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depMeHTbl aHa3pPObHbIX MMMKONN3a u

NMMMKOIreHoJ1n3a
1.MekcoknHa3sa (rmokokuHasa) (Mg?*) (2.7.1.1.)

2. nrokosodpocdaTnsomepasa (5.3.1.9.)
3.®ochodpykTokmMHasza (Mg**) (2.7.1.11.)
4.OpyKTO30-1,6-andpocharanbgonasa (4.1.2.13.)
5.Tpuosodocdartnsomepasa (5.3.1.1.)

6. nuuepanbaermadocdaraerngporeHasa (1.2.1.12.)
7.®ocdornnueparkmHasa (2.7.2.3.)
8.docornuuepomyTtasa (Mg?*) (5.4.2.1.)

9.EHona3sa (Mg?**; Mn?*) (4.2.1.11.)

10.MupyBaTknHasa (Mg®*; Mn**; K* unm Na*) (2.7.1.40.)
11. JlaktaTtoerngporeHasa (1.1.1.27.)

1a. Poccopunasa (2.4.1.1.) u amuno-1,6-rnoKkosngasa
16.PocdornokomyTasa (2.7.5.1.)



Mono4HoKkucroe bpoXxeHue

* VI3BeCTHbI ABE rpynnbl MOMTOYHOKUCTIbIX DaKTEPUIA.
OgHn "3 HUX B npouecce OpoXeHUs1 yrrneBodoB
00pa3yoT TOMBLKO MOMOYHYK KUCIOTY, ApYyrue mn3
KaXXgou MOneKynbl [MoKo3bl “npon3sogdar” no
O4HOW MOneKyne MOJIOYHOW KUCMNOThbI, 3TaHoNna U

CO..

« CTaguu MOJOYHOKUCIIOro bpoxeHus,
Katanusnpyemble depMeHTamMu bakTepun
nepBoro BUAa, aHanorn4yHbl cTaansam

aHa’3pobHOro rnuMkonmsa; BTOPOro Tuna - CMecb

peakuMin aHaspobHOro rnukonmsa M CNMPTOBOrO
CeH206p PRI A 20— > 2CH; —|CH —COOH +2AT® + 2H,0
I'NTHOKO3a

OH

MOJIOYHasA KHUCJIOTa



CnunpTtoBoe 6poXeHne

CymMmapHas peakuus:
CH O 2CO, + 2C H.OH

6 12 6

CMewWaHHbIU TUN OpOoXeHuns

CeH 206 + ZAI[(D + 2®H4> 2CH; —CH -COOH +2AT® + 2H,0

I'TIOKO3a |

OH

MOJIOYHasdA KHCJIOTa



3aKn4ynTenbHble cTaanmn
CNMPTOBOIo OPOXEHUS

* 11 cT. [lekapbokcunmpoBaHue nBkK

=0
?“*-OH nupyeamaoe- =0
C=0  kapbokcunasa C"‘*H CO
+ .
fTuposuHo2padHan YxcycHbilu
xucnoma anbdeaud

* 12 CT. BOCCTAHOBIEHME YKCYCHOro anbaernaa

=0 ankozonndeaudpo-  CH,—OH
C--..H + 2eHasa +
| + HAOH +HT — = CHs + HAI
CHg 5
2munoebi
YxcycHbIU cnupm

ansdeaud (2maHon)



3aKn4ynTenbHble cTaanmn
YKCYCHOKWNCII0ro bpoXkeHus

12 c1. OKncneHne ykcycHoro anbaervaa

C-:,O anndeauddeaudpo- o 0]
~H + 4+ HO geHasa Gl
(|:H3 + HAN 2 g (I:H3 + HAOH + H+
YxcycHbIU YxcycHas

anbdea2ud xucnoma



B a3poOHbIX ycrioBuaXx (npn Hann4yum
KMcriopopa) pacnag rrnoko3bl oyaer
npoxoauTb B 3 3Tana:
| 3Tan: pacnag rmnwKo3bl HE O0 MOJ104YHOU
KMCJ10Tbl, a 0 NnupyBara.

1 aTan: OKUCNUTENbHOE
nekapbokcmnmpoBaHme NUPOBUHOIPaaHON
KNCNOTHI.

Il 9Tan: UMTPAaTHLIX LUKKN (0OLWMn NyTb
kKaTadbonuama).



| 3Tan aspobHoro pacnaga yrnesoaoB
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CymMmapHas peakums OKUCIIUTENBLHOrO

nekapbokcnnmpoBaHUs NBK
depMEHTHI:
1. NupysaTaekapbokcunasa (E,) (K. 4.1.1.1)
2. JlunoarauetuntpaHcpepasa(kE,) (KP. 2.3.1.12)
3. JlunoamnpnernaporexHasa (E,) (KP. 1.6.4.3)
KodbepmeHTsl: TP, ATIK, KoASH, @A, HAL

Hj Hs
=0 + HA}J,"' + KoASH - C=0 + HAOH + HY + COj
C’}O ®epMeHTbI1,2,3  “SKoA
\
OH AueTunKoA
Nn.B.K.
Buonornyeckoe
OKHUCINeHue
HAOH + H+ + 120, = HAO+ + H,0

3AN®+3H3PO; 3AT®



HprBaTﬂeFHHPOI‘eHaI}HBIﬁ ROMILII€RC COCTOHT H3

MHO’KeCTBa CyObeJHHHI] Kasxa0oro u3 ¢pepmentos E1, E2 n
E3

o)

) EG)

|50nm|




IIpu cyOcTpaTHOM TYHHE/ITHPOBAHUH MPOMeKYTOYHbIE
coeITHHEeHHS] HUKOIA He MOKHIAKT (pepMeHTHBIH
KOMILIIEKC

|
C‘;“b 0 COA'SH CH;; 5 o C_S‘ COA

. 2 \Z — : ’
CH3—-C—-C/ — \_)\ _ Acetyl CoA
\O" \V = Reduced
Py‘ruvate TPP < \ 6‘2’ lipovllysine |
Al N\ \y—SH
@ @ lipoyllysine f SH
TEP: | S Lys /
CO, 1 | \ \ NADH + H*
| o | N o
‘ CH | | ..1 1ze;8in )
Hydroxyethyl S b ®
TPP FADH,
NAD*
Pyruvate Dihydrolipoyl Dihydrolipoyl
dehydrogenase, transacetylase, dehydrogenase,

E, E, E;



Kodepment A

Reactive
thiol group
NH,
H H CH3 8] O N\)\N Adenine
. . . £

L HS—CH2 —CH;—NI—(|3—CH2 _CHQ_N@_'&_#—CHQ_O_ " —O—‘%—O—CHz 0 vl \N/

B-Mercapto- HCH, 9] O

ethylamine o

Pantothenic acid
Ribose 3'-phosphate
S-CoA i - 3'-Phosphoadenosine diphosphate

Acetyl-CoA



KogepMmenThl, npHHIMaONHe yYacTHe B padore
NHPYBATAEerHAPOreHA3HOI0 KOMILIEeKCA

[
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/\ /%2'
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Tuanmanupodocdat (TPP) JIumoesas KICIOTA
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OkucnnTternbHoe
nekapbokcnnmpoBaHue nekK

1cT. (I'JH3 (|3H3
([‘,-=0 +  TNP-E4 """iH-TI"ICl:'-E1 + CO,
CODH H
[.B.K. FMAPOKCHUATUN-

THaMmuHaudocgar



2 CT. (I‘_:H3 CH,

: ¢ T OMKE, ——w G + TN®-E
E TNO-E, /ﬂ 2 " \ec , 1
H ﬂmnoesan HS

KUCNOTa
OKUCIEeH. Auemnnunoa'r



3 CT. CH3

S HS\
|| S/HKE + KoASH——HS/”K'Ez i
JlunoeBan

KUCJNIOTa BOCCTaH.




s e P OALE > T IKE, +OANH,E
JIK-E, E3 S/” E, 2-E3

HS



5 CT.
CIJA,IZI,HZ-E3 + HAI®' —» CIJA,IZI,-E3 + HAOH + H*



Oowan cxema yumpamno2o YUKIa

CH,—-COO
' N3ouutpar- o2

AxkoHutasa HC-COO
! AeruRporexasa a-Ketornytapar

___—"HC-C00
‘ CH;-COO

OH : .
2 Wsoumtpar VAD C,:HZ "
C-COO

CH,—-COO
HO— ('; -COO (”) o-Ketornyrapar-
('3 o T AernaporeHasa
-
Uurpar ~— CO?
CoA-SH
CH,—COO"
—— 3(NADH+H") CH ,
cunTasa | | 1 FADH; !
C-S-CoA
il
0
il H,0 0O
CH3-C—-S-CoA 5 Cyxumnun-CoA
N -
C—eao rao + Pi
CH,—-COO
OkcanoaueTtart CyKuMHaTTUOKMHAa3a

NAD*

OH

Manar- H,0 \ COO‘ 6 FAD CH2 COO To
CHz COO CoA-SH

peruaporeHasa HC COoO
HzC COO'\{\ CyKkumHaT

Manat ¢ymapaaaooc/ \  CyKuuHaTaermaporeHasa



1-a peakuus: CuHTe3 untpaTa n3 okcanoauerara
7
auetTunkodepmeHTa A

H,0 HS-KoA

CHa O=C—COOH \—/ CH,—COOH
2 |

“—
C<8.HoA H,C—COOH LUMTpar-crHrasa HO%—COOH

Auetun-KoA Oxcancauerar Lnrpar



2-9 peakuumsa: M3omepusauma umtparta c yyactuem

dKOHUTA3bl
COOH COOH COOH
| H.O é H.O I
CHQ / l H2 \ (I:;HQ
HO —-(J)—COOH - _\ s ﬁ)—COOH = - H—C—COOH
L Wi | A g
COOH AKOHWTRT-TWARATA3S | COOH b Ax;'mmarrmparaaa COOH

Unrpar yue-AsoHnrar Waountpar



3-11 peakuusa: nouuTpart gernapmpyeTcs c
obpasoBaHMem KeTornyTtapara u CO2

COOH COOH
. . CQO.
WaounTpargerdaporeiasa '
HO—C—H C=0
I
COOH COOH
WaounTpar

u-Ketorayrapart



4-1 peaKLuUs: OKUCNIUTENbHOE
AeKkapooKkcunmpoBaHue KeTornyrapara

COOH COOH

[ HS-KoA HAL' . ~

?HQ \ \ ;—’/AﬂHJrH/(‘O’ CH,
(')HQ -—

C|)::.

a-KeTornyraparaerdaporeHazibii KOMnhexe
@)

COOH

a-Kervornytapar Cyxumnuunn-KoA



5-11 peakuus: npespawieHme cykumHun-CoA B
cykuuHart. CybcTpaTtHoe ¢pochopunupoBaHue,
Katanusmpyemoe CykumHun-CoA-cnHtetasomn

COOH COOH
CHg CHsp
+ [A® + P =2 z = + [Td + HS-KoA
CHj ykuuHun-KoA-cunreraaa CH,
CyxuuHar

CyxumHnn-KoA



6-A1 peakuusa: goernapmpoBaHue CyKLMHaTa C
obpaszoBaHuem chbymapara

?OOH E-OALlL  E-dAflH, EOOH
[ N A L B
CH, CykuvKaTAernaporexasa HC

|

COOH COOH

CykyuHar bymapart



7-9 peakuus: rmapaTtumpoBaHue pymapara c
obpa3oBaHMeM manara

?OOH H.O COOH
CcC—H \E HO
| é
H—C . H—0—H
|
COOH H.O dymapasa COOH

Ddymapar L-manar



8-A1 peakuus: germapupoBaHMe manarac
obpa3oBaHueM oKcaroaleTaTa

COOH COOH
HO—C—H N C=0 \
+ HAIL < — + HAAH+H
H—C—H Manatgernnporesasa CHj,
COOH COOH

L- manart Oxkcanoauerar



JHepreTu4yeckum 6anaHc
a3poOHOro rmmkonnsa

| 9Tan gaet 8 monekyn ATO

Il aTan gaet 6 monekyn AT®: 1 monekyna NBK
obpasyeT nNpu OKUCITUTENBHOM
nekapookcunmpoBaHun 3 monekynol ATO;
n3 1 MONeKyrsbl rMOKo3bl obpasyeTcs 2
monekynbl NBK, cnegoBatenbHO 2X3= 6;

Il 9Tan gaet 24 monekynbl ATO, T.K. B LUK
Kpebca BcTynaet 2 monekyrnbl auetunKoA.

NToro: 38 monekyn AT®.



HATIE+ 1T HAL MmuuepondocdaTHbIN YENMHOYHbIN

\ / 1To30a8 MexXaHUN3M.
IluronmasMariueckas

reposi-3-hochar-aeruaporenaa

ObpasoBaBLUnecs B npouecce
npespaLlleHnsd rmvuuepanbaern-3-
Anoken- Mitepon-3- CbOCCba'I;a ZMorneKynbl HALH B
anetonhochar toceat OanbHENLLEM NPU OKUCIIEHNN MOTYT JaBaTb
/ He 6 mMonekyn AT®, a Tonbko 4. T.k.
MuToxonapHaibHas CaMUn MOJ1EeKYI1bl BHEMUTOXOHAPWNAJIbHOIO
”'“‘})’f“?&?éé‘&‘%mm‘fl‘:mwl’w“” HAOH He  cnocobHbl  MPOHUKATHL
DALH, oan] yepe3 MeMbpaHy  BHYTPb MUTOXOHOPWUN.
K! ; OpnHako oToaBaemble
2¢ NMW ONEKTPOHbLI MOTYT  BKMKOYaTbCA B
MUTOXOHOPWUAsbHYO Lerb

BMONOrM4ecKoro OKUCIEHNA ¢ NOMOLLbIO
Tak HasbiBaemMoro rnuueporndocdgaTHoro
4YeSTHOYHOro MexaHu3ma.




uuepansperva-3-gochar _/_.,_,_1_\. » 1,3-Buctpocornuuepar
LiuTosons NAD* NADH + H*

e

2
a-nuuyepon-3-goctar Avrvppokcvauerorgochar




ManaT-acnapTtatHaga YernHo4YHaga cuctema ans nepeHoca
BOCCTaHaBNMMBAKOLLMX 9KBMBANeHTOB OT unTto3osnbHoro HAH B
MUTOXOHOPWAaNbHbIV MaTPUKC.

Buyrpenuas
MHTOXOHAPHAIbHAA Marpuge
urozons MeMOpana MHTOXOWIPHH
Manar —— Maaar
HAIL HAJ
Maaarne- Manate-
ITHAPOTEHA3A rHApPOTCHATA ’ .
HAIH+ H HAJTH « = Hens
fepeHoca
Okcaxoauerar OKcanoauerar MEKTPOHOB
& [Jyramar w  layramar ~_
AcCTiapTataMumo-- Acuap'ra;zmmm-
Tpancdepasa | Tpancdwepaja
pattchep / Acnaprar -‘Jr-#- Acnaprar \
/ Y
a-Kerorayrapar O——ﬁ——- a-Kerorayrapar

W



MIOKOHEOI'E
HE3

?Hg COOH
=0 . » CH
c'; b - e NupysatkapBokcunasa 2 + Al + P
COOH C=0
COOH

Mupysar Okcanoauerar

Mukonus

COOH
2010 2ATO COOH

-0\ /o
CH? ¢
Qocpoenon - :

NHPOBHHOT PAAREN NuposuKCr paaKaa
H-13 H-Ta



?OOH
CH,

c">=o
COOH

Oxkcanoayerar

+ I'Th e

— o — ’

O«PO3H + T A® + CO,

xa mgwsmm. COOH

Qocdoeronnupysart
Mukonus
COOH
I 2010 2ATO COOH

2CO~ l
I 2C=0
CH, M |
CH,
Qocpoenon -

NHPOBHHOT PAAKEN NupoBus0r paaKaa
H-13 H-1a



Lintonnaama

MuToxoHapus

Mupysar

Manar —~—

HAL'
3
HAAH+H' '
Oxkcanoauerart
T
4
rad ' CO,

hocdoenonnupysar

fom [uipysart
cOo. AT®D
1
AL® + H, PO,
5 Okcanoauerar
HAOH +H'
2
Manat i

O6pa3oBaHue ¢pocchoeHon-nmpyBara n3
nupyBara.

1 - nnpyBaTKkapbokcunasa;
2 - Mmanatge-rmgporeHasa
(MUTOXOHOpPWanbHag);
3 -MmanartgerngporeHasa
(uMTOonMasmaTudeckas);
4 - pocdhoeHonNnpyBaT-kapboKcU-KMHa3za.



COOH COOH

|
CHs CHa2 ,
+ HAJH+H = = | + HAL
C=0 Manargerugporesaza HCOH
(MuTOXOHAPUKaNEHERA) |
COOH COOH
Oxcanoauyerar ManaTt
COOH COOH
| 4
T HAD “ |7 HALH + H
-+ + + v
CHOH $Manmnerunmrenasa =0
(uMTonnaamaTuyeckan) |
COOH COOH

L-manar Oxcancauerar



OOGpaLlueHue 3-1 peakuuu rmmKonunsa

®pykro3o-1,6-6bucdocdar + H,O > (OpykTo30-6-pocar + P.
DpPYKTO30-
6ucoocdarasa

OOGpalieHue 1-oM peakuuu rmmKonmnsa

[ ntokozo-6-dpocdar + H.O » [nokoza + P.
[ nwokozo-6-pocdarasza



[niokoza_——{(1 )—==[niokozo-6-pocdat

7o |

H,PO, dpykroso-b-pocdar
H,PO,

H

2

®pykT030-1,6-6uchocdar

H

JMoKCUaLETOH- s [nuuepansnerna-3-pocdar
dochar ' &

1,3-bucdocdornuuepuHoBan  kucnota

i

3-PochornuuepuHoBan Kucnota

rao 2-®ocdornmuepuHosast

co, Kmi!iora
ochoeHonnupyeart
Mo
Okcanoauetart Mupysat

H,PO, AT® et
K



