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CopaepxaHue:
1.MeTabonNnU3m 3K30reHHbIX U 3HOONeHHbIX

nunonpotengos (J1I).
2.TkaHeBOU MeTaboONMU3M NUNNAOO0B

a).MexaHu3am moobunusaumm xupa( ponb
ropMOHOB)

6).CBoncrtBa n hnsnonormyeckKkas posb
CcBOOOAHbIX XUPHbIX KUcnot (CXK).

B). Okucnexue TI' B TKaHAX
____r). dtanbl B- okucneHusn HacbiweHHbIX XK
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OCHOBHOM Maccou NMULLIEBOIO Xupa

aB-ca [Tl - HenTpanbHbIN XUP,
noaTomy codgaetca 1-a dpopma
TpaHcnopTa npexae scero anga Tl w
XXNponogobHbIX BellecTB(BUTaMUHOB
N TOPMOHOB) -3TO XUITOMUKPOHbI-XM.



XM -yvactuubl ¢ anametpom o1 90-1000 HMm, K

NNOTHOCTbLIO-P-0.93r/Mmr.

Xumndeckum coctaB: - 88% TT, adh.XC -3%,
bernka-1-2%. Ha gonto 6enka npuxoautcsa 1-2 %.
OTO B OCHOBHOM 0Oerku ano-A, ano-B, n ano C.
AneKkTpodopeTnHecKkon noaBmKHoCcTbio XM He
obnapnaroT



Bpemsa xn3Hm XM MeHbLle 1 yaca.

Bnaropgapa oonbwum pasmepam XM He
CMOCOOHbI NPOHUKATb U3 3HTEPOLUTOB
B KPOBEHOCHbIe Kanunnspbl n
AndppyHOupYOT B NMM@aTu4veckytro
CUCTEeMy, a NOTOM B rpyaHoOU
numdcgaTn4ecKkumn npoToK.



|

‘ éi.? Tmachamyme cxut cocya

CHHTE3 H CEKPELIHA XHITOMHKPOHOB KIeTKOH KHIIeYHHKA

Kpos BHOCHBIH



OTcroaa NpoOHUKaKOT B KPOBAHOE pycCrio.

Yxe yepe3 1-2 yaca nocre npuéema
XUPHOU NULLM HabnrogaeTcs
arlMMeHTapHasa runepriuneMus-
dousnonornyeckoe sBneHue.

Xapaktepusyetcs yBenunyeHumem 11 un
nosaBneHnem XM.



TKdHb, U noAaBeprarTcAda rmaporin3y Ha

C Tokom KpoBu XM npUHOCATCA B XUPOBYIO

NOBEPXHOCTU IHOOTENUNA Kanunnsapos
XXUPOBOU TKaAHU, NPU NMOMOLLMU
NMMMOOUITN30BaHHOIo Ha HUX pepMeHTa-
nunonpoteunanuna3sbl-JINJ1. Mpu atom TT,
Bxoasawme B coctaB XM, pacwennsaoTca Ha
TI v XK. bonbwasga yactb XK npoxoauT
BHYTPb agunounToB, OCTarlbHas 4acTb
CBAi3blBaeTCA C anbOyMMHaMu nnasmbl
KPOBU U YHOCSATCSH C €e TOKOM B MbilLbl, rae
OHU OKUCNAKTCA U CNyXaT UICTOYHUKOM
3Heprum.



bonbuwasa YyacTtb XK npoxogut BHYTpPb
XUPOBbIX KfNeTokK (aaunoumnToB), a ocTarnbHas
yacTb CBfi3blBaeTCs C anboymMmnHamum

nia3mMmbl KPOBU N YHOCUTCAH C €e TOKOM B

Mbiwubl, rae XK okucnsarTca u cnyxar
MCTOYHUKOM 3HEprum.
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B MbIlLeYHON TKaHU TaKXe eCTb

aHanorn4yHbin JIM-nnnasHbin pepmeHT

O6nomkn XM- peMHaHTbI( nepBo34aHHbIe
XM- 3TO HaCcUeHTHbIe), NOCTYNnakT B NeYeHb
U oerpagupyror.

B neyeHu n3 peMHaHTOB( K KOTOPbIM
Aoo6aBnATCA 3IHAONreHHOCUHTE3UPOBaHHbIE
nununabl, o0pa3yrTCcA HOBbIe TPAHCMOPTHLIE

¢oopMbI, HO YK€ 3HAOreHHOro Xupa-
JINOHI.



/4 GHIIOTEJIHEUIBH&H KIETKa

Cunres JIIIOHII xneTtkoit meueHn



[maBHbIM NUNNAHbLIM KOMNOoHeHTOM JITTOHT]
ABnaAlTCa Tpuauunrnuueponsl. OgHako, B

oTnnyne ot XMIMNOoOMMKPoOHORB, 3THU

TPUaUUNrNuUeporibl CUHTE3UPYIOTCA B
KneTkax neyeHU. [loaToMy OHM Ha3LIBAKOTCA
9HOOreHHLIMN, B TO BPEMS Kak B cOCTaBe
XUITOMMKPOHOB - 3K30reHHbIMU
(noctynuewnMU ¢ nmwen). OCHOBHOM
doyHKUMEN NMNONPOTEUHOB, coaepXaLlnux ano
B, aBndetca TpaHcnopT TAI 13 ne4yeHun K
nepudepnyeckum TKaHsiM, OCOBEHHO B
XXUPOBYIO U MbilleyHyto. [na cuntesa JINMOHIT
B renatountax Tpebyetcs ano B 100, 93X, TAl
n OJl.



Arno B-100 - ato 6onbLwon rmapododHbIN
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KOTOPbLIN CUHTE3NpPYeTCA B nedeHn. Ha ero
aorto npuxoantcs 30-40% ot obuiero
konnyecTtBa benka B cocTtase JINMOHI v
>95% 6enka JIINMHI. Coopka nMnonpoTenHOB,
cogepxawwux ano B-100, noet B
9HOOMMasMaTU4YEeCKOM PETUKYITYME; Kaxaas
yactuua JINOHI coaepxut oamH ano B-100.



Tpuaumnrmuueponbl ang JINOHI cuHTesnpyroTcs

nyTem actepudmKaLmm XXNPHbIX KUCIOT,

nocTynarwmx B renatounTbl U3 nnasmbl KpOBU
(MCTOYHUKOM UX ABMAETCA, Hanpumep, NMnonms B
XXUPOBOW TKAHU) UNU CUHTE3NPYIOLWMXCA de novo B
neyeHun. YposeHb cuHtesa JINOHIT perynupyetca
TakKke Hanndnem xosriecrtepona, B 0COOEHHOCTH,
obpasoBaHMEM 3(PUPOB Xonectepona nog
nencremem aunn~KoA:
xonecrteponauuntpaHcdepasbl (AXAT). OToT
depMEHT noKanm3oBaH B 3HAOMIa3MaTU4eCKoM
peTukyrnyme 6nmnsko Kk mecty cuHtesa JINOHTII. Ero
doyHKumMen asnsieTca obpasoBaHne adompos
Xonecrepona.



Coopka JINOHI perynupyetcs Ha ypoOBHE NOCTTPaHCASALUN 3a

cuyeT KOHTpOJ‘IFI Hapa60T|<V| ano B-100. 3HaL|MTeanoe

O ILLA

NUJ 1V

KOHTPOJSIb Ha YPOBHE MNOCTTPAHCAALNU TECHO B3aI/IMOCBFI3aH C
obmMeHOM nMMNUAoB B rneYyeHu. [leno B ToM, YTO €ANHCTBEHHbBIM
BUOOM NUNNOOB, KOTOPblE cpady obpa3syoT CTabunbHbIN
Komnnekc ¢ ano B, asnsatTca dpocdonunuabl. TonbKo KOMMeKkc
ano B ¢ ®X obnagaeT cnocobHOCTLIO NPOXOAUTL Yepes
MemMbpaHy saHgonnasmaTm4eckoro petukynyma. Accounauyms
ano B ¢ ®X cpasy nocre TpaHcnsauum obecnevnsaet
BO3MOXHOCTb 0Opa3oBaHuNsi pa3BepHYTOW CTPYKTYPbI 6enkoBom
MOSEKYbl, He0BX0AMMOUN ANs NPOXOXAEHNS Yepe3 MeMbpaHy.
B cny4yae, ecnu aT0ro KOMMNeKCMpoBaHUS He NPOUCXOANT, aro
B He MOXeT nponTu Yepe3 MemMbpaHy, 1 OH HEU3BEXKHO
noaBepraeTcs paspyLleHnio B 3HAOoMNNasmMaTUu4eCckom
PETUKYITYME.



B perynaunmn coopkn JINOHIT ypesBblHanHO BaXHY1O
ponb urpatT docdatnannxonuHel. Ob6 aToMm
CBUAOETENBLCTBYET TOT dPAKT, YTO Y XXMBOTHLIX C

D,G¢I/ILI,I/ITOM XOIMMHa Pa3BMBAETCA TaK Ha3biBaeMoe

XUPOBOE NepepoXaeHne nevyeHn. ITo Takoe
COCTOSAAHME, Koraa KNeTkn ne4eHOYHON TKaHU
nepenonHaTca TI B pe3ynsrarte 6rioknpoBaHus
cekpeuuu I, oboralyeHHbIX aTUMKU NUNUaamMu.
[TpmMmevaTtenbHO, YTO BrOKNPYETCH CEKpeL s TONbKO
JNMNOHIT, B TOo Bpema kak cekpeuua JIMNBI1 He
nameHseTcs. BHeceHne xonuHa B NnUTaTENbLHYIO
cpeay Ans KyrnsTMBMpoOBaHUSA renaTtoLunTos,
BblAENEHHbIX Y KPbIC C 4edULUTOM XOSnHa,
BOCCTaHaBnMBarsria crnocobHOCTb K 0Opa3oBaHUIO U
cekpeuunun JINOHT1. XonnH Heobxoaum He TONbKO A5S
cuHTtesa ®X, Ho un anga obpasoBaHua aro B.



AnonpoTteuntbl JINOHI. Bce 6ernkn, KoTopblie BXOOSAT B
COCTaB NMUMNONPOTENHOB, Ha NMYTU CBOEro

_ obpazoBaHuUs Npoxoadar cxoxue atansl QHu

CBOOATCA K crieqytouwmm npoueccam: 1) TpaHCcnAaunS
MPHK Ha pnbocomax; 2) nepemelieHmne Yyepes
oHAoMNMasMaTu4yeckum peTukynym; 3)
NOCTTpaHCNALMOHHAsA Moaudmkaums - NpoLEeCCUHT
(obpasoBaHMe AUCYNbPUOHBbIX MOCTUKOB,
rmukosnnuposaHne, docdopunmpoBaHue); 4) cbopka
B TPAHCMNOPTHbIE POPMbI; 5) CeKpeLmna N3 KIETKMU.
HoBocuHTesnpoBaHHas Yactuua JINOHIT cogepxut
oaHy monekyny ano B-100. Ano C-ll, ano C-lll u ano
E noctynatoTt Ha Hee oT JINBI1 nocne Toro, kak
JNNINOHTIT nonagatot B nnasmy kposu. OHKU TpebyroTcs
onga yckopenua metabonuama JINOHTT.



B nononHeHuto K o6mMeHy anonpoTtenHamu 3a cyet JINOHT
doopmmpyetca noBepxHOCTHbIN MoHocrion JITBI. Y JINOHTIT oH
CTaHOBUTCA NU30bITOYHbIM BCreacTeme yMmeHblweHns TAI B

COCTaBE AOpPd. € ,u,pyIUVI'C’I'D'pO'H'EI,_ITD‘XUJJ,y TOTO, KAk
ncrowatorca TAT, JINOHI nonyyatot 39X ot JIMBIT.
ObpasoBaHune OX Ha JIMNBI1 aBnseTca BakHENLLUM
KOMMOHEHTOM CUCTEMbI Pa3rpy3kn KNeTok oT n3bbiTka
xornecrtepona. AToT npouecc NPoONCXoanT C NMOMOLLbIO
depmeHTa neunTuH-xonecteponaunntpaHcgepasol (JIXAT).
[TepeHoc OX ocyuwlecTBnsIETCA cneunarnbHbiM Denkom,
nepeHocsawmum nunuasl (JINbB) Takke n3BecTeH Kak bDenok,
nepeHocawmn X (AXI1B) nnu ano D. JIXAT n JIlNb asnatoTcsA
OCHOBHbIMM Y4acTHMKaMM npoLecca “obpaTtHoro TpaHcnopTa
xonecteposna’. OH nonyynsn Takoe Ha3BaHWe, MNOCKOSIbKY
bnarogapsi eMy cBOOOAHLIN XONECTEPON N3 TKaHEN
NepeHoCUTCA B NevYeHb U garee 9KCKpeTnpyeTcs n3 opraHmsma



[1] PepmMeHT cekpeTupyeTcs B nnasmy Kposu 13
neyeHn. MPHK JIXAT npucyTcTBYyeT TakKe B MO3re.
OgHako 6enokK, KOTOPbIN TaM CUHTE3UPYETCA, HE

nmeeT oTHoweHunsa K poHay JIXAT B nnasme KpoBW.
NXAT nnasmbl KpOBMU - 3TO MMUKOMNPOTENH C
MonekynsipHon maccoun 60 k[a. B pesynerarte
OencTema aTtoro pepmeHTa obpasytoTcs aBa
npoaykTta - adupbl xorecrtepona u
nnsodgocdatuamnxonuu (J1IOX). JNIdX aensetca
BOOPACTBOPUMbIM COEANHEHNEM, KOTOPOE DObICTPO
yaansaetca us JINBI1 yepes BogHyto pasy. B nnasme
OH CBSI3bIBaeTCs ¢ anbbymmHom. B Takom Buae oH
NIerko MOXeT 3axBaTbIBaTbCA TKAHSAMU U
peacTepudunumpoBatbcsa B X ¢ NOMOLL IO
NnoKann3oBaHHbIX B KneTkax dpoepmMeHTOoB - aunn KoA -
nnsoneunTnH TpaHcdepas. ObpasoBaBLuneca OX
OCTalTCA B Nna3mMme KpoBM B COCTaBe
nMNonpoTENHOB.



Cpa3y, Bcneg 3a JIMOHIM, nevyeHb

nocbinaet epmeHT TIJ1-
Tpurnuuepuanunasy-ne4yeHo4HyHo,
KOTOpas BbIXOAUT B KPOBOTOK U
BcTpedaetca JINMOHI. NMpoucxoaut
rmugponu3 TI, n bonbliada YacTb ,
obpa3syrowmnxca npu atom XK, yxoauT B

____ nepudbepunyeckue TKaHu U npexae
BCero B XXMPOBYHO TKaHb.



O perynaumm ne4eHoYHOM nnasbl U3BECTHO HEMHOTO.
YBenunyeHmne eé akTMBHOCTU NPOUCXOAUT Nopa
BMUSAHUEM TECTOCTEPOHA, APYrMxX aHOAPOreHoB U Npu

bepemeHHOoCTN. [pnmedaTernbHO, YTO B 0O0UX
criyyasax ans opraHu3ama xapakTepeH aTeporeHHbIN
NUNUAHLIN NPOMUIb (XMMNYECKNN COCTaB) KPOBM.
NHrmbumnpyetcs dpepMeHT acTporeHamu. B otnuymne ot
JTMNJ1 ne4yeHo4yHaa nunasa HeYyBCTBUTENbHA K NpUemy
NULWLKN N NHCYNNHY. iIMeeTca obpaTHas 3aBUCUMOCTb
Mexay aktmBHocTblo [1J1 n yposHem JIMNBI1. 3ToT
depMeHT CUHTE3NPYETCA B renarouutax. B cnHtese
ero Takxe npuHMUMaeT y4acTne cuHycomaanbHbIV
sHpoTenun. IJ1 bonee apdekTnBHo, Yem JIMJI,
KaTanusupyet rugponuns PJl.



Okono 75% JIMNII nonagaet B ne4yeHb nocne
cBA3biBaHUA anok ¢ peuentopamu ana JIFNHI

Unu peuentopamun ans ano B/ano E. Takum
obpasom, yem o6onbLie JIMNT yopanaetca ms
KPOBOTOKA, TEM MEHbLLE PUCK PA3BUTUS
aTepocCKneposa, NOCKoNbKY YMEHbLLIAETCH
ypoBeHb JIMHI B kpoBn. Okoro 25% JIMIT
npespawaetca B JINHI. 310
€ANHCTBEHHbIN UCTOYHUK 0Opa3oBaHuUA
JINHMN y yenoBeka. lNonaratoT, YTO B 3TOM
npouecce MOXeT NpuHuMaTh yvactue [1J1.



_ B kpoBu yacts 13 JNIMNOHMN
obpa3sytotca pemHaHTb! JIIMAMN ( J1IT

NPOMEXYTOYHOW NIOTHOCTHK). [pwn
ANEeKTPodOope3Ee OHM ABUraAOTCA BO
dopakunm B — rnodynnHOB.

HOanee n3 JINMNMN o6bpasytotca JINHI
_ (J1 H13KoWM NNOTHOCTN).



Foprvmpyronpeica JITIOHIT
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Metaboauzm JITTHII

[ NaBHbIM NUNMUAHLIM KOMMNOHEHTOM A4pa
JMITHI asngaoTca adoupbl Xonectepona.
[ToaTOMYy 9TK YacTuLbl ABMAKTCH OCHOBHbLIM
CP€eOCTBOM MOCTYNIEHUA XONecTepornas
KINEeTKM opraHoB 1 TkaHeWu. B npouecce
obpasoBaHus JIMNHI ano E tepsietca, un
eANHCTBEHHbIM DENKOBLIM KOMMNOHEHTOM B
cocTaBe 3Tux YyacTtuu ctaHosutca ano B-100.



EMY npnHagnexuT BaXHas ponb B
npuuensbHou goctaske JIMNHI B kneTky nytem
B3aMMOAENCTBUA C peLenTopamMmn KrneTo4dHou
noBepxHoctn. CHa4vana a3t YacTtuubl
B3aMMOAEUCTBYIOT C peLenTtopamMu,
cneunduyHbimn K JINHI (gpyroe mnx
Ha3BaHue - ano B/E peuenTopbl).



KonnyecTBO Taknx peuenTtopoB Ha NMOBEPXHOCTU
KNEeTKN COCTaBJ'IFIeT oT 15000 no 70000 J'II'IHI'I

STUMMU peuenTopaMM ,U,OJ'IFI 3TOr0 npouecca B
yoaneHumn scex JIMNHIT coctasnset 75%. OctanbHas
4yacTb yaanseTcs ¢ NOMOLLbI0 PELENTOPOB,
NMEIOLLINX HNU3KYI0 CMOCOBHOCTb CBA3bIBAHUA. OTOT
NyTb NONy4nn obpasHoe Ha3BaHNE “MYCOPHbIN NYTb'.
OH oOHapyXeH B Makpodrarax MpeTUKYNApPHOM
aHOoTtenun. Takne peuenTopbl UMEKT HU3KYHO
cnocobHocTb ceAa3biBaHUA ¢ JIMNHI. N'opasno B
BbonbLIen CTENEHN Y HUX BblpaXkeHa CnoCOOHOCTb K
CBA3bIBAHUIO N3MEHEHHbIX (OKUCIIEHHBLIX) dopM
JIMHTN, koTopble aBnsaTCS boriee ateporeHHbIMU,

yem nHTakTHble JIFHI.

PeuenTopbl ana JINHIT HaxoasaTcs B BOpCUHYATbIX
yrnybneHnsax Ha NoBEPXHOCTU KITETOK



Penenrop k JIIIHII

JLlosiern, CcusmIraIBarmmnit
JITTHTIL: 292 asasnmiosiic-
JAOTILIX OC T Rn

Jlorscr cRsizammoro
C N-s<ORIIoON O_5sts O—
caxapiLia; 3503200
MMHHOKHMC. IO TIILIX
OoCTaTKa

Jomen O-csasanHHOro
onuMrocaxapwaoa:
58 amMMHOKMCNOTHEIX
oCcTarKoE=

TparncmemMmOpaHHLIA
OomerH; 22 ocTaTkKka

LiMmrosonuHuim gqQOonMer:
50 ocrTarkos




Takmne peuenTopbl UMEIOT HU3KYIO CNOCODHOCTb
cBAsbiBaHusA ¢ JIMNHI. FT'opasgo B bonbLien

CTENEHUN Y HUX BblpaXkeHa CrnocobHOCTb K
CBA3bIBAHNIO M3MEHEHHbIX (OKUCMEHHbIX)
doopm JIMHI, koTopblie aBnatoTca bonee

aTeporeHHbIMn, 4em UHTakTHble JIMTHIT.

PeuenTopsl ansa JIMNHI HaxopaTtca B
BOPCUHYATBLIX YriybrneHnsax Ha NoBEPXHOCTU
KIMeToK






B Hopme JITTHIT npnyanuBaloT K

neyeHn B obnacTtu peuenTtopa u
nyTemM 3HOOLMTO3a NPOHUKAIOT B
knetky.ObpasyoTcs 3HOO0COMbI,
KOTOPblE€ CNMBAOTCA C JIN30COMaMMN.
[locne nencTteuda NM3ocomMaribHbIX
rmapona3s JIINHI pacnagatotca Ha
cCOoCTaBnAaALWMe KOMMOHEHTHI, U
npouncxoant odoraweHue knetkn XC.



Cxema nocryruienus B kKietku JITTHII
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BonbLWMHCTBO TKaHEU, B TOM
yucne v neYyeHb UmMerT
peuenTopbl K JINHI.

ITU peuenTopbl MOryT ObITb
AePeKTHbIMU., N 3TO ABNAETCH
npnyunHon Hakonnexnusa JIMHI B

—— KpPOBM , a TaKXXe NPUYNHON
aTepocKnepo3sa.



N30bITOK 3dh.XC nogaBndaeT npoLecc
CUHTE3a BenKkoB-peLEeNnTOPOB K
JNMMOMHI, KoTopbIM NPOTEKAET B
OAHHOW KMNeTKe, a TakKe TOPMO3UT
cnHTe3 XC B 3TOU XXe KNeTKe, NyTem
NnogaBrieHNA akKTUBHOCTM

R- OMI - peaykTasbl (KnO4eBOro
doepmeHTa cnHtesa XC).



XC- 3TO BaXXHEULWMUN KOMIMOHEHT
bnonornyecknx memopaH

-npeALllecTBEeHHUK CTePOUaHbIX
ropMOHOB

=-UCTOYHUK XKEeJTHHbIX KUCTIOT
—=-NnpeaguecreeéHHUK BUTAMUHA D.



N3BnedyeHne nadobitka XC un3 KneTku
ocyuwlectBngaetrca c nomoiusto JINBI

( JIMN-BbICOKOW MMOTHOCTU)-
aHTNnaTeporeHHoro ppakumna (
CUHTE3NPYETCHA B MNEYEHN),

Ounametp vyactuy JIMNBIT d -6-10 HMm,
nnoTHocTb P-1.063-1.26 r/mn. [Npw
aneKTpodopese 3TN YacTULlbl
OBUXXYTCA BO (ppakLlmu a-
rmooynnHos.



JINBIT noaxoguT K KNETke U ¢ NOMOLLbH
doepmeHTa JIXAT( neynTnH-xonecTeporsl-

aumnTpaHcdepasa), CUHTE3UPOBAHHOIO B
renatoumTe, CHUMaET HeHacblweHHY KK co
ceoero PJ1 n nomewaet ee Ha XC, BMecTO
rpynnbi-OH. Npu aTom obpasyetcsa adh.XC,
KoTopbIn siB-cA ruapododHbiM. OH (3ch.XC)

« HbIpsieT» Brnybb rugpodobHoro siapa Bcen
yactuubl. JINBI1 BbiIHOCATCA U3 KNETKU, a MECTO

ywealwero actepudunumnposaHHoro XC 3aHnmaeT
—— XC un3 knetkw.



acTepudukayma XC

Xonecrepon

Aunn-KoA-xonecrepon
auwn tpauccbepa:n (AXAT)

Sdpmpul xonecrepona

R—C O / (sopoHepacrsopuMbLIe)
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Ocrariy + IIRLEPHE Txanu Xunomuxponsr JTHOHII

+ CHK
Merabomizm JITIBIT




PepmeHT Hemowox PyrEIne
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T.0. cywecTBYOT 2 nyTn metabonuama J1l-

3K30reHHbIN U 3HAOOreHHbIWN.

JK3oreHHbIn nyTtb ansa XC v TI, nonagaowmx
B KPOBb U3 KULUEYHMUKA.

JHAoreHHbIn nytb-anda Tl n XC,
NOCTynarwLWmnX B KPOBb U3 NMEeYEeHU N Ap.
TKaHewW.

T.o. JINHIM HanonHsoT Knetkn XC, a JIMNBI1
—— UN30aBNSAIOT X OT U3NULLHEro Korim4yecrTna
XC.



AKKYMYnsiLMst Xonectepona B COCYANCTON CTEHKE
NponCXoauT BerieacTeme aucbanaHca mexay

MOCTYTITEAVIEM €70 B IHTIMY COCYOB W ero
BbIXO4OM. B pe3ynksrate Takoro ancbarnaHca
XonecTteposi TaM Hakannueaetcd. B ueHTpax
HakKonmeHna xorecrtepona PopMUPYIOTCA CTPYKTYPbI
- atepombl. Hanbonee n3BecTHbl ABa dhakTopa,
KOTOpbl€ BbI3bIBAOT AncbanaHc B obOmeHe
xonecteporna. Bo-nepBbiXx, 3TO UAMEHEHNSA YacTuL
JTTHM (rnmko3unmupoBaHue, NePeKNCcCHOe OKUCIEHNE
nnmaoos, rmaponuns pocdonmnmaooB, OKUCNEHNE ano
B). [loaToMy OHWM 3axBaTbIBaAOTCS cheunanbHbIMU
KrneTkamm - "MycopLunkamun” (rmaBHbIM 0bpasom,
Makpodaramm).



3axBaT NUNonpPoTENHOBLIX YacTUL, C MOMOLLbIO
"MYCOpPHLIX" peLenTopoB NpoTekaeT OECKOHTPOSIBHO.

B oTnnume ot ano B/E - OnocpegoBaHHOTO
9HOOUMNTO3a 3TO HE BbI3blBAET PErYNATOPHbIX
9(PPEKTOB, HAMPAaBNEHHbIX HA CHUXEeHne
noctynnieHna B knetky XC, onncaHHbIX Bbilwe. B
pes3ynerate Makpodparm nepenonHATCa nunuaamu,
TepAT PYHKLMIO NOrnoLieHna oTXxo40B u
npesBpaLlaroTca B NeHUCTLIe KneTkn. [locnegHune
3aepXnBalTCA B CTEHKE KPOBEHOCHbLIX COCYyO0B U
Ha4YMHaIOT CeKpeTUpoBaTb PAKTOPLI POCTA,
YyCKOpsSoLLMe KneTodHoe geneHmne. BosHUKaeT
aTepocknepoTmyeckas nponmaepaumna KrneTok



Bo-BTOpPLIX, 3TO HEAh(PEKTMBHOE BbICBODOXAEHME
Xonecrtepona 13 9HOoTeNna COCyaANCTON CTEHKU

— umpkynupytouwmmn B kpoeu JMNBI].

[1] AHTnateporeHHble ceouctea JIINBIT He
orpaHn4YmMBaoTCs y4acTuem 3TUX YacTul B obpaTHOM
TpaHcnopte XC. OHM TakkKe y4aCTBYIOT B yTUIM3aL K
nuMNnuaoB, HaxXo4AWMXCA B COCTaBe NIMMNONPOTENHOB,
boratbix TAl. Kpome Toro, JIMNBI1 ctumynupytot
obpasoBaHMe NpocTauuKIiinHa U 3a4epXKMBaloT,
cneposaTenbHo, arperaumio TPOMOOLUTOB; OHU
3agepxuneatot npoHukHoseHue JINHIT B MHTUMY

apTepumn; TOPMO3AT nNponndepauunto

rMagKoMbILLEYHbIX KINETOK apTepuaribHON CTEHKMU;
cnocobcTByloT contobunusaymm komnnekcos JIMNHI -
rMUKO3aMUHOITIMKAH



CBoucCTBa KINEeTO4YHbIX
peLenTopoB



Xapaxkrepuctu | Peuenrop k Peuenrtop Penenrop k ano
KH ano E B/E
(cpenerrrop «MYCOPINMEK» | %
00,I0MKOBY) ) §
TkaneBast Ileuennb Maxkpogparu/MOHOUUTHI, ®PudpodIacThI,
JIOKAJIN3auus JHAOTEJMATbHbIEC KIETKH IaJAKOMBbIIIEYHbIE
CHHYCOUJHBIX KAMWLISIPOB | KJIETKH, A[IUNOLUTHI,
NneYeHu Nne4yeHb, HAANMOYEYHHUKH,
SIMYHUKH, CECMEHHHMKH,
JuMpoumTel, Makpoparu
JlumonporennoBpie | Odxomku XM, XuMH4YeCKH H3MeHEeHHbIe JIITHII, JITIBII,
JIMTaH/IbI JIBI, JIITHII; 6akTepuajabHbIN oooramennbie XC,
oborawennpic aro £ JIUIIOMOJIMCAXAPU/L JITIOHII, o6s10Mmkun XM
DOyHKIUH Iornomenne IHoctynuienue B KieTkn | Peryasinus ypoBHsA

00;10MK0OB XM 1
JIIBII,
00orameHHbIX
XC; nocraBka XC
B NeYeHb JJIs
BbIBeJIeHUS

U pa3pylieHue
U3MEHEHHbIX
JIMTONPOTENHOB;
3aluTa OT
IHAOTOKCHYIECKOTO
HIOKA

JITTHII;
nepepacnpeaejaeHue
XC; yruimzanusa XC




OCHOBHbIE NYTK
TpaHcnopTa XC B
OpraHn3me
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maBHbIM 3HOOreHHbIM UCTOYHUKOM KK

CITY>KUT pe3epHbIN XUP, coaepXKalmnmncs
B XXMPOBOM TKaHM.

XXunpoBas TKaHb BbicoKocneuudgpuyHa.
Ee dyHKUMA 3aKnro4yaeTcs Kak B
3anacaHuu xupa B chopme TI, Tak n B
moounusauum xupa ( pacnag TIN)
XUPOBOU TKaHU. BbinonHseT

—  BbICOKO3HepreTnyeckyro oyHKLMUIO.
[Mpu cropaHum 1 r. Xxupa odbpa3syertcs
-9.3 KKan.









PacnpeneneHu xXupa B
opraHM3me 3aBUCUT OT
HeuporymopanbHbIX
cdhakTopoB, NONOBLIX U
HacnencTBEeHHbIX.



MoOunusauusa xxupa npomcxoauTt

npw ronogaHuu, cTpecce,

donsnveckomn Harpy3ske. B kayectBe

MCTOYHUKA SHEpPrnm UCnosib3yHTCS

CHXK, koTopble obpa3syroTcsa npu

rmpaponuise TI cneundpmnyecknmm
— depmeHTaAMMU.



TI XXKnpoBOou TKaHV BbINONMHAKT B

oOMeHe NMNMAOB TaKyH Xe POonb,
KaK U TMMKOreH nevyeHu B oomeHe
yrnesoans. A BXK HanomMmuHatloT
No CBOEWU POnu- rMOKO3Yy, KoTopas
obpa3yeTcd npwu pacnage
rMUKoOreHa.



CBoboaHble XK penaTtca Ha 3 rpynnbl:
- HacbliweHHbIe XK ¢ YeTHbIM YUCIIOM

aTomoB C. B XMBOTHbIX KreTKax Aans
HUX XapakTepHo R- oKucrneHuve, a B
pacTUTENbHbIX -a —OKUCIIeHue- 3TO ANS
Hepa3BeTBNeHHbIX XK. Y
pa3BeTBIIeHHbIX BO3MOXHO R-
OKMUCcneHue, eCnu eCTb YeTHOEe YUCro

___ pagukanos. Ecnu R-HeYyeTHbIe, TO RB-

OKMUCNneHue drokupyeTcsi.



-HacbiweHHble XK ¢ HeYeTHbIM Yncrnom
atomoB C. [1na HMX xapaKTtepHOo B-

OKUCIrieHMne 0O MOMEHTa 0bpa3oBaHUS
nponnoHun-S KoA, Kotopbin garnee
nepexognT B cykKuumHun-KoA-[] LUTK.
- HeHacbiweHHbIN XXK- obecnevnBatoT
XNaKoe coctosiHne membpaH. B kneTtke
0bpa3sytoTc 13 HacblweHHbIX XKK. AB-cs
He3aMeHUMbIM aKTOPOM B NMUTaHUn(

—— JMHoneBasd, NMMHOMNeHoBas, apaxmaoHoBas
KNCNOThI),



B XxMpoBOM TKaHU coaepXUTCcst MHOIO
nunas, u3 KoTopbiX HaubornbLlee

3Ha4yeHue nmerwt Tl-nunasa
(ropMOHYYyBCTBUTENbHAA) , AN U
MOHornuuepunanunasa. AKTUBHOCTb
nocneaHux B 10-100 pa3 npeBbiwaeT
aKTUBHOCTb nepBou. TIJl1-
aKTUBUpPYyeTCA PAAOM ropMOHOB(
agpeHanuvH, HaopagpeHanuH,
rMOKaroH).



T, Arn, M aes-ca KnetoYyHbIMu
nunasamMmu( X akTUBHOCTb

OHW aKTUBUPYIOTCHI.

B nnasme KpoBu ecTtb ewle v JIMNJI,
koTopaa aeuctByet Ha XM. OHa
MHriMoupyeTcsa BabiICOKUMMU
KOHUEeHTpauusamm coneu, pocoatos,
NPOTaMMHOB, B TO BpeMms, Kak TIJl k
HUM He YyBCTBUTESbHA.

___ BHyTpMKNneToO4YHbIM NUNONU3

3arnyckaeTcs 4yepes
ageHUNaTUUKINasHbIX MeXaHUu3M.



Hormone-Induced Fatty Acid Mobilization in Adipocytes

— Epinephrine——=§ adenylato cyciasa

G-protein

TPKA
ATP

p
ADP

Hormone-sensitive lipase

o MAG lipase / l
Glycerol %MAG 'TDAG 7TAG

fatty acid fatty acid fatty acid
copyright 1996 NMOACKInG
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[Mpu CTPECCE B pesynbrate

moobunmn3agun 1T, KK B KpOB!
YBENNYMBAIOTCA B S pas,
bnarogapsi YHemMy rfoKo3a
cbeperaerca ong Mosra.
YBenundeHune XK B KpoBu 4B-C

___ curHanom Kk [3- okmcneHuto.



[1pn rmgponuse TI', rmuuepuvH
obpasyeTcs B O0SibLLUEM KOMMMYECTBE, YEM

XKK. ObpasoBaHHble KK HepacTBOpUMbI B
nrnasmMme 1 TPaHCMNopPTUPYIOTCA B KOMIMIEKCe
C anbbymMmHamm KpoBu B nepudepunyeckme
TKaHW. Tam Komnnekc pacnagaetcs, a KK
nogsepratoTca RB- OKUCMEHUO UM NOYT Ha
cuHtesd TI', ®J1 n atepudpumkaymio XC.



UTAK: ncrtouyHnkamm XK
___aBnsaoTCA:

‘8 nunonu3 nog gevicteuem T, AN,
MIT]

=2 pacnaa XM nop penctsuem JNMJ

-2 pacnapg JINOHI nog genctemem
TrA-

___ MeyvyeHu
#8 HOXK uupkynupyrowme B KpOBM.
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OCHOBHbIe nNapamMmeTpbl
CXK, umpkynupyrowumx B

KPOBM



3HaueHnue

IMapamerp
Macca 70 xkr
O0bem miasmbl R

YETTOBER
CKK nia3mbl (CpeiH. KOHIEHTPAaLMs) 0,5 MmMoOJIb
Mouaexyasipaas macca CKK (cpean.) 280
epuoa moay:xusHu CKK miiazmsl 1,5 mun

O6opor CKK nia3msl

10 MMoJIB/JT
720 MMOJIB/CYyTKH
201,6 r/cyTkn

Kanopuvecknii ko3gdunuent o6opora (9
KKaJI/T)

1818 kkaua/cyTkmn

Kajsiopuuyeckast norpedHocts (yMepenHnasi | 2350 kkaa/cyr
AKTHBHOCTD)
MaxkcumabHblil Bkjag odopora CKK 77%

IJIa3Mbl B KAJIOPUHYIECKYIO HOTpGﬁHOCTb




R- okucneHue XK nportekaet B

_ MUTOXOHOPUSX W NPeOCcTaBAGET
coOou nocregoBaTeribHOEe

OOO0O0OTLUENSEHNE OABYXYrNepoaHbIX
pparmeHToB ( T.e. CH, CO-S-KoA).

HadynHaeTca c peakuuu:

RCOOH + HS~KoA + ATF ----- (]
— RCOO~SKoA + AMF + audocdar



Peakumna ata NpoTeKaET, MaBHbLIM

obpasom, B umMTonnasme, B TO BpEMS

Kak npolecc B-OKNCIMEeHUS XNPHbIX
KNWCNOT NPOUCXOAUT B MUTOXOHOPUSIX.
Aunn-KoA He MOXeT NMPOHUKHYTL B
MUTOXOHOPUIO 6Ee3 NOMOLLN
KapHUTUHA. KapHUTUH sBnsaeTcs
LLIMPOKO pPacrpoCTPaHEHHbIM
coeguHeHnem, ocobeHHO MHOro ero B
MbILLLAX.



~ Obpa3yeTca OH U3 aMUHOKUCTIOT
FIN3MHA U METUOHUHA B NMeYeHU U
noykax. Ha Hapy>XHOu CTOpOHe
BHYTPEHHEUn MeMbpaHbl
MUTOXOHOPUUN nMeeTCcH bepMeHT
aUuMnNKapHUTUH TpaHcdepa3sa,
KOTOPbIN KaTanu3ampyer
B3anmogeuctsue auun-KoA c
KapHUTUHOM:



HMM B

LiuTosors MevenvipaHHoe MUTOXOHEVQIEHD i
MPOCTPAHCTED METRAE
KoA-SH : ALWKapHATIA KoA-SH
@K sl Z N v ¥ -
MarioHwtKoA—=—>|LiC | KT L
- : N b

ALt KoA KapHATVH AuwtKoA— Poucreve




copyright 1997 Michad W. King
ATP + CoA AMP : PR

FEA Acyl-CoA

Carnitine paimibbyl
-transferase | o

AcykCoOA mi behondrial
ynthetase g i
¥
Acyl-CoA
Carn::n**/_\,qcy/lcarnitine
- : Carniline s
rnitine palmiby Acylcarniline mi bchondrial
-transterase |l Translocase membrane
Coa Carnitine icylcarnitine

Acylca;nitine Acyl-CoA ‘




OnocpeaoBaHHbIV KAPHUTUHOM NepeHoC
anuHHouenoveyHoro auun-KoA B

—  MUTOXOHAPUANLHLIA MaTPUKC

KNTH kaTanusupyet obpaszoBaHue
auUIIKapHUTUHOBOIO KOMMJieKca U3 auun-
KoA 1 KapHUTMHA Ha BHYTPEeHHeN CTOpPOoHe
Hapy>XHOU MUTOXOHAPUANIbLHOU MeMOpaHbI
(HMM). AuMnKapHUTUHOBbLIN KOMMJIEKC 3aTeM
anchdbyHanpyeT yepes MexmemopaHHoe
NMPOCTPAHCTBO K BHYTPEHHEWN

—— MUTOXOHApuanbHou memopaHe (BMM).



Tam coBMecCTHOe nocriegoBaTeribHOe

—AeMcTBe KapH/TH abdKapHNTIH
TpaHcnoka3sbl (T) u KINTeB obecneunBaeTt
noctynneHue aumnn-KoA B
MUTOXOHAPUarNbHbIU MaTPUKC ANs
nocnepymowero okucneHns. AKTUBHOCTb
KINTH nHrnbunpyetca manoHun-KoA Ha
Hapy>XHOU CTOPOHE HaPYXHOU MeMOpaHbI
MuUuToxoHapun. Hannuune cneumnanbHOro

—— MecTa cBA3biBaHMA manoHun-KoA noka

YEeTKO He YCTaHOBIJIEHO.



AUuMnkKapHUTUH obnapaeTt
CNOCOOHOCTLIO NPOXOANTbL Yepes

BHYTPEHHIOIO MeMbpaHy MUTOXOHAPUMN.
Ha BHyTpeHHen NnoBepxXHOCTU
BHYTPeHHen memMbpaHbl MUTOXOHAPUN
auUriKapHUTUH B3aUMOOEUCTBYET C
MutoxoHapuanbHbIM KoA. B
pe3ynbrate B MUTOXOHOPUANbHOM
MaTpuKce BHOBb Obpa3yeTtcs auun-
—— KoA, a KapHUTUH BbICBOOOXAaA



[lanee mutoxoHapuansbHbIM aunn-KoA
1 TCH B bTaTt

NOBTOPAIOLLENCH
nocrieqoBaTenbHOCTU N3 YETbIpex
peakunn OKUCNEHNA C ydacTmem
donaBnHageHnHannykneotnaa (PAL),
rmgparaunm, OKUCreHna ¢ ydacTuem
HAL v Tnonunsa c yyactuem KoA.



0 OAJTH,

R-CHy-CHy-CH=CH-C~SKoa —2AJl =2 R-CH,-CH,-CH=CH-C~SKo0A
| |

2 l\’f‘ 6
PeRMAHTKOA JETHJIpOreHasa
2 - enonn-KoA rugparasza (I)H ?
3 - B-rugpoxcnanun-KoA permaporenasa R-CH,-CH;-CH-  ;-C~SKoA
4 - THOJIA3a “HAIl'
. % HAJTH
o 4  KoA-SH Q@
R-CH;-CH;-C~SKoA < // HEHFCHESS  Bhefkba
CH;-C~SKoA



Perynsnus [3- okucieHus

KOHKYpPEeHUUSA rMKo3bl W
XUPHbIX KNCIIOT 3a
ncnonb30oBaHUe B KayecTBe

cyocTparoB: uMkn PaHalana.



YBennyeHHoe OKUCIeHue
XUPHbIX KUCNOT UHIIMOUpyeT

OKUCJIIeHUE IMIKO3bl B KNeTKax
CKerleTHbIX MbIWL U cepaua 3a
CYeT MHrMbmnpoBsaHuA
nupyBataerngporeHasbl
(cooTHOLWEHUE
aueTun~KoA/KoA-SH). lNpwn
rornogaHumn Takoe siBrieHUue
NPU3BaHO YMEHbLLUUTb
YyTUNN3aumio rmoKo3bl
nepudepnieCKUMMN TKAHAMMU.



OaHako y noaen ¢ BbICOKMM YPOBHEM
CXKK 310 g9BngeTca ogHOU U3 ApUYmH

YCTONYMNBOCTU K 4ENCTBUIO NHCYINMHA
(K npumepy, npun gnaberte,
bepemeHHoCcTH). C Apyron CTOPOHHbI,
YBENMNYEHNE OKNCNEHUA TTHOKO3bI
MOXXET MHIMOMpPoOBaTbL OKUCNEeHue
XUPHbIX KUCIIOT.



NnornoweHmnsAa XMpHbIX KUCTIOT

JTO OOYCNoOBIIEHO TEeM, YTO perynauus

MUTOXOHAPUAMU NPEUMYLLECTBEHHO
OCYLLUEeCTBNAETCA 3a CYET KOHTPONA
KTl co ctopoHbl manoHun-KoA,
KOTOpPbIN BbINOSIHAET POJib
anrnocrtepun4eckoro UHrMouTopa aToro
cdepmeHTa.



ManoHun-KoA - 3To Ha4yarnbHbIN
NPOMEXYTOUYHbLIN NPOAYKT B
CUHTE3€e XXUPHbIX KUCOT,
obpa3oBaHHbIU U3 aueTun-KoA B
LuTonnasme.



MUTOXOHAPUAX HE MOXEeT

N30bITOK aueTtun-KoA B

CaMOCTOATENIbHO NPOUTU B
uutTonnasmy. [Npoxoa yepes
MUTOXOHAPUANbLHYIO MeMOpaHy
CTaHOBUTCSA BO3MOXHbIM
onaropaps UMTPaATHOMY LUYHTY.
Auetnn-KoA kapbokcuna3sa
KaTanusupyet obpasoBaHue
ManoHun-KoA.



—Ha- 3Ty peakiiro-pacxoayeFren—
CO, n AT®. Taknm obpazom,

YCIIOBUA, KOTOpPbIE
CNOCOOCTBYHOT NUNoreHesy
(Hann4mne 6onbLIOro
Korim4yecTtBa rnoKo3bl),
noaaBnAaloT B-OKUCrieHue
XUPHbIX KUCIOT



[[Mneprnnkemmna 4YyactTU4HO noaaBnsieT
nunonun3. SHepreTu4eCcKm Bbixoa

OKUCNEeHUA XUPHbIX KUCIIOT 3aBUCUT
OT ANMIUHbI Lenmu.

Mo>XXHO noacuYuTaTb IHEPreTU4YeCKumn
Bbixon, b-OKUCIeHUs XXUPHbIX KUcnot. B
KaXXgoMm uukne peakuumm aunn-KoA
yKOopauuBaeTcsl Ha 2 yrnepoga v

obpa3yeTcsa No oAHOU MOJieKyre
®AOH2, HAOH.H+ n aueTtnn-KoA.



[Mpu okucneHun kaxporo n3 atnx HAQH
__Yyepe3 AblxaTenbHYIO Llenk obpalyercs.
Tpu Mmonekynbl AT®, Toraa Kak npmu
okucneHuu Kkaxgoro ®AI0H2 - oBe
Moriekyrnbl AT®, NOTOMY YTO B 3TOM
crlyyae 3f1eKTpPOHbI NOCTYNakT B Lenb
Ha ypoBHe KocepmeHTa Q ("TKaHeBoe
AbixaHue"). HanoMHUM, YTO OKUCIIeHUue
—— auetun-KoA B uukne TpukapoboHOBbIX
kucnot gaet 12 monekyn ATO.



Takmum obpa3om, 3HEPreTU4ECKNmn

Bbixoa 1 umkna b -okucrneHus
cocTtaBnget S monekyn AT® + 12
Mmonekyn AT®. [1na noac4yeta
9HEepPreTn4yeckoro Bbixoga b-
OKMUCNEHUA KOHKPETHOWU XUPHOU
KUCNOTbl C YeTHbIM YUCIIOM
yrnepoaHbIX aToMoB HEOOXoOAMMO
3HaTb KONMMYECTBO LMKIOB



b-okucneHusa (oHo coctaBnsgeT n/2 -
— 1. roe N - YUCAO YFAEPOOHLIX aFOMOB—
B COCTaBe XXUPHOW KUCIOThbI) U
MoOneKyn obpasyrowmxca auetnn-KoA
(OHO cocTtaBngaeT n/2). N3 obLen
cyMmmbl AT® HeobxoaMMO BbIYECTb
ogHy monekyny AT®, kotopasa bbina
3aTpayeHa Ha aKTUBaLUIO XXKUPHOW
KUCINOTbl B Ha4Yane BCero npotecca.




Peakunmn B-oKMCNeHnsa TECHO COMPSIXKXEHb

OpYT C OPYTOM. [ IDOMEXYTOUHBIE
NPOAYKTbl HEN3DEXHO NEPEXOOAT U3
OOHOWN peaKkunn B APYryto; KPOME Harn4ums
cybcTpaToB APYrMx KOHTPONMMUPYHOLLMX
MEeXaHU3MOB ANA 3TUX peaKkUnn HET.
YpoBeHb 3-OKUCNEeHNA MOXET BOo3pacTaTh
Npn MeXaHN4YeCKon MbllLle4yHon paboTe,
NPUN YMEHbLLUEHNN COOTHOLLUEHUA aLeTun-
KoA/aunn-KoA, HAOH/HAOQ+ v
OAOH2/PAL.



IHepeemu4veckul 8biIx00 B-OKUCIEHUST Ha rpumMepe
nanbmumuHosou kucriomsi. ObpasosaHne ATO (2
ATO/OANH2; 3 ATO/HAOH:; 12 AT®/auetnn~KoA: Takum

obpasom ansa nanbmmtonn~KoA (knpHasa kucnota c 16
C). 7 dAOH2, 7 HAOH n 8 auetnn-KoA = 131 ATO®.

Pacxon AT® Ha aktuBauuio - 1 AT® (ncnonbayetcs
9HEprusa rmaponmaa OByX MakpoOdprmyecknx CBA3en), B
Xo4e KOToOpoWu nanbMuTar npespaLllaeTcs B NarbMUTOUN-
KoA. Takum obpasom, YNCTbIN QHEPrETUYECKUIN BbIXOA
Ons okncneHua nanbmurtata paseH 130 ATO.



XUpHbIe KNCIOTbI C 0O4M€Hb ANTIMHHOU Lenbio.
OCo6EeHHOCTLIO MeTabonu3mMa XUPHbLIX

KUCNOT B NepOKCUcomMax siBnseTcs
pacliensieHue TexX U3 HUX, KOTopble UMeIoT
OYeHb AJNIMHHYIO YrNeBOAOPOAHYIO LeNb UNu
Apyrue HeoObIYHbIe paguKanbl,
HecrnocoOHble noaBepraTbca ahheKTUBHOMY
OKUCIIEHUIO B MUTOXO HOPUSAX.



YKopo4yeHue ankunbHOU uenv B
nepoKcucomMax nponcxoauTt Ao TeX

nop, Noka He obpa3yeTtcsa auun-KoA
CO cpegHeun OAJZIMHOW uenu. JTo
oO0ycnoBreHo cyocTpaTHOMU
cneynduUYHOCTbIO
nepokcucomanbHou auun-KoA
aerngporeHasbl



O6pasyrowuminca aunn-KoA ¢ C-8 snocnencteum
—__noaBepraerca AanbHeuleMy OKUCASHUIO-B

MUTOXOHAPUAX.

[lepBOHaYanbLHasa ctagusa gernapupoBaHusa B xoae
NepoKCUCOMAaribHOro OKUCNEeHUA XUPHbIX KUCIOT
nportekaeT c obpasosaHuem H,0,, a He PALIH,,
[Nepekncb BOogopoaa yganserca ¢ NOMOLbIO
KaTanasbl. Bce nocneaywuwme peakumm aHanoruyHbl
NMPOUCXOOALWUM B MUTOXOHOPUAX, XOTH

KaTanu3npyrTcsa OHU nsocepmMmeHTaMmu NepPoOKCUCOM.




OkucneHve aAnKapboHOBbLIX KUCIIOT. B

nepokcucomax rnMPoOUCXoauT TakKe OKUCIIEHNE
ONKapOOHOBbLIX KNCMOT, 06pasyoLmxcs B Xxoae

w-oKncneHnsa. Camo w-oKnUCrieHne nNpoTeKkaeT B
9HAoNNasMaTU4eCKOM PETUKYNYME U 3aHUMAET
Marny om0 B OKUCIIUTENbHbIX NMpoLeccax,
KOTOPbIM MOABEepratoTCst XKUPHbIe KNCnoTbl. [Npu
W-OKNCNEHUN TMOPOKCUNTMPOBAHME NPONCXOONT
Ha METUNbHOM KOHLE XXWUPHOKWUCNOTHOWM LIENu; B
pes3ynsraTte obpasyeTtcs AnkapboHoBasa KucroTa.



—Gmeﬂefme—HeHaeblﬂ:teHHbB&)K-K—

NPOUCXOOUT TaKXKe KaK U Yy HacbILLEHHbIX ,
HO C npeaBapuTernbHbIM NEPEHOCOM =
CBAI3U N3 NONIOXKEHNA A 3-4 B MOMNOXeEHNe
A 2-3. Takxe nsameHsieTcsa KoHopmaLns
N3 = CBA3U U3 LUUC B TPaHC.

OT0T hepMeHT- Ha3-ca A >4-Lunc- A 23-
TpaHc- eHowun- KoA —13omepaasa.
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Aerpanauma XUpHbIX KUCNOT C HEYETHBIM YUCNOM aTOMOB YrnepoAaa



IIpoucxo:kaeHre HEHACHIIIEHHBIX dKUPHBIX KUCJIOT B
KJeTKax opranu3dMa. Mera0o1u3M apaxua0HOBOMI
KHCJIOTbI

He3ameHUMbIe U 3aMeHUMbIE - Cpeau
HeHaCbIWEeHHbIX XKNPHbIX KUCIFIOT B
OopraHn3me 4yernioBeka He MOryT
CUHTE3NpoBaTbCA W-3 U W-6 XXUpPHbIe
KUCIOTbI B CBA3U C OTCYTCTBUEM
doepMEeHTHON CUCTEMBI, KOTOpas Morna Obl
KaTanmanmpoBaTb obpa3oBaHne OBONHOU
CBAI3N B NOJIOXEHUUN W-6 nnm nrodom
OPYromMm nonoXeHuu, 6rnsko pacrnonoXeHHOM
K W-KOHLY.




K Takum XUPHBIM KUCJI10TaM OTHOCATCH
nuHoneBasd Kucnorta (18:2, A9,12),

nnHoneHoBasn kucnorta (18:3, A9,12,15)
n apaxupgoHoBas kucnota (20:4,

AS5,8,11,14). NocnenHsas aBnaeTcs
He3aMeHUMOM TONbKO Npu HegocTaTke

JINHOJIEBOWU KUCNOThI, NMNOCKOJ1bKY B HOPME OHAa

MO>XET CUHTE3INPOBATLCA U3 FINHOJIEBOW
KUCJIIOTbI



Y yenoBeka nNpu HegocTaTKe B NuLLe
He3aMeHUMbIX XXUPHbLIX KNCNOT ONMMcaHbl

nepmatosnorndyeckme nameHeHusi. OObIYHbIN
paLUMOoH B3POCIIbIX NIOOEN COOEPXKUT
OOCTaTo4YHOE KONMUYECTBO He3aMeHUMbIX
XUPHBbIX Kncnot. OgHaKo Yy HOBOPOXOEHHbIX,
KOTOpble Nony4atoT paunoH, obeaHEHHbIN
XUpamu, oTMeYatoTCsl NPU3HAKU NOpPaKeHUs
KoXXn. OHN NPOXOOAT, €CNU B KYPC NeYeHuns
BKIIIOYAETCS NMHONEBasi Kucnora.



Cny4dan nogobHoro geduumTta HabnogarTca Ny
nayMeHToB, KOTOPbIe ANUTENbHOE BPEMS

___HaxoO4aTcd Ha fapeHTepanbHOM NUTaHIMAM,
obegHEHHOM He3aMeHUMbIMU XUPHbIMU
Kucrnoramu. B kayectBe NpodpuUnakTMKmM Takoro
COCTOSIHUSA AOCTaTOYHO, YTOObLI B OpraHn3m
nocTynanu He3aMeHUMbIle XXUPHble KUCIOThbI B
konun4yectBe 1-2% oT o0Len Kanopmyeckoun
noTpebHoOCTMW.



CuHTE3 HEeHAaCbILWEeHHbIX XUNPHbIX
KUCJIOT U3 HACBLILLWEeHHbLIX C

—rapannensHIM yatHe e M et
Hdecamypauyusi npoxoguT nod AeNCTBUEM

MWKPOCOMasibHOro Komnnekca
depMEHTOB, COCTOSLLIErO U3 TPEX
KOMMNOHEHTOB DenkoBoW Npupoabl.
umuToxpoma b5, uutoxpom bS-
peAyKTa3bl U gecaTtypasbl, KOTOpbLIe
cogep’aTt B CBOEM COCTaBe HeEreMmoBoe
xene3o0. B kadectBe cybcTpartoB
ncnonb3ytotca HAOPH wn
MOJIEKYNAPHbLIN KUCIOPOA.




N3 3TUX KOMNOHEHTOB 00pa3yeTcA KOPOTKas
Lenb nepeHoca 35IeKTPOHOB, C MOMOLULIO

—  KOTOPOU HA KOPOTKMU- Nepuoa BpeMeH-B=——
MOJMEKYny XXUPHON KUCIOTbl BKMHOYarOTCS
rMAPOKCUNBbHbIE rPynnbl. 3aTeM OHU
OTLLEeNNAKTCA B BUAe BoAbl, B pe3ynbraTte B
MOJIeKyJie XXUPHOU KUCIOTbIl hopmMmupyetcs
ABOUHasA cBA3b. MmeeTcs uenoe cemMencTBo
cyobeanHuy gecartypasbl, KOTOpble
cneundUYHbI K onpeaeneHHOMYy MecTy
BBeAeHUSA ABOUHOU CBA3M.
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Oneonn-KoA + H,O
18:1 (A9)

Creapoun-KoA + O,
18:0



OoOpa3oBanye ¥ yTHJIM3AUA
KETOHOBBIX TeJI

[1ByMSsi OCHOBHbIMM BUAaMMN aLETOHOBBLIX TEST
SABNSAOTCA aueToaleTaT u 3-
rmapokKkcnoyTupar. B-ruapoKkcnoyTupar -
9TO BOCCTaAHOBIIEHHAs (popMa aueToaueTaTa.
ALeToaueTaT obpasyeTcd B KNeTkax nevyeHu
n3 auetun~KoA. ObpasoBaHune nponcxoguT
B MUTOXOHAPUANbHOM MaTpUKCe.



0 0 0 A LeToate
I [ [ au
2CH3C~SK 0A I‘”O"a%‘; CH3-C-CH2C~SK 0A WK oA
Auetun-KoA
k KOA-SH romrkoa | §
cuHTeTasa  |CH3-C~SKoA
auetun-KoA
KoA SH v
(|:|) CH3
g

CH3C-CH2CO0r "00C-CHz(-CHz C~SKoA
Au,eToaueTaT OMT-KoA

JIWasa OH
CHsC-SK o FOMT ~KoA




[lepBoHavyanbHasa ctagua 3Toro npotecca

__KaTanusupyercd pepMeHTOM - 3=

KeTtoTnonasou. 3atemMm auetoaueTun-KoA
KOHOEHCUPYETCA CO cneayloLlen
Monekynou auetun-KoA nog snnaHuem
doepmeHTa FTOMI-KoA cuHTeTasbl. B
pe3yrnbrate obpasyeTtcs B-rnapoKcu-3-
metTunrnoTapun-KoA. 3atemM qoepMeHT -
FTOMI-KoA nua3sa katanuanpyer

— pacuwennenne NOMI-KoA Ha
auetoaueTtaTt u aueTun-KoA.



B nanbHevweM aueToykcycHaa KucnoTa

BOCCTaHaBNMBAETCA No BIIMAHUEM
depmeHTa b-
rmopoKkcuoyTupartoerngporeHasbl 1 B
pe3ynerate obpasyetca b-okcumacnsaHas
KUCnoTa.



3ateM hbepmeHT - TOMI-KoA nuasa

KaTann3upyeT pacLienyeHne
[OMI -KoA Ha aueTtoaueTaT u
aueTun-KoA. B nanbHenwem
aLeTOyKCyCHasA KUCroTa
BOCCTaHaBrniMBaeTCcs noa
BNUsiHUeM pepmMeHTa b-
rmopoKkcuoyTupartoernaporeHasbl
N B pe3ynbraTte obpa3syetcs b-
OKCUMacCrIsiHas KUCJoTa.



KonnyecTtBo aueToaleTaTa, KoTopoe

~—  BOCCTaHaBITMBAETCH B B-TMApPOKCHUOyT™HApar,
3aBucut ot cootHoweHns HAOH/HAQ+.
BoccTtaHoBNEHWE 3TO NpoOMCXoauT noa
BIMUAHNEM dpepMeHTa [3-
rmopoKkcuoyTupartaerngporeHasbl. [ledyeHb
CITY>KUT rnaBHbIM MECTOM O0Dpa3oBaHUSA
KETOHOBbIX Ten brnarogapst BbICOKOMY
cogepxxaHnto FOMI'-KoA cuHTeTasbl B
MUTOXOHOPUSX renaToLUnTOB.



3TN peakumn nponucxoaaT B MUTOXoHOpuUsAX. B
LMTO3051€ UMEKTCS N30PEPMEHTDI - [3-
ketoTunonasbl u FTOMIN~KoA cuHTeTasbl,
KOTOpblE TaKkKe KaTanmampytoT obpasoBaHue
FTOMI~KoA, HO B Ka4ecTBe NMPOMEXYTOYHOro
NpoayKTa B CUHTE3e Xoriectepona.
LInTO30MbHbLIN U MUTOXOHAPUANbHbLIN POHAObI
FTOMI~KoA He cmelumBaloTcs.



OOpa3oBaHMe KETOHOBbLIX TeNn B

~  Ne4YeHN KOHTPONMpPYyeTCH COCTOSAHNEM

NnUTaHuA. Takoe KOHTPOJSIbHOe
AeUCTBMEe YyCUNUBaeTCcs MHCYTUHOM U
rnroKaroHom. [NpuHATHE NULWLKN U
MHCYJIMH CHMXaKT obpa3oBaHue
KEeTOHOBbIX Tesl, B TO BpeMS KaK npw
rornogaHun CTUMYIIMPYeTCH KeToreHes
BCrieACTBUe yBennyeHus Konm4yecrtBa
XUPHbIX KNCNOT B KreTKax



[lpy ronogaHumn ycunmsBaeTca NUNonus,

pacTeT ypOBeHb IMIKKaroHa

N KOHUeHTpaunsa uAM® B nevyeHwm.

[Mpouncxoaunt dboccopunupoBaHme, TeM

camMbIiM aktTusauusa FOMI-KoA

CUHTeTa3bl. ANnocTepuvyecKum

nHrmountopom NOMI-KoA cuHTeTa3bl
___ BbicTynaet cykumHun-KoA.



MCTOYHMUKOM IHEpPrum Ans Mbillil,; rnpu
NPOAOMIKUTENbHOM rosiogaHN OHU MOTyT
MCNONMb30BaTbCA LEeHTpPaNbHON HEPBHOMU

cucrtemon. Cneagyert umeTb BBUAY, YTO

OKUcneHue KetoHoBbIX Ten HE MOXKel
npoxoauTb B Nne4yeHu. B kneTkax gpyrmnx
OpraHoB U TKaHen OHO NpoTeKaeT B
MWUTOXOHAPUSIX.



Takas nsbuparenbHOCTb OOyCrOBneHa

~— TTORanwv3angvieil (pepMEHTOR,

KaTaJIMSUPYROLUX 3TOT NpoLecc.

CHavana B-rmgpokcubyTtupart germgporeHasa
KaTanu3anpyeTt oKkucreHue 3-
rmapokcmnobyTuparta oo aueroauerata B HAl+-
3aBMCYMOM peaKkuumn. 3atemM C NOMOLLbIO
depmMmeHTa, CYKUMHUN~KOA -
Auetoauetun~KoA tpaHcdepasbl,
KodpepMeHT A nepemeLlaeTcs C
cyKumHun~KoA Ha aueTtoaueTar.



~ Obpasyetcsa aueToaueTun~KoA, KoTopbIN
ABNSETCS NPOMEXYTOYHbIM NPOAYKTOM
nocrnegHero BUTKa B-OKUCrIeHUNA XKUPHbIX
KNCINOT. QTOT OEPMEHT B NevYeHn He obpasyeTcs.

MIMEHHO NO3TOMY TaM He MOXET NMpPoucxoauTb
OKUCIIEHME KETOHOBbIX Ter.



3aToO CNYCTHA HECKOJSILKO CYTOK nocne

Ha4varia ronogaHus B KrieTkax Mo3ra
Ha4yMHaeTCs 3KCrnpeccus reHa,
Kogupyrowero aToT oepMeHT. Tem
caMbIM MO3r aganTupyeTtcs K
MCMOJIb30BaHUIO KETOHOBLIX TeN B
KayecTBe arfibTepHaTUBHOIO UCTOYHMUKA
3Heprumn, CHMXxasl CBOKO NOTPEOHOCTL B
rnoKo3e u bernke.



_ Tunonasza goBepllaeT pacllengeHuye.
aLeTtoauetunn-KoA, sctpanBasa KoA

No MECTY pa3spbiBa CBSA3U MEXOY O U
B yrnepogHbiMn atomamu. B
pe3yrnbrate obpasyeTca ABe
Monekynbsl aueTun-KoA.



MHTEeHCUBHOCTb OKUCNEHUNA KETOHOBbLIX

Ten BO BHEMNEYEeHO4YHbIX TKaHAX
NnponopLuMoHaribHa UX KOHLeHTpauuu B
KpoBU. O0OLLaA KOHLUEeHTpauus
KETOHOBbIX TeJ1 B KPOBU OObIYHO HMXe
3 mr/100 mn, a cpeaHAA execyTo4yHas
JKCKpeLuuns ¢ MO4YOU cocTaBndeT

___ npubnusutenbHo ot 1 oo 20 mr.



B onpegeneHHbIX MeTabonn4yecKkmux

YCIIOBUAX, KOrga npoucxoouTt
MHTEHCUBHOE OKUCJIEHUEe XUPHbIX
KUCIOT, B Ne4YeHn odbpa3yrorca
3HauYuTernbHbIe KONIn4YecTBa TakK
Ha3bliBaeMbIX KETOHOBbIX Terl.



CocTosiHue opraHu3mMa, NpPu KOTOPOM
KOHUEeHTpPaunsa KEeTOHOBbLIX TeN B KPOBU

Bbille HOPpMafibHOWU, Ha3bIBaeTCH
KeToHemueu. lNoBbIlWeHHOEe coaepKaHue
KEeTOHOBbIX T€J1 B MOYe Ha3bliBaeTCH
KeTOHypuen. B Tex cnyyvasx, Korga umeet
MeCTO BblpaXXeHHass KeTOHEeMUS N KETOHYPUA,
B BblAblXaeMOM BO34yXe oLlyLlaeTcs 3anax
aLeToHa.



OH oOyCcnoBneH CNOHTaHHbIM
AeKkapobokcunmposaHMeMm aueTtoaleTtaTa
B aLeTOH. AT TP CUMIMNTOMA -
KeTOHEeMUs, KEeTOHYpPUS n 3anax
aLeToHa npu gbiXxaHUun oo bLEeaUHAIOTCA
o0OLWMM Ha3BaHUEM - KeTo3



KeTo3 BO3HUKaeT B pe3yribTaTe He4OCTaTKa

—  AOCTYNHBIX YITTEeBOAOB. Hanpyumep, TTpH
rorogaHum ux marno nocrtynaet (MU He
NnocTynaeT) C NuULen, a Npu caxapHom
AnabeTe, BCrieacTBMe HepJocTaTKa ropMoHa -
MHCYJIMHA, Korga rrnrokKo3a He MOXeT
3¢ PEeKTUBHO OKUCHIATBLCA B KrieTKax opraHoB
N TKaHeMwW.



_ 10 NnpUBOOMT K AUucOanaHcy

MeXxay atepudukaumen mn
FIMNONMIU3OM B XXMPOBOM TKaHU B
CTOPOHY MHTEHCUMPUKaLUn
nocrnegHero. OH obycnoBneH
CMOHTaHHbIM
AeKapookcunmpoBaHuem

— aueToaueTaTa B aUeTOH.
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