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OBMEH TNNMNA0B
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HapyuweHue nepeBapuBaHus

N BCaCbiBaHUA JIMNNA40B




OCHOBHble PYHKLiMM TMNnmnaoB

1. CTpyKTypHaaA: ABAAIOTCA OCHOBOM CTPYKTYPHDbIX
3/1IEMEHTOB K/IEeTKMW.

B coctaBe membpaH:

a) BAUAIOT HA X NPOHULLAEMOCTb;

6) BbINOZHAIOT TPAHCNOPTHYIO PYHKLMUIO;

B) NPMHMMAIOT yyacTue B nepeaade HepBHbIX UMNY/bCOB;

r) obpasyoT mexKKNeToYHble KOHTAKTbI.

2. JHepreTuyeckasa — LLeHHOCTb B 2 pa3a Bbille, yem y
yrnesoaoB u 6enkos (oKucneHue 1 r xxupa gaer ~ 9,3 KKkan)

3. 3aWUTHaA: TepMOU30AALUA NPU OXNAXKAEHUU, OT
MeXaHUYeCKUX BO34enUCTBUU U NOBPEXKAEHUMN.




OCHOBHble PYHKLiMM TMNnmnaoB

4. PerynatopHasa — aMnuabl COCTaBAAIOT 60bLIyIO rpynny
6buonoruyeckn akTUBHbIX BELLECTB, KOTOpble BAUAIOT Ha
MeTabonn3m U CTPYKTYPY KIETOK U OPraHM3mMa B LiesIoMm
(My>KCKune n }xeHCcKue noanosbie rOPpMOHbI, FOPMOHbI KOpbl
HaANOYEeYHUKOB, NPOCTAr/IaHAUHbI).

iunnabl — perynatopbl OKUCAUTENbHbIX NPOLLEeCCoB.
(nepeKkncHoro okncneHua amnmuaos).

5. Jlnnnabl — UCTOYHUK SHAOTeHHOU BOAbI, KOTOPan
obpasyerca npu okucAnTENbHbIX Npoueccax. Peryaupytor
obmeH H,0, 3apepK1BatoT €€ NoTepto Yepes KOoXKYy.

6. Xupbi — pacrtsoputenu sutammHos A, 4, E, K, F.

7. Pe3epBHaA — geno sHeprum — HeEUTpPaibHble XXUPb




Jinnnabl coctasnaoT, B cpegHem, 10-20% Tena maekonutaroLwmx
U pacnpegeneHbl mexay scemu opraHamu. Ectb geno B
XNPOBOM TKaHU (pe3epBHble AMNuabl). U3 HNX OKOZI0 NONOBUHDI

noxanu3¥eTCﬂ B noEKomHoﬁ mueosoﬁ KNeTyaTKe.

B cocTaB KneTouyHbIX AMNUA0B BXoaat ¢ochonmnuabl u
XONecTepuH, ABafAoWmMeca HeobxoanmbiMmu CTPYKTYPHbIMMU
KOMMOHEHTaMM NOBEPXHOCTHOU U BHYTPUKNETOUYHbIX MeMbpaH.

Tpurnnuepuabl OTKNAAbIBAIOTCA B KNIETKAX B BUAE XXUPOBbIX
Kanenb, opmupya Xuposble aeno. NocnegHue ABAAIOTCA He
WHEPTHOMN MACCOU, a aKTUBHOU ANHAMUYECKOMN TKaHbLIO, B
KOTOPOM 3anaceHHble }XUPbl NOABEPratoTCA NOCTOAHHOMY
pacuienieHUIo U pecuHTesy.

OT1cytcTBME pe3epBHbIX IMNUA0B BO BpeMA BHYTPUYTPOOHOM
¥XU3HU NNoAa npeactaBasaeTr MHTepec ANA NOHMMAHUA PYHKLUMU
NUNUAHOTO Aeno B XXU3HU B3POCNOro opraHusma. Hesapgonro
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Cpean nunnaoB B AMeTe 4YesoBeKa npeobnaparor
Tpurnmuepuabl (HeMTpanbHble XXUPbl), OHU ABNAIOTCA
6oratbiM UCTOYHUKOM 3HEpPrum, a Takxe Heobxoaumbl ans
BCacCbiBaHUA YXXUPOPACTBOPMMbIX BUTAMUHOB.

CyTouyHasa noTpebHOCTb B3pOC/Oro Yenoseka B amnuaax 70-140r.
He3aMeHuMble YXUPHbI€ KUCJTIOThI.

MeuyeHb He cnocobHa cnHTEe3npoBaTb HeKoTopble u3 BXK, Kotopbie
Ha3biBalOTCA He3ameHMMbiMuU. K HUM oTHOcATCcA w-3 (AMHONEHOoBadA) U
w-6 (nMHONEBaA) NONIMHEHACILWEHHbIE XUPHbIe KUCNOTbI,
coaepKalueca B OCHOBHOM B PacTUTE/IbHbIX XXUpaX. JIMHONeHOoBasA
KUCNOTa ABNAETCA NpealuecTBEHHUMKOM ANA CUHTE3a ABYX APYrux w-3
KUCNOT: 3ii03aneHTasHoeBou (EPA) n aoKkosarekcasHoesou (DHA).

OHU HeobXx0aMMbDI ANA PaboTbl rOIOBHOro MO3ra, U NOJIOXKUTE/IbHO
B/IMAIOT Ha KOTHUTUBHbDbIE U NoBeaeHYeckue GyHKUUMN.




Ba)>HO COOTHOLUEHUE W-6\®W-3 XUPHbIX KUCJ/IOT B
paLMoOHe: peKoOMeHAYyeMble NPonopLMm nexart B
npepnenax ot 1:1 no 4:1.

UcchepoBaHUA NOKa3biBalOT, UTO HONbLUMHCTBO XuUTteneu
CeBepHoit AMepuKu ynotpebnatort B 10-30 pas 6onblue w-6
YUPHbIX KNCNOT, Yem w-3. TaKkoe NuTaHne CBA3aHO C PUCKOM
BO3HUKHOBEHUA CepAeYHO-COCYyaAUCTbIX 3aboneBaHUM.

Hanpotus, «cpeguseMHOMOPCKana AMEeTa» CYUTaAeTCA
3HAYUTE/IbHO 340poBee, OHa 6borata IMHONIEHOBO U APYTUMMU
w-3 KUCNOTaMU, UICTOYHUKOM KOTOPbIX ABAAIOTCA 3€/1EéHble
pacTeHusa (Hanpumep AUCTbA canarta) pblba, YECHOK, 3N1aKMU,
csexxue osowm n ppykKrtbl. Kak nuuiesyro ao6aBKy,
coaepKallylo w-3 }KUPHble KUCNOTbl peKoMeHayeTca
NPUHUMATDb PbIGUM KUp.







INPUPO/JAHBIE Y)KHPHBIE KIICJIOTBI

Ueno Hassawxe Crpoerxxe
aToOMOB
yrnepoaa

12 Jlayp moBast CH (CH,),,COOH
KHCIOTA

14 Mup xcThroBas CH (CH,)),,COOH
KHCIOTA

16 INams M THHOBAS CH (CH,),,COOH
KHCIOTA

18 Creapnno Bast CH (CH,), ,COOH
XHCIOTA

20 Ap axmxoBan CH (CH,),,COOH
KHCOT2

24 Jhrnouep HHoBas CH (CH,),,COOH
KHCIOTA

16 Namssronenwosast | CH (CH,).CH=CH(CH,).,COOH
XHCJIO T2

18 Onennosast xucowra | CH (CH,) CH=CH(CH,).COOH

18 Jhotonesast xucora | CH (CH,),CH=CHCH ,CH=CH-(CH,),COOH

18 Jhotonenosan CH ,CH,(CH=CHCH,),CH=CH-(CH,),COOH
XK HCJI0 T2

20 Ap axHaoHOBaS CH (CH,)(CH=CHCH )),CH=CH—-CH,),COOH

KHCJI0O Ta
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KNACCUPUKALA AMNALO0B

e N

MARCOPHEIE TTAMIAOE

AP POCPROINNNIE [ TTREC AT ORI (CEOBO0AHLIE XUpHEIE
(3cbUpbl FAMLepUHa O TIMHMTENEHES comepxat KMCNOTh, #MpOpacTEOQHMBIS
B I KD HBIX OCOSEHHOCTE - JrAeBoaHLI EMTaMWUHEL, SUONOMHYECKM
kUCnoT). XuMuueckoe  DCTETOK COMAOHEHT SKTHEHLIE BEWLECTEA
HAZEAHME - thOCHOPHONA MUNKOHOA NpKpoae -
LA AHLEDHHE KMCNOTH B COCTAEE NPOCTArNAHAMHE W O,
MpeoSnanamT MOMeKY el CTEPOWOL
TRHALA N AMLERMHE E OCHOEE CTROEHKA - \

NOMHUMKIMYECKSA CTRYKTYRE
CTERMHK LK NONEHTSHNERrMAPOhEHSHT PEH= CTEFKOE
(CIMpTS) =CTEepaH 3dMpEI CTERPKMHOE W
EbICIIMX M HBLY
HaunBonee eaxeH ——
XONECTEQMH, P
PACNPOCTRAHEHR

3chMpkl XONECTEPMHA
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Knaccndpunkauma 6umonormnyeckux nMmnuaoB no
Small (1968)

HenonspHbie AMnugbl - BOAOHEpPacTBOpUMbIe, He
pacTeKaloTca No NoBepPXHOCTU (3ghup xonecmepuHa)

SDUP XONECTEPNHA
H,C CHs
CH, CH,
CH,
R-CO-0

JINHONEeBas Kucnora

/\/\\<

R—@-o

~—-—Y———l

Ocrarok XupHo#
KWCNOTHI

3dup xonectepuHa (xonecrepun)




NMonapHbie nunNuAabl

Knacc | — Bsopopactsopumbie, HO pacTekaloTca NO NOBEPXHOCTU C
obpasoBaHuem nneHKn (xonecmeposn, Ou- U mpuanuyepuobil,

HEEUCCOL{UUPOBGHHble HCUPHbIe KUCﬂOMbI,.

Knacc Il — HepacTBOopuMbl, HO B3aumogeucTByloT ¢ Bogoi. ObpasytoTcs
nceBAOKPUCTAN/IMYECKAA CUCTEMA, B KOTOPOU MOIEKY/bl pacnpenenatoTcs
B ¢opme ABOMHDbIX cnoeB: rmapodobHble YacTU NPOTUBOCTOAT APYr ApPYry,
a MeXay HUMM 3aKAlovaeTca  onpeaeneHHoe  KOA-BO  BOoApbl
(¢pocogponunudel, chunzoaunudor u MmoHoayunzauyepuosol).

Knacc 111 a - o6pa3syior ncesaokpuctannuyeckyro ¢asy, Ho B U3bbiTKe
BOAbl NepexoaaTr B pacTtBop B popme muuenn us orpaHUYEeHHOro ymcna
MOJIEKY/: UX HENONAPHbDbIE YacTu 0bpalleHbl K LLeHTPY, a NoAAPHbIe rpynnbl
pacnonoxeHbl Ha nepudepun. CyuiecTtByer TemnepartypHasa 3aBUCMMOCTb
muuennoobpasosaHua (wesno4yHvle coau XH.K. € uyenorwo >12 C(,
AU30a1eyumuH U n1U3oKeganuH).

Knacc III B — He obpasyeT nceBAOKPUCTANNIMUECKYIO pelueTKy npu
He60/1bLLIOM KOonyecTse BoAbl (COMU C8A3AHHbBIX HEMYHbIX KUCIom).







NEPEBAPUBAHUE INNNN40B

OCHOBHbIM MeCTOM nepesapuBsaHmnAa nmnmnaos
ABJIAETCAHA BerHMﬁ oTAEeN TOHKOINo Kmuwe4yHuka.

ITeuenrs

Ana nepesapusaHna
AMNUA0B Heobxoanmbl
cnepytouiue ycnoBusa:
1) Hannuue
NUNONUTUYECKNX
depmeHTOB;

2) ycnosusa ans
3MYNbrMpPOBaHUA
AMNUA0B;

3) onTUMmanbHbie
3Ha4yeHusa pH cpeapbl
KHILKA (B npepenax 5,5 - 7,5).

e TIHEINA
My 3LIPh




NEPEBAPUBAHUWE INMNAOB

O O
HzC—O—Cf Hzc—o—cf
CnHZn -1 l CnH2n + 1
=
HC—0—C +3H, —> HC—O0—C.
CnHZn -1 I CnHZn L |
O =0
H,C—0—C_ H,C—0—CZ
CnH2n | \CnHzn 1
Bcee sxuphi, KaK U Apyrue CJI0MKHEIe 3(Hpbl, NOABEPralOTCH rujg-
POIH3Y:
O O
&
< = HC—OH 4+ HO—C
HC_O—C\Rz + 3H,0 <= + ~R?
O ~0
R3 \Ra

H,C—0—CZ H,C—OH HO-—C




NMuwieBble >XUPbl Y B3POC/IOro YesioBeka pacwennsiroTcs
B OCHOBHOM MNaHKpeaTUu4YecKou IMNa3oun, y rpyaHbIX
AeTen aKTUBHAa IMnasa B Xenyake.

[J Jlunasbl OTHOCATCA K KNaccy ruaposas, OoHU rMAapoamnsyioT

cnoXXHoadupHbie cBA3u -0-CO- c o6pasoBaHuem cBOH6OAHbIX YXUPHbIX
KUCNOT, ANALUATIULEPONIOB, MOHOALUAT/IULEPOIOB, FNNLLEepPoa

TRMaliFI=
DIIHMHE pOJI

o

I
CHz-0-C—-R4

o
+HOH I

~Ra-CO0OH |
CHz-OH

OoMaLmn-
M IMLE PO

» CH-0-C-Rz —— o

CHz-OH
9§

> CH-0—-C~-Rz

CHz-0OH

MOHOa M=
NIMUepol

Cxema rugponusa Xupos

CHz-OH

» CH—OH

~Rz—COOH |

CHz-0H
NaMaepoJl




NMuueBbie rnnyepodochonunuabl noaBepraroTcs
BO34EUCTBUIO cneundunueckux rmaposas —
cdochonunas, pacwennfaoLmX CI0XKHOI(PUPHDbIE CBA3M
MeXXAy KOMNnoHeHTamum pochonmnuaos

lﬂ pochonunasa A,
I
EHE_U_;_m pocponunasa A,
I
CH-0—C—R2z =
SCROITHIIIa =24
o pocd
cHz—niﬁTn—cHz—cHz—MHz
0 pocdonunasza D

CneuudunuHoctb geicrteua ¢pocdonunas




NMpoayKTbl pacnaga TpUMauuramuepmaoB — BbiCLUUE
YXUPHbIE KUCJI0Tbl U ININLLEPOJI

[0 MpoaykTamu rupponmsa O Muwesbie 3chupsbl
¢docchonunupos XoJiecrteposia
ABJIAOTCA XXNPHbIE rMaposin3yroTcs
KUCNOTbl, rnueposn, naHKpeaTu4yecKom
HeopraHn4ecKnm XO0JiecTeposiacTepasoi
¢docdaT, azoTUcTbie c o6pasoBaHuemM
OCHOBaHMUA (XOJIMH, XoJsiecteposia u

3TaHOJ1IaMWH, CEPUH). YKUPHbIX KACJIOT.




Ponb ¥ GyHKUHH KOMNOHEHTOR
Kenun,/enyHbiX KUcnor

Mosbilwaer coKparnTe NbHY 10
¢y HKUMIO KeNnyHOro my3ups

Crumy nupyer
Ne pUCTaNBTHKY

M GQKTGPHOCTCITII‘IOCKOQ
Reitarane
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Hopmanuzaums cocrasa
MHKpPOGNOPH KHLUEY HUKG
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Cnocobarsyer BCUCHBAHNIO
HEMTPWIbHBIX XUPOR
M KHPHBIX KHCNOT

Yeunusaer

ceKpeLMIo

Axrusupyer nunazy




Tabanua 16.3. Copepxanne 0CHOBHBIX KOMIOHEHTOB Ke.14H YeJ0BEKA

Meve- ' [ly3bip- [eve- ' My3bip-
KoMnoHeHTH HOYHAd |  Had KoMmoHeHTH HOYHA = Han
Kemb | Kemyb Ke1db | AKe1ub
Boma, % 974 | 86,65 | MoHw, Mmoas/x:
[110THBIC Bewe- KATHOHBI:
crBa, %: 2.6 335 Na' 145 130)
KEeTIHOKHCIBIE K" 5 9
COH 103 9.14 Ca” 2.5 6
MATMEHTHI 1 AHUOHBI:
MYIHH 0,53 298 Cl 100 75
XOMeCTepHH 006 | 0,26 ClO, 28 10
KHpPHBIE KHCIOTHI |
W THMTHBI 0,14 0,32
HeopraHyeckne
COMH 0,84 0,65




XXeNnuyHble KUCNOTbl — KOHEeYHbIN NPoAYKT o6MeHa
XoJiecteposia, o6pa3yroTcs B ne4yeHu

[0 K Hum oTHOcATca: xonesas (3,7,12-TpMoKcmnxonaHoBas),
XeHoAe30Kcuxonesas (3,7-AnM0OKcUxosnaHoOBasA)u
Ae3oKcuxonesasn (3, 12-AMOKCMXONaHOBaA) KUCNOTbI.

[1 [Be nepsble ABNAAIOTCA NEPBUUYHBIMU XKeENUYHbIMMU
Kucnotamu (ob6pasyrorca HenocpeacTBEHHO B
renaTtouuTax), Ae30oKcmMxosneBas — BTOPUYHOM (TaK KaK
obpasyeTca U3 NnepBUYHDbIX XKeNUYHbIX KUCOT NoA
BAUAHUEM MUKPODIOPbI KULLEYHUKA).

[0 /Ose nepBble ABNAAIOTCA NEPBUUYHBIMU }KENUYHbIMU KUC/IOTaMU
(o6pasyloTca HenocpeACTBEHHO B renaTouuTax), Ae3oKcuxonesas —
BTOPUYHOM (TaK Kak 06pasyeTca U3 nepBUUHbIX XKEeNUHbIX KUCAOT NoA,
BAUAHUEM MUKPOPNOPbI KULLEUYHUKA).




Xen4yHble KUCNOTbl — NPOU3BOAHbIE XOJIAHOBOM
KUCNOTbI

CHa

GHy

12 17
" 13 18

CH » 15

XonaHoBaa Kuchorta




Xen4yHble KUCNOTbl (HEaKTUBHbIE)

L
CHa {I."‘.-Ha

|
HO  CH-CHs-CHsCOOH HO  CH—-CHo-CHo-COOH
" GHa e " CH &g

CH
HO OH HO"
Xonesas kwcnota Dezoxcuxonesas KMcnoTa
o
CH=-CHo~CHo—COOH
- g~CHy
GH
HO" “OH

XeHoOe20KCHXONBBaR KACOTa




AKTBaUMA XKeNM4HbIX KUCJIOT OCYylLlecTBNAeTCS
nyrTeM KOHbHOIrauimm C.

rmunumHom H2N-CH2-COOH

nin

TaypuHoM H2N-CH2-CH2-SO3H

Co3Hae(OH)3 -—(I‘T—NH—CH;,-COOH CpqHzg(OH)g — CIE-NH_C Hy~CH7—S03H
O O

nukoxoneean kucnota Taypoxonesas kucnota




KOHbOrMpOBaHHbIE XeJi1YHble KUCNOThbI
(akTuBHasa popma)

OH COO COO
CHs CHs
CHs C
HO H OH HO H OH
Xonesas kucnora XeHoaeaoKkcuxonesan kmcnora
% H _ S n .
OH C-N-CHCOO C—-N—-CH,CH;-S0O;
CH; CHs
CHs CH
HO H OH HO H OH

Fnuxoxonesasn xucnora TaypoxeHOAe30KCHXONeBasn KMCNoTa



MEXAHU3M OBPA30OBAHUA HAPQEIX XENYHBIX KUCIOT
3

HO |
XONEBAS! KNCNOTA CH CHy-{CH,) ,-COOH

CHy
A) c TAYPVHOM: HO B) c MMALMHOM:
H,N-CH,-CH,- SO;H + + H,N CH, - COOH
H,0 —
CH,
HO CHy | HO CH,
CH,{CH,),-CO CH -(CH,),-co
H I
NH
|
OH CH, cu,
HO |
CH, coou
TAYP O XONEBAA KUCNOTA | I N1 W K O XONEBAA KHCNOTA

SO_H




KenyHas kucnora Monoxexne OH-rpynn
Xonesas C-3 Cc-7 C-12
XeHope3okcu-

xonesas C-3 C-7 -
Hde3okcuxonesasn C-3 - Cc-12
JinTtoxonesas C-3 = =

COJIN XENYHbIX KMCJIOT = KOHbIOraTbl XenN4YHbiX KUCNOoT

nonspHas
| cTopoHa 5
1
Cy _~ °
HenonsipHas S
cTopoHa N coo
H
rAMLMH
HO~ on MMKOXOsiesas KucsnorTa
: o
3 ; : I
XxenuHas A , XenuHas Ci T~ SOz®
kucnota > ' xucnota o >

v » H  raypum
)JJ%‘ ‘—‘J-‘—-:'

HO™ “on Taypoxonesasi kmcnorTa

MeCTO pacu.lennerwm

TpuauunrnuuepMHa .| conu Xxen4HbiX KMCnor
nnuasi (“
B B B. JKen4yHbie KMcnoTbl u conmm

B. Muuennbi nuwm
JKEeNYHbIX KMCNOT

KMwe4yHuK
é ]
@ nepsuYHbIe
XonecrepuH —» —P KenuyHbie ﬁ

= ¢ KUCAOTbI
©

R PIMUMH, TaYPUH. ﬂ@

2 S CONY XEeNYHbIX
conv KUCNOT
KEeNYHbIX
KUCNOT ‘_

°lg [ anerpanaums conen XEN4YHbIM NY3bIPb
MyuviH, o KENYHbIX KucnOT MUKPO-
TaypuH ° a
©'
o °
nepsuYyHbIE BTOPUYHbIE
XKenyHole XEenN4Hble
KUCAOT! KUCNOTbI

_HTeporenatuyeckan . /

JumpKynsaums

SKCKPEMEHTBLI
. MeTaGonuuyeckue NnpeepaLlleHus XeN4YHbIX KMCNoT




XXenyHblie KNCNoTbl
o6bnapgaror amdbncdunbHbIMU CBOUCTBAMMU:

[0 rmapoKcuiibHble rpynnbl 1 6okoBas Uuenb
rmaopo@unbHbl, UMKINYECKaA CTPYKTYypa
rmapocdobHa. 3Tn cBoUcTBa 06ycnosnauBatloT
yuyacTue XXeNUHbIX KUCNIOT B NepeBapmBaHum
NNNUAoB:

0 1) »Ken4yHble KUCOThI
CrOCOOHbI BMYNbrMpoBaTh XUpPbl, UX MONIEKY/IbI
CBOEWN HEeMNoJIAPHOM YacCTbio aacopbupyroTcs Ha
NOBEPXHOCTU XXUPOBbIX Kanenb, B TO Xe BpeMs
rmapoduibHble rPpynnbl BCTYNaT BO B3aUMOAENCTBUE
C OKpy>aroLlien BOAHOMN Cpeaoun.




0 2) )XenuyHble KNCNO0Tbl Hapaay C KOMNason Xenudu
Y4acCTBYOT B aKTUBUPOBaHUU NaHKpPeaTU4YeCKou
nvunasbl, cCABUrag eé onTuMym pH B KUCTYIO CTOPOHY;

L 5; XXeN4YHble KUCMOTbI OGpa3yr0T C rmapo@obHbIMK

NpoAyKTaMu NepeBapmMBaHms XUPOB BOAOPACTBOPUMbIE
KOMMIEKCbI, YTO CNOCOOBCTBYET NX BCACbIBAHUIO B CTEHKY
TOHKOI0O KuULeYyHUKa.

O >XenyHble KNCNOTbl, MPOHMKAOLWNE B NpoOLIEecce
BCacbiBaHUSA BMECTE C NpoAyKTaMu rmaponunsa B
SHTEPOLUTbI, Yepe3 NMopTasbHY CUCTEMY MOCTYMNaKT B
neYeHb. TU KUCNOTbl MOryT NOBTOPHO CEKPETUPOBATLCS C
XXeNUblo B KULLIEYHUK U YHACTBOBATb B NpoLeccax
nepeBapuBaHns U BCacbiBaHUS.

0 Takas aHTepo-renaTtuyeckas UMPKYNALUS KENUYHbIX
KNUCNOT MOXET ocylectenaTbea Ao 10 1 6onee pas3 B
CYTKM.
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B npouecce nepeBapuBaHUA NULWEBbIX TPUauUuarnmueposos
OKO0J10 1/3 nx pacwjensisercs noJIHOCTbIO A0 rnuuyeposa m
CBO60OAHDbIX XXUPHbIX KUCOT, NpubnunantenbHo 2/3
rmaoposim3lyeTcsa 4YaCTu4yHoO c o6pazoBaHMeM MOHO- U
AMauUNrnMyeponos,

L
Heb6o/iblLuasA 4YacTb COBCEM He pacllennaeTcs.

[0 Tnuuepon u cBobogHble }KUPHbIE KUCAOTbI C AJIMHOM Lenu Ao
12 yrnepoaHbiX aTOMOB PacTBOPMMbI B BOAE U MPOHUKAIOT B
3HTEpPOLMUTDbI, a OTTYAA Yepe3 BOPOTHYIO BEHY B neyeHb. bonee
AJINHHbDIE YXUPHbIe KUC/I0Tbl U MOHOALUATNL,EPObI
BCaCbIBAOTCA NPU YYACTUMN KOHBIOrMPOBAHHbDIX YXENYHbIX
Kucnot, opmupyrowmx mmuennbl. HepaciuiennéHHble XXuUpbl,
no-BUAUMOMY, MOTYT NOT/NOLLATLCA KIE€TKaMU C/IN3UCTOM
KULIEeYHUKa NyTém NUHoUuUTo3a. HepacTtBopumblii B Boge
Xonecrepon, Nnoao06HO KUPHbIM KUC/I0TaM, BCacbiBaeTca B
KULLEYHUKeE B MPUCYTCTBUM XKeNUHbIX KUCNOT.




Mpoceer knwkn SHTEepoLMT

_____ Q _}7}&'— = > Jlumcpa

M XUNOMUKDOH
TpaHcchepasza Benok
{timccponunup.bl
XAonectepon

AT

2-MoHoayunravgepon r“{zﬁ;?: MAT-ayun-
{(MAI) CKK) TpaHchepasa
C1o
C1s Aymn-KoA

Auyun-KoA-
Mg2+ CUHTEeTaza

> BopoTHan

/ > KK —— Cqp— BeHa

HendyHbie
KMCNOTBI Muuenna



(m
=
o
o
=
_U_
[
]
x
(M
L
A0
_Hm
=
L=
&
=
m

-
-

YCnopHele 00O0SHAYSHMA

— TPHUALMINTMLE POk
-~ CBODOJHEIN XHOJeCTepod
- 3(QMpH XOJeCcTepola

= DOCHOIMITM Ok

W

/M

WAWT'T -T70

ﬁmmm - Benkn

rgpododHOe
AOpo




HapylwieHue nepeBapuBaHua u
BCaCbiBaHUA NUNUAOB

B ocHOBe HapyuweHUs nepeBapuBaHuUsa U BCaCbiBaHUSA
INNUAOB JieXXaT TPU rpyrnnbl NaTosIOrM4ecKux
npoLeccos:

1) B nog)xenyao4vyHoOM xesnese, conposoXxaarouimecs
AechbmumMTOM NaHKpeaTU4YecKom imnasbl;

2) B NeYeHU- Npyu 3aKynopkKe >Xe4HbIX MPOTOKOB MU
chucryne xen4vyHoOro nysbips, npusoasiume Kk aecphmunty
n»enum;

3) B KMLUEYHUKE, CoNMpoBoOXAaaloLmMecss CHMKeHneMmM

MeTabonnueckon akKTUBHOCTHU CJZIN3UCTOMN 060J104HKM,
rae nokanusoBaHbl pepMeHTbl cuHTe3a TT.

B cCOOTBETCTBMM C 3TUM pa3/iMvyaloT NaHKpeaTU4yeckKylo,
rernaTtoreHHyr M 3HTeporeHHblie ¢popMbl CTEeaToOpEeMN.
Creatopesi - HapyLwieHMe nepeBsapuBaHUSA XXNPOB




Xnposasa nHPpuAbTpaUuna U AereHepaums
nedyeHun. OXxkupeHue.

Xuposasa MHPUNAbTPaALIMA U fereHepauus nevyeHun
Bo3HuKaeT npu HakonJsieHuu B renatouuTtax TT.
DTnonornyeckumm paktopamm aB-ca: Ankoronmsm, CLi,
nepBuyHas runepnaunonporemHemus (IrJin),
XpOHUUYecKaa KucnopoaHasa HeAOCTaTOYHOCTb aHeMus,
JieroyHoe cepaue, MHTOKCUKaLMNU, BHYTPUNEYEHOYHbIN
XO0JiecTtas, BUPYCHbIN renatmr.

O)xupeHue. 3To COCTOAHUE XapaKTepHoO, npexae Bcero,
ANA XXUTesien pa3BUTbIX CTPaH, Y KOTopbix Ha 100%
Bbille BEPOSATHOCTb NpexxaespeMeHHoM (paHblue, YyeM
cpenHsA NpoAO/HKUTENIbHOCTb XXU3HU) CMepTu. Y nroaen
C n36bITOYHbIM BECOM 3Ta BEPOATHOCTb Bbille Ha 10% -
25%. C npo6s1eMon 0OXXMpEeHUa TeCHO CBA3aHbl BOMNPOChHI
rymopasibHOM perynsiuMm cMHTesa m pacnagaTlres

XXNPOBOU TKaHM.



O)xxupeHue

O)xupeHue pa3BMBaeTCH Toraa, Korga rnocrynjieHme
B OpraHmM3M s3Heprocyb6crpaTtoB npesbillaeT
pacxoaoBaHue 3Hepruu. Cpeam NpuyYnH pasBUTUSA
3TOro COCTOSIHUSA, BK/TIIOYAIOLWMX FeHeTU4YeCcKune m
cpenoBblie paKTOpbl, BakHeMnllee 3HaYeHne uMmeroT
COCTaB NpMHMUMaeMoMm NULUM m cneuymncdpuyeckue
perynsitopbl dHepreTnyeckoro 6ananca. OgHum m3
TaKUX COeANHEHUM ABJISIETCH NPOAYKT dKCnpeccum
TaK Ha3biBaeMoro reHa o>xxmpenus (ob - rena) -
nentuH (leptos — rpey. «TOHKUN» ).

JlenTnH aBnserca 6enkoMm, cocrosalumm m3 167
aMUHOKUCNOT. MeCTOM CMHTEe3a ienTUuHa ABNAIOTCSA
aAnnouMTbl, B ropa3sfo MeHblluen CTeNneHm -
aNUTeNInasnibHble KJIETKM XKenyaka v njaueHThbl.




CoBpeMeHHble npeacraB/JIeHUs 0 MeXaHu3me
o6pa3oBaHUA XeNMUYHbIX KaMHeM

XenuHble kaMHKU 06pasyroTca Yaie Bcero kaMHuM o6pa3yoTcs B

BC/sieACTBME BbiNnageHUNa B
OCaAOK M KpUcCTasinsaumm
rJ1aBHbIX COCTaBHbIX YacTeMn
xenun. U3BecTHbl cnydyam,
Koraa kaMHM (06bI4HO
TBepAablie) o6Hapy>XxuBaroTcs
Jinllb Ha BCKPbITUUN, TaK KaK B
TeYeHMEe >XU3HUN OHMU He
NPOSBNASAINCb HUKAKUMM
K/JIMHUYECKMMU CUMNTOMaMy, B
TO BpeMSl KakK O4YeHb TBepAable
M MSArKMEe KaMHMU NpoTeKaloT C
APKOM KJIMHNYECKON KapTUHOM
KaJIbKyJIE3HOro XoJIeLMCTUTA,
NO3TOMY TaKuX 60JIbHbIX, KaK
npaBuJio, ONepupyloT.

YKeN4YHOM ny3bipe,
3HAuUYUTENIbHO pexxe B
YKEeNTYHOM U NeYeHOYHOM
npoToKax, B
BHYTPMNEYEHOUYHbIX
WeNndyHbiX xoaax. Konunyecreo
KaMHeM B >XeJIYHOM ny3bipe
MOXXeT 6bITb OT O4HOro A0
MHOI'MX COTE€H M TbICSM.
Pa3niMyHa Tak)Xe BeJIMunHa
KaMHEN — OT NeCUYUHKU U
6ynnaBOYHOM ros1IOBKU A0
CJ/INBbl U KYPUHOIo0O anua. Yem
6onbllue KaMHeMN B XKeJTYHOM
ny3bipe, TEM OHMN MeJibue.




XXenyHokaMeHHan 60s1e3Hb CBSA3aHa C
ob6pa3oBaHMEM KaMHen B XXeNTYHOM ny3bipe n (Unmn)
XXeNTYHbIX NPpOoTOKaXx

Yalle cTpagaaloT }KEeHLWMHDbI, TaK KaK 3CTPOreHbil
moryT obycnosamMBaTb HapyLueHus
OMOPOKHEHUSA }KENMUHOro Ny3blpsA.

MU3-3a 3TOro }Kenub 3actamBaeTcsa, B HEU
NOBbLILIAETCA KOHLUEHTPALUA XONeCTEPUHa,
HAYMHAIOT BbiNagaTb XO0/1ECTEPUHOBbDIE
KPUCTaNNbl, 3 BOKPYr HUX B Aa/ibHeulLem
ob6pa3yloTca KamHMU.

Buab! Ke14HbIX KAMHCH

B 340poBOM Ken4yHOM ny3bipe
dopmupoBaHUIO KamHen NpenaTcTByeT
LLeI0YHanA cpega u bbicTpoe yaaneHue
KPUCTANN0B X0/1eCTEPUHA U CKONJIEHUMN
CIN3U NPU ONOPOXKHEHUM NYy3bipA He
MmeHee 3 pa3 BAEHb.




Buabl >XeNYHbIX KAMHEeN

[0 I. TomoreHHble (oagHOpPOAHDbIE) KamHMU: 1. Xos1ecmepuHo8bie KAMHU
0bpa3ytoTca Ha NoYBe paccTpoiicTBa obMeHa BeLWecTs, Yallle BCEro Y TY4YHbIX
60nbHbIX, 6€3 BOCNaAUTENbHbIX U3MEHEHMUI B }KENYHOM Ny3bipe.
PeHTreHoHeraTuBHbl.

2. MuemeHmHesle (bunupybuHoBbie) KaMHM TOXKe 0O6pa3yloTca B aceNTUYECKOM cpeae.
MoaBnAtoTCA BCheACTBUE YCUIEHHOTO pacnaja 3pUTPOLIMTOB NPU BPOXKAEHHON
reMO/IMTUYECKON aHEMUU, CEPNOBUAHOM aHEMUMK, Tanaccemuu. 3.
M3secmKosble KamMHU (BCTpeYvatoTca peaKo).

I 1l. CmewaHHble KamHu (80 % Bcex KeNUYHbIX KaMHEN), B KOTOPbIX AP0 COCTOUT
N3 OPraHMYecKoro BeLecTBa, BOKPYr KOTOPOro oT/aaratoTca c/ion U3 Tpex
OCHOBHbIX 3/IEMEHTOB - XO/IECTEPUHA, }KEYHOIO NUIrMEHTa, CoNel KanbLms.

[0 1l ChoxxHble KamHu BcTpeyatoTca B 10 % ciyvaeB XxonennTnasa, ABAAI0TCA
KOMbBUHaunen obenx popm. A4P0 KaMHA COAEPHKUT XONIECTEPUH, A €ro
060/104Ka MMeeT cMeLlaHHbIN XxapakTep (Kanbumin, 6unmpybuH, xonectepuH).
BO3HMKAIOT Npn BOCMAANTE/IbHbIX MPOLLECCaX B }eNYHOM Ny3blipe U KendyHbIX
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NMpuunHbLI, CNOCO6CTBYIOLLME PAa3BUTUIO
KeJIYHHOKaMeHHOU 60o1e3Hu

|
3aCTOM XKenum npomcxoauT ns-3a:

AaHAaTOMMUYECKUX U3SMEHEHUMN YKENUYHOro Ny3bIpPaA U ¥eNUYHbIX NPOTOKOB;
YypesmMepHoOro MnNUTaHMA W  MANOMNOABUMKHOIO 06pasa XU3HM,
CNOCOO6CTBYIOLLEro 3aCTOIO YKeNnuu;
U3-3a HeperynapHoro nutaHua (6onblume nepepbiBbl Mexxay enon).
OnpepeneHHyl0 posb UrpaeT HacneacCTBEHHOE npeapacnosioXKeHue.
OcHOBHaa ¢YHKUMA »Kenuu — yyacTue B nepeBapuBaHUnN WU
BCACblBaHMU IMNNA0B.
CeKpeuusa Kenum ABAAETCA TaKXe OCHOBHbIM NyTemM BbiBeAeHUA
U36bITKa XonecTepmHa U3 opraHM3ma, KOTopbi BbIBOAUTCA KaK B BUAe
YKeNUHbIX KNCNIOT, KOTOpble 06pa3yloTca B NeYeHU U3 XonecTtepuHa, Tak
U B cBobogHOM Buge.




O

O

NMpuunHbl pOpMUpPOBaAHUA KaMHEN B
YKeJTYHOM ny3blipe

N36bITOUHAA ceKpeLuuna XoNecTepurHa C Xenublo (npu BbICOKaNopuinHon auere,
OXXUPEHUU, NPUEME HEKOTOPbIX NpenapaToB 06yca0BAEHA NOBbILIEHNEM aKTUBHOCTH
FMK-KoA-peayKTasbl, y4acCTBYHOLLIEN B CUHTE3€ XO/1eCTEPUHA B NEYEHMU).

NMoHUXKXeHHanA cekpeuunsa KenuyHbix KUcnotT u pochonnnmnaos (Npu BpoXKAEHHbIX
HapyLeHnax obmeHa BelecTB (CyX0XMAbHO-MO3roBOM KCAaHTOMATO3, Apyrue peakme
6onesHn), HapyLeHNM KULLEYHO-NMEeYEeHOYHOro KpyroobopoTa (gamtenbHoe
NapeHTepanbHOE NUTAHME, PE3EKLUMA NOAB340WHON KUWKK). Y 6onbluMHCTBA 60NbHbIX
MOHMMKEHA aKTUBHOCTb XONECTEPUH-7-aNbda-rMAPOKCUAA3bI (STOT PepMEeHT NPUHUMAET
y4acTue B CUHTE3E NEPBUYHDIX XKENYHbIX KUC/IOT).

dochonnnuabl UTPaIOT BaXKHYIO PO/Ib B IMTOreHe3e Npu obpa3oBaHum

nedeKTHbIX BEe3UKY. XonectepuH n pochonnnuabl CEKPETUPYIOTCA B XKelYb B BUAE
[BYXCNOMHbIX BE3MKY/I, KOTOPblE OT/INYALOTCA HECTAabUIBLHOCTLIO U NpeBpalLlatoTca
BMECTE C XKeNYHbIMU KUCNOTaMU B Apyrue arperaTbl, B YaCTHOCTU B muULennbl. Ana
06pa30oBaHMA CMeLLaHHbIX MULLE B bonbluel cTeneHn ncnosbaytotca dochonmnuapl,
YEeM XOJIECTEPUH. BE3UKY/Ibl, bOraTble X0NnecTepuHom, obbeanHAoTCA B 60/iee KpynHble




CooTHOLIEHUE XKeNYHbIX KUC/IOT U XO/1IeCTEPUHA B Kenuun —
Ba*KHbIX paKTOp PopMUpPOBaAHNA KAMHEMN

[0 XonecrepuH-—rugpodobHoe BewiecTso, NO3TOMY B
pacTBOPEHHOM COCTOAHUM B BUAE MULLENN KeNuu ero
VAEPXKUBAIOT }KeNUYHble KUCNOTbI.

[0 CooTHOLeHUe KeNUYHbIX KUC/IOT U XO/1IeCTEPUHA A,0/1XKHO 6bITb
npunbansurenbHo 12:1.

[0 Mpu ymeHblieHUN 06pa3oBaHUA KeNuU NN YBENTUYEHUMN
KO/IMYECTBA B XKeNUu XonecTrepmHa nocneaHui sBbinagaer B
0CaA0K. ITOT F'YyCTOM MACNAAHUCTbIA OCAA0K NPONUTbIBAETCA
CONAMM KanbuUsA, }KeNYHbIMU NUTMEHTAMM U CO BpemMeHeM
npeBpaLLaeTca B KAMHMU.




Ba)>kHble AeTain MexaHu3Ma obpa3oBaHUA XeJTYHbIX
KaMHeM

[0 wu3meHeHune 6anaHca ¢paKkTopoB, UHIMOUPYIOLLMX BbiNagdeHune
X0onecTepmHa B 0CafoK (YMeHbLUEHME COAEPKAHUSA B XKENUM
BellecTs 6eKOBOM NPUPOAbI, CHUKEHME XONaTO-
XONECTEPUHOBOro KO3PPULUMEHTA, T. €. COOTHOLIEHUA XKENYHbIX
KMCNOT U XONEeCTEPUHA, U IELUTUH-XONECTEPUHOBOTO
KO3dPuUMeHTa; CABUT PeaKLMUN XKEeTYM B KUCAYIO CTOPOHY);

[ pesKoe cHUMNKEeHUE nnm NoaHoe OTCYTCTBUE IUMUAHOTO KOMMIEKCa
B XXeN4u. ITOT Komnaekc obecneymBaeT KONNOUAANbHYIO
YCTOMYMBOCTb KENYU, NPenaATcTBYya KpMUCTaAnM3aLmnUmn XonecTepuHa
n ob6pasoBaHUIO KamHel. B cocTaB iMNMAHOro KOMnNaeKkca BXoaaT
KeN4YHoKucable conun, pochonnnuabl U XonecTtepuH, SNEKTPONUTI,
BUTaMuH B12;




Ba)>kHble AeTain MexaHu3Ma obpa3oBaHUA XeJTYHbIX
KaMHeM

|
[0 pasBuTHe BocnasneHua noj BAUAHUEM UHULIMUPYIOLWLUX PaKTOPOB
(nnweson ancbanaHc, anneprus, ayToaHTUTeNa, MUKpodaopa),
BC/1I€ACTBUE YEro CTEHKOM KENYHOTO NMy3blpa BblAENAETCA CU3b,
coAeprKallana raMkonpoTena;

[0 oTnoxkeHue xonectepmHa B KOMOYKax CIM3K , Yemy cnocobcTayer
NOABNEHME B }KeNUYM NONOKUTENbHO 3aPAKEHHbBIX MYKOUAHbIX U
6enKoBbIX BELWECTB, B TO BPeEMA Kak KOMMJIEKC XONEeCTEPUHA C
KeNYHbIMU KUCNOTAaMU U Mbl1IaMU NPEACTaBAAET OTPULLATENBHO
3aPAKEHHYIO KONNOUAHYIO Tpynny;

[0 cnunsHue u pocT KOMOYKOB NPUBOAMUT K 06pasoBaHUIO
XOIECTEPUHOBbIX ¥KE/YHbIX KAMHEN, a NocneaytolmMe NpoLecchl
nepeKkpucTanamsalmmn conpoBorKaatotTcs obpasoBaHMEM MUKPO-, a
3aTeM MaKpOTpPEeLLMH, Yepes KOTopble BHYTPb KaMHs nonaaatoT
NUrmeHTbl, 06pasys ero A4po.




TIrMIr-KoA-pegykraza

4 Xonecrepnn- 1 Xonecrepusi-
TrMIr-KocA-peaykrasa 7a-rmapokcunasa 7a-rmapokcunasa
T Xonecrepus Hopmanssbiit yposeHs T Xonecrepun
Hopmanohs=in ypoBesib xonecrepnHa 4 Kenusnie kcnoTs!
HENUHBLIX KACNoT 4 ¥ enurbie mMcnoTe! Hopmanbssin ypoBeHb
Hopmanbhsiin yposess Hopmanssbiit yposeHs neynuTURa
meunTreEa neyuTuHa
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DaxTopbi, cnocobScreyouwme DaxkrTopbl, NpenATeylowme
KpucTannusaumnm KpMcTannusaumm
Muko3amMMHOIMMKaHb! l T AnonporteunHs!
TepmonabunsHble Genkn NeunTnHOBLIE BE3UKYNbLI

1. Kpucrtannusayus

V. Mukpockonuyecknn
KamMeHb

Kameub



O6pa3oBaHue cCMellaHHbIX MULleJ/J1 U BCaCbiBaHue
NPOAYKTOB rmApoJin3a >XmMpoB

O

MpoAayKTbl ruaponmnsa upos n ¢ochdonnnmuaos CTaHOBATCA
aMmodUPUNbHbIMU COEAMHEHMUAMM U B TAKOM BUAE MOTYT BCacbIBaTbCA B
COCTaBe CMeLUaHHbIX MULEN.

O6pa3oBaHKe cMeLlaHHbIX Muuenn. NpoayKTbl IMAPOAM33a KUPOB
(}KMPHbIE KNCNOTbI, MOHOALMATNLEPO/IbI), @ TAKXKE KeNYHble KUCIOThI,
XOJIECTEPO/I, }KMPOPACTBOPMMbIE BUTAMUHbI 0OPA3YIOT CMELLaHHblie
MULENNDbI U B TaKON GOpMe NPOHMKAKOT B KNETKU CIM3UCTOMN 060/104KK
TOHKOM KULKW, FAe MULE/Ibl pacnagatoTca Ha COCTaBHbIE KOMMOHEHTHI, a
MNPOAYKTbI TMAPO/N3a KMPOB NOABEPraloTCA PECUHTESY.

CmellaHHble MULLENIbI NOCTPOEHbI TaKUM 06pa3om, 4To rmapoPobHbIe
4acTU MOAEKYN 0bpaLleHbl BHYTPb MULLEA/IbI, @ TMAPODUIBHbBIE - HAPYIKY,
NO3TOMY MULENNbI XOPOLIO PAaCcTBOPAIOTCA B BOAHOM Ppa3e CoAepKMMOro
TOHKOMN KULLKMU.




BcacbiBaHue NpoaoyKTOB rmapoJsin3a >XMpos

[J BcacbiBaHMe }KUPHbBIX KUCNOT CO CpeaHen ANUHOM Lienu,
obpa3sytowmxca, Hanpumep, NPU NnepeBapuUBaHUn ANNNA0B MOJIOKA,
npoucxoanT 6e3 y4acTna cMeLllaHHbIX MULLEN. DTU }KUPHbIe
KUCNIOTbl U3 KNETOK CAM3UCTON 060N0YKN TOHKOTO KULLIEYHUKA
NonaaatoT B KPOBb, CBA3bIBAKOTCA C OENKOM aNnbOyMUHOM U
TPaHCNOPTUPYIOTCA B NEYEHb.

[J O6pasylowmecs npoayKTbl pacnaja TPAaHCNOPTUPYHOTCA B TKaHW,
npuyem rnmuepos camoctoartenbHo, a CXKK B Komnsiekce ¢
anbbymmHamu. B cepaue K ncnonbsytorca agnsa noayyeHus
JHepruun, a rnULepoa B NeYyeHn NCNOJIb3yeTca ANA CUHTe3a KMPoB. B
¥unposomn TkaHu CHK mncnonbsyrotrca gna pecuntesa TAI, KoTopble U
OTKNaApbliBatoTCca B aamnoumTax (aeno TAT).
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PecuHTE3 >XMPOB B SHTEpOLIMTaX

PecrHTE3y XKMPOB NpeAaLIecTBYET aKTUBALUA XKUPHOW KUCAOTbI, T.€.
npucoeguHeHue ee K KopepmeHTy A:

PecuHTes monekyn TAl U3 2-MOHOQUUATAINLEPOAA U AaKTUBHbIX GOpM
KUPHbIX KUC/IOT) NPOUCXOANT NOA AeNcTBUEeM auunTpaHcdepas. B xoae
pecuHTesa obpasytotca TAl, oTamnyatowmeca No coCTaBy OT TEX, KOTOpbIE
BXO4WUNN B COCTAB NULLU, TaK KaK B peCMHTEe3e YyY4acTBYIOT U XKUPHbIe
KUCNOTbl, CUHTE3UPYEeMble B OpraHM3me yenoseka.

p-moroammaramepun (MATD) Jduammacnunepnn (IAD) Tpuamnarnnumepun (TAT)
a«CH,-OH aCH,-OH a CH,-0-CO-R,

pCH-0-CO-R, p (I]]I-ﬂ-(fﬂ-ﬂl B CH-0-CO-R,

v (:"2-()" i} E"}:-'U'-C(}-Rj m’ o (:"2-(}-(:(}-[{3

R -CO~5-KoA HS-KoA RS-CD*'S—KQA HS-KoA




PecrHTe3 )KUPOB B KJleTKax CJIM3MCTOU 000JI0UKHU
KUIIIeUHUKA (SHTepoLUTax)

Cnusuctast 060/104Ka TOHKOH KMIIIKH

PecuHTe3 XUpos H,C—OH

RZCO—O—(':H
H,C—OH

YnakoBka XUpoB
B XMJIOMUKPOHbI

l

2aunn-KoA

H,C—O—CO-R,

~— R:CO-O—CH
H,C—O—CO-R,

2HS-KoA

XUIOMUKPOHBI \_

(Hespenbie)




PecuHTE3 >XMPOB B SHTEpOLIMTaX

[0 B KneTkax cAn3ncToii 060/104KU KULLEYHUKA NPONCXOANUT aKTUBHbIN
cuHTe3 rnanuepodochonunupos, Heobxoanmbix Ana GOPMUPOBAHUA
CTPYKTYPbI IMNONPOTEMUHOB - TPAHCMOPTHbLIX GOPM INNNA0B B KPOBM.

[0 B knetkax cansmcTton 060/104KM TOHKOM KULLIKM BCOCaBLLINECS MONEKY/bl
XoNecTeposa TaKxe npespaiiatorca B 3upbl NyTEmM B3aMMOAENCTBUA C
aunn-KoA. 3Ty peaKkuuto KatanmsmpyeT auuaxonecreponaumntpaHchepasa
(AXAT). OT aKTUBHOCTM 3TOro depMeHTa 3aBMCUT CKOPOCTb NOCTYN/IEHUA
9K30reHHOro X0/1ecTeposia B OpraHmM3m.

[0 B knetkax anuTenus TOHKOM KULLIKK U3 KMpPOB, 06pa3oBaBLLINXCA B
pe3y/ibTaTe PECMHTE3a, a TaKKe M3 3PUPOB XONECTEPO],
KUPOPACTBOPUMbIX BUTAMUHOB, MOCTYNUBLLUX C NULLEeN, POPpMUPYIOTCA
NIMNONPOTENHOBbIE KOMNJIEKCbI - XMIOMUKPOHDbI (XM). XM panee
AOCTaBAAIOT XUPbl B NepudepuyecKkmne TKaHu.




PecuHTes rmmuepodochonmnupos

CH2-OH CH2-OH
mm \ MMMUALIEPOJIKHHA3A \
CH-OH —»  CH-OH
\ ATD ~ \
CH2-OH. AIlD. CH20PO3H2
MTULIEPHUH. - Ansda -ITNTHLIEEPODOCDAT.

ALIMII-KOA-CUHTETA3A
R-COOH. » R-COSKOA
+HSKOA, +AT®___

AMD+DOD
CH2-OH CH2-O-CO-R1
\ AUMNTPAHC®EPASA \ AUHMITPAHCDEPA3A
CH-OH + R1-COSKOA » CH-OH >
\ -HSKOA \ +*R2-COSKOA
CH2-OPO3H2. CH20PO3H2 -HSKOA

JIN30POCDA THIHHAF m-1T.A

CHZQ-CO-R1

\ «“UTD, -@Dn UIS-qUHALIMAT IHUEPH

CHO-CO-R2 >

\ -“HMHO3UT <CEPH ~uas®
CH2-O-PO3IT12, ~1I®D. DOCPATH CEPHH

POCPATHAOHAA K-TA
SOCOATUIHTNHOINAT L‘- CcoO2
QOCPATHAHINDTAHOIAMHWH

+HCH3
DOCDATHITMINXOITHH



CxeMma pecuHTe3sa pochonmnuaos

______ OrnoKCrayeTox- Mmwyepon-3-
Fmokosa > docdar — o
2 Aunn-SKoA
Docdaruaman
Kucnora

Unoanron / .\-

@ocarnaun- < - wae-nA 1,.2-Anaunnrmuuepon

MHO3MUTON
V CepuH
LWAD-xonuH

Jranonamun @ocharmauncepuH (UWOD-araHonamMmH)

DochHoxonuH

(Pocpoaranonammm)
Cepun oocq;a-rwnarauonauun Ao
CHj
AT®
Xonuu -

Docharnannxonu (Jranonammn)



JimnonpoTrteumHbl NJ1Ia3Mbl KPOBMU

= JInnuapl, B YaCTHOCTM XKMPbl, XOIECTEPON U ero 3dupbl HE PACTBOPAHOTCS

B BOAHbIX $a3ax opraHM3ma, N03TOMY TPAHCMOPT UX KPOBbIO U IMMPOK
OCYLLECTBAAETCA B BUAE KOMNNEKCOB ¢ benkamu u dochonnnnaamu,
KOTOpble Ha3bIBAOTCA IMNONPOTEUHAMM.

[J 2. Bce aMnonpoTenHbl UMEOT CXO4HOE CTPOEHME: AP0 COCTOUT U3
rmapodobHbix monekyn: TAl, adpupoB xonecteposa, a Ha NOBEPXHOCTH
HaxoAuTca moHocnon pochonnnmnaos, NOAAPHbIE FPYNMbl KOTOPbIX
obpalllieHbl K BoAe, a rmapodobHble norpyeHbl B rnapodpobHoe aapo
NNNONPOTEMNHA.

[0 Kpome pochonmnuaos, Ha NOBEPXHOCTM HaXo4ATCA BENKU -
anoAMNoNpPoTeuHbl . ANOANNONPOTENHbI BbINOAHAOT Pa3/INYHbIe
bYHKUMKU. MHTEerpanbHblie anoannonpoTenHbI ABAAIOTCA CTPYKTYPHbIMMU
KomnoHeHTamu. MNepudepuryeckne anonnMNONPOTENHbLI B N1a3me KpoBu
MOTYT NepeaaBaTbCcs OT OAHOro TMMNa IMNOMNPOTENHOB K APYTUM,

J

———oRpegenda nx-gaapbHenwme npespatednda.—— 00— 00000



CTpoeHue nMnonpoTemHOB NJia3Mbl KPOBMU
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Knaccudpunkaumsa nMnonpoTemHoOB

[0 JlunonpoTteunHbl — chepuyeckne 4acTuLlibl, B KOTOPbIX MOMKHO
BblAEeNUTb rnApPodOOHYIO cepALIEBUHY, COCTOSALLYIO U3
Tpurnnuepuaos (TP IN) u adupos xonectepuHa (IXC ), u
amduoduabHyro 060104Ky, B cocTaBe KoTopon — dochonnnuasbl,
rAMKoAunuabl u 6enkn. benkn ob6onoykm — anobenku. XonectepumH
(XC) 06bI4HO 3aHMMAET NPOMEKYTOHYHOE NONOKEHNE MeXAY
0b60/104KOM U cepaLEBUHOMN.

[0 OcHoBHas po/sib AMNONPOTEMHOB — TPAHCMOPT AUMUA0B, MO3TOMY
OBOHaPYKUTb UX MOKHO B BMOIOTNMYECKUX HKUAKOCTAX. JInnnapbl
N1a3Mbl KPOBM MOKHO pa3aennTb Ha rpynnbi:

1) Xunomukponsi (XM);

2) 1OHN (AMnonpoTenHbl O4EHb HU3KOU NJIOTHOCTH);

3) NN (AmnonpoTenHbl NPOMEXKYTOUYHOM NJIOTHOCTH);

4) THN (AamnonpoTenHbl HU3KOW NIOTHOCTU);

'5) IBM (AMnonpoTenHbl BbICOKOU NJIOTHOCTH).




XM

JNOHIM

JINHM

nneri

— —

T

XUMUYECKUN COCTAB TPAHCMNOPTHbIX
nunonPoTEMHOB (J1IN') kPOBMK

TAI

— — —_—— — —_ ——_ " p—

oman
" B

XMMUWUYECKUW COCTAB TPAHCIMNOPTHbIX
nunonPoTEUWHOB (JTIM') KPOBU ( B %)

XMMUNHEC KM
COCTAB
=y

BEITKHA

(b)

XM
JINOHIN
JINMHMN
nreri

2
10
22
S0

POCDPO- TPUALIAI - XOJIIECTE-

nmnuasl rmmuePuvabl PUH

(@JI) | (TAID) | (XC)
7 83 8
18 50 22
21 7 50
27 3 20




XapaKTepucTmka IMnonpoTemMHoB

IlNMokazarens| XH.IOMHKpPOHBI JIMNMOHTI JITITLN JITTHII JIIBIl
Cocran, %:
OCIKH 2 10 11 22 SO
a1l 3 18 23 21 27
xXC 2 7 S b -1
IXC 3 10 30 42 16
AL S5 S5 26 7 3

PDUHIKITHEH

Tpauscnopr
CEMITHIIOB H3
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[povexyTO -
Has hopya
Ipcepalic-
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XM;: B-100 ocHoBHOMH OCHio JITIOHIT ¢ JMTITHII BI3AHMOIICHCTRYCT C PCHCIHTTOPRANMM
JITTHILL; C-11 — akr#parop JHIIOITPOTCH HAIMIA36e!, reperxocuTes: ¢ JITEIBII va nespenwie
XM a HITOHII B Kpos#u: I — B3aHMOICHCTBYET C PEUCHTOPAMIE HA HOBEPXHOCTH rena-
TOHHUTOB, A-1 akTupartop prepyenTa JIXAT TTOTITNT JAHNMOHNPOTCHHBI OUCHEB HHIKOH
morinocTr: JITTTEd JUITOINPOTCHHLL HPOMCKNVTOIHOH naoriocT: JITIHT] MO PpO-
TCHIILI HU3KOU morTnocTu; JITTBEI JHUONPOTCH B BLICOKOH THJIOTIHOCTH



Bce AnMnonpoTenHbl OT/INYAKOTCA NO CBOEM
DYHKLUU

[0 XunomukpoHbl (XM ) — 06pa3yloTca B KeTKaX KULLIEYHUKA, UX GyHKUUA —
nepeHoOC 3K30reHHOro XXupa u3 KUWeyYHUKa B TKaHU (B OCHOBHOM B YXUPOBYIO
TKaHb), a TaKXKe TPAHCNOPT 3K30reHHOro X0/1eCTEPUHA U3 KULLEYHUKA B
neyeHb.

[0 J1OHM o6pa3yloTca B NeueHu, ux poib — TPAHCNOPT IHAOINeHHOrO XUupa,
CUHTE3UPOBAHHOIO B NEeYEeHU U3 YIr1eso040B, B }KUPOBYIO TKaHb.

[0 J1IHMN — o6pa3syiorca B KpoBeHocHOM pycne u3 JIOHN yepes ctaguio
obpa3oBaHUA AMNONPOTEMHOB NPOMEKYTOUYHOM NNOTHOCTU. X ponb —
TPaHCNOPT 3HAOrNeHHOro Xos1ecTepuHa B TKaHMU.

[0 JlunonpoTeuHbl BbiCOKOI nnoTHocTU (/1IBM) — 06pa3ylorca B neyeHHu,
OCHOBHas Po/ib — TPAHCNOPT X0NeCTeEPMUHA U3 TKAHEN B NEYEHD, T.e.
yAaNeHune XxonectepmHa u3 TkaHewu, a ganblue XoNecTepuH BbIBOAUTCA C
YKenublo.




NMpu onpeageneHun coaeprXaHns B KPOoBM
JINNONPOTEMHOB Pa3J/INYHOMU NMNJIOTHOCTU UX 06bIYHO
pa3aensoT MeToAOoOM 35ieKTpodopesa.

O

1)

2)

4)

5)

Mpu atom XM octatotca Ha ctapTte, JIOHI oKa3biBaloTca BO ppakuum
npeb-rnobynuHos, JIHM u /1NN Haxogat Bo ¢pakuum b-rnobynnHos, a
NBM — a2-rnobynnHos. Ecnm B KpoBU NOBbILWEHO coaeprKaHue b-
rnobynunHos (J/1HI), 3To 03HayaeT, YTO X0/IECTEPUH OTKNaAbIBAETCA B
TKaHAX (pa3BuBaeTcA aTepocKaepos).

Posnb anob6enkoB B cocTaBe JIMMONPOTENHOB:

BbINOMHAKT PYHKLUIO 3IMY/IbFaTOPOB, MOTOMY UYTO ABAAIOTCA
amPnPunbHbIMU BeLLLeCTBaAMMU;

HEKOTOpbIe ano/IMNonNpPoOTENHbI — PEry/aTopbl aKTUBHOCTU
depmeHTOB IMNNAHOIO 06MEHa;

moryT 06s1agatb cobctBeHHOM PepMeHTaTUBHOMN aKTUBHOCTbIO;
MOTYT BbICTYNaTb B Ka4eCcTBe JIMraHA0B KJEeTOYHbIX peuenTopos Ans
IMNONPOTEUHOB;

OCYLLECTBAAIOT TPAHCNOPT IMNUAO0B U3 OA4HOTO IMNONPOTEUHA B

APYrou.



«Xopowme» U «KnJjioxme «JaAMnonpoTenHbl>»
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Ponb neyeHn B ob6MeHe NMNonpoTemHOB

JINT [xup, PeMHaHThI
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0000 no- MbILLLE]
XUNOMUKPOHbI
_ @ nBn.
A A
AL NHN-Py LAL
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A 3Sdupbl XonectepuHa — = NHN-Py

A JKenyHble KUCHNOTbI nen nBns .
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NN - nmnonpoTtenanunasa; JIXAT - neuUTUH: XonecteponauuntpaHcdpepasa;

PLTP - 6enokK TpaHcnopta ¢ocdonnnugos; LRP - 6enok, poacrseHHsblit JIHN-Pu,;
SR-B1 - peuenTtop-mycopuumk Bl



Ponb neyeHun B obMeHe AMnonpoTemHoB

O

MNMeuyeHb urpaert Ba)KHEULUYIO PO/ib B nogaepXaHum 6anaHca mexxay
Pa3IMYHbIMU AINNUAAMMU N aJaNTaLUU NX 06MeHa K peXkxumy
nutaHua. B 3HauuTenbHOM mepe 31a PYHKLMUA NeYeHU cBA3aHa C
ceKkpeumen U 3aXxBaTtom renaTtouuTamm AMNONpPoOTENHOB.

MNMeueHblo cekpeTupyrotca JIOHN, TpaHcnopTupyowme
npeMmyLlecTBeHHO TPpUramuepuabl B XXUPOBYIO TKaHb A4 3anacaHua
U B TKAHU-NOTPebutenn XupHoix kucnor. ObegHeHHbIe
TpuUranuepmgamm, Ho oborauieHHble X01eCTEPUHOM U
dochonunngamm pemHaHTbl XMNIOMUKPOHOB M 06pa3ylowmxca u3
JTOHM annonpotenHbl HU3Kou (1 JINMM) nnoTHOCTK 3axXBaTbiBAlOTCA
neyeHblo ANA nocneaylolen nepepaboTkm n/mam skckpeLmm c
»enublo.

CeKkpeTupyembie neyeHblo 6enKoBblie KOMNOHeHTbl JIBH BbinoaHAIOT
PYHKLUMIO MYCOPLULUKOB, TPAHCNOPTUPYA B NeYeHb U36bITOK

~_XonectepuHa u3 nepupepuyeckuxTkawesn



XUNIOMUKPOHbI — Ba)>XHbIX (hbaKTOp TpaHcNopTa
nunupos

[J OcHOBHOI CTPYKTYPHbIM anOAUNONPOTEMH XMIOMUKPOHOB - 6e/10K B-
48, KOTOPbI CUHTE3NPYETCA B KNETKAX CIU3UCTON 0B00UYKN TOHKOM
KULLKK, Heobxoanm ans GopmMUpoBaHUA CTPYKTYPbl XMTOMUKPOHOB.

[0 O6pas3oBaslunecs B 3HTEPOLUTAX INNONPOTEUHbI NPEACTaBAAIOT
coboi1 He3penble XMIOMUKPOHDbI, B KOTOPbIE BKIOYAOTCH
PECUHTE3UPOBAHHbIE XUPbl U Bcocaslumeca ruapodobHble BewecTsa:
XONIECTEPO, KUPOPACTBOPUMbIE BUTAMUHDI.

[0 He3penbie xunomMuUKpOHbI CHavyana nonagatoT B AiMmady, 3aTem - B
KPOBOTOK. B KpoBU He3penible XMNOMUKPOHbI noay4yatoT ot JIMNBI,
obpasyoLlmnxca B ne4eHun, anonpotenHsl - C-1l, E n npeBpalarotcs
B 3pe/ible XUIOMUKPOHDI. [ToABneHME B KpOBU B aBCOPHTMBHbBIN
nepmoa, XMN0OMUKPOHOB (40BO/IbHO KPYMHbIX YacTuL,) Aenaet
CbIBOPOTKY KPOBM ONnasieCLUUpYOLLEMN.
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O

B KpoBu 3penbie XMIOMUKPOHbI NOABEPratoTca AeUCTBUIO pepMeHTa
NUNONPOTEMHANNA3bI, KOTOPbIA NOKAAN3YETCA Ha NOBEPXHOCTH
3HA,0TENNA COCYA0B, B OCHOBHOM B }XMPOBOMU U MbILLEYHOMU TKAHSAX.

ITOT PEPMEHT Ky3HAET» XMIOMUKPOHbI, B3anmoaenctaya ¢ anoC-1l, aktusmpyrowmm
3TOT pepmeHT. JIunonpoTenHAnnasa rmapoan3yeT Kupbl B COCTaBe XMIOMUKPOHOB
A0 rNLEepPONa U CBOOOAHbBIX *KUPHbIX KUCAOT. [nUepos NepeHoCUTCA B NeYEHb, a
KUPHbIE KNCNOTbl MOTYT OKUCNATHCA B TKAHAX (MCTOYHUKU SHEPTUN) UK
AenoHupoBaTbca B Buae TAT x)uposon TKaHu. CTpyKTypbl, 0bpa3ytoumeca u3
XUJIOMUKPOHOB NOCNe yaAaneHna oCHOBHOM YacTu TAl, Ha3bIBatOTCA OCTaTOUHbIMM
XUIOMUKPOHAMM U 3aXBaTbIBAlOTCA NeYeHbIO Yepes peLenTopbl, CBA3bIiBalOWme
anoE. AnoC-ll nocne yapanenua TAT us XM nepeHocatcs obpaTtHo Ha JIMBIT.

B cocTaBe 0CTaTOUYHbIX XM/IOMUKPOHOB COAEPHKATCA XO0NeCcTepos U ero apupsl,
YKMPOPaACTBOPUMbIE BUTaMMUHbI, anonpoTenHbl. OCTaTOYHbIE XUTOMUKPOHbI B
KNeTKax Nne4eHu NoABepratoTca rmapoanTuYeckomy AencTBnto pepmMeHTOB IM30COM.
B pe3ynbTaTe 0CBOOOXKAAIOTCA XONECTEPO, *)UPHbIE KUCNOTbl, aMUHOKUCOTHI.
Takum ob6pa3om, GyHKLUEN XUNOMUKPOHOB ABNAETCA TPAHCNOPT IK30reHHbIX
NULLLEBbIX IMNNAO0B, B OCHOBHOM }XUPOB, U3 KULLEYHUKA B TKaHU.

B TeyeHne 1-3 4acoOB XMJIOMUKPOHbI UCYE3AIOT N3 KPOBU M CbIBOPOTKA Ye/I0BEKA B
nocTabcopbTUBHBLIN Nepunoa cTaHOBUTCA Boee NPo3pPaYHO.




B 3aHTEepouMTaxX NnponMcxoauT peCcUMHTE3 TPUrinuepuaos.
3aTteM 3aecb 06pa3yroTCa XUJIOMUKPOHDbI — TpUravmuepuabl,
3aKJIloueHHble B 060/104Ky U3 6enka, pocchonmnmnaos

n 3(UpOB XoJsiecTepuHa, nocrynawowme B nuMmay.

O

YacTb CBO60OAHDbIX YXUPHbIX KUCJIOT U INIMLEPUH,
pacTBOpMMbIE B BOAe, BCAacCbiBAalOTCA M B KPOBb.

C nmMmdon XMJIOMUKPOHbDbI, NMOCTYNAaOT B BEHO3HYHO

KPOBb U TPaAHCMNOPTUPYIOTCA K TKAHAM M opraHam .
NMepBble OopraHbl , Yepes3 KOTopbie NPpoxXoaAaT
XUJIOMUKPOHbI, — cepaue, nerkue, a 3ateéM OHM NocTtynarT
B 061N KPOBOTOK.

B Jierknx npoucxoanT 3aep)kKka 4HacTu XMJIOMUKPOHOB
cneunasbHbIMU K/IeTKaMU — TMCTUOLIMTAaMU U BpeMeHHoe
AenoHupoBaHue. NMpu 3TOM >XUP OKUCAAETCH C
ocB0o60>XAeHueM 3Heprum, Kotopas Mcnosib3yeTcs Aas
npoLeccoB noaAep>XaHUsA CTPYKTYPHOW OpraHu3sauum
Nerknx u corpeBaHusa NOCTynaloLlero B Jierkue Bo3ayxa.




NMyTb 3K30reHHbIX >XupoB n XM

Jumda
XH.1I0MUKPOHBI KPOBb :
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B neyeHn XMNOMUKPOHDI
noaBeprarTca rmapoamnsy c
obpasoBaHMeM }KUPHbIX
KUCNOT. OHU OKUCNAIOTCA UK
MCMNONb3YIOTCA ANA CUHTE3a
HOBbIX TPUTULEPUAOB U

dochonnnnaos,
NNUNONPOTEMNHOB, a TaKXKe
YacTUYHO AenoHupyloTca. B
TaKOM BuAe XXuUp noctynaert u3
neyeHu B KPOBb U Aanee B
XUpoBble aeno.

Haunb6onee Ba)KHYIO poJib B NpeBpalleHun >XUPOB KPOBMU
MrpaloT NneyeHb, )XXUPOBasA TKaHb , MOJIOUYHbIE
Kesiesbl U XKeNnyaouYHO-KULLEeYHbIW TPaKT.

[0 B »upoBoii TKaHu
NPOUCXOAUT CUHTES
U AenoHupoBaHue
TPUrANLLEPUAOB U KUPHDbIX
KUCNOT.
[0 MNepep ucnonbsoBaHuem
B OpraHax M TKaHax
OpraHu3ma Xup
obasarenbHO
NPOXOAUT CTaAUI0
AenOoHUPOBaHUA
B YXMPOBbIX Aeno.




CxeMma Metabonusma BXKK

AMNUALI NALLK
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KeToHOoBLIE XonecTepon

LUuka Kpebca
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beta-okucneHnue BXXK nportekaetr B MuTOXOHAPUMaNbHOM MaTpUKce
TO/IbKO B a3PO6HbIX YC/I0BUAX, TAaK KaK TECHO CBA3AHO C
dYHKUMOHMPOBAHMEM LUTPATHOTO LIMKAA U LEeNU nepeHoca 3/1IeKTPOHOB.
e
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MexaHu3sm TpaHcnoKauum BXK B mutoxoHgpuio

*upHbie KUcNoTbl C KOPOoTKOM annHou uenm (4-10 C atomos)
CaMOCTOATE/IbHO NPOXOAAT B MUTOXOHAPUU U TaM aKTUBUPYIOTCA.

Auunn-KoA-cuHTETasa Hapy»XHOU membpaHbl MUTOXOHAPUI NpeBpaLlaeT
BXK B aunn-KoA. 3atem nopg, gecrsnem pepmeHTa
KapHUTUHauuntpaHcdepasbl | (KAT 1) aumnbHbIY OCTAaTOK € auunn-KoA
NepeHOCUTCA Ha KAaPHUTUH C 0bpa3oBaHMEeM aLUIKAPHUTUHA.
CneunduuecKan TpaHC/I0Ka3a NPOBOAUT ITO BELLECTBO Yepe3
BHYTPEHHIOI0O MeMbpaHy MUTOXOHAPUIA. Ha BHYTpeHHeW No BEPXHOCTH
BHYTPEHHEN MeMbpaHbl MUTOXOHAPUI KapHUTUHAUMATPaHcPepasa |l
(KAT M) pacwennaeT auuAKapHUTUH C NOMOLLbIO MUTOXOHAPUANIbHOTO
HS-KoA. Aunn-KoA, ocBoborkgatowmimnca B8 MaTpUKC, y4acTByeT B
peakuunax B-okncnenns, a cB060AHbLIN KAPHUTUH TOU XKe TPAHC/I0KA30M
BO3BPALL,AETCA HA HAPYXKHYIO MembpaHy.




TpaHcnokauusa B)XXK B MUTOXOHAPUIO

Hapyoicnas membpana  Bhympennss membpan
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UHTeHcnBHOCTb noctynsieHna BXK B maTpuKc mutoxoHapum
3aBUCUT OT COOTHOLLEHMA Konudyectsa masoHnn-KoA/aunn-KoA.

|
Yem Bbille B K/1IeTKe KOHUeHTpauua maaoHun-KoA, Tem HMKe

cKopocTb nepeHoca BXK B maTpuKc MUTOXOHAPUMI, TaK KaK ManoHu1-KoA —
annocrepunyeckuit uHruburtop KAT1, a auun-KoA — ero aktusartop. B
MaTpPUKCe MUTOXOHAPUM alU/IbHbIA OCTAaTOK OKUcaAeTca no B-yrnepogHomy
aToOMy B LMKIMYECKOM npouecce ¢ NomMmoLbio pepMeHTOB.

Ka)kabiv UMKA BKAKOYAET YeTbipe Noc/iegoBaTte/ibHble peakuun, B
pe3ynbTate KOTOPbIX }XUPHAA KUCZI0TA YKOPAUYMUBAETCA Ha ABa YI/1epoaHbIX
aToOMa, KOoTopble oTWennaTca B Buge auetun-KoA.

Auetun-KoA moxKeT BCTynaTtb B LUTPATHbIN LUK U OKUCAATBCA A0
CO2 1 H20, a yKOpOUY€eHHbI auUIbHbIU OCTAaTOK byaeT BOB/NEKaTbCA B
cnepyowmnii LMKA B-okucneHus. B pesynbrate B-okucneHua BXKK
NMONHOCTbIO pacilyennaloTca Ao auetun-KoA, u cymmapHoe ypaBHeHUe
OKUCNIeHUA, Hanpumep, NaIbMUTUHOBOMU Kucaotbl (C16) :

CH3(CH2)14 CO~SKoA + 7 FAD + 7 NAD+ +7 H20 + 7HSKoA- 8CH3-CO~SKoA +
~7 FADH2 + 7 NADH * (H*)




JHepreTnyeckum 6anaHc 6era-okuncnennna BXKK

p

R-CH,-CH,-CH,-C~SKoA - Aumn-KoA

Amnn-KoA nermaporenaza (1) FAD
FADH, — B U193 Ha Q —» 2 AT®

R-CH,-CH=CH- C~Si{nh - Enoun-KoA

Enonarmaparasa @P’ H,O

R-CH, gH CH, C SKoA - f-Tuapoxcuanmn-KoA
p-Tuapoxcuonna-KoA - NAD'
JerHaporenasa ©) NADH+H — s U3 va FMN = 3AT®
R-CH,- -CH!-%HSKUA - p-Keroaumn- KoA
f-Keroauna-KoA twonaza @) HSKoA

Q
Creavionmi 1 «— R-CH,—CHE—g-SKGA H,C-C~SKoA - Auetun-KoA — s UTK— 12 AT
B-oxucnenns Aunn-KoA (nC-2)




O6pa3zoBaHue 3Heprum npm 6eta-okucneHuun BXKK

OpraHn3am 340p0OBOro Ye/10BEKA HOPMA/IbHOrO BECa COAEPIKUT
okoso 15 ke xxupos (140 000 kkan) v Tonbko 0,35 k2 rnukoreHa (1410 kkan).
Ha Kanopusx cBOEN }KUPOBOW TKaHU 310POBbIN YeN0BEK MOXKET NPOXKUTL He meHee 40 CyTOK B

YCNOBUAX NONHOrO ronoaa.
|

[J 3aoauH uukn B-okucneHuna obpasyerca 1 monb auetun-KoA,
okucneHue Kotoporo B LITK obecneunBaer cuHtes 12 monb ATO.
Kpome Toro, B aTom npouecce socctaHasnmsatotca 1 monb FADH2 n 1
monb NADH*(H*), okucneHue KoTopbix B gbiXxaTenbHOM Lenu gaer2 un 3
mona AT® cooTBeTCTBEHHO.

[1 Mpu okucneHnu naibMUTUHOBOI KUCOTbI NPOXOAUT 7 LUKNOB B-
oKucneHusa n obpasyerca 8 monb auetun-KoA, 7 monb FADH2 n 7 monb
NADH+*(H*),. T.06p., Bbixog AT® coctaBaser 35 AT® npu B-oKucneHun u
96 AT® B pe3ynbTaTe UMTPATHOrO LMKAA, YTO B cymme gaet 131 monb
AT®. NMocKkonbKy aktuBauua BXKK tpebyer 3atpatbl 1 ATP, KoTopas B
xoae peakuuu pacnagaerca Ha AM® n HaP207, To ecTb UCNOIb3YIOTCA
ABe MaKpospruyeckmne CcBA3U Mmonekynbl, To U3 131 cnepyet BbiyecTb 2
monb ATO.




JHepreTndyeckum 6anaHc 6era-okucneHmnna BXKK

cToaero ATE

oBpasyeTo A
BE DESVIBTATE
SaTpaTe ATE
RECETOND MRS
ﬁ—DRHGHgﬂmﬂ Ha SKETHBAIMI MOJE Ry JE
/ FMPHOM KM 0 TH

an_ n_
L}[E_/””EE 2
RONMyIecTED ITMEJOR FOJIMYIe S TEO

[ — oMo e . obpasoeammMxca  ATE
I[IpH paclaane aleTHI-Eok.

Mpu pacuerte Bbixoaa AT®P 3a cueT oKucaeHUsa HeHacbiweHHbIX BXKK
MOXKHO N0/b30BaTbCA GOPMYNOM ANA pacyeTa BbiXoga SHEPrUU Npu

OKMUC/1IeHUM HacbiweHHbIX BXKK, Bbluntaa 2AT® Ha KaXAaylo ABOUHYIO
CBA3b.




KeTOoHOBbIE Tena -
3TO PB-rmapoKcMmacnsaHas Kucnota wuanm  B-ruapokcubytupar,
aLeTOYKCYCHasA KUC/0Ta UM aueToaleTar, aueToH (ToAbKo npu NaTosorum).

[0 OcHoBHOe KeToHOBOeE Teno — 3TO B-ruapoKcubyTupar.

[0 TonbKo nepsbie ABa ABAAIOTCA UCTOYHUKAMMU SIHEPrUU U MOTYT
OKUCNATbLCA B TKAHAX. X CUHTE3 Npu roNogaHnm Hanpas/ieH Ha
COXpaHeHMe IMIKOo3bl A4N1A MO3ra

[1 KeToHOBbIe Tena ABAAIOTCA BOAOPACTBOPUMbIMU KUCIOTAMMU,
NO3TOMY B OT/IMYUE OT XKUPHbLIX KUCOT, OHU MOTYT NPOXOAUTD
yepes rematosHuedanmueckuim bapbep 1 cayKart, Hapaay
rMIOKO30i, UCTOYHUKOM HEpPrum gna HepBHOM TKaHU, 0CO6eHHO
nocne 3-5 gHeu ronogaHusa, Korga KOHUEHTPauua KeTOHOBbIX
TeN B KPOBU CyLLLECTBEHHO YBe/IMUNBaeTca

[J CkeneTHble mMbiliLbl U MOYKU UCNOJIb3YIOT KETOHOBbIE TeNa JarKe

o d

~ MpWA UX HU3KOU KOHLEeHTpauuMmMBKpoBMH.



Mpouecc obpaszoBaHUA aueToauerarta, B-ruapokcmbyTmupara
(unn KetoreHes) uaeTt NOCTOAHHO

O 00O

O O

CMHTE3 KeTOHOBbIX TeN yBe/IMUNBaeTCA Npu:
® ronoAaHuu;
® A/IUTENIbHOU MHTEHCUBHOM PU3NUYECKON Harpy3Ke;

e ynotpebaeHuun nuiim, 6oraton XXMpamu, Ho C HUSKUM
coaep)XaHuem yrnesoaos (auera ATKMHCa, KKpemneBCKana» AMeTa);

® caxapHom guabere.

06pa3OBaBLLIMECﬂ daleToHoOBbI€e Te/1a NoCTyNnaloT U3 renatoumnTos B
KPOBb U PA3HOCATCA K KNIETKaM Pa3/INvHbIX OPraHoOB.

B HopMme KOHLieHTpaLuusa KETOHOBbIX Te/1 B KPOBU HEBE/IMKa U
cocrasnsaer 1-3 mr/gn. nunm 0,03-0,05 mmonb/n.

E)XecyTouHOe ux BblgenieHMe C MO4YOou He npeBbitiaeT 20 mr.




U3meHeHue KOHUEHTPAaLUUUN TNHIOKO3bl, XUPHbIX KUC/NIOT U
KETOHOBbLIX TeéN B N/N1a3me KpoBu npu rosiogaHunu

[rrokosa, AHPHLIC KHCIIOTRL
H KCTOHNOBLIC T¢ 1 KPOBLH, M.\{(),!l./",‘l
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CHz—C—SHKoA

AUETUN-KoA

O

I
CHz—C—SKoA
auemun-FKob- aueTHn-KoA
auemun-muaHcchenasa HSKoA

CH:;—C CHz—C SKoA

CLURMasS

aueToayeTHn-KoA

D

HSKoA

auﬁpoﬁcumemun-ﬁcms—c SKoA
aueTKn-KoA
anymanun-Kod

HOOC-CH2-

S-TapoKC-S-METKHN-

CIH

rNyTapun-KoA

C CHz C SKoA

audnokcUMernuLn-
anvimaoun-Kod-
nlaas CHS_C SKoA

aueTin-KoA

CH3— C CHz—-COOH

CMHTEe3 KeTOHOBbIX
(aueToHOBbIX) Ten

npoucxoaumTt B
MUTOXOHAPUNAX
renatTounTos m B
Hebonbwom Konnyecrtse
- B KOPKOBOM C/ioe

noyYek.

UcxoaHbim cybcTpaTtom
CUHTE3a CAYXKUT aueTun-KoA,
obpasylouimiica B pesynbrarte
B-oKUCNEHUA KUPHDbIX KUCNOT.
Mpouecc obpasoBaHus
aueTtoauerara, B-

hemEme ruapoKcmubyrtupara (unm
%;ﬁ%%ﬁiﬁ;?uﬂam SEESE cOz KeToreHes) uaet NOCTOAHHO U
— HAL" 5 aueToHOBbIE TeNna
CHz~CH-CHz-COOH CHa—C—CHa NPUCYTCTBYIOT B KPOBU B
S i TR o aLETOH KOHL,eHTpauuu go 30 mr/n.
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NMpu ronogaHuv ropMoH rnrokarod (Mnm agpeHasnvH
npmu pusnueckon pabore) uepes aaeHUNaATUNKIAZHYIO
CUCTEMY B )XXMPOBOMU TKaHU aKTUBUPYET pacnapj XXxupa

*UpHbIe KUCNOTbI BbiAENAIOTCA B KPOBb M TPAHCMOPTUPYIOTCA B
KOMM/ieKce ¢ aibbyMmMHamMu B neveHb.

B neueHun yBennumsaeTca CKOpocTb B-okucneHmna u obpasyerca 6osblioe
Konuyectso auetun-KoA.

CKkopocTb peakuuit umkna Kpebca B aTUX yCn0BUAX CHUXKEHA B pe3yabTaTe
MHIrMOUpPOBaHUA PEryNAaTOPHbIX GepPMEHTOB LLUTPATHOrO LUKAA
annocrepuyeckmmm unrmnburopamm AT® u NADH, KOHUEeHTpaLuumAa KOTOPbIX
NOBbILIEHA B pe3y/ibTaTe aKTUBHOTO B-OKUCNEeHUA.

Kpome Toro, npu BbicOko KOHUeHTpauuu NADH okcanoauerar
BOCCTaHaB/IMBAETCA A0 Ma/iaTa U B Takoi popme nepeHoCcnTCca B LUTO30/1b,
rae peakumsa naet B obpatHom HanpasaeHnn. OKcanoaueTaT CTaHOBUTCA
cybcTpaTtom ana rAloKoHeoreHesa U MeHee A0CTyneH ans
B3anmopgeuncTeua ¢ auetun-KoA. B pesynbtate B MUTOXOHAPUAX
HaKanauBaeTtca aueTun-KoA, KoTopbi UCNONb3yeTca ANA CMHTEe3a

KeTOHOBbIX Ten



AKTUBALMA CUHTE3a KEeTOHOBbIX TeN NpPU ronoaaHumn

KPOBbL
IInokoaa
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HTK
Oxkcajioanerar

LAueroaucmn- KoA

[Frokaron

TTyHKTUpPHAA NUHUA - CKOpPOCTb MeTabonuueckux nyTeu CHUXeHa,

cniowHas fiHUuAa - NOBbILWEHA.
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CHTEe3 KeTOHOBbIX Tén

Perynauma cMHTE3a KETOHOBbIX TeJ1 OCyLLecTBAAeTCA Yepe3 pepmeHT
FMr-KoA-cuHTtasy

KetoreHes Bkatlo4yaeT ctaguio obpasoBaHuA
ruapokcumeTunrnytapun-CoA (HMG-CoA), asnsatouierocs obwmm
npeaLwecTtBeHHUKOM KETOHOBbIX Te/1 U XO/1eCTePUHA, HO KaTanus
obpasosaHua HMG-CoA, ncnonbsyemoro gna bnocmHresa
X0/1eCTeprUHa N KETOHOBbIX TeJ1, OCYLLEeCTBAAIOT Pa3Hble U303H3UMDI -
UUTO30/1IbHaA U mutoxoHapuanbHaa HMG-CoA-cuH Tasbl (HMGCS1 m
2) coorBeTcTBeHHO. KOHTpOoaupytouwana ketoreHes HMGCS2 6bicTpo
peryampyerca peXXmumom nNUTaHUAa n ropmMmoHamm Ha
TPAHCKPUNLUOHHOM YPOBHE

dusnonornyeckoe 3Ha4YeHMe yCTaHOB/IEHHOW peryaaumm akcnpeccmm
mutoxoHapuanbHoit HMG-CoA-cnHTa3bl 3aKNH04AETCA B CHATUM
N36bITKA XXUPHbIX KUCNOT, BOSHMKAIOLLLETO NPU Npueme XUpHou
NULLK, a TaKXKe B YCNOBUAX YCUJIEHHOTO IMNOAU3a, BbI3BAHHOTO
ronogaHuem, MHTEHCMBHOM paboTomn, cTpeccom




dusmnosiornyeckKkas posib aleToHOBbIX Tes

[0 AueTtoHOBbIe Tena B HOpMe 40CTaTOYHO XOPOLUO YTUAU3UPYIOTCA
KneTtkamu nepmndepuyeckux TKkaHen, B 0C06eHHOCTU 3TO KacaeTtcAa
CKeJIeTHbIX MbliLUL, U MUOKapaa, KOTOpble 3HaUUTE/IbHYIO YacTb
HYYXHOU UM 3HEepPrumu NONY4YaloT 32 CYET OKUC/IEHUA ALLeTOHOBbDIX
Ten. Jinwb KNeTKU LEeHTPAIbHOU HEPBHOMN CUCTEMbI B OObIYHbIX
YCNOBUAX NPAKTUYECKU HE YTUIU3UPYIOT aL,eTOHOBbIE TeNa,
OAHaKo Npu ronoaaHumn pgaxke ronosHou mo3sr ot 1/2 ao 3/4 ceoii
NOTPEOHOCTU B IHEPIrMU MOXKET YAO0BNAETBOPATHL 3a CYET
OKUC/IeHUA aLLeTOHOBbDIX Te.

[0 [OnAa cuHTe3a aLeToOHOBbIX Te/1 ucnosb3yetca auetun-KoA,
obpasoBaBwumca us BXKK B renatoumtax nytem 6eta-oKucsieHus.




CxeMa OKUC/IeHUA KeTOHOBbIX Ten

|
B-ruapokcudyTHpar

B-rmapokeudyrupar- [ —— NAD
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Auneroauerar

Cykumnii-KoA-auero- p— CyKkumnii-KoA
' »
Aueroauerii-KoA
HS-KoA
Twoaaza
2 Auetua-KoA

UTK — 2:12 = 24 AT®




NMpu OKUCZIEHUN KETOHOBbIE TeJila aKTUBUPYIOTCA NyTEM
npeBpalleHusa alertoaueraTta B auetoaueTun-KoA.

[0 [OdoHopom KoA asnsaerca cyKuuHun-KoA.

] B pe3ynbraTe okucneHua B-ruapokcnbyrupara
obpasyerca 2 auetun~KoA, KoTopbie ganee
okucnsatortca B LUTK.

[0 Takum obpasom npu oKucneHun B-ruapokcmbyrtupara
obpasyerca 27 monekyn AT®, HO Ana aKTUBaUUU
aueToaueTaTa UCNO/b3yeTca SIHeprusa ogHou
MaKpOo3pruvyeckom cBasu cyKumHmnn-KoA, nostomy
TeopeTnyeckum Boixog ATP coctasnaert 26 monekyn
AT




NaToreHeTn4yeckas POJib aLl€TOHOBbLIX TEJ

[0 AuetoHOBble Tena, HAaKaN/IMBAACb B KPOBU U B TKAHAX, OKa3blBalOT
UHrMbupylouiee gencTeue Ha MN0auU3, B 0C06eHHOCTU 3TO KacaeTcs
paclwenaeHua TPUrnuuepuaoB B IMNOLIUTAX.

[0 Buonoruueckas posb 3TOro perynaTopHoOro mexaHusma CTaHOBUTCA
NOHATHOM, eC/IN NPUHATb BO BHUMaHMeE, YTO aleToaleTaT U
rmapokcubyrTupar npeacraBnaioT coboit 4OCTaTOYHO CU/IbHbIE
OpraHuM4YecKkue KUCNoTbl, B CBA3M C YEeM UX U36bITOUHOE HaKon/eHue
B KPOBM NPUBOAUT K Pa3BUTUIO aLMAa03a.

[ CHuKeHMe ypOBHA NMNO0IU3A B KIETKAX YXKMPOBOM TKaHU NPUBOAUT
K YMEHbLUEHUIO NPUTOKA BbICLUUX }KUPHbIX KUC/1OT B renaTtoLuThbl U
K CHU}KEHUIO CKOPOCTU 06pa3oBaHuUA au,eTOHOBbIX Te,
CNepo0BaTeIbHO, U K CHUXKEHUIO UX COAEPXKAHUA B KPOBMU.
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NMpu onuTenbHOM rosoaaHum
M 0CO6eHHO nNpu caxapHOM
Anaberte B KpoBM
CyuleCTBEHHO BO3pacTaer
KOHLUEeHTpPauusa KeTOHOBbIX
TeN U OpraHM3sM He ycnesaer
X YTUIN3UPOBATb.

NMpun HaKONJIEHUN KETOHOBbIX
TEeN pa3BMnBaeTcCsa

KEeToaunao3, TakK Kak
dlleToaleTatT "

B-rmapokcmnmbyTtupar - 310
Jierko gmccoumpyrowme
KUCJIOTbI

CH;—~CH-CH,~COOH === CH;—~CH-CH,-C00" + H".
OH OH

B

lNMoBbllWleHne KOHUEeHTpPaUnuu KeTOHOBbIX TeN B KPOBU

Ha3blBAOT KeToHemueu
T

Ketoauunpos asnaerca onacHbIMm
OC/NOXXHEeHUeM CaxapHoro
Aunabera.

Mpun BbICOKUX KOHLEHTPALUAX
KETOHOBDbIX Te/1 B KPOBM
auetoauetat HepepMeHTaTUBHO
AeKapbokcunupyercs,
npespaw,anchb B TpeTbe
KeTOHOBOE TenNo -

aueToH. AUETOH He
YTUAN3NPYETCA KaK UCTOYHUK
3Heprumn 1 BbiBOAUTCA U3
opraHusma.




Hanbonee mowHbIMU MHAYKTOPaMM INNOCUHTE3A CAYXKAT
yrnesoabl NULLU U UHCY/IUH, OEUCTBYIOLLME CUHEPTUYHO.

Perynauma ocywecrsnaerca npemMmyLiLecTBeEHHO Ha YPOBHe
TpaHCKpunuun GepmeHTOB CMHTE3a IMNUA0B U B HEKOTOPbIX
cAy4yaax Ha ypoBHe cTabunusauum ux mPHK

CunTes Xupos

, 0 0
CH;yOH HO-C-R CHyO-C-R
O O
CH-OH + HO-C-R CH-0O-C-R
| Q -3H,0 | 0O
CH,-OH HO-~C-R" CH,-O -C-R”"
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BUOCUHTES >XUPHbIX KUCJIOT Hanbonee aKTUBHO
npoucxoauT B UNTO30/1€ K/Z1IeTOK nevyeHun, KMWe4vYyHukKa,
)KMpOBOﬁ TKaHU B COCTOAHUUN NOKOA Ua1m nocine eanbl

[0 YcnoBHO MOXHO Bbiaenutb 4 3Tana
6uocuHTesa BXKK:

1. Obpa3zoeaHue ayemun-SKoA u3 rnoKosbil,
APYrMX MOHOCaxapoB, KETOreHHbIX
AaMUHOKUCNOT, aueTtun-KoA,
obpasoBaswuica n3 BXKK B renatoumtax
nytem 6eta-oKucneHuUsA.

2. lMepeHoc ayemun-SKoAns mmtoxoHapui B
LUTO30/1b:

*MOoKeT 6bITb B KOMNJ/IEKCe C KAPHUTUHOM,
noao06HO TOMY KaK NepeHOCATCA BHYTPb
MWTOXOHAPUM BbICLLUME XUPHbIE KUCNOTDI,
HO 34,eCb TPAHCNOPT UAET B APYrom
Hanpas/ieHuuy,

*06blYyHO B cOCcTaBe IMMOHHOM KUCNOTbI,
obpasyloueica B nepsoit peakuum LTK.

3. ObpaszosaHue manoHun-SKoAus

auetun-SKoA.
KapbokcunamnpoBaHue auetun-
SKOA Katanusumpyertca auetun-
SKoA-Kapb6okcunason,
MynbdepMEeHTHbIM KOMIMIEKCOM
u3 Tpex pepmeHTOB.

4. CuHmes nanbMumuHogoU

Kucaomel. OcyuwiecTBnaeTca
MynbTUdEepMeHTHbIM
KOMMJIEKCOM "CUMHTA3a XXUPHbIX
Kucnot" (CMHOHUM
NaZibMUTAaTCUMHTA3a) B COCTaB
KOTOPOro BXoAUT 6 pepMeHTOB U
auun-nepeHocamnii 6enok
(ANB).
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O6pa3yloumecs XXpHbie KUCNO0Tbl B aKTUBUMPOBaHHOU popme
(aunn- CoA) B3ammoaeucTsytoT ¢ a-ramuepodocdatom ¢
obpasoBaHuem Tpurnmuepmngos u pocponnnmnaos

[0 CuHTesnpoBaHHasa NaibMUTUHOBAA KUCNOTa NOCTyNaeT B
HA0NNA3MATUYECKUN PETUKYTYM MU B MUTOXOHApun. C
yyactnuem manoHun-S-KoA u HAA®H uenb yanuuaerca go C18
unu C20. YANUHATLCA MOTYT U HEHACbILWEeHHble }XUPHble
KUcnoTtbl (onenHoBan, AMHoNeBasn, IMHONEHOBanA) €
obpasoBaHueM NpPon3BoAHbIX 3MK03aHOBOM Kucnotbl (C20). Ho
ABONHAA CBA3b }XUBOTHbIMU KNeTKaMu BBOAUTCA He ganee 9
aToma yrnepopga, no3Tomy w3- n wWb-noAMHeHacblWeHHble
YUPHbIE KUCNIOTblI CUHTE3UPYIOTCA TOJIbKO U3 COOTBETCTBYHOLLLUX
npeawecTBeHHUKOB.

[0 MonuHeHacbilweHHbIe X K-Tbl (IMHONEBasA, apaxuaoHoBasn,
IMHO/ZIEHOBAA) A0/KHbI NOCTYNAaTb C NULLEMN.




Xonecreposn - oCHOBHOM CTepoua oOpraHu3Ma 4yesioBeka -
MMeeT CJZI0XKHYIO LLUKJIMYECKYIO CTPYKTYPY

[0 TuppokcunbHasa rpynna B
nonoxeHuu 3 nossonaer
emy o6pa3oBbiBaTb

3dupbl C X} KUPHbIMU * KOMMOHEHT MeMbpaH,
BAUAIOLWMIA Ha BA3KOCTb

ruapo¢obHoro cnos;

[0 OcHoBHble GpyHKUUN
Xxosectepona:

KUCNO0TaMMN.

® KOMMOHEHT MOHOC/10 IMNUA0B
21 o= 24 26 Ha NOBEPXHOCTH
23 25 NNNONPOTEUHOB (BMecTe ¢
27 dochonunupamm);

® npepLwecTBEHHUK XeNUHbIX
KUCNIOT, CTePOUAHbIX
rOpMOHOB, BUTaMUHa D;.




KoHueHTpauua xonecreposia B KPOBU Y B3POCAbIX 340pPOBbIX
nogei He aonxKHa npesbiwaTtb 200 mr/an, nnm 5,2 mmons/n,
y AeTeill nepBoro roaa »usHu ~50+10 mr/an.

[1 B cyTouHOm Konunuecrtse NuLLK [0 Konuuectso
COBPEMEHHOr0 Ye/1I0BeKa CoAepPKUTCA CUHTE3UPOBAHHOIO B
OKono 1 r xonecrepona, 0aHaAKoO opraHusme xonecrepona
BCacbiBaeTca B COCTaBe CMeLUaHHbIX Konebnercaor0,5001,0r

muuenn npnbnusurtenoHo 0,5 r.

Xonecrtepon - 3TO CTEPOUS, ) KUBOTHOIO NMPOUCXOXKAEHMUS,
NO3TOMY OH MOCTYNaeT C XKMBOTHOM NULLEeN, 0CObeHHOo
MHOrO ero B MsAce, Ne4yeHn, Mo3re, ANUYHbIX XKeNTKax,
cbipe. CTepouabl pacTUTE/IbHOTO NPOUCXOXKAEHUA B
KULLEeYHUKE NPAKTUUYECKM He BCACbIBAOTCA U YAaNAoTCA
yepes KULLIEYHMUK.




doHA xonecreposa B OpraHM3Me U NyTH ero
UCNONb30BaHUA U BbiBeaeHUA

O6pa3zosanve (ouna
Xonecrepona 8 opraHuame

/\

MocTynnexue ¢ nuwei CuHTea ua ayetun-KoA
0,3-0,5r B CyTKM Ao 1r 8. cyrku

l l

Xonecrepon: Bcero 8 opranuame 140 ;| «—— |Jlunonpoteutsl
93% B Knerkax, 7-10% B KpoBM. KpOBK

KOHUEHTpauUuWs B KpOBK
(<200 mr/an, unu <5,2 MMon/n) 1 I

‘ Knerku
My ucnons3osaxua
1 BbIBEABHUA
CunTes Buisegexue CunTea Buieegenue Cuures
W BbIBEfIEHME ¢ hexanusimm BuTamuHa Dy C KOXHbIM CTEPOUAHBIX
Xen4Hbix kuenot | | 0,5-0,7r ~10 Mr canom rOPMOHOB
0,5-0.7r BcyTkn| | B CyTKMA ~0,1r B CyTKM ~40 Mr/cyTH




BUOCUHTE3 XOJIECTEPOIJIA

CuHTe3 Xonecrepoaa Mmoxxet
NPoOnCXoAuTb B 60NbLUMHCTBE
TUNOB KNIeTOK, 0AHAaKO OCHOBHOeE
ero KoJ1IM4yecTso CUHTE3UPYeTCA B
neyexu (~ 75 -80%),

TOHKOM Kuwke (~15%),

KOXXe U Kenesax,
NPOAYLUMUPYIOWUX CTEPOUAHbDIE
FrOPMOHbDI - KOpe HaAno4Ye4YHUKOB
U NONI0BbLIX Xenes3ax.

MeueHb ABNAETCA INaBHbIM
OpraHom, NOCTaBAAOLWUM
XON1IeCTEpPOn B Apyrue TKaHU.

[0 WcxoaHbim cybecTpatom gna

CUHTE3a Xos1ecTeposa ABnAeTcA
auetun-KoA. CuHres
Xonecrteposa NPpoucxoauT B
abcopbTnBHLIN Nnepunoa, Korga
B NeYeHU aKTUBUpYyeTCcA
rMUKONU3, KOTOPbIN ABAAETCA
rNaBHbIM UCTOYHUKOM aLLeTU-
KoA ana cuHTe3a xonecrepona.

PeaKuuun cuHTe3a xonecrepona
NPOUCXO4AT B LUTO30/1€e U
3HAO0N/1a3MAaTUYECKOM
peTukynyme.




CuHTe3 xonecrtepona us auetun-KoA asnserca ogHum u3
CaMbIX AJIMHHbIX MeTabonnyecknx nyreim B opraHmsme, B
KOTOpPOM y4yactByeT okono 30 pepmeHTOB

[0 [Ana cuHtesa Heobxoaum
auetun-KoA n NADPH,
obpasyroumiica B OCHOBHOM
B peaKkuuax
neHto3ogocdaTtHoOro nyTu
KaTabonusma rnoKosbl.

[1 Bce 27 atomoB yrnepoga
Xosecteposa npoucxoaar
u3 auetun-KoA.

[0 Mpouecc cuHTe3sa
X0on1ecTepona yc/10BHO
pasaenAaloT Ha Tpu 3Tana.

O

| aTan - peakuuu ot auetTun-KoA go
MeBa/Z1I0HOBOMW KUCAOTbI

Il aTan - o6pa3oBaHue cKkBasneHa u3
LUeCTU MOJIeKY/1 MeBaJIoHaTa.

Ill aTan - cKkBaneH npespaliaeTca B
xonecrepoan.

PerynatopHou peakumen cmHresa
Xonecreponaa ABnsaeTcA
npespaiwjeHne FMIKoA B
MeBaJIoOHaT. Ty peaKuuio
Katanusupyet FMI-KoA-peaykrasa
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TUTTLI ANCNUTIOTIPOTEMHEMMA. BUOXUMHNYECKUE OCHOBbLI
TTATOMEHE3A N NEYEHNSA ATEPOCKINEPO3A

- OTKNOHeHue cogepiKaHua aimnonpotenmHoB B KPOBU OT HOPMbI
Ha3biBalOT AUCANnonporenHeMnaMmMm.

- CHUXXeHue cogeprKaHua KaKux-nubo amnonporTenHoB B KPOBU Ha3biBaeTCA
runoannonpoTenHeMMAMU U HabaogaloTcAa OHM J0BOILHO pPeaKo.

Mpumep runonnnonporenHemuii - 6onesHb TaHKepa, KOTOpaA ABAAETCA CAeacTBUEM
reHeTuuyeckoro gedekra 6enka ABC1, nepeHocALlLero xonecrtepon us3 membpaH KAeTok Ha

NINBMN. NposasneHue 3aboneBaHna: Hu3Koe (1-5% Hopmoi) cogeprkaHue B Kposu JIMNBM,

copepxaHue JIMHI Tak»Ke CHUXeHO.

Y Takux 60/1bHbIX X0N1€CTePON HaKaN/IMBAETCA B NEYEHU, CeneseHKe, KOCTHOM mo3re,
LIBAaHHOBCKUX KJIETKAX, YTO Bbi3biBaeT renato- 1 CNJIeHOMErajuio, HelponaTuio;
KOHLIeHTPaLMA X0necTeposa B KPOBU CHUXKEHA.

-MoBbilWeHue cogepiaHna aimnonpoTenuHosB B nNsiasme Kposu

Ha3biBalOT runepannonportenHeMmamm.

CyuiecTByeT HECKO/IbKO TUNOB KNaccuduKauuii runepannonpotenHemuid.
OpuH U3 NpUMepPOB TaKuUx 3aboneBaHUM - cemeitHasa rMNepXMNoOMUKpoHemua (HakonaeHue
TAT n xunoMUKpPOHOB B KpoBu) (runepaunonporenHemuma | tuna).




MNMnepannonporeMHeMum

Tun u nazganue leneTnyeckuii Himenenna
JHCIHNONPOTEHHEMHH nedexkT JAMNKAHOTO 0OMeHa
Tun I (nacacacroerinas Jleek T CrpyKIyph T s kposn XM u JITTOHII,
FHIICPXHIOMHKDPOHEM M) JH-amnasn. HET PHCKA ATCPOCKIICPO3a

Jledek T CrpyKTyphi
ano CII

Twun I (cemerinast Hedekr penenropos | T kouuenrpass JTITHIT,
CHITCPXOJICCTCPOICM Hs) JITHIT was myTa- FHICPXOJICCTCPOIACM A, PAHHHIT
s resa anoB-100 ATCPOCKIICPO3, KCAHTOMATOS
Tun HI (cemeiinas koMou- | JlediekT B Crpyk- I KOHUEHTPAIMH OCTATOUYHBIX
HUPOBAHHAY THICPANIHIC- | Type anok, cur1es XM, DO JEEELes, JUENe L.
MMSE, HAPYIICHUWE ViaaeHust | u3ogopsel anok,, I HIEPXOJECTCPONCMHSI, THIICP-
OCTATOUHBIX JIHITONPOTEH- KOTOPAast HE B3aUMO- | TPHANMTHICPOICM Hsl, PAHHH I
HOB U3 KPOEH) JCHCTBYET C peUeH- ATCPOCKICPO3, KCAHTOMATOS
ropamMu
Tunm IVuV ICHCTHYCCK M ICTe- t konerpanuu J1TTOHITT,
(CCMCHHAs FTHICPTPUAILMII- | POFCIHTHAS PV JIITHIL, runcprpuatMrivicpo-
FAHIICPOJICM M) TA00ICBATHN, JCM U, VMCPCHITAS FHIICPXOJIC-
M30wIrrouHas 1ipo- CTCPOICMU A,

aveuns JTTOHITT kak | ATCpockiIcpos, CHUKCHTHC TOJC-
PCIVALTAT FTHICPUE- | PAHTHOCTH K ITTIOKOSC, KCAHTO-
CYIAHHCM U MATOS




. Hanbonee pacnpocrpaHeHHbIMM HapyLeHUAMU obmeHa
NNNONPOTENHOB ABNAIOTCA 3ab601eBaHUA, CBA3aHHbIE C
NoBbILUEHUEM XOJIeCTEPO/1a B KPOBU - TMNEpXosiecTeposieMmueit

CambimM 4acTbiMm 3a60n1eBaHNEM TAKOro TUNA ABNAETCA CEMeNHanA
runepxonecreponemusn (tun ll), npuunHoOI KOoTOpPOIM ABAAIOTCA
pasnnyHble myTauum B reHe 6enka - peuentopa JIMHM.
FeTepo3uroTbl € 3TOM NaTonorMen BCTpeyarTca ¢ yactorom 1:500
4YenosekK.

ITOT reH UMEeeT OUYEHb C/I0XKHYIO CTPYKTYPY, BKAOUYaeT 6boabLioe
KONIMYECTBO UHTPOHOB U 3K30HOB, U ANA Hero onucaHo 6onee 300
TUNOB Pa3INYHbIX myTauuii. OHM B 60abLLE U MEeHbLUEN
CTENEHU NOBPE}KAAIOT CTPYKTYPY peuentopa, HapyLlatoT ero
cnocobHOCTb K 3HAOUUTO3Y nocne B3aumopgeicraua ¢ JIMHM. 1o
NPUBOAUT K Pa3BUTUIO TMNEPXONECTEPOIEMUN U PAHHEMY
aTepoCKneposy.




XonectepuH nonagaeT B Nne4yeHb ABYMA NYTAMMU: 3@ CHET ONocpeaoBaHHOrO
peuenTopamm 3HAO0LMUTO3a IMNONPOTENHOB (peuentTopamm
XxunomumkpoHos, JIHMN-Py, u /1BMN-Py - peyentopamu-mycopuimkamm SR-B1)
U CUHTEe3a de novo u3 aueTun-CoA.

ITeuermn , ) Jpyrue
Kposb )  TRaHK
A [ xoaecrepoa]=400 mr /a1 )
————— Tl MH ﬂ>
SITTOHIT
Kpoeb Hpyrue
5 [xoaecTepoa]=250 mr /01 \L/ TKAIH

| 1 ] :
\ .“l““>‘”
JIOHIT~ - = =TMOHN J

N AAA

Puc. 8.39. Bauanue .JORACTATHHA HA KoauyecTRO penentopor JITTH I u konuenTpaumio xo.1e-
CTEpo.1a B KPOBH

A o savana geueHnsAa; b o agpea 60 aHel mocae Havaaa JIcucHu .
------ P AKTHRHOCTE HHBKAHA ] =t AKTHRHOCTE BLICOKAS
JITEN JTHIEOHPOTCH HoI M 1A 3a



-
2 [Nna BbIAICHEHUA CTeNeHn NPeapPacno/IoXeHHOCTU NaLUEeHTOB K
pPa3BUTUIO aTEPOCK/IEPO3a PaccunTbiBaloT KOapPUumneHT

dTeporeHHoOCTu B KpoBuy, B3ATOMU HaTOLWladK:

obmr anen NTIHTT
L UTO HPH ﬁ.illfm'l'i.‘-.’ll;ll() COOTBCTCTBYCT COOTHOUICH HK).

Juet JHIBH

e X 5, — XOJACCTEPOI OONIHI;
X — xonecrepoa JIIBIL

JITET

B Hopme 3TO COOTHOLIEeHUe A0/MKHO bbiTb <3,5.
Yem Bbille ero 3HaYeHUe, Tem Bblillle PUCK Pa3BUTUA
aTepocKaeposa.




BAATODAPIO 34 BHUMAHHE!

A.M. HUKYJINMHA



