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BMOXMMUUYHUTE NpoLEecH B KNIeTKaTa NPOTMYAT B onpeaesieHa NOCOKa U ca CBbpP3aHU NOMEXKAY CU

1.  XMMMWYHWUTE peakummn B KNeTKaTa He ca OCTaBEeHM Ha NPOU3BO/IA, a Ce KOOPANHUPAT OT BUONOTUYHM KaTaIn3aTopu:

A) EH3MmK — Bentbum

B) Pub603ummn — pubOHYKNEOHOBU KUCENNHU

2. BMoNornMYHNTE KaTaIN3aTopM YCKOPABAT XMMUYHATA Peakuma n MoraT Aa BAUMAAT CAaMO Ha peaKkuumn, Kouto buxa npoteknun n 6e3 Tax. BpemeTo
Ha egHa eH3MMHO KaTa/iM3MpaHa peaKkumusa e No-masko oT 1 cekyHAa, a 32 NPOTUYAHETO Ha CbLOTO CbbuTHe 6e3 eH3MM BU OTHENO ceaMULM.

EH3MU

EH3umuTEe ca rnobynHu 6entbum. B TpeTMyHaTa MM CTPyKpypa ce obpasyBa aKTUBEH MmeHaTa Ha eH3MMuTe 3aBbplBaT Ha
LEeHTbP, Ype3 KOMTO Ce M3BbPLLBA KaTanm3lata. AKTUBHUAT LLEHTbP HAa BCEKU €H3MM MMa ,a3a“. MmeTo Ha eH3nma OBMKHOBEHO e
cneynduyHa dopma M B HEro MOXe Ja Ce MomMecTBa Camo onpegeneH cybcerpar CBbP3aHO WAM C peaKkuuaTa, KoATO
(pearnpawa monekyna). CybcTpaTsbT He CbOTBETCTBA HAaMb/JHO Ha ¢oOpmaTa Ha aKTUBHMA KaTanunsumpa uam cbe cybcTpara:
LEHTBbP, HO BarogapeHmne Ha rbBKaBaTa 6enTbYyHa MOMEKyNa, EH3UMBT AOMbAHUTENHO Ce - Jlnnasa — pasrpaxkga amnuam
Haraxaa Kbm Hero. B Kpaa Ha peakumATa cybCcTpaTbT ce NPeBPbLLA B MPOAYKT, @ EH3UMBT - AHK — nonumepasa — noammepmsauma
OCTaBa HEeNPOMEHEeH M MOXEe MHOFOKpPaTHO Aa KaTasm3mpa cblliata peakuuna. Hakou Ha HyKkneotuam (cuHTesa Ha MHB)
€H3MMM KaTaIn3mpaT peaKkLum Ha pasrpaxkaaHe, a 4pyry — peakumm Ha CUHTesa.

pasrpa*kgaHe Enarop,apeHme Ha eH3MMUTe, B K/ZIeTKaTa
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+ EHeprus (E)

---------------------------- M[ ABTOTPOGM ]

YacT oT eHpruaTa AHabonmnsbm
ce OTAenA KaTo TOMAMHa

(3aryba Ha E)

YacT ot eHpruaTta
XpaHWUTeNHW BellecTsa ce OTAenA Kato TON/AMHa
(3ary6a Ha E)

Kataboinsbm
Pa3rpakagaHe Ha BellecTBaTta

-> Npu1 paspyLlaBaHeTo
Ha XMMUYHUTE BPb3KM

ce otaena eHeprus (E)

AHab0113bM
CuHTe3a Ha BellecTBaTa
-> eHeprusTa ce Bnara B CMHTE3a
Ha XMMUYHWN BPB3KK

E B XUMUNYHU
BPBb3KMU

MeTabonmsom

Pennukauua, TpaHcKpunuus,
TpaHcnauma,
CuHTe3a Ha BbriexuapaTy,
CuHTEe3a Ha Ma3HUHK

[nnkonusa,
ParpaxgaHe Ha Ma3HUHM,

LiInkbn Ha Kpebc n ap. E + rpagmsHu

BELLECTBA

YacTt ot eHpruAaTa
ce oTAenA KaTo TON/IMHA
(3aryba Ha E)

OTtnagHu
_______________ ---""NPOAYKTH



ApeHo3uH Tpudocdarst (ATP) e OCHOBHUAT NPEHOCUTEN HA EHEPruA B KNAeTKaTa

ApeHosuH Tpudochatst (ATP) e puboHykneoTna ¢ a3oTHa 6as3a AZEHUH U i h \
1

Tpu docdatHM ocTaTbKa Ha 5° XMMMUYHUTE BPB3KM Mexay docdaTHUTe ! AAEHVIH )

OCTaTbUM HOCAT MHOFO €Heprua M 3aToBa Ce HapuyaT MAKpPOEepruyHu. '

OTtaeneHaTa eHeprua Npu TAXHOTO paspylUiaBaHe Ce M3MON3BaA OT eH3umMuTe
3a U3rpaxgaHe UK pasrpaxkaaHe Ha APYru XMMUYHU BPB3KW.

Pubo3a

CuHTE3a
W pasrpa)kaaHe Ha

/v XUMUYHU BPB3KMK
Xxngponusa ALEeHO3UH 1+ AgeHo3nH ALeHO3UH
AT ! A.D.cb + ®H + EHEpPruna ' Tpudocdat ‘\\p,mcboccbaT MoHodocoaT /

\ - ~ //
TON/MHa B e T -

HeopraHmn4yeH

docdar

AT® ce cuHTesmpa, Kato Kb AM® n AAD ce pobasat PH. MpouecwbT Ha pobasaHe Ha PH ce Hapuya PpocpopunupaHe. 3a cuMHTe3aTa Ha
MaKpoepruyHaTa Bpb3Ka MOXe Aa Ce U3M0/3Ba eHepruATa OT pa3rpaxkAaHeTo Ha Apyra XMMUYHA BPb3Ka C MO-TONAMA €Heprva Uam cneumaneH
eH3um (AT® — cuHTa3a) BbB BbTPEWHATa MeMbpaHa HAa MWUTOXOHAPUUTE U TUNAKOMAHATA MembpaHa Ha xnoponnactute. Mpu baktepun ATO-
CMHTa3aTa e B KneTbyHaTa membpaHa.

eHeprus ot eHeprus ot
pa3rpa)kgaHe Ha pa3rpakgaHe Ha
XMMMYHa Bpb3Ka XMMMYHa Bpb3Ka
AT®-cnHTa3a
AMO® + OH %7 ALD + dH %7 ATD AQD + P —— ATO
ocsoboxaBaHe Ha ocBobosKgaBaHe Ha

eHeprua €Heprua



OKMUCAUTENHO — peAYKUUOHHU Npouecu npeacTaBnaBaT NPeHOC Ha e/1IeKTPOHU U NPOTOHU
mexxay xummuyHmute coegnHeHuA

KneTkata morKe ga M3Non3Ba eHeprusata Ha BOAOPOAHMUTE €/eKTPOHM M NPOTOHWU, 3a Aa ce cHabaABa ¢ no-ronamo kKonmdectso ATP. 3a uenta
TpAbBa Mo/sieKya, KOATO Aa MM NpeHece A0 eNeKTPOH-TpaHcnopTHUTe sepurn (ETB) BbB BbTpewwHaTa membpaHa Ha muToxoHapunte. OCHOBHUAT
NPEeHOCUTEN Ha eNeKTPOHU U NPoToHM A0 ETB e HUKOTMHamupg apgeHUH guHykneotua (HAA). HAL e usrpageH OoT ABa HyKNeotTMaa, KOMTO ca
CBbpP3aHM C ¢ ABa docdaTHM OcTaTbKa:

HUKOTUHaMU aAeHWH

OTHEMaHETO Ha eNIeKTPOHW U MNPOTOHKU ce
Hapu4ya OKMCNAEHUE, NPUEMAHETO Ha ENEKTPOHM
M NPOTOHU Ce Hapuya peayKumna:

AH,+B —— A+BH,

1H=1e +1H"

A ce oKucnaea -> otaasa 2e + 2H*
B ce peayumpa -> npuema 2e + 2H*

Mpu OKUcneHneTo (pasrpakAaHeTo) Ha OpraHMYHM BeELLEeCTBA
HAKOW OT eH3UMUTE NPEexBbpAAT BOAOPOAHUTE eNIeKTPOHU W
npotoHun Bbpxy HAL. lNpn npuemaHeTo Ha eNeKTPOHU U MPOTOHU

HA/ ce peayumnpa:

HAL* + 26" + 2H* =——p HAJH +H*
OKMC/EeHa peayunpaHa
dopma dopma

pnb0o3a pnb0o3a

Peayunpanmnar HAL npeHaca enekTpoHUTE M MNPOTOHUTE A0
ETB B mutoxoHgpunte u rm otgasa. Npu Tosa nonoxkeHmne HAL
ce oKkucnaga:

ETB
-2e + gld\
HAH +H* — HALY

peayumnpaHa OKuCAeHa
dopma dopma



Munkonusa:
OKucneHue Ha rnoKo3a 40 NUPOrpos3aeHa KucenmHa (nupyesar)

Hai-npeAnoYynTaHUAT M3TOUYHWMK HA €Heprua B K/JeTKaTa e [oKo3a. rnMKon nN3a

PasrpakgaHeTo Ha M1OKO3aTa Ce Hapuya FMUKOAM3a M Ce U3BbPLUBA B
uuTonnasmaTta ( = uMTOo30na) Ha KaeTKaTa. [loKo3aTa e MoHo3axapua, c 6

BbIepoaHu atoma (6C) 1 ce okncnasa Ao 2 monekynu nupysat (2x3C). [ntoko3a —

(6C)
InMnKonusaTta ce pasaena Ha 2 ¢asu:
A) ®asza Ha BnaraHe Ha eHeprus — n3pasxoaBaT ce 2 monekynmn ATO 2 ATO BniaraHe Ha eHeprius.
B) ®asa Ha gobuBaHe Ha eHeprua — cuHTe3npaT ce 4 monekynu AT n ce PasuensaHe Ha
peayumpaT 2 monekynm HAL (HAOH+H*) 6-BbIepOoAHa 3axap A0

D 2 AQD
2 3-BbINIepoaHM 3axapu

Meyanbata oT [MMKonusa e 2 monekynm AT® n 2 monekynn HAQH: 2 rnmulepanplexmpld)ocd)a'r

(3C) —

CcH,0p = 2 C;H,0, + 2 AT® + 2 HALH+H"

FMIOKO3a nupysat (=4H) (x2) 2A00 (x2) HA,EII
( Jobus Ha
4 monekynm ATO
(x2) 2 ATO (x2) HADH+H==— 612 neuanta

[MWKoNM3aTa e yHUBepcaneH npouec, 3alwoTo He usuckea O,. - 2 AT®)
MN3non3BaT s NPOKapUOTN N eYKapUOTH. 2 MNwnpysaTt

(3C)




LiMKbA Ha TPMKAPOOKCUNHUTE KUCENNHMU
(Uukbn Ha Kpebc)

5—CoA

C=0
|
CHy CoA —SH

LiMkbabT Ha Kpeb ce n3BbpluBa B MaTpUKca Ha MUTOXOHApuuTe. Mpun cun' U -::m'

Hero NMpyBaTbT MOJIyYeH OT IIMKoAIM3aTa ce okucaasa go CO, u H,0. +H*

B TO3M npouec ce oTHEMAT BOAOPOAHN €1eKTPOHU U MPOTOHU, KOUTO D_=C __> HO — .:; coo"

ce npepasaT npes ETB Ha KpaitHua um akuentop O,. LIMKBbABLT Ha NAD* 27 cny B s )

Kpebc e xapakTtepeH 3a aepobHUTE OpraHU3MKU U U3UCKBA Hanuuue / coo nl.oo Ha0 cuu -
HO—CH ~  CcH—coo"

Mpean CTapTa Ha LMKAUYHMAT NPOLLEC MMA MEXAMHHA peaKkuus, npu m fl-‘Hz g nlzn

KOATO NUPYBaTbLT OT [MMKOAM3aTa ce cBbp3Ba ¢ CoA (KoeHsum A). ém_ Lo

MNMonyuyasa ce Auetun — CoA. AueTtmaHata rpyna e octaTbK OT NMpyBsaTa '\ ,'IL_.E

n 1A ce pobaBA KbM OKCas0aLeTaT, NPU KOETO Ce MojlyyaBa LUTpar _,,fi I-F K b C | ||I NAD*

(nMmoHeHa KucenuHa). MNopagu Tasu NpUYMHA APYroTO MME Ha Hz0 I'ul rens YC e 'I.

LUnukbna Ha Kpebc e , LlMKbA Ha AMmoHeHaTa KucenmHa“. lpwu coo- v m_ H+

coo”
nocnefoBaTeNIHOTO OKUC/NEeHME Ha uMuTpaTa ce nonydasa HAAH+H* n ! |

CH
ce otaena CO,. KpaliHMAT NPOAYKT Ha NpoLeca e OKaca0aLleTaT, KOUTo Fumarate Jgj ez

MOKe [a B3aMMOoZelncTBa ¢ HoBa Mosiekyna Auetun — CoA n Taka ce IHI: i ‘:3“2
obpasyBa UUKDBA. €00 CGO_ :I:Dﬂ' / rlzﬂo

CoA —58H CHZ ™ coo-
MNonyyeHute HAOH+H* npeHacAT eneKTpoHuUTe M NpoToHUTe A0 ETB, BHz L '|:=H \@
KbOEeTO e ce M3MOoN3BaT NpU OKUCAUTENHOTO ¢ochopunmpaHe u /7 _.._=._ o (\

CUHTEe3aTa Ha ATO.

cnn |
GTPGDP b o W*'*




MpoaykTute oT KaTaboM3Ma Ha OCHOBHUTE XPaHUTE/IHU BeLecTBa Ce BKIOYBAT B OCHOBHUA MbT
Ha aepobHO pasrpaXkpaHe Ha Bbrexugpature

6entbum noansaxapuam annam
| eTan
vV V V WV V \ 4 \ 4 \ 4 4
------- aMUHOKUCENNHHU MOHO3axapugm ranuepon MacTHH
A A A A ‘\ g Kncenmu
v
Il eTan MupysaT
c3

............................... Auetun- CoA

Il etan



OkucnutenHo ¢popchpopunumpaHe

OKkucnutenHoto ¢ocpopunmpaHe ce m3sbpwBa ot ETB
BbB BbTPELHATA MUTOXOHAPWANIHA MeMbpaHa 1 NO-TOYHO B Bl Erexrpon-pancnopHa
Kpuctute. ETB npeactasnaBa  cuctema OT  HentTbuHM Bepura
enemeHtTM. EgHM  oOT TAX wm3non3sBaT eHepruATa Ha [ ATo - cunrasa

€NeKTPOHUTE, NOJIYYEHU OT OKUCNEHUETO Ha OpraHuYHUTE
BEeLecTBa, 3a Aa M3NOMMBAT BOAOPHM MPOTOHM OT eAHaTa

CTpaHa Ha membpaHa. O TO3M HaYMH ce nosayyaBa | MewaymembpaHHO NpocTpaHcTeo @

NPOTOHEH rpaaneHT. BogopogHuTe NpOTOHM He morarT Aa ce @ @
BbpHaT o06paTHO npe3 MmembpaHaTa., 3awWwoTo TA € @ @ Cyto @

HenponycknMBa 3a Tax. AT® — cMHTa3aTa MMa KaHan, npes > - |
KOMTO MNponycKa NpOTOHUTe obpaTHo. [JoKaTo BOAOPHUTE Berpewna Wm )
NPOTOHM nNpemuHaBaT npe3 KaHana, AT®-cuHTasaTa, ) ;

UTOXOHAPWaNHa b '
M3NoN3Ba eHepruAaTa MM, 3a A4a ocBob6oaAN CUHTE3MPAHUA B | membpaHa ‘ e | eelee e e e eee e e COCSEatt y
HeAa ATO.

ETB npeobpa3yBa eHepruaTa Ha e/IeKTPOHUTE B eHeprua NADH
Ha NPOTOHHMA TPAAMEHT, a eHepruATa Ha MNPOTOHHMA . @ FADH, fap*.
rpPagueHT no3soasasBa Ha AT®-cMHTasaTa ga CMHTE3uMpa no- NAD + @
ronamo Konmyecsto ATO. @
KpalHMAT aKULenTop HA eNnekKTPoOHUTE W NPOTOHUTE e @ e
KUC/OPOALT, MPU KOETO B3aMmogeicTBue ce obpasysa Marpukc % + @ — Ho |x2 — 00
Boga. ToBa € W ponATa Ha KUCAopPoda, KOWTO auiiame. @ e o
I'Iopap,vlll Tasn npudnHa ETB vce HapuyaT owe ,[AduxatenHu 2 cBoBOAHN 2 eneKTpOHa, e PO, Vv
Bepurn®. KucnopoasbT e KpauHUAT OKUCAUTEN U NpUBAUNYA BOZOPOHM KOWTO Hanyckat @
NOTOKbT OT e/eKTPOHU KbM cebe cu, C KOeTo nomara 3a npoToHa ETB
dochopunupasero Ha AAP po ATP ->OKucautenHo
dochopunupane.

Mpu aepobHOTO pasrpaxkpaHe Ha rtoKkosaTta ao CO, u H,0 ( Mukonusa + Lukbn Ha Kpebc + OkucauntenHo pocpopunumpaHe) ce cuHTesmpar
oKono 30 o 32 monekynu AT®.



