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prolein molacule

Yrnesogpbi (0,2-2.,0 %)
: -~ Hykneuroeble <ucnotbi (1-2 %)

~ MuxepanbHtie cona (1,0-1,5 %)

\ ATO 1 npyrve HU3KOMONEKYNAPHEIe
opraHuyeckue seljectea (0,1-0,5 %)

CollepKaHNe XMMNYECKNX BEWECTB B KJIETKE

B coctaB MeMbpaH BxoaAaT 10/1bko POCOO/INNADBI (PN),
FIMKOIUNINADBI (/1) 1 XONECTEPUH (XC).




JInnu el

JIunuael — 310 pa3zHooOpa3Has MO CTPOCHUIO IPyI-
[1a OPraHUYECKUX MOJIEKYJI, UMEIOIIUX OOIIME CBOMCT-
Ba — ruApopoOHOCTh WU aMPuPHIBLHOCTD.

B opranusme 4YelOBEKa JUMUIBI IPEICTABICHBI
OOJBIION  TpPyNnmoM  COCAMHEHUM: ruapodoOHbBIE
(Tpuanunmmmuepoisl -TAI, adupsr xomectepona —23X),
ampucdmisaeie  (ectb  ruapodoOHAT YaCTh MW
ruapoduIbHas (mosisipHast «TOJIOBKA ) -
ranepodocdomunmuapl, COUHTOIUITHIEI.



CTpoeHne nmMnnaos

AUNIUOBI COCTOLAT HU3:

1. noasspHO¥ (rUAPOOUABHON)
FOAOBKH, c, |

2. MeUKHu b

3. HEITOASIPHBIX
(ruapoobHBIX) XBOCTOB.

['oA0BKa 0Opa3oBaHa:
ocTaTKOM (pochopHOU
KUCAOTHI ((hochoannuipi)
MAU OCTATKOM CaxapoB
(PAMKOAUTIUIBI).

[TTerika oOpa3oBaHa:
OCTATKOM TAULIEPUHA
(rAMLIEpOAMIIMABI) UAU

cthbuHro3uHa
(cuHrOAUIIHAKI).
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* {MPHbLIE KNCNOTHI
= X0necrepuH

* XMpopacTBopuUMbIE
BUTAaMWHbI

* cTepouaHbie
rOPMOHbI

= KeTOHOBbIE TeNa




r'maPO®OBEHb ::;:2’;3:::0’ \5-10%, B )KUPOBbIX K/lemKax 00 90%/

mnnabl < €, 0, H < cnupr 4 XUPHbIle

(rnvuepwiH) KUCNOTbI

TPUTTIMUEPUADBI BOCKA POCPO- CTEPOMNADLI
Cnupt rnuuepuH + Cnoxbie achupbl nnnnabl Cnupt xonectepon +
YAPHbIE KNCNOTbI BbICLLMX U PHBIX KNC- COMTAA e U YXIPHbIE KNCNOTbI

> )KM Pbl (mBepdble) NOT 1, 0[HOaTOMHbIX KUCNOThbl + OCTaATOK BM TAMMHb' -
CnupT + HeHacbluleHHble ~ BRICOKOMOTCKYTIAPHLIX thocchopHoii KuCNoTbI (A, D.E K
(npeaenbHble) XpHble cnvpros
KNCAOTbI FTOPMOHBbI *
> MAC/IA (wudxue) MMAKO TN AbI JINTIONPOTEWNHDI (Ha.crtlll:l)]‘;t::)KOB,
T HEIDE L bl JlnnuAapl + yrnesopl Jinnugpl + 6enkn

HNPHbIE KNC/OTbI
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OnopHo- NcTOUYHUK
CTPYKTYypHas 3anacatoLas MeTa6o/IMyecKon
39,1 kx - BOfbI
3almTHas
(TepmoperynsiTopHas) Katanutuueckas

PerynartopHas
(ropmoHanbHas)
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AKupHas Kucjora

ZAKHUPHBIE KUCJIOTHIL, ITPUCYTCTBYIOLIUE B I1JIASME

HaszBanmue Jlmaa nenn UcTounuk
Hacprmennsie MUPUCTUHOBAS C 14:0 KOKOCOBOE MacJIo
[aJIbMUTUHOBASI C 16:0 YKUBOTHBIN KUP
cTeapuHOBas C 18:0 JKUBOTHBIN KUP
MoHOHEHAaCHIIIEHHBIE | TTaJIbMHUTOJIEMHOBAS C 16:1 o7 KUBOTHBIN XUP
(MOHOEHOBBIE) OJIEMHOBAsI C 18:1 9 PaCTUTEIILHOE MacCIl
[TonmuHeHACHIIIIEHHBIE JIAHOJIEBAs C 18:2 w6 pacTUTEIILHOE Mac)
( IIOJIMEHOBBIE) JIMHOJICHOBAS C 18:3 w6 PaACTUTEIILHOE Mac]
NCCEHITUAIbHBIE apaxuJIOHOBas C 20:4 8 pPacTUTEIILHOE MaCI
aiiko3arieHTareHoBas | C 20:5 o3 PHIOHIA XKUP

B cokpamenHoit popMyIie ykazaHO KOJIUYECTBO aTOMOB YITIEpOJa 1 YHCIIO ABOITHBIX CBA3EIT.
N — KOJIMYECTBO YITIEPOAHBIX aTOMOB B Pa/{UKaIe;,

Brukaiimas kK METHILHOMY KOHITY JBOIiHAs CBsI3b 0603Hauena cumsonom ()




MpumepHo 75% BceX >»XUPHbIX KUCNOT, BXOAALUIUX B COCTaB
*
NMUANUAOOB, - HEHACbILLEeHHbIe

HacCbllleHHLIE XKXNDHLIE KMCIIOThLI
naypuHoegasi - (C,,) CH,-(CH,), -COOH
mupucmuHosasi - (C,,) CH,-(CH,),  -COOH
nansmumuHosgasi - (C,.) CH,-(CH,), ,-COOH
cmeapuHoegasi - (C,,) CH_,-(CH,), ,-COOH
nuzHouyepuHoegasi - (C CH_-(CH,),,-COOH:

24)

S
Mo konnyecTBY ABOWHbIX CBA3EN B XMUYHEecKoN popmMye XUpHbie

kmcnotbl genat Ha HACBILWEHHDBIE (HeT ABOWHbIX cBA3en),
MOHOHEHACBILWEHHDBIE (ecTtb ogHa gBoMiHasA cBA3b) N
MOJIMHEHACBIWEHHDBIE (aBe nnun Bonee ABOMHbLIX CBA3EN).

AKUpHbIe KHCJI0ThI, BXOAALIHAE B COCTAB OPraHU3Ma YeJI0BEeKAa, MMEKT 001Iue
YepThbl CTPOCHMS:
1. YéTHOE YMCJI0 AaTOMOB YIJIEPO/aA.
2. /IuneliHasi (Hepa3BeTBJICHHAA) YIVIEPOAHAA LeNb.
3. llosmmHeHachImeHHbIE )KMPHbIE KUCJI0ThI nMerT TOJIBKO
N30/INMPOBAHHBIE nBoiiHbIe CBSA3H (MEXKAY COCETHUMM IBOMHBIMH CBA3AMM
He MEeHbIIIE IBYX OlMHAPHBbIX).
4. JIBoiiHbIE CBSA3M MMEKT TOJbKO HUC-KOHPUTYPaALIHIO.
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Tabauna L. ZJKapHable HeHACBIIIeHHBIE KHCIOTHI

Honenxaaryvpa HazeaaHe :XHpHOH CoxpaménaHoe Hoearuadaxanas
KHC.IOThI HAa3BaHHEe
JIHHOIISHOEAA AT N Cis3
OMET A 3 aKOzanceHTacHOEBaA EPA C2o:5
JoKoOzarneHTacHoBad DHA C2a2-6
JIHHOIIEBAadA AT Cis2
OMET A 6 apaxHIOHOEBAaA Al C20-4

Tabauma II. @opMyabl :KHPHBIX KHC/IOT, HMEIHX HAHOOIee BAKHOE 3HAYECHHE B
NHTAHHH Ye;I0BeKa

Hazeaaune XunmHag9eckass dopnyia

MupuacTHHOEaA (HaceIIIIeHHAHA ) Cia CH:3:-(CH2)12-COOH

IMaagenmuTHHOEBAR (HACBIIIIEHHANT) Cis CH3:-(CH2)1:-COOH

Oaxensoepas (MOHOHECBIIIEHHAA) Cisa CH3-(CH2)7-CH=CH-(CH2)7-COOH

JImmoneepas (momuHeHacsnmenHan) | Cis2 CH:3-(CH2)4s-CH=CH-CH2>- CH=CH-(CH2)7-
COOH

JIumuoxeHnoras Cis3 CH:3:-(CH2-CH=CH)3-(CH2)7-COOH

(mommHeHAChIIIEeHHAH )

ApaxmagoHoean C20:4 CH:3-(CH2)z- (CH2-CH=CH)4-(CH2)3-

(mormHeHACHIIIEHHAA ) COOH




[IBOMHbIE CBA3U B XUPHbLIX KUAC/IOTaX B OpraHM3Me 4esioBeka
UMerT yuc-koHpuaypayurw. Linc-koHcpurypaumsa ABOWHOWN CBA3U
aenaer anudartnyeckyro Lernb XUPHOW KUCNOTbl U30THYTOWM, 4TO
Hapywaetr  ynopsago4eHHoe pacrnosoxeHune HaCbIUW,EeHHbIX
pPaAuKaioB XWUPHbIX KucnoT B ¢occonunugax memopaH wu
CHWXaeT TemnepaTtypy njaaB/ieHUS.

KoHcpurypauum pagnkanoB XUPHbIX KACAOT

A - U3/10M paauKana XXUPHOW KNCOTbI NPU ABOMHOW CBA3N B LMC-
KOHthurypauuu,

b - HapylwleHne yrnopsaAo04eHHOro pacrnosioXeHUs pagukanoB
HacCbIWEeHHbIX XUPHbIX KUCOT B rugpoctho6HOM csioe memGpaH
HeHacbIWeHHON KUCNOTOW € Uuc-KoHdUurypaunen ABOMHON CBA3MN.
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TAI" (5xupbI) SIBISIOTCS CIOKHBIME 3(DUpaMu KUPHBIX KUCJIOT U
"PEXaTOMHOro cnupra mmueposia. K 3 rufpokCUnbHbIM rpyIinam
TIMLEPOsia MPUCOEAUHEHBI 3 OCTATKA KUPHBIX KUCJIOT
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TAI' — rugpo(poOHBIE MOJICKYJBI, PA3IUYAKOTCA CTPOCHUEM
JKUPHOKHUCIOTHBIX paaukanos (Ri, R2, R3,).




Tpraumnramueponbl  ABAAKOTCA dOpMOM  XpaHEHUSA
dHEpreTM4eckoro M CTpoUTENbHOro matepuasa. B opraHusme
YesloBeKa AJ1A MOCTPOEHMA UX CTPYKTYp ucnonb3ytotca C. - C g
HaCbIUEHHbIE XMPHble KMUCNOTbl B MNEPBOM MU TpPETbEM
MNOJIOXKEHMM, @ BO BTOPOM MOJIOKEHMU HEHACBILWEHHAA KMCO0TaA.

BocKa, 3MMUpbl BbICWIMX KUPHbIX KUCIOT MU
AJIMHHOLIENOYEYHbIX CNMPTOB, Y Ye/I0BEKA HE CUHTE3UPYIOTCA, a
nonajawupe C NMeN He MoryT 6biTb MCNOb30BaHbl B CBSI3M C
otcytctBueM B JKKT @depMeHToB, rUapo/M3yIOWMX ITHU
coeauHeHuUA.



CTpoeHue U (PYHKIIMUA OCHOBHBIX KJIACCOB JIMIIUJIOB

qCJIOBCKA
IIpenmyiecTBeHHAS
Kaacc jnmmaoB Cxema cTpoeHusn DOyHKIMM pos
JIOKAJ M3 AL
I''miuepodocdo- 5 CrpykrypHble KOMIIOHEHTBI | MeMOpaHbl KIETOK,
JIATOH b1 H.C—O—C—R MeMOpaH; MOHOCJION Ha
2 |
X-XOJIUH; 0 l docdauTUIXOIUH, KPOME IIOBEPXHOCTH
OTaHOJIAMUH; R,~C-O-CH TOTO, CTPYKTYPHBIH BJIEMEHT | JIMIIONIPOTEUHOB,
Cepun; l JIMIIONIPOTEUHOB, KOMIIOHEHT | aJIbBEOJIbI JIETKUX
HNHo3utoi1- H,C-0O- FI’-O -X | cypdakranTa,
oudocdar OH IpeJOTBPANAIOIIErO
CJIMIIAaHUE aJILBEOJI (B DTOM
ciydgae R1 u R2 -
[aJIbLMUTHHOBBIE KUCJIOTHI)
Coymrodgocdom Céburrosnn OCHOBHBIE CTPYKTYpPHbIE Mnennnom,l?
mIbI- | KOMIIOHEHTHI MeMOpaH 0605109Ka HEUPOHOB,
c(pUHrOMHUETUHbI o KJIETOK HEPBHOM TKaHU cepoe BeleCTBO MO3ra
|
O0=P-0 XKuphas
| KUCIOTA




CTpoeHHUE ¥ PYHKIIUA OCHOBHBIX KJIACCOB JIMITUIOB
YeJI0BEKa

Kiacc jiunmoB

Cxema crpoenust

DyHKINH

IIpenmyniecrBeH
HAas JIOKAJTN3 LIS

Iuxoaunmas:
Llepedpo3usbi,
eciu X-
MOHOCaXapu/I,
rAaHIJTHO 3B,
ecii X-yITICBO/IBI
CJI0’KHOIO cOCTaBa

Cdunrosus

Ynesoa X  KupHas
KHMCS10Ta

KomrmonenTsl MeMOpaH
KJIETOK HEPBHOU
TKaHU, aHTUTI' CHHBIC
CTPYKTYpPEI Ha
IIOBEPXHOCTHU Pa3HBIX
THUIIOB KJIETOK,
PELIEITITOPEI,
CTPYKTYPBIL,
o0ecIIeUnBarOIIe
B3aUMOJICVICTBUE
KJICTOK

BHenmmii ciioi
KJIETOUHBIX
MeMOpaH




[ipeacTaBUTENN CNOXKHbIX TUNUAOB -
ramuepodochonmnmabl BaxKHEMULLME KOMMOHEHTbI
KNeTOYHbIX MEMOpPAH. 3TU IMNUAbI CoAEepKaT
rJIMUEPUH, CBA3AHHbIM C ABYMSA OCTaTKaMM KUP
HbIX KMCJIOT B NEPBOM M BTOPOM MOJIOXKEHMUSX, a B
TPETbEM MOJIOXKEHMM OCTATOK poCcHOPHOM
KMCJI0Tbl CBA3aHHbIX C a30TCOAEPKALLMM
CO€AMHEHUEM MU CMUPTOM (XOJIMH, CEPUH,
TPEOHMH, 3TAHO/IAMUH, MHO3UTOA U Ap.) MHoraa B
NEepBOM MOIOXKEHUM PACMOJIOKEH HEHACBILWEHHbIN
AJIMHHOLIENOYEYHbIM CMMPT, CBA3AHHbIU C
rJIMLEPUHOM NMPOCTOM 3(DMPHOU CBA3bID. TaKue
COeIMHEHUSA Ha3bIBAETCA MNJ1a3MasloreHaMM.



I'napododubiii  Ioasipuan

«XBOCT»

R1, R2 —anmdaruyeckue nenn KK

«TOJIOBKa»
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DochaTHANTXOTHHBI docharnAMIITAHOIAMHHBI
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docharnman
KHCJI0TA

DochaT HANIHHO3HTOJIBI DocharnaniicepuHbl



[ muepodochonmnuibl - amunaTMyeckue
coeANHEHUA, OIMH KOHEL, MOJIEKYIbl KOTOPbIX
rmpodobeH, a agpyron rmapodmneH. CreactBUem
TaKoM CTPYKTYPbl ABAAETCA TO, YTO B BOJHOM
pacTBOpE OHU 06pa3yoT 6MC/I0M (OCHOBA JIH060U
MEeMOpaHbl) B KOTOPbIX MMAPO(OOHbIE OCTAaTKMU
XMPHbIX KUCNIOT NPOTUBOJIEXKALLUMX CNOEB OOpaLLEHbI
APYr K Apyry, a ruapoduibHas YacTb MONEKY/Ibl K
BOoAHOM base.

* | ﬁ) (IZH 3
CHz —O —I|3—O —CHz — CHz—ll\l:CH !
Puc.3. dochatnannxoamu o) CH 3z



B TpaHCNOPTHbLIX popMax MNUA0B (XMIOMUKPOHBI,
IMNonpoTen bl 04eHb HU3KOM MIOTHOCTU) MEMBPAHaA
0AHOC/I0MHaA 1 rMAPOdO6HbIE YaCTU MOJIEKYN
obpalleHbl K rmapodobHbIM TPUALMITINLEPOIAM,
3aHUMALWLMM LEHTPaA/IbHYI0 NOJI0CTb JIMNONPOTEUHA.
Kpome Toro, ravuepodocdonmnmibl MOryT
o6pa3oBbiBaTb MMLE/JIbI, B TOM YMUCE U
CMellaHHble. CMellaHHble MULENIbI UFPAK0T BaXKHYIO
POJIb B Npouecce TpaHCnopTa NpoAyKToB rMApo/im3a
MULLLEBbLIX IMMMAO0B U XXUPOPACTBOPUMbIX BUTAMUHOB
M3 NMPOCBETa KULIEYHMKA B SHTEPOLMTHI.



PochaTMANNXONIMH ABNSETCA YHUKAIbHOM
MOJIEKYJIOM C OBLLUMPHBIM NepeYyHeM pyHKUMMU. B
JIEr0YHbIX aJibBe0/1aX 3TO COeAMHEHME BXOAMUT B
COCTaB cypdaKkTaHTa (1MnNnuaHO-6e1KOBOro CJ104
npuerarLWwero K NoBeEpXHOCTMU KNETOK a/ibBeon),
YTO NPENATCTBYET CXJI0MbIBAHMIO a/1IbBEOJI,
noageprkmBasd TeEM CaMbIM rasooobmeH. B
ANUTENMNOLUTAX COOUpaTE/IbHbIX TPYOOK HE(PPOHA
M3 pocdaTnamnxonimHa MembpaH obpasyeTcs
ravuepodocdoxosimH (IF'PX). Mo MHEHUIO paaa
yyeHbIX [OX B 3TUX K/IeTKax BbINOHAET PYHKLUMIO
OpraHM4YeCcKoro oCMomTa.



OpraHmMyecKkmne oCMOIMTbI MOBbIWAKT OCMOJIANIBHOCTb
BHYTPMKJ/IETOYHOIO pacTBopa /10 YPOBHSA BHEK/IETOYHOM
*KMJKOCTU, NPENATCTBYS NOTEPE KJETKOM BO/JbI.
INUTEIMOUUTBI 3TOro oTAeNa HeEPpPOoHA MOryT
KOHTaKTMpOBaTb C M’MNEPTOHUYECKOM MOYOMU, COAEPIKALLEN B
60/IbLLIMX KOIMYECTBAX MOYEBMHY (OCHOBHOM OCMOTHUYECKUM
KOMMOHEHT MO4YM). MeMbpaHbl KNIETOK He ABNAIOTCS
abCO/IIOTHLIM NPENATCTBMEM A1 MOYEBUHbBI. B KoanyecTBe oT
1 M U BbllLe MOYEBMHA OKA3bIBAET AEHATYPUPYIOLWMKU SPDEKT
Ha KNeTo4YHble 6enku, a F'OX npeanosnoXmnTesIbHO
NPeBEHTUPYET NoJ06HOE AencTBME. YacTb MONEKY
pocaTMaANNX0/IMHA COAEPHKMT OCTAaTOK apaxmJ0HOBOM
KMC/I0Tbl (BO BTOPOM MOJIOXKEHUM) KOTOPbIN OTLLENIAETCS C
yvyactnem cpepmeHTa pocdonmnasbl A, 1 y4acTByeT B
06pa3oBaHMK BMONOrMYECKM aKTMBHbIX S3MKO3aHOWU/IOB



3MKO3aHOMdbl: NpocTariiaHAuHbl, NEMKOTPUEHDI,
TPOMOOKCaHbl M NPOCTAUMK/IMHBI, 06pa3yloTCA BO
MHOIMX KNE€TKAX B OTBET Ha BHELLUHUM CTUMY/I,
M3MEHSAIOT METAB0/IM3M B TOM KJIETKE, B KOTOPOU
o6pa3oBa/iMCb (ayTaKOUAHOE AEUCTBUE) U/ MU B
COCeZIHMX KJIeTKax (napakpuHHOE AEUCTBUE).
OTLLENNEHMNE KMPHOU KMCIOTbl BO BTOPOM
NOJIOXKEHMU NMPUBOAUT K 06pa30BaHUIO
m3odocdaTnanaxosmHa (nmsonetmumd). JaHHoe
coeMHEHME ocabnaeT KNeToyHyro membpany. Aa
PSAa 3MEU COAEPHKMT B OOJIbLUMX KOJIMYECTBAX
cbocponmnasy A,, KoTopas Bbi3bIBaET MacCoBOE
o6pa3oBaHMe /IM301eUnuTUHA B MEMBpaHax
3PUTPOLMTOB, YTO NPMUBOAUT K UX FrEMOJIN3Y.



MHTepecHbIM NpeacTaBUTE/IEM MEMOPAHHbIX IMMUAOB ABJIAETCA
dochaTtuananMHO3IUTOI.
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Puc. 4. ®ochaTManaNHO3UTON



Jlunna BcTpe4vyaeTcs BO BHYTPEHHEM CJ/l0€
LMTOMN/Ia3MaTUYECKOM MEMBPaAHbI 60J/IbLLIMHCTBA
KJIETOK opraHu3ma. MHO31TO, BXOAALLMM B COCTAB
dochomnuaa ABNAETCA LECTUATOMHbBIM
LUUKSIMYECKMM cnUpTOM. lpn bochopmimpoBaHmm
cnupTa B ABYX MOJIOXKEHMAX U ero bepMeHTaTUBHOM
OTLLEeNJIEHMM 00pPa3yOTCA ZIBa BTOPUYHbIX
MecceHaXepa - nHosuton-1,4,5-tpudocdar um
ANaunIr IMuepor



MHo3mnTON-1,4,5-TpHUdPocdaT CBA3bIBAETCA C
PELENTOPOM rNMaZKoro 3HAoMn1a3mMaTM4eCcKoro
PETUKYJIYMA, YTO NPMBOAUT K BbICBOOOXKAEHUIO U3
LMCTEPH peTHKYayMa MoHoB Ca%*. MoHbI Kasbums
CBA3bIBAKOTCA C 6€/IKOM Ka/IbMOAY/IMHOM, aKTUBUPYH
ero. KanbMoay/IMH akTUBUPYET pAA KNEeTOYHbIX
6enKoB, 4YTO NPUBOAUT K USMEHEHUIO METAOOIM3MA.

B otanume ot nHosmton-1,4,5-tpudocdarta
ANAUUNT IULEPOS, CBA3bIBAETCA C MEMOPAHHbBIM
(depMeHTOM NpoTeEMHKMHA30M C, KoTopas
aKTUBUPYET pAaj APYrux 6e1KoB, YTO TaKXKe
M3MEHAET METAO0IN3M.



BHYTpeHHAA MeMbpaHa MUTOXOHAPUU COAEPKMUT
KapAUOJIUIMUH. ITOT POCHOMNUA BNepBbie Obl
BblAEJIEH U3 CEPAEYHOMU MbILLLbI, FAe ero 6o/blle
YeM B ApYrmx TKaHAX. B ocHoBe CTpYKTypbl
KagMoMnmHa ase MoaeKysbl hochaTtMaHOM KUCAOThI
CBSAA3aHHbIE NEPEMbBIYKOM U3 MOJIEKYbI FULEPUHA.
Hannumne B MoneKyse AByX OoTpuuaTesibHbIX 3apAA0B
CO3/1aeT TPAHCMEMOPAHHbIX MOTEHLMAN, YTO, MO-
BUAMMOMY, CMOCOBCTBYET rnepemMeLleHmIo
ornpeJesieHHbIX KaTMOHOB Yepe3 MOHHbIM KaHan Mo
rpaMEeHTy 3apaja.



Puc. 5. Kapanoamnun



ChUHrommenmHbi

CPOUHIOMUENNHBI - MEMBPAHHbIE JIMMKUAbI, COCTOALLME U3
amMMHocnUpTa COMHIO3MHa, }KUPHOM KUCIOTbI, OCTaTKa
ocOopHOM KMCNOTbI M XOJIMHA, KaK 3TO Npe/CTaB/IEHO Ha
PUCYHKE 6. R B CTpYKType OCTATOK XXKMPHOU KMC/IOTbI.
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[ iMKoannuAabl

CywecTsyeT ABa Kiacca riMKoamnmuaos: Lepebposuapl m
raHrimo3smabl. O6a Knacca IMNMAOB BCTpeEYaloTCA B
LMTONIa3MaTUHECKMX MeMOpaHax pa3HblX KNeToK. OcobeHHOo
MHOIO JJaHHbIX COEAUHEHUM B K/I€TKAX HEPBHOMU TKaHM. B
CTPYKTYpe 000MX TUMNOB NPUCYTCTBYET aMUHOCMNIUPT
COUHIO3MH CBA3AHHbIM C }KUPHOM KMCNOTOU. B
Lepebpo3naax C OCTaTKOM CPUHro3nHa CBA3aH
MOHOCaxapu/J, a B raHrnamo3smaax 6onee gecsatka
MOHOCaxap1aoB 1 X MPOM3BOAHbLIX, HAaNPUMEP CUANOBbIX
KMCNOT. bonblloe KoNn4ecTBoO raiakrouepebpo3naos
06HApPYKEHO B MMEJIMHOBbLIX 060/104KaX HEMPOHOB.
O/MrocaxapmaHblt KOMNOHEHT FaHI/IMO3U/I0B K/IETOK
NpUMHaANEXKaluUX pa3HbIM TKaHAM OT/IMYAETCA Mo
Yyr1eBoAHOMY COCTaBy M, NO-BMAMMOMY, Y4aCTBYET B
y3HaBaHUE KJIETOK CBOEro Tuna 1 CnocoocTByeT MX
00beAMHEHMIO B COOTBETCTBYIOLLYIO TKaHb.



Puc. 7. Tnokouepebposuna
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XosieCTepuH

XoJieCTEpHH CIIMPT, B OCHOBE CTPYKTYPbI KOTOPOIr0 reTePOmUuKI —
HUKJIONEeHTANepruaApogeHaHnTpeH. Bxomut B COCTaB
HUTOIJIAZMATHYECKUX MeMOpaH, peryjupysa UX TeKy4eCTb U BJIUSAET
HA padoTy MeMOpPaHHBIX TpaHcnopTepoB. KojmyecTBo xoJiecTepruHa
B MeMOpaHax He MOCTOAHHASI BEJIUMYMHA U MOXKeT A0X0auTh 10 20 %
OT CYMMAPHOI0 COJAEP:KAHUS JIMIHIAOB. XOJIeCTEPUH SIBJIAETCS
OCHOBOM [JI1 CHMHTEe3a 3KeJYHbIX KHCJIOT, CTEPOHIHBLIX TOPMOHOB,
KAJbIUTPHOJIA.,

IIpucCyTCTBYET B COCTaBE TPAHCHOPTHBIX (POPM JIMIMONPOTEHHOB KAK
B CB00OJHOM BHJe, TaK U B ¢opme ero 3QUpPoB ¢ KUPHBIMHU
kucjaoramu (I3X).

XoJieCTepUH HABJHETCH COCTABHOM YACTBIO KeJI4YH, Y4acTBYeT B
IMYJbIMPOBAHNN MUIIEBHIX TPUANWIIIIMIEPOJIOB U BCACHIBAHUU
IMPOAYKTOB UX 'HIPOJIU32a B TOHKOM KHIIIEYHHKE.



Puc. Xosiectepun

O CH:

% CHa

H:C

HO \



[TMweBapeHue nMnmaoB B KKT

B mnwmine 4denoBeka MOTYT COACPKAThCS OOJIBLIIMHCTBO

JANKUAOB MOPUBEACHHBIX B KJIacCU(UKAIUM, OJHAKO
HauOonee  maccoBo  okoiao  90%  mpencTaBiICHBI
TpUaluiInMiepoiamMu. llepeBapuBanue XUPOB — 3TO
THJIPOIN3 CIIOKHOI(PUPHBIX CBs3el. CylecTByeT TpH
(pepMeHTa: JMHIBaJbHAS JWIa3a, MaHKpeaTH4eCKas
JIAIIa3a,

[ mapoan3 TpUALUITIMIECPOIOB Y  HOBOPOKICHHBIX
OCYIIECTBIACTCA  JWMNa3aMu  s3blka  (JIMHTBaJbHAas
nunas3a). BreipaOareiBaeTCs — KJI€TKaMHd  CIIM3UCTOM
000JIOUKH 3agHel dYacTu s3bika. Onrumym pH ans
JIEWCTBUSA STHUX JIUIIA3 OKOJIO J,5. Y B3pPOCIBIX 3TH BUJBI
JIANAa3 MPOU3BOAATCS, HO MX 3HAYCHHE B MUILCBAPCHUU



Y B3poC/iblX NH0AEN NEpeEBAPUBAHME KMpA UAET TOJIbKO B
KMLLEYHUKE MO CXEME: «BbIAENIEHNE KEJTYM - SIMYIbIMPOBAHME
XUpa - AENCTBME MAHKpeaTUYECKOM IMNa3bl».

2. Ilankpeatnueckas numnaza. Cam mo cede 3TOT (HEPMEHT

oOlamaeT O4YEeHb  HHU3KOM  aKTHBHOCTBIO. Ho B
OJKEIYAOYHOM KEeJIE3€ BhIpaOaThIBACTCA OEIOK, KOTOPBIMH,
momagas B KUIIEYHUK, CIIOCOOEH AKTUBHUPOBATh

NaHKpeaTU4eCKyr Juma3zy. Ha3Banme »TOoro Oelka —
«konumnazay. Komumaza  BbeIpaOaThIBacTCI B BHUAC
HEAKTUBHOI'O MNPEIICCTBEHHUKA — IIPOKOJIMIIA3hI, KOTOPbIM
AKTUBUPYETCS TPUIICMHOM B KuIlIeuyHUKe. Konumaza He
SBJISICTCS KIACCUYSCKUM aKTUBATOPOM, OHA JIMIIb CBS3HIBACT
cyocTpar u NpHUOIMKAET €ro K aKTUBHOMY LICHTPY JIMIA3HL.
OOpa3oBaBIIKECS KUPHBIC KUCIOTHI 1 MOHOAIWITIUICPUHBI
MOT'YT BCAChIBaThCS B KUIIICUYHYIO CTCHKY.



B KMWWEYHYH CTEHKY.

. OcTepasa amnunaoB. Mo aemncTBMeM 3Toro hepMeHTa YacTb
MOHOAUUIIIMLEPUHOB MOXET noasepraTbCa rmapoamsy ¢ obpasoBaHUEM
FMLEPUHA U XKUPHBIX KNCNOT. TakMm 06pa3om, NpoayKTamu nepeBapuBaHua
XUpa ABAATCA MMULEPUH, XUPHbIE KMCIOTbl U MOHOALM/ITIULLEPUHDI.
BcacbiBatoTCA NpoAyKTbl NepeBapmMBaHMA NyTeM NMpeaBapuTeIbHOro 06pasoBaHMA
cMmeLwaHHbIXx MULUEJINT € XenyHbiMKU KUCnoTaMn. MTak, KenyHble KUC/IOThI
BbIMOJIHAOT 2 PYHKUMU: SMYJIbrMPOBaHUE XMpPa U BCACbIBAHME HKMPHbIX KUCIOT.
Muuennbl nonagarT B SHTEPOUUTbI. TaM M3 KOMNOHEHTOB MMULEJJT CHOBA
06pa3syTca TpUaLMArIMLEPUHDI, @ KENYHbIE KMCIOTbl MO CUCTEME BOPOTHOM
BEHbl BO3BPALLAOTCA B N€YEHb, M MOT'YT CHOBA NOCTYNaTb B e/4b. ITOT
MPOLECC Ha3blBa€TCA PELMPKYNALUMEN KEMYHbIX KMCIOT.



XOTsd B INIyOHWHE IMILIEBOIO KOMKa, rjae pH MmeHsercs He
cpazy, (pepMEHTBhI MOIYT €II¢ ACUCTBOBaTh. (OCHOBHOE
MUAIIEBAPCHUE TPUALWITIIUILIEPOJIOB OCYIIECTBISIETCA B
TOHKOM KUIICYHUKE. N3 [IaHKpeaca B
JIBEHAIIATUIICPCTHYIO KHIIKY MOCTYNAeT MaHKpeaTHu4e
CKMH COK, COJECp)KallMK HEAKTUBHYIO JMnoaszy. B
[MAHKPEATUUYECKOM  COKE  COAEPKUTCA  MPOKOIUIIA3A.
[IpeBpamienue 1pokoJrIiasbl B AKTUBHYIO KOJIMIIA3Y
OCYIIECTBISCTCS 3a CUET TPUNTHYECKOro (C ydyacTHEM
IPOTEa3bl — TPUIICUHA) THAPOIM3A.



B pe3ynbtate oOpa3syeTca aKTMBHaA @QopMa MU
NeHTanenTuj 3SHTEepoCTaTMH CNeayloulero cocrtaBa -
Ban-Mpo-Acn-Mpo-Apr. Kosamnasa obpasyeT akTMBHbIM
KOMMJIEKC C JIMNa3oMu (3a CYET MOH-MOHHbIX CBS3EM),
OTLLENNSOWMMN KMUPHbIE KUCJIOTbl B NEPBOM U TPETHEM
NOJIOKEHUAX C O0Opa3oBaHMEM B-
MOHOAUUArIMLeposia U CBOOOAHBLIX MUPHbIX KUCOT.
JHTEpPOCTaTMH MNOCTYNaeT B KPOBb, Bbi3blBA€T YYBCTBO
HacbIWEHMA.

BaxkHyto POJlb, B npoecce NULLEBAPEHNA
TpUaUMIrIULEPOJIOB, BbIMNOJIHAET }eN4db SMY/brmpyA
nX.
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1 1APOJIN3 TPUATWITAUIICPOIOB
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['maponu3 Gpochonumnuaon

[Tomxenynounsie pochonunazsl Al, A2, Cu /1

phospholipase A,

O
1]
T SEL AH.0 [JIULEPOJT
O 2 2 KK
HC-O ‘&RZ docdopHas KucaoTa
phospholipase A,
o a30TUCTOE COEIMHEHUE

H,C-O5—P—0-X
/ H \ phospholipase D

hospholipase C

O



['mapoau3 pochoaunuaon

* OcHOBHBIM (pepMeHTOM siBisieTcs (hocdonunaza A2,
oA AeUCTBUEM KOTOPOM U3 (POC(hOIUNUIOB
oOpazyercs nu3oaequTuH u KK

I
H,C—0—C—R,

H O—CH Tl) CH,

|
B0 — P — s~ CHe—hN—CH;

| |
O CHs

JInzoneuutun
» docdonunaza A2 aktuBupyertcs TpurcuHoMm, Ca**,

KCJIIYHBIMU KHUCJIOTAMH




[ uaponauns XonecTepuaon

Cholesteryl Ester

— XonecTepo
KK
O
| H,0
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[ lomxenynounas
X0JIECTEPOJIACTEPA3A



NMEPEBAPUBAHUE U BCACbIBAHUE NUNNOOB
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DCACBIBAHUC ITPOAYKTOB I'MAPOJIN3a
JTATIUOB

* B sHTEpOLIMTAX MULIEIJIBI PACOATAOTCS.

* [IpoaykTsl rupoiv3a JUNUI0B
[TOJIBEPTAOTCA PECUHTESY.

* JKeuHbIE KMCJIOThI BCACHIBAKOTCS B
KPOBb, IIOCTYIIAIOT B MI€YE€Hb, IIOBTOPHO
BoIACIAOTCA B JKKT (KuImmeuno-
NeYEeHOYHAS HUPKYJIANUA KeJTIHbIX
KHUCJIOT).



PecuHTEe3 )KUPOB B KJIIETKAX CIM3UCTOMU 000JIOUKHU
KUIIIEYHUKA (PHTEPOLIUTAX )

Cnusucrasg 0007104Ka TOHKON KUILIKU

Pecunres xupos Hzcl:—OH 2aumn-KoA H2(|3—O—CO—I
cho_o—(l;H = -» R,CO—O—CH

YnakoBka XupoB
B XUJIOMUKPOHBI

XUITOMUKPOHBI \y, 8
(HespeJibie)




PecuHTes IMNUI0B B SHTEPOIUTAX

Monoauunruuepod + 2 R-CO-S-CoA >
Tpuanunrmmuepost + 2 HS-CoA

JImzonemmutun + R-CO-S-CoA —
nerautud + HS-CoA

Xonecrepoa + R-CO-S-CoA >
a¢pup xonecrepona + HS-CoA

PecuHTE3UpOBaHHBIC JIMITKIBI 00PaA3yIOT
XUJIOMUKPOHbI, KOTOPHIE IOCTABJISIIOT KUPHI K
TKaHSIM



Kuphpie kuciaotel C -C ) MOCTyNnarT B KPOBCHOCHBIE
Kanmuwuiapel, a  P-moHoaumnanmumnepon  (B-MI)
BKJIFOYACTCSI B CHHTE3  TPHUALMJIIIMIEPOJIOB,
YYACTBYIOIIUX B  OOpa3sOoBaHHMH XWJIOMHKPOHOB.
XWIIOMHAKPOH NPEACTABIACT U3 ce0s chepy, 000JI0UKa
KOTOpOH oOpa3oBaHa MOHOCJIOEM
IIALEPOPOCPOIUIINIOB C BKpAILUICHUSIMUA OCJIKOB U
X0JIECTEpOJia, a ILEHTpaldbHas IIOJIOCTh 3amloJHEHA
TPUALWITIIMLEPOJIaMM M HEOOIBIINM KOJHUYECTBOM
3(pupoB xonecrepoia (IX).



XWIIOMHAKPOHBI ITOCTYNAKT B JIUM(pATHUYCCKUE KaIIMJJISIPHL,
13 KOTOPBIX YEPE3 IPYAHOU IIPOTOK B CUCTEMHBIN KPOBOTOK.
B KpoBH OCYIIECTBISACTCS THAPOIN3 TPUALAITIALEPOJIOB (C
y4acThueM (pepMEeHTa COCYIOB — JIMIIONMPOTCHHIINNA3HI).
OOpa3oBaHHBIC B PE3yNbTAaTe I'MAPOJIN3a KUPHBIE KHCIOTHI
CBSI3BIBAIOTCS C OCJIKOM KPOBHU aJIbOYMHUHOM B COOTHOILICHHUH
1:1 mim 1:2 ¥ TpaHCHOPTHUPYIOTCI K KJIETKAM MHUILICHSIM.
[ IrIepos Xopomnio paCTBOPUMBIN B BOJIE TPAHCIIOPTUPYETCS
c ToxkoM KpoBu. Ilocine yrTparel OoJsblllell YacTH
TPUALMIITIIULIEPOJIOB OCTaTOYHbBIU XAJIOMHUKPOH
PELEHNTUPYETC TenaronyMraMy. B remarouurax oCTaOYHbIN
XWJIOMMKPOH MOCTYNAET B JU30COMBI, THE IOJABEPracTcs
PACIIETIJIEHUIO 1O COCTABJISIOIIUX.



[ Lma3sMEHHBIE JTATIONPOTEUHBI

JIUTTUIHO-0€JIKOBBIE KOMITIEKCHI,
TPAHCIIOPTHBIE (POPMBI JIMITHIOB.
Bce munonpoTernHbl UMEOT OJIMHAKOBYIO
CTPYKTYPY: COCTOSIT U3

* ruapodooHoro sapa (3¢pupsl XC u
TPUTTIULEPUIBI) U

* TUAPOPUIIBHON TOBEPXHOCTHU ((POCHONUMIUIbI,

cBoOOaHBIN XC u cnenu@puueckue 0enKu —
ATlIOJIAIIOTIPOTEUHBI).



CTpyKTypa JUIIOIIPOTEUHOB

['unpodunbHas o6o9Ka ['uapodoOHast MOBEPXHOCTH




OOMEH XUJITOMUKPOHOB

O6p213y10TC}I B J3ITUTCJIIMN KUILICYHUKA,

cogepxkar MmHOro TAI" (85%), conepxkar
arorpoTerH B-48 B Ka4€CTBE ITIaBHOTO
CTPYKTYPHOTIO O€JIKa;

TPAHCIOPTUPYIOT SK30T€HHBIE (TUIIEBBIE)
KAPBI U3 KUIICYHUKA K NepUPepruIeCKumM
TKAHSM U TICYCHU.

Il.1a3Ma KpoBHM 310POBBIX JIKOACH, IIPH
B3SiTUA KPOBU HATOLIAK, HE COACPIKUT
XHJIOMUKPOHOB.



OOMEH XUJIOMHUKPOHOB

MOCJIE CUHTE3a CEKPETUPYIOTCS B JIUM(Y U YEp
IPYAHOM IMIPOTOK IOTAIA0OT B KPOBB;

B KPOBU XUJIOMUKPOHHI MOJIY4arOT allONPOTEUH
E, C-1, C-1I u C-III ot JITIBII;

Kara0oimn3m XuI0OMUKPOHOB IMIPOUCXOAUT MO/
NEUCTBUEM (PEPMEHTA JIUTIONIPOTEHUHIIUITA3A
(JITLJT).

JIIIJI cBs3anHa ¢ mpoTreorinkaHaMu

HI0TEJIMAIBHBIX KJIETOK (B CKEJIETHBIX
MBIIILAX, MAOKAPJIE, )KUPOBOM TKAHM ).

JIITJI aktuBupyercs anonporenHom C-I1.



OUOMEH XWJIOMUKPOHOB

JITIJI rupponusyer TAI™ U3 XUIIOMUKPOHOB.

JKK 1moctymnaroT B CKEJIETHBIE MBIIILbI, MUOKAP/T
(MCIONB3YIOTCA 11 SHEPTUU ), B )KUPOBYIO TKAHE
(ACTOHUPYIOTCHA).

[locne ruapommnza TAl XUJIIOMUKPOHBI
PEBPAILAIOTCA B OCTATKUA (PEMHAHTHI).

PeMHaHTHI XUJIOMHUKPOHOB 3aXBATbIBAIOTCA
rCrarouuTamMu, rac IpouCxoauT UX pacCIia/.
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UOMCEH J111U1 1

* OOpa3yroTcs B ICYCHHU;
* Coaepxar mHOro TAI' (65%) u anoB-100 B
KQu€CTBE INIABHOTO CTPYKTYPHOTO O€JKa.

o JITIOHII saBnsiroTCs TPAaHCIIOPTHOM (POPMOI
YHIOT€HHBIX TPUIIIULIEPHUIOB.

* B npo0ax kpoBH, B3ITbIX HATOMAK, HA T0JII0
JINOHII npuxoaurcs oxkoio 10—-15% od6mero
XC um npaktuyecku Bce TAI kpoBu.



UOMCEH J111U1 1

* OOpa3yroTcs B ICYCHHU;
* Coaepxar mHOro TAI' (65%) u anoB-100 B
KQu€CTBE INIABHOTO CTPYKTYPHOTO O€JKa.

o JITIOHII saBnsiroTCs TPAaHCIIOPTHOM (POPMOI
YHIOT€HHBIX TPUIIIULIEPHUIOB.

* B npo0ax kpoBH, B3ITbIX HATOMAK, HA T0JII0
JINOHII npuxoaurcs oxkoio 10—-15% od6mero
XC um npaktuyecku Bce TAI kpoBu.
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Oo0wmen JITTHII

* OOpazyrorcs B KpoBoToke u3 JITTOHII.

* SBASAIOTCS OCHOBHBIMU NEPEHOCYMKAMU
SHJI0r¢HHOro XC K BHEIIEYEHOYHBIM TKAHSIM
(Tpancnoptupyet okoyio 70% obmero XC
[1J1a3Mbl).

e JIIIHII nmeroT nBa nmoTeHIIMAIBHBIX
METAa0OJIMYECKUX UCX0/1A (PETYIMPYEMBIN U
HEPETYJIUPYEMBIN ITYTH ).



OOwmen JITTHII

Perynupyemsblii yTh Karaboyin3ma — CBA3bIBAaHUE C arlo
B/E-peuentopaMu ne4eHU, KJI€TOK HAJAMIOYEUHUKOB U
nepuepuyecKux KJIEeTOK.

[locne npoHUKHOBEHUS B KJIE€TKY 3HaouuTo30M JITTHII
MOABEPraroTCs AerpajJallii ¢ BBICBOOOXKICHUEM
cB00OIHOTO0 XC, KOTOPBIH BBIMOJHSET PEryIsITOPHYIO
POJIb:

noaasiseT cuHTes peuentopos K JITTHII;

MHTUOUPYET PeryiasaTopHbId pepMeHT cuHTe3a XC
rUAPOKCU-MeTUII-TyTapuii-CoA-penykrasy;
aKTUBUPYET PEepMEPT allUI-XOJI€CTEPOII-aALUJI-
Tpapchepazy (AXAT) —nenonupoBanue 3¢upoB XC.



KierouHan MemOpaHa

Pexrerrrop JIH30COMATBLHOE
JITHII nepesapuBanHe X C
e AXAT

IIIIIIIIIIIIIII*

Cunres -
Ce0oboHbLII
pemmopa xo.nec'replm — 3@!‘)5] XC
‘ ScrepHHK AR
Cyvmres XC :
AMHHOKHC/I0TEI de novo : h l‘MI‘-RoA—pwmasa

I[pqmnecm'elmnm



Oomen JILIHII

* AJBTepHATUBHBIN MMYTh (HEPETYJIUPYEMBbIii) —
xapaktepeH a1 okuciaeHHbix JITTHIIL

* Ilepexucno-moaudpunumponannsie JITTHII
PacloO3HAIOTCS U 3aXBaThIBAKOTCS CKAIBEHKEP-
peuentopamMu Makpogaros (B MePEBOJIC C AHIII. —
MYCOPIIHUK).

* DJrot nyTh kKaradonu3ma JITTHIT ve perynupyercs,
4YTO MPUBOJIUT K MPEBpALLICHUIO MaKpO(aroB B
nepenojiHeHHbIe dprupaMu XC NMEHUCThIE KIETKH —
KOMIIOHEHTBI )KUPOBBIX ISATEH, NPEAIISCTBEHHUKHN
ATePOCKJIEPOTHYECKOM OISAIKH.



Oomen JILIHII

* AJBTepHATUBHBIN MMYTh (HEPETYJIUPYEMBbIii) —
xapaktepeH a1 okuciaeHHbix JITTHIIL

* Ilepexucno-moaudpunumponannsie JITTHII
PacloO3HAIOTCS U 3aXBaThIBAKOTCS CKAIBEHKEP-
peuentopamMu Makpogaros (B MePEBOJIC C AHIII. —
MYCOPIIHUK).

* DJrot nyTh kKaradonu3ma JITTHIT ve perynupyercs,
4YTO MPUBOJIUT K MPEBpALLICHUIO MaKpO(aroB B
nepenojiHeHHbIe dprupaMu XC NMEHUCThIE KIETKH —
KOMIIOHEHTBI )KUPOBBIX ISATEH, NPEAIISCTBEHHUKHN
ATePOCKJIEPOTHYECKOM OISAIKH.



oMo n Jiiliioli 1l

JITIBII — xopomue akuenTopsl cBO0O0aHOr0 XC u:
nepu(pEepUIECKUX TKAaHEH.

CB000aHBIN XC 13 KJI€TOYHBIX MEMOpaH
nocrymnaer Ha nmosepxHocts JIIIBII.

Ha noBepxnoctu JITIBII, XC screpuduuupyercs
oA ACMCTBUEM (DEPMEHTA JICLIUTUH-XOJIECTEPOJI-
auun-Tpancdepasa (JIXAT).

AxtuBaropoM JIXAT ssnsercs ano A-1,
cTpykTypHbIi O0enok JITIBII.



OOMEH JUIbl1

D¢pupbl XC nepemMeniaroTest ¢ IOBEPXHOCTHU
yactul JITIBII B ruapododHOoE s1po,
OCBOOOXKAasi TAKUM 00pa3oM JOMOJIHUTEIBHYIO
MOBEPXHOCTH 1151 cBOOOHOrO XC .

[To mepe HakomieHus B sape 3pupoB XC,
JYMCKOBHU/IHBIC YAaCTULBI IPEOOPa3yOTCs B
cepuueckue, oorarsie xonectepunom JIIIBII.

D¢upsl XC uz JITIBII 3axBaTbiBaroTCSA
renaToMTaAMMU.

B neuenu XC nipeBpamaercs B )KEJIUYHbIC
KUCJIOTHI (KOHEeYHbIN npoayKT ooMeHa XC),
KOTOPBIE BBIJCIISIIOTCS € KEIUbIO B KUILICUHUK.
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CHn1vo 1pyviallviJilJAviiCpOJIUD B RYILUCUHANVIRG,

MEYEHU U KUPOBOU TKAHU
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CHHTCS TPUALWITVIMICPOJIOB B KUILICYHHKUKC,
[ICYEHU U JKUPOBOU TKAHU

— B neueHu MCHOJIL3YeTCs 0
O ya cunres dpocdonunuaon I
I O HGD ci
O H,C-0-CR, I | "
2 Q " Cle ®ocdaraza _ RC-0-CH
2 | / \ { CI oS / O\
H,C - 0-PO# H,PO, G HS -KoA |

R,C~ SKoA
HAF(IIﬂaIIHJII‘JIlluepOJI) ;C~ SKo

DocharnHas KHCJI0Ta

O

|
O H,C-0-CR,

[ |
R,C-0O-CH 0 Kimmeunnk-s cocrase XM nesp.

| | BBIXO/IAT B JOIMQpY

Hio-0-CRh Qg ' »ﬁ‘ﬂ

Ileuens - B cocrase JITTOHIT
BBIXO/ISIT B KPOBb.

AKupoBasn
TKAHb-

e fsYaTas2 22 2T 202 Y

TAT ( TODHATIHICTIHIIEDOT) "



Katabosnm3m Tpuaumaravueposios

Tpuanunrmuueposabl  (HEUWTPAIbHBIE JKUPbI) — Ba)KHBIM
pPE3€pPB PHEPIreTUUECKOTO U IJIACTHYECKOr0 Marepuaia s
opranu3Ma. OCHOBHBIE HMX 3aIlacbl  COCPEIOTOYEHBI B
KJICTKax OEJION KUPOBOM TKAHU — aJUMOLMTAaX. Y YeIOBEKa
(My>xunHa) Maccod 70 Kr 3amac JKupa COCTaBJISIET
npuoam3utTeabHo 12 kr.  IIpekpaieHue MNOCTYIUICHUS
IPOAYKTOB THPOJIM3a IMILEBBIX BEIICCTB W3 JKEIYIO0YHO-
KMIIEYHOTO TpakTa B  KpoOBb  (IIOCTAOCOPOTHUBHOE
COCTOSIHME) CTUMYJIHPYET THAPOIN3 TPUALMIIMIEPOIOB
(Jiumonn3) B amgunonurax. JIumoim3 — 3amycKaeTcs
[JIIOKaroHOM, a IIpYM YCHUJICHHOW MBIIICYHOM padoTe —
aIPECHAITHOM.
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NSINVANVJANVILYIN A Jll’.ll.{\./lJUJ.lCl

H™ +

7rOM ate app §M27OM Napt naDH §M2TOM
HO—CH NZ%,  Ho—CH NZZ Cc=0 —
| rALEpOJ | [‘muuepon-P- |
CH,—OH  KkuHasa CH,-O—PO;~ ' CH,-O0—PO;”
3 ATP
["nuuepon -1 ATP rauiepos-3-P JUTUJIPOKCUALIETOH-

[ nunepanpaerua-3-P - 1,3-nudochornuuepar - 3-pochormuuepar

NADH (3 ATP) | ATP
- 2-pochornuuepar - dochoenonnupysar ‘ nmupyBar -
| ATP NADH (3 Al

Anermi-CoA mmmp Iluxia Kpedea (12 ATP)

DJHepreTudecKui 0ananc okucneHus muuepona 22 AT
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1. I mrokoHEeorenes Nmoxo3a

2. OxucieHue TC H,PO,
3. Cunre3 TAI B neueHu H,0
['mrox030-6-pocdar

| TFOKOHEOreHe3 U3 IIULEpoIIa $
OpykT030-6-Pocdar

H,O
dpykTo30-1,6-

nudocdar

2JATP 2AJIP  2NAD* 2NADH+H* / \
u2 [ uuepon-3 P\Z

2 Inuuepon 2 Jluruapoxcy-¢mmmmd [ uiiepaib/ic
aneroH-P -3-P




AJpeHauH, TIIIKaroH

* CTUMYJIUPYIOT JIUMONU3 (AKTUBUPYIOT
TPUIIALEPUUIUATIA3Y — (POCHOPUITUPOBAHUE
(pepmeHTa);

[ TFOKOKOPTUKOMIBI (KOPTH30)

* CTUMYJIUPYIOT JIAIOIN3 (MHIYLHUPYIOT
TPUITIALIEPUIJIUIIAZY );

WucynuH

* MHTMOMPYET JIUIIONINU3 (MHTHOUPYET
TPUITIALEPUUTUATIAZY — AEDOCPOPUITMPOBAHKE
(pepmenTa).



BETA-OKNCJTEHUE MUNPHDbIX
RUCTIOT



» B-OkucaeHne KUPHBIX KHCJIOT - CrenupudecKui
IyTh KaTa0OJIM3Ma KUPHBIX KHUCJIOT, MPOTECKAKOIINMI R
MATPUKCE MHUTOXOHAPHUH TOIBKO B  adpPOOHBIX
YCJIOBHSAX W  3aKaHYMBAKOIIUKICI 0Opa3oBaHHEM
auetuii-KoA.

» Bomopon u3 peakumii [3-OKHCJI€HUS IOCTYMaeT R
IO, a anetmn-KoA OKHCIS€TCA B IUTPATHOM
[UAKJIE, TAKXKE MOCTaBJIsAoIEeM Bogopoa ais LI1D.

» IlosToMy  P-OKuClIE€HHME  JKHPHBIX  KHCJIOT -
BA KHEUILIM METa00INYECKUI Iy Th.
obecneunBaroi  cuHTe3 ATd® B OBIXaTE€IbHON




M VIRWwiILJIL TV

Ana npeobpa3zoBaHUA IHEPTUN, 3aKNOYEHHOM B XKMUPHbIX KNCOTaX, B
3Hepruto ceasen AT cywecTsyeT MeTabonnyeckui nyTb OKUCNEHUA
XUPHbIX Kncnot go CO, 1 BoAbl, TECHO CBA3AHHbIN C LIUK/IOM
TPUKAPOOHOBbLIX KNC/IOT U AbIXaTe/NIbHOM LEenbko. ITOT NyTb Ha3biBaeTca B-
OKUCNEHME, T.K. NPOUCXOAUT OKUCEeHUE 3-Tr0 YINIepOAHOro aTOMa XKUPHOM
KMCNOoTbI (B-nonoxeHune) B KAPOOKCUNbHYIO rpynny, 0O4HOBPEMEHHO OT

KMCNOTbI OTLWENAAETCA aueTuAbHanA rpynna, Bkatovatowasa Ct u
C2 NUCXOAHOM KUPHOI KUCNOTbI.

R, =CHy=CH,=CHy~COOH R, ~CHy=COOH

YropovenHas
HKupHan kucnor
PHaRn kucnoTa KAPHAS KUCNOTA

CHy=COOH



P okucienue JKUPHBIX KHUCJIOT

» 1. mpeaenbHBIX C YETHBIM KOJIMYECTBOM aTOMOB
yriaepoaa

» 2. IPEJICJIBHBIX C HEYETHBIM KOJIMYE€CTBOM aTOMOB
yriepoaa

» 3. HEMPEACIbHBIX KUCIIOT

.



r e B L LA B

R,=CHg=CHy=CHy=COOH Ry, ~CHy=COOH

YKOPONeHHAS
KAPHAR KMCNOTa

CHy=COOH

MUPHAR KHCNOTE

PeaKuuu B-oKMUCNEHUA NPOUCXOAAT B MUTOXOHAPUAX DONbLUNHCTBA
KNETOK OpraHmM3ama (Kpome HepBHbIX KNeToK). [11a OKUCeHUA
NCNO/b3YIOTCA XUPHbIE KUCNOTbI, MOCTYNaloLMe B LUTO30/1b U3
KPOBW MU NOABAAKOLLMECA NPU NNON3E COOCTBEHHbIX

BHYTPUKNETOUYHbIX TPUALMUATIULLEPUHOB.



W IQITU VIWILJIGTIVIZ /W TIUIA Wi/

1. Mpexae, 4em NPOHUKHYTb B MAaTPUKC MUTOXOHAPUMN U OKUCAUTBLCA, *KUPHAA
KUCNOTa A0NXKHA aKTUBUPOBATbLCA B LMTO30/1€. ITO OCYLLECTBAAETCA
npucoeanHeHem K Helt KoaH3uma A ¢ obpasoBaHuem auun-S-KoA. Aumn-S-KoA
ABNAETCA BbICOKOIHEPreTuyeckum coegnHeHnem. HeobpatumocTb peakumm
pocturaertca rmaponusom audpocdarta Ha agse monekynbl PochopHOMN KUCNOTbI.

Q Ayun-SKoA-cunmemasa %
R=C=OH /.; » R~C~S-KoA

UpHAR Kucnora Aunn-S-KoA

ATo
H-KoA 7 Amoroe,



W IQITU VIWILJIGTIVIZ /W TIUIA Wi/

2. Aunn-S-KoA He cnocobeH NpoxoauTb Yepe3 MUTOXOHAPUANbHYIO MeMbpaHy,
NO3TOMY CYLLECTBYeT CNocob ero nepeHoca B KOMNAEKce C BUTAMUHONOA0OHbIM
BELLECTBOM KapHUTUHOM. Ha HapyXHON membpaHe MUTOXOHAPUN MMeeTCA
bepMeHT KapHUTUH-auunTpaHcdepasal l.

Auun-S-KoA

HS-KoA

>—<: Kapnumun-ayun-T® |

Kapuruu

Uurosone

Marpukc
MHATOXOHAPHM

KapHuriu

Aunn-S-KoA

Tpaucnokasa

AUMN-KAPHHTIN

AUMN-KADHKTHH

Kapnumun-ayun-T® |l
HS-KoA

KapHUTUH CMHTE3UPYETCA B NEYEHU U NOYKaX
3aTemM TPaHCNOPTUPYETCA B OCTa/IbHbIe OpraH
Bo BHYTpuyTpOBHOM Nepuose n B nepsble
rogbl *KM3HU 3HaYEHNEe KapHUTUHA ANA
OpraHu3ma Ype3Bbl4aliHO BENUKO.
dHeproobecneyeHne HEPBHOM CUCTEMDI
AETCKOro opraHu3ama u, B YaCTHOCTU, FONOBHC
MO3ra OCyLLeCTBNAETCA 3a CYeT ABYX
napannenbHbIX NPOLECCOB: KAPHUTUH-
3aBMCUMOTO OKUCNEHUA XKUPHbBIX KUCNOT U
a3p0bHOro OKUCNEHUA MNIOKO3bl. KAaPHUTUH
HeobxoaMm ANns PpocTa roNOBHOrO U CNUHHONC
MO3ra, ANA B3aUMOAENCTBUA BCEX OTAENOB
HEePBHOW CUCTEMbI, OTBETCTBEHHDbIX 32
ABUXKEHME U B3aUMOAEeNCTBME MblLL,.
CyuwiecTsyloT UccneaoBaHusa, CBA3bIBaOLWME C
HEeAOCTAaTKOM KapHUTUHA AETCKUMA
uepebpanbHbi napanuy u peHomeH "cmep
B Konbibenun".



CH97N CH2— CH CH2—COOH
= KaprrMH (K B
| |
O=C "~ SKot + (K- SKoh > 0 =Cme 0 - (K)
_ SUMNESPHUTKH- SUMAKIPHWMTHH
aumn-Kod rpaHohepasa

[ LUMT ONNasmar M4ecran)
PepMeHT aUMNKapHWMT MHT paHcepasa NogEepPY eH aNNOCTEPM-
yeckol perynauMi. Ero annoctepuy eckm MHMMEKMTOp oM
ARNAET R ManoH Mn-Kob, ManoHun-Koh - 3To npomexyTou-
HelM NPOAYET GHHTe3a KK,

.................................................................................... LMTOMNT s
MM TOXOHOPHMANEHASR MEMEPAHA
hAMTOXOHOPR
R (K)-OH A
| K. |
O=C ~ SKofAL = HSKof + O=Ce0- (K]
aunn-Koh fg;‘ﬁg%;"g;‘a“ aLLMNKEPH |T MH

{MHUTOXOHOPWUANEHAR)



» B- OKMCICHHUE NPEACIbHBIX KUPHBIX
KMCJIOT C YETHBIM KOJIMYECTBOM arOMOB
yIiepoa

.



W IQITU VIWILJIGTIVIZ /W TIUIA Wi/

3. Nocne cBA3bIBAHUA C KAPHUTUHOM
XUPHAA KUCNOTa NEePEeHOCUTCA Yepes
MmembpaHy TPaHCNOKa30M. 34ecb Ha
BHYTPEHHEeN CTOpoHe membpaHbl
bepMeHT KapHUTUH-auunTpaHcdepasa ll
BHOBb 06pa3yeT aumn-S-KoA Kotopbin
BCTYNaeT Ha NyTb B-OKUCNEHUA.

4. Mpouecc cobcTBeHHO B-OKMUcheHus
COCTOUT U3 4-X peaKkumii, NOBTOPAIOLLMUXCA
UMKANYEeCcKU. B HUX nocnenoBaTenbHo
npoucxoauT okucneHue (aumn-SKoA-
AervaporeHasa), ruapaTtMpoBaHue
(eHoun-SKoA-ruagpatasa) v BHOBb
OKMCNeHue 3-ro aToma yrnepoaa
(rmapokcmaunn-SKoA-aernaporeHasa). B
nocnegHen, TpaHchepasHoOM, peakuum ot
XUPHOM KMCNOTbI OTLWENNAETCA aueTun-
SKoA. K octasleiics (YKOpOYeHHOM Ha
ABa Yyrnepoaa) *XMpHOM Kucnore
npucoeaguHaetca HS-KoA, n oHa
BO3BpaLLaeTca K nepsou peakuuu. Bee
NOBTOPAETCA A0 TexX Nop, NOKa B
nocneaHem UnKne He obpasyroTca Aga
aueTun-SKoA.

o}
I
R=CH3~CHy—CHy—=C~8-KoA Auun-S-KoA

™

Ayun-S-KoA-4r

PALH
R=CHy—~CH=CH—C~8-KoA  TpaHc-\Z-aHoun-S-KoA
H,0
Enoun-S-KoA-2udpamasa
-
R=CH2—CH=CH—=C~S-KoA  3.ruapooxcuaumn-S-KoA
HAL

‘> 3-Fudpoxcuayun-S-KoA-Ar
HAQH+H*

0
| Il :
R-CH;—!Z-CH;-C fs-KoA . J-Keroaumn-S-KoA
HS-KoA
Ayemun-S-KoA-ayun-T®

0 ,

\ i - s

R=CHy=C~S-KoA * CH3—C~8-KoA
Aunn-S-KoA Auerun-S-KoA
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IIpoaykTaMu KaKA0ro NHKJA P-0KHCJIeHHUS
saBiasilorcst FADH,, NADH u amerni-KoA. Xorts
pPEaKLUM B KAXXJIOM 'LMKJIE" OJHHM U T€ XK€, OCTATOK
KUCJIOTBI, KOTOPBIXM BXOAMUT B KAXKIbIM I10CJIE QYOI
LIMKJI, KOpOUe Ha 2 yIJIEpOAHBIX atoMa. B mocieaHem
[UKJI€ OKHUCJISAETCS >»XKUPHAsg KHUCJIOTa U3 4 arOMOR
yIJIEPO1a, MO3TOMY 00pPa3yrOTCs 2 MOJIEKYJIbI all€THII-
KoA, a He 1, kak B mpeapI Iy IIuX.
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1@ B-OKUCNEHUA
(MBTPUKE MATOXOHLPWIA)



Oouwan cxema npespallLeHus
BeLLL,EeCTB 3HepreTu4yeckoro
obmeHa

B enku, nonncaxapuas! v X1pbl

R

AMAHOKNCN 0TI, MOKOCAXAPNABI, XNPHbIE KACAOTSI

|

~—t

Ayetnn-KoA




e AJLUUTIIIIUL L EL PTUNNMUJIACIIN A ITALVDIIICIIIIDIA
KUPHbIX KHCJIOT ¢ HEUETHBIM KOJIHUYECCTBOM aTOMOB
vIJiepo/ia

JKypHBIE KHMCIIOTHI C HEYETHBIM YHCJIOM YITIEPOJOE
MOCTyNAalOT B OPraHu3M C PaCTUTEJIbHOU IHINECH W
MOPENPOTYKTaMHU.

VX okuCJIeHHEe NPOUCXOUT 10 OOBIMHOMY MYTH JIC
MOCJIEAHEH  peakuue, B  KOTOpPOM  0oOpa3syercs
npornuoHWI-SKoA.

CyTp npeBpameHui mpormuoHmI-SKoA cBoauTcs K
ero KapOOKCHUITUPOBAHUIO, H30MEPHU3AITNH %
oOpazoBanuio CyKIMHWI-SKOA.

B >Tx peakimsax y4acTBYIOT O1oTiH (BUTaMUH H)
U 5-1€30KCUAICHO3MWIKOOanaMuH (eutavui B ,).




IKADHBIE KACOT

C HEYETHBIM WiCTOM
aTOMOB yeposa
Peakimm
p-OKMCABHMS
n Augrin-SKoA <
" Keporcunase - Haowepass
Boae 5-de3oncuadenoaun- r@
Chy=CHy=C-SKoA . IHTT#M HOGANIHUA_ COOH-CHy-CHy-C-SH
/b q 00K
oy 01 ATO e -
(Tporworn-SKo Afigeay Memunwanciin-SKoA Cyupin-SKoA

.



3.0)CO0CHHOCTH P-OKHUCJICHUS
HEeHACBINIEHHBIX KUPHBLIX KUCJIOT

» HeHaceIlieHHBIE  JKUPHBIE  KHUCJIOTBITBI  PACIagarOTCs  He
MOJIeKyJibl aueTun-KoA Tak ke, Kak M HACBIIIEHHbIE - IyTeM
O0eTa-OKHUCJIEHUs, OOHAKO TIPU ITOM HEOOXOAUMO JIEMCTBUE
IOOTIOJTHUTEILHBIX (bepMeHTOB (mByx B CJTydac
TOJTMHEHACBIIIIEHHBIX K-T).

» DTO CBSI3aHO C TeM, uTO (pepMEHThI OeTa-OKUCIEHUS JIEUCTBYIO1
JUIIb Ha TPaHC-KOH(MUIypaLluoo IBOMHON CBs3u U Ha L-dopmy
TUAPOKCUKUCIIOTHI, B TO K€ BPEMSI HEHACBIIIEHHbBIE JKUPHBIE K-Th]
coziepkKaT IUC-KOH(UIypaIMIO JBOMHOM CBS3U, a B MPOLIECCE HX
OeTa-OKHUCJIEHUs Ha CTaguu TUApaTaluyd  BO3HUKAeT D-
ruapokcukuciiota. JomomaurtensHble ¢depMeHTh: 1) 3,4-mmc-
2,3-tpanc-eHomi-KoA-u3omepasza — 1peBpamaetr muc-Gpopmy
OBOMHOM CBsI3M B TPaHC-(hOPMY OOHOBPEMEHHO ITPOHCXOIUT

repeMenieHne IBOMHOM CBSI3M U3 ITOJIOKEHUS 3,4 U MOJI0KEHUS

2,3; 2) 3-ruppokcuanui-KoA-anumepaza — mnpeBpamaetD-

THIPOKCUKUCIIOTY B €€ armuMep (L-ruapokcukucioTy).




KUPHDBIX KUCNOT

» OKOJIO MOJIOBUHbBI XUPHbIX KUCAOT B OPraHWU3ME
HeHacblWweHHble. B-OKncneHne 3TUX KUCNOT UAOET
O0ObIYHbIM NMYTEM A0 TeX Nop, Noka ABONHAA CBA3E
He OKaXeTca Mexay TpeTbMM WU  YeTBEPTbIM
aToOMaMu yrnepopga. 3areMm d)epMeHT eHowu-KoA
n3omepasa nepemelLaeT [ABOVHYK CBA3b U3
nonoxeHuma 3-4 B nonoxeHwe 2-3 N WU3MEHSAET
LNC-KOHMOpMaLLMIO ABOVNHOW CBA3M HA TpPaHC-,
KoTopas Tpebyerca Ana p-okucneHumsa. B 3Towm
LLnKne P-okucneHus nepsas peaKkL s
nernapupoBaHna He MNpoucxoanuT, TaK  Kak
NBOVHAA CBA3b B paAuKane XUPHOWU KUCNOTbl YXKE
nMeeTcs. Hanee LLUK/bl B-oKuncneHuns
NpPoAoJ/1KalTCA, HE OT/INYAACh OT OObIYHOIrO NyTW.
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HCHACBIIICHHbIX KUPHbBIX KHUCJIOT

H H
R—CHQ—(.L.r--«J:—CHroo—s—HoA
A3'4-uuc-EHonn-HoA

A3,4-iuc —> A2,3-TpaHc-
— eHOMI-KoA-u3omepasa

-
R—CHQ—CHQ—C=J:—00 S—HoA

|

H
A2:3. mpawc-Enoun-HoA
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IICPOKCHUCOMAX

* XapaxkrepHo s KK ¢ 20-26 aromamu yrieponaa.
* OCOOEHHOCTH — IepBask peaKLus:
R-(CH,)n-CH,-CH,-CO-SC0A+Q, mm—)
R-(CH,)-CH=CH-CO-SCoA + H,0,

ZH3() vy ) H3O+(2

* KonnyecTBO MEPOKCUCOM PACTET IPU CaXapHOM
nuadeTe, rojIolaHuu, IIpU IIpUeMe acliupUHa,
TUIOJIMIIEMUYECKUX MTpernaparos.

* OTcyTCTBUE NEPOKCUCOM — CUHApOM Zellweger:
HakoruieHue JKK ¢ ummHHOM 1enbro, CMepTh B
[EePBBIC MECALIbI JKU3HMU.



U-OKHCJ/ICHUC ?KHPHbIX KHCJ/IOT

» B nmummmax Mo3ra u aOpyrux oTAeiaax HEPBHOM TKAHH
peo0IalalOT >KHUPHBIE KHCJIOTHI C OYEHb IMHHOM
menpio - Oomee 20 yrmepomHbix aromoB. OHH
OKHMCJIAIOTCS MO THITy O-OKHUCJIICHHSA, MPHU KOTOPOM O71
KUPHOU KHCJIOTHl OTHICIUIAETCS MO OJIHOMY aroMy
ymiepoa, seiaessiromemyca B suae CO, .

» DTOT IyTh KarabOJIM3Ma >KUPHBIX KHCJIOT HE CBA3aH
cuaTre3zoMm ATO.




WO-OKHCJ/ICHHUC ?KHPHBIX KHCJIOT

[IpuBOoaUT K 0Opa30BaHUIO TUKAPOOHOBBIX KHUCIIOT

.



buosHepreTuka oKMcieHunA
npeaesibHbliX
M HenpeaesibHbIX *XUPHbIX
KMCNIOT C YeTHbIM YUCJ/IOM
yrsiepoaHbiX aTOMOB



OKUCeHME XMPHbIX KUCNOT OCYLLECTBIAETCA C LUe/ibio
TpaHchopMaLMK BblAENUBLUEMUCA NP 3TOM SHEPIMU B
SHEPruo MaKpo3pruyeckmx ceaszen AT®. Ncxoasa u3s
3TOro, OMOXMMMKOB 60JIbLLIE MHTEPECYET HE BCH
SHeprma, a Ta eé yaCTb, KOTOpaA peasm3lyeTcA B
CUHTE3NPYeMbIX MoneKkyax AT®. Pacyer
OUO3HEPreTUKMU OKUCIEHUA KUPHOM KMCNOTbl MOXKHO
BECTU NMYTEM a/IredbpanyecKkoro C/I0XXeHMA BCcex
00pa30BaBLUMXCA U UCMOJIb30BAHHbIX MOJIEKY/
BOCCTAHOBJIEHHbIX KOPEPMEHTOB, BbiparxKaa UX B
3KBMBasieHTax AT®, a Tak)Ke y4yacTBYHOLUMX B
peakuMAxX HyKneo3naTpmudocapartos.



Jlns Takoro pacdyera HEOOXOAMMO HANWCaTh BCE€  PEAKIUH
METa0O0JMYECKUX MyTEeH OKHCIICHHMS, 4YTO TPeOyeT XOpOIIEro 3HaHHS
3TUX PEAKIMKA U MACCYy BPEMEHHM IJId pacueTa. DTOT IPOIECC MOXKHO
YIIPOCTUTH, UCTIOJIb3Ys] MATEMATUYECKOE MOJICTTUPOBAHUE MTPOILECCOB.

JI1s BeIBEICHUS YPaBHEHUSI MOXKHO MCIIOJIb30BaTh (popmyiy 1
n=m/2:10 + (m/2 -1)4 -2
I'J1e n — KoJIM4YeCTBO 3anacaeMbIX SKBUBaJICHTOB AT®;
M — KOJIMYECTBO YITIEPOAHBIX aTOMOB B YKUPHOM KUCJIOTE;

m/2 — KOJIU4EeCTBO MOJIEKyI aneTui-KoA oOpa3zyeMbIX B mpolecce [3-
OKHMCJICHUS;

10 — xonumuecTBO AKBUBaJIEHTOB AT® 00pa3zyeMbIX HNpH OKHUCICHHHU
anetun-KoA B nukne Kpeoca GHAIH + 3H, 1 ®AJIH,, 1TTd);

(m/2 — 1) — uncao 3TanoB B-OKUCICHMUS;

4 — xonn4ecTBO dKkBUBaJIcHTOB AT® 3amacaeMbIx Ha Kaxkaom dTarne (1
BT H ', 1 DAJIH,);

2 — KOJIMYECTBO 3KBUBAJICHTOB AT® moTpadye€HHOE HAa aKTUBHUPOBAHUE
YKUPHOU KUCJIIOTHI.



Pemenue ypaBHeHusi 1 NpUBOAUT K BHIPAKEHUIO 2

n=7m-6

Ucnoab3ys ypaBHeHHE 2 MOXKHO PacCYMTAThL OMOIHEPreTHKY
OKHUCJICHUS NpeaebHON, )KUPHOU KHUCJIOTHI ¢ YETHBIM YHUCJIOM
yriiepoaHbix atroMoB ot C, 1 doutee.

B caydae pacuera OMOJ’HEpPreTHKH OKHUCJIEHHUS HenpeaebHOH,
JKUPHOU KHUCJOTHI YpaBHeHHE 2 mnpeodOpasyercss B cCJeayroliee
BbIpa:keHue 3

n=7m-1.5a—6

I'ne «a» KoJIMYEeCTBO ABOMHBLIX CBfi3ell B KUPHOH KHUCJIOTE.
YpaBHeHue 3 YHHUBEpPCAJbHO /IS pacyerTa OMOIHEPreTUKH
IpeaejJbHbIX M HenpeaeJbHbIX, KHPHBIX KHCJIOT € YeTHbIM
YHCJOM YIJIEPOAHBIX aTOMOB, TAK KaK IPH «a» PABHOM HYJIIO
BbIPa:KeHUE BO3BPAINACTCH K YPABHEHUIO 2.




BoaHbIM 6anaHc
OKUCJIEHHUA
npeaenbHbIX XXUPHbIX
KUCJIOT C YeTHbIM
YMCJIOM YIr1epoaHbIX
aTOMOB



B npouecce OKMCNEHMA  KMPHOM  KMUCAOTHI
MCMNOJIb3YIOTCA M 006pa3yTCA MOJIEKY/Ibl BOAbI, MPU
3TOM KOJINYECTBO o6pa3oBaBLLENCS BO/bl
NpeBbillaeT €€ MCMNoJib30BaHME. Kak M B C/y4dae
pacyeTa OMOSHEPreTMKM  OKMCJIEHUA  KUPHOM
KUCI0Tbl MOXXHO MATU ABYMSA NYTAMM: HanmMcaTb BCe
peakumm nytM wu noAcuMTatb aJiredbpanyeckyio
CYMMY MM BbIBECTM obLlee ypaBHeHMe. Mcxoaa us
CXEMbl OKMCJIEHMS KMPHOU KMCNOTbl BMAHO, YTO 1
MOJIEKY/Jla BOJbl TPaTMUTCA HA KaxXAOM D23Tane B-
OKMC/ZIEHMA U [IBE MOJIEKY/bl B UMKe Kpebca npu
OKucneHmn auetun-KoA, a obpasyetcsa oHa B UM um
OKMUC/INTENIbHOM (POCHOPH/IMPOBAHNM



ManemuTouN-KoA Cis

DAL, Hz0, HAL*Y, HS-KoA —_|

AueTrn-KoA,

[~ DAOHz ,HAOH + H*

Mupuc%o UN-KoA Cu 1

AL ,H20, HAﬂ+J HS-KoA —_

DA, Hz0, HAOY , HS-KoA —_]

AueTun-KoA,— |

\-___,_ OAOHz ,HAOH + HY
Naypun-KoA

Ciz 2
AueTun-KoA,

[~ DAOHz ,HAOH + H*

I(anpm]oun-l{o.& Cio

®AL ,H=0,HAOY, HS-KoA *

Kanpun-KoA

®AL,Hz0,HADY, HS-KoA *

Auetmn-KoA,— ———_|
OAOHz ,HAOH + HY

Ca

AueTun-KoA,q—-ﬁ\
OAOHz ,HAOH + HY

KanpoHoun-KoA Cs 5

®©AN ,H=0,HAQ™*, HS-KoA \l\'

AueTtun-KoA,

DAOHz ,HAOH + HY

Bytupun-KoA Cy 6

AL, Hz0, HAOQ™Y , HS-KoA *

®AOHz , HAOH + H*

AueTrn-KoA,
7

2 Auetun-KoA Cz: — |

Pymapar
PAOH:

; A0
CykymHaT

HS-KoA , T'T$

| — HZO

kManaT

H_‘g/’

Lukn
Kpe6ca

dn, rae ~ CyrurHKUN-KoA

COz, HAOH + H

x- KeTtornyrtapar

T

HAL

N\

+

1/20: + 2H — H:0

7 PAOH=

b
7HAOH + 7 H"‘\E e—I'

Lleny nepeHoca anekTpoHoB

3Tank! B-0KMCNEHKA

2 e‘]
FeS
2 e‘T

PriH

4

Umrc-akoHuTaT

Hz0O

HMzouuTpar
HaO’
HaAaOH + H',CO:

@ ses

OkucauTenbHoe
¢0OCHOpPUNUPOBAHKUE
(25 Monb ATO Ha 1 MonbHATH + H*)

ATP.H:0

(2.5 monb Hz0 Ha 1 monb HADH + HY)

(15 mons ATO Ha 1 mone GATH:)
(15 mone Hz0 Ha 1 mone GAIHz)

AN, PH












HsC—{CHz)s —COOH
KaTaﬁOJIH3M MenTaHoBas KUCNoTa
o ATH HS-KoA
e 0B 01 ’ Aunn-KoA
KHNCJI0Tbl AMD + Drtby CUHTETaza

H:C—{CHz), —(IZI?NS - KoA
O

Mentadoun - KoA

AN
Aumn-KoA-
nervaporeHasza
PAO-H:

R —CH=CH—C~5 - KoA

Eroun-KoA
H=0
EHoun-KoA-
ruopartaza

R—CH—CH:—C~ 5 - KoA

OH
p-Tuapokcuaymn-KoA
HALD
p-KeToaumn-KoA-
X dervoporeHasza
HAH+1+H
O

E-Ketoaumn-KoA
HS - KoA p-KeTtoauun-KoA-
THONa3a

Auetun-Kos —
H:C—(CHz) —C~S - KoA

—_—

MentaHoun-KoA

(IDOO'
CHz

LHukn
Kpe6ca

Auer

mn-KoA

EB-OKMH

Cneayrwowmii atan

CneHuWA

» . ;
AN Hz, HAOH + H

|
Clle
//C -~
0O S-KoA
CyxkuuHun-KoA

Nezokcu-
aneHo3un-
KoGanamMuH

MeTunManoHun-
KoA-mytaza

(I.TOO'
HzC—CIZH

//Cx
0O 5-KoA
L-hMeTunmanoHun-KoA

D-MeTunmManoHun-
KoA-uzomepasza

(IDOO'
H(I:?—CHz

//C-\_
0O S—-KoA
D-MeTunmanoHun-KoA

AP + Py 4\

MponuorHun-KoA-

BuoumutuH
Kapb’oxcwnaaaj
COz, ATP
(ISHz
(IDHz
//C\,
— = O S—KoA

NMponuonun-KoA



Perynauus
B-oxkucaenue akTUBUPYIOT: rrokaroH, aapenanuy, KK, HA I+,
AJlD:
['onon, husudeckas Harpy3ka — 1 MIHOKaroH, T agpeHajuH —
munonu3 TT' B agunountax — 1 XKK B kpoBu — 1 -OKHUCTIEHY
a3POOHBIX yCIOBUSIX B MbIlILAX, nedeHn — TATD;

TAT®, tHAIH, —™——

TAuetun-KoA — 1 uurpar, 1KK — | mukonus — 1 3KOHOMMIO
TJIFOKO3bI [J1s1 HEPBHOM TKAHU, SPUTPOLIUTOB U T.1I.

B-oxucnenune unrudupyrt: uacynud, HAJIH,, ATO.

[Tuma — 1 uncynauH — T mukonu3 — T Auetuii-KoA — 1 CUHT
manoHusi-KoA u XK, 1 manonun-KoA —
| kapuutuHaunrpancdepassl I B neuenu — | tpancnopt XKK
matpukc mutoxouapuit — | KK B marpukce — | B-okuciaeHu
KK



bUOCHUHTE3 KUPHBIX KUCIIOT

Jlokanu3auus npouecca — rnevyeHb, )KUpoBas
TKaHb, JJAKTUPYIOILIAsA MOJIOUHAs JKeJie3a.

[Ipoucxoaur B nurToIiasme.

CyOctpar — anetui-CoA, o0pa3yroluncs npu
OKHCJICHUH TIIFOKO3bl B a0DCOPOTUBHOM MEPUO/IE.

Tanel:

1.

2.

Tpancniopt auetnin-CoA U3 MUTOXOHJIPUH B
LUTOIJIA3MY;

Cunte3 manoHuia-CoA;
CooOcTBenno-omocunres JKK.



CuHTE3 JKMPHBIX KHUCJIOT OCYIIECTBIISICTCI Ha MeMOpaHax
IJIAAKOT0  DHJAOINIA3MAaTHYeCKoro  perukyayma  (I'OP)
aACCOLIMMPOBAHHBIM C HUM MYJIBTH(DEPMEHTHBIM KOHBIOIaTOM
CHHTETA3bI )KUPHBIX KUCIOT. CTPOUTEIILHBIM MaTepHUaaIoM JIJIs
CHHTE3a XKHUPHBIX KHUCIOT sBIAETCH aneTwi-KoA. 3It1o
COCIMHEHHE O00pa3yeTcsd B MUTOXOHJPHUSAX B IPOLECCE
OKMCJICHHSI YIJIEBOJIOB, JIMIIMJOB, AaMHUHOKHCIJIOT, OJIHAKO B
CHHTE3€, IJIaBHBIM 00pa3oM, yd4acTByeT aneThiI-KoA,
OOpa30BaHHBIM M3 YIJIEBOAOB. BHYTpeHHsAsT MemOpaHa
MMTOXOHJIPHUM HEIPOHUIIAeMa 1 aueTui-KoA, mo3Tomy i
€ro BBIBEJICHUS B IIUTO30JIb UCIIOJIB3YETCS [IATPATHBIA YETHOK



by

CUHTE3 XXUPHbIX KUCNOT

. MNpouncxoauT rnaBHbIM 0O6pa3oM B XXUPOBOW TKaHW,

MOJIOYHOU Xenese n NeYyeHu.
MecCTOM CMHTE3a XXUPHbIX KUCIOT ABNAETCH uMTonnasma.

. [Ang cuHTEe3a XUpPHbIX KUCNOT Heobxoanumbl aueTun-KoA,

ATO, HALOH.

. CUHTE3 XXUPHbIX KUCIIOT NPOUCXOAUT LMKnuyeckn. B

Havane Ka)zaoro umkna mn3 auetun-KoA v yrnekmcnoro ras;
c 3arparton AT® obpasyetca manoHun-KoA.

. I'lepeHoc auetun-KoA B uutonnasmy npoucxoauT B

COCTaBe uuTpara, KoTopbiii 06pasyeTcsa B MUTOXOH/ PUSX
noj AEeNCTBUEM LUUTPATCUHTAa3bl C UCMONb30BaAHUEM
okcanoauwerara.

[Ina cuHtesa ogHou monekynbl C,, noTpedyerca 8
monekyn auetun-KoA, (13 KoTopbiX 7 NPOXOAAT CTaauto
obpasoBaHus manoHun-KoA), 7 AT® n 14 HALOH.

B T Ty



TpaHcnopT aueTun-KoA

Auetun-KoA + okcanoauertat + HOH —

LintpaTtcuHTasa

unTpaT + HS—KoA

- ——



TpaHcnopT aueTun-KoA

LuTpartnuasa
Liutpat + HS—KoA + AT® .

— Auetun-KoA + AJd + H3PO4 +

+ OKCalioaueTtart




Xono peakumm CUMHTE3a >XUMPHbIX KUCTIOT

Ha ka>xkdom eumke
AueTun-KoA-
o Kap6okcunasa

L I
CH, — C~S-KoA =+ CO, e — HOOC —CH, — C~ S-KoA
AueTun-KoA Manonun-KoA
ATD AOD+H. PO,

o

Cuares majadoHumwiIi-C oA
AneTrii-CoA -

KapOokcujia3a
CH3—CO—SCOA = a C02 7_<.
Aunetuin-CoA
ATP ADP+
HOOC-CH,-CO-SCoA H5PO,

Mamouauini-CoA

IIpocTreTnueckast rpynmna pepmMmeHra —
OuorTuH (BurtamuH H)



CoOCTBEHHO-OMOCHHTE3 KUPHBIX KHUCJIOT

* lIpoucxoauT nmoa AeMCTBUEM
MYJITU(PEPMEHTHOTO KOMILIEKCA, CHHTA32
MKUPHBIX KHUCJIOT (MAJbMHUTAT CHHTA32a),
COCTOSIIETO U3 7 (DEPMEHTOB, CBSI3aHHBIX C

anuianepeHocsamuM oeaxkoMm (Allb) —

acyl carrier protein (ACP).

* [TanpmuTar cuHTa3a UMeET ABe CBOOOAHBIE HS-
rpyniisl (ogqHa HS-rpyrnna npuHaaiexxur
[IUCTEUHY BTOPOTO (PepMeHTa, a BTOpasi —

docdonaHTEeTEHHOBOMY OCTaTKY, CBSI3aHHOTO C
AIIDB).



(HHTa3a )XUPHBIX KHUCJIIOT

S H \ ®yHKUMOHANbHAs rpaHuLa

/ ‘\ cy6beauHuL

E-AIlb

4|







Xoa peakuun CUHTE3a XUPHbIX KNCNOT

1-bI1U BUMOK:

(@) (@) CO,
I [
CH; — C~S-KoA ; HOOC —CH,— C~ S-KoAg:i'—ﬁ
Auetun-KoA Manouun-KoA HS-KoA
o)

|
i+ IOHE B OH S G B oA
[
O

B-keToauun - KoA




Xoa peakuuu CUHTEe3a XXUPHbIX KUCIOT

O o

; Penykrasa
CH, — C—CH, — C~S-KoA

1
—————=— CH, _CH—CH, — C~S-KoA

I ) TR |

o HAOOH+H*  HAO®! 2

B-keToauun - KoA B-rmapokcuauun - KoA




Xoa peakumMu CUHTE3a XXUPHbIX KUCNOT

ﬁ Oerunaparasa o
I
GH;—GH Sl R SHOR, smtmmemens | GHy - CH = CH 2 C 5 S0
|
OH HOH
B-rmapokcuaumn - KoA Exnoun - KoA

.



Xoa peakuum CUHTE3a XUPHbIX KUCIIOT

(@)
¥ Peaykrasa O
CH; —CH —CH — C~ s-KoA

|
Py CH; —CH,—CH,— C~ S-KoA

HAO®H+H+* HAO®* Auun- KoA (C,)

ExHoun - KoA

L‘*\_\



Xoa peakumu CUHTe3a XUPHbIX KUCIOT

2-0U @ UMOK:

0 o co,
I [
CH; --CH,— CH;— C~'SoA. '+ HOOC -CH, - C~ SHOA S
Manouun-KoA a.
Aumn- KoA (C,) EeHof
o

i
e CH3 —CHz—CHz —_ C—CH2 — C~ S-KOA
I
(@)

B-keToauun - KOA

O
A
man CH3 —CHZ—CHz =5 CH2 —"‘CHz R C 25 S'KOA

auun - KoA (Cy)



JJIoHTaUA (YAJIUHEHUE ) ) KUPHBIX KUCJIOT

* [Ipoucxoaut B OP 11oa nercTrBuem
YH3UMATHYECKOU cucTeMbl DJIOHI'A34a.

* YIJIMHEHUE LIEMU )KUPHOM KUCIIOTHI
OPOMCXOAUT IYTEM MOCJIEI0BATEIILHOTO
NPUCOEIMHEHUS K COOTBETCTBYIOIIEMY allWJI-
COA IBYyXyIJIEpOAHBIX (PparMEHTOB OT
mMaioHuI-CoA nipu yuactuu HAJIOH.



DJIOHT AU KUPHBIX KUCJIOT

CH3-(CH2)14-CO-SCoA + HOOC-CH2-CO-S Co%
palmitil CoA HS-CoA CC

NADPH NADP?*
CH3-(CH2)14-CO-CH2-CO-S CoA (& ZZ

cetoacil CoA

H20
CH3-(CH2)14-CH -CH2-CO-S CoA | A
OH
hidroxiacil CoA NADPH NADP?

CH3-(CH2)14-CH=CH-CO-SCoA

enoil CoA

ZH3-(CH2)14-CH2-CH2CO-S CoA

stearil CoA



CuHres HCHACBIIICHHBIX >KHUPHBIX KHCJIOT

* MOHOEHOBBIE KUPHBIE KUCIIOTHI —
NaJIbMUMTOOJICMHOBAS U OJIEMHOBAS —
CUHTE3UPYIOTCS M3 MaJbMUTHHOBOM 1
CT€APUHOBOM KUCJIOT MO/ JACHUCTBUEM (DEPMEHTA

aecarypasa.

* [Ipouecc nporekaer B IP KJI€TOK NeYyeHu 1

YKUPOBOU TKAHU MPU YYACTUH MOJIEKYIIAPHOTO
kuciopoaa, HAJI®H, uutoxpoma b5, ®A/I.



CuHres HCHACBIIICHHBIX KHPHBIX KHCJIOT

02 H20 NADPH NADP? H2Q
CH2-cH2- \fJ, -CH-CH2-

===

-CH=CH-

E- monooxigenaza OH

stearil-CoA
H3C-(CH2)7-CH2-CH2-(CH2)7-CO-SCoA
02

~ NADPH.H+

monooxigenaza

microzomiala
NADP+

H20

N
H3C-(CH2)7-CH=CH-(CH2)7-CO-SCoA
oleil-CoA




 Jlecarypa3a MJIEKOIUTAIOIINX MOXKET 00pa3oBar
JIIBOMHBIE CBSA3M TOJIBKO HA YYACTKE LEIH JKUPHO
KMCJIOTHI OT 9-r0 10 1-ro yrimepoaHbiX aTOMOB.

* [loaTOMY B OpraHmsmMe MJIEKOIIMTAOIINX, B TOM
YHCJI€ Y YEJIOBEKA, HE CUHTE3UPYIOTCS
nuanojienas (18:2; 9,12) u nunonenonas (18:3;
9,12,15) KxuCNOTH — HE3AMEHUMBbIE KUPHbIE
KHCJIOThI.

* ApaxunoHoBas kuciora (20:4; 5,8,11,14) y
OOJIBIIIMHCTBA MJICKOIIATAKOIIUX CUHTE3UPYETCS
U3 JJUHOJEBOU KUCJIOTHI.



Perysauua OMOCUHTE3A JKUPHBIX KUCJIOT

OCHOBHOI peryisiTOpHbIA (epMEHT —

atetus-CoA kapOokcuiiasa

1. Llutpar — akTuBaTop, naabMUTOMI-COA —
MHIMOUTOp (accoumalus-auccouuanus pepMeHTa

2. InrokaroH, aapeHaJuH UHTMOUPYIOT (PEPMEHT,
MHCYJIMH — aKTUBUPYET ((hochopuanpoBaHUe —
nedochopunrupoBaHue pepMeHTa).

3. Muaykuus cuHTe3a pepMeHTa 101 ACUCTBUEM

MHCYJIMHA (TIpU NOTpeOJIeHUU 00raTol yrieBoaami
MULLN).



O1innuus OMOCUHTE3A )KUPHBIX KUCIIOT
OT UX OKHUCJICHUS

1. Ilpouecc mpoTeKaeT B LIUTOILIA3ME KJIETKU
2. Wpet ¢ morpedinenuem 3Heprum 3a cyet ATO

3. Tpeoyer HAJI®H H*, xortopeiii o00Opa3yercs B
neHT030(pochaTHOM IIyTH OKUCJICHHUS TJIFOKO3bI HJIM IIPU
padoTre Manuk-(hepMeHTa

4. HeoOxomumo «CTAapTOBOE» COCANMHEHUE

MaJIOHWI-KOA



CyMMapHO€ YpaBHEHUE CUHTE3A
MAJIbMUTUHOBOU KUCIIOTHI

Auetun - KoA + 7 Manonun — KoA + 14 (NADHPH + H ) ——

—— C,{H;,COOH +7 CO, + 8 HS — KoA + 14 NADP* +7 H,0

[lanbMUTHHOBAsA  KHUCJIOTA HCIOJB3YETCA I
CUHTE3a OPYITUX JKUPHBIX KHUCJIOT - HACBHIIEHHBIX
(MUPUCTHUHOBOM, CTEAapPUHOBOM) M  MOHOEHOBBIX
(ITaJIbMUTOOJIEMHOBOM, OJIEMHOBOM )




1-1 oldll 11CPCHOC dlICTN/IbHbIX OCIAIROB
13 MI/ITOXOHIlpI/Iﬁ B IIMTO30JIb

[{uT030B

I 1rox03a

NADPH + H* ’)
NADP*

S anym

A

Maauk-pepmeHT

Manar

NADH + H* ’)
NAD*

Oxcanoanerar

A

IMurpar-
_JiMasa

-

v

Anermi - KoA

MutoxoHapus

: [TupyBar — Oxcanoauerar

urp a'li'

v

Anermi - KoA \
‘ IurparcuHT

<

v

Hurpar



2-ti tan CuHTe3 MaJIoOHWI-KOA

B  uuromnmasme  anermi-KoA — kapOokcunmupyercs U
npeBpamaercs B maloHuwi-KoA —  Bropoit  cyOcTpar,
HEOOXOAUMBIN 1Jis1 00Opa30BaHUs )KUPHOU KUCTOTHI.

O

l I Anermii — KoA kapfokcniiaza

H,C — C ~ S-KoA + CO, + AT® ;

buorun

Aneriui - KoA

O

|
HOOC -CH, - C ~ S-KoA + AJl® + Pi

Masonmna - KoA %‘g



3-11 atart CUHTE3 NAJIBMUTHUHOBOMN KUCJIOTHI

-SH ocrarox mucreuHa [TajsMHTOMIICUHTARA

-SH ocrarok Ttuosra- ( E-cunTaza KHpHBIX
KHCJIOT)

, &

Anermwi — KoA H @ HOJIAMHUHA
H,C - C - SKoA \}?IOOC CH, - CO ~ SKoA Md.nOmm-KoA

HS - KoA <\ HS - KoA

0
' |

: - §—C—CH
AueTmmanomm - E
- |(|: CH, - COOH

ot
S I




*Perynauma cMHTe3a nasbMMTaTa

*Perynaumsa cMHTe3a najbMuTaTa OCyLIEeCTBAAETCA 3a cyeT
MeTab0/IM4ECKOro KOHTPOJIA U rOPMOHasIbHO. OCHOBHbIM
perynaTopHbiIM MEPMEHTOM CUHTE3a ABNAeTCA aueTun-KoA-
KapboKcunasa, akTMBAaTOPOM KOTOPOro ABAAeTCA umMTpar, a
MHIMOUTOPOM NasibMUTOUN-KOA. [OpMOHanbHaA perynsauma npouecca
OCYLLECTB/IAETCA I/II0KaroHOM, agpeHaJIMHOM U MHCYJIMHOM. [lepBble
JlBa FOPMOHa, AEUCTBYSA Yepe3 aJeHMNATUMKIA3HYI0 CUCTEMY,
CNOCOOCTBYIOT (bochopunMpoBaHuio aueTua-KoA-KapooKcmaasbl, YTO
Aenaet MdepMeHT HeaKTMBHbIM. B abcopbTUBHbIM nepuoj docdaTasa,
aKTMBUPOBAHHAA MHCY/IMHOM AedochopUnmpyeTt (epMEHT,
BOCCTaHaB/IMBaA €ro akTMBHOCTb. ELLE 0AHMM CNOCOOOM, YBEJ/IMYEHUA
aKTUBHOCTU (PEPMEHTOB CMHTE3a NaJibMMTaTa, ABNAAETCA MHAYKUMA
CUHTE3a aueTmn-KoA-kapboKcunasbl M CUHTa3bl XKUPHbIX KUCIOT
BbICOKMMM KOHLEHTPALUMAMM MHCYMHA. [peanocbiIKoM 3TOro
ABNAETCA NPOAO/IKMTENIbHAA AMETA C BbICOKMM COAEpPKaHUEM
YrN1€BOA0B U HU3KUM KMPOB.



buocuHTes3
CPUHro3mnHa,
cPpUHroMmme IMHa U
Lepammpa
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*CPUHr03MH NPOMENKYTOUHbIM METabOIUT, KOTOPbIN
MCNOJIb3yeTCA B CUHTE3E CPUHIO/IMNMNI0B
(COMHrOMUENNHBI, LLepebpo3nbl U raHriMo3unapl). Ha
CXEMe OTCYTCTBYET CUHTE3 raHrimMo3smaa, oiHako, Kak M B
c/lydae CMHTEe3a COMHIOMMENTMHOB M LIepebpo3na0B UMEET C
HUMK obLMe peaKumu A0 obpa3oBaHUA Lepammaa. Hanmnume
06LLMX peakumm, a, caeaoBaTesibHO, U PEPMEHTOB CHMMKAET
pacxoj MaTepmasioB 1 SHEPIrMU U yNpoLwlaeT peryasaumto
npoueccoB. MNoXoXun cLueHapuh OTMEYAETCS B C/lyvae
CUHTE3a TpUaUUArIULEPOJIOB U ranuepodocdomnmuaoB B
060MX Npoueccax UMerTcAa oblue peakumm (4o
obpa3oBaHMA Anaumnravueposa). Oéwme ctaamm UMEKTCA
B NpoLueccax CMHTEe3a KETOHOBLIX TeNn 1 xoaecTteposa (Ao
obpa3oBaHUA B-rmapoKcu-B-auma-rnytapmn-KoA).



MeTabonmsm
XoJiecrteposa



X0J1eCcTepo/1 B OCHOBHOM CHMHTE3MUPYETCA B NevYeHu (bonee
50%), B TOHKOM KuLe4vHuke (15- 20%), a ocTa/ibHOM
X0J1IeCTEPOJ1 CUHTE3MPYETCA B KOXEe, KOpe HaANoO4Ye4YHMKOB,
NMOJIOBbIX Xe/ie3ax.

OyHKUMM XonecTepona:
CTPYKTYPHbIM KOMMOHEHT BCEX MEMOPAH KNETOK.

UcxoHbIM cybcTpaT AN KENYHbIX KUCNOT: XOJIEBOM,
J1e30KCMXO0NIEBOU U XEHOAE30KCUXOJIEBOM.

[pewecTBEHHUK CTEPOMAHBIX FTOPMOHOB: 3ProCTEPUH,
NPOrecTepoH, TECTOCTEPOH.

[lpealecTtBeHHMK BUTaMMHa .

X0/1eCTepo/1 CBA3bIBAACb C XMPHbIMU KUC/IOTAaMMU Obpa3syeT
3(UpbI Xos1ecTepmHa. XonecTepos U ero 3upsbl - He
pPacTBOpUMbIE B BOJEe COeAMHEHUA, MOITOMY OHM
TPaHCNOPTUPYIOTCA KPOBbIO TOJIbKO B COCTaBe pa3HbIX TUMOB
JIMNoONpoTeEN10B.



CuHTE3 Xonecrtepona.

CuHTE3a X0/1ecTepo/ia NPoMCcXoaAT B LIMTO30J1€ K/IETOK.
3TO OJMH U3 CaMbIX AJIMHHbIX METABOIMYECKUX MYTEN B
OpraHu3me 4YesioBeKa.

JTanbl CMHTE3a X0JiIecTepo/a:

1) CMHTE3 MEBA/IOHOBOU KMUCJ/I0Tbl M3 TPEX MOJIEKY/I
aleTun-KoA.

2) CUHTE3 CKBaJleHa.
3) UnKknusauma ckeaneHa B X0J/1ecTeporl.

B nepBom 3Tane y4yacTByeT perynatopHbiM (pepMeHT
CUHTE3a XonecTtepuHa - [ MI'-KoA-peayKTasa.



BUOCUHTES XxonecTepona u ero aTepudgukaums
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BUOCHMHTE3 KeTOHOBbIX Te

K KeToHOBbIM TenamM OTHOCAT TpU COeAMHEHMA - aueTtoauertar, 3-
rMApoKkcubytupat (B-rmapokcubytupar) u aueToH.CMHTE3 KEeTOHOBbIX
T€N OCYWEeCTBAAETCA B renatouMTax M MO Ha4va/lbHbIM peaKkumsam

coBMNnadaeT C CUHTE30M XOoJ1eCcTepo/ia.

CH; (lj — SCoA + CH; (I: — SCoA Tuomnaza
| _—————)
O O -HS-CoA
Antetun-CoA Anertun-CoA ©

I MI'-CoA-cuHTaz3a

E—, CH3—C—CH2—‘CiSCOA
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Auneroaunetun-CoA - CHj (‘: SCoA HS-CoA

CHs, e
| I MI -CoA-nmuaza

== HOOC CH; €~ CH; C-SCoA
OH O I

-TUPOKCU-PB-MmeTuin-rnyrapuwi-CoA

|



HOOC—CHZ——ECH3
|

Aueroauerar
NADH+H*

-CO,
NAD*
CH; E CH; HOOC CH; ((;H—CH3
H

AUETOH B-runpoxcubyTHupar



CuHTe3 aneToanerara MporuCcXOoAUT TOJIBKO B MUTOXOHAPHUSAX MEYCHHU, Jajiee
OH JIM0O0 BOCCTaHABIMBACTCI OO0 3-THAPOKCHOYTHpPATa, JIMOO CIIOHTAHHO
AekapOOKCUInpyeTcs A0 aleToHa. J[ajee Bce TpU COCAMHEHHS MOCTYIIA0T
B KPOBb M Pa3HOCATCS 110 TKaHSIM. AIIETOH, KaK JeTy4ee BEIIECTBO, JIETKO
yAAIISICTCS C BBIABIXa€MbBIM BO3IYXOM H IIOTOM.

Perynsaropusiii pepMeHT cuHTe3a KeTOHOBBIX Tell - 'MI'-KoA cuHTa3a.

['MI'-KoA-cunTaza - nHIynupyeMblid (PEPMEHT; €ro CUHTE3 yBEIMYHNBACTCS
[IPU TIOBBINIEHUY KOHIICHTPALIUU KUPHBIX KUCJIOT B KpOBU. KOoHIIEHTpalys
KUPHBIX KHCJIOT B KPOBHM YBEIMYMBACTCSA MHPU MOOHMIU3AIMU >KHPOB U3
KUPOBOM TKAHM II0J] JICCTBUEM IVIFOKArOHA, AaJpEeHaJvMHa, T.€. MpH
TOJIOAAHUU WK (PU3HUUEeCKOM padoTe.

*
['MI'-KoA-cuHTaza  MHruOupyercs BBICOKUMH KOHIICHTPALUAMHU
cBOOOIHOIO KOopepmeHTa A.

Korga nocryrieHne sKUpPHBIX KUCJIOT B KJICTKU EYCHN yBeIn4YuBaeTcs, KoA
CBSI3BIBACTCSI C HHUMHM, KOHIEHTpauus cBoOogHOro KoA cHmxaercs, H
(bepMEHT CTAHOBUTCSI AaKTUBHBIM.

Eciin MOCTYIUIEHWE XUPHBIX KUCJIOT B KJIETKA MEYECHU YMEHBINAETCS, TO,
COOTBETCTBEHHO, YBEJIWYMBACTCS KOHIGHTpanus cBoOogHOro KoA,
uHruoupyomiero gepmeHt. CieaoBareabHO, CKOPOCTh CHHTE3a KETOHOBBIX
TE€JI B IEYEHU 3aBUCUT OT MOCTYIUJICHUS YKUPHBIX KUCJOT.



PEI'YIIAUW Y CUHTE3IA KETOHOBBIX TEJ.
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CUHTE3UPOBAHHBIEC I'€MIATOLUTAMU KETOHOBBIE TEJA MOCTYIIAKOT
B KPOBb, & U3 HEE U3BJICKAIOTCA KJIETKAMU Pa3HBIX TKAHEW U
MCIOJB3YIOTCSI B DHEPIreTUYECKOM OOMEHE.

B ycnoBusax rojomaHus, NOpA JUIMTEIBHOM  (DU3WYECKOM
HArpy3KM M HApPYyLICHUS YTHIW3AIHUN IJIIOKO3bl KJICTKAMM
(BcieacTBue JeduiMTa MHCYJIMHA IIPU CaXapHOM AUa0eTe)
OCHOBHBIM HCTOYHHUKOM DJSHEPIrUHA CTAHOBATCS JKUPHBIE
KHCJIOTBI,  KOTOpbhIE  OOpa3yrwTcsi  NOpd  THAPOJIHU3E
TPUDJIMIIEPUJIOB  XKUPOBOW  TKaHU. JKUPHBIE  KHUCIIOTHI
IIOJBEPraroTcs [-OKHUCICHHIO C O0pa3oBaHHEM OOJBIINX
KOJINYECTB aneTui-KoA BO BceX oprasHax, KpoMe€ MO3Ta.
Oxcaoalierara, HCOOXOIMMOTO JUIA BKIIOUCHHS aneTmii-KoA
B uMK1 KpebOca He mocTaro4yHo, mMOAPTOMY H30BITOK AalleTHII-
KoA He MoxeT ObicTpo okucauThes B LITK. Iledens odmagaer
CIIOCOOHOCTBIO CHHTE3UMPOBATh M3 OOJBIINX KOJMYECTB
arieTiii-KoA KeToOHOBBIE TENA.



KETOHOBbIE TEAA KAK UCTOUYHUK SHEPTUU
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HopmainbHast KOHIIEHTPALMS «KETOHOBBIX TEID
(0,03-0,2 Mmmon/n).

[Ipy maToa0ru4ecKmux COCTOSTHUAX (CaxapHbIn
nua0eT, TOJIOIAHUE) KOHLIEHTPALUS KETOHOBBIX
T€JI B CBIBOPOTKE KPOBU YBEJIIMUMUBACTCSA 10

1620 MMOJIB/II.

KeToHeMust —yBeTMueHHUE KOHIICHTPALUU
KETOHOBBIX TE€JI B KPOBH.

KeTOoHypus — BBIACIIEHUE KETOHOBBIX TEJ C
MOYOM.



[ lppuyMHBEI KETOHEMUU

1. YBeqimueHHe KOHIEHTPAIUM alleTHI-
CoA (ycuJIeHHOE pacCUICIICHUE
JTATIUJIOB).

2. YMeHbIIeHHe KOHIEHTPAauu
okcaJjioanerara (IIpu OTCyTCTBUM
YIJIEBOAOB MJIM HAPYIIEHUN UX
MCIIOJIb30BAHUS OKCAJIoAleTaT
pacxoayeTcs Ha 00pa30BaHUE IIIFOKO3bI).



OCOBEHHOCTH OBMEHA
JIMITN10B B OPTAHAX U TKAHZAX




Ileyenp

1. O0men xouiecreposia
- CHHTE3 SHAOTCHHOTO X0JIECTEPO.JIa;
- KataOOau3M XOJIECTEPOJIa U3 TKAHEH U OPTAHOB;
- 00pa30BaHMEC XOJICCTCPHIOB
2. buocunres JINOHII u JITIBII
3. Oopazoanue rimmepopocho mnmuioB
(cepundocomumuasl, 3TaH0IaAMIHO (PO CHOCDHOTUNH B
ke(amuabl, X01uH(OCHOTUITUABI — TCUUTHHBI)
4. OOMeH KeJTYHBIX KHCJI0T
(GmocHuHTE3, BBIBCACHUE, 0OPATHOC BCACHIBAHIC)
4. Yrumsamua XM, u JIIIBII3
O0men HIXKK (OHOCHMHTE3 HA 3KCHOPT, KAaTA0OJIM3M HEUCIOJIb30BAHHbBL
JKUPHBIX KHUCJIOT (C KOPOTKOM YIVIEPOAHOM LEIBH), MOJMHCHBICBHIMICHHEBIX, (
HECUYCTHBIM YHCJIOM YITIEPOIHBIX ATOMOB)
buocnnres TAI' (Ha axcnopT) -

7. Cnares3 KeToHOBLIX TeJl ’

i

m



/KupoBasi TKaHb
(CarbHHK, OPBDKCHKA, TOAKOKHASA KJICTYATKA, KOCTHBIN MO3T).
1o 90% maccel xupoBoii Tkanu — TAIL
bonee 50% B TAI - oneuHOBAs U JIMHOJICBASA JKHUPHBIC KHCIOTHI

1. CuHTe3 KMPHBIX KHCJIOT (B IEpUOI U300MINs)

2. UcTtounuk 3Heprum (B MEpUON IMOKOSI M pabOThHI CpenHer
MPOAOJKUTEIBHON MHTEHCUBHOCTH )

3. H30on1upoBaHue BHYTPEHHUX OPraHoB OT MEPEOXJAKIACHUS ¥

neperpeBaHus
4. Mexanuueckasn ¢yHkuusa (mpegoxpaHeHUE OT YIIUOOB,
MOBPEXKIECHU)
S. CrnaxkuBaHHe OCTPbIX YIJIOB CKejJeTa («3CTETUYECKUE
GyHKLII )

6. Cunre3 TAI' (u3 cobctBeHHbix U HIXK TpancnopTHbIX
nmunonporennios (XM3p., JITIHIT — TAT, HB}I<K+aJIb6yMI/II-21)

—




CUHTE3 TPUALIMJITJIMLIEPOJIOB B XKUPOBOUM TKAHU
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MBI I

1.

OxucyieHHe KHMPHBIX KHCJIOT IJIsI OOECIEYEHUs] SHEPTUU I
MEPUONA TOKOSI U B YCJOBUSIX IJIUTEJBbHOU PadOThl CpEnHEV
MHTEHCUBHOCTU (BMECTE€ C yIIEBOOAMM), TIPUYEM Yewm
OIuTebHee padoTra, TeM OOJblle UCIOJIb3YIOTCS JKUPHBIE
KHUCJIOTBI.

Cepaeynas MpllILAa MU ODIaJKHEe MbIlIEYHbIE BOJIOKHA
COCYIMCTOM CTE€HKM MHCIOJB3YKOT KaK SHEePreTU4eCKur
marepuas HIXXK B Oonbiieil creneHn 4eM MIHKO3Y.
OkucieHHe  KeTOHOBBIX TeJl  KaK  YHEpPreTu4eCcKor(
mMarepuana.




HepBHast TKaHB

1. DHepreruyeckue noTpedHOCTH HEPBHOU TKaHV
obecneunBarOTCs HA 95-97% 3a cueT OKUCIEHUS TIIFOKO3bI U
3-5% 3a cueT OKUCJIEHUsI KETOHOBBIX TeJ (B MEPUOH MOKOS, TP
rOJIONAHUY PE3KO YBEJIUUYUBAETCS).

2. Jlunuawl cocTtaBasioT A0 S0 % oT Maccbl HEPBHOW TKAHHU

- JIMIMABI CEeporo BeleCTBA BXOASAT B COCTaB MeMOpar
HEMPOHOB (OCOOEHHO MX COCTAaB HE OTJIMYAETCS OT COCTABE
KJIETOYHbIX MEMOpaH APYyTrUX OPraHOB U TKAHEN )

- Junuabl 0enoro BeuiecTBa (MHEJTUHOBBIN (DYTISP) COCTOST
u3 xojecrepoisa, dhodonunugos (rauuepodochonumuasr v
chunropochonmunmuabl) U NIUKOJIUITHIBI.

3. Bce ciio:kHBbIE JUMMUABI HEPBHOM TKAHH CHHTE3HPYIOTCS U
rrok03bl, HOXKK u npyrux HU3KOMOJIEKYJISIPHBIX PO

-
[Pr——
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Poiib TOPMOHOB B pETYIIAIINN
TanuaIHoro oomMena. Ilatonorus
JIAOHUIHOTO OOMEHA
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JlunmuaHeId OOMEH pEryJMpYyeTCs LEHTPaJIbHOW HEPBHOM
cucremMor. Kopa rojiloBHOro mosra BIIMSET Ha KUPOBYIO
TKaHb WINA YepPe3 CUMMIATUYECKYIO U MMapaCUMMIATHYECKYIO
CUCTEMBI, WJIM Yepe3 DHIAOKPUHHBIE XKejesbl. K xenezam
BHYTPEHHEN CEKPELUHU, Yepe3 KOTOPhIC HEpPBHAA CUCTEMA
BJIUSIET HA OOMEH, OTHOCIT THUIO(QU3, IIUTOBUIHYIO,
MOJKEIYIOUYHYI0, TIOJOBbIE XKejae3dbl U Ap. llepexon
VIJIEBOJIOB B JKUPBI OCYIIECTBIISIETCI HEIOCPEICTBEHHO B
KUPOBOM TKAHMU. IJTOT CJIOXKHBIA IMPOLECC PETYIUPYETCS
TOPMOHOM ITOJIKEIYAOYHOHN KEIE3bl — HMHCYJIUHOM.




—!

0 MWuacynnH aktuBupyer nporenHgocdarasy u
CriocoOCTByeT Je(POChOPUIMPOBAHUIO U aKTHUBAILUU
aneTnJa-SKoA-kapookenaassl.  OJHOBPEMEHHO B
KIeTke aedocopunupyercs u uHakTUBUpyeTCcs TAI'-
JINIA3A.

0 IUIIOKaroH, aapeHaJauH WU JIPpyrue rOpMOHBI, ICHCTBYS
0 AJACHWIATHUKIA3HOMY MEXaHM3MY C y4YaCTHEM
HAM®-3aBUCUMON [IPOTEUHKHWHA3BI, BBI3BIBAIOT
dochopunupoBanue U HHTHOMpoBaHHE AMeTHJI-SKOA-
KapOOKCHJIA3bl M, CJIE€HOBATCIILHO, OCTAHABJIMBAIOT
nunorene3. ODHOBPEMEHHO OHH akTHUBHUPYIOT TAI'-
IMnasy.




[Ipy yMEHBIIEHNH KOJIMYECTBA UHCYJIMHA U BO3PACTAHUHN IIIOKATOHA YCUIIMBAIOTCS
JIUTIOJNIN3 B dKUPOBOM TKAHU, NMOCTYIUICHUE )KUPHBIX KUCJIOT B IEYEHD U JPYTUE TKAHU U
peakuuu ux B-okuciaeHus. Takoe COCTOSIHHE HAOII0AAETCS P THIOITIMKEMHH JTH000Tr0
npoucxoxieHus. [Ipu oOpaTHOM COOTHOIIEHUHA TOPMOHOB HAUMHAKOTCS PEAKIIUU
CUHTE3a )KUPOB.
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Takum oOpa3oM, KOrjia B KJIETKE UMEETCI N30BITOK SHEPIUH,
TO VYCWIECHHUE CHUHTE3a KUPHBIX KHUCJIOT JOCTUTaAETCA
MOCTYIUIEHUEM B I[UTO30Jb LUATpara U NOPU HAIAYUHU
MaJTOHWI-S>-KOA.  TIOJMyY€HHBIE MOJIEKYJIbl almiI-SKOA
OBICTPO MOCTYIAKOT Ha ATeprUpUuKaIyio muiepoaa 10 TAI u
HE HAKAIJIMBAKOTCA B [IUTO30JIE.

EcIy B KJICTKE HEIOCTAaTOYHO DHEPIUM, TO HEOOXOIUMO
AKTHBUPOBATh [3-OKMCIICHHE JKMPHBIX KHCIOT M €€
nojaydeHus. B 3ToM cioydae TOpPMOHAIIBHBIC BIIMSHUSA
BBI3BIBAIOT JIMIOJAN3 (HJIM IOCTYIUICHHE >KUPHBIX KHCJIOT
M3BHEC) U HaKomJIeHHe anmuia-SKoA B 1wuro30ie, 4dTO
ABTOMATHYECKH 4YE€pPE3 YMEHBIICHUE KOJINYECTBA [UTpATa U
MAITOHWI-SKOA MNpenaTCTBYET CHUHTE3Y HOBBIX JKHUPHBIX
KuciaoT.  IlapamienbHO yobLIb  MaJOHUWI-SKOA n
aKTHUBAIlMs KapHUTHH-alWI-TpaHc(epa3bl 3alyckaeTr [3-
OKHCJICHUE.
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[lomaBmass B  MUTOXOHIAPHIO KHUPHASA  KHUCJIOTA
Hen30ekHO  okuciasgercas A0  anetwi-SKoA.Ilpu
NOSIBJICHUM  M30BITKA  AlECTWIBHBIX  Ipynm |
A0CTAaTO4HOM KosnmuectBe ATD B MUTOXOHIAPHUAX
[MEYCHU HTHU TPYINbl MNEPECHANPABISAIOTCA HA CHUHTE3
KETOHOBBIX TEII.

AJIpEeHAJIMH U HOPAJAPEHAJMH YBEINYNBAOT CKOPOCTH
JWNOJN3a, B PE3YyJAbTare  4Ye€ro  YCHUJIMBACTCS
MOOMIM3AIMS KUPHBIX KHCJIOT W3 YXKUPOBBIX JCMNO U
CoACpKaHUE HEATEPUPUITUPOBAHHBIX JKUPHBIX KUCJIOT B
IJIa3M€ YBEJIIMUYUBAETCH.
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Kupoeaa unpunompayusa (Oucmpodpus,
nepepoicoenue) neueHu

KupoBass uHOUIBTpaLMs II€YECHH  3aKJIHOYACTCS B
HAKOIUICHUM B IIMTO30JIE M MEXKKIECTOYHOM
IPOCTPAHCTBE TI€YCHU TPUALWITIIUIIEPOJIIOB B BHJIE
’KUPOBBIX Kamelb U B (PYHKIIMOHAJIbHOW HEBO3MOKHOCTH
KJIETOK X YIAJIUTh.

[ TaBHOM NMPUYHHOW KUPOBOM HHQPWILTPALNN MCYCHU
ABJIAeTCA MeTadomyeckuu 0,10k cuaresa JINNOHIIL.



WpoBoe nepepoxxaexne
neYveHu

B ciayyae
konnenws JKHPOBOU
*ipa mucTpodun
COCTaB
TPUTITALCPUIOB
NOCTUTAET OoJiee
50% ee macchl (B
HOpME — HE Oolee

5 %).
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O6uwan xapakmepucmuka JINNOHI1
JIMnonpoTerHbl O4YEHb HU3KOH INIOTHOCTH:

CUHTE3UPYIOTCS B ICUYCHHU M3 DHJIOTCHHBIX M DK30T€HHBIX
JIMNXI0B, B UX cocTaBe npeodnanaroT TAT

(8% oOenka, 60% TAI, 6% XC, 12% >¢pupos XC,

14% docdoaunuaos),

OCHOBHBIM OeJikoM sBigeTcs anoB-100, BeITOIHAIOIINN
CTPYKTYPHYIO (DYHKIIHIO,

B HOpME KoHIeHTpauus 1,3-2,0 /11, c1abdo aTepOreHH.I.

Dyuxkuusn JIIIOHII:

TpaHCIIOpT YHAOINCHHBIX M 3K30IeHHBIX TAI' OT neyeHu B
TKAHH, 3aM1aCaroIIe U UCTIOJIb3YIOIHME KUPHI, T.€. B TE XK€
TKAHH!, YTO ¥ XUJIOMUKPOHBI.
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JIITOHII BKJIIOYAI0T pa3HOPOAHbIE COeUHEHUA U 0JIOK

MOKE€T BOBHUKHYTH Ha Pa3HbIX YPOBHSIX CUHTE3A:
OTHOCHUTEJIbHAST HEeI0CTATOYHOCTD allo0eIKoB U (POoChOIUIINI0B

npu u30kITKe TAT': npu M30RITOUHOM CHUHTE3E KUPHRIX _KUCIOT W3
[JIFOKO3bI, MPU IOCTYIUICHUU TOTOBBIX XUPHBIX KHUCJIOT U3 KPOBHU
(HEMOTUBHUPOBAHHBIM  JIMIIOJM3 B  JKMPOBOM TKaHH), CHHTE3
MOBBIIIIEHHOTO KojinyecTtBa XC,

HeJOCTATOK amno0eJKoB — HexXBaTKa Oejlka WIM He3aMEeHUMBIX
AMMHOKHCJIOT B IIMIIE, BO3JCHCTBUE TOKCHHOB M HWHIHOUTOPOB
cHUHTEe3a OeJIKa,

CHMKEHHME CHHTe3a (POCOoMImUI0B — OTCYTCTBUE JIMIIOTPOITHBIX
(aKTOpOB (BUTAaMHHOB, METHOHHMHA, IIOJIMHCHACHIICHHBIX >XHUPHBIX
KHMCJIOT), U3-3a 4€ro He POopMHUPYETCs 000109Ka JTUIIOIPOTCHHOB,

0J1I0K COOPKHM TUIIONPOTECHHOBBIX YacTull B DIIP mpu Bo3aencTBUM
TOKCHHOB (HapuMep, XJIOpOo(POpM, MBIIIbSIK, CBUHEL),

HAPYHIEHHE CeKpeluHu JHMIONPOTEMHOB B KPOBb — I1aTOJIOTHH
MeMOpaH TenaTrolUTOB MOpU AaKTHUBAIUM IIEPEKHCHOTO OKMCIICHHUS
JIUNUI0B BCICACTBUE HEJOCTATOUHOCTH aHTUOKCHIAHTHBIX CHUCTEM (B
nepByr0 odepeapb runoBuTtamMmuHo3bl C, A, E, HexBarka LMHKa H
Kelesa),



