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BBepeHune

OKUCIeHME XUNPHBIX KUCAOT NPOTEKaeT B NeYeHU, NoYKaX, CKeIeTHbIX U CepAeyHOon MbIlLax, B XXMPOBOW TKaHW. B
MO3rOBOM TKaHW CKOPOCTb OKUCSIEHUSA XXUPHbBIX KMCJIOT BECbMa He3Ha4ynTesIbHa; OCHOBHbIM NCTOYHUKOM 3HEpPrun B
MO3rOBOM TKaHW CAY>XXUT rOKO3a.

B 1904 r. ®. KHoon (F. Knoop) BbIABUHY T FTMNOTE3Y -OKUCIEHUSA XUPHBLIX KNCIOT Ha OCHOBAHMM OMbITOB MO
CKapMMBaHUIO cobakam pasnnyHbIX XXUPHbIX KACIOT, B KOTOPbIX OANH aTOM BOAOPOAA B KOHLIEBOW METUJIbHON
rpynne (?-yrnepofnHoro atoma) 6bin 3amelleH paankanom (C6H5-).

B pe3ynbTaTe OT MOJIeKyJbl XKUPHOW KUCAOThbl NOC/Ief0BaTeNbHO OTLWENAATCA ABYYr/iepoAHble hparMeHTbl Co
CTOPOHbI KapbOKCMABHON Fpynnbl.

MKUpHble KNCAOThI, BXOASLNE B COCTaB €CTEeCTBEHHbIX XXMPOB XXUBOTHbIX N pacTEeHU, UMeT YeTHOe YNCSI0
yrnepoaHbix aToMoB. Jllobas Takas KUC/I0Ta, OT KOTOPOW OTLENJIAETCA NOo nape yriepogHblX aTOMOB, B KOHLLE
KOHLLOB MPOXOAUT Yepe3 CTaauno MacasaHOM KMCAOThI. [Tocne o4epeaHoro -OKMCNeHNa MacasaHas KUCnoTa
CTaHOBUTCSA aLeTOyKCyCcHOW. MocnefHsas 3aTeM rmapoan3syeTcsa 40 ABYX MOJIEKYJ1 YKCYCHOW KMCAOThI. Teopus -
OKUNCNEHNSA XUPHbIX KUCNOT, npeasioxxeHHas ®. KHOOMOM, B 3Ha4YNTENIbHON Mepe MOoCay>Xunsaa 0CHOBOWN
COBpPEMEHHbIX NpeAcTaB/IeHNA 0 MeXaHU3Me OKUCIEHNS XXUPHbIX KUCIIOT.

[locTaBKa XXNPHbIX KUCNOT K MECTY UX OKUCIEHWNSA - K MUTOXOHAPUAM - MPOUCXOAUT C/IOXKHbBIM NyTEeM: NpU y4acTumn
anbbyMMHa OCyLLEeCTBAAETCA TPAHCNOPT XUPHOW KUCAO0ThI B KNIETKY; NPU y4acTum cneumanbHbix 6enkos (fatty acid
binding proteins, FABP) - TpaHCnoOpT B Npegenax LUMTO3018; MPU y4acTUN KapHUTUHA - TPAHCMOPT XXUPHOWN KUCIOThbI
M3 LMTO30/19 B MUTOXOHAPWN.

AKTYanbHOCTb: NpobneMa HapyLeHns MeTabonm3amMa XXUPHbIX KNCIOT pacrnpoCcTpaHeHa, a TakXxe OH ABfseTcs
6a3oi ANnsa pa3BUTUS CNOXKHBLIX CONYTCTBYOWMX 3abonesaHuni.

MpepMeT n3y4vyeHus: HapyweHne metabonmsma KXMPHbIX KUCOT B OpraHusme.

Ob61beKkT nlyyeHmsa: Metabonmsm XUPHbLIX KNCNOT.

Lenb: onpefennTb LEeHHOCTb MeTabosiM3Ma XUPHbIX KUCSOT.

3apauu:

1. N3y4nTb UCTOYHUKUN NHOPMaLNM 0 MeTabonnsme XXUPHbIX KACIOT.

2. I3y4nTb NpUYMHbI HapyLeHna MeTabom3mMa XXNPHbIX KUCIOT.

3. 3y4nTb NCTOYHUKM MHGMOPMaL M 0 3aboneBaHNAX, Bbi3BaHHbIX HapyLleHnemMm MeTabosin3ma XMpHbIX KACNOT.

4. InarHoCTMKa HapyLleHUs XUPHbIX KUCNOT.

naBa 1. YTo Takoe MeTabonnM3M XUPHBIX KACIOT
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1.1 MeTabonNnM3M XUPHbIX KNCOT

BblN10 NOKa3aHOo, YTO OKUCNEHUE XUPHBIX KAC/IOT NPOUCXOANT B NeYeHn, NoYKax, CKesIeTHOM U cepae4vyHomn
MbILIL@X, @ TakKXXe B XXUPOBOW TKaHU. CKOPOCTb OKUCAEHNS XNPHbIX KACNOT B TKaHAX FOJIOBHOIO MO3ra 04eHb
Hun3Kas. NoKo3a ABNAeTCS OCHOBHLIM UCTOYHMKOM 3HEPrun s TKaHen ros0BHOMro Mo3ra.

B 1904 r. ®. KHoOoM onuncan runoTesy B-oKUCIEHUNSA XUPHbIX KACOT.

@. KHooM NpeAnosioxXni, 4TO OKUCSIEHME MONEKY XXUPHbBIX KUCSIOT B TKAHAX OpraHnu3Ma npoucxoamT no -
NoNIOXKEeHUI0. B pesynbTaTe OT MOJIEKYJIbl XXUPHOM KNCNIOTbI C KapbOKCUIbHOW CTOPOHbI NOCAeA0BaTENbHO
OTLWennAnTCA ABa yriepoaHbiX hparMeHTa.

XKVpHble KUCNOTbl, BXOOALLNE B COCTaB NMPUPOLHbBIX XXUPOB PAaCTEHUI U XXUBOTHbIX, UMEIOT YeTHOe YMC/I0 aTOMOB
yrnepoga. Te KNC/I0Thl, B KOTOPbLIX ABa aToMa yrinepoa oTwernsieHbl, B KOHEYHOM NTOore NpoxXoasT CTaauio
MacCasiHOM KNCNOThI. [Tocne o4yepegHOoro B-oKNCIeHna MacnaHas KUCaoTa CTaHOBUTCS aLeToyKCyCcHoW. MocnegHnn
rmoponn3yeTcsa A0 ABYX MOJIEKYS1 YKCYCHOW KUCNOThbl. Teopusa B-OKUCNEHUS XUPHBIX KUCJIOT, NpensioxXeHHas d.
KoonoM, cTana 0CHOBOW COBPEMEHHbIX NPeAcTaB/IieHU 0 MexXaHN3Me OKUCSIEHUNS XXUPHbIX KUCOT.

TpaHCMOPT XMPHbIX KUCJOT K MECTY OKUCNIEHMNS B MUTOXOHAPUY NPOUCXOANT CIOXHbIM 06pa3om. C yqyacTmem
anbbyMMHa B KNIETKU JOCTaBAAIOTCS XUPHbIE KUCAO0ThI. y4acTue crneumnanbHbix 6enkos (fatty acid binding proteins,
FABP) - TpaHCnopT B uMTonaa3sMe; y4acTue KapHUTUHA - TPAHCNOPT XXUPHbBIX KNCOT U3 LNTOMIa3Mbl B
MUTOXOHOPUN.

Mpouecc OKNCNIEHNSA XKUPHBIX KACJIOT CKJ1aAblBaeTCs N3 C/iefyoWwmX OCHOBHbIX 3Taros.

AKTUBaLNA XUPHbIX KNCIOT. CBOBOAHAA XXUPHAsA KUC10Ta HE3aBUCUMO OT OJINHbI YT NEBOLOPOLAHON LEenn aBnseTcs
MeTabonm4yeckn NMHEPTHOM N HE MOXKET NOABEPraTbCA HUKAaKNM BMOXMMMYECKNM NpeBpaLLEHNAM, B TOM YuCe
OKUNCNEeHNIo, NokKa He ByaeT akTMBMPOBaHa. AKTUBALMSA XXUPHOW KUCOTbl MpOoTeKaeT Ha Hapy>XHOW MOBEPXHOCTH
MeMbpaHbl MUTOXOHAPUIA NpK y4acTum AT®, KosH3MMa A (HS-KoA) n noHos Mg2+. Peakunsa KkaTanmsmnpyeTcs
depmeHTOM aumn-KoA-cmHTETa30M:

B pe3ynbTaTe peakuun obpasyeTcs akTUBHAA opMa XUPHbIX KNCNOT, aumnn-KoA.

CymTaeTca, 4TO aKTMBALUA XUPHbBIX KUCOT NPOUCXOOUT B ABe CTagunun. Bo-nepBbiX, XNPHbIE KUCI0Tbl pearnpytoT
Cc AT® c obpa3oBaHueM aumnageHnNaToB, KOTopble NPeacTaBAAoT COB0M CNOXKHbIE 3UPbLI XKUPHBLIX KUCOT 1
AM®. Kpome TOro, cynbrugpunabHasa rpynna KoA gencrTeyeT Ha auuniageHnnaT, MPO4YHO CBA3aHHbIN C
depmeHTOM, C 06pasoBaHueM aunn-KoA n AMO.

TpPaHCNOPT XUPHbLIX KACIOT U3 MUTOXOHOPUN. KodhepMeHTHbIe (hopMbl XXUPHBLIX KUCJIOT, Takne kak ceBoboaHble
XKUPHbIE KUCNOTbI, HE CNOCOBHbBI MPOHMKATb B MUTOXOHAPUN, rae PaKTUYeCKn NPONCXOANT OKUCSIEHME.
TpaHCNOpPTEepOM aKTUBMPOBAHHbIX ANMHHOLLENOYEYHbIX XXUPHbIX KACIOT Yepe3 BHYTPEHHIOK MUTOXOHAPUAIbHYIO
MeMbpaHy ABNSETCA KapPHUTUH. ALWJIbHaa rpynna NnepeHocuTCs ¢ aToMa cepbl KOA Ha rMApPOKCUbHYIO Fpynny
KapHUTMHa ¢ obpa3oBaHMEM auUIKapHUTUHA, KOTOPbIN ANGPYHANPYET Yepe3 BHYTPEHHIOK MUTOXOHAPUANbHYIO
MembpaHy.

Peakunsa npoTekaeT € y4acTueM crneymnpmnyeckoro umuTonjiasMmaTnyeckoro pepMeHTa KapHUTUHaUUATpaHcgepassbl.
Y>xe Ha cTopoHe meMbpaHbl, obpalleHHOM K MaTpuLe, NPOUCXoAMUT NepeHocC aunabHOM rpynnbl o6paTHO Ha KOA,
4YTO TEPMOANHAMUYECKN BbIFOAHO, MOCKOJIbKY O-auniibHasa CBA3b KapHUTUHA MMEET BbICOKUI NOTEHLWaa nepeHoca
rpynmnbl.

WNHbIMKW cnioBaMu, Nocsie NPOXOXKAEHUNS aunKkapHUTUHaA Yepe3 MeMbpaHy MUTOXOHAPUI npoucxoamT obpaTHas
peakumsa - pacllensieHne aunnkapHuTuHa npu yd4actum HS-KoA 1 MUTOXOHOPUANIbHON KapHUTUH-
aumnTpaHcdepasbl:
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