


SHaAUeHUe OoMeHa AUNuUooa

Xupsl HMEIOT BaXHOE IHEpemuuecKoe 3HauweHue — Tpu
okucieann 1 r xupa Beigenserca 9,8 kkam (38,9 kJIx)
SHCPTHH.

XKupsl asnstorcs pacmeopumenamu eumamunoe A, D, E u
ap., B CBA3UW C YeM OOECMEYEeHHE OpraHu3Ma >STHUMU
BUTAMMHAMH B 3HAYUTEIBPHOM CTEIEHH 3aBUCHT OT
NOCTYIUICHUS 5KUPOB B COCTABE IHIIIH.

Kpome TOro, ¢ ’>kxupamMm B OpPraHu3M BBOIATCS HEKOTOPBIC
nonuHeHacohlufeHnble Kucaromsl (JTMHOJEBAs, TUHOJICHOBAS,
apaxuJgoHOBas), KOTOPHIE OTHOCITCI K  KaTeropuu
HE3aMCHHUMBIX >KUPHBIX KUCIIOT (BUTaMuH F).

C KhpamMu  OpraHum3M  nojay4daer  kemnaexc  bAB
(bocdomumuapl, CTEpUHEL U IIp.).

JIunuaesl  BBINOJIHSIOT — 3AULUMHYI) _ (DYHKUUIQ,  SIBISIIOTCS
UCMOYHUKOM 600bl, MEPMOPEZYNAMOPOM.
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Pomosas noaocmbv u
Hceayook

Cnrona He cooepircum pacuienianuux MHcupbl
¢pepmenmog, MOATOMY B MOJOCTH PTa KUPHI HE
IOJBEPrarOTCs HUKAKUM U3MEHECHHUSIM.

Y KMBOTHBIX XHUPBI INPOXOIAT YEPE3 HCEAYOOK
TaKXe oe3 0CO0bIX U3MEHEeHU, T.K.
COIEpKAIIASCA B JKCIYOOYHOM COKE .JiUna3za
manoakmuena (ontumyM pH mis mee 5,5-7,5).

JInmmaza MOXET aKTHBHO THAPOJM30BaTh TOJBKO
IPEABAPUTEIBHO HSMYJIBIHPOBAHHBIC JKUPBI, 6
HCeYOKe K€ OMCYMCMEYIOm YCaous O
IMYTIbCUPOBAHUSA HCUPOE.



Pomoeas noaocmuw u xceayook

B KEITYIIKE OTMEYACTCS yacmuuHoe
paspyuienue JTATOIPOTENHOBBIX KOMILICKCOB
MeMOpaH KJICTOK ITHIIH.

KpoMe TOro, HE3HAYUTEJIBLHOE PACIICIIIICHUE
KUPOB B KCIYOKEC HPUBOAUT K MOAGNECHUID
C80000HBIX JHCUPHBIX KUCIO0M, KOTOPBIC
CIIOCOOCTBYIOT ASMYJIBIHPOBAHHUIO KHPOB B
KUMIEUHUKE.



ToHxuu KLUeHHUK

B  BepxHMX OTIE€IaX TOHKOIO KHMIICUHHKA  HMEHOTCS
Onazonpuammsie ycnoeua 01 IMYIb2UPOCAHUA HCUPOE.

B aBEeHagUATUIIEPCTHON KHIIKE HPOUCXOMAUT MNPEKAE BCETO
Heumpaiu3auusa_CoaAHOU__KUcaombl _TUIpOKapOOHAaTaMHU
KUIIEYHOTO Y ITAHKPEATUYECKOrO COKOB:

H*+ HCO;~ — H,0 + CO,
[ly3pippkun CO, CIOCOOCTBYIOT Xopowiemy nepemewiueaniuio
nuwesou Kauiuybl C MUIIEBAPUTEIIbHBIMUA COKAMU.

OOHOBPEMEHHO  HAYMHACTCS  IMVIAb2UPOBAHUE __ HCUpd.
Haubonee MoIHOE 3MyNbrUpPYIONICE JICHCTBUE Ha KUPHI
OKa3bIBAKOT COMU MHCETUHBIX Kucaom, OONbIIAS YaCTh
KOTOPBIX KOHBIOTMPOBAHA C MU WM TaypUHOM

H,N-CH,—CH,—SO;H (o6pa3zyeTtcst u3 muc)




sKetuHble xuciaomul

OCHOBHOM KOHEUYHBIH MPOAYKT OOMEHA XOJECTEPHHA.

OHU SIBISIOTCA IIPOU3BOJIHBIMHA XOJJAHOBOU KHUCJOTBI:

OH
AT T2
OH OH

X0JIaHOBasl KHNCJ10Ta XoJIcBasi KHCGJI0TA

OH
OH OH OH

JA€30KCUX0J/IeBas KUCJ/I0TAa XCHO/ACIOKCHX0/ICOBaAHA KHC/I10TA



sKetuHble xuciaomul

CoJIn KEITYHBIX KHCIOT PE3K0 YMEHbULAIOm
HOBEPXHOCHIHOE HaAMAMCeHUe Ha
IIOBEPXHOCTHU pa3ieia >Kup/Boaa, Omaromaps
4eMy OHHU:

—~ obnezuaiom IMYibcUupoeanue

— cmabunuzupyrom  yyuce - o0o0pazoeasuiyioca
IMYTBCUIO

JKenmuHble KHUCHIOTHI BBINOIHSIOT TaKXKE POJIb
aKmueamopa ___ Jaunazvl ___ TIOIKECIyAOYHOU
YKeJIe3hl.




I'udpoaus mpuzauuepuoos

[1oaHBIM THAPOANU3 TPUIIIULIEPUIOB IPOUCXOIUT
MOCTAaIUNHO:

° CHayajla OBICTPO THUAPOIU3YIOTCI D(PUPHBIC
cBa3n 1 u 3 (o0 1 y) Mo ACHCTBUEM JiURA3bI
NOOXHCENTYOOUHOU Jicene3bl

° MEIJICHHO HJET THUIPOJIHU3 2-MOHOITIMLEPHIA
MO0JI JNEUCTBUEM KUWIEYHOU JIURA3sl WIN
Hecneyuguueckux Icmepas



I'udpoaus mpuzauuepuoos

O
[ |
ﬁ Hz?—O—C_R1 + H,0 I |

Re ot —— R,-C—O—CH —
H,C—0—C—R, Jlunaza H,C—OH Aunasa
| - Rs-COOH 1,2-mur e pu - R4-COOH
O H,C—OH H,C—OH
[ | + H,0 |
—> R,"C-0—CH — >  HC—OH
H,G—OH  Re"COOH |
, Jlunasa, H,C—OH
-IJIMIHECPHUA CHeHH(I)HqHaH
B OTHOIICHUN
2-3(UPHLIX

CBA3en



Bcacwvieanue xcupoe

OCHOBHBIC IIPOAYKTBI  PACIICINICHHUA  JKHPOB  —
HCUPHBIE KUC/iombal, Mouoa/muepuObl U 2IUUEPUH.

Kupnvile Kuciomovl_c_KOpomkou_y2iepooHoll_uenvio
(Mmenee 10 aromoB yrmiepona) u_2auuepun, Oyaydu
XOpOIIO  PacTBOPUMBLIMH B  BOJAE, CBOOOHTHO
BCAChIBAIOTCSl B KUIICUYHHUKE, IIOCTYNAIOT B KPOBb U
110 BOPOTHOM BEHE — B IIEUYEHb.

BcacelBaHUE K€ IMHCUPHBIX _KUCIOM __C __OJUHHOU
y2/1epoOHOU Uenvio U MOHO2TUUECPUOOB
MPOUCXOJUT IIPU Y4YaCTHUM JKEJIYM M IJIABHBIM
00Pa3oM >KEJTUHBIX KHUCJIOT.




BcacwvieaHue x»xcupoe

JKupHbIlE KHCIOTBI M  MOHOIJIMLEPHIBI 00pazyroT C
)KEIIYHBIMH KHCJIOTAMU XO0ICUHOBBIE KOMRNICKCHI —
YCTOUYUBBIE B BOJTHOU cpele MU EJUIBI
(MMIIEIUIIPHBINA pacTBOp), KOTOpPHIE BCACHIBAIOTCA B
CTEHKY KHUIIEYHMKA, TaM pAacCIaJarOTCsI Ha XUPHYIO
KHCIOTY (MOHOINMIIEpHA) W JKCITUHYIO KHCIIOTY.
IlocienHre BO3BpAIIAKOTCSA 34 HOBOM MOPLMEH
YKUPHBIX KUCJIOT U MOHOTJIULIEPHUIOB.

B CTeHKe KUIIEUHUKA U3 [TIULEPUHA U KUPHBIX KUCIIOT
CUHTE3UPYIOTCA  KUPBI, CBOUCTBECHHBLIC JAHHOMY
OpPraHU3My OTJIMYAIOIIUECS OT MUIIEBOTO JKUPA.



MexaHusm pecuHmesa
mpuzauuepuoos 8 CmeHke KuweuHuka

1. OOpa3oBaHHE aKTUBHOM (DOPMBI HCUPHOU KUCIOMbL —
auuni-KoA:.

R-COOH + HSKoA + AT® — R-CO~SKoA + AM® + H,P,0O,
depment ayun-KoA-cunmemasza, Mg?*, K*

2. AUMIHNPOBAHHWEC MOHOIJIMILICPHUIOB:

MoHormuuepu + R-CO~SKoA — murmuuepun + HSKoA
(EPMEHT MOHO2TUYEPUOMPAHCAYUNAZA

purnuanepu + R—CO~SKoA — Tpurnuuepun + HSKoA
bEpPMEHT Quenuyepuompancayunaia



I'uopoaus cauuepodgocgoarunudos

[ muniepodochonunuibl THAPOIU3YIOTCS B
KUIIEYHUKE I10[ JICHCTBUEM ¢hochonunas.

¢pochoaunaza A (I1IC)

1

H,C—O0—C—R;y

O
CHj

HC ;g—yz—Rz
/

/ +
¢pochonunaza A, (MTX) H,C—0 O o N=CH;
|| "'2 "'2 CH,

¢hochoaunaza C ¢pochoaunaza D




BecacwvieaHue

I'munepodochomunuaspl  pacHICIUISIOTCS €
00pa30BAHMEM 2TUYEPUHA, GHICULUX HCUPHBIX
Kucniom,  a3omucmulx  OCHOGAHUU W
docghopnoi kucnomau.

Docihopnaa Kucioma BCACBIBACTCI KHUIIICUHOMU
CTEHKOU IJIAaBHBIM 06pa30M B BUJIC HATPUEBBIX
WJIN KaJIUEBBIX COJIEH.

A3zomucmole _ocHo8aHUus i — B BUJE AKTUBHBIX
((bocPOpUIMPOBAHHBIX) (DOPM.

B KHIIEYHOW CTEHKE TaKXe MNPOUCXOAUT
pecunmes raauepodocoIunugoB.



XoaecmepuH

ITormagaet B muIeBapuTEIbHBINA TPAKT YEIOBEKA IIPEUMYIIECTBEHHO
C SIMYHBIM KEJITKOM, MSCOM, IEYEHbIO, MO3roM (exenHeBHo 0,1—

0,3 ).

BcaceiBaeTcsi B KHIIIEYHHUKE B BHJIE KOMIUIEKCOB C JKCITYHBIMHU
KUCJIOTaMHU.

Xonecmepuowt (3bupsI XOJIECTEPHUHA) PEABAPUTEIIHLHO

TUJPOIU3YIOTCA JO XOJECTEpHUHA W KUPHBIX KHUCIOT MO
JNEUCTBUEM (DEPMEHTA XO/1€CMEPOIICIEPA3BL .

|C|) + H,O
“MacH;o HO N
14 o
XoJecrepoanajabmurar + CH3 CH2 (|_|:_O H

14



oxnJIEHAE
SPHRIX KNUCJIOT



p - oxucaeHue

OCHOBHBIM IIyTE€M KaTaOoIM3Ma  KHUPHBIX
KHUCJIOT SIBJISICTCS f-OKucaeHue.

JKvpHBIE  KMCJIOTBHI, BXOAJIIME B COCTAaB
€CTECTBEHHBIX KUPOB KHUBOTHBIX U PACTCHUM,
IMPUHALJICKAT K PIAy C YETHBIM YHCJIOM
aTOMOB YyIJIEPOA.

OKHCIICHME JKUPHBIX KHCJIOT IIpOTEKAaeT B
MHUTOXOHAPHIX pu y4aCTUH
Mynromugepmenmmnozo KomMnniekca 1
SABJISICTCS. ~ Ba)XXHBIM  OMOPHEPTETUUYECKUM
IIPOIIECCOM.

B'OKI/ICHCHHG JKUPHBIX KHUCJIOT CKIAAbIBACTCA U3
CICAVIOIIIUX DTAIlIOB.



| 3man AxTuBanus XUPHBIX KMCJIOT U UX
MIPOHUKHOBEHUE U3 [IUTOIJIA3Mbl B MUTOXOHAPUH

R-CH,~CH,~CH,~CH,~CH,~COOH + HS-KoA + AT® 2

2 R-CH,~CH,~CH,~CH,~CH,~CO~S-KoA + AM® + H,P,0..
anmui-KoA

dbepmenT ayun-KoA-cunmemasa

Jlanee mpoucxogut ruapoan3 nupodocdara,

00eCIIeUYnuBarOIINN CMEILICHUE pPaBHOBECHS

AKTHUBAIIUU ((BHpaBO»:
H,P,0, + H,0 — 2H,PO,

(hEpMEHT Heop2anuueckan nupopochamasza



| 3man AxTuBanus XUPHBIX KMCJIOT U UX
MIPOHUKHOBEHUE U3 [IUTOIJIA3Mbl B MUTOXOHAPUH

AKTI/IBaHI/IH JKUPHBIX KHCJIOT IIPOUCXOANUT B MUTOILIA3MC.

3atrem  amuia-KoA — npoHumkaeT — 4depe3  MeMOpaHy
MUTOXOHJIPUU. DTO MPOUCXOAUT C YHACTUEM A30THUCTOIO
OCHOBaHUS KapHumuna (BuTamMuH Bg), KOTOpBIi
oOpa3yeTcs 13 JM3UHAa U METHOHHHA B IICUYCHHU U ITOYKaX:

0 HaC
” 3 \ + -
R-CHp—CHy-CHy-CHy—CHy-Cvv SKoA  + HgC—=N—CH,~CH~CH,~C00 —_—
H3C OH
H3C\ + -
—~————— HSKoA + H3C7N—CH2—?H—CH2‘COO
HC O—ﬁ—CH2—CH2-CH2—CH2—CH2—R
0

AIWIKapHUTUH



| sman AxTuBanus )XUPHBIX KUCJIOT U UX
IIPOHUKHOBEHUE U3 IIUTOIIa3Mbl B MUTOXOHJIPUU

AIMIKapHUTHH CIIOCOOCH NPOHHUKATH B
MUTOXOHJPUH C YIACTUEM
KapHUMUHAQYUIKAPHUMUHMPAHCTIOKA3bL B
Ka4y€CTBE TPAHCIIOPTHOM CUCTEMBI; IOCJIE
4Eero MpPOrCXOIUT 0OpaTHas PeaKIus MO/
ACUCTBUEM (DEpMEHTA KAPHUMUH~
ayunmparncehepaznt I'l, BHOBb 00pa3yeTcs
annin-KoA, a KapHUTHUH BBICBOOOXKIACTCS U
BO3BPAIlACTCS B [UTOILJIA3MY.



|| 9man IlepBas ctagus geruapupoOBaHUS
(okucneHne anmn-KoA)

— R-CH,~CH,—CH,~CH=CH-CO~S-KoA + ®AJH,
A%-Tpanc-enomi-KoA

dbepMmeHT ayun-KoA-oecudpozenaza

®AJTH, — 2AT®



11 9man I'ngparanys 1BOMHOM CBS3H

R-CH,—~CH,—CH,—~CH=CH-CO~S-KoA + H,O0 &
< R-CH,~CH,—CH,-CH(OH)-CH,—CO~S-KoA
B-ruapokcuanui-KoA
(dhepMmeHT 2-enoun-KoA-cuopamasza



IV 9man Bropas cragus geruaprupoBaHUs
(HOBOE OKHCJICHHE)

B-keToamuia-KoA

depmentel HA/l-3aéucumuie 3-cudpoxcuayun-KoA-o0ezudpozenasot

HAJIH, — 3AT®



V sman Twuona3Has peaknys (THOJIHU3)

IIepenoc HOBOM aruibHOM rpyIbl Ha KoA

R-CH,~CH,~CH,—~CO-CH,~CO~S-KoA + HSKoA —
— R-CH,~CH,~CH,~CO~S-KoA + CH,~CO~S-KoA
armr-KoA arieTir-KoA
(bepMeHT ayemun-KoA-ayunmpancgepasc

(3-keToanmn-KoA-Trnomnasa



HMrak,  Mojekyna  >XUPHOU  KHCIIOTHI
ykopauueaemca na 2 amoma C.

OOpa3zoBaBuiics ayemusi-KoA
nooeepzaemca OKUCNEeHUIO 8 YUKIIE
Kpebca, a HoBelY ayun-KoA
MHO20KpamHo npoxooum eecv nyms [~
OKUCIeHuA 10 00pa30BaHUS Oymupu.i-
KoA, moinekyia KOTOpOro OKMCIISIETCS 10
2-X MOJIEKYJ aneTuin-KoA.






Caauana npoucxogut (GochHOoprUIMPOBAHUE MITULICPUHA:

H2(|:—0H Hz<|3—0H
HC-OH + AT — HC-OH oH +AJT®
| | /
H,C-OH H,C-0—-P=0
OH

a - enuyepoghocgham
DepMeHT anuyeponkunaza

o-mmuepodocdar uAET HAa CHHTE3 HOBBIX MOJIEKYJ
TPUITIMIIEPUJAOB, HO 4YacTb €ro OKHUCIIETCS 10

ouoxkcuayemongochama (JJOAD):

QC OH 2C"OH
HC OH OH +HAJI—-~ C O OH +HAJTH, ——> 3AT®
OH “oH

DepMEHT 2nuyepon-3-gpochamoezuopozenasa



H, /o
I[O A LBomepusayun (:';zo QY _Ckucrumenstas
/ CIAOUs SUKORU3A
H,C-0—-P=0

N\
OH

3 - ghochoenuyepunosuiii
anv0e2uo

Monounas
Kucioma

B anaspoonwvix ycinoBusx 1 MoJexyna mivneprHa
naet 1 mosnexyny AT®.

(2-1) = 1 monekyna ATD



B a3p0OHBIX YCIOBUSIX:

Dochopunuposanue: —~AT®
HA/H, + 34AT®D
HOA® — IIBK: HA/IH, + 34AT®D
CyoctpatHoe pochopunupoBanue + 2ATdD
IIBK — ayemun-KoA: HAJIH, + 3AT®D
Hukn Kpeoca: 3 HAIH, + 9AT®D
DAJTH, + 2AT®D

CyoOctparHoe pochopunupoBanne + ATdD

Hmoeo: + 22ATD






1. Boccmanoessienue no 060UHOIU C8A3U

[Ipu ydyactun (hepMEHTOB OAKTEpUH KUIICUHHUKA.

+2H
} L
H

Jlucuopoxonecmepon

(xonecmamorn)



2. OKucnenue xonecmepuna

OOpa30BaHHE KEITYHBIX KUCIOT

7a-ecuodpokcuasa
(MOHOOKCHUTEHA3a
MUKpPOCOMAJILHAS)

0, , HAJI®H,

-

_HAJI® H OH

7o THAPOKCUX0JICCTEPUH

+ 0, HAJIOH

Peaxyuu uoym e necxonvxo cmaouii + 2HSKoA
12a-eudpoxcunasa

OH

- HAJIOD
- antfeTi1-KoA

OC., OCL
SKoA SKoA

HO OH HO OH

xom1-KoA XeHoae30Kcuxo1I- KoA



Ileuenn

OH
OC.
SKoA
HO OH
xo01-KoA
+ Taypun + I'muuun
HSKoA -HSKoA
OH OH

O CH, SO.H (8] CH,

'NH \cﬁzos 'NH COOH

OH HO OH
IJIMKOXO0JIEBas KHCI0TA

TaypoxaJieBasi KHCJI0TaA
HQPGH‘IHMB HCENTYHBIE KHC/IOMbI



_/

e

JIEKOHBIOTHPOBAHUE
U 70-AETUAPOKCUITMPOBAHUE
((EpMCHTBI KuuieuHsix Haxmepuii)

\4

OH

HOOC
HO

JAC30KCHUXOJICBAA KHUCJIOTA

EMOPpUYHAA JICETTYHAA KUciomda



Ileuenn

OC..
SKoA

HO OH

XeHoae30KcuxXoIn1-KoA

+ Taypun + I'muuun

HSKoA -HSKoA

Hepsuqubze HCETYHBIE KUCAOMDbI

OC CH> so.H

NH CH, H
OH oc] ¢’
TAYPOXECHO/E30KCHX0.1eBAsI KIC/I0TA N~ “COOH
HO OH

INIHKOXCHOAC3IOKCHUXOJ/ICBas KHNC/I0Ta



_/

e

JIEKOHBIOTHPOBAHUE
U 70-AETUAPOKCUITMPOBAHUE
((EpMCHTBI KuuieuHsix Haxmepuii)

HOOC
HO

JATOXO0JICBAsI KNCJIOTA

EMOPpUYHAA JICETTYHAA KUciomda






cuHTC3 BbICIn
“RUPHPIX KNCAO™




Cunres KUPHBIX  KHCJIIOT B TKAHAX IIPOTCKACT B
uumonjiaime KJICTOK .

CTpouTEIbHBIM OJIOKOM CIIYKUT auemui-KoA.

Heobxoaumo Hannuue B uuromnazme CO, u HCO;.

CUHTE3 JKUPHBIX KHCJIOT HayMHAETCSI C JACUCTBUS
NOIM(PYHKIIMOHAIBHOTO  ()epMeHTa  auemui-KoA-
Kap0OKCU1a3ol.

OH COIIEPHKUT:
= Ouomun (6umamun H)
= OJoMeH OUOMUHKAPOOKCUNLA3b]
= OUOMUHKAPOOKCUINPOBOOSAUIUL OOMEH
= JOMeH MPAHCKaApOOKCUNA3b]

JlaHHBI (DEPMEHT YCKOPSET pEaKIMd CHUHTE3a MaJOHMII-
KoA:



J\ + CO,(HCO5)
HN” “NH Ao | Hooc— A
H\/\/\ - ALD H\/\/\
S COOH _11,pQ, S COOH
buorun Kapboxkcubuorun
2.

Kap6okcuonorun + CH;CO~SKoA — HOOC-CH,—~CO~SKoA + 6uoTtus
Manonun-KoA



B monomepnom cocmoanuu auetui-KoA-kapOokcunasa
HeaKmugHda.

Cnoco0OHa KapOOKCHIMPOBATh TOJIBKO MOCIIE COCIMHCHUS
B o1uzomep (HUTEBUIHBIN).

AKTUBHOCTb PETYJIIUPYETCH:

1. aanocmepuuecKum npucoebuueuuem JAUMOHHOU
Kuciomuol

2. pochopunupoearnuem (yBelInueHUEe aKTUBHOCTH )

3. oeghochopunupoearnuem (yMECHBIICHUE aKTUBHOCTH )

[locnenyromue CTaIuu OCYILECTBISIOTCSA npu
IOCPEACTBE MNOJUM(PYHKIHOHAIBLHOIO (epMeHTa -
CUHMEMA3bl 8blCULUX HCUPHBIX KUCION.

DTOT (PEPMEHT COAEPKUT 3 IoOMEHA U 8 CyOJJOMEHOB.






Jlomen | (30HTaLIMS LICTIN )

1. CH;—CO~SKoA + HS-AII/] — HSKoA + CH;—CO~SAIIJ
ayemun-AIL]
cyboomen AIl/l-ayemunmpancghepazo
2. HOOC-CH,~CO~SKoA + HS-AIIJ] —
— HOOC—CH,—CO~S—AII/] + HSKoA
manonun-AlL]

cyboomen AIl/l-manonunmpancghepaso

SO

— CH,~CO-CH, ~CO~SAIIJ] + HS-ATIJ] + CO,
ayemo-ayemun-AIL[

cyboomen 3-kemoayuncurnmemasvt (KOHOEHCUpPylOw Uil cyooomen)



Jlomen 11 (BoccTaHOBIICHNE)

4. CH;—CO-CH, -CO~SAIIJ + HA/I®H, —
— CH,;—CH(OH)-CH, -CO~SAII/J + HAJID
[-euopoxcubymupun-AILL]
cyboomen [-xkemoayunpedykma3znl
5. CH;—CH(OH)-CH, —CO~SAII/] — H,0 +
CH;—CH=CH-CO~SAIIJ
kpomonun-AIll/]
cyboomen [-oxcuayunoezudpamasut
6. CH,—~CH=CH-CO~SAIIJl + HAJI®H, —
CH;—CH,—CH,—CO~SAII/J
oymupun-AIllJ[
cyboomen enounpedykmasot
LIk peakuuu MoBTOPSAETCH.

B pesynbrare yriepojHas L€lb KACIOTHI YAJIUHACTCA Ha 2
amoma yanepoaa.



Jlomen |11 (Tronns)

3aBepIIACTCS CUHTE3 »KUPHOM KHUCIOThI OTIICINICHUEM HS-
AILI or ammi-AILL:

nanvmumun-AIT/[ — CH;—(CH,),,—COOH + HS-AIIJ

Tuoacmepasa

CymMapHO€E ypaBHEHME CUHTE3A MTAJIbMATUHOBOM KHUCJIOTHI:

+ 14 HAJI® + 8 HSKoA + 7 AJI® + 7 H,PO, + 6H,0



Cxema cunmesa HCUPHBIX KUC/Iom

AHeTHj]..K'OA
(1 + ]) Morg
]MOJ[, ‘




Oﬁpa&*oeauue HEHACDLIUICHHDBLX JHCUDHbBIX
Kucjiom

Hanomumoneunoeaa 1 oneunoean KUCIOTHl CUHTE3UPYIOTCS U3
NAJIbMUTHHOBOW M CTEAPUHOBOM (COOTBETCTBEHHO).

B IIPUCYTCTBUU cneyuguueckou MOHOOKCU2EHAZHOU
¢epmenmmuout cucmemal, JTOKAJIN30BaHHOU B
9HOONIAZMAMUYECKOL cemu, TIPU YIacCTUU yum D

CH,~(CH,),,~CO~SKoa + HAJI®H, (wm HAJIH,) + O, —
nanomumui-KoA
— CH;—(CH,).—CH=CH—(CH,),—CO~SKoA + HAJI® (HAH) + 2H,0.
nanomumooneun-KoA

Jlunoneeana w numnonenoéas KXUCIOTHlI HE CUHME3UPYVIOMCA
TKaHAMHU ) KXUBOTHBIX U YCJIOBCKA.

Heo0xonuMo uxX MOCTYIJICHUE C PACTUTEIBHOM MHUIIEH, TOITOMY
OHM Ha3BIBAIOTCS He3ameHumblmu (BUTaMuH F).
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CUHTE3 TPUIIIULICPUIOB B
OPraHUu3ME MOXKET
OCYILECTBIISATHCS TPEMSI
PA3JINYHBIMU ITYTSIMHU.



|. Cunmes u3 f-monoznuuepuoos

B cau3ucTton 000J104Ke
KUIIICYHUKA



|l. Cunmes u3 znuuepuna u >xcupnvix Kuciom

W aet nyTeM peakuui mpancayuiupoearus.

B nmeueHu, cau3ucTon 000JI0UKEe KUIIICYHUKA,
KUPOBOM TKAHU U T.II.

OepMEHTBI BEAYT CUHTE3 TPUIIIUIIEPHUIOB Ha
MEeMOpaHax 2HOONAIMAMUUECKOU cemu
KJIETOK:



1. Oopa3zosanue a-pochoznuuepuna

MoxxeT uaTu AByMs Iy TAMU:

a) nyTteM ghocghopunuposanus ciuyepura (B IOYKAX Uy

MHUKPOOPTAHU3MOB):
H,C-OH H,C-OH
HC OH + ATO— HC OH oH +AJ®
/

OH
a-rmiepogocdar
(hEepMEHT 2ntunyepunKunasa
b) IIYTCM  60CCMAHOB/ICHUA 0u01<cuauemou¢oc¢ama

(B MBIIIII[aX, B CAU3UCTOMN KUIIICUHUKA U KUPOBOM TKAHU):

H,C-OH H,C-OH
C——o OH + HAJTH,~—= HC OH OH + HAJ{
H,C-0- P-—o H,C-O- P O
“OH “oH

(hepMeHT 2nuyepundochamoezuopozenaza

B neyeHu MOryT OCYIIECTBIISITECS 00a MyTH.



2. Oopazoeanue auun-KoA

— IIYTEM AKMUGUPOGAHUA
BBICIIICH YKUPHOU KUCJIOTHI

(+ HSKoA);

— [IYTEM HOB00OPA308AHUSA
13 aneTuii-KoA



3. Cunmes gpocchamuonou Kuciomel

O
1
|_2C-OH HZC-O—C-R1
—IC OH OH +Ry-C~SKoA —= HHg ng Og
|'2C O- P——O O - HSKoA  * o|-|
OH 1-auuwenuuepost-
3-gpocham
(hepMeHT 2nuyepoghochamayunmpancghepasa
2 0
1
HZC-O—C-R1 O Hzc—O_C"R1
HC OH o|_| + R,- Cd“ SKOA — R,- C O- CH o|-|
HZC O- P O O - HSKoA HZC O- p 0O
"OH “oH
1-ayunenmyepon- dochaTnHas KucI0Ta
3-gpocham

(dbepMmenT Y-ayuaznuyepon-3-ghochamayunmpancghepasa



4. I'uoponus hochamuonou Kuciomol

0 0
(”) HZ(;J-O—(”}R1 (“) HZQ_O—C-R'I
Rz—C"O—(;.:H oH +H0 ’*RZ_C_O_(I:H
Hzc—O—P<:——o - H;P0, H,C-OH
OH
ouznuyepuo

(dbepMeHT pochamuoamepocghozudponaza



5. Imepugpukayun ouznuyepuoa

Q 0
I
(”) H2(|:'0—C‘R1 (”) H2(|:-0—C‘R1
R;-C-O-CH + Ry~C~ SKoA R,-C-O-CH
H,C-OH 0 - HSKoA H,C-0-C—R,
|l
ouzniuyepuo O

(epMEHT Quanuyepudayunmpancghepaza



l[1l. Cunmes u3z ouoxkcuauemongpocghama

O
H,C-OH Hzcls—o—&-m
C O OH + R1—(I.I,‘~PSKOA C=0 OH
HZCOPO 0 - HSKoA HCOPO
OH OH

1-auunzuopoxcuauemondpocpam
bepmeHT /[OAD-ayuampancpepaza
? cod

H2C-0-C-R; + HAJI®H, H,C-0-C-R,

(I';:o OH - HC —OH OH

H,C-0-P=0 HAI®  H,C-O- P=0

OH OH

I-auunzuopoxcuauemondocham

I-ayunznuuepodhocham

bepMmeHT Y-ayunzudpoxkcuayemongochampedyxmasa



1. Oopazoeanue LI/[D-0uznuyepuoa

i
(”) H2(I:'O_C'R1
Rz-C-O-CH OH + ]_IT(I) -
H,C-0-P=0 - H,P20;
OH
¢ochamuonan xkuciioma
0 NH,
0 HZC 0-C-R, ‘ SN
HZC—O—P—O—P—O o N
OH OH m
OH OH
L/l ®-ouznuuepuo

(bepMeHT ghochamudoamyumudununmpancgepasa



2. Bzaumooeiicmeue I|/ID-0uznuuepuoa c

aomucmosimM OCHO6AHUEM
NH
0 2

O H,C-O- C-R, O
+ HO- CH C
R,-C-O- CH O O /L Chz

NH, OH -IM®
HZC—O—FI’—O—P—O
OH OH m

OH OH 0
I ®D-ouznuuyepuo 0 H2C O- C R4
R,-C-O- CH <”3 0
> HchPOCHchC
OH NHz

cepungpocpamuo

"OH

(hepMeHT hochamuouncepuncunmasa



3. [lekapookcuiuposanue cepungpocghamuoa

Q O
°HzCOCR1 0HchCR1
chOCH(”) 0 chOCH(”)
H;G-0-P—-0-CH, GH- o H,G-0-P-0-CH,-CH,
OH NH2 "OH - CO, (|)H I{IHz
cepungpocpamuo Keaun

(hepMeHT hochamuouncepunoexkapookcunaza



4. Memunuposanue Kegaiuna

kedannn + 3 S-ageHO3MIMETHOHUH —

JeMUTHH + 3 S-aeHO3MJITOMOIIMCTEHH









B opranusme XonecTepruH 00pa3yeTcs:
v B 1reuenu (~ 50%)
v’ B kumeunuke (~ 15%)
v' B Koxe (okono 500 /)

Bce kiaeTku, He ympamueuiue s10po, CIOCOOHBI
CUHTE3UPOBATh XOJICCTEPHH.

bHOCHHTE3 IPOUCXOAUT B IHOONAAIMAMUUECKOT
cemu U Yyumao3zoJie KICTOK.

HICTOYHHMK BCEX aTOMOB yIiiepoja - auemui-KoA.

CuHTe3 UIET B HECKOJIBKO CTaNN.



1. Cunmes megaionoeou Kuciomol u3 auemui-KoA

O O
muoiasa T I'MTI'-KoA-cunmasa
2 H3C-C~ SKoA H,C-C-CH,-C~ SKoA -
d - HSKoA +H,0
auemoauemu1-KoA + CH,COSKoA
- HSKoA
CH; O °
HOOC- CH2 C CH2 CJSKOA
OH
3-zuopokcu-3-
merunziymapui-KoA
(I'MI-KoA) N
.,s,\
CH3

HOOC-CH,- c CH,-CH,-OH
OH

MEBAIOHOGAA KULC/Ioma



2. Oopazoeanue u3zonpeHouoOHOU eOUHUUBL —
uzonenmeHuanupogochama

hochomesanonam-
OH MECWIOHAMKURA3A Kunasa
HOOC <~ aTo), Mg? HOOC\></\ LB) At g

-AD Mesaionam-5-pocpam

OH KUHa3a - 0@ -
— HOOC\></\0 +AT(I),Mg;+ HOOC\></\0

) 3-gpociho-5-nupogpocgo-
Me8WI0HO06As KUC/I0ma

nupogocgomesanonam-
()exapﬁoxcmasa /.

_CO,
- H;PO, u30nenmenmnupo¢oc¢am

meeaionam-5-nupogpocham -AJID




3. Obopazoeanue ckeanena

/I\/\O uzomepasa )\/\0

uszonenmenumupogocham 3,3-oumemuiawvminupogocpam
1 2
e /I\/\/K/\
1+2 >
- HyP507 N N O—PP
zepanwmupogocgpam
mpancghepasa
1+3 >
- H,P,0, AN AN AN O—PP
¢apuezwmupopocham
CKEeW/ICeHcUHmMasa
2 (papuesnsmupogpocdar ) HA)_‘[(DH* /\/\/\ij
2
- HAJID
2HPO, NN TN Y

CKE8WICH



4. Huknuzauun ckeanena c 00pazoeanuem

JaHocmepoia

‘ N < cxeaneuanoxcubg\?a
+1/20
X CKBaJICH 2 0
I N

HO JIAHOCTEPOJ1(1H)



5. IIpeepauienue nanocmepoiia 6

XoJieCmepuHn
02 02
N - HICOOH -2 €0,
HO HO
14-0ecmemwianocmepoJi
uszomepasa pedyxmasa
- + HAJIOH,
- HAJI®
HO HO

IUMOCINEPO.1 Oe CMOCINEPO.1



HO

Xojiecmepun



Crepuabl CHHTE3UPYIOTCS IIyTEM IIEPEHOCa OCTarka
BBICIICH JKUPHOW KHMCIJIOTBI OT MOJEKynbl ani-KoA Ha
MECTO aroMa Bojiopoja rpytnsl —OH crepona:

O
I .
T H3C‘<CH2>'C‘MSK0A XoJ1ecmepoayui-
14 mpancepasa
0O + HSKoA

||
H.C
3 (CHjc“o
14

Xoltecmepoiina’itbmMimam



