CTpyKkTypHaa opraHu3ayus
¢depMmeHTOB

Yactb II. KodbepMeHTbl K
NnpocTeTuYecKue rpynnbl



BuTaMuHbl - KOhaKTOPDI



BoaoopacrBopuMbie

BUTAMUHDbI

XXupopacTrBopumMmbie
BUTAMWHbI

SBNAOTCSA KOPepMeHTaMu
He BansaoT Ha MeMbpaHbl

He nMetoT aHTUOKCUAHbIX
cBonctB (kpome BuT. C)

He BNUSAIOT HA reHEeTUYECKUi
annapar

He BbI3bIBAlOT
rmnepBMTaMmMHO30B

He nmMerloT NpoBUTaMUHOB

He o6pa3yoT kKopepMeHTOoB
SABNAOTCS MOAYNSATOPaMM
6brnomeMbpaH

BOMbLWKWMHCTBO SABNSAIOTCS
AHTUOKCUAAHTaMM

BbI3bIBalOT SKCMPECCMIO reHoB

Bbi3bIBalOT ' nepBMTaMmMHO3bLI

IMeloT NnpoBUTAMUHbI



ButamuH B, (TMaMuH,
AHTUHEBPUTHbDbIN)

3
NH,  + I\D—CHECHZOH
CH
N I -
1
CHy N

Thiamin

CocTouT ”3 ABYX KoJiey — nupyummnanHOBOIo U
TNa30J710BOIO



B neuveHu pocopopunupyetca po TM3, T[1® u
TT®

H/S '?H C|JH
NHo +,N\2fCHZCHEO I|:|> 0 }|:|> OH
N ‘ Chlg - 0 0
I o
CHy N Thlam|$£;rophosphorsyre

TH® KopepmeHT:
-NUPYBAT- U anNbga-KeTornoTapaTaernaporeHas
-TpaHCKeToNAasbl




[1p HEAOCTaTOYHOCTU TUMUMHA

HarpoMoXxaaroTcyad KETOKUC/IOTbI, KOTOPbIE

TOKCUYECKN AenucTBYOT Ha LIHC.

YrneBoabl HE YTUIU3UPYIOTCS, BO3HUKAET
nedununT sHeprmm. OpraHm3M UCMonb3yeT

nnuabl u 6enku, aucTpodus.
Pa3BMBaeTCs 3aZlepXXKa pocTa U
pa3BuTus. lNpeobnagaet katabonusm.

/ I-I | ISI

Citrate

Oxalo-
acetate

MNMalate
t Isocitrate
Fumarate . O ATP and
—— NADH
Succina te o-Ketoglutarate

\“,\ 5
Succinvyl )\ — ATP, succinyl

CoA, and
CoA NADH



[py YrHETEHUM TPAHCKETOa3bl TOPMO3UTCA NEHTO30-PoCchaTHbIN
LMK, Bo3HukaeT aepmumt HAAPH n pnbo3, HapyLluaeTcs CUHTE3
XXUPHbIX KUCNOT, CTEPONAHBLIX FTOPMOHOB, XONECTepona,
HYKNIEMHOBbIX KUCNOT.

CH,OH CHO CH,OH
| | | CHO
CO CHOH C=0 |
| + | o | 4 HCOH
HOCH CHOH HOCH |
| | | CH,O(P)
HCOH CHOH HCOH
| | |
CH,0(P) CH,O(P) HCOH
|
HCOH
!
CH,O(P)
KCWIYJ1030- pub030-  CEROTenTyI030- dochornuUEepUHOBBLIA

5-bocdar 5-docdar 7-tbocar anbICTUI



ButamuH B, (pnbocpnasuH,
BUTaMMH poOCTa)

CocTouUT U3 0
U30aNIOKCAsuHa U e Ne &

H _Czjf ~c %C/ “NH
cnupTta pubuTona e B |
$nasyc - XEnNTLIU

CH,
HCOH
HCOH
HCOH




O6pasyet kogpepmeHTer TMH u TAL

ObecneunBaloT AeaTenibHOCTb NpUbIU3UTENbHO
30 ¢pepmeHTOB-0OKCUAOPEAYKTA3
(oxkucnuTenbHO-BOCCTAHOBUTESIbHBIE peaKkumm)
-Ae3amuHuposaHue AK (oxcupaser AK)

- nupysaTAeruaporeHasHbIi U anbga-
KeTornyrapartAeruaporeHasHbIU KOMMNeKCbI
-CyKuuHataeruaporeHasa (umkn Kpebca)
-OKUcNeHue XUpHoIx kucnot (aumn CoA
AermvaporeHasa)

-obpasosaHue MOYeBOU KUCSNOTbLL
(kcaHTUHOKCUAAG3A)

-TPAHCNOPT 3/1eKTPOHOB B AbIXATENbHOU Lenu



dnaBuHOBbIE AernaporeHa3sbl COAepXaT B KayecTBe
kodepmeHToB FAD nnn FMN.

OTU KOopepMeHTbl 06pa3yloTcsl B OpraHn3Me 4yenoBeka m3
BUTaMuHa B,

[ S S Y S S S S S S S S — S S S S ey - — —r—— .

et A A il ‘(‘) """ [
T :
HiC N |
| :@ j:N\NH :
|
-~ /L :

HsC NN INHe

| u N7 N
HC-H |
H?—OH i N

HC—OH |
|

HC OH 0 p
H,C— O— P o-np O- CH;
OH pH 0

T
\—

. ————— — - — - —— —
(RS ——TT T L TS

|
|
: OH OH
)



dnaBnHOBbIE KOPEPMEHTbI NPOYHO CBSA3aHbI C
arnogepMeHTaMu.

Pabouen yactbto FAD n FMN cny>XuT n3oannokca3mHoBas
COMpsXXEHHasa UMKIn4Yeckasa cucrema:

H’CO:NIN/.\'¢O *ZH**ZG " H)CQNIN/\'¢O
¢
H,C " H,C NH

N -2H"-2e




FAD cny>XuT akLuenTopoM 3/1eKTPOHOB OT MHOIMX cybCcTpaToB B
peakuuax Tuna:

R-CH,-CH,-R1 + E (FAD) <> R-CH=CH-R1 + E (FADH2),
rae E - 6enkoBast 4YacTb bepMeHTa.

bonblwnHCTBO FAD-3aBUCUMBIX AernaporeHas - pactBopuMbie
6enKkun, NoKann3oBaHHbIE B MAaTPUKCE MUTOXOHAPUMN.
IcknioyeHne coCTaBnsgeT CyKUuMHaT-AerngporeHasa,
HaxoAsLLasics BO BHYTPEHHEN MeMbpaHe MUTOXOHAPUM.

K FMN-coaepxawum dpepmeHTam npuHaaiexxmt NADH-
AernaporeHasa, Kotopas Takxxe NnokanmM3oBaHa BO
BHYTPEHHEN MeMbpaHe MUTOXoHAPWUK; oHa okmncnsiet NADH,
0bpa3yoLmmncsa B MUTOXOHAPUANbHOM MaTpUKCE.

Peakunsl NpoTeKaeT No YpaBHEHWUIO:

NADH + H* + E (FMN) — NAD* + E (FMNH,)



Butamun B, (PP, HukotuHoBaA
KUCNOTA, HUKOTUHAMUA,

(HUauvH),

npoTUBONennarpuyeckun)
3a CTpyKTypou - OH
npoussoaHoe o
NMUpUAUHG

\

O6pasyroT / N
KOgpepMeHTbI —

HALl v HAL2 Niacin



HALO v HALZ - KogpepmeHTbI MHOTUX OKCUAO-

peAyKTas

TTpuHUMaroT y4yactue B:
-rnuKonuse

- NFOKOHeoreHese
-TT8L,

-OKUCNEeHUUn U cuHTese
KK

-Ae3aMmuHuposaHum AK
-uukne Kpeb6ca

(3 pepmeHTa)
-AblXaTenbHOU Lenu

-perynauum obpasosaHus

HYKN1EUHOBBLIX KUCNOT

HALZ npuHumaeT yuyactue

B:-cUuHTe3e XK
-CUHTe3e xonecteporsna

¥ [,
0=P-0—CHy o I’
1
0=P-0
o- OH OH NH2
N
1)
OH OH



NH;

NH: O N7 N
c | J
P
= l NHz KN
N S ¢
o CH:-O-P-0-P-0-CH, _
OH OH 3
H H H ]
OH OH OH OH(—P-OH)
\_ DAY
\ NAD* J
.’ <7

NADP*



ButamuH B, (naHTOTeHoBAA
KUCNOTA, QHTUAEPMATUTHLIN)

KogpepmeHTsr:
-KO3H3uM A (Co-A)
- (POCPONAHTOTEHAT
NHg
1)
N~ SNT

O ﬁ OH CHg |Ol ('?

. 5

HS —CHy~CH;—NH—C—CH,—CHy=NH—C—=CH=C =CHy~0 —P—0~P~0~CH,

| l l l :oj
CHg OH OH

=
(P)—0 OH
- o N -~ = - -

fi-MepxanTosTunaMmH MNanrorexogas xucnora 3'-®ochoansHoavH-5'-[ludocdar
Koasaum A




(depMeHTaTMBHbIE NPOLECCHl MpU y4acTun BUTaMMHa B5

- OKMCNUTENBbHOE AeKapboKCMIMpoBaHME NMpyBaTa U1 anbda-
KeTornyrtapaTa

- TPAHCMOPT OCTATKOB XXWUPHbIX KNCOT

- CUHTE3 MYPUHOBbLIX HYK/IEOTUAOB

- aKTUBALMSA XXUPHbIX KUCNOT

- (pochonaHTOTEHAT — COCTaBHAsA YacTb My/IbTU(PEPMEHTHOIO
KOMM/IeKCa — CUHTA3bl XXUPHbIX KUCIIOT

- CUHTE3 XOJIEeCTEpPOna, KETOHOBbIX TEST



ButamuH B ¢ CH;0H

(NUpUAOKCUH, AN A
QHTUAEPMATUTHLIN) -
N CHs
Pyridoxine
B ocHose cTpoeHus - (Vitamin Be)
nUpuaAnHOBOE AAPO
Ox _H
O6pasytoT KOPepMeHTHE i
nupuaokcanb@ocdart O//P\O / OH
(TTANZE) u 0
NMUPUAOKCAMUHPOCPHAT N Nk

(”AMQ) Pyridoxal phosphate
(PLP)



TTANNZ u TTAME - KogpepMeHTHI (PpepMeHTOoB
obmeHa AK:

-GMUHOTpAHC(epas

-Aekapbokcunas

- NPUHUMAIOT y4acTUue B OKUCNEeHUU GMUHOB
-cuHTe3 TAMK

H 0 0 fH

H Aminotransferast H
00" R 00C" Ry TATETAMEOOCT R 00C R,

a-amino acid a-keto acid a-keto acid a-amino acid




ButamuH B,
(ponuesa kucnoTa, yu

o "

AQHTUAHEMUYHLIWN) J j\
N N/

B ocHose CTpoeHUuAa - OH NH
OCTATOK MTepuHa,
NnapaammHobeH3o0UHOU 0
KUCNOTLI, FNYTAMUHOBOM OH
KUCJIOTbI . 0O
KogpepmeHT -
Tetparuapogonuesas

kucnota (TTEK) @ 0



®OK + HAIOH + H' <=>IF®oK + HA1®";
AIrOK + HAA®OH + H <=>TIOK + HAL®’

OH H

/j J—‘(\H‘) NH CO"NH“CH ’CH?"CH‘)-COOH
I
J\ COOH

56,7, 8-Terparnapodonnesas kncnora (11 dK)

buonornyeckasn posab TIOK:

-NnepeHoCUT MeTUuJibHble rpynnbl B cMHTEe3e AK,
NMUPUMUANHOBbLIX HYKJ/1IEOTUAOB, KpeaTUHa,
MeTUOHMHaA. lpn HeaOCTaTOYHOCTM HapyLUaeTcs
cuHTe3 HK n 6enkoB, yrHeTaeTcs pocCT, Ae/ieHue
KJ1IETOK



ButamuH B,
(umaHokobanamMuH, w4 |
QHTUAGHEMUYECKUU) ¢ x PG

N

HC
CtpoeHue -

TeTpanuponbHoe
coeauHeHue, noH Co,
HYKNeoTuaHAaa 4acTb " ME,
KogepmeHTor - lo\\ o fNﬁm
-5-pe3oKkcuaaeHo - B oo N
3unKobanamuH
-meTUunKkobanamuH

0

HO



buonornyeckasa porsb:

-NENCTBUE CBA3aHO C hONMEBOU KNCIOTOM

-CUHTE3 METUOHMHA U3 rOMOLMCTENHA

-CMHTE3 KpeaTuHa, XOJIMHa

-CMHTE3 hochoNnnuaoBs

-CMHTE3 NYPUHOBbLIX N MMPUMUANHOBLIX OCHOBaHUM, HK



KodakTopbl HEBUTAaMMHHOM NpupoAabl



[eM — 3TO0 XenesocoaepXkallasa npocreTnyeckasa rpynna.
Ero Mmonekyna nmeet opMy NaOCKOro KosibLa
(nopduprHOBOE KOJbLIO, TaKoe Xe, KaK y xnopodwunna), B
LIEHTPEe KOTOPOro HaxoamMTCsl aTOM Xere3a.

CH,
/. CH;

CH
ik




[eM BbINOSTHAET B OpraHm3Me psia 6Monornyeckn Ba)kHbIX
DYHKLNNA.

lNMepeHocC 3/1eKTPOHOB. B KayecTBe NpoCcTeETUYECKON rpynmbl
LINTOXPOMOB - PepMEeHTOB TKAaHEBOIO AbIXaHUS U
MUKPOCOMA/IbHOI0 OKUCNIEHUSA - 'eM BbICTYNaeT Kak
NnepeHOCYNK 3N1eKTPOHOB. [pucoegmnHAasa 3NeKTPOoHbI, Xeneso
BoccTaHaBnueaeTtcsa o Fe(Il), a otpaBas ux, oKMcnseTcs oo
Fe(III). l'eM, cnepoBaTenbHO, MPUHUMAET y4acTue B
OKUCNTUTENTbHO-BOCCTAHOBUTESNBbHbLIX peakumax 3a cHeT

06paTUMbIX U3MEHEHNIN BANEHTHOCTU Xene3a.

_e"
Fel® — Fed™"

+e-



NepeHoc kucnopopaa. 'emornobuH n MmornobuH — aBa
remcoaepallmx 6enka, ocyLwecTBASIOLWNX NepeHoC
Knucriopoaa. XKene3o HaxoanTCs B HUX B BOCCTAHOBIEHHON,
Fe(II), dopme.

KaTanutunuyeckas pyHkKuma. ['eM BXOAUT B COCTaB KaTanas
M NepoKcuaas, KaTaamsnpyowmx pacluensieHne nepokcmaa
BOAOPOAa A0 Kucnopoda v Boabl. Coaep>XMTCA OH TakXe U B
HEKOTOpPbIX APYruxX depMeHTax.

2H,0,

mepoKcH]
BoJopoaa

KaTaJgaia

» 2H20

neporkcuaaza

2H,0,

ATOMAPHLIH
KHCJI0POX




[NyTaTUOH - TpUnNenTug, COCTOUT U3 OCTAaTKOB ryTaMaTa,
LUucTenHa v rnnumHa (y-L-rnytamun-L-uncrenHmnn-L-rnmumn),
KOTOPbIN MPUHUMAET aKTUBHOE y4acTue BO MHOIMMX
OKUC/TNTENTbHO-BOCCTAaHOBUTE/bHbBIX peakuunsax n obecneumsaer

dyHKUMOHMpOBaHUe psiaa SH-3aBUCMMbIX (epMEHTOB.

H H

|
HOOC ~CH-— (CHa)- ﬁ - N—CH- ﬁ—N— CH,— COOH
NH; O ('ZHz O
SH



Hanbonee BaxkHOM (PYHKLIMOHANBHOW rPynnown
BOCCTQHOBJIEHHOM (POPMbI ITyTaTUOHA ABNSETCS
cynbpruapunoHan (SH-) rpynna, Kotopas ferko
noasepraeTcs @epMeHTaTUBHOMY WUIN HepepMeHTaTUBHOMY
OKMCNEHNIO C 06bpa3oBaHNEM AncybdruaHON (OKUCIIEHHOWN)
(bOpMbl rMyTaTUOHA, COCTOSALLEN U3 ABYX MOMEKY/T
BOCCTaAHOB/IeHHOro rnyratuoHa (F—S— S—1).

TaknMm 06pa3oM rnyTaTmMoH YyHKLUMOHUPYET KaK NnepeHOCUYMK
BOAOpOAa.

[yTaTUOH NPUHUMAET NPSIMOE y4aCcTUe B HEKOTOPbIX
peakunax UMC-TPaHC-N30Mepu3aumn, BnsaeTC
KOpepMeHTOM CUCTEMbI IMIMOKCKUa3bl, opManbaerma-
aeruaporeHasbl, rnyTaTMOHMNEepoKCnaas3sl.




