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I nukonus

OTO UeHTpanbHbIN NYyTb SHEPreTUYeKoro
obMeHa npoTeKkaeT 6€e3 OKUCTTUTENbHbIX
peakuyun.

B aHa3pobOHbIX YCNOBUAX —TTTUKOMN3
eOJNHCTBEHHLIN NpoLecc, NOCTaBNALLNA
9Hepruto. [lpoTekaeT npakTU4eCcKn BO BCEX
TKAHAX. YPOBEHb aKTUBHOCTU 3aBUCUT OT
aspaunn U oKCUreHauum TKkaHeu



GLYCOLYSIS

H OH H ' REACTANTS PRODUCTS |
HOCH, s :, .

oromk o (GLUCOSE

H H OHH — A
P-OCH~C—C—C—C~CHO . L ADP
CHOnH 9% Glucose-6-P : :
-OCH,—C—C—~-C—C0-CH,0H :
OHOKH  Fryctose-6-P ;
H H OH — ATP
PLOCH, ~C—C—C—CO-CH,0P | N
P-OCH, COCH ot M Eructose-16DisP : ; ADP
(- Glycerorie-3-P F : :
Di-OH-acetone- P) : :
> PG ceraldenyde i |

P-OCH,CH(CH)CO0-P K — " 2P] ;
1,3-bis-P-Glycerate e ":2NADH+2H

P-0CH,CH(OHICOO - 9 ATP

3-P-Glycerate

P-OCH,CH(O-P)COT™
2-P-Glycerate

CH,=C/0-P) COO™ ; ;
P-enolpyruvate " 2ADP | 2Hp0 |
. Ly OATP |
PYRUVATE

CgH120g + 2ADP + 2Pi + 2NAD* — > 2CH3COCOO" + 2ATP + 2H0 +2NADH + 2H*
Glucose Pyruvate
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[lepBON peakuneun rmmkonmnsa aBnseTcs
doocdopunuposaHue [ n.

B pesynbTaTe 9101 peakumm obpasyeTcs
OonbLLOE KONMYECTBO 3HEPrn, KoTtopasi cpasy
paccenBaeTcsl, N03TOMY p-a HeobpaTuma.

' eKCOKMHa3a- annocrepnyeckum qepmMeHTOM U
MHrmbmpyetca [N-6-dp. OHa Takke MOXeT
doocopmnupoBatb PPYKTO3Y U MAHHO3Y.

[eKCOKMHa3a eCTb BO BCEX KIMETKax opraHM3ma
KM oT 0.01-01mmonb/n



B ne4yeHun, novkax, nogxenygo4yHou
XKernese ecTb ITIHKOKMHa3a, KoTtopas
KaTtarnusanpyeT TONbKO
docPopUnMpoBaHME rMIOKO3bI.

OHa He uHrnoupyetca [N-6-d. n umeet
BbicOKyto K Ansi rntoko3bl ( 10 Mmonb/n).

2-91 peakuusa et B NpUCyTCTBUU
docdorekconzomepasbil.
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3-a peakuma - docdhpodppyKTOKMHA3HAS
(PDK) peakuns onpenenseTr CKOpoCTb
[MMKosin3a B Lernom( T.e. aBnseTc
NUMUTUPYIOLLEN).

OODK oTHOCUTCA K YMncny annocTepuyecknx
depmeHTOoB.. OHa HrMbunpyet ATO un
ctumynumpyet AP n AMO.

AT® B gaHHOM criy4vyae aBnseTca U
cybcTpaTomM M annocTepmuyecKum
perynatopom ana ®oOK




* Paznuyalot perynaTtopHyto n cyocTpaTHyto
KoHUeHTpauuto AT®. Km ang
cybcTpaTHOro 1 perynaTopHoOro LEeHTPOB
OOK OyayT pasnuyHbl, U epMeHT byaet
oTcnexmneartb ypoBeHb ATO B bonee
BbICOKMX KOHUEHTpauunsax, yem ATO B
KayecTBe cybcTtparta. [loatomy n noet
MHIIMBbUpoBaHMe.

* [lpn 3HaunTenbHbIX BeNMnunHax ATO/ALP
akTuBHoCcTb PDOK cHwkaercsa n rmukonns
3amennserca).



* [1pn CHMXXeHUN 3TOro KoadpdpuuymneHTa
MHTEHCUBHOCTb MUKOSIN3a
yBenmumBaeTcs. Tak B HepaboTatoLen
mbiwie ( ATD) 1, rMUKoONn3 CHUXaeTcs.

* Bo Bpema pabothbl (ATD) 1.

o OOK MHrMbumpyetcs unTpaTom,
akTnsupyetcsa noHamm CA*™". XXupHsble
Kncnothbl, n nx aunn-KoA —npownssogHble,
aB-CA UHrmoutpamm OPK.
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e 4-11 peakumsa obpatnma. PepmMeHT-
anbaonasa Pa3pblB CBA3M NPOUCXOOUT B
pe3ynbraTte HanpsXeHusa mexay
aToMmamu C u C Paclwennsgertcs
anbOonb — cbpyKToso 1,6-andoocdoar.
PaBHOBecKHe peakumn caBUHYTO B CTOPOHY
pacnaga opykToso-1,6-andgocdara,
NOCKOSbKY obpasytowmnmncsa 3-OFA
pacxoayeTcs B AanbHENLLINX peakLmnax
rMMKONn3a.




Mmwyvuepansae- O napoxcwv-
ra-3-dochar aueTrod-
3-Pochar



ViIMeHHO B cuny nocnegHero
obcToATeNnbCTBa, ObpaTumas
TpmnosodocdatmnaomepasHas
peakuma Takke cMellaeTcsd B
CTOPOHY obpa3oBaHua 3-OA(
OanbHeULWwne peakuum rmmkonmsa)



AT PparMeHTbl —

rmuuepanbgerna-3-gpocdart u
anrnapokcuaseToHgocmaTt —
npeBpaLlarTca ognH B ApYrou
mpuo3ogochamu3somepasou [9].



Mmwyvuepansae- O napoxcwv-
ra-3-dochar aueTrod-
3-Pochar



OnpegeneHne akTUBHOCTM anbaonasbl
MCMONb3YIT B SH3MMOANArHOCTUKE NpU
3aboneBaHusaX, CBA3aHHbIX C
noBpeXaeHNeEM Unm rubernblo KNeTok: Tak,
Npu OCTPOM renaTtnutTe akTUBHOCTb 3TOrO
doepmMeHTa MOXET yBenuymeaTbcs B 5-20
pas, npu IM B 3-10 pas, npwu
Muoguctpodpum B 4-10 pas.



Taknm obpasom 3akaH4YMBAETCS NEPBLIN
NOAroTOBUTENbHbIN U

9HepPronoTpedbnarLwWmnn 3Tan rMuKonmaa,
CBsI3aHHbIW C BKNagblBaHWEM SHEPTNN B
npoLecc akTmBaLunm cyocTpaTtos.

Ha aTtomMm aTtane 2J1UKoJsiu3a

gpakmu4ecku obpasyemcsi 2
MoJieKynbl 3-PrA.



[l aTan rnukonuisa — a27iuKosiumu4dyecKkas
OKCUOOPEeOyKUUS.

[ Mnuepanbaerna-3-gpocdar 3aTem
OKUCIAETCH aruuepasiboeauo-3-
gpocghamoeaudpozeHasou [6] ¢
obpasoBaHnem HAOH+H".

Peakuunsa koHTponupyetca HAL™ v
HAOH+H*. 3Ty peakuuio KOHTponupyeT
+ HAOQY v | HAOH+H?



O\\c/o O\\C/n
|
HC —OH B H(lz—OH
H,C—0~(P) H,C—0—(F)
> 1.3-anpocdo- myuuepansne-

rmuauepar rva-3-pocdar



B aTOM peakunn B MONeKyny BKIOYaeTCco
HeopraHun4veckmm gocdoar
(«cybcmpamHoe chochopusiupoeaHuer,) C
obpasoBaHuem 1,3-guchocoornuuepara-
1,30PT.

Takoe npomexyTo4yHoe coegmnHeHune
COAEPKUT CMELLUAHHYIO aHTMAPUOHYIO
CBA3b, pacLlenneHne KOTopou ABMAETCH
BbICOKO 3K303prnM4yeckmm npoLieccom.



Ha cnegyolwen ctagum (Katannsmpyemou
cocghoanuuepamxuHasou [7]), rmgponna
9TOro CoeMHEHNS COMPSXKEH C
obpasoBaHnem ATO.

JTa peakuus ABMAeTCs -KWNHaA3HOU U
perynmpyetca doocdornuuepaTtkmHason

( docoTpaHcdepasa).
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CneagyoLwmm NpoMeXXyTOYHbIN NPOAYKT,
rMaposrin3 KOTOPOro MOXET ObITb COMPSI>KEH
Cc cuHTe3omM ATO, obpasyeTcs B peaKkumnm
n3omepusauum 3-cpocoornmuepara,
nony4yeHHoOro B peaynesrarte peakuyum [/],

B 2-cbocchornuuepat (PDEPMEHT:
cocgboanuuepammymasa [8])



9 2-0ocdho-
FMUERaT
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[lanee npoucxoauT oTLlenneHne Boabl
(bepmeHT: eHorasa [9]). INpoaykT
npeactasnsaeT codbon CrnoXxHbln 3dounp
doocpopHOM KUCMOTbI U eHOSTbHOU GbOpPMbI
nupyBaTa 1 NOTOMY Ha3bIBaAETCH
docchoeHonnupysatom (PEP).



s



Ha nocnegHen ctaguun, Kotopas
Katanuaunpyertcs rnupysamkxkuHasou [10],
obpaasytotcsa nupysat n AT®. Hapsaay co
ctaguen [6] n TMIOKMHA3HOW peaKUuMNEN B
LITK, aTO TpeTbsa peakuunsa, no3BondatoLlas
KneTtkam cuHtesnpoBaTtb ATO He3aBNUCUMO
OT AblxaTenbHoU Uuenu. HecmoTp4a Ha
obpasoBaHne AT® oHa BbICOKO
9K303pr1v4vHa n notTomy Heobparmma.
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[1pyn rMukKonunse Ha akTuBauu OOHOU
MOJIEKYTbI [MHOKO3bl NoTpebnseTcs 2
monekynel AT®. B 10 e Bpemsa npu
MeTabonmMyeckom npeBpaLleHnn Kaxgoro
C,-gopazmeHma obpasytoTcs 2 Monekybi
ATO.

B pesynbrarte BbIUrpbill 3HEPTnK
coctaBnget 2 monga AT® Ha Mmonb
MIOKO3bI.
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QHepreTnyeckmn dbanaHc
rmmKonmaa

B 1-1n ctaguu rmnukonunsa satpavynBaeTca 2
monekynbl AT® ( rekcokmHasHaa u
dochodppyKTOKMHA3HAA peaKLun).

Bo 2-n ctagun obpasyetca 4 mosiekynbl
ATO( docdornuuepaTkmMHasHaga n
nMpyBaTKMHa3HaA peakumn).

T.0. 9HepreTnyeckas aPPEKTUBHOCTb
rmukonun3a coctaBngeTt 2 mosn. AT Ha 1
MOSEKYNy [fHOKO3bl.



buonornyeckoe 3Ha4dyeHme
MMKOJSIN3a

1. PNoreHeTn4YeCcKkn camMmbit APEBHUN
Ccnocob nony4vyeHus aHeprum

2.]1na KNneTok ¢ manbiM YNCITOM
MUTOXOHOPWUN €ro 3Ha4eHne ocobeHHO
BEIUKO.

3. mMnkonus aBnaeTca MCTOYHUKOM
yrnepogHbIX pagnkanos ansgd OMocuHTE30B
( TMMNnaoB, aMUHOKUCTIOT, IHOKO3bl).



4.Pornb arukonu3a 0519 omoesibHbIX KITemok.
B Mbiwyax rmmnkonmna noctaesngaet ATO.
B renatouuTtax dparmMeHTbl rMnKonmsa
ncnonb3ytca B [ HI
(rnokoHeoreHese), a 3bbITOK rMOKO3bl
nepexoauT B nNUNnabl.
B KneTkax mo3ra rnmkosnmns sBnsaeTcs
doparmeHTOM aspobHo20 NyTH
OKUCIIEHUS.



B apumpouyumax rmmkonmns ato
eOUHCMBEHHAbIV NMyTb NOMy4YEeHUA SHEPruu,
NMOCKOJIbKY B 3pUTpOLMUTaX HET
MUTOXOHAPUMN.

HacnencrtBeHHbIM AedeKT nMpyBaTKMHA3LI
ABNAEeTCA MPUYNHOU FreMOSNTUTUYECKOU
aHemMuun. Ecnn sputpounTel UMEKT MeHee
25% aKTUBHOCTU bepMEHTA, TO CKOPOCTb
MUKONIN3a CHUXKaeTcCA.



KOHTpONb rnukonmnsa ocyLecTBNAeTCH
nar v ee nsogpepmeHTamu.

B TKaHAX ¢ a3pobHbIM MeTabonnnmamom

( cepaue, No4vkn) npeodbrnagatoT JAr, v
JAr,. 9tm depmeHTbl MHIMOUPYOT Aaxe
HebonbLume KoHueHTpauun [BK, 4T1o
NPEnATCTBYET 00pa3oBaHUIO fakTaTta u

cnoco0bcCTBYeT 6osiee NONHOMY OKUCIEHUIO
[MIBK B LITK.



B aHa3poOHLIX TKaHAX( NevYeHb, MbILLLbI)
npeobnagaer nar, v J'I,EI,I'S. AKTUBHOCTb
JIAT . makcMmaneHa npu Ton
KoHueHTpauuu INBK, koTopas nHrnounpyet

nar,.
nar, v NAr, obecneumsatot MHTEHCUBHOE
npespalieHune NBK B nakrar.



MexaHU3M rmMKorMMTU4YeCKon
oKcungopeaykuum.
CyocTpaTHOe
docdhopunmupoBaHue
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ATO UMK MMUKONMUTUYECKOW
oKkcupgopenykumn. Knoyeesoe 3HadeHue
nveet peakumna 3O®rA----1 1,3 Aerk,

MeXaHWU3M KOTOPOW pacLumnpoBaH.

34ecb TakXe yKkasaHbl NYHKTb
obpasoBaHusa ATO nytem
doochopunmposaHusa. OHM COOTBETCTBYIOT
2-M KMHa3HbIM peaKLUAM-
doocdornuuepaTtknHazHOU U
NUpyBaTKMHA3HOW.



Kpome aTux OByX CyLLEeCTBYET elle 2
KWHa3Hble peakuuun, B HUX AT He
obpasyeTcs, a pacxoayeTcs.

KnHasHble peaKkunn rmMnkoJin3da ABJiAOTCAH

docpoTpaHcepasHbIMU, T.€.
OCYLLEeCTBNAeTCA nepeHocC
MaKpoaprnyeckoro goocdarta ¢ S Ha AlD
B dpocdornuuepaTtkMHasHON U
NUpyBaTKMHA3HOW peakuunsax, a Takke C
AT® Ha S B reKkCoOKMHa3HOWU U
dochodPpyKTOKMHA3HON pP- AX.



CnunpTtoBoe bpoXKeHne

B TKaHsX pas3nnyHbIX OpraHn3MoB
MMerTcsa PepMeHTbI, pacLuennarLme
[MOKO3Yy A0 3TaHona. ATOT npouecc
Ha3blBAETCS CNMUPTOBbLIM OpOXeHMeM.

CyMMapHoOe ypaBHEHME :
C.H,,0. [12CO, + 2C_H_OH

6 12 6_
[To cBoemy mexaHu3my Cb oyeHb BnNn3okK K

rmnkonmnay. PacxoxgeHne Ha4YnMHaeTCcs
nuwb nocne obpasosaHunsa MNBK.
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OTaHOJS ABNSIETCA YHUKANbHbIM
BELLIECTBOM,T.K. NpeACcTaBneH B ABYX
Buaax:

1. B ponu sHgoreHHoro metabonuta. Ero
KOHLUEHTpauus B kposu= 2x10* po 2x107°
MOJIb/N- 3TO HOpMarbHas 3HOO2eHHas
KOHLUEHTpaLUSI.

2.I'Npn ynotpebrneHun B bonbLUMX O03ax
9TaAHOJST BbICTYNAET KakK KCeHObUOMUK-
YY)XKePOOHbIU 05151 op2aHuU3Ma a2eHm.
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BBeneHmne aTaHona npmBoauT K caBuram B
HEpPBHOW CUCTEME, KOTOPbIE ODYCIIOBIMEHbI
obpa3oBaHMEM NPOAYKTOB KOHAEHCcCaLUUN
CH,COH c buoreHHbIM1 amuHamu (
LUndpdpoBbiE OCHOBAHUA), KOTOPbIE
ABMAKTCA NaToNIOrM4YeCcKUuMm
MeanaTopamm nNo CTPYKType CXOoA4HbIMU C
npenapartom [lanaBepnHOM 1 Ha3bIBalOTCH
nanaBeposiIMHaMM.



[Tyt meTabonnama ataHona

NAD+; AnAr

1.CH,CH,OHgmrmmnmemem - “'CH,COH

NADH., 3

[oe AnQr- ankoronbaerngporeHasa ( NAD
3aBMcumas)

CH,CO

| — 9TO UeHTpanbHbIN PUrypaHT

TOKCUYECKMX 3O EKTOB 3TaHONA



[lanbHeuwee okUcrieHne auetanbgernaa:

HSKoA
CH,COH----------- [1ICH,CO SKoA---[ILUTK
ile)
l
CH,COOH
H H

| |
CH,--C=0 +H,N—R----[] CH,—C=NR
LLnddpoBoe ocHoBaHue



e 2. [lyTb 00e3BpeXMBaHNA 3TaHOMA Yepes

MunKkpocomanbHYO CUCTEMY OKUCIIEHNS B
AlC.

P450

CH,-CH,-OH + NADFH+H?*
T 0 J— ICH,-COH +2H,0



3.nyTb 00e3BpexnBaHud 3TaHoONa —
nepokcmaasHbl, MUHOPHbLIN KaTana3HbIn

CHS-CHZ-OH +H202 --*-] CH3COH + 2H20
raoe *- katanasa

AuemarnbOeaud HaueneH Ha ammHorpynnbi(-NH,),
C KOTOPbIMM OH MOXXET 0Dbpa3oBbIBaTb
LndpdpoBble OCHOBaHUS. 3a CHET ABOMNHbIX
CBA3EUN NPONCXOOAT peakuun nonammepusaumm u
obOpa3syTca NMrMeHTbl, obnagatowine
MOPAOUHOMOO0OHLIM OENCTBUEM.



MeTabonunyeckme nocneaocTtesms
MHTOKCUKaLNN 3TAHOSIOM

AT1aHon numuTtupyet ocHoBHom dooHa NAD®,
nepesoasa ero B NADH, n ato npuBoguT K
brnokupoBaHuto | komnnekca L. KneTtkn, 4toObl
HE NOrMOHYTb OT MMOKCUUN BbIHYXXAEHbI
nepekntoyartbca Ha FAD-3aBucumMmoe okucneHue,
a UMEeHHO nepexoanTb Ha 3HOOreHHoe
Npon3BOACTBO cyKuUuHaTa us [J1Y.

[TobouHbIMK npogykTamu [T1Y aenatotca TAMK n
[[OMK- meguaTtopbl TOPMOXEHUS.



[Tpn npmueme ataHona yBenn4nBaeTcs
aKTMBHOCTb KaTanasbl,KoTopasi
NPOBOLMPYET MNEPEKNCHBbIE MPOLECCHI,
creCcTBMEM YEro SIBMSETCS pa3BUTUE
nartornorum ne4vyenun, cepgua , HC.

[1pn XpOHNYECKOU anKororbHOu
MHTOKCUKaL MM pa3BUBAETCA XXNpoBagd
MHQOUNBTPAaUUA 1N gereHepaums neyeHu.




OTaHOJ1 XOPOLLO paCTBOPSAETCS B BOAE U
nunmnaax. OH pacTBOPUM B KITETOYHbIX
MemMbpaHax, N yBeNMYNBAET UX TEKYYECTD.

BBeneHne ataHona co3gaet
9KCTpPeEManbHYK CUTyauuio, Kotopasi BO-
nepBbIX, CONPOBOXAAETCH BbIOPOCOM
agpeHanvHa, a 3Ha4yuT akTuBupyer
NNonun3, NoBbILLAET coaepkaHne XUPHbIX
kncnot( KK ), KoTopble NocTynawT B
NneYyeHb .



KK OO KHbI OKUCNATLCHA Noa AeUCTBUEM

NAD-3aBUcuUMbIX [, HO 3T peakyuu
BrioknpytoTcs.

[1pn AnnTensHOM UCNofbL30BaHUN
9TaHona, neyeHb NPOCTO He ycrneBaeT
yTunusunposatb KK ana omocunHtesa PdJl.
[ToaTomy XK HakannnearTCcAa B NeYEHW.
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BTopou npuinHon siB-cs obpasoBaHue
aueTun-KoA, n3 ataHona, KoTopbln Takke
naet Ha buocuHTes KK, Tem cambim
ycyryonsasa cutyauuio.

AHanorn4yHble npoLecc NpoTekaT N B
Muokapae, npu 9ToM pa3BMUBaETCH
CUHOPOM «XMPOBOro» cepaua (crnowu
KapanoLUTOB YepeanyeTcs C
agunounTammn).

OgHako,npuem ataHoria obecrieymBaeT
YCTONYMBOCTb OpraHnu3ma K gpyrum sigam.



A3pOOHbLIU MMUNKOSN3.

OkucnurtenbHoe
AeKapobokcunupoBaHue

[MBK



A3pOOHbLIN MMNKONN3.

[Tpn aHaspobHoM rnukonuse NBK
npeBpaLlaeTca B NakraT, B cny4ae
aspobHoro rnukonusa NBK nogBepraetcs
OKUCIUTENBHOMY JeKapboKCMNMpPOoBaHUIO
c obpasoBaHuem Auetun —SKoA.

A3PODOHBLIN TMNKONN3 coBNagaeT C
aHa3pobHbIM 00 cTaaun obpasoBaHUSA
[1BK, a B ganbHeuwlem npoTtekaeT
OKUCIUTENbHOE AeKkapboKcunmpoBaHne
(O4) NBK.
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* [lnpyBaT, 0bpasoBaBLUMNCA B peaKLNsIX
rmmkonnaa (B uutonsiasme), 4oSmKeH ObITb
TPaAHCMOPTUPOBAH B MUTOXOHAPUMN.
TpaHcnopT ocyLlecTBnaeTca cneunansHoOu
«4YenHoYHoU» cuctemMoun. B matpukce
MUTOXOHOPUN, MPUKPENMUBLLUCH K €€
BHYTPEHHEN MeMbpaHe, HaXxoOuTCS
CIOXHbIN NoNUdoepMeHTHbIN KOMNJIEKC —
nupyBaTaerngporeHasa.



[lnpyBaTOoerngporeHasHbI KOMMNNEeKC
BKITHOYAET TPU pepMeHTa:.

nupyBaTaAerngporeHasy,imnoaraweTun-
TpaHcgepasy

N NATb KogpepmeHToB- NAD, ,
TnamuHgndgoocdar (TPP), KoA, amua
NINNOEBON KUCIOTh



CH;-CO ~ SKoA



[TlnpyBaToerngporeHasa coctout ns 60
nonMnenTUaHbIX Ueneun, KoTopble MOXHO
pa3gennuTb Ha 3 OCHOBHLIX pepMeHTa: E1
— cODCTBEHHO nupyBaTAernaporeHasa
(cocTouT 13 24 cybbeanHuL);

E3 —
aurngponunounngerngporeHasa (12
cybbeamHmny



'Sooc—ﬁ—oﬂs nupyear E1 | nupysaraernaporenasa 1.2.4.1

E2 | Avruaponunoamvn-

aueTunTpadcoepaza 2.3.1.12

(e | 1a) E1
. A E3 | aruwaponunoamug-

o C

l ™P ‘r—-?'-—cﬂa rUAPOKCH-
arun-TPP

OH

e
-
52 @

"“‘c“‘a auetun-
o mANOamzl

aAervaporenasa 1.8.7.4

' E3
—> Fl IA ~ N| |A
| NAD®
SH S©
P ey

CoA

[—s [—=S]—c—cn, aueTun-CoA
LA A o

MupysaTnermaporexasa




* E1 kaTtanuanpyet gekapbokcunmposaHue
[1BK c yyactnem kogpepmeHTa
TnamuHnmpodocdarta (TPP).
ObpasoBaBLUNNCA NPOAYKT peakumn
(rmgpokcnaTuneHoe npounssogHoe TPP)
npu ydactum £2 pearmpyet ¢ OKUCNEHHOW
NNNoeBon KUCNOTOW. JInnoeeBagqa KMcnorta —
HMU3KOMOJSIEKYNAPHOE azomcooepkauiee
COeOUHeHUe — s8r1semcs KogbepMeHmMom
E2.



* [lncynbumngHaga rpynna nmnoeBon KUCMOoThbI
cnocobHa BocCTaHaBNMBaTbCA U
auetTunupoBartbcd. B peakuun, kKatanmsnpyemou
auruaponunonnTpaHcaueTunasoun (E2 ),
obpasyeTtca aueTmnnunoesas Kucnorta. [lanee
9TO coeaAnHeHne pearmpyeTt ¢ KO3H3MMOM A
(KoA-SH He aBnseTcs cobCTBEHHbIM
KodbepMeHTOM E2) — npn 3TOM obpasyeTcs
BOCCTaHOBNeHHaa doopma nMnoeBoun KNCNOTh
(amrngponunoesasa knucnota) u auetun-KoA.



HakoHel, Ha4YMHaeT PYHKLUNOHUPOBATbL

, KODEPMEHTOM KOTOPOIrO ABMAETCS
QAL kopepMeHT oKncnaeT
OUrMOPONMNOEBYHO KNCNOTY N caM NMpwu
9TOM BoccTaHaenueaetca (PALOH2) .
BoccTtaHoBNeEHHLIN doriaBUHOBLIN
KOpepMeHT pearmpyer C
MutoxoHgpuansHsim HALL+, B cBOIO
oyepenb, BocctaHasnueasa ero (HAOH
‘H+).




Taknm obpasom, B OKUCITUTENBHOM
nekapbokcunmposanuun INBK yyacTeyeT
doakTnyeckn 3 cpepmMmeHTa, CoOCTaBNALLNX
eguHbIV nupyBaTOoerngporeHasHbIn
KOMMIEKC, N 5 KohpepmeHTOB: (PP,
nMnoeBast KUcnoTa u — CODCTBEHHbIE
KodpepmeHTbl komnnekca, KoA-SH n NAD+
— BHELUHWE, NPUXOOALLINE «KU3BHEY.



CH;-CO ~ SKoA



Obpasyrowmnncs auetun-KoA 3arem
oKucnaeTcs B unkne Kpebca, a Bogopos C
NADH -H" noctynaeT B AbIXxaTernbHyto
Lenb MUTOXOHOPWUN.

[MBK-OI" oTnn4yaeTtcs 6onbLUnm
oTpuuaTenbHbIM PEOOKC-NOTEHLNATIOM,
KOTOpPbIN cnocobeH obecrneynTb HE TOSMbKO
BoccTaHoBneHne NAD™, HO
cnocobcTBoBaTb 0OpPa30BaHUIO

BbICOKO3HEpPreTn4eckon TMoamnpHou
cBA3n B auetun-KoA (CH3-CO~ SkoA).



[1pn HegocTaToOMHOM coaepXaHnn B ANETE
BxogAawmnx B cocta NBK-AI" ButamnHoB, B
nepByo odepenb I PP, akTMBHOCTL
doepMeHTa CHMXKAETCA. ITO NMPUBOAUT K
HaKOMMEHUIO B KPOBU N TKAHAX nupyBaTta U
nakraTta u pas3BuUTuo MeTabonmn4eckoro
aumnao3sa



* [1pn BblpaxeHHOM geduuuTe TMaMMHa
pa3BMBaETCA HEKOMMEHCUPOBAHHbIV
aunaos, Kotopbin 6€e3 nevyeHns NpPUBOaUuT K
netanbHOMY ncxoay.



* [1pn HN3KOW KOHLIEHTPALUN UHCYNHA U
BbICOKOM YPOBHE 3Heproobecrne4yeHHOCTH
knetkn (TAT®, 1 auetnn-KoA u 1
NADH-H+) 3aTOT KOMMMeKc HaxoauTcs B
HeaKTUBHOM COCTOSHMN. AKTUBUPOBAHUE
[MBK-[I" komnnekca nHOoyuupyeTtcs
nHcynmHom, KoA-SH, nupyesaTtom, ALD v
noHamm Mg™”.



Linkn Kpebca — ueHTpanbHbIN
nyTb oOMeHa BeLlecTB.

« CBOE Ha3BaHMe 3TOT METABONNYECKUA
NyTb NONY4MI1 MO MMEHN OTKPbLIBLLENO €ro
aBTopa — ['aHca Kpebca, nony4dmsLiero
(coBMecTHO ¢ @. JlunmaHom) 3a 3TO
OoTKpbITME B 1953 1. HODeneBckyto
NPEMMUIO.
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o ddpbekT lNacTepa —nogasneHune
rMMKonn3a gblXxaHnem BnepBble Oblno
ODHapyXeHO Yy MUKPOOPraHM3mMosB.

o AdbchekT KpeTOpu- npeobnagaHne
aHa”pPOOHOro rnukonmaa, HanpumMep B
OMyXOmneBbIX KNeTkax , Npu
KaHLeporeHese.



[ MTMKOreHoNnu3 " rnMmKosnins

[pouecc aHaspobHOro pacnaga rnvkoreHa
Nony4Ynn Ha3BaHWe rNMKOreHonnaa.

Obpa3zoBaBLUMACA B XoAe
doocdorntokomyTtasHon peakuymm [1-6-ao,
BKITHOMAETCS B NPOLIECC MMUKONKn3a.

[Tocne obpasoBaHua [N-6-c, ganbHEULINE NMyTH
[MUKONN3a U MUKOreHosnm3a NosIHOCTbLIO
coBnagator:
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2. pocdornrokomyTasa




B npouecce rmukoreHonmsa B BUae
MaKpOo3prmyeckmnx coegmHeHunm
HakannmMBaeTCcAa He ABe, a TPU MOSIEKYbI
ATO, T.K. He pacxoayetca ATO Ha
obpa3oBaHue -6 .

Ha nepBbIn B3rMsa4 KaXXeTc4d, 4YTo
[MNKOreHONN3 3HepreTnyeckn bonee
BbIrOOHbIN Npouecc. Ho BoO Bpem4
CUHTE3a rMukoreHa pacxoayetrca ATO,
NO3TOMY IMIMKOreHONn3 U rMnuKonns
9HepreTn4eckn paBHOLIEHHHI.



e 3aKnr4yeHue. 1.0. B OTCYyTCTBUE
KMCrnopoaa KrneTtka MOXeT CUMHTE3NPOBaTh
AT® TONBLKO 3a CYET MUKONMUTUYECKOIo
paspyLleHNsa rMKo3bl, U gaeT
He3Ha4ynTenbHOE KOMMYECTBO SHEPTUMN.
[Tpn a3apobHOM oOKucreHuu rnokodosl AT
obpasyeTcs UCKMIOYUTENBHO 3a CYET
OKUCIUTENBHOIO docopunnMpoBaHug



