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MeTtabonuam. B xenyoo4HoO-KMLLEYHOM TpakKTe
pasnnyHble OPMbl BUTaMUHA rMOpPOSiN3ytoTCs C
obpas3oBaHnemM cBoboaHOro TnamuHa. bornbluas 4acTtb
TMaMnHa BcachbIiBaeTCA B TOHKOM KULLEYHUKE C MOMOLLIbIO
cneyndnyeckoro MexaHmama akTMBHOIO TPaHCMopTa,
OoCTallbHOE ero KOJIMYeCTBO pacLUenssgeTcss TMaMmHasomn
KMwevHblX 6aktepunn. C TOKOM KpOBM BCOCaBLLUUINCS
TMaMWH nNonagaeT BHavare B NeYeHb, rae
doocopunupyeTcs TMaMmMHNMPOdPOCPOKMHA30M, a
3aTeM NepeHOCUTCH B Apyrme opraHbl U TKaHU

TT1®-KkuHasa
ATO + TMAMUH  ------ 1 TnamuHnmpodocdar + AMOP
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« CyllecTByeT MHEHME, YTO OCHOBHOM
TPpaHCNOPTHOU POPMOUN TUaMUHa
apnsietca TMO.

 ButamunH B1 npucytcTByeT B pasnmnyHbIX
opraHax n TKaHaX Kak B dpopme
CBOOOOHOIO TMaMMHa, Tak U ero
doocPOpHbIX 3PUPOB:
TnammHmoHodoocara (TMP),
TnamuHgundpocpara (TP, CUHOHUMBI:
TnamuHnupoagpocdar, TT1P,

Kokapbokcurasa) n TnammHTpudpocdarta
(TTO).



OCHOBHOMN KOOEPMEHTHOU POPMOW
(60-80% OT 00LLErO BHYTPUKIIETOYHOIO
cogepxaHusa) aenaetca TI1o.

TT®D nrpaet BaXkHyo posib B MeTabonmame
HepBHOW TKaHW. [1pn HapyLleHun ero
oOpa3oBaHMs pa3BNUBAETCHA HEKPOTU3UPYIOLLAS
SHUedanonartus.

[locrne pacnaga KOPEPMEHTOB CBOOOHbLIN
TUaMWH BblOENAEeTCca C MOYOU M onpenenaeTcs B
BUOE TMOXPOMaA.



bunoxnmunyeckne oyHKUnUM B1

Yyacmue TI1® e peakyuu rnpsiMo20
dekapboKcusnuposaHusi nupoesuHoz2padHoU
kucnomsl ([1BK). pn nekapbokcnnmpoBaHmn
[1BK ¢ nomouybto nmpyBaTtaekapbokcunasbi
obpasyeTtca aueTanbaerng, Kotopbin noa
BO34ENCTBMEM arnkoronbaerngporeHasbl
npeBpawlaeTcs B ataHon. TP asngercs
He3aMeHNUMbIM KOJaKTOPOM
nupyBaTtgekapbokcunasbl. 9TUM PEPMEHTOM
boratbl OAPOXKK
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« OxmcnutenbHoe gekapbokcunmpoaHue NBK aBnsertca
OOHOW U3 KNYeBbIX peakunn B obmeHe yrnesodos. B
pesynbraTte aton peakuumn NBK, obpasoBaBLuaacs npu
OKUCNEHUN IMIOKO3bI, BKITHOYAETCA B rMaBHbIN
MeTabonmMyecknm nyTb KNeTkn — umkn Kpebca, roe
OKUCNSETCS 40 YIMEeKNCNOoThl U BOAbI C BblAENEHNEM
9Heprumn. Takum obpasom, brarogapsi peakumu
oKkucnurtenbHoro gekapobokcunmposanua NBK cospatotca
yCrnoBusa Ons NofiHOro OKUCeHna yrnesogos u
yTUNn3aunm BCeW 3aKnOYeHHOU B HUX 3Heprmn. Kpome
TOro, obpasytowiasca npu gencrsmm NA-komnnekca
aKTMBHasA popma YKCYCHOW KUCMNOTbI CIYXUT
NCTOYHUKOM OJ19 CUHTE3a MHOIMX DNOSOrm4ecKknx
NPOAYKTOB: XXUPHbIX KNCIOT, XONecTepmHa, CTepougHbIX
rOPMOHOB, aLIETOHOBbLIX TEN U APYruxX.



[ToMMMO OKUCNUTENBHBLIX NPEBpPAaLLEHNN
[IBK n a-ketornyrtapara, TI1d
NPUHUMAET y4YacTune B oKucriumesribHom
oekapboKcunuposaHUU KemoKucs/iom ¢
pa3eemernéHHbIM yarepOoOHbIM CKerliemom
(NMpoayKThbl Ae3aMUHMPOBaHUA BanuHa,
n3onenumHa n rnenumnHa). 3T peakumu
MrparoT BaXkHYH PoSib B npoLiecce
yTunm3aunum aMmHOKUCIIOT WU,
crnengoBaTesibHO, OENKOB KNEeTKOoW.



TT1® — koghepmeHM mpaHcKemosia3sbl.
TpaHcKkeTonasa — PepPMEHT
NeHTo30(pocdaTHOro NyT OKUCIEHUSA
yrnesoaoB. Punsmnonornyeckasa posb 3TOro NyTu
3aKnto4aeTcd B TOM, YTO OH SABMNAETCHA OCHOBHbIM
noctaswmkom HAODPH. H+ n pnbo3o-5-
docarta. TpaHckeTonasa NepeHoCUT
OByyrnepoaHblie oparMeHTbl OT KCUMYS030-5-
doocdaTa Kk pnbo3o-5-dpocdaTty, HTO NPMBOAMUT K
obpasoBaHUo Tpnosodocdara (3-
docdornmuepuHoBoro ansaernga) u 7 C
caxapa (cepgorentynoso-/-cpocara). TT1P
Heobxoaum Anst ctabunusaumn Kapb-aHMOHA,
obpasytoLerocs npu pacuiensnieHnm ceasm C2 -
C3 kemnynoso-5-gpocdara.



ButamuH B1 npnHnmaet y4actue B cUHme3se
auemursixosiuHa, Katanusnpysa B
nupyBaToerngporeHasHou peakumm obpasoBaHue
auetnn-KoA — cybctparta auetnnmpoBaHus XornunHa

[ToMnMO yyacTmnsa B pepMeHTaTUBHbLIX peakunax, TMamMmumH
MOXET BbIMNOMHATL U HEKOghepMeHMHbIe (OyHKUUU,
KOHKPETHbIN MeXaHN3M KOTOPLIX eLle HYXXOaeTCs B
yTO4YHEeHuW. [lonaratoT, YTO TMAMUH Yy4aCTBYET B
KPOBETBOPEHMN, HA YTO YKasblBaeT Hann4ymne
BPOXOEHHbIX TMAMUH3AaBUCUMbIX aHEMWUIN, NoaOat0LLNXCS
NeYEeHN0 BbICOKMMUM J03aMu 3TOro BUTaMUHA, a Takke B
ctepoupgoreHese. [locrnegHee 0OCTOATENLCTBO
NO3BOMNSAET OOBbACHUTL HEKOTOPbLIE 3PAEKTLI
npenaparoB BUTamuHa B1 kak onocpenoBaHHbIX
cTpecc-peaKkLnen.



ButamunH B2

e MeTtabonuam. B nuwe ButamuH B2
HaxoAUTCHA NPENMYLLIECTBEHHO B COCTaBe
CBOUX KOPEPMEHTHbIX dOPM, CBA3AHHbIX
c benkamun, — onaBonpoTenHoB. [loa
BIMUAHMEM NULLEBAPUTENBHbLIX EPMEHTOB
BUTaMWH BbICBODOXOaeTcsa U
BCaCbIBaeTCs NyTEM NPOCTOU AN AY3NU B
TOHKOM KuleYyHuke. B aHTepouuTax
pnbodnaBnH docdopunmpyetca 1o PMH
(dpnaBuH-MOHOHYKNeoTnaa) u AL
(pnaBUH-ageHUH-ONHYKNeoTnaa).
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 Buoxnmmnyeckme hpyHkumn. OCHOBHOE 3HAYEHME
BUTaMmnHa B2 cocTouT B TOM, YTO OH BXOAMUT B COCTaB
donaBuHoBbIX kodbepmeHToB — FMN 1 FAD (cm. rn.. ).
Ponb aTUX KOpepMeHTOB 3aKiO4YaeTCAa B crieQyroLleM:

e ®MH u ®A/L] — koghepmeHMbI OKcuda3, NepeHOCSLLNX
AIeKTPOHbI U H+ ¢ okncnaemoro cybctpara Ha
Kncnopod. TakoBbIMU ABNAKTCA OEPMEHTHI,
y4YacTByKOLLME B pacrnage aMMHOKMUCNOT (okcuaasbl D- n
L-aMMHOKUCIOT), HYKNeoTna0B (KCaHTUMHOKCKAa3a),
BMoreHHbIX aMMHOB (MOHO- U AMaMUHOKCUAA3bI) U

apyrve.
 OMH u ALl — npoMeXymo4HbIe nepeHoCYUKU
3JIEKMPOHOB U NMPOMmMoHoe8 8 ObixameJsibHOoU yenu:.
O®MH BxoauT B cocTaB |-ro Konnekca uenu TKaHeBOoro
abixaHnga, PAIl — B cocTaB |lI-ro komnnekca.



@A/l — kogbepmeHm nupyeam- u da-
Kemoasiymapamaoeauopo2eHa3HbIX
KomMmnnekcoe (Hapagy ¢ TIHd n gpyrumu
KodpepmeHTamm GAL] ocylecTBnder
OKUCNUTEnNbLHoE gekapbokcunupoBaHue
COOTBETCTBYHOLUMX KETOKUCIIOT), a TakxXe
eOVUHCTBEHHbIN KOghepmMeHm
CYyKUuHamoeaudpozeHa3bl (hbepMeHTa umkna
Kpebca). Taknm obpasom, pubodonasmH
NMPMHMMAET aKkTUBHOE y4YacTue B pabote
rmaBHOro MeTabonnM4ecKkoro NyTn KNeETKM.

QAL — yyacmHuk peakuyuu OKUCJIeHUS
XXUPHBLIX KUCJIOM 8 MUMOXOHApUsIX (OH
ABnaeTcs kogpepmeHToM aumnn-KoA-
aervgporeHasbl






 [laHTOTEHOBAgA KMcroTa (NaHToun-B-anaH uH) —
CBETNO-XENTaa MacnsaHMcTasi XaKocTb,
XOPOLLO pacTBOpUMasi B BOAe 1 3TaHone.
CnunpToBOE NpPon3BoAHOE NAHTOTEHOBOW
KUCINOTbl — NaHTeHON — 3O dPEKTUBHO
BCaCbIBAETCA HE TOMbKO NMpu SHTEpPanbHOM
BBEEHNWN, HO N NPUN HAKOXXHOM €ro HaHeceHuu,
B CBS13W C YEM MAHTEHOJST NOMYYMN LLUMPOKOE
NMPUMEHEHNE B JEpPMATOSIOrnn.

e Metabonuam. BcacbiBadch Ha BCEM
NPOTAXXEHUN TOHKOIro KULLEYHMKA N B TOSICTOU
KNLLKE, B 3aBUCUMOCTU OT KOHLEHTpaLUun NyTeEM
NpocTon AnpdPy3nm nnm akTMBHOro TpaHCcnopTa,
NaHTOTEHOBAs KMCOTa C TOKOM KpOBU
NOCTYNaeT B TKaHMW.



KodepmMeHTHbIMU doopmMamn BUTamMnHa B3,
obOpasyrLwmnmmnca B LMTONNasmMe KrneTok, ABnarTca: 4'-
docchonaHTeTenH, pecdhocco-KoA n Ko A-SH.

o PocghonaHmemeuH SABNAETCH aKTUBHOW CyObeanHNLIEN
Al'b (aunn-nepeHo-caulero bernka) CUHTasbl XXUPHbIX
KMCNOT — NpeacTaBUTENA Kracca Tak Ha3biBaeMblX
doocponaHTETENHNPOTENHOB.

o [legpocpo-KoA — kodpepmeHT untpatnmasbl u N-
aueTunTpaHcdepassbl.

e Ko A-SH — rmaBHbI KODEPMEHT KIETKN, C y4aCTUEM

KOTOPOro NpoTEKatT MHOMOYUCIIEHHbIE peaKkumn
MeTadbonn3ma:
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« AkmusuposaHue auemama (obpasoBaHue aueTunn-KoA —
CH3-CO~S-Ko A). Auetnn-KoA saengaetcsa cybctpatom
ONs1 CUHTE3a XUPHbIX KNCIOT, XONnecTepmuHa u
CTEPOUAHBLIX FOPMOHOB, aLETOHOBbIX TEf,
aueTUnxornunHa, auetTunriokosammHoB. C Hero
HauyMHAaKTCA peakuum rnaBHOro MetTabonMyeckoro NyTu
KneTkn - umkna Kpebca. Auetmnn-KoA npunHumaer
yydacTue B peakumax obesspexmBaHuUs

(aueTunmpoBaHme BMOreHHbIX aMUHOB U YYXXePOaHbIX
COENHEHNN).

* AKmusuposaHue XXUpHbIX Kucriom (obpasoBaHue auun-
KoA). Auun-KoA mncrionb3yetcs ansa cuHTesa nunuaos,
OKUCIASICb, OH CINYXUT TakXXe UCTOYHMKOM SHEPIrUn.



» [paHcropm XXUPHbIX KUC/iIom B
MUTOXOHOPUMN.

» OkucrniumeribHoe dekapbokcuriupogaHue
Kemokucsiom — nnpoBuHorpagHou (npu
9TOM obpasyetca aueTmnn-KoA) n a—
KeTornytapoBou (Npun aToM obpasyeTtcst
CYKUMHUN-KOA, ncnonb3yemsin B
peakumsix CUHTEe3a rema remorfiobmHa u
NPOCTETUYECKON rpynnbl LUTOXPOMOB).



nupudokcanbgocgham nupudokcamuHgocgham




ButamuH Be

 ButammnH B6 yacTo HasbIBalOT «KOPOSIEM OOMeEHa
aMWHOKMNCNOT»; BMECTE C TEM €ro KoOpepMeHTHbIE
doopMbl YHaCTBYIOT B peakuusx, KatanmanpyemMblix noyTu
BCeMU Knaccamun doepmeHToB. MexaHn3am OencTBua BCcex
nupuaokcanb@ocdar-saBNCUMbIX PEPMEHTOB CXOEH:
1/ BHa4Yane obpasytoTcs WnddoBbl OCHOBAHUSA MEXAY
aMWUHOKUCIIOTON N KOPEPMEHTOM ,MPUN 3TOM
HUTPOUNbHLIX @30T NMPUANHOBOTIO KonbLAa AEUCTBYET
Kak cCBO€OOpasHbIN 3N1IEKTPOHHbIN CTOK, YBOAS
SNTEKTPOHbI OT aMUHOKUCNOThI N CTabnnnanpys
NPOMEXYTOYHbIM MHTEPMEAUAT — KapbaHWoH; 2/ byay4n
HEeyCTONYMBbIMU, LLINAPOBLI OCHOBaHUS (anbOAUMUHbBI)
nanee MogMduUUMpyOTCA B npoLieccax
TpaHCaMUHUPOBAHUS, AeKkapboKCUINPOBaHUS,
N3oMepm3aLnm n MHOrMX APYrux npeBpaLlleHnsax
bokoBOM LIeN aMUHOKUCHOT.



1. AMUHOompaHcgepas aMuHoKuUcsiom,
KaTanusnpyrowmnx odbpatnmein nepeHoc NH2-

* rpynmnbl OT aMUHOKMUCIIOTbI Ha O-KETOKMUCIOTY. B
9TOWN peaKkumn obpasyoTcsa HOBbIE a-
KETOKUCIOTbl U 3aMeHUMble aMUHOKUCIOTHI.

o 2. [lekapboKcuna3 aMUHOKuUcJsIom,
OTLLENNAOLWNX KAPOOKCUIBHYIO rpynmny
aMMWHOKUCIIOT, YTO NPMBOAMUT K 00pa3oBaHUIO
OMOreHHbIX aMMHOB (rTMCTaMuHa, CEPOTOHUHA,
[AMK n gpyrunx), a Takke MOHOaMUHOKcuoas3,
2ucmamuHa3bl (OuaMuHooKcuoasa) u
amuHompaHcoepasbl TAMK,
obe3BpexnBaroLmx (OKUCNSAOLWNX) OMOreHHbIe
aMUHbI



N3omepa3 amuHoOKUC/IO0M, C NMOMOLLbIO KOTOPbIX OpraHn3m
paspyLwiaet D-aMMHOKMCNOTBI (B COCTaB TKaHEBbLIX OeEnkoB
MIiekonuTarLwmx BXxogaTt L-aMMHOKNCNOThI).4. AMuHompaHcgepas
UoOOMUuUPO3UHO8 U UOOMUPOHUHO8, Y4aCTBYIOLLINX B CUHTE3E
FOPMOHOB LMTOBUOHOWN Xene3bl N pacnage 3TUMX ropMOHOB B
nepugepnyecknx TKaHsX.

5. CuHma3sbl 6—aMuHos1e8ys1IeHo80U KUCSIOMbI, y4aCTBYIOLLEN B
buocnHTese rema remorsiobrHa 1 gpyrmx rem-cogepalumnx 6enkos
(M3 rmuumHa n cykumHun~ KoA).

6. KuHypeHuUHa3bl U KUHYypeHUHaMUuHompaHcgepasbl,
obecrneynBaoLLnx CMHTE3 BUTammnHa PP 13 tpuntodaHa.

7. QucmamuoHuUHcuHmMas3sbl (a) u yucmamuoHUHNua3sbl (6) —
dhepMeHTOB, KaTanmM3anpyroLwmx CUHTE3 U pacnag uMcTaTUOHUHaA.

8. Cunmemasbi 3-kemodua2udpocguH203uda, y4acCTBYIOLLEN B

peakumax bmocuHTesa cuUHronunmaos (U3 cepmHa 1 nanbMmUTUN~
KoA).



* Takum obpasom, BuTamuH B6 xapaktepusyertca
NCKITIOMUTENBHO LLUMPOKMM CNEKTpa
bnonormnyeckoro genctenda. OH NPUHUMAET
ydacTue B perynaumm 6enkosoro, yrineso4Horo u
nunuaHoro obmeHa, bMoCMHTE3E rema U
ONoreHHbIX aMMHOB, FTOPMOHOB LLITOBUOHOW
Xenesbl U Apyrmx dnonormvyeckn akTUBHbIX
coeanHeHun. [lommmo kaTannuTn4Yeckoro
OeucTeus, nupunaokcanbdgocdar yyacTteyeT B
rnpouecce aKkTUBHOIO TPAHCMOPTA HEKOTOPbIX
aMUHOKUCHOT Yepes KIeToyHble MeMDpaHHbI;
eMy npucylla oyHKUna perynsartopa
KOH(POPMaLUOHHOIro COCTOAHUSA
rnmkoreHdocdopunasbl — rMaBHOro
perynmpyemoro dfoepmMeHTa, OCYLLECTBNAILLEND
pacnap rrnmkoreHa.



A /O/
|
N o N‘x N 0
Jo A )
N N7 N

[Irepumun [TABK  rnyramuHOBad K-Ta




i

L=

1 5,6,7.8

OH

1-6



donueBasa Kucnorta (PonayuH.
Bumamun B9. BumamuH BC).

 ButamuH B9 , BcacbiBasicb B TOHKOM
KULLEYHMKe, BOCCTaHaBNMBAETCA B
QHTepouuTax A0 TeTparngpodorineBoun
kncnotbl (TT®K) n N5>-metun-TIr oK. B
KPOBM OCHOBHOE KONMMYEeCTBO BUTaAMUHA
BXOOAWUT B COCTaB 3PUTPOLINTOB.
[lenoHMpyeTca OH B NeYeHn, NovKkax u
CIIN3NCTON 0DONoYKe KULLIEYHUKA.



* B kneTtkax opraHmama ornmeBasa KMcnorTa

BOCCTaHaBIMBAETCA B aKTUBHY (pOpMY —
TITdK — ¢ nomowbio NADPH.H+ -

3aBUCUMbIX PEPMEHTOB:
donatpenykrasbl (1) u
aournapodonartpenykrasbl (2):

e 1. oK + HAQAPH.H+ — OI®K + HAOD+
2. Ar oK+ HAAPH.H+ — TT oK + HAL®+




« Oba dhbepmeHTa HyxaalTCcs B aHTUOKCUOAHTHOW
(NpPensaTCTBYIOLWEN OKNCTTUTESNTBHOMY
paspyLUeHnto) 3awmTe. ITY PYHKLUUIO
BbinonHAeT ButamuH C. OTcroga ctTaHOBUTCS
NOHATHBLIM, NOYeMY NPosiBNEHUA ONNEBON
HegoCTaTOYHOCTU MOTyT ObITb OcnabneHsbl
Ha3Ha4YeHnemM ackopOUHOBOW KMUCNOTHI.

* AKTMBHOCTb Ourmapodonartpenykrasbl
brioknpyeTcsa KOHKYPEHTHLIMM aHaroramu
donara — aMMHONTEPUHOM U METOTPEKCATOM ,
LLIMPOKO MPUMEHSAIOLLIMMUCA B OHKOSTOrM4YeCcKoun
NpaKkTUKe C Uenblo YrHeTEHUA pPasMHOXEHUSA
PAKOBbIX KNETOK.

* 30bITOK (pornauunHa BbIBOAUTCSH C MOYOMN, KArloOM
N NOTOM.



 KodbepmeHTHaa dpopma doonmesou
kucnotbl — TT K — Heobxoanma ans
Mobunmsaunm n UCnonb3oBaHUA B
peakunax metabonnama ogHoyrnepogHbIX
doyHKUMOHANbHbLIX rpynn: MeTUNbLHON (-
CH3), metnneHosoun (- CH2 -),
MeTeHusrnbHoun (-CH =), dpopmunbHom —
CHOQO) n goopmumuHorpynnbl (CH=NH).
[lpncoeguHeHne aTux rpynn K 5-my nnu
10-my atomy asorta T OK
OCYyLLeCTBNAeTCcA pepMeHTaTUBHO.



BaxHeULnMn peakumsamn ¢ ydacTuem

ogHoyrnepoaHbIX dparMeHTOB, CBA3aHHbIX C
TI oK, aBngawTcs:

5,10-meTteHun-TIr oK n 10-coopmun TI OK crniykat
OOHOpPaMN COOTBETCTBYIOLLMX OOHOYINEPOAHbIX

paaukanoB Npu cuHmese nypuHoe8bIxX
HyKJ1eomuados.

5-metnn-TI ®K smecTte ¢ ButammHom B12
Y4YacTBYIOT B MNEPEHOCE METUSTbHOW rpynnbl B
peakumnax cuHmesa 0TM® u MmemuoHuUHa

TIr oK BoBnekaetcd B Memabosiusm

aMUHOKUCJIOmM: CEPUHA, MuumHa (CM. BbiLLE) U
METUOHNHA
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» . Copepxaluuincs B nuLle sutammH B12 B
XXenygo4yHOM COKe CBA3bIBAETCH C
BblpabaTbiBaEMbIM 00KNaA04YHbIMU KNETKaMuU
CITM3NCTOWN Xenyaka Oerikom - rmuKonpoTeNHOM,
Nnosy4ymBLLUNM Ha3BaHME BHYTPEHHENO hakTopa
Kacna. OgHa monekyna atoro benka
n3dupartesibHO CBSA3bIBAET OAHY MOJSIEKYIY
BUTaAMWHA; ganee B noaB300LLHON KULLKE 3TOT
KOMMJIEKC B3aMMOOENUCTBYET CO
cneundomnyecknmm peuentopamm MmemopaH
9HTEPOUNTOB M BCacbiBaeTCA NYyTEM 3HOOLMNTO3a



 [1pn nepopanbHOM HasHa4YeHUN BbICOKUX 003
LmaHkobanammHa oH MOXeT abcopbupoBaTbCH B
TOHKOM KMLLEYHUKE NYTEM NAaCCUBHOW
onddysnm 6e3 yyactnsa BHYTPEHHEro dpaktopa,
HO 3TO MeAaneHHbIN npouecc. [pu
3aboneBaHUAX Xenyaka, ConpoBOXaatoLLUXCS
HapyLleHNeEM CUHTEe3a BHYTPEHHEro gpoakTopa,
BCacbIiBaHUA KobanamMmmnHa He NPOUCXOONT.

 [JuaHKobanamuH, NCNOMb3yEMbIN B
MeOULIMHCKOMN NpaKTUKe, B HTeEpoOLIUTaX
npeBpaLllaeTca B oKcukobariamuH, BMALWUNCA
TPaHCMOPTHOU (POPMOU BUTAMUHA.



* TpaHCcnopT OKCUKobanammHa KpoBbto
OCyLLeCcTBNsieTcs ABYyMS cneumndnyeckumm
benkamu: mpaHckobanamuHom | (a-
rmoOynuH ¢ MOSIEKYNSAPHOW MacCcon -~
120000) 1 mpaHckobanamuHom Il (B-
rmoOynuH ¢ MOSIEKYNAAPHON Maccomn
35000). Bropon n3 atux 6enkos B
TpaHCcnopTe BUTAMUHA UTPaET rMaBHYIO
POfb, a TPaHCKobanammH | cnyxmt
CBOE0OpAa3HbIM LMPKYNUPYHOLWNM AENO
BUTaMUHA.



* B neyeHu 1 novykax okcukobanamuH
npeBpallaeTcd B CBON KOPEPMEHTHLIE
dopmMbl: MeTUnkobanamuH (Metun-B12)
N ne3oKkcnageHo3nHKobanamuH (4-
ageHo3nH-B12). KodbepMeHTbl C TOKOM
KPOBU Pa3HOCATCS NO BCEM TKaHAM
opraHu3ma.

* BbiBOOUTCA U3 opraHnM3aMa BUTaAMUH C
MOYOMN.



e buoxnmmyeckme pyHkuumun. K Hactoqawiemy
BPEMEHU U3BECTHO ~ 15 pasnunyHbix B12-
peryrnmpyemMbix peakunm, HO TONMbKO ABEe N3 HUX
NpPOTEKAaIOT B KIeTkax mnekonutarowmx: 1/.
CUHTE3 METUOHMHA U3 roMoLMCTENHA (ABHO He
yOOBIIETBOPSIOLLMA NOTPEOHOCTAM OpraHmama) u
2/. nsomepunzaumnsa D-metnnmanoHun- KoA B
cykunHun-KoA. Paccmotpum atm peakuymu.

* 1. B nepBou peaKkuum y4actByeT memusi-B12,
ABNAIOLMNNCA KOgbepMeHMmMoM
MemuOHUHCUHMa3bl
(eomoyucmeuHmemunmpaHcgepassl)..
depMeHT NepeHOCUT METUNBLHYIO FPYyMNny C 5-
meTun-TI ®K Ha romouuncTenH c obpasoBaHUEM
METUOHUMHA:
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e [1lpn yMeHbLUEHNN coaepXaHuA B AneTe ButamuHa B12
CUHTE3 METUOHMHA METUOHMHCUHTA30M CHUXKAETCS, HO
NOCKOSbKY NPW MOSIHOLUEHHOM MUTAaHUN METUOHUH
NOCTynaeT ¢ nulen, metabonnam 6enkoB HapyLlaeTcs
He cpa3y. BmecTe ¢ Tem, nageHne akTUBHOCTMU
METUOCUHCNHTAa3bl NPUBOAUT K HAKOMMEHUIO S-MeTun-
TIr oK (cm. cxemy), KoTopbin 0bpasyeTcs npu
BoccTaHoBneHmnn 5,10-metuneH-TI OK, T.e.
ncuepnoiBaetTca nyn apyrmx kodoepmeHTtoB TI OK. Taknum
obpasom, gaxe npu ycroBmn BNonHe AoCTaToO4HOro
obLero ypoBHA bonaTtoB co3gaeTcs Ux
QYHKUUOHalbHbIU AedUUNT — YMEHbLLAETCH
cogepXXaHme opmMus- n MmetuneH-nponssogHbix TI OK.
Kak pa3 aT1 nponsBogHble, a TOYHEE NPUHOCUMbIE UMW
ofHoyrnepogHble pagukarnbl, Heobxoaumbl ON9 cCUHTE3a
npeaLecTBEHHNUKOB HYKITEUHOBBLIX KUCNOT. OTOT
$Fed|;§MeH Nony4Yns HasBaHMe «CekBecTpaLuus» nyna
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* AckopbunHoOBasi KMcnoTta BCacbIBaeTCH NMYTEM MPOCTON
andodpy3nm Ha BCEM NPOTAXKEHUN XKeSTyOOHYHO-KULLEYHOIO
TpakTa, HO NPEUMYLLECTBEHHO 3TO MPOUCXOAUT B TOHKOM
KMwe4vyHuke. B KpoBU N TKaHAX OHa CBA3bIBAETCH C
Pa3NMYHbIMN BbICOKOMOMEKYNSIPHbIMU COeAUHEHUSIMU
benkoBon U HebGeNKoBOU NPUPOAbI.
LerngpoackopbuHoBasi Kucnota, obpasytouiasics B
KIeTkax u3 ackopobuHOBOW KMCNOTbl PEPMEHTOM
ackopbaTokcnaason, ABNSETCA HEYCTONYMBLIM
coeMHEHNEM W NETKO OKMCNSEeTCcAa B BoOHOW dhase C
obpasoBaHmeM 2,3-ONKETOrysIOHOBOM KNCIOTbI, KOTOpasi
y>Xe He obnagaet BUTaMUHHOW aKTUBHOCTLIO.
BoccTtaHoBneHne gernapoackopobmMHOBOM KNCIOThI B
acKOpOMHOBYH OCYLLECTBSAETCSH
aerngpoackopbaTpenykrason ¢ y4acTuem
rmyTatnoHa-SH. KoHe4yHbIMK NpoayKTamu aerpagaumm
BuTamMunHa C aBns0TCS LWaBeneBas, TPEOHOBas,
KCMIOHOBAas W NUKCOHOBAA KNCMOTbl. AckopbaT u
NPOAYKTbI €ro pacrnaga 3KCKPETUPYHOTCA C MOYOU



Bunoxummnyeckme hbyHkuun. Butammu C 3aHMMaeT JOMUHMPYOLLEE
NOSIO)KEHNE BO BHEKITETOYHOW aHMuOKcuOaHMHOU 3aluuTe,
3Ha4YUTESIbHO NpPeBOCXoasiLee B 3TOM OTHOLLIEHUN NyTaTUoH-SH.
AHTMOKCMAAHTHas (PYHKLMSA aCcCKOPOUHOBOM KUCNOTbl OO bACHAETCS
e€ cnocobHOCTLIO NErko oTaaBaTh 2 aToMa BoAopoaa,
NCNOoMb3yEMbIX B peakuusix 0be3BpexmBaHnsa CBOOOOHbLIX
pagukanoB. B BbICOKMX KOHLUEHTpaUUSAX 3TOT BUTAMUH «racuUT»
cBobogHblE paguKkanbl kKucnopoga. BaxkHon pyHKumnen ackopbara
aBnaeTca obesBpexumBaHne cBoOoOHOro pagukana Tokodepo-na
(BuTammnHa E), bnarogaps yemy npeagynpexgaeTcsa oKUCNUTeNbHas
OECTPYKUUS 3TOro rmaBHOro aHTUOKCMAAaHTa KNeTo4YHbIX MeMbpaH.
Kak aHTnokcmagaHT ackopbruHoBas KMcnota Heobxoanma ans
obpa3oBaHUs akTUBHbIX PopM PONMEBON KUCNOThI, 3aLLUTbI Xeresa
remornobuHa n okcuremornoduHa oT OKUCNEHUS, NoAAEPKAHNM
Xenesa untoxpomoB P450 B BocCTaHOBIEHHOM COCTOSIHUN.

Butamun C yyacTByeT BO ecachli8aHUU )eJsie3a U3 KULLEYHUKa U
OCBODOXOEHUM Xerne3a U3 CBA3M ero ¢ TpaHCMOPTHbLIM Genkom
KpOBW— TpaHceppunHOM, obrneryasi nocTynneHne aToro Metanna B
TKaHW.



* ButamuH C moxeT BkntovaTbCca B paboTy AbiXxaTenbHOM
Lienn MUTOXOHAPUN, ABNASACb OOHOPOM 3JIeKMPOHO8
ans ymtoxpoma C.

e OuyeHb BaXKHYIO pPOsib UrpaeT ackopdbaT B peakKyusix
2UOPOKCcUTUpPOBaHUSI:

» [udpoKcunuposaHue «He3pesr1020» Kosisia2eHa,
OCYLLIECTBISAEMOE MNPOSIMHINAOPOKCUNA30M C y4aCTUEM
ButamuHa C, MOHOB Xernesa, a-KeTornyrapa-ta u
Knucrnopopa. B aTon peakuun a—ketornyrapar
okmucnsaeTcsa ao cykumHata n CO2; ognH atom
KMncrnopoga BKroYaeTcs B cykumHat, apyron — B OH-
rpynny okcunponuHa. OH-rpynnel okcurnposiuHa
y4acCTBYIOT B cTabunusauum CTPYKTypbl, opMupys
BOAOPOAHbIE CBA3N MeXAY LEeNnsiMn TPUMNMETHOW cnvupanu
3pernoro konnareHa. ButamuH C HyXXeH Takxe ans
obpas3oBaHUA oKcusiU3UHa B konnareHe. OcraTku
OKCUIMN3MHA B KonsareHe cnyxart ans obpasoBaHus
Y4acTKOB CBSA3bIBAHMSA C nonmcaxapuaamu.



» [UOpOKcunuposaHue mpurimogaHa B 5-
rMapokcuTpunTodaH (B peakuum cnHTesa
CEPOTOHUHA).

* Peakuun auopokcunuposaHus rpu
buocuHme3se 20pMOHOB8 KOPKOBOU U
MO3roBou 4YacTm HaaNnoO4Ye4YHnKOB.

* [MapokcunupoBaHue p-
rmapokcndeHnnnmpysara B
rOMOreHTU3UHOBYO KUCIIOTY.

* [ngpokcunmpoBaHue —OyTupobeTtanHa
npn BMOCUHTES3E KAapPHUTUHA.



* Butamunu C akTuBHO y4yacTBYyeT B obe3epexusaHuu
MOKCUHO8, aHTUDNOTUKOB M OPYrnX Yy>XepOoaHbIX Ans
opraHu3ma coeauHeEHNN, OCYLLECTBNAEMbIX
OKcuz2eHa3Hou cucmemou yumoxpomos P450. B coctaBe
OKCUreHa3HoW CUcTeMbl MUKpPOCcOM BUTaMuH C nrpaer
pPOfnb MPOOKCMAAHTA, T.€., KaK U B peakumsax
rmgpokcmnunpoBaunsa, obecriednBaeT obpasoBaHue
CcBOOOAHbIX paguKkarioB Kucnopoaa (Tak HasblBaemoe
Fe++ -ackopbam-cmumyrnupyemoe 101, m.e.
rnepeKucHoe okucrieHue nurnuoos). B3aanmopencrene
ackopbara Cc noHaMu XKernesa unm megm B NPUCYTCTBUM
nepokcuaa Bogopoga Bbi3blBAET MOLLHbIN
NPOOKCUAAHTHBLIN 3PAEKT, MOCKOMNbLKY NPpU 3TOM
obpasyeTcsa rmapokcunbHbin pagukan (OH 7),
NHUUMMpytownm peakumm MNOJI.



 YcuneHune npooKCUaaHTHOro AencTBuUS
BuTaMmuHa C npuBoOUT K HEXenaTernbHbIM
nocneacTBnsaM, OCOOEHHO B YCIOBUSIX
«MNeperpyskn» opraHM3ama >enesom.

B nnasme KpoBU U TKaAHSAX UOHLI XXernesa U
MeOn HaxoaAaATCs B CBA3U C TPAHCMNOPTHbLIMU U
aenoHnpytowmnmmn benkamm (LepynonnasMmmHomMm,
TpaHCPEPPUHOM, PEPPUTUHOM KN ApP.), KOTOPbIE
NPENATCTBYOT OECKOHTPONIBHOMY Pa3BUTUIO
cBOOOAHOpaaAMKarnbHbIX LIEMHbIX peakunm,
KaTanmanmpyemblixX 3aTUMW MeTanmnamMmm u
acKopObnHOBOW KUCIIOTOMN.



* [Tomnmo OenkoB (B nnasme KpoBu), 3Ty porsib
MOXET Ha cebs bpaTb Mo4eBas KucrioTa (B
LepebpocnnHanbHON XUAKOCTN) Unn
BOCCTAHOBJSIEHHbIN MYyTaTUOH (B CUMHOBMANbHOM
Xugkoctn). OgHako OCHOBHbLIM
aHTUOKCUOAHTHOM, NPENATCTBYOLLUM
NPOOKCUAAHTHOMY AeUCTBMIO BUTamuHa C,
aBnseTca ButamuvH E. Heobxoanmo
NOAYEPKHYThb, YTO BblPa)XEHHbIN
aHTUOKCUAAHTHLIN 3 dEKT ackopbaTa
NPOSIBMAETCS TOSNIbKO NPU COBMECTHOM €ro
BBEAEHUN C TOKOPEPONOM, MNOCKOSIbKY UMEHHO
BUTaMnH E cnocobeH adodpeKTUBHO YCTPaHATb
CBOOOAHbIE paauKanbl XUPHbIX KNCIOT U UX
nepekucu, obpasyroimecst B peakumsix Fe++-
ackopbart-ctumynupyemoro NOJl.



* Takum obpa3omM, ackopbuHosas Kucsioma
cmabunu3upyem sumamuH E (komopabiu rie2Ko
pa3pywaemcs), a eumamuH E ycunusaem
aHmuokcuOaHmHoe odeucmeue sumamuHa C.
[lomumo mokogbeporna cuHepaucmom
Oeucmeusi ackopbama sernsgemcs sumamuH A.

* ButamunH C aBnaetcs aHmukaHuyepo2eHOM He
TOMbKO B CUIMY €ro aHTUOKCUAAHTHbIX CBOUCTB,
HO N B CUIy CNOCODHOCTU HENOCPEACTBEHHO
npeaoTepaLlaTb HUTPO3aMNUHOBLIN
KaHLeporeHes (9T CUNbHbIE KaHLUEPOreHb!
0Opa3yloTca B KUCNOW cpeae Xernyaka m3a
HUTPUTOB N aMUHOCOEAUHEHUI MULLIN).
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