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BBenenne

Broxumus — 310 HayKa 0 CTPYKTYpe MOJIEKYJ1, BXOASIIMX B COCTAB KMBBIX OPrAHU3MOB, & TAKKe
0 MEeXaHU3Max UX MPEeBpalleHUi BHYTPU OPraHU3Ma WM KJIETKU.

TepMuH «OMOXMMUS» SMU30AMIECKH YIIOTpeOnsiics ¢ cepeanHbl XIX Beka, B KJIACCUIECKOM
CMBICJIE OH ObUI MPEAJIOKEH U BBEIEH B HayuHylo cpeay B 1903 rogy Hemenkum xumukoMm Kapiom
Heii6eprom.

Broxumus sBiseTcss Npoao/LKeHUeM opraHuyeckod XUMuu. CoOCTBEHHO MHOTHE MOJIEKYJIbI
(CIMpPTHI, TETEPOLIMKIIBI M IPYTHE) SBJISAIOTCS OOBEKTaMU MCCIEA0BAaHUI CIIEHUAINCTAMHU B 00JIaCTH
OpraHUYeCcKON XUMUH.

Broxumus u3ydaer CTpyKTypy, CBOMCTBA U (DYHKLIMM MOJIEKYJI, BXOIALIMX B COCTaB KMBBIX
OpraHM3MOB. DTy YacTb OMOXMMMHM M3ydaeT pasjiell, KOTOphId Nomyums Ha3BaHue «CTpyKTypHas
ouoxumus». Kpome storo cyuecTByeT BTOpoi paszel, NMoTyuuBIIMi Ha3BaHUe «buoxumus mera-
6om3ma». Bce MoseKyibl, KOTOpble BXOJAT B COCTaB KJIETOK M OPraHU3MOB IPEBPAILAOTCS APYT
B Jpyra B X0/le MHOKECTBa XMMUYECKUX peakluil. IMEHHO NMO3TOMY KJIETKa — 3TO CJIOXKHeHIIast
XMMHUYECKasi CUCTEMa, COCTOSAIIAsl U3 MHOXECTBA MOJIEKYJI, KOTOpbIe NOCTOSIHHO BCTYIAIOT B pa3-
JIMYHBIE PEaKLIUH, B pe3yJIbTaTe 00pa3yloTcs Apyrue ouonorndeckre Mosekynsl. COBOKYITHOCTb BCEX
9TUX peaklui Moiy4ynia Ha3BaHue MeTtabonmu3M. Bee peakimy MeTabonm3Ma MmojipasaesnsioT Ha 1Be
OOJIbILINE TPYNIIBI: KATaOOIM3M M aHAOOIU3M.

Peakumu katabonm3ma — 3T0 peakiiy SHEPreTHIecKoro 0OMeHa, TO €CTh XMMUYECKHX MTpeBpa-
HIEHUI OPraHUYeCcKrX MoseKyJ B sHepruio AT®. AT® nmm aneHo3uHTpUdOCchar SBIAETCS OCHOB-
HBIM MCTOYHMKOM SHEPruM Ui TPAHCHOPTHBIX, MEXaHUYECKUX U JAPYTUX KJIETOYHBIX MPOLIECCOB.
Peakiu sHepreTryeckoro oOMeHa HarpapJieHsl Ha cuHTe3 Mosiekya AT®.

Peakumy anabon3ma — 3To peakIuy IIacTUIecKoro oOMeHa, HarpapJieHHbIE HA CHHTE3 MOJIe-
KyJI, U3 KOTOPBIX COOMPAIOTCS1 KOMIIOHEHTHI KJIETKH, B pe3YJIbTaTe OHA pacTeT U pa3MHoXkaetcs. Yacto
OfIHa MOJIEKYJ1a IIPEBPAILAeTCs B IPYrYIO HEe pe3yJibTaTe OJHON peaklluy, B pe3ysibTaTe UX Mocieio-
BaTEJIbHOCTH. DTH MOCIIEJOBATEIBHOCTH PEAKLIMI Ha3bIBAIOT METAOOIUTUYECKUMHU MY TAMU.

JlaHHbIil yueOHMK Ha3biBaeTcs «buoxumus meradonusMa». B HeM paccmarpuBaioTcsi mocie-
JIOBaTEJILHOCTU PEaKIMiA OCHOBHBIX METa0OMMTHUECKUX MyTel MIaCTUYECKOrO U SHEPreTU4ecKoro
OOMEHOB, a TaKKe MEXaHU3MbI PETYJISIMNA CKOPOCTH STUX METAOOTUTUIECKHX ITyTeH.
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TepmoguHaMuka OMOXUMHUYECKHUX PeaKIMU

Krerka cocTouT M3 MHOKECTBA pa3IMUHBIX MOJIEKYJI, YAaCTh U3 HUX OOHApYXKMBAETCs y BCEX
JKMBBIX OPIraHM3MOB, TOI/IA KaK Jpyras 4acTb YHUKaJIbHA U151 KJIETKU U/UIM OTIEJbHOTO OpraHu3Ma.
CoO0TBETCTBEHHO, HEOOXOAMMO 3TU BeIlleCTBAa CUHTE3UPOBaTh. B Kak/10i KJIETKE B OJHY €AMHMILY
BPEMEHU MPOUCXOIUT MHOXKECTBO XMMHYECKMX peakuuil. COBOKYMHOCTb BCEX PEAKLMil KJIETKH
TIOJTYYMJIO Ha3BaHHUE — METa0OMM3M. B KakoM-To MpUOMMKEHUH KJIETKY MOKHO CPaBHHTH C PEaKTo-
POM, B KOTOPOW HMPOUCXOIUT MHOXKECTBO PEaKLMil, U3 Yero MOXKHO CUMTaTh KJIETKY XMMHYECKOM
cucTeMoil. [l onucanus Takux cucTeM U c(pOopMyIMPOBaHbl 3AKOHBI TEPMOIMHAMMKH.

IlepBblil 3aKOH TEPMOAMHAMUKU IVIACUT: BHYTPEHHsSISI SHEPrusi CHCTeMbl BMecTe C ee
OKpPY>KeHHeM 0CTAeTCs MOCTOAHHOM. DTO O1HA U3 (POPMYJIMPOBOK 3aKOHA COX PaHEHU S SHEPTHH,
COIJIACHO KOTOPOW MOKHO yTBEpIKJaTh, YTO MpPH JHOOBIX M3MEHEHHUSAX CHUCTEMbl BHYTPEHHSISI SHEP-
TYsl He yTpauMBaeTcsl M He puoOpeTtaeTcsi. BMecte ¢ TeM BHYTpH paccMaTpuBaeMOil CUCTEMBI SHEP-
TSl MOXET MEePeXOIUTh OT OHOM ee YacTu K JAPYrod WM MpeBpallaThcsl U3 OfHOM (POPMBI B JApY-
ryio. Hanipumep, xumMuyeckas SHEprusi MOKET IEPEXOAUTD B TEIIO, IPEBPAILATHCS B AJIEKTPUUYECKYIO
SHEPrUI0, SHEPIUI0 U3TyUEHUS WIM B MEXaHUUYECKYIO SHEPIHIO.

Bropoii 3aKOH TepMOOMHAMMKM IJIACUT: SHTPONMS CHCTEMbl NIPH CaMONPON3BOJbHBIX
npoieccax Bo3pacraer.

DHTPONUS CIYXKUT MEPO HEYNOPAJOUEHHOCTH, XAOTUYHOCTH CUCTEMBI M IOCTUTAeT MaKCH-
MyMa, KOIjla CUCTeMa MPUXOAUT B UICTUHHOE paBHOBecue. [Ipu MOCTOAHHBIX TeMrepaTrype U JaBiie-
HHY COOTHOIIIEHUE MEK Iy I3MEHEHHEM CBOOOIHOM SHepruu cucteMbl (AG) 1 '3BMEHEeHUEeM SHTPOIIMU
(AS) npencraBinsieTcs CIeIyIOIUM BHPaXKEHUEM, KOTOPOe 0OBEUHSET 00a 3aKOHA TEPMOJMHAMUKH:

AG= AH-T AS.

rie AG — u3MeHeHre CBOOOIHON SHEPrUH CUCTEMBI, TO €CTh Ta YaCTh U3MEHEHHs BHYTPEHHEH
SHEPTUM CHUCTEMBI, KOTOpasi MOXeET MpeBpamiarscsi B padory, AH — n3meHenne sHTadbnuu (Ten-
nothl), T — abcomoTHast Temneparypa.

B ycnoBusix, mpy KOTOpHIX MpOTEeKaloT OMoXxuMuueckue peakumu, AH npuomsurensHo
paBHO AE-M3MeHEeHUI0 BHYTPEHHEN SHEPIUU CUCTEMBI B pe3yJIbTaTe peakluu. B 3Tux ycnoBusx npu-
BE/ICHHOE BBIILIE BBIPAKEHUE MOKHO 3arucaTh B BUJE:

AG= AE-T AS

Ecimn AG orpuniarensHo, TO peakliys POTEKAET CaMOIIPOM3BOJIBHO M COIIPOBOXKAAETCS YMEHb-
IIEHHEM CBOOOJHOM 9Hepruu. Takue peakiuy Ha3bIBalOT IK3eprouundeckumu. Eciu k romy xe AG
BEJIMKO I10 aOCOTIOTHOM BEJIMUMHE, TO PeaklMs UJET MPaKTUYECKU J0 KOHIIA U ee MOKHO paccMmar-
puBath Kak HeoOparumyio. Ecim e AG NONOKHUTETbHO, TO peakiys OyJeT MpoTeKaTh TOJIbKO MpU
MOCTYIIJIGHUMH CBOOOJHOM SHEPruM W3BHE; TakKas peaklus Ha3blBaeTcs dHAeproHmuyeckoil. Eciu
K Tomy %€ AG BeJIMKO, TO CUCTEMa SBJIAETCS YCTOMYMBOM U PEAKLIMS B 9TOM ClIydae MPaKTUYECKU
HE OCYLIECTBJISAETCS.

IIpu AG paBHOM HYJII0 CHUCTEMa HaxOOUTCA B paBHOBecuu. [Ipuuem (pepmeHTBI HE BAMAIOT
Ha AG peakiu AG=-RTInKeq. Takum 00pa3oM cABHUHYTh paBHOBECHE MOXHO JIMOO cooOImas
CHCTeMe JOTIONHUTEBHYIO SHEPTUIO (IIPOIIle BCEro HarpeBaHWeM) JIMOO YBEINUMBAas KOHIIEHTPALHIO
peareHToB. Peakiysi MoXeT MpoTeKkaTh CHIOHTAaHHO TOJIbKO P OTPUILIATEIbHOM 3HaYeHUH U3MEHe-
HUA cBoOoaHOM 3Hepru (AG). AG He 3aBUCHT OT MyTH, MO KOTOPOMY WJIET PEaKLusl, U 3aBUCUT
TOJIBKO OT IPUPOAbl PEarupyloliX BEIECTB M UX AKTUBHOCTH (KOTOPYIO MOXHO MHOI/Ia IPUMEPHO
OIPE/IENIATH 110 UX KOHLUEHTPALUK).
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V3meneHne cBOOOIHON SHEPrHM pPeakiMy B YCJIOBHUSIX, KOIZA aKTUBHOCTb Pearupyronmx
BEIIECTB M 00Pa3yIoIIMXCsl MPOAYKTOB paBHA eMHUIIE, Ha3bIBAETCSl N3MEHEHUEM CTaHJApTHOW CBO-

OOIHOI HEprun (AGY). W3mepsioT n3MeHeHne cBOOOHON SHEPriM B CTAHAAPTHBIX YCJIOBHSAX, TO

ecTb ipu JaBjieHuu 1 atmocdepa, 298" KesbBuna (v 259 (), a TaKk xe KOHLIEHTPAIlUU pearupylo-
IMX BEIECTB OIMHAKOBBI M paBHBI 1 M. B OGnoorndeckux crcreMax AaHHbIEC MapamMeTphbl He cOOMo-
JAI0TCs1, 0COOEHHO OTHOCUTEIFHO KOHIIEHTPAIMIA pearupyoniux BeecTB, B MPUPOIe KOHIICHTPAIs
peampyloumx BCIIIECTB HUKOI'Ja 1 HE COOTBGTCTByeT CTaHIIapTHLIM, MUMEHHO HOBTOMy B 6I/IOXI/IMI/II/I

UCIIONB3YeTCs] IOHATHE AG" KOTOpPOE COOTBETCTBYET MOHATHIO CBOOOJHOM SHEpruu B pusnyeckon
XUMUH.

Ecimu paccmotpets peakuuio A + B & C + D.

AG 3TOH peakLuM JaeTcsl ypaBHEHUEM

AG = AG® + RTIn ([C] [D]/ [A] [B])

riae AG°— u3MeHeHue CTaHAapTHON CBOOOHOM SHepruu, R-razoBast nocrostnHasi, T-abcomoT-
Has temneparypa, [A], [B], [C] u [D] -MonsipHble KOHIIEHTpaluu (TOYHEe aKTUBHOCTH) pearupyo-

mwx Bewects. AG -u3meHeHre cBOGOIHO! SHEpPruM peaklyy Npy CTaHJAPTHBIX YCIOBUSX, KOrJa
Kaxjoe u3 pearnpyomux Beniects A, B, C u D npucyrcryer B KoHneHTpanuu 1,0 M. Takum oOpa-
30M, AG peakiiu 3aBUCUT OT IIPUPOABI pearupyrolux BemecTB.

MO’KHO JIerKO BBIBECTH COOTHOIIEHHE MKy CTAaHAAPTHON CBOOOIHOW SHEpruell M KOHCTaH-
TOH paBHOBecHs peakuuu. B cocrosinum paBHOBecust AG = 0. YpaBHeHHe TOra NpuoOpeTaeT clie-
JYIOIIUT BUJIL:

0 = AG" + RTIn ([C] [D]/ [A] [B])
AG" = -RTInKeq

depMeHTHI He BIUSIOT Ha KOHCTAHTY PaBHOBECHSI, CJIEJJOBATEIbHO, YCKOPSIOT TOJIBKO CaMOITpo-
M3BOJIGHO HyIue peakimu, rae AG mensine Hyns. Ho B KJleTke MHOXECTBO peaklii OCOOEHHO
B ITpolieccax OMOCHHTe3a M3MeHEeH!e CBOOOTHON SHEPruy OOJIbITIe HYJIS, YTOOBI 9TA PEaKIIHs MPOIILIa
HEOOXOIMMO COOOIIaTh SHEPTUI0 CUCTEME, UYTO B XMMUU Yallle BCEro MPOUCXOOUT 3a CYET Harpepa
CHUCTEMBI, B OMOJIOTUYECKUX CHUCTEMaX 3TO HEBO3MOKHO M3-3a TPEXJe BCEro JAeHaTyparmio Oeska.
[ToaToMy B OMONOrMUYECKUX CUCTEMaX MOSIBUJICS OOXOIHOM IMyTh: CHCTEMa COMPSIKEHHBIX PEaKIIUil.
B onHol TOuke MpocTpaHCcTBa (B JAHHOM Clly4yae KaTaJIMTUYECKOM LIEHTPE) MPOMCXOIAT OIHOBpE-
MEHHO JIBe peakiuu: Yy ogHoul AG MONOKUTEbHO, y Apyror orpuiiaresbHo. Ecim cymmapHoe AG
OTpPUIIATEIbHO TO 00€ peakluy MIYT CIIOHTaHHO. VIMEHHO Tak 0OecreurBaeTcsl MPUTOK SHEPruu
B cucteMy. Hanboree pacnpocTpaHeHHOW CONPsKEHHON peakier sipiisiercs ruapous ATO.

['maBHBIN onpenenuTeNh XoAa peakiuu — cBooonHast sHeprus (AG)

B kietke ecth odeHb HyxHas peakuus 1, Ho AG1> 0 — peakuus 1 He uaer, NOITOMY B Kara-
JIMTUYECKOM LIEHTPE eCTh conpsikeHHas peakius 2, AG2 <0 — peakius 2 uuer. B karaautruyeckom
HIEHTPEe HAXOASTCS CyOCTpaThl 00EUX peaKIuil.

[oiiner i peakiwsi 1 B 3TOM TOUKe OIpeesieTcss CyMMapHbIM M3MEHEHHUeM CBOOOTHOM SHep-
MM B TaHHOW cucTeMe (KatanmtudeckoM 1ieHTpe): X AG = AG1 +AG2;

ecm 2 AG> 0 — peakuus 1 He uger

eci 2 AG <0 — peakuus 1 uger.

Heo6xommmbIX peakIiuii 1J1s1 KJIETKH, Ubsi CBOIHAS SHEPTUsI OOJbIIIE HYJIsI O4€Hb MHOT'O, HO BTO-
pasi cornpsKeHHast peakius, Kak TOHOP SHEPIUuM [UIsl CUCTEMBI JOJDKHA ObITh yHU(UIMpoBaHa. Crie-
JoBaTeJIbHO, HeOOX0IMMa peakivs 2 (conpshkeHHast) — YHUBepcasibHast 1 odecrieunBaomas = AG <0.
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Tak c10kH1JI0Ch B IPOLIECCE IBOJIOLMH, UTO YHUBEPCAJILHOW COMPSIKEHHOMN peaklven cTana peakus
rugponusza ATP.

AT® — 310 yHUBepcalbHasl SHEPreTHUecKas BalioTa B OMOJIOTMYECKUX CUCTeMaX, MPeacTaB-
JsieT co0oI0 OOraTyo Heprued MoJIeKyJly, 4To OOYCIIOBJICHO HAJTMUUEM B HEW JIByX aHTHAPHUIHBIX
CBSI3eM. DJIEKTPOCTATUYECKOE OTTAJIKMBAHUE MEXAY STUMU OTPULIATENIbHO 3apsKEHHBIMU IPyIIIIaAMU
y™Menbinaercsi npu ruapomaze AT®. AII® u PH, crabumM3upyoTcsi TOI JIeHCTBUEM pe30HaHCa
B Oonbiieit creneny, yeM AT®. ['maponmus AT® capuraer paBHOBeCHe CONPSKEHHOW PEaKIU MpH-

MEpPHO B 108 pas.

Kpome toro, AT® nocTatoyHO yCTOMYMBas MOJIEKYJIa U BPEMS €€ KU3HU JI0CTAaTOYHO BEJIUMKO.
Takum 06pazom, 111 0OecTieueH sl IPOIECCOB OMOCUHTE3a KJIETKA MOCTOSIHHO HYK/IAeTCS B TIPUTOKE
sHepruu — AT®. B xone cuHTe3a OpraHu3m nepeBoauT Oojiee OKUCICHHbBIE BEeCTBA B MEHEe OKHC-
JIEHHBIE, [Tl YeTO HeOOXOAMMBI JIOHOPHI TPOTOHOB ¥ ekTpoHOB: NADH, NADPH u FADH .

COBOKYHHOCTL peaKLII/IfI OKHCJICHUSA Pa3/IMYHbIX 6I/IOMO)'ICKYJ'I (YFJ'IGBOIIOB, JIMIINA0OB, aMHUHO-

KUCJIOT, HyKJIEOTU/IOB) HalpaB/eHHbIX Ha cuHTe3 AT® u Boccranosnenne NAD T, NADP™ u FAD*
NOJTyYrJia Ha3BaHUE — SHEPreTUYECKHi MeTa0oIM3M KJIETKU WK Katabonu3M. Torma Kak COBOKYII-
HOCTb peakiuii OMOCHHTe3a OMOJIOTMUYECKUX MOJIEKYNT M COOPKM M3 HUX KJIETOUHBIX KOMIIOHEHTOB
Ha3BIBAIOT IJIACTHYECKUM OOMEHOM WJIM aHAOOJIU3MOM.

Takum 06pazomM 00K MeTabOIM3M KJIETKH MOKHO Pa3/Ie/uTh Ha IBe OOJIbIIIe YacTH: KaTa-
6013M 1 aHAOOH3M.

DHepreTuvecKkuii OOMeH KJIETKU TOApa3/esieTcsl B 3aBUCMMOCTH OT KJIacca OKHUCJISIEMBIX
COeTMHEHHUI Ha HECKOJIbKO HaIlpaBJICHU:

OKHCJICHHE YIJIEBOJIOB;

OKMCJICHUE JIITU/IOB;

OKHCJIeHUE OEJTKOB.

Besikul BHIMOIHAIOT MHOKECTBO IPYTUX BaXKHBIX (DYHKIIHIA, TOSTOMY PaCHIEIUISIIOTCS PEaKIIUsX
SHEPreTHYECKOro OOMeHa B HEOOJBIIMX KOJMYECTBAaX WM B Ciydyae Jeuimra APYTUX MOJIEKYJT
UCTOYHUKOB Heprur. OCHOBHBIMU MOJICKY/JIaMHU BCTYIAIONIMMU B PEakIMU KaTaboar3Ma sBJISIOTCS
YIJIEBOIbI Y JIMIU/IBI (TPUALIAITIMLIEPHUIBI ).

Vr71eBoibl ABJSIOTCS OJHUM M3 OCHOBHBIX MCTOYHMKOB SHEPTUM ISl KJIETKU TMPUYEM Bbije-
JISIOT JJBA ITyTH OKUCJIEHUs YIJIEBOIOB: OECKUCIOPOIHOE (I aHA9POOHOE) U C YUaCTHEM KUCIIOpoIa
(aspodHoe). K aHaapoOHBIM Iy TSIM OKUCIICHHUS YIJIEBOJOB OTHOCSATCS TTIMKOJIU3, IEHT030(hocaTHBIN
IIYHT U Pa3HOOOpa3Hble BUIbI OpOKeHUs. [JTMKONU3 SBIISIETCS HE TOJIBKO MyTeM OKHCJICHHUsI MOHO-
caxapuioB B napajieibHbM ciHTe30M AT®, HO U mpesoauel K MyTsaM a3poOHOTO OKHCIIEHUS WX
KJIETOYHOMY JIbIXaHHMIO.

PaccMoTpuMm 1y TH OKHCTIEHHS YIJIEBOIOB OoJiee OIpOOHO.
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I'nmukoJumn3

['TMKOMM3 — 3TO COBOKYITHOCTD PEAKIMi MPEBPAIlIeHH I [TIOKO3bI B MMPYBAT. Y a3pOOHBIX Opra-
HU3MOB IJIMKOJIM3 CIIYXKUT Kak Obl Mpeiogrell K UKy TPUKApPOOHOBBIX KHUCIIOT U LIENHU MepeHoca
3JIEKTPOHOB, B XOJIe KOTOPBIX 3aracaeTcst OoMbIas YacTh CBOOOTHOM SHEPIUH, COEPIKAIIEHCS B TITIO-
ko3e. OTKpBITHE ITIMKOJIM3a TIOCIIENOBAJIO HETTOCPEACTBEHHO 3a IKCIIEpMMEHTaMU BloxHepa, a Takxke
I'apnena u Monra no cOpakvBaHUIO caxapa JpOXkIKEBBIM COKOM. Bckope ¢ n3yueHueMm CIimpTOBOIO
OpOXEeHUs CIIMIIUCh MCCIIEOBaHUs APYToro HalpaBJIeHus], CBSI3aHHbIE ¢ U3y4YeHHeM MbILl. Pusno-
JIOTH 3aMHTEPECOBAIUCH MTPOLIECCOM, Oaroiapsi KOTOPOMY M30JMPOBAHHAs MbIIILA MOIJIA NIOJyYaTh
SHEPIUIO [UIsl COKPAIIEHUsI B OTCYTCTBUE KHUCIOpOoAA. XWIUT TOKa3ajl, YTO SHEPruio odecredrnBaeT
IIpeBpallieHHE INIMKOTeHa B JIAKTAT, & HECKOJIBKO Mo31Hee Meleprod nmpoaeMoHCTpUpoBall, 4To Ipo-
UCXOJAIIME IIPU 3TOM XUMHUYECKUE PEAKIIMU CXOIHBI C TEMU, KOTOPbIE HAOJIONAIOTCS MTPY CIUPTOBOM
OpOXEeHUH. YCTaHOBJIEHHE CTPYKTYPbl U3yUYEHUIO IJIMKOJIN3a, TPOBEJEHHBIMUA DMO1eHOM BO PpaHk-
¢dypre u ITapracom B Iosbiue. Takum myTemM BcKope Oblla BhISICHEHA MOCIIEJOBATEILHOCTD PeaKkIvi
MKou3a (myTh ImoaeHa — Meiieproda — IapHaca). Bee (pepMeHTbI, KaTaIM3UPYIOLIKE OT/IEIbHBIE
CTaJuy MpoLecca, K HACTOSIIIIEMY BPEMEHH BbIJIEJICHbI, 3aKPUCTAIM30BAHbI U MOIPOOHO M3YUEHBI.
Bce pecars peakuyii NIMKOIM3a MPOTEKAIOT B TMAJIOIUIA3ME.

OCHOBHBIM MOHOCAXapuAOM IOCTYNAKIIUM B IJIMKOJIW3 SBJISETCA IVIIOKO3a. B KMBOTHON
KJIETKE ITPUCYTCTBYIOT KaK CBOOOIHAS TITIOKO3a (TIOCTYNUBIIAS Yepe3 MeMOpaHy U3 BHEIITHEH cpejibl),
TaK Y MPOAYKT pacnaja ITIMKOreHa (’KUBOTHOTO MOJIMCcaxapuja — MOHOMEPOM KOTOPOIO SIBJISETCS
TTIOKO034).

Bcst mocnenoBatebHOCTh peakIiil IIIMKOIN3a MOXKET ObITh pa30KTa Ha YeThIpe CTaINH (TIoCIe-
JOBATEJIbHOCTh PEAKLIMM IIIMKOJIM3a IPECTaBIEHa Ha PUCYHKeE 1):

MOATOTOBKA K pa3phbiBy LIETH;

pas3phiB LENX U YCTAHOBJIEHNUE PAaBHOBECHS MEky Tpro3odocdaramu;

OKHCIUTENIbHOE 00pazoBanue AT®

npespaitenue 3-gocdormmuepara B nupysar.

IlepBblii 5TaNl — NOArOTOBKA K Pa3pbIBY LeNM:

B rmMKonu3 MoryT noctynarh paziMyHble CBOOOIHbIE IIECTUYTJIEPOIHbIE MOHOCAXapHUIbl (TeK-
CO3bl) IVIIOKO3a, (PPYKTO3a U JIpyrue, a TaKkKe IVIIOKO3a U3 IVIMKOreHa. B mepBoi peakuuu mpouc-
XOIUT (pochopUIMpoBaHUE MOJIEKYJIBI TNIIOKO3BI €€ OCYIIECTBIIAET (DEPMEHT FeKCOKMHA3a BO BCEX
OpraHax M TKaHsX WIM INIIOKOKMHA3a B neueHd. O0a pepmMeHTa OTHOCATCS K Kiaccy TpaHcdepas,
Y OCYILIECTBIISIOT NepeHoc ¢rocaTHol rpynmsl ¢ Mosieky/bl AT® Ha MosekysTy NToKo3bl ¢ 00pa3o-
BaHUEM ITTIOK030-6-ocara, AT® B 1aHHOM ciydae ABJIAETCA KaK JOHOPOM SHEPIUU, TaK U JIOHO-
poM docaTHOM TpyIbL, 3a cueT 3arparhl AT® mpoucxoauT, Bo-TIepBhIX, 00pa30BaHNE aKTUBHON
(opMBI MOHOCaxXapuaa, TMoKo30-¢ocdara, BO-BTOPHIX, 00ECTIEYNMBAETCS HEOOPATUMOCTh PEaKIIUi
MKOM3a. PasHuia Mexay hepMeHTaMu 3aKJII04aeTcsl B cieliupuuHOCTH (ITTIOKOKHMHAa3a OoJiee crie-
uMdrYHa B3aMMOIENCTBYET TOJIBKO C INIIOKO30M, TEKCOKMHA3a MeHee crienuduyuHa (ochopunnpyer
BCE TEKCO3bl); B PACHPEAEICHUH B OpraHu3Me (IIIOKOKMHA3a B NIEYEHU, TEKCOKMHA3a B OCTaJIbHBIX
TKAHSIX OPraHU3Ma); B pery/siuuu (CMOTpY HHke). BTopoy myTh Bxona yepes IToko30-1-gocdar.
Tak BXOZAT B NIMKOJIU3 IVIIOKO3a U3 [TIMKOTE€HA U TaJIaKTO3a.

O6pazoasmmiics ppykTo30-6-hocdar nop aeiicteueM pocodpyKTOKIHA3H TPEBpaIaeTCs
1,6-ppykrozoducocdar. PochodpykTokrHa3a TakkKe OTHOCUTCSA K Kiaccy TpaHcdepas. JJoHopoM
sHepruu U (pocaTHOM Tpynmbl B 3TOM peakimu spiserca Mosnekyna AT®. To ects 3arpaunBa-
ercs ewe ofgHa Mosiekyaa AT®. D1o aenaer nocie10BaTeIbHOCTh PEAKIIAN INIMKOINA3a OKOHYATEIbHO
HeoOpaTHMOi, a KpoMe TOro oOpasyercsi CUMMETPHYHAsI MOJIEKYJIa, YTO BasKHO JJIs1 BTOPOTO 3Tamna
[JIMKOJIN3A.

10



E. A. Beccommmpina. «Bbroxumus MeTadonn3Ma. YueOHOe ITocoone»

Bropas craausi — pa3pbiB ieny U yCTAaHOBJEHHE PaBHOBeCHs MexK, 1y Tpuo3ogocga-
TaM#
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Pucynok 1: Cxema peakiuii rimkonu3a, nudpamu B KpykKax Ha3BaHus (DepMEHTOB. | — u-
koreHpocpopunasa; 2-rmoko3zodocdarnzomepasa; 3 — reKCOKMHa3a (IJIIOKOKMHA3a B NEYEHN); 4 —
II0K030-6-pocdaruzomepasa; 5 — gocdodpykToknHaza; 6 — anpaonasa; 7 — Tpruozodocdaruszo-
Mepasa; 8§ — mmuepoanbaerua-3-gocdar okengopenykrasa gpocopunupyiomast; 9 — 1,3-6udocdo-
ruieparkuHasa; 10 — gpocpornmmueparusomepasa; 11 — eHonaza; 12 — nupyBaTkrHa3a (YEPHBIA KPYT
c OykBoii P B ieHTpe o603Hauaet docharHyio rpyry).

I'nukoreH — 310 3anacarImi NOJIMCaXapyul AKUBOTHBIX COCTOAINN U3 o-D-rmokossl. [on nen-
CTBHEM IVIMKOTeH (pocopuiiassl MPOUCXOOUT OTILEIUIEHUE OCTATKOB INIIOKO3bI OT ITOJIMMEPHOU LIETIN
IIMKOT€Ha, MapaJuleJIbHO MPOUCXOAUT IPUCOEANHEHNE (PocdaTHOM IPyNIbl K MOJIEKYJIE IIIOKO3bI
¢ 00pa3oBaHUEM IJI0OK030- 1 -pocdara, JoHOpOM ¥ SHepruu, ¥ hocdaTHOM TPYIIIbI SABJISAETCS MOJIe-
kyna AT®. Yepes oO6pazoBaHue I10K030- 1 -hochata B INIMKOIN3 MoCTynaeT raiakrosa. K ramakrose
npucoenunsiercss Y T® ¢ oopazoBanuem Y [IP-ranakTto3bl, KOTOpast MOM JeHCTBUEM ITUMepashl pe-
Bpamaerca B Y IP-rmoko3y. YIP-rmoko3a pacnagaercs Ha Imoko30- 1-gocdar u YM®P, nannyo
peakumio Karammsupyer Y Id-rmokosompodochopuiaza. Obpa3zoBaBimiics Toko30-1-(ocdar
M30MEpH3YeTCs B INI0K030-6-docdar pochormokonzomepassl. Takum 006pazoM 0Opas3yeTcsi akTHUB-
Has (popMa INIIOKO3BI IIIOK030-6-(pocar. 3aremMm MpOMCXOOUT N30MepHU3aLMs III0K030-6-pocdara
B (ppyKT030-6-pocdar non aefctBueM usomepasbl. Ppykro30-6-docdar MoxkeT 00pa3OBbIBATHCS
1 U3 cBOOOIHOM (PPYKTO3bI MO/ ACHICTBUEM I'€KCOKUHA3bI.

INocne o6pazoanus 1,6-ppykro3zodudocdara HaUMHAETCST BTOpasi CTaausl MIMKonu3a. Pac-
nierieHue  (ppykrosoaudocdara KaTaausupyercs aabJosa30d, OTHOCALIEWCA K KJaccy JIMas;
B pe3yjbTaTe oOpasyloTcs Imuepaibaerui-3-gocdar u anokcuaneroHdocdar. Mexay 3Tumu
AByMs Tpuo3odocaramu B pe3yspTaTe IEMCTBUSA U30MEPa3hbl yCTaHABIUBAETCs paBHOBecue. Takum
oOpa3oM, 0OMeH 00erX TMOJIOBUHOK TeKCO3bl MOKET IOUTH T10 MyTH MPEeBpallieHrsl B IUPYBaT 4epes
ruiepanbaerua-3-gocdar. B To ke Bpems 11 fuokcruaneTongocdara CymecTByeT U Ipyrou myTh,
CBSI3aHHBIM C BOCCTAHOBJIEHHMEM B IIMLEPO(pOCHAT — MPEALIECTBEHHUK JMIIMIOB U B IPOMEXKY-
TOYHBI NIPOIYKT B HEKOTOPBIX TUMax OpoxeHus. Ho B ciyyae rmkonusa AUTHIPOKCHAIETOH(pOC-
dar o peiictBueM TpriozodocdaTromMepasbl JIETKO MpeodpasyeTcsi B IIMIEpOasbaerui-3-gpoc-
(bar, 1 Mexay TUMM NPOAYKTAMU YCTaHABJIMBACTCSA PABHOBECUE, HO IIMUEpabIerui-3-gocdar,
IIOCTOSIHHO M3BIMAETCA B CIENYIOLIME PEaKLMK [NIMKOJIN3a, [I03TOMY PaBHOBECHE CABUIAETCS B CTO-
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POHY U30MepU3alluY TUruapokcualieTongocdara B riunepoaibaerui-3-gocdar, ¥ TO MPOUCXOJUT
MPAKTHUECKH KOJIMYECTBEHHO, TIO3TOMY CUMTAETCs, YTO BECh AUTUAPOKCHarieToHgocdar npeodpa-
3yercsi B TmIepoasibaerua-3-gocdar, U MpUHATO yABaMBaTh MPOLYKTHI BCEX MOCIEAYIOIIMX peak-
. Imunepoanbaerua-3-gocgar nocrymnaer B TPEThIO CTAIHIO.

TpeThsi ctaausi — okucanTeJbHOEe oOpa3zoBanne ATP

IMunepanbaernn-3-gocdat okucisercs noj ASWCTBUEM Mulepaibaerua-3-docdar okcuao-
penykTassl (pochOopUIMpyIOIIen akIIeNTOPOM JIEKTPOHOB siBJisieTcss NAD+, BocCTaHABIMBAIOIIUIACS
1o NADH. B pesynbrate 00pa3syercsi KOPOTKOKHMBYIIMIA MPOMEKYTOYHBIN MPOAyKT 1,3-6mcocdo-
rmLepar, Bropas ¢ocdarHas Tpynna 1MocTynaer u3 pactBopa. 1,3-Oudocdornumepar sSBisercs
HeCcTaOUJIbHBIM coeinHeHueM, npuueM AG rugposnmsa cBsa3u Mexay KapOOoKCHIIbHOW U (hocdaTHO
IPYNIITUPOBKaMU B | MONOKEHUM MEHbIIIE HYJIs, a TI0 MOAYJTIO OOJIbIlie SHEPrur ruapomsa ¢gocdo-
arupuaHoN cBs3u AT®. Takue coelMHEHNS HA3bIBAIOT MaKposprudeckumu. 1,3-6udocdormurie-
par pacniagaercs roj aevictereM 1,3-6udocdormmieparkaassl 1 otiierisiemas pocdarHas rpymnma
niepeHocuTcst Ha MoJiekyty AII® u B pesynbrara oOpasyiorcs 3-ochormuniepar u ATD. Takoi Tur
cunte3a AT® HazwBaoT cyOcTpatHbIM (hochopummpoBanreM. To ecth ocaTHas rpyrma mnepe-
HOCHUTCSI C MAaKPOIPIrMUECKOr0 COEIMHEHUsl (IHeprus ruaponusa ¢ocgarHor IpyIsl 0 MOAYJIIO
6onble Heprun rufpouza AT®, Mo3ToMy BbIACIMBINENCS SHEPTUN JOCTATOYHO 1151 (pochoprin-
poBanust AII® u o6pazoanuss AT®). O6pazoBasmmiics: 3-pocdormumiepar nocrynaer B 4-i sran
[JIMKOJIA3A.

YerBepras ctaaus — npespamenne 3-goccoriunepara B nupyBar

3-ocornuniepar, uzomepusyercs B 2-pocdoruiiepar nof aeiicrsuem 3—?2 cpocdoruiepar
n3oMepasbl. 2-pocoruiepar aeruaparupyercsi eHosnazon (2-¢gpochorumueparruiponaua3on), mpo-
WCXOJMT OTIIETJIEHNe MOJIEKYJIbI Bozibl oOpasyetcs ¢ochoenonmupysat (PEIT), koTopsiil sBisieTcs
«MaKpOIPTrUUeCKUM» coeiMHeHreM, (pochopriibHas Tpyma KOTOPOro MOKET OBbITh JIETKO TepeHe-
ceHa Ha AJI® (non aericTBueM (pepMeHTa NMUMPYBaTKUHA3bI); OCTAIOIIMICS TP 3TOM €HOJI IIMPOBU-
HOT'PaJJHOU KUCJIOTHI CAMOITPOM3BOJIBHO MTPEBPAIIIAETCS B 3HAUMTEIBHO OOJiee YCTOWYMBBIN MU PYyBaT.
[MocKoMbKyY Ha KaskIylo MOJIEKYJTy TJIIOKO3bI 00pa3yloTcs IBe MOJIEKYJbl (pochoeHONNHpyBara, 3TOT
poIiecC BOCHONHSIET 3aTpary AByX MosieKyn AT®, mporcxoasinyo Ha HauaIbHBIX CTaJUsIX 00pa3o-
BaHUs (PpyKT030-1,6-1Mpocdara U3 rIoKO3bI.

CyMMmapHasi peakiys IMKOIN3a:

I'moko3a +2AT® +2NAD +4A/1® = 2lIupyBar +2A/1P +4ATP +2NADH

CymMapHbIi SHepreTuyeckuil Boixop Bcero 2 ATO.

DHepreTuvecKasi BbIrofa IJIMKOIM3a HE BEJIMKA, Y UCIIOJb3YeTCsl OpraHu3MaMu JIMOO UMelo-
MU JTOCTYT OOJIBIIMM KOJIMYECTBaM CyOCTpaToB (MOHOCAXapuJIOB), HAIPHUMEp Mapa3sUTUYECKue
OpraHu3MBbl, JTUOO U3-3a YCIOBUI Cpelibl (aHa9POOHbIE OPraHU3MBbI).

['MukonM3 — 310 OMUH U3 IPEBHEUIINX METAOOTUTUIECKUX MyTeH, IO HEKOTOPHIM JAHHBIM CUH-
TaeTCsl MePBbIe KUBbIE OPraHU3MBbI MOy YaJi SHEPTHUIO IMyTeM IIHKou3a. [I09ToMy MexaHU3MBbI pery-
JISIIAY TIMKOJIM3a OY€Hb XOPOIIO OTPEry/IMPOBaHbI M HAITPABJIEHbI HA O0ecTieueHre KIIETKU SHEprueit
C OIHOW CTOPOHBI, HO TIPH STOM Ha COXpaHEHHEe PECYpPCOB KJIETKH ¢ Jpyroi. MexaHu3Mbl peryssiyu
[JIMKOJIM3a U3YYeHBl JOCTATOYHO XOPOIIIO.
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Peryasius ramkoan3a

Perynsuus rykoamM3a NpoUCXOauT Ha TPeX Tamnax:

Bxon r10K03bI B IJIMKON3 (3TO €CTECTBEHHO, TaK KaK €CJIH MPOIIeCC He HYKeH, TO ero Mpoiie
He 3aITycKaTh BOOOIIIE, a He OOPBIBATh HA MOJIOBUHE).

dochododpykTokrHazHas peakiys (peakius HeoOpaTiMa, KpoMe TOro B Hel 3aTpauynBaeTcs
ATD).

[MupyBaTkrHa3Hasi peakuus (peakius Takke HeoOpaThuMma, a KpoMe TOTO BaKHBIM SIBIISIETCS
MPOLIECC YTHIM3ALUKI 00pa3yIoerocs MupyBara).

Ternepb HEOOXOAUMO PACCMOTPETH T TAITBI OOJIee MOAPOOHO.

Bxoj ri110k03b1 B IINKOJIN3

Kak ObpU10 paccMOTpeHO BbIIIE, TIIIOKO32 BXOAWT B IVIMKOJIM3 U3 CBOOOTHOM TJTIOKO3BI WJIH
u3 rimkoreHa. CBoGoaHas rmoko3a hocopriinpyeTcst TeKCOKMHA30H, aKTUBHOCTh 3TOTO (hepMeHTa
perymMpyeTcsi: MPOUCXOAUT MHTMOMPOBAHUE TTPOILYKTOM PEeaKLMH IITIoK030-6-pocgarom. [Tostomy
HaKOIUIEHHE TIII0K030-6-ocdara pe3Ko CHUKAET CKOPOCTh FeKCOKMHA3HOM pEeakiluu, B pe3yJbrare
Her 3arpar AT®, Tak Kak IoKo30-6-(ocdar Bo Bcex TKaHSIX KpoMe MeYeHU HapaBIIsieTCs] Ha peak-
MU OKucyeHus. Torga Kak B NeUeHW HaKOIUIeHWEe IITI0K030-6-hocara HE MPOUCXOAUT, TaK Kak
M3JIUIIKY 3aM1acaloTcsl B BUE TIIMKOTeHa, MOITOMY B MeueHr padoTaeT Apyroi (pepMeHT — TIIIOKOKH-
Ha3a, He UHIMONPYEMBIH MTPOTYKTOM peaKIvu.

[Tpu BXOME ITIOKO3bI U3 ITIMKOTEeHA ITepBasi peakivsl IMKoreHpocopuiia3Has, peryisius -
KoreHgocgopuiiazsl MPOUCXOAUT IBYMs MyTMU. [1epBblil BApUAHT MOCTTPAHCISILIMOHHAS MOAU]DU-
Karusl.

B ckeneTHbIX MBIIIIAxX 3TOT (bepMEHT MPUCYTCTBYET B ABYX (hOPMax — B KATAJIMTUIECKHU aKTHB-
Hoit hochopripoBanHoit hopme (pochopuiiaza a) ¥ B 3HAYUTEIBHO MeHee aKTUBHOM Jedochopu-
mupoBaHHOU opme (pocdopuiaza b) (cxema nepexoa U30pM IMpeICTaBiIeHa Ha pucyHke 2). doc-
opunaza a OplIa MOMyveHa B Kpuctauimaeckom Bujie (Mo, Macca 190 kDa). Ee Mosekyssl cocTosiT
U3 JIByX UJICHTUYHBIX CYOBEUHUIL, KQXKAast U3 KOTOPBIX COAEPKUT CYIIECTBEHHBIN Il KaTaIuTHUe-
CKOW aKTMBHOCTHU OCTaTOK cepuHa B (pocopumpoBaHHoi popme. CKOpOCTh TpeBpaIlieHUs] CTPYK-
TYPHBIX JMHUI] IJIMKOTeHa B TIII0K030- | -hocar peryampyercst B MBIIIIAX COOTHOIIIEHHEM aKTUBHOM
ocdopunassl a u MeHee akTuBHOU (pocopuiiassl b. BzaumoripeBpariieHus JByX 3TUx (popM IIIUKO-
reH(pocopuiasbl MPOUCXOAAT MOJ AEUCTBUEM CIIEU(UYHBIX (DEPMEHTOB, KaTAIM3UPYIOIIUX IPO-
1iecc KoBajieHTHor moaudukanuu dpochopuiassl. Pochopuiiaza a npeBpaiiaeTcsi B MeHee aKTUB-
Hylo ocopunazy b nop aevictBueMm epmenTa, HazbiBaeMoro ¢pocdarazoit pocgopunassl a; ITOT
(bepmeHT, KaTanu3upys TUAPOIMTUYECKUI Pa3pbiB CBS3EH, yAAJIsET U3 MOJEKYsbl (ocdopuiassl
a ¢pochaTHbIE TPYIIIBI, HEOOXOIUMBIE JITST KATATUTUIECKON aKTUBHOCTH.

( chocchopunasa a

KMHasa toceparasa
ATm/ thocchopunaza e oy

Pucynok 2. Cxema nepexona asyx ¢popM pochopuiasbl.

®dochopunaza b BHOBb NpeBpalaeTcs B akTUBHYIO hochopuiiazy a noj JercTBueM pepMeHTa,
Ha3bIBAEMOro KMHa30i pochopuiiasel b; OH KaTaM3upyeT peakiuio, B xoae kotopoud AT® docdo-
PUIMPYET OCTaTKU CEpHHA B aKTUBHOM LIEHTPEe MOJIEKYJIbl (hocpopriiasel b, YTo M IpUBOAUT K 0Opa-
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30BaHuI0 pocopunasel a. Takum oOpazom, Onaromapsi JeWCTBUIO IBYX (epMeHTOB, (ocarasbl
ocdopunassl a u kuHa3zb ochopriiazel b, COOTHOIIIEHHE aKTUBHOU hochopuiiasbl a U CPaBHU-
TEJILHO MaJI0 aKkTUBHOM (hochopuiiazbl b B KjIeTKe MOKET U3MEHSIThCS. B Mbliiax 1eficTByeT BTOpOit
MEXaHW3M peryJslny MMKoreHpocopuiasHon aktueHocTH. Pocdopuiiaza b, cpaBHUTENBHO MAJIO
aKTHUBHas (hopMa, MOXKET CTAHOBHUTHCS O0JIee aKTUBHOM B pe3y/bTaTe HEKOBAJICHTHOTO CBSI3bIBAHUS
C aJUIOCTEPUUYECKUM MOAYJISATOPOM 3TOro pepMeHTa, KOTOpbiM siBiisiercss AM®; KoHIIeHTpalus ke
AM® B Mpinax Bo3pacraeT no Mepe pacnaga AT® B cokpaTUTeNIbHBIX ccTeMaX. AKTUBALMU (poc-
opunassr b non aevicteuem AM® npensitctByer AT®, BbICTynamoLuii B poiyd OTPULIATEIBHOTO
MopayasaTopa. Takum oOpa3oM, akTUBHOCTH (pocopuiasel b onpenensercs: cootHomeHrneM AM®
u AT®. B otmmaue ot pocopuniazel b pocopunasa a ve akrusupyercss AM®P; noaromy ocdo-
puiiasy a HaseiBaloT MHOrIa AM®-He3aBucumoii popmoit, a pocopunazy b AM®P-3aBucumon.

Takum 06pa3oM, ecTh JBa MEXaHWU3Ma PEryJISIU, KOTOPHIM MOAUUHSETCs TIMKoreHgocdo-
puiia3a CKeJIeTHON MbILILIbL: 1) KoBaJleHTHast MonupuKalus nocpeacTBoM (pochopuarpoBaHus uiv
nedochoprpoBaHKsl OCTATKOB CEPUHA B aKTUBHOM LIEHTpe (pepMeHTa U 2) aJutocTepudecKast pery-
nsuusi pocopuiazsl b rmyreM HekoBaJeHTHOro cBsizbiBaHusi ¢ AM® unu AT®. B nokosiierics
MBIIILIE NMOYTH BCsl (pocopuiaza HAXOAUTCS B HEAKTUBHOM, WK b -dopMe, TIOCKOIbKY B Takou
Mpiie KoHteHTpanus AT®. B neyenu rimkoreHgocgopuiaza Takxe NpucyTCTBYET B a- U b-hopme;
B MpuHIMIe (bepMeHTHl TedeH! (PYHKIMOHUPYIOT MOJOOHO MBIIIEUHBIM, OT KOTOPBIX OHHM, BITPO-
YeM, HECKOJIbKO OTIIMYAIOTCS MO CBOEH CTPYKTYpe M PeryIsiTOpHBIM CBOMCTBaM. Paciierienue rim-
KOTeHa B NIEYEHU UMeeT MHOe Ha3HauYeHHe, HeXKeJIM B MBIIIIAX; STOT MPOLECC CIIYKUT UCTOUHUKOM
cBOOOIHOM ITIOKO3bI KpoBu. [lox peiictBrem ocopuiiassl eueHn o0pasyercs Imoko30- 1 -pocdart,
KOTOPBII 3aTeM MpeBpaliaeTcsi B II0K030-6-ocdar, sBISIONMICS yke HENOCPEeICTBEHHbIM Mpe/-
IIIECTBEHHUKOM CBOOO/IHOM ITIOKO3bI. Peakiius, B xoie KoTopoi oOpasyercst D-1imoko3a KpoBH, Karta-
3upyercst (pepMeHTOM IITI0K030-6-hocaTtazoil.

Bropoii sTanm peryisiuMu  IIMKONIM3a — PErYISANMs  peakuuu oOpa3oBaHUs  (PYyK-
T030-1,6-1uocdara, katanmzupyemoint pocoppykrokunazoi. ochodpykrokunaza (PPK) —srto
CJIOKHBIN aJIJIOCTEPUYECKH PeryaupyeMblid (pepMeHT, YIpaBJisieMblii MHOTUMU aJUIOCTEPUYECKUMU
TMOJIOXKUTEbHBIMUA M OTPUIIATETIbHBIMUA MOIYJIATOPaMH. B CKeNeTHBIX MBIIIAX aKTUBHOCTH (poc-
(bopyKTOKMHA3BI OMnpeensercsi KOHIEHTpausamMu cyoctpatoB storo ¢gepmenta (ATP u dpyk-
T030-6-pocpara) u ero nponykroB (AP u ¢Ppykrozo-1,6-mudocdara); Bce 3TU COeAUHEHUs
UTPalOT POJib ATIOCTEPUYECKUX PErynsTopoB. OUeHb BaKHBI TAKKE B Ka4eCTBe peryassropos AM®,

LUTpaT, WOHBI Mg2+, (ocdar u HekoTOpBIE ApPyrvMe MeTadOJUTHI, MPUCYTCTBYIOIIME B MBIIIEY-
HOU TKaHU. OpHako, x0T peryiasauuu OPK 3aBUCUT OT CIOKXHOTO B3aMMOJAEUCTBHSA psaa (ak-
TOPOB, NIaBHBIMHA OTPULIATEILHBIMM MOZIYJIATOpaMH 3TOro (pepmeHra spisworcss AT® u nurpar,
a caMbIMH aKTMBHBIMU IOJIOKUTENBHBIMUA MofyiATopamu AM® u dpykTo30-1,6-gudocdar. Beaknit
pas, Korjga py O4eHb aKTUBHOM MBIILIEYHOM COKpalleHuu KoHueHTpauus AT® nagaer, a sHeprun
Tpedyetcst 6obine, (pocdodpyKTOKMHA3HAS AKTUBHOCTh YCHIIMBACTCS, JaXe eCIIM KOHLEHTpaLHs
(ppykT030-6-pocdara ouenp Hu3Ka. Ecnn, oqHako, ypoBeHb AT® B KJIETKE yKE BBICOK 110 CpaBHE-
Hu1o ¢ ypoBHeM A/IP u AM®, To kaxyieecs cpoactso (pochoppyKTOKMHA3H K PPyKTO30-6-poc-
aty cunbHO. B atom ciyuyae docdodpykTokrnHaza Oyaer KaTaJu3upoBaTh PEakIMIO JIMIIb MpU
CPaBHUTEJIHO BBICOKOM KOHLEHTpauuu (ppykTo30-6-pocpara Llurpar, oquH U3 IPOMEKYTOUHBIX
MPOAYKTOB LIUKJIA JUMOHHON KHCJIOTHI, YCHJIMBaeT MHruOupoBaHue (GpochopyKTOKMHA3HI BBICO-
kuMu KoHleHTpatussMu AT®. B To ke Bpemsi nosblilieHre KoHLeHTpaimu AM®, obpasyioierocst
B pe3yJ/IbTaTe aICHWIATKMHA3HOW PEaKLMU B COKPAIAIOILENCS MBILLILE, CITY)KAT OYEHb MOIIHBIM CTH-
MYJTUPYIOIIMM MOAYJISTOPOM M MPOTUBOAEHCTBYET MHruompymomemy Biusauio AT® na dochod-
PYKTOKMHA3HYIO PEAKLIMIO.

B pesynbrare BCeX ITHX CJIOXHBIX QJJIOCTEPUUYECKUX B3aUMOIEMCTBUM CKOPOCTb PEAKIIMHY,
KaranusupyeMon pochopyKTOKMHA301, BO3pACTAET MHOTIJA B COTHU pa3 MpY NEPeXo/ie CKEJIETHOM
MBILILIBI U3 COCTOSIHUSA TIOKOSI K COCTOSIHAIO MAaKCUMAJIbBHOWM aKTUBHOCTH.
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E. A. Beccommmpina. «Bbroxumus MeTadonn3Ma. YueOHOe ITocoone»

TperprM peryJiMpyeMbIM 3TAalloM INIMKOJIN3a SABJISAETCA NUpyBaTKuHa3HasA peakuus. [Inupysar-
KMHAa3a TakKe MPUHAJIEKUT K YUCITY aJJIOCTEPUYECKUX (PepMEHTOB. DTOT (bepPMEHT BCTpedaeTcs,
[0 MEHbIIEH Mepe, B TpexX M30(opMax, KOTOpblE OTIMYAIOTCA APYr OT Jpyra Mo pacupeaeieHuio
B TKAHAX U 10 peaKlMy Ha pasinyHble MOAYIATOpHI. [Ipn BeIcOKMX KOHUEHTpaimsax AT® kaxymie-
€csl CPOICTBO MUPYBATKUHA3bl K (POCOEHOINUPYBATY CPABHUTEILHO HEBEJIMKO U COOTBETCTBEHHO
HEBEJIMKa CKOPOCTh MUPYBATKMHA3ZHOM PEaKLMH MPU OOBIYHBIX KOHLEHTpAIHIX (ocqoeHONHpY-
Bata. [lupyBaTkuHa3y MHrUOUPYIOT Takke aleTun-CoA 1 BRICOKOMOJIEKY/ISIPHBIE )KUPHBIE KHCIIOTHI —
COE/IMHEHN S, UTPAIOIIIKE BaXHYIO pOJib B KAYECTBE TOIIMBA U1l LIMKJIA JIUMOHHOW KUCIOTHL. Takum
oOpa3oM, Korja B KJIETKe yxke Beauka KoHreHTpauus AT® wmm koraa B Hell ye TOCTaTOYHO TOII-
JIMBa JIsI TIPOIIECCa IbIXaHus1, 00eCTIeUBAIOLIETO KJIETKY SHepPruel, INTMKOJIN3 MHrHOUpyeTCs 3a CUeT
mb6o pochodpyKkTOKMHA3HI, MO0 MMPYBATKUHA3KI (B 3aBUCHUMOCTHU OT yCJIOBUI). B TO e Bpems
Mpy HU3KUX KOHLeHTpaiusax AT® kaxyieecsi CpoACTBO MUPYyBaTKMHA3H K (pocdoeHonmmpyBary
BO3pAcTaeT, ¥ 3TO MO3BOJISIET (DEPMEHTY MEPEHOCUTD (pocaTHble TpyHIbl OT (hochoeHONIHUpyBaTa
Ha A/I® naxe npu OTHOCUTENHHO HU3KOUM KOHIEHTpaimu ¢occoeHonmnupyBata. Hekotopsie amu-
HOKHUCJIOTHI TaKKe JEUCTBYIOT KaK MOIYJISITOPbl MUPYBATKUHA3HOW aKTUBHOCTH, TJIABHBIM 00Pa3oM
B I1e4eHu. Bo Bcex KJIeTKax IIIMKOJIN3 PETYJIMpPYyeTCsl C O4€Hb BBICOKOU 3(P(PEKTUBHOCTHIO, HATIOMUHA-
IOIIEH JISHICTBUE KOMITBIOTEepa, a MOTOMY U3MEHEHU I KOHIICHTPALIMU Pa3IMYHbIX METAa0OIUTOB MOTYT
BJIMSITH HAa €r0 OOIIYI0 CKOPOCTb.

['mukonu3 — mpotiecc aHapOOHOTO OKHCIIEHU I MOHOCAXapHUIOB, B pe3yJIbTaTe KOTOPOTo MPOHC-
xomut cuHTe3 AT®. V aspoOHbIX opranuzMoB AT® cuHTe3MpyeTcs elnie U B porieccax KJIeTOYHOrO
JbIXaHUs, B KOTOPBIX YTWIM3UPYIOTCS Opyrue NpoayKTel mmkonm3a (nmupysar 1 NADH), nostomy
HarpaBJieHHe PeaklMil TIMKOIW3a CABMHYTO B CTOPOHY OOpa30OBaHHS MPOLYKTOB MeTaOOIUTHYE-
CKOT'O IyTH.

VY aHa3pOOHBIX OPraHU3MOB IJIMKOJM3 OIMH W3 OCHOBHBIX MyTEW SHEPreTMYecKoro ooMeHa
YIJIEBOJOB, HO YTUJIM3ALMKU OCTAJIBHBIX IPOLYKTOB HE IPOUCXOAUT, HAKOIUIEHUE ITUX ITPOAYKTOB
MOXET MPUBECTU K OCTAHOBKE IIMKOJIN3a, & CJIeJI0BATEIbHO U OCTAHOBKE SHEPreTUIECKOro 0OMeHa
(AT® He oOpazyetcsi), MO3TOMY HEOOXOOMMO yTHIM3upoBatTh nupyBatr 1 NADH. [Ist sToro nosiBu-
JIach «HAJCTPOWKa» — OposkeHue, 1iist okuciaeHuss NADH u capura peakimii B CTOpOHY 0Opa30BaHUs
nupyBara.
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bpo:xkenue

VY aspobubix opranu3moB nupyBar 1 NADH, oOpa3oBaBiiuecs: B X0[e TIMKOIN3a, YTUIU3U-
PYIOTCSI B XOJIe KJIETOYHOT'O JIbIXaHWsl. Y aHa3pPOOHBIX OPraHU3MOB 3TOIO HE MPOUCXOINT, TIOITOMY
HeoOXoIMMa HaJICTPOUKA. DTOM HAJICTPOUKOM SIBJISIETCS IPOIIECC OPOKEHHUS.

Bpo:keHne — 3T0 TUN aHAPOOHOTO OKUCIICHUS TIMPYBaTa.

B Hacroiee BpeMs OnrcaHo MHOKECTBO TyTel OpoxeHus1. Bce oHY BBISIBIIEHBI Y TPOKAPUOTH-
yeckux opraHnu3moB. Ho /1Ba Tumna OpyskeHusl BCTPevyaloTcst He TOJIbKO Y MPOKAPHOT, HO MY 9YKApHOT.
VY 3yKapuOTHYECKUX OPraHM3MOB OOHAPYKEHbI TOMO(pEPMEHTATUBHOE MOJIOYHOKHCIIOE U CITUPTOBOE
OpoxeHue.
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I'omo¢repMeHTATHBHOE MOJOYHOKHUCI0E OPOKEeHne

I'omodepMeHTaTHBHOE MOJIOYHOKHUCIIOE OPOKEHHE MOy YHIIO CBOE Ha3BaHUe (CXeMa Ipe/iCTaB-
JIEHa Ha PUCYHKE 3), U3-3a TOr0, YTO IIPOUCXOAUT OfIHA PEAKLIMS OCYLIECTBIIsAeMast (PEPMEHTOM JIAKTAT
AETUIpOreHa3oi MoJIeKyJla MPyBaTa BOCCTAHABIMBAETCA JI0 JIAKTATa M JOHOPOM ITPOTOHOB U 3JIEK-
TpoHOB ABjsAeTcss NADH.

g

Ccoo
NADH TARYEAT H,0
nalcra'merunpori@ @Bamapﬁoxcvmasa
NAD" co
R
H—G—OH c=0

= |
coo H
naKTar ayeTanbaerid
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@onhnemnporwasa
NaD*

G
i

OH
FTaHOn

Pucynok 3: Cxema peakuuii roMmopepMEeHTaTUBHOTO MOJIOUHOKHUCJIOTO U CIMPTOBOTO BUJIOB
OpoxeHus

JlaHHBII TUN OpOKEHMS XapaKTepeH AJis MHOTuX Oaktepuii. MHorue Bo30ynurenu 3aboseBa-
HUA, HarpuMmep, cTapUIOKOKKU U CTPENITOKOKKH, OCYILECTBIISIOT STOT THI OpoxeHus. Ho maHHbBIMI
OpOXEeHUsI BCTPEUaeTcsi My MOJIe3HbIX OakTepuil. MOJOUYHOKHUCIbIE OaKTEpUK MCTOIb3YIOTCS MpU
M3rOTOBJIEHUH MOJIOYHOKHCIIBIX MPOAYKTOB, CBIPOB, CHIPOKOITYEHBIX KOJIOAC, IPU KBALICHUH KaIly-
CTBI, 3aCOJIKE OTYpLIOB, CUJIOCOBAHMU TPH 3arOTOBKE KOPMOB. Takke MOJIOYHOKHCIIOE OpokeHHe
BCTpevaeTcs U y 3yKapuoT. [lapasuTsl KpoBu (IIpocTeiiue, napasuTUpyoIIue B KPOBU MJIEKOITH-
TaIOUMX (BO30YIUTENIN MAISIPUM, COHHOW OOJIE3HM), TaKKe MCHOJIB3YIOT JaHHBIA THIT YTUIM3ALUH
nupyBara.

JlaktarnernporeHasa NpUCyTCTBYET U B TKAHSX MJIEKOMUTAIOMIMX. XOTsI B OOBIYHBIX YCIOBHUSIX
HAlIX MBIIIIBI TOMYYaloT BIIOJIHE JOCTATOYHbIE KOJIMYECTBA KUCIOPOA, YTOOI IPOU3OIILIO OKHCIIE-
HUe nupyBarta U oOpasoBaHue AT® a3poOHBIM MyTeM, ObIBAIOT OOCTOATEIHCTBA, KOT/A MOCTYILIE-
HHUE KUCJIOpPOJa OKa3bIBaeTCs HeJOCTAaTOYHbIM. Hampumep, npu KpailHeM HanpspKeHUW CUJI, KOTAa
yXke BECh 3amac KMCJIOpoa U3pacX0oJOBaH, MBIIIIEUHbIE KJIETKH 00pa3yloT JaKTaT MyTeM OpOoXeHHUs.
Bornee Toro, B GeJIbIX MBIIIIAX PHIO WM JTOMAIIHEN MTHUIB a9POOHBIN METa0O0IM3M OTHOCUTEIBHO
HEBEJIMK, 1 OCHOBHBIM KOHEUHBIM MPOIYKTOM OKasbiBaeTcsl L-nakTaT. B opranusme uyenoBeka ecTh
TaKKe TKAHU, KOTOpbIE Cl1a00 CHaOXkal0TCsl KPOBbIO, HAPUMED, XPYCTATIMK M POroBHLIA I1a3a. B kiet-
Kax 9THX TKaHEeW OKHMCIUTENIbHBIA MeTa00IM3M BhIpaXkeH cado, a SHEPTrusi B OCHOBHOM 0OpasyeTcs
npy cOpaKMBAHUU TIIOKO3bI B JIAKTAT. YacTb J1aKkTaTa, 00pa3yomerocsi B MbIIIIAX U APYTUX TKAHSX,
MIOCTYTIAET B KPOBb U MEPEHOCUTCS B MIEUEHb, IJIe OH CHOBA OKUCJISIETCS B MUPYBAT. MeHbllasi yacTh
NUPYBaTa 3aTeM OKUCISIETCS B IUKJIEe TPUKAPOOHOBBIX KHUCIIOT, HO OOJIbIIIAsk €70 YaCTh CHOBA MpeBpa-
1maercs B rmoko3sy. [locnenHsst MOXKET ONsATh MOCTYNATh B KPOBb U BO3BPAIIATHCS B MBIIILBL. Bech
3TOT IpoLecc Ha3biBaeTcs HUkJIoM Kopu.
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E. A. Beccommmpina. «Bbroxumus MeTadonn3Ma. YueOHOe ITocoone»

CoupToBoe OpoxeHHe

VY npoxskedt Uy Ipyrux MUKPOOPraHU3MOB, COPaXKHBAIOIIMX ITIOKO3Y HE JI0 JIAKTaTa, a 10 JTa-
Hona u CO,, 1yTh (hepMEHTATUBHOTO PACHICTIJICHUS TJIIOKO3bl COBIA/IAET C ONMUCAHHBIM BBIIIIE /IS
aHA’POOHOTO TJIMKOJIM3a HA BCEM MPOTSDKEHUH, 32 UCKIIOUEHUEM Tara, KaTaaIu3upyeMoro JIaKTaT-
JeruIporeHas’on (cxema npejcTaBieHa Ha pucyHke 3). B IpoxikeBbIX KJI€TKaxX, KOTOpbIE HE CoAepKaT
(bepmeHTa, aHAIOTMYHOT'O JIAKTATIETUAPOT€HA3E MBIILIEYHON TKAHH, ITOT JTall 3aMEHEH ABYMs Jpy-
T'MMU peaklusMu. B epBoil n3 HUX MPOAYKT pacuieieHHs TJIIOKO3bI TUPYBAT TEPSIET CBOI0 KapOOK-
CWIbHYIO TPYIIy TOJ JNEWCTBUEM MHpPYBaTAEKapOOKCHIIa3bl. DTa peakiysi MpPeACTaBIseT coOou
MPOCTOE eKapOOKCUIIMPOBAHUE; PEAIbHOTO OKUCJCHUS MUpyBarta Mpyu 3TOM He Tpoucxonut. s

NPOSIBJIEHN S KaTAIMTUYECKOW aKTHBHOCTH MUpYyBaTaeKapOoKcuiase Tpedyercss Mg * C MOJIEKYJION
3TOro (pepMeHTa IPOYHO CBsA3aH KodepMeHT THamuHnmpodocdar. Ha nocieanem srare ciupToBoro
OpOoXeHus alleTabAern/l BOCCTaHABIMBaeTcsA A0 3TaHoia 3a cuer NADH, oOpasoasierocs npu
OKMCJIEHUH IMMLepaibaerui-3-gocdara; 3ta peakiys KaTaau3upyeTcs alkoroybJernporeHas3oi.

Takum 00pa3oM, KOHEUHBIMHU MTPOAYKTAMHU CIIMPTOBOTO OpoxkeHus siBistioTcst araHon u CO 5,
a He nakTar. [IupyBaTnekapOOKCHiIa3a COOEpKUTCS B KJIETKAX MUBHBIX JIPOXIKEH U APYTMX MHUKPO-
OPraHU3MOB, OCYIIECTBIIAIIINX COMPTOBOE OpOKeHUE. B JKMBOTHBIX TKaHAX 3TOT (DEPMEHT OTCYT-
cTByeT. JIMeHsl nupyBaTaekapOOKCHIIa3bl TAKKe OPraHU3Mbl, OCYLIECTBIISAIONIME MOJIOYHOKHCIIOE
Opo’keHre, HallpuMep MOJIOYHOKHUCIbIE OakTepur. BHOXUMMSI CTUPTOBOTO OPOKEHM S JIUIIb HEAABHO
M3y4eHa HACTOJIBKO XOPOIIO, YTOOBI MOKHO OBUIO MIPEJCTaBUTh STOT MPOLIECC B BUJE Psiia TOCIIEIO-
BaTeJIbHBIX (PEPMEHTATUBHBIX PEaKL.

Yro ke KacaeTcsi BAHOAENNS U MMBOBAPEHHUs], TO 3TO BECbMa JIPEBHUE UCKYCCTBA, OCBOCHHBIE
JIOJBMU 32 COTHH JIET /IO TOTO, KaK pPOOWJIach cama Hayka XuMmus. bosee Toro, caMu crapyuHHbIE
pELenTsl IPUrOTOBJIEHHS MKBA M BUHA CHIFPAM B CBOE BPEMS BaXHYIO POJIb, NOCIYXKUB KJIIOYOM
K HEKOTOPBIM (pyHIaMEHTAJIbHBIM OTKPHITUSAM Ha 3ape pa3BUTUsl OUOTIOTMU M OMOXUMUMU.

Taxk, B 1856 r. JIyu [1actep BriepBble yOeIUTEIbHO MOKA3a, YTO COpakMBaHKE caxapa B CITUPT
BBI3bIBAETCS] MUKPOOPraHU3MaMH, a He KAKUMM-TO MarndeCKUMH BIMAHUAMU. PpaHITy3cKre BUHO-
aensl npuraacuin Iactepa g Toro, 4To0bl OH MOMOT UM BBISICHUTB, IIOYEMY B MHBIE TO/IbI BHO
He ylaercs U npeppauiaercs B ykcyc. Ilactep B cBoMX 3KCIIEpMMEHTaX, CTAaBIIMX KJIACCUYECKUMM,
TMIOKa3aJl, YTO B CTEPUJIbHBIX PACTBOPAX ITTIOKO3BI OPOKEHHSI HE TIPOMCXOINT, TOra Kak B pacTBOpaXx,
COTIPHUKACAIOIIUXCS ¢ He(PUIBTPOBAHHBIM BO3/1yXOM, OpOKeHUE MAET, ¥ IPUYMHA ITOTO 3aKJII0YACTCS
B TOM, YTO B PAaCTBOP MOMNAJAI0T U3 BO3/1yXa CIIOPHI APOXKKEHN U IPyrUX MUKPOOPTraHU3MOB.

M3 Hanera Ha rpo3apsx CBEKeCpe3aHHOro BHHorpaja Ilactep BbLIETMIT KYJbTYPbl APOXKKEH
M 0Ka3aj, YTO MMEHHO JIPOX’KM OTBETCTBEHHBI 32 OpOKEHHE, MPOUCXOASAIIEE B COKE, OTXKATOM
U3 pa3JaBieHHOro BUHorpaaa. OH BBISICHUI TaKke, YTO MPEBPALEHHEe CIUPTa B YKCYCHYIO KUCIIOTY
BBI3BIBACTCS APYTMIMU BUJAMU MHKPOOPTraHU3MOB — YKCYCHOKHMCIIBIMH OaKTEpHSMU; ST a3pPOOHbIE
OpraHU3MBI OKHCIISIIOT 9TaHOJ ¢ 00pa30BaHWEM YKCYCHOW KUCIIOTBHL.

MoHocaxapu bl BOOOIIE 1 TITIOK03a B YACTHOCTH MCTIONB3YIOTCS HE TOJIBKO IS TeHEPUPOBAHHUS
SHEPTUM B XOJIE TIIMKOJIN3a, HO U B JPYTMX METAOOIMYECKHX MyTsX, IPHYeM Kak B KaTaOOIMYECKUX
Tak 1 aHabommueckux. K TakuM nersiM peakuuii OTHoCSTCS: IeHT030(hocaTHBIN My Th 1 OKHCIICHHE
TJTIOKO3bI 10 aCKOPOMHOBOW KHCJIOTHI.
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IlenTo30dgochaTHbiil IyThH

Ilenro3odocgarHell MyTh ABJIAETCS AJBTEPHATUBHBIM IIyTEM OKMCJIEHUSA IMOKO3bl. OH
BKJIIOYAET HECKOJIBKO 3TAaloB, B pe3yibrare (PYHKUMOHUPOBAHUS KOTOPHIX M3 TPEX MOJEKYII
rmoko3a-6-gocgara obpasyiorcss Tpu Mosekynasl CO; u Tpu Monekyasl neHrto3. Ilocnennue
UCIIONB3YI0TCS AJ151 pereHepalyy AByX MOJIEKYJI INII0K030-6-docdara n 0AHON MOJIEKYIIbI [TULEpallb-
nerua-3-gocgara. [Tockonbky U3 IBYyX MOJIEKYN DIHALEPAIbAETUI-3-(pocdara MOKHO PEreHEPUPO-
BaTh MOJIEKYJTy IUIIOK03a-0-ocara, TIIIOK03a MOKET ObITh OTHOCTBIO OKMC/IEHA ITPU NIPEBpallieHUN
10 NMeHTO30(p0ochaTHOMY IMYyTH.

V pacrenuit yacTh peakuuil neHTo30(pocaTHOro MyTH y4acTBYeT TaKke B 00pa30BaHUU T'eK-
co3 u3 CO, npu ¢portocunrese. [leHTozopochaTHblil MyTh HA3BIBAIOT UHOTA MEHTO3HBIM LITYHTOM,
reKCO30MOHO(pOChaTHBIM ITyTeM WU (POCHOITIOKOHATHBIM OKACIUATENIBHBIM ITyTeM. OTKpbITHE OTTO
BapOyprom (Otto Warburg) B 1931 r. rimoko30-6-¢ocdar-nernaporenassl, epBoro (pepMeHTa 3Toro
MYTH, CIEJIal0 BO3MOXKHOM €ro IOJHYK paciupoBKy, KoTopylo ocymiectsuin Ppun Jlunman,
®pank [Iukenc, beprapn Xopekep u dppoum Pakep.

[TenTo30pocdaTHbIil UMK HE TPUBOAUT K cuHTe3y ATP, OH BBIIONHSAET ABE I1aBHBIE (PYHK-
uun: 1) obpaszoBanue NADPH 111 BOCCTaHOBUTEIBHBIX CHUHTE30B, TAKWX, KAK CHHTE3 JKUPHBIX
KHCJIOT ¥ CTEpOMJIOB; 2) obecrieueHne puO030il CHHTe3a HYKJIEOTHIOB M HYKJIEMHOBBIX KHCIIOT.
depmeHTs TeHT030(P0ChATHOTO MyTH JIOKAJTM30BAaHbl BO BHEMUTOXOHAPHAJIBHOM IIPOCTPAHCTBE
KJIETKUB 1UTO3051€. Kak 1 B nponecce NMKoNn3a, OKUCIEHUE OCYIIECTBIISAETCS MyTeM JIeTHIPOreH -
POBaHUs, OIHAKO AKLENITOPOM BOAOPOA B 3TOM citydae cirykut He NAD, a NADP.
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H—-OH H OH

HolH ©  NADF' J wotn 0 M T

H—1-OH H OH
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Pucynok 4: Cxema peakiuii meHT030¢hochaTHOrO IIyHTa (YepHbIi Kpyr ¢ OykBoi P B 1ieHTpe

obo3Hauaet ¢ocharHyo rpyImy).
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[NocnenoBaTeIbHOCT  PEAKIMiA MYTH MOXHO pa3defuTh Ha JBe (Dasbl: OKUCIUTEIIBHYIO
Y HEOKHCJIMTENIbHYIO (CXeMa peakIuil MpeicTaBieHa Ha pucyHke 4). B peakimsx nepBoi hasbl MIo-
K03a-6-ocdar neruaporeHUpyeTcs U JeKapOOKCHIUPYETCs ¢ 00pa3oBaHUEM puodyI030-5-docdara.
B xoze BTOpOit (hassl prudyn030-5-docdat npeppaiaetcs CHoOBa B IIIOK030-6-docdat B pe3ysibrare
CepUr peakluil, B KOTOPHIX IJIABHYIO POJIb UTPAIOT ABa (bepMeHTa: TPAHCKETOoJa3a U TPaHCaJb-
JoJasa

OxucnurenbHass ¢asza neHTo30¢ocarHOro MyTH HAYMHAETCA C JErMIpUpPOBaHUS IJIIO-
K030-6-pocara npu C-1, peakiuu, KaTaM3upyeMon TToK030-6-(ocdaT-aeruaporeHa3oun.

+ +
®epmenT BoicokocniennguieH B otHomeHuu NADP™; Km aiis NAD™ npumepHo B Thicsuy pa3

Bhile, yeM 11 NADP™. TTpoaykTom peakiuu ssisercs: 6-pocdormoKoHO-d-TaKTOH, BHYTPUMO-
JeKyISIpHbINA 3up, ¢ 3pupHOi cBsA3bI0 MekTy C-1-KapOOKCHMIBHOM TPYNIION U TMIPOKCUIIOM TIPH
C-5. Cnenymommii 3tan — rugponu3 6-pocdormokoHo- O -JakToHa crelugUIecKol JTaKTOHA30M,
naonmii 6-oco-TIoKOHAT. DTOT MIECTUYTTIEPOIHbIN caxap MOJBEPraeTcsi 3aTeM OKUCIUTEILHOMY
JeKapOOKCHIMPOBAHUIO 6-(OoCchOrIIOKOHAT — JAETUAPOreHa3oi ¢ oOpa3oBaHrueM puoOyI030-5-doc-

baTa. AKIENTOPOM 3/1EKTPOHOB BHOBB citykuT NADP ™. (cMoTpu prcyHok). KoHeYHBIM 9Tanom cuH-
Te3a pro030-5-ocdara sBisgeTcs n3oMepu3aiys pudyno3o-S-pocdara pocdorneHTo30-m30Mepa-
30i. DTa peakys MojoOHa IMIMKOIUTUYECKIM PeaKIysIM:

I'moko30-6-ocdar < Ppykro30-6-docdar

Hurunpokcuanerondocdar < Imuuepanbaerua-3-gpocdar.

Bce Tpu keT030-a1bJ03HbIE M30MEPU3ALIUK UAYT Yyepe3 00pa30BaHNE EHIMOIBHOTO POMEKY-
TOYHOT'O MTPOIYKTA.

OxucnurenbHas (pasa neHTo30(ochaTHOTO MyTH MHOTAA CYATAETCS] OCHOBHOM U HEOKMCIIHU-
TeJIbHAsA PacCMAaTPUBAETCA KaK CBA3KA C MIMKOJIM30M. JTO CBA3aHO C TeM (PAaKTOM, 4TO 3T (pa3bl
MOTI'YT U/ATH KaK HE3aBUCHUMO JAPYT OT Jpyra, Tak BMecTe. B Xxone HeOKUCIUTeIbHOM (ha3bl MEHTO30-
(ocaTHOro MyTH NMPOMCXOAUT pereHeparys pudo30-5-pocgdara B M1oko30-6-pocdar. OCHOBHYIO
POJIb B 3TOM IIPOLIECCE UTPAIOT 1Ba (PEPMEHTA: TPAHCKETOa3a U TPAHCATBA0a3a. JTH Ke (PEPMEHTEI
CO3/AI0T 0OPaTUMYIO CBS3b MEXY MEHT030(p0oCc(aTHBIM MyTEM U ITIMKOIM30M, KaTaJIU3Upys CIIeay-
IOLIMe TPU PeaKLIUM:

TpaHckeTona3a NEPEHOCUT ABYXYITIEPOIHYIO I'PYIIITY, BKJIIOYAIOILYIO 1-if 1 2-1 aTOMBI yriiepoaa
KETO3bl, Ha aJIbJETUAHBIA YIJIEpo ajlbl03HOro caxapa. Ilpoucxoqur, cienoBartesbHO, MpeBpalleHue
KeTocaxapa B aJIpJ03y, COAEpKalllylo Ha /IBa aTOMa yIJlepojia MEHbIIIe, 1 OJHOBPEMEHHOE IIpeBpallie-
HUe ajbjlocaxapa B KETo3y, CoAepalllylo Ha Ba aToMa yriepona Oosnbiue. KodepmeHntom peakuuu
ABJIsAETCA THaMUHUAKDOCHAT (B €ro cocTaB BXOAUT TUAMUH — BUTAMUH Ipymnsl B), a1 ee npore-

KaHWS1 HEOOXOIMUMbI MOHBI Mg2+. [epeHocuMast IByXyrJiepoiHas TpyIIia sBJIsieTcsl, BEPOSTHO, U~
KOAJIHAETU/IOM, CBSI3aHHBIM C THaMUHAU(POCHATOM, T. €. «aKTUBHBIM IJIUKOJIbAIbAETHIOM». TpaH-
CKeToJ1a3a KaTaIM3upyeT MepeHOC JIBYXYIJICPOIHOM TPYIIILI ¢ KCUTYJ030-5-(pocara Ha pud030-5-
docdar ¢ odpazoBaHreM CeMUYIIIEPOTHON KETO3bl CelorenTyno30-7-gocdara U aabJo3bl TIIUIe-
panbaerua-3-gocdara. DTy ABa MPOAYKTA Jlajiee BCTYMAOT B CICSAYIONIYI0 PEaKIMIo, HA3bIBAEMYIO
TpaHcaba0na3HoN. TpaHcanbI0na3a OCYIECTBIISET IEPEHOC TPEXYIIIEPOAHOro (pparMeHTa, «aKTHB-
HOTO JUTHAPOKCHAlIeTOHa» (aTombl yriepona 1 — 3), KeTo3bl ceorenTyno3o-7-gocdara Ha aibao3y
rmnepaibaeru-3-gocdar; B pesysabrare o0pasyorcs keto3a ppykro3a-6-docdar u yeTspexyrie-
poaHasi ajib103a 3puTpo30-4-pocdar. Cremyiolias peakiys CHOBa KaTaIu3uPyeTcs TPAHCKETOIA30M.
B 310i1 peakumm Keniyn030-5-gocdar cirykKuT J0HOPOM «aKTUBHOTO ITIMKOAIbAErnaax» . Ponb akuen-
TOpa BBINOJHSIET 00PAa30BaBIIMIACS paHee IpuTpo30-4-docdar. [Ipogykramu 3TON peakiuu sBs-
101Cs1 (ppyKTO3a-6-pocdar u rumuepanbaerui-3-gocedar.

Wrak, n36pITok pr6030-5-pocdara, 00pa3oBaHHbIN B TEHTO30(POChHATHOM My TH, MOKET KO-
YEeCTBEHHO MPEBPAIaThCs B IPOMEKYTOUHBIE IPOAYKTHI TIMKOJIN3A.

20



E. A. Beccommmpina. «Bbroxumus MeTadonn3Ma. YueOHOe ITocoone»

3HaueHre MeTa0OoIMYeCcKOro MyTH IJIsl Pa3IMYHBIX TKaHed MOXHO OIIEHHTH TI0 €ro aKTUBHO-
cru. Ilenro3odocdarHelil MyTh aKTUBHO MPOTEKAET B MEYEHH, KUPOBOU TKaHU, KOPE HAANOuYed-
HUKOB, IIIMTOBU/IHOM JKeJIe3€, IPUTPOLIMTAX, CEMEHHUKAX U B MOJIOYHBIX JKeJie3aX B MEPUOJ JIaKTa-
LIM1; OH HEaKTUBEH B HEJAKTHUPYIOIIEH MOJIOYHOM KeJie3€ U MAJOaKTUBEH B CKEJIETHBIX MBIIIIIAX.
Bce TkaHu, B KOTOPBIX aKTMBHOCTb JAHHOTO ITyTH BBICOKA, UCTIOJNB3YIOT B PEAKLMAX BOCCTAHOBU-
TesibHOrO cuHTe3a NADPH, Hanpumep B peakuusax CHHTE3a )KUPHBIX KHUCJIOT, CTEPOMIOB, AMUAHO-
KHCJIOT (C ydacTheM INIyTaMaTAEeruIpOreHasbl) MM BOCCTAHOBJIEHHOIO IIyTATUOHA B SPUTPOLUTAX.
BeposTHO, B YCIOBUSIX aKTBHOTO JIMTIOTeHe3a WJIM TIPU HAJTMYUH JTI000M CUCTEMBI, Y THIM3UPYIOIIEH
NADPH, Bo3pacraet akTuBHasI ierpaiausi III0KO3bI 10 MeHTo30(¢ochaTHOMY MyTH B CBS3M C yBe-

+
muenneM otHoweHnss NADP'/NADPH. B ycioBusax, KOTOpble BOZHUKAIOT 110CJIE IIPUEMA THILH,
MOKET MHIYLIMPOBAThCS CUHTE3 ITTI0K03a-6-(pocdaraernaporenassl U 6-pocgormoKoHaTaerugpore-
Hasbl.
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Peryasiiiusi ckopocTu (DYHKIIMOHHPOBAHMSI
neHTo30gocdaraoro myTu

[lepBast peakuysi OKUCIUTENBLHON BETBU NMEHTO30(oc(aTHOroO MyTH, ACTUIPUPOBAHUE IIIIO-
K030-6-(ocdara, 1o cyiecTBy HeoOparuma. [lefdcTBUTEBHO, TIPH (PU3UOJIOTMYECKHX YCIIOBHSIX 9T
peakiys JUMUTUPYET CKOPOCTh IIPOLIECCAa Y BHINNOJHSAET (DYHKIMIO «KOHTPOJIBHOTO MyHKTa». Hau-

+
Oosiee BaKHBIM PETyIATOPHBIM (DaKTOPOM siBiisieTcsl KoHleHTpauuss NADP ™, akuenrtopa snekrpo-
HOB IIPY OKUCJIEHUH INII0OK030-6-(pocpara B 6-pocdormokoHo-n1akToH. Kpome toro, NADPH kon-

kypupyer ¢ NADP™ 3a cpsasbiBanue ¢ epmentoM, 1 ATP KOHKypupyeT ¢ TIiok030-6-hocatom.
OTHOLIEHNE KOHLIEHTPALUU NADP* k koHueHTpaiu NADPH B niro3oi1e neyeHu Kpeic, coaepxa-
LIMXCS Ha MOJTHOLEHHOM palioHe, cocTabiiseT npuMepHo 0,014, yTo Ha HECKOJIBKO MOPSAAKOB HUXKE
otHommenust [NAD*] / [NADH], KOTOpOE MpH 3TUX ke ycnoBusix paBHo 700. BeipaskeHHoe AericTBre

koHuenTpauu NADP™ Ha ckopocTh TpeBpallieHtii 0 OKMCIMTENBHOI BETBH MeHT030(hocdaTHOro
IYTH NOATBEp:KAaeT, uto reHepupoBanue NADPH tecHO conpsikeHO ¢ ero Ucnojib30BaHUEM B BOC-
CTAaHOBHUTEJIbHBIX OMOCHHTE3aX. Bonpoc o peryasuuyn HeOKUCIUTEIbHOM BETBU IEHTO30hoc(aTHOro
MYTH A0 CUX MOP OCTAETCS] OTKPBITHIM.
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Peryasinust HanpaBJieHust neHT030(occhaTHOro MyHTa

Cynp0a rimoko30-6-docdara 3aBucut ot norpedHoctu B NADPH, pu6030-5-docdare u ATD.
B 1aHHOM cly4yae BOZMOXXHO YeThIpe pa3InuHbIe CUTYaIUK (CXeMa PEryJIsATOPHBIX MEXaHM3MOB
MpE/ICTaBIeHa Ha PUCYHKE 5).

MexanuIm 1 MEXAHHIM 2

rnoko3ob-dochar
o NADF' | H' NADPH
Y,
bpyKTO366-bOCHAT — = pHBOIGS-pochaT  [MOKOI0B-hochaT Aé- puBoao5-hocdar
i t ‘co,
1,6-ppyxrozoandocdar

I . MEXAHMIM 4
AVOKCHAL P OCHET == 3

k3

NADP' H'% MADPH
./
roKko30--hochaT ——<—= pubosoS-pocpar
fca,

MexaHWIm 3
NADF® | H' NADPH

rnioko30-6-pocchar —\%- puBozoS-dochar BpyxTo306 tnctpﬂ'
; . 2
tco,

$pyrreso-b-ocgar 1,6-dpyxTosoaudgoctar

y "
16-dpyKTosoandochar = AMOKCHALIETOMGOCHAT == FNMUEPAnbaerng 3-dochar

- [NHL Ha-3-docdar nupysar

PucyHnok 5: Cxema perynsuuu HaripasjaeHU# eHTo30(pochaTHOro MIyHTa

1. IMoTrpe6HOCTL B PHO030-5-chochaTe 3HAYNTENHLHO MNPEBBHINIAET MOTPEOHOCTH
B NADPH. Bonbiias yacts 1moko30-6-¢oc-¢ara npespaiaercs Bo (ppyKkTo30-6-poctdar u rim-
uepaibaerua-3-gocdar 1Mo NIMKOIUTUIECKOMY IyTH. 3aTeM J1B€ MOJIEKYJIbl (PPyKTO-30-6-pocdara
Y OJHA MOJIEKYyJIa runepaib-aerui-3-gocdara npeBpalianTcs Mnoj ASUCTBUEM TPaHCATbA0IA3bI
U TPaHCKETONa3bl B TPH MOJIEKYJIbl pr0030-5-pocara myreM oOpaiieHusi peakivy, OMUCAHHOM
panee. CTeXMOMETpHsI TOTro MPEeBpaIleHUs ClIeTyIoIast:
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KoHen 03HakoMuUTEJIbHOT0 (pparmMeHra.

Texkcr npenocrasieH OO0 «JIutPec».

[IpounTaiiTe 3Ty KHUTY LIEJIMKOM, KYIMB IIOJHYIO JIEraJbHYIO Bepcuio Ha JlutPec.

BesomnacHo onnatuTh KHUTY MOKHO OaHKOBCKOM Kaprtoit Visa, MasterCard, Maestro, co cuera
MOOWIIBHOTO TenepoHa, C TUIaTeKHOro tepMuHana, B catone MTC wm Cesi3Hoii, yepes PayPal,
WebMoney, fAunekc.densru, QIWI Komesnek, 60HyCHbIME KapTaMu WX APYTUM YIOOHBIM Bam crio-
COOOM.
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