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BBenenune

buoxumms — 310 Hayka O CTPYKType MOJIEKYJ, BXOISIIUX
B COCTaB KMBBIX OPraHM3MOB, a TAKKEe O MEXaHU3Max HX Ipe-
BpALIEHUI BHYTPU OpraHU3Ma WX KJIETKHU.

TepMUH «OHMOXUMUS» SMU30AUYECKH YIOTPeOsIcs ¢ cepe-
aunbl XIX Beka, B KJIACCMUECKOM CMBIC/IE OH ObUT IpeJIokeH
U BBEAEH B HayuHylo cpey B 1903 rogy HEMELIKMM XMMUKOM
Kapnom Heit6eprom.

buoxumus sBisieTCsl MPOAOKEHUEM OPraHMYECKON XUMMUU.
CoOCTBEHHO MHOTHME MOJIEKYJIBl (CIIUPTHI, TETEPOLMKIIBI U JIpY-
rue) SBJISIOTCS 0OBEKTAMU UCCIIEI0OBAHNI CIIEIUATIMCTAMU B 00-
JIaCTA OPraHUYECKON XUMHUH.

buoxumus uzyyaer CTpyKTypy, CBOWCTBA M (PyHKIIUM MoJie-
KYJI, BXOASIIUX B COCTAB )KMUBBIX OPraHU3MOB. DTy YacTh OMOXU-
MHH U3y4aeT pasfesl, KOTOpbIi noayumi Ha3BaHue «CTpyKTyp-
Has Oouoxumusi». Kpome atoro cyrectByeT BTOpoi paszel, 1no-
Jy4UBLIMIA Ha3BaHue «broxumusa metabonusma». Bee Moneky-
JIbl, KOTOpPBIE BXOJAT B COCTaB KJIETOK U OPraHU3MOB ITpeBpallia-
I0TCS IpYyT B JIpyra B XOJ€ MHOXECTBA XMMUYECKUX PEaKLUH.
VIMeHHO NO3TOMY KJIETKA — 3TO CJIOKHEHIas XUMUYecKast CH-
CTeMa, COCTOSIIIAsA U3 MHOKECTBA MOJIEKYJI, KOTOPbIE IOCTOSTHHO
BCTYIAIOT B pa3/InuHbIe PEaKIIny, B pe3yJibTaTte 00pa3yloTcs Apy-
rue Ouosyoruueckre Monekyabl. COBOKYITHOCTh BCEX ITHX peak-
I TIOMTyYrJIa Ha3BaHue MeTadonmu3M. Bee peakimm MeTabomms-



Ma MOJPA3EISIOT Ha ABe OOJBIIME TPYIIBI: KAaTaOOIM3M U aHa-
00IM3M.

Peakiuu kaTaboim3Ma — 3TO peaKkIuy SHEPreTUIeCKoro 00-
MeHa, TO €CTh XMMHUYECKUX MPEBPAIICHUI OPraHuIeCKUX MoJe-
Ky B sHepruio AT®. AT® wim aneHosunTpurdocdar sBiasercs
OCHOBHBIM MICTOYHUKOM SHEPTUM ISl TPAHCIIOPTHBIX, MEXaHH-
YEeCKHX U JIPYTUX KJIETOYHBIX MMPOIeccoB. Peakinu sHepreTuye-
CKOro oOMeHa HampaBJieHbl Ha cCUHTe3 MoJieKys1 ATO.

Peakiu aHa0oM3Ma — 3TO peakIy TUIACTHYECKOro oOMe-
Ha, HalipaBJICHHbIE HA CUHTE3 MOJIEKYJI, U3 KOTOPBIX COOMPAIOTCS
KOMITOHEHTHI KJIETKH, B pe3yJIbTaTe OHA PacTeT U pa3MHOXKaeT-
cs. YacTo ofHa MoJieKyJia IpeBpaliaeTcs B APYrylo He pe3yibTa-
Te OJHOW PEaKIuH, B pe3y/bTaTe UX MOC/e0BaTeIbHOCTA. DTU
TMIOCJIE/IOBATEIFHOCTH PEAKIUi Ha3bIBAIOT METAOOIMTUIECKUMU
MY TAMH.

JlaHHbI y4yeOHUK Ha3biBaeTcsl «Buoxumus meraboam3mar.
B Hem paccmarpuBaroTCs MoC/eI0BaTeIbHOCTH PEaKIIui OCHOB-
HBIX META0OJMTUYECKUX IMyTeH TUIACTUYECKOTO W SHepreTude-
CKOTr0 OOMEHOB, a TaKKe MEXaHU3MBbI PEryJISIIUA CKOPOCTU ITUX
METa0OTMTUIECKUX TTyTEH.



TepmoauHamuka
OMOXMMHYECKHX PeaKIiu

Kierka cocTouT M3 MHOXKECTBA Pa3IUYHBIX MOJIEKYJ, 4acTh
U3 HUX OOHAPYXUBACTCS y BCEX KHMBBIX OPraHU3MOB, TOTIA KaK
Jpyrasi 4acTh YHUKaJbHA JJIs1 KJIETKUA W/WIN OTAEJIBHOIO Opra-
HU3Ma. COOTBETCTBEHHO, HEOOXOIMMO ITU BEIECTBA CUHTE3U-
poBath. B KaxJ0i KJeTke B OIHY €IMHUIy BpeMEHH MTPOUCXO-
JUT MHOXECTBO XUMHYECKUX peakiiuil. COBOKYITHOCTb BCEX pe-
aKIUI KJIETKU MOY4YUJIO Ha3BaHue — MeTabonu3M. B kakom-1o
NPUOIVKEHUH KJIETKY MOKHO CPaBHHUTH C PEaKTOPOM, B KOTO-
PO¥ TPOUCXOAUT MHOKECTBO PEaKIIUid, U3 Yero MOXKHO CUUTATh
KJIETKY XUMUYECKOW CUCTeMO. [l onucaHusi TaKUX CUCTEM
1 c(OPMYJIMPOBAHBI 3aKOHBI TEPMOJUHAMUKHU.

[lepBblii 3aKOH TEPMOAVHAMUKY [JIACUT: BHYTP€E€HHSsIsI JHeP-
rUsli CHCTeMbl BMeCTe € ee OKpPY:KeHHeM OCTaeTcsl Io-
CTOSIHHOM. DTO OHa U3 (POPMYJMPOBOK 3aKOHA COXPAHEHUSs
SHEpIuu, COIIACHO KOTOPOM MOXHO yTBEpPXKJaTb, YTO IPH JIIO-
ObIX I3MEHEHMSIX CICTEMbl BHYTPEHHSIsS SHEPIvsl HE YTPaunBaeT-
cs1 ¥ He ipuoOpeTaercs. BMecrte ¢ Tem BHyTpH paccMaTprBaeMou
CHCTEMBI SHEPrHsl MOXKET MePEXOAUTh OT OAHOM ee YacTu K ApY-
rOU WJIM NTpeBpallaThcs U3 onHOU (popmbl B Apyryto. Hanpumep,
XUMHUYECKasi SHEPTUsI MOXKET MePEXOAUTD B TEIIO, IPEBPAILiaTh-
Csl B JIEKTPUYECKYIO SHEPIUI0, SHEPIUI0 U3JTyUeHUs] WK B Me-



XaHUYECKYIO SHEPTHIO.

BTopoi1 3aKOH TEpMOAVMHAMMKHU TJIACUT: IHTPONMS CHCTe-
MbI IPH CAMOIPOM3BOJILHLIX MPOIleCCaX BO3PacTaerT.

DHTPONUA CIY)KUT MEPOU HEYOPSIIOUEHHOCTH, XaOTUYHO-
CTU CUCTEMBI U IOCTUTAET MAKCUMYMa, KOI/1a CUCTEMA MPUXOAUT
B UCTMHHOE paBHOBecHe. [Ipy MOCTOSIHHBIX TeMrepaType U 1aB-
JICHUU COOTHOIIIEHUE MEeX/1y U3MEHEHUEM CBOOOIHOU SHEpruu
cucreMbl (AG) u uzMeHeHuem sHTporuu (AS) npeacrabisieT-
Cs1 CIIEAYIONTUM BBIpaKeHHEM, KOTOpoe OObeAMHSET 00a 3aKOHA
TEPMOIVHAMUKU:

AG= AH-T AS.

riae AG — u3MeHeHre CBOOOIHOM SHEPIUH CUCTEMBI, TO €CTh Ta
4aCcTh U3MEHEHHUS] BHYTPEHHEW SHEPIUH CUCTEMBI, KOTOPAsk MO-
KeT TpeBpamarbcsi B padoty, AH — u3MeHeHHe SHTAJbIHN
(terutothl), T — abcomoTHAS TemIieparypa.

B ycnoBusix, mpu KOTOPBIX MPOTEKAIOT OMOXMMUYECKHE PeaK-
i, AH npubmusutensio paBHO AE-W3MeHeHMI0 BHYTpEHHE!
SHEPruM CUCTEMBI B pe3yJIbTaTe peakiuu. B 3Tux ycnoBusx npu-
BEJICHHOE BBIIIIE BHIPAKEHUE MOXKHO 3aIKCcaTh B BUJE:

AG= AE-T AS

Ecimu AG oTpuLaTesipHO, TO peaklys MPOTEKAET CaMOITPOU3-
BOJIbHO U COITPOBOXK/IAETCS] YMEHbIIIEHHEM CBOOOIHON SHEPIUU.
Takve peakuuy Ha3plBAlOT dK3eproHmyeckumMu. Eciu k To-



My ke AG BeIMKO 1Mo a0COMIOTHON BEJTMYMHE, TO PEaKIUs UJeT
MPAKTUIECKHU JI0 KOHIA U ee MOKHO pacCMaTpuBaTh Kak HEOO-
parumyio. Eciu sxe AG MoJoKUTENBHO, TO peakius OyaeT mpo-
TeKaTh TOJbKO IMPH TMOCTYIUIEHUM CBOOOTHOW SHEpruv M3BHE;
Takasi peaklivsi Ha3blBaeTCsl dHJAeProHm4eckoi. Eciu k To-
My ke AG BEJIHKO, TO CUCTEMA ABJIAETCA YCTOUUMBOU U PEAKLIMA
B 9TOM CJly4yae MPaKTUYECKU HE OCYILECTBIISETCSI.

[Ipu AG paBHOM HYJII0 CHCTEMA HAXOIUTCSl B PABHOBECHH.
[Tpuuem pepments He BnusiioT Ha AG peakuuu AG=-RTInKeq.
Takum 00Opa3oM COBMHYTh PaBHOBECHE MOXHO JIMOO cooOIIast
CHCTEME [JIOTIOTHUTENIbHYIO SHEpruio (Mpole BCEero HarpeBaHU-
eM) 100 yBeIuuMBasi KOHIIEHTPAIMIO peareHToB. Peakius Mo-
KET MPOTEKaTh CHOHTAHHO TOJILKO MPU OTPULIATESIbHOM 3Ha-
JeHun n3MeHeHus1 cBoOomHon sHeprun (AG). AG He 3aBUCHT
OT MYTH, TI0O KOTOPOMY MJIET PEAKIHs, U 3aBUCUT TOJIBKO OT MIPU-
POZIbl pearupyomyx BEIIECTB U UX AKTUBHOCTHU (KOTOPYIO MOX-
HO MHOTIJa PUMEPHO ONPEAENATh MO UX KOHIIEHTPALIKK).

V3meHeHne CBOOOHOW SHEPIUW PEaKkIK B YCIOBHSX, KO-
I7la aKTUBHOCTb PEarupyolmx BeecTB U 00pa3yIoluxcs Mpo-
JOYKTOB paBHA €UHMUIIE, HA3bIBAETCS] U3MEHEHUEM CTaHIapPTHOW

CBOOOJIHOV SHEPrUH (AGY). N3mepstioT u3MeHeHrne CBOOOTHOMN
9HEepPruv B CTAHAAPTHBIX YCJIOBUSX, TO €CTh MIPU JaBJieHUH | at-

Mocdepa, 298" Kesbeuna (mm 25° C), a Tak ke KOHUEHTPAlU
pearupyomux BeriecTB OJMHAKOBHI U paBHbI | M. B 6uonornye-
CKHUX CHCTEMax JIJaHHbIE MapaMeTpbl He COOMOIAI0TCS, OCOOEHHO
OTHOCHTEJILHO KOHIIEHTPAIIUI pearupyoniux BeecTB, B IPUPO-



Jie KOHLICHTpAlMsl Pearupymollyx BEIIECTB HUKOI/A U HE COOT-
BETCTBYET CTaH/IAPTHHIM, UMEHHO TIO9TOMY B OMOXVIMUU UCTIONTh-

3yeTcsl OHSTHE AG" KOTOPOE COOTBETCTBYET MOHATHIO CBOOOI-
HOM SHEpPruu B (PU3UYECKON XUMUU.

Ecimu paccmotpets peakiyio A + B & C + D.

AG 3TOH peakiuu AaeTcs ypaBHEHUEM

AG = AG" + RTIn ([C1[D]1/[A][B])

raie AG°— u3MeHeHre CTaHIapTHOW CBOOOIHOM SHepruu, R-
razoBasi ocTosiHHasA, T-a0comotHas Temrieparypa, [A], [B], [C]
u [D] -mMonsipHble KOHIIEHTpaluy (TOUHee aKTUBHOCTU) pearu-

PYIOLLMX BEILECTB. AG-m3menenre cBoGOIHOT SHEpPIUU peaK-
LIMU NPU CTAHJAPTHBIX YCJOBHUAX, KOrJa Kaxaoe U3 pearupylo-
nwx BemectB A, B, Cu D nipucytcrByet B KoHUeHTpauumu 1,0 M.
Takum o6pazom, AG peak1My 3aBUCUT OT IPUPO/IbI pearupylo-
IIMX BEIIECTB.

MOXHO JIETKO BBIBECTM COOTHOLIEHHE MEXJy CTaHAAPTHOU
CBOOOJIHOV SHEPryuei M KOHCTAaHTOW paBHOBECHS peakiuu. B co-
crossHuM paBHoBecuss AG = (. YpaBHeHHe Torja npuooperaer
CJIeAYIONIUIA BU;

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

q)epMeHTI)I HC BJIMAIOT HA KOHCTAHTY PaBHOBECHU:A, CJIICAOBA-



TEJIbHO, YCKOPSIIOT TOJIbKO CAMOIIPOU3BOJIbHO UIYIIIUME PEAKIIUHU,
rae AG menbiie Hyad. Ho B KJleTKe MHOKECTBO peakLMU OCO-
OeHHO B mpolieccax OMOCHHTE3a U3MEHEeHUe CBOOOTHON SHEp-
ruu OOJIbIIIE HYJIS, UTOOBI 9Ta PeaKIHs MPOIIia HEOOXOIUMO CO-
0O0IIIaTh SHEPTHIO CUCTEME, YTO B XMMHHM Yallle BCErO MPOUCXO-
JIMT 32 CUET HAarpeBa CUCTEMBI, B OMOJIOTMUECKUX CHUCTEMaXxX 3TO
HEBO3MOJKHO M3-3a Mpek/e BCero AeHaryparuio oenka. [1oaro-
My B OMOJIOTMYECKUX CHCTEMax MOSBUJICS OOXOMHOM IMyTh: CH-
cTeMa COMPsDKEHHBIX peakiivid. B ogHOW TOYKe MpOCTpaHCTBa
(B 1TaHHOM CJTy4ae KaTaTUTUYECKOM LIEHTPE) MPOUCXOISAT OJHO-
BPEMEHHO JIB€ peakuu: y ogHou AG MOJOKUTENBHO, Y IPYron
orpurarensHo. Eciu cymmapHoe AG oTpunatesisHo To 00e pe-
aKIIUM UAYT CIOHTAaHHO. VIMEHHO Tak oOecreuynBaeTcsl MPUTOK
SHeprum B cucremy. Hambosnee pacripocTpaHeHHOU COMpPSIKEH-
HOW peakiuen sipisiercs: ruaponaus ATO.

[maBHBI ompenenuTeNh XOda peakiiud — CBOOOTHAS dHEp-
rus (AG)

B kuetke ectb oueHb HykHas peakuus 1, Ho AG1> 0 — peak-
s 1 He UaeT, MO3TOMY B KaTATUTUUECKOM LIEHTPE €CTh COMpsI-
keHHas peakuus 2, AG2 <0 — peakius 2 uner. B karaauruue-
CKOM IIEHTPEe HaXOATCS CyOCTpaThl 00EUX PEeaKIIHid.

[oiner mm peakuys 1 B 3TOM TOUYKE ONMpPENEseTCs: CymMap-
HBIM U3MEHEeHUeM CBOOOTHOM SHEPriy B JJAHHOW CHCTeMe (KaTa-
mutndeckoM 1ieHTpe): X AG = AG1 +AG2;

ecmu 2 AG> 0 — peakuust 1 He uger

ecmn 2 AG <0 — peakuus 1 uger.



HeoOxoauMbIx peakiuil sl KJIETKH, Ubsi CBOIHAS SHEPrHsl
Ootbilie HyJISI OYeHb MHOTO, HO BTOpast COTPsDKEHHAS] PEaKIIs,
KaK JIOHOP HEPTUM JJis CUCTEMBI JOKHA OBITh YHU(PUIIIPOBA-
Ha. CrenoBaresibHO, HEOOXOIUMa peakiusi 2 (ConpsiKeHHas ) —
yHUBepcaibHas u odecneunBamomas = AG <0. Tak cloxuaoch
B IPOILIECCE BOJIIOIUM, YTO YHUBEPCATIBHOU COIPSAKEHHOU pe-
akiuen crana peakuus rugpoiunza ATO.

AT® — 310 yHMBEpcabHasl SHEPreTUUecKas Bamora B OUO-
JIOTUYECKUX CHUCTeMaXx, MPEJICTAaBIsIeT COO0K0 O0raTyio SHepruei
MOJIEKYJTy, UYTO OOYCJIOBJIEHO HAJTMUUEeM B HEW JIBYX aHTHIPU/I-
HBIX CBSI3€U. DJIEKTPOCTATUUECKOE OTTAIKMBAHUE MEXKYy STUMU
OTPULIATEJILHO 3apPSAKEHHBIMU I'PYIIIAMY YMEHbLIAETCS ITPU TU]I-
pomuze AT®. A/I® u OH, cTaOUIM3UPYIOTCS MO ISUCTBUEM pe-
3oHaHca B 6onbinel crenenu, yeM AT®. ['mapomuz ATD cnsu-

raeT paBHOBECHE COIPSIKEHHON Peakiiy MPUMEPHO B 103 pas.

Kpome toro, AT® noctatoyHo ycToiiuMBasi MOJIeKyJ1a U Bpe-
Ms ee JKM3HM JOCTaTOYHO BeJuKo. Takum oOpa3zom, mjis odec-
TIeUYeHUsI MPOIIeCCOB OMOCHMHTE3a KJIETKA MOCTOSTHHO HYXKJIAeT-
¢4 B ripuToKe 3Heprun — AT®. B xone cuHTe3a opraHusm rnepe-
BOJWT OOJiee OKUCIIEHHBIE BEIECTBA B MEHEee OKUCIICHHBIE, JIJISI
Yero HeoOXOAUMBI JJOHOPHI MPOTOHOB U 3eKTpoHOB: NADH,
NADPH u FADH,.

COBOKYITHOCTb PeaKIil OKUCIICHUS PA3JTIMIHBIX OMOMOJIEKYJT
(YrneBoaoB, IMIIUMAOB, AMUHOKHCIIOT, HYKJIEOTH/I0B) HAITPaBJIEH-

Hbix Ha cuaTe3 AT® u Boccranoienne NADY, NADP* u FAD"
TOJTy4K/Ia HA3BAHHUE — SHEPreTUUECKHil MeTa0OMI3M KJIETKH HTH



katabom3M. Torma Kak COBOKYIMHOCTh peakinii OMOCHHTE3a
OUOJIOrMYEeCKUX MOJIEKYT M COOPKU M3 HUX KJIETOYHBIX KOMIIO-
HEHTOB HAa3bIBAIOT IIJIACTUYECKUM OOMEHOM MJIU aHAOOIM3MOM.

Takum oOpa3om 00U MeTaboIM3M KJIETKA MOXHO pasfie-
JIATH Ha JIBe OOJIBIINE YaCTU: KaTadOoJIU3M 1 aHAOOIN3M.

DHepreT4ecKuii 0OMeH KJIETKHU TOApA3/IeNseTCs B 3aBUCH-
MOCTH OT KJIacCa OKMCJISEMbIX COeIMHEHUI Ha HECKOJIBKO Ha-
MpaBJICHU:

OKHCJIEHUE YTJIEBOJIOB;

OKHCJIEHUE JIUIHUJIOB;

OKHUCJIEHHE OEJIKOB.

Benku BHIMOMHSIOT MHOXKECTBO JIPYTMX BaKHBIX (DYHKITHM,
MO3TOMY PACHICIUISIIOTCS PEaKIUsAX SHEPreTUIecKoro oOMeHa
B HEOOJIBIIINX KOJIMYECTBAX WM B CTydae nepuIuTa Jpyrux Mo-
JIEKyJ1 ICTOYHUKOB 3Heprur. OCHOBHBIMY MOJICKYJIAMH BCTYTIa-
IOIIMMU B PeaKIMK KaTadoIM3Ma SIBJISIIOTCS YIJICBOIBI U JIITH T
(TpUALIMIITIIALIEPUIBI ).

YreBonp! ABJISIOTCS OMHAM U3 OCHOBHBIX UICTOYHUKOB SHEP-
TUU JJTs KJIETKU TIPUYEM BBIJICNISIIOT JIBA MTyTH OKKCIICHUS yIJyie-
BOJIOB: OECKHUCIOPOHOE (MJIM aHa3POOHOE) U C YYaCTHEeM KHC-
nopona (aspobnoe). K aHaapoOHBIM MyTSAM OKHUCIIEHUSI YTIIeBO-
JIOB OTHOCSITCSI TJTUKOJN3, IeHT030(hoc(aTHBIN IYHT U Pa3HOO0-
pasHbie BUIbI OpokeHus1. [TTMKOMU3 SIBJISIeTCS] He TOJIBKO yTeM
OKHCJICHWSI MOHOCAXapuOB B MapaijiejibHbiM cuHTe30M AT,
HO U MPEJTIONEN K My TSIM a9pOOHOTO OKUCIICHHSI WIIH KJIETOYHO-
MY JBIXaHUIO.



PaccMoTprM Iy TH OKHUCIIEHUsI YIIIEBOIOB OoJiee MOIPOOHO.



I'mukoJyns

[IMKoMM3 — 3T0 COBOKYIHOCTh PEAKLMI NIPEBPALIEHUs III0-
KO3bI B MUpYBaT. ¥ a3pOOHBIX OPraHU3MOB ITIMKOJM3 CIIYKHUT
Kak OBl TIpEeMoMe K LUKy TPUKApOOHOBBIX KUCJIOT W IIENH
NepeHoca JEKTPOHOB, B XO/le KOTOPbIX 3amacaercsi OoJibliast
4acTh CBOOOIHOI 2HEpruu, coaepxkaiteiics B rmokose. OTKpsI-
THE IJIMKOJIN3a MOCJEJ0BAJIO HEMOCPEICTBEHHO 32 IKCIIEPUMEH-
Tamu BioxHepa, a Takxe ['apaena u Mlonra no cOpaxiuBaHUIo ca-
Xapa IpoxKeBbIM COKOM. Bckope ¢ n3yueHuem cnupToBoro 0po-
’KEHUS CIIMJIMCh MCCIIENOBAaHUA JPYTrOoro HalpaBJIEHUs, CBA3aH-
HblE C U3YYEHUEM MbIIIL. PU3HOJIOTY 3aMHTEPECOBATIMCH MPO-
reccom, Omarogapsi KOTOpOMY HM30JIMPOBAHHAS] MBIIIA MOTJIA
MIOJTy4aTh SHEPIHIO 11 COKPAIIEHUSI B OTCYTCTBUE KHUCIOPO/A.
XWUT NOKa3al, YTo SHEPruio o0ecreynBaeT MpeBparieHue -
KOTeHa B JIaKTaT, a HeCKOJIbKO rno3aHee Meiieprod mpoaeMoH-
CTPUPOBAJI, UTO MPOUCXOIAIINE ITPU STOM XUMUYECKHE PEAKLIUN
CXOZIHBl C TEeMH, KOTOpble HaOMIOAAIOTCS MPU CIIMPTOBOM Opo-
’KEHUU. YCTAHOBJIEHUE CTPYKTYpbl M3YUYEHUIO IVIMKOJIU3A, MPO-
BefleHHbIME DMOneHoM Bo Ppankdypre u [lapracom B [Nonb-
mre. TakvM myTeM BCKOpe OblIa BBISICHEHA TOCIEI0BATETbHOCTh
peakimii rmkonu3a (myth dMoaeHa — Meiieproda — [apHaca).
Bce depMeHTHI, KaTaJIM3UPYIOIIUE OTAEIBHBIE CTAIUU IIPOLIECCa,
K HACTOSIIIEMY BPEMEHU BbIJEJICHBI, 3aKPUCTAILIM30BAHBI U T10-
IpoOHO M3ydeHbl. Bee mecsaTh peakiuil MIMKOINU3a MPOTEKAoT



B I'MaJIoIUIa3Me.

OCHOBHBIM MOHOCAXapUI0OM MOCTYHAIIINUM B ITIMKOJINU3 $B-
JII€TCS TIIIKO3a. B )KMBOTHOM KJIETKE MPUCYTCTBYIOT KAaK CBO-
6onHas MIOKO3a (MOCTYMUBIIAs Yyepe3 MeMOpaHy M3 BHEIIHel
Cpelipl), TaK ¥ MPOAYKT pacnaia NIMKOreHa (;KMBOTHOIO MOJIKCa-
Xapuzia — MOHOMEPOM KOTOPOTO SBJISAETCA ITII0KO32).

Bcst mociie1oBaTeIbHOCTh peakIvid TIIMKOJIM3a MOXKET ObITh
pa3buTa Ha yeTbipe CTaauu (MOCIe0BATEIbHOCTh PEaKIUi IJIH-
KOJIM3a MIPEJCTaBJIeHa Ha pUCYHKE 1):

MOATOTOBKA K pa3pbIBY LIETIH;

pa3pblB LENHU U YCTAHOBJIEHUE PABHOBECHUS MEXJy TPUO30-
ocdaramu;

OKHCIUTeIbHOE oOpazoBaHue ATD

npeBpaieHue 3-gpocdorauuepara B MpyBar.

IlepBblil 3Tan — NOArOTOBKA K Pa3pbIBY LeNu:

B rmmkonu3 Moryt moctynarb pasjiMuHble CBOOOIHBIE Ilie-
CTUYIJIEPOJIHbIE MOHOCaXapubl (IeKCo3bl) ITI0K03a, (PpyKTO3a
U JIpyIrHe, a Takke IVII0KO3a U3 IIMKOreHa. B mepBou peakunu
poUCXOoAUT (PochOPUIMPOBAHUE MOJIEKYJIbI ITIIOKO3bl €€ OCy-
HIECTBISIET (DEPMEHT T€KCOKMHA3a BO BCEX OPraHax M TKaHSAX
WIY TJIIOKOKKMHA3a B niedeHr. O06a pepMeHTa OTHOCATCS K KJlac-
Cy TpaHc(epas, U OCYLIECTBIAIOT NEPeHOC (pocaTHOM I'PYIIILI
¢ mosiekysibl AT® Ha Monekyy MTIOKO3bl ¢ 00pa30BaHUEM IITIO-
K030-6-ocdara, ATD B 1aHHOM cilyyae sIBJISIETCS Kak JOHOPOM
SHEPruM, Tak U JTOHOPOM (bocaTHOW TPyIIIbI, 32 CUET 3aTPaThl
AT® mporcxomuT, BO-TIEpBbIX, 00pa30BaHUe aKTUBHON (DOPMBI



MOHOCaxapu/a, Tmoko30-docdara, BO-BTOPBIX, 00ECIIeUNBACT-
cs1 HeOOpPaTUMOCTh Peakluil IMKoMM3a. PazHuia mMexay dep-
MEHTaMHM 3aKJI04aeTcs B crieluduIHOCTH (ITIIOKOKMHA3a Oosee
creurpryHa B3aMMOJENCTBYET TOJIBKO C INIIOKO30M, TeKCOKMHA-
3a MeHee crienudpuuHa GochopuIrpyeT BCe IeKCo3bl); B pac-
npeJesieH B OpraHu3Me (ITIOKOKKMHA3a B TIeUYeHH, TeKCOKMHA-
32 B OCTAJIbHBIX TKAHSIX OPraHU3Ma); B Peryasiu (CMOTPU HU-
*e). Bropoii myTh Bxoza uepe3 rioko30- 1-ocdat. Tak Bxoasr
B IVIMKOJIM3 IJIIOKO3a U3 IIMKOre€Ha U rajlakTo3a.

Oo6pazoBasimiicsi  ppykT030-6-pochar mon  JerCTBUEM
ochodpykrokunass nmpespamaercs 1,6-ppykrozodudocdar.
dochodpyKTOKMHA3A TaKKE OTHOCUTCS K KJlaccy TpaHcdepas.
HoHopoM sHepruu ¥ ¢ocaTHOM IPYTIIbl B 3TOW PEeaKIIUU SBJISI-
ercst mosiekyna AT®. To ecTb 3aTpaunBaeTcs €Ie O1Ha MOJIEKY-
Jga AT®. Dt1o nenaet nocaeaoBaTeIbHOCTh PeaKIMY INIMKOIN3a
OKOHYaTeIbHO HEOOPATUMON, a KpOME TOro 00pa3yeTcsi CHUMMET-
pUYHasl MOJIEKYJIA, YTO BasKHO AJIsI BTOPOTO 3Tarna IIUKOIU3a.

Bropasi craansi — pa3pbiB 1[eN4 1 YCTAHOBJIEHIE PABHO-
Becusi Me:xxy Tpuo3ocgocdaramu
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Pucynok 1: Cxema peakimii IIMKoiau3a, uuppamu B Kpyx-
Kax Ha3BaHus epMeHTOB. 1 — mmmkoreHdochopuiasza; 2-rwo-
ko3o(ocdaruzomepasa; 3 — rekcokrMHa3za (ITIIOKOKMHA32 B reve-
HU); 4 — DIOK030-6-pocdaTnzomepasa; S — pochodpykToku-
Haza; 6 — asipionaza; 7 — Tpuosodocdaruzomepasa; 8 — rmiie-
poanbieru-3-gocdar okcugopeaykraza ¢Gpochopruupyoas;
9 — 1,3-6udocdormuneparkunasza; 10 — pochormmneparnzome-
pasa; 11 — eHonasa; 12 — nupyBaTKiHA3a (YepHbINA KPYT ¢ OYKBOM
P B nentpe o6o3Havyaet ocdarHyio rpyrmiy).

I'mukoren — 3To 3anaca101u1/1f/’1 nojmrcaxapull JKuBOTHbBIX COCTO-



s u3 o-D-rmokossl. Tlog geiictBuemM rmkoren ocgopu-
J1a3bl IPOMCXOJUT OTILEIUIEHUE OCTATKOB IJIIOKO3bI OT MOJIMMEp-
HOM 11eTT1 [JIMKOTreHa, NMapasiiesIbHO POUCXOIUT MPUCOESAUHEHNE
(ocatHoOI rpynIbl K MOJIEKYJIie TITI0KO3bl C 00pa30BaHUEM TITI0-
K030-1-(pocara, toHOpoM U 3HEpruu, U ¢GocaTHON TPyIIIbI
spisiercst Mosiekyna AT®. Yepes obpazoBanue Tmoko30- 1 -doc-
(para B rmmKonu3 nocrynaer rajgakrosa. K rajakrose npucoenu-
Hsercss YT® ¢ obpazoBanuem VY JIP-ranaktos3sl, KOTOpas Mo
JeiicTBUEeM 3numMepasbl npeBpaiuaercs B Y Id-rmokoszy. V Id-
ITIIOKO3a paclajaercss Ha DIoKo30-1-pocpar 1 YM®P, nan-
HYI0 peakiuio Karamusupyet Y I®-rmoko3onupodocdopunaza.
OOpazoBaBIMiics TIIOK030-1-docdar nsomepusyercs B IJIO-
K030-6-pocar ¢ocdormokonzomepassl. Takum odpazom 00-
pasyercsl akThBHasi (hbopMa IIIOKO3bI MMIOK030-6-pocdar. 3a-
TEM ITPOUCXOIUT M30MEepHU3aLIUs III0K030-6-ocdara B ppyKTO-
30-6-ocdat noa aercTereM nzomepasbl. PpykTo30-6-hocdar
MOXeET 00pa30BBIBATLCS U M3 CBOOOAHOUW (DPYKTO3BI MO JIeH-
CTBUEM T€KCOKMHA3bI.

[Tocne obpaszoBanus 1,6-ppykrozodudocdara HaurMHAETCS
BTOpas craaus rmkoiusza. Paciiennenue ¢gpykrozogudocda-
Ta KaTaJIu3UpPyeTCsl ajbA0a30i, OTHOCSIIEHCS K KJaccy JiH-
a3; B pe3yybTaTe 00pa3yloTcs rmiepaibaerui-3-gocdar u au-
okcuanetrondocdar. Mexay stumu aAByms Tprozodocdaramu
B pe3y/bTare IEMCTBUS MU30Mepa3bl YCTAHABIMBAETCS PAaBHOBE-
cue. Takum o6pa3om, 0OMeH 00erX MOJOBUHOK T'eKCO3bl MOKET
MOWTH TIO IMYyTU MPEBPALICHUs] B MUPYBaT 4yepe3 Iulepaibie-



rua-3-gocdar. B 1o ke Bpems s quokcuatietoHdocdara cy-
IIECTBYET U APYIOi MyThb, CBA3AHHBIN C BOCCTAHOBJIEHUEM B IJIM-
uepodgocdar — npeiecTBeHHUK JUIUA0B U B IPOMEXKYTOYHBIN
NPOOYKT B HEKOTOpHIX TUMax Opoxenus. Ho B ciyuyae rimko-
Jm3a nuruapokcuaiietondgocdar nou aeicrsreM Tpruo3zodocda-
TH30MEpPashl JIETKO Mpeodpasyercs: B IMIepoaibaeru-3-goc-
(ar, u mexay 3TMMU NPOAYKTAMU YCTaHABIMBAETCS PABHO-
BECHE, HO MIuuepaibaeru-3-gocdar, NOCTOSHHO M3bIMAETCS
B CJIEyIOIIME PEAKIMM [IMKOINU3a, TO3TOMY PaBHOBECUE C/IBU-
raercsi B CTOPOHY M30MEpPU3ALMU JUTHIpOKcuaneToHdocpara
B IMiepoanbaerua-3-gocdar, 1 370 MPOUCXOOUT IMpPaKTHYe-
CKHU KOJIMYECTBEHHO, [I03TOMY CUMTAETCS, UTO BECh JUTUAPOKCH-
arieroHdocdar npeodpasyercsi B rumiepoanbaerui-3-gpocdar,
Y IIPUHSATO yABaWBaTh MPOAYKTHI BCEX MOCIEAYIONIUX PEAKIUMA.
[unepoanbaerua-3-gocdar NocTynaeT B TPETHIO CTAUIO.
TpeTbst cTaaus — oKucJAUTENbHOE oOpa3zoBaHue ATP
['unepanbaerua-3-gocdar okucisieTcs oy JeMcTBUeM IJTH-
uepayibaerui-3-pocdar okcuaopeaykrassl pochopruIMpyoen
aKLEeNnTopoM 3EeKTPOHOB siBisieTcs NAD+, BoccTaHaBiIMBaKo-
mmiics 1o NADH. B pesynbrate o0paszyercss KOpOTKOKUBYIIAN
IPOMEKYTOUHBIN IPonyKT 1,3-6udocdormunepar, Bropas gpoc-
(arHas rpymma mocrtymaer u3 pactBopa. 1,3-6mdocdormie-
par sBJsIeTCsS HECTAaOWJIbHBIM coeuHeHueM, rpudeM AG rua-
poiM3a CBSI3U MEXIY KapOOKCHIIbHON M hochaTHON TpyIIIIH-
pPOBKamMu B 1 TMOJIOKEHUU MEHbIIIEe HYJIsA, a TI0 MOAYJIO OOJbIIe
sHepruu rugponusa pocpoanruapuanon cesazu ATO. Takue co-



€IMHEeHUsI Ha3bIBAIOT MaKpodpruyeckumu. 1,3-6udocdormuie-
part pacmagaercs mog aeiicteueM 1,3-6udocdormmiieparkuHassl
u oTiIervisiemas pocaTHasi rpymnmna nepeHoCUTCsl Ha MOJIEKYJTy
AJI® u B pesyabrata oOpasyoTtcs 3-ocdormunepar u ATD. Ta-
kot Tvn cuHTte3a AT® HazpBaloT cyOcTpaTHbIM (hpocopumpo-
BaHueM. To ectb (pocpaTHas rpyrnna nepeHOCUTCs: C MAKPOIPIu-
YECKOI'0 COEAVHEHUs (HEprus ruapoiansa pocgaTHON IPyIIIbl
1o Monymo Oosbiiie SHepruu rugponusa ATP, nostomy Bbije-
JIUBIIENCS SHEPrUuU JOCTaTOuHO 11151 pochoprmmpoBanus AP
n oopazoBanust AT®). O6pazoBaimiics 3-pocdornumepar no-
CTynaer B 4-i1 3Tall IMKOJIN3A.

YerBepras craaus — npespamenne 3-gocgorannepa-
Ta B IUPYyBaT

3-docormuuepar, uzomepusyercs B 2-pocdormiepar noj
neuncrteueM 3—2 docdoruiiepar usomepasbl. 2-docdorumiie-
par Jerugparupyercsi eHomnazou (2-gocdornmiepaTruaponia-
30i), TIPOMCXOAUT OTIIEIUICHHE MOJIEKYJIbl BOIBI OOpa3yercs
pocpoenonmupysart (PEIT), KOTOPBIN ABISETCH «MaKpOIPruye-
CKUM» coeluHeHueM, (hocopuiibHast Tpynna KOTOPOro MOXeT
ObiTh Jierko nepeHeceHa Ha AP (mon nevictBuem pepmeHTa
MUPYBaTKMHA3bI); OCTAIOIIMIACS IPU STOM €HOJI MMPOBUHOIPAJI-
HOM KMCJIOThl CAMOIIPOM3BOJIbHO MPEBPAILAETCS B 3HAUUTEIBHO
Oonee yctoiumBbiil TupyBar. [10CKONIBbKY Ha KaKAyl0 MOJIEKYTY
[JTIOKO3bI 00pa3yIoTCs ABe MOJIEKYJIbl (pochoeHONMUpyBara, STOT
IIPOLIECC BOCIOJHSAET 3aTpary AByX Mosiekys AT®, npoucxons-
IIyl0 Ha HAYaJbHBIX CTAWAX oOpa3zoBaHMs (PpykTo30-1,6-11-



(ocdara u3 rIIOKO3HI.

CymmapHasi peakius IJIMKOoIn3a:

I'moko3a +2AT® +2NAD +4A/1® = 2[TupyBat +2A 1P
+4AT® +2NADH

CymmapHbIil SHepreTuueckuil Boixof Bcero 2 AT®.

DHepreTuyecKkas Bbrofa rMKOJIM3a He BeJUKa, U UCTIONb3Y-
eTCs OpraHu3MaMHM JIMOO UMEIOIIUMHU JIOCTYIT OOJIBIIUM KOJIH-
JyecTBaM CyOCTpaToB (MOHOCAXapU/IOB), HAITPUMED Mapa3UTUYe-
CKHe OpPraHu3MBbl, TMOO W3-3a YCJIOBUH cpelibl (aHAapOOHbBIE Op-
TaHU3MBI).

[MyuKonM3 — 3TO OWMH W3 APEBHEWIINX METaOOTUTHUYECKUX
MyTei, M0 HEKOTOPBIM JIAHHBIM CUMTAETCS TEPBbIe KUBbIE Opra-
HU3MBI TIOJIyYaJld SHEPruio myTeM rmkonu3a. [lostomy mexa-
HU3MBI PETYJISIIUK TJIMKOIN3a OY€Hb XOPOIIO OTPEryJIMPOBAHbBI
Y HampapJieHbl Ha 0OecTieueHre KJIETKU SHEPruen ¢ OIHOW CTO-
POHBI, HO MPU 3TOM Ha COXPaHEHHEe PECYpPCOB KJIETKH C JAPYTOM.
MexaHu3MBbl PeryJsiuy ITUKOIN3a U3yUeHbl JOCTATOYHO XOPO-
1Io.



Peryasanus rimkoJan3a

Perynsauus rimkoan3a NpOUMCXOIUT Ha TPeX ITarnax:

Bxox 110K03bl B INIMKOJU3 (3TO €CTECTBEHHO, TaK KaK €CJIU
MPOIIECC He HYKeH, TO ero MpolIe He 3amycKaTh BOOOIIIe, a He 00-
pbIBaTh Ha IOJIOBUHE).

docdododpykTokrHa3HASA peaklus (peaklys HeoOpaTuMma,
KpoMe TOro B Hell 3aTpaunBaercs ATD).

[MupyBaTkuHa3HasA peakiys (peakiysl Takke HeoOpaTuma,
a KpoOMe TOTrO BaKHBIM SIBJISIETCS] TTPOLIECC YTHIIM3AIMU 00pasy-
IOLIErocs MUpyBara).

Teneps HEOOXOAUMO PacCCMOTPETh ITH 3Tarlbl OoJiee MoaPoo-
HO.

Bxox ri110ko3b1 B INIMKOJIN3

Kak ObL10 paccMOTpEeHO BblIIle, TIIOKO3a BXOTUT B TJIMKOJIH3
U3 CBOOOJHON IJTIOKO3bI WM U3 TMKoreHa. CBOOOIHAS TJTIOKO-
3a (ochopupyercss reKCOKMHA30M, aKTUBHOCTh 3TOro bep-
MEHTa PEerylIuMpyercsi: MPOUCXOIUT MHIMOUPOBAHUE TTPOLYKTOM
peakluu roko30-6-gocdarom. [losTomy HakorieHue ITIOKO-
30-6-ocdaTta pe3ko CHUKAET CKOPOCTb TEKCOKMHA3HOM peak-
1IMH, B pe3yJbrare HeT 3aTpat AT®, Tak Kak rioko30-6-gocdar
BO BCEX TKAHAX KPOME I€YEHU HaIpaBJIIETCS Ha PEAKIIMU OKUC-
nenus. Toraa Kak B MeYEeHU HAKOIUIEHHE MIIOK030-6-(ocdara
HEe MPOUCXOIUT, TaK KaK M3JMILIKU 3aracaioTcsl B BUJIE TIIMKOTe-
Ha, TIO9TOMY B ITleYeHU padoTaeT aApyrou (hepMeHT — MIIOKOKMHA-



3a, He UHTUOMPYEMBIH MPOYKTOM PEaKIIHH.

[Tpu BXOz1€ III0KO3bI U3 ITIMKOT€HA NepBast peakiys IJIMKOTeH-
(ochopunaznas, peryasuus raukoreHgochopuiiaszbl IPOUCXO-
JUT 1ByMS Ny TAMU. [lepBbiil BApUAHT NOCTTPAHCISLIMOHHAS MO-
nudukanms.

B ckeneTHbIX MBIIIIAX 3TOT (PEPMEHT MPUCYTCTBYET B JBYX
(popmax — B KaTraqMTUYECKH aKTMBHOM (POCHOpPUIMPOBAHHOM
dopme (pocdopuiiaza a) U B 3HAUUTENILHO MEHEe aKTUBHOM Jie-
ochopunuporanHoii popme (pochopuaza b) (cxema nepexo-
Jla M30pM TIpeJicTaByieHa Ha pucyHke 2). ®ocdopunaza a Obiia
NOJTy4Y€Ha B KpUcTajimyeckom Bue (mos. Macca 190 kDa). Ee
MOJIEKYJIbl COCTOSIT U3 JBYX MJEHTUYHBIX CYOBEIUHUII, KaxkIast
U3 KOTOPBIX COAEPKUT CYIIECTBEHHBIN 151 KATATUTUYECKOU aK-
TUBHOCTHU OCTAaTOK cepuHa B (pocopunrpoBanHon popme. CKo-
POCTb MPEBPAIICHUS] CTPYKTYPHBIX €IMHUIL TJIMKOTEHA B TJIIOKO-
30-1-pocdar peryampyercs B MbIILIIAX COOTHOIIEHUEM aKTHB-
HoW (pochopuiiasbl a u MeHee akTUBHOM hocopunassl b. B3au-
MOIIPEBPALLEHUS JIBYX ITUX (POPM IIMKOTreH(pOoCchOpUIassl Mpo-
UCXOIAT MOJ JeUCTBUEM criel(pUYHBbIX (DEPMEHTOB, KaTaau3u-
PYIOILIKX MpOIecC KOBaJIeHTHON mMoaudukanuu gochopuassl.
docdopunasza a npeBpaniaeTcsi B MeHee akTUBHYI0 pocopuia-
3y b nop aerictBreM (pepMeHTa, HazbiBaemMoro (ocgaraszoit poc-
opunassel a; 3T0T (pepMeHT, KaTaIU3Upysl T'MAPOIUTUYECKUIA
pas3phbIB CBsI3EH, yaasseT u3 MoJieKyJibl pocopuiiassl a pocdar-
HbIE TPYIIIBI, HEOOXOJUMBbIE /151 KATATUTUIECKOW aKTUBHOCTH.
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Pucynok 2. Cxema nepexona nsyx ¢opm docdopusiazbl.

docpopuaza b BHOBB ITpeBpalliaeTcs B akTUBHYIO (pocopu-
Jla3y a nop jaevcTBueM (hepMeHTa, Ha3blBaeMOro KMHa30u (oc-
(popuniazel b; oH KatanU3UpyeT peakiyio, B xoae kotopord ATP
(pocopunupyer ocraTky ceprHa B AKTUBHOM LIEHTPE MOJIEKYJIbI
(ochopunassr b, uro 1 mpuBoAUT K 0OpazoBaHUIo hochopuia-
3bl a. Takum oOpaszom, Onaronapsi A€HCTBUIO IBYX (PepMEHTOB,
ocdarazbl pocopuiiazbl a U KuHa3bl pocdopuiaszsl b, coot-
HOIIIEHWEe aKTUBHOW (pocopuiiasbl a U CPABHUTENIBHO MAJIO aK-
TUBHOM (pocpopmiiasbl b B KJIETKE MOKET U3MEHATHCA. B MbIIII-
1ax JEeWCTBYyeT BTOPOM MEXaHW3M PeryJisilivu riKoreHpocgo-
pwiazHoW akTuBHOCTH. Pocdopuiaza b, cpaBHUTENLHO Majo
aKTHBHAas (pOpMa, MOKET CTAaHOBUTHCS OoJiee aKTUBHOW B pe-
3yJIbTaTe HEKOBAJIEHTHOTO CBS3BIBAHMS C AJJIOCTEPUUYECKUM MO-
TyJISITOPOM 3TOro (pepMeHTta, KOTopbiM siBsieTcsi AM®; KoH-
ueHtpaius ke AM® B MplIax Bo3pacTaeT Mo Mepe pacnania
AT® B cokparuTenbHbIX cucreMax. AKTUBaluu hocopuiiassl b
nox aevicteueM AM® npenarcreyer AT®, BeIcTynalommm B po-



JIM OTPULIATENIBHOTO MOIyJisitopa. Takum 0Opa3oM, aKTUBHOCTD
pocopunazsl b onpenensercsa coorHomieHneM AM® u ATO.
B otimmuume ot pocopuiiazel b pocopunaza a He akTUBUpPYETCS
AM®; nostomy ochopuazy a HazbiBalOT MHOTIAa AM®P-He3a-
BUcUMON (popmoii, a pocopunazy b AMD-3aBucumoii.

Takum 00pa3oM, eCTh JBa MEXaHM3Ma PETYJISINHA, KOTOPBIM
NOAYMHSETCS NIMKOreH(ochoprIa3a CKeeTHOM MBIIILBL: 1) KO-
BaJIeHTHas1 MoAudUKalus MocpeaAcTBOM (ochOpUIMpOBaHUS
i aedochopuIMpoBaHrs OCTATKOB CEPUHA B aKTUBHOM II€H-
Tpe pepmeHTa u 2) ajuiocrepudeckas peryssanus pocgopunaszsl
b mytem HekoBasieHTHOTO CcBsI3bIBaHUSI ¢ AM® i AT®. B no-
KOSIIIEWCS MBILILIE NOYTH BCsA (pocpopuiaza HaAXOAUTCS B HEAK-
TUBHOW, WM b -(popme, MOCKOJIbKY B TaKOW MBIIIIE KOHIIEH-
tpauusa AT®. B neuenn rmmkoreHgocdopuiasa TakxKe MpUCyT-
CTBYET B a- U b-dopMe; B IpuHUUIE (PEpMEHTHI NIEUYEHU (PYHK-
IMOHUPYIOT MOJOOHO MBIIIIEYHBIM, OT KOTOPHIX OHH, BIIPOYEM,
HECKOJIbKO OTJIMYAIOTCS TI0 CBOEW CTPYKTYPE U PEryJsiTOPHBIM
coiictBaM. Paciiierienue riMKkoreHa B neyeHu UMeeT MHOe Ha-
3Hau€HMe, HeXeJM B MBIIIIAX; TOT MPOLECC CIYKUT UCTOUHU-
KOM CBOOOIHOM TmoKo3bl KpoBu. [lon nevictBuem gocdopua-
3Bl [IeYeHN 0Opa3yeTcs IMoKo30- 1 -pocdar, KOTopsIil 3aTeM Ipe-
BpalllaeTcs B IMIOK030-6-ocdar, SBASIONMICS yKe Hemocpe/-
CTBEHHBIM TIPE/IIIIECTBEHHUKOM CBOOOTHOM ITIOKO3bI. Peakims,
B X0j1e KOTOpo# obpazyercsi D-imioko3a KpoBH, KaTaTU3upyeTcs
(pepmenTOM IMI0K030-6-pocarazoil.

Bropoii 3Tan perynsumy INIMKOAM3a — Peryisius peak-



un oopazoBanus GppykTo30-1,6-audocdara, karanuzupyemon
ochodpykroknnazou. Pochodpykroknnaza (PPK) — 3ro
CJIOKHBIN aJUIOCTEPUUYECKU PeryaupyeMblii (bepMeHT, YIpaBisi-
€MbIii MHOTUMH aJIOCTEPUUYECKUMU TOJIOKUTESIbHBIMU U OT-
pULIATETbHBIMA MOAYJIATOPaMU. B CKeNeTHBIX MBIIIIAX aKTHUB-
HOCTb (pOC(HOPPYKTOKMHAZBL ONPEIENISAETCS KOHUEHTPALUSIMU
cyocrparoB atoro ¢epmerta (AT® u ppykTo30-6-ocdara)
u ero npoayktoB (AP u Ppykrozo-1,6-gudocdara); Bce
9TU COEMHEHUs] UTPAIOT POJIb AIJIOCTEPUUYECKUX PETYJISTOPOB.
OueHb BaXHBI TaKKe B KayecTBe peryasitopoB AM®, nurpar,

HIOHBI Mg2+, (ocdat u HeEKOTOpBIE Tpyrue METaOOIUTHI, TPUCYT-
CTBYIOILIME B MbIIIeYHOW TKaHU. OHaKo, x0T peryasauun PPK
3aBUCUT OT CJIOKHOTO B3aMMOJEUCTBUSA psa (PaKTOPOB, ITIaB-
HBIMH OTPUIIATESIbHBIMU MOIYJISITOPAMH 3TOr0 (hepMeHTa SIBJISI-
1orcd AT® u nurpar, a caMbIMU aKTUBHBIMU TTOJIOKUATENIBHBI-
mu monyiaropamu AM® u ppykroszo-1,6-nucpocdar. Beaknit
pas3, Korja npy O4eHb aKTUBHOM MBIILIEUHOM COKPAIEHUH KOH-
nentpaimss AT® nagaet, a sHepruu TpedyeTcst onbiie, ¢oc-
(podppyKkTOKMHA3HAS] AKTUBHOCTD YCUJIMBAETCS, J1a’Ke €CJIM KOH-
ueHrpaius ppykro30-6-docdara ouenp Hu3ka. Eciu, onHako,
ypoBeHb AT® B KJIETKE YK€ BBICOK 10 CPAaBHEHHUIO C YPOBHEM
AI® u AM®, To Kaxyieecs cpoacTBO (pocodpyKTOKMHAZBI
K (ppykT030-6-hpocdary cunbHO. B 3TOM cinyyae dpocdodpyk-
TOKMHAa3a Oy/leT KaTaJu3UpoBaTh PEAKIMIO JIMIIb [P CPaBHU-
TEJILHO BBICOKOM KOHIIEHTpauuu ppykTo30-6-docdara L{utpar,
OIUH U3 MPOMEXYTOYHBIX MPOAYKTOB LIMKJIA JIUMOHHON KHUCIIO-



ThI, yCHIIUBaeT MHruovMpoBaHue pocodpyKTOKMHAZH BHICOKH-
MU KoHLeHTparmsiMu AT®. B To xe BpeMs MOBBIIIEHHE KOH-
neHtpaiiu AM®, oOpasyroliierocsi B pe3y/ibrare ajeHUIaTKU-
Ha3HOW peaklMd B COKpAILAIOUIENCs MBI, CIYXUT OYEHb
MOIIHBIM CTUMYJIMPYIOIIMM MOAYJISTOPOM U TPOTUBOAEUCTBYET
uHruoupyomemy iusauio AT® Ha docdodpyKTOKUHAZHYIO
PEAKLMIO.

B pe3synbrare Bcex 3TUX CJIOKHBIX aJUIOCTEPUUYECKUX B3AUMO-
JEVCTBUI CKOPOCTb peaklivu, Kataimsupyemon dochodpykro-
KMHA30M, BO3paCcTaeT MHOIJa B COTHU pa3 MU MEPEXOAE CKEJIET-
HOW MBIIIIBI U3 COCTOSIHUS TTOKOSI K COCTOSIHUIO MAaKCUMAJTbHOM
AKTUBHOCTH.

TpeTbuM peryavupyemMbIM 3TAaloOM IJIMKOJIW3A SIBJISETCS MH-
pyBaTkuHa3Has peakius. [lMpyBaTKkMHa3a Takke MPUHAIJICKAT
K YHCIy aJUIOCTEPUYECKUX (PEPMEHTOB. DTOT (DEPMEHT BCTpE-
yaercs, [0 MEHbLIEW Mepe, B TpeX U30(popMax, KOTOPbIE OTIIH-
YaloTcs APYr OT JApyra Mo pacnpeiesieHui0 B TKaHSIX U MO pe-
aKIMM HA pa3jinyHble MOAYJIATOPBI. IIpU BHICOKMX KOHUEHTpa-
musax AT® kaxyieecss cpoACTBO MUpPyBaTKMHa3bl K ¢ocdoe-
HOJIMUPYBATy CPAaBHUTEJBHO HEBEJIMKO U COOTBETCTBEHHO HEBE-
JIMKa CKOPOCTh TUPYBATKUHA3HON PEaKIIMy MPU OOBIYHBIX KOH-
neHTpanusx gpochoeHonmupysara. [TupyBarkiHazy UHrHOUpY-
10T Takke aueTuii-CoA 1 BBICOKOMOJIEKYJISIPHBIE JKUPHBIE KUCIIO-
Thl — COEJUHEHU 1, UTPAIOIIIME BAXKHYIO POJIb B KAYECTBE TOILIMBA
IUTS IIWKJIA JIMMOHHOM KUCTOTHI. Takum 00pa3om, Korjia B KJIETKe
yike BerKa KoHueHTpauus AT® vunm koraa B HeM yke JocTarou-



HO TOTUTUBA JIIsI TIPOIIecca bIXaHUsI, 00ECTIEYUBAIOIIETrO KIETKY
SHEPrUe, IIMKOIN3 MHIuOupyeTcs 3a cueT oo (pochodpyk-
TOKMHA3bl, JIMOO MUPYBATKMHA3bI (B 3aBUCKMOCTH OT YCJIOBHIA).
B 10 )¢ Bpemsa npu Hu3kuX KoHuUeHTpaiuax AT® kaxyiee-
Cs1 CPOICTBO NMUPYBATKUHA3BI K (pochOeHONNUPYBATy BO3pacTa-
€T, ¥ 3TO NO3BOJIAET (PEPMEHTY NIEPEHOCUTH (POCATHBIE I'PYIITBI
ot ocpoeHonmupyBara Ha AIIP gaxe npyu OTHOCUTEIBHO HU3-
KO KOHLIeHTpauuu gocdoenonmnupysara. Hekoropele aMuHo-
KHCJIOTBI TaK:Ke IEMCTBYIOT Kak MOJYJISITOPbl MTUPYyBaTKUHA3ZHOM
AKTHBHOCTH, TJIABHBIM 00pa3oM B reueHn. Bo Bcex KieTkax rim-
KOJIU3 PEryJIMPYETCs C OUEHb BHICOKOM 3(P(PEKTUBHOCTHIO, HATO-
MUHAIOIIEW JIEUCTBUE KOMIIBIOTEPA, a MIOTOMY M3MEHEHHS KOH-
HEHTPAIUK PA3TMYHBIX MEeTa0OJIMTOB MOTYT BIIUSITH HA €ro 00-
LIYI0 CKOPOCTb.

[Mukonu3 — nmporiecc aHapOOHOTO OKKUCIEHHUSI MOHOCAXapu-
JIOB, B pe3y/bTate Kotoporo npoucxoaut cuute3 AT®. YV aspob-
HbIX OpraHu3mMoB AT® cuHTE3UpyeTCs elle U B IpoLEeccax Kie-
TOYHOI'O JIbIXaHUs1, B KOTOPBIX YTUJIM3UPYIOTCS APYIUe MPOgyK-
Tl UKoM3a (mupyBaT u NADH), nostoMy HampaBiieHUe pe-
aKIUH TIMKOIN3a CABUHYTO B CTOPOHY 00pa30BaHMsl MPOIYKTOB
METa0OTMTUYECKOTO Ty TH.

YV aHa’poOHBIX OPraHM3MOB TJIMKOJM3 OAWH M3 OCHOBHBIX
MyTell SHEepPreTMYecKoro oOMEeHa YIJIEBOIOB, HO YTHJIM3AIlUH
OCTaJIbHBIX TIPOYKTOB HE MPOUCXOAUT, HAKOIUIEHUE TUX IPO-
JOYKTOB MOXXET IMPUBECTH K OCTAaHOBKE ITIMKOJIM3a, & CJIeJJ0Ba-
TEJIbHO M OCTaHOBKE SHepreTudeckoro oomeHa (AT® He oOpazy-



eTcs1), TOITOMY HEOOXOIMMO yTHIM3upoBath nupysar u NADH.
JI71s1 3TOTO MOSIBUIIACH «HAJICTPOWKA» — OpOKEeHUE, ISl OKUCIIE-
st NADH u ciBura peakimii B CTOpOHY 0Opa3oBaHUsI TIHPY-
Bara.



bpo:xenue

VY a3pobHbIx opranu3zMoB nupyeat 1 NADH, oOpa3oBasiim-
ecsl B X0fie TJIMKOJIN3a, YTUJIM3UPYIOTCS B XOJIe KJIETOYHOTIO JIbl-
XaHUsA. Y aHa3pOOHBIX OPraHW3MOB STOTO HE MPOUCXOMNT, TO-
9TOMY HEOOXOAMMa HaJICTPOUKA. DTOM HAJICTPOUKON SIBIISIETCS
nporiecc OpoKeHUsl.

Bpo:xeHue — 310 THUIT aHAPOOHOTO OKUCIICHUS TTUPYyBaTa.

B Hacromee BpeMsi ON¥MCaHO MHOXKECTBO IyTeH OpOKEHHS.
Bce oHU BbIsIBIIEHBI Y POKAPUOTHYECKUX opraHu3mMoB. Ho aBa
THMa OpyKeHUs BCTPEUYalOTCsl He TOJIbKO Y TPOKAPUOT, HO U Y 3Y-
KapuoT. Y 3yKapHOTUYECKUX OPraHU3MOB OOHApPYKEHbI TOMO-
(bepMeHTaTUBHOE MOJIOUHOKHUCIIOE ¥ CIUPTOBOE OPOKEHME.



TI'omocepmenTaTUBHOE
MOJIOYHOKHCJIOE OPOKeHHe

['omModepmMeHTaTHBHOE MOJIOYHOKHUCIIOE OpOKEHHE MOy YUIIO
CBOE Ha3BaHUe (CXeMa IIpeJCTaB/IEHa Ha PUCYHKE 3), U3-3a TO-
0, YTO MPOUCXOOUT OJHA PeaKLs OCyLUeCTBIsseMas (pepMeH-
TOM JIaKTaT JETHIPOreHa3’0i MOJIeKysla MMpyBaTa BOCCTAaHABIIM-

BAETCS JI0 JIAKTaTa U JOHOPOM ITPOTOHOB U JIEKTPOHOB SIBJISIET-
ca NADH.
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Pucynok 3: Cxema peakiuii roMo(pepMEHTATUBHOI'O MOJIOY-
HOKHCJIOTO ¥ CIUPTOBOTO BUJOB OPOKEHH S

JlaHHbIN TUTT OPOKEHUS XapaKTepeH IS MHOTHX OaKTepHid.



Muorue Bo30yauTeny 3a00sieBaHni, HapUMep, CTapUIOKOKKU
M CTPENTOKOKKH, OCYIIECTBIISIIOT 9TOT Tun Opoxenus. Ho nan-
HbIIl OpOKeHMs1 BCTpevyaeTcsl U 'y MoJjie3HbIX OakTepuii. Mosou-
HOKHCIIble OaKTEepPUX MUCTOJB3YIOTCS MPHU U3TOTOBJICHUU MOJIOY-
HOKHCJIBIX TIPOJYKTOB, CBIPOB, CHIPOKOITYEHBIX KOJIOac, Mpy KBa-
IIEHWW KaITyCThl, 3aCOJIKE OTypIIOB, CHJIOCOBAHUM TPU 3aro-
TOBKEe KOPMOB. Takke MOJIOUHOKHUCIIOe OpOKeHHe BCTpevyaeTcs
u y sykapuot. [lapa3utsl KpoBU (IpocTeiinye, napasuTHpyro-
1Y€ B KPOBU MJICKOITUTAIONINUX (BO30YIUTEN MAJISIPUU, COHHOM
0O0JIE3HN ), TAKXKE UCTIONB3YIOT JAHHBIN THIT YTUIM3AIUY ITUPYBa-
Ta.

JlaktataeruaporeHasza MpUCYTCTBYET U B TKaHSX MJIEKOIH-
TalOMMX. XOTS B OOBIYHBIX YCJIOBUSIX HAIM MBI TTOTyYa-
0T BIOJIHE JOCTaTOYHbIE KOMMYECTBAa KHUCIOPOAA, YTOOBI MPO-
M30IIJI0 OKUCJIeHUe nipyBara u oopasoBanue ATP aspoOHbIM
nyTeM, ObIBAIOT OOCTOATENHCTBA, KOIJa MOCTYIUIEHHUE KUCIOPO-
Jla OKa3bIBaeTCsl HEIOCTAaTOYHBHIM. Harprmep, ripu KpaiiHeM Ha-
NPSDKEHUM CHJI, KOTZa yKe BeCh 3amac KHUCIOpoaa M3pacxomo-
BaH, MBIIIIEYHbIE KJIETKHA 00Pa3yIoT JIAKTAaT ImyTeM Opoxenus. bo-
Jiee Toro, B OeNbIX MBIIIIAX Pbl0 WM JOMAIIHEN NTUIB a3P00-
HBII MeTabOMM3M OTHOCUTEIBHO HEBENIWK, M OCHOBHBIM KOHEY-
HBIM TPOYKTOM OKasbiBaeTcs L-makTar. B opranmsme uenose-
Ka €CTh TaKWe TKaHU, KOTOpPbIE ¢1a00 CHAOXKAIOTCS KPOBBIO, Ha-
pUMep, XpYCTIMK U POrOBUIIA Ia3a. B KJeTkax 3TuX TKaHeu
OKHCITUTEIbHBIA METa00IM3M BhIpaXkeH c1ado, a SHEpIrusi B OC-
HOBHOM 00pasyeTcs py cOpakMBAaHUM TITIOKO3HI B JIaKTaT. YacTh



JIaKTaTa, 0Opa3yIoIIerocsi B MbIIIIIAX U JPYrUX TKAHSX, MOCTY-
MAET B KPOBb U MEPEHOCUTCS B MEYEHb, IJI€ OH CHOBA OKMCJISI-
eTcsl B nupyBar. MeHblllasi 4acTh MUpyBaTa 3aTeM OKUCISETCS
B LIMKJIE TPUKAPOOHOBBIX KUCJIOT, HO OOJIbIIIasi €ro YacTh CHOBA
npeBpaiaercs B rmoko3y. [locnenHsss MOXKeT onsiTh MOCTYNaTh
B KPOBb M BO3BpAlllaThCSl B MBIIIIBL. Bech 3TOT mporiecc Ha3bl-
Baercsa nukiaoM Kopu.



CoupToBoe OporkeHHe

VY npoxikedt vy Ipyrux MUKPOOPraHU3MOB, COPaKMBAIOIIIX
IJIIOKO3Y He 0 JlakTara, a 10 3taHona u CO,, nyTh pepmeHTa-
TUBHOTO PACIIEIUICHHUS [JIIOKO3bI COBIAAAET C OMMCAHHBIM BbIILIE
1T aHA3POOHOTO TIIMKOJIM3a Ha BCEM MPOTSKEHHH, 328 UCKITIO-
YEHHWEM 3Tara, KaTaIM3UpPyeMOro JIaKTaTAEeTUIpOreHa3on (cxe-
Ma MpEACTaBJIeHa Ha pUCYHKe 3). B IpokkKeBbIX KJETKax, KO-
TOpbIE HE cozepkar (pepMeHTa, aHAJIOTMYHOIO JIAKTATAETUIPO-
r€Ha3€ MBIIIEYHOW TKaHW, 3TOT dTall 3aMEHEH JBYMs JPYyrUMU
peakuusMU. B mepBoi M3 HUX MPOLYKT PACIIEIIEHUS [JIIOKO-
3bl IUPYBAT TEPSIET CBOIO KAPOOKCUIIBHYIO I'PYIITY MO IEHCTBY-
€M TMHUpYBaTAeKapOOKCHIa3bl. DTa peaklys MpeCTaBiseT Co-
60i1 MpocToe AeKapOOKCHIMPOBAHKE; PEATBHOTO OKHCIICHUS 1T -
pyBaTa Ipyd 3TOM HE MPOUCXOAUT. 1 MpOsABIEHUS KaTaJIUTH-

YeCKOW aKTMBHOCTH TNMUpYyBatieKapOokcuiase Tpedyercs Mg 2+,
C mMosekyJioi 3Toro (pepmMeHTa MPOYHO CBSI3aH KO(PepMEHT Tha-
muHnmpodocdar. Ha nociaeqHem stamne ciupToBOro OpoxeHUs
aneTaabIerull BOCCTaHaBIIMBaeTcd 10 dTaHoia 3a cuer NADH,
00pa30BaBILErocs P OKUCICHUY TIMIepaibaeru-3-docdara;
9Ta peakuusl KaTaIu3upyeTcs aJIKOroIbAErMIPOreHa3 0.

Takum 06pa3oM, KOHEYHBIMH TIPOAYKTaMU CITUPTOBOTO OpO-
keHus siBistiorcsi ataHon U CO5, a He nakrar. [InpyBataekapOok-
CHJIa3a COIEPKUTCS B KJIETKAX MUBHBIX JPOKKEN U IPYTUX MUK-
POOPraHU3MOB, OCYIIECTBIISIIOIINX CITUPTOBOE OpokeHue. B xu-



BOTHBIX TKaHSIX 3TOT (DEPMEHT OTCYTCTBYeT. JIWIleHBl Mupy-
BaT/IeKapOOKCUIA3bl TaKKe OPTaHU3MBbI, OCYIIECTBIISIONINE MO-
JIOYHOKHCJIOe OpOKEeHUE, HAIIPUMEP MOJIOYHOKHCIIbIE OaKTepHu.
Bbruoxumusi cniipToBOro OpoKeHUs JIUMIIb HEJaBHO M3yueHa Ha-
CTOJIBKO XOPOIIIO, YTOOBI MOXKHO OBLIO IMPEICTaBUTh ITOT IPO-
IIeCC B BUZIE PsAJa MOCIENOBATEbHBIX (DEPMEHTATUBHBIX peak-
1807178

Yro ke Kacaercsi BUHO/IENMsI U MMBOBAPEHHUS], TO 3TO BeChMa
JpeBHUE UCKYCCTBA, OCBOSHHBIE JIIOIbMH 32 COTHH JIET JIO TOTO,
KaK poauiIach caMa Hayka Xxumusi. bonee Toro, camu crapiHHBIE
pelenThl TPUTOTOBJICHUSI TIMBA Y BUHA CHITPAIU B CBOE BpeMs
BaXKHYIO POJib, TOCITYKUB KJTIOUOM K HEKOTOPBHIM (DyHJAMEHTAITb-
HBIM OTKPBHITUSIM Ha 3ape pa3BUTHS OMOTIOTUH U OMOXUMUMU.

Taxk, B 1856 r. Jlyn Ilactep BniepBble yOequTeapHO MOKa3al,
41O cOpa’kMBaHKE caxapa B CIIMPT BHI3BIBAETCS MUKPOOPraHM3-
MaMH, a He KaKMMU-TO Maru4ecKUMU BIUSHUSAMU. DpaHIry3-
ckue BUHOAENH npuriacuiy [lactepa ans Toro, 4roObl OH TO-
MOT UM BBISICHUTb, TIOYEMY B MHbIE TO/Ibl BUHO HE y/IAeTCsI ¥ Tpe-
Bpaiaercsi B ykcyc. Ilactep B cCBoMX 9KCIIEpUMEHTax, CTaBIIHMX
KJIACCUYECKHMHU, TIOKa3aJl, YTO B CTEPUJIBHBIX PACTBOPAX IJTIOKO-
3bl OpOXEHMSI HE TIPOUCXO/IUT, TOTAA KaK B PacTBOpax, COMpPH-
KacCaloIMXcsl ¢ He(PUIBTPOBAHHBIM BO3AYXOM, OpOKEHHE HIET,
Y TIPUYMHA 3TOTO 3aKJII0YAETCSI B TOM, YTO B PACTBOP IOMA/IAI0T
U3 BO3/1yXa CHOPBI APOXKIKEN U IPYTMX MUKPOOPTraHU3MOB.

W3 Hanera Ha rpo3psx cBexecpe3aHHoro BuHorpana [lacrep
BBIJIENTAIT KYJIBTYPBI APOKIKEH M I0KA3aJl, 9YTO UMEHHO JPOKKH



OTBETCTBEHHBI 32 OpOXEHUE, MPOUCXOASAINEEe B COKE, OTKATOM
W3 Pa3AaBJIeHHOro BUHOrpaaa. OH BBIACHWI TaK:Ke, YTO NPEBPa-
IIEHUE CIIMPTa B YKCYCHYIO KMCJIOTY BbI3bIBACTCS APYTMMH BU-
JaMU MUKPOOPraHU3MOB — YKCYCHOKHUCIIBIMU OaKTEpUSIMU; 3TH
a3pOOHBIE OPraHU3Mbl OKHMCIISIIOT 3TAHOJ C 00pa30BaHUEM YKCYC-
HOU KMCJIOTBHI.

MoHocaxapu/isl BOOOIIE U [II0OKO3a B YaCTHOCTH UCHOJIb3Y-
I0TCS1 HE TOJIBKO ISl TEHEPUPOBAHM S SHEPIUHU B XOZI€ INIMKOJIN3a,
HO U B APYTUX MeTaOOIMYECKHUX MyTSIX, IPUYEM KaK B KataOomnu-
YeCKMX Tak M aHabommuyeckux. K Takum memnsm peakiuii OTHO-
cATCA: NEHTO30(poc(aTHBIN MyTh U OKUCIIEHUE TJIIOKO3BI IO ac-
KOPOMHOBOH KHCJIOTHI.



IlenTo3odgocdaTHbiii MyTh

[lenro3odocdarHelil yTh ABIAETCS ATbTEPHATUBHBIM ITyTEM
OKHCJIeHHS1 TMIOKO3bl. OH BKJIIOUAET HECKOJIbKO 3TAIoB, B pe-
3y/bTaTe (PyHKUMOHUPOBAHUS KOTOPBIX M3 TPEX MOJIEKYJI IJII0-
K03a-6-pocara obpazytorcs Tpu monekyasl CO, u Tpu MoJie-
KyJ1bl eHTo3. [locneanre ncnonb3yloTes AJis pereHepanyu JByX
MOJIEKYJT [IIOK030-6-pocarta U OTHOW MOJIEKYJIbI [NIMLIEPaIb-
nerun-3-gocdara. [TockonbKy U3 IByX MOJEKY/ IIULEpPaIbAe-
ruf-3-gocdara MOXHO pereHeprupoBaTh MOJIEKYY TJIIOK03a-0-
(ocara, rmoko3a MOKET ObITh TOTHOCTHIO OKHCIIEHA TIPH TIpe-
BpAIIIEHUH 110 NeHTO030(pochaTHOMY MY TH.

VY pacrenuii 4YacTh peakuuid MeHTo30(poc¢aTHOro MyTH
yuyacTByeT Takxke B oOpazoBaHuu rekco3 u3 CO, npu (poTocHH-
te3e. [lenTo3oocdarHblil MyTh HA3BIBAIOT MHOI/AA TIEHTO3HBIM
IIIYHTOM, TeKco30MOHO(pochaTHbIM MyTeM Wi (ocOroKo-
HATHBIM OKHUCTUTENbHBIM TyTeM. OTkpeiTe OTTo BapOyprom
(Otto Warburg) B 1931 r. nmoko30-6-¢pocdar-aerngporeHassl,
nepBoro (pepMeHTa 3TOro MyTH, CAeJaI0 BOZMOKHOM €ro mosi-
HYI0 paciii@poBKy, KoTopylo ocyuiectBuin @puil Jlunman, Pp-
sHK [Jukenc, bepnapn Xopekep u S¢ppoum Pakep.

[lenTo3odocdarhbiil UK He pUBOAUT K cuHTe3y ATP, oH
BBITIOJIHSAET JBe IM1aBHble pyHKumu: 1) obpasoBanne NADPH
JU1s1 BOCCTAHOBUTEJIbHBIX CUHTE30B, TAKHMX, KAK CUHTE3 KUPHBIX



KHCJIOT ¥ CTEPOMJIOB; 2) o0ecrieueHne puO0301 CHHTE3a HYKJIeO-
TUJIOB U HYKJIEMHOBBIX KACIOT. PepMEHTHI IEHTO30(h0C(aTHOrO
NYTH JIOKAIM30BaHbl BO BHEMHUTOXOHAPUAJIBHOM MPOCTPaH-
CTBe KJIETKUB 11UTO30j1€e. Kak 1 B mpolecce IMIMKOIM3a, OKKCIIe-
HHE OCYIIECTBJISETCS MyTeM JEeTHAPOreHUPOBAHM S, OTHAKO aK-
LENTOPOM BOAOPOAA B 3TOM citydae cinyxut He NAD, a NADP.
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Pucynok 4: Cxema peakimii NeHTO30(0oC(haTHOIO IIyH-
Ta (4epHblii Kpyr ¢ OykBo# P B 1ieHTpe o0o3Havaet pocdarHyio

rpymimy).



[locnenoBaTenbHOCTh  peaklMil MyTH MOMKHO —Pa3JesiuTh
Ha /1B (pa3bl: OKUCIUTEIbHYIO M HEOKUCIUTENBHYIO (CXeMa pe-
aKLIM{ IpeJcTaB/eHa Ha pUcyHKe 4). B peakuusax nepson ¢a-
3bl TJTIOKO3a-6-hocar AeruaporeHupyeTcs u 1eKapOOKCHIUpY-
eTcs ¢ oOpa3zoBaHueM puoyn030-5-pocdara. B xone Bropoit da-
361 prOYJ1030-5-ocdaT nmpeBparaeTcs CHoBa B IITIOK030-6-¢oc-
(bat B pe3ynbTaTe cepuM peaklyii, B KOTOPBIX IJIABHYIO POJIb UT-
paioT 1Ba (pepMEHTA: TPAHCKETO.J1a3a H TPAHCAIb10J1a3a

OxucnurenbHast aza neHTo30(gocgaTHOro MyTH HAYMHAET-
sl C ISTUJPUPOBAHUS TTIOK030-6-(pocdara npu C-1, peakimu,
KaTaJu3upyeMou II0K030-6-(ocdar-aeruaporeHa3oun.

depmeHT BhicOKOcTenuduyen B otHomeHun NADP™; Km

mns NAD™ npumepHo B Thicady pa3 Bhillle, ueM it NADP™,
[IponyktoM peakuuu sBasiercss 6-(ocdoraoKoHO-0-1aKTOH,
BHYTPUMOJIEKY/IAPHBIN 3(pUp, ¢ 3(pUpHON CBA3bI0 Mexay C-1-
KapOOKCHJIBHOH rpynmoi u rugpokcuwioM npu C-5. Cnemyio-
M 3Tan — Tuapoin3 6-pocdorIioKoHO- O -JTaKTOHA CIielu-
(puueckoii TakTOHA30M, Harumil 6-pocdo-IIoKoHaT. DTOT 111e-
CTUYIJIEPO/IHBII caxap MNOJABEPraercsl 3aTeM OKUCIUTEIbHOMY
JeKapOOKCUIMPOBAHUIO 6-hOChOTIIIOKOHAT — JIETUIPOreHa30M
¢ oOpaszoBaHreM pudyno30-5-gocdara. AKIIENTOPOM MEKTPO-

HOB BHOBb citykuT NADP™. (cMoTpu pucyHok). KoHeuHbM 3Ta-
IIOM CHHTe3a pu0030-5-docara spasgercs usomepusauus pu-
Oys1030-5-¢ocara pocdorneHTo30-u30Mepa3or. ITa peakiys
NO0OHA ITIMKOJMTUIECKUM PEaKIIUSIM:



['moko30-6-pocdar <> PpykTo30-6-hocdar

Jurunpokcuanerongocedar < I'muuepansaerng-3-docgar.

Bce Tpu keT030-a1b103HbIe M30MEpHU3aIK UAYT Yepe3 oopa-
30BaHUE €HJMOJILHOTO MIPOMEKYTOYHOTO MPOIYKTA.

OxucnurenbHasi ¢aza neHTo30(¢gochaTHOr0 MyTH MHOIAA
CUMTAETCS OCHOBHOM U HEOKUCIIUTEIbHASL PACCMATPUBAETCS KaK
CBSI3KA C TIMKOIM30M. DTO CBA3AHO C TeM (haKTOM, UTO 3TH (pa3bl
MOT'YT U/ITH KaK HE3aBUCUMO APYT OT JIpyra, Tak BMecte. B xoze
HEOKHUCIUTEBHOU (pa3bl eHTo30(hochaTHOrO My TH MTPOUCXOIUT
pereHeparus pr6o30-5-ocdara B rinoko30-6-pocgar. OcHOB-
HYIO POJIb B 9TOM TIpoIiecce UrpaloT aBa pepMeHTa: TPaHCKeTo-
Jla3a v TpaHcarbaoaa3a. DTU ke (pepMEeHTH CO3JaI0T 00PaTUMYIO
CBSI3b MEXY MeHT030(¢oc(aTHBIM MyTeM U TIIUKOIU30M, KaTa-
JIM3UPYS CeAYIOIIUE TPU PEaKIIUu:

TpaHckeToa3a NepeHOCUT JIBYXYIJIEPOIHYIO TPYIITY, BKJIIO-
yaolyo 1-i 1 2-i1 aTomMbl yIjiepoaa KeTo3bl, Ha ajibJeTruaHbIIA
yIJIepoJ1 aJIbI03HOTO caxapa. [Ipoucxoaut, ciienoBaTtesbHO, mpe-
BpallleHUe KeTrocaxapa B allp03y, COAECpXKAIlyl0 Ha Ba aToMa
yIJiepoia MEHbIlle, 1 OIHOBPEMEHHOE IMpEBpAIlICHUE aJIbI0Cca-
Xapa B KeTo3y, COIepXKalllylo Ha JjBa aroMa yriepona OoJiblie.
Kodepmentom peakiuu siBnsiercss TuamuHugudocdar (B ero
COCTaB BXOAWT THAMHUH — BUTAMHH rpynmsl B), mjis ee mpote-

KaHUsI HEOOXOIMMbI MOHBI Mg2+. IlepeHocumas 1BYXyriaepoa-
Has Ipynna fIBJIsETCs, BEPOATHO, ITIMKOAJIBIETUIOM, CBS3aH-
HBIM C TUaMUHAU(DOCPATOM, T. €. «aKTUBHBIM IJIUKOIbAJIbIECTH-
nom». TpaHcKeTona3a KataJiu3upyeT MepeHocC ABYXYIJIEPOAHON



Tpynmbl ¢ KCutyno3o-5-¢ocara Ha prdo30-5-pocdar ¢ 06-
pa30BaHUEM CEMMYIJIEPOJHOM KETO3bl CEHOreNTYJI030-7-(poc-
(hata m anppo3bl rMIEpanbaerua-3-gocdara. ITU 1Ba MPo-
JyKTa Aajiee BCTYMAOT B CIAEAYIONIYI0 PEakivio, HAa3bIBAEMYIO
TpaHcasbaoMa3Hoi. TpaHcabaonasa OCYIIECTBISET IMEPEHOC
TPeXyrJaepofHoro (pparMeHTa, «aKTUBHOTO JUTHIPOKCHAIETO-
Ha» (arombl yriepoga 1 — 3), keTo3sl cegorentyso3o-7-gocda-
Ta Ha anbA03y ruiepaibaerua-3-docdar; B pesysbrare oopa-
3y10TCsl KeTo3a (ppyKTo3a-6-pocaT U YeThIpexXyIiepoaHast ajlb-
J103a 3puTpo30-4-docdar. Crenymwoias peakys CHOBa KaTajlu-
3UpyeTcsl TPaHCKEeToNa30u. B aTol peakimu KCuityso30-5-¢oc-
(ar ciykUT TOHOPOM «aKTUBHOTO MIIMKOANbAeruga». Poib ak-
IIENTOpa BHITIOIHAET 00OPa30BaBIIUICS paHee SpUTPo30-4-oc-
(pat. IIpogykramu 3TOM peakivu ABISAIOTCS PpyKTo3a-6-oc-
(at u mmuuepanbaerua-3-docedar.

Wtak, n30bITOK pud030-5-docdara, 0Opa3oBaHHBIA B TEH-
T030(pOCaTHOM IyTH, MOKET KOJIMYECTBEHHO IMPEeBpaIaThCs
B [TPOMEXKYTOUHBIE MPOLYKThI IJIMKOIN3A.

3HayeHre MeTa0OJIMYeCKOro MyTU ISl Pa3IMYHbIX TKaHEH
MOXHO OIIEHUTb MO ero akTUBHOCTU. [leHTo30bochaTHbIi MyTh
AKTMBHO MTPOTEKAET B MEYEHH, )KUPOBOU TKAHU, KOPE HAIIOYey-
HUKOB, IIIMTOBUIHON KeJie3e, SPUTPOLIUTAX, CEMEHHUKAX U B MO-
JIOYHBIX jKeJie3ax B MEePUO]] JAKTAllUW; OH HEAKTUBEH B HEJIAKTH-
pyIOIIell MOJIOYHOM JKeJie3e U MAJIOAKTUBEH B CKEJIETHBIX MBIIII-
nax. Bce TkaHM, B KOTOPHIX AKTUBHOCTh JAHHOTO ITyTH BbI-
COKa, WCMOJB3YIOT B PEAKLIMAX BOCCTAHOBUTEJIBHOIO CHHTE3A



NADPH, Hanpumep B peaklusix CUHTE3a JKUPHBIX KUCIIOT, CTE-
POUJIOB, AMUHOKHUCIIOT (C y4acTHEeM ITyTamaTAEeruapOreHasbl)
WJIM BOCCTAHOBJIEHHOTO IIyTATUOHA B 3pUTpoIUTax. BeposiTHO,
B YCJIOBUSIX aKTUBHOTO JIUTIOT€HE3a WY MPY HAJIMYUY JII0OOM CH-
cremsl, yruimsupyoiieit NADPH, Bo3pacraer aktuBHasi nerpa-
Jarys TII0KO3bl MO MEeHT030(hocaTHOMY MYyTH B CBS3U C YBe-

mnyennem otHomenns NADP/NADPH. B ycioBusx, KoTopsle
BO3HHUKAIOT MOCJIE MpUeMa MUILIU, MOXET UHYLIMPOBATHCSI CHH-
T3 NIOK03a-6-(ocdaraernaporenassl U 6-pocdoriokoHatae-
TUPOTreHAa3Hl.



Peryisinysi CKOpoCcTH
(pyHKIHOHUPOBAHMS
neHTo30gocdarHoro myTu

IlepBas peakuys OKUCIUTEIBHOU BETBU NEHTO30(pocdaTHO-
ro MyTH, JETUIPUPOBaHUE MIIIOKO30-6-pocdara, MO CyIIECTBY
HeoOpatuma. JlefcTBUTENbHO, MpU (PU3HMOTOTUYECKUX YCIIOBH-
SIX 9Ta peaKIysl JUMUTHPYET CKOPOCTh MPOIIECCa U BHITIOJHSI-
eT (PyHKIMIO «KOHTPOJBHOTO IMyHKTa». Hanbonee BaKHBIM pe-

TyIATOPHBIM (PAKTOpPOM fiBJIAeTcs KoHueHTpauus NADP ¥, ak-
LENITOPA 1EKTPOHOB [IPU OKUCIIEHNH TII0K030-6-(ocdara B 6-
(pocormokono-nakron. Kpome toro, NADPH konkypupyer

¢ NADP" 3a ceaseiBanue ¢ depmentom, u ATP KoHKypupyer

C ImoK030-6-ocdarom. OTHomeHne KoHueHTpauun NADP*
K KoHueHTpauuu NADPH B nurto3ose medyeHu Kpbic, Coaep-
JKAIIUXCSl HAa TOHOLUEHHOM PpAIllMOHE, COCTaBJISIET MPUMEPHO

0,014, 4TO Ha HECKOJIBKO MOPSAIKOB HUsKe oTHOIIeHusa [NAD™] /
[NADH], koropoe npu 3tux *e ycnosusax pasHo 700. Beipa-

KeHHoe JeiicTBue KoHueHTpauud NADP™ Ha ckopocts mpe-
BpAIlIeHUI TI0 OKUCIUTEIbHON BETBU MeHT030(pochaTHOrO MyTH
noarsep:xaaet, uro reuepuposanre NADPH tecHo conpsixeHo
C er0 UCTIONb30BAHMEM B BOCCTAaHOBUTEJIbHBIX OMOCHHTE3ax. Bo-
IIPOC O PEryIsAIUN HEOKUCIUTEIBHOW BETBU IEHTO30(pOCaTHO-



'O IIYTH A0 CUX TTOP OCTACTCA OTKPBITBHIM.



Peryasinusi HanmpaBJIeHUSI
nenro3odgocdarHoro myHra

Cynpba T1moK030-6-(pochara 3aBHCHUT OT TOTPEOHOCTH
B NADPH, pu60o3o-5-¢pocdare u ATO.

B panHom CJIyd4a€ BO3MOKHO YCTBIPC PA3JIMYHBIC CHUTYyallln

(cxema peryJsiTOpHBIX MEXaHM3MOB TpeJCTaBjeHa Ha PUCYH-
Ke 5).

MexaHusm 1 Mexanuam 2

rnwko3o6-pocgar
those Napp® | H* NADPH

X
ppyxTo306-hochaT — » puBosoS-pocar  MokesoB-hocdar 4\{_. pubBoio-5-hocdar
[}

' ree,
1,6-cbpyxTosogudocdar
¥ A mMexaHnam 4
anoxcuaueToHpochaT == ruuepansaerna-3-occpar

NADPT | H% MADPH
MexaHusM 3 \ /

N i
rnioko10-§-pocar —==—= pubozoS-gocpar
+
NADP'® | H'NADPH

rioko30-B-pocdar Lé— puGozoS-gocar BpYNTO30 B-rochar
t rco,

ca,
py¥kTolo-b-ocpar 16-GpyKTosoandochar

; S
1.6-bpyxrosoaudocdar ga AMOKCHALIETOHGOCHAT == FNHUepansaerng-3-docpar

AnoKcualeToHGoChaT -— rnuuepansaerna-3-pocdgar nupyeat

Pucynok 5: Cxema peryJsiiiuu HarpabjieHUl NeHT030¢ocC-
(paTHOTrO 1IYHTA

1. IToTrpe6HOCTHL B pHO030-5-hocchaTre 3HAYNTEJIb-
HO npeBbimaeT norpedoHocts B NADPH. Bonbimas yacts



IoK030-6-(oc-dara npespaniaercss Bo ppykTo30-6-poctdar
U IMMLepanbaerui-3-gocedar no rmMKOIMTAYECKOMY IYTH. 3a-
TEM JIBE MOJIEKYJIbl (PPYKTO-30-6-pocdaTa 1 o1Ha MOJIEKYJIa [JIU-
nepasib-aerua-3-docdara npeBpaiarTcs Moj JeMcTBUeM TpaH-
CaJTII0NIA3bl ¥ TPAHCKETONIA3bl B TPU MOJIEKYIIBI puO030-5-oc-
(bara mytem oOparteHus1 peakiuu, onucaHHON panee. Ctexuo-
METPHsI TOTO MPEBpaIlIEHUS ClIeTyIoIasi:
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