I'lnnnabl 1 obmMeH Nunnaos

* Jlnnnabl — rmapodobHbie BelecTBa, 3doupsbl
XUPHbIX KUCIMOT U CUPTOB.

« Knaccugpukaums:

* [1IpocTble: HeUTpanbHble XMPbI
(rmmnuepodocdonunuabl) U BOCKa

* CrnioxHele: pocdhonunuabl (rmvuepo- u
chuHronunuabl); rmukonunuabl (Lepedposnabl,

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

« Heombinaemsble : cTeponabl U TEPMEHDI
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OYHKUWN NN A0B

« 1. OHepreTnyeckasqa (1 r nMNnooB Npu OKUCIIEHNN
naet 9,3 kkan; 1 monb NanbMUTUHOBOW KUCIOTbI
— 130 AT®). Pe3epBHbIn BUOoOCMNeLNPUIECKNN

HEeWUTparnbHbIU XUP, OENOHNPOBAHHLIN B
agunouuTax.

e Ho! XXupHble KNCNOTbl OKUCNAKTCA TOSMBKO B
MUTOXOHOPUSIX, B a9POOHbIX YCNOBUAX; HE
NPOHMKAIT Yepes reMmaToaHUedanny4eckmnm
bapbep.

* T.0. >XUPHbIE KNCNOTbI HE BCErga n He BO BCEX
KNneTKax MOryT CIy>XUTb UICTOYHUKOM SHEPTUMN.



OyHKUMM NMNnOoB

« CTpyKTYypHas: xonecteporsn u gocdonunuabl —
CTPYKTYPHbIE KOMIMOHEHTbI MEMBpPaH.

« MeTtabonun4yeckas: xonectepon obpasyet
6onbLLoe YMCo DNOaKTUBHbLIX CTEPOUNIOB,
BUTaMWH [, >Ken4Hble KNCNOTbI;

« 3alnTHas, aHTubakTepunanbHas,
TEPMOU30NALMOHHAA: NOOKOXHAA XXNpoBas
KrneTt4yartka, caribHUK, MMeNnMHoBasi 000sIo4Ka
nepudpepmnyeckmx HepBOB, anbBEONAPHbLIN
cypdraKTaHT, KOXXHOoe caro.



OyHKUMM NMNnNOoB

* PerynatopHas: ctepongHbie rOpMOHHI,
doocdaTnannmMHO3NTON U ero
NPoOn3BOAHbIE: ANALUTINLIEPOS U
MHo3uTondocdart (BTOPUYHbIE
MeCCEeH)KepPbl TOPMOHOB); NMPOU3BOAHbIE
NONMMHEHACbILWEHHbIX XXUPHbIX KUCIOT:
npocrtarnaHguHbl, NEUKOTPUEHHI,
TPpoMOOKCaHbl 1 Ap.



[laTonorma nunnaHoro oomeHa

nepBI/ILIHbIe HaPYLUEHUA.

« [MnepnMnonpoTenHemMms, OUCNUMNONPOTENHEMUS
(rMNepxonecTepuHeMmns: aTepocKnepos)

* OXnpenue
» XXenyHokameHHaa 0oresHb
« MeTtabonunyeckmnn aungos (KETOHEMUS)

BTropuyHble runepnunonpoTenHemMmm
CONPOBOXJAlT caxapHbln Anabet, Hedpos3,
renaTuT, XPOHNYECKNI aIKOrosin3m.



JKNPHbIE KUCNOTHI

> 70 >XMPHbIX KNCNOT NOEHTUMDULMPOBAHbI B OpraHn3mMe.

CBODOHLIE HKMPHBIE KACITOThLI HAXOAATCA B OCHOBHOM B
nnasmMe KpoBu (TpaHCNoOpTUPYHOTCA arnbbyMnUHOM), B
KreTkax XXUpHbl€ 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: nuHonesas kmucnorta C18:2 A 9,12 nnn o— 6.



XUPHbBIE KUCJTOTDI

[[anoreHoBOE YK1Crio onpeaensaeT YMcno ABOMHbLIX CBA3EWN B
XMPHOW KNUCMOTe. Y YyenoBeKka BO3MOXEH CUHTE3 TOJSIbKO
NanbMMUTOONTIEMHOBOU N ONTEMHOBOW KUCIIOT
(MOHOHeHachILWEeHHbIe). MonMHeHacbIWeHHble
(NMHOMeBagd, NMHOSIEHOBAs, apaxmaoHoBas) —
He3aMeHUMble (3cceHUmanbHble).

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

Conu XXUPHLIX KNCIIOT — Mblfia (00pasyoT Muuensol).

JNlnnupbl 3KCTPparmpyroTCcAa U3 TKaAaHEeU opraHN4YecCKMmun
pacTBOpUTENAMU, pa3aensatoTcAa U
naeHTUUUNPYOTCA XpomaTtorpaduyieckum (no
pPacTBOPUMOCTM).

CnektpodoTomMmeTpUYECKUN XXNPHbIE KUCIOTbI He
onpenenaroTcs (HEeT CONpPAXEeHHbIX ABOUHbLIX CBA3EN)



[lpon3BOAHbIE HEHACHILLEHHbIX
XUPHbIX KUCHoT - AVKO3AHOMOLI

« CemencTBa npocrarrnaHanHoB, TPOMOOKCAHOB,
NENKOTPUEHOB [p. - OBMONIOrM4eckn akTUBHbIE
BelLlecTBa, AeNCTBYIOT B KOHLeHTpauum 10 M,
KaK ropMOHbl MECTHOIO OENCTBUA, Yepes
pPeLenTopbl N CUCTEMY LIMKINUYECKNX
HYKNeoTuaoB W APYrux NOCpeaHnKOB.

* Obpasyrorcs B MeMbpaHax knetok us C,,
NONMMHEHACbILWEHHbIX KUCNOT , NPOAYKTOB
rmgponunaa chocchonunmnaoe MemMopaH noa
nevictenem docgponunasbl A, nnm C
(MHrMOKUpyeTCcs CTEPONOHBbIMU FTOPMOHaAMN).



[MPOCTAIMMAHOVHDI

« ObpasyroTca npun yvyacTum

LIMKITOOKCUIeHasbl U3 apaxmgoHOBOW
kncnotol (C20:4).

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



BHewH oOMeH NnMnnaos

[ToTpebHocTb B Xxunpax — 80 -100 r/cyT (BO3pacTaeT npu
HEoOOXOAMMOCTN Nepexoa 3HepreTu4eckoro obmeHa ¢
NPENUMYLLLECTBEHHO YrNeBOAHO-NUNMAHOIO Ha NUMUOHO-
yrrneBoaHbIN).

BakHO nocTynsieHme NonnHeHachbIWEeHHbIX XXUPHbIX
He3aMeHUMbIX (MOofIMHeHaCbIWeHHbIX) KUCIOT.

Ycnosue rugponusa xupos B XXKT — amyrnsruposaHue,
4YTO AenaeT UX AOCTYNHbIMW ONS OeNCTBUA nNunas,
pacTBOPEHHLIX B BoaHoM cpeae. Konunasbl.

EcTecTBeHHON aMynbCcUen ABMAETCHA TONbKO MOJIOKO.

OcobeHHOCTb NULLEeBapeHnsa y aeten — Hanu4me
NMMNasHOW akTUBHOCTU B XKenyake.



BHELLUHMX OBMEH NUNNOO0B

OcHoBHbIe amyrbratopbl XUpoB B XKKT — xenyHble KNcnoTbl —
Npou3BOAHbIE XorecTeporna, HO 1 docdonunuabl U XXUPHbIE KUCNOThI
cry>XaT aABMATCA NOBEPXHOCTHO aKTUBHLIMU BELLLECTBAMM U SABNSAIOTCS
amMyrnbratopamm.

HenyHble KNCnoThl 06pazyrTea B renartoLmTax rnocrne OKUCneHus
OOKOBOM LlENU U AENCTBUK xoriecTepor-rnapokcunassl. [lanee
XONaHOBbLIE KNCIIOTbl KOHBIOMMPYKOT C OCTaTKaMu rMuumMHa unn tTaypmHa
n 06pasyloT CONnu Kanua Unu HaTpus.

[o 80% xonecTteposna npeBpaLlaeTcsa B XONeBbIE KUCNOThI U
«cbpacbIiBalOTCA» B XeNYHble Kanunnsapbl.

XKenyHble kncnotbl U doocchonunuabl NOAAEPKNBAKOT XONTIECTEPUH
Ken4yun B paCTBOPUMOM COCTOSIHUU, NpegoTBpallas obpasoBaHme
«KaMHeN» B XeN4yHOM My3blpe

ABngack amdunatUYHbLIMU MOSeKynamMmm XofieBsble KUCNOoThI
CNOCOBCTBYIOT aMYJSILIMPOBaHUIO NUNNUAOB N Y4aCTBYIOT B
chopMupoBaHMM MULIENST, B COCTaBe KOTOPbIX BCaCbIBalOTCH
rmapodobHblie BELLECTBA B KULLIEYHUKE ( B TOM YuChe
XUPOPaCTBOPUMbIE BUTAMUHDI).



XonecTtepon

- ~

"OH

Xonun-CoA

-

HO

—C ‘

Fnuxoxonar

Cunre3s TJIMKOXOJIaTa — OCHOB-
HOU XXEITYHOU KHCJIOTBL



$ P ? \O”
| Nunasb! 4
R,-c—0—c|:H 0 + 3 H,0 —— HO—(I:H + R,—C_  + 3 H*
[ o-
CH,—0—C—R, CH,OH O
' ,/ /"O
| BaC
/ O_

Tpuqqunrnu yepon Fmuyepon  JXKupHbIe KUCNOTHI



Ay

\o
0 H,C—O0 c“: R,
Rz—g 0—C—H O
./ HC O]P K0—R3
C O~ e

CrnenududHocTh (Pochoumas.



BHELULHWAW OBMEH NMUNMaOoB

[Maponn3 HeuTpanbHbIX XXNUPOB B 12 —N KULLEYHUKE:
MOHO- , AN- U TpUrnuuepuanunasbl: NPOAYKTbI —
[MUUEPUH, MOHO- U aAn-aumnrnuueponsl (Yawe 2- MAT).
[maponus poconmnmnaos (dpocdoTnannxonunHa,
Hanpumep): hocchonunasza A, A, C w [1. NpoaykTbl:
1,2 aumnrnuuepornbl; 2-aunnrnmuepondocOopunXosvH,
nusodhochaTngunxonud (amdpunaTtnyHoe
coeguHeHue!), pocdarmgHaga KMcrnoTa, XOornmH.

[naponn3 agupoB xonecreposna: xornecreporn-
acTepa3sa. [1poayKTbl: XONecTepon un XupHasa Kicrnora.

JInnasbl TOHKOro KMLLEeYHMKa adKTNBNPYKOTCA TPUTICNHOM.



BCACbIBAHUE NMPOOYKTOB
FTMAOPOJIN3A B XKT

Menkue amynbrupoBaHHbIe Kannu xupa (o 0,5 Mkm)
NPOHUKAOT Yepes3 KNLLEYHYIO CTEHKY Oe3
npegBapuUTENbLHOIoO rMAaponm3a.

MuuepunH U KOpoTKMe XnpHble kncnotbl (4o 10 C-
aToMOB) ANPOYHOANPYIOT CAMOCTOATENBLHO.

ONVHHBbIE XNpPHble Kucnotbl, 2 - MATLXJT n 3XJ1
BCaCbIBalOTCS B cocTaBe MuLerss (OKpPY>XXeHHble
doconmnuaamm n XxenyHbIMU KUCNOTaMK)
(MuuennapHasa andpdysua nnm NMHOUUTO3).

>KenyHble KUCoThl coBepLUAOT MHOTOKPAaTHYO
IHTEeporenaTnYecKkyro UMpKynaunio (CnHtes 3 -7 r npu
notpedbHocTtn 100-200 r). [lo 0,6 r/cyT TepsieTca ¢ Kanom.



PecuHTe3 XMPOB B 3HTepouUTax

* Ha ocHOBe NpoadyKToOB rMaponmaa
9K30reHHbIX XXMPOB B SHTEPOLIUTAX
CUHTE3NpYyTCA BugocneuudmniHbie
nmnugbl. Yawe Bcero 2-MAI
aTepnPuUUMpyeTca octaTkamn orieMHOBOM
KUCNOTHI.

« docdhonunmabl obpasytoTca Ha OCHOBE
doocdaTngHoOM KNCNOTbl 1 aKTUBHbLIX (OOPM
XOnnHa, cepuHa u T.4.



TpaHCNOpPTHbLIE (hOPMbI

IK3ON*eHHbIX rIMnNngosB

[MpoaykTbl pecuHTesa xunpos (TAI, IXJ1. OJ1) B
9HTepounTax obpasytoT komnnekc ¢ Ano B-48
(He3pernbie XUOMUKPOHLI), NOCTYyNnas yepe3 numaoy B
KpoBb, OHU oborauwlatotca Ano C-Il (aktusartop J1I1-
nunasbl) n Ano E (y3HaeTcs KIeToYHbIMM pelenTtopamMi).

JIMN-nnna3za aHOoTenua TKaHeBbIX KanUnnapos

rmgponunsyet TAI B coctaBe XM, cHabxast KneTku

XUPpHbIMU Kncnotamu. J1l'-nnnasa cuHTE3npyeTca B

genaTou,MTax N aKTUBMPYETCH renapuHoM, MHCYITUHOM,
TT.

OcTtaTo4Hble (peMHaHTHbIE)XM nornoLlatTcs
renaTouuTamMu.

NTunnabl, cMHTE3UpPYIOLWMECS B NEYEHU (IHAONEHHbIE)
Tpch?omepyroTc;l B KpoBu B coctase J1IMOHIT (Ano
B-100).



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.



[TpOMEXYTOYHLIN OOMEH NUNNOO0B

* BHYTPMKNETOUYHbIN NIUNONU3;

 AgunounTsl. [NocTabcopOTUBHBLIN Nepunoa,
ronogaHue, ousmnyeckasa Harpyaska.

 TAl'-nuna3sa. AKTMBHa B doocopunnpoBaHHOM
COCTOSAHUMN.

 AgpeHarivH (B BbICOKMUX KOHLIEHTpaLMUAX
B3aMMOAEUNCTBYET C f— peuenTopamu,
yBenmymeaeT KoHUeHTpauuio LAMO v
aktusmpyet PI1K, doocdopunupytoLLyto nunasy);
WHCYJTUH B abCOpPOTMBHLIN Nepuoa akTMBmpyeT
doocaTtasy 1 CHMXKaET akTUBHOCTb NMMaskbil.



[TpOMEXYTOYHLIN OOMEH NUNNOO0B

e XKXnpHble KNCNOTbI TPAHCNOPTUPYIOTCS B
KPOBM B KOMMJIEKCe C anbOoyMMnHOM.

* [1pOHUKaA B KNETKN, XKNPHbIE KNCIOTb
(MeMOpaHHble TpaHCNOPTHbLIE Benkn),
NnoABEPraroTCsl OKUCIIEHUIO UITN CTAHOBATCS
cybcTpatamu ang nunoreHesa.

* [lpoaykT B-okncnenua auetun-KoA okucnsertcs
nanee B LUTK vnn ctaHosutcsa cybecTpatom ans
KeToreHesa unu nunoreHesa ( B 3aBUCMMOCTU OT
HY>XO KNETKM B AaHHbI MOMEHT).



MeTabonuam rmmuepuHa

* MnuepuH obpasyeTcs Kak NpoayKT nmrnosnsa
NN BO3HUKAET NPU BOCCTAHOBMNEHNN U3DbITKA
aunokcunauetToHdgocdara (metabonut
rMuUKonunsa).

* nMnuepuH cTaHOBUTCA cybcTpaTom Ans
nunoreHesa, rKoHeEoOreHes3a Unm oKNCNAaeTcs
yepes gmokcunavretToHdocdar no
[MUKONUTUYECKOMY MYTMU.

e Ha3zoBuTe Knro4yeBble hepMeHTbl 3TUX
MeTabonnyeckux npespaLleHnun un
NOoCYNTaNTE IHEpPreTu4YecKyro UeHHOCTb
OKWUCJIeHUA rmuuepuHa.
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OKMCNEHNE XUPHbIX KNCNOT

[le4yeHb, Mnokapa, ckerneTHble Mbllubl 6onee 50%
SHEpPrum Nony4arT NPU OKUCIEHUN XKUPHbIX KUCIOT.

NeHnHpxkep, KeHHean nokasanu, YTO OKUCIEHUE XUPHbIX
KACNOT NOET B MUTOXOHAPUSX, TPEeOyeT NpucyTCcTBUS
O, ,ATO, KoA.

Beoywmnm siBNseTca MexaHn3m OKUCNEHUS Mo [} — aTtomy
(onbITbl KHOONA).KOHEYHBIM MPOAYKTOM SABMSIETCS
auvetun-KoA (JluHen).

OKUCNEHMIO N0 — o —yrrnepogHoMy atomy
noaBeprarnTca ANIMHHOLENOYEYHbIE XXUPHbIE KUCIOThI (B
OCHOBHOM B HEPBHOM TKaHW) 1 Ppa3BETBMNEHHbIE
9K30reHHbI€ KUCNOTbl. QTOT NYTb OKUCMEHNS HE CBA3AH C
cuHTesom ATO.



XKMpHaA KMCNOTa C HEYOTHLIM
YMCNIOM aToMOB yrnepopa
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- IOKA3bIBAIOIIUM, 4YTO J>KUPHBIE
KUCJIOTBI pacnagaroTcs MNyTeM
OTINEMJIEHUS ABYXYTJIEPOIHBIX

dbparmMenToB.



AKTMBaLIMA U TPAHCMOPT KUPHbIX
KNCIOT

Ha HapyXHon membpaHe mutoxoHapun auunrn- Koa cuHTeTasa :

R- COOH + AT® + HS -KoA (1 aunn —KoA + AM® +PP_ .(yepes
cTaguto obpasoBaHus aunnageHunara).

KopoTkune (C<9) »npHble KUCNOTbl CNOCOOHLI NPOHMKATL Yepes
BHYTPEHHIO MUTOXOHAPWASIbHYIO MeMOpaHy, TpaHCnopTepom
AJNTIMHHOLUENOYEYHbIX XXUPHbIX KNCIIOT SIBNAETCA KAPHUTUH
(BuTamMmHonogobHoe BewecTBo, O4HOATOMHbIN CNUPT. NPOU3BOAHOE
METUOHUHA U NIN3NHA).

JTan npeooneHus XUPHbIMU KNCIIOTaMU 3Toro 6apbepa
onpeaensieT CKOPOCTb UX OKUCIIEHUS B MUTOXOHOPUSAX.

C BHyTpeHHen membpaHon MX accouumnpoBaHbl aunnKoA-
KapHUTUHTpaHcdepasa | n kapHuTuH-KoA TpaHcdepasa Il
obpasytoume apupbl XKUPHBIX KUCNOT C KAPHUTUHOM Ha BHELLHEN
cTopoHe 1 ¢ KoA — Ha BHYTpeHHeN cToOpoHe MeMbpaHbl. MembpaHy
auUNKapHUTUH NpeoaosieBaeT C NOMOLLLIO cneundunyecKmnx
TpaHCnokKas.
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MexaHn3m peakuun 3 —oOKUCneHus
XUPHbIX KUCIOT.

« CTyneHyaTbiX Npouecc nocrieaoBaTenbHoO
nosTopstowmxca 4-x peakuymn. C
yyvyactmem GAL- n HAL- zaBucnmbix
nernaporeHas npoucxoguT oTLlensieHne
2-X yrnepoaHoro goparmeHTta (aunsn-KoA).

e Ha cnegyrowem atane aunn-KoA
okucnsiercsa B LUTK.
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OCcoBEHHOCTU OKUCINEHUS XKUPHbIX
KNCIOT:

e C HEeYEeTHbIM YNCITOM aTOMOB:

* 3-X yrnepogHsin octaTtok (nponnoHmnn-KoA)
Kapbokcunupyetca Ao cykunmHun-KoA,
noctynatowun B LUTK.

e C ABONHbLIMU CBA3AMU (HEHaACbILWEHHbIe):

* TpebyeT yqyacTna gOnoSIHUTENbHLIX PEPMEHTOB:
A4 — umnc —A%3 — TpaHc- nzomepasbl (nepeHocuUT
OBOWHYIO CBSI3b) 1 anumepasbl ([ nsomep
npesBpalyaet B L nsomep).
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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® 3aTpavymBaeTcs Ha aKkTUBaLMIO XXUPHOW
KNCNOThI.

T.0. okmcneHme nanbMmMTUHOBOWU KUCIOTbl UMeeT
9HEepreTn4ecknn Bbixoq —



KETOIMEHES

* N3bbiTOuHOE 0OpasoBaHme aueTusr-KoA Wnm CHUXEHUE ero
ytunmdaumm B LUTK (npnunHel!) npnBoauT K aktmBauum
KETOreHe3a B MUTOXOHAPUAX renaTtoumToB (NevYeHb
nepepacnpenensaeTr He4OOKUCNEHHbIe NPOAYKTbI Ha
9HepreTuveckme HyXxabl 4pyrux opraHos.

« KoHaeHcaumsi aueTurbHbIX oparMeHTOB NPUBOANUT K
obpasoBaHuo [— rugpokcumetun-rnyrtapun-KoA, a 3artem
KETOHOBLIX TES: aleToHa, ruapokcubyTupara um
aleToauerTara.

e B HOpMe KOHUEeHTpaLuus KeTOHOBbIX Tefl B KPOBU HU3Kas,
npv ronogaHuu, anaberte oHa yBenuuusaetcs o 100
pa3. Mpu gedumunTte rnoOKo3bl MO3r aKTUBHO nNoTpeodnser
KeTOHOBble Tena. [1o4ykn, Mmokapa, ckerieTHble MbIlLUbI
TaKXXe UCMONMb3YKT UX KaK UCTOYHUKU IHEPrUMm.
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OKkuncneHmne KeToHoOBbIX Ten

* [le4eHb He cnocobHa yTuNnM3npoBaThb
KETOHOBbIE Tena.

* B nepudepnyecknx TkaHax rugpokcndyTmpat
oKucnsaeTcd Ao auetoaudeTaTa.

» [lanee auetoauetart aktusupyetca KoA (c
NOMOLLIbIO CYKLIMHUI-KETOoAUWUS- TpaHcdepasbl).

* AuetoaueTtun-KoA Tnonason pacllennsaerca go
2-x Mmonekyn auetnn-KoA n okoH4YaTeNnbHO
okucnsgetca B LITK.

* TOKCUYHbIN aUeTOH yAansieTcs C noTom,
MOYOM, BbiAblIXaeMbIM BO34YyXOM.
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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
rMULIEPOSIKMHA30M B 3HTEpOoLUTaxX U
HedpounTax U3 ruuepuHa; n3
avokcuaueTtoHdocdarta (HALDOH 3aBucmnmas
nerygporeHasa) B MmouuTax U agmnounTax;
B neyeHn aktuBHblI 002 hepmMeHTa.

* aKTUBHbIE (POPMbI XKUPHbLIX KUCIIOT
(aunnKoA).



JIlnnoreHes
* /I30bITOK rMoKo3bl 0becnevYmBaerT:
* 1. 3anac rn1koreHa
e 2. DAD [rnnuepon-3-gpocdar
« 3. NBK [J auetnn-KoA [ XXMpHbI€ KUCOTb

* 4. KaTabONIN3M rHOKO3bI B
neHTo3odocdarHOM NyTn obecneymBaet
OVOCUMHTE3 NNNNOO0B BOCCTAHOBIIEHHbLIM
akBmBaneHTom HAL®H n aHeprnen ATO,



BVoCHHTE3 XUPHbIX KUCIOT

* LlnTosonb. AunncuHreTasa (nanbMuUToun-
CuHTEeTasa). He obpauweHwne p —
oKucneHus!

o auetun — KoA

« ATO, HAOH

. COZ, BuTamuH H

o yuTpar

3 aTana: nepeHoc auetun-KoA ns MXB
LUuTonnasmy; obpasoBaHMe OCHOBHOIO

cybcTpara — manonun-KoA; HapalwmBaHue
XXMPHOKUCIOTHOW Lienu.
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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 Nepenavn aueTUmnbHbIX
dparMeHTOB — C y4yacTMemM 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.
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Obpa3oBaHne manoHun-KoA

* auetun-KoA- kapbokcunasa (0OMOTUH-
3aBuncMMas) — perynatopHbii PEPMEHT
CUHTE3a XXUPHbIX KUCIOT.

* aKTMBHaA dpopma —HedocdopunmpoBaHa (B
NPUCYTCTBUN UHCYNNHA, uuTpaTa);

* HeaKTMBHaga popma — dpoocopunmpoBaHa (B

NPUCYTCTBUU IMOKaAroHa, agpeHanuHa,
manoHun-KoA, nansmutonn-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)
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AllB - cTpyKTypa 1 (pyHKUUSA

* AKTUBHbIW LIEHTP 3TOro benka —
doocchonaHTOTEHOBAA KUCIOTaA U
TUO3TUINAaMMUH (aHaNorM4YHblE CTPYKTYpe HS —
KoA), koBaneHTHO cBA3aHHbLIE C DENKOM.

* OyHKuna Al'b — koBaneHTHO CBA3LIBATb U

nepegaBaTb OT OHOro chepmMeHTa K Apyromy
auuIbHble dparMeHThl.

* CBA3b auunbHbIX octaTkoB ¢ Allb —

TMoadumpHaga, ¢ SH rpynnou umcrtenHa Allb nnu
SH - TmoatunamuHa.
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MTanbMuUTOUN- CUHTETa3a

* Auetun-KoA + 7 manonun-KoA + 14 HAOOH

C.., + 7 CO, +SH-AE + 14 HALI®* + 6H,0.

e YonuHeHue auunbHom uenu m.6. B Il1C (c
ydactnem manoHun-KoA n HAA®PH) nnm B MX (kak
obpalleHune [} —OKUCreHus ).

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
obpasoBaHus aunn-ageHunaTos.

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

* 1,2- anaumnrnnuepon-3 — gocdar
(hochaTnaHasa kucnora) — ooLWNN
npeaLwwecTBEHHUK AN OMocnHTe3a
HeUTpanbHbIX XUPOB U hocchonmMnnaos.
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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



Cohunrosnu
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CuHTe3 xXonecrtepona

1.KoHgeHcauusa 3-x aueTtun-KoA
COrngpokcumetTunrnytapun —KoA

2. BocctaHoBneHne HAL®H-peaykrtason!
MeBasyioHoBasi KUCIlOTa

3. dochopunmpoBaHne n gekapbokcmumnmpoBaHmnel
obpasoBaHune C.- aKTUBHbIX M30MpPeHOB

4. koHgeHcauus 5 C yrnepoaHbiX 3BEHLEB [
ckBaneH (30 C nuHenHbIN NPOAYKT)

5. MUKpocomanbHasa anokcugauunall obpasoBaHmne
LMKNOMEHTaHNeprnapoMeHaHTpeHa -
naHoctepona (C 30)

0. Y,u,aneHme 3 CH N BOCCTAHOBINEHMe OBOUNHbIX
CBs3en [ xoneCTepon



MeTabonunam xonecrepona

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
XI1.

o ITepudnkauma npoucxoant B renatountax (AXAT)
n JIFBIT (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
Buae JINMOHIN.

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

e ObpaTHbIN TpaHcnopT XJ1 B ne4vyeHb
OoCyLLecTBNAKT aHTuateporeHHsblie JIINBI1.



