CUHTE3 XUPHbIX KUCIOT (B ULUTOIOIE)
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CUHTE3 MAJIOHUJIA-KoA U3 ALUETUNA
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CuHTa3a XUPHbIX KUCNOT (NarbMUTaTCUHTa3a)
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CuHTES XKXUPHbIX KNCJTIOT OCYLUECTBIIAET MyJ'Ile/ICbepMeHTHbWI KOMMIIEKC, COCTOAWNN U3 ABYX

NWOEHTUYHbIX MYI] le/I(*)yH KUMOHAalrIbHbIX nornunenTmngos.

Kaxabin  coaepxut

no 7 depmeHTOB,

pacrnpegeneHHbix B 3 goMmeHax n auunnepeHocawmn 6ernok (AlB). B coctase Allb npucytcTByer
docdopunmpoBaHHast popma rnaHmMomeHo8oU Kucsiomsl (4-gpochoriaHmemeuH), cBaA3aHHasas ¢ 6enkom

Yyepes OCTaToOK CepuHa.
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Baanmogencrteue SH rpynn obycnoBnmBaeT Havano 1 NnpoaosmkeHne OMoCcuHTE3a XXUPHOW KUCIOTbI, @ UMEHHO
nanbMUTUHOBOM KNCIOThI. [1ns peakuuin cnHtesa Heobxoaum HAPH
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3aBepiaeTcs cuHTe3 KUpHOU KUciIoThl oTiierienneM HS-ATIb ot anun-Allb noa BnusitHueM ¢pepMeHTa Aeanunsiasbl

CH,-(CH,),,~CO-S-ANB+ H,0 ———» CH,(CH,),,COOH + HS-ATIE.
Neaunnaza

[MTanermuaTonn-AllE (TMo3CTepa3a [MlaneMUTHHOBAA KMCNoTa

)

CymmapHoe ypaBHeHMe CUMHTEe3a NafibMUTUHOBOM
KUCNOTbI
8CH.-CO-S-KoA |+ 7AT® + 14HAAG®H + 14H" —> |CH,—(CH,),,~COOH{ 14HAD" + BHS-KoA + 7TAAD + 7H,PO, + 6H

MNaneMHUTUHOEAR
KWMCnoTa

AuveTun-Kob

WHOykmopom buocuHmesa nanbmumamcuHmasbl u auemurs-SKoA-kapbokcunasbl chepMeHmos serisiemcsi
UHCYJIUH. YculneHue cuHme3a XUPHbIX KUCIIoOm makxe oocmuesaemcs rnpu rnocmyrijieHuu yumpama u rpu

Hanu4uu masioHuUs-SKoA.
UHaubupyrom cuHmes XKK anroka2oH u adpeHanuH. OHU 8bI3bI8aom funonu3 (Usu rnocmyrneHue XupHbIX

KUC/iom Uu38He), HakoriieHue auusni-SKoA e uumosorie, 4mo asmomMamuyecku YMeHbuwaem Kosiu4ecmeo
yumpama u masioHusn-SKoA u npensmcmeyem CUHME3Y HOBbIX XXUPHbIX KUCIIOM.
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bDNOCVIRTES HEINPELEJIDHBIX KMUPHDBIX KUCJIOT (B Mukpocomax kneTok nevyeHu u

XUPOBOU TKaHM)
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Jeauyuriasza

[1BOMHas CBA3b XXMBOTHbLIMU KITETKAMWN BBOAUTCS He gariee 9 atoma yrnepoaa, no3toMmy w-3 1 w-6-nofiIMHEHacChbILWEHHbIE KK
CUHTE3NPYHOTCA TOJIbKO N3 COOTBETCTBYHOLWUNX NpealecTtBeHHUKOB. Hanpvlmep, apaxmngoHoBas KUCI1I0Ta MOXET O6pa3OBaTbC$I B
KNneTKe TOJ1bKO Nnpum Hanmn4mn NMHONEHOBOW UNU NUHOMNEBOW KUCIOT.
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CUHTE3 XONECTEPUHA (35 peakumii):
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CkBaneH unknunayetcsa c obpasoBaHnem naHoctepuHa C30, OT KOTOPOro
oTwenngetca 3 aT. C
(2 METUNbHbIE rPYyNMnbl B MOMOXEHUN 4 U OgHa — B NOJIOXEHUU 14) K
npesBpaLllaeTcs B xornectepuH, C27

CH3 CH3

JlaHocTepuH C30 XonectepuH (xonectepon)C27



COCTAB JIHNONPOTECHHOB, %o

THIONPOTEHH |~ = Ty Ty anonporennsi| ®J1
M 88 | 57 2 3
JMOHI | 55 | 17 10 13
T 26 | 38 11 23
JITHIT 7 50 22 21

JIIBII 3 20 50 27




TUMbI TUNO- XUIO- NNOoHN nnnn nnHN nnen
NMPOTEUHOB MUWKPOHDbI
(XM)

PYyHKLUN TpaHcnopT TpaHcnopT NMpomexy- | TpaHcnopT YpaneHue
3K30reHHbIX 3HAOreH-HbIX |TOYHas Xoriectepn-Ha | U30ObITKa
nunuaos nunuaoB cdopma B TKaHU XorecTtepuHa

MecTo Anutenun Knetku KpoBb KpoBb (13 Knetku neyeHu

obGpa3oBaHuA TOHKOIo nevyeHu JINOHM m
KULLeYHUKa anmnny

NMnotHoCTb, r/Mn 0,92-0,98 0,96-1,00 1,00-1,06 1,06-1,21

OCHOBHbIe B-48 B-100 B-100 B-100 A-l

anonpoTenHbl C-li C-ll E C-ll
E E E




B JITIBII akTHBHO MpOTEKAET peakiys P YYaCTUM JIEMUTHH :XoJecTepoa-anuiaTpancdepasnol (JIXAT-
peakius). B 3Toil peakiiuu 0CTaTOK HEHACBIIIIEHHON )KUPHOM KUCJIOTHI IepeHoCHuTCs oT hocharuamnxonrHa (PX) Ha
cBOOOHBIN X0aecTepo (XC) ¢ oopazoBanueM qu3odocharuauinxoirnHa u 3¢pupos XC.

< <

Jleyumun:xonecmepon- 5
ayun-mpancgepasa I -
,® » |Rop—C— 6
Xonecrtepon Jdup xonectepona
CHZ—O%C—M CHg—O%t—m
CH--O%C-RZ H CH—OH H
CH2—0—®—0—CH2—CH2—I~II+—CH3 CHz—O——O—CHz—CHz—I‘iILCH;;
CHj CHjs
dochaTnaunxonmH JTnszohochaTnaunxonuH

Cunres 3¢pupoB xoJiectepona B JIXAT-peakumnu



JINBM obpasytoTcs B neveHun de novo,
B nnasme Kposu npu pacnage XM,
HEKOTOpPOE KONMMYECTBO B CTEHKE
KnwedHuka. CUHTE3NPOBaHHbIN B
nedveHu JIMNBI1 (HacueHTHbIN,
NepBUYHbLIN) COOEPKNT B OCHOBHOM
doochonunmnabl n anobenku.
OcTarnbHble NMNUAHbIE KOMMNOHEHTDI
HaKanmnMeakTCs B HEM MO Mepe
mMeTabonmama B nnasme KpoBu.
Baanmogenctsys ¢ JINOHIT n XM,
nony4yatot TAI n otgatot um anok- m
anoClI-6enku.

JINMHM obpasytoTca B renaroumtax de
novo 1 B COCyQUCTON CUCTEME NeYeHun
noa Bo3gencrTanem neyeHoqHom TAT -
nunasbl n3 JINOHTT. B kposu
nepsuyHble JIMNHI B3anmogencreytot
c JINBI1, otgasas cB. XC 1 nony4as 3.
XC. B pesynbraTe B HUX NponcxoanT
HakonsieHne admpoB XC, yBenmyeHue
rmapodobHoro sapa u
"BblTankmpaHue" 6enka anoB-100 Ha
NOBEPXHOCTb YacTuubl. Taknm ob-

NnAanArl Fanbpiatitic iia NN manAavA  MiaT

XWUNOMUKPOHBI OcTtaTouHble
CuHTez de navo nnoHN nnoHn
BESISER. W e lMevyeHO4YHan
KULWeYyHHKe - r B-100 TAT R ash
r no i XCi i
\ AnoClI
E A1 |cH Stpyp XC MepBnYHBLIN
) O NMNHN

CnHtes de novo
B neYeHu
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XC TAT: nnei;

J_-mso(DX B.100
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XC Sbvp >'(C
" Spenbia JTMHMN
AroA-1-3aBucrmbivt
3axear B neyeHu
¥ AnoB100-

peuenmop

Knerka-MuweHs

Oneat XC AXAT
1%

1. BuocuHTEs XC
[ OPMOHEI

YenyHble kncnoTbl FIH)KK
Xonekansundepon l

benku

3¢‘V|Pb' XC pochonmnmas \

2. TpaHcKpurnyms AMWHOKUCNOTbI

reHa anoB100-
peuenTopa

OnKo3aHouabl

Cxema B3aumonciicteus JITIBIT n JITIHII, TparcnopTa XosiecTepoia 1 ero 3hupos



