CTPOEHUE W OBMEH NUNNAOOB

KNACCUDOUKALUA

Knaccudukarus munmmoB clio)kHa, Tak Kak B KJacC JUMHIOB BXOT BEIIECTBA BEChMa pas-
HOOOpa3HbIE 10 CBOEMY CTPOCHHIO. MIX 00BEIMHSAET TONBKO OJJHO CBOWCTBO — TuaApodoOHOCTE. [1o
OTHOIICHMIO K THIPOJIM3Y B ILEIOYHOM CpeJie BCe JUMUIbI MOAPA3CIAIOT Ha ABe OOJIbIINE TPYIIIBL:
OMBIIsIEMbIE U HeOMbIIsIeMble. Cpeli HeOMBLIsSIeMBbIX OIpezieieHa OobIIas Tpyma CTepOnIoB, B
COCTaB KOTOPOHM BXOJSAT XOJIECTEPOJ M €ro MPOU3BOIHBIC: CTEPOUIHBIC TOPMOHBI, CTEPOUIHBIC BH-
TaMHHBI, JKEITYHbIE KUCIOTH. Cpelu OMBbLIsIEeMBIX JIMIUA0B CYIIECTBYIOT MPOCThIe JTUMHIBL, T.C.
COCTOSIIIINE TOJBKO M3 CHHUPTA M KHUPHBIX KUCIOT (BOCKA, TPHALMITIMLEPOIIBI, 3(PHUPBI XOJIECTEPO-
7a), ¥ CJIOKHbIE JIMIHIBI, BKIIOYAIONINE, KPOME CIIHPTA M JKUPHBIX KHUCIOT, BEIIECTBA HHOTO
ctpoenus (pocoaunuipl, IUKOIUTUABL, CHUHTOIUTTUIB).

O®YHKUUN

@OyHKIUY JTUMHIO0B CYIIECTBEHHO 3aBUCAT OT MX BHJA!

1. Pe3epBHO-3HepreTnyeckasi QyHKIUS — TPUALMITIULIEPOIBI OJKOKHOTO JKUPA SIBISIOTCS OC-
HOBHBIM 3HEPreTUYECKHUM PE3EPBOM OpraHu3Ma Mpu rojojaHuu. B anumonurax *upbl MOTYT
cocTaBiATh 65-85% Beca. [[ns nmonepeyHo-1monocaToid MyCKyJIaTypsl, IEYEHU U IMOYEK OHM SIB-
JISIFOTCSL OCHOBHBIM UCTOYHUKOM DHEPIHH.

2. CTpykTypHasi QYHKIHS — MEMOpaHbI KJIETOK COCTOAT M3 (HOCHOTUIHIIOB, 00S3aTSIBHBIM KOM-
IIOHEHTOM SIBJIIOTCS TJIMKOJUMMIBI U XosiecTepod. OCHOBHBIM KOMIIOHEHTOM CypQakTaHTa
Jerkux aBiseTcs HocaTuanIXonH.

3. CurHanpbHasg QyHKUUS — TJIMKOJHUIM/ABI BBIIOIHAIOT pEUENTOPHbIE (PYHKIMU U 3a/laydl B3au-
MOJEHCTBUSA ¢ APYruMH KileTKaMu. PochaTHINIMHOZUTOJ HENIOCPECTBEHHO IPUHUMAET y4a-
CTHE B IlepeJaue FOPMOHAIBHBIX CUTHAJIOB B KJIETKY. [Ipon3BOgHBIE KUPHBIX KUCIOT — INKO-
3aHOUABI — SBJISIOTCS ""MECTHBIMM FOpMOHaMHU'", oOecrieunBas peryiaunio pyHKINUN KIETOK.

T.K. aKTUBHOCTb MEMOpaHHbBIX ()EPMEHTOB 3aBUCHUT OT COCTOSIHHS U TEKy4eCTH MeMOpaH, TO

KUPHOKHCIIOTHBIN COCTaB U HAJMYHUE OINPEEIICHHBIX BUI0B (POCQOIUINIO0B, KOIUIECTBO XOJIECTe-

poJa BIUSET HAa aKTHMBHOCTb MEMOpPAHHBIX JIMITUA3aBHCUMBIX (PEPMEHTOB (HANpUMEp, aJeHHUIIAT-

IMKIIa3a, Na+,K+-ATqDa3a, IIUTOXPOMOKCH/IA3a).

4. 3ammTHAs QYHKUUSA — MOJKOXKHBIA XKHUP SBISIETCS XOPOIIUM TEPMOHU3OIUPYIOIIUM CPEACTBOM,
Hapsily ¢ OpbDKEEUHBIM KUPOM OH OOECIEeUMBaET MEXAaHHMYECKYIO 3alUTy BHYTPEHHHX Opra-
HOB. docdonunuasl UrparoT ONPEAEICHHYIO POjb B AKTUBALMU CBEPTHIBAIOILEH CUCTEMBI KpPO-
BU.
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CTPOEHUWUE NUNNAOOB

XUPHBIE KUCNOThI

KupHble KUCIOTHI BXOAST B COCTAaB MPAKTHUYECKU BCEX YKa3aHHBIX KJIACCOB JIUMHUAOB, KPOME
MIPOU3BOIHBIX XOJIECTEPOJIa.

VY yenoBeka >KMpPHbIE KUCIOTHI XapaKTepU3YIOTCS CAeIYIOIIMMH OCOOEHHOCTAMU:

0  YeTHOE YMCJO yTIepOAHBIX aTOMOB B IIEMH,
0  OTCYTCTBHE Pa3BETBIICHUH IICTIH,
0  HaJM4yue JABOMHBIX CBSI3EH TOJIBKO B yuC-KOHPOPMAIIUH.

B cBoro ouepenb, 0 CTPOEHUIO KUPHBIE KUCIOTHI HEOAHOPOIHBI U Pa3NUYarOTCs AJIMHOM
e U KOJINIECTBOM ABOMHBIX CBA3EH.

K HachIeHHBIM XKHPHBIM KHCJI0TaM OTHOcHTCs nmambMutrHoBas (C16), cteapuroBas (C18)
u apaxuHoBas (C20).

K mononeHachIeHHbIM — nmansMutoosienHoBast (C16:1, A9), onennosas (C18:1, A9).

VYka3aHHbIE )KUPHbIE KUCIOTHI HAXOJATCS B OOJBIIMHCTBE MUIIEBBIX KUPOB U B )KUPE YEJIO-
BEKa.

ITosmHeHachIIeHHBbIE )KUPHBIE KUCIIOTHI COAEpkKAT OT 2-X U Oosiee IBOMHBIX CBS3€H, pasje-
JIEHHBIX METUJIEHOBOU rpynmnoil. Kpome oTinuunii Mo KOJUYeCTBY JIBOMHBIX CBS3€H, KUCIOTHI pas-
JMYal0TCA UX MOJIOYKeHHeM OTHOCUTEIHHO Hauana Ienu (0003HauaeTcs 4yepes rpedeckyto OykBy A
"nmenpTa') WM MOCIIeTHETO aToMa yriiepo/ia renu (00o3Hadaetrcs OykBoit o "omera").

[To mosiokeHnio ABOMHON CBSA3M OTHOCHUTEJIBHO MOCJEIHero aroma yrjiepojia MOJMHEHACHI-
IICHHBIE )KUPHBIE KUCIIOTHI IEJSIT HA ®-9, ®-6 U ®-3->)KUPHBIE KUCIOTHI.

1. ®-6-skMpHBIE KUCJIOTBI, 3TU KUCJIOTHI OOBEAMHEHBI 110]] HA3BaHUEM sumamun F, u copgepkarcs B
pacTUTEIbHBIX Maciax.
o smHonesas (C18:2, A9,12),
o y-nuHoneHoBas (C18:3, A6,9,12),
0 apaxujoHoBas (diiKko30TeTpacHoBas, C20:4, AS5,8,11,14).
2. ®-3-)KMpPHbIE KUCJIOTBI:
a-nmuHoneHoBas (C18:3, A9,12,15),
TUMHOJIOHOBas (diiko3oneHTacHoBas1, C20:5, AS5,8,11,14,17),
KITyTaHOJOHOBas (J0Ko30menTaeHoBas, C22:5, A7,10,13,16,19),
1epBoHOBas (Hoko3orekcaeHoBast, C22:6, A4,7,10,13,16,19).
Haubonee 3HaunTEIbHBIM HCTOYHUKOM KHUCIIOT M-3-TPYIIIBI CIYKUT KHUP PHIO XOIOJHBIX MO-
peit. UckimoueHnem sBIseTCs 0-TMHOJICHOBAs KUCIOTa, UMEIOIIAsACA B KOHOTUISTHOM, JIbHSHOM, KY-
Kypy3HOM Maciax.

o O O O
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HOOC " T T TN TN MansMUTUHOBas KUCHOTA
HOOC” " T TN T TN TN CTeapuHoBas KUCMoTa
HOOC " e T T T T T T ApaxuHOBas Kucnota
HOOCN\/\/\9=/\‘/\‘/\ ManemuTonenHoBan kKWcnoTa
HOOC N S SN OneuHoBas kucnota
HOOC- SN A~ NuHonesas kucnota
HOOC/\/W\/\ y-JIMHONEHOBAA KUCNOTA ©-6 XUPHBIE KUCOTEI
HOOC: 2 e I 14_ ApaxuaoHoBas KMcnoTa
HOOCNWM\ a-JlnHoneHoBas kucnota W
HOOCW%/W%A TMMHOAOHOBaA KMCNOTa

-3 XUPHBIE KUCNOTbI
HOOC- SN SN~ A~E_ A~ KnynaroaoHosas kucnora
HOOC/\/MWAW LlepsoHoBan kMcnoTa J

Bugpl HWHPHBIX KHCITOT H UX CTPOEHHE

PoJ/lb XUPHbIX KUCJIOT

1. IMeHHO ¢ UPHBIMHM KUCIIOTaMH CBsi3aHA camasi u3BecTHas (YHKIUS JIUMUIOB — IHEpre-
THYeckasi. biiarogapsi OKUCIICHUIO )KHUPHBIX KUCIOT TKAaHU OpPraHU3Ma MOIy4aroT 0oJiee IMOJIOBUHBI
Bcell sHepruu (CM [-OKHUCIIEHHUE), TOIBKO IPUTPOLUTH U HEPBHBIE KIETKU HE HCIONB3YIOT UX B
sToM KadecTBe. Kak sHepreTrueckuil cyOCcTpaT MUCIONIB3YIOTCS, B OCHOBHOM, HACHIIIICHHBIE U MO-
HOHEHACHIIICHHBIC KUPHBIC KHCIIOTHI.

2. dnsa anunaHonenovyeyHsix (C22, C24) moMMHEHACHIIEHHBIX )KUPHBIX KUCJIOT YCTaHOBIIEHA
(GyHKIUS y4acTHsl B MEXaHM3MAX 3aTIOMUHAHUS U MOBeIEeHYECKUX PeaKIusX.

3. Eme ogHa, ¥ oYeHb BakHAs (DYHKIMS HEHACHIIICHHBIX YKUPHBIX KHCIIOT 3aKJIFOUASTCS B
TOM, YTO OHH SIBJISIFOTCSI CyOCTpaTOM [IJIsl CHHTE3a IMK03aHOMA0B — OMOJIOIMYECKH aKTUBHBIX Be-
IIECTB, U3MEHSIOMNX KoIuuecTBO UAM® u nl' M® B kieTke, MOAYIUPYIOUIMX META00IU3M U aK-
TUBHOCTh KaK CaMOM KJIETKH, TaK M OKPYKaloIIUX KJIETOK. MlHaue 3T BemiecTBa Ha3bIBAIOT MECT-
HbIE WK TKAHEBbIe TOPMOHBI.

K siiko3aHOM1aM OTHOCAT OKUCJICHHBIE MPOU3BOIHBIE SUKO3aHOBBIX KUCJIOT: IHKO30TPHEHO-
Boii (C20:3), apaxunonoBoii (C20:4), TumHomoHOBOM (C20:5) >KUPHBIX KUCIOT. AKTUBHOCTH dii-
KO3aHOMJIOB 3HAYUTEJIBHO PA3HUTCSA OT YUCia ABOMHBIX CBSI3€M B MOJIEKYJE, KOTOPOE 3aBUCUT OT
CTPOEHHUS UCXOAHOU KUPHOU KUCIIOTHI.

JlenmoHUpOBATHCS SUKO3aHOUIBI HE MOTYT, pPa3pylIalOTCSd B TEUCHHE HECKOJIbKHX CEKYH, U
MO3TOMY KJIETKAa JOJKHA CHHTE3MPOBATh UX MOCTOSIHHO U3 TOCTYIMAIOIIUX yKa3aHHBIX KUPHBIX
KHCIIOT.
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Tunbi 3tiko3aHoudos

Breiensitor Tpu OCHOBHBIEC TPYIIIIBI 3MKO3aHOUIOB: MPOCTArIAHAUHBI, JICUKOTPUEHBI, TPOM-
OOKCaHBI.

Ipocraraanaunsl (Pg) — cUHTE3UPYIOTCS MPAKTHUECKH BO BCEX KIIETKaX, KPOME IPUTPOIU-
TOB M JTUMQONHUTOB. BeimensiroT trrbl npocrarianauHos A, B, C, D, E, F. @yuxyuu npocrarnan-
JTMHOB CBOJIATCSL K U3BMEHEHHUIO TOHYCA TTaJKUX MBI OPOHXOB, MOUYETIONIOBOW M COCYAUCTOM CHC-
TEMBI, KEJITYJOUHO-KUILIEYHOTO TPaKTa, MPU 3TOM HAINPABIECHHOCTh U3MEHEHUH pa3linyHa B 3aBUCH-
MOCTH OT THIa IMPOCTArJIAHAUHOB, TUIA KJIETKU W yciaoBuil. OHM Tak)Ke BIUAIOT HA TEMIIEPaTypy
Tena.

I[IpocTanMKkIUHBI SABISAIOTCS TOABHAOM MpoctarjaHauHoB (Pg 1), BBI3BIBAIOT AMaTallUIO
MEJIKUX COCYJIOB, HO eIe 00JamaT 0co0oi GpyHKIHMel — HHTHOUPYIOT arperauio TPOMOOITUTOB.
HX akTHBHOCTH BO3pacTaeT MpH YBEJIWYEHUHU YHCIIa JBOMHBIX CBA3eH. CHHTE3UPYIOTCS B 3HIIOTE-
JIMU COCYJIOB MUOKap/a, MaTKH, CIIM3UCTOM JKeTy IKa.

Tpomobokcanbl (Tx) oOpa3yroTcs B TpoMOOLIUTAX, CTUMYJIUPYIOT UX arperayio U BbI3bIBAIOT
Cy>KeHHe cocyA0B. MIX akTUBHOCTh CHHKAeTCS IIPU YBEJIIMUEHUHN YUCIIA IBOMHBIX CBS3EH.

JleiikoTpuensl (Lt) CUHTE3UPYIOTCS B JIEHKOLMTAX, B KJIETKaxX JIETKUX, CEJIE3E€HKH, MO3Ta,
cepana. Beiensror 6 Tunos neiikorpueHos A, B, C, D, E, F. B nelikouurax oHU CTUMYJIUPYIOT
MOABUAKHOCTb, XEMOTAaKCHC M MUTPALIMIO KJIETOK B OYar BOCHAJIEHUSs, B LIEIOM OHU aKTUBHUPYIOT pe-
aKIMKM BOCHAJICHMS], MPEIOTBpAIlasi €ro XpoHu3aluio. Takke BbI3BIBAIOT COKpAIlleHHE MYCKYJaTy-
pbl Oponx0B (B 103ax B 100-1000 pa3 MeHbLINX, YEM TUCTAMUH).

CuHnme3 3liko3aHoudos
HcTouHrKkoM CBOOOJHBIX 3WKO3aHOBBIX KHCIOT SIBISIOTCS (pOCGOIMIUABI KICTOYHONH MEM-
Opanbl. [log BnusHUEM crienu(pUYECKUX M HECTIEIM(PUUECKUX CTUMYJIOB aKTUBUPYIOTCS ¢rocdonu-
naza A, wiu komOuHaius gocgoaunassl C u JAI-1una3ssbl, KOTOpble OTLICIUISIOT KUPHYIO KH-
cinoty u3 nonoxenus C, pochonumuaos.

dochatmannuHozuTon-
docdonunuabl audoccpar

®oc¢honunaza C

Iniokokopmukoudsl —= % Pocgonunasa A2 WHoauTon-
Tpudpocdar
Auauunrnuuyepon
Niss HAr-nunasa
¢ocponunuabl MoHoaunnrauuepon

ApaxvaoHosas kucnota

HecmepoudHeie @
npomueosocnanumensHble —=s—» l{uknookcuzeHa3a Jlunookcuzenasa
cpedcmea

[MpocTarnaHanHel NeikoTpueHs!
TpomBokcaHb!

Cxema peal{uuﬁ CHHTE3a 2HK03aHOHI0B HA npHMepe aanI»I,ElOIlOBOﬁ KHCJTIOTBI

HOJ'II/IHeHaCBIIHeHHaH KHUpPHasa KUCJI0Ta MeTa60J11/13preT B OCHOBHOM JBYMs IIYTAMUA: HUKJI0-
OKCHI€Ha3HbIM U JHIMMOKCUTC€HA3HbIM, KOTOPEIC B pPa3HBIX KJICTKaX BBIPAKCHEBI B pa3H0ﬁ CTCIICHU.
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[{MKIIOOKCUTEHA3HBIM MMyTh OTBEYAET 32 CHHTE3 MPOCTArJIAHIMHOB U TPOMOOKCAHOB, JIMIIOKCHUTE-
Ha3HBINA — 32 CUHTE3 JIGUKOTPUEHOB.

JlekapcmeeHHas pe2ynsauyusi cuHme3sa
[ TI0KOKOPTHKOM/BI, OMOCPEIOBAHHO 4Yepe3 CHUHTE3 CHeuu(UIecKux OENTKOB, OJIOKHPYIOT
CUHTE3 DMKO03aHOUJIOB, BEPOSTHO 3a CUET CHIDKEHUS CBs3bIBaHUS (pochommmuaos ¢ocdoaunaszoi
Aj, 4TO MpeoTBpaIIaeT BEICBOOOKICHHE apaXUJOHOBOI KUCIOTHI U3 (hoconunuaa.
HecTepouaHbie NMpOTHBOBOCHATUTE/IbHbIE CpeAcTBa (ACMHUPHUH, WHAOMETAIlUH, HOYIpo-
(deH) HEOOpaTUMO MHTHOMPYIOT IMUKJIOOKCHTE€HA3y W CHIKAIOT BBIPAOOTKY MPOCTArJIaHAMHOB U
TPOMOOKCAHOB.

Pa3HosudHocmu 3iiko3aHoudos

B 3aBucMMOCTH OT MCXOAHOM KUPHOM KUCIOTHI M YKCJIA JBOMHBIX CBA3EH BCE DMKO3aHOUIBI
JEJIAT HA TPU TPYIIIBL:

IlepBas rpynnma — oOpa3yetcst U3 3iiko30TpueHoBoi KucioThl (C20:3), B COOTBETCTBUH C
YHCJIOM JBOMHBIX CBSI3€H MpoOCTarjiaHguHaM U TpOMOOKcaHaM IpHUCBaMBaeTCsd MHIEKC 1, JEHKOT-
puenaMm — unaekc 3: vanpumep, Pg E1, Pg 11, Tx Al, Lt A3.

Hanpumep uzBectHo, uro PgE1 uHrnOupyer ajgeHmIaTUKIa3y B )KUPOBOM TKAHU M MPEIAT-
CTBYET JIMIIOJIN3Y.

Bropasi rpynna cuHTe3upyercs U3 apaxuJoHoBoi KucioTsl (C20:4), mo ToMy ke MpaBUITY
ell npucBanBaercs uHAekc 2 win 4: Hanpumep, Pg E2, Pg 12, Tx A2, Lt A4.

Tperbsi rpynmna 31HK03aHOUI0B IPOUCXOAUT U3 TUMHOIOHOBOM KucioTel (C20:5), mo uucty
JBOMHBIX CBsI3€l MPUCBAaUBAIOTCSA MHAEKCHI 3 win S: Hanpumep, Pg E3, Pg I3, Tx A3, Lt AS

[onpasnenenue 3HKO3aHOMIOB HA TPYMIBI UMEET KIMHUYECKOoe 3HadeHue. OCOOCHHO SPKO
3TO MPOSBIISAETCS HA IPUMEPE MPOCTALMKINHOB U TPOMOOKCAHOB:

Hcxonnan Yucao AKTHBHOCTDH
. . AKTHBHOCTDL
JKMpHas ABOMHBIX CBSI3ell | MPOCTANUKIIH-
TPOMOOKCAHOB
KHCJIOTA B MOJIEKYJIe HOB
y-JInnonenosas, C18:3 1
BO3pacTaHue ObIBaHUE
ApaxunonoBas, C20:4 2 p d y
aKTUBHOCTHU AKTUBHOCTH
TumaononoBas, C20:5 3

PesynpTupyromum 3ppekToM npuMeHeHus 00jiee HEHACBIIIEHHBIX )KUPHBIX KUCIIOT SBJSAETCS
o0pa3oBaHNe TPOMOOKCAHOB U MPOCTALUKIMHOB C OOJIBIIIMM YHCIIOM JABOMHBIX CBS3€H, UTO CIIBUTA-
€T PEOJIOTMYECKHE CBOWCTBA KPOBM K CHMKCHHUIO BS3KOCTH, MOHMKEHUIO TPpoMO0OOOpa3zoBaHWMS,
pacimpseT cocy/bl, CHUXKAET MOBBIILICHHOE JaBJICHUE U YIyUIlaeT KPOBOCHAOKEHHUE TKAaHEH.

Hanpumep, BHUMaHue ucchenoBaTene K ®-3 KUCIOTaM NMPHUBIEK (JEHOMEH 3CKHMMOCOB, KO-
PEHHBIX XHUTeJel | peHIaniuu 1 KOPEHHBIX HApOoA0B poccHiickoro 3amosipbs. Ha ¢one BricOKOTO
NoTpeOIeHNsT KUBOTHOIO O€lIKa M JKUpa U OYEHb HE3HAUUTEIBHOIO KOJUYECTBA PACTHTEIbHBIX
MIPOAYKTOB Y HUX OTMEYAJICS PsAJ] MOJIOKUTEIBHBIX OCOOCHHOCTEH:

0 OTCYyTCTBHUE 3a00JIEBAEMOCTH aT€pPOCKIIEPO30M, UIIIEMUUECKON 0OJIE3HBIO cepAla U HH(papK-
TOM MHOKAap/a, HHCYJIbTOM, THIIEPTOHUEH;

o ysenuueHHoe conepkanue JIIIBII B mma3me KpoBH, YMEHBIIEHHE KOHIIEHTPALUU OOIIETo
XC u JIIHII,

0 CHMKEHHas arperanus TpOMOOIMTOB, HEBBICOKAs BA3KOCTb KPOBH;

0 UWHOHM >KUPHOKUCIIOTHBIN COCTaB MeMOpaH KJIETOK MO CpaBHEHHIO ¢ eBpomednamu — C20:5
06110 B 4 pa3za Oonpire, C22:6 B 16 pas!

Takoe cocTossHME Ha3BaIM AaHTHATEPOCKJIEPO3.

TPUAUNNTNNLEPONDI

Tpuarmuriauneponst (TATD) sBisitoTcs HanboJiee paclipoCcTpaHEHHBIMU JIMTTUIAMA B OPTaHM3-
Me yenoBeka. B cpeqnem o ux cocrasnser 16-23% ot Maccel Tena B3poCioro.
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OYHKLUNN TPUALNITINLEPOJIOB

0 Ppe3epBHO-3HEPreTHYECKAasi —y CPEIHErO YeJOBEKa 3aMacoB MOJKOXKHOTO )KUPa XBATAET HA
MOJJepKaHUE KUZHEAEATEIIBHOCTH B TeueHue 40 qHEl MOJTHOTO roJIOJaHus,
0 TemiocOeperarwmas — 3a CYeT TOJIIMHBI TOAKOXHOTO KUPAa,
0 B COCTaBe IMOJKOXXHOH M OpbDKECUHOW >KUPOBOW TKAaHW MeXaHH4YecKas 3alluTa Tela |
BHYTPEHHUX OPTaHOB.
B coctaB TAI' BXoAUT TpexaTOMHBIA CIUPT MIIULEPOT U TPHU KUPHBIE KUCHOTHI. JKupHbIE KU-
CJIOTBI MOTYT OBITh HACBIIICHHBIE (MTATPMUTHHOBAS, CTEAPHUHOBAsI) U MOHOHEHACHIIICHHbIE (TIaJIb-
MHUTOJICMHOBAS, OJICHHOBAS).

R
PV W U W VW Ura Ul
CH—0—C—R CH2—O%
| R4, R2, R3 — pagukans! | H—O&:/\N\/\N\N
ﬂ HUPHBIX KMCNOT
CH—O—C—RZ CH2_OWW
[o]
| Il TpunansmuTar
CHo—0—C—Rg3 pHns @
Tpwaumnrnuuepon

ManemuToMNoOnenncreapar

CTpoeHHe TPUALIMITIHULIEPOJIOB
[ ]

Tpuanuaraunepossl MJIoJa 1 HOBOPOKAEHHBIX OTIMYAIOTCS OONBIIMM COJEpKAHUEM Ha-
CBILIECHHBIX JKUPHBIX KUCIOT. OHU SBJISIOTCS OCHOBHBIM MCTOYHHMKOM 3HEPIMM U TEIUIa AJi HOBO-
POXIEHHBIX, T.K. 3aachl IIMKOI'€HA Y MIJIAJICHIIEB MaJbl M 3a4acTylo uMeercs: "He3penocTs” dep-
MEHTAaTUBHOI'O OKHUCJICHHUS INIIOKO3bl. HemocraTouHoe pa3BUTHE JKMPOBOM IIPOCIOMKH ITOBBIIIAET
TpeOOBaHUs K yXOIy 3a MIaJEHI[AMH, OCOOCHHO 3a HEJOHOIIEHHbIMU. X HEeoOXxoaumo uaie Kop-
MUTB, IPUHUMATh JTONOJHUTEIBHbBIE MEPBI IPOTUB NEPEOXIIANKICHUS.

[lo cTpoenuto MOXHO BbIAENNUTH NpocThie U cioxHble TAI'. B mpocteix TAI' Bce >xupHbIe
KHMCJIOTBI OIMHAKOBBIE, HAIIPUMEDP TPUNAIBMUTAT, TpUcTeapar. B cioxHeIXx TAI )KMpHBIE KUCIOTHI
OTIIMYAIOTCS, HAIPUMEp, IUNIAIbMUTOMIICTEApAT, NalbMUTOMIOIECHIICTEApAT.

l1POroPKAHUE XUPOB

[Iporopkanue *KUPOB — 3TO OBITOBOE OMpEJelIeHHE MIMPOKO PACIPOCTPAHEHHOTO B MPHPOJIC
SIBJICHUS. BBIIENSIOT IBa THITA TPOTOPKAHUSI:

0 OmoJiorMYecKoe — HauMHaeTcs ¢ OakTepuaiibHOro ruaposmza TAIT u HakorIeHUs CBOOO/I-
HBIX KHPHBIX KUCIOT. VX nanpHeiee GepMEHTaTUBHOE OKUCIICHHUE MPUBOJIUT K HAKOILIE-
HUIO KOPOTKOIICTIOUEYHBIX JKUPHBIX KHCIIOT, -KETOKHCIIOT, allbJCTHIIOB U KETOHOB, KOTO-
pBIC U SBISIOTCS IPUYMHON M3MEHEHUS BKyCa U 3araxa jKupa.

0 XHMHYECKOe — Pe3yJIbTaT OKUCIICHUS XKUPOB NoJ AeiictBueM O, BO3IyXa WIH MO IEHCT-
BHEM aKTHUBHBIX ()OPM KHCIIOpOia ¢ 00pa30oBaHHEM IHApONepeKnceii.

B numeBbIX MPOAYKTAX THIPONCPEKUCH JlAJIee PACaJatoTcs O THAPOKCUKUCIIOT, TTOKCH-
JIOB, KETOHOB U aJIbJICTHIOB, KOTOPBIC BHI3BIBAIOT H3MEHEHHE BKYyCa U 3araxa >Kupa.

B KkJeTke OKHCIIEHHE KIJICTOYHBIX JIMMUAOB TOJA JCHCTBUEM AaKTUBHBIX (OPM KHCIOPOAA
(ADK) Ha3pIBacTCS MEPEKNCHOE OKUCIEHHE JIMIUIOB 1 MTPEICTABISAET COOO0H MEMHYI0 PEaKIInIo, B
KOTOpO# 00pazoBaHHe OJTHOTO CBOOOJHOTO pajKaia CTUMYIHUPYeT o0pa3oBaHHE IPYTHX CBOOO-
HBIX PaJMKaioB. B pe3yibrare M3 MONMMEHOBBIX XHUPHBIX KUCIOT (R) oOpa3yrorcs ux ruapomepe-
kucu (ROOH).
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B opranuzMe nepekucHOMY OKHCIEHHIO NPOTHBOJAEHCTBYIOT AHTHOKCHUAAHTHBIE CHCTEMBI,
BKItoyatonue BuTamuubl E, A, C, Tpunentun riayTaTuoH W (epMeHTHl (Karajias3a, epoKcHaasa,
CYNEPOKCUITUCMYTAa3a).

B NULLEBbIX NPOAYKTaX:
ceerT, Fe2t

AT T N —m—/ —— /_\/V_\
B knetke: d

ADK, Fe2t

H 02 *0-0

RH

R* PaseeTBneHue
—> uenu

Maponepekucs XMPHON KNCNOTbI

OkucneHne JBOMHBIX CBA3EH MOJMHEHACHIILEHHON JKUPHOM KMCIOTHI
B pEAKLUH MEePEeKUCHOTO OKMCIeHUA JTMITHIOB

docoonunuUAabl

dochomunubl MpeaCTaBISIOT CO00M COSAMHEHUE CIUpPTA TJINIEPOoJa Wid ¢(PUHTo3HHA C
BBICIIUMU KHUPHBIMH KHCJI0TaMH U (pochopHOil KHCT0TOH. B X cocTaB Takke BXOIAT a30TCO-
JieprKaliie COEAUHEHUS XOJHH, ITAHOJIAMHUH, CePUH, [IUKINYECKUN II€CTUATOMHBIN CIUPT MHO-
3uToJ (BUTamMuH Bg).

B opranunsme uenoBeka HanOoJee pacpoCTpaHeHbI IIHLIEPOPOCchHOTUTUIbL.

uuepoghocponunuodbi
7KupHble KHCJI0THI, BXOIAIINE B cOCTaB 3THX (ochonunuaoB, HepaBHOIICHHBI. Ko BTopoMy
aToMy yrii€poaa NpuCco€ANHEHA, KaK IIPaBUJIO, MOJUHCHACBIICHHAA XUPHas KHUCJIOTA. HpI/I yrie-
poae C1 HaXoOsiaTCA JIIO6BIG KHCJIOTHI, 4alllCc MOHOHCHACBIINICHHHBIC NJIN HACBIIIICHHBIC.

?HZ—O%—M R4, Rz — octaTku

HHPHbLIX KHCNOT

R - ocTaTokK
MMPHOW KMCNOTbI

| CepuH
CH —O—( :)—0— JraHonamuH
o XonwH

WHozuTON

doctatmaHan kucnora Nusodoctonunuas!
R4, Rg — ocTatkn R4, Rz — ocTaTtkn R4, Rz — ocTartku
CHp—0 %—R-. KUPHbIX KMCNOT CHy—0 &:_R1 WHUPHBIX KMCNOT CHy—0 S.‘.—R1 WUPHBIX KMCNOT
| | I

CH—0—Ct—R;

(|2H2—0—®—0—CH2—(£H—NH2

OOH

docdarnanncepuH

<|:H—o— —Rj
CHp—0—(P)—0—CHa—CHa—NH,

docchatnaunaTaHonammH

CH—O—t—R; CH3

I+
CH2—0—®—O—CH2—CH2—I?I—CH3
CH3

docchaTnamnxonmH

CtpoeHue OCHOBHBIX NpeacTaBuTeei pochonmnuaos



CmpoeHue u obmeH nunudos 9

Haubonee mpoctbim raunepodoconmunuaom sisisiercs ¢ocaruanas kuciaora (PK) —
IIPOMEXKYTOYHOE coeanHeHue asa cuare3a TAL u @JI.

®ocharnaniacepun (PC), pocharngmmranoaamun (PIA, kepanun), pochaTuaniaxo-
JuH (®X, jJeuutun) — crpykrypasie @JI, BMecte ¢ XC hopMUPYIOT TUMUIHBINA OUCIION KiIeTOY-
HbIX MEMOpaH, pEeryJMpyrT aKTUBHOCTb MEMOpaHHBIX ()EPMEHTOB, BSI3KOCTb U IMPOHUIIAEMOCTH
MeMOpaH.

Kpome storo, nunmanbmuronigocGaTuIUIX0MUH, SBIAACh OBEPXHOCTHO-aKTUBHBIM Be-
LIECTBOM, CIIy>KHUT OCHOBHBIM KOMIIOHEHTOM cyp(pakTaHTa JIeroyHbIX ajabBeo. Ero HepocTatok B
JIETKMX HEIOHOIIECHHBIX MJAJCHLEB NPUBOAUT K Pa3BUTHIO CHHAPOMA JAbIXaTeJlbHOH HeI0CTa-
ToyHOCTU. Eme onnoii ¢pynkimeit @X siBisercss ydactiue B 00pa30BaHUH KeJTYH U TOAICPKAHUN
Haxozsmerocs B Helh XC B paCTBOPEHHOM COCTOSIHUU.

®ocharuanannosuroa (PHU) — urpaer Beayuryro poib B HochoIunua-KalblueBOM MeXa-
HU3ME IIepeladyl TOPMOHAIBHOTO CUTHAJIA B KIIETKY .

JInzopochoannuabl — mpoaykT ruapoiusa Gochommnuaos dpocdonumnazoin Ay, odpazyrorcs
IIPU OTIPENIeTIEHHBIX CTUMYJIaX, BBI3bIBAIOIIUX B KJIETKE CHHTE3 3MK03aHOMJOB (IMpOCTarjaHAnHOB,
JEUKOTPUEHOB).

l'opazno Gonee penkuMm SBISETCS KAPAHOJIUIMH — CTPYKTYPHBIH pocdonumua B MemOpaHe
MHUTOXOHIPUH.

?HZ—O%—M R4, Rz — octatku ?Hz—&—%

HKHPHbIX KHCNOT

R4, Rz, R3, Rg — ocTaTtku

(l:H-OH HHUPHBIX KUCNOT
CHZ—O—( :}—O—THZ
CH—O—Xt—Ry
dochatannuHoO3nTON éHz-O- —R
KapavonunuH
(I)H Il
CH3—(CH2)42—CH=CH—CH—CH—NH—C—R
CdpuHrosmH Ha R - octarok R4— OCTaToK HeHaCLIWEeHHOro
| WUPHON KUCAOTLI cnupTa
R2— OCTaTOK XWPHON KMCNOThI
CH2—0—R4
CH3 CH—0—C—R>
+
~eH2TCHa=hCH, CHp—0—(B)~0—CHp—CHy—NH,
XonuH CH3
MnasmanoreH

CchuHrommenmx

CTpoeHure MeHee pacnpocTpaHeHHbIX GochonunuIos
[
ITnazmagorens! npu C; copepkar BBICIIUN CIIUPT BMECTO XKUPHON KUCIOTHl. OHU y4acTBY-
0T B TIOCTPOCHUU CTPYKTYPBI MeMOpaH, cocTaBisiioT 10 10% dhochomunumaoB Mo3ra U MBITIICYHOM
TKaHU.

CobuHzopocponunuosbi
OCHOBHBIM NpEACTAaBUTCIICM Yy YCJIIOBCKA SBJIAIOTCA C(i)I/IHl"OMI/IeJI]/IHbI — OCHOBHO€ HUX KOJH-
YCCTBO pacCIiOJIOKEHO B CEPOM U oeioM BCIICCTBE I'OJIOBHOI'O U CIIMHHOI'O MO3ra, B 000JI0YKE aKco-
HOB Tepu(epuyecKoil HEPBHON CHUCTEMBI, €CTh B IMIEYCHHU, ITOYKAX, IPUTPOIMTAX U JPYTUX TKAHSIX.
B kauectBe JKUPHBIX KUCJIOT BBICTYIIAIOT HACBIIIICHHBIC 1 MOHOHCHACBIIICHHEIC.
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XONECTEPON

XoJiecTepoa OTHOCUTCA K TPYNIE COEAUHEHHM, UMEIo-
IMX B CBOCW OCHOBE IHMKJIONEHTAHMEPTUIPO(HEHAHTPEHOBOE
KOJIBIIO, U SIBJISIETCSI HEHACHIIIEHHBIM CITUPTOM. "

0 CTPYKTYpHasi — BXOJHUT B COCTaB MeMOpaH, o0ycraB-
JUBas UX BA3ZKOCTb U KECTKOCTD,

O TEPEHOCUT IMOJMHEHACBIIEHHBIE KUPHBIE KHUCIOTHI
MEKy OpraHaMy M TKaHSIMH B COCTaBe€ JIMIONPOTEMHOB
HHU3KOH U BEICOKOM IJIOTHOCTH,

0  SBJISETCS MPEALIECTBEHHUKOM KEIYHBIX KUCIOT, CTEPOUIHBIX TOPMOHOB M BUTaMuHa D.

[IpumepHo 1/4 yacTps Bcero xonectepoia B OpraHu3Me 3TepuUIIUpOBaHa OJIEMHOBOM KHUCIIO-
TOW ¥ TIOJTMHEHACHIIIICHHBIMU KXUPHBIMHU KUCIOTaMU. B m1a3me KpoBH cCOOTHOIICHHE 3(PHPOB XOJIe-
cTepojia K CBOOOTHOMY XOJIECTEpOIy cocTaBisieT 2:1.

DPYHKLNN XOJIECTEPOJIA L eﬂ
e

CT[JOCHHE X0JIecTepoia

Fnnkonununpabl

['mukonunuael MUPOKO NPEICTaBICHBI B
HEpPBHOW TKAaHM M Mo3re. Pazmemarorcs oHU Ha
Hapy>KHOU MOBEPXHOCTH IJIa3MAaTUYECKUX MEM-
OpaH, IpU STOM OJMIOCaXapHJHbIE LENU Ha-

O OH
I
CH3—(CH2)4 2—cH=CH—EH—CH—NH—C—&H—[CH2)21—CH3

IpaBJIEHbl HApYKy. BOJBIIYIO YacTh TIIMKOJIH- ST B |PeRpotoaantienaTa
OHUIOB  COCTABJSIIOT  TIIMKOC(HMHTOJIUTIH/IBL, Ho—cHy |

BKJIIOYAIONTHE HepaMua (COeTUHEHWE aMHHO- ‘ﬂ'

cnupra COUHTO3MHA C  UIMHHOIIETIOYEYHOM Fanaktosa

’KHPHOH KHCJIOTO#) U OJJMH WM HECKOJIBKO OC- on

TATKOB CaXapoB.
B HepBHOI TKaHU TJaBHBIM LEPeOpPO3H-
JAOM SBISICTCA rajakToswiaunepamun. s npy-
I'MX TKaHel 0oJiee XapaKTepHbI IVIIOKO3UJILepAMH/bI.

CTD OCHHE TrallaKTO3HIIEpaMHIa

COUHTO3UH——KUPHASA KUCNOTA COUHIO3UH —— XKUPHASA KUCNOTA
FANAKTO3A ONMUrocAXAPWNAOLI
wnu FMIOKO3A + N-AUETUNTHEWPAMWUHOBASA
KWUCINOTA
LlepeBpoaug,
(ranakTo3un- WNu rrkosunuepamua) MaHrnuosng

CxemarnaHoe CTPOCHHE IAHTTIHO3HI0B H ucpeﬁpcrs:-mos
[ ]

Eme ogna rpynna rivKoJMIKUAOB, IIMPOKO MPEICTABICHHBIX B MO3T€ — FAaHIJIMO3UAbI. OHI
o0pa3yroTcsl U3 TIIIOKO3WILEpaMuia U JOTOJIHUTEIBHO COJEPKaT OAHY HJIM HECKOJIBKO MOJEKYJI
CHAJIOBOM KHCJ0THI, MOHOCAXAPOB U UX MPOU3BOIHBIX (CyIb(ocaxapoB 1 aMHHOCAXaPOB).

Eciin MoHOcaxapuasl HecyT Ha cebe Cyab(Oorpyrimy, TO TaKWe TIIHKOJUIHIBI Ha3bIBAIOT
CyJab(OoINNUIAMH.
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BHEWHWW OBMEH NUNUAOB

[ToTpebHOCTh B MUMMIax B3pociaoro opranuzma coctasisieT 80-100 T B CyTkH, U3 HUX pacTH-

TENbHBIX (KUJKHX) )KUPOB OJIKHO OBITH HE MeHee 30%.

C numieil B OCHOBHOM MOCTYHAIOT TPUALMITIIULEPOIbL, (hocomunuabl u 3dpupsr XC.
VYc10BHO BHEIIHNN 0OMEH JIMMTKUJ0B MOXKHO MOJIPa3AeIUuTh Ha CIEAYIOLIUE STaIbL:

1. OMyJbrupoBaHme XKUPOB MUK — HEOOX0IUMO 1Jisi Toro, uTo0b! hepmentsl KKT cmornu Ha-
qaTh paboTy.

2. Tmapoam3 tpuanuirmueposoB, (ochommmunos u 3¢pupor XC mox BiusHUEM (HEPMEHTOB
XKKT.

3. O6pa3zoBaHre MHLIEJLT U3 IPOTYKTOB MepeBapuBaHus (KUpHBIX kucnot, MAT', xonecrepona).

4. BecacbiBaHHe O00pa30BaHHBIX MUIIEIUI B SMHUTENUN KulieuHuka. OJHAKO KOPOTKUE KUPHBIC KH-
ciothl (10 10 aTOMOB yIiIepoaa) BCaChIBAIOTCS BHE MHUIIECIUT Cpa3y B BOPOTHYIO BEHY. DTOT MpoO-
[[ECC Ba)KEH JJISl TPYJHBIX JIETeH, T.K. MOJIOKO COAEPKUT B OCHOBHOM KOPOTKO- U CpPEIHEIeTo-
YCUHBIC KUPHBIC KHCIIOTHI.

——————
XKenuHble
KHCNOTBI

Noen

Xonecmepon-acmepa3sa
®occ¢honunasza C
@®ocghonunasza Az
Mankpeamuyeckan nunasa

XenyHele
KWCNOThI

TAr (akmueHbIl KOMNNeKc) x“pr|e
KUCNOTbI
Achup XC 2-MAI
XonecTepon
XonecTtepon

SMyNLrupoBaHHbIR Muuennel, o6pasoBaHHbIe
NULLEBON XUP NPoAyKTaMKn NepeBapuBaHns

CxemMaTUuHOe H'SOG]JH}KGHHS NEPEBAPHBAHMWA HKHUPA
5. PecuHTe3 TpHALMATIUIEPOIIOB, pochonununoB u 3¢pupo XC B SHTEPOLIUTAX.

[Tocite pecuHTe3a TUMHUIOB B KUIIICYHUKE OHU COOMPAIOTCS B TPAHCIIOPTHBIC ()OPMBI — XHJI0-
MukpoHbl (ocHoBHBIE) 1 JITIBII (Manoe KoaTu4ecTBO) — M pa3HOCITCS IO OPTaHU3MY.

POTOBAA NONOCTb

Y B3poCHBIX B pOTOBOM MOJOCTU MepeBapuUBaHUE JUMUAOB HE HJET, XOTS JUIUTEIbHOE Mepe-
YKEBBIBAHHE TMHUIIH CIIOCOOCTBYET YaCTHYHOMY AMYJIBIHPOBAHHIO KUPOB.

XEnNnypnok

CoOcTBeHHAs JIMMA32a KETyJKa Y B3POCJOro HE UTPpaeT CYIMECTBEHHOW POIH B IIEpeBaprBa-
HUU JTUTTUIOB M3-3a €€ HeOOJIBIIOT0 KOJUYECTBA U TOro, uTo ee ontuMyM pH 4,5-5,5. Taxxe Bausier
OTCYTCTBHE SMYJILI'MPOBAHHBIX JKUPOB B OOBIYHOM MHIIE (KpOME MOJIOKA).
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Tem He MeHee, y B3pOCJIbIX TEIUIasl cpefa U NMepUCTaIbTHKA JKEIYJIKa BBI3BIBAET HEKOTOPOE
SMYJIBIUpOBaHUE KHUPOB. [Ipy 3TOM Naxke HU3KO aKTHBHAs JHUMa3a paclleIIsieT HE3HAYUTEIbHbIE
KOJIMYECTBA JKUpa, YTO BAXHO Ui JAJBHEHIIETO NEePeBapUBAHUS KUPOB B KUIIEUYHUKE, T.K. HAJIH-
qre X0Ts1 Obl MUHUMAJIBHOTO KOJINYECTBA CBOOOIHBIX )KUPHBIX KHCIOT 00Jer4aeT IMyIbrUpOBaHHE
KUPOB B ABEHAALATUIIEPCTHOMN KHUILKE U CTUMYJIUPYET CEKPELHIO MAaHKPEATUUECKON JIUIA3hI.

KWW EYHUK
IMon Bnusiauem nepuctanbtuk JKKT u co- ~ ®ocponunasa A1
CTAaBHBIX KOMIIOHCHTOB JKCIYM MHIIEBOUH IKHP \
amyasrupyercsa. Oobpasytommecs: m30hochonumnu- CHz"I‘O%—FH

bl TaKKe SBJLIIOTCA XOpOIIMM IIOBEPXHOCTHO-
aKTHBHBIM BEILECTBOM, IIOITOMY OHH CIIOCOOCTBYIOT —
SMyJIEIEPOBAHMIO MHINEBLIX KHPOB H o?pasmsaHmo dcodioncimsa i CH—0+ (40— Sranonamun
Mune. Pazmep kanenb Takod XKUPOBOW SMYJIbCUHU VNI
He npesbimaet 0,5 MKM.

[TepeBapuBanue TAI B KUILIEYHUKE OCYILIECTB-

H -}03:—& 2

o ., ®ocghonunasa C @®ocgponunasza D
JII€TCS MO/ BO3ICCTBHEM MAHKPeaTHYeCKOM JTUIa-
3bl ¢ ontumymoM pH 8,0-9,0. B kumeyHuk oHa mo- Mecra aeiictBus dochonunas
CTyHaeT B BHUJIC€ NMPOJUNA3bI, AKTUBUPYEMOH MpHU °

ydacTuu koJjumnasbl. Konunasa aktuBupyeTcst Tpun-
CHHOM M 3aTeM 00pa3yeT C JUMa30i KOMIIJIEKC B COOTHOIIeHUH 1:1.

B nankpeaTHueckoM COKEe TakKe MMEETCs aKTHBHpyeMasi TpuricuHoM Gocdosunasa Aj, 060-
HapyXeHa akTUBHOCTH (pocosmmnazbl C u ausopocdoaunasbl. B KullIeYHOM COKE UMEETCS aK-
TUBHOCTH oconunasel A, u C.

NmeroTcst Takxke JaHHbIE O HATMYUH B APYTHX KIETKax opranu3ma dochonunas A; u D.

I'maponms a¢upoB XC ocyIecTBIseT X0/ecTepoJI-3cTepa3a NaHKPEaTHIECKOTO COKa.

B pesynbpTare BO3AECHCTBUS Ha 3MYJIbIMPOBAaHHBIE >KUPBI (PEPMEHTOB MAHKPEATHUYECKOTO U
KHUIIEYHOT'O COKOB 00pa3yloTcs 2-MOHOAIMJITIHIEPOJIbI, })KUPHbIe KMCJI0THI U CBOOOIHBII X0J1e-
cTepoJi, GOpMUPYIOIINE CTPYKTYPhl MHILICIUIAPHOTO THIA (pa3mep okojio 5 HM). CBOOOIHBIN TIIH-
LepoJl BcachlBaeTcs MpsiMo B KpoBb. IIpumepno 3/4 TAI mocne rugponusa ocratoTcst B (opme
2-MATI u tonbko 1/4 wacte TAD runponusyercs nomHoctsio. 2-MAI BcackiBatoTCs WM mpeBpa-
LIal0TCS MOHOIJIMIeposa-u3omepaszoil B 1-MAI'. ITlocinennuit ruznponausyercst A0 TIULEPOIa U
KUPHOH KUCJIOTHI.

CBOWUCTBA, COCTAB U ®YHKLUU XENYMU

CeouncrBa n coctaB
Kenup nmpencraBiger co0oO CIOXKHYIO KUIKOCTh CO HIENIOUHOM peakiueil. B Hell Bbaensior
cyxoi octatok — okoio 3% u Boay -97%. B cyxom ocTtatke oOHapy>KMBaeTcs IBE I'PYIIbI Be-
IIECTB:
0 TMOMaBIIME CIOAA MyTeM (PUIbTpAIMK U3 KPOBU HATPHI, Kaiauii, OMKapOOHAT-UOHBI, KpeaTH-
HUH, X0JIecTepoJ1, pochaTUIUIX0INH,
O AaKTUBHO CEKpPETUPYEMbIC TeMaTolUTaMH OWJIMPYOUH, KeTYHble KUCAOThI. CyIIecTBYIOT
TPU OCHOBHBIE KEIUHBIE KUCTOTHI — XOJIEBAs, 1€30KCUX0JIEBAs], XEHOAE30KCUXO0JIEBasl.
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OH OH

e. COOH ‘. OOH 0' QOH

HO OH HO HO OH

Xoneeas kucnota [esokcuxoneeas kucnota XeHOoAe30KCMXONEeBasa KMcnoTa

CTpOCIlHC OCHOBHBIX HETYHBIX KHUCIIOT
[ ]
B HOpME MeXIy OCHOBHBIMH KOMIIOHEHTaMU >KETUU BBIAEP>KUBAETCS COOTHOIICHUE KeTY-
Hble KucJaoThl : ®X : XC pasHoe 65:12:5.
B cyTku o6pazyercst okoio 10 M 5ke4M Ha KT Macchl Tea, TAKUM 00pa3oM, Y B3pOCIIOTO de-
noBeka 310 cocrapisger 500-700 mu. XKemueoOpazoBaHHe HIET HENPEPHIBHO, XOTS WHTCHCUBHOCTH
Ha MPOTSKEHUHU CYTOK PE3KO KOJIeOIIeTCsl.

Ponb xenyu
1. Hapsany ¢ maHkpeaTH4eCKUM COKOM HeMTPaJH3alus KUCIOT0 XMUMYca, MOCTYMAKUIEr0 U3
xemynka. [Ipu sTom kapOoHatsl BaumoneiictBytoT ¢ HCI, BbiaensieTcs yriekuciblii ra3 u mpouc-
XOIHT Pa3phIXJICHUE XHUMYCa, 9YTO 00JIeT4aeT epeBapruBaHue.
2. YcuneHne nepucTalnbTUKN KUIIEYHUKA.
3. O0ecnieunBaeT nepeBapuBaHUE KUPOB:
0 3MYJbIMPOBaHHE JJI MOCIEAYIOMIETO BO3JCUCTBUS JHUMNA30M, HEOOXoAruMa KOMOWHAIIUS
[>kemuHbIE KUCIOTBIHKUPHBIE KUCTOTBRITMAIL'],
O YMEHBIIAET MOBEPXHOCTHOE HATSAKEHHUE, YTO MPEMATCTBYET CIAMBAHUIO KaTeb )KHUPa,
0 oOpa3oBaHHE MHIEJLJI, CTIOCOOHBIX BCACHIBATHCS.
4. bnarogaps .. 1 u 2 obecrieunBaeT BCaChIBAHUE KUPOPACTBOPHUMBIX BUTAMHHOB.
5. Okekpenus n3opiTka XC, )KETUYHBIX TUTMEHTOB, KpeaTHHUHA, MeTauioB Zn, Cu, Hg, ne-
kapctB. s XC xemyb — eTMHCTBEHHBIN IyTh BBIBEICHHUS, C HEH MOXKET BBIBOAUTHCS 1-2 T/CyT.

06pa3oeaHue XKeJT4HbIX Kucsiom

CHHTe3 KEITYHBIX KUCIIOT UIET B SHAOIIA3MATHUYECKOM PETUKYIyME MPU yYaCTUHU IIUTOXPO-
Ma Pyso, kuciopoma, HAJI®H u ackopbunoBoii kuciotel. 75% XC, oOpa3yeMoro B e4eHH, y4acT-
BYET B CHHTE3€ KEIYHBIX KUCIIOT.

B mnedeHu cHHTE3UPYIOTCS NMEPBUYHBIE XEITUYHBIC KUCIOTHI — Xo0JieBasi (THIPOKCHINPOBaHA
o C3, C7, Ci2) u xeHoae3zokcuxoJieBasi (ruapokcuiupoBana mo Cs, Cy), 3aTeM OoHH 00pa3yroT
KOHBIOTAaThl C TJIMUMHOM — TJIMKOMIPOM3BOJHBIE U C TAYPHMHOM — TaypONPOU3BOAHBIE, B COOTHO-
meHuu 3:1 COOTBETCTBEHHO.

B nucraneHBI OTAETAX KHIIEYHUKA MO IEHCTBHEM MHUKPO]IOPHI 3TH KEITIHbIE KUCIOTHI Te-
pstor HO-rpynny npu C; 1 nipeBpaiatoTcsi BO BTOPUYHBIE KEITYHbIE KHUCIIOTHI — 1€30KCUX0JIEBYI0
(ruppoxcunuposana o Cz u Cy;) U JUTOX0JIeBYI0 (THIPOKCHIMPOBaHA TOJIBKO 10 C3).

KuweyHo-ne4yeHOYHasi YUPKynsauyusi
OTO HempepbIBHAs CEKpEeLUs JKEMUHBIX KUCIOT B MPOCBET KHUIIEYHHMKA U peabcopOuus ux
OoJbIIeH YacTH B MOAB3AOIIHON KHUIIKE, 4TO cOeperaeT pecypcsl xoiecrepoia. B cyTku mpoucxo-
muT 6-10 Takux nukioB. TakuM oOpa3om, HEOOIBIIOE KOTHMUSCTBO KEITIYHBIX KUCIOT (Bcero 3-5 T)
obecrieunBaeT nepeBapuBaHKe JIUIUAOB, IOCTYNAOUINX B TeueHHe cyTok. Ilorepu B pa3mepe oko-
710 0,5 T/CyT COOTBETCTBYIOT CyTOYHOMY CHHTE3y XoJiecteposa de novo.
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HapyweHue xenyeobpa3zoeaHusi

Hapymenne xenueoOpa3oBaHus dalle BCEro CBA3AHO ¢ XpoHUYEeCKUM n30biTkoM XC B opra-
HU3ME BOOOINE M B KETYM B YACTHOCTH, TaK KaK KEIUb SIBISIETCA €IWHCTBEHHBIM CIOCOOOM €ro
BBIBEICHMUSI.

N30b1Tok XC B neYeHW BO3HMKAET MPHU YBEIMYEHUU KOJIMYECTBA MCXOJHOTO MaTepuayia ajis
ero cuaresa (aneTmi-SKoA) ¥ CHHKEHUH aKTUBHOCTH 7Q-THAPOKCHIIA3bI (TunoBuTaMuHO3bl C 1
PP).

N3661ToK XC B KeTUn MOKET OBITh A0COJIOTHBIM — B pe3yibTare u30bITouHOro craTe3a XC
Y ero moTpebIeHus C MUIEH WK OTHOCHTEIbHBIM. Tak Kak COOTHOIIEHHE JKETUHBIX KUCTIOT, (oc-
(GoMUNUIOB U XOJecTeposia JOHKHO COCTAaBIATh 65:12:5, TO OTHOCHUTENBHBINA U30BITOK BO3HHUKAET
MIPU HEJOCTATOYHOM CHHTE3€ KeJYHBIX KHCJIOT (runmoButamuHo3bsl C, B3, Bs) w/mmu dochatu-
AWIXOJUHA (HEJOCTATOK MOJMHEHACHIIIEHHBIX KUPHBIX KUCIOT, BUTAaMUHOB Bg, Bg, Bys). B pe-
3yJbTaTe HAPYLICHUSI COOTHOILEHUs 00pa3zyercs keldb, U3 KOTOPOH XOJIECTEpOI, KaK IUIOXO pac-
TBOPUMOE COEIMHEHHE, KpUCcTauin3yeTcs. Jlanee Kk KpuctaiaaM IpUCOEAUHSAIOTCS HOHBI KalbLUs U
OUnMpyOrH, YTO COMPOBOKAAETCS 00PA30BAHUEM KETYHBIX KAMHEI.

N3BbITodHLIR MabbiTouHoe

CWHTE3 notpebnexue XpoHudeckoe 3acroit xenuu
Xonectepona xonectepona obeasoxuBaHMe B KEMYHOM My3kipe

N3bbiTok
XOnecrepona B NeYeHn CryLleHWe xenuu
MepeHacsieHue Kpuctannsl xonecrepona B
HEMUN » HKENUEBLIBOAALLMX NYTAX
XONEeCTeponom

Bunupy6uH
Kanbuwit \
CHKeHNe Konu4ecTea

WENYHbIX KMCNOT
B HENn4n

KamHeoGpasosaHue B

CHmxeHue Konmyectea WENYEBLIBOAALLMX NYTHX

hochaTMANNXONNHA B KEMYK

HpH‘IHHbI KEINTHGO6DH?OBE!HHH B WKCTUHBIX NMYTAX
[ ]
3acToll B JKEIYHOM ITy3bIpe, BO3HUKAIOMIMK MPH HEMPABUIHHOM IHUTAHUH, MPUBOJHUT K CTY-
IICHUIO KEITYH n3-3a peadcopOiuu Bobl. HemoctaTok moTpeOIeHrs BOIbI MITH JUTUTEIBHBIA TPHEM
MOYETOHHBIX CPEJICTB (JIeKapcTBa, KOPEHH-COAEepKAIINE IPOAYKTHI, 3TAHOI) TAKXKE YCYTYOIIsIeT 3Ty
npobiemy.

OCOBEHHOCTWU NEPEBAPUBAHUA
nanmnaooB Y AETEWN

VY MianeHUeB KJIETKaMM CIU3UCTOM KOpHS fA3bIKAa M TJIOTKH (Kene3bl DOHepa) MpU COCaHUU
CEKpETHPYETCS JIMHIBAJIbHAS JIMNA3a, IPO0JDKAIOIIAsl CBOE IEHCTBUE U B JKEITYIKE.

VY rpyAHBIX MJIQJICHIIEB U JETE MIIaJIIEero Bo3pacTa JuIa3a KeJyAKa 0ojiee akTHUBHA, YEM Y
B3pOCJIBIX, TAK KaK KHCJIOTHOCTh B keayake aerei okoisio 5,0. [Tomoraer u 1o, 4TO KUPBI MOJIOKA
SMYJbIUpoBaHbl. JKUpBl y MIIaJIEHUEB ONOJHUTEIBHO NEPEBAPUBAIOTCS 3a CUET JIMIA3bl, COJEp-
Kallelcs B )KEHCKOM MOJIOKe, B KOPOBbEM MOJIOKE JIMIa3a OTCYTCTBYET. biaronaps takum mpe-
MMYLIECTBAM y JIE€TE€U IPyTHOTO BO3pACTa B KEIyaKe Mpoucxoqut 25-50% Bcero nunoausa.

B nBeHaauaTtunepcTHON KUILKE THAPOIIN3 KHUPA JONOJHUTEIBHO OCYLIECTBIISETCS MAHKPea-
THYeCKOH Jumna3ou. /o 7 neT akTUBHOCTh MAaHKPEATUYECKOM JIMIa3bl HEBBICOKA, €€ AKTMBHOCTh
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nocturaer Mmakcumyma K 8-9 romam. Ho, TemM He MeHee, 5TO He MelIaeT YXKe B MEPBbIC MECSIIbI
XKU3HH pedenka nocturath moutu 100% ruaponusa sxxupa u 95% BcachIiBaHUA.

B rpyaHOM BO3pacte coiepkaHuE KeTYHBIX KHCJIOT B XKEIYM YBEIMYMBACTCS TIPUMEPHO B
TPHU pa3a, MO3HEe ITOT MPOLIECC 3aMeIIETC.

HAPYWEHWE NEPEBAPUBAHUA NNNNOOB

[Tpu cHMXeHUM TepeBapUBaHUS W BCACHIBaHMS JIMIUIOB COJEpXKAaHUE >KUpa B Kalie Pe3Ko

YBEJIMYUBACTCS — Pa3BUBACTCS cTeaTopes.

[IprunHamMy TakMX HApYIIECHUN SBJISTFOTCS:

1. CHukeHMe KeueoOpa3oBaHMA B pe3yJbTaTe HEIOCTATOYHOIO CHUHTE3a KEIYHBIX KUCIOT U
dboconununoB npu OONIE3HAX MEUEHH, THTOBUTAMUHO32aX.

2. CHMKeHMe KeTueBblAeeHus: (00TypallmoHHas XKeNTyXa, OMIMAPHBIN ITUPPO3, KETIHOKAMEH-
Has 00yie3Hb). Y JeTei 4acTO MPUIMHON MOXKET OBITh IEPETUO JKETIHOTO My3BIPs, KOTOPHIN CO-
XpaHSETCs U BO B3POCIOM COCTOSIHHH.

3. CHMKeHUe TepeBapUBAHMS TPU HEJAOCTATKE MAHKPEATHUECKOW JIMMAa3bl, KOTOPhIH BO3HUKAET
pu 3a00JIEBaHUAX TIOJDKEITYOYHON JKeNe3bl (OCTPBhIM M XPOHMUYECKHH TMAaHKPEATHT, OCTPBIN
HEKPO3, CKJIepo3). MoxkeT BO3HHKATh OTHOCHTENbHAS HEAOCTATOYHOCTh (pepMeHTa MpU CHU-
’KEHHOM BBIICIICHUH JKETUH.

4. U30bITOK B NMUIIE KATUOHOB KAJbLIMSA U MATHUS, KOTOPbIE CBA3BIBAIOT KUPHBIE KUCIIOTHI, Iepe-
BOJST WX B HEPACTBOPUMOE COCTOSIHHE U MPEMSATCTBYIOT MX BCACBIBAHMIO. DTH HMOHBI TaKxkKe
CBSI3BIBAIOT JKETYHBIC KHCIIOTHI, HApyIIas ux padoTy.

5. CHuKeHHMe BCACBIBAHUS IPU MOBPEXKJIECHUU CTEHKU KHUIIEYHHKA TOKCHHAMU, aHTHOMOTHKaAMU
(HEOMUIIUH, XJIOPTETPAIMKIIHH).

6. HemocTaTOYHOCTH CHHTE3A MMHIIEBAPUTEIHHBIX (DEPMEHTOB U (DEPMEHTOB PECUHTE3a JIUITHIOB B
SHTEPOIMTAX MPU OETKOBOI U BUTAMUHHOM HEJOCTATOUHOCTH.

BCACbIBAHWUE Nnnunaoos

[IpoucxoauT B BepxHEM OTJieJie TOHKOIO KHIlleyHUKa B HayanbHble 100 cM. B HOpme Bcachl-
Baetcst 98% MUIEBHIX JUMUIOB.

1. KopoTkmue :kxupHble KHca0ThI (He 6osee 10 aTOMOB yriieposia) BcachlBatOTCs U NEPEXOAST
B KPOBb 0€3 KaKuX-1100 0COOEHHBIX MEXaHU3MOB. [ TUIIepOIT TOXKE BCACHIBACTCS HAPSAMYIO.

2. /Ipyrue npoayKThl NiepeBapuBaHusl (KUPHBIE KUCIIOTHI, XOJIECTEPOJ, MOHOAIWITIIULIEPO-
Jb1) 00pa3yloT C XKETYHBIMH KUCIOTAMH MHMUEJIbI ¢ TUAPOPUIBLHON MOBEPXHOCTHIO U THAPOPOO-
HBIM s71poM. Pa3zmepsl munest B 100 pa3 MeHbIIe caMbIX MEITKUX 3MYJIbI'MPOBAHHBIX KHPOBBIX Ka-
nenek. Yepes BoAHYI0 (pasy MULIEIITBI MUTPUPYIOT K IIETOYHOM KaeMKE CIM3UCTON 000JI0UKH.

Ha moBepxHocTH miazmaTuyeckoid MeMOpaHbl SHTEPOLUTOB MHULENJIBl PACHaNAIOTCS U JIH-
MU/IHbIE KOMIIOHEHTHI IPOHHUKAIOT BHYTPh KIJIETKH, MOCJE Yero TPAHCIIOPTUPYIOTCS B 3HJOIMIIa3Ma-
TUYECKUI peTUKyIyM. JKenuHble KUCIOThl YaCTUYHO TaKXKE MOTYT MONaAaTh B KIETKU U Jajiee B
KpPOBb BOPOTHOM BEHBI, OIHAKO OOJIbILIAS UX YACTh OCTAECTCSA B XMMYCE M JTOCTUTAET IMOJB3OLIHON
KHIIKH, I7I€ BCACHIBACTCS MIPU MOMOIIM aKTUBHOTO TPAHCIIOPTA.
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PECUHTES NnMnmnaoB B CTEHKE KUWWEYHUKA

PecunTte3 nmunumoB — 3TO CHHTE3 JIMMHUAOB B CTEHKE KUIIICYHHKA M3 MTOCTYIMAIOMINX CIOJIa JK-
30T€HHBIX KUPOB, HUHOTJIA MOTYT HCIIOJIb30BAaThCSl U DHJIOTEHHBIE KUPHBbIE KUCI0Thl. OCHOBHas 3a-
Jlada 3TOT0 Mpollecca — CBA3aTh MOCTYMUBIIKE C MUIIEH CpelHe- U JUIMHHOICTIOYEUHBIE YKUPHBIC
KHUCJIOTHI C TJIMIIEPOJTIOM UITH XOJECTEPOTIOM. DTO MO3BOJIUT UX MEPEHOCUTH IO KPOBH B TKAHHU.

[ToctynuBmiast B SHTEPOLMT XKUPHAs KUCIOTa 005A3aT€IbHO AKTUBUPYETCSl Yepe3 MPUCOEIN-
HEHHUE KOPH3uMa A.

Ayun-SKoA-

% CcuHmemasa %_
R—C—0OH » R—C—S-KoA

KupHas kucnota ATO Aumn-S-KoA
HS-KoA AMO+O®

PCElKIlPIS AKTHBALIHH )KHPHOﬁ KHCJIOThI

Pecunmes mpuayunenuyeposioe
OO6pazoBaBmuiicss anuin-SKoA yyacTByeT B peakIUsX PECHHTE3a TPHUAIMITIIALEPOJIOB IO
JIBYM HE3aBUCHUMBIM TyTSIM.
[lepBblif TyTh, OCHOBHOI — 2-MOHOANMWJITJIUIEPUAHBIN — IPOUCXOJNUT MPU YYACTHH DK30-
redHbix 2-MAT u KK B riiaakoM 3HA0NIa3MaTHYECKOM PETUKYIYyMe SHTEPOILUTOB: MyIbTU(Ep-
MEHTHBIN KOMITJIEKC TPUALIMITIUIEPOoJI-cuHTa3bl hopmupyet TAT .

o Q
—OH —0—C—R —0—C—R
H2 Y MAl-ayun-T® 12 % 1 AAr-ayun-To® 2 %, 1
fi‘:l-l—o— —Ro / P fi‘:l-l—o— —Ro / - ri:u—o— —Rp
CHo—OH a \q CHo—OH Q \ t:Hz-o&c—ag
2-MoHoauunrnuuyepon R1—C—S-KoA HS-KoA 1,2-Auaumnrauuepon R3—C—S-KoA HS-KoA Tpwauunrnvuepon

MoHoauunTrIMUepHaHbIi nyTh pecuHTe3a TAD
[ ]

[ockonbky 1/4 wacts TAI' B KHIIICUHUKE MOTHOCTBHIO THIPOIU3YETCS, TO BO3HUKAET OTHOCH-
TEJbHBIA M30BITOK XKUPHBIX KHUCIOT JUISI KOTOPBIX HE XBaTaeT rimuepona. [loaTomy cymiecTByer
BTOpOH, riiaueposagochaTHbiid, NyTh B IEPOXOBATOM IHAOIIAZMATHYECKOM peTukyiayme. Hc-
TOYHHKOM TTHUIEpOoI-3-pocdaTa CayKUT OKUCICHHUE TIIIOKO3bI, TaK KaK MUIIEBOH IIHIEPOIT OBICTPO
MOKHUIAET SHTEPOLUTHI M YXOAUT B KPOBB. 3/1€Ch MOXHO BBIZICITUTH CIIEIYIONINE PEaKIIHH:

1. O6pazoBanue raunepoi-3-pocdara U3 riarOKO3HI.

2. [IpeBpamenue raunepoin-3-pocpata B GochaTuaHyIo KUCIOTY.
3. [IpeBpamenue Gocharuaroit kuciaotel B JJAT.

4. Cunres TAT'.
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CH,0H
(o]
OwvokcraueToH-
LY/ W > toccpar
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H
[niokosa
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Aiz=0n Ayun-T® fH2m QR ®ocpamasa CHy—0—C—R4

(I‘.'H—OH / \ > ?H—D%—Rz \ > (I:H—o— —R2

CHy—0—(®) CH—0—(P) CHp—OH

Poccpar
Mmuuepon-3 2R—C—S-KoA  2HS-KoA docatnaHan 1,2-Ovaumnrnvuepon
-thocdpar KkMcnoTa
R3—C—S-KoA
Auyun-Te
HS-KoA

CH2-O§C—R1
CH—0—-C—Rp
CHy—O—C—R3
Tpwauunrnuuepon

[muuepondocdarupiii myTs pecunresa TAT

PecuHmes 3ghupoe xosrecmeposia
Xoaecrepoa srepuduIupyercs ¢ ucnoib3oBaHueM anmi-SKoA u ¢depmenta ammi-
KoA:xouecrepos-anniarpancgepasnbl (AXAT). Peatepudukanus xonecreposa HAMpIMYO BIUSIET
Ha €ro BCaChIBaHHUE B KPOBb. B HacTosIIee BpeMs HIIyTCs BO3MOXHOCTH MOJIABJICHUS 3TOW PEaKIIMU
JUTSE CHUKeHHsI KoHIleHTpauu XC B KPOBH.

Ayun-S-KoA:xonecmepon-
ayunmpancghepasa N

7N\ 1
]
H i R—C—0 5
R%C—S-KOA HS-KoA

Xonectepon Odhup xonectepona

Cuure3 2upoB xoecreposia

Pecunme3 ¢hocghonunudoe

®ochoaunuabl peCHHTE3UPYIOTCS IBYMS My TSAMHU — C Hcnonb3oBanueM 1,2-JIAD" ans cunTe-

3a ¢ocharuannxonuHa win ¢pochaTuamIdTaHONAMUHA, TH00 Yepe3 ¢GochaTHIHYIO KUCIOTY HpU
cuntese Gocharuammmnosutoia (cMm "buocunres hochomumnumos").
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®OPMbl TPAHCNOPTA NNNNAOB B KPOBMH

Jlunuael TpaHCTIOPTUPYIOTCST B BOJHOM (Da3ze KpOBU B COCTaBE OCOOBIX YACTHI] — JIMIOMPO-
TenHoB. [loBepxHOCTh yacTull ruapoduiabHa U chopmupoBana Oenkamu, Gochomunuaamu u cBo-
OOIHBIM XOJIECTEPOJIOM. TPHALMATIUIEPOIBl U dPUPHI XOJECTeposia COCTABIAIOT THIpodoOHOe
SIAPO.

benku B numomnpoTemHax OOBIYHO HA3BIBA- Benkn
I0TCS ano0eJKaMM, BBICTSIOT HECKOJIbKO UX TH-
noB — A, B, C, D, E. B xaxxnom kiacce JMmomnpo-

Tpuauwnrnuueponsi

TEHHOB HAXOJATCS COOTBETCTBYIOIIME €My aro- Jcpup xonecTepuHa
OeNKH, BBITIONHAIOIINE CTPYKTYPHYIO, (epMeH-
TATUBHYIO U KO(l)aKTOpHle (bYHKHI/II/I. docdhonunuasl

JIMnonpoTenHsl pa3NuyarTCs IO COOTHOIIE-
HUIO TPHALWITIULEPOJIOB, XOJIECTEPONA U €ro
3¢upoB, GocHOTUNHUIOB M KaK CIOXKHBIE OCNKH XonectepuH
COCTOSIT U3 YETBIPEX KIJIACCOB. \o

0  XWIOMHUKPOHHI (XM),

0 JIMNONPOTEMHbl OYeHb HHU3KOH IJIOTHO-
ctu (JITIOHII, mpe-B-nmunonpoTennsl, mpe-
B-JIII),

0 JIMNONPOTeMHbl  HHU3KOH  IUIOTHOCTH
(JITTHIT, B-munonpoteunnst, B-JIIT),

0 JunonporenHbl Bbicokoii mioTHoctu (JIIBII, a-munonporennst, a-JIIT).

Xunomukpons! 1 JITTOHIT oTBeTCTBEHHBI, B IEPBYIO OUYEPEb, 38 TPAHCIOPT )KUPHBIX KUCIIOT
B coctaBe TAI'. JIunmonpoTenHsl BHICOKONM M HU3KOM IJIOTHOCTH — 3@ TPAHCIOPT XOJIECTEPOJia U
XKHUPHBIX KHCIIOT B cocTaBe 3pupoB XC.

H]JHH]_IHI'[HEU'I BHOE CTPOEHHUE JIMNONPOTEUHOB

TPAHCNOPT TPUALUUNTNINLUEPONOB B KPOBM

Tpaucnopt TAI' oT kMIIeyHuKa K TKaHAM (3k30oreHHble TAIY) ocymiecTBiaseTcs B BUAE XU-
JIOMUKPOHOB, OT Me4YeHU K TKaHsAM (3HnoreHHsle TAI') — B Buje JUINONPOTENHOB OUYE€Hb HU3KOU
IIJIOTHOCTH.

B tpancnopre TAI' K TKaHSIM MOXHO BBIIEIUTH I1OCIEI0BATENLHOCTD CIAEAYIOUIUX COOBITHIA:
. Obpa3zoBaHue He3penbIX NEPBUYHBIX XM B KHIIIEYHHKe.
. [ABmxenne nepBUYHbIX XM depe3 muM¢paTHUECKUE TPOTOKH B KPOBb.
. Co3peBanue XM B miazme kpoBu — noxyuenue 6enkoB anoC-11 u anoE ot JITIBII.
. B3aumogeiicTBue ¢ JTHNONPOTEHHINNIA301 SHI0TENMS U TIoTeps Oombiueit yactu TAI'. Obpaso-
BAaHHE O0CTATOYHBIX XM.

. Ilepexon ocratounpix XM B renarouMThl ¥ IOJHBIN pacnag UX CTPYKTYPBL.

. Cunre3 TAI' B nedyenu u3 nunieBoil rioko3bl. Vcnons3zoBanue TAI, npumeqmux B coctaBe
ocTaToyHbIX XM.

7. O6pazoBanue neppuunbix JIITOHII B mevenn.

. Co3peanue JITIOHII B mna3zme kpoBu — nonyuenue 6enkoB anoC-11 u anoE ot JITIBII.

9. BzauMoselicTBrE ¢ TUNONPOTENHINNA30M YHI0TEeNUs U oTepst 6omnbinel yactu TAT. O6pazo-
BaHue ocrarounbix JIIIOHII (mo-gpyromy JMIONpOTEMHBI HPOMEXYTOUHOM IIOTHOCTH,
JITITIIT).

10. Ocrarounsie JITIOHII nepexoasT B remaToOMMTHI U MOJHOCTHIO paclagaroTcs, MO0 OCTAal0TCs
B I1a3me KpoBu. Ilocne Bo3aercTBusA Ha HUX nedeHOYHOM TAI-nunassl B CHHYCOWIax MEYeHU
JIITOHII npespamatorcs B JIINTHIL.

i B W N —

o)

o0
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. Tpuauunrnuueponsi
MepBuYHBLIA
nNoHN SHTEepOoUMTHI Xonectepon

XAPAKTEPUCTUKA XUJIOMUKPOHOB

O6wan xapakrepucTuka

0 (opmupyIOTCS B KHIIIEYHMKE U3 PECUHTE3UPOBAHHBIX KUPOB,

o B uX cocraBe npeobmnanaor TAI', mano Genka, pochonununos u xonecrepona (2% Oernxa,
87% TAT, 2% XC, 5% >¢pupos XC, 4% dochomumnmnos),

O OCHOBHBIM amoOenkoM sijsieTcss anoB-48, 3To cTpyKTypHBIN JIUIONPOTEHH, B TIa3Me Kpo-
Bu nosyyatot ot JIIIBII 6enku anoC-11 u anoE,

0 B HOpPME HaTOLIaK He OOHAPYKUBAIOTCS, B KPOBU IMOSIBJISIIOTCS MOCIIE MTPUEMa MUILH, IOCTY-
nas U3 auMdbI Yepe3 rpyaHoN TuM(aTHIeCKHil MPOTOK, U MOJTHOCTHIO Hcue3aroT uepes 10-
12 gacos,

O HE aTepOTEHHBI.

PYHKLUMA

Tpancnopt 3k30reHHbIX TAI' U3 KUILIEYHUKA B TKAHU, 3al1aCaIOLINE WM UCIOIb3YIOIINE JKU-
pPblI, B OCHOBHOM HUPOBYIO TKaHb, JIETKHE, MIEYEHb, MUOKAP/, JJAKTUPYIOLLYI0 MOJOYHYIO JKEIe3y,
KOCTHBIM MO3r, ITOYKH, CeJe3eHKY, Makpodaru. Ha sHaoTenun KanuuisipoB 3THX TKaHEW nmeercs
(epMeHT TUIMONPOTEHHIINIIA3A.
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MeTtabonuam

1. Ilocne pecuHTe3a KUPOB B SMUTETUOLUTAX KUIIEUHUKA (POPMUPYIOTCS MePBUYHbIE XHUJIOMHUK-
POHBI, UMEIOIIKE TOJIBKO anoB-48.

2. V3-3a 060JIBIIIOTO pa3Mepa OHU HE MPOHHUKAIOT HANIPSIMYIO B KPOBEHOCHOE PYCIIO M OBAKYHUPYIOTCS
yepe3 TuM(paTHIECKYI0 CUCTEMY, MOMaias B KPOBb Yepe3 IpyIHOM TuMpaTHUIECKUl MPOTOK.

3. B KpoBH XWIOMHUKPOHBI B3aUMOJEUCTBYIOT C
JIIIBII u npuoOGperatot ot Hux anoC-1I u anoE,
o0pazys 3pesbie hopmbl. bernok anmoC-I1 sBs-
eTcsl aKTUBATOPOM (pepMEeHTa JTUMONPOTECUHIIH-
naspl, 0ejqok anoE HeoOxomum ans yaaneHUs
U3 KPOBU OCTAaTOYHBIX XUJIOMUKPOHOB.

4. Ha »HIOTENMU KamWUISPOB BHIIICTIEPEUUCIICH-
HBIX TKaHEH HAaXomUTCs (PEPMEHT JMMOMPOTe-
unaunaza (JITUI). KomruectBo depmenTa yBe-
JUYMUBACTCSA MPHU JCHCTBHUM MHCYJMHA U MPO-
reCTepOHa. CxeMarnyHoe H'SOG[J‘:I}KGHH('! B3aUMOJEHCTBHA

5‘ HOCHC BSaHMOHeﬁCTBHﬂ XI/IJ‘IOMI/IKpOHa C q)ep_ XHITOMHKPOHA H JIHNTOIPOTCHHIIHITA3E]

MEHTOM TPHALMITIUIEPONIbI, HAXOMALIUECT B

COCTaBE XWJIOMHKPOHOB, THAPOJIH3YIOTCS C OOpa3oBaHHEM CBOOOJAHBIX KHPHBIX KHCJIOT.
JKupHble KHCIOTHI MTepeMEeIIaloTCs B KJIIETKU OpraHa, TuO0 OCTaroTCs B IUIa3Me KPOBHU U B KOM-
IUIEKCE ¢ albOyMUHOM Pa3HOCATCSA C KPOBBIO B JIpyrue TKaHH. JIMMOMpOTEenHINIa3a crocooHa
yaanmuthb 110 90% Bcex TAI', Haxomsmuxcs B xunomukpone win JITTOHII.

6. [Tocne oxonvanust pa6ots! JITIJI ocTaTouHble XUJIOMHKPOHBI TOMAIAI0T B TEHATOMTHI TIOCPE]I-
CTBOM anoE-penenTopHoro sHAOIUTO3a U pa3pyLIatoTCs.

XMNOMWKPOH

NunonpotenHnunasa (@)

Ancbenok C-ll (&)

MukosamuHornukaH
'___..—-'--

Memb6pana .
IHAOTENUaNbHOM KNeTkKu

XAPAKTEPUCTHUKA JINMMONPOTEUHOB OYEHb HU3KOWU MIIOTHOCTH

O6uwasn xapakrepucTuka
JIumonpoTenHbl O4eHb HU3KOW TIOTHOCTH:
0O CHHTE3UPYIOTCS B MEY€HH U3 SHJOTEHHBIX M K30T€HHBIX JIUIUIOB,
o B ux coctaBe npeobnagatoT TAI', okono 40% oT Macchl cocTaBSAIOT 0enoK, Gochonunusl
u xonectepod (8% 6Genka, 60% TAT, 6% XC, 12% s¢pupos XC, 14% dochonunumos),
0 OCHOBHBEIM OenkoM siBisieTcs anoB-100, BEIMOTHSIONINA CTPYKTYPHYIO (DYHKIIHIO,
0 B HOpMe KoHmeHTpanus 1,3-2,0 r/m,
o cnabo aTeporeHHBbI.

PyHKUMA
TpaHCOPT APHIAOTEHHBIX M 3K30TeHHBIX TAI' OT meyeHW B TKAHW, 3aMacarollve U UCIOJb-
3YIOIIHUE JKUPBI.

MeTabonusm

1. llepBuunbie JITIOHIT 0Opa3yroTcs B meueHU U3 MHUIEBBIX KUPOB, TOCTUTAIONINX IeMaTOLNUTOB
C OCTaTOYHBIMM XWJIOMHKPOHAMH, U HOBOCHHTE3HPOBAHHBIX U3 IVIIOKO3bl KUPOB, COAEPXKAT
ToNsKO armoB-100;

2. B xpoBu nepsuunsie JITIOHIT B3aumoneiictytor ¢ JIIIBII u npuoGperator ot Hux anoC-II u
anoE, oOpa3yst 3pesibie GOpMBL.

3. AHQJIOTMYHO XWJIOMUKPOHAaM, Ha SHJIOTEIWU KanWUIIpoB psAna TkaHed 3pessie JITIOHII non-
BEPraloTCs BO3ACUCTBUIO JIUMIOMPOTEHHIUNIA3bl C 00pa30BaHUEM CBOOOJHBIX JKUPHBIX KHUCIOT.
JKupHble KUCITOTHI IEpEMEIIAIOTCS B KJIIETKH OpraHa, JM00 OCTAaloTCs B IUIa3Me KPOBU U B KOM-
IUIEKCE C aJTbOYMHUHOM Pa3HOCSTCS ¢ KPOBBIO B APYTHE TKAHU.

4. Ocrarounbie JIIIOHII (Taxxe Ha3bIBaeMble JIMIONPOTEHHBI MPOMEXKYTOUYHOW IJIOTHOCTH,
JITITIIT) 6o BaKyHpYIOTCS B FENAaTOLUTHI MOCPEICTBOM IHAOUMTO3a, CBA3aHHOTO C PEIEIITO-
pamu k anoE n anoB-100-6enkam, 1100 mociie Bo3AeiCcTBUA Ha HUX nieueHouHOM TAI -nmumnassl
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(TOBKO B CMHYCOMJIaX MEYEHH) MPEBPALIAIOTCA B CIASAYIOMIMI Ki1acC JUMONPOTEUHOB — JIUIIO-
npotenHbl HU3K0M miotHoctH (JITTHIT).

w

MPOMEXYTOYHbLIN OBMEH NNNNOOB

MCTOYHUKN U CYOABBA XUPHbIX KNCNOT

KupHble KUCIOTHI BXOIAT B cocTaB OoJjblueld yactu aunuaoB. [loaTromy Bompockl oOMeHa
JUMHUIOB — 3TO, KaK MPABUJIO, BOMPOCH OOMEHA KHUPHBIX KUCIOT, UX UCTOYHUKH U MYTH JajbHEH-
IIUX IPEBPALICHUM.

Cynp0a )KUpHOM KUCIIOTHI 3aBUCHT OT €¢ cTpoeHwms (HackimeHnHas JKK i monmHeHachIeH-
Has JXKK) ¥ OT BHYTPUKIIETOYHBIX YCIOBUMN (HAMYKE UITH OTCYTCTBUE YHEPTHH).

CocTosiHue nokosi n otabixa B abcopObTUBHLIN nepuoa

B TeueHne HECKOJIBKHMX YacOB MOCJE NMPUEMA MU HACHIIIEHHbIC 1 MOHOHEHACHIIICHHbIE
xupHble kuciotel (HXKK) noctynaror B onpenenennslie Tkanu U3 xuiaomukpoHos u JITIOHII, t.e. B
TKaHU, UMEIOUINE JIMIONPOTEUHIINNA3y Ha SHAOTENMH KanmwuisipoB. OAHOBPEMEHHO B MEYEHH U
KUPOBOU KIIETKE >KMPHAsI KUCIOTAa CUHTE3UPYETCS U3 IJIIOKO3bl U TAK)KE HANPABIIAECTCS B JHIOre-
He3 Ha cuHTe3 TAT.

[TapanenbHO B TOT MEPHUOJI BPEMEHH B MeYeHH >KUPHBIE KUCIOTHI CIOCOOHBI CHHTE3UPO-
BaThCS U3 U30BITKA SK30TEHHOW TTIOKO3bI U MOTYYSHHbIE IHAOTeHHbIe )KUPHBIE KHCIOTHI ATepudu-
LUPYIOTCS C TIHUIEPOIOM B peaklusax JunoreHesa c oopazosanuem TAI. /lanee oHM TpaHCIIOPTH-
pPYIOTCA U3 MIEYEHH B TKaHU, UMEIOLIME JIUNoNnpoTenHnunasy, B cocrase JIITOHII.

B kneTkax :KMpoBoOi TKaHU TMOCIE MpUeMa MUIY HACBHIIIEHHAs )KUpPHAs KUCIOTa JTUOO0 CHH-
TE3UpyeTCs U3 TIIOKO3bI, JIM00 moctynaet u3 XxuioMukpoHos u JITIOHII. [lanee ona nanpasisiercs
B JIMNOIeHe3 U 3anacaercs B coctase TATL'.

Ecny MnmonpoTeHHAMNAa3bpl HeT B TKAaHU, TO KUPHAs KUCJIOTA JTOCTABJISETCS CoAa B KOM-
IJICKCE ¢ aThbOyMUHOM (KakK B CIy4ae CO CKEJIETHOM MBIIIIE). ITOT KOMIUIEKC 00paszyeTcs mocie
pabOThI TUMOMPOTENHIINIIA3B! B APYTUX TKAHSIX.

IMoannenacoimennbie xupHble kucnoThl (ITHXK) o0braHO mocTymaroT B KJIETKM B BUIE
a¢upoB xonecrepona u B cocraBe (ochomunumos JIIIBII u JIITHIL. DTu kucnoThl HEOOXOTUMBI
JUTSI CHHTE3a 3MK03aHOUIOB B HEKOTOPBIX BUAAX KJIETOK JIMOO OHU y4acTBYIOT B cuHTE3e (pocdomu-
MU0B ISt MEMOPaH KIIETKU.

FonopaHue, MbilweYyHas paboTa, COCTOAHME NOKOSA B NOCTabCoOpOTMBHLIN Nepuon

B nocraGcopOTHBHBIN nepruoa U pH Toonanun xuaoMukpons! u JIITOHII B kpoBu oTcyTCT-
ByIOT. Tak Kak TaHHOMY COCTOSIHHUIO OOBIYHO COMYTCTBYET TMIIOTIIMKEMUS, TO ISl €€ KOMIIEHCAlUU
13 TIO/DKEITYZJOYHOH JKeJe3bl CEeKPETHPYEeTCs TIoKaroH. [1o BIMsSHUEM TIIIOKaroHa M JPyTUX Top-
MOHOB B HPOBBIX JIETIO aKTUBUpYyeTcs paciiersienne TAIT 10 KUPHBIX KUCIOT U InLeposa (JM-
noJu3). TpaHCOPT KUPHBIX KUCIIOT, BBIIEANINX B KPOBb, OCYIIECTBISETCS aJIbOYMUHOM.

B cocrosuun IMOKOsI, KOraa MpOLCCChl MUIICBAPCHUA YIKC 3aKOHYMUINUCH, MPU AJIUTCIIBHOM
rojonanuu (6osiee 20 yacoB) u mpu (PU3MUYECKOIi HATPY3Ke B OOJBITUHCTBE KIETOK, KpOME HEW-
POHOB U 3PUTPOLIUTOB, >KUPHBIE KUCIOTHI UCIOIB3YIOTCS JUIsl 00pa30BaHUs SHEPTUU B Ipolieccax
B-oxucaenns u HTK (50% u Gonee Bceit SHEPTHH KIETKH).

B neyenu npu JINTEJbHOM TrOJIOJAHUM KUPHAs KUCJIOTa HamnpapBisieTcs B KeTOreHe3 Ha
CUHTE3 KETOHOBBIX TEll.



CmpoeHue u 0bMeH nunudos 23

3 OcTaToqHble
mnoﬂﬂ:"e%l XUMNOMUKPOHEI
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/_< Nunonpomeunnunasa : B_/ \

lMokol
Abcopbmuensill nepuod

Paboma, MonodaHue

NMunonnus
YupHble kmcnoTel <€ > Tpuauunrnuuepons!
NMunorene=
PaGoma Foxod %6 ) 5
Tonodanue copbmusHelil nepuo
f~oxkmcnenne XK CunHtes XK
[Mokod
AbcopbmueHsil nepuod
Mmioko3a »  Auetun-S-KoA HnumensHoe
Paboma zonodaHue

Paboma KetoHoBble Tena

WUmkn
TpUMKapboHOBBIX
KMcnoT

Bo3moHBIE MCTOMHWMKW W NyTW NpeBpaLLeHUiA XUPHOW KNCNOTbI B KNETKE

MCMNOJIb3OBAHUE TPUALUUNTITIUMUEPOIOB

Pacman TAI (immoJin3, MOOMIIM3aIINS )KUPA) UIET B )KUPOBBIX KJIETKAX MOCTOSIHHO U OOBIYHO
CYIIECTBYET PABHOBECHE MEXY CUHTE30M M pactagoM TAI. B cocTosTHUM MOKOS MEYCHb, CEPIIE,
CKEJIETHBIE MBIIIIBI U APYTHUE TKaHU (KpOME SPUTPOLIUTOB U HelpouuTo) Oosee 50% sHepruu mo-
JTYYaroT U3 OKUCICHHS XHPHBIX KHCIIOT, MIOCTYNAIOIINX U3 XUPOBOK TKaHH Oyarogaps ¢OHOBOMY
JIMIIOJTU3Y .

MoOwum3anus )xupa aKTUBHPYeTCst

0 TpU HOPMAIBHBIX (U3UOJOTHUYECKUX CTPECCOBBIX CHUTYaIUSIX — IMOIMOHAIBHBIA CTpPecC,
MBIIIIEUHas paboTa, TOJIOIaHuE,

0 TIpU NMATOJOTUYECKHX COCTOSHUSX — caxapHbIid quadet | Tuma, qpyrue ropMoHaiIbHbIE 3200-
JICBaHUS: THUIIEPKOPTUIIU3M, TUHTIEPTHPEO3.

OBLASI XAPAKTEPUCTUKA MOBUITU3ALUN XXNUPOB

B menom MoOWIM3anuiO KUpPa MOXKHO TPEICTABUTH KaK IMOCIEIOBATEIBLHOCTh CIEIYIOIIIX
COOBITHIA:
1. JIummonu3z — ropmon3aBucumbiid pacnian TAIT B sxupoBoit TkaHu (cM HIbKe) win pe3epBHbIX TAI B
CaMOM KJIETKE.
2. TpaHCTIOPT KHUPHBIX KUCIOT U3 AKUPOBOM TKAHU 10 KPOBU B KOMIUIEKCE C aJlb,OYMHUHOM.
3. IIpOHMKHOBEHHE KUPHOU KUCIOTHI B IUTO30JIb KIETKU-MULIEHU.
4. AKTHBalMs )KUPHON KUCIOTHI uepe3 npucoeauHenne HSKoA.
5. KapHHATHH-3aBUCHMOE NIEPEMEILICHHUE JKUPHOM KUCIOTHI B MUTOXOHIPHIO.
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6. Oxucnenye KXUPHOU KUCIOTHI ¢ 00pa30BaHUEM aleTHIBHBIX rpyn (anetui-SKoA).
7. Cropanue auetui-SKoA B LUKIIE TMMOHHOW KHCJIOTHI WJIM CUHTE3 (TOJBKO B MEYEHU) KETOHO-
BBIX T€Jl.

(_nepuq:epuqetman mm'malﬁ MNnoLumT
TAF TpuauunraMuepons!
AnbOymMuH ph hep
FMwnonwnusa l
Mwnonusa

AKTHBaumMAa MupHas
-

Auun-S-KoA KucnoTa -

XupHas kucnora

-

KapHUTMH-3aBUCMMBLIA
TPaAHCNOPT B
MWUTOXOHAOAPMMW

Auun-S-KoA

[f~oxkmcneHne l

Kevorenes
Auetun-S-KoA ———————> KeToHOBLIE TENA
I Toneko B

v

neuaHu

Unxn
TPUKap6GoOHOBBLIX
KMcnor

J

CxemaTuuHoe npeacrapleHHe MOOMIIM3aLHH HKHPOB

FTOPMOH3ABUCUMASA AKTUBALUA TAT-NNNA3bI

l'opmonzaBucumast aktuparusi TAID-nunasbl agunonUTOB AJAPEHAJMHOM U TJIIOKArOHOM

MIPOUCXOJUT NP HANPSIKEHUH OpraHu3Ma (rojioJlaHue, JJIMTeNbHas MbllleuHas paboTa, oXJaxae-

Hue). B mepByro ouepens axTuBHOCTh TAI-numaspl 3aBUCUT OT COOTHOIIEHUS HMHCY-

JIMH/TJIIOKATOH.

B nenom nocnenoBareabHOCTh COOBITHI JIMMOJIU3a BBITISAUT CIEIYIOIIMM 00pa3oM:

1. Monekyna ropmoHna (aapenanus, rimokarod, AKTI) B3auMoaeicTByeT co CBOMM pelenTopoM.

2. AKTUBHBIN TOPMOH-PELENTOPHBII KOMIUIEKC BO3/ICHCTBYET Ha MeMOpaHHbIi G-0e10K.

3. G-0enok akKTUBUPYET PEPMEHT aJeHHIATHHKIIA3Y.

4. Anenunatuukiasa npespamiaer AT® B nuknuyeckuniit AM® (HAM®) — BTOpUYHBIN TOCPETHUK
(meccenmxep).

5. TAM® amnocTepuyeck akTUBUPYET (pepMEHT MPOTeHHKUHA3y A.

6. [Iporennkunaza A docpopunupyer TAI-1mna3y u akTUBHPYET €e.

7. TAT-numnaza oTIIEIUIIET OT TPUALMITIMLIEPOJIOB KUPHYIO KUCIOTY B 1 MM 3 TOJ0XKEHUH € 00-
pazoBannem JIAI'. Kpome TAI'-numasel, B agunonurax umerorcs emie JJAIl-nmumaza u MAT -
JIUIa3a, aKTUBHOCTh KOTOPBIX BBICOKA M NIOCTOSIHHA, OJJTHAKO B TIOKOE OHA HE MPOSIBIISIETCS M3-3a
orcyTcTBUs cyOcTpara. Kak Tonbko B kietke nosiBisitorest JJAL, HaunHaeT paboTaTh MOCTOSHHO
aktuBHas JIATl'-nunasa, npoaykr ee peakiuuu MAI sBnsiercs cydcrparom ans MAT-nunassl.

Kpome ropMoHOB, BIMSIIOIIMX Ha aKTUBHOCTh a/ICHUJIATIHKIA3bl uepe3 (G-0enKku, CyliecTBy-
10T UHBIE MEXaHU3MBbI perysinuu. Hampumep, coMaTOTPONHBIA FOPMOH YBEJINYMBAET KOJIUYECTBO
aJICHUJIATIMKIIA3bl, TJIIKOKOPTHKOM/IBI ClIOCOOCTBYIOT cuHTe3y TAI-nmunasel.
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HMHCYJIMH NpEenATCTBYeT BIHSHHUIO OCTAJIBHBIX TOPMOHOB HA JIUMIIOJIN3, T.K. OH aKTHUBUPYET
dbepmernt ¢ocdoamicrepasy, koropas ruaposimzyeT TAM® u, cienoBaTebHO, CHIKACT aKTHB-
Hocth TAI'-numnasel. Taxke oH akTuBHpyeT mpoTenH@ocdaraspl, nebhochopunupyromue TAI-
aunasy.

AjpeHanuH
niokaroH WHcynuH
+ +
MemBpaHHbii * Adenunam- ®ocgodu-
peLenTop > G-Benok <> yuknasa m&
ATO > 9 UAM® AMQ®

HeakmusHasi AxkmusHas

| TAr-nunasa ' ;"1"&}‘-};.}}{55;@

HeakmusgHasa AT® Al AkmueHasa

Tpuauunrnuuepon T’ [Owaumnrnuuepon
<—J AAr-nunasa

XupHaa kucnora v

Monoaumnrnuuepon

MAr-nunasa

Y
Inuuepon

AneHunaTuMKnasHbeiii Mexaiusm aktupauuu TAI -nunasel

TPAHCMOPT XUPHbIX KUCNOT U TMULEPONA

B pesynbTare numnonusa B aaumnouuTax o0pasyrorcs cBOOOIHBIN TITUIEPONT U KUPHbIE KUCIO-
TBI.

[JaMepos ¢ KpoBbIO JOCTABISAETCS B TICUCHD U ITOYKH, 37€Ch POCcHOPHINPYETCS U OKUCIISICT-
¢ B METa0OJIUT TIMKOJM3a AuokcuaneroHdpocdar. B 3aBucumoctn ot ycioBuit JJAD moxer
BKJIIOUAThCS B PEaKMU IJIIOKOHeoreHe3a (IIpU roJIoIaHrH, MBIIIEYHON HATPYy3Ke) UM OKHCISATHCS
B IJIMKOJIM3€ JI0 TUPOBUHOTPATHON KHCIIOTHI.

7KupHble KHCJIOTBI TPAHCIIOPTUPYIOTCS B KPOBU B KOMILIEKCE C allbOyMUHAMH I1JIa3Mbl:

0 mpHu PU3NYECKON HATPy3KE — B MBIIIIIHI,
[0} B O6I>I‘-IHI)IX YCIOBUAX U IIPU T'OJIOAAHWHN — B MBIIIIBI U OOJIBIIMHCTBO TKaHCI\/JI, OQHAKO IMpUu
3ToM 0KOJI0 30% >KUPHBIX KUCTIOT 3aXBAaThIBAETCS MEYEHBIO.

[Ipu ronoganum u puznyeckoil Harpy3Ke 1ocie NPOHUKHOBEHUS B KIETKU KUPHBIE KUCIIO-
Thl BCTYIAIOT HA My Th -OKHUCJIEHUs.
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B-OKUCNEHWE XUPHbIX KUCNOT

Peakuun (-okucieHUs MPOUCXOAAT B MHMTOXOHAPHSIX OOJBIIMHCTBA KJIETOK OpraHu3ma
(KpoMe HEpBHBIX KJIETOK). /{151 OKUCIEHNS UCTIONIB3YIOTCS )KUPHBIE KUCIIOTHI, OCTYMAIOIINE B LIH-
TO30J1b U3 KPOBU WJIN MOSBIISIFOLIUECS IIPU BHYT-
pukiierounoM aunonuse TATL.

Ayun-KoA-
1. IIpexne, yeM NMPOHUKHYTh B MATPUKC MUTO- Q cuHmemasa
o R—C—OH P R— -KoA
XOHAPUU U OKHUCIIHUTHLCS, XKHUPHask KUCIOTa B e /\ G
YKupHas kucnota Aunn-S-KoA
HUTO30JI¢ JI0JDKHA AKTHBHPOBATBHCHA. OTO HS-KoA AT® AMO+OD

OCYIIECTBIIICTCSl MPUCOCTUHEHUEM KODH3U-
Ma A c¢ oOpazoBanuem ammia-SKoA. Anwi-
SKOA siBiisieTcsl BBICOKOOHEPT€TUYECKUM CO-
enuHeHneM. HeoOpaTUMOCTh peakiuy TOCTHTaeTCs THAPOIU30M audocdara Ha TBE MOICKYJIIBI
dbochopHON KHCIIOTHI.

Peakuus akTuBauum H{HpHOH KHCIOTbI

Auyun-S-KoA HS-KoA

Kapnumun-ayun-T® |

KapHuTun AUVN-KapHWUTWH

LLuTozone \ /

| Tpancnokasa
Marpukc
MUTOXOHA,PUMN
KapHuTwH AuMN-KapHUTWUH
Kapnumun-ayun-T® Il
Aunn-S-KoA HS-KoA

TpaHcnopT JKUPHBIX KUCIIOT Yepe3 BHYTPEHHIO
MUTOXOHAPHATIBHYIO MEMOpPaHy

[ ]

2. Atmn-SKoA He cnocoOeH pOoXOoAuTh Yepe3 MUTOXOHAPHAIBHYI0 MEMOpaHy, MO3TOMY CYIIECT-
BYET CIIOCOO €ro mepeHoca B KOMIUIEKCE ¢ BUTAMUHONOJOOHBIM BEIIECTBOM KAPHUTHHOM. Ha
Hapy>KHOW MeMOpaHe MUTOXOHIPHi uMeeTcs: (PepMEHT KapHUTHH-alUJITpancdepasa L.

KapuuTtun cuHTe3upyercs B MEYEHH U MOYKAX M 3aTEM TPAHCIOPTUPYETCS B OCTAIBHBIE Op-
raiel. Bo BHyTpuyTpOOHOM nepuojae U B MepBble IOAbI )KU3HU 3HAUCHHE KapHUTUHA JUIs Opra-
HU3Ma YpEe3BbIYAafHO Ba)KHO. DHEProodecrneyeHne HepBHOI CUCTEMBI IETCKOTO OpraHu3Ma u, B 4a-
CTHOCTH, MO3Ta OCYIIECTBIISIETCS 3a CUET JBYX MapauleNIbHBIX MPOLECCOB: KAPHUTUH-3aBUCUMOIO
OKHCJICHHUS HUPHBIX KUCIOT U adPOOHOTr0 OKUCIECHHUS IIOKO3bl. KapHUTHH HE0OX0auM JUIsl pocTa
TOJIOBHOT'O U CIIMHHOT'O MO3Ta, JUIsl B3aUMOAECUCTBUS BCEX OTAEIOB HEPBHON CUCTEMBI, OTBETCTBEH-
HBIX 32 JIBKEHHUE U B3auMoercTBrE MbIIL. CyIIecTBYIOT HCCIIEI0BaHUs, CBS3bIBAIOLINE C HEJIOC-
TaTKOM KapHUTHHA AeTCKHl nepedpaibHbIi napajauyd u ¢eHoMeH "CMepTH B KoJIbIOeaun".

JleTn paHHero BO3pacTa, HeJOHOUIEHHbIE W JA€TH C MAaJIOH MAaccoil OCOOEHHO YYBCTBH-
TEJbHBI K HEJOCTATOYHOCTH KapHUTUHA. DHAOT€HHBIE 3a1achl Y HUX OBICTPO UCTOILAIOTCA MPH pas3-
JMYHBIX CTPECCOBBIX CUTYalUAX (MH(EKIMOHHBIE 3a00JI€BaHUS, KEITYyJOYHO-KUILIEYHbIE PAaCCTPOii-
CTBa, HAapYyIICHUS BCKapMJIMBaHMA). BUOCHHTE3 KapHUTHHA PE3KO OTPaHUYEH B CBSA3H C HEOOIBIION
MBIIIEYHOW MAaCCOMW, a MOCTYIUICHHE C OOBIYHBIMH THIIEBBIMU MPOAYKTAMH HECIIOCOOHO TMOJIEp-
KaTh JOCTATOYHBIA YPOBEHb B KPOBU U TKAHSX.

3. Ilocne cBA3bIBaHUA C KAPHUTHHOM JKMpPHAs KUCIIOTAa MEPEHOCUTCS yepe3 MeMOpaHy TpaHCIOKa-
30#i. 37ech Ha BHYTpEHHEH CTOpoHe MeMOpaHbl ()epMEHT KapHUTHH-anujaTpancgepasa II
BHOBB 00pa3yeT ammi-SKoA KOTOpHIi BCTymaeT Ha My Th B-OKUCIICHHS.

4. ITpouecc co0CTBEHHO P-OKHCIEHUsI COCTOUT U3 4-X peaKLMii, IOBTOPAIOIINXCS HUKINYeCKU. B
HUX MOCJIEI0BAaTEIbHO IPOUCXOAUT OKHCIEHUE, THAPATUPOBAHNE U BHOBb OKHCIIEHUE 3-T0 aTo-
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Ma yriepoaa (B-monokenue). B mocnenneit peakuuu OT KUPHOW KHCIOTHI OTILEIUISIETCS alle-
tun-SKoA. OcraBmiasicsi yKOpoUeHHas Ha JIBa yIiiepoja KUpHasi KUCJIOTa BO3BPAIAETCs K Mep-
BOIl peakiuu U BCE MOBTOPSETCS CHOBA, 10 TEX MOp, MOKa B MOCIETHEM LIHUKIIE HE 00pa3yroTcs
nBa anetui-SKoA.

V]
R—CHp— CHgp— CHp—C~S-KoA  Auun-S-KoA

s

Ayun-S-KoA-4r
®AOH>
&’0
R—CHy—CH=CH —C~S-KoA  TpaHc-A2-eHomn-S-KoA
H20
Enoun-S-KoA-2udpamasa
OH
R—CHz—cl‘:H— CHz—g ~S-KoA 3-Twapookcnaumn-S-KoA
HALO
3-Tudpokcuayun-S-KoA-4Ir
HAOH
0
R—CHz—g—CH2—€ ~S-KoA 3-Ketoaumn-S-KoA
HS-KoA
Auemun-S-KoA-ayun-T®

\_ o P
R—CHp—C~S-KoA + CHg—C~S-KoA

Auun-S-KoA Auetun-S-KoA

Peakuuu B-OKHCJ’[&HHﬂ HWHPHBIX KHCJIOT B MHTOXOHAPHH

OkucneHue JKUPHbLIX KUucJsiom
C He4YemHbIM YUCJIOM y2J1ePOOHbIX amoMoe
KupHble KUCIOTHI ¢ HEUETHBIM YHMCIIOM YIJIEPOJOB IOCTYIAIOT B OPIaHU3M C PACTUTEIBHON
nuie 1 MmopenpoaykramMu. X okuciaeHHe MpoUucXOoJuT M0 OOBIMHOMY IYTH A0 IHOCJIEIHEN peak-
LIUH, B KOTOpoi oOpa3yercs nponroHuI-SKoA. CyTs npeBpariennii nponoHui-SKoA cBoautcs
€ro KapOOKCUIMPOBAHUIO, H30MEPH3AIMU U 00pa3oBaHI0 CyKIMHII-SKOA. B 3THX peakuusx yda-
CTBYIOT OMOTHH U BUTaMHH By;.

Peakuum o Kap6okcunasa
p=oKMcnexnma Il I
KMpHble KMcnoTb! . CH3-CHp-C-S-Koa  Dumamur H CHg—-CH—C~S-KoA
C HEYETHBIM YNCNOM » | |
aToMOB yrnepoaa H COOH
Mponunoxnn-S-KoA €02 MeTtunmanonun-SKoA
n Auetun-S-KoA H3omepasa

Bumamu+ B12

COOH-CHZ—CHz—ﬁ~S-K0A
CykumHun-SKoA

Oxucnenue HKHUPHBIX KHCIIOT ¢ HEYETHBIM YHCIIOM aTOMOB YInepona
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OkucneHue HEeHAaCbIWEeHHbIX XXUPHbIX KUcsJiom
[Ipu okuciaeHUHM HEHACHIIEHHBIX KUPHBIX KUCIOT BOSHUKAET MOTPEOHOCTh KJIETKH B JOIOJI-
HUTEIBHBIX (DepMEeHTaxX M3oMepa3ax. DTH H30Mepa3bl EPEMEIIaloT ABOMHBIC CBSI3U B KUPHOKHC-
JOTHBIX OCTaTKaxX M3 Y- B B-TIOJI0KEHUE, U TIEPEBOAT MPUPOAHBIE TBOMHBIEC CBA3H U3 YUC- B MPAHC-
IIOJIO’KCHHUE.
Taxum obpa3oM, yxke UMerolIasics JBOWHAs CBsI3b TOTOBUTCS K -OKHMCIICHHUIO U MPOITyCKaeTCs
nepBasi peaklys LKUKJIa, B KOTopoil yuacTtByeT DA/L.

(o]
12 9 /
W[(\C—SKoA NuHonesas kucrnota

l Bce 4 peakyuu -okucneHus

0
WE/\/\B/\*C{L“»K:.A

l Bce 4 peakyuu p-okucneHus

0
W\M\é’-smm

l Bce 4 peakyuu p-okucnenus

o
\/\/E/Eﬁ/\c/{srm

l H3omepasa

p r
\\/\/E/\/:c{SKo "
l 2-a, 3-a, 4-a peakyuu -okucneHus
(o]
f

Y/
v\/vj\/cl—SKoA

Peakilu¥ OKHCJIEHHS HEHACBIIIEHHBIX JKHPHBIX KHCJIOT H pJib U30MEpPa3

OHEPrETUYECKUW BAJIAHC [B-OKUCJIEHUA

[Tpu pacuere konmvectBa ATD, 06pazyeMoro npu -OKUCICHUH KHUPHBIX KUCIOT HEOOXO M-
MO Y4YHUTHIBATh!

0 KoJumdecTBO oOpazyemoro aneTua-SKoA — onpenensiercss 0OOBIYHBIM JIEICHUEM YHCTIa aTo-
MOB YTJIepOJia B )KMPHOM KHCIIOTE Ha 2.

0 YHCJIO HUKJIOB [(-OKHCIEHUs. YHCIO LUKIOB B-OKUCIEHHS JIETKO ONPENEIUTh MCXOII U3
MIPECTABICHHS O JKUPHOU KHCIOTE KaK O LIENOUYKE JBYXYIJIEPOJHBIX 3BEHbEB. Hucio pas-
PBIBOB MEKIY 3BEHBSIMU COOTBETCTBYET YMCIY IMKJIOB [-OKUCIEHHA. DTy K€ BEIUUYHUHY
MO’KHO MOJCUUTATh o hopmyiie (n/2 -1), rie n — 4uciao aToMOB yriiepoja B KUCIOTE.

0 HaJu4ue ABOMHBIX cBfA3ell B )KUPHOHM KucioTe. B mepBoit peakuuu B-OKUCICHUS IPOUCXO-
IUT oOpa3oBaHue NBOMHON cBs3u npu ydyactun PAJl. Ecnu nBoiiHas cBA3b B XKUPHOM Ku-
CJIOTE Y€ UMEETCs, TO He0OXOIUMOCTh B 3TOM peakuuu otnagaet 1 @AJIH, He obpasyer-
cs1. KonmmuectBo HeoOpasoBanHbIXx @A /IH, cOOTBETCTBYET YMCIY BOMHBIX cBsA3ei. OcTalb-
HbIE€ peaKlUy UKIa UIYT 0€3 U3MEHEHUH.

0 KoiuuecTBO 3Hepruu AT®, noTpauyeHHON Ha aKTUBALUIO.

lMpumep 1. OkucneHue NasibLMUMUHOB0U KUc/iomsbl
Tak kak umeercs 16 aToMOB yrieposa, To Mpu B-oKucCIeHun oOpa3yercs 8 MoJieKyJ1 aneTnI-
SKoA. ITocnennuit nocrynaer B LITK, npu ero okucnenun B oJHOM 060poTe 1MKIa oOpasyercs 3
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moutekynsl HAJIH, 1 monexyna @AJIH, u 1 monexyna I'T®, uro skBuBaneHTHO 12 Moijekynam
AT®. Utak, 8 monekyn anetmi-SKoA obecrieuat oOpazoBanue 8%12=96 monexyn ATD.

JI1s manbMUTUHOBOW KHCIIOTHI YMCJI0 HUKJIOB B-okuciaeHus1 paBHO 7. B xaxaom nukie 00-
pasyercst 1 monexyna ®AJ/IH, n 1 monexyna HAJIH. Iloctynast B IbIXaTeNbHYIO LIENb, B CYMME
ouu "maxyt" 5 monekyn AT®. Takum oOpazom, B 7 nukinax oopazyercst 7x5=35 monekyn ATO.

J{BOIHBIX CBsi3ell B NAJIBMUTUHOBOM KUCIIOTE HeT.

Ha aktuBanuto xupHoil kuciotsl uaer 1 monekyna AT®, kotopast, 0IHAKO, THAPOIU3YETCS
10 AM®, To ecTh TpaTATCH 2 MaKpO3prudeckue CBs3M.

Takum oOpazom, cymmupys, noirydaem 96+35-2 =129 monexyn ATO.

lMpumep 2. OkucneHue sIUHOIe80U KUC/I0MbI

T.k. 4nci0 aTOMOB yTiepoaa paBHO 18, To kKoanuecTBO MoJieKyJ aneTuja-SKoA pasHo 9.
3naunt B LITK ob6pasyercs 9x12=108 monekyn ATO.

Yucio uukaos f-oxkuciaenus pasHo 8. [Ipu pacuere nomydaem 8x5=40 monexyn ATO.

B xucnore umerorcs 2 ABoiiHble c¢BsA3M. Cie10BaTENbHO B IBYX IIUKIAX B-OKHCIEHUS HE 00-
pasyerca 2 moinekyibl ®AJIH,, uto paBHOLEHHO nToTepe 4 mosekyn ATO.

Ha axTuBanuio )UpHOI KUCIOTHI TPATATCH 2 MAaKPOIPru4ecKue CBS3H.

Takum oOpa3zom, sHepreTrueckuil Bbixo 108+40—-4—-2=142 monexynsl ATO.

KETOHOBBbBIE TENA

K KeToHOBBIM TelaM OTHOCAT TPU COEAMHEHMs] ONM3KOHW CTPYKTypbl — areroarerar,
3-ruipoKCUOyTHPAT U ALIETOH.

OH
| 4 4
CH3—CH—CH2—COOH CH3—C— CH2—COOH CH3—C—CH3
3-TmapokcnbyTupar AueToauerar AueToH

CTDOEHHC KETOHOBBLIX TEN
[

Ctumysiom Ui 00pa30BaHHUSA KE€TOHOBBIX TeJl CJAYKUT MOCTYILUIeHHe 00JIbIIOr0 KOJIuve-
CTBA KUPHBIX KHCJIOT B nevyeHb. Kak yxe yka3pIBaioCh, MPU COCTOSHUAX, aKTUBUPYIOIINX JIUTIO-
JU3 B KUPOBOM TKaHHU, 0K0JI0 30% 00pa30BaHHBIX MKHUPHBIX KUCIOT 3aJepKUBAIOTCA MedeHbro. K
9THUM COCTOAHHUAM OTHOCUTCA I'OJIOAAaHUCEC, CaXElprlf/’I ILI/Ia6eT I TUI1a, JJIUTCIIbHBIC (1)I/I3I/I‘-IGCKI/IC Ha-
TPY3KH, oorarast KupamMu aucTta. B 00b14HBIX YCIOBUAX CUHTE3 KCTOHOBBIX TCJI TAKXKC UJACT, XOTA B
HaMHOT'O MEHBIIIEM KOJINYECTBE.

VY nmereit 1o 7 JeT Mo BIMSHUEM Pa3IUYHBIX CTHUMYJIOB (KpaTKO€ TOJIOfaHue, WH(EKIUH,
AMOIMOHAIBHOE BO30YKJIEHNE) YCKOPSETCS CHHTE3 KETOHOBBIX TEJ H MOXKET JIETKO BO3HHKATh Ke-
TOAITU03, COMPOBOXKIAIOIIMICI HEYKPOTHUMOW pBOTOM ("ameroHemudeckas ppota"). [IpuumHoit
3TOMY CIIy’KUT HEYCTOWYMBOCTH YIJIEBOAHOTO OOMEHa M MaJble 3arachl TIMKOT€HA Yy JIETeH, YTo
YCUIIUBACT JIMIIOJIN3 B aJUIIONUTAaX, HAKOIVICHUEC KUPHBIX KHCJIOT B KPOBU U, CJIICA0OBATCIBHO, KCTO-
reHes.

CuHTe3 aneroareraTa MPOUCXOJUT TOJBKO B MUTOXOHAPHUAX NeYeHH, Jajiee aleroareraTr
1100 BOCCTaHABIIMBACTCS IO 3-THAPOKCUOYTUPATA, TUOO CIIOHTAHHO JIEKAPOOKCHIUPYETCS 0 are-
ToHa. [lasiee Bce TpU COEAMHEHUS MOCTYIAIOT B KPOBb U Pa3HOCSTCS MO TKaHSAM. AIIETOH, KaK JIETy-
4cC BCUICCTBO, YAAIACTCA C BbIABIXaCMbIM BO3JYXOM U IIOTOM. Bce xeToHOBEIE TEla MOTYT BbLIC-
JSATHCS C MOYOM.

Hcnonb3yoTesi KETOHOBBIE TEla BCEMHU TKAHSAMM, KPOME MEeYeHU U 3pUTPOLUTOB. OCOOEHHO
AKTHUBHO, JaKC B HOPMC, OHU HOTpe6HSIIOTC}I MHOKapJA0M U KOPKOBBIM CJIOCM HAJAIMOYCYHUKOB.
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FenaTounTbl Kpoeb Knetkmu Tkanen
CMHTEe3 KeTOHOBLIX Ten Mcnone30Ba0HME KETOHOBLIX Ten
Vi Y
CH3 —C~S-KoA CH3—=C~S-KoA
AueTnn-S-KoA AueTnn-S-KoA LUukn Tpukap6oHOBBLIX KUCNOT
Ayemoauemun-S-KoA-
muona3sa HS-KoA
Longd / /
CH3—C—CH3—C~S-KoA CH3—C~S-KoA  CH3—C~S5-KoA
Auetoauetun-S-KoA 49 Auetun-S-KoA AueTtnn-S-KoA
CH3—C~S-KoA
ludpokcumemun- -S-
a2nymapun-S-KoA- Alemin-S-HoA _/ Auyemoayemun-S-KoA-
CcuHma3za HS—KoA HS-KoA muonasia
OH o]
| Vs & ,
COOH—CHj —(IJ—CHz—C ~S-KoA Nerkue CH3—C—CH3—C ~S-KoA
CHs Mouxkn AugeToaueTvn-S-KoA
3-Muapokem-3-meTun-rnyTapun-S-KoA Koxa
CyKumHaT
rudpoxkcumemun- cf/o A CykyuHun-S-KoA-
2nymapun-S-KoA- CH3—C~S-KoA ayemoayemun-KoA-T®

nuasa AueTun-S-KoA Cykumrmn-S-KoA

I
CH3—C—CH—COOH

Y
y

V'
CH3—C—CHy—COOH

AueToauerar AueTtoauerar
Ayemoayemam-
dexapbokcunasa AAAH
3-Iri uapoucu- 3-Tudpokcu-
Gymupam-nr 6ymupam-gr
CH3—C—CH3 HAL
AuetoH OH

Y
Y

|
CH3—CH—CH2—COOH CH3=CH=CHy—COOH
3-TnapokenbyTupar 3-TnapokenbyTupar

Peakunu cuHTE3a H YTHIH3AUHH KETOHOBLIX TEN
[ ]

CuHre3 aneroarnerara MpOUCXOANUT TOJBKO B MUTOXOHJAPHAX MeYeHH, Jlajiee areroarnerar
00 BOCCTAHABIMBAETCS 0 3-TUAPOKCHOyTHpaTa, TM00 CIIOHTAHHO JEKapOOKCHIUPYETCs 10 alle-
ToHa. Jlariee Bce TpH COEAMHEHUS MOCTYIAIOT B KPOBb U PA3HOCSTCS MO TKaHAM. AIIETOH, KaK JIeTy-
Yee BEIIECTBO, YJAISETCS ¢ BBIIBIXaeMbIM BO3YXOM M MOTOM. Bce KeTOHOBBIE Tena MOTYT BBIJE-
JIATHCS C MOYOM.

Hcnonab3yloTesi KETOHOBBIE Tela BCEMU TKaHIMH, KPOME TeUeHU U 3pUTPOIUTOB. OCOOEHHO
aKTHBHO, JTa)kKe B HOPME, OHU TOTPEOIISIOTCS MHOKAPIOM U KOPKOBBIM CJIOEM HaJIIOYSUHUKOB.

Peakuuy yTunmzanuy mpoucxoisaT B oOpaTHOM mopsiake. B nurtoszone 3-runpokcuOyTupat
OKHCIISETCS, 00pa3yIOIIUIiCs aleToaleraT NPOHUKAeT B MUTOXOHAPUH, aKTUBHPYETCS 32 CUET CYK-
unHuI-SKoA u npespamiaercs B anetmii-SKoA, kotopsiit cropaer B LITK.
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3ANACAHUE XNPOB

Peakiuu OnocuHTE3a JIMMUAOB MOTYT UATH KJIeTKax Bcex opraHoB. CyOcTpaToM i CHHTE3a
KHUPOB de novo SIBISIETCS TIII0K03a.

MT b pL CuHTEe3
Huroson O 5 el R HOOR
CuHTes
Imiokosa IMPHBIX KMCNOT
g ‘L ManoHun-S-KoA
B
£V
s COo CuHTES3
IE l Auetun-S-KoA —>» xonecrepona
Mupyeat Manar ‘TT OxcanoaueraT4\T
HAO® HAOH
HALO®H 2 HAL Uupar
\
O C S
KeToreHHble
aMUHOKUCNOTHI
Y
MupysaT — > AueTun—S—KoA7; Uupar \
MutoxoHapum = = > Okcanoauerar WsouvTpar
<« M36bimok
UTK T
AT®O u HAOH

OO0was cxema peakuuii npu OMOCUHTE3E JKUPHBIX KUCIIOT
[ ]

Kax usBecTHO, nomnagas B KJIETKY, ITFOK03a OKHCIISAETCS MO TJIUKOJIUTUYECKOMY IYTH 10 MH-
pPOBUHOTPATHON KUCIOTHL. [lupyBaT B MHUTOXOHAPHUAX JeKapOOKcmiaupyeTcs B aneTwi-SKoA u
Berymnaetr B L[TK. OgHako B COCTOSIHUM MOKOS, IPU OTABIXE, PU HAIMYUU JOCTATOYHOTO KOJIWYe-
cTBa sHepruu B Kietke peakuuu L[TK (B wacTHOCTH, M30UUTpaTACTUIpOTeHA3HAs peakius) 0.J10-
kupywTesi m30biTkoM AT® u HAJIH. B pesynprare HakammuBaercst nepBoii Mmetadonut [[TK —
uutpat. [1o rpagveHTy KOHIEHTPAMH OH MepeMelaeTcsl B [IUTO30Jb, paculeruisieTcs ¢ o0pa3oBa-
HueM aneTmii-SKoA, KOTopslil 1anee uCnosbp3yeTcsi B OMOCHHTE3€ X0JIeCTeposia, >KUPHBIX KUCIOT U
TPUALMIITIIULEPOIIOB.

BUWOCUHTE3 XUPHbIX KUCNOT

brocuHTe3 XKHUpHBIX KHCIOT HaubOosiee aKTUBHO MPOUCXOIUT B IIMTO30JI€ KJIETOK INMeEYeHH,
KHIICYHUKA, )KUPOBOI TKAHM B COCTOSIHUM ITOKOS WJIU TIOCTIE €JIBI.
Y CII0BHO MOKHO BBIIEINTE 4 Tama OMocHHTE3A:
1. O0pa3zoBanne auneTnJa-SKOA 13 riOK03bI WK KETOT€HHBIX AMUHOKHCIIOT.
2. Ilepenoc anetwiI-SKoA 13 MUTOXOHJIPHI B LIUTO30JIb:
0 MOXET OBbITh B KOMILJIEKCE C KAPHUTUHOM, TAK)KE KaK NEPEHOCTCS BBICIIUE )KUPHBIE KUCIIO-
TBI, HO 3/1€Ch TPAHCIIOPT UAET B IPYyTOM HalpaBICHUM,
0 0OOBIYHO B COCTaBE JMMOHHOM KHCIOTHI, 0Opa3ytoieiics B mepBoii peakuuu LITK.
[TocTynaromuii U3 MUTOXOHJIPUM LUATpAT B 1uTo3oise pacwernsiercs ATd-uurpar-1ua3oi
0 OKcaltoarieTara 1 anetmi-SKoA.
OkcarnoarieraT B JajbHEHIIIEM BOCCTAHABIUBACTCS 10 MajlaTa, U MOCIEIHUMN JINOO MepexXoauT
B MUTOXOHJPUU (MajlaT-aCIapTaTHBIA YEITHOK), 00 JeKapOOKCHIMpyeTcs B MHUpyBar "Majiauk''-
(epmenTOM (16109HBII PEepMEHT).
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COOH
(IJH COOH
[ 2 AT®-yumpam-nuasa c=0 4
Ho—?—COOH 77T> (I2I-l + GH3—C/ ~S-KoA
2
CHo | Auetun-S-KoA
| AT® COOH
COOH HS-KoA Allo+@
Okcanoauerar
UuTtpar

O6pazoBanue anetwi-SKoA M3 TMMOHHON KMCITOTbI
[ ]
3. Oopa3zoBanune MaaoHWI-SKoA u3 anetmii-SKoA.
KapOokcunupoBanue anetmn-SKoA  katanusupyercss  anetumi-SKoA-kapOokcniiasoii,
MYJIb(hepMEHTHBIM KOMIUIEKCOM U3 TPeX ()ePMEHTOB.

Ayemun-SKoA-

kap6okcuna3za

0] 0]

Vi buomur C,y
CHg—C""S—KOA WT) COOH—CH;_)— ~ S-KoA
Auetun-S-KoA ManoHun-S-KoA

Her COz AT® ALO+®

Peakius oOpazosanus manoHun-S-KoA
[ ]
4. CuHTe3 NaJIbMUTHHOBOW KHCJIOTHI.

OcymiecTisieTcss MyJIbTU(HEPMEHTHBIM KOMIUIEKCOM ""CHHTA3a KMPHBIX KHCJIOT" (CHHOHUM
NaJIbMUTATCHHTA3a) B COCTaB KOTOPOrO BXOAUT 6 (DEPMEHTOB M aIMII-TIEPEHOCSIINN OeloK
(AIlIB). Anun-nepeHocsmuii  OelOK BKJIIOYAeT IMPOM3BOJAHOE IMAHTOTEHOBOW KHUCIOTHI —
6-¢pochonanrerenn (PII), umeromuit HS-rpynny, nono6Ho HSKoA. OnuH ux ¢GepMEeHTOB KOM-
IUIeKca, 3-KeToalWICHHTa3a, Takke uMeeT HS-rpynmy. B3aumoaelicTBie 3Tux rpymm o0ycIoBIH-
BaeT HA4yaJIo U MPOJIOJKEHUE OMOCUHTE3a )KUPHOU KUCIIOTHI, @ UMEHHO MAJbMUTHHOBOM KHUCIIOTHI.
s peakiuii cunteza Heooxonum HAJ[DH.

E = xoMnneKkc cuHmasbl
MUPHBIX KUCIOM MpucoegnHeHWe auMnLHOR rpynnbI.
B camom Havane — NpucoeaHEHUE aUeTUNEHON rpynnbl

—Llnc-SH
E

ALMnNNepeHoOCAW WA "

YuacTku NPHCOCAHHEHHA AUWIBEHBEIX H MaJOHHIIBEHBIX TPYIIM

" MpucoeaHeHne ManoHUNLHON rpynnk

[ ]

B nepBbIX ABYX peakiusax mocienoBaTelbHO npucoeaAnHoTcs ManoHmi-SKoA k docdomnan-
TETEWHY alWiI-IepeHocsanero Oenka (3aech W Bcerma) u  anetwi-SKoA k 1mmcrenny  3-
KEeTOoalMJICUHTAa3bl. 3-KeToanmicuHTasa KaTaau3upyeT TPEThIO PEAKIUI0 — MEPEHOC aleTUIIbHOU
rpynnsl Ha C) MaJloHUJIa C OTIIEIUICHHEM KapOOKCHIbHOM rpynmbl. Jlanee KeTorpymnma B peakiusix
BoccTaHoBieHUs npu yuyactun HAJI®OH, nermapaTtanyu u onsiTh BOCCTAHOBJICHUS MIPEBPAILACTCS B
METUJICHOBYIO ¢ 00pa30BaHMEM HACBIIIEHHOTO aruia. Auuwirpancdepasa IEpPeHOCUT ero Ha IUCTe-
WH 3-KeToalui-CUHTa3bl, K (hocomanTeTeuHy npucoeaunsercs MaaoHuia-SKoA u Uk noBTops-
eTcsi 10 00pa3oBaHUsl OCTaTKa MaJbMUTUHOBOW KUCIOTHI. [ladbMUTHHOBAs KUCIIOTa OTLIETUIAETCS
IecTbIM (PEPMEHTOM KOMILIEKCA THOICTEPA30H.
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I MoBTop peakuum HAezudpamasa
Ao nony4yeHus C16
i | H20
| A\ Enoun-
. _ ] E - LUnc-SH pedykma3sa E — Linc—-SH
4 Tuoacmepasa 0
Nocne 7-kpaTHoOro T C,y HAO®H T Vi
NOBTOPEHWA LMKNa 1 ANB-®MN-S ~C—CHp—CHy—CH3 HAN® ANB-PMN-S ~C—CH=C—CH3
1
SaTRIN 1S Aupn-thepmeHT 2,3-EHonn-auun-thepmeHt
MansMuTMHOBASA

KWUcnoTa
Peakuuu cuHTE3a HKHPHBIX KHCIIOT

YANUHEHUWUE LENW XUPHbIX KUCJIOT

CuHTe3upoBaHHAs MAJTLbMUTHHOBAS KHCIOTa MPH HEOOXOIMMOCTH MOCTYMAET B SHIOIMIIa3Ma-
TUYECKUI PETUKYJIYyM WIM B MUTOXOHApUHU. 3Aech ¢ ydactueM manoHuia-SKoA n HAJI®H nens
yaunsiercs 10 Cig wim Cyg.

Y UIMHATBCSA MOTYT U HEHACHIIIEHHBIC KUPHBIC KUCIOTHI (OJIEMHOBAsI, INHOJIEBAS, TUHOJIECHO-
Bas) ¢ oOpa3oBaHHEM MPOU3BOIHBIX diik0o3aHOBOM KUCIOTH (C20). Ho aBOliHAs CBSI3b )KMBOTHBIMH
KJIETKaM{ BBOJIUTCS He JaJjiee 9 aToma yriepoaa, mo3toMy ®-3 U ®-6-moJMHEHACHIIICHHbIE KUP-
HBIE KHCIIOTHI CHHTE3UPYIOTCS TOJBKO M3 COOTBETCTBYIOIIUX MPEAIIECTBEHHUKOB.

Hampumep, apaxugoHOBasi KUCIOTa MOXKET 00pa30BaThCs B KIETKE TOJIBKO MPU HATTUYHH JIH-
HOJICHOBOW WJIM JIMHOJIEBOM KHCIOT. [Ipm sTom numHoneBas kuciora (18:2) merumpupyercs 10
y-nuHoneHnoBoi (18:3) u ynnuHsETCs 0 2WKO30TpHEeHOBOM KucioThl (20:3), mocnedHss najee
BHOBb JCTUAPUPYETCS A0 apaxuaoHoBoW KHUCHOTHI (20:4). Tak GopMHUPYIOTCS KUPHBIE KUCIOTHI
-6 pana

Jlns 06pazoBaHus KUPHBIX KUCIOT M-3-psijia, HApUMep, THMHOIOHOBOH (20:5), HE00X0aAMMO
HaJu4ue o-JTMHOJIEHOBOU KHUCIOTH (18:3), koropas meruapupyercs (18:4), ynnunsercs (20:4) u
onsTh aerunapupyercs (20:5).
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PErynauma osMEHA TPUALUUNTNNLEPONOB
M XUPHBIX KUCIIOT

FopmoHanbHasi pea2ynsayusi

CuHTE3 U OKHUCJIECHHE TPUALMITIIULEPOJIOB U )KUPHBIX KUCIOT 3aBUCUT OT COOTHOLIECHHS MH-
CYJIMH/TJIIOKATOH.

1. I3mMeHeHune koymm4decTBa PepMEHTOB.

@epMeHTHl KOMIUIEKCA NMAJbMHUTATCHHTa3bl U aneTHI-SKoA-kapOokcuiiasbl SBISIIOTCS
aJanTUBHBIMHM (EpPMEHTaMHU, KOJIMYECTBO UX BO3PACTAET MPHU YCHUJIEHHOM IMUTAHUU U YMEHbIIACT-
Csl TIpU TOJIO/IAHUM | TTOTpeONeHnH xupa. MHIyKTOpoM OnocuHTe3a 3TUX (PEPMEHTOB SIBIISCTCS MH-
CYJIMH.

2. KoBanieHTHass MOIU(UKALIHSL.

bnarogaps uHCYUHY, ITIIOKaroHy, aApeHalInHy, THPEOTPOITHOMY U aJPEHOKOPTUKOTPOITHOMY
rOpMOHaM MPOUCXOJUT KOBaJeHTHAsA Moaupukanus GepMeHToB aneTna-SKoA-kapookcniaaspl
u TATI'-nmuna3sl nyteMm pochopunrpoBanusi-nedpochopuarnpoBanus.

HMucyaun aktuBupyet nporenHdocdarasy u crnocodcTByeT nehocOopHInpoBaHUI0 U AKTH-
panmu anetmii-SKoA-kapOokcuiaszel. OTHOBpPEMEHHO B KJeTKe Aedochopunupyercs 1 HHAKTUBH-
pyercs TAI'-nmunasa.

I'rokaron, agpeHaj uH WM Jpyrue TOPMOHBI, AEMCTBYS IO aJ€HWIATLHKIA3HOMY MeXa-
HU3My c yyactueM HAM®-3aBUCUMON MPOTEMHKHHA3bI, BBI3BIBAIOT (HOCHOPUINPOBAHUE U MHTH-
6upoBanue anetuia-SKoA-kapOokcumnassl H, ClIelI0BaTEeIbHO, OCTAaHABIMBAIOT Junorenes. OnmHo-
BpeMeHHO OHM akTUBHPYIOT TAI'-nmunasy.

AdpeHanuHx
rnrokazoH

b+

Mpomeunkuxasa

Ayemun-SKoA- AT o Auyemun-SKoA-
kap6okcunasa kap6okcunasa

®ocdar
AkmueHas \L—/ HeaxmusHas

Mpomeunghocpamasza

-+
WucynuH

Perynsuumsa aktuBHOCTH aneTHi-S-KoA-kapOokcunasel
[ ]
HpI/I YMECHBIICHUH KOJWYCCTBA MHCYJIMHA W BO3pAaCTaHUU TJIIOKArOHa YCHJIMBAIOTCA JIMIIO-
JIU3 B )I(HpOBOﬁ TKaHH, IOCTYIINICHUC XHUPHBIX KHUCJIOT B IMECYCHbL U APYTUC TKaHU U PCAKIUH HUX
B-OKI/IC.TIQHI/IH. Takoe cocTossHIE Ha6J’IIOI[aeTCH IIpU THIOTIIMKEMHUN JIr000Tr0 MMPOUCXOKACHUS.
[Ipu 0OpaTHOM COOTHOIIEHHH TOPMOHOB HAYMHAIOTCS PEAKIIMN CUHTE3a KUPOB.

Mema6onu4deckas peeynauyusi
B perymsmuu cuHTe3a U OKHCIEHUS )KUPHBIX KUCIOT UTPAIOT POJib TPH y4acTKa:
1. AktuBHOCTH aneTWI-SK0A-KapOoKcHIa3bl peryupyeTcs:

0 WHUTPATOM — AIIOCTEPUUECKUI aKTUBATOp (hepMeHTa, HAKAIJIMBAETCS B IIUTO30JI€ TIPU U3-
OBITOYHOM KOJTMYECTBE YHEPTHH,

o anmwiI-SKoA no npuHnuny oOpaTHON OTpPHULIATEIBHOW CBSI3M MHTHOUpPYET (QEepMEeHT, Ipe-
naTCTBYsA cuHTe3y ManoHuI-SKoA. T.e. ecnu anmun-SKoA He ycneBaer BCTYNHTh B 3TEPH-
(hUKalUIO WK yCUIMBACTCS JIMMONNU3 B KIETKE WM YBEIMYMUBAETCS MOCTYIUICHHE KUPHBIX
KHMCJIOT U3BHE, TO aBTOMATHUECKH OJIOKUPYETCS CUHTE3 HOBBIX JKUPHBIX KUCIIOT.

2. TpaHcnmopT HUTPATA W3 MUTOXOHJIPUU B LIUTO30Jb MOAABISAETCS M30BITKOM anuia-SKoA, 31o

CHI)KAET CUHTE3 )KUPHBIX KUCIIOT.
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3. Kapautun-anuarpadcdepasa unruOupyercs npu obpasoBanuu MajaoHuI-SKoA, uro ocra-
HaBJIMBAET MocTyIuieHne ari-SKoA BHYyTph MUTOXOHJIPUH U CHIDKAET [3-OKHCIICHHE.

Taxkum 06pa3zoM, ycHIeHHe CUHTE3a JKUPHBIX KUCIIOT JIOCTUTAETCsl IPU MOCTYIJICHUH IUTPa-
Ta ¥ npu Hanmnuuu MaaoHuI-SKoA. Tlocne cunreza monekyisl aimi-SKoA OpICTpO MOCTYNAIOT HA
stepudukanmio raumeposa 10 TAI' u He HakamIUMBaKOTCSA B IUTO30JI€.

Ecnu B KjIeTKe HEA0CTATOYHO IHEPrUH, TO HEOOXOJUMO aKTUBUPOBAThH [3-OKUCIEHHUE KUP-
HBIX KHCJIOT. B 3TOM ciy4aeT ropMOHajbHBbIC BIMSHHUS BBI3BIBAIOT JIMIIOJIW3 (WM TMOCTYIICHHUE
KUPHBIX KUCJIOT HM3BHE) M HakoruieHue ami-SKoA B mMro3ose, 4To aBTOMaTHYECKH, 4Yepes
yYMeHbIIeHHE KOJIMYecTBa HUTPaTa U MaTOHUI-SKOA (CM MyHKT 2), MpenaTcTBYET CUHTE3Y HO-
BBIX JKUPHBIX KHCIOT. [Tapamnensho (cM myHKT 3) yobutb ManoHmin-SKoA u akTuBaIus KapHUTHH-
anuiI-TpaHcdepasbl 3aMmycKaeT -OKucieHue.

[TonmaBmiast B MUTOXOHAPUIO KUPHAsE KUCIOTa HEM30EKHO oKHciseTcs 10 anetuin-SKoA.

[Tpu nosiBneHNH U30BITKA ALIETUIIBHBIX TPy U HaKOIUIEHHH AT® B MUTOXOHIPUSIX NeYeHH
OHH IIEPEHAIPABIISIFOTCS HA CUHTE3 KETOHOBBIX Te.l.

ﬂle.ElOCTaTOLlHO SHEeprmmn B I(J'IETKE\ f MN36bITOK 3HEPrnKn B KJeTKe \

TAT » JKnpHas TAT | Yrcynun *upHan
/.i.' KMcnota [t / KMCcnorta
AdpenanuH = \ 1
FnokazoH
AH“”'S'KOA ManoHun-S-KoA AHHJT'S'KOA Manonun-S-KoA
i ; = 0
T ’ o
1 = AdpeHanun / «— MHcynun
i —— [mokazon /
Auetun-S-KoA ¥ i Auetun-S-KoA
A
Auwun- 1 Auun-
ST Ll,n;pa-r B Llu‘:'par
A
| () (@ | | (@) @ |
\ Uurpar
/‘1
LTK

\Auun-S-KoA —> UTK
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Cxema perynsiuun odmena TAI B KJIeTKe NPU HEJOCTATKE W U30BITKE IHEPIHH B KIIETKE

J

CUHTE3 TPUALUUNTNUNLUEPONOB
n oocoeonumMnnpoos

OBLWMNE NPUHLUNIMBI BUOCHUHTE3A

HavanbHble peaknuu cUHTE3a TPUALMITIUIEPOIOB U POCHONMUNHUIOB COBMAAIOT U MIPOUCXO-
TSIT TIPU HATWYHUH TJIHIEPOJIA U KUPHBIX KHCJIOT.

B peaknusix GuocuHTE3a MOKHO BBIJICIHUTD CIIEIYIOIINE COOBITHS:

1. Odpa3oBanue raunepo-3-gpocdara U3 rIOKO3bI Yepe3 aAuoKkcHaneToHpocdar win npu
(dbochoprrpoBaHUE CBOOOHOTO TIIHIICPOJIA.

2.. buocunre3 dgochaTuaHo KUCJIOTHI — TpeOyeT HamuuMs THIepon-3-dpocdara u Kup-
HbIX KUCHOT. [Ipu cBsa3bIBaHuU rauiepo-3-docdara ¢ )KUPHBIMU KUCIOTAaMHU CUHTE3UpyeTcs ¢roc-
(paTtuanas Kucjaora.

Hanee dpocharumnas kucinora Moxxer mpeBpamarbes apyms mytsimMu — B HIAD-AATL nau ne-
dbochopunuposarbes 1o 1,2-1AT .
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3. CunTe3 TpHanmiaraunepoaa — uxet u3 1,2-JIAT" nocne nedocdopunupoBanus pocda-
TUIHOM KucaoThl. O0pazoBanusiil 1,2-JIAIl" armnmupyercs qo TAT.

4. Cunres pochoannuaos.

Ceituac paccMaTpuBaroTCs JBa MMyTH CUHTE3a (HOCHOIUITUIOB.

[To ogromy nytu 1,2-JIAI" He npeBpamaercs B TAI, a cBA3bIBaeTCS ¢ TAaHOJIAMHUHOM C 00pa-
30BaHHEM (pochaTuANIITAHOJIAMHHA, THO0 C XOIMHMHOM — 00pa3yetcs GochaTUuIUIXOTUH.

[To npyromy mytu, LIJID-JIAT cBsa3biBaeTcs MO0 ¢ HHO3UTOJIOM, THOO C CEPUHOM C 00pazo-
BaHUEM COOTBETCTBEHHO (pochaTuANIMHO3ZUTOIA WK dochaTHAUICEPUHA.

[Ipu nexapbokcunupoBanum ocharuauincepuna naiee odbpasyercs (pochaTHANIITAHOJIA-
MMH, KOTOPBIA MOXET IIPEBPATUTHCS, B CBOKO OYepelb, B (pochaTHINIXOMUH.

CUHTE3UpPOBAHHBIA JTIOOBIM CIIOCOOOM (OChATHIMIAITAHOIAMUH TaKXe CHOCOOEH B3aMMO-
JIeCTBOBATh C CEPUHOM M 00paTHO 00pa30BbIBaTH (hochaTHanICepHH.

Taxkum 00pa3oM, KaxkJblii U3 OCHOBHBIX (pocdomununos — docharuauncepus, pocharuani-
STaHOJIaMUH, (OCHATHIMIXOINH — CIIOCOOEH MOCTYMATh U3 PAa3HBIX UCTOYHUKOB, YTO OJIATOTIPHUSIT-
CTBYET MOJAJEpkKaHUIO TpedyeMoro OanaHca.

HAD-JAT, sBassick akTUBHOM popmMoit GpochaTHIHON KUCIOTHI, CIIOCOOCH MPEBPAIIaTHCS HE
TOJBKO B (ochaTuamimmHO3UTON, hochaTuaniaceput, HO U B Apyrue Gochoaumuasl, Hapumep B
KapAUOJUIIHH.

Trmukonusa

[AwnokcnaueTos- muuepon-3-
-— -
Mmiokosa ocepar cpoccpar ————— [nuuepon
HupHble KucnoTel
®ocatngHan
Kucnota
@
WHoauTon HKupHas kucnoTa
docdatnaun- . . 3 E
WHO3WUTON LA®-NAF :&ﬁiﬁfn Tpwauunrnvuepon
V CepwH
STaHonamvH docatnguncepuH
Lad-xonuH DochoxonuH
(LLA®-aTaHonamuH) € (DocthoaTaHonammH)
CO2 AL®
CepuH dochaTMamnaTaHonammH
CH3 AT®
XonuH
(9TaHonamuH)
®ocatuaunxonuH

O06uias cxema cuHTe3a (POCHOIUMHUAOB H TPHALIUITIHLEPOIOB

OBPA3OBAHWE TNMUUEPON-3-®OCPATA

B Hauaze Bcero npotecca npoucxoauT oopazoBaHue Taunepoi-3-docdara.

['muniepon B me4eHU akTHBHUPYETCS B peakiuu (HochopuIrnpoBaHus ¢ UCIOIb30BAaHHEM MaK-
posprudeckoro ¢ochata ATD. B mplmmax, ;kupoBoii TKaHM U APYTUX JaHHAS PEAKIHs OTCYTCT-
ByeT, MO3TOMY B HUX TIinuepoi-3-gpocdar obpasyercss U3 auokcuareroHpocdara, mMetadbonura
TJIUKOJN3A.



CmpoeHue u obmeH nunudos 37

GH20H CHy—OH
o rmukonus | CHp—OH
H ¢ » =0 CH—OH
HO H c|-|2—0—®
HAvokcnaueToH- AT

Mniokosa -¢hocchat HAL A,awy Mmuuepon
nuyepon-3-¢hocham- ?Hz_OH Fnuyepon-
deaudpoaeHasa CH—OH KuHasza

r!:nz-o—®

Muuepon-3-chocchar

aK opazoBaHusa riuuepon-3-pocdara
Peakuuu 06

CWUHTE3 ®POCOPATUOHOU KUCNOTHbI

ZKupHble KMCI0THI, TIOcTynammue U3 kposu npu pacnage XM, JIITOHII unu cunTte3upo-
BaHHbIC B KJIeTKe de NOVO M3 INIIOKO3bl TaK)Ke JOJKHBI aKTUBHPOBaThCs. OHM IpPEBpaILlalOTCs B
anni-SKoA B AT®-3aBucuMoit peaxkiuu.

Ayun-SKoA-

cuHmema3sa
R%C—OH > Rgc—s-KoA

YupHas kucnota ATO Aumn-S-KoA
HS-KoA AMO+O®

PCﬁKIlHH AKTHBALIHH )KHPHOﬁ KHCJIOThI

[Tpu nHannuuu rounepon-3-gocdara n aunia-SKoA cunrtezupyercs pochaTuanas Kucaora.

f”z_o" rnuqepon-b‘-@ocdaam- ?“2‘0&_“1
CH—oH ayun-Te CH-0-t—R,
CH—0—(P) " CHy—0—(P)
Mmuuepon-3 docdatvaHan
-thocchar % Kucnota

2R—C~5-KoA HS-KoA

Peakuus cuHTesa dochaTHIHONR KUCTOTHI

B 3aBucumocTH OT BHJA >KUPHOHM KHCIOTHI, oOpasyromascs ¢ochaTtuaHas KUCIOTa MOKET
coJiepKaTh HACHIIIEHHBIC MM HEHACHIIIEHHBIC )KUPHbBIE KUCIOTHI, B HEKOTOPOM pOJIe 3TO OMpeie-
JSIET €€ JaNbHEeHIIyIo Cyab0y:

O €CIIM HCHOJIb3YIOTCS HACBHIIIEHHbIE M MOHOHEHACBHIIIEHHBIE KHCIOTHl (MaJbMUTHHOBAS,
CTEapHHOBAsl, NAIbMUTOJIENHOBASA, OJIEMHOBAA), TO GochaTHIHAS KUCIOTa HAPABIAETCS HA
cunre3 TATL,

0 IpU BKJIIOYEHUH MOJUHEHACBHIIEHHBIX )KUPHBIX KUCJIOT (JIMHOJEHOBAs, apaxua0HOBasl, KH-
CJIOTHI oMera-3 psana) pocdaTtuaHas KUCIOTa ABISAETCS NPEALIECTBEHHUKOM (pocgoaunuaos.
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CWHTE3 TPUALUUNTIIULEPONOB

Bbuocunres TAI 3axmouaercs B nedochopuiupoBanuu GpochaTugHON KUCIOTH U MpUCOe-
JUHEHUH allMIbHON TPYMIIbL.

?Hz—C&:—FH S— ?H2—0§C—R1 CHy—0—C—R
ocgpamudam-
CH—0—C—R2 ocpamasa CH-0-C—R; AAT-ayun-T® CH—0—Xt—Ry
cHy—0—(®) \ g CHz—OH / \ - CHz-O%C-Ra
dochatugHan knenoTa ® 1,2-lnaunnrauyepon Ra—C—S-KoA  HS-KoA Tpwaumnrnuuepon

PEEIKL[HH CHHTE3a TPHALUMITIHLCPOIIaA
[ ]
buocunres TAI' kneTkamu yBenu4YMBaeTCss MU COOMIOAEHUH XOTA Obl OJHOTO M3 CIEAyIo-
IIUX YCIOBUM:

0 HaJuYHe UCTOYHHKA "nemeBoii" 3Hepruu. Hampumep, 1) quera Goraras mpocTbLIMHU yI-
JeBojgaMu (TJIIOKO3a, caxapo3a) — MPHU 3TOM KOHLEHTpAlMs TIIIOKO3bl B KPOBH IOCIE €/Ibl
PE3KO MOBBIIIAETCS U MOJI BIUSHUEM MHCYJIMHA aKTUBHO MPOUCXOIUT CUHTE3 KUPOB B au-
MOLMTAX U IECYCHU. 2) HAIMYUE ITAHOJIA IIPH YCIOBUHM HOPMAJIBHOTO MHUTAHUSA, IPUMEPOM
MOXET CIIyKUTh "ITHBHOE OKMpeHue',

O TMOBbIIIEHHE KOHIEHTPALUM KUPHBIX KHCJIOT B KPOBH — IIPOUCXOJUT B NICUYEHHU, HAIIPU-
Mep, MpU YCHJICHHOM JIMIOJIU3€ B XKMPOBBIX KJIETKAX IO/ BO3ACHCTBHEM KaKUX-THOO Be-
uiectB (dapmmpenaparsl, KOGeuH U T.I.), IPU IMOIMOHATILHOM CTpecce U OTCyTcTBUU (!)
MBIILIEYHON aKTUBHOCTH,

0 BBICOKHE KOHIEHTPALMH HHCYJIHHA U HA3KUE KOHICHTPALUH TJIIIOKATOHA — MOCIIE IPUEMa
MULIN.

[Tocne cunreza TAI' oHM 3BaKyMpyIOTCS U3 IIEUYEHU B APyTHUe TKaHU, TOYHEE B TKaHU, UMEIO-
[yMe Ha SHAOTEIWH CBOMX KamWuLIpoB Junomporemuaunaldy (cm Tpancrmoptr TAIT B kposn).
TpancnoprtHoii dopmoii ciayxkar JIITIOHII. Ctporo roBops, KjieTkaM OpraHu3Ma HY>KHbI TOJIBKO
YKUPHbIE KUCIIOTHI, Bce ocTanbHble KoMnoHeHTs! JITIOHII He siBnstoTcss HEOOXOUMBIMH.

CWHTE3 ®o0CoOnNMnnaoB

Bbuocunres gocdonunuaos no cpaBHeHHo ¢ cuHTe30M TAI' MMeeT cyliecTBEHHbIE 0COOEH-
HocTH. OHU 3aKJTI0YAIOTCS B JIOMOJIHUTEIBHON akTHBAIMu KoMroHeHTOB DJI — dochaTuanoii ku-
CJIOTBI WJIM XOJIMHA U 3TaHOJIAMHHA.

1. AkTuBanus XoJauHA (WIM 3TaHOJAMHUHA) MPOUCXOIUT Yepe3 MPOMEKYTOUHOE 0Opa3oBa-
Hue GochopuapoBaHHBIX TPOU3BOIHBIX C TTOCIEayONUM Mpucoennnenrem [IM®. B cnenyromieit
peaKkuuy aKTUBUPOBAHHBIN XONMWH (MU 3TaHONaMuH) nepeHocutcs Ha JJAD. DToT myTh ocobeHHO
XapakTepeH Jis JIeTKUX Y KMIIEeYHUKA, HO UJIET U B PYTUX TKAHSX.

2. AxktuBanus gochaTuaHOH KUCJIOTHI 3aKTI04aeTcsl B npucoeanHeHuu Kk Het [IM® ¢ 06-
pazoBanuem LIJID-JIAT'. [lanee Kk HEeMy NPUCOEAUHAETCS LIECTUATOMHBIN CIUPT HHO3UTOJ UJIU Ce-
puH ¢ oOpazoBanueM docharuamrHO3uTONA B docharuamicepura. CuHTe3upoBaHHbIN ¢ocda-
THAWJICEPHUH TOJBEpraeTcs 1eKapOOKCUIMPOBAHUIO ¢ 00pazoBaHueM (ochaTHAMIITAHOTAMUHA.
[locnennuii MeTHUIIMPYETCs IPU YYaCTHH S-aIeHO3WIMETHOHHUHA B (pochaTHANIXOIUH.

3. Mexnay ¢ochaTuanidTaHOTAMUHOM U CEPUHOM MOKET TMPOUCXOANTH 0OMEH ¢ 0Opa3oBa-
HUEM B pe3yJbTare peakiuu ¢pocdaruauicepruta U STaHOJIaMUHA.
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INNOTPOMNHLIE BEWECTBA

Bce BemectBa, crocoOcTByromue cuntesy ®JI u npenstcrByromue cuntedy TAI, Ha3biBa-
10TCS JIMMOTPONHBIMH (pakTopamu. K HUM oTHOCATCS:
1. CTpyKTypHBbIe KOMIOHEHTHI (HOChHOIMIIIOB: TOIWHEHACHIIICHHBIE KUPHBIE KUCIOTHI, WHO3H-
TOJI, CEpUH, XOJINH, 3TaHOJIAMHUH.
2. MeTMOHMH — JOHOP METWJIBHBIX TPYI JUIsl CHHTE3a XOJIMHA U (pochaTuauaxonuHa.
3. BuramuHsI:
o nupuaokcuH (Bg), cocobcTByromuii o6pazoBanuto @OA u3z OC.
o uuaHko6anamuH (Biy) u QoaueBasi kuciaoTa, ydacTByoume B 00pa3oBaHUN aKTUBHOM
¢dopmbl MeTHOHWHA (cM "B3anMoCBsI3b OOMEHA TIIMIIUHA, CEPHHA, IMCTEWHA U METHOHWHA'")
U, cIel0BaTeIbHO, B CUHTE3E (pochaTuHIX0NNHA.
[Ipu HenocTaTke TUNOTPONHBIX (PAKTOPOB B MEUECHH HAUMHACTCS KUPOBasi HHPUIbTPALUs
MIEYECHH.

HAPYWEHNA OBMEHA TPUALULUNTITMUEPOJIOB

XnNPOBASI UHONIIBTPALNS MEYEHMN

KupoBast nHGUIBTpAIUS TICUCHU 3aKITI0YACTCS B HAKOTUICHUU B IIUTO30JIE M MEKKICTOYHOM
MIPOCTPAHCTBE MEYCHU TPUANMJITJIMLEPOJIOB B BUJIE )KUPOBBIX Kareiab U B (PyHKIIMOHAJBHOM He-
BO3MOYXHOCTH KJIETOK UX YAAIUTh.

I'maBHOW NpUYMHON >KUPOBOM HMHOUIBTpAIMK TEYEHU SBISIETCS MeTadouveckuii 010K
cunte3a JITIOHII. Tak kak JITIOHII BkiIto4YaroT pa3HOPOIHBIC COCTUHEHUS, TO OJOK MOMKET BO3-
HUKHYTh Ha Pa3HbIX YPOBHSIX CUHTE3a:

0 YacTO MPUYMHON MOXKET OBITh OTHOCUTEJILHAS HEJO0CTATOYHOCTDh ano0enkoB u gocdonu-
0B pu u30bITke TAT: Mpu N30BITOYHOM CHUHTE3E YKHPHBIX KHCIOT U3 TIFOKO3bI, TIPH I10-
CTYIJICHUH TOTOBBIX JKUPHBIX KUCJIOT U3 KpPOBU (HEMOTHMBHUPOBAHHBIN JIUIIONU3 B KUPOBOM
TKaHM), CHHTE3 MOBBIIIEHHOTO KonnuecTtBa XC,

0 HeJA0CTATOK amo0eJKOB — HEXBaTKa OeJIKa WJIM HE3aMEHUMBIX aMUHOKHUCIIOT B THUIIE, BO3-
JIEHCTBUE TOKCMHOB U MHTHOUTOPOB CUHTE3a OesKa,

0 CHHKeHHe cuHTe3a (ocdoIMNuI0B — OTCYTCTBHE JIUMIOTPOIHBIX (PAKTOPOB (BUTAMHHOB,
METHOHHWHA, TTOJIMHEHACHIIICHHBIX KUPHBIX KUCIIOT),

0 ©0JIOK COOPKH JUIOMPOTEHHOBBIX 4acTull B DIIP mpu BO3ACHCTBMH TOKCHHOB (Hapumep,
XJIOpO(OPM, MBIIIBSIK, CBUHEI),

0 HapylleHHe CeKpelHuH JUMONPOTEMHOB B KPOBb — MATOJOTUM MEMOPAH TeMaTOUUTOB MpU
AaKTUBALMU TEPEKUCHOTO OKHCIIEHUS JUMHUAO0B BCIEIACTBHE HEJIOCTATOYHOCTH AHTHUOKCH-
JAHTHBIX CHUCTEM (B MEepBYI0 ouepeb runoBuTamMuHo3bl C, A, E, HexBaTka IIUHKa U kKeje3a),

OXUPEHUE

OsxupeHne — n30bITOYHOE KOJTHYECTBO HEUTPAILHOTO KHUPa B MOIKOKHOM KUPOBOU KIIETUAT-
KeE.

Brelaensror nBa THIa 0:KUPEHUs — IEPBUYHOE U BTOPUYHOE.

IlepBuuHoOe o:XMpeHMe SBISIETCS CIEACTBUEM HapylleHMs OanaHca HEPIHMM B PE3yJIbTaTe
TUINOJUHAMMY U Niepeeanusl. B 310poBoM opraHu3Me KOJIMYECTBO MOIVIOIIAEMON UM PEryJIupy-
€TCs TOPMOHOM aUIOIIMTOB JeNTHHOM. JIeNTHH BbIpabaThIBAETCS B OTBET HA YBEIUUYEHHUE KHPO-
BOM Macchl B KJIETKE U, B KOHEYHOM WUTOre, CHMKasl B FUIOTataMyce oOpa3oBaHuE HellpomenTuaa
Y (KOTOpBIM CTUMYJMPYET MOUCK MHILH), TOAABIAET nuieBoe nosenexue. Y 80% nui ¢ nepBuy-
HBIM OXXMPEHHEM THIOTallaMyC HEYYBCTBUTENEH K JIenTHHY, Y 20% umeercs neeKT CTPYyKTYpHI
JCTITHHA.
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BTopu4Hoe o:KHpeHHe — BO3HUKAET NPH TOPMOHAIBHBIX 3a00neBanusx. K takum 3abomneBa-
HUSIM OTHOCSITCSI, HAIIPUMED, TUIIOTHUPEO03, TUIIEPKOPTUIIU3M.

OcHoBbI nevyeHus
[Ipu eyeHNm OXUPEHUS B MEPBYIO OUYepelb HEOOXOIUMO YUHTHIBATH TOT (HaKT, YTO JTHOO0E
OKHPEHHE — 3TO BOIIPOC OaslaHca, T.€. MPUX0Ja U pacxoaa SHEPTUH.

0 yBenuueHue (HPU3MUECKOi HArpy3KH, MPH 3TOM OHA JOJDKHA OBITH a3pOOHOMN U O Mepe CHU-
JKEHHUs Beca Teja MHTCHCUBHOCTh HArpy3KH JOJDKHA HapacTaTh, ONTUMAIBHO 3 pas3a B JIeHb
1o 20 MUH O COCTOSIHUS JIETKOW YCTalOCTH,

0 JHueTa ¢ Pe3KHMM YMEHBIICHHEM KOJIMYECTBA CIAJKUX MPOAYKTOB U HACHIIICHHBIX JKUPOB
(MOJIOUHBIE TPOAYKTHI, CHIP, CIUBOYHOE MAcCioO, Callo, KUPHOE MSICO) MPH YMEPEHHOM TIO-
TpeOJIeHUH YepHOro XJieba, 31aKOBbIX, KPYIl, PACTUTEIbHBIX Macell U pbIObl, BBEJIECHUE B pa-
LIMOH >KUPHBIX KUCIOT ®-3-psifa,

0 BO3MOXCH TpHUEM OHOJIOTHYECCKH aKTUBHBIX MUIIEBBIX 100aBoK (BAJl) momamisrommx Ju-
MOTeHe3, CTUMYJIMPYIOMIUX JIUIOIU3 M OKUCIICHHUE >KUPHBIX KHUCIOT (LIUTpUMAaKc, ryapasa,
KApHUTHUH), TTOJIMBUTAMUHHBIX U TMOJMMHHEPATbHBIX MPENapaToB Mpu 00s3aTeNbHON Qu3u-
YECKOM Harpyske,

0 IpH BTOPUYHOM OXHUPEHUHU 0053aTEIHHO JICUEHNE OCHOBHOTO 3a00JI€BaHMS.

CAXAPHbIN OUABET Il TUMNA

OcHoBHOI NpHYUHON caxapHoro nuabdera Il Tuma cuuTaercst reHeTHYecKasl Mpeapacroio-
KEHHOCTb — y POJICTBEHHUKOB OOJILHOTO PUCK 3a00J1eTh Bo3pacTaeT Ha 50%.

OpHako 1uabeT He BO3HUKHET, €ClIM He OyJIeT 4aCcTOro W/WIN AJUTEIbHOIO NOBBIIIEHUS TIIH0-
KO3bI B KPOBH, UTO ObIBaeT NMpH HecOAIaHCUPOBAHHOM NMUTAaHUU. [Ipy TakoM MUTaHWU HAKOIUICHHE
KHUpa B aJUIOLUTE SIBIsSIETCA '"CTpemJieHMeM" opraHu3Ma IMpeaoTBpAaTUTh runepriukemuto. [lpu
9TOM HEn30eKHbIe U3MEHEHUs MeTa0oau3Ma U MEMOpaH aAUIOLUTOB BEAYT K HAPYIICHUIO CBS3bI-
BaHUS MHCYJIMHA C PELENTOPaMH, pa3BUBAETCSI MHCYJINHOPe3NCTEeHTHOCTh. Hapacraromas rumnep-
[JIMKEMHMSI U KOMIIEHCATOpHAasi THIIEPCEKPELIUsl MHCYJIMHA PUBOJAST K YCHIJICHHUIO JIUTIOTEHE3A.

OnxHoBpeMeHHO (DOHOBBIN (CTIOHTAHHBIN) JIMIIOIU3 B Pa3pOCIICHCS JKUPOBOM TKAHU BBI3BIBAET
YBEIMUYEHNE KOHLIEHTPALMH HACBHIIEHHBIX )KUPHBIX KUCIOT B KPOBU. DTH KUCIIOTHI BCTPAaUBAIOTCS B
MeMOpaHBbI KJIETOK, YTO TAKKE CIIOCOOCTBYET HHCYJIUHOPE3UCTEHTHOCTH.

Taxum 0Opa3oM, 1Ba MPOTUBOIOIOKHBIX MIPOIECCA — JIUITOIU3 U JIUIIOT'€HE3 — YCHIIUBAIOTCS U
00yclaBIMBAIOT pa3BUTHE caxapHoro auadera II Tuma.

OcHOBbI Ne4YyeHus

Jleuenue caxapHoro auadera Il Tma TOMKHO BKIIOYATh BCE TE K€ MEPOIPUATHS, YTO U MPH
JICUCHHUHN O)KI/IpeHI/ISI. HpI/I BBICOKOM ypOBHC TJIFOKO3bI 06H33T€J'H>HO HpI/IMeHeHI/Ie TUIIOTJIMKECMHNYC-
CKHX CPEACTB (TITMOCHKIAMU/, T1a0eTOH | T.II.)

OBMEH XONECTEPOIJA

MCTOYHUKMN

CuHTe3 XosecTepoiia B opranu3Me coctasiget npumepso 0,5-0,8 r/cyr, npu 3ToM NMoJI0BUHA
oOpa3yercs B meueHu, okojo 15% B KHIIIEYHHKE, OCTABIIAsICS YacTh B JIIOOBIX KIIETKaX, HE yTpa-
TUBIIUX sA7po. Takum 00pa3oM, BCe KJICTKH OpraHu3Ma CIIOCOOHBI CHHTE3HPOBATh XOJIECTEPOT.

W3 numieBbIX MpoIyKTOB Hambosee 6oratsl xonecteposioM (B mepecuere Ha 100 r mpoaykTa)
cmerana (0,002 r), cmuBounoe macio (0,03 r), siiua (0,18 r), roBsxbst neuens (0,44 1).

B nesioM 3a cyTkH ¢ 00BIYHBIM PAIIMOHOM TIOCTyTIaeT 0KoJ1o 0,4 T.



www.biokhimija.ru TumuH O.A. Jlekumn no GUONOrnM4eckomn XmumMmm 42

BbIBEOEHUE

BriBeienue xomecteposa u3 opranu3mMa MpOUCXOIUT MPAKTUUECKU TOJIBKO YepPe3 KUIICYHHUK:
0 ¢ (ekanusMH B BHJIE XOJECTEPOa MOCTYMAIOUIETO U3 JKEIYU U 00pa30BaHHBIX MHUKPOQIIO-
poii HeHTpambHBIX cTepotioB (10 0,5 T/cyT),
0 B BHJE Xem4HbIX KHcIoT (10 0,5 1/cyT),
o okoJyo 0,1 T ymansercs co CIyIMBAIOIIKUMCS SMUTEIMEM KOXH U CEKPETOM CalIbHBIX JKelle3,
o mnpumepno 0,1 T mpeBpamaeTcs B CTEpOUIHBIE TOPMOHBI U TIOCTIE MX Pa3pyIICHHUS BHIBOIUT-
Csl C MOYOM.

BWOCUHTES3

buocunTe3 xonectepona MPOUCXOTUT B HHAOIUIA3MATHUECKOM pETHKyITyme. MCcTOYHHKOM
BCEX aTOMOB YTJepoJia B MOJIeKyJie siBisieTcs: aueTui-SKoA, mocTynaromnuii crojja B cCocTaBe LUTpa-
Ta, KaK ¥ IPU CUHTE3€ >KUPHBIX KucaoT. [Ipu OuocunTe3e xonecteposia 3aTpaunBaercs 18 Monekyn
AT® u 13 monexyn HAJI®H.

Ob6pa3zoBanue xonecrepoina uaer 6oaee yeM B 30 peakusx, KOTOpbIe MOXKHO CTPYIIITUPOBATh
B HECKOJIBKO 3TaIoB.

1. CuHTE3 MEBAJIOHOBOM KUCIIOTHI.

[lepBple 1BE peakuuu CHHTE3a COBNAJAIOT C PEAKLHUSAMH KETOI€HEe3a, HO II0CIIE CHHTE3a
3-rungpokcu-3-metmiriytapui-SKoA Berymnaer B aelicteue ¢pepment I'MI'-SKoA-peaykra3sa, 00-
pasyiolias MEBaJIOHOBYIO KUCTIOTY .

2. CunTes u3oneHreHmwigudocoara.

3. Cunres dapuesmnaudocdara.

4. CuHTe3 CKBaJICHA.

5. CuHre3 na”ocTepona.

6. CunTe3 XoecTepoa.

PErynauma CUHTE3A XONECTEPOIA

PerynstopHbsIM (pepMEHTOM SIBISETCS TMAPOKCUMETHITIYyTapuiI-SKoA-peaykrasa:

1. Mera0osmyeckasi peryJsiiusi — 110 IPUHIUITY 00paTHOW OTPHUIATEIBHOM CBSI3U OHA UHTUOHPY-
eTCsl KOHEYHBIM TPOTYKTOM PEAKINH — X0JIeCTEPOIOM.

2. KoBanentHas MonuQuKanus Npyd rOPMOHAIBHON PeryJsiiuM: WHCYJIHH, aKTUBUPYS NMPOTESHH-
docarazy, cmocobcTByer mepexoay — (epMeHTa  THAPOKCHMETHI-TIyTapui-SKoA-
penyKTa3bl B aKTUBHOE COCTOSIHWE. Ba)kKHBIM CIIEICTBHEM TaKOH pEryisiuu SBISIETCS Tpe-
KpalieHne KeToreHe3a Ipy HaJIMYUK WHCYJIHMHA. [ TIIOKaroH u ajipeHaluH MOCPEICTBOM aJICHHU-
JATIHMKIIA3HOTO MEXaHW3Ma aKTUBUPYIOT MIPOTEUHKHNHA3Y A, KoTopas (pochopunmpyet GpepMmeHT
Y TIEPEBOJINT €r0 B HEAKTUBHYIO (hopMmy.
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TPAHCIMNOPT XONECTEPONA U EITO 3®oUPOB

Ocyl1ecTBisieTCs JUMONPOTEUHAMU HU3KOW M BHICOKOM TJIOTHOCTH.

XAPAKTEPUCTHUKA JINMMOMNPOTEUHOB BbICOKOU MIIOTHOCTH

OO6Lwan xapakrepmcTuka
0 o0pa3ytorcsa B nieueHu de novo, B IJ1a3Me KPOBHU IPH pacrajie XUIOMHUKPOHOB, HEKOTOPOE
KOJINYCCTBO B CTCHKC KHUIIICYHUKA,
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0 B COCTaBE YaCTHIIbl IPUMEPHO IMOJIOBUHY 3aHUMAIOT OEJKH, €Ille YeTBePTh POoChHOTHUITHUIBI,
ocranbHoe xonectepuH u TAI' (50% Oenxa, 7% TAIL, 13% s¢dupos XC, 5% cBobomHOTO
XC, 25% DJI),

0 OCHOBHBIM amoOENIKOM sBIIIeTCS amo Al,

0 HOpMaJbHOE cojepkanue B kposu 0,5-1,5 1/,

0O aHTUATEPOTCHHBIE.

PyHKUMA

1. Tpaucnopt cBo6oaHOr0 XC OT TKaHEH K IEYCHH.

2. ®ochonunuapl JIIIBII SBASIOTCS MCTOYHUKOM TOJMEHOBBIX KHCIOT ISl CHHTE3a KJIETOYHBIX
(bochoTUIHIIOB U SUKO3aHOUIOB.

O6meH

1. Cunre3upoBannbiii B nedenu JIIIBII (HacueHTHBIN) CONEPKUT B OCHOBHOM (ochonunuabl u
armo6enku. OcTanbHbIC JTUIMHIHBIE KOMIIOHEHTHI HAKAIUTMBAIOTCSL B HEM 110 Mepe MeTaboIn3Ma B
IU1a3Me KpOBHU.

2. B JIIIBII akTMBHO MpPOTEKAET peaklys IPpHU YIaCTUH JEIUTHH:X0JIeCTepoI-auJITpaHcdepasbl
(JIXAT-peakuus). B 3T0i1 peakuiuy 0CTaTOK HEHACHIIIEHHOMN )KMPHOU KUCIIOTHI IEPEHOCUTCS OT
®X Ha cBo6oaHbI XC ¢ oOpazoBanueM nu3odocharuanixonuna u 3gupos XC.

3. BzaumopeiictByet ¢ JIITHII u JITIOHII, koTOphIe SBISIOTCS HCTOYHUKOM cBOOOHOTO XC st
JIXAT-peaknuu, B oomen JIIIBIT ornator stepudunmpoannsiii XC.

4. BzaumopaeiictBys ¢ JIIIOHII u XM, nony4ator TAI" u otnatotr um anoE- u anoCII-6enkwu.

Neyumun:xonecmepon-
ayunmpatHcegepasa

> o
11
H % Ry—C—0 s
Xonectepon 3chup xonectepona

CHZ—O&—R-! CHz—O&-R‘!

CH—O%—RQ Ha ¢H—OH H3
CHp—0 O—CHp—CHy—Ni-CH CHy—O: 0—CHz—CHy—NX-CH
2 —®— 2= CH2=0 3 2 —®— 2=t 3

CH3 CH3

PochaTuannXonuH TnsodpocchaTaunxonut

Cunres a¢pupos xonecrepona B JIXAT-peakunu

5. Ilpu mocpeacTBe crnenu@pUUECKUX TPAHCHOPTHHIX OEJIKOB moJy4aroT cBodoanblii XC u3 kie-
TOYHBIX MEMOpaH.

6. B3aumojeiicTByeT ¢ MeMOpaHAMH KJIETOK, OTJIAeT 9acTh (GochHonnumumaHOi 000I0UYKH, JOCTAB-
JIs151 TAKUM 00Pa30M MOJIMEHOBBIE KUPHBIE KUCIOTHI B KIIETKU.

7. Hakorutenue cBobonnoro XC, TAI u yrpara gochonunugHoit obonouku npeodpasyer JIIIBII;
B JITIBII,. ITocnennuii 3axBaThiBaeTCs remaToMTaMu MIPU oMol anoA-1-perenTopa.

XAPAKTEPUCTHUKA JINMMONPOTEUHOB HU3KOWU MIIOTHOCTH

OO6Lwan xapakrepmcTuka
0 o00pa3yroTcs B remarorurax de novo U B COCYAUCTON CHCTEME TEUYCHH IMOJI BO3ACHCTBHEM
neueHounor TAI -nmuma3er u3 JITIOHII,
o coctaB: 25% 6enku, 7% tpuanuiriaumnepoisi, 38% adupos XC, 8% cBodbogHoro XC, 22%
dbochomunuos,
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0 OCHOBHBIM aIto0eyIkoM sBisgeTca anoB-100,
0 HOpPMAaJLHOE COJepKaHHEe B KpoBH 3,2-4,5 1/11,
0 caMble aTepOreHHBbIE.

PyHKUMA

1. TpancnopT xoJiecTepoJia B KJIETKH, UCIOIb3YIOIINE €0 JUIsl PeaKIfii CHHTE3a MOJIOBBIX TOPMO-
HOB (TIOJIOBBIE JKENEe3bl), TNIIOKO- U MUHEPAIOKOPTUKOUAOB (KOpa HAAMOYEYHUKOB), XOJIEKaIb-
mudepona (koxa), yramusupytomue XC B BHJIE KEITYHBIX KUCIOT (MI€YEHB ).

2. TpaHCHIOPT MOJIMEHOBBIX KUPHBIX KUCJAOT B BuE 3pupoB XC B HEKOTOPHIC KJIETKH PbIXJIOH
COeUHNTEIbHOI TKaHU (HuOPOOIACTBI, TPOMOOIUTHI, SHAOTEIHMA, TTIAAKOMBIIICYHbIC KIIET-
KH), B IMUTEJIHI TJIIOMEPYISIPHON MEMOpaHbI MOY€EK, B KIIETKH KOCTHOT0 MO3ra, B KJICTKU PoO-
rOBHIbI 7123, B HeMPOUUTHI, B 0a30uibl ageHorunodusa.

KneTtku 3To#l rpynmbl akTUBHO CHHTE3UPYIOT Jiiko3aHouabl. [loaTomMy uM HEoOXoauM mo-
CTOSITHHBIM TTPUTOK MOJIMHEHACHIIEHHBIX XUPHBIX KucIOT ([THXKK), uto ocymecTBasiercs: mubo me-
pexonom Qochomunuao ot odomouku JIIIBII B MmemOpans! kiaetok nubo mormomennem JITTHIT,
kotopeie HecyT [THXK u aupsr xonecrepona. OcoOEHHOCTIO BCEX ITUX KJIETOK SIBJSETCS HAJH-
Yue JIM30COMAIbHBIX KUCJIBIX THAPoJaa3, pacuiemsitonmx 3¢upsl XC. YV Ipyrux KIETOK TaKuX
(hepMEeHTOB HET.

XUNOMUKPOHBI
NNOHN
OcraroqHsle

XUNOMWKPOHBI
CuHTe3 de novo
B NeuYeHun un
KMWeuHuKe TAT [ [ AnoE, anoC I B-100N  nevewounan TAM-nunasa 5%
s ) 2

NE

MNepeuyHsia JTTHM OcTaTtodHble
nepBHHHblh XC S NNCHN

nnen

/ aup XC Cunres de novo
B-100
nNBr; @

l 3peneiid NMHMN
AnoA-1-saBucuMbIN B100
ano -
Saxear B nevHeHn MembpaHa XC XC XC XC peuenTop
v KneTtka-MmMueHb
Oneart
l'fab'afr'??oﬁ XC \
Sbupb! Benku
) \ dﬁ'(c? dochonmnuab \
BUOCHHTes XC = \ J AMWHOKMCAOThI
OPMOHBI
r’;ﬁ‘;";:&:ﬂ“f“ﬂ“p“a }Kenwmge KWUCNOTbl MHXKK
anoE/B.100 Xonekanbuuepon l
OikosaHouabl

Cxema TpaHcropTa XoJiecTeposia 1 ero 3hpUpoB B TkaHu, uMetorue arnoB 100-penentop
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O6meH

1. B xpoBu nepsuunsie JIITHIT B3aumoneiictByrot ¢ JIIIBII, otmaBas ceoboausii XC u momydas
TepuPULUKPOBaHHBIN. B pe3ynbrate B HUX MPOUCXOAUT HakoruieHue 3¢pupoB XC, yBenndeHue
rusipooOHoro siipa u "BeiTankuBaHue" Oenka anoB-100 Ha moBepXHOCTH YacTulbl. Takum 00-
paszom, nepBuuHbii JITTHII nepexonut B 3peblil.

2. Ha Bcex knetkax, ucnons3ytommx JIITHII, umeercs BhicokoaduHHBIN penenTop, crnenuGuaHbIii
k JIITHIT — anoB-100-peuentop. IIpu B3aumoneiicteun JIITHII ¢ penentopoM npoucxoaut 3H-
JAOLMTO3 JUIONPOTENHA U €r0 JIM30COMANbHBIN pachaj Ha COCTaBHbIE YacTU — (POCHOTUIHIBL,
AMHHOKUCIIOTBI, [NIULEPOJI, JKUPHBIE KUCIIOTBI, XOJIECTEPOII U €ro 3(UPHI.

o XC nmpeBpaiiaercsi B ropMOHBI WU BKIIIOYAETCS B COCTAB MeMOPAaH,

o wm3aumku memOpanHoro XC yaaasioresi ¢ momombsto JITIBIT,

0 IpH HEBO3MOXHOCTH yAanuTh XC 4acTe €ro 3repupuumMpyercs ¢ OJEHHOBOH KUCIOTOU
depmenTom ammn-SKoA :xonecrepon-ammnrpancdepaszoid (AXAT),

Ayun-S-KoA:xonecmepon-
ayunmpatcgepasza

H 5 5 % R—C—0 5

R—C—S-KoA HS-KoA
Xonectepon Odoup xonecTepona

6

Cunres aupos xonecrepona B AXAT-peakuun
)
o mnpuHecennsle ¢ 3pupamu XC ITHXKK ucnonb3yrorcss s cHHTE3a 3WKO3aHOMIAO0B WM
dochonunuaos.
Oxkono 50% JIIIHII B3aumozneicTByrot ¢ anoB-100-penentopamu renaTouToB U NPUMEPHO
CTOJIBKO K€ MOIJIOUIAOTCS KIETKaMH IPYTMX TKaHEH.

HAPYWLEHNA OBMEHA XOJIECTEPOIA

ATEPOCKI/IEPO3

ATtepockiiepo3 — 310 otinoxkenne XC u ero 3pupoB B COETUHUTENBHOM TKaHU CTEHOK apTe-
pHii, B KOTOPBIX BhIpa)K€HA MEXaHWYECKas Harpys3ka Ha CTEHKY (110 yObIBaHMIO BO3ICHUCTBUS): a0-
JOMUHAJIbHAsT a0pTa, KOPOHApHAsi apTepus, TOAKOJICHHAsI apTepusi, OepeHHast apTepusi, THOHAIb-
Hasl apTepusi, TpyIHas aopTa, Ayra TpyAHON aOpThl, COHHBIC aPTEPHHU.

Cmaduu amepockriepo3sa
VY CoBHO BBILAEISAIOT YETBIPE CTAANH aTepocKiiepo3a: 1 U 2 cTagun pacupoCcTPpaHEHbI IHUPOKO
Y TIpU TIPaBHJIBHOM ITHTaHUU SBISIOTCS 00paTUMBIMH, 3 ¥ 4 CTaJUH YK€ UMEIOT KIMHUYECKOE 3Ha-
YEeHUE ¥ HEOOPATUMBI.

1 ctagnsa — noBpexaeHue 3HAOTENUA

Orto "monmunuaHag" ctaaus, oOHapY)KUBAETCS AaKe y ToIOBaibIX neTeil. M3meHeHus 3Toi
CTaINM HECTIEIU(PUIHBI U €€ MOTYT BBI3BIBATh: IUCITHIIONPOTCHHEMHSI, TUTICPTCH3HSI, TIOBBIIIICHNE
BSI3KOCTU KPOBH, KypeHHUE, BUPYCHBIC U OaKTEepHaIbHBIC NH(EKIINN, CBUHEII, KQJIMHUH H T.II.

Ha »T1oi1 cTaauu B 3HAOTENNHN CO3AAIOTCS 30HBI MOBBINIEHHOH MPOHUIAEMOCTH U KJIEHKO-
cTH. BHemnrHe 3To mposBIISIeTCs] B pa3phIXJICHUH U UCTOHUYCHHUH (BIUIOTH JI0 MCUE3HOBEHUS) 3alUT-
HOT'0 TJIMKOKQJIMKCA HA MOBEPXHOCTH SHIAOTEINOIMTOB, PACIIMPEHUN MEXIHAOTESIHAIBHBIX IIECJICH.
OTO0 NPUBOAUT K ycuieHuto Beixoaa aunonporenHos (JIITHIT u JITTOHIT) 1 MOHOLIMTOB B HHTUMY .
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2 cTagusa — ctaaua HavanbHbIX U3MEHEeHUN

OtMeuaeTcst y OONBIIMHCTBA AETEH M MOJIOJIBIX JIFOJICH.

[ToBpexxneHHBIN PHIOTENUN M aKTHUBHPOBAHHBIE TPOMOOIMTHI BHIPaOATHIBAIOT MEIHATOPHI
BOCIIAJIeHUsl, (PAKTOPbI POCTA, JHAOTEeHHbIE OKHCIUTEN. B pe3ynbrare yepe3 moBpexACHHBIN
SHJOTEJIMH B MHTUMY COCYJIOB eIrle 0oJiee aKTHBHO TMPOHUKAIOT MOHOITUTHI M CTIOCOOCTBYIOT pa3BH-
THIO BOCIIAJIEHUS.

.HI/IHOHpOTGI/IHI)I B 30HC BOCITAJICHUS MOI[I/I(l)I/IIII/Ip}IIOTCH, HaanMep, OKHUCJICHUECM, TTINKO3UJIN-
pOBaHUEM, alleTUITUPOBAHUEM.

Mououun\

NNHN O

TpomGoyumesi
@ o 0200,%
S
pomGoobpazoBaHue

&Y
OKucneHue NMoepexaeHue
‘/— sHO,0TENnnA
é - —_ rm6ene KnerTok

Bocnanenue
MoaunhuumpoBaHHbIA Maxkpogpaz LMTOKUHBI Pubpo3HaA Kancyna

nnHN Pocroesble thakTopsl
Monekyne! agreaun AL —/
Benkun xemoTakcuca gLy
Menucmeie
s / Knemeu
cavenger-
peuentopel Maxpogpaz

Fnadkui muoyum

HEITOC])H?HOIIOI"H‘IEC[\'HE OCHOBBI aTEPOCKIIEPO3a
[ ]

MomnomuTsl, npeodpazysach B Makpodaru, MmorjionaT W3MeHeHHbIe JIMIONPOTEHHBI MPHU
y4qacThH "MYCOpHBIX" perentopoB (scavenger receptors). [I[puHIMIMATEHEIM MOMEHTOM SIBJISICTCSI
TO, YTO TIOTJIOIIEHHE MOJU(PHUIMPOBAHHBIX JHUIIONPOTENHOB UaeT 0e3 yyactus anoB-100 penenro-
POB, a, 3Ha4YUT, HeperyJupyemo!

[Ton meiictBueM (hakTOPOB pOCTa IIIAJKOMBILICYHbIE KIETKH MEIUH MUTPUPYIOT B UHTUMY U
HAYMHAIOT NposudeprupoBaTh, MpeBpallasich B Makpodaromnogo0Hsie kieTku. OHM TakKe HaKarIu-
BaroT Moaudummpoanusie JITTHII.

Hakomuienue nununoB B Makpodarax ObICTPO HCUEPIBIBAET HEBHICOKUE BO3MOKHOCTH KIIETOK
M0 yTHJIM3alMK cBOOOAHOTO W 3TepuduuupoBanHoro XC. OHU MEpEnosHSAIOTCS CTEPOUAAMU U
MIPEBPALAIOTCS B MEHHCThbIE KICTKU. BHEIIHe Ha 3HIOTENUU MOABIAIOTCA JMNHMAHBbIE NATHA U
MOJIOCKH.

3 cTapgua — ctaaua NO3AHUX U3MEHEeHUN
BHenrHe nposiBIsieTcs Kak BHICTYNAaHHE TIOBEPXHOCTH B MPOCBET cocyaa. Crausi XapakTepH-

3yeTcs CIEAYIOMMMH 0COOCHHOCTSIMHU:

0 MPOAYIHPOBAHKE OBIBIIMMH TJIAAKAMU MUOIIMTAMH KOJIJIAreHa, JIacTHHA U TIIMKO3aMHHOT -

JMKAHOB (HAKOIJIEHHE MEKKJIETOYHOTO BEIIECTBA),

o mnponudepanus u rudeib MEHUCTHIX KIETOK (aronTo3),

0 HaKOIUICHHE B MEXKJIETOYHOM IpocTpaHcTBe cBoboaHOoro XC u arepuduiupoannoro XC,

0 WHKaIICYyJIMPOBAaHHE XoyiecTeposia u (hopmupoBaHue GUOPO3HON OJISAIIKH.
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4 ctagnsi — cTaaus OCrOXXHEeHUNn
Ha stoli cranuu npoucxoasr:
0 KanbuuuKanus OJISIMIKK U €€ U3bS3BICHUE, TPUBOASIIEE K JIUITUIHON YMOOIHH,
0 TpoM0O3 M3-3a a/Ire3UN U AKTUBAIIUU TPOMOOITUTOB,
0 pa3phIB cocyna.

OcHoebl neyeHust

B neuennn aTepockiiepo3a 00s3aTEIHHO JOJDKHBI OBITH JIBE COCTABIISIONINE: IMeTa U MeIH-
KaMeHThI. [lenpio nedeHus sBusercs cHmkeHue konenTpauu oomero XC miaszmer, XC JITTHIT u
JIITOHII, noBeimenune konuentpauu JITIBIIL.

[uera:

1. XKupsl Uy JOJKHBI BKIOYATh PaBHBIE J0JIM HACBIIIEHHBIX, MOHOHEHACHIIIEHHBIX U I10-
JMHEHACHIIIEHHBIX XUpOB. Jlomst xuakux >xupos, conaepxkammx [THXKK, nomxkHa ObITh He MeHee
30% ot Bcex xkupoB. Ponb [THXKK B nedennu runepxosecteposieMuu U aTepoCKiIepo3a CBOAUTCS K:

0 orpaHu4eHHro BcacbiBaHUs XC B TOHKOM KHILIEYHUKE,

AKTHBALIUU CUHTE3a JKETTYHBIX KUCIOT U (hochaTHANIXOIHUHA,

YCUJICHUH JKEITYCOTICTICHUS,

cHkeHuu cunre3a u cexkpeuun JITIHII B nevyenwu,

yBennueHuu cunresa JIIBII.
2. IloTpebnenne BHICOKUX KOJMYECTB OBOIIEH, COEPKALIUX L0103y (KamycTa, MOPKOBb,
CBEKJIA) Ul YCUJICHUS MEPUCTAIBTUKU KUIICYHUKA, CTUMYJISILMM KEeTYeOTAeNIeHUsI U afcopOuuu
XC. Kpome storo, ¢purocTepouapl KOHKYPEeHTHO CHUXKAIOT BcackiBanue XC, mpH 3TOM caMu B
KJIETKaX HE YCBaUBAIOTCA.

3. YMepenHnas ¢usudeckasi Harpy3ka — cnnocooctpyet cuaresy JIIIBII.

MeankaMeHTHI:

1. Cratunsl (moBactatul, (iayBactarun) uHrHOMpPYIOT ['MI'-SK0oA-peaykra3y, 4To CHIKAeT
B 2 pa3a cuHTe3 XC B eUeHH U YCKOPstoT ero oTTok u3 JITIBII B renatonutsl.

2. [TongaBnenue BcackiBanusi XC B KeITyJOYHO-KUIIEYHOM TPAKTE — AHHOHOOOMEHHBIE CMOJIBI
(Xonectupamun, Xonectun, Questran).

3. IIpenapaTsl HUKOTMHOBOI KHUCIOTHI MOJABISIOT MOOMIN3ALIMIO KUPHBIX KUCIOT U3 JIENO U
camkarot cunte3 JITIOHII B meuenw, a, cienoBarensHo, U oOpasoanue u3 Hux JIITHIT B kpoBw.

4. ®ubpats! (k10pUOpaT M T.11.) YBEITHUYNUBAIOT aKTUBHOCTH JIMTIONIPOTEHHIIUITA3HI, YCKOPSIIOT
katabonusm JITIOHII u XuaoMHKpOHOB, YTO MOBHIIAET mepexona xonecreposa u3 Hux B JITIBIT u
€ro 3BAKYaIIUIO B [1€YEHb.

5. [lpenapatsl ®-6 U ®-3 xupHBIX KUCHOT (JInHeTon, Dccenmumane, OMeraHon u T.1I.) MOBHI-
maroT koHueHTparuio JITIBII B mma3zme, CTUMYIUPYIOT KETYEOTACIICHHE.

5. llopaBienue (hyHKIMU SHTEPOLUTOB C IOMOIIbIO AHTUOMOTHKA HEOMHIIMHA, YTO CHUYKAET
BCACBIBAHHE JKUPOB.

6. Xupypruveckoe yJaJeHHE MOB3I0ITHON KHUIIKH W MPEKpaIieHnue peadcopOnun KeTIHbIX
KHCJIOT.

O O O O

HAPYWEHWA OBMEHA NIUNONPOTEUHOB

V3MeHeHNs1 B COOTHOIIEHUU M KOJIMYECTBE KJIACCOB JIMIIONPOTEUHOB HE BCETJA COMPOBOXK-
JAOTCSl TUIIEPIIUIIUAEMHEH, TO3TOMY BBICOKOE KIMHUKO-TUArHOCTUUECKOE 3HAUEHHE UMEET BBISAB-
JICHUE AUCTUIIONPOTCHHEMHUH.

[TpryrHaMu AUCIUNIONPOTEUHEMUN MOXKET OBITh U3MEHEHHE aKTUBHOCTH (PEpMEHTOB OOMEHa
JMIOTIPOTENHOB — JIEIUTHH:XosecTepon-anmwirpanchepassl (JIXAT) wimm numonpoTenHIUNa3hl
(JITLJT), cHmkeHMe peteniiy JUTTOMPOTENHOB Ha KIIETKaX, HapyIICHUe CUHTEe3a aro0eIKOB.

Pa3nnuaroT HECKOJIBKO TUIOB JUCIUIONPOTCUHEMHUN:

0 Tun I. 'unepxunoMukpoHeMus.
o Tun II. I'unep-B-munonporenHemus (moaTuribl 2a u 20).
o Twun lI. T'unepB-runepnpe-ITUnonpoTeHHEMHS N AUCB-TUIONPOTEHHEMUS.
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Tun IV. I'unepripep-nunonporenHeMus.
Tun V. ['UnepXuioMiuKpoHeMHs U TUTIEPIIPE-IIMTONIPOTEHHEMHUSI.
['unepo-munonpoTenHeMusl.
AnunonporenHeMusl.
['mnonunonporenHeMus.
JIXAT-HeDoCTaTOYHOCTb.
B kauectBe npumepa pazdepeM ABe JUCTUIONPOTEHHEMHHU:

O O O 0O 0O o

Tunl. TMNEPXUITOMUKPOHEMMUS

OO0ycioBiIeHa FTeHETUYECKON HEJOCTATOYHOCTBIO JIMIONPOTEHHIUIIA3BI.
JlaGopaTopHbIe MoKa3aTesu:

YBEIIMYCHUE KOJIMYECTBA XUIIOMUKPOHOB,

HOPMaJIbHOE WJIU CJIETKA MOBBIIIEHHOE COEP KaHUE MPeP-TUINONPOTENHOB,

pe3koe yBennueHue ypoBHs TAT.

otnomenue XC / TAT <0,15
KimHndecku nposBIsSETCS B paHHEM BO3pPAacTe KCAHTOMATO30M M TENAaTOCINIEHOMETaueH B
pe3ysbTare OTJIOKEHMS JIUINHUI0B B KOXKE, IEYEHU U cerne3eHKke. IlepBu4yHas runepaunonporenHe-
Mus | TMIa BCTpedaeTcs peaKo U MPOSBIAETCS B PAaHHEM BO3pacTe, BTOPHMYHASA — COIIPOBOXKIAET
I1abeT, KpacHy10 BOJTYAHKY, HE(PO3, TUIIOTHPEO3, IPOSBIISIETCS OKUPEHUEM.

O O O O

Tun Il. T'MneP-B-NUNONPOTEUHEMMUS

1. MoaTun lla (cemenHasn runepxonecreponemMus)
OO6ycnosnena 3ameqienueM pacnaaa JIITHIT u saumuHanmeld xonectepona, CBsI3aHHBIM C Ha-

PYLIEHHEM PelenTOPHOr0 IHAOUMUTO3A.
JlaGopaTopHbIe TOKa3aTeINu:

BBICOKOE COJIEpKaHue [3-TUMONPOTEUHOB,

HOpMAaJIbHOE COJIEpKaHue TPe-TUIIOPOTEUHOB,

BBICOKHI YPOBEHb XOJIECTEPOIIA,

HOPMAaJIbHOE COJIEPKAHUE TPUALMITIULEPOIIOB.

O O O O

BONE3HU HAKOMNNEHUA NUNUAOB — NUNUAO3bI

JIMnua03b1 OTHOCATCS K 00JIE3HSAM HaKOIUIEHHs!, 00yCIOBICHHBIX Ae(eKTaMu crienupruuecKux
JAM30COMaNbHBIX ruaposas. Hanpumep:

Bouae3ns I'ome — otnoxkeHnue 1epedpo3u 0B B Makpo(arajbHbIX KJIETKaX CEJIE3eHKH, Mede-
HU, TUM(ATHUECKUX Y3JI0B U KOCTHOTO MO3ra. Bo3HHKaeT B CBSI3U ¢ ayTOCOMHO-PELIECCUBHBIM OT-
CYTCTBHEM IJIMKouepedpo3naa3bl. OCHOBHBIMH CUMIITOMaMH 3a00JI€BaHUS SBISIFOTCS CIUICHOME-
rajivs, yBeJIMYEHUE TMIEUECHU U CEJIE3€HKH, a TaKXKe U3MEHEHHS B KOCTSX, MPOSIBIISIIOIIMECS B BUAC
0CTEO0NOopo3a.

[Tpu 6ose3nn Humana-Iluka HabmogaeTcst OTI0OKEHHE CUHTOMHUENHA B KJIETKaX pa3ind-
HBIX OpPraHoB u3-3a Aedunura chuHroMmueauHa3bl. bonesHs HacIeMyeTcs ayTOCOMHO-PEIIECCHBHO,
MIPOSABIIACTCS. PE3KUM YBEIMYEHUEM IIE€UEHU U CEJIC3CHKH, 3aMEIJICHUEM IICUXUUYECKOTO Pa3BUTHS
peOeHKa, MOSBICHUEM CIIETIOTH M TITyXOThl. Yalie BCcero eTH MorudaroT B Bo3pacrte 10 2 JIeT.

Bouae3nb Tes-Cakca (aMaBpoTHYECKass CEMEMHASI UIUOTHS) SIBISIETCS] PE3YJIbTATOM OTJIOXKE-
HUS TaHIVIMO3UIOB B KJIETKAX TOJIOBHOI'O MO3I'a, YTO COMPOBOXKIACTCS aTpoduelt 3puTeabHbIX Hep-
BOB, CJICTIOTOH, c1a00yMHEM U CMEPTHIO B MIIaICHUECKOM BO3pacTe.
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