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NMIOKOHEOINEHES3

Astopbl: A. E. Mensenes

FMIOKOHEOI EHES, yHrBepcanbHbI oepMeHTaTMBHbINA NPOLECC CUHTE3a MOKO03bl U3
Heyr NneBoAHbIX NPeALWEeCTBEHHNKOB, 0OHaPYXEHHbIN Y BCEX OPraHN3MOB. Y BbICLINX
XMBOTHbIX NMPOTEKAET B OCH. B NEYEHN N B 3HAYUTENBHO MEHbLIEN CTEMNEHN B KOPKOBOM
cnoe noyek. MicxoaHbIM MpoaykTOM, U3 KOTOporo B xone I'. obpasyeTcs rnoko3a, SBAseTcs
NMPOBUHOrpagHas kucnoTa (MoHHasa dpopma — nupysar). [locnenosaTenbHOCTb
npespaleHuii B . NPOTMBOMNONOXHA [/IMKO/IU3Y, B XO4€ KOTOPOro rnioko3a npespataeTcs
B MMPYBAaT; NO3TOMY 3TW ABa NpoLecca BKNYaT psa obwmux aTanos, B KOTOPbLIX y4aCTBYOT
OOHM 1 Te Xe pepMeHTbl. OnHaKo 13-3a Tpéx HeobpaTuMbIx peakuuii ravkonnsa (1, 3, 10)
«B 006X0[ NX» NPOTeKatloT Ap. peakuun, CBONCTBEHHbIE TONbKO ., BCNeACTBME YEro aToT

npouecc Henb34 cHNTATb NMPOCTbIM o6pameHmeM rnmKkonmaa.

Y mnekonutatrowmx . Ha4YMHaeTCs ¢ peakumnm kapbokcnnmpoBaHus nupysaTa B
MUTOXOHAPUSX (MPY y4acTumn coepMeHTa nupyBaTkapbokcmnasbl), NPUBOASIEN K
06pa30BaHuIO WaBENEBOYKCYCHOM KNCNOThI (MOHHAs chopMma — okcanoawueTar) ¢
noTpebneHnem aHeprum o4HON Monekynbl ageHo3nHTpudocgaTa (ATD):

MNupyeat+CO,+ATd—Okcanoauetat+Add +d,, roe AP — aneHosmHomdocdart, d, —

HeopraHuy. goocdar.

Llna nocnenytowero TpaHcnopTa U3 MUTOXOHAPUA B LNTO30/b, FAE NpoTekatoT
nocnegywowme peakuun ., okcanoauetaT BOCCTaHaBNIMBaAETCA NOL OEACTBMEM
ManaTtaernaporeHasbl B S6/104HYI0 KUCNOTY (MOHU3UPOBaHHaA chopma — Manar).
[MocnenHaa nocTynaeT B LNTO30/b, rae nog OenCTBUEM LUTO30/IbHOM
ManartaernaporeHasbl NPoONcXoanT eé obpaTHoe NpeBpaLleHne B WaBENEBOYKCYCHYHO
KWUCNOTY, KOTopasi Npu yyactum oocoeHonnmnpyBaTkapbokCcknHasbl 1 3a CH4ET BTOPOWA
BbICOKO3HepreTny. dooccaTHOM CBA3N MONEKy bl ryaHo3nHTpudocgoata (I Td)

npeBspallaeTcs B oOCeOeHONNMpysarT:
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MyTb rniokoHeoreHe3a. OTANYHbIEOT
rMUKONN3a peakumm aToro nyTu
rnokasaHbl KpacHbIMU CTPENKaMu.
3enéHbIM LBETOM yKa3aHbl 3Tarnbl, Ha
KOTOPbIX B FNIIOKOHEOTEHES
BK/IOYAIOTCS nakTaT, MMUUEPUH 1

HEeKOTOpble aMNHOKWNCIIOTHI....

Okcanoauetat+l T® -»dpocpoeHonnmpysat+COs+ AD+D,, roe [ OD —

ryaHosunHaudoocdar.

Hanee nse monekynbl ooccpoeHonnupysaTa B 5 obpaTuMbIx peakumsx

FMKONM3a NpeBpaLwarTcs BO OPyKT030-1,6-andpocgart, KOTOpbIA, B CBOIO 04epeb, Npu
yyacTtum copykT0o30-1,6-andgoocdrarasbl npespawiaeTcs BO PPyKT030-6-doocdpar.
[MocnenHuin n3oMepunsyeTcs B rMOKO030-6-¢pocdaTt, N3 KOTOPOro noa AeNCTBUEM IIOKO30-
6-cboccpaTtasbl obpasyeTcs rnokosda. Ha cuHTes 1 Moneky bl rnioKo3bl M3 NUpyBaTta

3aTpaymBaeTCs aHeprus, akkymynmposaHHas B 4 monekynax AT® n 2 monekynax ' Td.

MNoMumo nupysaTa, BaxXHeWWMy NpeawecTBeHHNKAMN OKO3bl C/yXaT MOJIOYHAs
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KUcnoTa (MOHM3MpPOBaHHas oopMa — nakTar), kotopas obpasyeTcsi B 60nblumX

KONIMYeCcTBax B MbllLax npu couauny. paboTe 1 NePeHOCUTCS C TOKOM KPOBU B MeYeHb (CM.

Kopwu umks), MeTabonnTbl TpukapboHOBbLIX KMC/IOT LUMK/1E, HEKOTOPbIE aMUHOKMCNOThI. B
xo4e pasn. MeTabonny. peakuuii 3T COeaNHEHNS CHavana npespaLwaoTcs B NupysaT unm
okcanoauertart, KoTopble 3aTeM BktovatoTcs B . [TnmuepnH, obpasytowniics npu
rMoponuse Xupos, NpespallaeTcs B aurngpokcmaueToH-gocdgar. B otnmymne ot
XVBOTHbIX, Y PaCTEHUIA 1 MUKPOOpraHnamoB cybctpatom M. moxeT cnyxuntb auetnn-KoA

(cM. KoghepmeHT A), KoTopblii 06pasdyeTcs Npu B-0KUCNEHNN XMPHBIX KUCNOT U NOCTynaeT B

[JINOKCUAATHbIVI UMK/, B XO4€ KOTOPOro nponcxognt npespatlleHne XnpHbIX KNCNOT B

yrnesonbl.

depmeHThI ., NpyBaTKapbokcunasa n opykTo30o-1,6-anudocdarasa, katanmampyrowme
06x0Hble peakuun rankonunaa, SBnsitoTcs 06 bekTaMm CNOXHOW perynaumm.
MupyBaTtkapbokcunasdy annoctepuyeckn aktneupyeT auetnn-KoA, a geinctene opykTo3o-
1,6-Omndpocdoatasbl MHIMBMPYOT PPyKTO30-2,6-andpocdaTt 1 ageHo3nHMoHoocdat
(AM®). [ ntokaroH Yepea cucTemy BHYTPUKIETOYHON CUrHANN3aumnm, BKIKOYaoLWYo
obpasoBaHue uuknuyeckoro 3',5-ageHo3nHMoHodocaTa (LAMD) n akTmBaumio
doepMeHTa NPOTENHKUHA3LI, Bbi3blBAaeT doocdopunmposaHmne doocodpykToKNHA3bI-2. ITO
NPMBOONT K CHUXEHMIO 06pa3oBaHms PpykTo30-2,6-amndoocepaTa — rnaBHOro
annocTepunyeckoro perynatopa ravkonusa u . — n yBenmyeHnto CKopocTn NocnegHero.

T. 0., FTOPMOHbI U BHYTPUKIETOYHbIE METABONNTLI OCYLECTBNAIOT Pa3HOHaMNPaBeHHYO

perynsaumio akTUBHOCTU PEPMEHTOB IMNKOIN3a U FMIOKOHEeOoreHesa.

[". urpaeT BaXHY ponb B NogaepXxaHum Heobxoammoro ans paboTbl MO3ra HopManbHOro
YPOBHS INMOKO3bl B KPOBUW, KOTOPbLIA B YCNOBUAX ronofgaHusa sceueno onpegensetcs . MNpu
caxapHoM guabete . BHOCUT BONbLLIOI BKNAQ B pa3BUTNE TMNEprINKEMUN, MO3TOMY

nHrnbuTtopsbl . (NpenM. pykT0o30-1,6-aMdocaTasa) cTanm UCNob30BaTbCA B KAYECTBE

CpencTB MeOnKaMeHTO3HOM Tepanum aToro 3abonesaHus.
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