I'lnnnabl 1 obmMeH Nunnaos

* Jlunuabl — rmapodobHble BellecTBa, 3dupbl
XXUPHbIX KNCIOT U CNIMPTOB.

« Knaccugpukaums:

e [lpocTble: HenTpanbHble XNPbI
(rmmnuepodocdonunuabl) U BOCKa

e CrnoxHble: goocgonunuabl (rmuuepo- u
chuHronunuabl); rmukonunuabl (Lepedposnabl,

raHrnmmMo3nabl, cynbdaTtruabl); NMNoNPOTENHbI
(XM, JINOHTT, NrHM, NNBIM)

 Heombinsiemsble : cTeponabl N TEPMEHDI
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OYHKUWN NN A0B

« 1. OHepreTnyeckas (1 r nMNnaoB npu
okucneHum naet 9,3 kkan; 1 monb
nanbMmMTMHOBOW KNcnotbl — 130 ATO).
Pe3epBHbI BUaocneundpniecknn HemTpanbHbIn
XXUP, AENOHMUPOBAHHLIN B agunounTax.

e Ho! XXupHble KNCNOTblI OKUCNAKTCA TONMBKO B
MUTOXOHOPUSX, B adPOOHbIX YCNOBUAX; HE
NPOHUKAIOT Yepes remaToaHLedanmnyeckmnm
bapbep.

e T.0. XXMPHbIe KUCIOTbI HEe BCerga u He BO
BCeX KfneTKaxX MOryT Cny>XuTb UCTOYHUKOM
3Hepruu.



OyHKUMM NMNnOoB

o CTpYKTYpHas: xonecrteposn u dgocdonunuabl —
CTPYKTYPHbIE KOMIMOHEHTbI MEMBpPaH.

 MeTabonun4yeckas: xonecrtepon obpasyet
bonbLloe YMCro BMoaKTUBHbLIX CTEPOUIOB,
BUTaMuH [, >Ken4yHble KNCNoThl;

e 3alinTHaA, aHTnbaKkTepunanbHas,
TepMOU30NALMNOHHAA: NOAKOXHAaSA XXUpoBas
KrneTt4yartka, caribHUK, MMeNnMHoBasi 000sIo4Ka
nepudpepmnyeckmx HepBOB, anbBEONAPHbLIN
cypdraKTaHT, KOXXHOoe caro.



OyHKUMM NMNnNOoB

 PerynaTtopHas: cTeponaHbie TOPMOHHbI,
doocdaTnannmMHO3NTON U ero
NPoOn3BOAHbIE: ANALUTINLIEPOS U
MHo3uTondocdart (BTOPUYHbIE
MeCCEeH)KepPbl TOPMOHOB); NMPOU3BOAHbIE
NONMMHEHACbILWEHHbIX XXUPHbIX KUCIOT:
npocrtarnaHguHbl, NEUKOTPUEHHI,
TPpoMOOKCaHbl 1 Ap.



[laTonorma nunnaHoro oomeHa

nepBI/I‘IHbIe HaPYyLUEeHUA.

MnepnunonpoTenMHeMusi, AUCINNONPOTEUHEMUS
(rMNepxonecTepuHeMmns: aTepocKnepos)

OXupeHue
KenyHokameHHaga b0ornesHb
MeTabonuyecknn aungo3s (KeToHeMUS)

BTopuyHbie runepnunonpoTeuHeMuu
COMPOBOXAAIOT caxapHbI AnabeT, Hedpos,
renaTtnT, XpPOHUYECKUIA arikOoronusam.



JKNPHbIE KUCNOTHI

> 70 >XMPHbIX KNCNOT NOEHTUMDULMPOBAHbI B OpraHn3mMe.

CBoOOAHLIE KUPHLIE KUCIIOThLI HAXOOATCS B OCHOBHOM
B Nnnasme KpoBu (TPaHCMOPTUPYIOTCH anbOyMnHOM), B
KreTkax XUpHbl€ KUCMOTbl - B BUAE 3(PUPOB CO
cnupTamu.

B krneTtkax CUHTE3UPYIOTCA B OCHOBHOM XXUPHbIE KUCNOTHI
HaCbILLEHHbIE, C YeTHbIM Yncnom atomoB C, numeroyme
KOMMaKTHYIO YKNnaaky (unc-koHopmauums).

[1Be knaccudpukaumn: Cn:m,A nnn »:3,6 , rae n — 4nucno
atomoB C, m — KONMM4YecTBO ABOWHbIX CBA3en; A - MecTo
nBonHon cea3un (cumntaa ot COOH rpynnbl); @ — MECTo
ABOVHOM cBA3W, cuntasi ot CH, — rpynnbi.

Hanpumep: nuHoneeas kucnorta C18:2 A 9,12 nnm o-
6.



XUPHbIE KUCJTOTDI

"anoreHoBOe 4YnCro onpendenaeT YACNo ABOUHbLIX CBA3en
B XXUPHOW KUCIOTeE.

Y yenoBeka BO3MOXEH CUHTE3 TONbKO
NanbMMUTOONIEUMHOBOU N ONTIEMHOBOW KUCIIOT
(MOHOHeHachILWEeHHbIe). MonMHeHacbIWeHHble
(NMHOMeBagd, NMHOSIEHOBAs, apaxmaoHoBas) —
He3aMeHUMble (3cCceHuManbHbIe).

KonnyectBo OBOUHLIX CBA3eW onpenensieT
TemMneparypy nnasneHuvs: ansa narabMUTUHOBOMN K-Thbl
63°C, onenHoson 13,5°C, nuHonesomn -11°C.

Conu XUPHLIX KACIOT — Mbinia (00pasyoT Muuensol).

JNlnnupbl 3KCTparnpyrwTCcAa U3 TKAaHEen opraHN4YecCKMmu
pacTBOpUTENAMU, pa3aensaroTca U
naeHTUUUNPYOTCA XpomaTtorpaduyieckum (no
pPacTBOPUMOCTMN).

CnektpodoTomeTpUYECKMN XXNPHbIE KUCIOTbI He
onpenenaroTcs (HEeT CONpPAXEeHHbIX ABOUHbLIX CBA3EN)



[lpon3BoOaHbLIE HEeHaCbILLEHHbIX
XNpHbIX Kncnot - SNKOSAHOW b

* CemencTBa npocTarnaHANHOB,
TPOMOOKCaAHOB, FIEUKOTPUEHOB . -
buornornyecku aKTVBHbIE BELLECTBa, OENCTBYIOT
B KOHLIEHTpauum 10 °M, KaKk ropMOHbI MECTHOrO
NENCTBUS, Yepes peuenTopbl N CUCTEMY
LMKNNYECKUX HYKINeoTNOO0B WM gpyrmx
NoCpPeaHUNKOB.

* Obpasyrorca B MembpaHax knetok us C,,
NONMMHEHAaCHILLEHHbIX KUCNOT , NPOAYKTOB
rmgponusa chocchonununaoe membpaH noa
aevctemem occonunasbl A, (MHrMbUpyeTcs
CTeponaHbIMU FOPMOHaMN).



[MPOCTAIMMAHOVHDI

« ObpasyroTca npun yvyacTum
LIMKITOOKCUIeHasbl U3 apaxmgoHOBOW
kncnotel (C,,.,)-

* NHrmbupyeTtca acrnmpmHoMm no MexaHn3my
KoBaneHTHOU Mmoandoukaunm dpepmeHTa —
aueTunupoBaHme).



BHewH oOMeH NnMnnaos

[ToTpebHocTb B xunpax — 80 -100 r/cyT (Bo3pacTaeT npu
HEOOXOAMMOCTM Nepexoaa 3HepreTun4eckoro obmeHa ¢
NPENMYLLECTBEHHO YrneBOAHO-NMNUAHOIO Ha NIMNUAHO-
YII1IEBOAHbLIN).

Ba)xHO nocTynneHne NofiMHeHachILWEHHbIX XUPHbIX
He3aMeHUMbIX (MOSIMHEeHACbIWEeHHbIX) KACNOT.

Ycnosue rmgponusa xumpoB B XXKT — amynsrupoeaHue,
4YTO AenaeT ux AOCTYNHbIMW ONs OeNCTBUA Nunas,
PACTBOPEHHbLIX B BoaHoW cpede. Konunassbl
(aKTMBUPYIOTCA TPUMCUHOM).

EcTecTBeHHON aMYyNbCUEN ABNSETCA TONbKO MOJSIOKO.

Ocob6eHHOCTb NULEeBapeHus y aeten — Hanmune
NMNasHoOU akTUBHOCTU B Xenyake.



BHELLUHWAW OBMEH NUNnMaOoB

OcHoBHbIEe amyribratopbl XUpoB B XKKT — xenyHble KNcnorbl —
Npon3BOAHbIE XONnecTeporsia, HO 1 hocdonMnuabl U XKNPHbIEe KUCNOTbI
CIy>kaT NoBEPXHOCTHO aKTUBHbIMU BELLLEeCTBaMM U ABNSAIOTCS
amMyrnbratopamm.

HenyHbie KMCNoTLl 0OpazyrTea B renartoLmTax nocrne OKUCNeHus
OoKOBOW LEenn N JEUCTBUN xonecTeporn-rupgpokcunassl. lanee
XOf1aHOBbIE KNCIIOTbl KOHLIOMMPYKOT C OCTaTKaMu rMuLMHa Unm TaypuHa
n 0bpasyloT CONnu Kanuga unu HaTpus.

[1o 80% xonecTtepona npeBpaLlaeTcsi B XONeBbIE KACIOTbI U
«cbpacbIBaeTCcsi» B XeM4YHble Kanunnspsbl.

XKen4yHble kncnotel U doocdhonunmabl NoAAEPKNUBAKOT XONTECTEPUH XKenyu
B pacCTBOPUMOM COCTOSIHUM, NpeaoTBpallaa obpaszoBaHne «kaMHEN» B
XXen4YHoMm nysbipe

ABnaack amunaTMyHbIMU MONEeKy1amMu XOneBble KUCHOThI
CMOCOOCTBYIOT aMYILIMPOBaHUIO NIMNNLOO0B U y4acTBYHOT B
chopMupoBaHUM MULEns, B COCTaBe KOTOPbIX BCacbiBAOTCH
rmapodobHble BellecTBa B KULWEYHMKE ( B TOM YMCNe XUPOopacTBOPUMbIE
BUTAMWHbI).
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BHELLUHMX OBMEH NUNUO0B

[Maponn3 HeuTpanbHbIX XXUPOB B 12 —N KULLEYHUKE: MOHO- ,
OM- N TpUurnuuepunanmnasbi: NPoayKTbl — MULEPUH, MOHO-
n gu-aunnrnuueponsl (Yawe 2- MAI).

[maponus poconmnuaos (pocdoTnamnnxonunHa,
Hanpumep): hoccponunasza A, A,, C un [1. NpoaykTbl: 1,2
aumMnrnuueponsl; 2-aunnrnmuepondocgopunXonuH,
nusodhochaTngunxonuH (ampunaTtmyHoe
coeguHeHue!), pocdarmgHaga KMcrnoTa, XonuH.

[naponuns apmpoB xornecrtepona: xoriecteposi-acrepasa.
[1pOaYKTbl: XONIeCTepon n XupHaa K1crora.

JInnasbl TOHKOro KMLLEeYHMKa dKTUBNPYKOTCA TPUTICUHOM.



BCACbIBAHUVE NMPOOYKTOB
FTMMAOPOJIN3A B XKT

Menkune amynbrupoBaHHble Kannu xupa (go 0,5 Mkm)
MPOHUKAIOT Yepes3 KNLLEYHYIO CTEHKY Oe3
npenBapuTeribHOro rmaponunsa.

MuuepunH n KopoTkue XunpHbole kucnotbl (0o 10 C-
aToOMOB) ANPPYHOANPYIOT CAMOCTOATENLHO.

OnuHHouenoYe4YHble XUpPHble KUcnoTbl, 2 - MALLXJ1 n
I XJ1 BcacblBaloTCA B cocTaBe muuess (OKpy>KeHHble
docdonunuagamm mn xXendHbIMMU KUCNOTaMNn)
(MnuennapHaa gudpdysnsa Unm NMHOLMTOS3).

XKen4yHble KNCNOThI cCoBEPLLAOT MHOIMOKPaTHYO
IHTEpPOrenaTnYecKkyro LMpKynaumo (CuHtes 3 -7 r npu
notpedHoctn 100-200 r).

[o 0,6 r/cyT TepaeTcsa ¢ Kanom.



PecuHTe3 XMPOB B 3HTepouUTax

Ha ocHOBe NpoayKTOB rmaponnsa 9K3o-
reHHbIX XXUPOB B 3HTEpOLUTAX CUHTEINPY-
l0TCA BMaocneuuduyHbIie NMnnabl.
Uawe scero 2’MAI aTtepudunumpyetcs
ocTaTkamu ofieMHoOBOW kncnotsl (C . ).
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doconunnabl obpasyroTcs Ha OCHOBE
doocdaTnaHOM KUCNOTbl N aKTUBHbLIX dOpM
XOInnHa, CepuHa, aTaHonamMmuHa unu

NHO3UTOJ1A.
O

] |
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R,-C-O-CH  OH
51 |
O CH,-O-P-OH
|
O docarngHaga kncnora



TpaHCNOPTHbLIE (hOPMbI
3K30reHHbIX NMNuaoB

* 'nuuepon n CXKK (C<10) BbixogaTt m3
QHTEPOLMTOB Yepes NopTanbHY BEHY U
NOCTYNaKT B NEYEHb.

* CKK (C>10) nokmoatoT aHTEpPOLUUTHI
Jyepes KUWeYHyro numgpamu4ecKkyro
cucmemy B OpMe peCUHTE3NPOBAHHbIX
TAI B cocTtaBe xurnomukpoHoB (XM).

OT «chylos» (rpey.) — numada (MnNevYHbI
COK).



XM — TpaHcnopTHasa popma
3K30reHHbIX NMNUOoB

XM obpasyroTcs B aHTepoumTax:

* Heapenble XM (HacueHTHble) — 85% TAT,
HemMmHoro ®J1 n IXC, 6enok — anonpotenH B-48
(ano-B-48). [NokngatoT aHTEepoUUTLI NyTEM
9K30LMTO3a M NOoCTynarT B nuMmdaTtnyeckme
cocygbl L[] rpyaHoOU nuMm@artuyeckum npoTok [ [
noAknoYnyHas BeHa (T.e.nonagatoT B KPOBOTOK,
MUHYS NEYEHb) .



Cxema cTpoeHusa yactuubl XM

ApoE ApoB

ApoB ApoA



* B kpoBsiHOM pycne Hezpernsie XV nony4ya-toT
ot JIMNBI1 ano-E, ano-C-ll (kodaktop JII'JT) n
ano-A-IV. 9Tum 3aBepLuaeTcs
npeBpaLlleHune He3penbiX XM B 3pernbie XIM-
YacTuULbI.

* CoctaB 3penbix XM (anameTtp 100-1000 HMm):
TAI — 84%
PI1— 7%
XC - 8%
benok — meHee 2% (ano-B-48, ano-C-ll,
ano-kE n ano-A-1V)
[TnoTHOCTL (yaenbHbin Bec) XM <0,95 r/mn




«lceberg-sea» - mogenb cTpoeHus
YyacTULbl CbIBOPOTOYHOro nimunonporeunpa

. ',ASSmann G. & Brever J. (1974)
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PyHKUnn XM

XM poctaBndaoT 9K30reHHble nMUnuabl B NeYeHb,
XMPOBYIO TKaHb, MMOKap4 N CKENETHbLIE MbILLLIbI.
TAI' B coctaBe XM rngponunsyrotcs ¢ y4acTuem
nunonpoTteunHnuna3sbl (JIMJ1), kotopas
HaXoOQUTCA Ha NOBEPXHOCTU 3HAOOTENMNOLMTOB
Kanunnapos.

JINJ1 cuHTesnpyetca B neyeHU. AKTUBATOPLI:
nHcynuH, CTI n renapuH.

CXK, ocBobOXOeHHbIE B pe3ynbkraTe rmaponmaa
TAI, nocTynaloT BHYTPb KIETOK.

B nnasamaTtnyecknx membpaHax MHOIMMX TUMOB KITETOK MMeKTCA crneumdum-
yeckne benkun-nepeHocumku ansa CXKK (40 k[a). B ckeneTHbIX MbiLlLax
NMEETCS eLle TPpaHCrIoKa3sa XUpHbIX kucnot (84 k[a, CD36). B otBeT Ha
NOBbILWEHMNE KOHLUEHTPaLMN MHCYNHA B KPOBW, 3Ta TpaHCNoKasa BbIXoauUT
N3 uuTonnasmbl U BCTpamBaeTcsa B MeMbpaHy, obecnedmsaga dbiCTpoe
nornoweHne CXK mbiweyHbiMn knetkamu. (MogodHo MMHOT-4).



XM, otaaB 4YacTtb TAI B pe3ynsraTte nx rugpo-
nu3a JIMJ1, npespawaiotcd B pemHaHTHbIe XV
(p-XM), KOTOpble NnorrnowiatoTcs renaToyumMTamMmm
noMoLLb peuenTtopoB K p-XM (3Tu peuenTopbl
«y3HatoT» p-XM no ano-E).

XC n3 p-XM, okasaBLUNCb B NEYEHN, M0 Mexa-
HU3MY OTpuLUaTeNbHON OOpaTHON CBA3U
nHrnoumpyet cuHte3 XC de novo.

N3anuwkm XC BbIBOOATCA MNEYEHbIO C Xemnyvbio (B
borbluen cTerneHn B BUAE XKENYHbIX KNCIOT)



[MpomexyTo4yHbIn OOMEH NMNUAoB

BHYTPMKNETOYHbIN NUNONU3

AONNounTbl UIU KINETKU XKUPOBOU TKaHU

(MOOKOXHbLIN XUP, Manbin N 00NbLLIOW CanbHUKA
OpPHOLLHOM MOSIOCTN):

* Tngponus TAI katanunanpyer
20pMoOH4YyecmeumersnbHas TAl-nuna3sa.

* [1pouecc mobunmsaunm xupa akTMBUpYyeTCs B
noctabcopbTMBHOM nepuoae, roriogaHnu,
npu Pmn3ndecKkon Harpyske.



MexaHuU3M akTuBauuu
ropMmoH4YyBcTBUTENbHOU TAl -NMNa3sbl

agunouuToB

B noctabcopbTtruBHOM nepuoae nunonma B agu-
nouuTax aKkTUBUPYETCH FMHOKaAroHoMm;

* MNpwn hrsnyeckonm Harpyske NUNonn3 B
agunoumnTax akTUBUPYETCS agpeHariMHOM.

* Oba ropmoHa CBsI3bIBaOTCA CO CBOMMMU
peuenTopamMmn Ha NOBEPXHOCTU KNETOYHOM
MEeMOpaHbl U aKTUBUPYHOT adeHUnaTumKnasy.

AQpeHarnuH B BbICOKUX KOHLIEHTPaLMSX CBA3bI-
BaeTcAd C j-agpeHopeuenTopaMu agmnounToB.



* B pesynbrate aktnBauun ageHunaTLmK-
nasbl NoBbILLAEeTCA KOHUeHTpauua L-AMO,
KOTopas akTUBUPYET NPOTENHKMHA3Y A
(FKA).

* T1KA cdbocdopunupyet HeakTUBHYIO
dopmy TAI-nnnasel (akTBHaa doopma
TAl'-nuna3sbl dochopunmpoBaHHag).

* [lepexopn aktmBHoU dpopmbl TAl-nnnassbl B
HeaKTUBHYIO — Yepe3 gedocdopunmnpo-
BaHME: MHCYJIUH aKTUBUPYET NPOTEUH-
doocdhaTtasy.



CyMmmMapHbIn pesynbTaTt rugponusa TAIl B

agunoumTax
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Tpuayunrnuyepon Fnuyepon  XXKHUPHBIE KMCAOTLI

[opmoH4yyBCcTBUTENBbHAA TAl-NMnasa cHayana oTwennder
KK B nonoxeHuun 1 =1 CXKK + guaunnrnmuepon (OADN).
Opyrne nunasbl 3aBepLuatoT npouecc = 2 CXKK + rmuuepon.



MeTabonuam rnuuepona

[ nnuepon rmagpoduneH U nepeHocuTca no
KpoBu B cBOOOAHOM BUae. ELle oanH nyTh
obpa3oBaHug rmuueporia — BOCCTaHOBIIEHNE
n30bITKa gnokcuareTtoHdocdara (metabonut
rmmMKonnaa):

H* +
C|3H20H ATP  ADP (IZHzOH NAD* NADH (IJHZOH
HO—CH \j » HO—C—H - \—j > O=C
| ﬂ'nuuepon- | Fnuuepondocdar-
CH,0H  kunasa CH,0PO,*" perupporeHasa CH,0P0,?"
Fnuyepon L- M nuyepon- Aurugpoxcuayeron-

3-cbocchar ¢doccpar



* I'muuepon asnsetcsa cybcTparom ang:
- INNOreHesa;
- [MIOKOHEeoreHes3a

- NI MOXET OKUCIIAETCHA Yepe3d ANOKCHU-

aueToHdocdar no rmmuKkonmMTu4yecKkomy
nyTw.

3AO0AHUE: HazoBuTe Knro4vyeBble
dbepMeHTbI 3TUX MeTabonnM4yeckKkux
npeBpaLleHnn N pacymtTanTe aHepre-
TU4YEeCKYH0 LUeHHOCTb OKUCJIeHUA
rmuuepuHa.



* CXKK TpaHCcnopTupytoTcs Nno KPoBu B
KOMMrekce ¢ anbbyMmmHom — Mosiekyna
anbLbymunHa nmeet 7/ cneungunyeckmx
cantoB aAng ceasbiBaHUa CXKK.

* CXXKK 13 KpoBU NPOHUKAIOT BHYTPb KNETKM
C NOMOLLbIO cneLmndumnyeckoro besnka-
nepeHocYmka LIMTonaasmMmaTmyeckon MeMm-
bpanbl (40 k[1a): fatty acids binding protein
(FABP). B knetkax CXKK Bkntoyatotcs B
NPOLIECCbl OKUCIIEHUA NN CUHTE3a
nmnuaos (npeobrnagaHne peakuum
3aBMCUT OT (PYHKLIMOHANbHOIO COCTOAHMUS
KIETKN).




OKuncneHume XUpPHbIX KUCIOT

* [1lyTb okncneHna CXK, conpsikeHHbIN C CUHTe-
30M AT®, npotekaeT B MutoxoHapusax [HO.
KeHHegn n AJleHnnoxep, 1949] n HasBa-eTca [3-
OKUCIEeHUueM.

« @. KHon (1904) ycTtaHoBWUI, YTO pacLuensieHmne
CXK npoucxoanTt nyTem oKUCneHunsa npu B-aTo-
Me yrrnepoga 1 rnocriegosaTenbHoro yaaneHus
OBYXYINepoaHbIX doparMeHToB.




OnbiTbl ®PpaHua KHona

XXHMpHaR KUCNOTA C HEYOTHbLIM

JXupHan KMCNOTa C YeTHbIM
YMCNIOM aToOMOB yraepopa

YMCNOM ATOMOB yrnepoja
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K o-atomy yrnepoaa XK c Hepa3BeTBNeHHOM Lenbio NpucoeanHeHa
deHunbHag rpynna. NpoAaykTbl CBUAETENILCTBYHOT O TOM, YTO OKUCIEHUE
XK upet no p-yrmepogHomy aTtomy.



AKkTnBauusa v TpaHcnopt XK B
MUTOXOHAOPUN
1. AkTuBauusa XK nget c yqyactmem auun-KoA-

CUHTeTa3bl (TMoKknHa3sbl YKK), nokannsosaHHoOU
B HApy>KHOW MeMbpaHe MUTOXOHAOPUN:

R—C_  + ATP == R— —C—AMP + PP
-
XXupHan kucnora Ayunagenunar
9 . O

R——C—AMP 4+ HS—CoA —— R— C—S—CoA + AMP
Ayun-CoA



2. [lpoHMKHOBEHKME akTnBMpPOoBaHHOWU XK B MaTpuUKC
MUTOXOHOPUN:

2.1. KopoTtkouenodeyHble KK (C<9) crnocoOHbl
CaMOCTOSITENLHO NPOHUKATb YEPE3 BHYTPEHHIOD
MUTOXOHAPMANbHYIO MEMOpaHy B MaTpUKC.

2.2. AnnHHouenoveyHble KK (C>10) npoHMKalOT B MaTpUKC
TONIbKO B popme adpmpa ¢ KAPHUTUHOM
(aumnkapHuTUH). [poncxoauT ¢ y4actnem pepmeHTa
Hapy>KHON NOBEPXHOCTW BHYTPEHHE MeMOpaHbl
MUTOXOHOPWUN:

KapHUTUH — aumnTpaHcgepasa | (peeynsmophbiii pepmerm —

e20 alyiocmepudeckuMm uHaubumopom serissemcs manoHun-KoA)

KapHUTWH - BUTaMMHONOAOOHOE BELLLECTBO, OJHOATOMHbI CNUPT,
NPOn3BOgHOE METUOHMHA U NU3NHA.

0 CH, H 0 CH, H 0
1 4l ] L - + ‘ 7
R—C—8—CoA + H;C—N—CH,—C—CH,—C_ ==HS—CoA + H3C-—T—CH2—‘I3—CH:—C\
CH, H L CH, O o

Ayun-CoA KapHutus AynnKapHUTUN (IZ-——-:O |
| |
R



2.3. ObpaTHOEe npeBpalleHmne:
aumnkapHuTuH [ aymn-KoA

[TponcxoanT ¢ yyactmem oepMeHTa, IoKarnm3oBaHHOM
Ha BHYTPEHHEN MOBEPXHOCTN BHYTPEHHEN MEMODpaHbI
MUTOXOHOPWN:

KapHUTUH-auunTpaHcdepasa |l
aumnkapHuTuH + KoA-SH [ aumn-KoA + KapHUTUH

TpexatanHbin rnpouecc: aktnsauma KK (aumn-KoA) n nepe-
HOC akTuBmnpoBaHHoM KK B MaTpuKC (aumnkapHUTUH [

0 aunn-KoA) no3Bonsiet ncnonb3oBaTthb ABa He 0bMeHU-
garouwiuxcs mexoy cobou nyna KoA. B uutonnasme v
MaTpukce MX aTu nynbl UICNONL3YOTCA AN pasHbIX LEeneu.



Peakuuun p-oKMCNeHUN XXUPHbIX KUCNOT

[TyTb B-OKMCNEHNA — NOBTOPSAIOLLAACS NocriegoBa-
TENbHOCTb YeTbIpex peakuun.,
Ha ka)xgom atane okmcreHusa obpasyeTtcs:

\

4

4

aueTun-KoA
FADH2
NADH

ncxogHasa uenb XK ykopadumBaetca Ha 2 C-aTtoma.

Uncno atanos f — oknucneHus: (n/2)-1,
roe: n —yucno C-atomoB B XK.



o)

|
R—CH,— CH,—CH,—C—S—CoA

Ayun-CoA Aunn-KoA-gerngporeHasa. [lermgpupoBaHune

no a- n f- C atomam (nonoxeHuns 2 n 3).
ATombl Bogopoaa nepeHocartcs Ha FAD —
NPOCTETUYECKYIO rpynny AerngporeHassbl, Ko-

FAD
\

Okucnexue
T TOopas nepenaeT aANeKTPOHbl Ha crieyugbuyec-
g Kul a5riekmpoHnepeHocswuu gbriagoripo-
H O meuH, a ganee — Ha YOUXMHOH B OblXaTelb-
|l HOW Lenm
R—CH,—C—C—C—S—CoA 8
H

Exvoun-CoA (TpaHc-nsomep)

Hzo\ fmaparayus EHoun-CoA-rugparasa.

L-Tmgpoxcuayun-CoA



L-Tuapoxkcuayun-CoA

3-rngpokcmnaunn-CoA-gerngporeHasa. Cneuym-
dunyeckunin akuentop anektpoHoB — NAD”
Ob6pasoBaswmnncs NADH nepepaet BoccTaHo-
BUTErNbHbIE 3KBMBaneHTbl HA NADH-germgpore-
’ Ha3y OblxaTenbHOW Lenu.

NAD*

H* + NADH

) OkucneHue
N

0

0
I
R—CHZ—CS—CoA

OxcoaymnCoA A \etun-KoA-auetuntpaHceepasa, Tvonasa. B uto-
re nosiyyaroTcs:

1. monekyna auetnn-KoA;

CoA-—SH\ e 2. mornekyna auun-KoA, ykopodyeHHasa Ha 2 C-aTo-

Ma.
4 [ByxyrnepoaHblie doparMeHTbl nocriegoBaTenbHO
C“) (I.I) yaoansTcs ¢ KapboKCUNbLHOro KoHLa
R—CH,—C—S—CoA + H,C—C—S—CoA KNPHOW KMCTIOTBI.
Ayun-CoA, yKOPOUEOHHbLIH Ayetun-CoA

Ha gBsa aToma yrnepoja



OcobeHHocTU B-okucneHuns XK ¢ He4YeTHbIM
yucnom C-atomoB 1 HeHacbIiWweHHbIX XK

1. XKK ¢ HeyeTHbIM Yyucnom C-atTomMoOB :

Ha nocnegHem aTtane oKUCneHus
obpasyeTcs 3-x yrnepoaHbIn OCTaTOK -
nponnoHun-KoA.

[TponnoHmnn-KoA kapbokcunupyetca o

CYKUMHUN-KOA, KOTOpbIN NOCTYyNaeT B
LITK.



2. HeHacbliweHHble XK (coaepxat
ABOWHbIE CBA3WN):

TpebyeTt yyactna ONONHUTESNbHbIX
dDEPMEHTOB:

1. Ecnn XK nmeet 1 4BONHYIO CBA3b —
oneuHoBad K-1a (C18:1, yuc-A®):
A>*—mc—A?>—TpaHc-usomepasa

depMeHT NepeHOCUT OBOUHYIO CBA3b U
MEHSAET ee KoHJUrypauuto.



O
H |
& X 2 1

yuc-A3-Enoun-CoA

N3 umnc-A3-eHoun-KoA nonyyaertcs J[ M3OM9 pa3a

TpaHc-A?-eHounn-KoA, KoTopbli B-
nseTca HopMmanbHbIM cybcTpaTom
anst eHous-KoA-audpamaassl. O

H
H,C—(CH,):—CH,— C=C—C—S5—CoA
H

rpanc-A2-Evoun-CoA




o

H
H H | I D-3-ru3pOKCH-
H3C—(CH2)7_C=C_CH2—(':—CH2 C—S—CoA  ,yc-A5-enoun-CoA
OH
”:Bnumepaaa
OH O
H H | | L-3-rHAPOKCH-

H

Jnumepa3sa npespaiwaet D-ctepeonsomep B
L-cTepeonsomep, KOTOPbIN ABASETCA cybcTpaToM
ans 3-rmppokcuaumn-CoA-gerngporeHassi.



2. Ecnun okncngetca XK ¢ aByma 4BONHLIMUA
cBA3saMU — nnHoneBas K-ta (C18:2, yuc-
A9 A12)

| pepmeHT: A3,4—unc-A2,3—-TpaHc-
n3omepasa

Il pepmeHT: anumepa3sa (D-ctepeonsomep npespa-
LaeT B L-ctepeounsomep).



3Hepl'eTl/IKa OKNCIEHNA KUPHbIX

KUCJ10T
Kaxabin aTan 3 —OKMCNEeHUsA CONpPOoBOXOAaeTCH
obpasoBaHMeM 7 (peoKkucneHme

X B OblXaTenbHOM LEenn NPUBOANT K CUHTEIY

).

OTanoB [ — OKUCNEeHnsd ,rAe: N — 4Yncno
C- aTOMOB B XXWPHOW KUCIIOTE.
Okucnexve B LITK B KOHEYHOM

nTore NpmMBOANT ¢ 0bpa3oBaHUIO

1 AT® 3aTpaymBaeTcHd Ha aKTUBALMIO XXUPHOM
KUCIOThI.



* Auetun-KoA, kak npoaykTt okucnenus XK, nanee
okucnsgetca B LUTK («>XKupbl cropatoT B nnameHu
YrrneBoaoBY).

* B Hopme, onTUMaribHOCTb «NepepadboTKny»
auetun-KoA B LUTK onpenenserca gocTynHo-
CTbO OKcarnoaueTtarta, Heobxogmmoro ans
obpasoBaHua LUuTpaTa (4ToObI LIMKIT 3aMKHYICS).
B HOpmMe MHTEHCUBHOCTb OKUCIEHWUSA TMOKO3bI U
XXUPHbIX KNCIIOT YeTKO cbanaHCUpoOBaHhI.




Boixog AT® npu p-okncneHmMm nanbMMTUHOBOM
KUCHNOThbI

« Kaxgbl aTan P—OKMUCIEeHUA CONMpPoBOXaaeTCs
obpaszoBaHnem ®ALH, n HALH. Nx peokucneHve B
AblXaTenbHOU uenu I'IpI/IBO,EI,I/IT KcuHTesy 2 n 3 AT®:

2+ 3 =5ATO.

« Yucno stanoB B—okncneHusa: (n/2)-1,rge: n — KONUYeCTBO
C-aToMOB B XXWUPHOW KMUCNoOTeE:

7 X SAT® =35 ATO.

* Okucnenmne auermn-KoA B UTK B KOHEYHOM UTOre
npmnBoANT ¢ obpazoBaHUto 12 AT®: 8 x 12ATD = 96ATD

* 1 AT® 3aTpaydymBaeTcya Ha akTMBaLUIO XXUPHOW KUCMNOTLI.

 T.0. oKMcneHve nanbMmMTUHOBOW KUCNMOTbl UMeeT
aHepreTnyeckumn Bbixoa: 35 + 96 -1 =130 ATO.




KETOINEHES

* M3bbiTO4HOE 0DOpasoBaHune auetTun-KoA unm CHUXeHue ero
ytunmndaumm B LUTK (npmnumnHel!) npnBoauT K akTmeauum
KETOreHe3a B MUTOXOHAPUAX renartoumuToB (NeYeHb nepe-
pacnpenenseTr HegOOKUCNEHHbIE NPOAYKTbl HA 3HepreTuyec-
Kne Hy>Xabl ApYrmx opraHos.

« KoHaeHcauua aueTunbHbIX oparMeHToOB NpuBoanT K obpa-
30BaHUO [—ruapokcumetun-rnyrtapun-KoA, a satem
KETOHOBLIX TES: aueToHa, ruapokcubyTupara um
aueTtoaueTara.

e B HOpMe KOHUEeHTpauusa KeTOHOBbIX TeNl B KPOBU HU3KaA,
npv ronogaHvu n anaderte oHa ysenunumsaetca go 100
pa3. lMpu aedunuymute rinOKo3bI MO3r aKTUBHO NoTpeonsaeT
KeTOHOBbIE TeJla, KaK AONONMHUTESNIbHbIN NCTOYHUK
aHepruum (ao 75%). NMo4ykn, mmokappa, CKeneTHble MbiLLUbI
TaKXXe UCMNONMb3YKT UX KaK UCTOYHUKU IHEPruUm.




Npu ronogaHun n anadete (okncnexnme XK
YCUIIMBAETCH, a rMI0KO3bl — NOAaBNAETCH):

Auetun-KoA obpasyetcs B n30bITKE;

KoHUeHTpaLuus okcanoaweTtaTta CHMUKaeTcs,
MOCKOJIbKY OH «YXOAUT» B IMIOKOHEOreHes;

B pesynsraTte — n3bbIToYHbIN MOTOK aueTusn-KoA
HEe MOXET NOJTHOCTbIO pacXodoBaTbCs B peak-

LM KOHAEHCAUMM C OKcanoaweTaToM;

NU30bITOK aueTun-KoA Bkno4vyaeTcs B KeToreHes
Cc obpa3oBaHUEM KETOHOBbIX Tenl:
aueTtoaueTaTa, rMapoKcmbyTuparta n aueToHa.



Auetun-CoA

+
CoA E') H,0  CoA (")
2 AueTun-CoA el (IZ—S—CoA - el (IZ—S-—CoA
1
CH, 2 CH,
3-kemomuonas3sa | rudpokcumemunrn- | 3-ruapoKCcH-
(I:':O anymapun_KoA- HO—?—CH3 “‘T“nrm‘p“n'COA
CH, cuHmemasa CH,
Ayeroayetrun-CoA (|IOO‘
r'udpokcumemurni-
anymapusn-KoA- 3
fuasa Auetun-CoA
H ¥
' H* +
H0—$—CH5 NAD* NADH 0=(|3—CH3 W+ ¢ g0, (':Hz
CH, W Nl So0=¢
| ] CrnioHmaHHoe |
COO- 4 COO~  dekapbokcu- CH,
D-3-au0p0Kcu- JlupoeaHue

D-3-rugpoxcubyrupar 6ymupam-4r Ayeroayerar (Heo6pamumo) AleTon

(«rmaBHoe» KT)



KoHLeHTpauusa B CbIBOPOTKE KPOBM,

mmol / |

6.0

3.0

4.0

3.0

2.0

1.0

GLUCOSE

FREE FATTY ACIDS

ACETOACETATE

|| 1 1
10 20 30
OnnTenbHOCTb rofiogaHust, CyTKU

1
40



AueToaueTaT n rugpoKkcmobyTmupart csobogHo

O pyHONMPYIOT (N0 rpagnNeHTY KOHLIEHTPAaLUUN) N3
renaTounToB B KPOBb M OOCTaBMSATCA K nepude-
pu4ecknm (MO OTHOLLEHMIO K NeYeHWn) opraHam ang
OKUCIeHnsa oo CO2 n HZO.

KeToHOBbLIe Tena 6onee ahdpeKkTnBHbLIE
MCTOYHUKU IHEPruun, 4em nupysar .

KeToHOBbLIe Tena He oKa3bIBalOT pa3obLuatloLlero

acbchekTa Ha MUTOXOHAPUMN, YTO MOXET ObITh
npu yBenM4eHUN OKUCNEeHNS XNPHbIX KUCHOT.



OKkuncneHmne KeToHOBbIX Terl

* [leyeHb He cnocobHa YTUITN3NPOBATb KETOHOBLIE
TEIla.

* B nepudepuyecknx TKaHAX rmapoKcmoyTumpar
OKUCNSAeTCA A0 aueTtoaueTara.

« [1anee auetoauetart aktusmnpyetcs KoA (c
MOMOLLIbIO CYKLUMHUI-KETOALUMN- TpaHcdepashbl).

* AuetoaueTtun-KoA Tnonason paclliennsaerca go 2-x

Monekyn auetun-KoA n okoH4yaTenbHO OKUCNAeTCH
B LITK.

 TOKCMYHBbIN aUETOH yaansieTcs C MOTOM, MO40OM,
BblAbIXaeMbIM BO34YXOM.



[leyeHb He MOXeT NOTPeoNATL
KeTOHOBbIE Tesla, KOToOpble OHa
CUHTEe3upyeT

Bo MHOrnx tkaHax (KpomMme neyeHu), aueroaserar
MOXET ObITb TpaHCOPMMPOBaH B aueTun-KoA,
KOTOpbIX Aanee okmcnsgercd B LITK:

CykunHun-KoA

AueTtoaueTar
CykuuHar
KoA-mpaHcepa3sa
HeT B nevyeHu!!! Auetoauetun-KoA
\UOJ‘I&BG
KoA 2 Auetnn-KoA

\ T
N



KeToaunnos

[Tpn gnuTensLHOM ronoaaHum v npu guabdete
KOHLEHTpauna KETOHOBbLIX TEN B KPOBU
MOXET AOoCTUraTb Ype3BblHaMHO BbICOKUX
3Ha4YeHun. [lpy aToOM TKaHW yXXe He MOryT
NOTPEOUTL BCE 3TO KOJTMYECTBO
KETOHOBbLIX Teln — popMupyeTcH
NaTonorn4yeckoe COCTosIHME - KeTO3.




JlnnoreHes

« AbcopbTumBHLIN Nepuod. NHcynuH.

* PecHTE3 CODCTBEHHbIX XXMPOB HA OCHOBE
NPOAYKTOB r’Maposin3a 3K30reHHoro Xupa B
IHTepouunTax (atepndukauyma 2- MAI
onenn-KoA).

o ITepnduKaumna gmokcuauetoHdocddarta
aKTUBUPOBAHHbLIMU XXUPHBLIMU KNCNOTaMU U
BOCCTaHoBneHue ¢ yyactnem HAOOH B
Nne4vyeHu.



NINMMOINEHES

« CybcTparThi:

* rnuueporn-3-chocdar (obpasyerca
MULUEPONIKMHA30M B 3HTepoLMTax U
HedopouuTax; anokcuauyetoHdgocdar Al
(dpocornumuepon AI') B Mmountax u
agunouunTax; B neyeHn akTuBHbI 00a
doepMeHTa.

* aKTUBHbIE (POPMbI XKUPHbLIX KUCIIOT
(aunnKoA).



IlnnoreHes
* /I30bITOK rmoko3sbl 06ecnevynBaErT:
« 1. 3anac rnukoreHa (orpaHn4yeH)
e 2. DAD [rnnuepon-3-gpocdar
« 3. NBK [J auetnn-KoA [ XXMpHbI€ KUCOTb

« 4. okucneHue rmiwoko3bl B [1P[1]
obecnevynBaeT BUOCUHTE3 NUNNOOB
BOCCTaAHOBMNEHHbIM 3KkBuBaneHTom HALDH u
9Hepruen ATO,



BVNOCHUHTE3 XXUPHbIX KUCIOT

* LlnTtosonb. AunncuHTtetasa (nanbMmTouUn-
CUHTeTasa). He obpawieHune f — okucneHus!
[pyraa dpepmeHTatMBHaga cMctema u nokanusauns
npotecca.

e aueTun — KoA

e AT®, HAOPH

* CO,, BuTammH H

° uuTparT

e 3 aTana:

* nepeHoc auetTusn-KoA nz MX B uutonnasmy;,

« obpasoBaHMe OCHOBHOroO cybcTpaTa — MarioHWUII-
KoA;

°* HapawunBaHUE >KI/IpHOKMCﬂOTHOVI LIEelNn.



MUTOXOHAPUA LUUTO30/Nb

Okcanoauyerar

OkcanoaueTar )/ “

Manar

Mupyeat <+ MNMupyear A -




TpaHcnopT auetun-KoA B
LUuTOnasmy

* B cutyaunm HakonneHuna AT® n HAQH
MHrIMbumpyetca nsouutpat Ol
HakannueawLWMNCA LMTPAaT BbIXOOAUT U3
MX B LUMTO30I1b.

o yutpat + HS-KoA [ Auetun-KoA + OA.

e BTOpOU NyTb (HEOCHOBHOW) Nepepavun
aueTUNbHbIX )parMeHTOB — C y4YacTuem
KapHUTUHA.



TpaHcnopT aueTun-KoA B
LMTOonnasmy

 Bo3sBpawieHune OA B MX:

e 1.0A —> manat (HA[L] 3aBucumas
umtonnasamartudeckaa MAOIN); Manar —

TpaHcoka3a nepeHocut manat B MX, roe oH
okucnsiercsa MX MAI' ao OA.

o 2. «516NOoYHLINY hepmeHT (MOD
aekapookcunupyrowasa, HAQ®P-zaBucmmas):

 manat_ [1BK (o6pasoBanne HAL®H,
HeoOxoaumMoro ana 6MocuHTEe3a NMNuUAoB).

* [1BK nepeHocurtcsa tpaHcnokasou B MX.



0 0
| N ]
H,C—C—8—CoA + ATP + HCO,” — >C—CH2—C—S—CoA + ADP + P, + H*
-0
Auetun-CoA . Manonun-CoA



Obpa3oBaHne manoHun-KoA

* auetun-KoA- kapbokcunasa (0OMOTUH-
3aBuncMMas) — perynatopHbii PEPMEHT
CUHTE3a XUPHbIX KUCSOT, HE BXOOUT B COCTaB
MYNbTUdPEPMEHTHOIO KOMMJieKca CUHTa3bI
XXVPHbIX KUCIOT.

* aKTMBHaA popma —HedpocdopunmpoBaHa (B
NPUCYTCTBUN UHCYNNUHA, uuTpaTa);

* HeaKTMBHaga popma — doocopunmpoBaHa (B

NPUCYTCTBUU IMOKaAroHa, agpeHanuHa,
mManoHun - KoA, nansmutoun - KoA)



CuHTeTa3a XUPHbIX KUCNOT

MYIbTUPEePMEHTHbLIN KOMMJIEKC (roMmoauMep, NO3TOMY
CUHTE3NpYyeTCA ABe Leny ogHOBPEMEHHO).

6 dbepmeHTOoB 1 AlB (2 SH- rpynnoi).
Auetnn-KoA — SAIb —TpaHcdepasa
mManoHunn-KoA — SAIb — TpaHcdepasa
keto-auun-Allb-cuHTeTasa
kKeto-aumn-Allb-peaykrasa (HALPH)
rmgpokcmnaunn-Allb-gerngparasa
aHoun-Allb-peaykrasza (HAOQ®H)

TuoacTepasa rmaponnTUYECKn OTLENNSET roTOBbIN
NPOAYKT OT CUHTETA3HOro komMmnrekca (B OCHOBHOM —
nanbMuUTaT, B MOMNOYHOM Xeres3e — N KOPOTKUE XKUPHbIE
KNCIOTbI)



| (a0 e I
HS—CHZ——CH2—N—C||I—CH2—CH2—N—(l‘T—Cll—Cil—CHZ—O—T—O—CHZ—Ser—AnS
0 O H CH, O-

®occhonanTeTenHosan npocreTruyeckan rpynna AMNB

*.' Bt &gl |
HS——CHZ—CHZ—N—(”Z—CHZ—CHZ——N—(Hi——(lZ—(‘Z—CHZ—O—FID——-O—FI’—O—CHZ 0.  Anenun
0 O H CH, Dbl kg
F H

®occhonanteTrenHoBas rpynna koepmeHTa A



AllB - cTpyKTypa 1 (pyHKUUSA

* AKTUBHbIW LIEHTP 3TOro benka —
doocchonaHTOTEHOBAA KUCIOTaA U
TUO3TUNAMUH (aHaNorn4yHble CTpyktype HS —
KoA), koBarieHTHO CBA3aHHbIE C ano4acTblo.

* OyHKuna AlNDBb — KoBaneHTHO CBA3bIBaTb U

nepegaBaTb OT OHOro chepmMeHTa K Apyromy
auuIbHble dparMeHThl.

* CB4A3b aunnbHbIX ocTtaTkoB ¢ Alb —

TMoadumpHaga, ¢ SH rpynnou umcrtenHa Allb nnu
SH - TmoatunamuHa.



O 0 0.
[ N\ L
H.C—C—S—ANB + C—CH,—C—S—AnB
g
—0
Ayetun-ANB Manoxwun-AlbB

AfB+ CO, (/1 KoHpaeHcayus

{ et
Ayetoauetun-Alb H,C—C—CH ,—C—~S—Ans

NADPH
) BoccraHoBnexHue
NADP*

A4

H O

| I
p-3-rugpoxcubytupun-Alb H,C— (|3—CH2—C—8 — ANB

OH




H
|

O

D-3-rugpoxcubytupun-Afb H,C— C!I—CHZ—C—S. — ANB

Kporonun-Alb

Byrupun-AlNb

OH

H.0 </1 LNerngparayusn
2

®
J
|
>
-
o

H,C—C=C

NADPH
) BoccraHoBneHue
NADP+

N

4

0
|

H,C—CH,—CH,—C—S— AN



NMManbMuToOMN- CUHTETa3a

e Auetun-KoA + 7 manonuvn-KoA + 14 HAO®H
DC16:O +7 CO, +SH-AIb + 14 HAO®" + 6H,0.

e YonuHeHue auunbHom uenu m.60. B JlC (c
ydactnem manoHun-KoA n HAQ®H) nnn B MX (kak
obpalleHune 3 —okncneHus).

e CnHTE3 auurbHbIX LENEN C HEYEeTHbIM YNCIIOM
aToOMOB Ha4dnHaeTca ¢ nponnoHun-KoA (BmecTto
auetun-KoA).

 Peakuusa pecatypauumn (OKcureHasa MUKpPOCOM)
NPUBOAUT K OOpa3oBaHUIO
MOHOHEHAaCbIWEHHbIX NaIbMUTOONIEMHOBOU U
OJIeMHOBOW KUCHOT.



CuvHTe3 Tpuauunrnuueporion

* Aumn-KoA- cuHTeTasa akTUBUPYET XUPHbIE
KUCcnoThbl ¢ 3atpaton AT® yepes ctaauto
obpa3oBaHus aunnageHunaTos.

* [lepeHoc aumnTpaHccepazon
aKTUBUPOBAHHbIX XXUPHbLIX OCTaTKOB Ha
rmuuepon-3 docdar.

* 1,2- anaumnrnnuepon-3 — gocdar
(chochartmaras kncnorta) — oowmnm
npeaLwwecTBEHHUK AN OMocnHTe3a
HeUTpanbHbIX XUPOB U hocchonmMnnaos.



O

H,C—OH Auun-CoA  CoA H,C—O0—C—R;, Auun-CoA CoA 0 HC—0—C-=R,
HO—C-H 0 — > 7 Ho—C—H O N 2 R —0—C—H O

Hz(IZ—O—I%—O" H2(|:—0—rl!l—o— HZ'C_O_IF‘L_O
O~ O~ 6

Fnuyepon-3-cbocar Nusodocarupgar ®occharupar



O O : @) /

| I D I
(l? HZ(II—O—C—R1 H,0 P (”) HZCII——O——C—R1 ?OA CoA (”) Hz(IZ—O——C~R1
Ry—C—0—C—H P e R,—C—0—C—H Ry—C—0—C—H
ilece s Buigsioa , H,cE e 4 e g R,
O- O
doccharupar Awayunrnuyepon Tpuayunrnuyepon
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CuHTe3 dhochonunuaos

* CuHtes TAI n ®J1 KOHKYpUPYIOT 3a obLme
cybcTpaTbl Ansg cobCTBEHHOIoO CUHTE3A
(dpochaTnagHas Kucnora).

* CuHTE3 OJ1 Tpedbyet yyacTtmna UTD, a Takxke
cepuHa, MeTnoHnHa (SAM), xonuHa.

e 2 NnyTn cuHte3a dJl: aktuBauma 1,2 —
aAnauunrnuuepona c yyactuem LTD nnu
aKTnBauus 3TaHONamMuHa, XoruHa.
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CuHTe3 chuHronununaos
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CuHTe3 xXonecrtepona

1.KoHgeHcauuga 3-x auetun-KoA
OrngpokcumetTunrnytapun —KoA

2. BocctaHoBneHne HAOOH-peaoyktason!
MeBasioHoBasi KUCJlOTa

3. dochopunmpoBaHne n gekapbokcumnmposaHmnel
obpasoBaHue C.- aKTUBHbIX M30MpPeHOB

4. koHgeHcauus C5 - yrnepoaHbiX 3BEHLEB [
ckBaneH (30 C nnuHenHbIN NPOAYKT)

5. MUKpocoMarnbHasa anokcugaunall obpasoBaHmne
LMKNOMeHTaHNeprnapoMeHaHTpeHa -
naHoctepona (C 30)

0. yAaneHme 3 CH N BOCCTaAHOBMNEHME OBOUNHbIX
CBSA3eun [ xoneCTepon



MeTabonun3m xonectepona
e 0,5 r avporeHHoro v 0,5 r aksoreHHoro XJl

* 10% XJ1 HaxoguTcsa B BUAE a(hnpoB C XKUPHbLIMU
Kucrnortamum (doopma 4enoHNpoBaHUA n
TpaHcropTa); B MEMDOpaHaXx KIneTok — cBOOOAHbLIW
XJ1.

« OTepudurkaymsa npomcxogmT B renatouutax
(AXAT) v NINBM (JIXAT).

* Jk3oreHHbIn XJ1 He noaBepraeTca USMEHEHUIO B
KULLEYHUNKe, BCacbIiBaeTCsA B cocTaBe MULens.

e BbiBOgUTCA XJ1 N3 opraHnama B cocTaBe Xen4u
(>ken4yHble KUcnoTbl 1 ceoboaHbIn XJ1).
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CksaneH

CKBaneHokcug

JlanocTepon

Xonecrepon
Cunre3 X0JIeCTepoJia U3 CKBaJie-

Ha.



TpaHcnopTHble hopMbl XJ1

e JK30reHHbIN XJ1 TpaHCnopTUpyeTCA B
coCTaBe XUJTIOMUKPOHOB, PEMHAHTHbIE
doOopMbI KOTOPbIX MOrfoLWarTCA NeYeHbHo.

e JHAoreHHbIN XJ1, obpasylownncs B neYeHu

nocrie atepmdukalnm, yxoauT B KPOBb B
coctase JINMOHIN.

* OTOoaBas XUPHbIE KUCIMOTbI KIeTKam,
NAORHNOAMMACATNIHA (aTeporeHHble
doopmbi JI1).

e ObpaTHbIN TpaHcnopT XJ1 B ne4vyeHb
OoCyLLecTBNAKT aHTuateporeHHsblie JIINBI1.



KpyroobopoT 3HOOreHHbIX
nunupoos

NTunnabl, cUHTE3UpPYIOLWMECS B NEYEHU (IHAONEHHbIE)

TpchSlomepyroTc;l B KpoBu B coctase J1IMOHIT (Ano

B-100).

JINORIT noa gpenctemnem JilN-nunasbl oToaoT XUPHbIE

kKncnotbl TAI' B KNeTKM pa3HbIX OpraHoOB, CTAHOBACH

gTep)OFEHHbIMVI JICITINT v JIFTHI (oborawweHbl XJ1
XI).

B neueHu obpasytotcs He3penble JINBIT (Ano A —
aktuartop JIXAT). INpoxogs Yyepes cocyanCTble CTEHKM,
3axBaTbIBalOT B TKaHSAX XJ1 1 TpaHCMOPTUPYIOT €ro B
neyeHb (aHTMATEPOreHHOEe OeNCTBUE — OpPEHaKHas
cuctema XJ).

Umesa B cBoem cocTaBe pepmeHT JIXAT, JIMNBI
CNOCOOHbI HarpyxaTtbcqa 6onbwmum Konuyectsom XJ1.



