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« lunngbl — 3TO reTeporeHHas rpynna
COEONHEHUI, HENnocCPeAcTBEHHO UK
ONnoCcpeaoBaHHO CBSA3aHHbIX C >XUPHbIMU
Kncnotamu.

* /IX o0 MM CBOMCTBOM ABMAETCH
— OTHOCUTENbHasA HeEpPacTBOPUMOCTb B BOJE

— PactBopuMOCTb B HEeNONMAPHbIX
pacTBoputendx — adupe, Xxnopodopme,
beH3one.
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bunomeanunHckoe 3HayeHne

IHepreTndeckas (1r — 39 k[x).
TennonsonaunMoHHas.
ONeKTPon3onsumMoHHas.
3awmnTHas.

CTpyKTYypHas.

BcacbiBaHMe BUTAMUHOB.
PerynatopHagq.

3anac sHOoreHHou BoAbl.



XHMHYECKHUH COCTAB KJIETOYHOI MeMOpaHbI
Knacenduxanus aununo

nmnunaol
Opnumocmo BOWECTBA BHONOMMNOCKOM NPHPOALY, HEPACTBOPUMBIC B BOAC,
HO PACTOOPHMBIC B HONONAPHbLIX PACTOOPHTENAX (50'00" AP, XNOPOHOPM)
OMbBINAEMBIE NMNUAbI HEOMbBINAEMbIE nnNuAbl
PK (MAPONKIO B WONOYHOM CPEAe OBPATYIOT CAUPT U Ho raponu3yioTea o WENOMHON WK KMCNOH Cpoae
CONK AMPHBIX KHCNOT
NPOCTBIE NNNNAbI CNOXHBIE MNNAYI S TP e
Npn raponu3o oBpayror cNUPTLI Npv maponuse oBPasyioT CRUPTLI, KMPHBIO TUAPODOHANTPONA,
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|
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Nunnagekl no dousmonornyeckomy

3HA4YEHUNIO

Pe3epBHble — 3anacatoTcsi B 60nbLLUNX
KOnn4ecTBax, a 3aTeM pacxoaytoTca angd
9HepreTnyecknx Hyxa opraHuama (TAT,

HAT)
CTPYKTYPHbIE — HE NMEIOT

9HepreTn4eckoun UeHHoCTH . |

PUHMMAIOT

yyacTue B NOCTPOEHNE BMONOrM4ecKnx
MemMbpaH (pocdonunuabl, Xonectepon).



KnpHbIe KUCNnoThl

Buabi XXKMPHbIX KMCNOT

HacbiweHHbie

MansmutnHoBas kmucnota (16C)
BaxHerviasa aH4oreHHas Hachbl-
L{eHHasa XupHas kucnorta

CreapuHosas kucnota (18C)
O6e knucnoTel coaepXxarcs B

msce. CteapuHoBasi Kucnora
npeBpaLyaeTcsi B OJ1ENHOBYIO

MupuctuHosas kucnora (14C)

JlaypuHoBas kucnota (12C)
KokocoBoe u nansMoBoe macna

JXXupHbie KUCNnoThbi ﬁ

HeHacbilleHHbie

MoHOHeHacChbILWEeHHbIe MonuHeHachbiLeHHbIe

OnenHoBas kKucnorta
OnuBkoBOE Macso v
MSICO

r
(Omera-6) JiuHonesasn
Kucnorta

Msico aomaluren ntvybl —
HU3Koe coaepxaHue
CTEapuHOBOV KUCJIOTbI

ApaxugoHoBas kucnoTta

[
(Omera-3) JiuHoneHo-
Basa KMcnota
CBuHuHa, gomMallHsas
nrTyLa v roBsixXbs
neyeHsb

DHA (pni6a)
EPA (pbiba)
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Omera-0 AHPpHBbIEe KHCIO0ThI

ApaxuaoHOBaA KMCNOTA (204
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Linc — TpaHc- nsomepus
HeHacCbILWEHHbIX XXUPHbIX KUCNOT
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AHcenb Kuc (1904-2004)




INKO3aHOU b

« ObpasytoTcsa ns ankosa —(C-20) —
NONMMEHOBbLIX XXUPHbIX KNCNOT.



% il(naccmpukauml 3UK03aHOM/O0B

SUKO3aHOUAbI
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[pocTtaHonabl  JIeMKOTpPUEHSI

AN

npocTarnaHanHbl
TPOMOOKCaHbI NPOCTALMKINHBI




[lpocTarnaHauHbI



o Uk WwhE

[MpocTarnaHanHbl CTUMYNUPYIOT

CoKpalleHue rnagkon Myckynartypebil.
Nunonwus.

CHWXeHne cekpeuunn XenyaoyHoro coka.
Cuctemy cBepThbIBaHNSA KPOBW.
PaclumpeHmne KpoBeHOCHbIX COCYO0B.

AKTUBHOCTb MaTKu B rnepuon
bepemMeHHOCTI.



Tpnayunrnuueponsl (HeuTpanbHbIE
XXUpPbl)

« CrioXkHble aurpbl rMMULepuHa 1 BbICLLIMNX
XXUPHbIX KUCIOT.

* HenTpanbHbIE XXNpbl ObIBAIOT:

— TBepable — cogepXxaT ocTaTKu NpeaenbHbIX
BbICLLUWNX XXUPHbIX KNCHOT.

— Xunakune — cogepxat octaTkm HenpeaenbHbIX
BbICLLMX XXUPHbIX KUCIIOT.
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docponunuabl

* - 3TO rpynna nMnnaoBs, coaepXxallinx B
CBOEM COCTaBe OCTaTOK pocPOopHOU
KUCMOTHI.

1. muuepodocdonmnuabl — B X OCHOBE
TPEXATOMHbIV CNIUPT rMULEepPon.

2. CdomHropocdonmnunabl — Npon3BoaHbIE
aMUHOCNMpTa CPUHIo3nHa.



PyHKLUMOHaNbLHagaA posib
doocponunmnaos

ABNAIOTCA KOMNOHEHTaMU KNETOYHbIX MeMOpaH.

BbinonHaoT AETEePreHTHyr beHKLl,l/II-O B KWLLEYHUNKE
N >KEJTHHOM TYy3bIpe.

MICTOYHUK apaxmnaoHOBOU KUCIOTHI.

N CTOYHUKM BTOPUYHBIX NOCPEOHNKOB —
anagunrnvuepona n nHosurtontpudocdara.

Obecne4ynBaloT NpuKpeneHmne DENKoB K
MembpaHe.

[lpnHMMaloT ydacTme B popMmUpoBaHnm
TPAHCMNOPTHbLIX doOpPM NUNNOOB.

ABNAITCA KOMMOHEHTOM cypdakTaHTa Nerkux.
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Ctepouasbl

CTPYKTYPA XONECTEPMUHA

* Crepoun: LIMKJINYECKOE COENHEHHE, coaepikaniee 4
KOHJCHCHPOBAHHBIX KOJIbIA — IUKJIONEHTaH(EHAHTPEHOBOE SIIPO:
LHMKJIONIEHTaHOBoe Komibllo D u kosbma A, B, C, cxogHble ¢ MoOneKy/10i
(denanTpeHa

Xumuueckoe Ha3Banue: 3-THIPOKCHU-5,6-X0JIECTEH
* Ampudnasnoe coennenue: ruapodmisHas yacts - OH-rpymma B 3-
M MOJIO)KEHHUH KOJIblia A, OCTaJIbHAs YaCTh MOJIEKYJIBI — THApodoOHa




[MNEPEBAPUBAHUE,
BCACbIBAHUE U TPAHCIIOPT
nmMnnaos.



C nuwen exxeaHeBHO nocTynaeTt oT 80 — 150 rp
nMnuaos.

OcHOBHas YacTb — HENTParibHbIE XUPbI.

[lepeBapuBaHue NMNUAOB NULLM NPOUCXOONT B
TOHKOM KULLEYHUKE.

OcCHOBHbIE NPOAYKTbI TNOPONM3a — KUPHbIE
KUCMNOTbI U 2-MOHOAUUNIIINLEPOSbI — MOCHe
BCaCbIBaHMA NOABEPratoTCA PECUHTESY .

KoHe4vHas YNaKOBKa B XUJTIOMNKPOHDI

NMPONCXOOUT B KJINETKE CIN3ncTom ob6onoYKm
KNWEeYHMKa.



IMYyrbrauus xupa.

OMYIbrmpoBaHme 3akroyaeTcs B ApodreHnm
KPYMHbIX NMUNUOHbLIX YacTuy, Ha bornee Menkue.
[TponcxognT aTOT npouecc brarogapsa TPeM
doakTopam:

1) nepuctTanbTUKe KULLEYHUKA, KOTOpast
CNocoOCTBYET NepemMeLInBaHnIo U ApodneHnto
XXMPOBbIX Karerib;

2) yrnekucnomy rasy: oH obpasyeTrcs B pesynesraTe
peakuum HenTpanmaaumm rnapokapboHaToB
KNLLEYHOro COKa KUCIbIM COAEPXKUMbIM XKenyaka,
nocTynatoLwmum Tyaa ¢ NuLen;

3) Xen4yHbIM KUCroTaM.



>KenyHble KNCNnoThbl

XenyHble KncnoTbl 06pa3ytoTcs B neYeHn n3 achmpoB xonectepona

OO0pasyloLmecs Xen4yHble KUCMNOoTbl MOCTYNatT U3 NeYeHn B ABeHaALaTUNEPCTHYHO
KULLKY C Xenybto.

B HenTpanbHOW Unn cnadollenovyHon cpeae NpocBeTa KULWEYHMKA XKeSYHbIE KUCIOThI,
B OCHOBHOM TaypoOXxosieBas 1 rinkoxosieBas, asnaioTca amboundunbHbIMU U CyXaT B
KayecTBe He TONbKO 3MYIbIMPYOLWKMX areHTOB, HO U CTabunnuaaTopoB 00pasyoLencs
3MynbCUMN.

Baanmogencteysa ruapodobHbIMM HacTAMKN CBOMX MOSEKYIT C XXUPOM, a
rmapoMunbLHON, NOMISIPHON YacTbio — C BOAHBbIM COAEPKUMbIM KULLIEYHUKA, XKEeNYHble
KMCNOTbl CNOCODCTBYIOT APOBNEHNIO XXMpa Ha MENKUe YacTulbl, TO eCTb
9MYIbrMpOBaHUIO.

CTa6|/|n|/|3V|py+ou.|,ee BIMMAHNE XKEJMYHbIX KACINOT Ha o6pa3y+ou_|,|/|eC$| OMYJIbCUNOHHbIE
YyacTunubl o6ycn03neHo TEM, 4YTO OHUN MNPENATCTBYHOT KOHIM1OMEepaunmn (cnunaHuio)
AMYJIbCNOHHbIX YaCTuL.

YKenyHble KUCNOTbl MOKPbIBAKT NOBEPXHOCTb 3MYIbCUOHHOWM YacTulbl B BUAE
MoHocrnos. [1py 3TOM Hapy»Xy, K BOOHOMY COAEPKMMOMY, HanpasneHbl NOMNsiPHbIe
YyacTu Mornekyn . B pe3ynsrate noBepxHOCTb YacTuLbl TpuobpeTaeT cyMMapHbIN
SNeKTPUYECKUin 3apsa, KOTopbI OyaeT OAHOMMEHHbLIM Yy BCEX APYrMX 3MYITbCUOHHbIX
YyacTtuu. B cuny anekTpoctatnyeckoro B3aMmoaencTBusa Mexxay oTaenbHbIMU
YyacTuLaMM BO3HUKAET OTTalKMBaHMe.
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Poab xe1uu B IMINEBapeEHUA

AKTUBHUPYET TOIKeTyLOUHYI0, KUILIEUHYHO JIUTAasy, a TakxKe
npyrue (epMeHTbI [TaHKPeaTUueCKOro COKa, YBeMUMBaeT ee
CeKpeLto.

OMYV/IBIUPYeT KUPBIL.

CrocobCTByeT BCcaChIBAHWIO YKUPHBIX KUC/IOT U [IMLIEPUHA B
BU/JIE MULIEJII.

MHaKTUBUPYeT MerCUH.
YUMBaeT MOTOPUKY KUILIEUHHUKA.
YyacTByeT B (pOPMHUPOBAHUHM KaJla.

yI-IEICTByel" BO BCACBIBAHWUHA KUPOPACTBOPUMBIX BUTAMHWHOB,
XOJ/1eCTepuHa, coneur KaJ/IbLIAA.

BakTepuoliiHOe JeiCTBHE.



Tabnuua CocTaB Xen4yun Yyenoseka

JIunnabl v XXenyHole KUCMOoThI MOJ1%
XonecTeporn 8*
docgonunmabl 23
>KenyHble KNCOoTbl U UX Conu

69

B TOM YnUCrie:

xonart 45
aesokcmxonar 25
XeHoge3okcuxonaTt 30

4aCTUYHO CBSA3aHbl C MULIMHOM U TayPUHOM
* - eCnu ypoBeHb NpeBbIlaeT 15 Mon%,

MOTYyT O6pa3OBbIBaTbCF| XelYyHble KaMHUN



Peuunpkynauus XXenyHbIX KUCNOT
Mexay NneYyeHb N KULWWEeYHUKOM.

« 3a CyTKM N3 neveHun BblgenseTcs 15-30T
XKENYHbIX KNCIOT N TOMbKO 0,5 I nx
Bblaensietcs ¢ karnom. OcTanbHble XXenyHble
KNCNOTbl BCACbIBAOTCA U3 TOHKOIO KULLEYHUKA,
T.€., BO BpeMsi nepeBapuBaHuns XXenyHble
KWCNOTbI BbIAEMNAKTCS B MPOCBET TOHKOIO
KNLLEYHUKA, Ero BEPXHUX OTAENOB, a 3aTEM B
HW>KHEW YaCTM TOHKOIO KULLEYHMKA OHU
nogsepratorcsi peabcopbuum B cuctemy
BOPOTHOW BEHbI. Takom Npouecc cekpeumm un
obpaTHOro BcacbiBaHUSA U3BECTEH KaK
JHTeporenaTnyeckas LMpKynauums.
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[lepeBapuBaHune XNpPoB

OCHOBHbIM (hepMeHTOM, KOTOPbI KaTanuanpyeT pacllenneHme
NMNNO0B NULLIN, ABNAETCS NaHKpeaTnyeckas nunasa. 3ToT hepMeHT
MPUCYTCTBYET B COKE NOAXKENYJ0YHON XKenesbl N akTUBUPYETCS B
NPOCBETE KULLUEYHMKA.

Ha rpaHuue pasgena xup-soga akTUBHbIW LLEHTP CTAHOBUTCS
[OCTYMNeH Ans cyocTpaToB. 3TOMY CNOCOOCTBYET Takke
cneuuanbHbin 6enok, Ha3BaHHbIN Kosiuna3ou. Konunasa
cBa3bIiBaeTcAa ¢ C-KOHLOM HeEKaTanuTUYeCKoro y4acTtka Mornekyrbl
naHKpeaTnyeckon nmnasbi.

AKTUBHbIN EPMEHT YCKOPAET peakuunto ruaponmsa
aumnrnuyeponos. ['maponus TAI cHa4yana nponcxoauT B NOSTOXEHNN
C-1 vnn C-3, yTo npuBoagunT K obpasosanuto Al, KOTopble 3aTeEM
rmgponusytorca go 2-MATI'.

MeHbLiaga YyacTb (40 %) MAI nogsepraetcsa ganbHenwemy ruaponmay
0o rnvuepona. [1na octanbsHOW YacTtu npouecc pepMeHTaTMBHOI
rmaponmnaa 3aBepluaeTtcst Ha atane obpasoBaHus 2-MAT .

Heobxoanmo oTMeTUTb, 4TO B paciuenneHum 2-MAIT yyacTByeT Takxe
KMLeYHasi nmnasa, HO aKkTUBHOCTb 3TOro pepMeHTa HEBbICOKA.



B coke nomkenynqo4yHom xenesbl NPUCyTCTBYIOT U
apyrne pepmMeHThbl, CocObHbIE pacLLEenAaATb
nmnuasbl.

OcCTepasbl KaTanu3npyrT NPENMYLLIECTBEHHO
rMaponn3 adonpPoB XUPHbIX KUCIOT C KOPOTKOW
Lenblo.

B nooxenyno4Hou Xenese CUHTE3NPYETCA
npodpoconunasa A,. epMeHT nprnobpeTtaeTt
aKTUBHOCTb TOJbKO Mocrie BO3OeNCTBUA B
NPOCBETE KNLLIEYHUKA TPUMCUHA, MPUBOASILLEIO K
OTLLENSEHUIO OT HEero renTanenTuaa.

Pocdponunasza A, katanmanpyet oTenneHme
MOJIEKYb >I<I/IpHOI/I KMCMOTbI OT
docdaTmnannxonmHa c obpasoBaHUeEM
nmnsodgocdaTtuannxonuHa .
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NMpoayKTbl rMaponu3a NMNUAOoB y4acTBYIOT B
obpa3zoBaHUMN MuuUenn

* [1poayKTbl PepMeHTaTUBHOIO rmaponnaa
Xnpa B3anMO4EeNCTBYHOT C BOAHOWU Ccpeaou,
00bEANHAITCS B MESIbYanLLNE YaCTULLbl —
muuensnsi . ['lo pasmepy oHM ropas3go
MeEHbLLE, YHeM AMYIIbCUOHHbIE. CHapyXu
MuLennbl, NogoObHO 3MYITbCUOHHbLIM
yacTumuam, NMoKpPbITbl CIOEM XenYHbIX
KWUCIOT.
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2. QopmMupoBaHKe MUUenn
MAT )\
Musogocdonunuam
Mupusie kmcnore
Xonecrepon, suramunm MUKPOBOPCHHKA
Menyupio KMCNOTH W HX CONK (WweTounan kaima)

r ~
.

urepoun

=
AL -



PecuHTe3 nunnaos.

B kneTkax nmerotcsa pepMeHTHble CUCTEMbI, KOTOPblE
MoryT npespatuatbe CXKK, MOHO- n anaunnrnmueporbl B
TAI', doconmnnabl n adunpbl XornecTtepona.

CXK aktnBupyrotcd. AKTMBaUns UX 3aKnNo4aeTcd B
npucoeanHeHUn ocTtaTka XUPHOM KUCNOTbI K
KodpepmeHTy A ¢ obpasoBaHuem aumn-KoA. 3T1o
NpoOuUCXoOuT B rMagkoM aHAonnasMmaTu4yeckom
PETUKYNyMe npu ydyactum dpepmeHTa Aumn-KoA-
CUHTETa3bI.

B MexaHn3max pecuHTe3a He y4acTBYHT KOPOTKO- U
cpenHelenoyeyHble XupHble kucnotol (C-C_ ),
KOTOPbLIE N3 KINETOK CIU3UCTON TOHKOIO kuiLetHmka
nonagatoT cpasy B KPOBOTOK CUCTEMbI BOPOTHOW BEHHbI.



TpaHcnopT NMNMOoB U3
KULLEYHMKa

 HoBocuHTe3npoBaHHble TAI, oconunuabl
N opyrue BCcocaBLUMECH NUNUAbl NOKNAaoT
KNEeTKM CN3NCTOWU, Nonagas cHavYana B
NnMMa@y, a C TOKOM NMMQbI - B KPOBb.

 [1pakTnyeckn Bce NUNuabl TPAHCNOPTUPYHOTCH
B COCTaBe crnevunmarnbHbIX YacTuLl, —
nunonpoteunHos (J1I1). Ona xunpos
9K30reHHOro NPonCxXoXxaeHna Takaga
TpaHcnopTHaA doopma Ha3bIBa€ETCH
XUITOMUKPOH.
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KWULLKK

TOHKOM

MonocTb

MNepeBapuBaHue XxnMpos
(amynbrupoBaHve, rugponus)

2Kvpbl nuwn
: Conn <& COO-
pH 7,8 XKEeNYHbIX KUCNOoT

SMYNbrMpoBaHHbIA XUp

o

OuaunnrnuuepuvH

O6paszoBaHue Mmuuenn
1 BCacbiBaHUe B CIU3UCTYIO
060M04Ky KULIEeYHUKa

MaHkpeatnyeckas
nunasa
Konunasa

MpoayKTs! rwnponwaa

OH KupHble KUcnoTbl

B-MoHoauunrnuuepwvH
(80%)

<—- COO-

CmMelsaHHasa muuenna

Cnuauctasn 060no4Ka TOHKOM

KULLIKKA

PecuHTes xupos
H,C-OH

HC-O-CO-R,
H2C'OH

YnakoBka Xupos
B XWUNOMWKPOHbI

2aumn-KoA H,C-O-CO-R;
v » HC-O-CO-R,
HSKoA H,C-O-CO- R,

l

anoB-48
XUNOMUKPOHBI
(Hespenbie) |

KpoBb

dDopmupoBaHue 3penbix
XUNOMUKPOHOB

anoC-lI
anoE

l

e S e e AT anoB-48
———————» anoE

dochonunugbl



HapylwieHune BcacbiBaHUSA NMNNOOB.
CTeaTopes.

« [1nsa obecnevyeHnsa HopManbHON PYHKLNK
KMLLIEYHMKA B OTHOLLEHMN BCaCbIBaHUSA XXNUPOB
onpegensioLlee 3Ha4YeHne MMeeT
B3aMMOOENCTBUE YeTbIpeX paKkTOPOB:

1. T[lonHoueHHas cekpeLuna 300pOBOU
noa)kenygoyHou xxenesou rmapornnTu4eckux
depMeHTOB (Nnnas).

2. OcBoboxaeHne BMECTE C XKern4bto JETEPreHTOB
(>Ken4HbIX KUCIOT).

3. [lonHoueHHbLIN 3axBaT NPOAYKTOB
nepeBapunBaHnNA XXNUPOB KNETKaMN CIIM3NCTOU

00O0TOYKMN.

4. [lpeBpalleHne NpoayKToOB nepesapuBaHnga B
TPaAHCNOPTHbIe YacTuubl XM anga TpaHcnopTa B
nMMdOTOK 1, aanee, B KhOBEeHOCHOe pycho.



HapyweHue noboro dpaktopa NnpmBoaUT K
cTeaTopee — BblAEMNEHNIo
HenepeBapeHHbIX IMMUAOB C Karnom,
KOTOpPbIN NpnobpeTtaeT cepoBaTo-06€rbIn
LIBET.



dopMbl cTeaTopew.

 [NlaHKkpeaTuyeckas cteatopes (oepuumT
naHKpeaTn4eckon nunasbl) — HabnogaeTcs npu
XPOHMYECKOM NMaHKpeaTuTe, rmnonnasnmm KneTok 1 T.4. B
Karne 3Ha4YnTerbHbI MPUPOCT HEPACLLIEMNEHHbIX
XKNPOB.

« [enatoreHHagqa cteaTopes - HabngaeTca npu
BPOXOEHHOU aTpe3uin XXen4dHblX NyTen, MexaHn4eCcKux
XenTtyxax, renatutax, umppose. B kane oTcyTCcTByIOT
XXEn4YHbIE NUTMEHTbI (aXONMNYECKNUN Karl) U BbICOKOE
cofepXXaHue Mbif, NPeNMYLLLECTBEHHO KasibLMEBLIX.

« OHTeporeHHasi cteatopes HabnogaeTca nNpu
nmnoancTpodun, obLLIMPHON pe3eKkLnm TOHKOro
KMLLEYHUKA 1 ap. XapakTepHo BosblUOe coaepXaHne B
Kane XXWpPHbIX KNCNOT, caBuratowmnx pH kana B KUCMYIO
CTOPOHY.



TKAHEBbI TUNONUN3 TAT.



[ngponus TAI

OcylecTBnserca nunasamMmn. AKTUBHOCTb JNasbl B KINeTKax
XXMPOBOW TKAHM HaXo4UTCS NMo4 CTPOrnMM PerynaTopHbIM
KOHTporem (oTctoga Ha3BaHue - FOpMOH-4yBCTBUTENbHAS
nunasa). PepMeHT NposiBNSET CyoCcTpaTHY0 cneunpuyHoOCTb
K TAl, 1,2-1Al", 2-MAI" v adoupam xonectepona.

AKTUBHOCTb rOPMOH-4YYBCTBUTENBLHOW NNasbl perynnpyeTcy
nyTem dpooccopunupoBaHna—aedocopunnpoBaHng,
KOoTOpble onocpeanyet depmeHT ULAM®-3asncrumas
NpoTEUHKMHA3A.

AKTUBHOCTb NOCNeaHEN PeErynnpyeTcsa ropMoHarnbHbIM
nyTem.

docdopunmpoBaHme akTUBUPYET FOPMOH-YYBCTBUTENBLHYIO
nunasy, TeMm cambiM yckopsaeTcsa rmgponnad TAl. AopeHanuH,
HOpagpeHarsrivH, rMoKaroH N KOPTUKOTPONMUH Tak Xe
aKTUBUPYIOT 3TOT PEPMEHT, B TO BpeMSA Kak MHCYNUH
BbI3blBAET ero gedocgopunnposaHne, CHUXaa akTUBHOCTb.
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B pesynsrate nonHoro rugponm3a mornekynsl TAI
obpasyetca TpuU MONEKYnNbl XUPHbLIX KUCNOT M OogHa
Mosiekyna rnvuepona. locnegHnn n3 XXUPOBOW TKaHWU
nonagaetr B nMe4YeHb W WUCMOMb3yeTca TaM Kak
npeflecTBeHHUK B CUHTE3e  [MNIOKO3bl  NyTem
[MoKOHeoreHesa.

« XVpHbIE KMCNOTbI BbIXOAAT U3 aguMNoLMTOB B MNiiasmy
KpoBu. C TOKOM KPOBWM OHM MomnagatoT U UCMNONb3YHTCH
NMOObIMKM ~ TKAHAMMW,  KMNETKM  KOTOPbIX  coaepkat
MUTOXOHAPWUKM, CNOCOBHbIE OKUCNATL XXUPHbLIE KACIOTHI
C BblAENEHNEM SHEPTUMN.

« Opyrum nctoyHukom CXKK B nnasme KpoBU SIBNSAETCS
rmgponnu3s TAl B cocTtaBe nUMNONPOTEMHOB oA
nevcteuem JIINJ1 (nunonpoTtenHnunasa).



OKUCJIEHUE XUPHbIX
KUCNOT



AKTUBALINA XXUPHbIX KUCNOT

HS-KoA

kAch AM® + PPi
R—COOH Q. 2 R—CO~SKoA

SUUIERDA-: aunn-KoA
CuHmemaasaa




TpaHCcnopT aKTUBMPOBAHHbIX
XXUPHbIX KUCNOT B MUTOXOHOPUN

* Aumnn-KoA He MOXeT NPOHUKHYTb B MUTOXOHOPUIO Oe3
NOMOLLUN KapHUTUHA, KOTOPbIN ABNAETCS LLUMPOKO
pacrnpocTpaHeHHbIM coeaANHEHNEM, OCODEHHO MHOIO €ro B
MblLLLAX.

« OOpasyeTcda KApHUTUH N3 aMUHOKUCNOT NIN3NHA N METUOHMHA
B Me4YeHn N NoYKax.

e Auunn~SKoA c nomoulbto kapHUmMuH-auyurnKoA-mpaHcoepassbi
| (KapHUTUH-NANbMUTOUN-TPAHCdEepPaskbl), TOKanuayLlencs B
Hapy>XHON MeMDOpaHe MUTOXOHOPUN, CBA3bIBAETCHA C
KapHUTUHOM C 0Opa3oBaHMEM auur-KapHUTUHA.

TpaHcroka3a NnepeHoCUT aunn-KapHUTUH BHYTPb
MWUTOXOHAOPWUN — B MUTOXOHOPWAaNbHbIM MaTPUKC, rae
KapHUTWH NMpu noMoLn KapHUmuH-auunKoA-mpaHcoepa3ssi I
BHOBb 3aMeHsieTca Ha KoA-SH n obpasyowuimnca aunn~SKoA
CTaHOBUTCA OOCTYMHbIM ANA OKUCIEHUS.
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CTpyKTYypa KapHUTUHA
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CoBpeMeHHada Teopus [3-OKUCNeHns

1. Jlokanusaumsa — MmaTpuKc MUTOXOHOPUN

2. [eHepupoBaHue aHeprnm B BuAe:
1. AueTtun-koA

2. HAOH-H"

3. ®AOH,

| cTagnsa — oTwlenneHne aueTun-KoA oT XXUPHOW
KUCIOTbl.

Il cTagua — okncneHune auetun-koA B LITK.

Peakuun B—okncneHmnsa — 3to NOBTOPSIIOLLMNCS LMK,
COCTOSLLNN U3 YeTbIPEX NocneaoBaTenbHbIX
peakuun.,
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f-oKuCneHUe KUPHLIX KUCNOT
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* bonbllown Bknag B n3yvyeHme gaHHOU
nocnegoBaTeNbHOCTU peakuun BHecnn L.
['puH, C. Oyoa u ®. JInHeH. OHU 1 Ha3BaNu
9TOT NpoLecc 3-oKNCNeHNEM B COOTBETCTBUMN C
TEM, YTO OKMCIIEHUIO NoABepPraeTcs 3-
yrnepogHbi aToM ocTaTka XXMPHOM KUCNOThI
(BTOpOW yrnepoaHbI aToMm auuna).

* 3-OKMCneHne CryXnTt npumepom ocobomn
doopMbl opraHu3aumnm mMetabonmnyecknx
npoLeccoB — cnupanbHbIM Npoueccam.
[1aHHbIN Npouecc nony4vun Ha3BaHue
“cnnpanu JInHeHa”.
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OHEPreTNYECKN BbIXo [3-OKUCIIEHUS XKUPHbIX
KNCNOT 3aBUCUT OT AJTMHbI YINEBOAOPOAHOM
Luenwu.

Pacuet B bonee obLen dpopme ana XK c
YeTHbIM YNCITOM YIrNepPOaHbIX aTOMOB
BbIrMAAUT crieaytowmnm obpasom:

[(n/2:12)+(n/2-1)-5]-1
roe n —4ducno yrnepoaHbix atomos B XKK,

5—4mncno AT® obpasyroLmnxcs npu oOKUCeHnm
BOJOPOAOB, NONy4YaeMblX HA KaXXgoM BUTKE
cnupanu.



CyMMapHoe ypaBHEHUE OKUCTIEHUS
NaJibMUTUHOBOW KUCIIOTHI.
* [lanbmuTonn S-koA +7KoASH + 70A

+7HAL ™ +7H, O = 8 au-KoA + 7OALIH | +
JHAOH-H*

* ALH, =2ATO
« HAOH-H™ =3ATO®

NTor:5 AT®—-Ha ognH BUTOK cnvpanu
OKUCIEeHUS.



OxucneHue rnvuepuHa

TIpoNCXOMAT N0 27 UKOA UM IHECKOMY TIYTH
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DHepreTHIecKas NeHHOCTH — 22 AT®



OKUCIEHUE XUPHbIX KUCMNOT B
nepokcnucomax

XupHble KUCNOTbI C 0O4eHb AJNIMHHOM Lenbio. OcObeHHOCTLI0 MeTabonmMamMa XUPHbIX
KMCNOT B NEPOKCUCOMaX SIBNSIETCA pacLUenneHne Tex U3 HUX, KoTopble UMEKT OYEHb
OJIMHHYIO YINEeBOAOPOAHYIO LiEeNb UNK ApyrMe HeobblYHbIE paguKansbl, HECMOCOBHLIE
nogsepratbca aPEKTUBHOMY OKUCITIEHUIO B MUTOXOHAPUAX. YKOPOYEHNE ankunbHOM Lienu
B NEPOKCMCOMAax NPOMUCXOANT 4O TeX nop, noka He obpasyetca auunn-KoA co cpegHen
OJSIMHOW uenu. 3To obycrnosneHo cybcTpaTHoM cneumMUUHOCTBI0 MEPOKCUCOMAaribHOMN
aumn-KoA- gerngporeHasbl. Obpasytowmimncsa aumn-KoA ¢ BoceMblo yrinepogHbiMn atomamm
BNOCIeACTBUM NoABepraeTcs ganbHenLwemMy OKUCIIEHNIO B MUTOXOHAPUSIX.

NMepBoHavyanbHas ctaaua gernapupoBaHUA B Xo4e NepoKCMCOMaribHOMo OKUCHEHUS
>KMPHBIX KUCMOT NpoTekaeT ¢ ydactuem ®A/l-3aBrcuMoit AernaporeHaskl, Kotopasi B
OTNNYME OT MUTOXOHApPKarbHOW NepeaaeT BOAOPOALI Ha Kucnopoa ¢ obpasosaHvem H O
KOTOpas paspyLlaeTcd Kkatanasomn. Bce nocnegyrolimne peakumm aHanornyHol
NPONCXOOALLMM B MUTOXOHOPUSIX.

OkucneHune AMKapOOHOBbLIX KUCNOT. B nepokcrucomax nponcxoaunT Takke OKUcrneHme
AMKapOOHOBbIX KUCIOT, 0O6pasyloLLMXCs B X0Ae w-oKucneHns. Camo w-oKucneHune
NpoTEKaeT B 3HAONNa3MaTU4YECKOM PETUKYNTYME U 3aHMMAaET Manyto JOmH0 B
OKUCINUTENbHbIX NpoLieccax, KOTOPbIM NOABEPratoTCs XUpPHble KUCNOoThbI. [Mpn w-okucneHnm
MMOPOKCUNUPOBaHME NPOUCXOANT HA METUINbHOM KOHLIE XKUPHOKUCITOTHOW Lienu; B
pe3ynbsraTe obpa3syeTtcs AukapboHoBas KucnoTa.

OKucneHue XUPHbIX KUCIOT C pa3BeTBNIeHHOM Uenblo. PacTeHns 1 MOnoYHble
NpoAYKTbl coaepkaT UTAHOBYHO KACMNOTY. OTO XKMPHas KMCNoTa, UMeLas B CBOEM
cocTaBse 20 aTOMOB yrrnepoaa v 4 MeTunbHble rpynnbl. OKUCNEHNE TaKUX XXUPHbIX KUCIOT
CTaHOBUTCSI BO3MOXHbIM B opraHname brnarogapsi nepokcucomansHoOMy hepMeHTY - a-
rmapokcunase.
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[3-oKmncrneHmne HeHacbILWEHHbIX
XXUPHbIX KUCOT

B-OKI/ICJ'IeHI/Ie HEHACbLILLEHHbIX XUPHbIX KUCJTOT BO MHOIOM
I'IO,EI,O6HO OKUCITEHNKO HACbILLEHHbIX )KUPHbIX KNCI10T.

B camom obLiem Bmnae pasHuua 3akoyaeTcsl B TOM, YTO
CHa4yana npolecc nocnegoBaTefibHOro ykopadunsaHus Ha aBa
yrrnepoaHbIX aToMa OOX0o4AUT A0 CTaaumn PacrosioXeHUs
OBonHou cesasn B aunn-KoA B yuc-nonoxeHunn mexay C-3 u
C-4

3arem ¢ nomoulbto pepmeHTa eHomn-KoA nsomepassl
NPOUCXOOUT €€ NpeBpaLleHNne B mpaHCc-ABOWHYIO CBSI3b U
nepemelleHue B nonoxeHune mexay C-2mn C-3c
obpasoBaHnem eHonmn-KoA, KOTopbin SIBNSIETCA OObIYHBIM
cybcTpaTtomM [3- OKMCIEHUS.

B psge cnyyvyaeB gpyron pepmeHrT, 2,3-auneHounsn-KoA
peaykTtasa, MOXeT KaTann3anposaTb HacblLWeHe ABOVNHOW
cea3n mexay C-4 n C-5 B coctase aumn-KoA ¢
MCrnosib30BaHMEM B KayecTBe kodbepmeHTa HALH.
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B-OKkncneHune XWUPHbIX KNCIIOT C
He4YeTHbIM YNCJIOM YrfiepoaHbIX aTOMOB

* >I<|/|pr|e KUCJ1OTbl C HEHYETHbIM HYACJTOM YITEepOdHbIX
dTOMOB B OpraHn3me XMBOTHbIX BECbMa
HEMHOIOYUNCJIEHHHbI.

* OHM OKMCNSAKTCS TAaKUM XXe 06pa3oMm, KaK U XXUPHbIE
KMCIOTbI C YETHbLIM YMCITOM aTOMOB C TOM NNLLb
pasHULEN, YTO Ha nNocriegHeM aTane paculenneHns
obpasytotca oaHa morekyrna nponmoHun-KoA n ogHa

Mornekyna auetun-KoA, a He ABe MoreKkynbl aueTun-
KoA.

* AKTUBUPOBAHHbLIN TPEXYrNepoaHbIN doparMeHT
nponnoHusn-KoA noasepraeTcsi KapboKCUIMPoOBaHULIO C
obpa3oBaHnem metTunmanoHunn-KoA, a 3atem -
N3oMepu3aLmmn N BKNKYaETCA B LMK TPUKAPOOHOBLIX
KMCNOT nocrne npespalleHns B CykumHnn-KoA .



OkucieHue ’KUPHBIX KUC/IOT C HEYHETHBIM KO/THUEeCTBOM
yriepoaHbIX aTOMOB
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* [lponuoHaT Takke obpasyeTcs npu
pacLluensieHnn YeTblpeX aMMHOKUCIOT:
BaliMHa, nsonenymHa, METUOHMHA U
TPEOHMHA, a Takxe n3 boKoBoW Lienu
xornectepuHa. Ecnun dpepmeHT
MeTMNManoHUNKoOA-MmyTasa He akTUBEH,
NN HapyLeH CUHTE3 KopepMeHTa —
PA3BMBAETCA CMEPTESIbHO ONACHbIV
aungoas.



Perynsanus B—oxkucienus

® PerynsitropHblii hepMeHT —
KapHUTHHALTWITpaHcdepasa.

® Yem uHTeHCHBHee UAET pacraa ATD, Tem GpicTpee
OKUC/ISIIOTCS YKUPHBIEe KUC/TOTHI.

® Ckopoctb J—0KHuCIeHHsT 3aBUCUT OT JOCTYTTHOCTH
cyOcTpara aiuii-KoA.

® B—okucaeHHe aKTUBUPYETCS B TTOCTabOCOP O THBHBIHM
TIepHO/T, WIH TIPY JJTUTe/TbHON (prsnueckoi pabore,
KOT/Ia B pe3y/bTaTe pacria/ia >)kKUpPoB B YKUPOBOM TKaH!
B KPOBH YBE/TMUMBAETCSI KOHIIEHTPALIHST )KUPHBIX
KHUC/IOT

KntouyeBoi npoLecc — NOCTYyNNeHNe XUPHbIX KUCNOT B MUTOXOHAPWIO.

KapHuTuHaumnTpaHcdepasa — annocrepuyeckum pepmeHT, ero
MHIMIMOMUTOPOM BbICTYMAET MaroHUIKOA.

CootHoweHne ATO\AL® n HAOH\HAL .



Perynauunsa B-okucneHus

KoHKypeHUUA rnoKo3bl U XXKMPHbIX KACIOT 3a UX UCMOJIb30BaHUe B Ka4yecTBe
cyb6cTpaTtoB: uMkn PaHaana. YcuneHHoe OKUCIIEHUE XXUPHbIX KNCNOT UHIMbupyeT
OKMUCNEHWE IMIOKO3bI B KNETKaX CKENETHbIX MbILUL, U cepaua 3a cHeT MHrmbmnpoBaHus
nupysaTtaerngporeHassbl (cooTHowweHue auetun-KoA /KoA-SH).

[Mpn ronogaHnn Takoe ABMEHNE NPU3BAHO YMEHbBLUUTb YTUNNU3auUIo rM0KO3bI
nepuepnyeckmmm TKaHAMKU. C OAHOW CTOPOHbI, Y NOAEN C BbICOKUM ypoBHEM CXKK
9TO ABNSAETCHA OAHOM U3 MPUYNH YCTOMYMBOCTU K AENCTBUIO MHCYNMHA (Hanpumep, npu
onabete, 6epemeHHOCTH). C Opyrom CTOPOHbI, YBENUYEHNE OKUCITEHUS TTTHOKO3bI
MOXET NHIMBUpPOBATb OKUCIIEHMNE XKUPHbBIX KUCIOT. OTO 0BYCNOBNEHO TEM, YTO
perynsumns NorrnoweHns XXUPHbIX KUCITOT MUTOXOHOPUAMUN MPEUMYLLECTBEHHO
OCYLLECTBNSAETCA 3a CHET TOPMOXKEHUS NMEPEHOCA XUPHbIX KNCINOT Yepes
MUTOXOHApPUanNbHY0 MeMOpaHy nog BNUsSHUEM annocTepPUYECKOro MHrMbuTopa
nepeHoca manoHun-KoA.

ManoHun-KoA - 3T0 Ha4anbHbIN MPOMEXYTOYHbLIN MPOAYKT B CUHTE3E XXUPHbIX KUCIOT,
obpas3oBaHHbIN 13 aueTun-KoA B uutonnasme. N36biTok auetun-KoA B MUTOXOHAPUAX
HEe MOXET CaMOCTOATENBHO NPOUTK B unTonsnasmy. [Npoxoq Yepes MUTOXOHAPMATBbHYIO
MeMBpaHy CTaHOBUTCH BO3MOXHbLIM Briarogaps uMtpatHomMy WyHTy. AueTtun-KoA
kapbokcunasa kaTanuampyet obpasoBaHne MmanoHun-KoA. Ha aty peakuuto
pacxopyetcsa CO, n AT®. Takm 00pa3om, yCrioBusi, KOTOpble CNOCObCTBYOT
nunoreHesy (Hanuyne 6ONbLLLIOIO KONMYECTBA MMOKO3bl), NOAAaBNAT B-OKUCNEHNE
XUPHbIX KUCIOT.



