BUOEHEPI'ETUKA




OOLwWwu 3aKOHM Ha TepMOoAMHaAMMUKATA

l. MpBY 00OLL 3aKOH 3a 3ana3BaHe Ha eHepruaTa:

[pn BCcsika PU3MYHA UNKU XMMKUYHA NPOMsiHA obulata eHeprusi Ha
cucTemaTa 1 obkpbkaBalllata g cpefa octaBa NOCTOsSIHHA.

Il. BTopu o6Ll 3aKOH 3a 3ana3BaHe Ha eEHepruara:

BceneHara ce cTpeMu KbM 6e3nopsaabK.

Cneacreusa:

1) XMUYHUTE NMpOLIECU Ce NMPOBEXAAT B NOCOKa KbM paBHOBECHETO U
ce NpeycTaHoBABAT, KOraTo To € JOCTUrHaTO.

2) Bcuykn peanHm npouecu npotuyaT ¢ yBenm4yeHue Ha
eHTponusATa.



OOl 3aKOHM Ha TepMOoAMHaAMMUKATA

3a 3aTBOPEHN CUCTEMM:
AG=AH-TAS

Unu B yCrioBnaTa Ha GUOXMMUYHUTE peaKLUn:
AG=AE-TAS

AG - npomsiHa B cBobogHaTa eHeprusi, T.e Ta3uM 4acT OT obuiaTta
eHepreTnyHa nNpomsiHa B cuctemarta, KOSiTO ce M3Non3Ba 3a noresHa
paboTa;

AH - npomMdaHa B eHTannmsaTta (TONIMHHOTO CbAbpPXXaHue);

AE - ToTanHa npoMsaHa BbB BbTpeLLHaTa eHeprmsa Ha peakuuaTa;
AS - npomMsiHa B eHTPONUATa;

T —abcontoTHa Temneparypa



N3uncnasaHe Ha AG

npomsiHa 8 ceoboodHama eHepaust Ha F'ubc, T.e Ta3n YacT
OT obulaTa eHepreTuyHa NpomMsiHa B cMctemara, KOSITO ce

N3MOJ13Ba 3a lNoJie3Ha pa60Ta

1) 3a obuara AG = AGY + RT In i1 121
peakuys [A]*[B]”

+ bB — cC + dD ;
@’AbaBHOBecmeTo AG =0 ‘ AG = A6 + RTIn (120

)51

2) 3a okMcnUTEnHo-peayKLUNOHHM peakLmm

[C]°[D]?
[A]“[B]"

AG = AGY + RT In

C][D]
A]*[B]’

AG = AGY + RT In




N3uncnasaHe Ha AG

Endergonic reactions Exergonic reactions
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Progress of reaction—»
Energy required Energy released

Glucose Fructose Water Sucrose

AG < 0, peakumsaTa € eK3eproHM4Ha — rpoTmMya CNOHTAHHO C OTAeNsAHe
Ha eHeprus. lNpn BUCOKM oTpuuaTenHn CTOMHOCTU Ha AG - peakuuarta
OTMBa OoKpan n e HeobpaTtuma

AG > 0, peakuusiTa e eHAeproHnYHa — NPoTn4a camo, ako B cuctemarta
ce BHece eHeprus

AG =0, cuctemaTa € B paBHOBecHe 1 He ce N3BbpLUBa HMKakBa pabafa



U3NOJISBBAEMA EHEPI'UA

* I3TOYHMK Ha eHeprusi 3a YoBeKa U XXKMBOTHUTE - CaMO
XMMM4YeckaTa eHeprmd, oTaensHa npu pasrpaxgaHe Ha
XUMWYHN BPb3KN HA pas3nNYHKN BeLLECTBa (roprBa) B
OKUCITUTENHM NpPOoLEecH B Xoa Ha kaTabonuama

e DOTOCUHTE3NPALLNTE OPraHN3MMU - JUPEKTHO CITbHYEBA
eHeprus

 TonnuHHaTa eHeprua HE Moxe na ce nanonssa ot
XUBUTE OpraHn3mu 3a nosiesHa paborta



CTaLIMOHapHO CcbCTOAHUNE U TEPMOAUNHAMUNYHO

paBHOBecue

s =

XUMUYHNTE peaKkunn B OTBOPEHNTE CUCTEMMN: m:flil
* PAOKO A0 paBHOBECHO CbCTOAHUNE )
\\;7_—*;;

*e4HONOCO4YHO E 1
* MNPOAYKTUTE CE N3BJTNYHAT HETNPEKBCHATO A —

FIGURE 1. Asimple illustration of the difference between steady-state and equilibrium
ris co

conditions. In both cases the volume of liquid in the containe

constant. However,

in A, liquid is constantly flowing through the system, while in B, the liquid is static

« AKO CKOpPOCTUTE Ha peakuuuTe B egHa MeTabonuTtHa Bepura ca
eQHaKBW, KOHLEHTpauumTe Ha MeXAWHHUTEe MeTabonuTu ocTaBaT
NMOCTOSIHHW 3a AafleH nepuog OT BPeME -> CbCTOSIHME Ha MpUBUOHO
paBHOBECME, pPas3fM4HO OT TEPMOAUHAMMYHOTO: CTaUMOHaAPHO

CbCTOAHUE

=> cycTemaTta Mo)e MOCTOSIHHO Ja oTaens ceBoboaHa eHeprus, T.e. ga

U3BbLpLIBA padoTa



CnpsiraHe Ha eK3eProHN4YHU N eHOAEepProHnYHn
peakuuu

» [locTaBALLM eHeprus - oKucsiumesiHU, kKamabosumHu u
eK3ep20HUYHU

- Np. FNUKONN3a, B-OKUCNeHne Ha MacTHU KUCEMNUHWN, OKUCIEHNETO B AuxaTenHaTa
Bepura

- INpu rmagyBaHe un cTpec

*HyxaaeLm ce ot eHeprus - pedyKyUuoHHU, aHaboslumHu u
eHOep20HUYHU

- Np. BUOCKHTE3a, MYCKYITHO CbKpallleHMe, HEPBHO Bb30yXaEHNE, OCMOTUYHA
paboTa, KNeETbYHO aeneHne

-1 NpW aKkymMmynupaHa eHeprus, U3nuibLmM oT cyocTpaTu 1 B Nepnoaun Ha pacTex v
pereHepaLmsi Ha TbKaHu

ObenunHsABaHe (cnpsAraHe): Ype3 MaKpPOepPrMyYHU BeLLEecTBa



CnpsiraHe Ha npouecuTe, 4OCTaBALLU U
KOHCYMMUpPALLM eHeprus Ype3 MakpoepruiHu

CbeAUHEHWUA
Cc soboxpasaHe 1znonseaHe Ha
Ha EHEPia B Awwnnpaﬂe Ha SHEPMATAa 3a paﬁoTa
T RN oA EHEPMATA B W3NON3Eaema| |B peayKUMoHHN,
kaTabonuTHy, OPMA - MaKPOEPMIMYHI aHabonuTHW,
EKISPOHNYHW CEEOUHEHWA EHOSPOHWYHN
npouec u npouec u

MUKONN3a
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CBEOQUHEHWA
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[-okuc neHwe
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CnpsiraHe Ha eK3epProHNM4YHU N eHaepProHnYHn
peakuuu

EQHOBpeEMEHHO uUnn nocnegoBaTenHo npoTnyaHe ¢ obuy metabonut —
eHeprusa 3a NPpoTU4YaHETo Ha eHAEeProHnYHaTa peakums:

1. EHOeproHnyHa peakuus
rnioko3a + ® < rnko30-6-goccpart + H,0
AG ° = +13.8 ki/mol
2. Ek3eproHnyHa peakuyms
AT® +H,0 - AOD + D
AG,° = - 30.5 kJ/mol
=> LIANOCTHAaTa CrnperHara peakuns - ek3eproHuyHa:
rnoKo3a + AT® — rnroKo3o-6-choccart + AP

AGo'=+13.8-30.5=-16.7 ki/mol

B oTBOpeHU cnuctemMun egHa eHAEpProHnYHa peakuusi MoXe Aa NpoTeyde,
N aKko NpoayKTbT Ce U3TErNS B CriedBalla CUITHO EK3epProHNYHa peakuus.



MakpoepruiHm cbegnHeHus

MakpoeprniHu BpBb3KU: NP XMOPONUTHO pasrpaxkaaHe

AG*°' 2 30 kJ/mol (8o 70 kJ/mol) y

OOMKHOBEHW  KOBAarieHTHU  (HOPMOEPrnyHM) BPB3KU  (€CTEPHMN,
MUKo3ngHu, nentngHun): AG°' =8 + 21 kJ/mol

ApeHunoBa cuctema AOO/ATOD

Oxuc nure nHo pocdopunupane:

dochopwnupane va AP ¢ O po ATP 3a cmeTka

Ha eHe prd, oToene Ha Npyul oKNuCNe Hwe
EHepreTtnyHo

Mpouecw, R Mpowecw, | CRPAraHe
RocTaBAmA KOHC yMNP3 L1
ki sl ATP eHeprs

«[lonbnHuTEeNHa reBKaBOCT: B HSKoU criydan AT® ce pasrpaxaga oo AM®P
n nupodgocdart (PP)
*OBMKHOBEHO NPEHOC HE CaMO Ha eHeprus, Ho U Ha dpocdaT




ApeHnnoBa cucTtema
NMupodoccaTtHn MaKpoé%mx é;l;gm:

*Hykneosuatpudocdatu - Tpn dpocdatHu Bpb3KKN: A, B ny

- 0 - OOMKHOBEHA ecTepHa

- B n y - makpoeprniyHu (nupodocartHu). Han-yecto 3a pabota -
eHeprusTa Ha y-Bpb3Karta, U No-psaaKko Ha 3-Bpb3kaTta

*Hykneosngondgocdartn - egHa mMakpoeprmdHa nupodocdarHa U egHa
ecTepHa Bpb3Ka.

high energy

ATP ‘ l phosphate bond

adenosine mphosphm

ADP
“@ NRORC
adenosine @ osph




Mpumepn 3a Apyrm MakpoepruiHm cCbeanHeHUs:

Makpoepruixum MakpoepruyHa DG®
Pons B oomMsaHaTa
cbeaAuHeHus Bpb3Ka kJ/mol
”\ﬁ/” 0 * eHondhocdartHa -61,9 MeTabonuT OT rmukonmsa u
NN /L\\ [IIOKOHeoreHesa
- - bo
I
Phosphoenolpyruvate (PEP)
o 7T auundoocaTHa - 49,3 MeTabonuT oT rmukonun3a u
> % /o/gig‘ﬂ/c\o/&:o [IIOKOHeoreHesa
0/7P HO
1,3-Bisphosphoglycerate (1,3-BPG)
TR ryaHuguH-gocdgoartHa | - 43,0 pe3epBHO MaKpOepPrmyHo
Ha :
N N CbeAVHEHNE B MYCKynuTe
- o}
i L,
Creatine phosphate
PasnuyHu ) TUOECTEPHA -31,4 meTabonuTun ot b-okncneHune n
aunn-KoA (l np.
H3C/ scoa
Acetyl-CoA
Hykneosngu- n nupodoocaTHa aKTUBUpPaHe Ha OrpoMeH dpou
Hykreosngrpudocdartun, Hanp. cybcTpatu ypes
ATO --> AMO + O-O - 32,2 doochopununpaHe
ATO -->AO+O - 30,5




Pa3nn4yHu eHepretTM4HM HUBa Ha
docchopHaTa KMcenmHa B opraHm3ama

* HYNEeBO EHEPreTU4YHO HMBO - cBOBOAHAaTa pocopHa
KucenmHa

* HOPMAaJiHO eHepPreTU4yHo paBHuLLEe (HoOpMopaBHULLE) -
eCTepHO-CBbp3aHaTa

* BUCOKO E€HEPreTMYyHo paBHULLE - n3rpaxgawiarta
MaKpOoeprnyHu

[1pn okncnutTenHoTo pocopunupaHe: pocdart oT HyneBo
00 BUCOKO paBHULLE

[Mpn xnaponusa Ha AT® oo AP n ®: obpaTHO OT BUCOKO Ha
HYINeBO HUBO

[1pn akTMBMpPaHe Ha cybcTpaTtu, Hanp.
AT® + rnoko3a 0 AOD + rnoko30-6-O
doocdaTHaTa rpyna ce npeHacst oT BUCOKO HMBO Ha

BV aYal V. .FaVaY a2t ViIEIEVa N EBIVIaYaY



LEHTPAJIHA PONA HA AOEHUTNNIOBATA CACTEMA

o ATO® He e Han-6oraTtoTo Ha eHeprust CbegnHeHne
e MEeXAWHHA CTOMHOCT 3a AG® crnpaMo Jpyrute MakpoepruyHu
CbeaNHEHUSA N HOPMOEPINYHUTE CbeANHEHMNS

P ochOoRHONNMPYEAT
ALND . A
1,3 - Bucd occbornuue& II.-' '-.|' muuepan-3-gocdat
/,‘,rmomao-ﬁ-mocmm

OKMCNMTENHO ( ocd OpUNUpaHe ~D }, ,
 aTENHATA Bera | @ S dpykrosc-1,6 be
KpeaTwH docdar \ pocgar

KpearuH A TH
- pochopruNUpaHUA
,_/ - AKTHUB MPAHWA

- EHOEPTOHWYHK NpoUuecH




BNoONoOrM4HO OKUcneHue

' Oxidation ‘

Compound A
loses electrons

Oxidizing Reduced
agent

TepMuUHuU: t

OkucneHue — rnpoLec, Npy KOUTO OT BeLLlecTBaTa Ce OTAENAT ENEKTPOHMU
Peaykuus — npouec, npu KOMTO BelllecTBaTta npuemMar enekTpPoHU
OxkucnuTen — BeLLECTBO, KOETO NpMeMa efiekKTpoHU 1 ce peayumpa
PeayKTop — BewWecTBO, KOETO OTAEeNs efieKTPoHN N Ce OKUCnsABa
PepokcnoteHuuan — KofindecTBeH n3pas Ha adpmHuUTEeTa Ha BellecTBaTa KbM
eriekKTpoHUTE (3aBUCKU OT KOHLIEHTpaLMATa Ha BellecTBarta 1 Temneparypara)

Pepokccucrema — cbCTOM Ce OT OKUCIEeHaTa 1 pegyumMpaHaTa doopmMa Ha eqHo
BELLIECTBO

Mocoka Ha npuaBuXBaHe Ha eNIeKTPOHUTE — MPU PEAOKC-NPOLIECU ENEKTPOHNTE
ce



CTAOUU B KATABOJIUSMA

* aepo6eH MeTabonnabM - KUCIOpOoa KaTo ENEeKTPOHEH aKLEeNnTop 3a reHepupaHe Ha

eHeprusa
* aHaepoobeH MeTabonnsbM - HE Ce N3Nos3Ba KMcnopoa

Ctaaunn Ha aepoOHuUA

EenTbuM Bbmm@w“w

1 | dazal NogroTBuTenHa

Mwkoza v apyry - nuuepon u cdasa
AMUHOKMCENWHKY  MOHO33X apuau MACTHW K-HW

Il haza| CybeTpaTHO
————————————————————————— OKUCIeHune
(25% oT AT®)

1l daza| OkmcnutenHo
doocopunupaHe
(75% oT AT®)




OCOBEHOCTU HA BUOJIOTNYHOTO OKUCINEHUE

1. EH3uMM - oT rpyna | (okcuaopenykrasu)

OtpoeneHnTe oOT cybcTpata BOOOPOL4 WIM E€IIEKTPOHM - BbPXY KpaeH

akuenTop:

- ['lpn aepobHU ycnoBus - KUCNOPOA, KOWTO ce peayumnpa 4o Boaa

- [pn aHaepobHM ycrioBust - APYro BELLECTBO, HaMp. NupysaT, KOUTO

ce peayuupa Ao nakrat

/ dv

26+ -1@

NADH NAD*

Electron Transport Chain

//\FADH FAD |
drial L

Oxidative Phosphorylation

2 ADP + 2P,
2 ATP >

v

2 Pyruvate

2 NADH*+2H* 2 NAD*

w

Lactate dehydrogenase (LDH)
D EEE—
—

2 Lactate




OCOBEHOCTU HA BUOJIOTNYHOTO OKUCINEHUE

2. OnpeKTHO B3aMmMoaencTBmue C KUCIopoA vs. MHOroCTbLNasnHo B
nopeauua ot peakuum, KatTanmanpaHu oT eH3NMun

* HexxnBa npupoaa: ANPEKTHO U CbNPOBOAEHO C OTAENSAHE Ha
OrPOMHO KONMUYECTBO TOMMNMHA.

Hanp. cBbp3BaHe Ha BOOOPOA U KUCITOPOA - A0 3000°C

* OMONOrMYHO OKUCIIeHUEe: BOOOPOABLT UMK ENEKTPOHUTE, OTAENEHU
OT cybcTpaTMUTE — Npes nopeauLa ot peakuuu, KatanusmpaHu ot

eH3MMU C TEXHUTE pPefoKCCUCTEMIN C NocreaoBaTeNIHO HapacTBaLly
pefoKcnoTeHumanu

Figure 9.5

H, +%20, . 2H + %0,

{ A ; Controlled
release of
2 ‘H" + 2e energy
LT ) ) ATP
% 3 \
e
% ! V\ ATP

Explosive
release

Free energy, G
Free energy, G-
U2

\J
H,0

(a) Uncontrolled reaction (b) Cellular respiration

£ 2014 Pearson Educason, nc




OCOBEHOCTU HA BUOJIOTNYHOTO OKUCNEHUE

3. Bcekun npeHoc Ha BoOopoa (ENEKTPOHU) OT pedoKccncTtemMma ¢ no-HUCHK
KbM pefdoKccuctemMa C Mo-BMCOK pefoKCrnoTeHunan e eK3eproHu4eH
npouec, T.€. CbMNPOBOEH € C oTAeNAHe Ha cBODOAHA eHeprus.

+ 20,

A
(from food via NADH)

EHeprvaa He Ceé oTAaesnsAd m Controlled
release of
HaBeéAHbLX, d HA NTOPLUU B

energy for

OTAENHWTE CTbNana Ha sy"tﬁ,?,'s of
aAnxaTenHuTe BEpUrn:
« Camo nbpBarta nopumsa octasa

NPSIKO CBbP3aHa C OKUCNEHNETO Ha 3

cybcTpara - T.e. B cybcTpaTHaTa - T
* MAKCMMariHa 4acT OT eHeprusTa -

H,0

MaKpoeprmyHn CbeanHeHn4

Free energy, G

(b) Cellular respiration



OKCUOOPEOYKTA3U (EH3UMU, OCBLUECTBABALLU
BUONOIM4HO OKUCJIEHUE)

I. OexunaporeHasu

e aHaepobHM, T. €. HEe MoraT [a M3nons3BaT KUCIOPOA KaTo akuenTop Ha
Bogopoaa
* yyacTBaT B cybCcTpaTHOTO OKUCHEHME U B AnXaTenHaTta Bepura

« B 3aBucuMOCT OT pefokccucTemMaTa, ¢ KOATO AecTBaT:

1) C HUKOTMHaAMUOHU peaoKcCcUcTeMu - npeHoc Ha 1 Hn 1 e (xnapmuaeH NoH)
[1p. ManaT gexmngporeHasa:

+ o COO-
Manart + HAH """ > OKcarn C|:OO Malate Dehydrogenase
HO—C—H O0=C
+ Napt - - I + ©NADH + H'
CH, _ CH,
| A(_JJ = +29.7 KJ/mol I
COO- COO-

L-Malate Oxaloacetate

2) C ¢dponaBMHOBU pegoKcCcUcTeMm
np. CyKUMHAaT gexmgporeHasa:
CykuuHat + E-®A[] -------- > pymapar + E-CALH,

«  OOMKHOBEHO 0OpaTMMK - Marka pasnuka B peoKkcnoTeHumana Mexay cyoctpara
1 pegokccuctemara

¢ HukoTMHaMMOHWUTE peJoKccUcTEMM ca cnnabo CBbp3aHuM C anoeH3nma,
dnaBMHOBUTE PEOKCCUCTEMM - MHOTO MO-3PaBo, JJOPU KOBANIEHTHO B HAKOU



EH3UMU, OCBLIECTBABALLUUN BUOJIOTMYHOTO
OKUCIEHUE

3) AHaepobHM TpaHCeneKTPoHas3u - NPEHOC Ha eQuH eNeKTPOoH
-UMTOXPOMUTE OT AMxaTenHarta Bepura

Hanp. UMTOXPOM C peayKTasa:

umT. be, (Fe?*) + umT. ¢ (Fe**) ----> umT. be_ (Fe*') + umuT. ¢ (Fe?)

- ULWUTOXPOMUTE B EJTIEKTPOH-NMpPEHacAnTe Bepnrn B eHOorn1a3aMmeHnda peTukynym

L

(o Elocti
Glycolysis ./ /Krebs
e '1_\,_e;cle} ) w;% |

ATP ATP ATP

Protein

Intermembrane  Somplex
space of electron

carriers

Inner
mitochondrial
membrane

from food)
Mitochondrial
matrix

ELECTRON TRANSPORT CHAIN ATP SYNTHASE

©1593 AdSson Wesley Longman, Inc



EH3UMU, OCBLIECTBABALLUUN BUOJIOTMYHOTO

Il. Okcupasu OKWUCJIEHME
Terminal Electron Transfer in Respiratory Chain
° aepO6H|/| - KUCJ10pPOA 3a aKuenTop Ha BOAOPO, —— —
obpasyBa ce Boga UNu BOOOPOAEH NepoKkeus v g .
e‘/’ ad \f_ 2H,0
1)Uutoxpom C okcmpasa ? <4_ :oz
o Cytochrome be; s, \ 14H;Cue
* CbAbpP>Xa XeM KaTo NpPOCTETUYHA rpyna v _ﬁmpﬁi"fﬁ'féyt J— TR, NS
MeAHU NOHM ‘el O 3
* KpaVIHMFIT €eH3UM B AnXaTtesyiHaTta Bepura: e 8

4 umnt.c (Fe*) +4H* + O, -—--->2 H O + 4 uu.c (Fe*)

2) OctaHanuTe okcupasu (aepooHu gexuaporeHasu) HE ca cebp3anm ¢
anxaTenHuTe Bepurn

* Han-4ecto PMH nnu ®AL KkaTto NPOCTETUYHU rpynn => gbrriagoripomeuHu

* MPEHOC Ha ABa BOAOPOAHM aTOMa OT cybcTpata AMPEKTHO KbM KMcnopoa
=> BOAOPOAEH Nepokcna

» OToeneHaTa eHeprusa -> TonnnHa; AT® He ce nony4yaBa

* KbM okcupgasunTe-pnasonpoTenHu cnagart D-u L- ammHoaumaoo okcmaasu,
KCaHTUH oKcuaasa, angexua gexmaporeHasa, rinoko3o okcmaasa



EH3UMU, OCBLIECTBABALLUUN BUOJIOTMYHOTO
OKUCIIEH

Il. OKcureHasum Ho

XL e NADPH NADP+
Substrate /\

" Reductase

Cytosol

1) MoHOOKCUreHasu (xuapokcunasu):
* KaTanuampat BMbKBaHETO Ha euH R ‘
aToOM Kucnopog B cybcTpara, npu Prossnolpa | (Substate |
KOETO Ce Mosy4yaBa ankoxosnHa nunu o
doeHonHa rpyna. Qpyruat O-atom ce
peayuupa oo Boaa OT ApYr AOHOP Ha
BOAOPOA;:

Endeoplasmic Reticulum

R-H+O,+R-H, --—--- > R-OH + HZO +R,

* B enekTpoH-npeHacsaluTe Bepurn B eHAonnasMeHusi peTUKynym B
YyepHusa Apob - HecneundnyHO XMapoKCUNMpaT nonagHanmTe B
KNEeTKNTE NeKapCTBEHU U APy YyXauM BELLLEeCTBa C Len
obesBpexaaHe

* MUTOXOHAPUNHUTE XWUAPOKCUMA3HN CUCTEMU B CTEPONAOIreHHMU
TbKaHU KaTanmampar ctepeocneLndnyHn XMapoKCUnmpaHus B
BUOCUHTE3NTE HA CTEPOUHMN XOPMOHU, BUTAMUH D, XKNbYHU



EH3UMU, OCBLIECTBABALLUUN BUOJIOTMYHOTO
OKUCIEHUE

2) AnokcureHasu

* BMBbKBAT ABa aToOMa Kucnopopg B apoMaTHU NPbCTEHN, NocneaBaHo oT
OKUCNUTENHO pa3TBapsiHe Ha NpbCTeHA.

* YyacTtBaT npu pasrpaxaaHe Ha aMUHOKNCeSTUHMU
Hanp. XOMOreHTU3nHaT okcuaasa oT obMsaHaTa Ha beHunanaHuH u TUPO3NH

0o

homogentisate maleylacetoacetate



EH3UMU, OCBLIECTBABALLUN BUOJIOTNMHYHOTO
OKUCHNEHUE

IV. Xuapokcunepokcumaasu

* pasrpaxgaHe Ha BpeaHUTe 3a opraHn3ma nepokcuam 1 nonydvyasawmre
ce OT TsiX cBOOOAHU paauKanu

1) NMepokcupasum - kKatanuampar obesBpexgaHe Ha HZOZ:
H202+ AH2 ----- >2 HZO +A

2) Katanaaza - kaTanuampa cnegHata peakuus:
H202+ HZO2 ----- >2 HZO + O2



PEOOKC-CUCTEMU C BUONOIMYHO SHAYEHUE

1. HukoTnHamugHu peaAoKCCUcTtemMu

°*  HUKOTUHamMumaaaeHuH anHykneotupa (HAL*/HAOH + HY)
e  HUKOTMHamMugageHuH guHykneotunadocdar (HADO'/HAODH + HY)

I NaD o
* BUTaMunH PP (HukotnHammna) EER ¢
HAlD'(D .................... E}ﬁ:o_g_o_}?_o_ﬁﬁ
. -AonbhHUTENHa pocdaTHa . Wl .
rpyna Ha 2' no3uuusi B pubosaTa Ha
ageHnNoBUA HyKreoTna . % | NADP
* DyHKLUMOHANHO aKTMBHA - 5----------'---~---EC_O_§_O_§_O_C o]
HUKOTMHamuaHara basa (ButamuH PP) o e B 9 AR R



Okcunpopeaykuma mexany HUKOTUHaMuMaHa pegokccucrTema m
cyocTpaTt noa AeucTBUue Ha aexuagporeHasa

Penykums Ha HALL" 1 eqHOBpeMeHHOTO okucneHne Ha cybctpat AH,
(aHanornyHo 3a HAO®)

H H
43 CONH, CONH>
\\\\+ + AH, ——— ‘ | + A+ H+
; N
R

|
R
Hant HAOH + H'

* Tean pegokccucTeMun NpeHacaTt eamdH H atom nm eanH enekTpoH, T. e.
xvapunaoeH NoH H°

e OkucneHn dopmun: MOSIOKUTENHO 3apedeH MNUPUOANHOB MPBLCTEH C
apomMaTeH xapaktep (MMpUanHUEB UOH)

 PegyumpaHn dopmn: HeszapeoeHn U NPbCTEH C XMHOHOMoaobeH
XapakTep



* HukoTMHaMugHuUTEe pegokccucTteMu: OnmM3ka CTPYKTypa, MHOro
6rnn3bLK, NPy TOBA HUCHK HOPManeH peaokcnoTeHuman (No-HUCHK OT
Ha naBnHOBUTE) => eAHaKBa (PYHKUMA: KOEH3UMMU Ha MHOrO
aHaepobHM aexuaporeHasy B HavyanoTo Ha _ cybcTpaTtHOoTo
OKUCIeHue

« OOW pe3epBoap, HO pasnM4yHa bnonorn4yHa PyHKUUA:

- CbotHoweHneto HAOQ*/HAH B knetknte ~1000

buonornyHarta pyHkuusa Ha HA[IH e aa poctaBsa H 3a guxarenHarta
Bepura (Katabonusbm)

- CboTtHoweHneto HAOQ®*/HAOPH ~ 0.01

HAOPH pocraBa Bopjopoa 3a peaoyKUMOHHU OUOCUHTE3U
(aHabonuabm)

¢ TpaHCXMAporeHasa - rpeHaco4yBa rosriemMmnm nortounm BOAOPOAO OT
KaTabonnuTHO B aHabONMNTHO HarnpaBsJlieHUNe " O6paTHO,' KaTtalrimuamnpa
o6paTmmaTa oKCHnao-peaykumda wmMexay agsere HUKOTUHaMNOHU
pEeONOKC-CNCTEMN:

HAO®PH + HAR* <=========> HAQ®" + HAOH



PEOOKC-CUCTEMU C BUONOIMMYHO SHAYEHUE

2.PnaBMHOBU PefOKCCUCTEMMU:
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* dnaBnHmoHoHykneotua (PMH) :@: j\)\

* dnaBnHapeHnHauHykneotung (PAL)
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* IPOM3BOAHN Ha BUTAMUH B, (pubodnasmH) HO
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* peHacsaT aea H atoma (enekTpoHu), HO NocneaoBaTenHoO Npe3 MeXxanHHa
CEMUXMHOHOBA doopMa - cTabuneH csoboaeH paaukan

* CEMUXMHOHOBA (bopMa - npexon Mmexay ABY- U eAHOENEeKTPOHEeH
npeHoc
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OKkMCNeHa G opma CEeMMXMHOHOEBA cbopma peayuMpaHa cbn:uprma

 PepokcnoreHUManbT: Mo-BUCOK OT TO3U HA HUKOTUHAMUOHUTE
peagokccncremMun, Ho rNno-HNCHbLK OT TO3N Ha LUTOXPOMUTE




PEOOKC-CUCTEMU C BUONOIMYHO SHAYEHUE

3. Pe,qoxc-CMCTeMM C XMHOHOBA CTPYKTYpa

(e+H'> -
@ @ cwog n - BpOn Ha N30MpPeHOBKN OCTaTbLUW;
[CHCH= CCHzl H
yoBeKk n = 10

DKMCNEHA CeMMXMHOHOBA peayumMpaHa rH oM
hopma hopma B opma INTERMEMBRANE ] cytochrome ¢ |
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* KOQ.H2 N KoQ - noaABNXHU, HECBBP3AHU e

mitochondrial

c 6enTbK KOMMOHEHTU Ha anxartenHara mmee
Be p I/I ra . nhimnjnone

e
MATRIX 10 nm

* CeMMUXMHOHoBaTa bopma - MPUKpeneHa

KbM Q-6€enTbK, HamupaLly, ce OT ABETE . Ao o encvem

lehydrogenase ~C1 COmpiex oxijase
CTpaHu Ha BbTpeLLHaTa ool omplax
MUTOXOHAOPUNHA MeMbpaHa

*  BEeH30XMHOHOBOTO AP0 N NONUM3oNPEeHOBAaTa CTPaHNUYHa Bepura - XmapodobHM
CBOWCTBA -> NpuaBMXBaHe My BbB BbTpeELLHATa MUTOXOHAPUNHA MeMbpaHa

* B MNpeHOoca Ha eNeKTPOoHN MeXay HeNnoaABWXKHO BrpageHu KOMMNOHEHTU Ha
avxartenHarta Bepura (Mexagy dpriaBonpoTeUHNTE U LUTOXPOMUTE)

* B W3MNOMMNBAHETO Ha NPOTOHM OT MaTpuKca KbM MeXgyMmemMbpaHHOTO
NPOCTPAHCTBO (Q-UMKBbI)



4. MeTtan-cbabpXKallim pegoKCCUCTeMMU

«>KenesHu nnv megHu NoHun, oOMKHOBEHO 34paBO CBbP3aHMU C OenTbYyeH
KOMMOHEHT, MoraT Aja NpeHacAT eNeKTPOHMU:
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 Fe-S OentbuMm:
- XKens30 nma U csipa B EKBUMOapHU KonmyecTBa
- €H3MMU B AuxaTenHaTa Bepura

o Xem-cbabpxawm 6enTbun
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XEM Ha LMTOXpOM b (peayuupaHa

opma)
3a pasnuka OT HenpomeHslaTa ce BaneHTHOCT Ha Fe’*- IOH B xeMa Ha

XEeMOrfiobuH n MMornobunH, KOUTO NPEHacHT KUcnopoa, a He el



5. TnonoBu peaoKc-CUCTEMU

1) nunoeBa KMcerniMHa
2) rmyTaTtuoH

e JlunoeBa KMCernuMHa
- TunookKkTaHoBAa KucernuHa
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- B peayuupaHo CbCTOAHME - ABe CYyNOXNOPUITHU rpynn - HA 6 U 8 NO3NLIUS
- B okucneHo cbecTosHue - gucyndgpunageH mocTt

e [nyTaTuoH

- TpunenTua: y-rnyTamun-unctenn-rinmunH

- B okucnena popma - oBe MoOneKkynu rnytaTtmoH ¢ gucynduaeH mocTt

- KaTo Kko(hakTop Ha rmyTaTUMOH nepokcuaasa - obes3BpexgaHeTo Ha
BOOOPOAEH NepoKcna n CBOOGOAHUA XMOPOKCUNEH paanKkarn



6. AckopObuHOBa KucenunHa (ackopobar) - ButamuH C

0 o OkuncneHa n pegyumpaHa
doopma

O

L-ascorbic acid L-dehydroascorbic acid

He ce cMHTe3upa B YOBEK; XpaHaTa

*A00BP peaykTop - Moxe aa peayuupa O, , HUTpaTK U LMTOXPOMK @ U C

*BOHO-Pa3TBOPUM aHTUOKCUAAHT - HXMbMpa obpasyBaHETO Ha
HUTPO3aMWUHU B XpaHOCMUSIATENHNSA TPaKT

*N0-400p0 yCBOSABAHE Ha XENs30

*BbB Ba)XHW OKUCIUTENHN peakumn B KaTabonuTHU (pasrpaxaaHe Ha
TUPO3UH) UMK B CUHTE3HU MbTULLA (CMHTE3a Ha HopaAdpeHanuH,
obpasyBaHe Ha XIb4ka, CTepoMaoreHesa, 3peeHe Ha KonareH)

[1pn HegocTur Ha BuTammH C - ckopoyT



CYBCTPATHO OKUCINEHUE

*eAHOCTBLNANHO aHaepoOHO AexuaporeHUpaHe Ha CTOTULM pas3fnNYHK
cybcTpatn nog AeENCTBME Ha creumdpuyHn aexmpporeHasu, KoornepmpaHu
Han-4yecTto ¢ pegokccuctemmnte HAQ* v HAOQ®*

*Pe3ynTat: 3Ha4nTeNHU Konmyectea Bogopoa nog dopma Ha HAH morar
Oa nocTbnAT B AMXartenHara Bepura nnu nog dopma Ha HAO®PH ga ce
N3rnon3ear 3a peaAyKUMOHHN OMOCUHTE3N

«Cy0bCTpaTHOTO OKUCIEHWE - HAaYaneH eTan, npeallecTBall, OKUCNEHNETO B
anxaTtenHaTta Bepura



OKHUCJIMTEITHO ®OCPOPUITUPAHE HA

CYBCTPATHO HUBO

CuHTtes3arta Ha ATO® unun apyrm MakpoeprmyHn CbeUHEHMs 3a CMeTKa Ha

eHeprusi, oTaeneHa npu cyocTpaTHO OKUCTIEHNE.

Camo 3 Cny4yas, Korato otaersrieHarta eHeprmda He ce pascenBa KaTto

TOMJIMHAa, a ce aKymMylinpa B rnpoayKkTta Ha OKUCJ1IEHNETO, KOWUTO €

MaKpOeprmyHo cbeaAnHeHue:
1) okncrieHne Ha rnuyepangexna-3-o;
2) eHonasHa peakuus;

3) OKMCAUTENHO JeKkapboKcunmpaHe Ha a-KeTo KUCENUHM
- MupyBaT gexmaporeHaseH KOMMMEKC

0. 0
C CoA-SH NAD

C=0
CH, mplex (E, + F

Pyruvate

TPP, lipoate
FAD

NADH

pyruvate dehydrogenase

AG”

CO,

CHj4
Acetyl-CoA

33.4 kJ/mol



3HAYEHUE HA CYBCTPATHUTE ®OCPOPUITNPAHUA B
MUKOJITIMTUYHATA BEPUTA

CKpOMEH KOnM4ecTBEH NMPUHOC, HO MMa 3Ha4YeHue, Tbi KaTo:

1)B ycnoBusaTa Ha KucnopoaHa He4oCTaTb4YHOCT - €AUHCTBEH U3TOYHUK
Ha ATD

2) He ce noBnuaBar OT BELLECTBA, KOUTO UHXMOUPAT UNU pa3nparart
OKMCINEeHUEeTO B ANXaTeNnHUTe BePUru 1 CNperHaTtoTo C Hero
doocopunupanHe

3) [lpn mntoxoHOpPUUHUM 3abonaBaHNA cHabasaeaT kneTkaTta c ATO

4)JocTtaBat ATD, Korato eHeprusita, oTaeneHa B AauxarenHara Bepura, ce
n3ros3ea He 3a cuHTe3a Ha AT®, a 3a Apyrm eHAeproHN4YHM npouecu

5)BuocuHTE3nTE B LUTOMNa3MaTa Ce OCbLLUECTBABAT C MOMOLLTA HA
rmukonutTndeH ATo



Ponst Ha ButamuHuTte B1, B2, PP  naHTOTEHOBA
KUCeriuHa B OKUCJIUTENTHOTO AieKapOoKcurnupaHe Ha a-
KeTOKUCEerNHH
HapyweHne Ha OKUCNUTENHOTO AekapbokcunmupaHe Nnpy aBUTaMmMHO3a

B, (Mpu koHCYMMpaHe Ha NtoLeH opus, 3axap, 05110 dpallHo Ui Npw
ankoxonuuu, KoUTo NOYTM He NpMemMart XpaHa) — 3abonaBaHe 6epu-6epu:

B HayanoTo ce 3acsara nepudepHaTa HepBHa CUCTEMA, XapaKTepHU ca
U3TOLLEHNE, MYCKYyJTHa criabocCT, KOXXHW HapyLLeHus, 3aryba Ha Terno
*[1o-KbCHO TOBa Nporpecupa 4o CbpAeyYHO-CbA0BA, HEPBHA U MYCKYIHa

fnereHepauus

««Depun» = «oBLa» - TpenepeHe KoreHeTe, Mc
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