//
Il TN
S
“‘--..N/
MNeTepouukn -
nupwWauH

OervgporeHass!
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MexaHn3am gemncrTevs pepmMeHTOB

O6p chep T- Nectabunuaayma O6pazosaHne Beixoa npoaykToB
cyBcTpaTHOro Komnnexkca cBA3EA NpoaykToB wa obnacTu
B MOneKkyne pPeaKuum, AKTUBHOIO
CeaabigaHue BaawmHoe cybcTpara oTCYTCTBHE ueHTpa
cyBerparta HaMeHeHue KOMMnemeHTap- depMmenTa
c dhEpMEHTOM KOHChopMaLMm HocTh E-P
No NPUHLMAY cyGeTpara
KOMIMEMEH- W chepmeHTa,
TapHOCTH BOIHWKHOBEHWE
E-S CTPOroA KomMnne-
MEHTapHOCTH
MEROY
cyBeTpaTom
W 8KTUBHbBIM
LEHTPOM
depmenTa
(wHayumpyemoe
COOTBETCTBUE)
1
® o

ES® — EP —— E+P

Knaccudpukauusa pepmeHTOB
B cooTBeTcTBUM C 11€CTHI0 OCHOBHBIMU TUIAMU XUMUYIECKUX peaKI_U/II7[
IIPMHATO BBIAE/IATD IIECTD K/IaCCOB Cl)epMeHTOB.
Knacc okcudopedyxmas BKI049aeT TPy MOFKIACCA:
— AEraporeHasbl IEPEHOCAT BOJOPO MEXKAY Cy6CTpaTaMI/I;
— OKCHJa3bl IEPEHOCAT 3JIEKTPOHDBI B COCTaB KMCIOPOaaA;
— OKCHUT'eHa3bl KaTaIM3UPYIOT BHEAPeHNe B CyOCTPaThl OLHOTO (MOHOOKCH-
I‘eHa3bI-I‘I/IJIPOKCI/IHa3bI) VTN IBYX (mmoxcureHasbl) aTOMOB KHCIopopa.
Knacc mpancgepas xatannsupyeT nepeHoC TPyl aTOMOB (aMMHOT'PYIII,
dbocdaros):
— U3 HUX KMHAa3bl KaTa}II/ISI/IPYIOT peaK].U/H/IZ
A-OH +AT® — A-OPOH, + AID.
Knacc nuzas KaTalIn3MpyeT peaKoumm CMHTe3a:
A+ B+ AT® — AB + AIO(AM®)+ H PO,.
Knacc sudponas xaTanusupyet paspblB KOBaJIeHTHOI CBA3Y C y4acTHEM BOJBL
Knacc nua3s xaranusypyet paspblB KOBaJIeHTHOJ CBsA3Y 6e3 y4acTusA BOJBL
Knacc usomepas xaranusupyer npeBpalieHIsa NU30MEPOB MeXY cOOOIL.
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EAVHMUbI aKTUBHOCTU hPEepMEeHTOB

Opna konmyecTBenHasA eguHNLA E nnm MmexxpyHapogHad equanna ME —
9TO TaKoe KOJIMYeCTBO (epMeHTa, KOTOpoe KaTalusupyeT IpeBpallieHue
1 Mmukpomors cybcrpara S B mpoaykt P (yobiib S) unm obpasoBanue 1 Muxpo-
Mons P (yBenuuenue P) 3a 1 Munyry:

1 ME = 1 mxmonb S(P)/MuH.

OTa KOMMYeCTBEHHAs efUHNUIIA UIMPOKO UCIIONb3YeTCs B KJIMHIYECKOI 9H-
3MMOAMATHOCTHMKE 3a00/IeBaHMIT YeTOBEKa.

KadecTBeHHBIe eIMHUIIBI CTYXAT KPUTEPUSIMU KadecTBa (pepMEHTOB B
Hay‘{HbIX pa60Tax, HO IIOKa He I/ICHOHI)3YIOTCH B KJINHUKE.

1. OnHa eguHuIA yaensHol akTuBHOCTY = 1 ME/ Mr 6enka-depmenTa.

2. Koncranra Muxasmuca K, Takke XapakrepusyeT KauecTBo depmeHTa, a
MMEHHO, CPOLCTBO (pepMeHTa K CybCTpary, T.e. COCOOGHOCTD (epMeHTa obpa-
3oBbIBaTh KoMmiekc ES. Teomerpudecknit pacuer K|, mpesicTaBien Ha rpaduxe.
Yem menbire K, TeM BbIIITe CPOZICTBO 1 Ka4eCTBO (pepMeHTa.

Omnpenenenne K : K yncinenHo paBHa KoHIeHTpanuu cybcTpaTa S, mpu
KOTOPOJT CKOPOCTDb peakiuy V paBHa IIOTOBMHE MaKCUMaIbHOI (50%).

%
100 F-------m-mm -
I
I
Vv ) \
MKMONb : ONA rMoKo-
MUH
: KuHa3bl
ANS rexco- I (rekcokuHasbl 1V)
KuHasbl | |
50¢----1 i : 1100
1 [} 1
| I
: | |
AT ittty =TT r 50
I | I |
I [} I |
1 I 1
I 1 I I
| 1 I I
. 1 S100 1S100

Kuw=Ss0 Ku=Sso
lekco- Mntoko-
KkMHaza | kwHasza

()
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YcnoBus onpeaeneHns akTMBHOCTU GepMEeHTOB

B KJIMHN4YEeCKNX 6MoXnmMuyeckux nadbopartopusax
9H3I/IMOI{I/I3I‘HOCTI/IK3 OOJI>KHaA HpOBOI[I/ITI)CFI B CTaH]IapTHbIX U OIITUMAJIb-

HBIX YCTTIOBUAX, @ UMEHHO:

KOHIIEHTpanusA cy6cTpaTa B Ipobe — Hachlalomas S | . 1yIs BblAB/e-
HUS MAaKCUMaJIbHOM aKTUBHOCTY pepMeHTa (CM. IpeRbIAy i rpaduk);
TeMIlepaTypa peakLuy — ONTUManbHasA (cM. puc. 3apucumoctu V ot t °C),
114 4eoBeka 3To 37 °C;

pH cpensl peakiuym — onTMManbHas AJIsg JaHHOTO (epMeHTa (CM. pIC.
saBucumoctu V ot pH);

BpeMs peaKL My — HadaJIbHbII IIepUOJ NpAMOI 3aBucuMOCcTI P oT Bpe-
MeHU MHKYOaun (CM. puc.);

MCIIO/Ib30BAaTh HECKO/IBKO 03 CBIBOPOTKY MallVeHTa [iist 60jIee TOYHOTO
pacuera (cM. prc. 3aBUCUMOCTH V OT 06'beMa CBIBOPOTKHN).

3aBUCUMOCTb aKTUBHOCTU pepMeHTa
(ckopocTb peakuuun V) oT Temnepatypsbl t °C

V
HeHaTypauuns
depmeHTa

37 £°C

3asucumocTb V oT BennuunHsbl pH cpeabl

\"

7.5 pH
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Bbixoa NnpoAayKkTa peakuuu B AUHaAMUKe

P

Mpoaykr

Bpemna peakumn

3aBUCUMMOCTb CKOPOCTU peakuum V OT KonuyecTBa
CbIBOPOTKM (pepmMeHTa)

Ha4ankHas ckopocTh

Konuuecteo chepmenTa
(0Bbem ChIBOPOTKH)

CneunduyHocTb PpepMeHTOB
CyuiecTByeT Ba Bupia crieupuaHOCTH.
1. CieinmIHOCTD K Cy6CTpaTy — CybCTpaTHAsA CHELUPUIHOCTD:
a) abcomoTHas, T.e. OGUH pepMeHT —> ofuH cybecTparunmn 1 E— 1°S;

6) oTHOCKTeNIbHAsT — [JIsI OFHOrO (epMeHTa MMeeTCs HECKOTBKO POf-
CTBEHHBIX CyOCTPATOB;
B) cTepeocnenupuaHOCTs — CyOCTparaMy SABAAOTCI WM D- win

L-mnsomepsl BemecTsa.

2. Katamurudgeckas crenypuyHOCTD, WIN CIIenUIHOCTD IIyTell IpeBpa-
I[eHsT OFHOTO 1 TOrO e cybcTpara. Hanmpumep, roko3o0-6-docdar (S) siBis-
eTCs OHMM M TeM ke CyOcTpaToM /i 4 GpepMeHTOB (C OMHAKOBBIM pPellelTo-
POM B aKTMBHOM IieHTpe (pepMEeHTOB), KOTOpPbIe KaTaIn3UpylT 00pa3oBaHue
4 pasHbIX IPOAYKTOB P (B 9TMX pepMeHTaX pasinyHble KaTaIMTUIECKMe YIacT-
KV aKTVBHBIX II€HTPOB).
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CneundunyHoCcTb PEpMEHTOB (MOoaesb)

bepmeHT

™y

AKTUBHbIW LEHTP

I
i
I
CybcTpaTHas YyacTb ! Katanutuuyeckas
(peuenTop) i YacTs
I
I
I
/—:‘\
I
Cy6cTpat S : Mpoaykr P
CybcTpatHas ] Katanutuueckas
cneundguyHocTE i cneumdMIHoCTL

)



Perynauua akTMuBHOCTU PpEepMEHTOB.
MHrnouTtopsl, nekapcTtea u pepmMeHTbl.
OH3UMOAMNArHOCTUKA

OHporeHHas perynauus akTMUBHOCTU GepMEeHTOB
B OpraHusme

KavecrBennas 4 Ko/1MYeCTBEHHAS PETYJISIIHS AKTHBHOCTH
¢pepmentoB (E)

AkTHBHOCTD
Knerka Ne
Perymanusa (dpepmenra
1 2
B KiIeTke No2

Kosmuect- Berue bouee Tpanckpummst
BeHHast MeJlJIeHHas | WIH TPaHCJ/Is-

s

KauecTBen- Boime nmm bomee Mopaupukanus

Hast HUKeE BBICOKAst MOJICKY JIbI
epMenTa

YeTbipe TUNa Ka4eCTBEHHOMN perynauum

Cxopocrts ¥Yposenb
Peryjisiuui | peryisinuu

1. HeoGpaTumas peryrauns YaCTHYHBIM MPOTEOIN30M.

MencuHoreH-HeakTUBHLIA NpodepMeHT

M =40 gfa
N Cc
HCI,
Aanee nencuH
N———C N————C
Ypanewwe v pacnag l WMameHeHune
N-thparmenTa KoHhopmMaLMu

AKTUBHBIA UEHTP
C ABYMSA ocTarkamu Acn
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2. O6paTumasd perynsanus: 6e10K — pepMeHT.
IIpumepsr:
a) 6enok-akTuBaTop: o-cyovenuuuna (c I'TO) G-6enka akTUBUpyeT afeHU-
JaTIVKIIa3Y;
6) 6enKu-uHrNO6KUTOPB: R-CyObemMHUIIBI IPOTEMHKMHA3BI A, MHIMOUTOPLI
TpoM6una (anTuTpoM6uH I, o, -MaKporno6ynuH, TUPYAVH IUABOK).

3. O6parumas peryrannusa ¢pochpopunuposanueM-gedochopuinposanuem.
Axtusnbl: E-OH — rnukorencunTasa, E-OPO,H, — rnukorendochopunasa.

AT®
MKA Al
depment E-OH E-OPO,H,
\ e
DoccpaTasa
H; PO,

4. O6paTumas amIocTepudecKas aKTUBALL.

PerynaTopHbii 3aKpbIThIA OTKPLITLIA
AnNoCcTEPUYECKUIA AKTHMBHBINA AKTUBHLIA
LeHTp UEHTD LeHTP
AkTuBaTOp
CyBeTpar R c
HeakTueHLIA AKTUBHEIRA
depmeHT chepmeHT

IIpn annocrepmdueckoM MHrubupoBaHun 3pdexTop-MHrMOUTOp TaKKe
IPUCOERVHSETCS K a/UIOCTEPUIECKOMY PEryAsTOPHOMY LiEHTPY CYObeRHM-
bl R, n3MeHsieT ee KOHGOPMALNIO, STV U3MEHEHVIsI IEPEeFAIOTCS Ha CyObenn-
Huny C 1 ee aKTUBHBI KaTa/IMTUYECKIII [IEHTP 3aKPbIBAaeTCs (KaK MOJEIb).
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JIns mpoTeMHKMHa3H A:
a) 6e10K-6eNMKOBOE MHIMOMPOBaHME U
6) ammocTepudeckas perynanysa — aKTUBalMs.

2)E

+HAUAMD ——
eene

UAMO-
annocrepuieckuin @,
BKTHBATOD
(oM, Huwe) L)

HeaktusHan AKTHBHAR
npoTenHkMHA3a A npoTerHrMHaza A
KA

MeTtabonu4yeckue uenum (nyTun)

B x/eTke IpaKTUYECKM OTCYTCTBYIOT MOHOpeaKuuu Tumna S — P.

OO6BIYHO MAYT CepuM IOCTE[OBATEIBHBIX PEAKIMIl CO cBouMU (pepmeHTa-
MIU: a9pOOHBIIT I/IKonmu3 — 10, CMHTe3 XoJlecTeposia U3 III0K0o3bl — 39. B atux
LIETISIX PEry/INpPYITCs TOMBKO HEKOTOPbIE (PepMEHTHI.

[Tpu3Haky perynsATOPHBIX PepPMEHTOB (CXeMa):

1) pepmenTs! 1-it peakum — E;

2) pepmentnl HeobpaTumbix peakiuit — E, E;

3) bepmenTbl peakiuit ipu paspersaenun tenu — E,, E

4) pepMeHTBI CaMbIX MeJICHHBIX peaKIINil.

OTU perynaTopHble pepMeHTHI, KaK IIPaBUIO, ABJIAIOTCA OMTUTOMEPHBIMMI
U PETYNINPYIOTCS aJIOCTEPUIECKIM CIIOCOOOM.

BapuaHThl MeTa0OMMYECKUX Lemeit

Q

F
Eq Ez Ea E4 E5/' KoHeuHble
A B—C D— npoaykTsl P:
\ ATQJ COZ
Mmiokoaa Eg

@
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9K30reHHble MHIMOUTOPbI GEepPMEHTOB
(nekapcTtBa, 4bl, TOKCUHbI)

MHru6uTopsl BO3ECTBYIOT Ha aKTUBHOCTDb (DepMEHTOB, 006pasys ¢ HUMU
CBSI3U M YMEHBIIIA s STUM UM 67IOKMPYA QYHKLMOHMPOBaHME aKTUBHOTO I[eH-
Tpa. OHM MOTYT OBITD:

1) o6paTuMbiMu — cBsAsu E-S HekoBaneTHbIE U

2) HeoOPaTUMBIMU — CBSI3Y KOBa/ICHTHbIE, IIPOYHBIE.

Buovt o6pamumvix unzubumopos:

a) KOHKypEeHTHbIe — /I MHITMOUTOPOB — aHA/IOTrOB CyOcTpara pepMeHTa;

6) HEKOHKYPEeHTHBIE;

3) MHTUOUTOpP — IIOXOIt CYyOCTpaT 06pasyeT HONTOXKMBYILINUIT KOMIIIEKC

E-S, «3amopakmBasi» B 3TOM KOMII/IEKCE MOJIEKY/IBI (pepMeHTa M BBI-
KJII0Yast MX 13 paboTHL

KoHkypeHTHOoe oOpaTtumMoe uHrmoupoBaHue
n peakTnBauua pepmeHTa cyocTpaTtom

Nurnburop VIk BeiTecHsIeT OMM3KMIT IO CTPYKType cybcTpar S u3 akTuBs-
HOTO LIEHTPA, a U30BITOK cy6CTpaTa S aHa/IOrMYHO 3aHMMAET CBOE MeECTO, BOC-
CTaHaB/IMBaA aKTUBHOCTb (bepMeHTa.

ol 20

E axTuabi E HeakTHBHLR E axmveHti

Peakiius, kaTanusupyeMas CyKIMHATAeIrugporenasoii. s storo dep-
MeHTa MajnoHoBas kucnora COOH-CH,-COOH sBnserca o6paTMMbIM KOH-
KYpE€HTHBIM I/IHI‘I/I6I/ITOPOM.

(IIOOH (EOOH

CH CH

|2 + Q — | + QH2
CH, CH

| |
COOH COOH
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HekoHKypeHTHOe oOpaTuMoe MUHrMéupoBaHue

MHI‘I/I6I/ITOp Wuk BSaV[MO]Ieﬁ[CTByeT C (bepMeHTOM BHE €0 aKTUBHOTO LI€H-
Tpa, HO M3MEHAECT HepBI/I‘{HO KOH(I)OpMaIU/IIO (bepMeHTa n BTOpI/I‘{HO — €TI0 aK-
TUBHOTO LEHTPa.

MHi(

@@ :\6+@

E aKktueHbiA E HeakTuBHbIA

KnHeTnka o6paTtMmMoro MHrMoMpoBaHus.

KonkypenTHbIi MHrMOUTOp yBenuunsaet K, u ne pnuser na V. He-
KOHKYDPEHTHBbII MHTMOUTOp yBemmanbaer K u ymenburaer V, . .
Y %
Vioo Vioo
Wk
Vet «ufesvai Vs04---
d \ X Vioo
i | : Wi
1 1 1}
[ ! S a Vsg
1 1 1
1 1 [} 1
1 1 L} 1
s s 4 s
K K [s] Km Kwm [s]
Wk HK
WHMABUTOP KOHKYPEHTHBIA WMHMMBHUTOP HEKOHKYPEHTHLIR

HeoOpaTumble MHFIMOUTOPLI, B TOM YNCJEe ieKapCcTBa
O6pasyioT KOBa/JIeHTHbIE CBSI3YU C Pa3HBIMY XMMUYECKUMU Tpynmamu be-
KOB-(epMeHTOB IPEUMYIIeCTBEHHO B aKTUBHOM L[eHTpe:
1) ¢ THONBHON W CYNIbGIUAPYIBHON IPYIIION B MoeKyie pepmenta E-SH;
2) c ruppokcunbHoN rpymnmoit E-OH.

()
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Heo6paTtumoe uHrubuposanue no SH-rpynne
Mertanbl 1 opraHyYeckye BelljecTBa 00pa3yIoT KOBaJIeHTHYIO CBA3b ¢ SH-
I‘pyl’[l’IOf/l (l)epMeHTa nero I/IHaKTI/IBI/IpyIOT.

S + —
@SH + ng B @S/

AKTUBHBIA (hepMeHT HeaxkTueHbii hepmeHT

HeoGpaTtumoe niru6uposanme no OH-rpynne
B aKTUBHOM LeHTpe (ALl) dpepmeHTa

1. AcnvpyH MHaKTUBUPYET LMKIOOKCUTeHasy I u manee cuHTe3 aiiKo3a-
HOMOOB BOCIIA/ZICHUA:

™\ —0—-COCH, ™\ —OH
E-oH + | | — E-0-CO-CH, + | ||
XN —COOH \\/—COOH
AKTWUBHbBIRA ACNUpuH, HeakTueHbIR Canuvuunosas
hepmeHT Wnu auetun- hepmeHT Kucnora
canvuunoeas
KMcnota

2. TleHNUVIIMH MHTUOMPYeT IMMKo3UNTpaHcdepasdy Gr+ 6akTepuii 1 cooT-
BETCTBEHHO CHHTE3 IIeNTUIOITINKAHOB X CTEHKM 1 pa3MHOXKeHIe 6aKTepuiL:

E-cep-OH + neaunnnnus — E-cep-O-neHnumnims.
3. ®ocopunupyolie areHTs (leKapcTBa TUNA apMUHA AJIs JIeIeHUS
rmayKombl, xumndeckue OB — sapuH, 3amaH u Ap.) Gochopunmnpyor rugpo-

ke B All v MHAKTUBUPYIOT PepPMEHTDL:

E-cep-OH + arent-OPO,H, — E-cep-OPO,H, + arent-OH.
AKTUBHBIIT pepMeHT HeaKTVBHBIN (epMeHT



42 Buoxumus obuas, MmeauumHckas v papmakosiormyeckas

MHrmounTopsbl (nekapcTea) M napacuMnaTU4ecKuini CUHanc
Bos6yxparomuit Mmefguatop — anerunxonus (AX). Ilocme ero ummynbc-
HOTO BbIOpOCA B IMapacHMMIATUYECKYIO 1elb OH B3aMMOJENICTBYET CO CBOMM
PELierITOPOM Ha IOCTCMHANITHMYECKON MeMOpaHe CIefyIoLlell HepBHO VN
MBIIIEYHOI K/IeTKM. Tak CUrHau epefaeTcs ganbiie, a AX paspyluaercs aie-
TUIXONMMHACTePa3oi (AXI) mocTcMHANITIYeCKO MeMOpPaHbL:

AX + H,0 — x0onuH + yKCycHas KUCNOTa.
Cy1iecTByeT psifi BEIeCTB 1 IeKapCTB — MHTNONTOpoB AXO u mHr1buTo-
poB perentopa AX.
Nurnéuropsr AX9 ycunupaioT, a MHrHOUTOPSI penentopa AX 6/10KM-

PYIOT HapacUMOATHYECKYI0 TPAHCMICCHIO (TTepefady MUMIYIbCOB).

CTpoeHMe napacumMnaTu4eckKoro cuHanca

MpecuHanTu-eckan
membpaHa

Mapacumnaruyeckan
wene

MocrewHanTudeckan
membpana

Cneayowmin Heipou
WA MBllUEYHaRA
KneTka

VIHru6mTopsl aleTMIXOMMHICTEPa3hL:

1) obpaTrMble KOHKypeHTHbIe — Mpo3epuH u kaanMuH (anamorn AX) uc-
HO/IB3YIOTCA /1A YCUIeHN A apacUMIIaTUYeCcKO MHHepBaluy (ATOHNUA
KMIIeYHMKA, MOYEBOTO ITy3bIPs, TPAaBMBL);

2) HeobOpaTMble MHIMOUTOPBI PocopunupyoIero Tuna — apMuH (uc-
IIO/Ib30BAJICA IS JIeYeHYe IIayKOMBI), 3apyH U 3aMaH (6oeBble OB).

VHru6muropsl xonuHopenentTopoB aua AX — obpaTuMble KOHKYPEHT-

Hble Kak a”anoru AX:

a) A7 MYCKapMHOBBIX pelleITopoB AX — aTpONMH, INTaTU(PUUINH, TOK-

CUH MYXOMOpa;
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6) 11 HUKOTMHOBBIX penenTopoB AX — HUKOTUH, Af Kypape U 3Meli, Jle-
KapcTBO UTIWINH (fuMep u3 2 Monekyn AX) s 6710Kanbl CKelTeTHBIX
MBI (HarpyMep, bIXaTeIbHBIX U ip.) P KPaTKOCPOYHBIX OIepalIX.

Cam AX B3anMOfeiICTBYeT ¢ 060MMM BULAMU CBOMX PElleNITOPOB.

SH3NMOAMNATHOCTUNKA — BbisAIBIeHNEe B KPOBU 4eTOBeKa MOBBI-
HIEHHOIT KOHIIEHTPAI[UK OpraHocnenuduIecKnx GpepMeHTOB.

B KpoBU UMEIOTCsI IPAKTUYECKU BCE MHOTOUMCTIEHHbIE (PepMEHTHI Ye/IoBe-
Ka. borbllas ux 4acTh momafjaeT B KpOBb IIPU eCTECTBEHHOI IO PasHbIX
KJIETOK U UX COflep>KaHIe Y 3TOPOBOr0 4elIoBeKa M3BECTHO U HOPMMPOBAHO.
ITpn maTonoruy B pesy/nbTaTe BOCIAJEHMS U MOBBILIEHNs IPOHUIIAEMOCTH
MeMOpaH, a TaK)Ke IpU HEKPO3e U MOTTHOM paspylLIeHUN KJIeTOK KOHI[eHTpa-
U1 MHOTUX (PepPMEHTOB B KPOBY IIOBBIIIAETCS, YTO YKa3bIBaeT HA ATOMIOTUIO
KOHKPETHOro oprana. Ho /s 9H3MMOJMATrHOCTUKM IPUTORHBI TOIBKO, BO-
HepBbIX, OpraHocienyduieckne GpepmeHTs! (Tabmmia). Bo-Bropsix, atn dep-
MEHTBI JO/DKHBI 00/1a/jaTh OIpe/ie/IeHHON CTa0M/IbHOCTBIO U COXPAHSATH CBOIO
aKTMBHOCTH B IPO6AX KPOBM, TPAHCIIOPTUPYEMBIX B TaOOPaTOPUIL.

Opranocnernuduynsie pepMeHTH

MMaronorus oprana Junarnocrnyeckne (pepMeHTbI

Ceparie Jaxratnernaporenasa (usocepment JI/II';), kxpearnaxnna-
3a (usodepment MB), acnapraramunorpancdepasa (ACT)

[Teuenn JIATs, ananunamunorpancdepasa (AJIT), ypoxanunasa,
mtesiounast occaraza

[Tpencratenshag Kucnasa docdarasa (nmpocratnueckuii n3ohepMenT), Xu-

JKese3a mMoTpuncuanogobrad mpoteasa (IICA)

[Momxenynounast o-aMusIasa

JKelesa

Koctu (pak) [Henounas gocdaraza

Monumopodpusm pepmeHTOB
(3esepos E.I. // Buoxummss. — 1973. — T. 38, Ne 3. — C. 650-652)

MpHorne opraHocnenngudeckme GpepMeHTH IMEIT YeTBEPTUIHYIO CTPYK-
Typy (onuromepHsie epMEHTHI) M MPeCTaBIEHbl HECKOIBKIMY BapuaHTa-
My, T.e. monuMop¢pHeIMu popmaMu (m3opepmenTamu). OHM KaTalIU3UPYIOT
OfIHY 1 TY >Ke PeaKInio, HO 00/1aJaloT HeCKOIbKO Pas/Inyaiolelics IepBIYHO
CTPYKTYpOIi OeKa i, ClleffoBaTebHO, cBoux pparmentos JJHK (reHos), a Tak-
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JKe MMEIOT OT/IMYMSA 10 paclpefie/IeHNI0 B OpPraHax 4eloBeKa, 10 KOHCTaHTe
Muxasnuca, ypOBHIO aKTVBHOCTH 1 110 9HJOT€HHBIM PeryIATOpaM.

Takoit monmumMopdusM xapaKkTepeH s NakTaTaerugporeHasst — JINT
(5 n3odepmeHTOB, CM. pUCYHOK) 1 it KpeatuHKrHa3sl — KK (3 n3odepmen-
Ta). B wacTHOCTH, IpU MHapKTe MUOKapfia B KPOBY YBEINYEH YPOBEHDb 9TUX
fMarHocTuIecKux pepMeHTOB, ¥ 0cobenHo nx nsodepmentos JIJIT, n KK-MB.

U3odepmeHTbl NnakTaToerngporeHasbl
(paspeneHue B anekTpodopese)

Hanpaenexue
NBWKEHUSA
AnekTpon - > AnekTpon
oTpUuaTensHbLIA NONOXUTENBHLIN

Cumeonbl M, M;H, MH,  MiH; H,

nrg nros, norg, Aorp,  nrg, oA,
OpraHbl MbiLwLbl Cepaue
MeyeHb Moykw

AG3MMBbI, LN KaTanUTUYECKne Tena

B sakmoyeHNe HAIOMMHAIO O CYILIECTBOBAHUY 0COOBIX pepMEHTOB, KOTO-
pble ¥ IO CTPYKTYpe, U 10 GPYHKIMAM COBMEIAIOT B OfHOI MOJIEKYJle CBOII-
cTBa U aHTUTeN, U pepmeHTOB. DTN ab3uMbl (antibody enzyme — abzyme)
B Hayasie UX M3Y4YeHMs CYUTAIUCh MCKYCCTBEHHO CO3JaHHBIMU I'MOPUHBIMU
MornekynaMu. I1o3xe yCTaHOBIIEHO, YTO OHU MOTYT 0Opa3sOBBIBATbCS B Opra-
HM3MeE 4eJI0BEKA C Pa3/IMYHONM IaTONIOTMEN, B OCHOBHOM ayTOMMMYHHOI IIpu-
poner. Iogpo6rocTy — B rinaBe E.I. 3esepoBa «3meMeHTsI Pprsnonorun u 6uo-
XMMUY UMMYHUTeTa» y4eOHOro mocobus ums crygento MI'Y 1 MMA (nof
pen. akag. VLII. Ammapuna) «Ilaronmormdeckast ¢pusnonorus u 6uoxumusi»
(M.: 9k3amen, 2005. — C. 326-365).



HykneunHoBble KUCNOTbI.
Pennukauua v penapauua HK

CtpykTypa Hykneotnaa — moHomepa gnsa AHK n PHK

l |
t t t

AzoTucTOE OCHOBaHWe MNexto3a ®octhopHan kucnota

|

Ons AHK-2' — pesokcupwbosa
Ons PHK — puBosa

Ona OHK:

Y

TUMUH T
NUPUMUOUHBI
umToamH L iy

aneHuH A
NypHHBI
ryaHuH [

Ona PHK: ypauun Y v umtoauH L (nupuMuanHel), aneHuH A 1 ryadud I (nypuHe)

MepBuyHas cTpykTtypa AHK — nocnepoBaTtesibHOCTb
HYKJ1IEOTUAO0B B nontuKneOTup,Hoﬁ uenu

5P I 30H

\ nyneomnbn /
DoctoauathupHele cea3u

KoHUb! nonuHykneoTaHon Lenu

CeobogHeii drocthopun CeoBogHeli rugpokcun
H,O;PO — HO—
npu atome yrnepoaa Ne5 nexToas! npw atome yrnepoaa Ne3 neHroas!
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dparmeHT monekynbl AHK

MpaBo3akpy4yeHHasi cnuparsb ABYX aHTUNapanniesibHbIX
uenei — BTopuyHas ctpyktypa AHK

®dparmeHT cTpykTypsbl AHK ¢ 4yeTbipbMs BUgamMmu cea3en
B MoOJieKyne

docdoamahupHeie N-rnukoanaHeie

<
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M'gpodhobHble BopopogHble
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TpetundyHasa cTpyktypa HK

Hykneocoma
[pa euTka l
AHK [HK
8 rucToHoB '\
4 TMnoB 5-i rvcToH Hy 3awmwlaer

OHK ot sHpoHykneas

OO6OLwme NPUHLUNbI MAaTPUYHbIX OUOCUHTE30B

1. Bce sty cuHTE3BI HPOUCXORAT Ha MaTpuie — oxuoit Huty JJHK nmm PHK.

2. HampapneHue 4TeHMS HYKJICOTUJHOU MaTpuubl pepMeHTaMu — OT
3’-KoHIIa K 5'-KOHITY.

3. Hampasnenne cnuTesa Hopoit renu [JHK wan PHK — or 5-xoHna x
3’-KoHLy.

4. Hanpasnenue yrenusa MPHK pu6ocomoit — ot 5'-koHIIa K 3"-KOHITY.

5. Hampasnenne cuHTesa 6enka — oT N-koH1a kK C-KOHITY.

6. Bce MaTpuyuHbIe 6MOCHHTE3bI COCTOAT U3 3TAIIOB MHULIMALIMY, JJIOHTa-
LMY, TepPMUHALVY, MOAUIUKALUY IPOAYKTa (KpoMe penapariyy B IOCIeTHeM
crydae).

Buocuntes [JHK (pemnukanus) npoucxoaurt B S-¢asy murosa.

MuToa
M—=—>G
N
G, G,
S

CyMmmMapHoOe ypaBHEeHUe penimkauum
Hab6op n3ogpepmenrtos JHK-nmonumepas u xopaxropsr Mg, Zn

a(pAT® + gTT®) + 6(nI' TP + glIT®)— THK + 2(a+6) H,P,0.;

I[HTq) ABIATCA Cy6CTpaTaMI/I VI ICTOYHMKaMM S9HEPIUM I CUHTE3A.
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NMonykoHcepBaTuUBHbIN cuHTe3 JHK

WMcxogHas wnu pogutensckan OHK — P [Oee novepuue OHK

P

——————-—F

Uenw [ouephue uenu — F

P

P T =======-F
P

BuocuHtes JHK — pennukauuna wnuv peaynamkauus.
YyacTByloT 8 pepmMeHTOB n oauH 6enok

Wcxognas OJHK PennukaTMBHAA BUNKA
g 3 oy —

i @ OHK-TonowaoMmepasa

@' AHK-xenwrasa

- Benwu SSB
NpeaoTepaLanT
3 5 obpazosaHue 5
BOOOPOAHBIX CBAIEA
fOee uenn P

Lens F 5

OHK-nonvumepasza A(5)
@ yvomuuaeT OHK

@,ﬂHK—nnanepaza (=3
1 ee Nnpaimasa

(10-200 nykneoTnaos
Kak npanmap) ar

5
3 ens P
Nuanpyowan 5 e /
ek FPHK-npaameap
OAHK =— OHK-nonvwmepasis

ena@®

Mpahmaza

Lens P

DERArMEHT I &
CasaKia

{(100-250 HYyKNeoTHuOoBR)

! ST

@ PHKaaa

yaanseT npafnmep

AHK-nenumepasa [3
aAocrpanaaeTt
chparmMerTe CKasakm

N
(=

B koHue —obGpasoBaHve
ABOHEIX cnupanai OHK

5 3
5°
- (
3
Nuanpyrowan "
uens F
OrToTaowan

uens F
5 3 5
AHK-nuraza

Oee moneyns OHK 3 g CcCoaaMHAaT
hparmenTe Oxkasaankm

ar

B —
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MHoO)XeCTBeHHbIe TOYKM Hayama pemnmnkanuu — opuaxuusl (Ori) — mo-
MOTaI0T MHOTOKPAaTHO YCKOPUTH yABoeH1e MoneKynbl JJHK.

PennukoH

PennukatueHas
BWUINKa

=~ 0ri ori—~

ITocrpennukaruBHaa mogudukanusa JTHK
I. MermmmpoBaHue. B cuHTesnpoBaHHbIX Monekynax JHK mpucxoput
MeTHIMpPOBaHe afleHNHa 110 a30Ty N, # 1iuTo3uHa no yriepoxy C,. 9to Heob-
XOAUMO JIs1 POPMUPOBAHNS CTPYKTYPBL XPOMOCOM, PETyIALNA TPAHCKPUII-
LV U perapannim.
II. VismeneHMe AMWHBI LeNell — yKOpOYeHMe I/IMHBI CMHTe3MPOBAHHBIX
yereii 3a cuet pacnaga PHK-npaitMepoB Ha 5°-KOHI[aX B TeJIOMePHOIT 06/1acTi.

IOnuna tenomepHoii (konuesoit) JHK ompenmenser nmpomomKuTeTbHOCTD
JKU3HU KIIeTKU.

[Tocne yxopoueHus TemoMep [o rpaHuL reHoB (20-30 LUK/IOB periuKa-
1uy) KneTka norunbaer. OfHAKO B IOTOBBIX, CTBOTIOBBIX U OIIYXO/IEBBIX KJIET-
KaX MMeeTCs Te/loMepasa, KOTOpas BOCCTaHAaBIMBAaeT [IMHY TETOMEPHOII
IOHK n coxpaHseT »XM3HeCHOCOOHOCTh K/IETKM. B KIMHMYECKON HMpaKTUKe
o6Hapy)XeHIe B TAPEHXVMMATO3HOM OpraHe TelloMepasbl CBUIETE/IbCTBYET 00
VHULMALMY VIM O HA/IMYMM B OpPTaHe 37I0KaYeCTBEHHON OIyXOJM, B 4acT-
HocTu paka mpocrarsl (Imyxos AL, 2003; 3esepos E.I. C6. nayuH. TpynoB
PAEH. — M., 2008. — C. 149-156; I'met6ouko I1.B., 3ezepos E.I, Tnyxos A.JL,,
Anses 0., ITonsaxosckuit K.A. n ip. (Ha anrimiickom s3eike) // The Prostate,
USA. —2014. — V. 74, Ne 10. — P. 1043-1051).
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KoHueBble Tesilomepbl, UX YKOPOYEeHMe Nnocsie Kaxaoro
LMKJIa pensvukauum u 3acTpoika B CTBOJIOBbIX, NOJIOBbIX
M ONyXoJieBbIX K/IeTKaxX C MOMOLLbIO TesloMepasbl

]
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: \1\ / ’
5 ' ! 4

'\:\ /

Pennukaumns —:.. TenomepHan OAHK :

| P |
YkopoueHue 3 . Lene l ! &

2 E ! |
AoYepHel uenu \ . b st F | I
5 —t ! 3

Tenomepasa : l :

! I
IANANANNANE__L | ,
T T 5

! I
ANNNNANNNL L '
5 ! , 3

| I

!

OHK-nonumepa3sa
1 AHK-nurasza

Penapauusa ncnpasnget HenNnpaBuUJIbHO CUHTE3NPOBAHHYIO
nnv nospexageHnyio AHK

I. PernmmkarmBHas pemapanus. JHK-nomMepassl MOTyT ommbaTbest npu
CMHTe3e, HallpUMep HapyLIaTh mpaBuio KommaemeHTtapHocti (A = T, I' = IT)
U3-32 XMMMYECKOI HeM3OeXHOCTH CyLIeCTBOBAHMA TayTOMEPHBIX M30MEpPOB
a30TUCTBIX OCHOBaHWIL. DTy oummbky ucnpapmsorcs usopopmamn JTHK-
nonumepas € u § §o cragyum MetunupoBanus memneit JHK.

II. TloBpexxpennsa NHK pasnuuHbIMM 3HOT€HHBIMU MU 3K30T€HHBIMU
areHTaMM MCIPAB/IAIOTCS PA3HBIMU CIIOCOOAMU B XOfje ITOCTPEIIMKATUBHOM
VIV 9K M3MOHHOM perapanun.

1. YuuBepcanbHbIil ciocob pemapanuy m00bIX HAPYLIEHU CTPYKTYphI
JHK B ofHOII 1enu ¢ moMo1ibio 4 pepMeHTOB ¢ paspbIBOM 3TON LIEIN.

2. «MuHu-c10co6» 6e3 paspoia renu ¢ nomoinsio JTHK-N-rmukosnmgas u
IOHK-nuCepTas.

3. Iapynuposannbie YO-rydamu gumepsl T-T u T-1] B ogHOI Lenn MoryT
OBITb TAaK)Ke perapupoBaHbl pepMeHTOM (OTOINA30I, Pa3pyLIAIOLIeil KOBa-
JIEHTHDBIE CBSA3U B 3TUX JUMepax.

4. Isyxuuressle paspbiBbl B JTHK akTuBupyiot 6enox p53 (cynpeccop omy-
XO71elt), KOTOPBIN KaK (aKTOp TPaHCKPUIINY OCTAHABINBAET PEIUIMKAIINIO
(rounee — MuTO3 Ha cTaguu G,—S) U Take MOXXET BbI3BATh MIPOrPaMMUpYe-
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MYyI0o Tubenb TaKuUX KJIeTOoK (anmonTos). IIpy MyTanmsax reHa p53 pennmkanus
B IIOBPEX/IEHHBIX KJIeTKaX IPOJO/KaeTcsA M Bo3HMKaeT pak (3esepos E.IL. //
Bonpocsl onkonorun. — 2001. — T. 47, Ne2. — C. 174-181).

YHuBepcasbHbiii CNOCO0 NOCTPENJINKaTUBHOM
penapaunun AHK

OwmnBo4HBIR 1nn

NoOBPEXOEeHHLIR HYKNeoTua \

5'F t

b
4
b
4
b
w

S

3HAOHYKNeasa pa3pyluaeT CBA3b, / 1

IHOOHYKNEeas3a yoanaeTt
HECKONbKO HyKneoTuaoe

5 F—t—A / Bpews | PR T— —
3k t /'- t t t t t t 1 5
OHK-nonumepasa [3
CHUHTE3WpyeT Hopmanhubm\
hparmeHT
5' 3

: 1 .

coeguHAeT
hparmeHTsl

|
l AOHK-nuraza

AHK nocne penapauuun

Cneuudunyeckana penapauus ynbrpadmnonetToBbix
nospexaeHnin AHK

| | | I
Yh-nyu ————————- T '{;\ r: T
A T Ll A
| | I 1
T T
Oumepsl T
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PoTannaza I
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MonumepasHas uenHas peakuus (NMLUP) — ocHoBa
COBPEMEHHON reHHOW ANarHoCTUKMn

[TIIP sBnsieTcsT «MUHK-PEIIMKALIMEN» OT/ENbHBIX I'€HOB B IMPOOUpKe,
B KoTOpble noMeraercs uccnepyemas JHK, cy6crparst — gHT®, ga [JTHK-
IpajiMepa Ha MCCIef[yeMblii TeH UK ero pparMeHT (3K30H), TepMOCTAOUTbHAS
IOHK-nonumepasa. Ilocme 20-30 uuKaoB (B KaXKAOM IIMKJIe HECKONbKO JTa-
0B — cM. cxeMy) mpopyKT(sr) IIIJP — ¢parment(sr) THK upgentudupyet-
cs1 B renb — anekTpodopese. O6Hapyx eHne pparMeHTa, COOTBETCTBYIOLIETO
IpaiMepaM, CBUZIETeIbCTBYeET O Hamuuuu B uccnenyemoit JHK HopmanbHOTO
MJTV TIATOJIOTMYEeCKOTO TeHa.

STanbl noaiuMepasHon uenHou peakuum (MLP)

WMecocnepyeman OHK

5" 3
OHK v nea ! ] H H |
npavimepa 3 } ! ! ! ! 5
_,“rv::__ S
l Mpanmeps!
3
5
Jexatypauus P/‘ﬁ
90-96°C 3"
—— —_ 5
Mmbpuansaums =2 o =
o Nt N e 5
50-60°C o T 3 5
a 1 1 L} 5
5' 3
SnoHrauus 3¢ ~— 5
70-72°C + , ——— '
T 5———— 3
ag-nonvmMmepasa 3 5

l

BeisBneHne NpoaykTa peakumnmn
B rene-anexkrtpodcgopeae

)



BuocuHTes PHK (TpaHckpunuus)
n 6enka (TpaHcnauuna)

Buabli PHK

Bun PHK Con,ep)l(au‘l:le MecTo cuHTE3a Bup PHK-

B kKneTke, % B AApe nonaumepasbl

MaTtpuyHag, MPHK 5 Hykneonnasma 11(B)
PubocomanbHas, pPHK 80 AQpPbILLKO 1 (A)
(28S; 18S; 5,8S)
TpaHcnopTHas, TPHK 15 Hykneonnasma 11 (C)
PubocomanbHasg, 5S -
pPHK

Haub6onee Baxxnas PHK-nonumepasa Il saBnseTcsa onuroMepHsIM GpepMeH-
TOM, COCTOSIIUM M3 IIATU CYyO'beAVHNUL] B KOMIITIEKCe ¢ KodakTopamu Mg u Zn.

CyGbeanHunLLbI 2a Bp )
Ponb cybbeannuuy, | MHnymaumsa Katanua cuHtesa CBs13blBaHME MPOMOTO-
cuHTEesa paBreHe — JHK

CyMmMapHoOe ypaBHEeHUe TPaHCKpUnuum

PHK-monumepasa, kodakropst Mg, Zn
\

aATD + 6YTO + B[ TO + tLIT® ———»
PHK + (a+6+8+1r)H P,0, 0
IOTHK-maTpuna
HT® ABIIAITCA Cy6CTpaTaMI/I " MUCTOYHUKaMU SHepI‘I/II/I.

)
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UHnumauna cuHtesa mPHK

:470;:“" req {rpancnpnnmn]—b:
Benkosbii Kogupylowas

| =
y PHK-nonumepasa . op TATA HATE |
1 1
5 — Boxc 2 =
| Boke1 | TATA
llkik l l
3" 5
MpomoTtop Koaupytowas
MarpuyHas (enyweBHan NOCNeaoBaTeNnbHOCTE
HWTE  NOCNEeaeBaTenbHOCTL) ana MPHK

PHK-nomumepasa II BMecTe ¢ ¢pakTopaMym MHMIMADMM TPAaHCKPUILMN
(Bxmrouas 6enxosbiit paxrop TATA) mprcoennnsiercs: k mpomoropy rexa B THK,
paspy1aeT BogopoHble cAsy 1 pacivietaet JHK B o6mactit TpaHcKpr61pyeMoro
TeHa, IIepeMelAeTCs B KOAVPYIOIYIO YacTh TeHa, CUHTEe3MpyeT IIePBIYIHBII TPaHC-
kpunt (npe-PHK) na marpirasoit uutu THK. IIpe-PHK oco6oxpmaercst ot JHK
B Afipe KJIETKY V1 IIOfiBepraeTcs MOIUMIKAIMI — «CO3PEBAHNIION.

MpoponxeHne TPaHCKPUNLNN — 3JIOHrauus

PHK-nonumepasa Koaupywowan
HITL

OHK |———+ PHHK-nonumepaza ——»

3 4 5

I
/ MpomoTop

Marpudnan
HUT

PHK

f

PHK — nepamyHLIA TPaHCKpUNT,
wnu npe-PHK

«Co3speBaHue» nu popmuposaHmne mPHK coctourt
N3 cnenylowmnx 3tTanos.

1. Crnaticuar — u3 npe-PHK BoIpe3aroTcs «HeMble» YIaCTKU — MHTPOHBI,
U CIIVBAIOTCA MEXAY co001i 3k30HBL. [Ipoliecc KaTanM3upyIOT Majible AfepHble
PHK (maPHK), paboraromue kak ¢pepMeHTbI-pr603uMbl. POIb MHTPOHOB 1OKa
He BBIACHEHa.

2. TocTpoliKa KOHIIEBBIX Y4acTKOB MoneKynbl MPHK:

— Ha 5'-KOHIle CHTEe3MPYeTCsI METHIMPOBAHHAS «IIATIOYKAY;

- Ha 3'-koHIle — «xBocT» monnA (50-200 ocratrkoB AM®).

()
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Konnesnie yvyactky samumairor MPHK ot paspymenmsa PHKasamu u
Y4YacTBYIOT B MHMLMALVUK TPaHCLALuM (GyHKIMS 5'-KOHIIa) M B TPAHCIIOPTE
MPHK u3 sigpa B unrosons (pyukums 3'-kouua) (3esepos E.I. // Buoxummst. —
1974. — T. 39, Ne3. — C. 674-676; 1977. — T. 42, Ne5. — C. 771-783; pabora
BBINIOJIHEHA o7 pyKoBoficTBoM akafiemuka AMH CCCP u PAMH WL.II. Am-
MapuHa).

CospeBaHue MPHK

OaonH red

HMHTpoHbI
, AHK / i \ |
[ [ | | | |

' Bkaown 1 DuaoH 2 IKaoH 3 SkaoH 4 |

PHK— TpaHcKkpunuKa
NneperMHYHLIR TRaHCKpKUNT

i ] I I [ I ]

Cnnancocoma CnnafcuHr
BK30HbI v
[ | [ [ |
1 7 2 3 4
Mpe-mPHK

PopmMmUpoBaHWe
KOHLOB

7N-CHa - [(5)dhabeb(5')X AAAAA

5' - awanouka- / F'-nonuA — XBOCT-

«apenana mPHK

5" 3

v
Brixoo B UMTO30MN

AnbTepHaTUBHDbIN CNJIAUCUHI

HexoTopsie rensl u ux npe-PHK cogepsxaT 60/bl10i1 HabOp 9K30HOB, KO-
TOpbIe MOTYT 00 BEAMHATBCS MIO-PasHOMY 1 GpopMupoBaTh pasnuuHsie MPHK
/151 6€IKOB C OT/INYAIOIIEIICS TIEPBUYHOI CTPYKTYpoit. TaK BOSHUKAIOT U30-
¢dhopmMbl 6eKOB 1 PepMEHTOB MM OAVH M TOT >Ke TeH B Pa3HBIX OpraHaX MHO-
I7ia KORMPYET pasnuyHble GemKIL.

U3 npe-PHK gnst TPHK ypasnsieTcst TONbKO OfMH MHTPOH, a K 3'-KOHILY ITpH-
coepuHseTcs ofguHakoBblit st Bcex TPHK aknentopHsrit Tpumet 5'-1]11A-3,
C KOTOPBIM CBSI3bIBAETCS CTIOXXHOA(VPHOI CBSI3bI0 CBOSI aMUHOKUCTIOTA. Tpu
pPHK (xpome 5S pPHK) dpopmupytorcs 6e3 crinaiicyuira IyTeM Hape3aHus Ha
¢dparmeHTsI 06111€r0 ITepBUIHOTO TpaHcKpunTa (mpe-PHK).
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NeHeT4yeckum Ko,
CsoiicTBa

1. Kog tpunnernsiit — 61 koo s 20 amuHokucnot (AK), Tpu HoHCeHC-
(crom-)xomona YAT, YAA, YTA.

2. Kop cnenmonyeckuit — 1 xogon — 1 AK.

3. Kop BeIpO>X/IEHHDII — HECKO/IBKO Pa3HbIX KOJIOHOB MOTYT KO POBaTh
oguy AK (mampumep, mects pasHbeix kogoHoB B MPHK nist mecty pasHbix
aHTUKOJOHOB B IecTy n3oakuentopHsix TPHK nms cepuna).

4. Kop opHOHAIIpaBIeHHbII — YTeHME ero pubocoMoil OT 5'- K 3'-KOHITY
MPHK.

5. Kop yHUBepCanbHblil, HENPEPbIBHBII, HeNlepeKPblBAIOIINIIC.

FleHeTnyeckuii koa,. Tpunnetobl (KOAOHbI)
Tpunnetol

nHK}::'::

=T
Yo T ]
N====

| /i, 1

TpunneTbl, UNK KOAOHBI

MPHK —p—t——t—

/1

TpancnopTHbie PHK (TPHK)

He6onbuie monekysst (70-90 AK) ¢ MoguduuupoBaHHBIMU HYK/IEOTH-
mamu, Kotopble co3natoT mist TPHK koHpopMarnio kineBepHOro aucra. Vimeot
HeHTp A — pna cBaspiBaHuA AK u neHTp B — aHTMKOZOH A4 B3auMopeni-
ctBus co cBouM koponom B MPHK. 61 3Havammit KogoH obcnyxuBaer 20 Ko-
nupyembix AK. ITostromy wacts TPHK sBnseTca nmsoaxnentopHbIMU (LIECTH
IJISI CepUHA).
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Bzaumopgenctemne TPHK ¢ MPHK n amuHokucnortom:
TPHK — nocpepHuk (agantop) mexay mPHK n 6enkom

CHg \ LleHTp

|
<|:H—co~oc—/?‘/ TPHK

NH» U | E !
I
Ana L
AHTUKOOOH
L. I A
TR
e
5' U vy -
MPHK T
Kopoon ana Ana
TpaHcnauua (cuHtes 6enka). Puéocomsoli
BonbLlas 60S- pPHK: 28S \
cy6beauHuua 5,8S
¢ thepMeHTaTUBHLIMK 58
yHKUMAMK 50 Genkos
> 80S
80S WSDS + 408
Manas 40S- 18S pPHK Mo
cybveauHuLa roe
C reHeTU4EeCKUMU 33 Benka
DYHKLMAMMN
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Ponb pn6ocomanbHoit PHK (pPHK):

1) dopmupyer ocToB («ckeneT») pubOCOMBI;

2) 18S pPHK manoit 40S-cy6peguHNLIb pOOCOMBI 0becredBaeT B3au-
MopeitctBue cBoelt 40S-cy6penuunipl ¢ 5'-konom MPHK; renernye-
ckas ponb 40S-cyOpemuuuipl — 3710 cBaA3biBaHue MPHK, urenue ee
Kofia 1 obecIleueHe PaCCMOTPEHHOTO BbIIIe B3aMMOMIEIICTBMS KOTOH-
aHTUKOJIOH;

3) 28S pPHK (B coctaBe 6onpluoit ¢pepmeHTaTNBHOM 60S-CyOBERMHNIIBI
pubocombI) Kak HeOenKoBbIi pepMeHT (prb603uM) KaTanusupyer obpa-
30BaHMe TeIITUIHOI CBSI3YU B IIPOLiecce TPAHCIALIUNL.

TpaHcnauua (cuHTe3 6enka)
(3esepos E.I. // bBuoxumusa. — 1960. — T. 25, Ne4. — C. 727-734, paboTa BbI-
HIO/IHeHaA IIOJ, PyKOBOACTBOM akafemuka V.II. Anrmapuaa)

Bce aTampl TpaHCIAUY NIPefICTaB/IE€HBI HIDKE.

IHoaroroBurenbubiii 3Tan. AmuHoanun-TPHK-cuuTeTassr (¢ abcommor-
HOJ CyOCTpaTHON CIeIV(PUYHOCTDIO) KaTaIM3UPYIOT B IIUTO30JIe IIPUCOSTV-
HeHre AK k cBoeit TPHK un sHeprernyeckn aktusupyoT AK c momomsio ATO.
Hanee xommnekcol AK-TPHK poctapnsaioT AK B pu6ocomsr.

ITocnenyromiye STanbl MHULMALINHA, STOHTALMY (Tpu assl) ¥ TEpPMUHALIN
TaKKe TpeOyloT 3arpar sHepruu B Bune I'TO u ATO, kpome ¢aspr obpasosa-
HYA NENTUIHO CBA3Y. B mmocneiHeM cirydae MCIIOMb3YeTCs SHepryA KOMIIIEKCa
AK~1PHK. Buepub6ocomunie ¢paxrops! EF u RF kak ['T®ass! paciervisator ['TO
¢ ocBoboX/IeHeM Heo6xouMolt sHeprun. Beero ams Bkmodenus ofHolt AK B
6e/10K He0OXOIMMO 3aTPaTUTDh 6 MaKpoIprudeckux Monekyn (2 ATO u 4 I'TO).

IToaroToBUTENBHBIN 3TANl — AKTUBALMA aMMHOKMCIIOTHI C y4acTVeM aMMHO-
ann-TPHK-cunTeTas:

aa + TPHK + ATO —
—aa-TPHK +
AM® + H,P, 0,

ITan MHUIMALMY TPAaHCIALUY IIPOUCXONT I BCeX Oe/IKOB ITyTeM JO0CTaB-
KU B pr6OCOMY MHIIIMATOPHOTO METHOHMHA B COCTaBe KoMiutekca MeT-TPHK.
W — yHnnmaropHslit KofoH AVI:
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Ononranu:a. Pasa ceasbiBanus komiviekca TPHK — nepsas AK (aal) n MPHK:

MET aaq
Lo L
m 1 2

Amonranysa. Pasza 06pa3oBaHNs IENTUTHON CBSSK:

MeT
N\
aaq

Js
m 1 2

Inonranu:a. Oasza TpaHCIOKAIUN:

®."®

aaq
L

™~
1 -2

Tepmunanys. Benok mpubmmsnics K TepMuHupyoiieMy kofpony YAI, ocBo6o-
muncs ot nocnenuet TPHK u pu6ocomsl, manee nepexoput B LuTo30mb. TpaHc-
JALMA 3aKOHYEHa. MeT

ag1 @

aan

L yar

n
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Dranw buocuutesa beaka

n

Cxemamieckoe Herounng Buepatto-
Dvan Tpancasim I Hosicnenne A COMAIBHBIA
pa pr daxtop
Astiamns aviorne- | aa + TPHK + ATO— | Avnosncaoma npicoeserca kaphok- ATO -
N0t (aa) — ofipasora- —+aa-TPHK + enabnoit rpymmoil k 3-ruapokenasnoil rpyn-
une aa-TPHK +AM® + H,R,0; ne akuentopioro yyacrka TPHEK
Hinumania C maiolt (408) cybneammueii pubocoms IT® IF - 10
nocaegosatensio cenassaercs MPHE, wer= | ATD BIOB
TPHK 1t Gonpias cyGuenmnma (60S). Gop-
MUPYIOTCA [ (BYHEINOHATBHEX eHTpA:
nentpsisil P i cosasimanma A
Dnouramms: MeT aay ﬁ B uentp casaniannn A npucoeniserca aa—- | T EF—1
a) CRAAMBate e i TPHEK, KoMIIeMeHTapHAA TEPROMY CMHICA0-
aa-TPHK —pte | BoMy Kogony MPHE
wia2
6) obpazomanue nen- MGT\ A Ocrarok Mernonmia mer-1PHK nepenocut- | Makpoapru- -
TILHOIT Cstan aay ﬁ A Ha asumorpyimy octarka aay-TPHK (nen- | yeckan
it THALTPARCEpaznas peakiig) CBAH B MET=
e e e TPHK
Wi 2
B) TPAHCIOKALIA Met f‘} [epementerne pubocomi Ha GUIH KOLOH ITd EF-2
851 LB no MPHK B wanpasaesim ot 5- k 3'-konny.
1 Jimenmun-TPHK okasspaercs B ofaactn
—~ NENTHAIBHOTO LenTpa pubocomst P. Hentp
1-9 coappatis A ocpobostaercs
Bee cramim 101U NOBTOPAIDTCA CTOABKO a3, CKOLKD CMEICIOBLIX Kogonon cofepssut MPHK
TepMitais MeT B ofacTit ueitpa cAaninaiiia okastinaetca |[TO RF
ag OIH U3 TepMIHIpYIoNnD TpinaeTos, Cin-
| 1 Tea fienka npekpamactes
ddp
L oyar
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Iomupubéocoma. Ha MPHK HaxopsATCA HECKOIBKO prOOCOM € PacTyIIMMM Lie-
msiMu Oerika, 9T0 00ecreunBaeT CPOUHBIN CHHTE3 Oe/TKOB, HEOOXOIMMBIX B 60/Tb-
LIIOM KOJIMYECTBE.

HanpaeneHue aBuxeHnn puBocomMbl

PuBocomel 90-100
HYKNeoTuagoe
. MPHK /,_..\/ \/._\4__"“ _________ > 5
K C
N
HaunHawwminca
GoAoh CeobogHbli

N N Genok

MocTTpaHcnauuoHHas moaudukauma 6enka

1. Eme B mporjecce cMHTe3a B pu60OCOMe IIallepOHbI KOHTPOIUPYIOT U KOP-
PEKTUPYIOT IPaBUIBHOCTDb CO3/jaBaeMoil KOHpOpMaIuy 6eTKOBO LIeII.

2. Yaaneﬂme I/IHI/IIH/[aTOpHOI‘O METMOHIMHA Ha N—I(OHL{e BCEX IMOMMMENITUT-
HBIX IIeTen.

3. XuMmnyeckas MOJ:[I/I(l)I/IKaLU/I}'{ TNOTUIIENITUAOB: TTIMKO3NINPOBaHNE, (1)0(2—
¢dopunuposanue, jiogupoBaHue, 0bpa3oBaHue TOIOTHNUTENbHBIX PagyKajb-
HBIX TUAPOKCUJIBHBIX " 1<ap601<cvmbeIx rpymni, YaCTUYHBIN IIpoTEOIN3, IMpn-
COCIMHEHINE HpOCTeTI/I‘IeCKOﬁI T'pynIibl (J:UIH CJIO>KHDBIX 6eJ'II(OB) n 06’be]1]/IHeHI/[e
OT/I€/IbHBIX LIeIIe)l B O/IMTOMEPHBII 6€eJI0K.

)



MHrMOuTOopbl MaTpUYHbIX OMOCUHTE3OB.
Perynsuusa nencrteusa reHoB

MHrmounTopbl MaTPU4HbIX GUOCUHTE30B

AHTHOMOTHKH — MHrHOMTOPBI cUHTe3a Oejlka Gakrepuii

MuieH»b I1A TefiCTBUS
aHTMOMOTHKA B Ipouiecce | AnTu6uOTHK 3P PexTnBen
AHTHOMOTHUK
TPAHCIAIUY COTTACHO IpOTHB
Tabm1. Ha c. 60
CrpentoMuiun Wunnmaius Boabyureas tyGepryiesa
Terparusman Dnonranms, (asa a bakrepun Gr+, Gr— u puk-
ketcun Gr—
AMpeHUKOITHI Dmonrarms, asza 6 bakrepun Gr+ n Gr—, puk-
(xsopampeHn Ko ) kercuu Gr—
Magpost Donranus, ¢asa B Baxrepun Gr+
(9PUTPOMUIIHH)

N3 nHrmomTopoB cuHTe3a 6enka y 4enioBeKka Hago

BblAeJINTb

1. Viutepdeponbl 06pa3ylOTCcsa B OpraHuM3Me B OTBET Ha MHAYKTOPBI —
BUPYCBI, HEKOTOpble Yy>KepOJHbIe U JIeKapCTBEHHBbIe BelllecTBa (IBYXTHA-
xeBasi PHK). Vurepdeporst — Hebonpliune 6enKy, 9acTh — IIUKOMPOTE-
uubl. Obpasyorcsa B neitkonurax (a-uHrepdeponsr), ¢ubpobmacrax (P) un
T-mumdonnTax (y) c pasHoit akTMBHOCTBIO. Kak MecTHBIe TOpMOHBI MHTEpde-
POHBI TOPMO3AT CUHTe3 Oe/IKOB BUPYCOB U OEIKOB caMOIl 3apakeHHOI KJIeT-
KM, KOTOopas morubaer U Mpolecc pacIpoCTpaHeH)s BUpyca IpeKpalaeTcs.
Mexanusm pgeitctBust: pochopunupoBanme u MHaAKTUBALYS HaKTOpa MHUIIN-
auyy TpaHcnAnuu IF2, mupyKumua cuHTesa 2'-, 5'-07TUTOA, KOTOPHIIt Hapylaer

cnnaiicuur u aktusupyetr PHKaspr.

()
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I/IHTI’I6HTO[J])1 MaTPHYHbIX 6HOCHHTCBOB, B TOM YHCJI€ JIEKAPCTBa

0Q0beKT | Huruburop | MexaHu3M JleiicTBHA

Hnzubumopuvr mpancisyuu

bakrepun AntudtuoTHEN CwM. Tabi1. Ha c. 62 ganHOo JeKIHUN

Bakrepun, kiet- | [ypomutn — ananor | [IpeskmeBpeMenHas TepMHHATIT
K1 Ye/I0BeKa Tup — TPHK™P
W AKUBOTHBIX

Henosek Ixzorokcnn qudprepun | AJID — pubosuauposaHnie U MHIH-
Guposanue hakTopa TPaHCIOKAIMK
EF2
Yenosek u xu- Wurepdeponsr — ne- Docdopumiposaniie H HHAKTH-
BOTHBIE KapcTBa IPOTHB reHe- | Banud daxtopa mHUMMarmn [F2,
panusanun supycHoit | paspymenne PHK, napymenne
MHEKIIH craaiicnara MPHK
Yenosex u KkH- Puiun (N-ramkosn- ¥ panenve ajieHMHA 1 MHAKTHBAIHS
BOTHbIE nasa) 28S pPHK
Huzubumoput mpancxpuniguu
bakrepun Pudamuinnn HMuruburopst B-cyObepnHAIbI
PHK-nonmimvepasst
Yenosex Toxcnn rpubos a-ama- | MuruGurop PHK-mommepass 11
HUTHH

HuzuGumopor peniukanui /U mpancKpunyuu

Yenosex u sKu- [IpoTHBOOITY XO/IEBbIE Wurepransuns B ITHK (nayno-
BOTHBIE mpenapathl («aHTuGHO- | MuMH 1 p.), nHrHGUTOps J{HK-
THKH> ) Toronsomepassl 11 (HoBoGHoIMH)
u JIp.

2. ®parment AudTepUITHOrO 3K30TOKCMHA Karammsupyer AJID-pubo-
3UIMPOBaHMeE C MHAKTMBALEN dakTopa snoHranuu tpancuanun EF2 B knert-
Kax 3€Ba U TOPTAHH, YTO IPUBOJUT K ITATONOTUMN.

3. VIHru6uTOpSI pemIMKanuy W/WIM TPAHCKPUIIWUM — JJI 4YeoBe-
Ka aKTya/JbHbI KaK IIPOTMBOOIYXOJIEBbIE IIPENapaThl C PA3HbIM MEXaHU3MOM
IeICTBUA:

- MHTepKaaATOpHl (payHOoMMUMH U fp.) BHeppsaioTca B JHK u npemsar-
cTByIoT paciteranuio ueneit JTHK, Heo6xogumomy mis cunresa JJTHK
nnu PHK;

— uHrnbutopsr [JHK-Tononsomepasst II (HOBOOMOILMH ¥ [p.) U COOTBET-
CTBEHHO peIlINKaluy;
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- aHOMaJIbHble HYKJICO3V/bl MHTUOUPYIOT PeIUIMKALMIO, HallpyMep a3u-
motumupvyH — permkanuio k[THK Bupyca uMmyHopeduiura yenoeka
(BUY).

Perynauuna nericTBna reHoB

I. Perynanusa pennukanum — OUKIMH3aBUCKMMbIe HPOTEMHKMHA3bI Ha
yPpOBHe TPaHCKPUILUY KOOPAVHUPYIOT CHHTe3 (epMEHTOB PEIUIMKALUN IS
KaXkgoit ¢asel Mutosa. [Ipy BOSHMKHOBEHUN HNOBPEXAEHWIT ¥ HapYIIEHMIT B
crpykrype IHK axtuBupyercs 6enox p53 (cympeccop Omyxoseii), KOTOPBIit
KakK (aKTOp TPaHCKPUNILIMYU OCTAHABIMBAET PEIIMKALNIO (TOUHee — MUTO3
Ha cTagun G,—S) 1 laxke BK/TI0YaeT MeXaHn3M rubenn kneTok (amomnros). [To-
3TOMY IIpY MYTallMAX TeHa p53 BO3HMKAaeT HEKOHTPOIMpyeMoe pa3MHOXKeHIe
keToK 1 pak (3esepos E.I. // Bonpocsl onkonorun. — 2001. — T. 47, Ne2. —
C. 174-181).

II. TlepecTpoiika reHOB — yBeNM4Y€HME KOMMYECTBA OfIHAKOBBIX T'€HOB
pPHK v TPHK s yckopeHHOTo CMHTe3a HeKOTOPBIX Oe/IKoB (aMIInduka-
L[V T€HOB); IepecTPOiiKa TeHOB B IpellecTBeHHMKaX B-muMdonuTos (xpo-
MocoMBI N2, 14, 22) nyist GopMUpOBaHNA I€HOB aHTUTE]L.

III. YrpaTa reHOB HpU CO3PEBAHNUM IPUTPOUHBIX KIETOK (3pUTpobiIa-
CTBI-HOPMOO/IaCTBI-PETUKYIOLNTRI) C 0Opa3oBaHMeM SPUTPOLNUTOB.

IV. Perynaums TpaHCKPUIILIMU U TPAHCIIALMM M3MEHAET KOMUIeCTBO dep-
MEHTOB B K/ieTKe. CyIeCTBYIOT /1Ba BUJja TAKOM PerymAaLum.

A.KpaTrkocpouyHas, BpeMeHHas UM afalTUBHAA PeryIALNs B co-
OTBETCTBUM € GM3MOTOTMYECKUM VU HAaTOMOTUYECKIM COCTOSTHMEM ITPOYIC-
XOIWT Yallle Ha yPOBHE TPAaHCKPUIILIUIL.

ITpuMepst: a) TONOX —> KOPTU30I —> YCUIEHUE TPAHCKPUIILIUY TeHa pery-
JIITOPHOTO (pepMeHTa IMIOKOHeoTeHesa (KapboKCcMKMHasbl pocdosHommupy-
BaTa) —> CUHTE3 SHILOTEHHOI ITI0KO3B; ) M306BITOK XOMeCcTeposia BbIK/II0YaeT
Pery/IATOPHBIL (epMeHT ero cuHTe3a. bomee pefkas perymsuns Ha ypoBHe
TPAHC/IALNY — 9TO PETY/LALNS CHHTe3a TeMOTTIO0MHA.

b. [InuTenbHasA WMIM OHTOTeHETMYeCKas Peryisanus Ha ypOBHe
TPAHCKpUIINY 06ecHedrBaeT CTONKY0 AudQepeHInauio KIeTOK B Ipo-
Ijecce MHAVBUAYAIbHOTO PAa3BUTHA Y€/IOBEKA.

VI3 OfHOI OIIOOTBOPEHHOI YeTOBEYECKOIl TeTepO3UrOThl 06pasyeTcs
oxono 200 puddepeHIMpOBaHHBIX CIIENMATN3MPOBAHHBIX KIeTOK. Bce oHM
MMEIOT OJVIHAKOBBIII Habop 13 23 Imap XpOMOCOM C OMHAKOBBIMU MOJIEKY/Ia-
mu JHK u renamu (kpome B-nmumbounros), Ho ¢ pasHpiMu Oenkamu, dep-
MeHTaM, Mopgonorueit 1 pyHkuyamu. ITouemy? Kparkoe o6bsacHeHue B co-
OTBETCTBIM CO CIEAYIOI[E)l CXeMOIT: B K/IeTKaX MeYeHN VM MO3Tra IIPOMCXORNT
CTOJIKas pemnpeccus VIN UHAYKLMA PasHbIX T€HOB.
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KpaTtkocpouHas (apanTuBHas) perynsuuvs oeucrTevs
reHoB 4YeJioBekKa Ha ypoBHe TpaHCKpunumu
OauH reH
CnywxeBHan 4acTb : Koaupyrowan 4acts
[}
3nemenTsl OQHK PHK-nonumepaaa :
— [}
L}
Yeunutens OcnaGutens I
(aHxaHcep) (caineHcep) :
1
l l [ OHK
oo LN e L.t
( ) ) )Y Mpomorop o
o N AT 1 l
Komnnekcs ropmoH—peuenTtop MPHK
Benku-peuentopbl 1
B AOpEe WNKW uMTo3one Benku (hepmeHTbl),
T KOMWYECTBO KOTOPLIX
H2MEHAETCA B pedynkrarte
PerynaTtopbl: cTepoMaHLIE TOPMOHLIL, T“:sg:"ﬂ”: :E";::M:‘U'HEKH':‘“
WOOTUPOHWHBI, XOMNecTeporn, P punu &L MHAYKLIAIA
metannel (Zn, Cd, Hg) unu penpeccui)
AnutenbHas (OHTOreHeTu4Yeckas) perynauua oemncrTeus
reHoB 4yeJsioBeka
Woentnunan OHK
MeyeHb Mosr
Homepa uaeHTUYHbIX reHoB
1 2 3 4 1 2 3 4
HHKIXili > il:X:X}li
MPHKz mPHK3 MPHK 4 MPHK4
B neveHun
W B MO3ry
obpasyioTcs
pasHblie Benku Ne2 Ne3 Na1 Ned
CocrosHue Ne 1 n 4 — penpeccua Ne 2 n 3 — penpeccus
TeHOE Ne 2 1 3 — uHaykuma Ne 114 — uHaykums

)
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MOﬂEKyﬂ'ilprle MexXaHUu3Mbli JJ,HI/ITe.ﬂbHOI‘/'I perynauummn —
ANNTEeJNIbHOIro BbiKJIlO4eHUA TpaHCKpUnumumn

1. Merunnposanue B JIHK N -anennna u C -nurosuna ¢ nomoupro JHK-
MeTuIas.

2. Konpencauysa JHK mpu yyactuu JIHK-Tononsomepas nenaet HeBO3MOX-
HBIM JIOKa/IbHOe pacxoxenne rerneit JHK, Heo6xommnMoe 11 TpaHCKPUIILVIAL

3. AKTUBaluA AJepHBIX [lealleTuna3 IPUBOAUT K fealleTU/IMPOBAHNIO TH-
CTOHOB, OOHaXKEHMIO MX KaTMOHOO0pas3ywIinx rpymni JIns* u Apr* u x ycuse-
HII0 MOHHOTO B3anMofelicTBusA ructoHos ¢ THK, T.e. Takke K 3aTpyZHEHUIO
TPaHCKPUIIIUN.

MornekynsapHble MEXaHU3MBI CTOVKOV aKTUBaL MM LPYTUX T€HOB ABJIAIOT-
Cs1 MPOTMBOIIONOXHBIMU. B BbicokoaubdepeHINPOBaHHbIX I/IA3MaTUIECKUX
KJIETKaX CIeLVa/IbHBII IPOMOTOP MM 9HXAHCEP CTOMKO aKTUBMPYET paboTy
T€HOB, KOIMPYIOIMX CUHTE3 Nerkoii L- u Tsaxenon H-neneit anTuten.

Hakogel, B mpoliiecce OHTOTeHe3a OT CTaAUN SMOPMOHA [JO B3POC/IOTO Ye-
JI0OBeKa IIPOMCXOAUT YepefoBaHue NOC/IeSoBaTe/IbHON (BO BpeMeHM) UHAYK-
nuu u penpeccun B 11-it xpomocoMe reHoB 2-ro rnobuHa pisa Hb. Tak obecre-
4MBaeTCA Mo3TanHbii cunTes: HbE — HbF — HbA n HbA .

BakTepuanbHbie ONepoHbl

Pery)mumo ,[[eIu/ICTBI/IH T€HOB y 6a1<TepM17[ MOJXHO IIOKa3aTb Ha anMepe NH-
ayuubenpHoro Jlak-onepoHa, IpefCTaB/AIero U3 cebs 610K CnyXeOHbIX U
CTPYKTYPHBIX T€HOB, 00eClieuynBaOIX CUHTe3 6eNKOB U (pepMEeHTOB, He0b-
XOAVIMBIX [/151 YCBOCHIA 6aKTepI/IHMI/I JIAKTO3BbI. PCFY)'IHI_U/IH CUNTAETCA ajgaIll-
TUBHOM ()'IaKTOSa B IIMTAaTeIbHOM cpene BKI0YaeT onep0H) M OCYIIECTBIACTCA
Ha ypoBHe TpaHCKpunuuy (prcyHok). OnepoHsl 6aKTepuif, BHIIIOTHAIOINX
CUHTE3 aMMHOKMCIIOT, HAIIPOTUB, penpeccm6eanbI, T.e. U3OBITOK AaMUHOKIIC-
JIOT BBIK/IIOYAET 3TN OHGPOHbI.
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ApanTuBHag perynauua evicTBUA reHoB 6aKkTepuil Ha
YPOBHE TpaHCKpUNuuu. JIakTO3HbIA UHAYLUOEIbHbIN
onepoH

CTpPYKTYPHBIE reHb!
ans epmeHToB-6enkor

CnyxebHasa nocnegoBaTensHOCTL

PHK-nonumepasa

leH-perynatop Onepatop
MpomoTop
e : :
| | D= | | l
l =y l TpaHckpunuus
—_—~
MPlHK MonuuucTpoHHas PHK
i MPHK; MPHK2 MPHK3
penpeccop O O l l l
(perynsaTop) q:) Nakrasa MNepmeasa TpaHc-
O O . aueTunaaa
@] NakTosa \
Nakrasa

Iakroza + H, O ——

— [NOKO3a + ranakroaa

)



NMonumopdpusm 6enKoB U reHoB.
MonekynsspHaqa reHeTuka

Monumopdnam 6GenkoB N reHoB

B nmexuuu Ne4 6pIIM PacCMOTPEHBI OCOOEHHOCTM CTPOEHUs U (PYHKI[NO-
HUPOBaHUA n3odpepMeHToB. Hebosblne pasnudns B HEPBUIHON CTPYKType
Oenka cepunu 130(epMEHTOB OFHOTrO TUNa (PepMeHTa 3aKOAUPOBAHBL B IIEp-
BUYHOI cTpykType ux renos (JHK). [Ina maxrarmerupporenasst (JIIT) nsa
OTHe/IbHBIX TeHa KOAMPYIOT 6enKoBble Hem M n H, u3 koTopbIX Ipu codeTa-
HUAX 10 4 nenu obpasyeTcsa 5 u3opepMeHTOB. [[Ba pa3HBIX r'eHa KpPeaTUHKI-
Hasbl (KK) taxoke kogupyror nenu M u B, HO IIpu ux codeTaHmy 1o 2 nenu
¢dopmupyerca 3 usodpepmenta (MM — B ckeleTHBIX MbllIax, MB — B muo-
Kape u BB — B Mo3ry). [l KIMHUIMCTOB Ba)XHBIM SB/ISETCS MOBBILICHNE
B KpoBy akTuBHOCTH nsodpepmentos JIAT, (H,) m KK (MB) xak moxasarerneii
BO3MOXKHOTO MH(]apKTa MIOKapya.

JIyumnit npumep nonumopdusma 6enxkoB — 4 n3odopMbl reMorniobuHa
Hb. Bce oHU TPaHCIIOPTUPYIOT KUCTOPOL, U3 TETKUX B TKaHM, HO QYHKIIVIOHN-
PYIOT Ha pa3HBIX 9Tallax KM3HM YenoBeka. Itu nsodpopmsl Hb nmeror ognna-
KOBBII1 O-T7T061H (TeH B XpoMocoMe 16) 1 pa3Hble BTOpble ITTOOMHEL, BCe 4 reHa
KOTOPBIX HAXO#ATCA B 11-11 XpoMocoMe.

VM3odopmsl (1306e1K1) reMOIIOOMHA YelOBeKa BO3HIKAIOT B Pe3yIbTaTe
OIZHOBPEMEHHOI MM TIOCTIEHOBATEIBHO PabOTHI PasHBIX T€HOB BTOPOTO I710-
6uHa.

Kpowme xopupoBanmst cepun n30¢epMeHTOB-U3006€/IKOB Pa3HbIMU reHaMI
IPYroil TeHeTMYeCKO! NpUYMHON HNonMuMoppuaMa CIYXXUT OfJHOBPEMEHHas
9KCIIpeccus 060X aenelt OfHOTO reHa (KOMOMMHAHTHOCTD). Ayienit a u b
KOIVPYIOT IIMKO3MITpaHcepassl A 1 B B kjieTke 3pUTPOUIHOTO psfia, KOTO-
pble KaTaTU3UpyIOT CUHTE3 B OHO K/IeTKe aHTUIeHOB A 1 B. Tak BosHuKaeT
rpymma IV (AB) kpoBu yenosexa.

)
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Hsodopmbl (H300€/KH) reMorjioduHa YejloBeKa

Conep:kanue B KpOBH
HNaodopma remornoduna B3pOCIOre YenoBeKa, % Crpykrypa
HbA (rnasmbiit) 96 2 a-, 2 B-rnobuna; 4 rema

AK-H21 — TI'nc*

HbA, 2 2 a-, 2 A-rnobuna; 4 rema
Imbpuonaneasii HbF, 2 2 a-, 2 y-rnobuna, 4 rema
rAABHLIA 17151 aMOGPUOHA
¥ 1 pebeHKa B TeueHHe AK-H21 — Cep?
MepBOTO TO/IA KUIHU
HbE smGpuona B Teuenre 0 2 a, 2 E-Tobuna, 4 rema
6 mecsiteB GepeMeHHoCTH

O6pasoBanue TOMMMOPQHBIX GENKOB Omaroapsi KOOMUHAHTHONM (OfHO-
BPEMEHHOIT) 9KCIpeccuy 060MX ajyIeell OFHOrO TeHa: FeTePO3UTOTHI 110 TeHY
ceproByuHO-KIeTouHol aHemuy (HbA/HbS), rpynmna xposu IV (AB) yenosexa:

Mapa roMoNorMYHLIX XPOMOCOM

DepmeHT A Gepment B
Annens a Annens b

MOJIC[CyJ'IHp]-[bIe OCHOBBI H3MEHYHBOCTH OHOJOTHYECKHX BHI0B

Hamenuneoctn
@enoTHNHYeCKA, HIH
Tenernyeckas nmn

HeHacJIeJICTBeHHAS, HITH

Xapakre- HacleACTBeHHasI
Mo HKranHOHHAS

PHCTHKA
Mounekyasiprbrii Wamenenne repBuaHoi Wamenenne nepsid-
MeXaHU3M crpykrypst JIHK wmm re- Hoit cTpyxTypel MPHK

nomuoit PHK 1 Genka

Oumnbiu nporeccos
TPaHCKPUITIHH W TPaHC-
JISILMH 0] IeHCTBHEM
SK30T€HHBIX 1 9HJIOTEH-
HBIX (DAKTOPOB

PexomOunanug B nmpouecce
KPOCCHHTOBepa, OMOKU
PEILINKAIINH, HEPETIAPUPY -
embie nospeskaenus JJHE,
MyTalun

Yposens 1poiecca
M3MEHUHBOCTH
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PaBHbIT KpOCCMHroBep — (QOPMMPOBaHME PEKOMOMHAHTHBIX TaMeT.
IIpencTaBneH MexaHU3M paspblBa — COEAMHEHN A XPOMOCOM IeTePO3UTOT KaK
OZHa M3 MOJie/Iell MeXaHM3Ma PeKOMOMHATYIBHON M3MEHYVBOCTIL.

1
MR St ol e Iee

MCXORHbIE
AHK

OHK 2

Ao

Toukn paspoiga

- e - -

S— S’ II Oee pexom-
| GuHanTHEIE
I AHK

E T

Myrtanun. VicTopudecku nepBbiii IpUMep XMMUYECKOTO MyTareHesa BU-
pyca Taba4HOI MO3AMKM: IPU OKVCIEHUN a30TUCTOI KUCTIOTON L{MTO3UH B
PHK BTM mpespamraecsa B ypanui, T.e. NU3MEHsIeTCA MepBUYHAA CTPYKTypa
BupycHoro resoma — PHK.

Ypaumn
NH2 ﬁ

Uutoaun N7 + HNO,— HN

07 N 07 N

+N,+ H,0

LuTtonormyeckan knaccudukaumusa MyTauumn

SN

HeBonblumne TodeuHble MyTauum «Bonbluues myTauum
(HeBMOMMBIE B MUKPOCKONE) WU XPOMOCOMHbIE aHOManum
Mopdonoruyeckue WameHeHue yucna
U3MEHEHWA XPOMOCOM XpPOMOCOM
MNonunnowngma Axeynnoungus
(4n,8n..) Wnu reteponnonaua
(1n,3n,5n...)
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MonekynsapHbIi MEXaHU3M MyTauum

l. UameHeHue nocnegoBaTensHocTn Hykneotugos B [HK,
T.€. U3MeHeHue nepBUYHON cTpyKTypbl OHK

3ameHsbl BrinageHune Bcrasku
HYKNeoTuaos unwn pgeneuun MW MHCEPLIMK
HYKNeoTaoB HYKNEeoTWAOB
MepemeleHns LOybnukaumm ObpaTHble nepecTaHoBKK
WnKn TpaHcnokauum HYKNeoTnaose N1 MHBEPCUK
HYKneoTuaoe HYKNeoTungoe

MoneKynApHbIii MEXaHN3M BTOPOJ I'PyNNbl MyTaluii CBA3aH C HapY-
mennamn (usmeHennamu) pernukanuy JHK wmm ee perymanum.

Il. UameHeHnune yucna monekyn OHK (xpomocom) B agpe KneTku

Monunnounaua leteponnonaus
(4n,8n..) (1n,3n,5n...)

Myrtanuu, obycmoBieHHble M3MeHeHMeM InepBuyHOi cTpykTypsl JHK,
PasHOOOpa3HBL

Hanbornee HarnsgHbIe MX BapUAHTHI IPeCTABACHBI B TaONUIe C yKa3aHN-
eM OOLIVMX ¥ YaCTHBIX HasBaHUIL, C JEMOHCTpalyell BTOPMYHBIX M3MEHEHUI
nepBuyHOit cTpykTypel MPHK 1 6enka u ¢ yKasaH1eM BO3MOXKHBIX O0COOEH-
HOCTel! pyHKIIMIT MyTaHTHBIX 6€/IKOB-(epMeHTOB.
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1ad£1:4d1o Hounhnadan oUHIHIWE]

9HHEIERH J0HLOCEH

SHHEALRH MY

GOTHLOJINMAH (UUHIYRIIGE ) HHIIOLAY H MOdeLdd ‘HOWRE BIUHL HHTRLAN

)
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MyTanun Tuma 3aMeH HYKIEOTH/IOB IIpEe[CTaB/IeHbl [JeMOHCTPAaTUBHO
B Tabnuiie.

MyTanuu tuna BcraBok HykaeotunoB B JJHK mnu nx Boimagenuit (pene-
1Mif) TpeOYIOT MOHMMaHNA, YTO PAMKM YTEHMS TeHeTUYeCKOrO KOfjla — 9TO
rpaHuisl Mexay tpuiteramu (kogonamu) B JHK u MPHK. Ilpu BcTaBKax-
Je/enyAX HYK/IEOTUOB Ha IpaHNIle KOJOHOB B KOJIMYECTBE, KPAaTHOM TpeM
(3N), pamka He cBuraeTcs (CM. OTAEIBHYIO CXeMy) U O€TOK IPOCTO YAIMHA-
eTcs My yKopayuBaeTcs Ha N aMMHOKMCIIOT.

ITpn BcTaBKax-geneLMsax HYK/IEOTUOB B KOIMNYECTBE, He KPAaTHOM TpeM,
pamka yteHus koga B JHK n MPHK caBuraeTcs u B HonumenTuaHOM ey OT
Mecra MyTanuu u ganee Kk C-koHuy 6enka popmupyercsa Hoas (caydaiiHas)
[OC/IeJOBATE/IbBHOCTh aMMHOKUCIIOT (CM. IPYTYIO OTAEIBHYIO CXEMY).

MyTanusa — BCTaBKa TPpeX HYK/IEOTU/IOB Ha I'PaHNIie KOJOHOB 0e3 CABU-
ra paMKM YTEHIA TeHeTMYeCKOro Kofa

KopoHs! 1 ux HOMEpa Pamku yteHua

WexogHsie OHK 1 MPHK / \ / \
| 1 ! l | L 2 1 ] i 3 1 | i 4 L | 1 5 i |
T J‘I\I | Ll I | I T |

MyTaums — BCcTaeka 3 HyKNeoTMOos

HopmansHeiit Benok
1 2 3 4

5
- M (4] Thl M WX
MyTaHTHil Genok AMWHOKWUCNOTEE U UX HOMepa

1 2 1?/ 3

Y
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MyTanusa — BCTaBKa OJHOTO HYKIEOTH[A CO CABUTOM PaMKM YTEHU A
TeHeTU4eCKOro Koja

Wexoausie OHK n mPHK
1. ] 2,

MyTaumua —ecraska 1 HykneoTuaa

MyTanTHele JHK n MPHK

AP S | PPN LU L
| | IN I I Pl
HoBble pamku W KOAOHSI
MyTaHTHeEIR Benok
1 2 15 16 17
I — i — I — i — i — I
S AN ./
A4 \/
MexoaHeBe aMMHOKMCNOTE! HoBble aMUHOKMCNOTEI

3smeHeHMe PYHKIMOHATBHOI aKTMBHOCTY MYTaHTHBIX OelKoB-dep-
MeHTOB (MHQOpManusa NpecTaBIeHa B Tabnne, CM. BbIIIIe)

JJOTIOTHNUTENIBHO paccMaTpuBaeM CIefyollue CUTyal[u.

1. ITpu Hanuuum myTtauuu (m3Menenus B JHK) pyunxnusa 6enka ocraercs
IIpeXXHeil M3-3a BBIPOXKIEHHOCTY T€HeTHYeCKOTO KOJia M/IU BCIeACTBIE TOTO,
YTO M3MEHEHV I aMMHOKIUCTIOT B OeJIKe HeCyLeCTBEHHBI /11 pabOoThI ero IieH-
Tpa CBsI3BIBaHMsI TUTAHTA.

2. IIpu He6OIBIIOM MSMEHEHNM aKTUBHOCTY (epMeHTa (IIOBBIILIEHNN-TIO-
HIDKEHNM) BEPOSTHBI MUCCEHC-MYTAL[MM UK [eleluy-BCTaBKy 6e3 ciBuUra
paMKM YTeHUs KOfa.

3. TIpu MyTaumsx co CABUIOM PAMKM YTeHNU s KOfIa aKTUBHOCTD OerKa-dep-
MeHTa WM U3MEHsIeTCs 3HAaUUTENbHO, VI YTpadeHa, UIN ABJISeTCSI HOBOIL

4. Tlonnast mHaKTMBaLMs Oenka-pepMeHTa BO3MOXKHA TaKXXe IIPU HOH-
CeHC-MYTalMsIX ¢ 06pasoBaHMeM YKOPOYeHHOTO beka.

()
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l'eneTnyeckas uH>xeHepus (MpuBegeHa 6a3oBas cxemMa IMpoiecca)

Bektop
OHK-1 l
Heobxoaumelin LHK-2 (nnaammaa,
reH o (ar, eupyc)
Knetka-
NPoAYLEHT
PectpukTaza
Am‘pnmaaa
=
@, MPHK
[><]
e
len —

Beenexue Benok
B PELMNUEHT

Hoawin
AHK-nuraza OPQAYEY

PekomBuHanTHan OHK



MemOpaHbl KJ1IeToK

TunoBoe 6GMoOXUMHYECKoe CTpoeHUue
uMTonnasmMaTUYecKon MmemMmopaHbl

Doconunuabl  ABOAHOR
NUNUAHBIA CRoRA

Cmukonunng

Lepamua-

Xonectepon *AKOpb*
OH J

MippocuneHan aoHa Mapodobran soHa

I. Benku MeMOpaH (HyMepauus COOTBETCTBYET PUCYHKY)
1. Tlepucepuyeckne 6enKy B KOMIITIEKCE C YIIeBOfaMM (ITTMKOIIPOTENHBI).
2. TpancmeMmbpaHHble 6enku ¢ rugpododbHbiMu amuuokucnoramu (AK)
BHYTpu MeMOpans! u ¢ ruppodunpasiMu AK Ha BHelHeM 1 BHyTpeHHeM N-
u C-KOHI]aX ITOMUIENTUHO Lel.
3. VMuterpanbHble ey u3 rugpodobusix AK BHyTpyU MeMOpaHBL.
4. 3asikopeHHbIE GeTKM BHe MeMOpPaHBI, CBS3aHHbIE TUIIMITHON HOXKOIL,
HAXOJAIENCS B CaMOiT MeMbpaHe.
II. JInnupgsr meMOpan
1. Am¢udunpasle pochomnnupel (cxema):
a) rmuepodoconunmabl ¢ MOMAPHOI TOTOBKOW U TUAPOPOOHBIMU
OBYMS «XBOCTaMI» KMPHBIX KUC/IOT; CO3MAOT NBOMHOM JIMIIVHBIN
Cr10it MeMOpaHb! (JIeLMTUH);

)
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6) conurodochomunuasy; chrHroMmennH — raaBHBI KOMIIOHEHT MU-
€/IVTHOBOJI 000/I0YKY aKCOHOB HEIPOHOB.

2. AM¢udunbHbIe ITUKOMUINUABL UIN LiepeOpo3uas! (B HelipOHaX — raH-
IJIMO3UJIbI) C MTUMMUAHOM HOXKOI (LlepaMuioM) B MeMOpaHe U € YITIeBOJaMU
Ha ee MOBEPXHOCTH. Posb: leTepMMHUPYIOT TPYIIIbI KPOBU CUCTeMBI A, B, O,
Y4YacTBYIOT KaK pellelITOPbI-aHTUI€HbI BO B3aMMOJEIICTBUM KIeTKY C aHTUTe-
JTaMIU.

3. TuppodobHsIit 1 cnaborugpoduIbHbLIL X0IeCTEPOIL.

AMmdudpunbHbin pochonununpg (bochaTtnannxonmH,
dochaTrnanncepuH)

— Mapodo6HbIi
o S X8oCT

MapodhuneHas [ee KupHbie
ronceka KMCNOThI

dochaTuannxonuH (MewuTIH)

R1—CO—O—CI;H2 DocoxonuH
Rz=CO-0-CH ‘T-[) 1
CHQ_O_?_O_CH2_CH2_N‘(CH3)3

O

C(l)I/IHI‘OMI/ICTII/IH — KOMIIOHEHT MUETMHOBOM 000T0YKM

HO—- CIIH—CH =CH—(CHz)12—CH3,
? ?H —NH—-CO—-R
(CH3)3N"™~CH;—CH;— O—P—0—CH,
DPochoxonuH (Ij' Liepamua nnu N-aumncnHroamnH,

3TO KOMMNNEKC chUHroanHa
1N HMPHOR KNCNOTLI

I'nuxonummp uny aMmpuMILHBIL Hepe6po3ua MeMOpaHbI

YrnesoaHan 4acTe

LUutonnaamartuyeckan Lepamug
memBpaHa KaK AKOpb
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ITonumop}u3mM aHTUTEHOB IPYII KPOBY — IIMKOTUIINTOB U COOTBETCTBY-
ouuXx UM pepMeHTOB CMHTe3a — IIMKo3uaTpancdepas
AHTHUTEHBI TPYNII KpoBU A, B, O — raukonunnpgsl

¢dykosunrpancdepasa (xpomocoma Nel9)

3PUTPOLUT

Antnren O _ _ . _ .
OCHOBHOI (I)YK rain Nam.rak ran TIIK nep

AnTHreH A ¢pyk — ran — NaI.ImK — raja — K — ue@
{

Nar.ran
AnTtures B ¢pyx — rzin — Nan.rak — ram — K — uepQ
ran

Xpomocoma N°9 copep>KUT Tpu a/Iens
misA riuKosmwirTpancgepas A, B u O (cm. meximio Neg)

PasHooOpa3ue pyHKUnit mMemOpaH
BI)II[C)'II/IM TOJIBKO OCHOBHDbIE (1)yHKLU/[I/I:
L] CprKTypHaH pO)'[I) KakK I‘paHI/[LIbI Me)KI[y KJIETKOWM U cpenoﬁ[ n MC)KJIY qa-
CTAMMU KJIETKU;
e y4JacCcTue B MeTa60TII/I3Me KJI€TKWU;
e y4JacTue B Iiepefja4y€ pa3HblX CYITHA/IOB BHYTPb K/I€TKU;
* Y4JacCTHe€ B TPAaHCIIOPTE BEIIECTB Y€PE3 MeM6paHbI.
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MepeHoc Bew,ecTB 4Yepe3 MeMOpaHbl

Crioco6 TpaHCHOpPTa BellecTB 4Yepe3 MeMOpaHbI 3aBUCUT OT HeoOXomm-
MOCTH (QYHKIIMOHMPOBAaHMA OelKa-epeHOCUYMKa ¥ 3aTpaT SHeprum AjisA
TPaHCIOPTa

NaccueHan NaccueHan AKTHBHBIA
npoctan auddyua obneryenHan auddyana TPaHcnopT
Bea Genkos-nepeHoCHHKos
0 B3 SR SRpH C yuyacTvem GenkoB-nepeHocHMKos
Mo rpagueHTy Mpotue rpaguenTa
KOHLEHTpaUMK KOHLIEHTPaLMK
(6ea saTpatel aHepriam) (c saTparTon anepram)
Bt Ct Ct
MepeHoCHHK- MNepeHocHmK-
TpaHcnoprep TpaHcnoprep
AKTHBHBIA
/ TRE
MepBUYHO AKTHBHLIA: BTOPHYHD aKTHEHBIA
Na’K'-AT®asa */// \
Ca’*-ATdasa
H* K*-AT®asa CumnopT ana A AHTHNOPT AnA D

H*-ATdasa
Ar—{ Dy —(
Bt — =

1. TTaccuBHas mpocras angdysus obecrneunBaeT TOCTABKY B KIETKY -
IpoOOHBIX BEleCTB, OTCYTCTBYIOLINX B K/I€TKe W/IVM MMEIOLIUXCS B He6O/Ib-
IIOM KO/MYeCTBe (CTepOUIHbIe TOPMOHBI, IOATUPOHMHBL, IEKapCTBa 1 AP.).

2. IMaccusHas obmerdeHnast nuddysus TaxKe He TpebyeT SHePIUIL /IS TPAHC-
nopTa (IepeHoC Mo IPafjUeHTy KOHIIEHTPALIMY BEIeCTBa), HO UCIIO/Ib3yeT OemoK-
[ePEHOCYNK, T.K. TPAHCIOPTUPYIOTCA depes TMAPOPOOHYI MeMOpaHy TUAPO-
¢dubHBIe BemecTBa (III0K03a, MOYeBIHa, HeKoTopble AK, HeGobIme Genkm).

3. AKTVBHBII TPAHCIOPT MAET IPOTUB IPAfiieHTa KOHLEHTPaLuu 1 TpebyeT
3aTpaT 9Hepruy u 6eIKOB-IIePEHOCINKOB IS TUAPOGIIBHBIX MOJIEKY/I V1 IOHOB.
/151 IepBUYHO aKTMBHOTO TPAHCIIOPTA HYXXHBI O€/IKV — MOHHBIE HACOCHI MIIN
AT®a3nr u sHepruss AT®, npy BTOPUYHO aKTMBHOM IepeHOCe MCTOYHMK SHep-
TMJ — 3SHEPIys IPajyeHTa KOHIEHTPALUM JPYTOro BCIIOMOTATeIbHOTO Bellle-
CTBa B 2 BapMaHTax (CUMIIOPT U aHTUIIOPT, CM. TaO/IUILy).
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YacTHbIE 0COOEHHOCTH TPAHCIIOPTA BELIeCTB Yepe3 MeMOpaHbI KIeTKI

o Jlna nepeHoca BOABI CYLIECTBYIOT Y MHOTHUX BUAOB (OT 6akTepmit 1o Je-
7I0BeKa) 0cO6ble OeKM-aKBAIOPUHBL.

o Jlna mepeHoca MOHOB HEOOXONMMBI CeTeKTUBHbIE CrienududecKue AL
Ka>)KJIOTO MOHa KaHaJIbL, KOTOPble MOTYT paboTaTh B 06€ CTOPOHBI IOJ] BN~
SHMEM PEerynATOpoB (TOPMOHbI, MEIMATOPBI, OKCH]| a30Ta, VD, THM®).
OrtpenbHO IMpefcTaBIeHa cXxeMa TpaHcnopTa noHa Ca depe3 MeMOpaHbL.

o [l BcachIBaHMA NMUILEBOI IIIOKO3bI B CTEHKY TOLIEN KMIIKY BO3MOYKHBI
IIBa MEXaHM3Ma B 3aBMCUMOCTH OT COfiepXKaHMs [TIIOKO3BI B ITHIIle (CxeMa).

MexaHM3MBbI BCAChIBAHMNA ITIOKO3bI B TOHKOM KUIIEYHUKe: IIPY BHICOKOII 1
yMepeHHOI KOHIIEHTPAIUY IMIIIEeBOIl I'TIOKO3bI B IMOTOCTY KMITEYHUKA —
obmeryenHas audQysus, Npu HU3KO0IT — BTOPMIHO AKTHBHBII TPAHCHOPT
o MexaHu3My cumnopra ¢ NaCl

Vena
portae

0O603Ha4eHue: T — BblCOKasd, »L — HN3Kaa KOHUEeHTpauua selecTea
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Tpchr[opT VIOHOB Ka/1bIINA Y€PE3 KI€TOYHbIC MeM6paHbI ¥ BIVISTHVI€ TOPMOHOB
anrnorensuHa Il n ero anraronucra ITH® (npexcepaHoro HaTpuypeTUIECKOTO
¢daxropa) Ha moTOKM KanbLMsA

Na',Ca**-TpaHcnokaaa Kposb
Ca*" 10™ mons/n

Na* K*-AT®a3sa

Na"

\
Ca’-ATdasa-0@

Ca* 10”7 monb/n

f

Ca-kaHan

Ca** 10 mone/n LuTosone

L
Ca”-AT®aza-0@

3HaonnasMaTUieckuin
PeTUKYNym

NH®

\

AHMMOTEH3WH || MembGpaxa
KNEeTKu

HPI/IH].[I/IHI/IaJIbHaH CcX€Ma M€XaHu3Ma Ilei[CTBMﬂ TOPMOHOB Ha MeTabonmmsm

FOpMOHBI

-
KauecTBeHHbIE M3MEHEHWA MONEKYN (hepMEHTOB,
Hanpumep ux grocqopuNUMpPoBaHKe NP y4acTum

apgpeHanuHa (nekuws Ned)

WameHeHWe konndyecTea Monekyn (hepMeHToB
B KMneTke B pesynsrare (hyHKUMOHWPOBaHWS
CTEPOUAHBIX TOPMOHOB U HOATUPOHUHOB
(nekums Ne7)

L.

DepmeHThl, UaMeHeHne
WX aKTUBHOCTH

l

M3ameHeHWe ckopocTu
BroxMMU4EcKnx
peakuvin
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CreguanbHass TEPMUHOMOTHSA IS XapPAKTEPUCTUKM IePefadyy CUTHAIOB
TOPMOHOB B KIIETKY

1. CurHanbHble MOJIEKYJIBI, MV NIEPBUYHbIE BECTHUKM (IepBUYHBIE MeC-
CEHJI>KepBbl), — CaMJ TOPMOHBI, 9JIKO3aHOV/IbI, IMTOKMHBIL, (PaKTOPBI pOCTa.

2. PenjennTopsl TOpPMOHOB B IIMTOIIa3MaTHYeCKOIl MeMOpaHe YU BHYTPU
KJIETKIL.

3. Bropuunble BecTHUKM (BTOPMYHbIE MECCEHKEPhI) A1 TOPMOHOB, He
NPOHUKAWIIUX B KeTKy: TAM®, MO, Ca, JAT, V1D,.

4. BcnomorarenbHble (epMeHTH: mpoTerHkuHassl A, G, C, xanbumii-
Ka/IbMOJy/IMH3aBUCUMBIe IPOTENHKMHA3BL, pocdaTaspr.

5. MeTabonnyeckue pepMeHTHI, HEIIOCPEACTBEHHO KaTaIU3UPYIOLINe pe-
akuy o6MeHa YI/IeBOJIOB, TUTINAOB, 6E/IKOB.

6. Metabonmuam — aHabonmsm (cuHTe3bl) M KaTabommsm (pacmapbl Be-
LIECTB).

Knaccupuxanusa ropMoOHOB I MX PEHENTOPOB IO MeXaHM3MY Iepegaun
CHTHAI0B BHYTPb K/IETOK

I. MexaHu3M nepefayy depe3 HEKATATUTUIECKIIE PELENTOPBI LIMTOIIA3-
MaTM4eCcKNX MeMOpaH:

1) apenmnatuykinasHas cucreMa (AIIC) — mnsa agpeHanyHa, IIIOKaroHa u

HEKOTOPBIX APYIUX IUAPO(GUIBHBIX TOPMOHOB;

2) nunosurondocdarnan cucrema (MOC) — pnsa anrmorensuua I, mus
aJjpeHaTIHa B IeYeHN U B CTydae aHTUANYPETHIeCKOTO TOPMOHA A
[7IaZIKOJ MYCKY/IaTyPbl apTepUIL.

II. MexaHMsM IepefauM dYepes KaTalIUTUYeCKNUe LUTOIIA3MaTHye-
CKI€ pellelTOPbl — A1 MHCYIUHA ¥ IPefCcepiHOTO HATPUYPETUIECKOTO
daxrTopa.

O6a mexauusma (I u II) oTHOCATCS K rUAPOUIBHBIM TOPMOHAM, HE IIPO-
HUKAIOI[MM B KJIETKY, KOTOpbIe Yepe3 BTOPUUHbIE MECCEH/)KEPhl IEePBUTHO
KaueCTBEHHO M3MEHSIIOT CTPYKTYPY (epMEHTOB, a BTOPUYHO — UX AKTUB-
HOCTb. JI/I51 MHCY/IMHA XapaKTePHBI JOIOTHUTETbHbIE MEXaHU3MBI (CM. HIIXKe).

III. MexanusmM mepefauM Yepe3 HeEKaTaIUTUYECKNe BHYTPUKIETOYHbIE
perientops! (B LUTO30/1e WIN sifipe) — [ISI CTEPOUFHBIX TOPMOHOB U JIONTH-
poHnHoB. Bee onu, kak ruspodobHbIE MOIEKYIIBI, IPOHUKAIOT BHYTPb KIETKI
crioco6oM npocToit aAudysun 1 fanee B KOMIDIEKCE CO CBOMMM BHY TPUKIIETOY-
HBIMU PELeNITOPAMI COERMHSIOTCS C PEry/IATOPHBIMI 30HAMI T€HOB I HAa YPOBHE
TPAHCKPUIILI N3MEHSIOT KOTIMYECTBO MeTabOMMIeCKuX (PepPMEHTOB B KIIETKE I,
C/IeOBATEIbHO, MOBBIIIAOT WM ITOHIDKAIOT 001Iy0 (epMEHTATUBHYIO aKTUB-
HOCTb KJIETKI.

Ka>xgpllt TOpMOH ceKpeTupyeTcsi B KPOBb U3 SHJOKPVHHOI Xele3bl Ipu
OTIpefie/IeHHBIX (M3MOTOTMYECKUX, SKCTPEMANbHBIX WMIM IaTONOTMYECKIUX
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COCTOSHMAX YelIoBeKa, ITO COOTBETCTBUE: CTaTyC 4€/I0BE€Ka — TOPMOH HaJo
XOopouo 3HaThb AJ1d I'[paBI/IT[I)HOI;I OLI€HKN M peIIeHNs CUTYyallIOHHBbIX 3ajad.
Huke IIpefcraBiaeHa COOTBETCTBYIOIIAA Ta6m/1ua.

dusuono-
dusuko-
rmyeckoe Xumunyeckas MecTto
FopmoH XUMunyeckue
cocTosiHMe CTpPYKTypa . CUHTe3a
CBOMCTBa
yenoBeka
Mpuem WNHCynuH Benok MapodunbHeiii | Miokosa T-p-kn.
nuLn pancreas
lonop, Imiokarox Mentng MmapodunbHeIl | Miokosa V-a- k.
pancreas
lonog KopTtnaon Ctepoup, MMapodobHbI mioko3a - Haa-
NOYEYHUKN
dunanyeckas | AopeHanuH Moavdunun- mpopodunbHbI | HagnovyeyHukun
paboTa POBaHHbI
cpo4Has TUPO3UH
PocrT, pas- NoaTupo- To xe MapodobHbIN LWntoBngHasa
BUTNE HUHBI xenesa
Ctpecc AgpeHanuH, |Cwm. Bbilwe
KOPTM301
MonoBble TecTtocTepoH, | Ctepongbl MmppodobHble MonoBble xenesbl
DYHKLNN 3CTPOreHbl,
NPOreCTUHbI

ITosTanHbIil MOAPOOHDI aHAIN3 NPENCTABIAEMBIX HVDKe IATH CUCTEM
mepegavy CUTHA/IOB TOPMOHAMY B paMKaX JeKINH HelenecooOpaseH. Boi-
JeTNM OTAeNbHbIe BOIPOCHI.

1. CymiecTByeT HECKONBKO TMUIIOB M MOATUIIOB afipeHOPELENTOPOB —
TpaHCMeMOPaHHBIX ITTMKONPOTENHOB. TaKol MOMMMOPPU3M afpeHOPeLenTo-
POB OTpa’keH B IPUBOAVIMOI HIKE CXeMe.

2. Perymauus afgpeHannMHOM MeTabONMM3Ma ITIMKOT€HA B IIEYEHU MOXET
ocymectBnATbes dyeped ALIC unmu VIOC u cBogutca K pochopunmnpoBaHuio
ruKoreHdochopunassl M IIMKOTEHCUHTA3bl Y K U3MEHEHNIO MX aKTVBHO-
CTU: COOTBETCTBEHHO IIOBBIIIEHNE U TIOHVDKEHNE.

3. JlnA MHCynMHA XapaKTepeH JBOMHONM MeXaHM3M M3MEHEHNA aKTUBHO-
cTu MeTabonuecknx hbepMeHTOB.

I'MapodUIbHBII MHCYINMH aKTUBUPYET TUPO3UHKIHA3Y CBOETO LM TOIIA3-
MaTM4YeCKOTO peIleNTopa, 3aTeM CefyeT KacKaj peakIMil C y4acTueM BCIO-
MoraTe/lbHBIX (epMeHTOB KMHa3 u ¢ocdaTas. [lasee MOTOKYU CUTHAIOB pas-
ABaMBaIOTCA:

()
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a) akTuBMpOBaHHBle ¢ocdaraspl gedochopunupyr Merabonude-
ckyie pepMeHTBI U KaYeCTBEHHO M3MEHSIOT MX aKTMBHOCTD — IIOBBI-
IIAIOT VU [TOHVDKAOT;

6) kuHassl pochopnanpyoT HaKTOphl TPAaHCKPUILIMY, MEHSIT UX
CIIOCOOHOCTD YYaCTBOBATb B TPaHCKpMIUMM (MHAYKLUA WK pe-
Ipeccusi) M 9TUM KOIMYECTBEHHO M3MEHAIOT (epMEHTATUBHYIO aK-
TUBHOCTD KJIETOK-MUILeHel! (TeaTOLNTBI, a/fUTIOL[UThI, MUOLIUTBL).

Ap.peHopeu,enTopbl B Pa3HbIX TKaHAX
Monumopodpusm agpeHopeuentopoB — AR
n30popmMbl — B n o

B, AR CKeNeTHbIX MbiLLLL,
renaTouuToB

AppeHanvH . B, AR agmnountos —— 4. AUC — depMeHTbI

\ ﬁ1 AR myoKkapaa /

a, AR renatouutos — UPC — pepmeHTbl 06MEHa FnKoreHa

Aapenanyi } — > g AR————> WdCCal

HOopaapeHanuH 1 rnagkow
MyCKynart bl
agTegmﬁ yp CokpalleHune
MbILLILL
cocynoB
Aot
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ApeHunnaTuuknasHaga cuctema (ALLC) nepepnaum curHanos
ropMoOHaMm BHYTPb KJIETOK

AneHunatumknasa (AL)
Kpoeb

lopmMoH (agpeHanuH, l
FMOKAroH) 3
UuTonnaamatuyeckan
l Axopb memBpaHa
Cwrnan \
) Y

Axtueaumna AL

Peuentop T

G-Benok
(HoB. npemum 1964, 2012)

v

LiuToaone UAMD «— ATO

HeaktueHas npoTeMHkMHasa A ————————  AxtueHan MNKA
(MKA)

®epmenT-OH + ATO ——»  ®epmenT-OPO4H, + AlD

(OH-rpynna Cep wnu Tpe) /

MameHeHue akTUBHOCTY (hepMeHTa (NOBLILEeHWE UM NOHKEHWE)

WN3ameHeHune cko pocCTH MeTa Bonuama

¢epMEHTbI aKTWUBHbI B MO,E[HQ)HKEIL;HH

ST TN

necthocdiopunMpoBaHHON: chocopUnNUpPOBaHHON:
rNWKOreHCWHTa3a, rnukoreHdoccopuna3a,
MMr-KoA-peaykraaa, TAl-nunasa

auyetun-KoA-kapbokcunasa

&)
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UHosnTtondpocdartHaa cuctema (MPC) nepepaun
CUrHaNIOB rOPMOHaMM BHYTPb KNIeTOK

u uTonnNaamaTuyeckan
Kposeb membpaHa
FopMOHB! /
(aHruoTeHauH )

Docdonu-

nasa C DochartnouncepuH

/

Peuentop
OAr

Ry / /

AKTMBALWA NPOTEWH-

KuHasbl C \

Ca
®ochopunuposaHne
Benkos-thepmeHToB
C M3MEHEHWEM
PeTtukynym AKTMBHOCTH

Y
Fid
4Ca” - kaneMogynuH

/

Kanbumin-kansmMoaynvH-
3aBUCKUMas NPOTEMHKMHA3a
aKTMBHas

docohopunupuposaHme
6enkoB-(pEepPMEHTOB C U3-
MEHEHNEM UX aKTUBHOCTIN

M3meHeHne meTabonnama
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MexaHu3m nepepayvm CUrHasioB CTepouaHbIMU
ropmMoHamMu n TOATUPOHNHAMMU BHYTPb KN1€TOK

Uutonnaamatuyeckas
Koptuzon (K) membpana

Kpoeb /

—

LinTonnaamartuyeckmia

4 peuentop (P)
P /

LinTozonb

Anpo kneTkn

K

v |

AnepHbin > KP—>,

peuentop (P) / ™~ PerynaTopHas
30Ha

vlv LnTo3one

MPHK

!

CwuHtes hepmeHTOB-0enKoB

!

WMameHeHne metabonuama
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MexaHun3m perynsiuuv MHCYIMHOM dpepmMeHTaTUBHOM
aKTUBHOCTU B KJIETKaX MbILLL, )XMPOBOMN TKaAHUN U NeYeHU

WMHcynuH

\ MemBpaHHbIi
KaTanuTuyeckwii peuentop

TUPO3WHKWHAa3a

4 cyBreanHuy

Cy6cerpar peuentopa S-Tup-OH + AT® —» S-Tup-OPO,H,+ Al®

Maneie G-Genkm (Ras)

AKTUBaUMS NPOTEMHKUHAS

CuHTes rmwoT-4
B MBILLLAX U HUPOBOW
TKaHW

DocdopunupoBaHue u akTueauus Ddocdopunupoeatne n MaMeHeHue

npoteuHcpocdaras AKTUBHOCTH (DaKTOPOB TPAHCKPWMLMK
[Nedocdopunuposanve MameHeHne CKOpOCTH TPaHCKPUNLMK,
meTabonudeckux hepMeHToB konuyecTea monekyn MPHEK (MHaykuwa
M M3MEHEHME WX aKTUBHOCTH — WNK PENPECCUA) U KONWYECTBa MONeKyn
KaqecTeeHHas perynauyms cthepmeHTa B KNeTke —

\. KOnNW4YecTBeHHaA perynauva

WameneHne metabonuama
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ITpencepnubii Harpuyperndecknit gaxrop (ITH®D) xax ruppodunbHbIl
TOPMOH 4epe3 TyaHUIaTnuknasHyo cucremy (I'1IC) dochopummpyer un aktu-
Bupyer Ca?*-AT®da3y, KoTopast yMeHbIlIaeT KOHLEHTPALINIO Ka/IbLVIS B IIYITO-
307Ie 3a CYET TPAHCIIOPTA €TO B KPOBD ¥ SH/IOTIa3MAaTUYeCKUIT PETUKYITYM, T.C.
koHeuHbIiT 3¢ ekt [THO npsamo npornsononoxeH a¢pdexTy aHrnorensuxa Il
(cM. BbIlIIe CXeMY TpaHCIOpTa Kanbuys). [leranu — B mexuyy Ne28.

fopMoH — MH®

HeakTuBHblE

4ulfMo E-OH Ca-ATdasbi-OH
N AT® 1
i Al®  Ca-AT®asui-OPOH,
E-0(® aKTUBHble,
3aka4usaioTt Ca
IMporennkunasza G IMporennkunasza G B8 3P 1 B KPOBbL

HEaKTHBHas AKTHBHAada

)



OHepreTnyeckun oomeH. Llenb nepeHoca
anekTpoHos (LIMJ)

MeTa6onuam — 3aTo

1) katabonuam n 2) aHa6onuam

Kartabommam (TpH sTarna)
I. ITumeBsie BemecTBa (IOHOPBI BOAOPO/IA)
IlepeBapuBaHue 1 BcachlBaHUE B KMIIEUHHKE

Crermadrieckuii KaTaboIN3M B KIeTKaX OMOXUMHUUECKUX HHTEPMe-
JIMATOB
[1. O6untit myTh KaTaboaM3Ma — 3TO COBOKYITHOCTD K3€PTOHITYe-
CKUX peakiyii ¢ yMeHbllleHneM cBOOOIHOIT SHEPIUH BeIleCTB

CBoOojiHast BHEPrust

III. Cuntes AT®D B anjiepronnveckoii peaxiy dochopuanposa-
Hua AJID: A/ID + H,PO, + sneprua — ATO + 1,0.

)
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Asa metoaa cuHte3a ATO nyrem pochopunuposaHua AAD

OkucnurtenbHoe

JHeprus OKHcIeHuss (IHeprust
HIEKTPOHOB) BO BHYTPEHHEH MEM-
Hpare MUTOXOHZPUH (B LIeny me-
peroca anektporos — 1[119)

{

Iro okucauresbHoe hocdopu-
smuposarne AJID c obpasosanu-

em ATD

Cy6cTpaTtHoe

< Juepeus —  IHePrus APyrux Makpospru-
UECKHX BEINECTB C Makpoap-
ruueckumu cesasamu (Gonee
30 k/lsx/Mmoan): KD, MITI,
1,3-BOTK, TTO®, cykipnni-
KoA

{

Aro cyberparHoe docdopu-
muposanne AJI® ¢ obpasosa-
nnem AT@®

Jo KAAUAUUA 8 KIemKe

BHyTpeHHsisi MemOpaHa MHTO-
XOHPHit

{

Kucnopon neobxoaum (aspob-
HBII POIiecc)

]_[]/ITO 30/Ib 1 MaTPHUKC MUTO-

XOHpHIT
Bes kucnoposa (anaspobHbIA
mpoiecc)
Inasnwvie gepmenmol
Kunaser

AT®-cunTaza

b

Inepeemuneckan poi

Baznast (nanpumep, obpaayercs
34 AT® npu pacnajge 0fHON MO-
JIEKYJIBI TTIOKO3EI )

Uukn ATO-AOQD

Hebonbmas (Bcero 6 ATD)

OH,+ 0,50, — [1 + H,0 + aHeprus

/ OHeprus \

ALI® + H,PO, «—————— AT® + H,0

Buabl <
pabor:

Pacxog — lMpoaykuwns
ATD TennoTol
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Bupabl paboT c ucnonb3oBaHnem aHeprum ATO:
1) xuMm4eckas — CUHTE3bI BeleCcTB (aHA0OMM3M);
2) MexaHudeckas (paboTa MBIIIIT);
3) anmexTpuyeckas (HEpBHbIE UMITY/IbCHI);
4) paboTa 110 aKTMBHOMY TPAHCIIOPTY MeTabONINUTOB B KIIETKe.

CrpoeHue 0CHOBHOJ MaKpo3primieckoit Monekynsl AT®: ogHa Makpoasp-
IMYecKas CBA3h (TUIbJA) COMEPKUT SHepruio B Kommdecrse 30 kJk/Monp
B CTAaHJAPTHBIX YOIOBHAX U 50 K]I>K/MONb B KITeTKe.

0 0 0

Il Il II
Anerne —Pubosa—0-P-0~0-P-0~0-P-0H
al Bl 7l
CH OH OH

~ Tunkaa, 3HaKk Makpo3Ipry<eckon ceaan

OxkucnurensHoe ¢pochopunupopanue AP nmpoucxogur Bo BHYTpEH-
Hell MeMOpaHe MUTOXOHJPUII 32 CYET IHEPTUY TOTOKA TTEKTPOHOB — IIeNb
nepeHoca 3neKkTpoHos (III139).

9rot cuaTe3 AT cocTOUT M3 ABYX IIPOLIECCOB.

I. Oxucnenne BTopm4HbIX JoHOPOB Bofopopa HATH, ®ATH,, QH, ¢ ne-
PEHOCOM JBYX 97eKTPOHOB Ha OAVH aTOM KIUCIOpOfa U ¢ 06pa3oBaHMeM BOJDI
U, T7IaBHOE, C APOOHBIM 0CBOOOXKIEHIEM SHEPI L.

II. 40-70% cBOGORHOI SHEPIUYU UCTIONb3YeTCA A cuHTe3a ATD:

AI® + HPO,+ sueprus — AT + H,O.

OcTanbHas sHEPrus paccerBaeTCsA B OpraHM3Me B BUJiE TEIIOTHI ¥ CO3aeT
y 4efioBeKa TeMIepaTypy okoso 37 °C.

ITpencraBneHHas Ha ClefyIolIell CTPAHMIIE CXeMa XapaKTepU3yeT BCe KOM-
noHeHTs! LITID 1 mokasbiBaeT OKMC/IEHME, T.€. IIEPEHOC 3MeKTPOHOB U MPOTO-
HOB OT MeTabOo/INTOB Ha KUCTOPOF,.

OJIeKTPOHBI IepeMELIAIOTCs [0 BHYTpPeHHell MeMOpaHe MUTOXOHLPMIL,
a «XMMMYEeCKue» IPOTOHBI Yepe3 MeXXMeMOPAaHHOE MPOCTPAHCTBO [JOCTUTAIOT
aTOM KUCTIOPOJa € ABYMs JOIIO/THUTEIbHBIMY 9/IEKTPOHAMM U 0Opa3yeTcs Bofia.

B npumMeyaHUM K cXeMe IIpUBefieHbl aKTUBATOPhI I MHIMOUTOPLI (hepMeH-
toB 1 mpoueccos B LII13. [IByoxymeit cunoit LITIO ABnsgercsa pefoKc-IOTeHIN-
aJI KOMIIOHEHTOB, T.e. X CPOACTBO K a/ekTpoHaM. Hanbonbinee cpogctBo —
y aToMa KICIIOPO/ia KaK IMTaBHOTO aKI[eNTOPa 37IEKTPOHOB.
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Bropoit npoiecc — HenocpencTBeHHbI cuHTe3 AT® B MUTOXOHAPUAX
METOLOM OKUC/IUTETBHOTO (bOC(bopIAHMPOBaHMH AIlD:
MaTprKC MUTOXOHAPWA

BHyTpeHHAR
memBpakxa

Sueprus + 3A0® + 3H,PO, — 3AT® + 3H,0

MexmembparHoe SEL A
NPOCTPaHCTED L @ opH

H*

(k+1+m)H'=nH"

)
Hapystan MemBpara mToXORAPY

LiuTosons

THN
u”m””awamqecnan wembpana W'

PaccMOTpeHHas XeMIOCMOTIYECKAsT TEOPYsi OKUCIUTENBHOTO (ochopn-
nupoBauusi AT® mo Mutuenny (HobeneBckas mpemust, 1978) 06bsicHseT: ipu
ABYDKEHMN 971eKTpoHOB Broib 1II13 xommekcer ¢pepmentos I, III, IV ogxo-
BPEMEHHO MePeKauYNBalOT BEKTOPHbIE IPOTOHBI M3 MaTPUKCa MUTOXOHZPUIL
B Me&>XXMeMOpaHHOe IPOCTPAHCTBO U HONTOXKUTEIBHO 3apsKAI0T BHYTPEHHIOK
MeMOpaHy. Bo3HMKaeT BTopoil MOTeHIIIa]T — TPaHCMeMOpaHHBII 3/IEeKTPOX Y-
Mudeckuii unm ¢pusudeckas popma snepruiu. [lanee 61arogaps KMHETUYECKON
9HEepPTUM BeKTOPHBIX IPOTOHOB IIPU YYAaCTUM aKTUBMpoBaHHON umyu AT®-
cuHTa3bl (komiekc V) obpasyercsa ATO.
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B nrore B MUTOXOHAPUSX CO3AIOTCS LUK BEKTOPHBIX IIPOTOHOB M LIMKII
ATO-AJID, obecnieunBaOLNi1 SHEPrUei Bce BUAbI pabOT B LIUTO30IE.

MaTpukc MmuTOXOHAPWIA

Linkn
ATO—ALlD

Sy

Al®—> AT

BHyTpeHHAs
memBpana

Ho T H‘

NPOTOHOB

Hapy#Has
membpaHa — >

AT®-Ald-TpaHcnokasa

Uutosons

AlD €—— ATO
y'd
PaBota

THN
uf*l'ronnasmamueclcaﬂ memGpana Ke

B Toukax compsixeHUs1 OKucneHns u GpochopuaMpoBaHs SHEPTU STeK-

TPOHOB 3aTPAauMBAETCs Ha MepeKauKy BEKTOPHBIX IIPOTOHOB, YTO 0becmeydn-
Baet gasee cuute3 ATO.

To4KKM conpAXEeHMA U BenU4uHb! Koadduumenta P/O

BHyTpeHHan
membpaHa

Mupysat CyKkumHaTt Butamuu C ,

2e”

Komnnekc | Komnneke IV

Komnnekc Il
A0 ATO
PIO=3 AD AT PIO =1
PIO=2

)
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Koadunuents: P/O, nnu, Toanee, ATO/O, moKasbIBaIOT, CKONTBKO MOJIEKYIT
ATO® cuHTe3upyeTcs Ipy IOIIOLIEHNM MUTOXOH/PMEN OJHOTO aTOMa KMCIIO-
pona. PasHble HOCUTeNN 9HEPTUM — JOHOPBI Bofopona (Ha cxeme) 06mafaioT
Ppa3HOI 9HEPTUEl, peannsyeMoi B TOYKaX conpskenns. [loaTomy s HUX Ko-
adduruents: P/O 6y11yT OTINYATHCA (TeopeTndecKye BeNMYMHEI 3, 2, 1).

Perynauunsa N3
I. AxkTuBaropsi cunTe3a AT®O
a) BEKTOpHBIE IIPOTOHBI M CO3IaBaeMblil UMU TPaHCMEeMOpPaHHBI IOTEH-
L[MajI BHYTpeHHeil MeMOpaHbl akTuBUpPyoT AT®-cnHTasy;
6) AI® ycxopsier pabory LIS u cuntes AT, ciBuras BIpaBo paBHOBe-
cue peakuyy cuHTesa AT® 1Mo 3aKoHY AeiiCTBYIOIINX Macc:

AJI® + H,PO, - AT® + H,0.

buoxmMmdeckuit )aproH A/ MOC/IeSHeNl peryAlNy — «JbIXaTeTbHbIN
KOHTPOJIb».

I1. Pazo6murenn

Paszo6uiurenu LII9 — ruppodobubie sHmOreHHbIE (IOATUPOHMHBI, OU-
JMUPYOMH M Ip.) ¥ 9K30TeHHBIe (IMHUTPOQPEHON, JUKYMapOI U [ip.) BelllecTBa
co3nanT B rnapodob6HOIl MeMOpaHe JONOMTHUTEIBHBIN KaHAI /1A BO3BpaTa
BEKTOPHBIX IPOTOHOB B MaTPUKC MUTOXOH/IPUIL, YMEHbBIIAs STUM TPaHCMEM-
6panubi moteHuyan u cuate3 AT®. Ho mepeHOC 371eKTPOHOB U MOTTIOLEHME
O, He TOPMO3UTCS, 2 SHEPTUA OKMCTIEHNA PACCENBAELTCA B BUJIE TEIIOTHI U 11O~
BBILIIAET TEMIEPATYPY Tela. JHAOTeHHbIe Pa3oOIuTenu 06ecredynBaT 350-
POBOMY Ye/IOBEKy TeMIlepaTypy Tena go 37 °C.

Paszo6murenu oxkucnenus u pocpopunuposanus AJID

MexaHu3m gencTenA pazobwuTenen LUN3

BHyTpeHHARA PazoBuwmrens

ATD-

CHHTa3a
+

H

Hapyxnasn memBpara Uurozons

()
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III. Iaru6urops ¢pepmenrtos IIID
Jna kaxporo u3 deTbipex pepMeHTaTUBHBIX KoMIntekcos 111D cymecTsy-
10T MHTMOUTOPHI, TIpefcTaBieHHble Ha 06mieit cxeme 1IT13 (ctp. 93). OHu TOP-
MO3SAT IIepeMelljeHNe 37IeKTPOHOB BOJIb LIel ¥ MOITIOLIeHIe KICIOPOia; BTO-
PUYHO TOPMOSAT IlepeMelljeHNe BeKTOPHBIX IIPOTOHOB IOIepeK Lemu (depe3
BHYTPEHHIOI0 MeMOpaHy) 1 T03TOMY yMeHbIIaoT cuHTe3 ATO.
Cpenut MHTUOMTOPOB UMEIOTC:
a) TekapcTBa — 6apOUTypaThl (CHOTBOPHOE aMMUTaN, aMOOapOuUTa), TOp-
Mossiiue HavaabHbll koMineke I (HATH-gerupporenasy);
6) nuaHUABl GIOKMPYIOT KOHEUHBII KoMIUTeKe IV (MTOXpOMOKCHAasy),
Yepe3 KOTOPBIII MPOXOASAT MOTOKM 3MEKTPOHOB OT BCEX MX HOHOPOB
¥ IOTOMY LIMaHU/[bI BBI3BIBAIOT OBICTPBIIT JIeTAIbHBI 9P eKT.

MexaHn3M nepeHoca 3MeKTPOHOB IIMTOXPOMAaMM M MefiblI0 Ha KHUCIOPOJ,
¥ MHTUOMPOBaHNE IUTOXPOMOKCH/Ia3bl IMAHUAMI

Cxema npouecca

7N

e e’ “
e—|Fe* || Fe?'|—| Fe*'| —| Fe*’| > Cu**>Cu" = 0— O

/ !
A em fem [ Tem Fem
,-‘ W __-‘ '
’ Uutoxpoma / Lutoxpom a4
CN CN

IInaHuABl 06pa3yoT CTaOMIBHBIN KOMILIEKC C >Kelne3oM rema Fe** muro-
xpomokcuzassl (I1XO) u takuM o6pasom 6IOKMPYIOT GanbHENIINIT TepPeHoC
3/1IeKTPOHOB Ha KUCIOPOA U cuHTe3 ATO.

AHTHJOTBI IPU OTPABNEHNUAX UAHUTAMI

1. T'moko3a (BHyTPUBEHHO) CBSI3BIBAET CBOEI a/IbJeTUIHON IPYIIIION 1iMa-
HUJ, 10 TUIY U(POBHIX OCHOBAHMIL.

2. Hurpurs okucnamoT Fe** o Fe’* Bo Bcex MojeKkyax opranmnsMa, cogep-
JKAIUX reM, u 6onbpiie Bcero B Hb, KOTOPBIIT CBSI3BIBAET IOYTH BCE L{MAHNUBI
n ocBoboxpaer I1XO ot cmeprenpHoro sima. O6pasosasiuniicst Met-Hb mroxo
neperocut O,, MOXKET BBI3BATh IMIIOKCHIO, HO TIPEIOTBPAI[AeT CMepPTeTbHbII
UICXO[.

Fe’*| + HNO,—> | Fe>*

lem Hb Mem Met Hb
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Hayuno-6uorpadgudeckas cnpaBka

Aprop nacrosmeit nekuyn E.I. 3e3epos B 1956-1957 IT. B iepuop o6y4eHns
B Boenno-memmiunckoit akagemun uMm. C.M. Kuposa nposoanun Ha kadenpe
OVOXMMUY SKCIIEPYMEHTAIbHYIO paboTy (107, pYKOBOACTBOM OyAyIIero akafie-
muka AMH CCCP A.H. KnumoBa) u mokasaii, YTo aHTUOMOTHK CTPEIITOMULIVH
B KMBOTHBIX TKaHAX TOPMO3UT JeKapOOKCUIMPOBaHIe IMPYBaTa U CUHTeE3 LiJi-
TpaTa, a TaK)Xe yrHeTaeT OKucanuTenbHoe ¢pochopunnposanne AP u cuuTe3
AT®, 4T0 00BACHAET €ro MOOOYHOE TOKCUYECKOE felicTBIe Ha mopeil (CuMIio-
suym VISM AMH CCCP «®ochopunupoBanne u GyHKuMs». — JIeHUHTpas:
Msp-Bo «MIOM», 1960. — C. 129-136).



OOwumii NnyTb KaTabonuama
OO6Owas cxema Katabonuama 6enkoB, XXUPOB U YrNeBOA OB

Muwa —> Mepesapuearne— Bonee npocTbie Monekynsl—> BcackiBaHue B KMLWEYHWKe —>
— [locTynneHne B KNETKW W TKaHKW —= Cneundpmyeckne nyTu katabonuwama

/\

OB6wmit nyTe katabonuama (OMNK) MoueBuHa

HALH v QH, [ele’

Ty l

[bixarensHas uenb
MNK Lens NnepeHoca anexkTpoxoe (LN3)

e TSy

ATD MeraBonuuyeckan eoaa (400 rlcyT)

O;

Cneuuduyeckme TepMmnHbl IHEepreTM4eckoro oomeHa
1. IlepBuYHBIE JOHOPHI BOZOPORA — IPOMEXYTOUHBIE IPOXYKTHI KaTa-
6onnsma:
a) crenM@UYecKMX MyTeil KaTabon13Ma— MMPYBAT, ITyTaMITHOBA s KIC/IO-
Ta, XXM PHBIe KICIOTBI, 9TAHOJ, IMuLepoin-3-pocdar;
6) obiero myTy KaTabonusMa — M30LUTPAT, OL.-KETOITTyTaparT, MajaT, CYK-
IHAT.
2. TlepBuuHBIe aKIIEITOPHI BOLOPOAA — HETUPOreHasbl, TOYHEe, UX KO-
depmentst HALTY, HAI®", ®A.
3. Bropuunbie fonopst Bogopopa asa 19 — HATH, ®PAIH,, QH,,.

)
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OO6wuii nyTb kKaTabonnama (ONK) n LN3

l'lnnu,qm aneaogbl Eenm

Mepean 4acTe —
OoKMCneHve nupyeara I'nuu,ean — I'Impyaa'r -— AMMHomcnoml
B auetun-KoA

Au,e-rnn KoA

HupHbIE KWCNOTEI —» Au,e-rnn KoA

UwTpatHeld umkn (um(.n Kpebca wnm uukn

Bropas 4acte —
TPUKapBOHOBLIX KMCNOT)

LUMTpaTHLIA UMKN faet

rmasHOE KONW4ecTBo
HALH 1 QH,

atoMoBs Bogopoga /

UMN3— ObpasoeaHue ATD 1 Boas!

OnK wmn UN3 B MUTOXOHAPUAX

MutoxoHgpua HapyxHas

\ membpaxa

LivTozons
BHYTpeHHARA
membpana

Marpuke

Auerun-KoA

co, co,

Kpoeb

LiuTparHbiA umkn

UwTozone

AT
H0

Mupyear

Mniokosa 0y
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OkucnurtenbHoe aekap6GokcunupoBaHue nupyBarta
(nepe.biii 3Tan)

CH, CH,

I |

C=0  +HAQ' + KoA-SH —— C~SKoA + CO,+ HA[IH + H'

l
COOH Kodepment Kotepment o

Auetun-KoA
Mupysar u

(nWpoBuHorpagHas
KkMcnoTa)

Butamuu PP TMaHToTe-
HoBas
KacnoTa

12 AT® 3ATO
15 AT® ) 15 AT® ]

BTopoi aTan npouecca okucneHus nupysarta B auetun-KoA.
O6a aTana cTpPOro ConpPsi>KeHbl

HADH +H'+ % 0, —> HAD"+ H,0 + aHeprus Ans Tpex monekyn AT

CTpykTypa nupyBaTaerngporeHasHoro kommnnekca (MakK)

JNlunoeeas kucnora (BUTaMuH B ponu KodepmeHTa)

E{-OH(tetpamep) ———  Eo(Tpumep) ——  Ej(avmep)
nupysataekapbokcunasa aueTunTpaHchepasa Auruaponunoar-
T I AerwaporeHasa
Kodbepmentel:  TOA® KoA-SH oAl HAO
ButamuHbl: B, MNaxToTeHoBasA B, PP

Kncnora

HNroro: B cocrase IIJIK naTh BUTAMIHOB ¥ KOG EPMEHTOB, TPM OCHOBHBIX
depmenTa u gBa peryraTopHbIx pepmeHTa:
1) docdarasa gedochopunupyer n aktusupyer E (E-OH); aktusatop
¢docdaTaspl — MHCYIUH;
2) mpOTeMHKMHA3a, HanpoTus, Gocopunupyer u nHakTusupyer E,
(E,-OPO,H).

()
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O6pasosasimiics npu yaactum I1IK anjetni-KoA BeTymaeT B LUTPaTHBII LMK/
(ITK) u «cropaeT» B HeM IO IBYX MOTIEKYIT CO, c omroBpemenHbM cuaTe30oM B I[TK
u B LJI13 12 AT®.

CyMMapHoOe ypaBHEeHue LMTPaTHOro uukna

CH, COOH
(|3~SK0A - <|::o +Al® + HPO, + 3HAD +Q—>
L

éOOH

Auetun-KoA  Oxcanoauetart

COOH
I
—>2C0,+C=0 + KoA-SH + 1 AT® + 3(HAOH + H") + QH,

CHo
I
COOH
1ATO — Ix3ATO =9 ATO 1x2 ATO =2 ATO
meTog cybeTpaTtHoro
thocthopunupoeanna AOD 11 AT® — MeToa OKUCNUTENBHOMO

thochopunuposaHua AOD

dopmMynbl AMMOHHOW KUCNIOTbI U €e CONU — uuTpara

CH,— COOH CHy,— COOH
HO—(|3— COOH (|2H-—-COOH
(|3H2—COOH HO— (|)H—COOH

JIumoHHas kucnoTa, W3onvmMoHHas KucnoTta,
COMb —LMTpaT conb —u3ouuTparT
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LMTpaTHbIN LUK, LUK TPUKAPOOHOBbBIX KUCJIOT, LUK
Kpebca — nonHas cxema

Auetun-KoA
2C
OkcanoaueraTt T UuTtpar
4C H.O 6C
— HAOH
Manat WNaouuTpar
4C
- H,0 HAOQH <=——— \— CO,
dymapar o-KeTornytapar
4C 5C
—— QH, HAOQH ——/— co,
CyKuwmHaT CykumHun-KoA
e \/ e
rme
AT®

MepBag peakuus LUTPATHOrO LUKJIIA

CH, COOH CH,— COOH

| I I
C~SKoA + C=O0 + H,0 —> HO— C— COOH + KoA-SH

I I |
o) CH, CH,— COOH

I
COOH
Auetnn-KoA  Okcanoauetar UuTtpar
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Peakuuun cyoctpaTtHoro ¢pocpopunuposanua rad, AP

n cuHTe3a ATD

COOH
|

(CHy),

” A Makpospru-
O  veckas censs

CyrunHun-KoA

ATo

C~SKoA + Tf® + HzPO, —» (CHy),
|

COOH

|
+ KoA-SH + I'Td

COOH

CykumHar

Kunasa

All®

Peryasaropsl ¢pepMeHTOB 06IIero nyTH KataboamsMa

Peryiupyemslii pepment

AKTHBATOPHI

Huruduropnbl

IlupyBartaeruaporeHasHbIi
romriuteke (11JIK)

HAI*, A1@, nupysar,
KoA-SH, uncynun

HAJIH, ATO®, auerna-
KoA

IprrparcunTasa Oxcaoaretat HAJ/TH, AT®, nuutpar,
cyRIMHII- KoA
Waonurpataernaporenasza | AJID, Ca?t HAJTH

Oo-KeTorjlyTapatierujipore-
HA3HBIH KOMILICKC

AJID, Ca?*, H,PO,

HAIH, ATO®, cykum-
nmi-KoA

ﬂpmeq(mue, HPH paccMOTpeH N 3TON TZl6JII/IL[bI H [4J1d ee [TOHMMaHHuA HaJdo
3HAaThb, YTO B KJIETKE CYMMDbI CJACYIONIHX BEIIeCTB ABJIAIOTCA BeJITYrUHaMM I1I0CTOAH-

opivu: ATO + ATO + AM® = koncranra; HAJTH + HAJ/I™ = koncranTa.

Cxema perynauum ONK un LUN3: (+) — akTuBauuma,
(-) — nHru6uposaHue

MNupysar
\
_» &
- s
- e WHeynuH
f/’ @,r?‘ @____.- ¥
e
@;’ / Auetun-KoA
1
!
I -
r L 8. L3
I oy o7 »
1 N, ’f" A
| KON N
\ 7 e N
‘\ f T~ HAOH
\
v QH2 \
v i\
\J \
\ \
X "“-..@ \
~ e \
L "4-..\ %
= AT —— Al
PaGota

)
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AHa6onunyeckue pyHkummn ONK

I. Ha 6a3e mHOrux metrabomnros OIIK obpasyroTcs apyrue coefHeHN:
aMVHOKUC/IOTBI, )XJMPHbIE KIC/IOTDI, XO/IECTEPOJI, KETOHOBBIE TeJId, TeM.

II. B mpouecce IITK y4acTByeT B KauecTBe «KaTa/lM3aTopa-IepeHOCUMKa»
OKcasoaneTar (IjaBeneBOyKCycHas Kucnora). [y nomnomHenns ero ¢GoHpa 1mo-
CTOSTHHO IIPOMCXOAUT PeaKIys, KOTOPYI KaTaausupyeT MUpyBaTKapOOKCu-
nasa (kopaxTopbl — 6uoTHH 1 Mn):

nupysar + CO, + AT® + H,O > okcanoanerar + AJI® + H PO,.
III. Basxneiiuras anab6omryeckas ynkuua OITK — cunres HAJOH:

Manat Manwk-chepment  Mupyeat

COOH CH,4
| I

CH—OH + HA®' ———— C=0 + CO, + HAO®H + H"
| I

CH, COOH

| WaouuTpataeruaporeHasa

COOH l
Waoyupar + HALJ®"—> oi-ketornyrapar + CO, + HAQ®H + H'.

Hapymenns suepreruieckoro o6mena, nepuuur AT®, runosHeprernde-
CKO€ COCTOSHME

Hedunur ATO Bo3HMKaeT MpY TMIIOKCUY, OTPABICHUAX SJaMU ¥ MHIU-
6utopamu pepMeHTOB, Ipu AedeKTaxX MUTAHNS C HETOCTATKOM I/TIOKO3bI, XKI-
POB, BUTAMMHOB U IIPU HEKOTOPBIX 3a60/IeBaHNAX (CaxapHblil Anabet u fgp.).
Taxk, npu geduiure B muime ButamMnHa B, camxaercs aktusHocTs ITJIK, upy-
BaT IIpeBpPAlAeTCsA B TAKTAT — 3TO IAKTaT-aLU/03.

HacnencTBeHHbIe TUIIOSHEPreTHYECKIE COCTOAHNA PA3BUBAIOTCS IIPU MY-
TallVAX IeHOB (PepPMEHTOB SHepreTideckoro obmMena, Haxopgamuxca B JHK
Axpa Wiy MUTOXOHApuIL. Hanpumep, MyTaluoHHBI geUIUT ODUpyBaTKap-
60KCMIa3pl IPUBOANT K HACTIEICTBEHHOMY /IAKTAT-aIN/03y BCIefCTBIE TIpe-
BpallleHu s U30bITKA IMPyBaTa B TaKTaT.



CtpoeHue u nepeBapuBaHue
yrnesonos.
MeTabonn3m rnukoreHa
(nepBas Ho6enesckasa npemus B o6nactn 6umoxuvnm — 1902r.)

BapuaHTbl CTPYKTYP rFMOKO3bl — 3TN POpPMYJibl HAAO
3HaTb!

cﬁa i c~ o 6CH,0H
b o _T
HO— (|:3—H 3— o]
H— C|:4—OH 4 —J
H— (|35—OH 5 —
H,Cg—OH 6CH,OH

NuHeiHan cTpykTypa Liknuyeckan cTpykTypa Livknuueckan cTpykTypa
no Konnu 1 Tonnukecy CL-IMIOKO3bI
no Xeyopcy

Aucaxapup — caxapo3a Uim o-rnioKonmpaHo3usi-
/1 > 2/- B-ppykTOodypaHo3ng

CHZOH

CL-rnokosa o

oH \OH

f-copyxrosa

OH
HoHc O

OH
CH,OH

OH
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Knaccudpukauunsa yrnesonos

Monocaxapudm Jucaxapuon
lekcoanr | Imokosa (rak) Caxaposa
Cs lanakTosza JlakTosa
Dpykrosa MausnToza
Mszomasbrosa
MMenrossr | PuGosa —
Cs 2-nezokcupubosa
Honucaxapudwv
l'omononncaxapu/iel 13 TTIOKO3LL | ['eTeponosmicaxapuisl M3 pasHbiX
a) TJIHKOTEH; MOHOCAXAPHIOB U JHCAXapH/I0B
6) KpaxMaJl i 1e/U0103a PAcTH-
TeJIBLHOTO IPONCXOMKIIEHNUS
Pons yriesonos:

1) sHepreTuyeckass — mist obpasoBannss ATO;
2) ITacTmYecKasi — IS CMHTe3a APYTUX COeHEeHMIT;
3) cTpykTypHas — GpopMUpOBaHNE MEMOPaH;
4) 3alMUTHAs POJIb T€TEPOIIONNCAXAPUIIOB;
5) yd4acTue B IpOL{ecCax JeTOKCUKALINNL.
VIcTouyHUKM yIIeBOROB:

a) muma — 400-500 r/cyT;

6) SHIOTeHHBII CMHTES.

MepeBapuBaHue yrnesonoB

Orpen weaypouno- | Jlokanmaanus P Katainaupyemas peakiisa Tupoanzyemas
KHIIEYHOTO TpaKkTa | hepMenTa P CBAL
Cyberpar + H,0 Koneumnmii npoxyxr
Porosas nonoers | Cauona a-aMHIasa Kpaxsan =+ | Mansrosa + al =+ 4
HIOMAAKTO3A
[penagnaruneper- | Hankpearite- | a-aMisasa Kpaxyan =+ | Mambrosa + al >4
Hasl KHIIKA cKiii cok H3OMATBTO32
Touknit kumednng | Hlerounas kail- | Mansrasa Mansrosa —+ | 2 rokoaa al =4
¥a amwem Haomansrasa Haomanstosa = | 2 rmwkosa ol =6
KHIIEYHIKS
Caxapasa Caxaposa =+ | [moxosa + al - 2
(pyxTosa
Jlaxraza Jlakrosa = | TanakTosa + Bl =4
IJI0KO33

IlepeBapuBaHue yIIeBONOB MPOVMICXORUT C MOMOLIBIO IMTUKO3UAA3 (KIacc

rUpponas), paspymaromux O-rInKo3ugHbIe CBA3ML.

)
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Cxema pacnapa gucaxapuaoB npu ysactum gucaxapuaas
O-rnuko3naHaga cBA3b

l

| |
| |

\ Hucaxapwn,

H,0

MoHocaxapuab!

f OH HO ———]

o-aMmIasa Kak SHAOITIMKO3MAasa KaTalnu3upyeT pachaj BHYTPEeHHUX
O-IIMKO3U/HBIX CBsI3ell B KpaxMmajle, IJIMKOTeHe U JeKcTpuHax. OcTanbHble
(dbepMeHTBI KaK 9K30TIMKO3MAa3bl OCBOOOXKAAIOT CBOOOHBIE MOHOCAXAPUIBL.

[TepeBapyBaHyue Kpaxmaza ¥ IJIMKOTeHA MPOMCXOUT IIOC/IEfOBATEIbHO
C y4acTyeM aMMIasbl, MajabTasbl (o1,4-cBA3M) 1 M30ManbTassl (01,6-cBA3M) [0
CBOOOHOI ITTIOKO3bI (CXeMa).

ﬂepeBapMBaHue KpaxmMmana v rnmKoreHa
PeayumMpyowuii kKoHel

N N
AT

Touka BETENEHUA CeAze 01,6 Ceras 01,4

o Ci-amuna3za paspssaet
H>0 1, 4-rNUKO3NAHYIO
CBA3L

HeGonswwe g Q
Monekynb! / / / /
[ekcTpuHsl

H,0 7| -amunasa

Mantrtosa WMaomanstoaa
1,4 1,6

Mansroza | H,0 H,0 -7 | Waomansrasa

2 rmioko3a 2 rnioxo3a
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,[[anee MPOMCXOOAUT BCAaChIBAHNE MOHOCAXapuao0oB B BOPCUMHKN CIIU3UCTOMN
TOHKOI'O KMIICYHMKa

SHTEPOLMTH
— pol
MoHocaxapuab

Nunuas
KposeHoCHsIR
COCYAWK
Numcpatuyeckuin
COCYAMK

JABa cnoco6a BcacbiBaHUS MIOKO3bl

1. IIpy 607bLIOI M YMepPEHHOI KOHIEHTPALMM B MOJOCTU KUIIEYHMKA —
croco6 obneryenHot puddysuu c 6enkom-nepenocunxom ITIIOT-2 u ITTIOT-5.

2. Ilpn HM3KOV KOHLEHTPAaL UM — BTOPMYHO aKTVBHbBIN TPaHCIOPT IO Me-
XaHU3MY CUMIIOpTa ¢ moMo1ibio NaCl

ITpu Hanmuuuy y 607IbHOTO SI3BBI XKeNTyAKa caxaposa 6e3 pacmajja MOXKeT II0-
CTyIIaTb B KPOBb U ee OOHApY>KeHMe B KPOBY CBUMICTENIBCTBYET O sI3BEHHOI Ma-
TOJIOTUML.

MexaHu3mMbl BCaCcblBaHUS MN1IOKO3bl B TOHKOM KULLUEYHUKE

rmT-2 1-5 JHTepouuT

O6neryenHan
Anchcpyans

Tniokosat niokosa | Vena
portae
Triokosa Imiokosa 4 MNevetio
TpaHcnopTep —»
Na't
Cumnopt
K4

Na', K*-ATdasa

OboaHaveHwe: T — BbICOKaRA, l — HW3KaA KOHUEHTPpaUWA BellecTea
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HapyweHns nepesapuBaHuvs yrinesonoB
I. HemepeHocuMOCTh MONMOKa (TaKTO3bl) M3-3a jeduimura aKTMBHOCTU
naKTasel. [IpuyanHbL:
— MYTaLMM eHa TaKTasbl (CYMIITOMBI BBIAB/IAIOTCA Y HOBOPOXKAEHHBIX 10
IPUKOpMa);

- pempeccuy reHa 1akTaspl (HapylIeH)sI BOSHUKAIOT OOBIYHO ¥ B3POCIBIX
Jozen);

- nHexuroHHbIe 1 HenHpekuronuble 3ab6oneBanus JKKT n mospexze-
HIS SHTEPOLUNTOB, IPOAYUMPYIOMINX TAKTA3Y.

II. MyTraumuonHas HEZOCTAaTOYHOCTh CaxXapa3sHO-M30MA/NbTa3HOTO KOM-
IeKca pepMeHTOB MIPOSIBIAETCS ITOC/IE BBEEHNMST HOBOPOXK/IEHHBIM IIPUKOPMa
C caxapo3oit ¥ KpaxMajoM.

CuMIITOMBI BCEX PAcCMOTPEHHBIX HAapyLIEHMiT — Juapes, MeTeopu3M
¢ 6071eBBIMY OLIYIEHUSAMIL.

CuHTE3 rmukoreHa

CuHTE3 IPOMCXOANUT B IUTO30JI€ Pa3HbIX OPTaHOB, HO 0COOEHHO MHTEHCUB-
HO B medeHn (comeprxanue 2-6%) u B mbinax (0,5-2%). Monekyna ITI0KO-
3bl 9HEPreTUYeCcKy aKTUBMPYeTCs B ABYX peakuuax (Nel m 3, cxema) u mpu-
coenmusAeTcs K 3arpaske-mpaiivepy [[JIK] craspio al,4 (peakuysa Ne4) mpu
y4YacTUM peryasaTopHoro ¢epMmenTa raukoreHcuHTassl E-OH. dparmenTs! u3
5-7 OCTaTKOB I/TIOKO3bI CBA3BIBAIOTCS C IMHENHOMN 1IeNbi0 O 1,6-TTMKO3UIHBIMU
cBs3sAMU ((pepMeHT «BeTBICHN»).



CTpoeHune v nepesapuBaHue yrnesonos. Metaboamam riavkoreHa 1

@ 1-51 akTUBaUms rnokosbl (MK)

rekcokuHasa
MK+ AT®¢ ———— > [JIK-6-cpoccpar + AP
NOKOKMHA3a
neYeHn
(@) mks chocbornioke- - 4
-O- _—m [y
cocdar MyTa2a cdocdar
@ 2-9 aktuBaymsa MK
TpaHcdepasa
MK-1-dpocdat + YT ————— > Y[Ad-rniokosa + HyP,05
Ceasb 01,4
NN SN N
() yoo-mK + N +yao
° v v
Mpanmep [FﬂK}n+1
(3aTpaBka)
[MMK]y AT
Alle
MmukoreHcuHTasa E-OH YTo
@ Mpouecc «BeTBNEHWS»
O O
e SN \‘\ N
oo000—e C\ > C\
5.7/ H S H
OCTaTKOB Cessb 01,6
MK

CDepMeHT «BEeTBNEeHnsA»

MMuKoreH — OHKOTU4YEeCKUN MaJZIoaKTUBHOE aeno rmiKo3bl

I'muxoren pacxopyerca npm ¢usmdeckoil pabore, crpecce, TONOJAHUN
(B TeyeHue IepBBIX CYyTOK) M Ipu OonesHax. Pacmap npomcxopur nmo ol,4-
cBaA3AM (perynaropHblit depmenT rnukorendocdopunasa E-OPO,H,, cxema)
¢ 0CBOOOXJeHMEM TITI0K030-1-pocdara (90%) u mo ol,6-cBA3AM («HeBeTBA-
muit» GepMeHT, CXeMa) ¢ OTIIeIIeHMeM YMUCTON IMIoKo3bl (10%). ['moko30-6-
¢docdat B MpIIIIIaX BCTYIAET B IJIMKONN3, @ B TedeHU fepochopunmpyercs u
IIOCTYIIaeT B KPOBB IJIsI 0OecIiedeH sl SHepTueil OPraHoB (CXeMa).

()
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IlepBb1ii 3Tan pacnajga rIMKOreHa

H3POy4
o1,6 0]
| 1 / 1 1 | //
I I I I I C\
\ H
al,4
b
H3PO4 [FTIK],, + H3POy4
FmukoreHdocthopunasa
E-OPO3H,

mioko3o-1-chocdar + [MK]

Pasnmnunsa B nmponeccax pacnajga rimKoreHa B He4YeHy M MbIIIax

MukoreH

Imiokoso-1-chocdar

MeveHb Mbiwug!
ioko3o-6-chocdar sy

AkTMBHaA > /< H,0

thoctparasa
— H 3 PO4
CeobopHas rniokosa Mukonua
KpoBb AT®

)
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Cxema paGoThI «IeBeTBAILEro» pepMeHTa

ol4d OnwurocaxapuatpaHctepasa
. a16 01,6
0] 0]
C\ C\
H H
H,O
a1,6-rnuko-
augasa
(0]
7
O m—-C\
Mniokoaa H

Perynanus Merabonusma ImmKoreHa

1. BeicTpas pabota, ronof, cTpecc. AfpeHaNyH 1 ITIOKaroH depes afieHN-
JATIMKIA3HYI0 CUCTeMy Iepefauyl curHana GocHOopMINpyoT U aKTUBUPYIOT
IMKoreHpocopnIasy u IpOUCXONUT paciiaj INIMKOreHa.

2. Tlocrne empl muieBas III0KO3a CTUMY/IUPYET CEKPeLMI0 MHCYINHA, KOTO-
polit gedochopumupyeT IMMKOTEHCUHTA3y, aKTUBUPYA ee U BKJIIOYasA CHUHTeE3
IIMKOTeHa.

3. [mnrenbHas ¢msudeckas paboTa mpuBopuT K pacragy AT u Hakorre-
Huio B Mbiax AM® u AJI®, koTopble annocTepudecky aKTUBUPYIOT MbIIIey-
Hy0 rykorendocopunasy 6e3 ee dochopunmposanus. Ilpogomxaercs pac-
Iaj] ITTMKOTeHa:

OI® o|®

HauBonee
OH OH AKTUBHBLIN (hEpMEHT

L T e NP @

AKTUBHBIA hepMeHT

| I
HeakTueHbIH Ak /AMG) AM®
0@

avmep E-OH
SAMO

AM® AMO

E-AM®
AkTvBHBIA (hbepmeHT
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O06wasa cxema perynaumm oomMeHa ramkoreHa

CkeneTHble MbILLLbI MbILLILBI M NEYEHb
OnutensHasn BricTpas Crpecc lonoa
pabota pabota l
l ¥
ATO—> AMO HepBHbIn AgpeHanuH [MrokaroH
MMMYNbC
Y
Beixog Ca?* LIAM®
13 aHgonnas-
MaTn4ecKkoro
peTukynyma
B LIMTO30Mb
l Y
Ca?*- kanbMoaynuH MpoTenHkMHasa A
AT® e W
Ny KuHasa
E-OH — E-OPO;H,
mukoreHdpocdopunasa \
E-OH T E-OP03H2 m
docharasa mukorex Mioko3sa
Wiy CuHTes
ATD
v [MukoreHcuHTasa
Friokogs E-OH & E-OPO;H,
T H4PO, T H,0
Mpriem nuwm ®ocparaza -OPO;H,
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HacnepcTBeHHble MyTaLMOHHbIE HapyLLeHUs oOMeHa
rmnKoreHa
I. AIMKOreHO3bl — pe3y/nbTaT MyTaLuii T160ro ¢pepMeHTa CHHTEe3a IJINKO-
reHa. CMIITOMSI ([0 TIpyeMa IIIIN): TOLIHOTA, PBOTA, CYAOPOTIL.
II. Tnmkorenossr — medekt mo60ro depMeHTa pacrnaga IPUBOAUT K HAKO-
IUIEHUIO IIMKOTeHa B opraHax. CYMIITOMBI:
a) IIpy Ie4eHO4YHOIt popMe — yBe/ueHHasl [ledeHb U TOLIHOTA, PBOT;
6) mpu MbleyHoi GopMe — MbllIeYHast C1aboCTb, 60U U CYFOPOTH B
MBIIIIAX TPy PpU3NIECKOIT HATPy3Ke.
Obuiee s Bcex GopM O0Me3HM — TUIIOMTIOKO3eMMUs YTPOM HATOLIAK [0
3aBTpaKa.



FMunkonuTuyeckun nyTh pacnapa rnokKo3bl

ITnieBas u CMHTE3MPOBAHHASA B IIEYEHN [TTI0K03a ITOCTYIAET B KJIETKMU Op-
TaHOB C UCnonb3oBaHMeM benkoB-nepeHocunkos IJIIOT u 6e3 3aTpater aHep-

ruu — MeTof, obyerdenHoit Aupdysnn.

TpaHcnoptep Mioko3za

moT \Kpoau

KataGonuam

TpchnopT T/TFOKO3bI B KJIETKM MBI U )KI/IPOBOI‘/'I TKaHU ITPONCXOAUT IIpN

Y9acTuM MHCY/IMHA C YKa3aHHbIMUI 0COBEHHOCTAMI.

MmioT-4
Imioko3a
KPOBM \
l Imiokosa
WHecynuH

WHeynuH
BKNKOYaeT
CUHTE3 rmioT-4

PeuenTtop

>

» |Pubocoma
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TpchnopT HI/IIJ.[eBOf/l TTTIOKO3BI I3 KPOBI (HpI/I €ec I/I36bITK€) B Ir€rlaTOMUThI
IIpY y9aCcTUN MHCY/INHA:

WHeynuH \

WMHruGupoexve
CUHTE3A IMIKO3bI

WMHaykumua rnmomHaau
Iniokoza ——————[nioKo3a + ATm—v- rnioko30-6-thocipar + AP

(= 10mM/n) (konuyecTeo
/ kmenbwaucn// \

FMoT-2 Fnukonua  MnukoreH MexTozodocdaTtHibiR
nyTe

ITpm yMmepeHHOJ KOHIIEHTpalMy HUIEBOM IMIOKO3bI B KpoBu (H0
10 mmonb/n v 180 Mr/m), Korga ypoBeHb MHCY/INHA HEOCTATOYHBI 1 OH
He aKTUBHMPYET I'TIOKOKMHA3y, MNIeBad II0K03a He IIPOHMKAET B IeYeHb U
IIOCTYIIAaeT B 0OLIMIT KPYT KpOBOOOpalleH A A1A CHaO>KeHMs SHeprueil Apy-
I'MX opraHoB. Takoe pacIpefie/ieHue ITIIOKO3Bbl B OpraHyu3Me oOeclednBaeTcs
3a cueT 0COOGEHHOCTell CBOJCTB [IBYX IepBBIX M30(epMEeHTOB KaTabonmaMma
IIIOKO3BI, KaTaIU3UPYIOLIUX OGHY U Ty XKe PeaKLMIo:

rmoko3a + AT® — roko30-6-pocdar + AIID,

HO HaXOJSAIIMXCS WK B IedeHN (ITIIKOKMHA3a), WK B APYTUX OpraHax (rek-
COKMHA3a) I UMemuX pasHble 3 dekTopsl (cM. Tabnnny).

CaoiicTBa H30(hepMeHTOB reKCOKHHA3BI

Croiicrao I'mokokunasza lekcokunaza
(usodpepment IV) (nsocpepmenr I)
Jlokanmuzanms lenmaronntst, B-KI€TKN [TpakTnueckn Bece opraHnl
MOJIKEITY IOTHOM SKeTe3h
CrenuduutocTs AbcomoTHas OrHOCHUTeBHAS (K PA3HBIM

reKco3am)

Cposierso k cyberpary

Huskoe, K, = 10 mmomn/n

Brricokoe, K, = 0,1 myonn /o

cyTeTBUM adperTopa

IpderTopnt Wneymin — unjgykrop I'moxos0-6-docdar —
MHIHOHTOP
AKTHBHOCTb 11PH OT- Huskas Boicokast
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B kieTke cymiecTByeT [Ba pasHBbIX IpOIlecCa pachaja ITKO3bI: ITTUKO-
MUTUYECKUIT WM SUXOTOMUYECKMIT KaTabonn3m ¢ o6pa3oBaHMeM U3 OHOI
TeKCO3BI IBYX TPMO3 U IeHT030¢p0chaTHBIN MO0 allOTOMWYECKUIT ITYTh C OT-
LIEN/IEHMEM OT T€KCO3 IO O HOMY aToMy yriepona B Bupe CO,.

JIBa Bupa rimKonusa

1. AHaspOOHBIII IIMKOMN3 TP OTCYTCTBUMU B KJIeTKe MUTOXOHApUII (9pu-
TPOLNTBHI) MU IIPY HeZOCTaTKe KUCIOpoaa (MBIIIIE B Hauase paboThl U ObI-
CTPO PasMHOXKAIOIIIIeCsT paKOBbIe KJIETKM) 3aKaHIMBAETCS JIAKTATOM C MaJIbIM
BbIXOfIOM 3Hepruu — 2 ATO.

2. A3pO6HBIIT ITIMKOMU3 MPK JOCTATOYHOM YPOBHE KMCIOPOAA 3aKaHUM-
BaeTcst mupyBaTtoM (Bbixof — 8 AT®), KoTopblil fHanee 06s513aTeIbHO OKUC-
nserca go CO,, H O nu ATO (BpixOp, — 38 AT®). IToaToMy caMOCTOATEIBHO
a9pOOHBIT ITMKONNUS He CymmecTByeT. [lonHblit pacmaz rmwokoss 1o CO, — ato
«a3pOoO6HBIT KaTabonmua3m» 13 Tpex aTanos (aspobusrit rmmkous, OIIK, ITID).

IHe preTunuyeckas XapakTepHCcTHRA ITIHKOJH30B

Koanuecrno monexyn ATM
Ipouece Hauano — kounen,
CHHTES pacxoy BBIXO)1
Ananpobuiii K N ATMD 4 2 2
KOG 21IBK - 2 MK
Aspobnwit ka- | TJIK cO, 40 2 38
rabomam TJTK » | H,O
(HOJaHBIT) ATD
1. Aapobupii 11K . AT 10 2 8
FAHKOTHS 211BK
2. 01K IBK 3C0,
N 4 HAJLH
10H
{ ATD 2x15=30 — 30
31 HAJIH H,0
ot, |7 |aTo
Hpumenane,
1. Coxkpamenns: IJIK — rmokosa; HHBK — nuposunorpanas kneaora; MIK
MOVIOYHAA KMCIOTA,
2, Pacuer koomuecrna AT caenan s aspodHOTO FIHKOINEA ¢ MATAT-ACTIAp-
TATHOH HETHOUHOI CHETEMOI,

O6a rmkonu3sa cocToAT U3 10 061 UX peakuii ¢ pa3HBIMU pepMeHTaMU U
13 YaCTHBIX pEeaKLIMI.
IlecsiTb peaxiuit pasjesieHsl Ha TPY TATIA:
1) sHepreTMyecKkas aKTMBALVs IIIOKO3bI IIyTeM ABOHOrO ¢ocdopunn-
poBannus c 3arpatoit 2 ATD;
2) anbpoNbHOE pacliell/IeHVe Ha ABe TPIO3bI;
3) okucnenue u cuntes ATO (cyberpatHoe pocopunuposanue AND).
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CrymeHTaM II0/Ie3HO 3allOMHNTB: HeOOpaTuMble M peryampyeMble peakijun
(Nel, 3, 10); peaximu ¢ pacxonoM (Nel, 3) u cuHTe30M AT® MeTOROM CyOCTpaTHOTO
docopumposanma (Ne7, 10); eNHCTBEHHYIO OKMCIUTENIbHO-BOCCTAaHOBUTEID-
HYI0 peakiio (Ne6), 0611yI0 It 060X IIMKO/IM30B, HO IocTapaomyo 1 HAITH
st cuHTesa 3 AT (MeToxoM OKUCINTENbHOTO (GOchOpUINPOBaHNS) B MUTOXOH-
mpusix (6 AT® st iByX TpMO3) B CiIydae aspoOHOro IIMKO/IN3a.

Peakuumn rnmkosiMTUYeCcKOro pacnaga rnoko3bl

|. SHepreTU4eckan aKTMBALWA FMIOKO3bI NyTeM ee dhocopunupoBaHua

CH,OH UuTosone
H 0,
Mniokosa H H;OH
OH H
HO
H OH
A AT P
H EeKCOKMHa3a
E @ rIOKOKMHA3a
i Al
cH—0-@
H o]
H
I -6~
noko3o-G-thocdar oH H HyOH
HO
H  OH

u3omepasa

l@ miokozo-6-thocdar

®—-0-HC o CH,0H

DpykTO30-6-thocdar H HO
H

AT® PocthodpykTo
- l@ma KMHa3a

MuToxoHaprm
AlA
Il. AnbaonkLHoe paciennexlue ] :@ Anbaonasa
N (*)
?H2_0_® ® (‘:H2_0_® NAD'" NADN
c=0 4—————~ H—=C—0OH —-
| | +)Pi
CH,0H CHO
Luruapokcu- Mmuuepanegerva- Muuepanegerva-
auetoHdpocdar 3-choccpar occar-

AerngporeHasa

TpuosodocthaTtnaomepasa



120 Buoxumus obuas, MmeavumHckas v papmakosiormyeckas

Ill. Peakunn cdrocchoprnnpoBaHnA u cuHTe3a AT®
i
Naktar H—C—0OH

COOH

MUTOXOHAPUSA NAD

@\ NakratperugporeHasa
NADN + H'

CHy
OBumin [

nyTh C=0 [Mupyear
kaTabonusma |
l COOH

uns

ATo
@] MupysaTtkmHasza
All®

CH, Makpoapr

ATG  H,0

®occpoeron- C—0O~

nupysat
NAD by OOH
H.O !
@\){: Enonasa
v
CH,OH

2-cboccpo- HC—0—
rnuuepart |

1
I | GocdornuuepaTMyTasa
1

¥
)
NADN + H (|3H2—0—® Aflld  ATO ?H2_0_®

| |
C=0 _ Makpoapr Cc=0
v |

o= OH
1,3-Bucdrocdormnuuepar 3-thocchornuuepat

DocdornuuepaTkrHaza

Pasnnumna mexay a3poO6HbIM U aHa3POOHbIM
rmukonn3amm

1. Konen npoieccoB — nupysar i 1-ro u 1aKTar s 2-To.

2. AHa3pOOHBII IIMKOMIN3 — CAMOCTOATEILHBLII IPOLiecC, a9pOOHBII -
KOJIVI3 — YaCTbh IIOJIHOTO a3pOOHOr0 KaTabo/mm3Ma ITI0KO3bI.

3. Bropoii IMKonus — BCerfa B 3pUTPOLMUTAX U MBIIIILAX B Ha4aJIbHBII
Hepyof MX paboTHl, 1-1f — B GONBIINHCTBE APYTUX KIIETOK.

(=)
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4. Jlokanusanus B KJIeTKe — 2-1 B IIMTO30j1e, 1-/1 B IUTO30/I€ I MUTO-
XOHJpUAX.
5. DHepreTuyeckas 3¢ (HeKTUBHOCTD BbILIE ¥ 1-T0 — CM. TabmuLy.
6. Perenepanua HAJI' A nocTosHHO uAylieit peakuym Ne6:
a) B aHa9pOOHOM ITIMKOIM3e — 3a cueT peakiyy Nell, KaTanusupyemoit
TMaKTaTHer U poreHasol;
6) B aspobHOM rnmKonuse — 3a cueT okucnenuss HATH B mutoxoH-
Apusax (MeXaHU3M YeTHOKOB); B Cllydae OCHOBHOTO MajlaT-acllapTar-
HOTO YeTTHOKa:

2HAIOH +2 H*+ O, —» 2 HAJI" + 2 H O + sneprus (6 AT®)

Nakratgerngporenasa Boaepar B peakuwio Neb

e re /
2C=0 + 2HA[H + 2H"<—> 2CH—OH + 2HAQ"
COOH COOH

Mupyear Nakrar
IPUTPOLMTOB U MbILLILY

3HayeHMe ITNKOTUTNIECKOTO pacnmajga rrroKo3bI:
1) JHEPreTUIECKoe, 3TO IJIaBHBII MCTOYHUK A1 Mo3ra, IIOo4YeK m Ap.
n eJI[I/[HCTBeHHbH?I A1 SpUTPOUMTOB;
2) IIACTUYECKOE — U3 MeTabOMUTOB pacmajga TI/TIOKO3bI CMHTE3NPYIHOTCA
AMMHOKMCIIOTDI, JKMPHBIE KVC/IOTDI, JKUPbI, XO/IECTEPOII, HYKI€OTUIbI, TEM.

B nepmon moero obydenust B JIeHMHTpamckoil BoeHHO-MeRMIIMHCKOI
akafleMuu u paboTel Ha Kademgpe 6MOXMMHUM HOJ PYKOBOACTBOM Oymyle-
ro akagemrka AMH CCCP A.H. KnumoBa MHOI0 ObUIM M3y4YeHBI peaKIun
[JIMKOM3a U [IMKOTe€HO/MN3a: reKCoknHasHas (Nel — mo cxeme), dpochod-
pykrokunasHas (Ne3), ambpponasHas (Ne4), docdormokomyTasnas. boun mc-
[IO/Ib30BAH pa3pabOTaHHBIIT MHOK B KOMMYIECTBEHHOM BapUAHTE METO] pac-
IpefenTeIbHON XpoMarorpaguu Ha 6ymare rekco3opocopHbIX apupos.
YCTaHOBIIEHO, YTO CTPENTOMUIMH U MEHULW/UIMH B XMBOTHBIX TKaHAX IPK
BBICOKVIX KOHIIEHTPaUMAX He BIMAIOT Ha oTi peakunu (Tpynsr BoeHHO-Me-
DUIMHCKOI akagemuu. — JI.: YIsn-Bo BMA, 1958. — T. 83. — C. 94-111), Ho
CTPENTOMUIIVIH yTHeTaeT OKUcnnuTenbHoe ¢pocopunupoBanue AID u cun-
te3 AT® (cHmkaer BemmumHy koadpouunenta P/O) (Pochopunmupopanne
n pyukya. Cumnosuym VIOM AMH CCCP. — JI.: Msg-Bo MIOM, 1960. —
C. 129-136).
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HacnepctBeHHble HapyLweHMs 06MeHa MOHOCcaxapuaoB

VI3BeCTHBI TONBKO HapyIlIeHM s 0OOMeHa raJIakTO3bI ¥ PPYKTOSBL, HO He IVII0-
ko3bl. [TocenHue TpUBOAAT K IO MIOfA IO POXKIEHNA.

l'amakTo3eMusA HOBOPOXKIEHHBIX BBI3BaHA MYTAllMOHHBIM Ae(bUINTOM Ia-
JTaKTOKMHA3BI U Ta/IaKT030-1-pocdaTypuannrpancdepasbl ¢ HAKOIIEHUEM B
OpraHmM3Me MeTaboMUTOB-IpefIIeCTBEHHIKOB, KOTOPbIE BBI3HIBAIOT MATONIO-
ruio (KaTapakTa, IVPpPO3 IeYeHy, ITopakeHne Mosra 1 modek). [Tostomy mo
IpMKa3y MUHUCTPA 3ApaBooxpaHeHNsA PO y HOBOpOKIEHHBIX JOIKEH Ipo-
BepATbCA YPOBEHb Ta/IaKTO3bl B KPOBIL.

6CH,OH

Cl-ranakrosa

DpykTO3eMMU S BCTpEYaeTCs O4eHb peKo. Bo3HUKaeT Ipy MyTalAX TeHOB
(bPYKTOKMHA3HI M aJIb[[0/TA3bI C HAKOIUIEHNEM B KPOBM QPYKTO3BI U PPYKTO30-
1-dpocdaTa 1 ¢ KOMIEHCATOPHBIM ITOHVKEHMEM YPOBHS ITTIOKO3bL.

6CH,OH  1CH,OH
0

Ol-tbpyKTO3a

()



nioOKOHeoreHes.
Perynauusa rnmkonmsa
N rNiOKOHeoreHesa

FniokoHeoreHes

B pmomonHeHMe K MUIIEBOI [II0KO3€ B OPraHU3Me CUHTEe3UPYETCsI SHIOTEH-
Has DI0Ko3a. [Ipolfecc MpoNCXOANT B PasHBIX OpPraHax, HO Hanbomee MHTEH-
CUBHO B II€Y€H, KOP€ MTOYEK U B KMIIeYHMKE. VICTOYHUKI: MOTIOYHAS KUCIIOTA,
[JIMKOTE€HHbIE AMUHOKIICIIOTDL, [TIUIIEPOIT KUPA.

IIpu cuHTe3e MCIIONB3YIOTCA OOpaTMMBble PEAKIUN [IVMKOIM3a U YeThIpe
coOCTBeHHbIE HEOOpATUMbIe peaKIMu B 06XOM TPeX HEOOPATUMBIX peaKIIuii
[JIMKONN3A.

MonoyHas K1cmoTa (JlakTaT) — IMOCTOSHHBIN cyOcTparT i 06pasoBaHus
[JTIOKO3BI.

MeTa00nM3M MONIOYHOMN KUCSIOTbI

l AHa3poBHLINA IMUKOMW3 B KNETKax |

}

MonoyHas kucnoTa KpoBu

-

Moar CeppaeyHas mbiliua ﬂeleHb Mouky  TOHKWIA KNLLEYHWK
| Mupysart | | Mupyeat |
OBwwmi nyTe karabonuama niokoHeoreHes
Lens CO2z miokosa
nepeHoca
3MNeKTPOHOB
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IlepBas peaknusa — 3To o6paruMas peakuus riukonusa (Nell), karanusu-
pyemas nmakrargerupporenasoii (JIIIT'), koropas y 4enoBeka CyIecTByeT B
BUie AT N30 epMEHTOB.

CH, CH, Mupyeat
Naktar CH—OH+HAL <—> C=0+HAOH +H"
|

I
COOH COOH

ITocnepyronye peakuy rOKOHeoreHe3a

Bonbiias yacte peakijuit IBIsIETCSA TaK)Xe 0OPaTUMBIMU PeaKI{MsIMU [TIN-
KO/MN3a, KpOMe TpexX HeoOpaTMMBbIX peakuuit rmkonusa Nel0, 3 u 1. Bmecrto
HUX B IJIIOKOHEOTeHe3e MPOMUCXOMAT COOCTBEHHbIE YeThIpe HeoOpaTuMble pe-
akyum Nel2, 13, 14, 15.

Peaxmya Ne 12 (BMecTto peakuyy Ne 10 rukonmnsa), GepMeHT NUpyBaTKap-
6okcunasa ¢ kopakropamu — 6motuHOoM 1 Mn?*. TonpKo 3Ta peakiius UfAeT B
MUTOXOHJIPUAX, BCE OCTaJIbHbIE — B IIUTO30JIE.

CH, (iZOOH Oxcanoauetar

|
C=0+CO,+AT® + Hy0 —> CH,+ Alld + HyPO,
|

COOH Cc=0
Mupyeat CIZOOH

Peaxiiys Nel3 takske BMecTO peakuuu riaukonusa Nel0. @epmeHt — kapbocu-
K1Ha3a pocosHoNmMupyBaTa:

?OOH

CH, CH,

I Il

C=0 +T® —> C—0 ~POH, +CO,+ M

I
COOH

GocthoaHonnupyeat

|
COOH
Okcanoauetar

AT®

KuHasa

()
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Peaxiusa Nel4 Bmecto peakuyy Ne3 rmmkonusa. GepmeHT — GpyKT030-1,6-
6ucdocdarasa:

] 1
Ho05FOH,C & CH,0PO4H,

+ H,0 — dpykroso-6-choccpar + H,PO,

x
o
T

OH H
pykTo3o-1,6-6uctocgar

Peaknusa Nel5 Bmecto peaknum Ne 1 ramkonmusa. depMeHT — ITIIOK030-6-

docdarasa: 6CH,0PO4H,

+ H,0— rnioko3a + HyPO,

H OH

Mtokoso-6-thocdar

Pacxop AT® B peakiusx I'TIOKOHeOTeHe3a

Peakuus Pacxop monekyn AT

Ne 12 HeoGpaTumas 1ATO

Ne 13 Heo6paTumas 1 (Fr'TP) ATD

Ne 7 obpaTnmas peakumns rnmkonmsa 1ATD

uTor 3ATD x 2 =6 ATD
Ons cuHTesa 1 Monekynbl riioko3bl U3
OBYX MOJIeKyN nMpyBaTa Hafo 3aTpatutb
wecTb monekyn ATO

O06w,as peakuu1sa CUHTE3a IMMI0KO3bl U3 NUpyBaTa:

2 mupysar + 2 (HAITH + H*) + 6 AT® + 4 H,O — 1 rmokosa + 2 HAJI* + 6 H.PO, +
+6 AIlO.

B cnepyromeit Tabnuile faHa CpaBHMTENbHAsA XapaKTepUCTHMKA peaKIInil
ITIMKOJIN3A U ITIIOKOHEOTeHesa.
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Peakuun fukonns FniokoHeoreHes
HeobpaTumble 1,3,10 12-15
Perynupyemblie 1,3,10 12-15
C pacxogom AT 1,3 7,12,13
C ob6pasoBaHuem ATD
cnocobom:

a) cybcTpartHoro ¢ocdo- 7,10 —

pUAMpPOBaHUS

6) OKMCNNTENBHOIO OKMCNEHNE B MUTOXOH- —

docohopunuposanug onga | apuax HAOH, cuHte3npo-

a9pO6HOro rmkoan3a BaHHOIO B peakumn Ne6

OKMcnNTenbHO-BOCCTaHO- — 6

BUTEJIbHbIE!

a) B aHa3pOBHOM KO- 6, 11 —

nmae

6) B adpo6HOM rnnkonmae |6 u peakuuss OKMUCNEHUs —
HAZLH B MUTOXOHAOPUSAX

Fnoko3onakTaTHbIA LuKa unu uukn Kopu

IIpyu OBICTPOI MBILIEYHON pabOTe IHEPTMI0 MOCTABISAET aHA3POOHBIN
IJIMKONMU3 ¢ HUSKUM BbIxofoM AT® (2 MomeKynbl) U ¢ yhaneHueM M3 MBIIIIL

B KPOBb HEJOOKMC/IEHHOTO /akTara. [locmegHnil MoCTymaeT B Me4eHb, TaM
IIpeBpalllaeTcs B III0KO3Y, KOTOpasi BHOBb MCIIO/NIb3YeTCs MBILIIIAMY JJIS IPO-
RO/DKeHNA paboThl. DTo uMKi! [JOIONMHNUTEIPHO alaHNH YCKOPsIeT IIepeHoC B
IeyeHb TP1O3 (I/II0K030a/IaHIHOBBII LIMKII).

Uukn Kopu

Mbiwyb

Kpoeb

MeyeHb

mioko3a

[Mioko3a -«

MupyBaT — AnaHuH

!

\

— AnauuH — [lupysar

|

Nakrart

> Jlaktar

Pacnap 6enkos mbiwL Npw ronoge, caxapHom guaberte
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Bropoii cyGcTpar A1 ITI0KOHeoreHe3a — ITTMKOTeHHbIe aMUHOKMCIOTHI.

Benku MeILL W APYruX OpraHos

Pacnag

AMUHOKMCNOTEL  <+—— | YyacTue KopTUiona

CHHTES IMIOKO3bI

CxemMa CMHTe3a rioKo3bl U3 aJflaHuHa U acnaparuHoBOM
KUCNOTbI

COOH
AcnaparvHoeas
CH, KucnoTa
CH—NH,
CHj CHj COOH |
| | | COOH
CH—NH; — C=0 —» c|H2 —————————————— + [niokoaa
| |
COOH COOH l|3 =0
COOH
AnaHuH MNupysaT  Oxkcanoauerart

TpeTuii NICTOYHNK: )KUPBI PACafaloTCA B aANIONNUTAX, ITTUIIEPOT MOCTY-
Taer B MeYeHb 151 CHHTe3a ITTIOKO3bI.

|

| KaraGonuam | — | HKUpHBIE KMCNOTLI | —»X| [niokoza |
| MMuuepon | — | MNeyeHb | — | [nioko3a |

IlepBas peakuusa — ¢pochopunuposanne ruuuepona, GepMeHT — IIINIe-
POIKMHA3a.

C|:H20H (IDHZOH

2CHOH + 2ATG —> 2CHOH + A[®
I I
CH,OH CH,0PO3H,

Muuepon Mmuuepon-3-thocdar
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ITocnenyromme peakum

[ 2 rmuuepon ]

}

| 2 rnuuepon-3-chocepar |

|

| 2 purvaporcuauerondpocear (A®) | — | 0A® |

| |

| ruuepansnerua-3-poccpar (TA®) | —» | dpykToso-1,6-Guedocepar |

|

i Mnioko3a I

Perynﬂuvm rmuKkosin3a v rniKoHeoreHesa

9TI/I oBa Hpouecca HPOTI/IBOHOHO)KHI)I, HE MOFyT naTn OHHOBpeMeHHO, qTO

obecrnieynBaeTCs HaIM9MEM:

— PperynAaTopHbIX (epMEHTOB, KaTaIM3UPYIOIINX HeoOpaTUMble peaKIun
(Tabnuia);

- aKTI/IBaTOpOB n I/IHFI/IGI/ITOPOB 9TUX (bepMeHTOB (C paSHbIM MEeXaHNn3-
MOM I[eﬂCTBMH), Cpem/[ KOTOpI)IX TJIaBHBIMMU ABIAKTCA FOpMOHI)I romoga
(FHIOKaFOH, KOpTI/ISO)'I) n I/IHCYHI/IH, (bYHKI_U/IOHI/IpyIOHU/HZ II0CJ/I€ €1bI HpI/I
IOCTATOYHOI KOHIIEHTPALUM [TIIOKO3bI B KPOBHU U OpraHax (cxema).
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Perynauuna metabonmnama rnoko3bl U TPU PErynasiToOpHbIX
umkKna

FMwkonua

Mniokosa

I

MekcoknHaza i B
FriEk GRS < 1-iA UMKn } mioko3o-6-chocthaTtasa
mioko3o- +
+ 6-choccpar
|
+\ PpykTO30-
6-chocchar +

ocpochpykTo- -1 ®pykTo30-1,6-6ucthoccarasa
iasa 3 2-A uprKn 14 py . cthocd

2
o/

DpyKTO30-
+ / 1,6-6ucdocdpar
FniokaroH
koprazon
i ®ocdoaron- ‘A
nvpysat KapBokcukmHaaa
n thoccpoanonnupyeaTta
vpyBaTknHaza 10 3 13 v\
LMKn
12
Mupyearkabokcunasza
FnwokaroH Mupysar N_

FnrokaroH

I\]A

FniokoHeoreHes |

MoHsATHe 0 cyOCTpaTHbIX LIUKJIaX B perynauum
MeTabonn3ma rnokosbl

Tpu Takux nmxIa MeTabonuaMa cybCcTpaToB MOIIM OBl CYIIeCTBOBATD,
ec/y OBl pery/IAaLus OTCyTCTBOBaA (cXeMa). DTV LMKIIbI IIpUBe/y Obl K Ie30p-
raHnsanyy Metabonusma u pacxony AT®. YkasaHHbIe B TabnnIle U Ha CxeMe
TOPMOHBI 1 Jipyrue 3¢ ¢GeKTopbl aKTUBUPYIOT VLM MHIUOUPYIOT PEryisaTop-
Hble PepMEHTHI U HOPMAIU3YIOT OOMEH ITTIOKO3bI.
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B saxno4yeHMe IPpUBOXY 4-11 UK — IUKI 0M(PyHKIMOHATIBHOTO (pepMeH-
12 (BU®).

Monexyna BVI® umeeT fiBe aKTMBHOCTH:

- KUHasa KaTalusupyer cuHTe3 QpyKTo30-2,6-61uchocdaTa Kak annocre-
pudeckoro aktuBatopa GocdoppyKTOKMHA3EI ITMKOIM3A M KaK MHIU-
ouropa ¢pyxT030-1,6-611ch0cdaTassl [TIOKOHEOTeHE3a;

- Qocdarasa kaTanusupyer 0OpaTHYI peakunio pacnaga GpyKkros3o-2,6-
6ucdocdara 1, crenoBaTeNnbHO, AKTUBUPYET ITIIOKOHEOTeHes 1 MHIMOU-
PYyeT TIIMKOMU3.

Lukn pa6oTbl OudpyHKUNOHaNbHOro ¢pepmenta — BUD

+

Y AT® H,PO,
Kwnasa BUP — <—— GQocaraza BUP

AllO H,0

+ -

()



MeHTO30¢doCchaTHbIN NYTh NPEBpaALLEHUS
rnioKo3bl. OOMEH rnoKo3bl B Pa3HbIX
TKaHaX. U3MeHeHune yPOBHS Mi0KO3bl
KPOBU B HOPME U NpPU NaToNormm

MeHTOo30¢doCchaTHbIN NYTb pacnaga rnoko3sbl (MPM)

KpoMe IUKOMMTIYeCKOrO MU ZUXOTOMUYECKOTO ITyTH CYIeCTBYeT IeH-
T030¢hOCaTHBI WM AMOTOMUYECKUII IIYTh C OTIEIIEHNEM OT MOJIEKYJIbI
TJIIOKO3BI IO OTHOMY aToMy yriepopia B Bupie CO,.

[MoproroButenpHas dasa ¢ pepMeHTaMMU ITIOKOKMHA3011 (B [I€YEHN) U TeK-
COKMHAa3011 (B JpyTUX OpraHax):

rmoko3a + AT® - rioko30-6-docdar + ALID.

ITepBas HeoOpatumas okucnurenpHas ¢asa [IOII ¢ perynsatopusiM dep-
MEHTOM ITII0K030-6-pocdaTaerngporeHasoi (cxema).

Mento3odocodhatHbi nyThb (1-9 Ppa3a)

H
HC /0 C il ©
| [ ~~OH
HC —OH HC —OH
[ |
HO—CH O + HAOQ® + HzO/'—o- HO— CH + HAOQOH + H'
| |
HC —OH Tmickoao-G-chocthar-Aemoporexasa HC —OH
| (MHOYKTOP — MHCYNHH, |
HC wuruburop — HALOH) HC — OH
|
H,C — OPOH, H,COPOZH,
Fniowaso-G-thocdar B-hocornoKoHoBaR
KMCNOTE
H;C —OH
|
C=0
|
B-chocthornioxonoBan + HAQ®' — HC—OH + HAO®H + H'+COp

KMCNOTa

|
B-thocthor: -Oenmap HC —OH
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Aee da3bl neHTo30hpocdaTHOro nyTun
CyMmapHoe ypaBHeHUe 1-11 HeOOpaTUMOI OKMCIUTEIBbHOM (a3pl:

6 rx-6-¢ + 12 HAI®* + 6 H,O > 6 menroso-5-¢ + 6 CO, + 12 (HAOPH +H").

Bropas obparumas HeokucnuTenbHas (hasa BKIIOYaeT MHOTO peaKIMil
nepeHoca 2 1 3 yrIepofHbIX GpparMenToB. Ob1mas peakius:

6 menT030-5-¢ + H,0 <> 5 rx-6-¢ +H,PO,.

IIBe ¢pa3pl 06beTUHAIOTCS B IeHT030(0CHATHBIN LK

6 rmiokoaa 1 rmiokoso-6-chocdar

N\

6 rnioko3o-6-hocdar

\ nukonua

5 rmoko3o-6-thocdar

12 HAIGH

1-n HeobBpaTumas

thasa
5 topykTo3o-6-docdar

2-A obpaTtuman
thasza

DparMeHTel
6 CO, C3-C4-Cs-Ce-Cy

6 nexToao-5-thocchar

PHK
AHK

ITomHBIN UK MIPOUCXOANUT B MeUeHY, HaAIIOYCIHNKAX, )KIPOBOI TKAH,
IIOJIOBBIX Y MOJTIOYHBIX JKe/le3aX B Iie/Ax oopasoBanus nenros3 u HAJIQH. ITen-
TO3BI HY>KHBI [/IS] CHHTE3a HYK/IEOTUOB, HYK/IEMTHOBBIX KIIC/IOT ¥l HYK/I€OTH/-
HbIX kopepmenToB. HAJIOH ncnonb3yeTcs B peaKLMAX BOCCTAHOBUTETBHBIX
CUHTE30B B KayeCTBe IOHOpa BOAOpOfia 1 3Heprum (0Opa3oBaHMe XUPHBIX
KICTIOT, XO/IECTEPOJIA, CTEPOU/IHBIX TOPMOHOB, IETOKCUKAI[MsI KCEHOOMOTUKOB,
KaTabonu3M rema, 6uoTpaHcopmanys 1eKapcTs). DpUTPOLNUTAM HEOOXOAUM
tonbko HAJIOH py1s1 3a1umThl reMOrno6yHa ¥ MeMOpaHbl OT OKUCTIEHNA.

()
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Ocodennoctn Metaboauama YIJI€eBOJ0B B PA3HBIX TKaHAX

I'miokosa I'nukoren I
€eHT030-
Opran win TKaHb -
P cnHTes KaTaGomnsM enmres acn q"’f‘baT
(rnukonus) RACA/L | HEHMYTE
[leuenn Ftek * +++ -+ +++
sKuposas Tkanb —~ ++ — - gy
Mbiiist - +++ 4 ot +
OPHUTPOLUTEI - +++ + + e
Mosr — - + + i

MeTab60n13M rnMoKo3bl U INUKOreHa nNnpu pasHbix Gpuanonornyeckux
COCTOSIHUSX YesioBeKa

Mokasartens Nepesapw- Fonop, Duzne- Crtpecc
BaHWe NULLK ckas paboTa

naBHbIE FOPMOHbI MHcynuH miokaroH ApnpeHanuH | AgpeHanuH
KPOBM KopTtnson KopTtnson
KoHueHTpaumsa YBenuyeHve |YMeHblueHne T YBenuyeHue
rIOKO3bl
IniokoHeoreHes3 YMeHbleHne | YBenuyeHune — YBenuyeHune
Pacnag rnvkoreHa YMmeHblueHve | YBenuyeHue YBenuyeHune |YsenunyeHue
CuvHTEe3 rnmnkoreHa YBenunyeHne |YMmeHblueHne | YMeHblueHne —
mnkonna YBenuyeHve |YMmeHblieHne |YBenuyeHue |YsenuyeHue
onkK YBenuyeHue |YmeHblieHne |YBenundeHue |YeenuveHve
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Perynslu,ml KOHUEeHTpauuun rmoKo3bl KpOoBMU

Koptmnzon =—— CHW¥eHWe KOHUeHTPauum

rMoKo3bI

Pacnan 6enkos MmrrokaroH

AMUHOKMCNOTEI —= CuHTes Pacnapg Pacnapg
rMoKo3bl rmukoreHa HpoB

a7

dusandeckan pabora, Muuepon

cTpecc rmokosaa l
ooy ot mman )~ Sunrea
eHanuH rMIOKO3bI
P 32,3-5,5 mmons/n
PECHE])J, ’._,_,.,--”""
rmuKkoreHa 7|/ \
TopmMmokeHue cuHTeza TopmorkeHure pacnaga
rMoKoO3bI rnukoreHa
MHCYnnH

£

MoeblwWeHWe KoHUeHTPpaunn MIoKo3bl

Muwa

KnuHu4yeckunia TecT «caxapHasi KpuBas» Al AUarHOCTUKMN
CKPbITOro caxapHoro auab6eTa (4 KOHTPOJIbHbIE TOYKU ANA
Bpavya-3HAOKpPUHONora)

o]

CaxapHbiié guabet

r'g

WHeynuH

KOHLleH'I'paL.IMFI IMKOKO36I B KPOBKW

5 niokaroH

3,3-5,5 mmone/n Mocne npuema rmioKko3s!
60-100 mr/an
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HapyweHuns o6meHa yrnesonoB

1. HapymeHns nepeBapuBaHNs yI/I€BOROB.
Ce30HHOe MTOBBIIIEHHOE BIeYeHMeE K YITIeBOAaM (M K aTIKOTOJII0?).
lanmaxToseMus u PpyKTO3EeMIUSL.
CaxapHblil ¥ CTEPOV/IHBIIL 11abeThl.
HapymeHus o6MeHa IIMKoreHa.

6. bonpine moO3bl a/IKOTO/A YTHETAIOT ITIIOKOHEOT€HE3 U MIPUBOJAT K I'M-
HOITIMKEMUN:

AN

okucnenue staHona — u3bpitok HAITH cpBuraetr paBHOBecCKe HajeBO
B peaKIMAX:

a) maxtat + HAJI' <> HAJJH + nupysar ——> I/0Ko03a
6) tmepodocdar + HAIl <> HAITH + auokcuarnerorndocdar — rokosa.

B urore yMmeHblIaeTcs KOMMYECTBO NUPyBaTa, AuokcuaneroHpocdara
1 06pasyomIericst 13 HUX [TTIOKO3BL.

7. Hapymennsa oxwucnurensHoit ¢aspl IIOII (Myranum reHa IIK-6-
(bOC(i)aTIIeI‘I/II[pOI‘eHaSI)I) BbBI3bIBAKOT I'€MOJIVN3 I aHEMMUIO.

PS. OrpenbHas nekuysa «Bbrnoxumms ankoronmsMar» npefcTaBaeHa B ayuo-
kypce E.I. 3esepoBa (mpunoxxenue k MoHorpadumu «buoxmmus. Kypc mek-
uuit». — Msn-so MUA, 2014).

ITukn nevatHeix padot E.I. 3e3epoBa mo MeTa6onnsMy 3TaHONA U 1O OMO-

XVIMUM QIKOTOTN3MA

1. 3esepos E.I. buoxuMmieckyie MEXaHU3Mbl OCTPOTO U XPOHUYECKOTO felt-
CTBMsI 9TAaHONA Ha OpPraHU3M 4enoBeka // Bomp. 6mon., men., dapm. xu-
mun. — 1998, N2, — C. 47-54.

2. 3esepos E.I. Anxoronusm. Buoxumudeckue 0CHOBBI IIaTOMOTMYECKMUX MTPO-
neccos (mog pex. wien-kopp. PAH E.C. CeBepuna). — M.: M3n-Bo Mepnun-
Ha, 2000. — C. 211-230.

3. 3esepos E.I. Anxoronusm. JeMeHTbI TaTOOMOXUMMUM ¥ TTATOPU3MOTOT U
(mog pen. akamemuka PAMH WM.II. Amimapuna). — M.: M3a-Bo Jx3aMeH,
2005. — C. 303-325.

Pa6otsi B.C. I'yneBuya u C.E. CeBepyuHa-CT. 10 THCTUNHOBBIM AUIIENTUAM

3aBepyromuii Hamelt Kapenpoit 6umoxumun (1907-1933) B.C. I'yneBny or-
KPBUI B MBIIIIIaX KapHO3MH (1900), KOTOPBIiT aKTUBUPYET SHEpreTM4eckuii 06-
MeH, [IO-uuK, HeATpanusyeT NaKTaT B MBIIILAX U ABAAETCA aHTUOKCUAAH-
toM (C.E. CeBepuH-cr., B.C. I'yneBny).



lNeHTO30p0OCHaTHLIV Ny Th NpPeBpaLLeHus rtoko3sl. OBMEH I/I0KO3bl. . 137

KapHO3uH n aH3epuH

B 3axmoueHMe IMKIIA JIEKIUI 10 S9HEPreTM4eCKOMY 0OMeHYy M 6MOXMMUM
YIJIEBOJIOB CUMTAI0 HEOOXONUMBIM OT[ATh JIJaHb YBa)XKeHVA BBIAIOLIMMCSA
6roxuMuKaM, paboTaBIIMM Ha Haueil Kapenpe, — akagemukam AH CCCP
C.E. CeBepuny-crapuemy u B.C. I'ynesuuy. [locneguuit — 3aBefyromnuii Ha-
wreit kagenpoit 6uoxumuy B 1907-1933 rr. — B 1900 I. OTKPBUI B MBIIILIAX TH-
CTUAVHOBBII (MMU/Ia30/IbHBIN) AUIENTU], — KapHO3MH:

N— COOH
WMmupaaon || H | o B
§.f —CHZ—‘CH‘—'NH‘—“CO—“CHQ“-‘CHz“—NHz
CH___--—’NH ” 2 " J
3
AH3epuH McTranH B-anaHMH

B 60-e roppr npomtoro Beka C.E. CeBepuH-cTapmmit Togpo6HO M3ydnI
POJIb UMUAA30/ICOAEPXKAIMUX JUIENTUAOB (KapHO3MHA U aH3epUHA) M IIOKa-
3aJI, 4YTO OHM 4Yepe3 (pepMEHTHI aKTUBUPYIOT S3HEPreTUIecKuit 0OMeH (I/IMKO-
M3, IJIMKOT€HO/MN3, LIUTPATHBIN LIMKII, OKMCINTeIbHOEe (ochopynInpoBanue
AJI®), nento3odocdaTHBII UMK, HEATPANIU3YIOT JIAKTAT B MBIIILAX U SAB/ISA-
I0TCS AHTMOKCUIAaHTaM.

B 61moxumudeckoil Hay4yHOI TUTepaType OMMCAH COOTBETCTBYIOLINIL (e-
HoMeH CeBepyHa: KapHO3MH U APYTrye MMMA30/IbHbIE IIPOM3BORHbIE BOC-
CTaHaBNMBAKT QYHKIMOHAIBHYIO aKTMBHOCTb MBIIIIL (IIOC/Ie UX YTOM/IEHUS
VTN [IeJICTBIST MUOPETaKCAaHTOB) ITyTeM HMOBBILIEHN BRIOPOCA alleTH/IXO/IHA
B CMHAITIYECKYIO 1je/Tb IIapacUMIaTUIeCKOTrO CHHAIICA.

()



MeXKNneTo4YHbI MaTpPUKC

KieTk1 B TKaHsIX HAXOAATCA B OKPY)KEHNMM MEXXK/IETOYHOTO MAaTPUKCa, KO-
TOPBIII MOXKeT OBITh XXUAKUM (I/Ia3Ma KPOBH), BOTOKHNUCTHIM (COENVHUTENb-
Has TKaHb) ¥ TBEPIBIM (KOCTN).

Mesxknerounslit MaTpukc (MM) cospaeT KapKac TKaHU, y4acTBYeT B fud-
(epeHIManMM K/IETOK ¥ BBIIIONHSAET CHelpuIecKkie QyHKIUNL.

Tpu xommonenTa MM.

1. Oubpusnspusle 6enku (KO/IATeH, STaCTUH).

2. Arperarsl IPOTEOTTMKAHOB C TMATyPOHOBO KMCIOTOM.

3. Hedubpunnspusie 6enxnu (GubpoHeKTHH n Ap.).

KornmareH — riraBHbII 6€T0K COeIMHUTETHHOI TKaHM.

Cocrout u3 Tpex nonunentuaHbix nemneit (mo 1000 AK), cBsi3aHHBIX B OC-
HOBHOM BOJJOPOJJHBIMM CBA3SAMU 3a cueT ruppokcunponuta (I'mpo). @opmu-
pyeT mpaBO3aKpy4eHHYIo cnupanb. B camom MM MorneKkynbl Ko/lmareHa uan
TPOIIOKOJI/IareHa 00PasyIoT CETKY, COeAMHAACh MeX/Y c000J KOBaIEeHTHBIMU
cumBKkaMy (1 poBbl OCHOBAHSA, a/IbJONbHAS KOHEHCALVA U MUPUAIHO-
Bble CBA3KI).

Llemnu konareHa cofepyxat Muoro penknux AK (cm. popmyrner), B 4acTHOCTH
ITpo n Iipo (25%), Imu (30 %), B ocoboit mocnenoBarenbHOCTH: —{ Imu-IIpo-
Impo wn [mus} -

Ilourn Bech ITpo 4enoBeka HAaXOAUTCA B KOJUIAT€HE U €r0 COJEpKaHMe
B MO4Ye CIY>KUT MapKepoM pacliajia KOCTell IIpA PaKe.

IMonunentupHele teny 06pasyoT O-IINKO3UIHbIE CBA3U C TEKCO3aMIL.

CymectByer okomo 30 OT/e/MbHBIX Liemeil KO/UIareHa C pasHOM IepBMY-
HOJI CTPYKTYPOIt, U3 KOTOPBIX IIpM 0O beJMHEHUY 10 TPY Lienu pOpMUpyeTcs
OKOJI0 19 TMIIOB TPOIIOKO/IIAT€HOB [I/I1 pa3HbIX TKaHeN: TUIl 1 — 114 Kocrels,
TUN 2 — IJIsL XPSAeit, TUTL 4 — 11151 6a3aIbHBIX MEMOpPaH.

()



MeXKNeTOYHbIV MaTPUKC 139

TunoBble aMUHOKUCJIIOTbI KOJIJIareHa

H2N\
CH,
|
NH» CH—OH
HO [ |
h ((|3H2)4 ((|3H2)2
‘ — COOH —cooH  CH—NH> CH—NH_
“NH” “NH l |
COOH COOH
MponuH (Mpo) Mapokcu- TnamH (Nus) Mippokewn-
nponuH (Mpo) nuauH (MCNus)

Muko3unupoBaHne rmapoKCUIN3NHA OTAENbHbIX
CBOOOAHbIX Lenei KosylareHa B 9HA0MNJ1a3MaTu4eckom
peTukynyme (9P)

N C
Mmua mwa
0] 0]
lanakTo3a lManakTo3a — [Mtokosa

()
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KoBaneHTHble CBA3KU MeXAy MOoJieKyliaMu
TponokonnareHa B MM

CeA3u TKna Wwiud¢oBbiX OCHOBaHMIA
MeXaY COCeAHMMU MONEKyamMy TPOMoKonnareHa

OKWUCNeHHbIA Nn3nH — CH = Ne — CH, — nnsnH
ofHOW Uenu (annmsmH) BTOpOM Lenu

nVIpM,ElMHOBbI@ CBA3KK
MeXXay Monekynamu TponokonnareHa

OKucnexHble

MupuouH
NMuz vnu Mus

Hror: Momexyna TpomoKonIareHa — 6eNOK CIOKHBI (ITMKONPOTENH),
OTTUTOMEPHBII, GUOPHIIAPHBIN, 006Pa3yIOLNIT IPOYHBII TAXK.

OT1 MOTIEKY/IBI 00beUHSAIOTCS B GUOPIUIIIBL U IIPOYHbIE BOMOKHA, popmu-
py4 cetku B MM.

OTtpnenpHBIEe peaKI[ny, XapaKTepHble 111 MM.

1. ITo mepe BBIXOfja CUHTE3MPOBAHHBIX LIeTell 13 pubOCOM B SHAOMIA3Ma-
TUYECKMIT PETUKYIYM IPOUCXORUT rUuAgpoKcunuposanme IIpo u JIus ¢ obpa-
30BaHMeEM XapakTepHoOro giad MM I'mpo u I'nmus.

()
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Tuppoxkcunuposanue IIpo u J/In3 B sHgONIa3MaTUIECKOM PETUKYTYME:

HAOQ®H + H' Fed*
\ [—S—S—T AckopBUHOBasA KUCNOTa <&~
2[—SH [ermapoackopbuHoean
kucnota Fe2*
%mop

mapokcunasa (Fe”)

Y .
rmpo + CO,

Mpo (u3) + O, + O-ketornyrapar —» Fria). & et

OpgHa uenb
Konnarena

MpumeuaHue: —SH — BoccTaHOBNEHHbLIN MYTATUOH

B nmpuBemeHHBIX peakuMAX ruipokcunuposanus Ilpo m JIus ydactsyer
ackopbuHoBas Kucnora (ButamuH C) Kak JOHOD 97IEKTPOHOB Ji/Is1 MOHA >Ke-
nesa Fe**. TIpn numeBoM HemocTaTke BuTaMuHa C yMeHbIIaeTCA KOMNYECTBO
kodakropa Fe?* mia ruipokcumassl ¥ yMeHbIIAeTCA COfiep>KaHue B KOJUIaTeHe
I'mpo u I'mus. Hapyaercs IpOYHOCTD KOMIAreHOBBIX PMOPUIIAPHBIX CTPYK-
TYp B COCyJaX, KaM/IsApax ¥ BOSHUKAET LIJHTa.

2. Bropoit Bug peakunit — o6pasoBaHue aabpgerugHbIX rpyni JIus u [nns
B He3pe/IbIX MOJIEKY/IaX TPOIOKO/IareHa ((pepMeHT — IM3UTaMIHOOKCUIA3a).
STy TpyNIbl HeOOXOAUMBI /151 POPMUPOBAHMSI KOBAJIEHTHBIX CBS3€il MEXIY
MOJIEKY/TAMM 3P€JIOTO TPOIOKO/Iarena B MM.

// O
[ H

L[el'lh C ocTarkamu
annuauHa u
rMapoKCMannuanHa
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CuHTes n co3peBaHue TponokosnnareHa

UwTosons

2

MagpokcrunuposaHme

C

Pubocomel

L L

T
OH

MukosnnupoBaHue

1
T
o
|

Mekcosa

1
T
(8]
I

Mexcoaa

CBopka

SR XTREXTRIXIZRS| ©

Mpokonnarex

%]

LuTosones

Cekpauva B
MEMHKNETOUHBIA
MaTpUKC

Mpokonnarex

l -——— [MpokonnareHnenTuaasa

Hespenwia Tponokonnared

NuannamuHooKkcKO0a3a

Tponokonnarax ¢ ansaeruaHsLIMKM rpynnamm
O6pasoBaHMe KOBANEHTHLIX CBA3SR MONeKYNamMn Tponokonnareda

KaTta6onmsma KonmareHa mpoyucXoguT Mei/IeHHO 13-3a €T0 YCTONYMBOCTU
K TKaHeBBIM IIpoTea3aM. TonMbKo Zn-cofepikalias KolIareHasa criocobHa cie-
JIaTb OJVHAKOBbIE Pa3pbIBbI CPasy B Tpex Lelsix Mexay [mu u Jleit, o6pasys
¢dparmenTs! gynHoOI 25 1 75%. Bo3bynuTenu 6akTepuanbHOIL ra30BOI raHTpe-
HBI 6/1aTOfIapsi CBOMM KOJIIaTeHa3aM IPOM3BOMST MHOXXECTBEHHBIE Pa3PhIBBI
B KOJIITaAT€HE COeAMHUTENbHON TKaHY Ye/I0BeKa ¥ IPOHMUKAIOT ITyOOKO B TKa-
HU IIPY JJOIIOTTHUTE/IbHOM Y4aCTUM TUaTypPOHNA3HL.

IIpemapatsl KonmareHas MCIOMb3YIOT B KOCMETMYECKNUX Ie/AX A obpa-
60TKM pyOL[OB KOXU IOCIIe PAaHEHMUIA, 0XKOTOB, 00MOPOXKEHUIL.

AnacTuH
OnmacTuH-6en0k u3 opHoit nenu (800 AK) npuobpetaer pubpuniapHyo
CTPYKTYpY Ipy GU3MYECKON HArpysKe Ha CBS3KM, COCY/bI, TKaHb JIETKUX.

)
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Copepyxut muoro rupgpodo6usix AK, Ho orcyrerBytor Imus, Iluc, Met, Tpu.
ITocne cuHTe3a NpepIIecTBEHHNKA-TPOINO31acTHHA ero ITpo rugpokcnnupy-
ercs, JIus okucnsgercs ¢ o6pasoBaHyeM albJerMIHONM TPYIIIBI (KaK B KO-
JlareHe) B COCTaBe aJUIM3MHA, Olarofaps KOTOpoMy GOpMUPYIOTCA NTU3UH-
HOpJ/IEMLIIVH U JeCMO3UH C MUPUJMHOBBIM TeTePOLUKIOM. ITU CTPYKTYPbI
CO3Jal0T CBA3KU-CIIMBKY MEXAY LeNAMY 3/1acTUHa B MM.

JecMO3MH — MPOAYKT KOH/IEHCAIIMM IM3UHA U TPeX aJIZIM3MHOB OT/elNb-
HBIX IleTIeif 371acTHa.

—HN—CH—CO—

Vi3ameHeHre koH(OpManuyu smacTMHa Ipy PU3NYECcKol Harpyske (Lemu
97IaCTVHA OCTAIOTCS CBA3aHBI l6CMO3MHOBBIMY MOCTUKAMMA):

~ Ao
),,Q\ eaﬁarpyaxu
‘f\'/? — / \I/ /

SY AL Pacrakerme

I'nukosamuuornukausl (TAT) unn myKkononucaxapuibl — HOMUMEPHI
3 OBTOPOB U/IEHTUYHBIX AUCAXapUAOB. [IpeficTaBlIeHHBbLI fUcaXapuy sBIs-
€TCsI CTPYKTYPHBIM 57IeMEHTOM TMaTyPOHOBOI KUCIOTBL:

MManypoHoBas KMcnoTa

6 CH,OH

NH—CO—CHz-

[MiokypoHoBas kvcnoTa N-aueTunriKo3amuH
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I'manypoHoBas kucnora B coctabe MM — ocHoBa 11 popMupoBanus 60-
7iee CJIOXKHBIX CTPYKTyp MM.

Hpyroiit TAT — aHTMKOATynAHT remapyH CMHTe3UPYeTCA B TYYHBIX KJIeT-
KaX U YMeHbIIaeT CBePThIBaHME KPOBM 6/1arofaps CHOCOOHOCTH ero KOMIIIEK-
coB ¢ autuTpoMbuHoM III MHrMOMpOBaTh TPOMOUH. [McaxapUaHBII 9/1eMeHT
refapuHa COCTOUT M3 CYIbPAaTUPOBAHHOTO (VI alle TN POBAHHOTO0) TIIIOKO-
3aMMHA U UTYPOHOBOI KMCIOTHI.

T'AT-reTepononucaxapuibl MCHIOMb3YIOTCA KaK JIEKapCTBA [d JIeYeHUs
apTpO30B (XOHPOUTHUHCYIbGAT) U [I/Is1 YCKOPEHM S 3a>KUBIeHNsI paH (Tuany-
POHOBasI KMCIIOTA).

IIporeornukansi (IIT') — rpomaguere nonumepst MM, cocrosiune n3 AT
(95%) u 6enka (5%), cBa3aHHBIX O-ITUKO3UTHOI 11 N-ITTMKO3UIHONM CBA3AMM.
Copepxanue I 0co6eHHO 3HAYNTENBHO B aHATOMIYECKUX CTPYKTYPaAX, HOf-
BepraeMbIx (pu3M4IecKUM HarpysKaM (XPsILIiy, CBSI3KM, CYXOXKUIS).

CtpykTypa npoteornukaHa (M)

Benok

KoBaneHTHasa cBA3b

()
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Eme 6omee cnoknoe ¢popmupopanne MM — arperarbl TManxypOHOBOIT
KICIOTHI (CTep>KeHb CTPYKTYPhI) M IPOTEOITMKAHOB (BeTOYKM Ha CTEp)KHe).

HexosaneHTHee

&I / can 3:‘
| L

o BTN
\p \?/ ~
~~
/
/K\% .
, \20/

Mianypoxoean kucnora

PaccmoTpenHble arperaTsl (C HOMSAPHBIMY YITIEBOAAMI M AHMOHAMI) BMe-
CTe C CeTeBBIMM CTPYKTYpaMy KoJUIareHa cosfaior B MM fierno, B KOTOpoM
YAEPXKMBAIOTCS KaTMOHBI U AUIIONN BOfbL. [ToaToMy cucteMa KoutareHa-TAT-
IIT-arperatoB BBIIIONMHsET aMOPTH3ALVIOHHbIE, PecCOpHbIe GYHKIINMU B CyCTa-
BaX, KOXKe I (pyHKI[MI0 MaJIONIOf|BIDKHOTO pe3epByapa, B KOTOPOM 3aTpyLHeHa
v Pysusa KceHOOMOTUKOB, STOB ¥ KpaCUTEIEN.

Pacmay AT IpOMCXO[UT B IM30COMaX C y4aCTHEM CIIeIaNbHbIX pepMeH-
TOB — ITIMKO3MAA3 U cy/nbdaras. [Ipy MyTaunsx reHOB 3TUX (pepMEHTOB HaKa-
IIMBAIOTCSI MYKOIIO/IMCAXapyabl M pasBUBAeTCs CrielududecKas MaTonorus
COe[JMHUTENTBHOI TKAHU — MYKOIIOMMBUCIIEHO03.

HedubpunnapHsie HeKOIIAT€HOBBIE IIMKOMPOTEMHBI

I'maBHbI 13 HUX — PUOPOHEKTUH, CHHTE3UPYEMBIIl BMECTe C KO/IIATEHOM
B pubpobnacrax. PubponexTnH — 6onburoit (230 x/la), FOMEHHBIIT, ONMNTO-
MepHBIII (IBe LeIN), CIOXKHBII rukonporenH (1-30% yrnesopos). B MM ¢u-
OpOHEKTVH BBIIIONHsET (PYHKLMIO MHTETPAIBHOTO GeKa, KOTOPBIiT 61arofapst
CBOMM 7-8 LIEeHTPaM CBSI3bIBAHUS TUTAHAOB — KOMIIOHEHTOB MM 06 befusi-
eT BCe CTPYKTYPBI, B TOM YIC/Ie «IpUINIIaeT» K IIMKOMIUIINUAAM Y IJIMKOIIPO-
TeVHaM [[UTOIIa3MaT4eCKIX MeMOpaH KJIeTOK.

[Tpy MyTanyAX reHoB KayeCTBO MM KONMNYeCTBO (GMOPOHEKTHMHA CHMXKA-
eTCs, T.e. YMEHBIIAIOTCA €0 aJre3MBHBbIC CBOJICTBA, VM YBEIMYMBACTCA MOA-
BIDKHOCTD Y METaCTaTUYeCKUIT PAKOBBIIT IIOTEHI[MAJT OITyXOJIEBBIX KJIeTOK.

B aTy rpymmy BXO#AT Takke Apyrue afire3uBHbIe 6€/IKM (JTAMVHMH, HUJOTEH).
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Knaccudpukauunsa nunnpos

Knacc nunnpos

DYyHKUUMN

Tpuaunnravueponsl (TAIN)

1. UcTOYHWK SHEprun
2. MexaHuyeckas 3awmTa TKaHen
3. YMeHbLUeHne notepu Tenna

dochonunuapl, rMMKOIMANAbI

CTpYKTYpPHbIE KOMMOHEHTEI MEMOPaH

Bocka — abupbl XUPHBIX KUCOT 1 CAMPTOB

KOMMNOHEHT KOXHOro Xupa 4yenoseka

Ctepougbl: xonectepon (XC)

Xen4YHble KNCNoThbI
rOPMOHbI

KomnoHeHT memb6paH 1 nmnonpoTen-
HoB (J1M)

LLlecTb pyHKUMN

CneuwnanbHble QYHKLMN

)KnpopacTtesopumble BuTammHbl A, D, E, K

CneuunanbHble QyHKLNN

Oriko3aHouapl

CneumnanbHble GyHKLMK

Monekyna XxXupa, Ui Tpuauunramuepon

oL
H,C— O0—CO—R;

Bl
Rp— CO—O0— CH

HgC— O_CO_ R3
o

CnoxHoadupHas cea3b

Hymepaums atomoB yrnepoaa:

1,23 vnm a, B, o
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dopmbl TAT
Mpeo6napaowme | Pusnyeckoe co-
Bup TAT H‘:‘:;;Hr::nee )K’:IprIe fmcnuo-lrbl CTOSIHUE nNpu
(KK) t +25°C
TAI yenoseka 1 xu- | XXupbl HacblweHHble Teseppoe
BOTHbIX
TAI pacteHuin Macna HeHacbiweHHble Knpkoe

OO6Lwasg cxeMma aCCMMUNISLUM MULLLEBbIX TUNNA0B
(kpaTkoe coaepxxaHue AaHHOW Nekunmn)

TOHKWMIA KMLLEYHWK

MonocTs CreHka Kaes Resiene
(aHTEpPOLMTHI)
Muwessle PecuHTes JHpoTenuin Muweson
e | B |07
BUTaAMUHbI
& O anoC-l A,D,EK
g VHCYIUH
3 6® O ©) renapuH
I850
EEES Oo@
e5c 8 NMN-nunasa
r £
m
Y C A J
anoC-ll
> l\mm;:;lmue
CmMewaHHbie KK Mmuuepon —> MMmuuepon
MMUEennb

Mg

OpraHbl

T KK

IIpumeuanue. TAT — Tpmanmnrmuneponsr, XC — xonecrepon, 9XC —
aduper XC, )KK — xupnsie kucmors, MAT-(2) — MOHOAL[MITIUIIEPOIIHL,

XM — xunomukponsl, JIOHII — nunonpoTenHbl 0O4€Hb HU3KOM MJIOTHOCTH.

JIBa MICTOYHMKA KMPOB YeIOBeKa:
1) muiIeBbIe XXUPBL, CyTOYHAsE HopMa — 100 13
2) cuHTesMpyeMble B OpraHu3Me ()KMpoBas TKaHb, TeYeHb U Jip.).

)
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NepeBapuBaHue NULLEBbIX XXUPOB
Pons xemun:
a) SMY/IBIMPOBaHMeE XU POB;
6) akTMBaLMs HaHKPeaTNYeCKOIl INIa3bl;
B) popMMpoBaHMe MULIE/NT, KOTOPbIe 00eCIeYBaIOT BCaChIBaHVe IPOAYK-
TOB IIepeBapMBaHNA B CTEHKY KMIIEYHMKA.

XoneBaq Kkucnorta

Muuennbl xenum

Muuennsi
MpocTblie CmelaHHble
cocchonunuasl ~ 15%
of N* OH N
XBOCTb!
KK
OH
XC ~ 5%
COONa ~ 80% COONa

Conu en4yHblX KMCNoT
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JInnasbl KMLWEYHUKA, KPOBU U XKUPOBOW TKaHU

FopMOH4YYBCTBU-
MaHkpeaTunue- JInnonpoteuHnm-
XapakTepuctuka TenbHasa TAl-
cKasi nunasa nasa (JIM-nunasa)
nunasa
MecTo katanusa MonocTb TOHKOro KpoBb (aHpoTENMin) | AGUNounTbI
KULLIEYHUKa
AkTuBaTop, Xenyb, kKONMnasa lenapuH, anoC-Il, AQpeHanvH,
VHOYKTOP VHCYNUH rIoKaroH
Cy6cTpat ang Muwesblie Xupsbl TATI B coctase XM n | TAT xumposon
depmeHTa JIOHM TKaHU
naeHble NPoAyKTbl | XupHble KNCNOTbl | XupHble KNCNOTbIl, | XKXNPHbIE KNCNOTHI,
peakunu (5KK), B(2)-MAI rnuuepon rnvuepon
Cynb6a npoaykToB | BcackiBaHue B cnu- | NpOHMKHOBEHME B | Bbixog, B KPOBb
peakuumn 3UCTYIO TOHKOIrO KNIeTKN OpraHoB
KULLIEYHUKA

HaHeraTI/I‘{eCKaH /Inmna3a CMHTE3MPYEeTCA HeaKTUBHOI, HO B IIOJIOCTU K-
II€YHMKaA €€ aKTUBUPYIOT:
— JKE€/I4b IICYEHI,

— KOJIMIIA32 MTOJKETyJOYHOI XKeTIe3bl,
— 6uKapOOHATBI ITOJKENTYOYHOI >Kele3bl co3aaloT ontumMym pH=7,5-8,0.
[Tponykrer nepeBapusanus xxupa OKK, MAT') B cocTaBe cMellIaHHBIX MU-
Lle/I/T TOCTYNAIOT B SHTEPOLMTHI, B KOTOPHIX IPOMCXOAAT PECUHTE3 XIpa U
¢dbopMupoBaHNe TUIIONPOTENHOB — XMIOMUKPOHOB (XM), TpaHCIIOPTUPYIO-
IIMX fajiee 110 OPraHM3MYy NUILEBbIE XK PDI.

Pacnap TAI, kaTanusanpyembii NaHKpeaTUu4eckom

auna3somn

H,C—0— COR,

R,—CO—0—CH

H,C—0— CORg

TAI

H,0

R1COOH

H,0

H,C—OH

R;—CO—O0—CH

H,C—O— COR;

OATI

R3COOH

o
H,C —OH
|B
R;—CO—O0—CH

H,C—OH
o

MAI

()



150 Buoxumus obLyasi, MeanumHckas n papmakosiormyeckas

PecuHTe3s xupa

Auun-KoA-cuHTeTaza

RCOOH + KoA-SH + AT® —2+l~ R— l(‘i ~ SKoA + AM® + H,P,0;
Mg
0]
Aumn-KoA

Aumn-KoA  KoA-SH Aumn-KoA KoA-SH

S NS

B(2)MAT = A
Eq

> TAlI

PecuHTe3 K1pa B SHTepoLMTaX 1 GOPMUPOBaHIE XMTOMUKPOHOB

JHTepoumT SHTEpPOUUT SHTEpOUNT
CmellaHHble . TAT u XC
MULennbl nocne pecuHTesa
SHTepoumT Hespenbii XM
dopmuposaHue
XM

. Q : n“M‘ba -;

» KpoBb » CospesaHue XM B KpoBu

Co3speBaHue JII B KpoBU

anoC-ll

Heapenbii XM
Comeprur TAL 3XC, | — 3peneiii XM anoE «—— BN

anoA, anoB-48 u apyrve
anofn /
anoA
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TunoBoe cTpoeHue Bcex nunonpotreuHos (J1M)

+
MNepuctbepuyeckuin N ®octonunug
anofln /

OH Xonecrtepon

WHTerpansHsIR
anoin —

JlunonpoTteuns (J1M)

HaseaHwe CokpalweHwe Copep- | 3nekTpo-
#auune, | dopes
%
Buoxumuyeckoe KNUHK4ecKkoe pycck. | aurn. | dpaHu. B
XUNOMUKPOHBI — XM — Chm 0 © Crapr

JlunonpotenHsi Mpe-f- NIOHN | VLDL | LTFD 15
OYEeHb HU3KOWN NUNONPOTEUHBI
NAOTHOGTH

JunonpoTenHs B- nHN LDL LFD 60 .
HU3KO# NUNONPOTENHBI
C)

MAOTHOCTK

NunonpotenHs! o- nen HDL LHD 25
BbICOKOW NUNONPOTEUHBI
NAOTHOCTH




152 Buoxumus obuas, MmeauumHckas v papmakosiormyeckas

Ha spenpie XM B xpoBu geiictyet JIII-nmunasa, HaxopAmaACca Ha MOBEPX-
HOCTM SHZOTENN S KalUIAPOB:

JM-nunasa B KpoBK

> ‘OcraTquble XM Ges TAI'l —

YpaBHenue peakuun, Karanusupyemon JIII-nunasoi. Peakuus nmpoucxo-

ouT BHYTpu XM:
TAT + 3 H)O — mnnepon + 3 )XMpHbIE KUCTIOTBL

OcraTtouHble XVIJIOMUKPOHBI Tajiee HOCTyHaIOT B rerraToumThl C IIOMOIIBIO
PeLeITOPHOTO SHAOLUNTO3d, JOCTABIIAA B MeYeHb XMPOPAaCTBOPMUMbBIE BUTA-
MMHBI ¥ INIIEBOI XONEeCTEPOL.

anoE — () E-peuentop

OcTatoqHbi XM

OcrarosHein XM

Fenatouwt

OO6Lw,as cxeMma acCCUMMUNALUM NMULLEBbIX TIUNNA0B

TOHKMA KMLWEeYHWUK

KpoBb MeveHs
CreHka
Monocre (aHTEepOoOUWTBI)
Muwessie PecuHTes IHaoTenwvia Muuwesoi
HMUPB U TAM u o — xC,
3xC 3IXC BUTaMMHbI
- o anoC-I| A,D,E,K
@ . MHCYNUH /
§ 5 P O @ renapuH
Z353
EES ug O @)
§ 558 nnN-nunasa
= E4
o
=

CmewaHHble Mmuuepon — Muuepon
MULEnnel

anoC—I%

OcratodHble

—b. l\ -
}liK

OpraHel KK
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CpaBHeHue cBoiicTe XM u JIOHN

MokasaTenb XnnoMunkpoHbl JIOHN

Copepxanue TAT, % 90 (NuLLLEBbIE XMPbI) 50 (>XMpbl, CUHTE3UNPO-
BaHHbIE B Ne4YeHn)
CopepxaHune ceobos- 6 20
HOro xonecTepona u ero
apupos, %
CopepxaHue 6enkos, % 2 (anoB-48, anoC-ll, anoA, | 10 (anoB-100, anoC-lI,
anoE) anoE)

CopepxaHmne pochonu- 7 18
nnpos, %
Pasmep (anameTp), HM no 500 no75
MnoTHoCTb, r/cm?® <0,95 1,0
Bpems xn3nu (8o pac- Heb6onblioe, 0,5-2,0 He6onbloe, 0,5-2,0
napa), 4
OnekTpodopeTnyeckas MpakTuyeckn oTCyTCTBYET | [IBMXEHME K + aniekTpoay
NoABUXHOCTb

HapyweHuns nepeBapmMBaHnsg 1 aCCUMUISLUU NULLLEBbIX
XXNPOB

Henacnencreennsie 3a60meBaHsA

JKemuHokaMeHHas 60/Ie3Hb — XONECTEPONIOBBIE 1 peXKe OMIMPYOUHOBBIE
KalblU(pUIMPOBAaHHbIE KAMHM IIPENATCTBYIOT IOCTYIIEHMIO JKEMT4M B KU-
MIEYHVK U BBIIIOJTHEHNIO ee cBoMX GyHKImII (cM. Bbire). Hapymurens! mepesa-
puBaHUe ¥ BcacbiBaHue Xupa. CHMIITOMBL: CTeaTopes ¥ edeHOuHble 60Mu.

OcTpblit MaHKPeaTUT MPUBOAUT K YMEHBIIEHNI0 06pa3oBaHMs MaHKpea-
TUYECKOI INTIA3hl ¥ TaK)Ke K HAPYIIEHNIO IlepeBapMBaHsA M BCACBIBAHNA JKI-
poB. CHMIOTOMBIL: CTeaTopest 11 abJOMIHa/IbHbIE XapaKTepHbIe 60MN.

HacnepgcrBenHoe 3a60/1eBaHe — IMNEPXIIOMUKPOHEMUS VTN THIIEP-
nunonporenHemus I ruma

ITpuunHa — MyTauma resa u feduuut aktTusHocTH JIIT-Mumnass! n pexxe —
HacmencTBeHHbI feduuut aktusaropa JIII-mmassr — 6enka amoC-11. B kposu
601mpHOr0 MHOro 60bpuIMX (10 pasMepy) XM ¢ 90-IIpOLIEHTHBIM COflep>KaHU-
eM xupa. CpIBOPOTKa MyTHas M3-32 CBETOPACCESHINA U Yepe3 HeCKONbKO Ya-
coB XM BCIUIBIBAIOT (IUVIOTHOCTb MeHblIe 1) 1 (GOpMUPYIOT Ha MOBEPXHOCTU
KUFKOCTY Oenyio MIeHKy. CUMIITOMBI CBA3aHBbI C IIOXVMM YCBOEHUEM MUILEBO-
O XXMpa J OT/IOXKEHJEM ero B OpraHax (B IIOYKaX, ce/ie3eHKe, TOIKeTyI0YHO
JKerese, MO3TY, IJTa3HOM [JHe, KO>Ke — KCAaHTOMBI) ¢ HapylleHueM X GpyHKIMIL.

()
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Hioke mpepcraBieHa fMHaAMUKa U3MeHeHMs KoHLeHTpauny TAT B kpoBn
3[J0POBOTO ¥ OOTBHOTO YeIOBeKa, a TaKyKe HOpMBI cofepxkanusa TAI' B KpoBu.

JnHaMMKa KOHIEHTPALNN )KMPa B KPOBM NOCTIE elbI

KoHueHTpauus BonbHow
TAI B KpoBM
3poposbii I
A
Hopmbi: —+ l
0200 uan L [ ¥
05-2,3 mmone/n ——4—
L] L] L] L] L] . L]
0 2 3 4 5 6 7
A
Yacel nocne 3aeTpaka
Harowak

Ipumeuanue.

1. A — 3To nuuIeBble XUPHI B cocTaBe XM.
2. Haromiax (ormerka «0» 49acoB) >KMPBI KPOBUM HAXOHSATCS B COCTaBe
JIOHII (TAT cocrasnset 50%), THII (7% TAT), JIBII (5% TAT).



BuocuHTes XMNPHBIX KUCJ1OT N XKMpoB

KpaTkne ¢popmMyJsibl XKUPHbIX KUCAOT

KpaTkaa ¢popmMyna XXUpPHOW KUCNOTbI

Yucno pBOWMHbIX CBA3EN

HacbiuieHHaa XK C H >COOH

(@n+1

0

HeHacbiweHHble XK:
C Hg,_,COOH
CnH(ana)COOH

C,Hy_COOH
COOH

2n-5

nH(2n -7)

AWN =

ITpumeuanue. N =n + 1 — obiee uncio atomoB yriaepoza B JKK.

XXunpHbie KMcnotbl

XupHas kucnora Kopn, | KpaTtkaa popmyna
HaceblueHHbie
NajabMUTUHOBASA C16:0 C,H,,COOH
cTeapvHoBas C18:0 C _H..COCH
MUPUCTUHOBAs C14:.0 C,,H,.COOH

13 2

HeHachblilweHHble

nnn TeMHogoHoBasa

NajabMUTOOJIENHOBASA C16:1 C,H,,COOH
oJiemHoBas C18:1 CH,.COOH
NnHoNeBas C18:2 CH.,,COOH
JIMHONEHOBas C18:3 CH,,COOH
apaxuaoHoBas C20:4 CH.,COOH
31iKO3aneHToeHoBas C20:5 C,oH,,COOH

19" 29

CeolicTBa XUPHbIX Knucnot (JKK)

1. Ymcmo aromos yrnepopa N yetHoe n N = 12-24 C.

2. ®opma — nuHeitHble Monekynbl. Henacoimennsle KK umeror muc-
KOH(UIypalMio B CTPYKTypaX, Ipu MeTabommsMe — WHOIA B TpPaHC-
KoH(puUrypauumu.

)



156 Buoxumus obuas, MmeauumHckas v papmakosiormyeckasl

3. B TAT — cmecn pasubix JKK, Henacoiennbie JKK 3anumaror npenmy-
I[eCTBEHHO mo3uumio P(2).

4. Haxopsarca B cocraBe TAIL, 9XC, pochonnnupos, IMUKOIUIULOB, CMe-
HIAHHBIX MUIIETIL.

5. B xpoBy — 10-30 MI/IT — TPaHCIIOPTUPYIOTCA B KOMIIZIEKCAX C aIbOy-
MIHOM, y 6epeMeHHbIX — BOIOIHUTENBHO C 0O-(HeTOIPOTENHOM.

KoHdurypaumsa HeHacbILLLEHHbIX XKXUPHbIX KUCJIOT

P
_CH

_CH=CH<_ _CH=CH
CH  uuc CH. _CH tpanc

BuocuHTe3s XK. NMoaroroeutenbHbie 3Tanbl cuHTe3a XK
U3 rJ1I0KO3bl

¥~ nioko3a

Kpoeb
» LluTpar

@

Auetun-KoA

e
LluTozons CuHTea XC 1 XK

® — TpaHcnopTep (TpaHcnokasa)

l — WHTepmegwWatbl
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CuHTE3 unTparta — «rJloKO3HOro» cyocrpara ans
noctpoeHus monekyn XK

CHs COOH CH>—COOH

| | |

C~SKoA + C=0 + HZO—D-T,(OH}—COOH + KoA-SH

O/?
CH» CH,—COOH
COOH

Auetun-KoA Okcanoauetar Uutpar

CbepmeHT — UMTpaTtCuHTa3a

ITogroroBuTenbHas, NEepBas M BTOpas (pa3bl CMHTE3a >KUPHBIX KUCIOT
Pacnap nurpara (pepment E, — nurparnnasa):

utpaT + AT® + KoA-SH — anerun-KoA + okcanoanerar+ AJJO+H, PO,.

[TepBas ¢asa cuHTe3a XMPHBIX KUCTOT (pepMeHT — aneTn-KoA-kap6ox-
cuasa ¢ KopepMeHTOM OMOTHUHOM):

aerun-KoA+ CO, + AT® + HO — — AII® + H,PO, +
+ COOH - CH, - CO ~S-KoA (mamonun-KoA).

Bropas ¢dasa cuntesa xupHbIx kuciot (pepment — cunrasa JKK) — 1-it nmk:

¢depmenr E + anetnn-KoA (2C) + manonun-KoA (3C) — 6 pasHbIx peak-
unit — 6ytupnn-E (4C) + 2 KoA-SH + CO, (1C).

()
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Bropas ¢a3a cuHTE3a IATBMUTIHOBOI KMCTOTHI

B ®
\‘ H.O

HS~——"~sH HS._~~ _-SH

CH3COSKoA
CaH—CH=CH—COS~ ' ~SH

KoASH HAO®H + H*
CHLCOS _SH C

8 HAO®"
HS ~sH HS 3 —~SH

COOH—CH;—CO—SKoA
CH3—CH;—CH;—COS~ — SH

@
CHRCOS -~ ~SH COOH —CH,—CO—SKoA

COOH—CH,—COS~— — ™SH KoASH «~ |
COOH—CHy;—CO—S-_—,_-SH
COp CHa—CHy—CHy—COS~ ' ~~SH
H5\8/SH
HzC—CO—CH;—COS~ " "SH ‘\cog
HAO®H + HY S5 L oSH
HA® - —""gH
5 N
HS— —~~-SH GH,—CH,—CH,—CO—CH,—CO |
rlpononmeuuei
HzC—CH—CH,—CO—S-"—""~sH v
('3|-| Manemutun-E
® el
@] "

ManemuTUHOBaA KMcnoTa

CeMb aKTMBHBIX I[eHTPOB B cuHTaze JKK — ykasaHbl HoMepa peaKunit u co-
OTBeTCTBYIOIINX aKTUBHBIX IIeHTPOB (IPIJIOXKEHNe K IpeAbIAYyILeil cxeMe)

1 — auerunrpancdepasa,

2 — ManoHMIATpaHCPepasa,

3 — B-keTOALMICUHTA3A,

4 — B-keTOaUMIpPEAyKTa3a,

5 — rupgparasa,

6 — eHOMJIpENyKTasa,

7 — THO3CTepasa.
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CrpoeHue CMHTa3bI XMPHBIX KICIOT— CIOKHBIN, OTUTOMEPHBDIN, JOMEH-
HbliT 6emoK. Comep>KUT 7 aKTUBHBIX IIEHTPOB [I/I1 7 IPOMEKYTOYHBIX CYy0-
crpatoB (kodepment — 4’-dpocdomnaHTeTeNH HA OCHOBE MAHTOTEHOBOII
KIICTIOTHI)

SH-Linc ®r-SH

SH-oM Lunc-SH

Jna cuHTe3a OHOI MOIEKY/IbI 6230BOJ NAIBMUTHHOBO KHUCIOTBHI HEO06-
XOMMMBI:

1) 7 monexynAT® (1o omHOI Ha Ka>KABII U3 7 IUKJIOB);

2) 14 monexyn HAJIOH (o iBe Ha KaXkKAbII UK/ B peakiuax Ne4 i 6);

3) 8 monekyn aneTnn-KoA.

Perynaropusie pepmenTsl cunTtesa KK, akruBupyemble MHCYTITHOM

1. Anernn-KoA-kapboxcunaza —-OH (uucynuH gedocopunupyer u nH-
LYLMPYET, T.e. PETYIUPYeT Ha yPOBHE TPAHCKPUIILIUN).

2. Cunrasa XK (mHpyK1Ims).

3. Yactp epMeHTOB IIMKONM3a U IeHTO30docdaTHOrO myTH, obeceyn-
Batoux obpasosanme AT® n HAIOH.

Appenanus (pmsnueckas paboTa, cTpecc) u raokaroH (romoganne) doc-
¢$hopuanpyIoT 1 MHAKTUBUPYIOT aneTun-KoA-kapbokcuasy.
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MonuHeHacbIWEeHHbIe 3CCeHunalibHble XUPHbIE KNUCNOTbI

W, XMNPHbIE KNCNOTI W, XMNPHbIE KNCNOTHI

CH,-CH, ------ CH=CH-CH,---cooH CH, — CH, —CH = CH-CH,---COOH

(.l)1 w2 we (.07 (.01 w2 wg w4

nuHonesas C18:2 C,,;H, COOH — B pac- | a-nuHonexHosas C18:3 C,,H,,COOH
TUTENbHbIX Macnax B pacTUTENbHbIX Macnax
y-nuHoneHosasa C18:3 C,;H,,COOH B C18:4 C20:4
pacTuUTenbHbIX Macnax J

ako3aneHTaeHoBas kucnorta C20:5

C20:3 C,,H,,COOH (U3 mopckoro nnaHKToHa
J NMOCTYNaeT B PblObl 1 B XXMBOTHLIE CEBEP-

CUHTE3 B OPraHM3Me 4enoBeka, X1BOT- | HblX U AaNbHEBOCTO4YHLIX MOPEN)

HbIX 1 B PACTEHUSIX — apaxnpoHoBas

kncnota C..H, COOH — B apaxuce, 3MKO3AHOUAbI

19" '31
MACe 1 nevyeHm

J
3MKO3AHOMAbI

CuHTe3 Xupa.
McTOoYHMKM NpeaLuecTBEeHHUKOB AJI9 CUHTe3a Xupa

MpeplwecTBEHHNK MpeawecTBeHHKK 06pa- MpeawecTBeHHKK 06pa-
3yeTcs B NeYeHn n3 3yeTCs B XMPOBOW TKaHU
13
rnvuepon-3-docdar 1) rnoKo3bI; rOKO3bI
2) rnvuepona
auunn- KoA rIOKO3bl 1) rnoko3bl;

2) NULWEBbIX XMPHbIX
KNCNOT, AOCTaBISAEMbIX
XM n3 XKT;

3) CUMHTETUYECKUX XUP-
HbIX KUCJIOT, AOCTaBsie-
MbIx JIOHIM 13 nevexHn

YeTbipe 3akiiouuTeNibHbIE peakuun cuHTesa xupa (TAI)
2 annn-KoA
runepon-3-docdar 2_» pocharugHas KucnoTa

2 KoA-SH
E
docoarupuas kucnora + H O —— JIAT + H PO,
E
IAT + anun-KoA 2 » TAT + KoA-SH

E, — docdarasa
E, — aunnrpancdepasa
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Perynauunsa cuHTe3sa Xupa

1. IpreM BBICOKOKAJIOPMIHOI iy, VIHCYIVH CTUMY/IMPYET IIOCTYIIEHe
IJIFOKO3BI B KJIETKV-MUIIEHN (CM. JIeKIyio 13), yBendamBaer akTMBHOCTD (epMeH-
TOB 3HepreTNdeckoro ooMeHa u cuHtesa YKK, ocraHaB/mMBaet pacmay xupa, MHIU-
6upys TAI-nmunasy (nedocopummpyer, crenyomnias IeKIs).

2. Ilpu ¢msnyeckoit aKkTUBHOCTY (afpeHanVH) U ronofaHuu (TTI0KAroH)
3TV TOPMOHBI 0becreunBaloT pochopunmuposanue anerun-KoA-kapbokcuma-
3pl, TAT-nunassr u gpyrux gpepmenton. Crunres XKK u sxupa mpekparaercs,
ero pacmaj HaunMHaeTcs. VIHCYIuH He QYHKI[MOHMPYeT.

OOuLaqa cxemMa CUHTE3a Xupa u ero perynauus

Knetka
Kpoeb
MenTosodhoctaTHelR NYTe \
Mwokosa Mmiokoaa HAODH
MHCynuH

MMukonua ——= AT®

MeuyeHb, XUpoOBan TkaHb

HC=0

H,C—0OH HagH HC—OH

Y
HC—0OH +—= cC=0 -— HC—OH
H,C —OPOzH, H,C—OPOzH, H,C— OPO5H,
Mmuuepanbaerna-3- OurnapokcuaueToH- Mmuuepon-3-
chocdat -3-chocdpar chocdpat
b
[eno sxupoeoit 4 peakuum
TKaHW b TAI 4p7 ATD
Mmuuepon-
noHN KWHas3a
MeveHs
Kposn AT®G  HAQ®H
Y Y
CH3—CO ~SKoA Aumn-KoA Fnvuepon
Auetun-KoA AueTtun-KoA- (FKK) i
kapbokcunasa )
MHCynuH rnokaroH Mmuuepon
anpeHanuH KpoBUM
@ — akTueaums E—) — wHruBuposaHune
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Cyab6a CMHTE3UPOBAHHOIO XUpa

O6pas3oBaBIINiics B )KMPOBOIL TKAHMU SKMUP OCTAETCA B aAMIIONVTaX B Kade-
CTBe pe3epBHOro upa (meno). B meuenu xup Bkmoyaercs B coctas JIOHII,
KOTOpbI€ KaK TPAHCIOPTEP YAAAIOT XXUP U3 3T0poBOIi edeHy B KpoBb. JIOHII
KPOBM ABJIAIOTCSA TPAHCIIOPTHON (POPMOIT CUHTETMYECKOTO XXMpa a TaKxke IN-
I[eBOTO U CMHTE3VPOBAHHOTO B IIeUeHN XonecTepona (mexmus Ne 20).

TpaHcnopT (B cocTtaBse JIOHI) cuHTe3aupyemMoro B ne4eHu
xupa u XC B gpyrue opraHbl U TKaHN

Mevens Kposb ¥uposan TkaHb
3HaoTENMA
fmokosa ¥ Mniokosa
(graton) 8 NMN-nunasa N
o Mmuuepon-3-
o thocdar
XC TAr | ©
HupHele
KUCNOThI
=1 CuHrea
TAI
noHn l
XC nuiweson [eno xupa
TAI
\ Opranbi
mioko3sa (kpome HepeHOR
TKAHW W
Mmuuepon OpraHe! 3pUTPOLMTOB)

Xuposoe peno

1. KoHCcepBaTMBHOE [IeTI0 — KNP KMPOBOJ TKaHM cOCTaBisAeT 15% oT Mac-
CBI Te/a 3L0POBOTO UesoBeKa U MemaeHHO (100 mueit) obHoBnsteTcs. [Ipn ms-
MEeHEHIM MacChl 9TOTO KMPa BO3HMKAET OKMPEHNE VI UCTOIeHe YeTOBeKa.

2. Mo6unbnoe geno — >xup B XM u JIOHII xpoBu. B nepepbiBax Mexpmy
IpYeMaMI IUIIY 9TOT KMP pacragaercs mox geiictsueM JIII-mumaser Ha mo-
BEPXHOCTM SHZIOTENMNA Y HPOLYKTHI 00eCIIeunBalOT SHEPreTYecKyIo IoTpe6-
HOCTb OpTaHOB.

3. ITaTomorudyeckoe [ermo XpPOHMYECKUX aJTKOTOJIMKOB ¥ JPYIMX OOJIb-
HBIX — JII00Ble 3aIIachl XKMpa B IeYeH! U M30BITOK XKMpa B aAMIIOLNUTAX 00-
pasyloTcA B pesynbTaTe KOMILIEKCA IPUYMH.

)



MooOunu3sauus xupa. Katabonuam
XXUPHbIX Kucnot. KetoHoBble Tena.
Siiko3aHoOUabI

Kupsi (TAT) agunonuToB KakK [el0 CTAHOBATCA MCTOYHIKOM SHEPIUK
(AT®) npu romoganuy, ¢pusudeckoit pabore u psife 3abonesanuit. Pacmag TAT
KUPOBOJI TKaHU KaTaymaupyeT TAI-nmmmasa, KOTOPYI0 aKTUBUPYIOT IIPY STUX
COCTOSHMAX YelTOBeKa afjpeHa/IVH M IVIIOKaroH, gochopmwmpyd IpenBapu-
TeNbHO (epMeHT (cxeMa). [dertammu: cymecTByeT Tpyu GopMbl pepMeHTa 1 TPU
HOC/IefOBaTe/IbHbIe PeaKIUY CTyIeHYaToro pacnaga TAI, npyu 9ToM ropMOHBI
¢dochopumpyror 1-i1 pepMeHT — COOCTBEHHO IOPMOHYYBCTBUTETIBHYIO JIM-
nasy. Cunres TAT' npy yka3aHHBIX COCTOSHMAX OCTAQHOBJIEH, T.K. MHCY/IUH He
¢ynkuonnpyet. Hanmportus, ocie npueMa IuIy MHCYINH fedochopunmpy-
eT u uHakTuBMUpyeT TAI-mMnasy onocpenoBanHo (axTyBanysa OIID — pacnag
DAM® — ynaktuBanusa IIKA) u rugponus TAT He mponcxopmuTt.

()
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MoOGunnunsauuns xupa B agunoymurax

MHeynuH

Peuentop TAl-nunasa-OH
HeakTuBHasn
AT®

«— TNpotenHkuHaza

Ald aKTuBHas

TAr-nunasa-OPO3H, '\

a a
KTUBHanA AN
TAl-nunasa-OH
HeaKTWBHaA

TAl + 3HyO —— Muuepon + 3XKK ALC

PeuenTop
P3AR
PeuenTop
KK + anbbymuH
OpraHbi
P MiokaroH AnpeHanuH

ITocne numonmsa rauueposn U3 afUIOLUTOB TPAHCIIOPTUPYETCA 110 KPOBU
B Ie4eHb, a JKK B kommtekce ¢ a1b6yMIHOM — B pasHble OpraHbl (KpoMe MO3-
ra ¥ SpUTPOLIUTOB).

IIpu omyXonsAX MO3rOBOrO BEleCTBA HAJIIOYEYHMKOB (@eoxpOMouMTOMa
u peoxpomobmacToma) 1 36bITKE afipeHaNNHA B KPOBM OBBIIIAETCS KOHI[EH-
Tpauys rmoko3bl v JKK nian BosHMKaeT runepToHnYeckas 6one3ub (Hopaape-
HaJIMH).

A3p0OHbI OKMCAUTENbHbIV KaTabonuam XK

Peanusyercsa g nononHenus 3anacos AT u coctout us Tpex mocueno-
BaTe/IbHBIX TAIIOB.

1. B-oxucnenne XK (ceruduaeckuit Tam) IpoUCXOfUT IYTeM OCIE0-
BaTtenbHoro orumenenns ot JKK gByx aromos yrinepona B Buge anetun-KoA n
sakaH4mBaerca obpasosanuem HAJTH n QH,.

)
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2. Uurpatustit qukn (2-i atan OIIK) Haunnaercs c anetun-KoA, 3akas-
4uBaeTcs 06pasoBaHNEeM CO,, HATH, QH, u ogHo1 MO/IEKy/bt AT® (metop,
cy6cTpatHoro pocpopunuposanus AJID).

3. Ienb nmepenoca snexktporos (IIII9): npu okucnenuu Bogopora HATH
n QH, 06pasyroTcs MeTabonudeckas Boja ¥ OCHOBHOe KonudecTBo AT (me-
TOR oKMcnuTenbHoro pocopunuposanns AID).

Kpoeb

K — RCOOH

MuToxongpus
¢ ansbymuHom (OKK)

AUMNKapHATHH

AnbBymuH
R—CO—SKoA R—CO—SKoA
aunn-KoA /
KapHWTHH o"®
Hapyxnasn
membBpana AUWNKapHUTUH
MUTOXOHAPWM /
KapHuTuH

Martpukc
MUTOXOHAPUA R—CO—SKoA

BHyTpeHHAR
memBpaHa
MWUTOXOHOPWUWA

(-okmcnexne

7~

OnK

7~

Hauano CI'IEL[VId)VI‘-'IECKOFO 3Tana oKMCc/IUTeNbHOro Katabonumsma MK

lpumeyarue. T — TpaHcnokasa; E; —auunn-KoA-cuHrtetasa; E; — kapHUTUHauun-
TpaHcdepasa | (n3opepmenTl); E3 — KapHuTMHaumnTpaHcdepasa ll (nzodpepment Il)
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Iransl OKUCIUTENbHOro KaTabomsma KK B MuToxoHApuaAX: f-oKucIeHue,
OIIK, IIII9

CyBcTpaTtisl DepMEHTI
PB-atom
+ o
Auun-Koa R—CHs—CH2 - ICi -SKoA
YouxmHon Q — (o] ALAA-KOA=
@ narnaporesasza (Da)
o QHz
un=
-— i
2 ATD R—CH=—CH—CO—SKoA
TpaHc-aHonn- @ Enonn-KoA-
-KoA -ruapartasa
a—H20

3 v
P(3)-rmapoxcu- /

~aumn-Kos R_(l:H_CHz—CO— SKoA
OH
*- P-ruapokcm-
HAR Yy @ -auun-KoA-
—_— Aerwaporenasa
o HAOH + H (HaAOY
Ln=
Pos
3 ATD B b
B3 )-reTo- = = vy
—aumn-Kos R ﬁ CHz—CO SKoA
© T
Paspsis o s
KoA-SH —=
Aumnn-Kos R-—CO—SKoA CH3;—CO ~ SKoA
Bes 2-x atomos AueTnn-Kos
yrnepona k:‘LJ.TK
MNosTop 4-x Lna

=
Peakunn 12 AT

Pacuyet Bpixoga AT® npu momHoM okucnurenbHoM pacnage KK
Yucno nuxnos pacnaga XKK:

m = N/2 — 1, rie N — o6uee uncio aromos yriepoga C B JKK.
Yucno obpasoBasuuxcs Monekyn AT® npu okucnennn 1 monexynst JKK:
yycmo AT® = [(N/2 - 1) x 5 + (N/2 x12)] — 1.

Mna manpmutunoBoi kucnorel C16:0 (C . H, COOH) Bemmunua m = 7 1 ymc-
10 AT® = 130. Ins nanpmutonn-KoA — 131 ATO.

Perynaropubiii pepment pf-oxucnennsa KK
Kapuurtunaunnrpancdepasa I:

anun — S -KoA + kapuntun 2 ayunkapautus + KoA-SH.
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Perynaropsr

1. Annocrepuueckue aktuaTopsl —A IO, AM®, nz6nrtok JKK.

2. AKTMBATOPBI C HEIIPSMBIM MEXaHM3MOM JeiiCTBUA — IJIIOKaroH U ajjpe-
Ha/muH (depes ManoHn1-KoA).

3. Annocrepuyeckye MHrMOUTOpH — MamoHun-KoA, ATO.

4. VIHrM6UTODP C HeNpsIMBIM MEXaHU3MOM JIe/iICTBUA — VMHCYIUH (depes3
ManoHun-KoA).

Cunres u pacnaj 7KK B rematonuTax u ux perynsanusa

MMiokosa

MuToxoHgpua UuTozons

MupysaTt +— @ +— MupyeaTt +— Miokosa ~

Aunetun-Koh
Uurpar UuTtpar
HMHcynun
LUTK Auetun-KoA
@ @ AnpeHanuH
KeToHoBble AT® FAKOKAroH
Tena w\ @ l
A KoA, ManOan-KoA
ueTun-Ko. o

Aunn-KoA
t

Hasano HK
B-oxmcnenua
MK

@

AnpeHanuH, rmokarod TAIN

P-okmcnenne  Auun-KoA
HK

HupoBan TKaHb

Peitenne cUTyaliIOHHBIX (9K3aMEeHAIIMOHHBIX) 324 C IOMOIBIO IOCTIEN-
Hero pUCyHKa

1. TIpueM BBICOKOKA/IOpMITHONM NMUINM —> TJIIOKO3a B KPOBU M KJIE€TKax —
cekperusi MHCyInHA —> cuHTe3 MamoHMI-KoA nu AT® — o6a BemjecTBa nH-
rubupyoT KapanTnHanuaTpanchepasy I (E,) u B-oxncnenne —> pacmag TAT
n JKK npexpamaercs.

2. Tonox n ¢pusmyeckas paboTa — Majlo INIIOKO3bI B KPOBU ¥ KJIE€TKax —
Majo uuTpara — Mano ManoHun-KoA u AT® — aktusanus E, u ycunenne
B-oxucnenus — pacmap KK — cunres AT®. [M0Karos u afipeHanuH CUH-
XpOHHO aKTMBUPYIOT pacnaj TAT ¥ MHrMOMPYIOT PeryaATOPHBIN QepMeHT
cunresa KK (E).
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HapyuweHus -okucnenusa XKK

1. Hapymenne Mmerabonusma KapHutuHa TOpMo3uT okucnenye KK u
IPVUBOJUT K MBILIEYHOI cTaboCcTy. [IpUUYMHBL: MYTallOHHBI fedeKT KapHu-
tunanunTpancoepassi I (E)) u bepmenToB cHTE3a KADHUTUHA, MHTMOMPOBa-
ane E, cynbdannnmouesnnoii (nesenne CJI tuma 2), yanenue KapHUTHHA U3
opraHnsma KeroHoBbiMU Tenamu (CJI, rononaHue).

2. Myranunu rexa usodepmenrta anun-KoA-gerupgporenass (gns KK
MOJIOKa CO CpefHell AIMHOM Lely) YMEHbIIAIOT SHePTeTUIecKy 0 3peKTuB-
HOCTb MOJIOKA JI/Is1 A€Tell, YTO YyCUINBAET Y HUX KaTaboMu3M [TI0KO3bI ¥ IIPHU-
BOANT K I'MIIOITIMKEMMM C COOTBETCTBYIOLIEN CMMIITOMATIKOIL, HO 6e3 KeTo-
HEMUIL.

3. Ilpu HekoTOpbIX HapyieHuAx B-okucnenus pacmag KK npoucxopnt
npyrumu nyTamu 6es cunTesa ATP (a-, w-okucnenue).

MenbpoHuni Kak poOonMUHr

ITo n3BeCTHBIM IIOKA NpeABapUTENbHBIM JAHHBIM, M3BECTHBII 1 HAITyMeB-
NIt B CIOPTMBHOM U OTMTINYIECKOM MIPe METbIOHMI TO3BOJISIET CHOPTCMEHY
IIPY JJIUTE/IbHBIX U I3HY PUTE/IbHBIX (PU3NYECKUX HaTPy3KaX YMEeHbIIATh IIOTpe-
O/eHMe KUCIOPOZia, He CHIDKasA KomndecTBa cuHTe3upyemoit ATO. A umeHHo,
ME/IBIOHUII MHIUOUPYeT CUHTe3 KapHUTMHA (KaK KOHKYPEHTHBII MHTUOUTOP
¢depmeHTa ero cuHTe3a), yMeHblnaetT pacnaf JKK, TpeOyromuii 3Ha4MTeNbHBIX
KOJIMYECTB KVCIIOPOZA, ¥ aKTUBUPYET TeKCOKMHA3Y, MHTeHCU(DUIVPYS IIUKO-
7m3, 60J1ee SKOHOMHBII IT0 PACXOAY KIUCIOPOfa.

KeToHoBbIE TENA

[Tpu fruTenbHOM TOMORAHNMN U M3HYPUTENbHOI PU3NIECKOit paboTe, a Tak-
e mpu HemedeHoM CJI ycunennsiit pacnag TAT u JKK cosgaeT n365ITOK atte-
Tin-KoA, KOTOpbINI B MUTOXOHAPYSAX ITeYeHM IIpeBpalllaeTcsi B KETOHOBbIE Teya
(KT). Mx npeumyIecTa: He6OMbIIIe MOIEKY/IbI JIETKO IIPOHMKAIOT B OPTaHbI
u, rnaBHoe, B Mo3r (B ormnune ot JKK), a npn oxucnenun yepes LITK u IITID
mator 23 AT® (aneroauerar) u 26 AT® (B-rugpoxcubyrupar). KT He oxucs-
I0TCSL B 9PUTPOLMTAX Y TeIaTOLMTaX.

KeronoBbie Tena
1. Aueroamerar

CHg—ﬁ—CHz—COOH
o}
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2. Bera(3)-ruppoxcubyTupar
CH3— C]H —CH,—COOH

OH
3. AieTon
CH3—ﬁ—CH3
CVHTEe3 KeTOHOBbIX TeN

Cyﬁc'rpa'rbi DepmMeHTbI

}KMprle KUCNOTbI,
KeToreHHble e 2 al..l,eTl/IJ'I KDA
AMUHOKWCNOTbI
2raHon KoA- SH Twonasa

Auetoauetnn-KoA —= CH3—CO—CH,— CO ~ SKoA

H20 rMIr-KoA-
Auetmn-KoA KoA-SH -CUHTasa

OH
rMIr-KoA HOOC—CHQ—(I.‘.—CHQ—CO-SKOA
CIH3
/i MAr-KoA-
AuetTmn-KoA -nuasa
AueToaueTaT CH3—CO—CH;— COOH

HAOH + HY
Herngpore-
CH3—CO — CH3 + Hasa
AUeToH O'i.l FHAQ
—CH—CH>,— COOH

li-mgpon(cwﬁympa*r

Perynaropuslii pepmMeHT cuHTe3a KeTOHOBBIX Tel — 'MI-KoA-cnHrasa
Vuruéurop: KoA-SH.

Axrusaropsr: XK, riokaroH (uepes ymenbuieHue konndecrsa KoA-SH).

Uror — o Bmusanuu rmoxkarona Ha oomen TAT, KK, KT.

1. IIpsamo akTuBupyer TAT-mmnasy u mumomms.

2. IIpamo uarn6upyert anernn-KoA-kap6oxcunasy u cunres JKK.
3. KocBeHHO aKTUBMpYeT KapHUTHHAIUITpaHcepasy I.

4. Kocsenno akrusupyet I'MI-KoA-cunrasy.
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O1rKo3aHOMAbl — MPOU3BOAHbIE aPaXNAOHOBOW KUCHOThI
(omera-6 XK)

Pocchonmnnisl Muwa
mMmembpad (Tabnuua 1
nexunn Ne2/2)
Poccdonunasa A ——»
S |
MHrmGuTopel — ApaxwooHoBsan
KOPpTUKOCTEPOWMOHLIE kmcnora C20:4
nexkapcrea Cq9 Hzqy COOH
uknookcurernasa |
Nunookcurenaza ———= / T@
MHrmburtop —
NenkorTpuers! LT Mepokcmuaasa acnupuH
NunokcrHeb! LX P )
\ MeawmaTopsl
BOCnNaneHnsA
v
| TpomBokcuHbl TX ‘ - | MpocTaumnknuHe PG |
| TpomGokcaH TXAQ‘ | MpocraumknuH PG I |

I1IK03aHON/IbI — MECTHbIe TOPMOHBI, IeHCTBYIOLIMEe ayTOKPUHHO U Ia-
PaKpuHHO (IPOCTALVIKINHBI, TPOMOOKCAHBI, TeKOTPIIEHBI ¥ TUIIOKCHHBI).

I[TepBas rpynmna — Ipou3BOGHbIE ApaXULOHOBON KUCTOTHI (w-6 JKK): Tpom-
6okcanpl Tima TXA, BBISBIBAIOT Cy)KeHJE COCYNOB M YBETMYMBAIOT CBEPTHI-
BaHIle KPOBM, T.e. PV TPaBMUPOBAHMM ¥ OOpPA3sOBaHMUM paH OHU IO/TE3HBL
OpnHako y OXMIBIX ofeit 3Tu 3¢ deKTsl areporeHHsl. [loaToMy acuupua —
MHIMOUTOP MX CUHTe3a (L{MKIOOKCHUTeHa3bl ) 6bI1 peKOMEHIZOBAH B MaJIbIX J{O-
3aX HOXKIIBIM /L1 IPOQMIAKTUKY MH(APKTA M MHCY/IbTa. B 0OBIYHBIX 032X
ACHVPUH TOPMO3UT 06pasoBaHMe SIIKO3aHOULOB — MENUATOPOB BOCIAIEHIISI.
IMpocranuxanus n3 w-6 JKK gaor o6patHbiii 9 deKT, HO OHM MaIOAKTUBHBL

Bropas rpymima siikosaHouoB o6pasyercs us w-3 JKK — u3 sitkosanenro-
€HOBOII KMC/IOTHL. VI3 Hee B 3HTOTE/NM CMHTE3UPYIOTCA IIPOCTALVIK/IVHBI TUIIA
PGI, ¢ MOIIHBIM aHTMATEPOTEHHBIM JIE/ICTBMEM — PACIIMPAIOT COCY/IbI, TOPMO-
35T arperaryio TPOMOOLMTOB I STUM YMEHBIIIAIOT CBepThIBaHMe KpoBu. [Toaro-
My IIpenaparhl Ha ocHoBe w-3 YKK (omeraHo1, 9/IKOHOI 1 ip.) peKOMeHJOBaHbI
HOXXVIBIM JIIOfAM ISl HpOUIaKTUKY aTepockepo3a (MH(apKTa, MHCY/IbTA).

()
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«AcnnpuHoBas» O6poHXxuanbHas acTMa

y HCKOTOprX IIagMIEHTOB I'[pI/I JIEYECHUN aCHI/IpI/IHOM NIn ero HpO(bI/IJ'IaK-
TNYE€CKOM HpI/IeMe BO3HMKaeT acTMa. MeXaHM3M HaTOJIOTUN CHC]IYIOIHMﬂ.
ACI'[I/IpI/IH, YTHETasA TUKJIIOOKCUTE€HA3y I, YBEINYNBAET KOIMYIECTBO apaxmao-
HOBOJ KMCJIOTBI M COOTBETCTBEHHO )'IeI/uIKOTpI/IeHOB. HOCJ’IC,E[HI/IG BbI3bIBAIOT aJI-
JeprudecKoe coCTosiHMe (IICEeBJOANIEPIHUIO) M CIIa3M MYCKY/IATypbl OPOHXOB.
Jleyenne — KOPTMKOCTepOMAHBIE IMpemapaThl (yrHeTawT (ocdommmasy A,
M YMEHBIIAOT KOINIECTBO CBO60,E[HO]7I aanI/IJlOHOBOIU/I KI/ICIIOTbI) U aHTUNEN-
KOTpPMEHDI.



XonecTtepon n ero pyHKUUN

Xonectepon

Xonectepon (XC) — BaXHbIi KOMMNOHEHT MeMOpaH
N nmnonpoTeMHoB Kpoeu

O MepuumHCKOM 1 6uonorndeckoM sHadeHUM XC CBU/IETENbCTBYIOT YEThI-
pe Hobenesckue nmpemun mo XC (1927, 1928, 1964, 1985).

B opranusme 3foposoro yenoseka — okoso 150 r XC: 90% B opranax u 10%
B KPOBH.

Csobopubiit ampudunpusit XC-OH Haxomutcs B MeMOpaHax KIIETOK,
B Muneiax >xemun u JIIT Ha ux nmepudepun, B CTepOUFOTEHHBIX OpraHax
¥ KeJle3ax KaK CyOCTpar /st CUHTe3a CTEPONU/IOB.

T'mppodobubie apuper XC -O-CO-C H,, (9XC) naxoparca suytpn JIII
U CMeIIaHHBIX MUIIE/I )KeT4H, a TAK)Ke B LINTO30JI€ KIIETOK CTEPON/IOTEHHBIX
opraHoB Kak fierio XC.
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Bamanc xonecrepona (r/cyT)
Muuwa (0,3-0,5) — cpenHee 0,4 + 0,8 cpeaHee «—— CuHTE3
B opraHuame (0,5-1,0)
1,2

/ OpraHbi 1 Kpoﬂb\

Pacxof: cuHTe3bl Xen4yHblX Ynanenue u3 opraHuama
KMCNOT, rOPMOHOB U BUTAMWHA D3.

obpazoBaHue membpaH
C kanom C K1Mpom KOoXu

!\‘0'5 0,1
1.2/
banaHc xonectepona y 31opoBoro Yenoeeka (r/cyr)

Accuvunsanus nuimeBoro XC
1. TInma copepsxut AXC. B ToHKOM KniedyHnke pacnap 9XC:

XOJIeCTepoIacTepasa
9XC + H,0 — cBobopnsiit XC-OH + KK (onenHOBas Kucmnora).

2. XC-OH BxrouaeTcs B MUIIETIIBI KeMUM U B SHTEPOLUTHL
3. B auTeponuTtax npoucxogut pecunres a¢pupos XC (9XC):

depment AXAT
XC-OH + aumn-KoA — XC-O- COR + KoA-SH.

4. XC-O- COR (9XC) — xunomukponsl (XM) — ocrarounbie XM —> rieyeHb.
Vurn6uropst AXAT ymeHbIIaroT accuMmiAnyo numesoro XC.
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CuHrte3 XC, aTtan 1 B untosone

Cy6cTparbl DdDepMeHTbI

Miwokoaa (aTaHon)

2 auetun-KoA

Twonasa
AueTtoaueTun-KoA

Auetun-KoA H20 rMIr-KoA-
KoA-SH -CHHTa3a

OH
v I oL
MMI-KoA COOH—CHz—B(I:—CHz— CO ~ SKoA
CHg
2(HAO®H + H™) M -KoA-
2 HAO®" KoA-SH -peaykrasa
OH
M
6o COOH—CHQ—(I:—CHQ—CHQOH
CH3

CuHtes XC, atan 2 B uuto3sone

| 6 mesanoHar (6C) ‘

18 AT®

6 CO2 18 All®

| 6 nsoneHteHunnupodocar (5C) |

\50 +5C

| lepanunnupodocar (10C) I

\A10(:+5c

| ®dapHesunnupodpocdar (15C) |

/150 +15C

CksaneH (30C)
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CuHTte3 XC, atan 3 B 3HAONIa3MaTU4E€CKOM peTUuKynyme

CkeaneH (30C)

HAOOH + H*
HALO®"

20—

Uunknuaayms —»

Jlanoctepon (30C)

H—COOH «— 30,
MypaBbWHaA KUCnorta

i 4(HAL®H + H™)
4HALD"

2CO,

Xonectepon (27C)

s cunTe3a ogHOI MOneKynbl XC 13 ITTIOKO3BI HaJJO 3aTPATUTh:

- 18 monekyn anetun-KoA;

- 18 monexyn AT®;

- 18 monexyn HAJIOH.

Perynaropuslii pepment cuntesa XC — I'MI-KoA-penykrasa (E) Haxo-
BUTCA B MeMOpaHe SHAONIA3MaTUYeCKOTO PETUKYIyMa, HO KaTaausupyet
peakuuro B puro3one. PepMeHT aKTUBEH TONBKO B fedochopunnpoBaH-
HoM Buje Kak E-OH.

—Con

()
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IJuaorenusie peryaaropsl IMI-KoA-peaykrassl '

MonaekyaapHolii Mexanuam
Peryaaropn N
HX JleiicTRHA Ha (hepMeHT

Huzubumopwm

1. Bosbiume koauuecrsa XC n okue- YrHerenue TPAHCKPHITIHN

nennnie gepusatit XC w opranax (kpo- | (penpeccus ), MPOTCOMNS PeAYKTAIL

Me KHITEYHHKR )

2. JKemrunbie KUCJAOTb Penpeccus

3. Kopruson (npn roaoganmnm) Docdopranposanne —

4. I'mowaron (npy roJiofaHnm) HENPAMOIT MeXaHHaM JelicTBH
Axmusamoput

1. Mneymom (nacoe e/inn) Jedochopuanporanme (nenpamoi

MEeXaHH3M JIeHcTBHA )
2, Dderporens AKTHBALMA TPAHCKPHITLH (MHY Kips )

3. Hepocraroxk XC r opranmmame, g Tom | Mijykimsa
HYHCAe ¥ pereTapHaHien

Perymanna cuntesa XC

Bce sHpjoreHHble MHIMOUTOPBI M MOATUPOHNMHBL (SHIOT€HHbIE U JIEKap-
cTBeHHbIe (OPMBI), @ TAK)KE MHOTOYMC/IEHHbIE CTATHHBI 3—4-X ITOKOTIEHMIT
cHIDKAT KonndecTBo XC B opraHax u B KpoBu. CTaTuHbI (KOHKYPEHTHBIE NH-
rubutopel [MI-KoA-penyKkraspl) — cerogHs camble 3QpeKTUBHbIE TUIIOXO-
necreponeMudeckye dpapMIpenaparsl, yMenbiaomue XC kposu Ha 20-40%.

Perynanua cunresa XC: E — I'MI-KoA-penykrasa, E, — 7a-rugpo-
KCHM/Ia3a, «-» — MHTUOUPYIOuii, «+» — aKTMBHU YOt 3pdexT

Mniokosa---»Auetun-KoA - }- =XC- 1: - > XenyHele KMCNoTs!

E4 Epe—rx

1 o g ej@ ?

CraTuHelq 3CTporeHs! MoaTMPOHUHBI
® |® ®

NMHMN-peuenTopbl +———

Ha ocHOoBaHNM IpeficTaBIeHHON CXeMBbI JIETKO IOHATb U OOBACHUTD 0CO-
OeHHOCTY C/IefyIomuX 3a60/IeBaHMIT YeToBeKa:
— 6oree BBICOKAS 4acTOTA >KeTYHOKAMEHHOI 60NIE3HM Y XKEHIIWH [0 Me-
HOTIay3bl 10 CPABHEHUIO C MY>KYMHAMI: S3CTPOTeHbl aKTUBUPYIOT E,, MH-
rubupyior E, u ysenuunsaior copepxxanne XC u XC-KaMHell B Kemdu;
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3CTPOTEHBI TAK)Ke YBeINIMBAIOT INIOTHOCTD JIHII-penientTopos Ha KieT-
Ke ¥ yMeHbIIaloT 3TUM KoHleHTpauuio XC u JIHII B xpoBu; moatomy
y KEHIIIMH 9aCcTOTa aTepPOCK/Iepo3a MeHbIIe, YeM y MY>KUIH; TI0CIIe Me-
HOTIay3bl 3TU Pa3IN4NA C My>KUMHAMU CTUPAIOTCS;

— MYXXYMHBl — XPOHMYECKNe alKOTOIMKM — PacllIauMBalOTCA YMeHb-
LIeHMeM KOIM4YeCTBa TeCTOCTEPOHA M OTHOCHUTENTbHBIM YBeTMYeHMEM
3CTPOTEHOB I KaK CIefiCTBYeE CBOell peMmHM3anmell;

— IIpM TUIIOTMPEO3€ U HENOCTaTKe HoAaTupoHMHOB MeHnbume JIHII-
PelLenTOPOB 1 MeHbIlle aKTUBHOCTD E,, mosTomy B kposu 60mbie XC u
JIHII (atepockepos!), a B xxemuu 6ompuie XC u XC-kaMHeit ((keTIHOKaA-
MeHHasA 6071e3Hb!).

IIpamoii Tpanciopt XC B opraHbl

[ Mnwesoin XC |[—>| XM |—>| OcrarouHbie XM | | CuHTeTnyeckuit XC neyequ

=

ObpasoBaHne NMNoNpPoTEMHOB OYeHb HU3KoW nnoTHocTy (NTOHMM),
cofepXallmux NULLEBOW 1 cUHTETUYecKkuin XC

|

MocTynnexue B KpoBb 1 coapeeaHue NTOHM
(npuobpetenue anoE v anoC-Il ot N1BIM)

JIII-nunasa
\
JIOHII xposu —— JIHII xkpoBu
TAT + 3 H,O —— rnuuepon + 3 KK
cogepxanne, % :
TAT 50 - 7
XC 20 - 50
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O6pa3oBaBuInecs TUNONPOTeNHbI HM3KOI m1oTHOCTH (JTHIT) B3aumo-
AeCTBYIOT CO CBOMMI pelleNITOPaMU Ha KIIeTKaX M IPOHUKAIOT BHYTPb Me-
TOJOM PeleNITOPHOTO SHAOIUTO3a

NHN-peuenTop PeuenTopHeit angouxToa NHMN

Knetka, nornowarowan MHM w XC

Komruectso penentopos mis JIHII Ha mOBepXHOCTH KIETOK PerynpyeTcs

daxropamm:

1) m36bITok BHyTpuKIeTouHOro XC yrHeTaeT (pempeccys) CMHTe3 peljer-
TOPOB;

2) 3CTPOTeHBI ¥ IOATUPOHVHBI YBEMNYIMBAIOT (MHAYKIMA) 3TOT CUHTE3;

3) JIEKapCTBa — CTATVHbBI YBEINYIMBAIOT CUHTE3 HENPAMBIM IIYTEM: OHM
uHr6upylor cuHTe3 XC U YMEHBLIAIOT €r0 KOMMYEeCTBO, pepecCUBHOE
pevictBye XC Ha CMHTE3 PelleNTOPOB IpeKpalaeTcs.

ITpy MHOTOYMC/IEHHBIX M YacThIX MyTauysax reHa peunentopa JIHII Bosun-

KaeT Hac/IefiCTBeHHas ceMelfHasA ruiepxonecteponeMus tumna [la.

OOGpaTHbIN TpaHcnopT XC
O6paTHbIt TPAHCIOPT N36BITOYHOTO, TUIIHETO, «I10X0ro» XC IPOMCXOfUT
IpY HEKOPPEKTHOM MUTaHNY, HapyleHru obMeHa XC 11 y IOXXMIIBIX TIOAEIL.
On OCyH.[eCTBTIHeTCH C IIOMOIIIbIO IUIIOIIPOTENHOB BBICOKOW MJIOTHOCTU
(JIBII), ob6aparommyx Ha CBOeNl OBEPXHOCTH CIIEL[aIbHBIM (pepMEHTOM — Jie-
nuTUHXONMecTeponaunaTpancdepasoit (JIXAT) c aktuBaropom anoA. Peakums,
KaTanusupyemas JIXAT:

XC-OH + docharupnnxonus — IXC (adup) + nuzodpocdarngmixont.
JIBII 3abupaer «mwroxoi» XC u3 kinetoxk u JIHII KpoBu ¢ HOMOIIBIO 3TOTO
MeXaHM3Ma I TIEPEHOCUT ero B IeUYeHb, I7ie OH MpeBpallaeTcs B U30bITOYHbIE

JK€TYHbIE KVICTIOTDI, yAa/TIAEMbIC Tajiee C Ka/IOM.

JIBI1 — nmeyeHb —> >KeTUHbIE KMCTOTHI —> KaJl.
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VYmanenne «mwroxoro» XC u3 knetok aprepwit u JIHII kposu ¢ nomomsio JIBIT

Numipa —» KpoBb — MeueHs

Ha cxeMe 6ornee mogpo6HO IpefcTaBaeH OOpaTHBIN TPAaHCIOPT U30ObI-
tToyHoro XC:

Knetkn v NHMN

PoccaTngun-
== ¢ nabeiTkom XC

XOnuH

N+

anoC-Il

anoE

nen,

l e

+ anoA
anoC-Il
anoA
anoC-ll anoE NIXAT
anok TRAT OH XC
OH XC
nBMy
TAI nen;
= eueHs

JIOHIMM, XM
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Cparnenue cocrtara u croiicte JIHII u JIBII

Ilokasarep JIHII JIBIL
Mecto dopmuporanis | Kporn: JIOHTT — JTHII TMevenn, KpoBL 1 opratm
HKupw, % 7 5
Xonectepor, % 50 10-28
Genkn, % 25 35
ALOJIHIONPOTEHHbL anoB-100, anok anoA, anok, anoC-11
Docdounmnmp, % 21 25-42
[LrorHoeTs, r/em? 1,00-1,06 1,06-1,21
Y eTOYHBOCTE, CYT o 2.5 o253

Pasznuus B crpoeHuy 1 GyHKIUAX ocHOBHBIX JITT

JIUnonpoTeHHbl
Buj JIII | Ocodennocru cocraBa DyHKN Meeto; dap-
MHPOBAHHUA
XM TAT — 90%; XC — 6%; | TpancmopT mumeBbIx DHTEPOIUTHI
Gemkn — 2% TAT u XC 13 KUIMIEYHH- | CTEHKH KHIIEY-
Ka B OpPraHbl HUKa, CO3pena-
HUE B KPOBH
JIOHIIL TAT — 50%; XC — Tpancnopt TAI' n XC nu3 | [leuens
22%; Genkn — 10% neueHn B KPOBb
JIHTIT TAT — 7%; XC — 50%; | Tpancropt XC w3 xposu | Kposs
Hemwn — 25% B TKAHH U OPTaHbl
JIBIL TAT — 5%; XC — Tpancnopr XC us kposu | [leyens, kposb,
10—28%; Genkn — 55% |u ma opranos Opranb
B 11euens, JloHop arosm-
TIOTIPOTEMHOB

/Kemunble KMCIOTHI 06pa3yrorcs n3 XC B eYeHN U SABISIOTCSA ITABHBIM
KOoMIIOHEHTOM (80%) >Kemyu.

CTpoeHne Xemay M MUILEUT XKeTIn OblI0 PACCMOTPEHO paHee KaK U TPu
(YHKIMY XKeT4u B epeBapuBaHNM )XMPOBOI mmiuu. [TedeHb (renaTonmTs) CUH-
tesupyeT 300-500 Mr >keTYHBIX KUCTOT B CyTKM 13 XC B pesy/ibTaTe peaKIjuii:

1) ruppokcunupoBanue XC-3C-OH no atromam yriepoga Ne7 u 12 ¢ no-

Mo1bio 7a.- 1 12a-ruppokcunas u HAJIOH;

2) BOccTaHOBIeHMe ABoliHoI cBsaAsu 5C = 6C;
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3) oxucieHue u yKopodeHue 8-ujeHHOro anudarudeckoro pagukana XC
Io 5-4JIeHHOTro ¢ o6pa3oBaHMeM Kap6oKcyibHO rpynmnsl -24 COOH;
4) KOHBIOTALIMA C IIMLMHOM M TayPUHOM.

CuHTEe3 n pa3HooOpa3une XeNn4yHbiX KUCNOT

!

[WhTepmenmars 3C—0H, 7C—0OH]|

/

XEeHOOe30KCHXONesan }|U‘IK| ‘ Xoneean MK | ‘ MepeudHLe

JC—0H, TC—0H 3C—O0H, 7C—0H, 12C—0H HINK
l l KoHblornposanHblie MK
Nutoxonesan MK Jezokcuxonesan MK Bropu4Hbie
3C—0H 3C—0H, 12C—0H WK

Perynsaropubiiit pepment - 7a.-ruapokcnnasa. AKTuBeH ronbko kak E- OPO H,
Ero axtuBarops: XC u ogTupoHVHbl (MHAYKIWA). VIHTHOMTOPBL: caMu
JKeTIHBIE KMCITOTHI M SCTPOTeHbI (perpeccusi).

QyHKIMY KeTIYHBIX KMCIOT

1,2, 3 (cm. Brinre). Obecnedenie epeBapyBaHyA U BCAChIBAHMA XIPOB
87811078

4. IloppepxusaroT XC Kemuy B ICEBAOPACTBOPEHHOM COCTOSTHUA.

5. Y4acTBYIOT B BbIBefleHMH «T110X0ro» XC 13 OpraHusMa, a 1eKapcTpa —
CeKBECTPAHTBI JKeTUY YCUIMBAIOT 3Ty QYHKIIMIO.

6. ABnNAOTCA MHTMONTOPAMU PETyIATOPHBIX (pepMeHTOB — 70-TMAPO-
kcunasel 1 [MI-KoA-penykTassl.

7. XeHOJIe30KCUXO0/IeBasd KUCTIOTa — KaK JIEKapCTBO /A pacTBopenusa XC-
KaMHell B Xe/T4y Py XONeNnnThase.

OHTeporenaTuyecKas BMPKYIAIM )KeTIHbIX KICTOT

JKemub BMecTe cO cMecbI0 pa3HBIX KETYHBIX KUCIOT MOC/TE CEKpelun B
ABEHa[ATUIIEPCTHYIO KVIIKY BBIIOTHACT CBOM OCHOBHBbIE QYHKIMM 1 95%
3TUX KUC/IOT BCAChIBAETCA B IIOAB3/IOUIHON KMILUKE U ITOCTYIIAET B IIEYEHb [IJ1A
IIOBTOPHOTO WCIONMb30BaHMA. Co3maeTcs UKL IedyeHb — TOHKMII KMIIed-
HIK —> BOpOTHas BeHa —> meveHb. [To pacueram nmpodeccopa A.fl. Hukomna-
€Ba, KaXK/lasl MOJIEKY/Ia >KEeTYHON KMCIOThI MOXXeT UUPKyIupoBaTh 5-10 pas u
Tanee BbfieNiseTCA ¢ 9KCKpeMeHTaMu BMecTe ¢ XC 11 ¢ er0 BOCCTaHOB/IEHHOI
6akTepyuAMM HOPMOIT — KOIIPOCTEPOIOM, KOTOPBIiL He CIIOCOOEH BCachIBAaTh-
CA B CTEHKY KMIIEYHMKA.

()
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TunepnunonpoTenHeMNu — cUHAPOM 3a6oneBaHNIL, 0GyCIOBIEHHbIX yBe-
TYeHNeM KOmmiecTBa Knpos mmm XC

[umepxmmoMuKpoHeMus (TOCTOSHHOE MOBBILIEHHOE COfiepKaHMe B OPTaHM3-
Me XM u TAT) paccMoTpeHa paHee.

PasHble ¢opmbl rumepxonecteponeMuy (TouHee, AUCTUIIONPOTEVHEMUN)
HAC/Ie[ICTBEHHOTO VI HeHAC/Ie[ICTBEHHOTO XapaKTepa (CM. HIDKe JIBe TaO/INIIbI)
HPOABILIOTCA Kak 3ab0/eBaHNe — aTepOCK/IePO3 C ero BCeM M3BECTHBIMMU OC-
JIOXKHEHMsAMM B BUJie MIHCY/IbTA, MH(APKTa MIOKaPHa, IepeMesKalolleics XpoMo-

Thl, 60e3Hel OYeK.

HaCIIe,T.[CTBeHH])Ie AUCTIUIIONPOTEVHEMUN

I'enetnueckne Bapnantsl nepenynsix runepannonporennemuii (L) — neannonporennemuii

anoC-11 XM

Tun no Mpex- Caaab ¢ atepo-
Tpusnazasioe nassanie 3 TIpuuisa HaToA0TIN — aTepockaeposa
PHECONY CKAePOI0M
Knacenueckan cemeiinas Ia Myraunonuuii gedpest JTHI-penemropa
rimepxronectepoaemia (FXC):
~ FOMOSUTOTHAS 444
~ FeTePO3NTOTHASE ++
Cewmeiinan [XC Ia Mytaunonuuii zepert Geara anoB-100 JTHII +H
[:l‘)lt’jllliil)l ,'l]l['r)LTiL'li‘l[(lJ||Kn'l‘l|l|['ll][ﬁ I]] hi_\"iililﬂ"ll HbIC HIMCHCHHA i!ll(]li, YOnACHHO® ++
(pemuannan [XC) obpasoparne JJOHIT, samepaennwii karabo-
anam pesuantieix JJOHIT w XM

Cemeitnan - [oskmennuii cunres u yposens JI1(a), yrue- -+
runep-JI1{a)esus Teme (pubpinosiaa
Cemelinan koMOiHIpOBatHAA Iv [Nossimennsi cires anoB-100 1 JJOHIT ++
I'II[]l’I}.'I“[]“II!'HITL'II][L'!I'I!H
Cemeitias runepXIIoMHKpoOREMia 1 Myraunonnsit gedpercr JIT-numass wm Genka =

HCHaCIIeIICTBeHHI)Ie JUCTUIIONIPOTEVTHEMUN

BTOpH‘IHbIe HeHaC/IeICTBEHHbIC 3ab0JeBaHuA —
JAHCJAHIIONPOTEHHEMHH, CBAJAHHBIE C ATEPOCKIECPO3IOM

. Caaab ¢ ate-
Jaboaesanne IIpHunHa HATONOIHH —
pocKepo-
HIH CHIJIPOM arepockieposa
30M
Caxapupii amader: Cankosnanposanne Hesca
2-ro Tuna anoB-100 JIHIT wan Genka JIII- 4+
1-ro THna penenropa® +
I'nmnoTnpeoa Topmosxkenne npeppaniena xo- +
JecTepoda B ReTYHBIE KHCIO0TR
B IeqeHH H SaMe/UIeHHe PpenenTop-
Horo sujonrrosa JIHIT v kposu
B remnaronMThl
Cungposm X HaM MHOKeC- Jueannonporennesus, MHCIL, i
TBEHHBIH MeTabOIIMecKii OEHPeHHE, THICPTOHHA
CHILAPOM

* D npyannt otnocates ® CJL 1w 2-ro Tina.
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buoxummmyeckme acneKkThI ANArHOCTUKHN aTEPOCKIEPO3a CBA3AHbI C AaHATTN30M
TAaK Ha3bIBA€CMOTI'0 «IVIHNITHOI0 KOMIIVIEKCA», IIPENCTABJICHHOTO B cnenylomeﬁ
Ta6m/1ue, ¥ C paC4€TOM II0 TaHHbIM )Ia6opaT0pHor0 aHa/Im3a KOBq)(l)I/II_U/IeHTa aTe-
POr€HHOCTH.
HHRHRBOH CcoAep:KaHHuA B KPOBH 3/10POBBIX moaei
JIMIIOINPOTEHHORB, XoJiecTepoJia JIHINOINPpOTEHHOB
H aloJIHIIOINPOTEHHOR

Konnentpauna B Kpobu
Xojuecrepos H JIHIIPOTeHNbI
M/ MMOJIE,/ 11
Xoxecmepon
Obmmii XC 150-250 3.9-6,5
XCJIHTI 135-155 3.5-4,0
XC JIBIT:
— MYKUHHBI 35-70 0,9-1.8
— JKEHTHHE 40-80 1,0-21
Junonpomeuwnv kpoeu, v/a

JIHIT 3,0-4,5
JIBIL:

MYAUHHEBI 1,2-4,2

SHCHILHH DI 2,5-6,5
JHI(a) 0,2-0,3
anoB 0,6-1,8
anoA-1 1,1-22

Koa¢ puument areporeHHoCcTH
Moit pyxoBoputens (110 Hay4HOIT paboTe Ha Kadenpe 6roxumun JIeHUHrpag-
ckoit BoenHo-meguimHckort akagemuy uM. C.M. Kuposa) akagemux AMH CCCP
n PAMH Kmnmos A.H. Hay4HO 060CHOBal M BBET B KIMHUYECKYIO TPAKTHKY
CCCP u PO mHpeKc aTepOreHHOCTY, HO3BOIAIOLINIT [0 TAGOPATOPHBIM TaHHBIM
BEpPOSATHOCTHO OLIEHMBATb PYICK PasBUTIA aTePOCK/IEPO3a y JAHHOTO NaLlMeHTa.
Ka=(XC, +XC

)/ XC,,, = (XC,, . -XC, )/ XC, <3.

JIOHII o6umit

Oba ypaBHeHMs TOX[eCTBeHHbI. Ha OCHOBaHMU IIPaBOrO ypaBHEHUS
Bpay-1abopaHT fenaeT [iBa aHajam3a u paccuntbiBaeT Ka. JleBoe ypaBHeHue
IIO3BOJISIET OLJEHUTH COOTHOLIeHNEe «IT0X0ro» XC (4MCINTENDb) U «XOPOLIEro»
XC (3HaMeHaTerb).

Koa¢dunueHT aTeporeHHOCTY MO>KeT OBITh BBICOKUM 32 CYET YBeTNYeHU A
«toxoro» uy areporenHoro XC (8 JIHIT n JIOHII) unu 3a cueT yMeHblIeHN A
«xopouero» antnareporensoro XC (s JIBII).

Bricokme 3HaueHUs K03 UIMEHTa aTepOreHHOCTU CBUJETE/IbCTBYIOT O
HIOBBILIIEHHOM pycKe GOPMUPOBAHMS aTepOCKIEPOTHYECKUX O/IALIEK B apTe-
PUAX 371aCTUYECKOTO THUIIA.
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(DaKTopb[, IMOBbIIIAIOINIHE PHCK 3360JI(‘3B3HH§I, CBA3aHHbIX
C aTepPOCKJIEPO30OM

[HUTAHWE C [IOBLIIIEH-
HEIM COZEPKaHHEM
SKHBOTHOTO 3KHPa

n XC

Kypenue
HabbrTouHoe oTpeb-
JIEHHE ATKOTOJIA
CHikenHad dusn-
YecKas aKTHBHOCTD

cuer JIHII

ApTepHasnbHasg THIIEPTO-
HHSA

Huskuit ypoBenb B KpoBU
JIBII
TurnepTpUrIUIIEPUIEMUS
Osxupenne

Caxaphblii quaber
TpomboreHHbIe GpakTOPEI

Hemoauduunpyemere
Momudunupyemblie parTopbl
Py b p (akropbl
o0pas KIsHK Guoxumirteckie n dsio- MIYHOCTHBIE TApaMeTPbI
mormueckne Gpakropsl
Poccus, 1996 e.
Boicokokanopuitnoe | Tnnepxogyiecteponiemus 3a | Boapact — ¢ Bo3pactoMm Bo3-

pacTaeT PUCK
[on — y My:KUMH pHUCK 60JTB-
e

Hanmune y 6iusrix poa-
CTBEHHHKOB KJIMHHYIECKHUX
MTPOABJIEHHIN aTEPOCKIEPO3a
(ans MyskunH — 10 55 Jer,
JULsL SKEeHIH — 10 63 aer)
Hanune B cemMbe uig

C THIEPIHIINAEMIET

CIIIA, 1993 e.

acTporeHaMu

Kypenmne

BospacTt — juts MyskumH ctapiie 45 et
Boapact — u1a skeHmun crapuie 55 JIeT MM PaHHAA MeHOTay3a Oe3 Teparnun

Hanuure B ceMellHOH HMCTOPHE HIEMHYECKOI Oo/Ie3HH cepiiia

Aprepuanbias runepToHus
Caxapubtii quaber

ITuxn HayyHbIx pabort ¢ yuactueM E.I. 3esepoBa no 6moxummm aTepocKireposa
1. 3esepos E.I. Buoxummueckue acreKTsl aTepockieposa // Bomp. 6uon.,
Mex., papm. xumun. — 1999, Ne 1. — C. 49-55.
2. I'y6apesa A.E., 3e3epos E.I. Buoxummdeckue MexaHI3MbI TATOJIOT MY 00-
MeHa TunuaoB // bruoxuMmyeckye OCHOBBI IIATOJIOTMYECKUX MTPOLIECCOB
(mog pen. unen-xopp. PAH E.C. CeBepuna). — M.: M3p-Bo MepuiuHa,
2000. — C. 122-154.
3. 3esepos E.I. Aypuonexuyu 1o 6uoxumun arepockieposa. Juck CD-ROM
B KOMIIJIEKTE C KypcoM JleKuuit «buoxmmums ob1as, MeguuHCKas u dap-
Makonornmdeckas». — M.: MIag-so MUA, 2014.



NMepeBapuBaHue 6eNkoB.
KaTtabonnam aMmMHOKUCNOT

Knaccudpukaumm ammHokucnort (AK)

B nexruu Nel mer paccmotpenn aBe kinaccupukauunu AK. Tperbs kmac-
cudukanus ocHOBaHa Ha ux ArddepeHnmanuy mo ncTouHNKy aTnx AK.

1. HesamennmMble AK He CMHTe3MPYIOTCS B OpPraHM3ME, OHM IOCTYHAIOT
TonbKO ¢ rniiei (8 AK).

2. 3amennmbie AK — cunTe3 BosmokeH (8 AK).

3. YactnyHo 3ameHnMble AK cMHTe3MpyI0TCA B HEOCTATOYHOM KOIMYe-
CTBe, 0coOeHHO y fieTeit — Apr, ['uc.

4. YcnosHo 3amenuMble AK o6pasyrorcs us nesamenuMbix (Iuc, Tup).

OcHoBHOI NCTOYHNK BceX AK M emMHCTBEHHBIN NCTOYHIK HE3aMEeHM-
Mbix AK — nmiessre 6enku. [TonHOLeHHbIE 6K )KUBOTHBIX 1 PACTUTE/b-
HbIIT 6e10K 13 coM cofiepkaT Bce HesaMeHnMble AK. PacturenbHble 6enky, Kak
IPaBUJIO, HEIOMHOLEHHBL. [I09TOMY MHEH1IbI MCIIOTb30BAIN CMECh — CYKKO-
taur: 60651 (Mano Tpu, mHOrO JIN3) ¢ Kykypysoit (Muoro Tpu, maso JIus).

B opraHmsMe NIpOMCXOAUT MOCTOSHHOe OOHOBIeHMe GenkoB (pacmaj u
crHTe3) mpy rubeny KIeToK, B Mpoliecce YacTUYHOro MpoTeosn3a mpodep-
MeHTOB 1 6ekoB. K karabonusupyeMbIM 6enKaM IPUCOENUHAETCS «KUTIIEP-
Has» MeTKa — YOUKBUTHH (6e1oK 13 76 AK) 11 OHM paspyLIaloTCcst TKAHEBBIMMI
KaTeIICHHAMIL.

)



186 Buoxumus obuias, MmeauumHckas v gapmakosiormyeckas

BamaHc aMMHOKKCIIOT B OpraHu3Me 4enoBeka (1udpst — r/cyr)

WeTourukn AK

1. NMuuiesble Benkv 2. Trkanessle Genku 3. Cunteanpyemelie AK
nepeeapuBaHie pacnag BuocuHTes
80 400

|

CeoBogHele AK
30-35

Myt ncnonb3oBauua AK
B TKaHAX l
1. BuocuuTes Benkos 2. OBpasoeaqune HebenkoBLIX 3. Karabonuam AK
400 a30TUCTLIX COBOUHEHWA 70
(rem, HYKNeoTUAL!, KPEaTHH, / \A
KpeaTUHWH K A
p Ap-) Ammmnak KeTokmcnoTe!
MouesuHa mioko3a KeToHoBbLIE

Tena

IToHATME «a30TUCTBINA GaTaHC» MOABWIOCHh B OMOXMMNM B CBASU C TEM,
4TO 6eKu cofepkat 95% asoTa OpraHusMa.

VYpaBHeHne 6anmaHca:

0 = a30T mocTymarulel MUY MUHYC a30T, yAansieMblil U3 OpraHu3Ma C
MOYO0Jf, KaJIOM, IIOTOM, BO3YXOM.

Tpu BapuaHTa a30TUCTOrO Oananca:

0 = 0 — a30TuCTOE paBHOBECHE 3TOPOBOTO Ye/IOBEKa;

0 > 0 — IOMOXUTENbHBIN 6aTaHC IPU POCTe, PAa3BUTUH, BbI3OPOBIEHNN
rocie 60esHe;

0 < 0 — oTpuiarenpHbIit 6amaHC Mpy 60/Ie3HIX, TOTOGAHN, HETIOTHOLEH-
HOIJ1 IM1Ie C OTCYTCTBMEM JlaXke ofHOl HesaMeHuMoit AK.

MepeBapuBaHue 6enkoB B XXKT

9T0 mporjecc pacnaga 6eIKOB IpU YIACTUY IpoTeas (IIeNTUa3), IUAPOTIn-
3YIOIMX IIENITUAHDbIE CBA3U B 6enkax.

PaspoiB nenTupHOM CBA3M:

H,0
|
o}
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OHAp0- 1 9k3onenTugassl (Knacc rmaposnas)

3HaonenTWhaskl KATANMIUPYIOT Pa3pbIB 3K30NenTUaasbl PaspeIBaoT TEPMUHANBHbIE
BHYTPEHHMX NENTUAHLIX CBA3EN CBA3K ¢ ocBoGoMaeHUeM
¢ oBpa3oBaHleM NeNTMAHLIX (pparMeHToB ceoBOAHLIX aMMHOKMCNOT
N l c N / \ o
| | | | | | | | | | |
I I I I I I I I I I |
3HAOONEnTUAA3LI NENCHH, TPUMCHH, 3K30NenTMAA3L: aMUHONENTMAA3L (Nesas
XMMOTPUINCUH, 3nacTasa, YacTe cxembl), kapbokcunentuaassl (npasas
3HTEpONEeNnTMAa3a U PeHHUH (y AeTed) 4acTb CXeMbl), AUNENTMOassLN W TpUNenTUOasb!
IIporeasspr:

1) CMHTe3MPYIOTCS KaK aKTUBHBIE (PePMEHTDI B SHTEPOLIMTAX TOHKOTO KH-
IIeYHMKa (AMUHOICTITHUA3b], S9HTEPOIIeNITU A3, AUITeIITI/a3bl);

2) CMHTEe3MPYIOTCS B BMfie HEAKTUBHBIX IIPOPEPMEHTOB, a flajiee B HOIOCTI
JKeTy/IKa Y KUIIEYHMKA aKTUBUPYIOTCA METOOM YaCTMYHOTO ITPOTEO/N3A.

MecTto cHHTE3a H AKTHBallUd HCAKTHBHbIX Hp()(bepMeHTOB

Cunreanpy- Mecro Axrupanusa npocdepMeHTOB (3HMOTEHOB)
ouHH ACHCTBHA npodepment | axrumaro Ha3BaHHEe aKTHBHOTO
opran depmenra | TPOPEP ' p depmenta

[nasuble [Honoctb [lencunoren | Cossinast [encun (ynanenst

KJIETKH CTEH- | JKEJyTKa KHCa0Ta, 1a- | 42 AK)

KU JKeJIy JIKa Jlee [elcut

Homxemy- [lonocts Tpuncunoren | DuTeponen- | Tpumcun (yaaneHs

Jl0YHAasd TOHKOI'O TH/A3a 6 AK)

JREAETA KHIIEIHIK | 3y norprmen- | Tpumenn XHUMOTPHTICHH

HOTeH

[Tpokap6okcu- | Tpumncun Kap6okcunenrnmasst
TMeTTTH/IA3bI Aub

Aub

[Tpoanacraza | Tpuncun Daactasa
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Cnemm¢uunocts mporeas XKKT oTHocurenpHas. Kaxpjaa nporeasa MoxeT
paspyLaTh Mo6y0 HENTUHYIO CBSA3b, HO C HaMOO/MBILIE CKOPOCTBIO — CBS3U
yKasaHHbIX HIDKe AK.

Paapb.laa emMasn nenTuaHanA CBA3b

N-KkoHey, l C-koHey,
NH—C]H —CO——F——— NH—C|H—CO
R4 Ro

— AnA TpUnchHa — ANA NencuHa

R4 ato k3 u Apr Rz ato ®eH, Tup

— ANA XMMOTPUNCUHA
R4 ato ®eH, Tup, Tpu

— NS nencuHa nencuH
R4 ato deH, Tup
anacrasa
-Nled——Tn
-nu—= Ana-

Oco6eHHOCTH TepeBapyBaHMA OEIKOB B JKeTyaKe

1. HeakTuBHBII NPOPEHHVH IPYNHBIX JeTell aKTMBUPYETCS COMAHON KUCTIO-
toyt HCI (4acTiyHbI TPOTEO0/IN3) M AKTUBHBI PEHHMH (XMMO3MH) KaTanusupy-
eT OrpaHNYeHHBII Paciaji paCTBOPUMOTO Ka3eMHOTeHa MOJIOKa € 06pasoBaHueM
HepacTBOPMMBIX ()parMeHTOB, KOTOpbIE CBS3BIBAIOT Ka/lbLiMil MOJIOKa 1 Jajee
MeJI/IeHHO PaspyLIAIOTCs MaTIOAKTUBHBIM METICMHOM HOBOPOX/JCHHBIX.

2. I'maBHbIE KJIETKM CTIM3UCTON JKETyIKa CUHTE3UPYIOT HEAKTUBHBII TIETICH-
HOT€H IIPY CTUMY/IALVI TPAHCKPUIILIMY MECTHBIMY FOPMOHAMY — TacTPUHAMM
(qepes VID-cucremy). ITercuHOTeH Me/IeHHO aKTUBUPYETCs B IIOMIOCTH SKEMy/Ka
comsroit kucoroit HC, a sateM 6p1cTpo mencuHoM (ayTokaTanms). AHaTOTMIHO
B JIBa 9TAIla aKTUBMPYETCS TPUIICHHOTEH B OJIOCTH 12-IIePCTHOI KMIIKIL.

3. Cunres u cexpeunst HCl B 06x/mafiounbix KaeTkax sxemyaka. [t moga-
BrieHust cekpernu HCl mpu rumepanngHOM racTpuTe U si3Be HA3HAYAIOT OMe-
npason — HeoOpatuMblit nHrubuTop H*/K*-AT a3

()
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Tpaucrioptep
dHWOHOB
KpoBb Na CI~
= CO,
HCO4
- -
O6Gknapo4Han H Coa .
KNeTKa H2003 -« HZO + COZ
X 7 4
NOPHBIA H+ K+
KaHan \
I H* K*
HenypouHbin
coK ~ e
B NONOCTH HCI
xenyaxa H'/K*-AT®aza

ITpy maHKpeaTuTax ¥ IAaHKPEOHEKPO3aX TPUIICMHOTEH aKTMBUPYETCA He B
MONOCTY 12-TIEPCTHOM KMUIIKY, & B MECTE CBOEIO CUMHTE3a — B IOMKETYIOYHOM
Xere3e B pesy/ibTare 3a6poca SHTEPOIeNTI/A3bl 3 KHIIeYHNKa B >keresy. [Taro-
JIOTMYECKOe IIepeBapyBaHyie TKaHel IIAHKpeac /Ie4aT ¢ IIOMOIIBIO alIPOTMHIHOB —
00paTUMBbIX KOHKYPEHTHBIX MHIMOUTOPOB IpOTeas (KOHTPUKAJI Y TOPHOKC).

BcacbiBaHne AK

IIponykTbl mepeBapuBaHus OenrkoB — cBobomHele AK BcachIBaioT-
Cs B TOLIYI0O KUIIKY crocobamu: 1) obneryenHoit auddysuy; 2) Bropmu-
HO akTuBHOrO TpaHcmopta (cummopt ¢ NaCl) — pgnsa HeGonbuiux Hesaps-
xeHHbix AK, Mert, IIpo; 3) mepBMYHO aKTMBHOTO TPAHCIOPTA C y4acTHeM
Y-DTyTAMMITPAHCIIEN TH/5asbl.

Y HOBOpOXJeHHbIX cMabas akTuBHOCTD npoteas JKKT He obecreunmBaer
HOJHBI TMApPonu3 6eKoB 0 cBo6ogHbIX AK 1 MOTyT BCachIBaThCsi OIUTO-
nentupsl. [Ipy paHHeM IepeBOfie fieTeil Ha MIUTAHME C Ty>KEPOJHBIMU OeTKa-
MU (Iaxke MOJIOKOM HEPOIHOI KOPMIINIIBI) YKa3aHHbIE ONIUTONIEIITUIbI MH/Y-
LUPYIOT Ay TOMMMYHHBIIT CTaTyC pebeHKa, YTO MOBBIIIIAET B Aa/IbHEIIIeM PUCK
pasBuTHs caxapHOro guabera 1-ro Tuma.

Kara6omusm AK npoucxonnt mocne nx nocTynnenus us KpOBU B KIIET-
KM VI COCTONT M3 [IBYX IIPOLIECCOB:
1) moTepst aMMHOTPYIIIBI B pe3y/IbTare TPAHCAMUHMPOBAHNS U [€3aMU-
HUPOBAHUA U
2) mpeBpalieHne 06pa30BaBLINXCS KETOKUCIOT B I/IIOKO3Y ([/I51 T/IMKOTeH-
ubix AK) unu B ketoHoBble Tena (s KetoreHHbix AK).
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TpaHcaMmuHupoBaHue —
nepeHoc o-aMuHOrpymmsl AK Ha yHMBepcanbHBI aKLENTOp — O.-KeTO-
DIYTAPOBYI0 KUCIOTY € 06pasoBaHMEM «LJaPUIbl» aMUHOKUCIOTHOTO 06Me-
Ha — IJIyTaMIHOBOI KMCIOThI [1y.

9Ty o00paTMMyl0 peakUMI0 KaTaausupyeT, HalpuMep, alaHNH-
ammHorpaHcdepasa (AJIT), monHoe HasBaHMe: alaHMH-O-KeTOITTYTa-
paramMmuHOTpaHcdepasa (10 IpAMOI peakLun).

COOH COCH
| «a ] [ |
(1(|3H— NH, < (]3H2 < c=0 + CH,
+

0.COOH *ac=o0 COOH CH—NH,

COOH COCH
AnaHwH (Ana)  o-keTornyTaposas MupoBwHorpagHaa  [nyTamuHoBanA

kacnora Kucnota kwcnoTa (Mny)

AMmuHoTpaHCcepas3bl — CIOXKHBIE 6K ¢ KOPepMeHTOM MU PUJOKCaIb-
dbocdarom (B,), KoTopsiit cBA3aH ¢ anodepMeHTOM KOBa/NEHTHOI anbMIH-
HoOJI cBA3bi0. O6maatoT abcomoTHON cybcTpaTHOM crenunyHocThio K AK,
kpome JIus, Tpe, IIpo, KoTopble pacmafgaoTcs APYTUMU Y TSMMA.

JIBa opranocnennduyeckux pepmenta AJIT u ACT:

1) uutosonbHast AJIT crennduyna u Hanbosee aKTUBHA B edeHy; Ipu 60-

JIe3H:AX MedeHN (TemaTuThl) akTuBHOCTD AJIT HoBbIIIaeTCA y)Ke Ha paH-
Heil 6e3)Ke/ITYLUIHO CTaAuM C MAKCMMYMOM Ha 6-10 meHb;

2) npu uHpapKTe MMOKApAa MUTOXOHAPMAIbHBI 130(epMEHT aclapTar-
ammHoTtpancdepasst (ACT) u uuTO30/bHBIN 130(hEPMEHT BBIXOIAT 13
MIOKapfa B KPOBb y>Ke Ha 4—6 9acy OCTPON CTaiui; YBEINYEHNE B KPOBU
koHueHTpanun ACT npopomxkaercs 3-5 CyTOK.

Ade3zamuHupoBaHune AK —
IPOLIECC MTOTEPU AMMHOKMCIIOTONM CBOEN OL-aMMHOTPYIIIBI B MaTPUKCE MUTO-
XOH/IpUIi C TPeBpaIlleHeM AMIHOTPYTITbI B CBOOOAHbIN aMmuak NH,.

JIBa Tnna fe3aMMHIPOBAHNA
I. TIpaMoe ge3aMMHMPOBaHMEe — 3TO peaKIUM OCBOOOX/ICHN S aMMIaKa C

OJHUM (bepMEHTOM un 6e3 y4qacTus OIpyrux MOJIEKY/I-IIOCPETHMKOB!:

amMuHOKMCoTa —> NH, + KeTOKucmora.
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ITo xapakTepy XMMMYECKOJ peakluy IpsAMOoe Je3aMMHJMPOBaHNe ObIBaeT
OKMCIIUTENbHBIM U HEOKUCTUTENBHBIM.

[TpaMoe OKMCIUTENTbHOE Jie3aMVUHIPOBaHNUe TTyTaMIHOBOI KUCTOTHL Dep-
MEHT 1-J1 peakiuy — MUTOXOHApUanbHas IyTaMataeruaporeHasa (Ko-HAJY);
ammocrepudeckue uHrnburopsr — HAJIH, AT®; aktuBatop — AJID; nHAyK-
TOp — KOPTU3OJL.

HAOH + H*
(|ZOOH HAD® ’ (i,‘OOH HzQ‘ T‘OOH
(C|:H2!2 CHy)y ——(——— ((13"*2)2 + NHj
0. CH—NH, C=NH ac=0
| ¢ I l
o COOH COOCH COCH
ny o-Kketornytapar

IIpsimoe HeOKMCIMTENTbHOE Jle3aMMuHupoBanue cepuna. ®epment ana Cep u
Tpe — cepuHTpeoOHMHAETMApaTa3a KaTaIM3MUPYeT 1-10 peakiuio, 2-1 peaKkuns
IIpoTekaeT HepepMeHTaTUBHO.

CH,OH CH CH

| R
CH—NH, TC—NH; ——=2» C=0 + NHg
| I |
COOH g COOH COOH

Cep Mupyear

II. HenpsiMmoe ne3aMMHMpOBaHMEe aMIMHOKKCIIOT. [[Ba aTama ¢ depmeHTa-
mu E| (ammHoTpancdepassr) u E, (rmyTamarjernporenasa), moCpeqHUKN —
Ol-KeTOITIyTapaT U [Ty TaMIHOBasI KUCIOTA:

Eq E2

TpaHcamMuHUpoBaHue JezamuHupoBaHve
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O61mas cxeMa HEMPAMOTO Ae3aAMITHMPOBAHMA aMMHOKMCIOT (E, — amu-
HOoTpaHcdepassl, E, — rmyramaraernaporenasa)

PasHble AK
(kpome Ius, Tpe, MNpo, o-KetornyTtapart
He umetownx E4)
E1 E2
l ‘Q o
KeTtokucnothbl rny

B 3ak/roueHNe Iepednciiio OCHOBHBIE KJIACCHYeCKVe TUIIDI [le3aMIHIPO-
BaHuA AK:

npsamoe — pa I'my, Cep, Tpe, I'uc;

npsimoe u Henpsamoe — pans Cep, [uc, I'my;

Henpsmoe — st MHorux AK, kpome JIus, Tpe, ITpo, kaTab0omusm KOTOPBIX
HPOUCXOUT PYTUMU CHOCOOaMIL.

B MpIlIeyHOI TKaHM TTyTaMaT/erniporenasa E, MMeeT HU3KYI0 aKTWB-
HOCTb, II09TOMY B MBIIIIaX HENpsAMOe [e3aMMHJPOBaHMe OoJiee CIOXKHOE:

AK — T'ny - Acn - AM® — NH, ¢ yuactuem Ha mocnennem srane AM®-
Je3aMMHA3bl.

Cxema oOuiero katadonnama AK
AK—> NH3 —> MoueBuHa
KeTtokucnotel — [NHOKoO3a

KeToHoBLIE TENA

O6wwui nyTb katabonuama

CuHtes AK n Llens nepeHoca anekTpoHOB
Opyrux BellecTB

AT

()



O6meH ammuaka. BUOCUHTE3 MOYEBUHbI
n 3aMeHNMbIX aMUHOKUCNOT

VIcTOYHUKM aMMUaKa B OpraHu3Me 4e/IoBeKa — KatabonusM (me3aMuHu-
poBaHue):
- aMMHOKUCIIOT;
HYKJISVHOBBIX KVIC/IOT M HYKJICOTU/IOB;
OVOTeHHBIX aMIHOB (TOPMOHOB, MEAMATOPOB);
- AK 6e/1K0OB B TOJICTOM KVIIEYHVKE IIPY YIaCTUU MUKPOQIIOPEL

MexaHn3Mbl TOKCUYHOCTU aMMMaKa
AMMMaK HaXO[UTCA B OPTaHaX U XUAKOCTAX B Bue Monekynbl NH, mnu
noHa ammonua NH
Konnentpaunus B KpoBu 3sgoposoro uemobeka 0,4-0,7 mr/m mnmm 25—
40 mxMonb/n. IlpeBplllleHNe 9TOTO MOpPOTa BBISHIBAET NPOSABIEHME TOKCHUYeE-
CKMX CBOJICTB aMMMaKa.
MexaHN3MBbI TOKCHYHOCTH:
1) cosmaHue ayKano3a, IPUBOAAILIETO K I3MEHEHUIo MeTaboMu3Ma, B 4acT-
HOCTH K yBenudeHuto cpopcrtsa Hb x xucmopony u x rumokeunu, K Ha-
PYLIEHNI0 pabOTbl MHOIMX (PepMEHTOB:

NH, + H,O — NH,OH (anxanos!);

2) MOH aMMOHNS HapyIIaeT [lepefiady HePBHBIX MMITY/IbCOB;
3) aMMMaK yCKOpsIeT peaKIMyX BOCCTAHOBUTEBHOIO aMMWHUPOBAHIUS
ketokucnot (KK)
NH, + KK - AK
C BPEIHBIMU TIOCTIEICTBUAMI:
o yMmenbmaercst komudectBo KK n Hapymmaercst LuTpaTHBIN LUK U
cunares ATO;
 HapyIIAIOTCs OCHOBHBIE IIyTH KaTabonuama AK 1 6MOTeHHBIX aMIHOB
(ropMOHOB, MeAMATOPOB);

(=)
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4) aMMMaK yCKOpseT C/IefYIOIYI0 peaKI[MIo i YBeIM4MBaeT B TKaHAX KO-
nudecTBO riyTamuHa (I'H):

NH, + Imy + AT® — I'nu + AJI® + H PO,.

I'/1H HeoOXORMM [i/IsI CMHTe3a Ge/IKOB U TPAHCIOPTUPOBKY aMMMaKa B Iie-
YeHb U ITOYKM, HO IIpU U30BITKE B K/IeTKaX (HeilpoHax) OH BbI3bIBaeT fuddy-
310 BOAbI (Ha ce0s1) M OTeK HEIIPOHOB. B pe3ysbraTe peakijuy yMeHbIIAETCS
TaK)Ke KOJIM4YeCTBO [71y 1 cOOTBeTCTBEHHO cMHTe3 13 [y TOpMO3HOTO Mefya-
TOpa Y-aMIHOMAC/ISIHOJ KMCIOTBIL.

MexaHu3MbI 00€3BpEKMBAHIS TOKCUYECKOIO aMMUAKa:

1) cBs3bIBaHME aMMUaKa 1 cuHTe3 [7IH, pacxoayemoro njsi o6pa3oBaHus

6e/1KOB, — BO BCEX OpraHax;

2) B Ie4eHN — B PeaKIMsIX CUHTE3a MOYEBVHBI.

Crepyroras cxeMa IeMOHCTPUPYET IIEPEHOC AaMMIAKA 10 KPOBY B COCTaBe
TpaHCIOpTepoB — I'7TH 1 Aa B Ile4eHb U IOYKM B Le/ISIX CUHTE3a B IIeYEeHU
MOUYEBVHBI /I BBIBEICHNA Y€PE3 IIOUYKM C MOYOI MOYEBMHBI I aMMMaKa (B BUIC
cornen aMMOHI/IH). Taxkoit MeXaHM3M IIO3BOJISIET Hef/lTpa)’H/ISOBaTb TOKCHYECKOE
I[ef;[CTBI/Ie aMMJaKa Ha KJIETK! M OpTaHBbI.

MeTta6onn3m ammuaka u AK B pasHbIx opranax

SHTepouMTLI
K1LLIeYHWKa,
MbILWLbI

TkaHu ¥ opraHsl

AK—Tny—> NH; —*TnH
! NH; <—— AK

} !

Kpose M Ana

MouesuHa

()
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Cynp6a aMMHOKICITOTHOTO a30Ta B MOYKAX
B nouku nocrynawoT [71H, HEPEHOCYNK aMMIaKa, a TAKXKe pasInIHble Me-
Tabomnyeckye KUCIOTHL (MOTIOYHasA, pochopHas, KeTOHOBbIE Tela), KOTOphIe
aKTUBUPYIOT (epMeHT ITOYeK INyTaMMHa3y, KaTaausupPYIOLIyI0 0CBOOOXKe-
HIe aMMMaKa:
[ma + H)O — T'my + NH,.

Oxomno 30% ammmaka obpasyerTcss mpu fAesaMuHMpoBaHum csomx AK
B IMOYKaX. AMMMAK HeJTPanusyeT KUCTOThI, CONIY aMMOHUS BbIBOJATCA C MO-
40if, He HapyIIasA KMCIOTHO-IIeI0YHOe paBHOBeCKe OpraHusMa. B aTom ponb
NH, B noukax. [Ipu ronojanum, caxapHom finabeTe yBeNMIMBAETCA B IOYKAX
KONMMYECTBO M KUCTIOT, ¥ aMMMAaKa, ¥ COOTBETCTBEHHO BBIBOIMMBIX COJEIt.
B cnyuae maronoruu (nmenonedput, TyOynonaTuy) YMeHbIIaeTcA o6pa3oBa-
Hue NH,, ero samMeHseT Na 1 HexxenraTennbHY 0 ToTepto Na 60/1bHO¥ KOMITEHCH-
PYeT yBemmueHeM CTOIOBOI COMM B paIliOHe, UTO HellenecoobpasHo.

BuocuHTes MOYEeBUHBI o0ecmeumBaeT BbIBeJeHUE M3 OPraHM3Ma
90% a3oTa pacmagalUUXcs 0eTKOB M MOMOMHAET POH YACTMIHO 3aMe-
HUMOTO Apr.

CyMMapHOe ypaBHeHMe LIMK/Ia:

COOH

NH3 + CO, + CH,  +3AT® +2H,0 —>

(i:H—NHz

COOH

Acnaprar

— MouesuHa + Gymapart + 2(AAd + HyPO,) + AM® + H,P,0;
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OpHUTHHOBBII MK/ CMHTE3a MOYEBUHBI

3AT® Uurozons
M""O)ro

M
OpHUTHH MoyeaunHa

Dymapar

Q)

ApPruHAH
KapGamoundpocdiat + OpHUTHH
Uurpynnux
ApPruHMHOCYKUMHAT
1 /
Uutpynnuu + Acnaprar

AT®
Uurozone

Acnaprar Oymapar
AKy rny —» I «—aAna  HAO' fe—H20
Okcanoauerat 4% Manar
HAOH

3ATO

MuToxoHapUA
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PeaKm/m CHHTE3a MOYCBIHbI

NH.,
I. E,
NHz + COz + 2 AT® + HyO—= C=0 + 2 ALD + Hz PO,
O ~ PO3H-

KapBamowndrocdrat (Kd)

. NH NH
/ 2 E|| / 2
K@+ (CHz)3 —= C=0 + H3PO,
CH—NH, NH NH2
| | Pl
COOH (CH2)3—C{1
OpHUTUH Uurpynnuu COOH
m. COOH NH COOH
e Em || e
Uurtpynnud + HoN—CH + AT —» C — NH — ?H
CHs PiJH (|2H2
COOH (CHz)3 COOH
AcnaparvHogan |
Kucnorta CH—NH;
ApruHunHocykuuHaT (AC) COOH
v.
E NH
vl HC—COOH
AC — C— NH2 +
COOH—CH
ITIH
(CH2)3
ApPruHuH__—" 0
Tpanc-chymapoean
e ?H—NHz KucnorTa
COOH
V.
EV /NHZ
Apr + H20 —= C\:O + OpHWTUH
MNH2
MouyeBuHa

DepMeHTHI OPHUTHHOBOTO IIUKIIA:
a) MUTOXOHJIpUAJIbHbIE:

E, — xap6amonndocdarcunrerasa I;

E,, — opuutnHKapbamMounTpancdepasa;
6) LIUTO30/IbHbIE:

E , — apruHMHOCYKIIMHATCUHTETA3a;
E,, — aprMHMHOCYKIMHAT/INA33;

E, — KoHeuHbIll pepMeHT apruHasa.
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ITpencraBneHHble cXeMa M IATb peaKIUIl IIUKIIA CO CBOUMU (epMeHTaMu
MIOKA3bIBAIOT IIPOMCXOX/IEHNE JBYX aTOMOB a30Ta MOYEBVHBI: ONVH — 3a CUeT
aMMJaKa, 0CBOOOAMBIIErOCs NPU Je3aMMHMPpOBaHuUM [Ty, BTopoit — 3a cueT
amyHorpymnnsl Act (peakuus III).

OHepreTnyecknit 6amaHc nukaa: pacxopyorcs 3 ATO (peakuun I un III),
06pasyIoTCs METOZIOM OKMCIUTENbHOTO hochopunupobanusa 6 ATO.

Perynsanusa: NH, kak cy6cTpaT akKTUBUPYET IUKJI, alIOCTEPUIECKUIT aK-
tuBatop depmenta E. — N-aunerunrnyramar, nuuaykrop depmentos E, E ,
E, — xoptuson.

I'mnepaMMOHMEMUU — 3TO CHMHAPOM 3a60/I€EBAaHNUII ITeYeHN, CBSI3aHHBIX
C HapylIeHeM OpHUTNHOBOT'O IINKJ/IA, C yMEHbIIEHNEM CMHTE3a MOYEBMHDI 1 C
yBeNMYEeHNEM B OPTaHM3ME aMMMaKa, KOTOPBIIL IOpa>kaeT HEPBHYIO U IpyTHe
CHUCTEMBI. HepBI/I‘IHbIe TUIepaMMOHNEMMN BO3HUKAIOT IIpM MyTallAX I'€HOB
(bepMeHTOB LIMKJIa, BTOPMYHbIC — CBA3AHBI C T€IIATUTAMM Pa3HOTO I'eHe3a (BI/I-
PYCBL, a/IKOTO/Ib, KCEHOOMOTUKN).

IIpodpunakTuka u redyeHne runepaMMOHIEMUIT

1. OrpaHn4eHue MNIIEBOTrO OeIKa.

2. JlexapcTBa — KeTOQHAJIOTM He3aMEHMMBIX aMMHOKNCIIOT; MeTabou-
Thl OPHUTVHOBOTO LIMKJ/IA, B YACTHOCTU — renamepl) (KOMIUIEKC OPHUTHHA U
acmapraTta); peHmmaneraT u 6eH30aT, CBA3bIBAIOLINE U YAAIAIIINE C MOYO
sHporeHHble ['TH u Iy, Ans pereHepanuy KOTOPBIX UCHONb3YeTCA OpTraHU3-
MOM M30BITOYHBIT aMMHAK.

JI71s1 MOHMMaHUA, IMATHOCTUKM U JIeYeHNs IIaTOJIOTUYU a30TUCTOTO 00Me-
Ha 4Ye/IoBeKa HaJlo 3HAThb KAaueCTBEHHDIN M KOMMYeCTBEHHBIN COCTAaB a30TH-
CTBIX BelIeCTB KPOBM 1 MO4YN. B koMII/Iekce HeOeTKOBBIX a30TIUCTBIX BEllleCTB
KpoBM («OCTATOYHBIN a30T») MOYEBMHA COCTAaBIseT B HOopMe He 6omee 50%
U yBelM4eHNUe 3TOro nokasarend o 80-90% cBUeTeNbCTBYET 00 ypeMuu ¢
IJIOXMM IIPOTHO30M. B MOdYe 3/[0pOBOro YenoBeKka a30T MOYEBMHDI COCTAB/AET
90% OT BCeX a30TUCTHIX BELECTB MOUM («OOLIMIT A30T»).
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Co,uepmafme MOYeBHHBI M HeGEIKOBOro a3oTa B KpPOBH H MoY¢e
B HOpMeE H IIPH IIaTOJOIHH

CriBOpOTKa KPOBH Moua

HOp.Mbl MOUEBLHBL

15-50 mr/mn 20-35 r/cyT
2,5-8,3 MMOJIb/ a1 330-580 Mmoub/cyT

Hopma ocmamounozo azoma Hopma obugezo azoma
20-40 mr/nm; 14-29 mMons/n 9-16 r/cyt; 710-1070 MMoaB/CYT

Butuie nopayot

Asoremust Asorypust

1. OGoramennas OeaKaMu MANEA

2, CeepxunreHcupHas (usuueckas padora

3. Bonesun: ocanenmst, HHGEKIINH, 03KOTH, Kpali(caaBaeHns )-CHHAPOM, caxap-
HBII AnabeT

Huoice nopmwi
1. J/lmvrensroe rotoganue
2, Taxennvie Goae3HN TEUEHH

[Ipyu XpoHMYECKOH TOYeUHON HeJOCTATOUHOCTH C HAPYLIEHHEM BbIIE/HTeIbHOI
(hyHKIIN TIoYeK

B xpoBn — ypennueHue B moue — ymeHbIIEHNIE

Kara6onmnsM aMIMHOKICTOT M MeTa00IM3M UX 6€3a30TICTOr0 0CTaTKa

AK—> NH3 —> MouesuHa

Ketokucnotel —— [niokoaa

KeToHoBble Tena

O6wwmin nyTk kaTabonuama

|

CuHTes AK 1 Llens nepeHoca anekTpoHoB
ApYrux BellecTs

AT®
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MeTta60nm3M 6€3a30TICTOrO OCTATKA AaMITHOKUCTIOT
ITocne ypanenns n3 AK amuHOrpymnmsl o6pasoBaBlLIMecs KeTOKVCIOTHI
MOTYT IIpeBpallaThCsA B ITIIOKO3Y, KeTOHOBBIE TeJla M MCIIO/Ib30BaThCA /I CYH-
tesa AT®. CooTBercTBylomas 4-9 knaccuukanua AK cBasana ¢ xapakre-
POM 006pas3yIoOMXCs U3 HUX IPOAYKTOB IIPY IMOCEAYIOINX PeaKIAX:
1) rnuxorenusie AK npeBpaiatorcs B rokosy (14 AK);
2) xerorenHsle AK (JIus, Jleit) mpeobpasytorcs B areroaneTun-KoA (mo-
nuduurpoBaHHOE KETOHOBOE TeTo) U B anieTu-KoA;
3) cmemanHble unu raukoketorenusie AK (@en, Tup, Tpu, Vne) npespa-
MIAI0TCA B IIOKO3Y U B alleTu1-KoA, HO 3a cueT pa3HBIX CBOMX aTOMOB.

CuHTte3 3ameHumbix AK

EnuHCTBEHHBIN ICTOYHMK YITIEPOZHBIX aTOMOB [I/Is1 9TUX CUHTE30B —
ITII0KO03a.

Hanpuwmep:

I7I0K03a — nupysat — ['my — I'nh;

I7II0K03a —> IupyBar + I'my — Ana;

I7TI0KO03a —> MIPyBaT —> OKcajoaneTar — AcIL.



OO6mMmeH anndaTnyecknx, apomMmaTu4eckux
M reTepouUKIN4eCKUuX aMmMHOKUCNOT

ObMmen HekoTopbix anu¢parndecknx AK cBsizaH ¢ mepeHOCOM OFHOYTIIe-
POAHBIX (PPAarMEHTOB P y4acTuu TpaHcdepas ¢ KopepMeHTaMu — MPOU3-
BOITHBIMU (HONTMEBOT KMCTOTHL

V3 ButammHa — QonneBoit KUCnIoThl obpasyercst 6a3oBbIil KOpepMeHT
H,-dbonar (H,d) B peaknusx, karanusupyembix HAJOH-pexykrasamu (cxe-
ma). Hanee Ha ocnose H,b dopmupyrorca yactupie paboune KodepMeHTHI
JUIs1 pasHBIX TpaHCGepas u CHHTa3, y4aCTBYIOLIUX B peaKIAX MeTabonm3ma
rmunuHa (I'nmn), cepuna (Cep), metnonnna (Mert), ructupnsa (I'ic), mypuHo-
BBIX HYKJIeOTH/0B 1 ATM®, ¢ mocienyoIuM CMHTE30M GeIKOB M HYKJIEN-
HOBBIX KMCJIOT.

KoHkypeHTHble MHIMOUTOPBI AUTUAPOGONATPERYKTasbl KaK MPOTUBOO-
IIyXOJIeBble IpenapaTsl (METOTPEKCaT, aMUHONTEPUH) TOPMO3ST BCe 9TU IPO-
IlecChl ¥ pasMHOXKeHMe KIIeTOK 4yenoBeka. COOTBETCTBYIOLIee aHTUOAKTepH-
AJIbHOE TIEKAPCTBO — TPUMETOIIPUM.

Oo6pasoBanne 6a30BbIX KOG epMeHTOB (oMIeBOIT KUCTOTHI

HAGH + H”
donvesan chnma%» Hp-thonar HA®H + H*
/ HAO®"
Gonartpenyktasa

[Ouruapodonatpenykrasa Hy-chonar

+

HAO®
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Paboune xodepMeHTHI (POMIMEBOIT KMUCIOTDI, COfEepKaLIye OFHOYIIIe-
ponHsbie pparMeHTbI

H
e
®opmynbet CHy—H,$ —CH,—H,$ =CH—H,d O0=C—H,$
Hassanue meTun-H,- MeTuneH-H,-  mMeTeHnn-H,- dopmnn-H,-
donar donar donar donar
Ponb MeT Cep, [nn, [MypuHOBLIE HYKNEOTUObI
B oOMeHe aTMad

Mera6onusm cepuna (Cep)

Cunres:

1) rmoko3a — 3-docdormnuepar — 3-pochorngpoxkcunupysar — 3-¢poc-
dbocepuH — cepuH;

2) rmu + H,O + 5,10-metunen-H,-donar — cepun + H -donar.

Pacmapn:

1) B yka3aHHOJI Bblllle 0OPAaTUMOI peakuyyu 2, UAYILIel CIIpaBa Ha/leBo;

2) B peakIpysxX MPSIMOTO M HENPSIMOTO Ae3aMUHMpOoBaHus 6e3 o6pasosa-
HS OGHOYI/IEPOSHBIX (PPAarMEHTOB.

MeTa6onmnsM rauumHa

CuHres:

1) 3 cepyHa B YKa3aHHOJ BBIIlIE PeaKLIMM, NAYIeil CIpaBa HalleBO;
2) U3 aMMuaKa U YIJIeKMCIIOTBI B 00paTUMOIt peaKnm

CO, + NH, + HAJTH + H* + 5,10-metunen-H,-¢ 2 rmuuun + H4-¢ + HATT".

Pacmap;: B ykasaHHOII BbIlile 06paTIMOI peaKIuM, UAYIIel CIIpaBa Ha/eBo,
T.e. B peakI{uy IpsiMoro gesaMuHupoBanus [nmu c kopepmentamu HAITH(PP),
mupupnokcanbdocharom (B,) u mumoesost KUCIOTOL.

MeTta60mn3M cepocofep>Kalux MeTHOHWHA U CEpUHA

Met —He3amenuMas AK, He cuHTe3npyemas B opraHmnsMe. OfHaKO BO3-
MO>XXHA ee pereHepanysa U3 roMonucrenHa. 1lyc MoXeT CMHTe3MpoBaThCs M3
Cep n HezamMeHNMOro MeT-fioHOpa cephl, T.e. [Inc — ycmoBHO 3ameHnMas AK.

®yHknuy MeT: BXOLUT B cocTaB Oe/lka, MHUIIUUPYeET CUHTe3 6eNka, fo-
HOp CE€phI I1d I_II/[C, AOHOP MeTUIbHOM Tpynmsl A1 CMHTE3a I MHAKTUBaOUN
Psifa coeMHeHMIt, Kak IukoreHHas AK — cyOcTpaT /1 cuHTe3a III0KO3BL.
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®ynxnuu Iuc: KOMIOHeHT 6eKa, 06pasyeT B HeM AUCYIbGUIHbIE U BO-
TOpOJHBIE CBS3M, YYaCTBYET CBOE CY/Ib(IUAPUIBHOI (THONBHON) I'PYNIION
B GOpPMMPOBAHNM AKTUBHOTO LIeHTpa (pepMeHTOB, I/uKoreHHas AK.

JIns usydeHus 6MocuHTe3a 6eNKa IMPOKO UCIIONb30BANCA B OMOXUMMMK
MeTOJ BKITIOUEHUsI MeYEeHHBIX M30TOIAMIU aMMHOKMCIOT B GElKM Ha OCHO-
Be JONYIIEHNs, YTO 3TY aMMHOKNCIOTBI B 9KCIEpPUMEHTe Bcerga obpasy-
10T HeNTUAHYI0 CBs3b ¢ OenkoM. OfHaKo HaMM ObUIO OKa3aHO, YTO YacTh
aMMHOKMC/IOT BKJIIOYAeTCs 3a CYeT afcOpPOUMOHHBIX (TMApodoOHBIX) U fu-
CynbOUIHBIX CBs3€il, YTO MCKaXKaeT HaydYHbIe pe3y/IbTaThl. Bulmu ompeperne-
HBI YC/IOBUS 1 pa3paboTaH KOPPEKTHDIN METOJ, M3y YeHN s BKIIIOUeHUs B OeKI
MeTMOHMHA-S» TONbKO HenTuaHOM cBA3bo (3esepos E.I. // buoxmmmsa. —
1960. — T. 25, Ne4. — C. 727-734).

MeTVOHNH KaK [JOHOP METWIBHOI TPyNIbl TpeOyeT IpefBapUTeIbHON
9HEPreTUYECKOI aKTUBALNY C 06pasoBaHueM S-aieHO3mnMeTHOHNHA (SAM).
Peakuuio kaTanmmsyupyeT MeTUOHMHALEHO3WITpaHCPepasa.

S—CHj +S/CH—3E)H2 ApeHuH
(CIEHZ)Z + AT® +H,O —> {éHz)E ©
(IZH—NHQ (IZH—NHQ H
CIZOOH E1200H

Met

SAM MeTunupyer MHOTHe CYyOCTPAaTHI, T€KapCTBa, OMOCOERMHEHNS C UX
aKTUBallMeN UM MHAKTUBAI[MeN.

1. SAM yuactByeT B cuHTese Qocdomununos (pocharuamaxonnta) —
Ba)XHBIX KomnoHeHTOB JIOHII, koTOpble yHOCAT U3 nedenu Xupsel. IToaTomy
SAM B Bufie 7IeKapCcTBa IeNTpal HA3HAYAIOT [JIs1 YMEHbIIEHNUs MaTO/IOTHYe-
CKOT'O OKMPEHU TIeYEHN.

2. Pacxop SAM npuBoguTt K fepuuty HesameHnmoro Mer, aTot geuuut
KOMIIEHCHPYeTCsI MUIeBbIMMU OeKaMu 1 pereHeparueii MeT 13 roMorucren-
Ha C yJacTueM MeTMOHMHCHHTA3hl E, ¢ kodepmentamu 5-metun-H, -dpomarom
" MeTUIKO6aTaMiHOM (Ha OCHOBe BUTaMMHa B | ¢ K06anbToM).
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TpaHCMeTI/ITH/IpOBaHI/Ie 3a CYET METMOHMHA, pereHepanusa METNOHNHA U
CMHTE3 IMCTENHA:

R + SAM —— > R—CHj3 + SAG (S-ageHo3vnroMoLncTeunH)

Pacnag SAG——> \, T

[omoumucTenH —ocHoea Ansa pereHepaunn Met (cepmeHT—MeT-cuHTaza E4)

?HQ_SH CH —S—CH3;
CHZ + 5-metun-Hy® 4> (CHZ + Hg®
CH NH, CH NH,
KaTtabonuam
COOH COOH Cep u Mmn
rOMOLlI-"lCTeHH HAHH +H*
Moua 5,10-meTtunen-Hy®
L,I,MCTewH

3. OTu peakumm TpeOYOT IOCTOAHHOIO IIOCTYIUIEHUS OJHOYITEPOSHBIX
dbparmentos 3a cuer pacnaga Cep u I'mn mpu ygactun pegykrass E, (HAITH),
a TaKkxe KopepMEHTOB Ha OCHOBe BuTaMuHOB B, B ), PP n donuesoir xuc-
notel. IIpy HefoCTaTKe STUX BUTAMUHOB MM aKTMBHOCTM psfa GepMeHTOB
BO3HMKAeT ITaTO/NOT M.

4. TomonucTenH Kak JoHOp cepdl peBpaiaet Cep B Lluc B AByX peakiu-
sax ¢ depmentamn E, n E, (kodepmenTt nupuaoxcanbdocdar).

5. YacTb roMOLMCTeMHA YHAIACTCA C MOYOI, UYTO TaK)Ke HOIOTHUTENIbHO
TpeOyeT OCTYIIEHNs B OPraHU3M MuiieBoro Mer.

ITatonorus oo6mena Met u ITuc

1. IIpn HepmocTaTKe BBILIENEPEYNCIEHHBIX BUTAMIHOB, KOMEPMEHTOB,
1 ocobeHHo mupupokcanbdocdara (B,), ymenburaercsa cuntes Iluc, Haxa-
I/IVBAETCA TOMOLMCTENH (TOMOLMCTENHEMUS) M €r0 AVMepP FOMOLMCTUH
(romonuctunypus). Takoe HapyumeHne o6MeHa cepocopepxamux AK npu-
BOJUT K YMCTBEHHOJ OTCTA/JIOCTM, KaTapaKTe, IOBPEX[CHUIO SHJOTeNNS,
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TpoM6006pa3soBaHUIO U K aTepOCKIepo3y. [oMonucTenH npu KOHIeHTpa-
umu 6onee 5-15 MKMOIB/TT — O MH U3 PaKTOPOB pyCKa aTePOCKIepO3a.

2. MakpouuTtapHble aHeMun (Majo GONBIINX IO pasMepy SpUTPOLUTOB)
BO3HMKAIOT IpU HEJOCTaTKe BUTaMMHa B, umu Gponmesoit KMCIOTHL.

T'oMOnMCTUH — gUMep rOMOIMCTENMHA
CHy—S—S—CH,
CH, CHy
CIJH-—NHz (|3H—NH2
(I]OOH (I':OOH

Peakiuu TpaHCcMeTUINPOBAaHNUS npu yaacTun SAM
1. CuHTe3 afjpeHaIMHA U3 MEAMATOPA CUMIIATUYECKOI TPAHCMUCCUY HO-
pagpeHanuHa.
2. Cunre3 podarnaunxonnua 1 MefuaTopa mapacuMIaTuIecKoil TpaHc-
MICCHH AL[eTU/IXO/IVHA.
3. Cucrema KpeaTMH-KPeaTMHIH U ee MEMKO-OMonorndeckast ponb (cxema):
o KpearuHdocdar — 3amacHag popMa XMMUYECKOJ SHEPTUY B MBIII-
nax Hapany ¢ AT®;
o YpOBeHb KpeaTMHKMHAa3bl KpOBM — Mapkep MH(papKTa MIOKapHa;
o KpeaTMHNH B ITOYKaX TOJIBKO (PUIBTPYETCs, HO He peafcopoupyercs
U IIO3TOMY MCIIONB3YeTCs [ pacdera Koo duIMeHTa «OUNIIeH»
KpoBM (K/IMpeHca);
o KpeaTMHUH yAajIsAeT C MOYOIl YaCTh a30Ta OENKOB.

CuHTe3 aueTUnxosinHa

[ekabokcunasa (Beg) TpaHctepasa TpaHcdepasa

CepwH —— 3TaHonamMmH ———» X0nnMH ————» ALETUIIXONWH

COs 3SAM 3SAG auerun-KoA

()
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CuHTe3 KpeaTuHa u KpeaTUHUHA

® Katabonuam TkaHeeblx Benkos

® B noukax: Apr + M1 —» OpPHUTUH + ryaHuguHaueraTt

eB nen-leH“/
NH, NH»

Ve
C=NH C=NH
~
hllH |\|.I—CH3
CH, MeTunTtpaHcdepasa CHo

I
COOH COOH
lMyannavHauetat + SAM ——— > KpeatuH + SAG

® B muiwuax: Kpearun + AT® *— Kpeartundocdar + AP

KpeaTuHkmHasa

® B Mblwuax:

s NH~PO3H, Y NH
C% NH Cf NH
II\I—CH3 r|\l—CH3
i i
COOH CcO
Kpeatundocdar +H,O ————— KpeatuH + H3POy
Kpoeb
docaraza Moua

)
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Conepmanme KpeaTnnHa 1 KpeaTUHNHA B CPIBOPOTKE KPOBU M1 MOY€ Y€~
JIOBE€Ka B HOpME U IIPpY NATO/IOT NN

HopMma
KPOBb Moua
IloxazaTtens
MI/AJ | MKEMOJB/J | T/CyT | MMONBL/CyT
Kpearnn  sxen. — 27-71 — 0-0,6
MYk, — 13-53 — 0-03
Kpeatnnun sxen. 0,5-1,1 44-97 0,8-1,6 7,1-159
MY, 0,7-1,4 62-124 1,0-2,0 | 88177
Maronorus
KpeaTHH KpeaTHHHH
KEPOEB Moua KPOBb Moua
OO6ubHast MsICHAS TTHIIA, HHTEH- 0 T M M
cuBHBIH pactia fekos (0xkoru,
HEKPO3BI MBI, HHEKITHH,
caxapHbIi auaber, aydesas 6o-
JIe3Hb, Kpalll-CHHIPOM WU CaB-
JleHWe TKaHei)
Bosestn Mol (Muactennm, T ™ + {
JrcTpodrn) ¢ TTOBpexeHHeM
KpeaTHHKUHA3EL
bosesnu nouek ¢ HapylueHueM — — M 1
iy 60uKoBOI (hHIIBTPAIIH

HPMMBQLIHHB. CTPBJ’IKI/I 0b0o3HaYAnT yBeJmueHue Wi yMeHbIIeHHe KOHIleHTPa-
K YKa3aHHBIX CDBJII/[HEHHI‘:l COOTBETCTBEHHO.

JlexapcTBa, cBA3aHHbIe ¢ 06MeHOM (poTMeBOil KMCTOTHI (CXeMa)

1. HexoTopble IpOTMBOOIYXO/NEBble M aHTMOAKTepUaTbHbIe TeKapCTBa
PaccMOTpEHBI BBIILIE.

2. CynbdaHnmaMufbl KaK aHAJIOIM MapaaMUHOOEH30/IHOI KUCTOTHI 5B-
NAI0TCSA KOHKYPEHTHBIMM MHIMOuTOpaMm (epMeHTOB CHHTe3a (OJMeBoi
KUCTIOTBI Y 6aKTepuii ¥ IO9TOMY OCTAHABIMBAIOT Y HUX CHHTE3 HYK/ICOTU/IOB,
AK, PHK, [THK, 6e7KoB 11 COOTBETCTBEHHO pa3MHOXXeHME CaMUX OaKTepuii.

3. KoMOMHMpOBaHHbI IIperapar OMUCENTON, yTHeTAIoLil obpasoBaHie
u ¢omata, n H,-pomara B pasubIx Toukax MeTabomisma, 6onee s pexTrBeH.

MexaHU3MBl MPOTUBOOAKTEPMANBHON AKTUBHOCTU CYIbpaHUIAMUIOB
u 6ucenrona (cynbpaHuIaMIp + TPUMETOLIPUM):
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CynbdaHunamumae!

ngj—@—soz—m R Bucenton
MHrubuposaHue
WHrnbuposaxue WNHrnbuposaHue

| ®epmensi | | ®epmensi |

l PHK

donunesasn l’

HZN_®_COOH_’ wenora ] BHK
Benku

MapaamuHobeHsoiiHas kuenoTa

deHunanaHuH (PeH) n TMpPo3uH (Tup)

V3 He3aMeHUMOV aMUHOKICIOTBI DeH CUHTe3MpyeTcs YCIOBHO 3aMEHVIMBII
Tup B peaxiyy, Katanusupyemoii ¢peHvtanaHuHIIapokcyasoi (PAT) — cmox-
HbIM 6ermkoM ¢ kodakropamut HAJIOH, Fe?*, rerparugpobuonrepuaom (H,b).

Kartabonusm ®en n Tup 3akaHuMBaeTcsi 00pa3oBaHMEM TJTIOKO3BI U KETO-
HOBBIX TeTI, T.e. 3TU AK SIBISIOTCS ITMKOKETOT€HHBIMU.

DeHMTATAHNH — NPeNIIECTBEHHUK TUPO3UHA, pepMeHT — Penmmana-
HUHTUApOKcuaasza (PAT)

i
| #*" |
CH, o CH .
+02+ HAL®H + H" —> | +H,0 + HA®
CH—NH,  “~__ CH—NHy
COOH "“n\“ COOH ./
DeH = Tup .

#
-
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Kara6onnsm u ganbHeitmme npespamenns ¢peHnIaraHnHa M THPO3NHA
(rmukokerorennnie AK)

Tupo3uHamuHo-
DA TpaHcdepasa (Na) [wvokcurenasa
DeH Tup » MNaparugpokcudeHunnupyeat + O, —.\‘—r
N
ny COy
LuokcureHasa
(Cu?* Butamuu C) DOvokcurenasa (Fe?*)

———» [oMoreHTH3MHOBaA kucnota + Os...—» Oymapunauetoauetar + HoO —»

Moponasa
—— - Oymapatr + AueToauetar

LnTpaTHbIA Uukn

Okcanoauerar CO;  Uene nepexoca anektpoHos —— AT®, H,0

MMiokosza —= ATO

ITaronorus o6mena ®en u Tup

I. ®enunkeronypus (PKY) mereit

®AT xopupywot rex anodepmeHTa U TeHbl GpepmenTos cunTesa H bm. ITpn
PELECCUBHBIX MyTalMAX 3TUX T€HOB Pa3BMBAIOTCA COOTBETCTBEHHO K/accyuye-
ckas OKY ¢ naxornerneM Pen u peduunrom Trp u 6onee penxas, Ho 6oree
TsoKenasa KopepmentHass OKY ¢ Hapymennem o6mena Qen, Tup, Tpu. B o6oux
cnydasx QeH He MOXKeT KaTabo/m3npoBarbcs depes Tup u n36biTok Gen npespa-
maeTcst B «(peHNIOBbIe» KUCTOTH ((peHMIIMpyBaT U fp.), KOTOpble HapYLIAlT
MMeNTMHU3ALUI0 AKCOHOB HEIfPOHOB U BBISBIBAIOT SHIIedanonaTuio. Kpome toro,
u36bIToK Pen Memraer nocrymtenuio B Mo3r Tup u Tpu 1 06pasoBaHuUIO U3 HUX
MeJMaToOPOB U TOPMOHOB, 0COOEHHO TOPMO3HOTO MeAMaTopa — fodamMmHa.

O6pasoBaHNe TOKCHYECKIX NPOXYKTOB NN (PEeHIIKETOHYPII, HapyIla-
FOIIVX MUETIHNM3AIII0 060T0YKI AKCOHOB HEIIPOHOB

deH — DeHunnupysat —— meHMnauETaT

v

®eHunnakTat DeHunalLeTUNrNyTaMmuH
Tup

Pannne cumnromsl OKY y HOBOpOXKieHHBIX: rutieppedieKkcus, CyOpO>KHbII
CUHJPOM, «MBIIINHBII» 3alaX «(eHUTOBBIX» KUCIOT. [Ipy HEBBIIOTHEHHOI paH-
Helt guarHoctuke PKY (1o npukasy MuHucTpa 3apaBooxpanenus P®) u orcyr-

()
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CTBUU JIEYeHMsI Yepe3 HECKONIbKO JIeT pa3BuBaeTcs sHuedanonarus. [IpusHakn
@OKY HOBOpOXX/IeHHBIX: TIOBBIIIEHHAs] KOHIleHTpaiusi B KpoBu Pen (Hopma 1-2
MI/[1) ¥ TosiBIeHVe (peHWIMpyBaTa B MOve.

II. IlepBbIit myTh MeTaGommsma Tup — KaTaGommsm (cxema Bbllle), IPU
HapyLIEeHN! KOTOPOTO BO3HMKaeT 3ab0jleBaHMe — OXPOHO3 (CHMHAPOM ajIKall-
ToHypus). [IpyunHa — MYTALMOHHBII AepeKT AMOKCUTeHasbl TOMOTEHTU3M-
HOBOJI KVC/IOTBI C HAKOIUIEHMEM B TKAHAX 3TOI KIUCTOThI, KOTOpasi OKMUCTIAETCS
B OpraHax, BBI3BIBAET X HOBPEX/EHNMs (apTPUTHI) U NpeBpaIaeTcs B YepHbIe
akanToHbl. OKpaIINBaeTCs TAKXKe MOYa [OC/Ie paciaja B Heil MOYeBMHBI (6ak-
TepuasbHble (pepMEHTDI) ¥ TOCTIe OKIC/IEHNS B LIIeTIOYHOI cpefie GecLiBeTHOI To-
MOTEHTHU3VHOBOJ KVC/IOTHI.

IIpu cunpgpome anKanToHypun (60/Me3sHb OXPOHO3) MMEETCS MYTAIlVOH-
HBIII lepUIUT aKTUBHOCTHU (epMeHTA IPeiCTABIEHHO HIKe PeaKIjuu — Iu-
OKCHTeHa3bl TOMOT€HTU3NHOBO KVCIOTHI.

Bbloenum aTy peakumio, CBA3aHHYIO0 C NaTonornei:

o}
OH i
| i
—CH;—COOH + O;——>GH  C—CH,—COOH
| COCH O
OH
FoMoreHTU3IMHOBASA KMCNOTA myuapunaue‘roaue‘rar

III. Bropoit nyTb MeTaGonMM3Ma THPO3UHA — CUHTE3 KaTeXOTAMIHOB:
TUP — JODA —...

LOO®A-nekapbokeunasa (MNd) Dodamun-P-ruapokeunasa (euramuH C, Cu')

OH
l OH

J ~
| Co,

(IJH
+ 02 _/F
|

(I)H
/OH
+ H20
|

Butamuu C
CH—NH» CHo—NH» CHy—NH»
COOH
AOO®A DodramuH HopappenHanuu
ABNAETCA TOPMO3HLIM MeUaTopom BO36YKAAOLWNIA

CpeqHux OTAENOB ronoBHOMO Mo3ra
(HeHpOHOB YepHOW cyBeTaHumm)

MEeaMaTop CUMNaTUYECKUX
CMHAancoB B HEPBHOW CUCTEME
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Peakuus B Haano4YeYHMKax ¢ ysactuem metuntpaHcdepassbl:

4 4
_OH _OH
+ SAM —— + SAG
| |
?H —OH (lJH —OH
CHo—NH5 CHy,—NH—CHj3
HopagpeHanuH AppeHanuH

ITaTomorus, cBsA3aHHAS C KATEXOTAMUHAMU

1. ®eoxpomonnroma u GeoxpomMobIacToMa C YBeMMIEHHO IPOFYKIIMel
HOpajipeHa/INHa U afjpeHa/IHA OMYXO/LSIMM MO3TOBOTO BEIeCTBA HA/IOYed-
HUKOB (CM. ytekiuio Nel9).

2. Tlpy ferpeccMBHBIX COCTOSIHUSIX IICUXOTEHHOTO XapaKTepa i Y XPOHU-
4eCKOT0 a/IKOrO/IMKa — HeJOCTaTOK HOpaJpeHa/iHa.

3. llInszo¢penns — xapakrepeH U36bITOK fodaMyHa B BUCOTHOI [JOTTE
Mo3ra.

4. HemocraTox modammuHa (TOPMO3HOTO MeAyaTopa) B YepHOI CyOCTaH-
LM MO3ra BBI3bIBAaeT MOsBIeHMe 6oe3Hn [lapkuHcoHa. [IpuHIMD evyeHus
60/Ie3HN — YBETUYUTD KOMNIECTBO FO(aMyHa C IOMOLbIO:

o JIEKapCTB — IPeRLIeCTBEHHUKOB (CYOCTpaToB) cuHTe3a fodaMuHa;

+ BUTaMMHa B, 13 KoToporo o6pasyerca kodepment musa JODA-nexap-

OOKCMIashl, KaTanusupymoileit obpazosanne fopammua (CM. CXeMy);
o MHIU6MTOPOB MOHOaMMHOOKcuzasel (MAO), KaTanusupyloleil oKuc-
JINTENBHBII pacnaf fodaMuHa.

IV. Tpernit mytp Metabomusma Tup — cuHTe3 MeTaHUHOB

Tup —— OJODA

MenaHuHbl
QymenaHuHbl = T deomenaHuHb!

YepHO-KOpUYHEBLIE JKENTo-KpacHble

CmeluaHHble MenaHuHbI NpoOMeXyTOYHOIo LUBeTa

()
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MenmaHUHBI 3aIMIIAIOT KOXY ¥ [IAa3HOE JHO OT COJMHEYHBIX nydeit. I[Ipn
HeTOCTaTKe MEMTAHOIUTOB WM aKTUBHOCTY TUPO3MHA3BI (M/IM TUPO3UHIU-
IOPOKCHUIa3bl) BOSHUKAIOT 3a00/IeBaHMS — aIbOMHU3M ¥ BUTUIATO.

IMocnexyromye myTn Metabonuama Tup — cCUHTE3 TOPMOHOB LU TOBUIHOI
JKere3sl — JOATUPOHMHOB, 00pa3oBaHMe ITIOKO3BI I KETOHOBBIX TeJT 1, HAKO-
Hell, yYacTye B CHHTe3e GeIKOB B KaueCcTBe KOSMPYEMBIX aMUHOKIUCIIOT.

BuoreHHble amuHbl R-NH,
O6pasyrotcs u3 AK B pesynbprate gekap6oxkcunupoBanus (GepMeHTHI fie-
kap6okcumaspl ¢ KopepmenTom [1D, mpousBoaHbIM BUTaMMHa B).
O611ye CBOIICTBA GMOTeHHBIX AaMITHOB:
1) o6rmafa0T CBOOGOIHOI AMIHOTPYIIIION;
2) o6mafaroT KPaTKOCPOYHOI 61MOIOTMYeCKOI AKTUBHOCTBIO (HeltpoMenu-
aToOpbl, TOPMOHBI).
IlepeyeHb 6MIOTeHHBIX AMITHOB
1. JodamuH.
2. HopagpeHanus.
3. AppeHanyH ¢ METUIMPOBAaHHOM aMUHOTPYIIIOIL.
4. ALeTMIXONMH C METUIMPOBAHHOM aMUHOTPYIIIOIL.
5. TamMMa-aMuHOMac/IsiHasA KUC/IOTa — TOPMO3HBIN Me#uaTop, JeKap-
CTBO — IMpaleTaM.
6. CepoTOHMH — HeifpOMeIMATOp, M/IM TOPMOH «CYACTbA», Y 3[0POBBIX
JIofielt; B 60MBIION KOHIIEHT Pl BbI3bIBAET OeyI0 TOPAUKY Y aTIKOTOMNKOB.
7. IlonmaMuubl Ha ocHOBe Apr 1 JIns.
8. KapHo3uH 1 aH3epMH — UMU/a30/bHble (TUCTUAVHOBbIE) UM TU/IBL.
9. Tucramuu obpasyeTcs B TYUHBIX KJIeTKax U 6azoduiax npu gexapOoxk-
cunupoBaHuy ructuauHa (I'uc) u o6magaeT MHOXKeCTBEHHBIMM (PU3NOIOTHYe-
CKMMM ¥ TIATOTIOTMYeCKUMU QYHKIUAMU:
o CTUMYIMPYeT CEKPELNIO XKeTyJOYHOTO COKa ¥ CIIOHBI;
« HENpOMENMATOp, BNMUAET Ha TOHYC I/IaJJKOM MYCKY/IaTyPhbl;
* BBI3bIBAET CIIA3MBI ABIXaTe/IbHOI MYCKY/IaTyphl;
o MHAYUMPYeT BOCHAIUTENbHYIO PeaKIIIo;
o IOBBIIIAET IPOHMIIAEMOCTb KaIWJUIAPOB U BBI3BIBAET IIOABJIEHUE
OTEKOB;
o VMHAYUMPYET a/UICPTUYECKYI0 CUCTEMHYIO peaKIUI0 HeMeJIeHHOTO
THna — aHaUIaKCHIO (TUIIOKCH A, acHUKCIA, KOHBY/IbCUY, KOJIIAIC).
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9¢ddexTnl rUcTAaMUHA ABIAITCA KPATKOCPOYHBIMM, KaK U 3¢ deKTsI
APYTUX OMOTEeHHBIX AMIHOB.

JocTuraercs 3T0 ABYyMA IYTAMU UX MHAKTUBALIUM.

1. MetunuposaHue GMOTEHHBIX aMIHOB, KaTalu3upyeMoe MeTUITPaHC-
depasaMi ¢ JOHOPOM METUIBbHOI Ipynnbl SAM.

2. Bropoit IyTb — OKMUCIUTENbHOE [ie3aMMHMPOBAaHMeE C yYacTUEeM MOHO-
amuHookcugassl (MAO, kopaktopst AT u 4Cu):

R—CHZ—NH2+OZ+HZO—>R—CH:O+NH3+H202.

O6pasoBaBIINIics a/IbeTU IIPEBpaLaeTCs Aajlee B KUCTIOTY (pepMeHT —
anbpernpokcupasa ¢ ®PAJl), koTopas B BUe CONell aMMOHUA YAAIAETCA C MO-
YOIL.

Hanpotus, HeKOTOpbIE JIEKapPCTBa MOTYT IPOJ/INTh JKM3HECIIOCOOHOCTD
OmoreHHBIX aMUHOB: MHrMOMTOPE MAO (QaHTUIEIIPECCAHTRI) 3aMeISIOT UX
pacmaf, 4To HeoOXOAMMO A JedeHusA 6GonmesHu ITapKMHCOHa, Hempeccuii
ICUXUATPUYECKOTO U aJIKOTOJIBHOTO IIPOMCXOXKACHNA.

MHakTuBauusa 6MOreHHbIX aMMHOB METUJIMPOBaHNEM
c nomoubio SAM

N L
—CH>—CH>» —CH>—CH>
N\ / | N
NH NH» SAG ITJ NH,
CH,
AKTUBHbIA rMCTaMUH HeakTUBHbLIA rMCTaMWUH

Corpynunku Kadenpst 6uoxumun Ilepporo MMV (MMA) nm. V.M. Ce-
genoBa (Mappames C.P., Bypobun B.A., JIuxaueBa H.B., Ocunos E.B., Kop-
nskoBa O.B.) moppo6HO m3ydanum oOMeH aMUHOKMCIOTHI TMCTUAMHA U €e
IIpON3BONHOIO IrUCTaMMHA. FI/ICTI/IHI/IH, YaCTUYHO 3aMCEHMMaAA IJIMKOTCHHaA
AMVHOKMCIIOTA, MOXXET O€3aMMHNPOBATHCA ABYMA Iy TAMU:

1) myTeM HempsIMOro ie3aMUHVpOBaHNA, Kak 1 fpyrue AK;

2) myTeM IpAMOTO Jie3aMIHIPOBaHUA ¢ 00pa3oBaHyeM aMMIaKa, ITII0KO-

3B V1 OJJHOYTJ/IEPOFHOTO pparMenTa.
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Merabomnsm rucrupmHa. OepmeHT 1-i1 peakiuym — TUCTUfA3a ABJA-
eTcsA opraHocmenuduueckuM (epMeHTOM IIe4eHM U pPeKOMEHIOBaH A
9H3MMOJVArHOCTUKIL.

3 4
N0 N0
|
2CH 5C—CH,—CH—COOH CH C—CH=CH—COOH
N [ N
1NH NH4 NH
Mictugasa unu
rMCTUAWHAMMMWAK NIMa3a NeYeHn 1 KOXKU
MctnamH » NH,+ ypokaHuHoBas kucrota
YpOKaHuHa3a
nevyeHn
MMioko3a My = / UMWAA30MOHNPONMoHaT

N §¢OpMHﬂ—H4—(1)0ﬂaT

)



Hykneotupabl.
MeTabonuam NYPUHOBbLIX HYKJ1IeoTuaose
(nepBas Hobenesckaa npemMmua B o6nactym 6uoxmmmm — 1902r.)

[Inia cogep>XnT HYK/IE€ONPOTENHBI. B Jkenyfike IpoMCXOAUT UX JeHaTypa-
LV IPY yIaCTHUM COMIAHON KMCTOTDI, B TOHKOM KMIIIeYHIKe TaHKpeaTNIecKue
JHKaspt 1 PHKasp! pacimenisoT HyKIenHOBbIE KICTIOTBI 10 OJIUTO- ¥ AVHY-
KJIeOTUJIOB, pochonyacTepasbl SHTEPOLUTOB U MAHKPeaCc — [0 MOHOHYKIIe-
OTKJOB, a KMIIeYHble HyKIeoTnaassl (pocdaraspl) — no Hykmeo3upos. Ilo-
CllefHUe BCAChIBAIOTCA B CTEHKY KMIIEYHNUKA, BCTYNAIOT B pa3Hble peaKIuy,
IIpeBpalIasACch B TOM YMCIIe B MOYEBYIO KUCIOTY, KOTOpPas ABIAETCSA KOHEYHBIM
IPOYKTOM KaTabo/nyu3Ma Iy pUMHOBBIX HYKJICOTHU/IOB 1 Y a/IseTCs C MOYOIL.

CuHTe3 HyKIeOTHU/OB U3 ITIIOKO3bI IPOUCXOAUT BO MHOTMX KJI€TKaX, HO
0COOEHHO MHTEHCUBHO B IIEYEH.

PeaKm/m cuHTe3a 6a3oBOro IIYPMHOBOIO HYKJI€OTHJA — MHO3MH-5'-
moHodocdara (IMD)
NenTosodocatHe nyTs ©PO&-cunteTaza (E4)

\ \Mg"‘ AN

Tmiokosa — Mniokoag-6-occhar ——» Pufioso-5-hocdar
AT

0-P—0-p—0 _ OPRO-
| aMNOOTPEHC-

OH, OH OH OH thepaza (E2) OH
| ny 9 peakumi WHoann-5-moxodocar
e g _— (MM®) — npoMEXY TOHHEIR
! 3 MOHOHYRNEOTHA C 0c0GbimM
S-hocthopuGoann-1- H0 nu S-poctopuboann- amm;m:;ﬁ:ﬁ:z:ueu -
-pudochar (PPOD) H{P0; 1-aMuH



216 Buoxumus obuias, MmeauumuHckas v papmakosiormyeckasl

MNpeepawexHne UMD B ATO ulrTod

MM HA.!T
Acn
"‘--.\__\* ‘/'"....-‘
Mo nH, AT®
~ Es Ea -
Es
ANIO ™Mo At
! |«
CwHTes 3a Ao Kunase MO® AT
CHYET 3HEprun l Hl
OKUCNUTENEBHOID
doccopunuposanua  ATP Mo

MUcToUYHNKM N NpeaLecCTBEHHUKN aTOMOB NYPUHOBOIo
rerepoumkna

COz

AcnaparvHoean

C -
kucnota \‘N1/ 6 }5‘6 N Frvuun

. 4 {
\ %
Nm-cbopmmn-m- 02\3‘4C<§3 N°N'"%merenun-
/ 1
thonar - \N/_ NH ha Ha-chonar

AmMuaHas rpynna
rmyTamuHa

Perynanusa cuHTesa MypMHOBBIX HYKIEOTUNOB IMPOUCXOMUT AIOCTe-
PUYECKIM CIIOCO60M

OpuoBpemenHbIt u36bITOK AM® u I'M® nHrnbupyer peryastopHsie
depmentst E, E, u 1p. (cm. cxembr). AKTuBaTopbl: pu603o-5-docdar ansa E,
dochopubosungudpocdar (PPAD) u nupumuanHossie HyKneotuasr LT u
YT® — pna E,. Takas koopAMHAL[UA 3aTacaHUs 0601X TUIOB HYK/IEOTUIOB
obecneunBaet HopmanbHbIit cuaTe3 JHK u PHK. Bers6pomapon (rmexapctBo
JI1A NledeHn s Hofarpsl) — uHrnéurop E,.

KpoMme mpencTaBIeHHOrO OCHOBHOIO IyTU CHHTe3a IIYPUHOB de MoVo
MMEIOTCS HONONHUTENbHBIe CIoco6bl. OnyH U3 HMX (B HENPOHAX U APYTUX
KJIETKaX) — «IyTh CIHACEHUsI» OT M30bITKa CBOOOZHBIX a30TUCTBIX OCHOBA-
HIII CITIOCOO0M MX peyTunmsanuu (CM. HIDKe cxemy). Peakijuu aToro mytu Ka-
Ta/IN3UPYIOT (epPMEeHTH TyaHMH-TUIOKcaHTHHoChopnbosuiTpanchepasa
(TTOPTD):

ryanus + ®PI® — TM® + H P, O,
runokcantut + ®PI® — VIM® + H,P,O,
u ageHo3nHpochopubosuntpancpepasa (AOPT):
anieduH + OP/I® - AM® + H,P,0O..
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3amacHOI IyTh CHHTE3a Ny PUHOBBIX HYKI€OTUAOB (CIYTh CHACEHMA»)

Bnok l Bnok

[ Agerosun | —> | MHoaaH W

AGPT™ [ AgeHuH |—>| T nnoxcan'ran| rl'tbF*T ryaHuH

KcaHmH

Moyeeas kucnoTa

Kara6onnsm IIYyPUHOBBIX HYKI€OTN OB

-
-—
(%)

5
_QT

Mouesan
Kkucnota

0,2-0,5 rlcyT l

@epMeHTHI KaTabo/IM3Ma IIYPUHOB (IOIIONHEHME K CXeMe):
1 — B-ruko3npasa; 2 — me3amMyHasa (ryaHasa); 3 — mypuHHYKIeo3uzadoc-
¢dopunasa; 4 — Hykneorngasa (pocdarasa); 5 — KCaHTUOKCHA3A.

)



218 Buoxumus obuas, MmeanumHckas v papmakosiormyeckas

3aKTIYNTETbHBIE 3TANBI KaTa60MM3Ma NypNHOB — 00pa3oBaHMe MOYEB Ol
kucnorel. IlocnemHne aBe peaKuum KaTaamsupyeT KCAaHTWHOKCHa3a —
OnUroMep u3 AByX ueneii c Kopaxkropamu PAJI, Mo*, Fe**.

[Nlesamurasa (ryarasa) NHsy

[yaHuH ————>KcaHTiH

lunokcanTiH + Oy + HyO —> Keantud + Hy0,

Kcautun  + Oy + HyO —> Mouesas kucnota + Hy0

MoueBasag KMCTOTa — KOHEYHBI NMPOJYKT pacnaja MUIIEBbIX M 3H/IOT€H-
HBIX Iy PUHOBbIX HYK/I€OTU/IOB.

Crabast ABYXOCHOBHAS KUC/IOTA, IJIOXO PACTBOPUMAS B XUJKOCTSIX 4€JI0-
BeKa IIpM aljifio3e U MOHMKEHHOI TeMIleparype (B cTomax). IIpu koHIeHTpa-
nuu 6oee 6-7 Mr/myt obpasyer KaMHM B METIKMX CyCTaBaxX, HOYKAX U APYTUX
TKaHAX C BOCIIJIeHMeM, aKTuBalueil ¢$aronnuTosa ypaTHBIX KPUCTAJIOB U
¢ obpasoBaHneM 60e3sHEHHBIX TodycoB. ModeBas KIC/IOTa YAANALTCA C MO-
YOI, B KOTOPOJ OHa Jy4llle pacCTBOpUMa 70 15 MI/mI.

JIBa TayTOMepPHBIX M30MePa MOYEBOI KICIOTHI C IpeoliagaHneM TaKTUM-
HOI1 (eHOMBHOIT) POpMBI.

i I
7
N ‘ ‘N HN ‘ NH
S0 =10
N"ONH NH NH

INakTumMHan (eHonkHanA) hopma NakramHan ¢popma (keTodhopma)

JInanasoH copep>KaHUA MOYEBOM KICIOThI B CBIBOPOTKE KPOBHU 3J0POBBIX
miofeit. [I71st My>K4MH XapaKkTepHa 60/ee BBICOKAsI KOHIIEHTPALVsI 13-3a 60/Ib-
11eJ KJIeTOYHO-MBIIIIeYHOI MacChl Tena.

mr/ MMOJIb/ I
My KuMHbBL 3,6-7.1 0,21-0,42
JKeHumHEBI 10 MeHOIIAY 3BI 2,6-6,0 0,15-0,35

()
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ITatonorusa
CHHAPOM TUIIepYPUKEMUN, YBENNIEHNS COLEPXKAHSI MOYEBOI KICIOTHI
B oprauuaMe. [IpuanHsI Cefyolye.
1. BonesHu novex (BocmaneHns, caxapHbIil IyabeT, ITOBPEeXIEHN A JIeKap-
CTBaMMU) C HapylLIeHJeM BbIBEIeHUsI MOYEBOIl KMC/IOTHI.
2. TloBblleHMe cofepKaHUA Iy PUHOB B OpraHU3Me:
+ HEKOPPEKTHOe IMTaHIeE;
e pacmaj TKaHell (HyKJIeMHOBBIX KMCIOT) IIPY HAaTONOTUY;
o MYTal[MU IeHOB (PepMEHTOB CHHTe3a HYKIECOTHU/IOB C IIOBBILIEHNEM
AKTMBHOCTY W C TOTEPEN UMU CIIOCOOHOCTY K peTPOMHI MO POBa-
HUIO Ty PUHAMIMA.
3. MyTanum ¢pepMeHTOB «IyTH criaceHusA» u 6ok [TOPT-ADPT (cMm. cxe-
MY BBIIlle) — IIyPUHbI U30BITOYHO MPEBPALIAIOTCS B MOYEBYIO KICIIOTY.
T'unepypukeMus BbI3bIBaeT CIegyIoLIie 3a601eBaHU L.
1. Mouekncibii HepponnTnas (ypaTHble KAMHI B MOYEBBIX Iy TAX).
2. Kmaccnueckasi mogarpa — «6osesHs 6maropoguasi» mo H.A. Hexpacosy,
WUIN «KaIIKaH Ji/LA HOI'»; MY>KYMHBI 6071eI0T B 20 pa3 Jallle >KeHIIWH;
« BTOpHMYHAS MOAArpa, win 6one3Hsp ['MpKe, — BCIEACTBYE MYTALNN
reHa ¢ocgaTassl I7I0K030-6-pocdara ¢ yBenudeHreM o6pa3oBaHuA
[IEHTO3, IIYPUHOB /I MOYEBOI KUCIOTBL
3. Bonesns Jlenra-Huxana y ManpunkoB npu nonHoit 61mokage ITOPT (ren
B X-XpOMOCOMe) 1 «ITyTU CHAaCEeHMA», KOTOPBIil ABIACTCA MPAKTUYECKN eVH-
CTBEHHBIM CIIOCOOOM CHHTe3a ITypPUHOB B HEPBHOI cucTeMe. CHUMITOMBI: yM-
CTBEHHasI OTCTATIOCTh, aTPECCUBHOCTD, TApaINyl, HOpa>keHNe CYCTaBOB.

IIpyaIUD NeYenns mogarpbl — yCTPAHUTD TUIIEDYPUKEMMIO:

 [IMETA, I[eTIOYHbIE BOJIBI;

* IPOTMBOBOCIIATMTE/ILHBIE CPECTBA Y KOJIXULVH, TOPMOSSALINIL (paromTos;

e QJUIOITYPUHOJ, BO-TIEPBBIX, KaK aHA/IOT TUIIOKCAHTMHA, KOHKYPEHTHO UH-
rMbMpyeT KCAHTMHOKCHJA3y M, BO-BTODBIX, KaK a30TMCTOe OCHOBaHNE
IIpeBpallaeTCd B AHOMAJIbHBIA ITyPUHOBBI HYKIEOTWU[, YTHETAIOLIUI
OP/I®-cunrerasy E, u cuHTes nypuHoB;

¢ Q/UIOMapOH — KOMOMHALWsI a/UIONyprHOIa 1 6ensbpomapona (nHrnbu-
Topa E,).

B 3akmoueHne — Mu¢ Wiy IpaBia reHEeTUKOB, KOTOPbIe CYUTAIOT, 4YTO MO-
YeBas KUCIOTAa CTUMYIMPYET pabOTy MO3Ta 4eloBeKa, U MOATBEP>KHAIOT STOT
Hay4YHO He JJOKa3aHHbI/I OMOXVIMMKaMM Te3VC CChUIKaMy Ha 6uorpaduu 60seB-
mux noparpoit mmyHocreit — Komym6, TogyHoB, Mukenanmxerno, Jliotep, Py-
6eHc, Pembpanpt, Typrenes, berxoseH, Momnaccan, CreHganb, Penyap.



NMupuMuanHoOBbIE HYKJIEOTUAbI.
Ode30KcnpuoboHyKieoTnabl

buocuHTes MMpUMMANHOB, KaK U ITyPUHOB, IPOMUCXOAUT U3 ITIIOKO3bI 1 €€ Me-
tabomuroB. Ha cxeme (cTp. 221) mpencTaBIeHbl IeCTh OCHOBHBIX PEAKIINIT, 13
HUX peakuyA N 4 yeT B MUTOXOHPUAX, OCTa/IbHbIE — B IIUTO3071€. IlepBble Tpn
peakIm KaTaausupyeT NOMUPYHKIVOHAIbHBIA peryaTopHblii KAJl-¢pepMenT,
VIMEIOLINIL TPV aKTUBHBIX LieHTpa E , . Peakiym Ne 5, 6 yckopsieT apyroit momm-
¢dyuKoHanbHbI1 6enok — YM®-cunTasa. B ntore o6pasyercst YMO.

O6pasoBaHue APYIMX ypaLWIOBBIX HYKICOTUROB npu yyactun ATO

¥ pepMEHTOB KMHAa3:
AT® AT®

S ]~ 78]
Alld ALd

Bropoit nupumuaus popmupyercs us YTO B peakunu, KaTanusupyemoit
LT®-cunrerasoit:

YT®+ I'nma + ATO > UTO + Iy + AII® + H,PO,.

Perymsmus cunresa: usbpitok YM®, IIT® annocrepudecku nHrubmpyer
KAJI-pepment, a us6pitox nypunosoro Hykineoruna ATO u GPID ero akru-
Bupyert (s 607ee rIy6OKOr0 MOHMMAHNUS PEKOMEHAYI0 BCIIOMHUTD PETYJLs-
VIO CMHTe3a MypuHOB). Takas KOOpAMHALUI HEOOX0AMMA IS HOPMa/IbHO
TPAHCKPUIIINI U PEIUINKALIUIL.

3amacHble IyTH CMHTE3a NUPVMNIANHOBBIX HYK/I€OTUTOB:
1) CUMHTE3 M3 NVMPUMUIVHOBBIX HYK/I€0311 OB, KaTa)II/ISI/IpYCMbII?[ YpUpuiH-

HIUTUIUHKUHA30I:

ypupyH (uutupug) + ATO > YMO(IMO) + ALID;
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2) CUMHTE3 N3 CBO6OJIHI)IX NINPUMUAVHOBBIX OCHOBaHI/H‘/‘[, KakK 1 B Cci1ydae
IIypPUHOB:

ypauun (uutosun) + ®PII® > YMO(IIM®) + H,P,0..
DepMeHT AJIs1 9TON peakyuy — TpaHcdepasa.

BuocuHTes 6a3oBoro NMPUMUANHOBOrO HykneotTuga — YM®

KapGamonndocdarcurrerasall (E, )

Fmwokosa
/NHZ
1. FnyTamuu (MNH) + CO2 + 2ATD + Hz O —= Ty + 2A0P + H3POy4 + C=0
OPO3H2
Kapbamowndpocdpar
(K®)
AcnaprartTpaHckapBamownasa (Ez)
2. Kb + Acn ————— > H3PO4 + KapGamownacnaprtart (KA)
(o]
11

Awrnapooporasa (E3) HM

3. KA ———— = Hz0 + <+——— [uruapoopoTtart
o= —COOH
NH
(o]
11
Ouruapooporatnernaporenasa (E4)

4. QurngpoopoTar + HAJ:[* —_— HAOH +

{(OuwrngpoopoTosan o= —COOH

KucnoTa) MNH
OpoTar
(opoToBan Kncnora)
o
I
Oporardroccopubosnntparcdrepasa (Es) HMN

5. Oporar + ®POAP —— H P05, + |
o= —COOH
N — PwuGoza—5C—O0OFPO3Hz

OpoTuaunosan kMcnota, unu OM®, —
3ITO HYKNneoTwa

OM®-pekapGokcwnaza (Eg)
6. OM® > CO, +

PuGoaa—S5C—OPO3H2

¥YpuwannmonodocdaT, nnn YMD, nnun
ypunaunoeas KMcnoTa
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ITatonorusa

ITpu pasmuuHbIX MyTanyax reHa YM®-cuHTa3bl yMeHblIaeTcs 0O6pasoBa-
HIe MUPUMUIVHOBBIX HYK/IEOTUOB ¥ COOTBETCTBEHHO CUHTE3 HYKIEMHOBBIX
KIUCTIOT U Oe/IKOB, a TaKXKe 3aMef/IsIeTCs Pa3MHOXKeHMe KIeTOK. DTO CUHAPOM
oparauunypun: 6710k peakunit E, u E, TpuBOAMT K HAKOTI/IEHNIO OPOTOBOI KMC-
JIOTBL, KOTOpast B MOo4Ye GOPMUPYET OpaH)KeBble KPUCTAIIbI ¥ KAMHM C 60/IeBBIM
cumnromoM. Ho rmaBHOe — pasBuBaeTcs aneMus 1 MHPaHTUINSM. JledeHne —
MO)KM3HEHHOE Ha3HaveHNe IIperapaToB YpUAMHa U TUTU/IUHA.

[Te30KcHpPHOOHYKIEOTUABI 00pasyoTcs u3 coorBercTByomux pHID B
pesynbrate Bocctanosnenusi 2’0OH rpymmnsl B pu6ose, KaTanu3upyeMoro pu-
6onykneorunpenykrasoit (PHP-E) ¢ kodakTopoM — HEreMOBBIM JKele30M.
DGopmupyrorcs yetsipe fHIAD, a u3 Hux npu yuactuu knHas — tHT® (AT,
al'T®, glIT®). Jns obpasoBaHus YeTBEPTOTO HYK/IEOTHAA, HEOOXOZMMOTO
mna perukanyy — g1 TO, npepsaputensro gl u nY P Tpanchopmupy-
1oTcsA B 1Y MO, xotopslit mpeBpamaercs B 41T MO (GepMeHT TMMUAMITATCUHTA-
saE) u B gTT® (pepmenT kmnasa).

IIpeBpairene puOOHYKIEOTHIOB B [e30KCUPUOOHYKIEOTHU/bI

5 5
®~®—OCH2 0 OcHoeaHwe ®~®—OCH2 0 OcHosaHune
2 -
PHP (Ey) H
H
—>H>0
OH H
pHO® dHO®
TuopenokcuH .~ SH T\ TuopeaokcHH
BOCCTAHOBNEHHBIA ™ " OKMCNEHHBIIA
SH S
Ez
HALO" HAOGH + H*

Perynaropubiit pepment — PHP (E ): B 1 ouepesib CMHTE3UPYIOTCA IMPH-
mupyusosble fHI®, nanee mypunossie gHI®, a mocne obpazosanusa sHTO
U36BITOK MoCIefHUX, 0co6eHHO fAT®, ajmnocrepuuecku nuarudupyer PHP.

3amacHoOll IIyTh CUHTe3a TUMMVIJIOBBIX HYKJICOTHUJOB M3 HYKJICO3UIOB
¢ bepMeHTOM THMUMHKNHA30IL:

tuMuauH + ATO > i TM® + ATO.

AHaNIOTMYHO NOTOMTHUTENBHO TTonomHseTcsa 3anac gl IM®, tAM®, nTM®.
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Cunres TumuauaMoHopocdaTa — yHMKaabHOro Hykimeoruna aua JHK

o} o]
Il 1]
HN HN —CHj+ Hy-thonar
‘ + 5,10-metuneH-Hy -cbonat —;- ‘
Qo= (0 —

N *— Cep N

l'IH |

Oesokcupubosodocdar Hy-tdonat  [esokcupuBosococdar

dYM® dTM®

Eq

NMpoTtuBoonyxonesble sieKkapcTea

1. IIpousBonHbIe fe30KcuageHo3nHa — uHrubuTopsr PHP.

2. MerorpekcaT (aMeTONTEPUH) ¥ AMUHONTEPUH — KOHKYPEHTHbIE MHI Y-
6uToper gurugpodomarpenykrasst (E o

3. 5-ropyparmn (ananor TMMmHA) — MHIMO6UTOP TUMMMIATCHHTasH (E,).

4. B IeKuMsAX 10 MaTPUYHBIM OGMOCHHTE3aM MBI paHee PacCMATPUBAINA TIPS-
Mble MHTMOUTOPBI PETUTMKALIVN M TPAHCKPUIILINNL.

HacnepctBeHHble MUMMYyHOA4eDULIUTDI
I. KoMOMHMpOBaHHBII MMMYHOAeUINT IIpY MYTalMAX FeHa afieHo-
suHAe3aMuHa3bl (AITA), KaTanusupyromei peakun:

nesokcuanenosu + H O > nesokcnnuosun + NH,
anerosud + H,O > unosun + NH..

ITpu cumxenun axtuBHocTM AJTA cosfaeTcs MoOBBbINIEHHAasA KOHIIEHTPa-
LU B K/IETKe afleHO3MHA U ITyPUHOBBIX HYK/IEOTUOB, 0cobenHO TAT®, ko-
Topble annocrepudecky yraeraloT PHP, cunres gesokcunykneorunos u JTHK.

Pennukanusi yrHeTeHa 6o0sbllle BCEr0 B MMMYHOKOMIIETEHTHBIX B-
n T-numdounTax, T.e. HApyIIeHB! U TYMOPa/IbHBIN, X KICTOYHBIII UMMYHN-
TETHI.

II. VimmyHOpedmumT, 06yCIOBIEHHBI MY TAL{MSIMI FeHa [Ty PYHHYK/IEO03 ] -
dochopunassl, KaTamusupymoleil peakuyu Gocdoponusa ryaHo3uHa, He30K-
curyaHosyuHa u nHosyuHa. Hapymaercs cospeBanue T-muMdonyuToB 1 KiaeTod-
HBIIl UMMYHUTET. DTOT fepUIUT MeHee omaceH, 4yeM fepuuut AJJA.



fopmoHbI rMNnoTanamyca, runodpusa,
noa)kenyao4yHoum xxenesbsl,
HaAMNO4Ye4YHUKOB, LLMTOBUOHOM Xene3bl

B nexiuu «MeMOpaHBI KJIETOK» yyKe Oblla IpefcTaBieHa obuas uudop-
Malus 0 FOPMOHAX:
¢ POJIb TOPMOHOB B PETy/ALUN MeTaboIM3Ma Yepes PeryIsTopHble dep-
MEHTBI;
o IATDH CUCTEM IIepefadl CUTHATIOB TOPMOHOB B KJIeTKY-MUIIEHb;
o CBOfHas TabIuIla IO OT/EJIbHBIM TOPMOHAM (CTPYKTYpa, PU3NKO-XUMIU-
YecKye 0COOEHHOCTM, MeCTO CMHTe3a U COOTBETCTBME CTATYCY Ye/IOBeKa).
IToBTOpPMM M pacUIpUM KIacCUPUKAIIO TOPMOHOB.
1. Xummdeckas knaccuyKanyus: TOPMOHBI — Oe/IKM, HeNTUAbL, MOAUPH-
LV POBAaHHBIE AMIHOKUCIOTHI, CTEPOUBL.
2. ®usuko-xuMmyeckas Knaccuukauus: IUApodUIbHbIE TOPMOHBL B
KJIETKY He IIPOHMKAIOT, & TUAPOPOOHbIE — IIPOHNKAIOT.
3. Knmaccuduxaiys mo cooTBETCTBUIO: CTATYC Ye/IOBEKa-TOPMOH.
4. Knaccudukanus no GyHKIuAM.
5. Kmaccudukaius mo curHamy, CTUMYIUPYIOLIEMY CeKpeIL[i0 TOPMOHA
U3 9HIOKPUHHOII >KeJie3bl B KPOBb:
o Kxmaccumdeckas: curian — IJHC — runoranamyc — runodus — sH-
TMOKpUMHHAs JKeme3a;
o ITHC — cnuMHHOI MO3I —> MO3IOBOE€ BEIl[eCTBO HAIIOYEIYHUKOB (/s
aJipeHa/IMHa U MefuiaTopa HOpaJgpeHanHa);
e XVIMMWYECKVE CUTHAJIBL: TTII0KO3a, Ka/JIbLIUIT, HATPUIL, Kajinii;
o (pusMKO-XMMMYECKME CUTHAJIBL: [TOBBIIIEHHOE OCMOTHYECKOE JjaBie-
HIe, TIOHV)KEHHOEe apTepuajabHOe TaBlIeHeE.
6. Knaccudukanusa no MexaHusMy Iiepefiadyl CUTHaaa TOPMOHOB BHYTpPb
KJIETK) 4Yepe3 HeKaTaTUTUYeCKue U KaTaIUTUYeCKue LUTONIa3MaTndecKue
PeLeNTOpEL, Yepe3 HeKaTaUTIdeCcK1ie BHYTPUK/IeTOYHbIE PeLlelITOPEL.

()
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T'opmMoHBI runoTamaMyca u runodusa ABIAIOTCA NeNTURAMY VN 6enKa-
MU C PETYIATOPHBIMY QYHKIVMAMM: PUIN3NHT-TOPMOHBI TUIIOTanaMyca (-
OepUHBI U CTATVHBI) TTepefialoT aKTUBUPYIOMINIT MV MHTMONPYIOIUI CUTHAI
B TUIO(N3, KOTOPbIJI CMHTE3VMPYET TPOIMHBI, CTMY/IMPYIOIINe BEIPAabOTKY
«pabounx» FOPMOHOB B SH/IOKPMHHBIX JKeJle3aX VTN MpPAMO JieliCTBYIOIINe Ha
OpraHbl ¥ TKaHU (OKCUTOLVH, aHTUINYPETUIECKIIT TOPMOH, TOPMOH POCTa).

TopmoH pocTa (comarotpornuH, 191 AK) nepenueit gonu runodusa Bo3geii-
CTByeT Ha MHOTM€ OPTaHBbI ¥ TKaHU, YCKOPsA MeTab0IM3M U IIOCTHATAIbHBII
poct. Jedpuunr I'P mpuBogut x rumodusapHOil KapIUKOBOCTYU (HAHU3MY).
Hanporus, onyxosnesslit u36biTOK I'P CIy>XUT HpMYMHOI TUTaHTM3MA [ieTeil
VIV aKPOMETaIny B3POCIIBIX TIOfieil (HeIIPOMOPIMOHAIbHbIE YACTY Te/a).

AppeHanuH v rnilokaroH
O6061enHas XapaKTePUCTUKA MHOTOKPATHO PACCMOTPEHHBIX HAMM afjpe-
Ha/IMHA U I/TOKArOHa HPCHCTaBHeHa HIIXeE.

CpaBHeHne CBOICTB aJpeHaJIHHa H IIIOKaroHa

Hoxkazarenn AnpeHanus I'mokaron
XuMudeckas Momuduiposatablit Iomumnentia nas 29 aMuHOKUC-
CTPYKTYpa TUPO3UH JIOT
Mecto cunTesa Hagnoueurikn (Mo3roBoe | 0-KJIETKH TIO/IFKETYTOUHON

BEIIECTBO) JKeJIesbl

CHrHai s cex- Dusnueckas pa60Ta, cTpecc [Monmxkennoe COJIepKanue Iiro-
pennn KO3bI B KPOBH

[lepenaua cur- Yepes aneHUAaTIHKIAZHYIO CHCTEMY
HAJIA TOPMOHOM
BHYTPB KIE€TOK-

Pesxe — uepes nnosuTon- —
hochatnyio cuctemy

MHUIIEHeT e
Oyurunmn lFopmons! yekopsior
(ahdexTrr) B
— HeyeHu 1. 'nukorenosnns 1. I'mmkorenomms
2. B-okHCIEHNE JKUPHEBIX 2. CuHTe3 III0KO3HI
KHCIOT (HempsaMoit ac- 3. B-oxuc/Ienne JKUPHEBIX KHC-
herT) JIOT ¥ CHHTE3 KETOHOBBIX TeJT
(nenpsimoii adpper)
— skupoBoil Tkanu | Jlunonus Jlurnonns
— MBIIIIAX [mikorenonus bes adpexton B cBszu
C OTCYTCTBHEM PELENTOPOR
Brmasinue na co- | ¥YBenmnuusaet uepes taxu- | He uamensier

JEPrRaHHEe KUC/10- | Kap/IMIO U TTIOBbIIEHKWE apTe-
pola B OpranusMe | pHaJIbHOTO AaBJICHHA




226 Buoxumus obLuas, MeanumHckas v papmakosorndeckas

Bergenum QyHKIMY, OXVHAKOBBIE U1 afjpeHa/IMHA U IJIIOKaroHa: I/IMKOre-
HOJIN3, TUIIONN3, 3-OKUCTIeHNEe )KUPHBIX KUCTIOT.

Pasznuumsa MeXxmy 3TMMU TOPMOHAMU: ITIOKaTOH MIMEET CBOV pelleNTOpbI
TOJILKO B IIEYEHM Y )KMPOBOIL TKaHU, a M30(OPMBI aJIpeHOPELIENITOPOB XapakK-
TepHBI /1A MHOTMX OPTaHOB; pas/udye MO CTUMYIUPYIOLUIMM CUTHATAM T
CEeKpeluy B KPOBb; IMOKATOH cOeperaeT IMIOKO3Y, YCKOPSAA [TIMKOTEHOMNU3 1
IIIOKOHEOTeHe3, a a/peHalNH YBelTNYnBaeT cofiepyKaHye KICIOPOfa B TKAHAX
u obecreunBaeT MOMTHOE a9pOOHOE OKUCTIEHME TTIOKO3BI.

KopTukocrepouabl cuHTe3MpyOTCS B HAAIOYEIHIKAX U3 XOIECTEPOIa

(XC), menio xotoporo (9XC) cospmaeTcs B KOpe 3a CI€T COOCTBEHHOTO CHHTE3a
u umnopra B coctase JIHIL

FOPMOHI:-I HaJIIO4Y€YHHKOB

Yacro kenesnl 3ount CuHTe31pyeMble TOPMOHEI

Kopa Kiy6ouxonas, niam MmuHepalTOKOPTHKOU/EI (ATbIOCTEPOH )
T7IOMEPYJISpHAsT
[Iyukosasi, nm [mokokoprukouisl (KOpTU30I1)
thacrkysipras
Ceruarasi, Win [TpeaimecTBEHHIKN TOJIOBBIX TOPMOHOB
PETHKY JISIPHAS

Moarosoe — Ajipenajivg, HopajipeHaJnt

BEIIECTBO

CurHambl A CMHTe3a KOPTU30/Ma (TUIIOITTIOKO3eMMS, CTPecc, TPaBMBbI)
nepenarorcs depe3 ITHC, rumoranamyc (koptuxonubepus), runodpus (kop-
tukorponuH mnu AKTT mepenHeil momm) u JOXOAAT JO NYYKOBOV 30HBI
kopsl, B Kotopoit AKTT uepes AIIC akTuBupyeT pepMeHTHI CUHTE3a KOPTHU-
3oma. VI36BITOK IHOCTIefHero MHrubupyer obpasoBaHUe KOPTUKOMMOepUHa,
KOPTMKOTPOIMHA M HOPMaau3yeT KOMMYeCTBO KOPTU30Ja, KOTOPBIl Aasee
TPAHCIIOPTUPYETCA TI0 KPOBU C TPAHCKOPTHHOM (O -TTOGY/TMHOM), TIPOHU-
KaeT crocoboM obmerdeHHol Andy3nun B KIETKU-MUIIEHN U B KOMIITEKCe
C BHYTPUK/IETOUYHBIMI PELENTOPaMI BK/IIOYAeT (B IEYEH) VTN BBIK/TIOYAET
TPAHCKPUIIIINIO TeHOB MHOTUX 6€/IKOB-(epMeHTOB. PerenTops! /151 KOPTH30-
J1a MIMEIOTCsI IIPAKTUYECKI BO BCEX KJIETKAX, KPOMeE, BEPOSITHO, afMIIOLITOB.

()
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CuHTe3 KOPTU30/1a U €0 peryasanusa

CurHansi » LIHC

ManoTanamyc
_w (kopTukonubepuH)
-

S~ MNanodowna
o _ =77 (kopTukoTponuH-AKTI)
V|36!::ITC;K Kopa HagnoYedHuKkoe:
KopTUaona xonecrepon
KopTwuaon CH;OH
/ \ U
KposBb OH CH3 |_OH
TpaHcnopT © e I
TPaHCKOPTUHOM
CHg
KopTtuson

OpraHsi-MuLLeHn

SddekTl 2

AddexThI KOPpTHU30/Ta KAaK TOPMOHA

1. B 60npIIMHCTBE OPraHOB MEPBUYHO TOPMO3UT TPAHCKPUIILINIO U BTO-
PUYHO TPAHCIALMIO. YTHEeTeHMe CHHTe3a Oe/lKa IPUBOAUT K YCKOPEHNIO ero
pacmaza u ocBoboxaeHnio AK.

2. AK mocTymnaioT B Ie4eHb, Ijje KOPTU30/I Ha YPOBHE TPAHCKPUIILIUY aK-
TUBUpYeT cuHTe3 pepMenToB pacmaga AK u ¢pepMeHTOB ITIOKOHeoreHesa. B
UTOTe B IIeY€HV KOPTH30/I BMECTE C IIIOKarOHOM YBE/INYMBAET CUHTE3 ITIIOKO-
3bl, IIOCTYIIAIOLEl B KPOBb.

3. DHJOTeHHBINI KOPTU3OT 1 JIeKAPCTBA Ha ero OCHOBe yrHeTaloT docdo-
numasy A, ¥ CUHTE3 911K03aHOUI0B (Me[aTOPOB) BOCTIAIEH ML

4. TIpy maTonorm4ecky 6OMBIIOM YPOBHE KOPTN30/a (TUIEPKOPTUIINZM)
OH TOPMO3UT 0Opa3oBaHMe MHOTUX HEOOXOLUMBIX OpraHU3MY OeIKOB: KOJI-
JlareHa, 0COOEHHO B KOCTSAX (IIepeioMbl), aHTUTEN B ITA3MAaTUYeCKIUX KIIETKaxX
(mMMyHOReNIINT), @ TAK)KE KaK «POICTBEHHUK» a/IbOCTEPOHA BbI3BIBAET TN~
[IEPTOHMUIO.

ITaTomorus, cBA3aHHASA C KOPTHU30/IOM
I. Crepoupuslii fuabet, IMIepKOPTULIU3M, 60/Ie3Hb (OIyX0nb runodusa)
U cuHApoM (omyXxonb HafnodeyHuKoB) Vnenko—KymmnHra:
a) MHOTO KOPTM30/Ia B OPTaHM3Me U MPOAYKTOB €ro pacnajga — 17-keTo-
CTepOUMIOB B MOYE;
6) IUmepraMKeMus ¥ ITIOKO3YPUs;

()
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B) MHOI'O MOYeBUHBI (a30TeMMUs U a30TYPUL);

r) geduuut aHTUTEN (MMMYHORePULINT);

I) OCTEOIOPO3 U IEPETIOMBI KOCTEIL;

e) apTepuanbHas IUIIEPTOHMS;

XK) XapaKTepHOe OXVIpeHYe JIMIIa M BepXHell YacTy Tea.

II. T'mmoxopTuiuaM, «6poH3oBasi» 60/me3Hb, 607€3Hb ANMCOHA, BbI3BaHA

He[IOCTaTKOM KOPTM30JIa BCTIe[iICTBUE:

o TybepKyie3a KOpbI HAATIOYEYHIKOB;

o rMmoQyHKIMK mepenHeit ponu runodusa u Hegoctatka AKTT mo pas-
HBIM IIPUYMHAM; aTpOPUM KOPBI HALIIOUYEYHNKOB [IOC/IE AIUTENbHOTO U
HeIIPaBMIbHOTO JIeYeHN A CTePOUTAMIU.

CUMITOMBI HPOTHUBOIONIOXKHBI TUIEepKOPTULIN3MY. OObsCHEHNEe TeMHO-

o IjBeTa KOXKM: HeJOCTaTOK KOpTu3ona mnospimaeT yposeHb AKTI, koTopblit
CTUMYIUPYET BBIPAOOTKY MeTaHOLUTCTUMYIUPYIONIET0 TOPMOHA B IIPOMe-
JKYTOYHOI IojIe TUII0(pNU3a U COOTBETCTBEHHO Me/IaHMHA B METaHOL[UTAX.

III. AfpeHOreHUTA/IbHBIN CUHIPOM.

ITposBnsercs y feTell B BUJie paHHErO IIOJIOBOTO CO3peBaHNA, 0COOCHHO

B (hopMe BOSHMKHOBEHNA MY>XCKUX IIOJIOBBIX IIPU3HAKOB y leBoYeK. [Tpuun-
Ha — MYTalVOHHBII gepunut 21 (pexxe 11)-ruapoKcmaassl B ey CUHTe3a
CTEPONJIOB CO3JjaeT HeJoCTaTOK KopTusona u u3bpiTok AKTI, koTopslit yBe-
JMYMBaeT KOMMYECTBO aH/IPOTeHOB (TeCTOCTEpOHa) V AeTell. B nupexTuBHOM
MOpsA/IKe OTCYTCTBYE 3TON AaTONOTUY JOIXKHBI KOHTpOnupoBaTh B PO y HOoBO-
POXK/IEHHBIX.

ITaronornsa B3pOCIBIX MY>KYMH, TaK)XKe CBA3aHHAsA C IMOTOBBIMHU CTepPO-
UAHBIMU ropMoHamMu — tecroctepoHoM (T) u gurugporecrocreponom (IT)

B cTpoMasnbHBIX KJIETKaX IPeNCTaTebHOI Xere3bl epMeHT 50.-pefyKTasa
Tuma 2 Karanusupyet npespaiierne T B [I'T, KoToOpblil MepBUYHO aKTUBUPY-
eT CMHTe3 PasHbIX (paKTOPOB TPAHCKPUILUY ¥ BTOPUIHO — (HaKTOPOB POCTA
SMUTETUATBHBIX KIETOK JKeJIe3bl, B TOM 4MCIe IPOCTATCHeIM(PIIeCKOTO aHTHU-
reHa (IICA) u uncymmuunogo6Horo ¢akropa. IIpu maromorndeckoM yBemude-
HUM aKTUBHOCTHU 50.-PefYKTasbl MYTAI[IOHHOTO MIN 3THUYECKOTO XapaKTepa
o6pasyercs us6bITok IT, KOTOPBI ycuIMBaeT MUTO3bI SIUTEINA ¥ TOPMO3UT
ero amomTto3. IIpyu HapyueHNy KOOPAMHALNY STUX [IPOLIECCOB BO3HUKAET TN-
nepvrasu («ajeHoMar») Win pak mpocratsl (3esepos E.IL // «Bompocsl oHKO-
norum» 2001. — T. 47, Ne2. — C. 174-181; C6. Hayu. Tpynos «buomenuiuHa
XXI Beka». — M.: Mzg-Bo PAEH 2008. — C. 149-156).
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FOPMOHBI LLUTOBUAHOM Xene3bl

Topmonb! mMTOBMUAHON >Xemesbl — Tuppodo6ubie TpuitonTuporns (T))
u TerpaitogTuponuH (T,) Mm TMPOKCHH 06pasyloTCsA B TUPEOLMTAX 1 B TIOJIO-
ctu ponmmkyn. Curnanbt (ymenbuienue yposusa T, u T,, crpecc, HoHmkeHHast
TeMIlepaTypa Tena) no kaaccudeckoit nemm IJTHC — tupeonubepun — tupeo-
tporuH (TTT) — muToBMEHAA >Kenesa BKIIOYAIOT BHYTPY TUPEOLUTOB CUHTE3
tupeornobynuua (IT). TT B monoctu ¢onnukyna OKUCTAETCS U VORUPYETCS
(pepment Tupeomepokcuaasa) ¢ obpasosaHueM itonTupeornobymmna (MTT),
BHYTPM MOJIEKYZT KOTOPOTO 06pasyloTcsi U fiajiee OCBOOOX/AIOTCA B IIONIOCTb
TUPEOLNTOB OATUPOHUHBL [locIeHe TOCTYHAIOT B KPOBb M B KOMIUIEKCE C
TpaHcropTepamu (o, -II06YTIMHOM 1 aTbOYMIHOM) TOCTUTAIOT K/IETKY-MUIIEHN.

CuHTe3 /10 TMPOHIHOB

| CuHTe3 NOATUPOHUHOB l

MonocTk thonnukyna

TupeouunTtsi
Jo +  HyOy —>J"+ T ——> WoampeornoBynuH
: 4.7 HATT

KongeHcauma
MoATMPO3NHOB
nTr

H202 ATr

|

Mpoteonua

J Tupeonep-

Kpogeb oKcuaasa

NaJ NaJ

Tupeornobynuu-TI

T3, Ta

PuGocomsi

Tupeouut

T3, Ta

lMnodona
(TwpeoTponuH-TTI) TpaHcnopT no Kpoeu

Mnotanamyc <— LIHC <— CurHansl

(TupeonubepuH) OpraHbl MULLIEHN

OpdpekThl
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Kax u B cryyae KopTu3sona, U30bITOK STUX TOPMOHOB yTHeTaeT 06pas3osa-
HIIe PETYyNIMPYIOIUX TOPMOHOB IMITOTaIaMyca ¥ runodu3a ¥ yMeHbIIaeT ypo-
BeHb JIO/ITUPOHIHOB.

AHTHUTHDPeOVTHbIE /IeKapCcTBa (TMOMOYEBMHA U THOYPALU/I) MHIMOUPYIOT
THPEOTIePOKCUIA3Y ¥ HOPMaIU3YIOT COCTOAHNE OObHBIX TUIIEPTIPEO3OM.

VlopTMPOHVMHBI IPOHUKAIOT B K/IETKU U MEPEAAIOT CBOIl CUTHAI BMECTE C
BHYTPMK/IETOYHBIMM PELENTOpaMy, KOTOPble MMEIOTCS BO MHOTMX OpTaHax.
OHI yCKOPAIOT CMHTE3bI O4eHb MHOIMX BEIleCTB, CTUMYIMUPYIOT POCT U Aud-
depeHIMaLINIO Pa3HBIX KIETOK M TKaHell, 0COOEHHO MO3ra ¥ MMMYHHOII CH-
cTeMbl y feteit. [I7is 9TOro Hy>KHa SHEprus, Haju4dye KOTOPOIl 0becIednBaer-
Cs1 YCU/IEHHBIM 9HepreTIYecKuM o6MeHoM ¢ obpasoBanmem ATO.

HBa BUIa ﬁOI[TI/IpOHI/IHOB Pa3sIN4YATCA IO COAEPKAaHNIO B KPOBU I 1TO
AKTUBHOCTHU.

HexoTopsie 0cOGeHHOCTH Pa3HBIX O THPOHHHOB

Topmon Cojiepskanne oGmero KonnuecTsa Duanonornueckas
P ropMoHa B OpraHH3Me AKTHBHOCTH
T, Memnbline, B kpoB# okogo 0,1 Mmkr/ma bomnbie
T, boasine, B kposu okoso 4—10 mkr/ i Memnslne npuMepHO
B ISITH pa3

ITaTonorus, cBA3aHHasA ¢ IOATPOHMTHAMMA

I. I'mneptupeos, TUpeoTOKCKKO3, 6Gomesup IpeiiBca. Ilpu puddysHoi
TOKCMYECKOJ TUIIePIUIasuy IUTOBUIHON >Ke/le3bl, BbI3BAHHOJ pasHBIMM Ha-
CIe[ICTBEHHBIMY U HEHACTeACTBEHHbIMM (akTOpamy (OMYXO/M, MOBBIIIEH-
HOe Cofiep>KaHMe Jiofia B IMIle U BOJE, ayTOMMMYHHBIN CTaTycC), KOIUIECTBO
IOITUPOHMHOB B OpraHu3Me 6ONbHBIX yBemueHo. VIx ns6piTok, ocobento T,
yCKOpsieT KarabonymsM, IPUBOFUT K OTPULIATETBHOMY a30TUCTOMY OajIaHCy,
YMEHBIIIEHNIO Beca Tefla, 3K30(TarbMy, K YBeINYeHNIO anmeTnTa. [1oBblleHa
TeMIlepaTypa Tela OOJbHBIX, T.K. OATUPOHUHBI SBJISAIOTCS Pa3oOIIUTENIMN
okucreHus BeutectB u pochopunmposanus AJIO ¢ paccemBanneM sHeprum
OKIC/IEHNsT B BUJie TEIUIOTHL. VIHOTAa GO/IbHbIE MPOSIB/LIIOT arPecCUBHOCTD 1
THEB, 4TO 0e3 JOCTaTOYHBIX OCHOBAHMII CBS3BIBAIOT C 3P PeKTOM caMMX rop-
MOHOB.

II. TunoTupeos, ruIOGYHKINA MUTOBUHON xKene3bl. [TpuamHbL:

1) MyTanuoHHbIe fedeKThl 6eTKOB-(HepMEHTOB CHHTe3a IO TUPOHIHOB;

2) IOBpeX/IeHM I TUIIOTaNTaMyca, IUIIo¢y3a, IUTOBUIHO >Ke/e3bl;

3) HEJOCTATOK J10/1a B IIMILE U BOJIE.

IIpn OoTCYyTCTBUM NeYeHUA y HeTell pasBMBaeTCs KPEeTMHM3M — Qusnde-
CKMe, TICUXUYecKUe U MMMYHONOrndeckue fedekrtol. [103ToMy y HOBOPOX-

()
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IOEHHBIX NeMaTphbl TaKXKe IO/DKHBI IPOBEPATh COfiepKaHye JOATUPOHNHOB
(110 mpuKa3y MUHUCTpa 3apaBooxpaHeHus PO).
JIBe GpopMBI TMIOTHPEO3a B3POCIBIX:
o MukKcegeMa. Hapyuien MerabonnusM MexkKaeTo4yHOro mMarpukca (MM),
0cobeHHO MyKomonucaxapuaoB. Hakannmusarorcs B MM ruanypoHo-
BasA ¥ XOHAPOUTUHCEPHAS KMUCIOTHI, a Jajiee BTOPMYHO — BOJA U COMM.
Oteku («CIMSUCTBIL OTEK»), yBeNMUYEHME Beca Tela Y CHIDKeHNe TeMIle-
parypsl IloBbilIaeTcsa cogep>kaHue X0NecTepoIa U pa3BUBAETCA aTEPO-
CKJIEpO3;
o 3HAeMMYecKMIT 300. HemocTaToK NuIeBoro 1moma U COOTBETCTBEHHO
JIONTUPOHNHOB YBeINYNBAET YPOBEHb TUPEOTPOIHA TUIIO(HU3a, KOTO-
PbIit yCUIMBAET POCT COE[UHIUTEIBHOI TKAHY XKeTle3bl B hOpMe Y3€IKOB.
urreHnCTsl PErMOHOB 00653aHBI KOHTPOIMPOBATH COHEp)KaHMe 1iofa
B MeCTHOII Bofie 1 nutie. [To pexomenganuu BO3 cyTouHble HOPMBI J10a CO-
CTaBIA0T 14 B3pocabix 50-300 MKT 1 aia getert 50-120 MKT. [T1aBHBIE 71€TKO-
BBIAB/IA€MbIE CUMIITOMBI JIOJHOM HEIOCTATOYHOCTU Y JIIOfieil — yXyHAlleHue
MaMsATYU ¥ OT€YHOCTH JINIIA.



UHcynuH. Perynauua metabonnama
B CJZly4yae caxapHoro guabera
M rosiogaHvs

O6pasoBaHue MHCynnHA. [Ipy H0CTaTOYHOI KOHIIEHTpaLUy B KPOBU ITIIO-
K032 IIPOHNKAET B [B-K1eTKy nomKenypouHoi xeress! (IDK) uepes mem6OpanHbit
ka"an IJIFOT-2 u unpynupyer ren xpomocoms! 11 ¢ cunresom MPHK u npen-
mecTBeHHMKa MHCY/mHa (110 AK). [lamee mpu BOJIHOM YaCTUYHOM IIPOTEO/NN3e
ymansaorca 24 AK ¢ N-konna u 35 AK u3 BHyTpenHel1 yacTu Mosnekysnl. Oop-
mupytorcs: nemu A (21 AK) un B (51 AK), koTopble 00beAUHAIOTCSA B MOIEKYIY
uncynuHa (51 AK), a Taroke ocBoboxmaercs mentug C (31 AK).

ITX (B 0TBeT Ha CTUMYIMPYIOLMI CUTHATI TTIIOKO3BI) CEKPEeTUPYeT B KPOBb
uHCynuH 1 nentuf, C B cooTHomeHNM 1:1, HO TTOC/Ie IVPKYIALMY KPOBY Yepes
HedeHb U pas3pylIeHNs YacTV MHCYIMHA (MHCY/IMHAa3a TellaTOLUTOB) COOTHO-
meHue usMeHsiercs fo 1:3. KoHueHTpauys B KpoBu 60ee yCTOMYNBOTO Iell-
tupa C AB/AeTcsA IMAarHOCTUYECKMM ITOKasaTe/leM KadecTBa 9TAIlloB CMHTe3a
nHcynuHa B IDK.

ITpegmectBennuk nucynnHa (110 AK)

®parmeHT B

N | 7 VHcynuH

| PparmeHt A
'——_——

Mentua C

4 aMWHOKMCNOTHI
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Monexyna MHCyIMHA

NH, NH,
S—|
| |-s—s-
S—
uens B-30AK
uens A-21AK —§—5—
COOH
Ne30 —Tpe ana Yyenoseka
Ana An\A cBMHbLMW
COOH

T'uppoduIbHbI TOPMOH MHCY/INH He IIPOHUKAET B KJIETKM OPTaHOB ¥ TKa-
Hell. JleTany TpPaHCMMCCUM €TO CUTHasa B KNETKU-MULIEHN MHCYNMH3aBUCH-
MBIX OPTaHOB U TKaHel! (MBILILIBL, XXMPOBas TKaHb, [IeY€Hb) OBIIN PpaccCMOTpe-
HBI B JIeKuu «MeMOpaHbI KJIETOK» ¥ ITOBTOPHAsl COOTBETCTBYIOLIAS CXeMa
npencTabieHa HiokKe (cTp. 234).

9¢ddexTsr MHCYyMMHA. Bo-IepBbIX, OH HampaBiAeT IOTOKU INIIOKO3BI
U3 KpPOBU B KJIETKM-MUILIEHM C IIOMOIIBIO CIEI[MaJbHBIX MeXaHU3MOB (JIeK-
st Nel3) u B 3aBUCMMOCTM OT KOHIIEHTPALMM ITTIOKO3BI B KPOBM: B MBIIILIbI
U B )KMPOBYIO TKaHb — IIPU OOBIYHOM €€ YPOBHE B HOPMa/IbHOM AMamas3oHe,
a B Te4eHb — IIPM BBICOKMX KOHILEHTPALMAX B KPOBM NMILEBOI TTIOKO3BI
(mpumepHo 601nee 10 MMonb/n unu 180 mr/mn). Bo-BTopbIX, Banee BHYyTpM Kile-
TOK-MUIIEHEI IOJ] BAMAHMEM CUTHATIOB MHCY/IMHA M3MEHAETCA aKTMBHOCTD
MHOTOYMCTIEHHBIX ()ePMEHTOB MeTab0/IM3Ma YITIeBOJIOB, >KUPOB U OEIKOB, 4TO
OBIIO PaCCMOTPEHO B MPENBIAYIIUX NEKIVAX U MpPefCTaBIACTCs IOBTOPHO
B BUfie 001eit cxeMbl (cTp. 235).

()
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JIBa cnoco6a nepegauy MHCYITNHOM CUTHATIOB BHYTPb K/I€TOK-MUIICHeI

WHcynuH

MemBpaHHeii
KaTanuTu4eckuii peLenTop

4 cyﬁbe,qanu

Cy6Gerpar peuentopa S-Tup-OH + AT® —» S-Tup-OPO,H,+ AL®

T

TUPO3NHKMHA3a

Manwie G-Benku (Ras)

AxTvBauma NPpOTEUHKWHA3

CuHTe2 rmoT-4
B MbILLLAX W KUPORORA
TKaHWU

GochopunuporaHue U aKTURALIMA bocchopunupoBaHue U uaMeHeHue

npoTeuHthocthaTaa aKTUBHOCTW haKTOPOB TPaHCKPUNLIUK
Hedocdopunupoeadue MameHeHne CKOpOCTH TPAHCKPUNLMK,
meTabonuyecknx hepMeHToB KonuyecTea monekyn MPHK (MHAaykums
W M3aMeHeHWe UX aKTUBHOCTU — wunu penpecwﬁ) W KONWYeCcTBa MONeKyn
Ka4ecTBEHHARA perynauyua hepMeHTa B KneTke —

\ KONWYEeCTBEHHAaA perynauna

MamereHwe metabonuama
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Perynanusa akTMBHOCTH depmentoB MHCYTMTHOM
MHcynuH

Hedochopunupyetr MaMmeHaeT TpaHCKpUNUMio

hepMeHTEl reHos )epMeEHTOB
{ i

W MOBLILLIAET X aKTUBHOCTh! WHAYKLAA:
— chocpodpykToKHaza — [MIKOKMHAaza
— NUpYyBaTKMHAa3a - rnko3o-6-docharaernaporeHasa
- KmHasa BND - aueTtun-KoA-kapGokcunasa
— MUKOreHCUHTa3a — CMHTa3a XWPHbLIX KUCNOT
— aueTun-KoA-kapBokcunasa - IMN-nunaza

— TMI-KoA-penykTaza

W NOHWXKAET UX aKTUBHOCTb! penpeccua:
= rankoreHgochopunaza - KapBokcukuHaza D3l
— TAT-nunaza

MHoroo6pasHoe fHelicTBYMe MHCY/IMHA Ha pasHble (pepMEHTHI OpraHm3Ma
JeoBeKa 1[e7Ieco06pasHo 0606MuUTh B BUJE OTENbHON TAOMNIbI, KOTOPast
[eMOHCTPUPYET, YTO VHCY/INH YCKOPSIET CUHTE3bl BCEX COERMHEHNIT, KpOMe
IJTIOKO3BI (CMHTe3 KOTOPOJ OH yrHeTaer), a ero 3¢ ¢deKT Ha KarabonmusM 9TUX
BCEX BEIIECTB SABAETCS MPOTUBOMONIOKHBIM. [Ipy 9TOM Halo CPaBHUTH M3-
MeHeHVe aKTVBHOCTY MHOTOYMCIEHHBIX (ePMEHTOB II0J BIVSHIEM MHCYIN-
Ha C [IefiCTBMEM Ha HUX [JIABHOTO KOHTPUHCY/ISIPHOTO TOPMOHA — IJIIOKaroHa
(romog, caxapHbii guaber). [MI0KaroH AefiCTBUTEIBHO AHTATOHUCT MHCY/IMHA
o ero adexTy Ha PpepMeHTHI U OMOXMMUYECKIe poLecchl. [Ipu caxapHOM
nnabere, IIpU KOTOPOM MHCYIUH He (PYHKLMOHUPYET VAU (PYHKIMOHUPYET
c1abo, IPaKTUYeCKM Bce M3MeHeHUs MeTabonn3Ma OGYCIOBIEHbl T/IIOKAro-
HOM, T.e. OHJ IIPOTMBOIOJIOKHBI TOMY, YTO IIPUBEEHO B IIPe/CTABIEHHO /ja-
nee Tabnure.
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Bnuaxuwe WHCYNKWHa Ha meTabonuam
300poBOro Yenoeeka

CoeauHeHus Cuntes | Pacnag
Iniokoaa v 4
rnvkoreH 4

YKupel 4 )
XonecTepon 4 —
AMWUHOKMCNOTEI W Benku .|,

4 — yckopeHue

¥ — TopMOXeHue

BTOpoit KOHTPUHCYNAPHBIN TOPMOH — KOPTU3O/I JEICTBYET OTYACTY CHH-
XPOHHO C IJIIOKarOHOM 1 00a 9TU rOpMOHA OOYC/IaBIMBAIOT BCE M3MEHEHNS
MeTtabonu3ma pu caxapHoM fuabere.

B xnerxn 60}II)HII/IHCTBa ,I[pyI‘I/IX I/IHCYIH/IHHCSaBI/ICI/IMI)IX OpraHoOB UM TKa-
Hell III0KO3a IIPOHMKAeT M3 KPOBU CIIOCOO0M ob6yerdenHoit guddysun 6e3
yuactust nHCynuHa (mexuyu 9, 13). ITpu caxapHoM fnabere Takoe GecrpensT-
CTBEHHOE€ IIPOHMKHOBEHNE I/I36I)ITO‘IHOI/uI TTIOKO3BI B 3TV OPTaHbl U €€ TOKCHYeE-
CKO€e U BpeJHOe IefICTBIE ONPERE/AI0T 0COOEHHOCTY ATONIOT MY PaCCMATPH-
BaeMoro 3aboieBaHuI.

CaxapHubliit guabet (C/]) nopaxaer 6onee 5% HaceneHMs MUpa.

«CKpBITBIN», Wnu naTeHTHbIT, CII — 6e3 ABHBIX KIMHUYECKUX CUMIITO-
MOB, HO C HEKOTOPBIMM paHHMMU (3a 7-8 jeT) mpefBecTHUKaMM 6omesHM (ay-
ToaHTHTeNa K B-KnetkaM IDK) unm ¢ mosgHMMM 0co6eHHOCTAMY AUATHOCTHU-
YeCKOI «CaxapHOi» KpuBoit (exkuus 15).

ITpuunHsl 601e3HN

1. B cyvae CJI tuna 1 (mHCynuusaBucumbiii CJI) cyliecTByeT IpakTude-
CKM OJjHa IPMYMHA — ayTOMMMYHHBII CTaTyC 4€/I0BEKA HAC/IeNCTBEHHOM UK
HeHac/Ie[ICTBeHHON PYPOJbI, BBI3BAHHBIN pasHbIMU (PaKTOpaMu. TO COCTO-
sIHVe IMMYHUTeTa IpuBOAUT K rubenu B-krerox IDK. ITpu monmHOM UX OTCYT-
CTBUM HacCTymaeT abCOMIOTHBII HepUUNUT MHCYIMHA. Bo/bHBIe, KaK IPaBUIO,
MOJIOZIbIE ¥ Xy/IbI€ JIFOMIIA.

2. MacynuHesaBucumblit Cll 2-ro TiIa XapaKTepeH A7 IIO>KVIbIX TIOfeN,
B-xIeTKM COXpaHAIOTCS, HO MHCYIVH He QYHKIMOHUPYeT WK GYHKLVMOHMN-
pyer cnabo B OTHOLIEHNY MeTaboM4ecKX GepMEeHTOB.

()
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KnuHuyecknwin Tect — «CaxXxapHana KpuBas»

CaxapHelid guabet

WMHCynuH

Kouuempau.uq rMOKO3bl B KPOBUK

@
N [niokaroH
|
I
0 2 vac
3,3-5,5 mmons/n Mocne npyvemMa rmoKoss!
60100 mr/an

Muoroo6pasue npuunt CJJ Tiia 2 MOXXHO CBECTH B JiBe IPYIIIIBL

1. ITaTomorus B-knerox IDK 6e3 ux rubenu (aMmniaono3, HapylieHue Ipo-
1[eCCOB CMHTEe3a VM CeKpeIuy MHCY/INHA, MyTallMJ TeHOB MHCY/IMHA U TTII0KO-
KMHAa3Bl B-KIeTOK).

2. Bropas rpymnmna npuunH He cBs3aHa ¢ naronorueit [IDK: nupxymupyror
AQHTUTeNA K MHCY/IVHY WA K €TO PellelITOpPY, OBICTpOe paspylleHe NHCY/IHA
MHCY/IMHA30J1, HO Yallle BCer0 MHCY/IMHOPE3UCTEHTHOCTh TKaHel (MyTanus
TeHOB pellenTopa MHCYIMHA WM OelKa-llepeHOCYNKa TOPMOHA B MBILIIIBL 1
apgumountel — IJIIOT-4) u mp.

T'opmoHanbHsIii cTaTyc 601bHOTO ClI:

Cll 1 — xonuyecTBO MHCyNMHa ¥ nentupa C CHUXKEHO WIM MHCYINH B
KPOBU He BbIABJIAETCS, YBe/INYeHAa OTHOCUTE/NbHAA aKTUBHOCTD ITIIOKAarOHa 1
KOPTM30/1a KaK KOHTPUHCY/ISIPHBIX TOPMOHOB;

CIl 2 — B Havasie 60/Ie3HN KOHIIEHTPALVsI MHCY/INHA B HOPMe MM KOM-
[EHCAaTOPHO IOBBIIIEHA, P [INTETBHOM Te4eHUU OOTe3HU U UCTOLICHNUU
B-K/IETOK I/IFOKO30JI OHVDKEHA.

Wror: npu mo6bom tume CJlI mHCYIuH He «paboraeT» min «paboTaeT» cra-
60, QYHKIVIOHMPYIOT 1 ONPERE/IIOT BCI0 CUMIITOMATHKY G0/IE3HN I/IIOKArOH
U KOPTU3OJL.

buoxummnyeckne mapkepsi CJJ

1. Tunepriukemus (IpUYMHBI — ITI0OKO3a He TIOCTYIaeT B KIeTKU-MUILIe-
HU; MHCY/IH He MHIMOMPYeT, a ITIFOKaroH M KOPTU3O0JI aKTUBMPYIOT CHHTE3
ITII0KO3BI B IIE4€HM) U ITTIOKO3YPUSL.

()
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2. TloBblleHbl B KPOBY KOHI[EHTPALMM KMPHBIX KUCTIOT, KETOHOBBIX Tell
(ketonemus 6onee BoipakeHa npu CJI 1), MoueBuHbI (a30Temust). Auupos. Ke-
TOHOBBIE Tejla B MoYe (KeTOHypus).

3. B KpoBu yBeM4eH ypOBEHD IIMKO3UINPOBAHHOIO TeMOITIOOVHA C BBI-
COKVM CPOZICTBOM K KUCTIOPOZY, YTO CO3[aeT TUIOKCHUIO.

4. I'mmokcus HapyluaeT sHepreTudeckuit ooMen u cunres AT® Ha done
M306bITKA ITIIOKO3BI, >KMPHBIX KICIIOT, KeTOHOBBIX Tesl. Otciofa — «CJI — romox
cpenu U306MN».

Ha sT01t 6a3e BosHmKatoT knnHudeckue cumnromsl ClI: mommypus (rmo-
KO03a, MOY€BIHA 1 KETOHOBBIE Te/la B MOYe YBEIMUYMBAIOT IIOTEPIO BOBI), HO-
nupencus (KaXAa U CYXOCTb pTa — paHHMII cumntoMm), monudarus. IIpu CII 1
CHIDKEH Bec Tena («Xyfble») BCIENCTBIE paclafia Kipa MOf BAMSHUEM [TI0Ka-
roHa. ITpu CJI 2 — Bec uu He M3MeHeH MO0 MMeeTC st OXKUpPEHNe.

ITpu oTCYyTCTBUM MM HEIIPABU/ILHOM JICYEHNY BO3HUKAIOT OCTPBIE paHHIE
OC/IO>)KHEHUI — KOMBL.
I. ImmornmukeMuyeckas KoMa IIpY Iepefo3UpOBKe MHCYINHA IPUBOJUT K
TUIOIIVIKeMIM ¥ Tu6 ey 60bHOro mpu 20 MI/[iI ITIIOKO3bI B KPOBIL.
II. InabeTtmyeckme KOMBI:
o KeTOAlMAOTUYeCKas;
o TUIEPOCMOJIApHAs M3-3a IOTEPU BOJBI C MOYOIT;
o JIAKTATAIMJOTUYECKasd BCIEACTBME IMIOKCUM U NpeobIalaHnsA aHa-
5pO6HOTO ITIMKOIN3A.

ITo3pHMe XpOHIYECKME OCTOKHEHNA InuTenbHO TeKyilero CJI Bo3HuKa-
IOT U3-32 TOKCUYECKOTo 3¢ deKTa ITTIOKO3bl B MHCYIMHHE3aBUCHMBIX OpPraHax.
JIBa MO/IEKY/IAPHBIX MEXaHM3Ma VX BO3HUKHOBEHIA.

1. Dimroko3a 6rarogaps cBoeit a/ibJeTUHOI IPyIIe 06pasyeT KOBaJIeHTHbIE
cBs13u (HanpuMmep, Tuma ocaoBanuit lllndda) co muornmu 6enkamu-depmenTa-
MM U HapyuaeT ux QyHKumu. DimkosuipoBaHue Ko/tareHa Tuma IV 6asans-
HBIX MeMOpaH KalWUIIPOB 1 KIYOOUKOB [OYeK YMEHbIIAaeT IIPOHNI[AEMOCTD 1
GUIBTPYIOLIYIO CIOCOOHOCTD MEMOPaH.

2. BHYTpu MHCYIMHHE3aBUCUMBIX KI€TOK OOJIblINe KOMNIECTBA ITIIOKO3BI
peBpaiaiTcst B 6omee rugpomiIbHbI COPOUTON, KOTOPBIT BbI3HIBAET MH-
TEHCUBHYIO AU y3ui0 BOABI B KJIETKY U €€ HOBPEeX/eHNsI («COpOUTOIOBbIIT»
MEXaHM3M).
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ITepBBIit MEXaHI3M TOKCUIECKOTO AECTBISI [TIOKO3BI — [IVKO3U/INPOBa-
Hue 6enkoB (reMorno6yH, 6eKy MeMOpaH M MeXK/IETOYHOTO MaTPUKCa, ajlb-
6ymuH, 6emox anoB-100 JIHII, peuenTopst JIHII, pepmenTsI).

H|C:0 Hg?—NH—aanymnH
H(l: —OH ? =0
HO—(J]H + HyN-ansBymuH —> HO—(FH G};;flll:gya:::u-
HC—OH HC—OH
HCl‘, —OH H([J —OH
H,C—0OH H,C —OH

Bropoit MexaHM3M TOKCHMYECKOTO [ECTBMS TIOKO3bl — COPOUTOMOBBII
IyTh.

CltHzOH H2(I:_‘OH
HAO®H HC—OH HAO' (I:=0

Imiokoza Miwokosa ———— HO—CH ———— HO—CH
AnbfopeaykTaza HC|: —0OH HC—0OH

|
HC—OH HC—0OH
Aputpoumnt H,0 H,C—OH H,C—0OH
CopBuTon ®pykTo3a
Bopa

IlepeueHb MO3THMX XpPOHMYECKUX ocnoxHeHmit CJ

1. MakpoaHruonaruu — o6pasoBaHue aTEPOCKIEPOTUIECKIX OIIALIEK.

2. MUKpoaHTMONaTUM MENKUX COCYZOB ¥ KallM/INAPOB C HapyLIEHUEM UX
HIPOHNLIAEMOCTU. DTU ABa OCIOXHeHNs (I 1 1 2) IPUBOAAT K 06pa3oBaHUIO
xapakrepHoit gyist CII «arabeTu4ecKoit CTOIbI» (S3BbI, TAHTPEHbI, HEKPO3BI).

3. Hedpomatun ¢ XpoHMIeCKOIt IIOYeIHOI HEOCTATOYHOCTDIO, XapaKTe-
pM3yIOLIeiicA YBENUYEHNEM B KPOBU COMlEP>KaHMA MOYEBMHDI, MOYEBOI KIC-
TIOTBI, KpeaTMHMHA.

4. Hertpomatuu — IIMKOSWINPOBaHME O€IKOB AKCOHOB HEIPOHOB I KITe-
Tok IlIBanHa, HapyIIeHMe ITepeadyyt HEPBHBIX UMITYIbCOB.

5. TloBpexxmeHN ITa3a — ITIMKO3WIMpPOBaHue 6IKOB POrOBUIIBL, XPyCTa-
NMKa, HabyXaHue KJIeTOK XPyCTalIMKa II0 COPOUTOIOBOMY MeXaHU3My (kara-
paxra).

6. PasMHOXeHUe ITaTOT€HHOJ MUKPOQIOPBI TPy M30BITKE ITIOKO3bI B TKAHAIX.

()
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IIpuanuns tedenns CJI:

CTporas AyeTa, OrpaHNYMBAOLIAs TOCTYIUIEHNE OBICTPOYCBOSIEMbIX IIN-
I[eBBIX YIVIEBOJZOB B OPraHM3M 4eOBEKa; MHIMOMTOPBI OL-[TIMKO3M/A3
JKKT (axkap603a), 3aMepIAI0Lye paciiaf yIIeBOOB NI

C[I tTun 1 — mpenaparhbl MHCYIMHA KOPOTKOTO U IPOTOHIMPOBAHHOTO
[eliCTBUS Ha OCHOBE COBPEMEHHOIO T'€HHO-MH)XEHEPHOTO MHCY/IHA Ye-
JIOBEKa;

C[I Tuma 2 — caxapoIOHIDKAIe [IpernapaThl — IPOMU3BOSHBIE CY/Ib-
dbounnMoueBUHbL; 6uryaHugpl (MeTGOpMUH — MHIUOUTOP depMeHTa
[TIIOKOHEOTeHe3a); IIpelapaThl XpOMa, y4acTBYIOL[Ero B TPAHCIIOPTUPOB-
Ke [IIOKO3bI B KTIETKY (MeXaHM3M U3y4aeTcs), akap6osa (11 rmoxobar);
HepecajKa JOHOPCKUX IMaHKPeaTUIeCKUX OCTPOBKOB I CAaMMX [-KJIETOK.

MeTta60/M13M IPY IOTHOM I'OOAHIN

IlepBas pasa — ronopganme B Te4eHNE OFHIX CYTOK.

1. TopMOHaNbHBIN CTATYC: MaJIO MHCYIMHA, MHOTO ITTIOKaTOHA.

2. Pacnmap rmmkoreHa (Ipy y4acTuy IJIIOKaroHa) M 0CBOOOXXA€HIE ITI0OKO3bL.

Bropas gasa — ronoganme B Te4eHMe OHON HELEMIL.

1. TopMOHa/MBHBII CTATYC: MaJIO MHCY/TMHA, MHOTO ITTIOKaroHa ¥ KOpTU307Ia.

2. I'/TaBHBIV UICTOYHUK TJTIOKO3bI 191671 obecreyenns 3Heprme171 MO3ra " 3pu-
TPOIMTOB — ITTIOKOHEOTeHe3 13 TaKTaTa, aMUHOKMUCIIOT 1 TTIUIlepona (TIoKa-
TOH ¥ KOPTU3O).

3. JIunonus (I7MIOKaroH), 0CBOOOXK/eHNe >KMPHBIX KIC/IOT KaK UCTOYHMKA
SHEPTMM JJIS MBIIII] ¥ IeYeHN U KaK JoHopa aneTun-KoA pis cuHTesa KeTo-
HOBBIX TeJI (T/TI0KAaroH), CTOCOOHBIX OKMCIIATHCSA B MO3TOBOI TKAHM C BHIXOJOM

ATO.

4. Pacmap 6enkoB (KopTu3011), 0CBOGOXKIEHIIE aMUHOKICIOT /151 CMHTe3a
[JTI0KO3BI (KOPTM30JI, T/TIOKATOH).

TpeTbH (basa IIOJIHOTO TO/IOgaHNA B TEYECHME HECKOJIBKUX HENE/b.

1. IIpogomxaeTcss ZOMUHMpPOBaHMeE ITIIOKaTrOHA ¥ KOPTU30/IA.

2. r}IaBHble SHepI‘eTI/I‘{eCKI/IC VICTOYHUMKU: 014 MO3ra — KE€TOHOBBIC T€ja,
1A MbIII L — )KI/IPHI)IC KUCIOTHI, 014 SPI/ITPOLU/ITOB — TJI0KO3a.

3. CMepTb ro/IofaoIIero HacTymaet nocie pacmaga 30-50% 6enkoB u npu
CHIDKEHUM KOHIJEHTPAIUM TTI0OKO3BI B KpOBU 70 20 MT/MJI.



Ponb ropMoOHOB B perynauumm
mMeTabonn3ama BoAbl U conen

MeTa60/1113M BOZBI 11 COJIENl B OPraHU3Me PeryInpyeTcs moukamu (PpyHk-
[[MOHATBHO-MOP(OIOrMyecKie acIeKThl IIPOLeCCOB paccMaTpuBaeT Gpusno-
JIOrMsI) ¥ TOPMOHAMI. B COBOKYITHOCTH 3Ta perymsauus obecrednBaer mocTo-
STHCTBO TOMe0CTa3a: 00'beMa BOJbI, COCTaBa COJIENT, 0CMOTUIECKOTO [jaBIIEHIS
U BeIMYMHBI MHAeKca pH.

AHTaunypetnyeckuim ropmoH (AAr)

Perynupyer 06’beM BHEKTIETOYHON BOABI ¥ OCMOTIUYECKOE JaB/IEHNE KU -
KocTell yenoBeka. HamommHao, 4T0 Bofja B OpraHy3Me JTIofeil COCTOUT U3 BHY-
TPUKIIETOUHOI BOAbI (70%) M BHeKIeTOYHOI BoAbI (30%), KOTOpas HAXOAUTCA
B KpoBU (5%) 1 Me>XK/IeTOYHOM MaTpukce (25%).

AHTUIVYpETUYECKMIT TOPMOH — ONIUTONENTI . IIpenniecTBeHHUK CHH-
Te3UPyeTCs B TUIIOTANaMyce, OC/Ie YaCTUIHOTO MPOTEO0NN3a IepeMeliaeTcs
BMeCTe C HelfpopU3MHOM B 3aJHIOI0 TOMI0 rUnodusa 1 0OCTAeTCs B IPaHy/Iax.
[lBa curHama fjis ceKperun:

1) OBBIIIEHHOE OCMOTHYECKOE AaBjieHue (IIpy IIOTepe BOABI MM HAKOIITIe-

HUM COJIelT) —> peLienTOpbl TUIoTaIaMyca — runodus — cexpenusa AJIT;

2) anrnorensuH I — rumoTanamyc (IpAMO MM KOCBEHHO 4epe3 a/lbJo-

crepon u Na) — A/IT (cxema 1, cTp. 244).

1 6 8
N Uunc—Tup —den —InH —AcH —Uuc —Mpo— Apr —MuumHamug C
InaBubt 3¢pdexr AN — peabcopOumsa BOAbI M3 IEPBUYHOI MOYM B

KPOBb U MEXK/IETOUYHYIO XUAKOCTb. Mexanusm: AJII' — HekaTanuTudeckue
MeMOpaHHbIE PellenTophbl V, B alMKCe SMUTENNA KaHaybleB U TPy6odeK He-
¢pona —> AIIC — dochopunmpoBanue GakTOpOB TPAHCKPUILIUY —> CHUH-
Te3 aKBAaIlOPMHOB-KaHAJIOB JyIs BOObI B MeMOpaHe anurenus. Ilpu 6ompinx
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Hedusmonorniecknux KonumenTpauuax AJII: AJIT—> penentopsr V| rmagxux
mpiy aprepuit - MOC — Buixon Ca s 9P B IUTO30/1b —> MBILIEYHOE CO-
KpallleHJe U TOBBIIIeHNe apTepuaIbHOro AaBeHns (OTCIofia cTapoe HeKop-
PEeKTHOe HasBaHUe «Ba3OIPECCUH»).

Kanan

KpoBb MepenyHan
/\_ / Moua
Bopa \—/ Bopa
MaTonorusa

ITpu TpaBMax TOIOBBI M/IM MYTAL{UsIX TeHOB OeNMKOB-(pepPMEHTOB I peljer-
TOpOB yMeublraeTcsi cuuTe3 AJIT U pa3BuBaeTCs HecaxapHbIil fuabet: monny-
pus (yBenudeHne o6’beMa MOYM C yMeHbLICHNEM ee IVIOTHOCTH), 06e3BOXKMBa-
HMe ¥ J)KaXja — nonupuncus. Jledenme — npemnaparsl Tuna AT

IITyTka HEKOTOPBIX Bpadell: Ipy 9Hype3e (Hefep>kKaHUM MOYM) Iperaparhl
tuna AJIT onesHpl IOTOMY, YTO OHM ITIOMOTAIOT 10 CYIIECTBY U, KpPOME TOTO,
IIOMOTAIOT IICUXO/IOTMYeCK) 3a0bITh 0 HOYHOM 3HYpe3e, TaK KakK, 10 HeKOTO-
pbiM faHHBIM, AJIT yXyZAIiIaeT maMATb 4eloBeKa.

AnbpocTtepoH

Mmeet anbpernpnyto rpynny Nel8 mpu atome yraepopa Ne 13

21
CH,OH

ATBIOCTEPOH — CTEPOMIHBIN TOPMOH CUHTE3VMPYETCA U3 XONecTeposa B
KTyOOIKOBOII 30HE KOPBI HAAOYeYHNKOB. OCHOBHBIE CUTHAJIBI [i/IsI CUHTE3a I
CeKpeLuy — IOHVDKEHHAasi KOHIIEHTPALMsI HaTPMsI U [IOBBIIIEHHOE COflepKa-
Hue K B kpoBM 11 XXUAKOCTAX (CM. Tabmuuy).

S dekTr! anbROCTEPOHA IPOTUBOIOIOXKHBI CUTHA/IAM [JIsI €TI0 CEKPELVIIL:
yBenndenne Na, ymenburerne K, Mg, mpOTOHOB B KPOB, T.e. B ITOTE CO3JaHNUE
CTaboLIe/IOYHON PeaKI{y B XUAKOCTSIX OPraHN3Ma M BTOPMYHO — YMeEHbLIe-
Hile 00'beMa CYTOYHOI MOYM 13-32 3aA€P)KKI BOJBL.
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CHrHaibl VI CeKpellHd anbaocTepoHa U ero 3dderTsl

Curnau DddexTnt
Na®™ { Na*t T
KT Kl Yckopentoe BhIBeeHHE
Anrnorensud 11 Mg2+ | € MOUOiA
o

HMror — BoaMosKeH ayikasios

K* | B pesyasrate geiict- | IIpoTBononokisie sGgeKTsl B pesy IbTaTe yrieTe-
BUsL anbaocTepoHa u y- | HUSI CeKPeIri aabAoCTepoHa
poceMujia

prueuaﬁue, CumBosin T n ~L 0003HAYAIOT BBICOKOE WJIM HH3KOE cojepxRanue
HMOHOB COOTBETCTBCHHO.

MexaHu3MBbl JeliCTBUA aIbJOCTEPOHA

Kak cTeponp anbgocTepoH NPOHMKAET B KJIETKNU SMNUTENN HOYeIHBIX Ka-
Ha/bIIeB ¥ BMECTe CO CBOMMM BHYTPUKIETOYHBIMMU PELeNTOPAMM BKIIOYaeT
TPAHCKPUIILNIO U YBeIMINBAET CHHTe3 OeKoB-Tpancnoprepos Na u K uepes
MeMOpaHbl, a Takoke Na*, K'-AT®a3bl 1 pepMeHTOB 3HepreT4eckoro o6MeHa
mnsa cunTesa ATO. Bee aTo obecnieunBaeT peabcopbumio Na 1 yckopeHHOE BbI-
BefieHMe ¢ MoJoit K, Mg 1 mpoToOHOB.

I[TaTonmorusa — NepBUYHBII I'UIIEPaIbIOCTEPOHN3M U 60/1e3Hb KoHHa nipu
OITYXOJIAX KOPBI HaIIOYeYHMKOB: OBBILIEHO apTepranbHoe fapnenne (All) us-
3a yBenmdeHMs B KpoBy Na 11 BOZIBI, yMeHbIIeH 06beM Moun. buoxummdeckne
CHHZIPOMBI: TMIIepHATPUEMI, TUIIOKA/INEMIS, TUIIOIPOTOHeMNA, anKanos. Ox-
HaKo cofiepyKaHMe ITTIOKO3bI B KPOBM 1 17-KeTOCTepOousioB B MOYe He IIOBBIIIEHO
B OT/INYNME OT POACTBEHHOJ OHKOJIOTMYECKON IATOJOTMM KOPbI Ha/[IIOYeYHN-
KOB — CTepOUHOTO fuabeTa WM IMIepPKOPTULIM3MA.

PapgukanbHOE NedyeHNe — olepaTMBHOe, MAJIMATUBHOE U IIpefjollepar-
OHHOe MeJMKaMEeHTO3HOe JieueHne — OJI0KaTOPbI PeLieNTOPOB aIbOCTEePOHA
(a/mbIaKTOH).

FopmMoOH aHrmoteHsuH i

BmecTe ¢ a/IbfOCTEPOHOM 3a€PXKUBAET U COXPAHSIET BHEKIETOUHYIO BOLY
U HaTpMii B OpraHmaMe, noBbimraeT AJl 1 cKopocTb KpoBOTOKa (cxeMa 1). Pe-
HUH-aHrnoTeHsuHoBast (PA) cucrema perymsiumy BKIIOYAeTCsT IPU ITOHIDKe-
Huyu A]l B movedHoI apTepuone (KpOBOIOTEPHM, TMIIOHATPUEMMUS, CYXKEHIe
IIOYeYHOJT apTepuy) (Tabnuia), fanee NpoTeonuTUIecKre GepMEHThl PeHUH
n ATI® cmocoboM wacTm4HOro mporeonusa GOPMUPYIOT aHTMOTEH3UH I
(AT II), cocToAammit n3 8 aMMHOKMCIOT (cxeMa 2).

()
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Curnainsl AJId BRIIOUYECHHA H BBIKJIIOYCHHA CHCTCMbI pCHHH-
AHTHOTEH3HNH

CHI‘HaJIbl AJIA BBIKJITKOYCHHHA

Curnanbl AJIA BRIAKYECHUA CHCTEMBbI
CHCTEMBbI

1. llonmkennoe A/l B noyeunoii aprepuose, |1. HopmanbHoe 1 oBeienHoe

KpoBolroTepst, 00e3BoxKUBALNE All

2. TMonmkentoe coziepsxkanue Harpus B Kpoeu | 2. HopMasibioe u moBbImennoe
M 3KHIKOCTSIX cojlepsKaHne HaTpust
(TATIOHATPUEMHS )

3. CurHasn cuMmnaTHueckoil HepBHO# cucteMsl | 3. M36biTok anrnorensuta 11

AT II kak ruApOdUIbHBII TOPMOH He MIPOHMKAET B KJIETKMU-MUIIEHN (THU-
HOTa/IaMyC, KOpa HaJIIOYeYHUKOB, IIaJIKIe MBILIIIBL apTepuil) u 4epes3 M1OC
¥ CBOIT OCHOBHOIT BTOPUYHBII MecCeHKep — moH Ca MpOsIBIIAET YeThIpe 3¢h-

¢exTa, ykazaHHbIE B cxeMe 1.
Cxema 1

FopmoHantHele ad¢ekTsl aHrmnoTeHamHa ll

CokpalleH1e raakix MiiLiji Mnotanamyc

aprepwu W yBENU4eHwe 1— _ —_— Kaxga

apTepuansHOro AasneHus ||

Al ——— yaenuueaue
KOnuYyecTsa BOAbI
B r:poau

Kopa Hagno4e4HukoBs I‘moranamyc

AnbaocTepoH —» Yeenuyenue Na B KpoBU —» yBenHHeHME
1] OCMOTUYECKOro
AaBneHuAa
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Cxema 2
Penun-aurnorensunosad cucrema (PAC)

MoHWKeHWEe apTepuancHoro AaBneHns

}

MoKy, OKCTArNOMEPYNAPHBIE KNETKU NOYEYHOM apTepuons

MNeveHs
CUHTES Clo-rMUKOrNoBynuHa-

Cexpeuws peHuHa
PotMR po aHrMoTeH3HoreHa

KpoBb

Acn Neit | Nein

c
AHruoTeH3uHoreH (400 aMUHOKMENOT)

AlNo
Acn , Per Ill"nc e

N I T I I : c
Anrvotensmd | (10 amuHokmcnoT)

Acn | Pen |
N | | T C
AxrnoTeHauH |l (8 aMWHOKMCNOT) — aKTWBHLIA TOPMOH

«—— [Mpoteonurryeckuin
pacnag

AHrnoteHaunuHel 1=V

HeiictBue anruorensuHua II:

1) pBa IpsMbIX 3¢ PeKTa — Ha IIaJKIe MBILIIIBI APTEPUIL C UX COKPAIeHN-
€M ) Ha LIEHTP Xa>K/[bl B TUIIOTATaMYyCe;

2) iBa HempsAMBIX 3¢ deKTa — MOBbIIIEHME COTeP>KaHUs HaTpus (depes
Ha/IMIOYEYHNKN U anbocTepoH) u cekpeuus AJIT (depe3 mossblilieHue
OCMOTUYECKOTO JJaB/IEHI).

ITpu oCTpPBIX KPOBONOTEPAX — 3TO MEXAHNM3M COXPaHEHU s VI IIOTIOTHEHNA
XKU/KOI 9acTy KPOBHU U YCKOPEHUsI KPOBOTOKA. IIpu obe3BokmBanum (gua-
pes, pBOTa, IIyTellleCTBYUE IO ITYCThIHE) TaKye MeXaHU3Mbl YaCTUYHO HOpMa-
JIM3YIOT BOJHO-CONEBOI OOMEH.

[Tocne npekpallieHNs [eVICTBIUA CTUMY/IMPYIOIINX CUTHAIOB (Tabnuia) pe-
HyH 1 AT II paspymatoTcs mporeasaMin.

ATI® — aHIMOTeH3MHIpeBpalalInil GepMeHT YN KapOOKCUANIIEITH-
AVIIEN T Ia3a — YHUKAJIbHBI B 6MoXuMuu pepMeHT, yaa oW nil AUIEI T
¢ C-xoHna 10-yrenHoro aHruoteHsuHa I (cxema 2). AII® comep>XuT B OfHOI
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nenu (1300 AK) fBa akTMBHBIX IIeHTpa ¢ ABYM:A aToMaMu Zn. VMerorcs Ha-
y4YHBbIe JaHHBIE, TpebyIollle BCe-TaKM MOATBEPXKAEHNA, 4YTO MYTally TeHOB
PA-cucremspl ¢ mioBbilieHeM aKTMBHOCTU ATID BBI3BIBAIOT BO3HMKHOBEHIE
IIMPOKO PACIPOCTPAHEHHOJ 3CCEHIMANbHON TIUIIEPTOHMYECKON OO/Ie3sHI.
boinu neneHanpasieHHO CO3[jaHbl M INMPOKO MCIIONb3YIOTCA BO BCEM MUpe He-
CKOJIBKO ITOKOJIeHMIT MHIUOMTOPOB AIID 1 ero penenTopoB Kax [isi IedeHNus
TUIIEPTOHMH, TaK U MOC/IeACTBUI MHPAPKTAa MUOKAPAa M MHCY/IbTA.

ITpu ocoboit popme 60e3HN — HOYEUHOI TUIIEPTOHNM, BHI3BAHHOI CTe-
HO30M IIOYEYHOII apTepuu 1 yMeHblleHreM Al B Io4eYHOI apTepuose, 3TI
Ipenaparbl MOTYT TOJIBKO JOIIONHATD XUPYPIUYECKOe PACIIMpEHNE NPOCBETa
apTepuil C IOMOILbIO CTEHTOB.

Topmon ITH® — mpencepAHsiit HaTpUypeTUdecKuit (akTop KapAuoMUO-
1UTOB (28-WIEHHBIN ONMUTOIENTN]) ABIAETCA HOMHbIM aHTaronucrom AT II mo
BceM xapakTepuctyukaM. Koakypentable oTHoteHus AT II u ITHO B orHOLIIEHUNM
YPOBHA Ka/lbLyA B KJIETKe TI0OKasaHbl Ha cxeMe. Hampumep, B 1i1To3oe Imagkux
mbrm apTepuit AT 11 mosbinraet, a ITH® ymeHbIIaeT cofepskaHie OHA KaIbIVIA.

Na',Ca™"-TpaHcnokasa Kpoes

Na' K*-ATdasa Ca’* 107 mons/n

'\
Ca’-AT®aza-Of'

Ca*™ 107 monu/n
f

Ca-xanan

Luroszons

Ca” 10™ mons/n

My
Ca"-ATdaza-0P

JHAONNAIMATHYECKMA
PETHRYIYM

NHo

A

AHrHOTEHIMH || MewmGpana
KNETKN

OcobeHHoCTH TPaHCNopTa MOHOE KanbLUWA Yepes KNeTouHble
MembBpaHbl

FlopmoHanbHas perynauus metabonuama Kanbuus
n dpocodartos

O6MeH BHYTPUK/IETOYHOTO Ka/IbLyis ObII PACCMOTPEH paHee B IIPEbIAYINX
JeKuMAX 1 B fanHo nexuyy (Ca** -AT®da3za, Na*, Ca?*-Tpancnokasa, AT II, [THO,
nHosntongocdarHas crcreMa). ITOT KaIbLVIT CIY)KUT IOCPELHIKOM B IIepefiade

(=)
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CUTHAJIOB HEKOTOPBIX TOPMOHOB, XOTSI KOHI[EHTPals BHYTPUKIETOUYHOTO Kajlb-
s B qurosone B 10 000 pa3 MeHbllle, 4eM B KpoBU. B 3TOM paspene Mbl paccMma-
TpUBaeM Pery/IALMIO YPOBHA BHEKJIETOUHBIX KanbIms 1 (ocgaToB ¢ HOMOIILIO
TOPMOHOB. B MeXk/1eTouHOM MaTpuKce (M B KOCTAX) — 6onee 95%, a B KpOBU 1
XUAKOCTAX — 1% Kanmbumsa opranusma. Cofepkanue ero B kposu 8,5-10,5 mr/an
(2,1-2,6 Mmonb/m), u3 Hrx 50% — B ¢opme KaTMoHa (61ONOrMYECKM aKTUBHAs
¢dopma Kambius), 45% CBA3aHO € aTbOYMIHOM U 5% — B BUJE COTeIL.

MapaTtropmoH (M)

IMaparropmoHn (IIT') — 6emok (84 AK), cuHTe3upyeTcs B IapalMTOBUIHBIX
)Kere3ax B Bufie npenuectBenunka (115 AK) mon BausiHreM curiana — CHU-
>KeHus ypoBHs Ca B KPOBH.

Sddexrsr IIT

1. B xocTsx IIT nepemaet yepe3 ALIC cBoit cuTHAI B OCTEOOTACTDL, IUTOKM-
HBI KOTOPBIX aKTUBYPYIOT OCTEOK/MACTHI. [loc/meHme BBIIENIAIOT KOM/IAaTeHa3Y,
Kkucnyo ¢pocdaTasy, INIMKO3MUAa3bl, pa3pylIaloniye MeXXKIe TOYHBII MaTPUKC U
ocoboxparrne Ca 1 pocdarsl.

2. B moukax IIT ycunuBaet peabcop6unmio Ca 13 IepBMYHON MOYM B KPOBb
u 3aMefiseT peabcop6Ounio pocdaToB, KOTOPBIE YHAMAIOTCSA C MOYOIL.

3. B noukax akTUBMPYET PETy/IATOPHBI (PepMeHT CHHTe3a KaIbLIUTPUOIa —
lo-rupgpoxcnnasy.

Wror: IIT yBenu4uBaet cofiep>kaHue KanblyA B KPOBUL.

KanbuuTOoHUH

Kanmpunronns xak onuronentus (32 AK) obpasyercs us mpepiecTBeHHN-
Ka B K-xneTkax mutoBupHoi u B C-KIeTKax NMapaljuTOBUHbIX Xeyes. Cur-
HaJl ifd ceKpeuun — ypesmepHoe ysenndenne Ca B kposu. Ilocie Hopmanu-
sanyy yposHA Ca B KpoBu KanbuutonuH u I1I' paspymarorcs.

9¢ddexTrI KaTBIUTOHNHA

1. Kak antaronuct III' yepe3 AIIC mopmaBnsieT ciocOOHOCTb OCTEOKIIA-
CTOB OCBOOOX/IATh KaJIbIIUII U3 KOCTENL, T.e. CIIOCOOCTBYET ero COXpaHEeHNIO
B KOCTAX.

2. YMeHblIaeT peabcopOI1nio Kaaplusl B IOYKaX.

MTOFZ yMeHI)IlIeHI/[e conepmaHI/m KaabuAa B KpOBI/I n HeKOTOpOC yBem/me—
HIE BbIECJTICHUA €T0 C MOYOIL.

3CTpOI’eHI)I y JKEHIIIMH yBe)’II/I‘-II/[BaIOT CUHTE3 U CereI_U/IIO Ka/ZIbIIMTOHMHA
n HOSTOMY OHN HO)II[ep)KI/IBa}OT q)OH,[[ KablIA B KOCTAX. HOC}IC MeHOI'[aYSBI n
YMeHBIIIEHUS COfiep>KaHsI SCTPOTeHOB KOCTH JKEHIIMH TePSIOT KalIbLUil X BO3-
HUKAIOT IIEPETIOMBI KOCTelL.
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Kansuutpuon (KT)

O6pasyeTca B oOpraHusMe 13 JXMPOPACTBOPUMOTro coenuHenus D,, koTopoe
OMOXMMMYECKY HEMPABU/IbHO HA3BIBAIOT M CETOMHA «BUTaMUHOM»: D, cuH-
TE3MPYeTCA U3 XOJIeCTepona B KOXKe HPY Y4acTUM YIbTPaduoNeTOBBIX Tydelt
COMHIA (a TaK)Ke MOCTYIAeT C MUIIell) ¥ He CIYXXWUT UCTOYHUKOM I 06paso-
BaHMA KOpepMeHTa.

B muroxonnpusAx TeveHu u modek D, mpespaimiaeTcs B CTEPOMIHBIA TOp-
MoH KT (cxema) ¢ yyacTeM MOHOOKCUTeHa3 — ILMTOXpOMOB P450, 13 KOTOpbIX
lo-TupoKcHIasa Mo4eK AB/IATCs pery/TOpHbIM (epMentoM. Ee aktrBaTopbr —
[apaTrOpPMOH U HusKast KoHteHTpanys Ca, narnéuropsr — cam KT n n36sitox Ca.

Cunres kanpuurpuona (KT) B MUTOXOHAPHAX MeYeHN U MOYEK

Mevensb Moukwu
D5 ¢ oaHm 0, HAO®H 0, HAO®H
TMAPOKCUNOM Kanbuuamon Kansuwtpon
B ”ogogf_"”““ 3 25-ruppokcunasa  3,25(0H)2  1u-rwppokcunaza  1,3,25(0H)3
(OH) (unToxpom P450) (umToxpom P450) l
MapatropmoH Kpoeb
MoBunusaums = OpraHel = TpaHcnopT ¢
Kansuua u apyrue addexTs! Benkom TpaHckansundepuHom

9ddexTpI KaNPIUTPHOTA KAK CTEPOUTHOTO TOPMOHA

1. B sHTepoLMTaX TOHKOTO KMIIEYHNKA MHAYLUpyeT (Ha ypOBHE TpaHC-
Kpunuum) cuHTe3 Geka — mepeHocuynka Ca depes K/IeTOYHble MeMOpaHBbI
9HTEpPOLMTOB. DTO IIaBHBIIL pesynbrar feitctBus KT fs mereit, mpu oTCyT-
CTBUM KOTOPOTO Pa3BUBAETCS KIIACCUYECKIIT HeHACTIeCTBEHHbII PAXMNT.

2. B xoctax yckopsiet mobunusanuio Ca u ¢pocdaros.

3. B moukax ycunusaet peabcop6biuio Ca un pocdaros.

Hror: yBennyueHne B KpoBU KanbLusi U ¢pocgaros.

OyHKIVIOHNPOBAaHNE TPeX TOPMOHOB, PerylINpylIINX YPOBEHb Kalb-
U KpoBH

Huakoe YeenuueHwe KanbUMA B KPOBK
cogepxaHve i
— Nr
Kansuna ~
B KPOBW AxTMBaUMA 1o-ruapokcunassl
l CwuHTes u cekpeumns KT
YrHeteHue el
CeKpeLun
KanbUWTOHMHA YeenuyeHue cogepxaHia KanbLumA B KPOBM
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IlaTonorns oOMeHa KaabIsa

I. TloBblllleHHOE COfiep>KaHMe Kanblus B KPOBU (TMIEPKaIbI{eMus) U
OpraHax IPMBOLUT K TOPMOXKEHMIO HEPBHO-MBIIIEYHOI aKTUBHOCTU (Ppusu-
gecKas c1abocThb, COHNMBOCTD U [p.), K oO6pasoBaHuio Ca-KaMHejl B OpraHax
Ha (poHe BO3MOXKHBIX ITepe/IOMOB KocTeil. [Ipu oTpaBieHnn 60IpIIMIMY FO3a-
M1 D, BO3MOXXHa KOMa I Ta)Ke CMEPTb.

[Tpy4uHBI rMIIepKanbLeMUIL:

1) omyxonu napamyTOBUAHBIX JKe/le3, pa3BUBaeTCs TUIIepIIapaTupeos;

2) MyenioMHas 60me3Hbp (pacmaz KocTeit);

3) nepenosuposka D, mpu nevennu Ty6epKynesa, KpacHOi BOMTYAHKM, TTe-
PENoMOB KOCTelt, 60/Ie3HeN KOXKI.

II. TunokanpIyMeMmsa

[Tpu HemocTatke B mnue D, n kanbums, medunnTe Xemun u3-3a 6oesHen
[eYeHN U IIPY OLINOOYHOM YAaIeHUH XVMPYPIroM MapaliuTOBUAHBIX JKeJle3 CHU-
xaeTcA ypoBeHb Ca U IOBBIIIAeTCA BO30OYIUMOCTb HEPBHO-MBIIIEYHOI CUCTe-
MBI (CYZOPOIH, CITa3MBbl I JaXke TAPMHTOCHa3M IIPY YAa/IeHHBIX XKeJle3ax).

IIpuYnHBI KTACCUYECKOTO HEHACTEACTBEHHOTO PaXNUTa JeTelr:

* HeoCTaToK D, 1 Kanbuus B mumiie;

* HE/[OCTATOYHBIN cuHTE3 D, B KOXke (HeOCTaTOK COMHIIA);

o mebuImT Kemun, HeoOXOoNMMOI 1A BcachiBaumsA D,

Cxema paspuTus paxuta: Mano D, B opranusme — mano KT — crma6oe mocry-
wienne mmieBoro Ca B CTEHKY KMIIEYHMKA U B KpoBb —> cekpenyst III' — yna-
nenre (nmpemorBpauenye nmoctyienus) Ca n3 KOCTel —> OCTEOMAISALA 1
medopManyst KOCTel HOT ¥ Yepera.

Jlesenne: D, B popme 7leKapCTB 1 COOTBETCTBYIOIIME TIPOYKTHI IPY YCIIO-
BUY 3I0POBOII IIEYEHL.

HacnencrBennas ¢opma paxnra BbI3BaHA JOMMHAHTHBIMU MYTALUsAMU B
X-xpoMmocoMe, B reHaX TMAPOKCHIa3, KaTamusupyomux cuate3 KT. Bosnuka-
LNt KeUIUT STOTO TOPMOHA MIPUBOJUT K PAXUTY, KOTOPBIIL yXKe CETORHs
MOXXHO JICYNTBD ITpenapaTamMu Mogudunuposansoro KT.

V3BecTHBI paxuTONOROOHBIE 3a00/MeBaHMs B3POCIBIX JIOAEN C MHOXe-
CTBEHHBIMU NMPUYMHAMM ¥ cMMIITOMaMu. Hampumep, npyu XpoHM4YecKoi mo-
YeYHOI HeJOCTaTOYHOCT) HapyIIaeTCA CUHTe3 10-TMPOKCHIIa3bl M CO3/aeT-
cst peunut KT.



JeTokcukaumna KCeHoOOMOTUKOB.
KaTtabonnam rema.
Bunortpancdopmauua nekapcTs.
XnMunyeckum KaHueporeHes

KceHOOnoTUKM

YenoBek crocob6eH 06e3BpeXUBATh 9K30T€HHBIE U 9H/IOT€HHbIE TOKCUYe-
CKJI€ BeIllleCTBa C TIOMOIIbIO /IBYX IJIABHBIX CUCTEM JIETOKCUKAIIUNL.

1. ViMMyHHaA cucTeMa y3HaeT Yy>KepOJjHble FalITeHbl M aHTUTEHDI, BbIpa-
6aTpIBaeT K HUM aHTUTENA U [OCTe 00pa3oBaHMsI KOMIUIEKCOB TanTeH (aHTU-
TeH)—-aHTUTENIO paspylLIaeT X B Makpodarax.

2. buoxmmmnueckas cucrema JIeTOKCUMKAIIUU C y4acTueM [uToxpoma P450
He4yeHy, IIoYeK, KMIIeYHMKa 00e3BpeXMBAeT Yy)KePORHbIe COeAMHEHN (STBL,
HEeCTULV/IbI, HAPKOTUKM, HUKOTYH, JIEKAPCTBA) M SH[OT€HHBIE TOKCUYECKUe
BeljecTBa (6MIMPYOUH, OKMCIEHHBIN XOMeCTepor). ITa CUCTeMa COCTOUT U3
Tpex das.

Tpu ¢paspl cuCTEMbI OMOXMMUIECKOIT [eTOKCHMKAI[N

1. Oxkwucnenne ruapodoOHbIX KCEHOOMOTUKOB OBbILIAET UX IUAPOPUIb-
HOCTbB, PACTBOPUMOCTD U CHUXKAET TOKCUIHOCTbD.

2. Kouproranus ¢ ruffpoduIbHbBIMU COEAMHEHNSMN ellle OOoIblile YBen-
YyBaeT paCTBOPMMOCTb KCEHOOMOTHKOB B KPOBY, MOYE, XKeT4.

3. BoiBepieHne m3 opraHmsMa MOfUQUIIMPOBAaHHBIX KCEHOOMOTUKOB IIO
cXeMaM: KPOBb -> IIOYKM > MOYA J IeYeHb > KeMIb > SKCKPEMEHTBI.

IlepBas ¢asa — crucrema puroxpoma P450 B 9H[OMIIa3MaTHYECKOM PETH-
Ky/IyMe.

CucremMa CcOCTOMT M3 psAfjla peakuUMil HepeHoca ABYX 3/IeKTPOHOB OT
HAJI®H n HAJTH Ha oguH aToM KICIOpofa ¢ o6pa3oBaHMeEM BOJBI U C OJHO-
BPEMEHHBIM OKIIC/IeH)eM KCeHOOMOTIIKOB BTOPBIM aTOMOM Kucnopogna. B 06-

()
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1ieM BIfe IJIaBHasA CyMMapHas peaKIysd, KaTaau3upyeMas T pOKCUIa30il —
nuToxpomom P450:

RH+O,+ HAI®H + H* > R-OH + H,O + HAJI®™.

OneMeHTbl cucTeMbl nuroxpoma P450: 1 — HAJI®H, 2 — HAJOH-
uutoxpom P450-penykrasa, 3 — nuroxpom P450, 4 — HAJIH, 5 — HATH-
yuToxpom b5-penykrasa, 6 — HUTOXPOM b5, 7 — OKICIEHHbII KCEHOOMOTHK,
8 — Tokcmueckue GOpMbI KMCIOPOZA.

Cuctema umToxpoma P450

Membpana
aHaonnama-
THHECKDTO
PeETHKYNyMa

RH + O3 — R-OH + H:0

Oco6ennocru yuroxpoma P450

P450 — cnoxxublit 6enok-depmeHT, reMonpoTenH. IlepeHOCUT 3/IEKTPOHBI
(o ogHOMY) C TIOMOILIBIO CBOErO aTOMA >Keflesa reMa. B opraHusMe denose-
Ka MMeeTCsl OTPOMHOe KOMu4ecTBo n3odepmeHToB P450 ¢ OTHOCHMTETBHOI
criennMIHOCTDIO K PasHbIM cybcTpaTaM-KceHOOMoTHKaM. OfHAKO caMul 3TK
CyOCTpaThl ABSIOTCS OFHOBPEMEHHO MHAYKTOPaMM TPAHCKPUIILINY /IS CO6-
cTBeHHOro usodepmenta P450.

BHMMAHME BYIYIIVIM BPAHAM!

[TosToMy IIpM AIUTENTBHOM BO3[IEICTBUY Ha YelOBeKa OJHOrO KCeHOOMO-
TUKa (HapKOTUK, TabaK, aJIKOTOJIb, IEKaPCTBO) KOJIMYECTBO COOTBETCTBYIOIIe-
ro u3ogepMeHTa HelpepbIBHO yBeIU4YMBaeTcs U TpebyeMblit 9 dekT kceHo-
6uotuka cHyxaercs. ITaljMeHT BBIHY)X/IeH YBe/IMYMBATD HO3Y YYXKEPOZHOTO
BeIl[eCTBA /IS IOCTVKEHNA KelaeMoro pe3ynbraTa. bonee Toro, n3-3a oTHO-
CUTeNbHON cybcTparHOi criennduynocTy usopepmeHToB P450, Hanpumep

()
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dbepmenta II E, ans stanoma, y XpOHMYECKOTO alKOTONMMKa OY/[yT IPexXies-
PEMEHHO pa3pylIaTbCs HEKOTOpBIe JIeKapCcTBa U UX 03y TakXe HeoOXOAMMO
YBENM4NMBaTh.

Ipyrue usopopmbl P450 KkaTanusupyoT B MUTOXOHAPUAX CUHTE3 HeoO-
XOIMMBIX OPTaHM3MY COeJMHEHUII: XONeCTepOa, >KeTIHbIX KUCIOT, CTEPON/-
HBIX TOPMOHOB.

Bropas ¢asa KoHBIOTAL[MM OKMCIEHHBIX KCEHOOMOTUKOB C TUAPOPUTIB-
HBIMU COeIVIHEHUAMH (ITTyTATMOHOM, IIIOKYPOHOBOII KUCIOTOI, Cynbdarom,
IIMLMHOM) IIPY y4acTuy TpaHcdepas elie O0Jblile MOBBIIIAET UX PACTBOPH-
MOCTb 1 YCKOPs€T BbIBeleHNE 13 OPTaHM3Ma.

[/IyTaTOH — OPUTMHAIBHBII TPUIEITH], BCTYIIAET B PEAKIIMU KOH'BIOTA-
LMY C KCEHOOMOTHKAMMY TIpy y4acTuu (pepMeHTa Iy TaTMOHTpaHChepassl.
N  NH;—CH—CH,—CH;—CO—NH—CH—CO—NH—CH,—COOH C
KOHeL | | KoHew
COOH CH,—SH

InyTamuHoBas K1cnoTa LuctenH —— nuumH

[Tpumep 06e3BpeXXMBaHMSI HEPACTBOPUMOTO B BOJI€ M KPOBM TOKCUYECKO-
ro 6ensona:

a) 1-a dpasza
OH
Z N/
+0, +HAﬂ¢H+H—b ‘ +HAﬂ¢)+H0
X\ beHson A PeHon
6) 2-a pasa GCOOH COOH
| H | @
$eHon + OH
OH +YOo

YO®-rniokypoHoBas kucnota
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Apyrue 6MoxmmMuyeckue cCucTeMsl geToOKCcukaumm

1. benok MeTannoTMOHENH U3 MpUMeEPHO 70 aMMHOKUCTIOT, 30% KOTOPBIX
SIBJISIIOTCS LIUCTEVHOM. DTOT O€JIOK CBA3BIBAET BpeJIHbIE /I Ye/IOBeKa MeTal-
JIBI Yepes CBOK CyNbGruapuabHbIX rpynny —SH. CuHTe3 MeTalIoTHOHeMHA
BK/IIOYAETCA CAMUMU METAJITAMM-TUTaH/laMI Ha YPOBHE TPAHCKPUIIUH, TaK-
Ke YBe/IMUMBAeTCs IIyTeM aMIUIMGUKAIMM — YBeIMYeHeM Y¥C/Ia TeHOB 3TO-
ro benka.

2. benok MHOXeCTBEHHOJ JIEKAPCTBEHHOW YCTOMYMBOCTM MM P-rimko-
IIPOTENH B LIUTOIIA3MATNIECKOI MeMOpaHe KIIeTOK Kak TpaHcrnopTHas AT®asa
yH#assieT 13 KIeTKU IPOTUBOOIYXOJIeBble IEKApCTBA U CHIDKAET UX 9 PeKTIB-
HOCTb.

Kara6onmnsm remorno6mna Hb u rema npu pacnage spurponnTon
(cxema) IPOMCXOAUT TaK)Ke depes TPU paccMOTpeHHBbIe (paspl. [Ipu aTom Kak
[IPOMEXYTOYHOE COeRVHEeHMe 00pasyeTcsi HEeKOHBIOTMPOBAHHBII HEIPSIMOIL
6unnpybur (HKB) — Tokcuueckoe ruppo¢obHOe BemecTBo, KOTOpOe Ipu
KOHI[eHTpAIsx 6ojee 3 MI/II OKpPALIMBAaeT KOXY M CIM3NUCTBIE B JKEITHII
1BeT (KenTyxa), a Ipu 25 MI/IJI IPOHMKAET B HEPOHBI M KaK pa3oOIuTeNb
yMmenburaer cuare3 AT®. Y 3goposoro uenoseka HKD 6bicTpo BeTymaer B
(hasy KOH'BIOTALINY C ITIIOKYPOHOBOII KMCIOTOI 11 06pasyeT XOpOLIO PacTBOPH-
MBIil KOH'BIOTMPOBaHHBLI psaMolt 6unupy6uH (KbB), koTopelil mpeBpalaeTcs
B CTEPKOOVIIMH ¥ YPOOVIINH Y BBIBOTUTCA C KaJIOM ¥ MOYOIL.

[TonHas cxeMa KaTabonusMa reMorio6yHa ¥ reMa IIpefCTaBeHa Ha CIIey-
I0LIell CTpaHulle.
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KaTabonuam remornoovHa u rema

1-a hasza Knetka P3C

I'emornoﬁm
lem-okcureHasHas Pa3apbiB uukna
cucTeMa B reme
ep,nornoﬁwH
MobuH / \ BunueepauH
Fe** 3eneHbli

1ALt BunueepauH-
—
penykTasa

BunupybuH
HEKOHBIMMPOBaHHbIA HENPAMOWH
(HKB) »enTo-KpacHbli

Peytunuaaums

HKB 75% kpopk < HKB + ansBymuH

2-7 (pasa FenatounT

YAD-rnoKkypoHun-

TpaHcdepasa 3HOONNA3MaTUYECKHIA

pETHKYNyM

"

Bunmpy6un

KOHBHOMPOBaHHBIW
npaMon

(KB) TemHbIi

KB 25% kpoBb

Henyy ——

KB
3-a tpaza

DdepmeHTel— KB pacnag

ToHKKA BakTepui
KMLLIEYHMK
YpobunuHoreHs! BecuBeTHbIE
Tonctbin
KMLIEYHNK A% 5%

Numdra — KpoBb

Crepko (ypo)-
GUNUHOrEH

<+— Okucnenue Moukn
CTepkobuniuH kKopu4HesbIi Movua
300 mr/cyT ypoBHUnuHoreH

Okucnenne —»
YpoBunux 2-6 mricyT

Dekanuu TemHble Mo4a



255

JeTtokcukaums kceHobuTnkos. Kataboimam rema

[Tpu pa3HBIX BU/IaX IATO/IOTUY Pa3BUBAIOTCS KENTYXM.

[IpencraBnsemas Hy>Ke TabNMIa MOXKeT OBITDH IIONE3HON B [UATHOCTIYe-
CKOM IITaHe He TOJIbKO CTyIeHTaM, HO M TepaleBTaM, MHEKIMOHUCTaM U Tie-
muatpaM. B Tabnuiie mokasaHa IMHAMMKa COTEPXKaHUA B KPOBM, MOYe U KaJle
HKB, KB, ypobunuHa u crepkobyInHa Ipy pasHbIX BUaX HeHAC/IeNCTBEH-
HBIX JKeNTyX. boree pefkue Hac/ieIcTBEHHbIE XKENTYX) BO3HUKAIOT IIPU MyTa-

OUAX T€HOB (bepMeHTOB n 6CJ'IKOB, Y4JacTBYIOIMX B KaTabo/nMmn3Me reMa.

Bupabl HeHacneACTBEHHbIX Xentyx

Buoxumumnueckme nokasartenu NPoAyKTOB oOMeHa
Xentyxa Mpuumnel 6unupyGuna
BO3HUKHOBEHUSA
KPOBb Moua Kan
femonutuye- PaspyweHue Yeenunyenve HKB | YBennyenune YBenunyenve
ckas 3pUTPOLUTOB Y B MEHbLUEN ypobunuHa cTepkobu-
(remonus) cteneHn — Kb JNINHA N TEMHBIN
Kan
MapeHxnma- MospexaeHne Yeenunyenve Kb Mosisnenne Kb YMeHbLleHne
TO3Has KJIETOK NeYyeHn nnos- B MOYe 1 ee no- cTepkobununHa,
(renatuT) BMpycamu, xe — HKB TEMHEHME, obecuBeYeHHbIN
TOKCMYECKNMU YMEHbLUEHne Kan, cteatopes
renaToTpPOnHbIMU ypobunuHa
areHtamu
O6TypaumoH- KamHu xenyHoix | YeenunyeHue Kb MosisneHne Kb YMeHbLIeHne
Has (MexaHu4ye- | nyTen, Hapylwe- | U B MEHbLUEN B MOYe n ee WM OTCYTCTBUE
ckas) HWe nocTynne- mepe — HKB noTeMHeHue, cTepkoounn-
HUS XXenyn B yMeHbLUEeHne Ha, obecuBe-
KULLEYHUK VN OTCYTCTBUE YEeHHbIN Kan,
ypobunuHa cTtearopes

lMpnmedaHune. B KNMHMYECKON nuTepaType, Kak Npasnio, MCNONb3yeTCs cneayowas TEpMUHO-
noruvs: npamoi 6unupybuH — ato KB, Henpsamoit GunupybuH — ato HKB.

Cnepyer OT/ieIbHO PAcCMOTPETbh TEMOMUTUYECKYHO JKENTYyXy HOBOPOX-
nenHbIX. [Toce poxxueHns spuTpouuThl pebeHka ¢ peranpubiM HbF paspy-
MIAIOTCS U 3aMeHsAITcA Ha aputporutsl ¢ HbA. O6b14HO mpy pacmage mpo-
MCXONUT KOOPAVHMPOBAaHHBI mponecc 6e3 HakomneHust HKB u 6e3 sxentyxu
WIN C KPaTKOl >KeNTyxoi, He TpeOyromuii nedeHnsa. OZHAKO y HEKOTODPBIX
HOBOPOXXTIEHHBIX BO3HMKAET CTOMKAas JXENATyXa M3-3a PEHpeccuu UIM MYy-
tauyu reHa Y ®-rmokypoHuaTpaHcepassl, YTO MOXET IPUBECTU K IHIle-
¢danonmaruy, Bei3BaHHON HKB. CpouHoe neueHme 1oj KOHTpOJIEM aHaIu3a
6unupybuna: penobapburtan (MHEZYKTOP PeHpecCHPOBAHHOTO IeHa yKas3aH-
HOro (hepMeHTa) U COBpeMeHHasA GpoToTepanus, KOTopas IPUBOIUT K OKICIIe-
Huo — nsoMmepusanun HKD u ero ypanennio ns oprannsma.

MeTtabonnsm ataHona

B nexuyu mo yrneBogaM (mexums 15) ObII paccMOTpeH ITIaBHBIM NyTb
OKMCIIeHMs 3TaHomna ¢ nomourbio HAJI-3aBucumsix gernaporenas. [Ipu 60mb-
LIMX 032X BKJII0YAeTCs NONOTHUTE/IbHASA PeaKLyA OKMCIEeHN A 3TaHOMA B Ile-
genu ¢ yuactuem usopepmenra II E nuroxpoma P450:

()



256 Buoxumus obuias, MmeauumHckas v gapmakosiormyeckas

CH,-CH,-OH + O,+ HAJI®H + H* > CH,-CHO + HA1®* + 2H, 0.

ITponykTel MeTabonmama staHona (aneranbmerup, HAJIH, xeToHOBBIE
Tea, aKTUBHBIe (GOPMBI KIIC/IOPOJa) TOBPEX/AI0T ITeYeHb (HaKOIIeHe K pa,
XO7lecTeposna, MepeKMCHOe OKMCIEHMe TUINAOB, LMPpPO3), APyTue OpraHBI,
HEpBHYIO CUCTeMY (HapylleH 0OMeH MeIaToOpOB).

BuorpaHcdopmauuna nekapcTse

BuoTpanchopMars 1eKapcTB YBeIMUMBaeT UX PACTBOPUMOCTD 11 9 dek-
TUBHOCTD, IHAKTUBUPYET U YCKOPSIET BBIBEfleHNUE C MOYOI 1 Ka/IOM.

1. HexoTopsle cratuubl nocie 6uorpancopmanuu uurubupyor I'MI-
KoA-penykTasy 1 yMeHBIIAIOT KOIMIECTBO XOJIECTEPO/Ia B OPraHU3Me.

2. ®enaneTnH B opraHusMe npespamiaercs B 6omee a¢¢GeKTUBHBII 1 Me-
Hee TOKCUYHBIN NPOTUBOBOCIA/INTENIbHBIN MapaleTaMos, KOTOPBIN Tenepb
BBIITYCKAETCST KAK CAMOCTOSITE/IbHBII IIPelrapar BMeCTO (eHalleTIHA.

3. MHOrOKpaTHO PacCMOTPEHHBIII paHee aCHMPUH MOCIE ALeTHINPOBa-
HIIS VI MHAKTUBALMM IMK/IOOKCUTeHassl I o6pasyeT mo60IHbIT MeTabomnT —
CaTMIIMIIOBYIO KMCTIOTY.

CanuuyioBas KUCI0Ta MO BEPraeTcsi IUPOKCUINPOBAHNIO, KATATN3UPY-
emoMy nurToxpomoM P450 (1-s1 dasa):

—COOH NN —COOH

E—

—OH —OH

U Tocne 2-i q)asm KOHbOTaIlMM C IMTMOVHOM YBEIMYMBAECT JOIOTHUTETIDHO
CBOIO I‘I/I,ELPOCl)I/ITIbHOCTb W JIETKO YHAIA€TCA C MOYOIL:

—CO—NH—CH,—COOH
—OH

4. ®enobapbuTa (CHOTBOPHOE CPEACTBO) 06€3BpEeKUBAETCS 11O ABYXPa3-

HOW cxeMme:
HAODH

=D )
/7 P450
0,
Tpaxctepasa
——— R— @ — 0O — MiokypoHoeas
7 Kucnota

YO®-rnokypoHoBan
Kicnota

()
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5. IBa crocoba 06e3Bpe>XMBaHMs IPOTUBOTYOEPKY/IE3HOTO JIeKapCTBa
M30HMAa31a He0OXOA VMBI /I IPOTUBOJEICTBU ero I000UHOMY 3 deKTy —
co3fanmio fedpunyuTa BUTAMUHA B, n ¢dochonupupmoxcans.

a)
—CO—NH—NH; —COOH
Maponua
| + Hy0 —> 2NHg +
. 2
N N

WaoHuaang Heaktnenan
M30OHWKOTUHOBAA KUCNOTa

6
) KoA-SH /—CO—NH—NH—CO—CH;;

Waonwasug + auetun-KoA ———» |

X
N

HeakTuBHbIA
KOHBlOraT

XuMu4ecKuii KaHIeporeHes

MHorue KCeHOOMOTUKY SIBISIOTCS KaHIleporeHaMy (B TOM YMUCIIe TIOCTIe
6rorpaHcopMany B OpraHu3Me 4elIOBeKa): ChIpbe M IPOAYKTHI XMMMYe-
CKUX ¥ APYTUX NPOU3BOJCTB; IEKAPCTBA IIPU UX [IIUTEIbHOM U HETIPaBUIb-
HOM MCTIO/Ib30BaHU; KOMIIOHEHTHI HEKa4eCTBEHHON NMUIIY, OKUCIEHHBIN TTN-
1IIeBOJI XO/IeCTePOJI, HUTPAThI, KPACUTENN, HEOUMILeHHA BOJA.

[TnuieBble TPOAYKTHI ¥ BOJa MOTYT COlepKaTh HEJIOMYCTMMbIe KOTMYeCTBa
HUTPATOB, KOTOpbIe NP KyIMHAPHON 00pabOTKe MMM IPSIMO B OpraHm3Me
[IPEeBPAIAIOTCS B HUTPUTBHI M MX METAOONMNUTHI-KaHIJePOT€HBI.

Hutputsl, Bo-mepBbIX, OKUCISIOT JKene30 Fe?* rema B coctaBe hepMeHTOB
LIII9 u P450, a Tak>xe B coctaBe Hb:

NaNO, + HbFe** — HbFe** (unmn MetHb).

Merremornobun (MetHb) He 06/mafaet crtoco6HOCTHIO CHAGKATD OPTAHBI U
TKaHU KJCJIOPOZIOM U II03TOMY HUTPUTHI BBI3bIBAIOT IUIIOKCHI0. OTHOBpeMeH-
HO IV OKVIC/IEHN Y HUTPUTAMY OKCUT€MOITIOOMHA HOMONTHUTENbHO 06pasyer-
A CyTIepOKCUIHBI aHnOH-pagukan O] (IpOOKCUIAHT), aKTUBMPY IO I IPO-
ILIeCCHI IIePeKMUCHOT0 OKMUCIEHN A, KOTOPbIe MOTYT MHUIIMMPOBATD OIYXOJIeBbIE
IepepoXKAeHM sl TKAHEIA.

Bo-BTOpBIX, B KUC/ION Cpefie JKelyKa IMMIeBble HUTPUTBI M BTOPUYHBIE
anudarnyeckye aMyHbI 00pa3yIoT HUTPO3aMMUHBIL:

NaNO, + HN(CH,), + HCl - (CH,) -N-N=0.
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HuTposaMmHBI B JKeTyAKe U B APYTUX OpraHaX BbI3BIBAIOT PaK IyTeM METH-
muposanus [THK u o6pasoBanns B Heit O -meTnnryannna u N -MeTu/IryaHmHa.

B-Tperbux, Hutputhl okucisoT uutosut B JIHK n PHK, npespamas ero
ypauui, usmenas neppuunyio crpykrypy JHK, PHK un ungyunpysa myranun
B aykapuotndeckux JHK u renomubix Bupycubix PHK. CooTsercTBylomee
ypaBHEHNE PeaKIuy NIPe/ICTaBIeHO B TeKLMM Ne§.

ITpy MHEUMLMMpOBaHMM paKa B PasIMYHBIX OPraHAaX Ba)XHOE 3HAUEHUE
MMeeT COOTHOILEHNE IIPOOKCHUJAHTOB 1 aHTHMOKCUAAHTOB. Hanpumep, ycra-
HOBJIEHO, YTO B JUHAMIKE KaHIlepOoTeHe3a yKe Ha CTaJjuu NpefipaKa IpefcTa-
TeJIbHOII JKe/e3bl (IpocTaTHM4ecKas MHTPasNNTeInaabHasA HeOoIlIa3ysa BBICO-
KOJI CTeIleH)) YBeJIMUeH B OPraHU3Me YPOBEHb MPOOKCHUAAHTOB (aTIOMMHUSA
U NIPOAYKTOB IEePeKUCHOI0 OKMUCIIEHU TUINTOB) ¥ HOHIDKEHO COofepKaHue
UX aHTAarOHUCTOB-aHTMOKCUIAHTOB (BuTaMuHOB E 1 C, KapoTMHON/OB, TH-
KOIIVHA, TepMaHMN S, CeJieHa). DTU TaHHbIe Mony4eHsl B 1 MTMY um. VI.M. Ce-
yenoBa — B HVIV yponedponoruu u Ha kapenpe 6uoxummn (Insr6ouxo I1.B.,
3esepos E.I, Anses I0.I., Byrnapy [I.B., Ocunos E.B. n gp. — CeueHOBCKMII
BecTHUK. — 2015. — Nel (19). — P. 4-19 nHa anrmmitckoM s3bike; 2011, — Nel
(3). — C. 35-41; 2011. — Ne3 (5). — C. 4-13).

ITpy mpon3BOACTBE AaHM/IMHOBBIX KpacuTesIell UCIIO/NIb3YIOTCSA apoMaTuye-
ckue aMyHBL. OfVH M3 HUX — 2-HaQTUIaAMVUH IpU IOINaJaHUM B OPraHU3M
YelloBeKa MPOXomuT 1-1o ¢asy 6muorpanchopmanum ¢ uuroxpomom P450 u
IpeBpalaeTcs B eYeHN B KaHI[epOTeH — 2-aMMHO-1-HadTon. OfHaKo mocie
2-it pa3bl KOHBIOTALIMM € CYIbHATOM OH 00e3BPEKMBAETCS, HO IPU yAaIeHUN
C MOYOJ1 U OTIIEeNIeHNH CyNb¢ara BHOBb aKTUBIPYETCS M MOXKET BBI3BAaThb PaK
MOYEBOTO ITy3bIps. [lonMIuKIndeckue apoMaTiecKue yraeBogoponsl (beH-
3aHTpalleH U Ip.), 06pasyolecs Ipu HEIOTHOM CTOPaHUY HeTH, yITIA, Ma-
cen u Tabaka, IpM y4acTUM LUTOXpoMa P450 mpeBpallaloTcs B peaKI[MOHHO-
CrIoco6HbIe SMOKCUAbI-KaHIleporeHbl. OHYM GOPMUPYIOT KOBATIEHTHBIE CBSA3M C
nypunamu [THK 1 BbI3BIBAIOT pak KOXM 1 IETKUX. AQraTokcuH B, rmmecHeBbIx
rpubkos Aspergillus flavus KOHTAMUHUPYeT NNIEBble IIPORLYKTDI, B OPraHM3-
Me IIpeBpalAeTCA B SIIOKCUABI M MHULUUPYET PAK MeYeHN.



Bnoxnmusa kpoem

Mnasma kposu
Beinonusier QyHKUMM: Tpopudeckyio (IUTaTeNbHy0), 6y(hepHy0, 0CMOTH-
YeCKYI0, TPAHCIOPTHYIO, yAa/leH/e KOHEUHbIX MeTaOO/INTOB, 3aIIUTHYIO, FeMO-
AMHAMIYECKyIo (Co3[aeT He0OXOAMMYIO BA3KOCTD SKUAKOCTH).
IT1asmMa KpOBM COEEP)XUT MHOTOYMCIIEHHBIE KOMIIOHEHTHL: Oenku, dep-
MEHTBI, IIPORYKTHI ITePeBAPVBAHNUS U BCACBIBAHNS ULV, IIPOMEXYTOUHBIE
MeTabo/INTBI U YAaIseMble 3 OpraHM3Ma BellecTBa.
PaccmaTprBaem gepMeHTHI U OEIKM.
DepMeHTHI ITa3MBl, [iBE IPYIIIBL:
— BHYTPMKJIETOYHbIE ()epPMEHTHI BHIXOAAT B KPOBb IIPY PaspyIuIeHNN Kie-
TOK, OCTaBasICh AKTVBHBIMI MV TePsisi aKTVBHOCTD;

- (QYHKUMOHUPYIOT M KaTanM3MUpyIoT peakuuy B kposu — JIII-numasa,
(dbepMeHTBI CHCTEMBI CBEPTHIBAaHMUA KpOBU (TPOMOMH 1 p.) ¥ IPOTUBO-
cBepThIBaIe pepMeHTH! (II/Ia3MIH).

Benkxu nmasMbl KpoBU

I. Anb6ymuH — 6enok us oguoit ueru (585 AK), rno6yispHbIil, JOMEHHbI
(C HeCKOTIBKMMM LI€HTPaMI CBA3BIBAHMSA [Is1 PasHbIX JINTAH/[OB), IMEET MHOTO
nukap6okcnnbHbIX AK, cosfaomux Ha HoBepXHOCTH Genka 18 oTpuLaTenbHbIX
3apsfIoB.

Oynxunm:

1) TpaHCIOPT IO KPOBMU KaK 9K30TEHHBIX Bel[eCcTB (TUApooOHbIe TeKap-
CTBA, METAJIIBL), TAK V1 SH/[OTEHHBIX TUAPOGOOHBIX MOIEKYII (TOPMOHBI,
JKUPHBIE KICTOTBI, HEIIPSIMOIL O6Mmnpy6nH);

2) cospaHye OHKOTUYECKOTO ¥ OIIOCPEOBAHHO — OCMOTIYECKOTO [aBiie-
HVISI KPOBIL.
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OcMmoTmaeckoe [aBJjIeHVE€ KPOBM CO3JAaI0T CO/IMM M BOJA, CBA3AHHBIE C OT-
puaTenbHO 3apH)KeHHOI7[ TIOBEPXHOCTDBIO a}Ib6yMI/IHa.

000 === Na'"--—-H,0

I'ny— €00 ----H,0
AnuBymMuH )
Hp0 === COO —— Acn

ITpu maromoruu ¢ MOBBILIEHNEM IIPOHNUIIAEMOCTY Kamisipos (6omesHn
CepHeYHO-COCYANCTON CUCTEMBI, a//IEPTHs) aNbOYMIUH IPOHMUKAET B MEXKJIe-
TOYHYIO XXUJKOCTb BMECTe C BOTOIL 11 COMSIMM, 00pasyst OTEKI.
JmarHoctuyeckoe 3HaYeHe Be/IN YV HBI KOHIIEHTPAaLiy a1bOyMIHa B KPO-
Bu (HOopMa — 3,5-5,0 r/pn):
1) moBBbIIIEHNE — IPU AeTUPATALINY;
2) ymeHbIIeHVe — 60Ie3HN TTeYeH N (aTbOYMIH CMHTE3UPYETCA B IeYeHN),
KMIIEYHNKA ¥ II04Y€eK, TONOfAHNe, TeMOPParui.

II. Tmo6ynuHusbr:

1) o,-rmo6ynMHbI — MePEHOCAT IO KPOBY TOPMOHBI (KOPTU3OM 1 JIp.), BU-
TaMuHBbI (A, Bn);

2) o,-Tro6ynuHbI nepeHocAT ButamMuubl E n K;

3) B-m106YIMHBI TPAHCIIOPTUPYIOT TECTOCTEPOH, SCTPOTEHBI, XKeNle30;

4) y-rmo6ynuHBL B 9Ty Pppakumio 6eIKOB BXOAAT UMMYyHOrno6ynuHsI (Ig)-

aHTuTena. OHY ABIAOTCA HAUOONBIINMY 6e/IKaMU IITTa3Mbl C HAVIMEHb-
MM OTPULIATENbHBIM 3apsAIOM HOBEPXHOCTHU U IIOTOMY C HaMIMeHbIIIel
37eKTPOPOPETHUECKOI MOBIDKHOCTBIO U C U309/IEKTPUIECKOI TOUKOI
6nmskoit k pH = 7,0 (oxo510 6,5).

SJICKTPO(i)OpeI‘paMMa 6en1KoB ChIBOPOTKM KPOBU M X KOIMYIE€CTBEHHOE
COOTHOLICHUE
AnbBYMUHBI

i FnoBynuHe!

Ii Oy

OvpuuarencHei (=) @ MonoxutensHeii

Il E NN I

15 12 8 5 60%

()
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CrpykTrypa nerkoit L- u Tsaxxenoit H-nenest Ig. N-koH1bI 06eux 1iemeii (BMe-
cTe) 00pa3yIoT aKTUBHBII LIeHTP MOJIEKY/IBI aHTUTE/IA, C KOTOPBIM B3alMOJeli-
CTBYeT aHTUTEH IO IPUHIUITY KOMIIEMEHTAPHOCTI.

N-koHel, BapuabensHan KoHcTaHTHan C-koHey
4acTb | 4acTb
H,N COOH
vV I c

Crpoenre nMMyHOrno6ynnHos Knacca IgG. Buoxummyeckuit Terpamep
L,H, wiu uMMYHOIOTMY€ECKUIT MOHOMED € ABYMSI aKTUBHBIMU LEHTPAMM.

AKTUBHBIA
Vi LEHTp
Cyt
V| flomen
CL fomen
MoBHNBHBIR WapHWp —5—5-
(MHOro NponuHa) —S—-5— “\\- AucynethuaHele
2 CBA3MN

S
s o~ [ Cy2
s H

Iniokosa 3% > Cis3
COOH

CTPOCHI/[C CEKpEeTOpHOro (l'l)IaSMeHHOI‘O) I/lMMyHOI‘)I06yJII/IHa Kmacca

IgM (LH))J )
=\\(m/i
Y& Y
7\
SpuTpouuThbl

OPUTPOLUTHI He UMEIOT sIipa M OpraHesl. [[Ba KOMIOHEHTa SPUTPOLUTOB:
1) umromnnasma c pepMeHTaMM, MeTabONUTAMY, TEMOITIOOMHOM U
2) uuTonaasMaTuyeckas MeMbpaHa, cofiepKariasi:
a) IIMKOIPOTEMHBI — ITIMKOQOPUHBL A (peLieriTop A/ BUpYca IpUIIa
U MaJIsIpUITHOTO MIasMonus), B, C;
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6) DIMKOMUIIUABL — aHTUreHBl A,B,O neTepMUHMPYIOT IPYIIIbI KPOBU
cuctembl ABO (mekumst Ne9);

B) TpaHcropTHble AT®aspl mist nepementenus Na,K,Ca;

r) ITTFOT-1 — 6emoK — IepeHOCUMK ITIIOKO3BI 3 KPOBU B SPUTPOLINT;

Il) 6e7I0K-aHMOHOOOMEHHMK IlepeMelllaeT B TKaHEBBIX 3PUTPOLUTAX
XJIOp B KJIETKY, @ 6MKapOOHATEI B II/Ia3My.

MeTabonuam aputpouuTta
BkiIrouaeT TOIBKO [JBa IPOLIECCa, HEOOXOLUMbIE IJIs 3aLUThL 9PUTPOLUTA
OT paspylueHus MeMOpaHbI M OT OKMCIeHMs reMornobuna Hb.

1. AHaspoOHbIii rmuKonus. Ero pons:

« mocrasiseT 2 Monekynsl AT® s paboTst MembpanHoit Na, K-AT®as3sr,
obecmeunBarleil mocrymienne B aputpouut K u ynamenne Na ms
IpefOTBpAlleH s TeMOTN3A;

 CHHTE3 U3 I/IIOKO3BI 2,3-61cdocdornumepara, B3aMOLEICTBYIOLIETO C
oxcu-Hb 1 ocBo60x/jafoIero KucIopos B TKAHIX.

Lukn 2,3-6ucdocdornuuepara B SpUTPOLUTE.

WWMGDQA ’/dloccparaaa

! el

| ... 13-6ucpocchornuuepar | —» | 3-poopornuuepar | —» | 2-poccpornmuepar |

l

» obpasoBanue HAJTH, xoTopslit B apuTponuTe 3aupigaet xxene3o Hb ot
OKUCIIEHNSI M YMEHbIIAeT KOINYeCTBO (POPMUPYIOLIETOCS CIOHTAHHO
WIK TIOR HelicTBUEM pasHbIX okucnuteneit MetHb, He ciocobHoro obe-
CIeYNBATh TKAHU KUCTIOPOJOM.

Oxkucnenne u perenepanus Hb ¢ momoursro HAJTH.

- CynepokcnaHbIin
€ \ Bes cdepmeHTa aHWoH-pagukan

HbFe’* + 0, ————— HbFe**(MetHb) + O,
Hopma B kpoeum 0,5-1%

+

HAL HAOH

()
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2. Bropoii mpouecc B spurponurte — rneurododocdarnoi myts (IIOII).

Oputpouur 3arpaumsaeT 10% rmoxo3sl Ha IIOIT (90% — Ha ramkonus)
MPaKTUYEeCKM C OHON IIeNIbI0 — TMONYy4YUTDh efMHCTBeHHBbIM IyTeM HAJIOH
(B mpyrux knetkax umeercs 2-it ucrounnk HAJIOH — OIIK).

B sputponnte HAJJOH:

1) BoccraHaBnMBaeT gyUCynbdumHbIe cBsi3u B rmobunax HbS-SHb (8 Tens-
nax XaitHia) u perenepupyet Hb-SH;

2) pereHepupyeT BOCCTaHOB/IEHHBI ImyTaTuoH I-SH xak kodepmeHT riy-
TaTMOHIIEPOKCU/Ia3bl, KaTaIM3MUPYIOILeil B SpUTPOLNTE PacIIaf] TepeKICH
BOZOpOZJa U IMApOnepeKucert XXUpHbIx kucmot. Oba adpdexra HATOH
HpefOTBPAILAIOT paspylleHe MeMOpPaHbI SPUTPOLIUTOB U FeMOMNUS.

CuHTe3 rema (cxema) n remornoouna (Hb)

B k/1eTKax 3pUTPOMIHOTO Psifja MPOUCXOANT IOPO3HDb CUHTE3 TeMa (B Lu-
TO30jI€ I MUTOXOHAPNX) U I706uHa (B pubOCOMax LNUTO30/151) C HOCTIERYIO-
et cobopkoit Monexyn Hb.

PerynsitopHsie pepMeHTsI:

1) 5-amuHoneByneHarcuHrasa E, ¢ mupupokcanbdocharom (MHIm6mM-
TOp — TeM, aKTUBATOPBI — JKeJIe30, CTEPOUJIHBIE TOPMOHBI, IIUTOXPOM
P450-3aBucuMble 1€KapCcTBa);

2) 5-ammHOnNeBynMHatTAeruaparasa E, (marnburop — rem).

VI36bITOK reMa aymocTepu4ecKy MHIMOUPYeT COOCTBEHHBIN CHHTe3 (depes3
9TV (pepMeHTHI) ¥ OFHOBPEeMEHHO aKTUBUPYET CUHTE3 IIIOOMHOB Ha YPOBHe
TpaHcnAnyum. Ms6biToK Xenesa yckopseT cuntes E, (Ha ypoBHe TpaHCIAIMN)
U COOTBETCTBEHHO reMa.
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CuHTe3s rema

UK

| Mvunk |«<— | Cepun | «— | Mniokosa |— [ Mupysar | — | AueTnn-KoA | —| Gykumrin-KoA |

MuToxoHapuu

depmeHT By ——]

LuTtozons

depmeHT Ey ——————

depMmeHT E; —————— |

depmeHT E,

| YponopchupuHoreH Il |
l _w4C0,

| KonponopdupuHoreH I |

DdepmeHT

MuToxoHApUKY A« okemaasa

I MpoTonopduprH X |

Fe?*
depmeHT _\/
theppoxenatasa

rEM

COZ A /KOA-SH

Y

[ensra-aMmuHonesynMHaT
2 mMonekynbl

_w2H,0

Y

MopchobunuHorex
4 Monekynbl

_wANH,

| 'mapokcumeTnnéunax |

\

| YponopdpmpuHoren | |
4002\1

| KonponopdupuHoreH | |

KoHew, cuHTe3a
(Tynwk npu natonorun)

)
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IMaronorusa. OcTpas mepeMexxaromass nopupuss — CIefCTBUE JOMU-
HaHTHOV MyTanuu reHa gpepmenta E; ¢ HelOCTaTOYHBIM KOMMYECTBOM TeMa,
Hb u spuTpounToB 11 ¢ N36BITKOM METAOOMNTOB B IIEIEHN, XXUJKOCTAX, KaJle.
[Tonnopranusie paccTpoiicTBa. HasHadaeMble 10 pyruM MOKa3aHUAM JIeKap-
CTBa — MHIYKTOPHI E, IpoBOIMpPYIOT IPUCTYIIbI JaHHOI 60Te3HN.

Bonee penkas BpoxxJieHHas SpUTpOLUTapHas Mopdupus, BbI3BaHHAsA pe-
[ecCHBHBIMM MyTanusamu TeHa pepmenTa E, TakKe yMeHbIIaeT KOMTMYECTBO
rema u Hb (aHemms1) u co3gmaeTr M36BITOK KaK MPERLIECTBYIOMINX MeTabOMN-
TOB, TaK U TYIMKOBBIX — OeCIIBETHBIX HOP(UPIHOTEHOB. B KOXe, CTUBUCTBIX,
XUJKOCTAX OHM OKUC/ISIOTCS B TeMHbIe Top¢upuHsl. [Ipu ocBeliennu mpo-
UCXOAUT UX (IIyOpecLeHL s C U3TydeHIeM KPACHOTO CBETa OT KOXU, CIU3NU-
CTBHIX U ¢ 06pasoBaHMeM aKTUBHBIX TOKCUYECKUX GOPM KUCTOPOJA, BHI3bIBA-
IOLIVX [IePEKMCHOe OKJICIeHNe INTINA0B MeMOpaH, obpasoBaHue fepeKToB 1
paKa KOXXI U CIU3UCTBHIX.

OO6OmeH xenesa

OO6mMmen xene3a (cxema). JKemeso Bxogut B coctaB Hb (68%), Mb mbimiir
(4%), uutoxpomos, Fe-copepxaiuux 6e1koB 1 pepMeHTOB.

V3 mocrymaromniero B OpraHm3M dYejioBeKa jxenme3a BcacbiBaercsi B JKKT
TonbKo 10%, a BbIfIeNIA€TCA C MOYOI, KaloM U motoM 1-2 mr/cyrt. Ilnma co-
IEPXXUT B OCHOBHOM >eJle30 CO cTeneHbio okucnenus 3 + (Fe’*). B opranusme
JKele30 MeHseT CTeNeHb OKMUCIECHNU: I ObICTPOro mepecedeHys MeMOpaH
HeoOXxonyM MeHee 3apspKeHblil noH (Fe?*), a iyis xpaHeHus B fieno (bepputnH,
TpaHChepprH) — MOH C MaKCHMAJIbHOI CTENEHbI0 OKMCIeHUA U Ooree 6e30-
nacHblit Fe**. Fe** ABseTCs MHUIIMATOPOM IIEPEKMCHOTO OKMCTIEHNUS IUIINIOB
Y TO3TOMY LUMPKYIUPYET HEZOITO.

Ha cxeme mpeficTaBeHbl BCe 9TAIIBI MOCTYIIEHNUS, LIUPKY/LALUHU, UCIIONb-
30BaHMs, PEYTUIN3ALNY U BbIBeIEHN I JKe/le3a U3 OpraHu3Ma.
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MeTtabonusm >Kenesa

OpraHbl, TKAHW, KNETKKW Mpoueccel
Muwesoe xenezo Fe™ yacts ero
BOCCTaHaBNMBAETCA
Henynok
5, ButamuH C .
Fe¥'— 5 Fe? Nyywe BcackiBaeTcA
| HCI
l Bcacoianue l
MonocTe Fed* Fe?*
Butamun C
KMLIEYHWK
3+ T 24
g PeppuTiH — geno Fe™ = Fe
HTEPOLUTE! OkucnenHne
34 OkMCneHne LepynonnaimMmMHOM nnasmel ¢2+
Fe' Fe
Kpoee
OBpasyeT koMnNNekc ¢ TpaHcheppPUHOM — TPAHCNIOPTHasA
chopma #enesa B KPOBW ANA AOCTABKW B OpraHbl
PeuenTopel TpaHceppyHa Ha KNeTkax
KneTiu
W OpraHbl AcnonbaoeaHue Ans B aeno — chepputuH
CUHTE3a rema, (Fe*" n anodepputiH)
hepmeHToR, Benkoe
KaraBonuam
Peytunuaauws xenesa YoaneHwe xenesa c MOY0K, Kanom,
[o 25 mricyt noTomMm —1=2 mricyT

Perynamusa o6mena xenesa

W36prTok nuiesoro Fe yBenn4unBaeT Ha ypOBHE TPAHC/ISILIUM CHHTES B 9H-
TeponuTax gpeppurrHa — femo s Fe u Ha060poT, a ero u3ObITOK BHYTPU
KJIETOK YMEHBIIIAeT TPAHC/SLNIO 6€TIKOB — PeLielITOPOB [ist TpaHchepprHa 1
yMeHbInaeT Tpancnoprt Fe B kreTKu.

ITaTomorusa
1. Hacplmenne TkaHell >ke/le30M BBI3BIBaeT IeMOXPOMATo3 U IOpakeHUe
MHOTVIX OPT'aHOB ¥13-32 OT/IOKEHMA B HIX HEPacTBOPUMOTO reMocuziepyHa c Fe'.

)
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2. Hepmocrarok >xenesa (HemonHoueHHasa nuina, 6onesuu JKKT, gacteie
KpOBOIIOTEpH, JOHOPCTBO, MyTallMi) BBI3BIBAeT pasBUTHE >Kele30meUIuT-
HBIX aHEMUI ¥ IPYTYIO MaTONIOTHIO.

Bce nsyyeHHble HaMM 3a 1Ba ceMeCTpa BUIbI aHEMUIL:
1) xenezonmepuUNTHBIE;

2) cepIOBUIHO-KIETOYHAS;

3) MakpoLMTapHbIE UIN MeranobIacTuIecKue;

4) TUIOXPOMHBIE;

5) reMONUTUYECKIE;

6) npu mopoupusIx;

7) Tpu TamacceMusix.

)



CBepTbiBaHMEe KPOBM

Cuctema remocTtasa BKJIIOYaEeT cneayioulee.
1. Ha6op 6enkoBbix (pepmeHTaTUBHBIX) pakTOPOB. OHM CUHTE3UPYIOTCA
B IledeHU, 3a ucKmodeHneM ¢akropa VIII, o6pasyouierocs B 9HAOTENNH, 1
TKaHeBOro ¢akropa IIL.
2. Kackap peaxiuii ¢ IpsAIMBIMU ¥ OOpaTHBIMM IIOTOKUTE/IbHBIMY PeryJis-
TOPHBIMM CUTHATaMMA.
BunoxumMmyeckue seMeHThbI FeMOCTa3a
I. TxaneBoit paxrop III (MeMOpaHHBII TNIOIPOTENH) IIPY IOBPEXAEHNN
cocyzioB (paHbI) CTAHOBMUTCS MHMIMATOPOM BHELIHETO IYTU CBEPTHIBAHUA
KpPOBIL.
II. Benxu V u VIII akTuBMPYIOTCA YaCTUIHBIM NIPOTEONIN30M, KaTalnU3u-
pyembiM paxTopom Ila (a1 060ux) u pakropom Xa (ansa ¢paxropa V).
II1. ®epmenTH — CepuHOBBIe IIpoTeassl. 1o pakropsr I, VIL, IX, X, XI, XII.
AXTUBUPYIOTCA YaCTUYHBIM IIPOTEONN30M:

e rs—sj

®axTop |l — HeaKTWEHBLIA dakTop lla — akTueHbIR TpoMBUH
TpOMBKH M3 ABYX Lenei

IV. Imytamunkap6okcunasa ¢ kopepmentom KH, (Ha ocHose ButamMuHa K)
KaTa/lusupyeT o6pa3oBaHMe JOIOTHATENIPHOIO KapOOKCHIIA B I/TyTaMIHOBOII
kucnote (I'ny) ¢pakropos II, VII, IX, X u B nporente C, 4TO yBeIU4NBAET CBSI-
3bIBaHME Ka/IbIMsI 9TUMU (HaKTOPAMIL.

(I:OO‘ f|300'
CH. CH—CO0O0™
| 2 KapBokcunasa |
CH, CHy
—ﬁ—CH—I‘{I— +COp—> —ﬁ—CH—IrI—
H
0 rny—H 0 yTny =
npeawWwecTBeHHUK aKTHBHLIA dakTop

)
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V. TlocnenHuit KOMIIOHEHT CUCTeMbI remMocTasa non Ca?* ¢popmupyer Tpu
OCHOBHBIX KOMIIIekca — Tpuany (pepmeHT — moH Ca — 6e/10K) — 1 B 9TUX
KOMIIIEKCAX IIPOVICXOAUT aKTHBaIsl GaKTOPOB CBEPTHIBAHNS KPOBIL.

OTU KOMIIIEKCHI:

1) MHNIVMMPYIOWMIT KOMIUIEKC /ISl BHEIITHETO ITYTY CBEPTHIBAaHNA KPOBU

¢dakrop VIla — non Ca — tkaneBoi1 ¢pakrop III;

2) TeHHAa3HBIN KOMIIIEKC AJIA BHYTPEHHETO IIyTH

¢dakrop IXa — nmon Ca — daxrop VIlla;

3) mpoTpOMOMHA3HBI KOMIUTEKC AJ1s 060X ITyTeil

¢dakrop Xa — non Ca — daxrop Va.

MyTu cBepTbiIBaHUA KPOBU

I BHYTpPeHHMA NYThL ] ’ BHeWHWA NYTL ]

| |

CucTema npekannukpenHa- | PaHa, noBpexgeHue |

KWHWMHOreHoB TKaHen u memGpad

| |

& Xl ———— p Xlla el
X1 Xl Vil ————————————i= ch VI
& S e ® TpomBun L2 G
b IX —y  F ¢ IXa b I Ca ¢ Vila
a

WMHULIMWPYIOLWKWA KOMMNEeKe

lla-TpomMBuH
b VIl ———p Villa

f

MuHrmbuTop-
npoteuH C

&t Villa—— Ca

TeHHa3HEIR KOMNNEeKC MHrubuTop-
\ npoteunH C

th X = ch Xa =—p X

o IXa

l TpombBuH
o Xa Ca o Va = b Va = bV

MpoTpPOMBMHA3HLIM KOMNNEKC

o Il (npoTpomBuUH) o lla (TpomBuH) AKTUBaLUWA W arperauus

TpomGounToB
b | (hrubpuHoreH) — b la (pubBprH-moHoMeEp) d Xl ——— cp Xllla
(TpaHcrnyTamuaasza)

DubpuH-nonumep (Tpome)

Crabunuaauwna Tpomba

AT® + TpOMBOCTEHUH ————————

Pertpakuwa (cxatue) TpomGa —— Mpukpennenue Tpomba
K CTeHKe cocyna
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JIBa myTu cBepTHIBAaHN A KPOBU

BHemHmit mMyTh BK/II0YAETCSA MPYU MOBPEXTAEHUM TKaHEN ¥ COCYHOB C OCBO-
6oxxeHneM TKaHeBoro ¢axropa III.

BHyTpeHHMII IyTh IPOBOLMPYETCS SHAOTEHHBIMM (paKTOpamMy 6e3 BHeIL-
HETo MOBPEeX/IeHNA MHTUMBI COCY/IOB, HAIIpMMEp 37I0Ka4eCTBEHHBIMIU aTe€po-
CK/IEpOTUYeCKMMU ONISIIIKAMI MV OOHAXKEHHBIM B MHTUME apTepuil KOma-
TeHOM, C KOTOPBIM cBA3bIBaeTcA paxrop XII.

Hauaso aByx myreit pa3Hoe, HO mocyie akTuBanuu ¢pakropa X gaapHesmme
9TaIbl OFMHAKOBbIE. AKTMBMPOBaHHBIT TpoMbuH Ila KaTanusupyer yacTud-
HBIiI IpoTeonu3 GpuOpMHOTeHa (COCTOUT U3 TpeX Nap PasHbIX lieleil) ¢ 0CBO-
60XIeHneM IBYX IHenTnnos A u B:

TPOMOUH
20.-2B-2y-nenn———— Gubpur-MmoHOMEp + 2A + 2B,
¢ubpuHoreH, ¢axkrop Ia
mnu paxrop I

Dubpun-monomep (pakrop la) mommmepusyercs, obpasys HepacTBOpU-
MBIt prbpuH-TIoNVMep (PBIXIBIL TPOMO).

Crabunusanus Tpomba:

- aktuBuposaHHas TpombuaoM (IIa) Tpancrnyramupasa (XIIIa) katanu-
3upyeT 06pasoBaHye MeXPAJUKATbHBIX KOBAJIEHTHBIX M30MENTHIHBIX
cesseit [nma-JIus mexpy pubpus-monomepamu (la) u Mmexzgy paxropom
Ia 1 PUOPOHEKTMHOM CTEHKY COCYAa;

- oxarue (perpakuys) TpoMba MUKpoduIaMeHTaMU TPOMOOLIUTOB C UX
AT®asoi1 (TpombocTennHoM) 3a cuet sHeprun ATO. Teneps crabunm-
3VMPOBAHHBII TPOMO OCTaHAB/INMBAET KPOBOTEUEHME U3 PaHbl (BHEIIHNUI
IIyTb) VJIU 3aKYIIOPUBAET COCYH (BHYTPEHHMI Iy Th).

Peaknus, katanusupyemas TpaHcrayramupasoin (pakrop XIlla) mexpy
IBYM:A MojieKynamu ¢pubpuH-MoHOMepoB (la):

Ta-Iima-CONH, + H,N-JInz-Ia — ¢u6pmn-Iry-CONH - JIns-dubpus + NH,
¢bubprH-nonuMep.

B xackage mpeAcTaB/IeHHBIX B CXeMe peaKIUil ¢ aKTuBalyeit GepMeHTOB U
6e/IKOB IIPOUCXOANT IIOCTIefl0BaTeIbHOE YCKOPEHMe 3TUX PeaKIuii 6narogaps
IPSMBIM UM OOPATHBIM IIOTOXKUTE/IbHBIM CBA3SIM.

A. TIpamble mono>xurenbHble cBA3n: TpoM6byH (Ila) - TpaHcrmyTaMmaasa

(XIIIa) u TpOoMOOLMTHI (AKTUBALINA U arperanys).
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B. O6parubie monoxxurenpusie cBsi3n: TpombuH (I1la) — akruBanus dep-
MeHTOB-6enkoB Va, VIla, VIIIa.
Tak1e MeXaHU3MBI PEryIALMM IPUBORAT K IABUHOOOPA3HOMY YCKOPEHUIO
IIpoLiecca CBePThIBaHNA KPOBIL.

HacnegcTBenHble M HeHACIEeACTBEHHbIE HAPYIIEHMA CUCTEMbI TeMOCTas3a

1. Temodunuu A u B — 3aboneBaHuss My>X4MH, CLeIUVICHHbIE C MONTOM
(¢ X-xpomocomoit). BbIsBaHBI peljeCCUBHBIMM MYTAIVSAMMU IeHOB (haKToO-
pa VIII n IX coOTBETCTBEHHO C HapylLI€HMEM BHYTPEHHETO IIYTU CBEPTHI-
BaHMs (remopparun).

2. MyTaluu reHa TpaHCIIyTaMKAa3bl BHI3BIBAIOT HapylleHUe 06ouX my-
Teif CBepThIBAHUA (OCTAeTCS PBIX/IBLI TPOMO, He IPUKPEIUIAETCS K CTEHKe CO-
Cyna, reMopparun).

3. Haobopot, mpy CHHEpOME AMCCEMVHMPOBAHHOTO BHYTPUCOCYAUCTOTO
cBeprbiBaHust KpoBu (JIBC-crHAPOM) IPOMCXORAT YacThble TPOMOO3BL B Pa3HBIX
YYaCTKax Te/la M3-3a YCKOPEHHOro 06pa3oBaHisi TPOMOMHA 1 TPOMOOB.

4. AHaJIOTMIYHO YCKOPEHHOE CBepPThIBaHMe M TPOMOO3bI BOSHUKAIOT IIPY Pas-
HBIX MyTanysix reHoB cucreMsl 6enka C (6enku C, S, V) ¢ HapyleHnsMM BHeII-
HEro U BHYTPEHHEro IyTeil.

JlexapcTBa, M3MEHAIOLIME CKOPOCTD KOATY/IALIMIL:

a) CTpyKTypHble aHanoryu Butamuua K (muxymapuH, BappapuH) — IpoTu-
BOCBepTbIBaomye cpefctBa. OHM KaK KOHKYPEHTHbIE MHIMOUTOPbI Kap-
6okcwassl [y ymeHpLraoT cBsasbiBanue Ca ¢ pakTopaMu 1 CKOpOCTb 06-
Ppa30BaHMs TPeX KOMIUTEKCOB FeMOCTasa;

6) Hampotus, caM BuTaMuH K yBemrunBaer KapOokcunposane Dty u ycu-
NMBaeT reMocTa3 (IIpY 30POBOII TeYeHN ¥ HOPMA/IBHON CEKPELIM SKeTTIIL).

B opranusme faxke 30pOBOTO Ue/lOBeKa IOCTOSHHO IPOMCXORAT 0OpasoBa-
HMe MUKPOTPOMOOB I MX paciaj 61arofaps aHTUKOATyISTHTHOI cucTeMme. Ee
COCTaB:
1) 6enku mmasmpl kKposu anTuTpoMmOuH III, oL -Makpormo6ynmH, o -aHTu-
TPUIICHH MHIUOMPYIOT TPOMOVH U Apyrue (PaKTOphL IO MeXxaHu3My be-
JIOK — 6€KOBO€E MHIMOMPOBAHIE;

2) cucrema npoterHa C (6enku C, S) TOPMO3UT BHELIHWIT ¥ BHYTPEHHUIT
Ty TV CBEPTBHIBAHILS;

3) SHOTEHHBIN renapyH (IIMKO3aMIHOI/IVKAH) TYIHBIX K/IETOK Y €r0 JIeKap-
cTBeHHbIe POPMBI M3MEHAIOT KoHbopMauio aHTuTpoM6usa I1I n yensm-
BAIOT €0 CIIOCOOHOCTD HTMOVPOBATh TPOMOUH;

4) xommekc ¢pepMeHTOB PUOpMHONU3A ¥ TPOMOONUSYICA: CEPUHOBBIE TIPO-
Teasbl — aKTUBATOPHI ITa3MIHOTeHa (06pasyroTcsl B SHIOTENY U SIIHN-
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Buoxumus obuas, MmeauumHckas v papmakosiormyeckas

Te/MN KaHa/IblleB 1oYeK) pOpMUPYIOT IIasMUH (METOOM YacTUYHOTO
IIPOTeOo/N3a), KOTOPBII KaTanmuaupyer pactan ¢uépuna u Tpomba. Cy-
I[ECTBYIOT JIEKAPCTBA—AKTMBATOPHI IUIa3MMHOT€HA, KOTOPble HAa3HAYAIOT
CPOYHO IIpyu MH(APKTe MIOKApPHa.

Cucrema ¢pubpunonmsa u Tpombonmsuca

NekapcTtea CuHTE3 B opraHusme

TkaHeBble akTMBaTOpPbL! NnasMmuvuHoreHa
(TAIT)

YacTu4HbIn
nporteonusa

[ Mnasmunoren | ———— [ Mnasmun

A/F’aspyu.leHue

DPubpuH-nonumep
(TpOoMB) TpombGa

B xauectBe nTora — IIEPEYEHD JIEKApCTB-aHTUKOATYy/IAHTOB:

1)

2)

3)

4)
5)

6)
7)

8)

AMKyMapuH 1 BappapuH — o6paTyMble KOHKYpPEHTHbIE HIMONTOPEI
Kapbokcmmassl [y, HeobXoauMolt Ayt 06pasoBaHMsA TPeX KOMIITIEKCOB
CHCTEMBI CBEPTBIBAHUA KPOB;

HeoOpaTuMble aKTUBATOPHI I/Ia3MIHOTeHa GOPMUPYIOT IITTa3MMUH, Ka-
TaJIN3UPYIOLINIT IPOTEOTN3 TPOMOOB;

rerapyHbl — HenpsMble MHIOKUTOps! TpoMbuHa (I1a) n gpyrux daxro-
poB — cepuHOBBIX poTeas (IXa, Xa, XIla) — uepe3 yBennueHue nps-
Moro nHrubupyiouiero a¢dpexra Ha Hux antTurpombusa I1I, KoHdpopma-
LIUI0 KOTOPOTO M3MEHSIOT [ellapUHBL;

maburaTpaH — IPSIMOIt 0OPATUMBII KOHKYPEHTHBII MHTUOUTOP TPOM-
6uHa;

TUPYAVH U3 IbSIBOK J T€HHO-MH)XeHEPHBIE IEKapPCTBa Ha €0 OCHOBE —
IpsIMbIe CeJIEKTUBHBIE MHIMONTOPBI TPOMOMHA;

anmKcabaH — mpsAMOIt 06paTUMBIit MHTO6KUTOP akTopa Xa;
KJIOIMAOTPENl — MHIMOUTOP arperaryuy TpOMOOLUTOB, GIOKMPY IO IT
ux peuenrop g AIO;

acnupuH HeobpaTMMO MHTMOMPYeT UUK/IOOKCUreHasy | n yMeHbInaer
CMHTe3 TPOMOOKCAHOB (Ha OCHOBE apaxXMOHOBOI KMCIOTBI), KOTOPbIE
YCUIMBAIOT arperanuio TPOMOOLNTOB 1 CBEPTHIBAHIE KPOBU C CYKe-
HIEM COCYOB (aHTMaTeporeHHbIN 3¢ deKT acnupuHal).
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