BbUAOCUHUNHES3
XUNPHDbIX
KNCJI0T




C nuwen B opraHU3M NocTynarT pa3HooOpa3Hbie
XUpPHbIE KUCNOTbl, B TOM 4YUCrie U He3aMeHUMbIe.

3HauuTenbHasa Yactb 3AMEHUMDbIX XXUNPHDbIX
KMCJI0OT cuHtesupyetrca B NeYeHU, B MeHbLUEN
cTeneHu - B XXMPOBOW TKaHM.

NCTOYHUKOM yrinepooa AlnAd CUHTe3a XUPHbIX

kucnot cnyxut aueTun-KoA, o6pasyrowminca npu

pacnage rnoKko3bl B abcopbTUBHOM nepuopge.

I Takmm o0Opa3om, un3ObLITOK YrNeBoaoB.,
noctynarowmx B opraHusm, TpaHcdopmupyetcsa B
XUPHbIe KUCMOThI, a 3aTeM B XUPbl.



CuHTE3 XMPHbLIX KUCJIOT TMpoucxoout B
abcopOTUBHbLIN NepuoA.

AKTUBHBIN [NIMKOM3 U nocrneayroulee
OKUCINIUTENbHOEe oekapookcunmpoBaHue
nupyBarta CMNoOCoOOCTBYIOT yBEeJINYEHUI0

koHueHTpauun auUeTun-KoA B wmarpukce
MUTOXOHAOPUN.




CHHTE3 )KMPHBIX KHCJIOT NPOUCXOAUT B IIATO30J1€

KJIETOK, 03TOMY aneTu-KoA OJIZKEH
TPAHCIOPTUPOBATLCH 4Yepe3 BHYTPEHHIOK MeMOpaHy
MUTOXOHAPUHU B IIUTO30JIb.

OaHaKko BHYTPEHHT MeMOpaHa  MHUTOXOHAPHH

Henponunaema maa  aneTwja-KoA, mnosromy B
MATPUKCEe MUTOXOHApPUU aneTwj-KoA npeBpamaercs

B IIUTPAT npu yyactTui HUTPATCHHTA3bI:

Anerni-KoA + Okcanmoanerar —pllurpar + HS-KoA



IlepeHoc nuTpara B HUTOIJIA3MY MPOMCXOAUT TOJIbKO NMPHU
YBEJIHYEHHUH KOJINYECTBA IUTPATA B MUTOXOHIPHSX,
KOIIA U30uumpamoe2uopo2ena3a u d-Kemo2uymapam-
0ecuodpozenaza UHr nOUPoOBaHbI BLICOKUMH

konuenTpamusavMu NADH u ATO.

B nuromiasMe nuTpar paciienyisiercs noja AeucreuemM
(pepmeHTa IUTPATIUA3DI:

Iutpar + HSKoA + AT® — Aunerni-KoA + AJ1dD +
Pi + Okcajioanerar



Auetun-KoA B uutonnasme cnyXuT ucxogHbIm
cy6cTpaToM ANA CUHTE3a XUPHbLIX KUCHOT, a

OKCanoaueTtaT
B LMTO305€e noAaBepraerTcsa creayroLlmm npespaLleHusam.

NADH ~ NADt NADP"  NADPH

o QU % QU Y

CHs= C~CH,~COOH Mararernipo- ey (H3=(H = CH;~COOH MWM CHy~ C~COOH + CO,

Okcanoalerar [ehasa Manat hoyeer

UpyBaT TPaHCNOPTUPYETCA OOpPaTHO B MaTPMKC MUTOXOHAOPUMN.

BoccTaHOBMeHHbIN B pe3ynbrarte genctena MaJIMK-(pepMeHTa
NADPH wucnonb3yetcsi KkaKk AOHOpP BoAaopoAa Ans nocreayroLwmx
peakuuMm cuHTe3a XWUPHbIX KucrnoT. [Opyron uctoyHuk NADPH -
OKUCIUTemNnbHble cTagun neHTo3odocdaTHOro nyTn Katabonuama
rMOKO3bl.



I'IepeHoc dUeTUIIbHbIX OCTAaTKOB U3 MI/ITOXOHJJ,pVIﬁ B
LNTO3OJ1b

BryTpennan

|

LinTo3sone MuroxoHapws

Moxosa ——— = Mupysar = MNMupysar ———» Okcanocauyerar

f

NADPH+H"'>
5

NADP*

Manar

-+

/ :
NADH+H™
Oxcenoauemr<3—l— LinTpar —-

AveTun-KoA

AuerTun-KoA \

1 - uuTpaTCcHUHTasa; 2 - TpaHcriokasa; 3 -
uuTpaTtnvasa;
4 - manatgerngporeHasa; 5 - Manuk-cpepMeHT.




O6pasoBaHne ManoHun-KoA uns auetun-KoA
— 3TO nepBas W perynATopHas peakuuss B
OUOCUHTE3€e XXUPHbIX KUCIIOT.

depMeHT, KaTanusunpylowum 3Ty peakuuro -

auetun-KoA-kapbokcunasa.
OH coaepXnT KOBaneHTHO CBA3aHHbIU OUOTUH.




CH3 COOH
\ AUHJI-KOA KAPBOKCHJTIA3A |
COSKOA +COZ R0 ¥ CH2. MAJIOHHJI-KOA

ATO— ALIO + O \
COSKOA

B nepBoun ctaguu peakuuu COZ KOBaJIeHTHO
CBAi3blBaeTCs C OMOTUMHOM 3a CYET 3Heprumu
AT®,

Bo Btopoun ctaamm COO- nepeHOCUTCA Ha
auetun-KoA c o6paszosaHmem manoHun-KoA.

AKTUBHOCTb depmeHTa auetun-KoA-

KapboKkcunasbl onpenensieT CKOPOCTb BcCeX
nocrieayrwowmux peakumm CUHTEe3a XUPHbIX




ITocjie o0pa3zoBanusi MAJOHMI-KOA cuHTE3 JKHPHBIX
KHCJOT TIPOAoJIKAaeTcss Ha MYJbTH(GEPMEHTHOM

KOMILJIEeKce - CHHTA3€e KUPHbIX KUCJIOT.

10T (depMeHT COCTOMT M3 2  WICHTHYHBIX
CYObEIMHUIL, KaKAaA M3 KOTOPbIX COAEepPKUT 7
IPOTOMEPOB, 00J1a1aI0IIUX Pa3HbIMU

KAaTAJINTHYCCKUMU AKTUBHOCTHAMMU .

l.AueTuarpancanuiaza
2.MajaHuJITpaHcanujia3a
3.b-keToanua-Allb — cunTeTasza

4. b-ketoaunn-Allb — peaykra3sa

5. b-oxkcuanua-Allb — nernaporenasa
6.Enouna-Allb-penykrasa

7.4IMJINIEPEHOCAINNN 0eJI0K (ATIIB).




DyHKUMOHaNbLHAR rpaxsuua
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Puc. 9.12. CuHTEe3 NaNbMUTUHOBOW KUCNOTHI.

NADPH + H°
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CymmapHasi peakuus :

Anerni-KoA+7 Majgonunia-KoA +14 HAJI®PH?2 =
IIK+7C0O2+7 H20 + 8 HSKoA +14 HAJ1®+



MUTOXOHODWA MATOXOHAPUMA

HS-KoA Umrpar ATdD + HS-KoA
X ALD +P,

Auetmun-KoA Oxcanocauerar Oxcanoauerar AueTvn-KoA

H + HAL HALIH + H

<
|
I

HAZY HALL
'

Manar CUHTEZ XMPHBIX
KMCNOT




auetun-KoA mnun

CUHTasza XMPHbBIX KMCNoT

I
s~c-(CH2)13—CH2-CH3 s
manonun-KoA unu

SH memunmanorun-KoA -
PhP —SH S~C-CH2-COO
O
- 1] " f
st S~C-CH2-CH2-CH3 s S~C-CHg3
= cOo — (nepexoc ocmamxa
{nepernoc ocmamua wupHou HUPHOU KUCnoOmM»b! U
xucnomsi) dexapboxcunupo-
@ canue)
g o
i 1 ]
S;C-CHz-CHg CH3 PhP |~ S~C-CH2-C-CH3 NADPH, H+
SH
NADP+ NADP+
{eoccmanoenerHue) (eocccmanoenerue)

T
S~C-CH2-CH-CH3




Kporomwmn-AlNG
HAL®H + H'

HAL®

bymwpun-Alb

Puc. 11.4. Cynre3 naibMHTHHOBOH KHCI0THI Y KMIIEYHOH NANOYKH MPH YYACTHH OAHOI
MOJIeKyabl aueTui-KoA u 7 Moaekyn ManoHun-KoA. [loapoOdHo npeacrapied nepsblid
LMK CHHTe3a - o6pazoBanue OyTHpua-Allb. OctaibHble 6 LIHKI0B AHANOTHYHBI NEPBOMY.




Kaxkablil MOHOMEP COAEPKUT BCEe KATAJTUTHYECKHE
HEeHTPbI, PYHKIHMOHAJIBbHO AKTUBECH KOMILJIEKC U3 2
IPOTOMEPOB.

I1o3TOMY peajibHO CHHTE3UPYIOTCH OTHOBPEMEHHO 2
"KUPHBIX KHCJIOThI.

JlJis1 ynpouieHusi B cxeMax 00bIYHO U300paKaroT
IOCJIeA0BATEIbHOCTD PEAKIIMA IIPU CHHTE3€e OJTHOM
MOJIEKYJIbI KHCJIOTHI.



JTOT KOMMJIeKC nocnefoBaTenbHO YANMHAET
pagukan XWPHOW KUCNOTbl Ha 2 yrnepoaHbIX

aTomMa, OOHOPOM KOTOPbIX CRyXUT MalriOHUn-
KoA.

KoHe4YHbIn NpoayKT paboTbl 3TOro KOMnneKca -
NaJibMUTNHOBAA KUCJIOTA.



lMlepBasa peakums - nepeHOC aueTUIILHOU
rpynnbl __auetun-KoA Ha TuonoByw rpynny

LUMCTeMHa aLeTUnTpaHcauunasHbIM
LIeHTPOM.

3aTteMm oT ManoHun-KoA ocrtatok ManoHuna
nepeHocUTcAa Ha cynbPruapunbHY0 rpynny
auunnepeHocsLero benka
MarioHUNnTpaHcauunas-HbiM LUEeHTPOM.

[locrne 3TOro KOMMJIEKC TrOTOB K nepBomMy
LUKITY CUHTE3a.




ALIETHJIBHAA TPYIIIIA KOHAEHCHPYETCH C OCTATKOM
MaJIOHHJIA 0 MecTy oTaeauBmerocsi CO,.

Peakuus KaTaJIu3upyeTcs KeToauUICUHTa3HbIM
LIeHTPOM.



OoOpa3oBaBuimiicss pagukaj aleToaneTuJia
IOCJIeA0BATEJIbHO BOCCTAHABIMBAETCS

KETOANMJIPEAYKTA30M, 3aTeM JleruApaTupyeTcsi U

ONISITH BOCCTAHABJIMBAETCSI CHOMJIPEAYKTA30H -
AKTHBHBIMH IIEeHTPaM# KOMILJIEKcA.

B pe3yabrare nepBoro nHMKJa peakuuii oopasyercs

pPaauKa QyTHpHJIa, CBSI3AHHBIU C CYObeIMHULIECH
CHMHTA3bI JKUPHBIX KUCJIOT.




Mepen BTOpbIM UMKNOM pagukan OyTupuna
nepeHOCUTCA Typa, roe Haxoguncsd aueTun B
Havarie NnepBoro uukna peakuumm.

3aTem ocTaToKk OyTUpUIa nogBepraeTca Tem
)K€ npeBpaleHNsM U yAnuHAeTcAa Ha 2
yrnepoaHbIX aTtoMa, npoucxogdawmx U3

manoHun-KoA.



AHAaJIOTHYHbIE MU KJIbI peammii IMOBTOPHIOTCHA 10 TECX

op, MOKAa He o0pa3yeTcsa paauKaJa NaJbMUATHHOBOU
KHCJIOTHI.

Ilox geiicTBMEM THOICTEPA3HOIO LEHTPA PAANKAJI

NAJbMHATHHOBOM KHUCJIOTHI THAPOJIUTHYECKH
oTaeasieTcs OoT GepMEHTHOI0 KOMILIEKCA,

npeBpamasce B cBo0oany0 NAJIbMUTUHOBYIO
KHUCJIOTY.



CymMmMapHoe ypaBHeHHEe CMHTE3a NAJbMUTHHOBOM
KUCJ0THI N3 aneTnja-KoA n maadonmi-KoA:

CH,-CO-SKoA + 7 HOOC-CH ,-CO-SKoA + 14

(NADPH+H,) C,H COOH+7CO,+6H,0 +

8 HSKoA + 14 NADP™
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HS-KoA +

Qumpanm

2. Obpazocartiee smarortr- Ko 4

ararram + HAIL]
oxcarToauemam + HAQH H™

A.eTemua.m +ALD +~ D

gqumpam + HS-KoA + AT

oKxKCcCaJsToauemarm +

dbeprnmenT: aernur- Ko A-rkapboKxkcutaza

Auuemunrn-KoA + CO-> + AT ———p Marnornuri-KoA + AP +Pry

F. COOCrIIeertrteO CHitInte3 ICIHUPILtHBIX IKIECaOIE:

7. DOEpPMEIIT. QI(CIIIHI- QI EINICP EFrtOCr tgitit Oetor(AITE ) -rmiparnncgepaza
HS-AINMB-SH + Ayemun-KoA e auyuemurn-AlNB-SH - HS-KoASH
2. _depmnmciir: sraraorcrea- Al -mparnncgepasca
auyemun-AlNBGB-SH + manornusri-KoA «»> auemurni-AllB-manorrurt + HS-Ko A ASH

3. dbepnmenrt: G rxermoaiia- AITE-cierimiasa = &

auemuri-AlGB-rmarmorusry > CO> + HLC o!:l S (I_‘!w ANBG

ﬁ-Kemoaqlin-Ans
2. dbepnment: G remoaigiia- ATTE — peoyrKmiaza
Orxemoauun-AllE + HAILO®H H <> -cudpoxcuauyuri-AllEs + HALP™
5. dbepnment: G ouoporxcuaiia- AITE — Jecudparrtasa
Paudpoxcuauyun-AllE «»> mpasmnc-ernousrt-AlTsS

6. dbeprnenir: ertowui- AITS-peoyrKraza

mparHc-eHousrT-AlEB+ HAILOQPH H™ «»> Symupuni-AlTEG+ HAILJ D™



OCHOBHbIe UCTOYHUKN BOoAOpOAa AN CUHTEe3a

XXUPHbIX KNCNOT
B kaxxaom uukne 0MocuHTe3a naibMMTUHOBOWU KUCNOTbI
NPOXoAAT 2 peakuum BOCCTaHOBNEHUA,
AOOHOPOM BOAOpOAAa B KOTOPLIX CIYXUT KochepMeHT
NADPH.
BoccTtaHoBneHne NADP* npoucxoauT B peakLumsx:

e AEerMapupoBaHUs B OKUCNNTESIbHbLIX CTaausX
neHto3ococdaTHOro Nyt KaTabonnama rnrKo3bl;

e AernapupoBaHuUa Manarta Manuk-pepMeHTOM;

e nernapupoBaHns nsountparta umrtosonbHou NADP-
3aBMCUMOM aernaporeHasomn.




O6Lwan cxemMma peaKLUMN CUHTE3a
NnaJibMUTUHOBOM KUC/IOTbI

o o
" "
CH3-C-S-E HOOC-CH,-C-S-E

AueTwun, CBR3aHHbLIN ManoHun, csssaHHbLIN
C hepmMmeHTOM C hepmMeHTOM

l KoHpeHncaums

l Boccranosnenne

1 Oervpparauvs

l Boccranoanenve

O
"
CH3-CH,o-CHL-C-S-E  Bytupun-E

STV peakuvm NOBTOPSHIOTCH 7 pas, BCero ucnonbL3yeTcs
1 avern-KoA n 7 manoHumn-KoA, 4ytobel o6pasosars

NansMUTUHOBYIO KMcnoTty (16:0)




Perynﬂ LMMA CUHTE3A XXUPHDbIX KUCJIOT
PeryjasitTopHbinl (pepMeHT - aueTnn-KoA-Kapﬁoxcnnam.

AccoMAIUA/IUCCONAIINA  KOMIUIEKCOB  CYObeTHHHII
(pepmenta. B HeakTuBHOU ¢Gopme aneruia-KoA-kapOoxcuiasa
NMpeacTaBJsieT CO00M OTeJbHbIe KOMILIEKChI, KAXKAbIN U3 KOTOPBIX

cocrout u3 4 _cyObenunun. AxtuBarop ¢epmenra - HUTPAT
CTUMYJIUPYET OObeAMHEHHE KOMILIEKCOB, B pe3yJabTare 4ero
AKTHBHOCTDH (epmenTa YBEJINYHUBACTCH. NHrubdurop
NaJbMUTOWI-KOA BbI3bIBaeT AHCCONHANKIO KOMILIEKCA H
CHUKEHHME AaKTUBHOCTH (pepMeHTA.

HeakrusHble npoToMepb! é

Manemuronn-KoA




dochopunuposanue/aedochopuanpoBa
Hue auetTun-KoA-kapb6bokcunasbil.

B NOCTabCOpPOTUBHOM _COCTOSAHUM wnu npwU

cdmnsnyeckon paborte ranarOHla.qpeHanMH yepes
ageHuUnaT-uMKrnasHyHo cucrtemy aKTUBUPYIOT

NMPOTENHKUHA3y A n CTUMYTNUPYIOT
cdochopunuporanve cy6bveaunny aueTun-KoA

Kap60|<cvma3b|. dPochopunnpoBaHHbIN (epMeHT
HEeaKTUBEH, U CUHTE3 XXUPHbIX KNCNOT OCTaHaBJINBAETCH.

B abcopObTuBHLIU nepuon UHCYJFINUH akTtuBupyeT

docatazy, wu auetun-KoA kapobokcuna3sa
nepexogut B aedgochopmnnmpoBaHHOe COCTOSAHUE.




OnutenbHoe noTtpebneHne doratomn yrneBogamm m
0eaHOU Xnpamu NULN NPUBOAUT K YBEJTUYEHUIO

cekpeuun MHCYJINHA, KoTOopbIN CTUMYNMpPYeET
MHAYKUMUIO cuHTe3a cpepmeHToB: auleTun-KoA-
KapOoKcunasbl, CAHTa3bl XXUPHbIX KUCJIOT,
LUuTpaTnuasbl, usounTpartaernapo-reHassoi.

Il CnepoBaTenbHO, W3ObLITOYHOE NOTpebneHune
YrneBoaoB MPUBOAUT K YCKOPEHUIO NnpeBpalleHus
NPOAYKTOB KaTtabonmama TrNnOKO3bl B  XUPbI.
[onogaHue nnn 6orartas XXupamu nuila NpUBOAUT K
CHWXXEHUI0 CMHTe3a bepMeHTOB U, COOTBETCTBEHHO,
XXUPOB.



PEI'Yyndaumnd sMOCUHTE3A L
OKUCNEHUA XXUPHbIX KUC/OT
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- KOHUEHTpauuu MaioHw-KoA B uurosolie,
MO3TOMY B [I€YEHH:
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CUHTE3 XUPHbIX KUCNOT U3
NasibMUTUHOBOMU KMCJIOTbI

B O9P npoucxogut yanuvHeHMe nNanabMUTUHOBOM
KMCNoThbl ¢ yyacTuem MarnoHun-KoA.

lMNocneooBaTenbHOCTL peakuuMu cxogHa € TOWU, YTO
NnpoucxoaAnUT NPU CUHTe3e NaribMUTUHOBOU KUCHOThI,
OAHAKO B AAHHOM Crly4yae XUPHbIe KUCNOTbl CBA3aHbl He

c cuHTa3om xmpHbIx kucnot, a C KOA.




q)epMeHTbl MOTYT UCNOJ1b30BaTb B Ka4eCTBe
Cy6CTpaTOB He TOJIbKO NaJibMAUTUHOBYIO, HO U
Apyrme XMpHblieé KUCIOThI.

I'IoaTomy B OpraHnN3mMme MorytT CUHTe3nNpoBaTbCH
He TOJ1IbKO CTeapuHoBaA KUCJ10Td, HO U XKUPHbIEe
KUCNOTbI C OONbLUUM YNCIIOM aTOMOB yrrniepoaa.




OCHOBHOU nNpPOAYKT I3JfIOHrauumM B MNeYeHUu -
cteapuHoBasa kucnota (C18:0), ogHako B TKaHu
Mo3ra obpa3syeTca OonbLuOe KOJIMYECTBO XUPHbIX
Kucnor ¢ 6onee AnvHHoM uensto - ot C, Ao C,,
KOTOpble HeobxoanMbI AnA

obpa3oBaHuA chMHroNMNMAOB U MUKONMUMNUAOB.

B HepBHOU TKaHU MNMPOUCXOAUT CUHTE3 U APYrux
XUpHbIX Kucnort - A-r’MOAPOKCUKUCIIOT.




BknioyeHne AOBOUHLIX CBA3eU B pagukanbl
XXUPHbIX KUCIOT Ha3biBaeTcs AecaTypaLluen.

OCHOBHBbIE XNPHble KUCNOTbI, 0Opa3yloLlmnecsi B
OpraHuM3me YesioBeka B pe3ynbrarte

aAecartypauuum, - NaJibMUTOOJIEUHOBAA
(C16:1A9) n OJienHOBaA (C18:1A9).




IOna obpa3oBaHMA ABOMHOU CBA3U B paguKare XXUpHou
KUCNOTbI TpebyeTcs MoneKynsapHbIn KUCIOpOoA,
NADH, uutoxpom b, u FAD-3aBucumas
peAykTasa umtoxpoma b..

AToMblI Bopgopoda, oTwennsemMblie OT HacbIWeHHOMN
KUCIOTbI, BblOAensanTca B Buae Boabl.

OavH atomMm MORMEKYnsipHOro KMcnopoaa BKIHOYaeTcHa B
MONeKyny BOAbl, a APYron TakKe BOCCTaHaBnMBaeTcH A0
Boobl C Yy4dyactuem 2anektpoHoB NADH, koTopble
nepepatorcs Yyepes FADH, n uutoxpom b,.



=AAAA (6HHOBIR

0‘—v—’ —v—'"KHCNOTa

[ecarypaa  Jecarypaca
KIBOTHBIX  paCTeHMA

TIHONEBAA M MUHOMEHOBAR KCMOTBI HE CHRTESMPYKTCA B

OPraMIMaX BBICLIMX XMBOTHBIX, HO HEQDXOLMM
XIDOBOr0 0OMeHa=> ABNAIOTCH HesaMeRMM

A4 HOPMa/TbHO
MA KHCNOTaMK,




3ﬁK03aHOMAbI - OUONOrn4YecKu aKTUBHbIE
BelleCcTBa, CUHTE3UpyemMble OOSNbLUMHCTBOM KIETOK U3
NMONMMMEHOBbLIX XUPHbLIX KUCNOT, coaepxawux 20
yrrnepoaHbiX atoMmoB (CrnoBo "3UKo3a"™ nNo - rpevyecku
o3HauvaeT 20).

INKo3aHouAabl, BKJ1HOYalOLLMe B cebs

NPpOoCTAalTidaHAWUHbDbI - BbICOKOAKTUBHbIE perynstopbl
KNMeTO4YHbIX (PYyHKLUMN.




IUKO3aHOMAbl y4yacTBYIOT BO MHOMMX mnpoLeccax:

perynupytroT ToHyc 'MK u BCcneacteue 3Toro BAUAKOT Ha
A]ll, cocTofsHue OPOHXOB, KNLUEYHUKA, MATKMW.

IUKO3aHOUObI perynupyloT ceKpeuuto Boabl U HaTpus
no4ykamu, BRNAIOT Ha oOpa3oBaHue TPOMOOB. Y4acTBYHOT
B pasBUTUMU BOCNanuTesribHOro npouecca,
npoucxogsdLwlero nocrne noBpPeXAeHNA TKaHeu Wnu
UHeKuUM.



Takue npu3Haku BocCnaneHus, Kak Oonb, OTEK,
nuxopapka, B 3HaYNTENbHOMW mepe
obycrnoBneHbl AeucTeMeMm 3UKO3aHOUOOB.
N3bbITOYHasa cekpeunsa anko3aHoOUaoB NpMBoOAUT

K paay 3aboneBaHun, Hanpumep 6pPOHXUaNLHOU
acTMe U anfepruyeckum peakumam.

maBHbIN cyOCTpaT ANA CUMHTEe3a 3NMKO3aHOMAOB
y yenoBeka - dpaxnagoHoBasa KUCTIOTA.



Peaknuy nmepexkucHOro

OKHMHC/ICHHUA JTUIIUI0B



= [lepekncHoe OKUCIeHMe nunuaooB  —
cBoOoAHOpaauKanbHOE OKUCIIeHMEe nUNUAOB,
Bbl3BaHHOE  MNEPOKCUOHbIM  MOHOM.  [lpw

N3y4YeHnNN npoLeccoB Brnonorn4yeckoro
OKUCNEHUS paccMaTpuBaeTcs BapuaHT
KOPOTKOW LEenn OKUCNEHUSI — MNepeKkncHoe
okucneHme. Kpome nosfesHoro AOeuncTBus
(Hanpumep paspyLleHne MembpaH

dharounTnpoBaHHbIX MUKPOOOB B NemkoumnTax)
Npu CMOHTAHHOM O0Opa3oBaHMMN MNEPEKUCH,
obpasoBaBLUMNCA NEPOKCUAHBLIN MOH CNOCODOEH
BCTyNaTb B peakunto Co MHOrMMW MOJSIEKYNaMM.
B benkax OKUCNSAKOTCS HEeKoTopble
aMWUHOKUCIOTbI, aKTUBHble (POPMbI KuUcropoaa
nerko Hapywatot u ctpyktypy AHK.



IlepexkucHoe OKUCJICHUE JIUITUI0B

= —  3TO LUenHble peakuun, obecneymBaroLme

pacLUMpeHHOoEe BOCIMPOWU3BOACTBO CBOOOHbIX
pagukanoB,  4acTuu, NMMELNX  HecnapeHHbIN
SNEKTPOH,  KOTOPble  WHULUMUPYIOT  AarnbHeullee
pacnpocTpaHeHne NePEKUCHOro OKUcneHuda. B knetke
NPUCYTCTBYET AOBOSIbHO pa3BuTasd cuctemMa 3awmTbl OT
NepeKnUCHOro OKUCNEHUS (QaHTUOKCUOAHTHaA
cucrtema), BKovaroLuLas depMEHTHI,
HENTpanu3yLine nepekncu n ceBoboaHble paaukans
(kaTanasa, rnTaTMoHpeaykrtasa) W MOJIEKYSIb
«J1I0BYLUKN» CBODOOAHBLIX paanKkanoB U akTUBHbIX NOHOB
(MembpaHHaa cuctema BuTammHa E ©n  cenena,
rMTaTUOH, ackopbmnHoBas KMcnora).



= Hanbornee pa3BuUTa aHTUOKCUOAHTHaNA
CUCTeMa B KreTkax, Oosiblle noaBepXXeHHbIX

OKUCIEHMUIO, roe BblLLE napumanbHoe
OaBreHne Kucrnopoaa, Hanpumep, apuTpPOLMUTI,
NenkouuThl, anuTenuarnbHble KNEeTKU

ObixaTenbHbIX NyTen. [lpn HECOCTOATENBLHOCTU
AHTUOKCUMAAHTHOU CUCTEeMbl NEPEKNUCHOE
noBpexaeHmne nMMNMaoB npuBoaUT K
NOBPEXOEHUIO MEMOpPAHHLIX CTPYKTYP KNETKW,
YTO HapyllaeT QYyHKLUNOHMPOBAHNE KNETKU WU
ABNAETCA OCHOBHbIM MexaHu3MoM rmoenu
KNEeTKMW.



Obuiaa cxema peakuuii NepeKUCcHOro OKUCeHUs
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Peakuuu nepexucHoro okucneHus nUnNUAoB:
UHULUUWpOBAHUE Lienu

R ANKUSbHLIA (C-LieHTPUPOBAHHBIN)
paavKan

> >

UCXOAHBLIW (HEOKUCIEHHbIN) v
nnua



Peakuuu nepexucHoro pxutneHus npuNyAos:
npoaonxeHue lenu

nepekUcHbIN (O-LeHTPUPOBAHHLIN)
paauKan ¢

_ .

v

rmaponepexkucb nmnuaa

3BE€HO uenu




Peakuuu nepekucHoro okucsineHua nmnmAaos.
pa3seTssieHue uenu

ANKOKCUNbHBIN (O-LeHTPUPOBAHHLIW)

paauKan
-

pasgeTejieHUe uenu



Peakuuu NnepekucHoOro okucineHua nmnmAaoe.
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BUOCHUHTE3 XOJECTEPUHA

= B cMHTE3e xonectepmHa MOXHO
BblOENUTb TPN OCHOBHbIE CTaguUMN.

= | — npeBpalleHne akTUBHOIO alLleTaTta B
MeBaJIOHOBYIO KUCTIOTY,

= || — obpaszoBaHme ckBaneHa n3
MEeBaJIOHOBOW KUCIIOThI,

= ||| — umknnsauna ckesaneHa B XonecTtepuH



I cranus

= HayarnbHbIM 3TANOM CUHTE3a
MeBarioHOBOW KUCMOTbl U3 aueTuin-KoA
ABNAeTcs obpasoBaHMe aUeToaUEeTUIN-
KoA nocpencrtBomMm obpatnmMmoun
TUONA3HOWU peaKkUUnu:



= B pe3ynbrare KOHACHCAIMH alleTOAICTHII-
KoA ¢ 3-u monekymnou anetuii-KoA mpu
y4aCTUHU THAPOKCUMETUATTYTapuia-KoA-
cunTasbl (I MI'-KoA-cuHTa3a) oOpasyercs [3-
TUJIPOKCH-P-MeTuarnyTapui-KoA:



B-I'mapokcu-fB-mernnrnytapun-KoA nmoa 1eHCTBUEM PETYIITOPHOTO
dbepmenta HA JId-3aBruCcHMON THAPOKCUMETUATTYTapuia-KoA-peayKkrassl
(I'MI'-KoA- penykraza) B pe3ysibTaTe BOCCTAHOBJICHUS OJTHOM U3
KapOOKCHIIBHBIX IpyIn U oTiierieHus HS-KoA npeBparnaercs B
MEBAJIOHOBYIO KUCJIOTY:

I'MI'-KoA-penykrazHas peakiius — nnepBasi IpaKTUYECKH HeoOpaTumMast
peaKIus B IS OMOCUHTE3a XOJIECTepUHA.

AxtuBHOCTH [ MI'-pemykra3sl BO3pacTacT Npu BBEACHUN UHCYJINHA U
TUPEOUTHBIX TOPMOHOB. ITO MPUBOAUT K YCUIICHUIO CUHTE3A
X0JIECTEpPUHA Y MOBBILIECHUIO €r0 YPOBHSA B KpoBHU. [Ipu romoganuu,
TUPECOUJIKTOMUM, BBEICHUE MIFOKArOHa U MIIFOKOKOPTUKOUIOB,
HAIPOTUB, OTMEYAETCSA YTHETEHUE CUHTE3a XOJIECTEPUHA, UTO IIPEK/IE
BCET0 CBSI3aHO CO CHMKEHUEM aKTUBHOCTH [ MI -KoA-pemyKrassi.



(1)
Auemun-KoA- (2)

auemunmparcgepasa
H (muonasa) g 9 [MI-KoA-curmasa
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MI-KoA-cuHmasa OH 0 [MI-KoA-pedykmasa OH

I
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CH3=C~=S—KoA HS =KoA 2NADPH  2NADP*

+
H,0 B-Tuopoxkeu-B-metunrnytapun-KoA £H H3=KoA

AueTnn-KoA (TMT-KoA)

MeBanoHoBas kucnora




Il ctraagus

= MeBanoHoBas KucnoTa npespaLlaeTcs B CKBareH.

= Peakuuun |l ctagnm HaymnHatoTca ¢ dpocdhopunmpoBaHns
MEBANOHOBOM KUCMOTbl C nomowbio ATO. B
pesynbraTe obpasyerca 5-pocdopHbIN acbup, 3aTeEM 5-
nnpodrocdopHbIN 3UP MEBANTOHOBOWN KUCNOTHI.

= MeBanoHat 3a c4yeT [AekapbokcunupoBaHUst C
noTpeobrieHnem ATD npeBpaLllaeTcd B
n3oneHTeHnnaudgocdar, KoOTopbin N SBNSETCA TEM
CTPYKTYPHbLIM 3NEMEHTOM, U3 KOTOPOro CTPOATCS BCEe
nsonpeHounasl



= O0Oa N30MEPHBIX n30IMeHTeHWInupodochdara
(muMeTWwIauianupodochar u  M30NEeHTEHUIMUpodocdar)
KOHJICHCUPYIOTCS C BBICBOOOXKJECHHEM TnUpodocdara u
oOpa3zoBaHHEeM repaHuimupodocdara:



= K repanuinupodocdary BHOBbB MIPUCOECIUHSIETCS
n3oneHTeHwInupodocdar. B pesyabrare 3TOM peakmuu oOpazyercs
(dapHe3unmupodocdar

= @apuaeswaudocdar SBISETCS TAKXKE HCXOJHBIM COCIMHECHHUEM IS
CHHTE3a JIPYTUX MOJUU30IPEHOUI0B, HAIIpUMeEp, YOUXMHOHAYOUXHMHOH
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= B 3akntoumnTenbHON peakumm gaHHOW
ctaaun B pesynerate HAODH-
3aBNCMOW BOCCTAHOBUTENbHOWU
KOHOEeHcaunm 2 MoneKyr
doapHesunnnmpodocdarta obpasyercd
CKBarleH:
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Il ctagua

= CKkBaneH, INWHENHbIN nsonpeHoua, noa
BIIUAHUNEM CKBaneH-okcuaoumnknasbl
LMKNMU3npyeTca ¢ noTpedbrieHnem Kucrnopona B
naHoctepuH, C 30 -ctepuH, OT KOTOPOro Ha
nocneaywLwmnx cragudax,  Katanmampyembix
LMTOXPOMOM P450, OTWENNSATCA  TpW
METUMbHLIE TPYNMnbl, Aanee HacblWeHUeEM
NOBOMHOW CBA3M B  OOKOBOWM UenNn WU
nepemMelleHneM ABOUHON CBA3U B Konble B 13
nonoxeHuna 8, 9 B nonoxeHue 5, 6 Bcnegcreme
yero obpasyetc4 KOHEYHbI A NPOAOYKT
XOJriecTepuH



CkBaneHanokcuaasa
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OBIIIAA CXEMA CUHTE3A XOJECTEPUHA

CHiCO—-S-HoA CHiCO—S-HoA
AueTun-KoA AuerTun-KoA

HS-KoA

CHzCOCH,CO-S-HoA X(fﬂ-{l‘(_ﬂ epur
AueToauetTmnn-KoA (C.)
CHaCO—S-HoA + HO
NanocrepwvH

HS-KoA (C.)

Hg
HOOC—CH,— : —CH,—CO-S-HoA

OH

B-MuapoHcn-p-metmnrnyrapun-KoA
2PP,

HAN D
2HALND HALDH+
HS-KoA
CHs DapHeannnupodochar DPDapHeannnupodrocdhar

! (C.) c.)
HOOC—CFCQ—E—C Hy—CHLOH
H

SHAJILDH + 2H

MesanoHar
ATD VMzoneuwtTenunnnupodgocodar Nepanvmnnupodocdar
<) (C.)
AD PP,
S -dbocdhomesanoHarT

AunmeTvnannmnnupodgprochar MaoneHternunnmnupodocdar
ATD (C) P (C.)

COL
AND  Arqp ALD
N P

5 ~-NMupodochomesanoHar

- 3 -PDocdho-S-nupodpochomesanoHaT




xOnNecTepus

aueTnn-CoA — 1 = mesanoHat — 2 —= nsonedrermnandocdar —( 3 —s cxsanes
G o ——w Cp = Cs ———— e Csp Cor
CHy

o
i
aueTun-CoA 3x H;C—C"@———'-’Z] - ]
OOC —CH,-C— cu, C+,0H

S-rMOpoKcCL -
by 2 ilagssw
myTapnn-CoA cras
' i 2[tes

|
eooc—cu,-cl:—-cu,-cu,- o —-Ex=
O MEeBANOHWM -
avdpocdpaT

MesanoHarv

_®>_ A APDOXKCL—
CTepuVmMel

e
N xnrouweasoh
| deprierr
co.+@ + o=

2 [’H‘-‘l—:

MmIoNenTeHwnnandgpocdgpar

MesanoHaT

MMeTHMnanann-
ﬁ“(bOC(baY uaoneuvenunnucpoccbar

repasnin-
nn:bocd)af
naHoCcTepnH

dbapHesuun-
andocpar

_/\/\/J\./\)‘\/\o_

NADPH+H™

xOnecrepm-

e e 2 CO,
1 HCOOH

HECKONLKO CTanMA

‘uo.‘n-.

A. BUMOCHMHTES XONnecTepmMHa




JInmoamns

Pacnag nunmooB B TKaHAX OCYLUECTBAKT MAPONNTUYECKNE
depMeHTbl— nunasel. Tpu-, An- W MOHOMMUuepuanunasbl
OENCTBYIOT Ha HeuTparnbHble Xunpbl. Pocdonunassl A1, A2, Cu [
(NMM30COMHbIE)  pacwennarT  Kucnble  docdonunmabl. B
pesynesrate nunonun3a obpasyloTcsa dHepreTuyeckne cyocTtparhl:
XUPHbIE KUCIOTbI U MMNLEPUH.

[MnuepnH B  peakuusix  OKUCHeHusa  (OerngpupoBaHusl) WU
docopunuposaHna  (pocdokmHasHble) NpeBpallaeTcs B
rmyuepoanbaernadocdar. anee nytem rfoHEOreHesa M3 Hero
CUHTE3UPYIOTCHA 3anacHble dHepreTuyeckne cybctpaTtbl (rMnoKoaa,
[MUKOreH) UMM Npu MUKOSIMTUHECKOM OKUCNEHUM obpasyeTca
9Heprna B Buae wmosnekyn AT®. [nuuyepon-3-pocdaTr MOXKeT
NCNONbL30BaTbCA AN CUHTE3a COOCTBEHHbIX NIUMUNOOB.
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