ButamMmuHbI

ButamMmnHbl — He3aMeHMMble nueBble (haKkTopbl, KOTOpPbIe, NpPU-
CYTCTBYS B nuLle B HEOONbLLMX Konn4ecTeax, obecneynBaoT HOp-
MarnbHOe pa3BUTME OpraHM3Ma KMUBOTHbLIX W YernoBeKa U ageKkBaTHoe
NpoTekaHne BMOXMMMYECKUX N rn3noNornyecknx npoueccos. Buta-
MWHbI OTNNYAOTCH OT BCEX APYrMX OpraHMYecKnx BELWECTB TeM, YTO
OHWN HEe UCMONb3YTCH OPraHM3MOM B KQ4Y€CTBE MCTOYMHUKA NUTAHUS

N He BKIOYAKTCS B CTPYKTYPY TKaHEMN.

B 1911 roay K. ®yHK Bnepsble BblAeMT TMUAMMH, COAEPKaLLMU
aMUHOIrpynny 1 BBeN MOHATHUE «BUTAaMMHbI>» - «@MMUHbI XXMU3HW>.

[lo3gHee BbIACHMIOCh, YTO ApYyrMe BUTaMMUHbI HE ABNAKOTCA aMMHaMM
(amine) 1 B aHI/IMMCKOMU TPAHCKPUINLUMKU YAAIUAU BYKBY «€» B KOHLE:

vitaming(



CoBpeMeHHagda knaccudukauma BUTaMMHOB OCHOBaHa Ha PU3NKO-
XUMUNYECKNX CBOMCTBAX UM HA XMMWUYECKON Npupoae BUTaMUHOB.

B 3aBMCMMOCTK OT pacTBOPMMOCTM B BOLE WSV B HEMOMAPHLIX Opra-
HUYECKUX PaCTBOPUTENAX pasnuyaroT BOOO- U XUPOPaCTBOPUMbIE
BUTaMUHbI. K XXnpopacTtBopuMbIM OTHOCATCA BUTaMuHbl A, D, E

n K, octanbHble BUTaMUHbI — BOOOPACTBOPUMbIE.

Knaccudmkaums BUTaMMHOB

XunpopactBopumble

Y Y

UTaMUHbI FPynnbl
[BMTaMVIHbI A, D,E, K]

BoaopacrtBopumbie

B,




l_[ HomeH Knatypa BuTaMMHOB

[TpMBMaanaﬂJ [ Xnmunyeckas ] [ MeauuuHckas ]

AHTUHEBPUTHDI

A,C,PPB,... TnamMuH .... i
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XnpopacTtBoprmble BUTaMUHBI

ButamuH A (petuHon);
Butamuu D (xonekanbuudepon);
ButamunH E (Tokodepon);

ButamuH K ((pmnnoxmHoH).



ButamuH A

QII3 CII’Ig,

CH=CH-C=CH-CH=CH-C=CH -CH,OH
| | | |

H,C CHj

CHs Buramun A, (peruHoN)
| |

Butamun A (peTHHOI, aHTUKCEpPO(PTAILMUYECKHH BUTAMHUH) CY-
IIECTBYET B TPeX (popMax: Kak TO BUTaMHHBI A, A, U 1UC (opma
BUTAMHHA A, (HEOBHUTaMHH A). PETHHOM MpeICTaBIseT COO0i HUKITHYE-
CKHHM HENpeAeNbHBIM OAHOATOMHBIN CIUPT, COCTOAIIUN U3 MEPBUY-
HOW CIIUPTOBOM TPYMIIBL, COEAUHEHHON Yepes3 IBa OCTaTKa U30MpeHa
C MIECTHYWICHHBIM KOJITBIOM (3-HOHOHOM).



ButamMun A oKas3bIBaeT BIMSHHE HA MPOHUIAEMOCTH KJIETOYHBIX
MeMOpaH U OMOCHHTE3 UX KOMIIOHEHTOB (B 4YaCTHOCTH, TJIMKONPOTEU-
HOB), a Tak:ke Ha OapbepHYI0 (PYHKIINIO KOKH U CIM3UCTBIX 000JI0YEK.
BeposTtHa npuyacTHOCTH BUTAaMHHA A K CHHTe3y Oenka. brmaromaps
HAJIMYHIO ABOWHBIX CBSI3€H B MOJIEKYJIE BUTAMHH A MOXET y4acTBO-
BaTh B OKUCIIUTEILHO-BOCCTAHOBUTENBHBIX peakuax (0Opa3yeT nepe-
KHUCH, MOBBIIAIONINE CKOPOCTH OKUCICHUS IPYTUX COCTUHEHHI ).

(1'panc-9,l3-nnue_1m-7-(l,l y»~TPHMETHILHKII O eXCeH-S-1i-6)HoRareTpacsH-7,9,11,13-01-15)



Co-... ?0-...

|
Ret—CH=0 + NHz—(CH2)4—(|:H — Ret—CHzN—(CH2)4—(|3H
NH-... NH-...
ONCUH POLONCHH

ButaMuH A HUrpaeT BaXKHYI pOJIb B MPOLECCE CBETOONUIYIICHHS.
CnoxHbIi O€MO0K POJONCHH (3PUTEIBHBIN MYPIYp), SABISIOMIHICS O-
HUM U3 ABYX OCHOBHBIX CBETOYYBCTBUTEIHLHBIX MUTMEHTOB, COCTOUT
M3 JTUMONPOTEHHA ONICHMHA M MPOCTETUYECKOHW TPYMIIbI, MPEACTaBICH-
HOM anbJeru0M BUTAMHHA A | (peTHHaneM). Ha cBeTy pogomncus pac-
nagaeTcs Ha OeNOK OMCHH U PeTHHANb, KOTOPBIH MOCIE CEPHHU KOH-
(opMalIMOHHBIX U3MEHEHHH mpeBpamiaercs B TpaHc ¢opmy. C aTuM
MpEeBpaIIEHHEM CBSI3aH MPOLECC TpaHC(HOpMALIMH YHEPTUH CBETOBBIX
ay4deH B 3pUTEIbHOE BO30ykaeHHE. B TemMHOTE mpoucXoauT oOpat-
HBIH TIPOLIECC — CHHTE3 POAONCHHA, TPEOYIOMINN HATNYUS aKTHBHOMN
dopmel anpaeruga — 1 1-muc peTuHANA, KOTOPBIH MOKET CHHTE3UPO-
BaThCS U3 [IUC PETUHONA, TPAHC PETUHAJIA UIIH TpaHC ()OPMBI BUTAMH-

Ha A mpH ydacTuu (JepMEHTOB AETHAPOTEeHa3bl U H30MEpPaskbl. 0



MeToa cuHTe3a ButammHa A

XuMuyeckan cxema npom3Boacrea

1. CuHTes S-UOHOHA (M3 NCEBAOUOHOHA):

CH, CH, a CH, CH; d
CH-CH—&O cn-cu—ﬁo
7 _HSO,
CH;

CH,

Peakuua UMKNM3aumm KaTannusMpyerca KUCnoTtamu.
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0 CH, CHj | ,C CH CH,

\/ ) . '! CH-Cl
r CH=CH—CO [ r\[/CH—(,H——-C——CrICI—COOR
e NEHy /" \CH, |
"H,C CH, = -
\</CH_-C! {—C—— Cl{—COOR
Ve % ( “ \0/ o
N Naiy, ' 1
H,C \/CH;, (s CH,
_ l
rYCH CH=C=00  omeeaen-—om
— + | 1 —_—
\/\( H, MgBr OMgBr
T $H3 (‘:H3 _
(\/jcHg_.cH:c__cH—cEc—c:=CH_(|:H2
=y | 5
MgBr OMgBr
i NCH, N




H,C CH, CH, CHs,

| I
E/ij‘lz—CH:C—CH—-CEC—C:-—CH—CHz
I
N

' H
A)H OH pd/c.aca:

CHj

H,.,c CH, C|H3 CH,

- OC.

l
CH;—CH=C—CH—~CH=CH—C-=CH—CH,
I | 2
OH OH —

Hsc CH3 CH3 CH3

" H,C CH3

i

I I
Hz—(ljﬂ—C=CH—CH=CH—-C=CH——(IZHz o
' =2

l\ OH OoH —
CH,

(;Hs Cllﬂa
jCH—CH—C—CH—CH—-CH—C—CH—CH

I
BHTaMEE A (akcepodrou) OH
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2. CunTes komnoHenta Cy4 (B-anbaervaa Cqq):

CICH,COOH
C‘aHsOH-‘l
CICH,CO0C,H;s
STHIOBLIR 3dEP MOBOXIOD-
yRCcycEON KHCIOTH
(CH,),CHCH,OH

KOH

(CHy),CHCH,OK————
B300yTHAAT KATHS

C,H:ONa
HIIE STIIIAT HATPEN
r

3

X

no-10°C

N

H,0 —bl mo 45 °C ™

wCH—COOCzl!, TIHUHHRL SEp
0

3

F /H B-amseran Cyy
\ =83—87%

0 B-ronon
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3. CuHrea komnoHeHTa Cg (NepBUYHOrO aueTUNeHoBOro kapbuHo-

na, MNAK):

(C2Hs)2NH - HCl —= 190 °C

CHa E CHg — »PH=(12+14)

[CHg—C—CHz—gHz—N(CgHs)g HCI] XTOPrWAPAT OCHOBaH
ManHuxa

g 150 °C
(58,0%)
C H=CHs wetwBwuxeToH
CH
Ca—|NHgz(%)
(HC-C)2Ca—»l'5° G
KarbLyesas con
(HCs= H=CHy),Ca2+
o-cr—c 2 P TPETVNHOIO ALETUNEHOBOIO
NHC, H20—>1 (72%)
TPETVMHLIN aL8TUNBHOBLIN

HC—C—I—CH==CH2 xap6iuon (TAK)

25 % H,S0,—* l 70 %)

HC=C\_
H3C/

/CHoOH  nepeumsiii auetnerosbiit
=4 kap6u+on (MAK)

4. Cunres guona Cyo:

H3
/H HC=C\ /CH20H
o /T
CH3
p-anbperup C14 / Lo
CzHsBr
Mg | (achup)
CHsMgBr ———
H3 Ha
— 2
komnnexc Auorvsa Cop
OMgBr  CH,OMgBr
8 % NH4CI 25°C
8 % HySO4 "l e
Ha Ha
Avorv C2
H H,OH
26% NaOH-j £025°C
 CHs «HaTpWeBan CoMb»
avormma C2p
M .NaOH (komnnexc
avorwna C20
OH HOH 1 @AKOro HaTpa)

COz-—J po30°C

Ha Ha
Avorm C2p
H,OH

Hz PdlCaCOs—-j A0 30°C (56 %)

PdCl2 ™ Cacos

Ha

H Avon C20
- H0
H3



[MpnpogHbIN UICTOYHMK BUTaMnHa A

peTuHanb

l NADH, E2

peTuHon (ButamuH A1)

E1 — 6eTa-kapoTuH-15,15'-MOHOOKCUreHasa
E2 — peTtuHongerngporeHasa

16



ButamuHbl rpynnsl [1 (Kanbunudeponbl)

s-'rpauc-xompurypéquu (6,7-Tpanc-)
Butamun D (xaneimmdepon, aHTHpaXUTUHECKUIT BHUTAMHUH) Cy-
IIECTBYET B NIPUPO/IE B BHJIE HECKOIBKHX COSAMHEHUH (pPasIMYalonuXCs
M0 XUMHYECKOMY COCTaBY ¥ OMOIOrHYECKOH aKTUBHOCTH ) BUTAMHHOB D,
(aprokansiudepona) u D, (xonekansimdepona). M3secten Takke BHTa-
muH D, (auruaposproxansimpepon). [Ipeamectsennnkom sutamuna D,
SIBJIAETCS IPOBUTAMHH D, (9procTeprt) — 0THOATOMHBIH HEHACHIIICHHBIH
[UKJIMYECKUH CITUPT, B OCHOBE CTPYKTYPbI KOTOPOTO JISKUT LUKJIONIEHTaH-
nepruapodenantpen. [lox aeiicteiueMm Y D-u3mydenus 3procTepuH uepes
ST IPOMEIKY TOYHBIX MPOYKTOB MPEBpaIaeTcs B BUTaMuH D..

17



Sprokanbumdepon (4,)

Butamun D (kanemmdepon, aHTHpaXUTHUECKMH BHTaMHUH) Cy-

IIECTBYET B MPUPOJIE B BH/E HECKOIBLKUX COSMHEHHH (pasiiiyalouXCs

M0 XUMHYECKOMY COCTaBY M OMOIOrHYECKOH aKTUBHOCTH ) BUTAMHHOB D,

(sprokansuudepona) u D, (xonexamsimdepona). 3secTeH Takke BUTa-

muH D, (quruaposprokansimdepon). [peamectsennikom siutamita D,

ABJIAETCS IPOBUTAMHH D, (3procTepyt) — 0THOATOMHBII HEHACHIIIICHHBIH

LMKJTMYECKHH CITHPT, B OCHOBE CTPYKTYPhI KOTOPOTO JIEKUT LIUKJIONEHTaH-

Y(DI nepruapodenantpen. [log aeiicteuem Y®-usmydenus >procreput depes
psiZl MPOMEKY TOYHBIX MPOAYKTOB MpeBparaeTcs B BUTaMuH D,

BUTaMUH D, (9prokansiudepor) 18



ButamuH [1,

CHj3

BuTamMuH D3 (xonekaneiudepomn)

[IpenmecTBeHHrKOM BUTaMuHa D, sBrsiercst mpoButamud D, (7-1e-
THAPOXONECTEPHH), KOTOphIi mpu Y D-00mydeHnH npeBpanaeTcs B aK-
THBHBIA BUTaMHH D,. brarogaps Hamuwiio XonectepuHa U 7-A€THAPO-
XOJIECTEpHHA B COCTaBE JIUMHAOB KOXH YEIOBEKAa BO3MOXKEH CHHTE3
suTamMuHa D mipu commeunom wm Y ®-00mydennu. Burtamunel D, u D,
TPECTABIAIOT CO00H OeCIBETHBIE KPUCTAUIBI C TEMMIEPATypOi TIaB-
nenus 115—117 °C, nepacTBOpHUMBIE B BOJIE, HO paCTBOPUMBIE B JKHPO-
pacTtBoputensx. Butamun D BeIMOnHSAET CBOM OMONOTHYECKHE
¢yHKIIMM B opraHu3Me B (popme aKTUBHBIX MeTadonuToB — 1,25-1u-
okcuxonekanbuudepona [1,25(0H),D,] n 24,25-anokcuxonekans-
uudepona [24,25(0OH),D,]. Ilpouecc ruapokcunMpoBaHus B TOIO-
KEHUSX 2, 5 OCYIIECTBAAETCSA B NEYCHH, B MOTOKEHUH | —B mouKax.
Ot MeTabomuThl (QYHKIMOHUPYIOT B CHCTEME pErymsiu oOMeHa
KTBLUS W MUHEpATH3alMu KOCTHOH TkaHH. 1,25(0OH),D; perymipyer
BCaChIBaHHE KabIMs U (hocdopa B KHIIIEUHHUKE, Pe30pOLIIO KOCTHOM TKa-
HH 1 peabcopOumio kansims U (ochopa B MOUEUHBIX KaHATbIIAX.

26
CH;

19



ButamuHbl E

a-tocopherol, R4 = R, = Rz = CHj
a-tocotrienol, R4 = R, = R3 = CHj

p-tocopherol, R{ = R3=CHj3;, R, =H
p-tocotrienol, R4 = R3 = CH3; R, = H

3

y-tocopherol, R4 =R, =CH3; Rz = H
y-tocotrienol, R4 =R, =CH3 R3=H

d-tocopherol, R{ =R, =R3=H
d-tocotrienol, R1 =R, =R3=H 20



HO

Butamun E, unu Tokodepon (0T rp. fokos — «1OTOMCTBO», phe-
ro — «HeCy»), — aKTHBHOE BEILECTBO, MpeAoXpaHsAionee oT Oec-
MJI0/IMs1 )KUBOTHEIX M 4YenoBeka. Briepseie BuTaMuH E ObL1 BBIIETEH
W3 Macla MIIEHUYHBIX 3apOAbIIIeH 1 XJI0NKoBOoro Macna. CymecTBy-
€T MATh NPUPOAHBIX COEIUHEHUH, 00MagaoIMX OHOIOTHYECKOH aK-
THBHOCTBIO BUTaMuHa E, — «, B, v, 0-Tokodeponsl 1 8-MeTHIATOKOT-
pueHon. Bce Toxodeponsl ABAAIOTCS MPOU3BOAHBIMU 2-MeTHI-2(4,
8', 12'-TpuMeTHATPpHUICIIHI )-XPOMaH-6-011a, HITH TOKOIIA.

Me
|
cnzfcmcnzcncnzagn (1) Tokon
O Me
Me
I\'Ae
CH2-€CHZCH2<:HCH29;H (2) o-roKodepon
O Me
Me

21



buonorundeckasa ponb BUTamunHa E

Mexiy BUTaMMHOM E M TKAQHEBBIM JIbIXAHUEM CYILLECCTBYET HpsiMast
CBSI3b, @ MEK/1y BUTAMUHOM E M CTENEHBIO OKUCIICHUSI JIUITH10B — 00-
patHast. TokodepoJibl SBISIHOTCS HAU00JICE AKTUBHBIMU IPUPOIHBIMU
KUPOPACTBOPUMBIMU AHTUOKCHIAHTAMU: OHH pa3pyllarT HaubdoJiee
AKTUBHbIC (POPMbI KUCIIOPO/1a, ITPEAOXPAHSisl TAKUM 00pa3oM OT OKHUCIIC-
HUSI 11OJIMHEHACBILLCHHBIC JKUPHbIC KUCII0TbL. KpoMme 1oro, Tokodepo.ibl
UIPAIOT CHICUU(PUUYCCKYIO POJib B OOMEHE CECJICHA, KOTOPBIH SIBJISICTCSI CO-
CTABHOM 4acTbO (PePMEHTA IIIYyTATUOHIICPOKCH/1a3bl, 00CCIICUMBAIOLLIC-
ro 3aimTy MeMOpaH OT MOBPEKIAOLICIO JACHCTBUS IIEPOKCU/IHBIX pa-
aukajioB. Takum oOpa3zom, Ouosloruyeckas poJib TOKO(DEPOIIOB
CBOJIUTCSL K [PECAOTBPALICHUID OKHUCICHUS MEMOpPAHHBIX JIMIIKI0B
M CHUKCHHUIO TMOTPEOHOCTH KJICTOK B IJIYTATHOHIICPOKCHIA3Ee, pa3py-
marouein o0pa3yrumuecs: B KICTKE IEPEKUCH.

22



BumamuHsbi epynnbi K

CorjlacHO HOMEHKJIAType OMOJIOrMYECKOM XUMUM K BUTAMUHAM
rpyIinbl K OTHOCATCS 1B TUIIA XUHOHOB C OOKOBBIMH LICIISIMH, COCTOSI-
IHMH U3 M30IPCHOUHBIX 3BCHBEB, — BHUTaMUHbI K| ((PpUILIOXHHOH)
u K, (MEHaXHHOH).

B ocHOBE MX XMMMYECKOU CTPYKTYPbI JICKUT KOJIbLO |.4-HadTO-
XHuHOHA. Buramun K sBISICTCS KOMIIOHCHTOM JIbIXaTCIbHOMW LICIH
Yy HEKOTOPbIX OaKTepuil BMECTO YOMXHHOHA.

CH,
|CH3 CH3
|
CHz—CH=C—(CH2)3—(IjH CH, CH;
I I
(CH,)3—CH —(CH;); —CH - CH:

CH;

(CH; - CH=C—CH)x

BUTaMuH K, (MEHaXMHUHOH, n = 6,7 win 9) 23



aHasior BuramuHa K, jinuieHHbIM OOKOBOH LICIU B IOJIOKEHUHU 3, Ha-
3piBaeTCa BUTamMuHOM Ky (Menaauon, winu 2-merui-1.4-nadro-
xuHOH). [1o cBoeit cytu 10 nposuramuu K. HaundoJiee mmpokoe ripu-
MCHCHHME B MC/IMUMHCKOW MPAKTUKE HAIE] HMCHHO BUTAMUH Kj
B BU/IC PACTBOPUMOI'O B BOI€ OUCYJIL(UTHOIO ITPOU3BOIHOIO — BU-
KacoJia.

O O
CH; CH;
SO3Na
O O
BUTAMUH K3 BUKACOJI

24



buonorundeckaa ponb ButamuHa K

Buramun K sipjsiercst AHTHI'CMOPPArn4CCKUM (baK"l’Op()M, CYHICCTBCH-

HO YKOpauMBarolUMM BpEMsi CBEPTbIBaAHUSI KPOBU. OH IPUHUMACT

YYACTUE B CUHTE3C MPOTPOMOMHA B IICUCHU U CTUMYJUPYET OMOCUHTE3
B [ICYCHU BUTAMMH K-3aBUCUMBIX IUIa3MCHHBIX (JAKTOPOB CBEPTHIBAHMUSI
kposu — 11, VII, IX, X.

25



BogopactBopuMblie BUTaMUHBI

0Butamuu B1 (TnamuH);
OButamuH B2 (pnbodnasuH);

0ButamnH PP (HMKOTMHOBasA Kncnorta, HUKOTUHaMmA,
BUTaMuH B3);

(lMaHTOTEHOBAA KMncnota (BuTamuH BS);
OButamumnH B6 (NnnpnaokcuH);

0BbnoTtuH (BUTaMunH H);

Jdonunesas knucnorta (ButamuH Be, B9);
IButamuH B12 (kobanamuH);
OButamuH C(ackopbuHoBaga KucroTta);
[ButamunH P (buodpnasoHonabl).

26



KoepMeHTh

KogpepmMeHmbI, op2aHu4Yeckue MOJIeKYs/ibl, KOmopble C8513bI8AOMCS C
depMmeHTaMn M y4acCcTBYHOT B Katanu3e onpegeneHHbIX MeTaborindeckux
peakuun. B OTCyTCTBME KOMPEPMEHTOB 3TU peakuunm HEBO3MOXHbI. [Ons
CUHTE3a OONbLUMHCTBA KOMPEPMEHTOB OPraHnU3Mbl XXMUBOTHbLIX WCMOMNb3YHT
BUTaMUHbl. Bce BogopacTBOpUMbIE BUTAMUHbLI 3a UCKITIOYEHUEM BUTaMUHA
C (ackopOnHOBOM KMCIOTbI) BXOAAT B COCTaB KOPEPMEHTOB.

Ecnn KodepmMeHT npoyHO cBdA3aH C  6enkom, €ero HasbiBalT
npocmemu4ecKou a2pynrnou.

Takum o6pa30|v|, MOXHO MNMpoBecTn caejyroumne
pa3rpaHNYeHue:

A) BUTaMWHbI —3TO coeanNHeEHWNA, BbINMOJ/IHAKOLW MNE CBOIO
BUTAMWHHYIO POJ/ib CaMOCTOATE/IbHO;,

5) BUTaMWHbDI —KOCI)epMeHTbI — coeadnHeHnA, BbIlNMOJ/IHAKOLL NE

onpezeneHHy0 broxmMmnyeckyo GyHKL MO B BUAE

27
NPOU3BOAHbIX, T.€. B BUAe KOPEepPMEHTOB;



®epmeHT 6e3 KopepmeHTa HE aKTHBEH,
HO MMEHHO anodepMeHT ornpegensaeT cneyndmuyHoCTb:
y3HaeT cybcTpar.

28



KOCIDepMeHT yacTo obecneymBaeT UMKJIMYHOCTDb NnpoueccoB U HYKEH B

O4Y€Hb MaJiblX KOJ/IM4YeCTBax.

KodepmeHT
OKMC/IEHHbIN

PETEHEPALIUA

KodepmeHT
BOCCTaHOB/IEHHbIM

€

E, M E, - pa3Hbie
depMeHThl, a
KopepMeHT 06LMM: OH
pereHepupyeTca u

NPaKTM4YECKU OHOU €ro
MOJIEKYJIbl XBaTMT,
4YTOObI NpeBpaTHTb

MHOI0 MOJIEKY/1 S, M  S,.

29



BUTaMuHblI, BXO4ALLNE B COCTAB

Buramun

TuamuH (B1)
Pu6odcnaeuH (B2)

MupunaokcuH ( B6)
HuauuH

MaHTOTEHOBAA KUCNoOTa

IlunoeBas Kucnora

BUoTUH

doneBas KUCNoTa

Butamux B12

KOOEPMEHTOB

KodepmenT
TuamuHnupodcpoccar

®AL, PMH

NMupuaokcanbdgocdar
HAQ, HAQ®

Ko3H3um A

nnnoamMmug

BuoTtuH

TeTparngpodonar

uuMaHkob6anamua

Peaxknun

TPaHCNOPT anbgerngHbiX

rpynn
OKUCIIeHUune-

BOCCTaHOBJIEHUE

adKTuBauus
dAMUHOKUCTIOT

OKUCIIEHUue-
BOCCTaHOBJIEHUE

TPaHCNOPT auUIbHbIX
rpynn

dKTUBaUuunA aluUJIbHbIX
rpynn
TpaHcnopT CO2

TpaHCnopT
OAHOYINepoAHbIX rpynn

TPaAHCMOPT METUNBHBIX
rpynn



ButamuH B, - NH,
TnamMuH - N ¢
. CH; CH,
AHTUHEBPUTHbLIU * k M chcH.oH
2 2

KodepmeHT: TMaMMHp,mboccbaT (TOP)

/ICHZ Il\f—-C CH3 O O
I I
/L:e HC\ _C-CH,-CH, -0-P-0O-P-OH

|
OH OH

buon POIb: Tuamunnupodocoar (tuamunandocdar)

*OKMCNUTESIbHOE AeKapbokcunmpoBaHue
nupyBaTta

‘neHTo30¢ochaTHbIU LUK

ekaTabonuam yrnesonoB, 6enkos, NTMNNAOB

*KOMMOHEHT HEPBHbIX KINeTOK 4



[TonyyeHne BuTammHa B,

-
ROOC\CﬁGl.GI,Ir (X M CH, CH,/ NH,_

cu,m,on CH,CH,OH
xc1 Xci

CL

CH’C% + CH,CH,\'O-
- Ao G C G ®
e W e, CHCHOH

CH; N NH, LS CH,CH,OH
Xci

CH,CHy
SO GRAw

cH;
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TnamuHnupodocdar- nponssogHoe ButammHa B1

TUasorMHoBoOEe
KOSbLIO
H
NH, P -
N7 CH;—N3 " 1] (Il) [
I O O, —CH,— 60— P—0—P 0
\N/ CHj; I l
A o) O

TnamumHnupodocdoar

H

aKTUBHbIN
CH,—C—0H  gueTanbperng
NH, . L~g
yo~ - CHa—N ) T i
| ]/ o OHs—OH—~ 00— PO —P—0
. CH.,, | l
CH; N @) O

MmpgpokcuaTunTnammHnupodgocdar
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Katanuns ¢ ucnonb3sopaHumem TIo

 fLg B . CHy
R—N~ —— R—N:" i nupysart
g ® g g
CHj CH,4
" TNo kapbaHuoH TId
CH,—( iy
H @ @l
auertanbgerng v
H oOH o TuamuHnupodcocar
i cnc;c . obecnevyMBaeT NepeHoc
o O W
R—N7 7} R—N__?D ? anbgernaHbIX rpynn u
=N, >,—:-'—‘:: g
cu, - e F AeKkapobokuncnmposaHue
. FMAPOKCUATIN
ay  11P o)
y NS @2))
B 55 Sl ke 513 1
CH, OH
CH3—C—OH C
¢ i
R—N7 T — SR 5D i
Y="~R’ PEe30HaHC SR
CH, CH,

(e)
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3

O
ButamvH B, - . Nﬁ
2 > NH
PubodnaBuH CH]@[N §d
KotbepmeHnTbl: PALO, PMH ~OH

HO

bun. ponb BUT. B,:
0Opa3oBaHue 3aHeprumn
*TKaHeBOE AblXaHue
*OOMEeH HenpomMeanaTopoBs, BUT. B9
*00e3BpeXXMBaHMe TOKCUHOB
*CUHTE3 3PUTPONOETUHA

35



AL

dnaBnHOBbLIE KOPEPMEHTHI

MSOaﬂﬂOKC83MHOBOG KOnbuo
J@ 1* = C“Q“ ﬁ
.
CH3 /k

PANH* (ceMUXMHOH) OANH2
(NONHOCTLIO
BOCCTAHOBIEHHbIN)

OH OH
dnasuHageHnHanHykneotug (PAL) v
dnasMHMOHOHYKNeoTna (PMH)



Butamun PP (B,) - Ny oM
HUKOTMHaMKA, HUaLUuH, Q

HUKOTMHOBAaA KUCJIIOTA, OO
aHTUNennarpm4eckuu O

Kodbepmentbl: HALQL, HAO®

But. PP cuHTe3npyetca na rpuntocgaHa
60 mr tpuntTodaHa = 1 mr But. PP

N

Bbuon. ponb :
*TKaHeBOE€ AblXaHUue
*0Opa3oBaHue IHeprun
*00e3BpeXxXuBaHUE TOKCUHOB
*CUHTE3 CTepomnaoB, XUPHbIX KUCIOT
HukoTnHoBas Kucnora:
eyriyvLlaeT MUKPOLUUPKYNALUIO
caHTnateporeHHoe gencrteue (1J1MNBIM) 37




HUKOTMHOBAaA KUCnoTa u ee NnPoOn3BOA4HbIE

1 |

C—0" C )
T (I
\N \N CHs3

HuauuH HUKOTUH
(HMKOTMHOBaﬂ KMCnoTa)

+NH3

HukoTuHamua TpuntodaH 28




Buramun PP BXOauT B COCTAaB HUKOTHHAMUAICHUHAMHYKJICOTH 14
(HA /1) u HukorunamuaaaeHuHnHykiacotuapochara (PAJL), kotopsie
SIBJSIFOTCS. KOpepMeHTaMu O0JIbIIOrO Yucia JAerHIporeHas, yyacTByro-
[IMX B OKHUCIIMTEIIbHO-BOCCTAHOBUTEIIbHBIX peakuusiX. Hekoropsbie jie-
UJIPOTrEHa3bl MOI'YT UCIOJIb30BaTh TOJILKO HA L wiin HAJI® (manate-
rHApOreHasa M IoKo30-6-pocdaraeruaporeHasa CoOOTBETCTBEHHO),
Apyrue (riyraMatieru/iporeHasa) MoryT Kataau3upoBaTb OKUCIUTEIb-
HO-BOCCTAHOBUTEC/IbHBIC PCAKLIUKU B IIPUCYTCTBUU JIH000r0 u3 Hux. HA /|
u HAJI® B nporiecce OMOJIOTrMYECKOro OKUCICHUSI UTPAKOT POJib ITPOME-
KYTOUHBIX TEPECHOCUUKOB IIPOTOHOB U AJICKTPOHOB MEHKIY OKHUCIIsIC-
MbIM CyOCTpaTOM U (pJIaBUHOBBIMU (DEPMEHTAMHU.
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WHpooneamMuH
‘m, NHzZS-.quoxcureHasa QY”" N'-cb
-coopmun
Kuuygeuu
OH

-TpunTod)aH
TpuntodaH
ruapokcunasa
Qr"’;
5-rugpokcu- OH
TpunTtodhaH
Aekapbokcunasa
apoMaTU4ecKux
aMuHoKucnoTt
HO
NH,
' CEpPOTOHUH
5-rupgpokcu-
TPUNTaMuH
N-auetun
TpaHcdepasa
HO

H
N\n/cn3
I 0

N-ayetun- HN
5-ruppokcu-
TpUNTaMUH

5-rmgpokcuuHaon-

O-meTtunTtpaHccepasa

HsC—g

H
N_ _CHs
I g

HN o

MeJnaTOHUH

¢opmamuaasa

1 NH,

h,,
NH2 0 £
(o) OH

OHC™ X
HO,C._ _~ OH
2-amuHo-3-(3-okconpo-
NH, O

1-eHun) dpymapoBas
Kuciora

KUHYPEeHUH

HedepMeHTaTUBHas
UMKnn3auus

0
@#H
XUHoMnmar
Z OH
N
l (o]
A
Z

OH

HUaLUuH

BunocmHTEe3 HUKOTMHOBOW KUCMNOTbI
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HukoTMHaMngageHNMHOANHYKNeoTnua (CTPYKTypa)

|
@IMKOTMHaMMﬂ,
N

o) CHz
H H
O=P—0O~ H H — pubo3a
OH OH
o
NH
=P—0- 2
N NN
</ | )4— afleHUH
0 CH N~ >nZ

2 0
H H
H H pu603a

OH OH



HUKoTMHaMUgageHMHONHYKNeoTna
(CBOUCTBA)

0——CHy O |
H
0=P—0" H H
OH OH
0 NH,
0=P—0 </N =N
N N)
O——CH, O
H H
HAO* Wf
OKMCNEHHbIN) .. o,
"\
B monekyne HAO®* 3Ta

rpynna atepucpuumpoBaHa
doccaTom

0 0
] g 2e” H‘""/H g
< | “NH, > ,@ “NH,

R A

0
H H |
7 c\
or || |[ NHz 4 u*
i
R B

(BOCCTaHOBJIEHHbIN

HALO+

1.0
o 0.8

v

S 0.6

Oxidized
(NAD*Y)

Reduced
(NADH)

1 1 1 1 1

220 240 260 280 300 320 340 360 380
IOnuHa BOMHbI



HA/l-cBa3biBaOWMM AOMEH (Cknagka PoccmaHa)

CTpyKkTypa R
nakratgerngporeHasbl ¢

=)

' 4

CKnaaka
PoccMaHa



[NaHTOTEHOBas kucnota (B,),
aHTUOEePMaTUTHDLIW

H3(|3 (l)H
HO—CH2—Cli—CH—CO—\NH—CHz—CHz—COOHJ
CHj; p — Aaanun

KocdepmeHT: KOA-SH

buon. ponkb:

e dAKTUBaALUUA XKNPHDbIX KUCIIOT
* CUHTE3 NimnnaosB, ctepouvnaosB

* CUHTE3 rema
* OKUCNuTEenbHoe aeKkapobokcunmpoBaHue a-

KeTOKAUCHOT
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KodepmeHT A

H H l-ll CIH3
|-|s—cnz—cuz—N—c—cnz—cuz—m—ﬁ—cl—cl—cu2
| 119 O OH CHj3
2-MepKanTo3TUNamMuH MaHTOTEeHOBAaA

KMUCJ10Ta

NH,

2

3’-chochoageHo3nHandocoar

45



ButamuH 86 - TMPULOOKCUH
aHTUOEepPMaTUTHbIN

KocbepmeHT: MNAJ1O

CH,OH CH,NH,

Mupwugoxcans Mupuaokcux Mupuaoxkcamuu
WMNyM NUPpUOoKCON

buon. ponb:

*BXOAUT B cocTaB TpaHcamuHas (AJ1T, ACT) m
aekapookcunas

*CUHTE3 aMUHOKUCIOT, OMOreHHbIX aMUHOB
(2ucmamuHa, FTAMK u op.),

°*CUHTE3 rema, BuT. PP
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[TnpmnaookcanbocgaT N nepeammHUpoBaHUE

0—P=0
o
§=(l:—/ " NH
OH CH,
nupuaokcanbdgocoar
(®)
0—P—0
7

—«Jz~ NH
b

OH CH,
MupuaokcamunHgpocdar

CEm

(b)

[Mupugokcanbdocdart —
npon3BoagHoe BUTaMuHa B6-
obecneynBaeT nepeHoc
aMUHOrpynn ¢ aMMHOKUCIOT
Ha KETOKUCNOTbl — TO €CTb
y4yacTBYET B peaKkumnsax
nepeaMmnHNpoOBaHUA



HNO,

CvHTe3 BuTamunHa B, no Xappwucy

o)
H3COH21C // 2

CHs
o) HyC o d CH,CN

P G R
CH, o)

H,C HsC 4 NH,
A} c
o o
1 CH,OCH; CH,OCH,8
CN CN
- a “ |
N e
5 C
NMpnanH
CH,OCH, nMpnaoH CH, OCH,; CH,OCH:;
O2N CN . H,N
O,N CN PCl; AN H,/Ni "7 x NH,
o =
/
HsC N OH Hs;C N Cl H,C N
CH,OH
1) HNO, HO X, ~CH20H
—_—
2) HCI e

HC N [MnpnaokcuH



CuHTe3 ButamnHa B, no KoHgpaTtbesow
(OKC83OJ‘II:>HI:II/I MeTO,EI,)

CHs
o— HaC
3
Ne—
0 CHy = - PO, (0 OC3Hy
—_—
CHs h /
n=—=
HN> y CH,
o
HaC CHs3
Y CH,OH
o)
0 OCs5H; CH;CH cid CH,OH
—_— - O -
\ +
N X
CH; CH,OH H3C N
CH,OH CH,OH CH,OH
HO
O\ CH,OH Ho =~ CH,OH z CH,OH
— — |
AN AN AN
HsC N OH HsC N HsC N




ButamuH H (B;) —61oTuH,

aHTUCeOopenHbIN 5
Il

KodepmeHT: H;Z—Z;H

OUOLUTUH, ] %
HC  CH—(CH,),~CH,—C_

KapboKCUONOTHH N ol

0]

buon. ponb:

*BXOOUT B COCTaB Kapbokcunas

° CUHTE3 OKcarioaueTaTa, rmKo3bl, XKUPHbIX
KUCIOT, NYPUHOBUX HYKNEOTUAOB

eperynpyeTt CUHTE3 KepaTMHOBOU CyOCTaHLUMU
BOJIOC U HOITEn
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B1oOTUMH

- ‘“’ O
Yo ~ X
qﬁ | Z %
0"
A\

Carboxyphospha:e S




BuramuH Bg— : f

donneBasn C :
KMUCNOTa, A)IjA °
donauumH, [TRBK]_rryrsmonas cra |
aHTMaHeMMn4YeCK1H

KodepmeHT: TT'®K (H,-honar)
But.B, AenoHupyeTcs B neyeHu

buon. ponk:
*cuHTE3 Hykneotunaos (ATM®) n HK

*PEeCUHTE3 METUOHMHA U3 roMmoLuUucTenHa (BMecTe
c BuT.B,,)

*CUHTE3 XOJIHa, KpeéaTuHa, aapeHalinHa
52



DOyHKUMKU POIIMEBON KUCIIOTHI KaK KO(EPMEHTA CBsI3aHbl C €€ BOC-
CTAHOBJICHHBIM [ITECPU/IMHOBBIM [IPOU3BO/IHbIM — TeTparujpodo.ime-
BOU kuciotrou (T1 DK).

Boccranosienue (oJiMeBOM KUCIOThI CBOJMTCS K Pa3pblBY JABYX
JIBOMHBIX CBSI3CH W IPUCOCUHCHUIO YCTBIPEX BOJAOPOHBIX aTOMOB
B IOJIOKCHUSIX 5, 6, 7 1 8. B )KMBOTHBIX TKaHSIX OHO IPOTEKACT B 2 CTa-
JIUU TIPU ydacThu crietuduueckux pepMeHToB, cojaepKaliux BoccTa-
HosicHHbIN HAJI®. Ha nepBoit crajuu 1101 aeicrsuem (hosiarpeyk-
Ta3bl oOpaszyercs auruapodonuesas kuciora (AI'PK), koropas Bo
BTOPYIO CTA/IMIO 1101 ACHCTBUEM JUIHApOodosiaTpe/1yKTa3bl BOCCTAHAB-
nuBaercst B TI' OK.

H

CH,-NH CO-NH-CH-CH,—~CHsCOOH
k I
H,N

COOH

5, 6, 7, 8-teTparusipodonueBast KHCIOTA

53



ButamuH B, -KobanamuH,
aHTUaHeMUNYeCKUN

% ConepXunuTt Kodbanbt

KodhepMeHTbI:
MeTUnKooanamviH

aes3okcunageHo3vn-
KobanamMmuH

But.B., AenoHnpyetcs B
neyeHmn.
CuHepruct BuT.B, Ho~ O H

o4



LinaHkobanamug (ButamuH B.,)

5'-Deoxy-
adenosine N

Dimethyl-
benzimidazole
ribonucleotide

LinaHko6anamug sBnsercsa
KodpepMeHTOM HeCKONbKUX
thepMeHTOB, OoCyLLeCTBNAILWMUX
nepeHoc ankunbHbIX UMK
3aMeLleHHbIX anKUnbHbIX
rpynnupoBOK

Corrin
ring
system

clnz Amino-

isopropanol
N> HCI—CI-I; prpeng
N\
N 7

o li—O"
H o
OH

H CH,0H

H H 55



Tabanua 12.1. GepmenTaruBHbie PEAKIHH, KATANHIHPYEMbIE

aneHo3HaKobanaMHHOM
Depment Peaxknuu [lepenocuman rpynna
Cnyramarmyrasa L-tpeo-B-merunacnapar « L-ray- | —CH (NHy) COOH
Tamar
Metuamanonun-KoA-my- | cykuunua KoA «+ Lp-mernamano- | —COS-KoA
Tasa Hua-KoA
2-Merusienranyraparmy- | MeTHAHTaKoHAT - 2-MeTuaenrayra- | —C (=CH,) COOH
Tasa par
L-p-JIuaunmyrasa 3,5-1HaMHHOreKcaHoar - L-B-au- —NH.
3HH
D-a-JInzunmyrasa 2,5-nHamMuHOrekcaHoar « D-a-au- | —NH;
3HH
D-a-Opuurnumyrasa 2 4-nuamugorekcanoar -+ D-a  op- | —NHy
HHTHH
L-a-Jlefiuuumyrasa 3-aMHHOH30KANPOHAT «= L-a Jeh- —NH,;
LWHH
1,2- Anonperniparasa ITHJACHIVIHKOJL — auetaabnerus -+ | —OH
<+ H;0
1,2-nponanauoi ~+ NPONKHOHOBbIH —OH
ansaerun -+ H,O
[nuuepunperuaporenasa | FanuepHi — 3-0KCHIIPONHOHOBLIH —OH
anvuerny 4+ HyO
STHACHIAMKONb — alleTanbaerua + | —OH
-+ H,0
[,2-TTponanauon — NpoNnHOHOBLIHA —OH
aabperup -+ HyO
SranosamuiaesaMiHiaza | dranosaMmun — aueraibaeruy -+ —NH,
-+ NH,
2-aMHHOMPONAHON +~ NponHoHoBbi# | —NH;
anwperna + NHy
Pubonykaeoruapenyk- D-puGonykneotus — D-2-nezokcu- | Her

Tasa

pubonykacotua -+ HoO
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JlnnoeBasa kucnoTa

OKucrneHHas | BocCTaHOBJEH- AueTUnupoBaHHas
dopma Hasa chopma ‘I? cdopma
'S,CQZ HS—CQ; cu_:,—c—s—cQz
| CH2 CH> CH>
CQ HS—CH Hs—cQ
Nunoesas g pm H2
KMCNoTa 2
CH
i
Neb
— e
HN\
CH
/ 2
ITn3wuH 2
chepmeHTa e
CH>
- cH
AN e\ | NonunenTtugHas
F g uenb oepmeHTa

Y



ButamuH C
AcKkopOunHoBasi KncrnoTta

OH OH OH (ll) (R
P % O, C—0
HOH,C cl:“rkc:" 2}} HOH,C ¢ r‘10/3 e
2 6_5 ey SY ] o W
T Ny~ o l \O/ Yo
| I
H H
H 5 51—1
On
HOCH OH
CH,OH HEH,OH
L-Acnopo.mo.ln KucnoTa nw WHCNOTA
H ; O _H
=0 0= >i
HO(‘iH : = Os;iou
HOCH, H,OH

L ~V308CKOPSVHOBAR WHCHOTA D-H30acropOunOsan wucnoTa
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Cunres L-ackopOunopoi KucaoTh #3 D-rajsaxTypoHOBOH KHCAOTH

C|00H C'OOH cloﬁ OOH <|:oocn,
Hoin HO(':H Ho?H S -’ e
HCOH [H] HCOH HCOH | NsOCt HCOH CHOH HCOH ____

l | |

H('ZOH 8% HCOH ""gﬁ’ H(li—- % HéOH " HCIZOH T% . sechora
HOCH HOCH HOCH HO(:ZH HOCH :
¢ho CH,OH  CH,OH CH,OH CH,OH

wn vin LIx X Lxi
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XuMHuecKan cxeMa NPOH3BOACTBA AcKOPOGHHOBOH KHCJIOTH!

CHO CH,0H H
Ho—— H0=T— A e
il N > ——0H  foydyx HO ,
T e w e 8\ il
CHy0H . CH,0H 0H H
D-rawkosa D 0p (J.-L ropsfm.pnﬂﬂu
) i SHs
C
| 00H-H,0
no 80% X H
_ Hs CHs
- L-copd d -KeTo-
Lo
,,_észgé%Lﬂ__ ® MEeSUUMHCKAR
92-94% acKopGrHOBAR
KMCa0TA

L -acropbunonax
KHCROTS



ButamuHsbl [ pynnbl P

0 O
O oo o O
OH
OH ' OH

$

O ' HO O OH O
Praldoxs ' Praborone: Paabonoros
(KBepyemun) { dpuiunmuon)
Cl
OH OH
Maloﬂaﬂo/m A”maqaawc?aw i 9 Aeanoanmosuanidons:
(Aers@unubun) (Aednoquanulun)

oAy O o
OH
OH '

Namexunst
{ L)~ anunamerun)



OH

CHg

OH

HO

0
0
OH ]
0
OH
on R=CH, recnep
OH R=H pwomuxTHH
OH
OH
OH
on 0 OH OH
]
CHg
OH
0 oM
PYTHH oH

aH

KAaTeXHH

aH a

J

KD epueTHH
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ButammnHonogobHble BelecTBa

H,;N COOH

P

napa-AMMHODEH30MHAas KMUcnora

n-aMHHOOEH30iiHAsg KHCI0Ta

[lapaamunoOeH30lHast KHUCTIOTa TIPEACTABISIET COOOM KpPHUCTAILIBI,
TUIOXO PacTBOPUMEIE B BOAE M XOPOILO PaCTBOPUMBIE B CIIUPTE U d(PUpe.
[Ipn xumnsueHnn B KUCIION M LIEJIOYHOH Cpee WIH TIPH aBTOKJIaBHPOBA-
HUM HE pa3pyuaeTcs. BUTaMMHHBIE CBOMCTBA €€ OTIPEACIISIIOTCS TEM, UTO
OHA BXO/IMT B COCTaB MOJIEKYJIbI (pormnueBoH KUCIOTHL. | lapaamuHOOeH301-
Hasi KUCJIOTa HE0OX0,IMMa ISl HOpMAJILHOTO TIpoliecca MUTMEHTALIUH BO-
JI0C, LIEPCTH, TIEPEEB U KOXKH, TaK KaK OHAa aKTUBHUPYET THUPO3HHA3ZY —
KITIOYeBOH (hepMEHT mpH OMOCHHTE3e MENaHMHOB KOXH. B meauiinHe
CTPYKTYPHBIE€ aHAJIOTH MapaaMHUHOOESH30MHON KUCIIOTHI — CyJb(haHua-
MHIBI — HCMONB3YIOTCS B KaYeCTBE AHTHOAKTEPHATBHBIX CPEICTB.



Buramun B . (manraMoBasi KHCJI0TA)

OHH OH OH i
HOOCC c c ccnzoco CHz—\ ’
H OHH H CH3
nmadraMoBasa KUCJI0Ta
OH OH O |
HOWO)J\/N\
O OH OH

[IpeanonokXuTenbHO MaHraMoBasi KUCIIOTa Y4acTBYET B OMOCHHTE-

3¢ XOJIMHA, METHOHWHA U KPEaTHHHUHA B KQUECTBE UCTOYHUKA METHIIb-
HBIX TPYTIL
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NHO3UT

OH OH
HO H
H OH
OH H
HHO3HUT

WUuo3ut  oOHapykeH B cocTtaBe (ocOorauieposioB, sBISETCA
KOMIOHEHTOM ¢ochaTHauIuHo3uTOoNa. bHomorudeckas poab €ro
cBa3aHa ¢ oOMeHOM (pocornHIeposIOB B 00pa3oBaHUEM BTOPHUUHO-
ro MECCEeH/Kepa BHYTPHUKIETOYHBIX CUTHANIOB (MHO3UTON-1, 4, 5-
tpudocdara). UHO3UTON OKa3bIBA€T 3HAYUTEILHBINH JTUMOTPOMHBIHI
3pdexT u TOpMO3UT pa3BUTHE AUCTPO(PHUHM TEeUEeHH. Y KHUBOTHBIX
NpH OTCYTCTBHH 3TOro (pakTopa B mumie HaOMIOJaTuCh OCTAHOBKA
pocTa, cBoeoOpa3Has moTeps MIEPCTIHOTO MOKPOBA U JKUPOBAs MH-
(UIbTpalus MEYEHH C OTIOKEHHEM XOJIECTEPHUHA.
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Kojuszum Q (YOMXHHOH) OTHOCHUTCA K YPE3BBMANHHO MIMPOKO
pacnpocTtpaHeHHbIM KoepmenTaMm. [lo xumuyueckoi CTpykType OH
npeacTaBaseT co0oi  2,3-AUMETOKCH-S-MeTui-1,4-0eH30XUHOH
C M30MPEHOBOM LEMbIO B MOJIOKEHUH 6.

O
HzCO CH3
H:CO (CH,-CH=C-CHy),—H
O
YyOUXHUHOH

Yucno octatkoB u3onpeHa B OOKOBOH 1IEMH YOMXHHOHA BapbUpY-
er o1 6 10 10 (KoQ,, KoQ, u T. 1.). YOUXMHOH HEPACTBOPHM B BOJIE.

KoQ sBrsieTcss 00s13aT€bHBIM KOMIOHEHTOM JBIXaTeIbHON LETH,
OCYILIECTBIISISI B MUTOXOH/IPHUSIX MEPEHOC 3MEKTPOHOB OT MEMOpPAaHHBIX
neruaporenas (HAJl — H-aermaporenassr, CLU u ap.) Ha uuroxpo-
MBI B opranusme denoBeka YOMXWHOH MOKET CHHTE3MPOBATLCS W3
MEBAJIOHOBOM KUCJIOTHI M MIPOAYKTOB 0OMeHa (peHHIamaHuHa U THPO-
3UHA, TOITOMY HE MOXKET OBITh OTHECEH K KJTaCCHYECKHMM BUTAMHHAaM.
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[uppoaoxunoaunoxunon (PQQ) — ButaMuHOno100HBIH KO(haK-
TOP, COAEPkKAIMICS B O€TKaX OTHOCUTEIBHO HOBOTO Kjlacca — XHHO-

npotenHax (PQQ-depmenTtax). OH UMEET CIEAYIONIYIO CTPYKTYPY.
COO

MU PPOIOXHHOTHHOXHHOH (PQQ)

PQQ B kauecTBe KOopepMeHTa BXOAUT B COCTaB OaKTepHaIbHBIX
(epMEHTOB METaHOJJIETHUAPOreHa3bl U aJKOTOJIbACTHAPOTEHA3HI,
JKUBOTHBIE M pacTUTENbHBIE XWHOMPOTEHHBI, cojaepxkamue PQQ
B KauecTBe KO(epMeHTa, BXOAAT B COCTAB OKCHIa3 U AeKapOOKCH-
na3 (aMMHOOKCH/1a3, TUAMHHOOKCH1a3, MOHOOKCUTEHA3, JTHOKCHUTE-
Ha3). Hexkotopeie nekapOokcuna3bsl aMHHOKHCIOT (TayTaMaTaeKap-
ookcunasza u JJODA-gexapOokcunasa) npeanonokKuTeIbHO HMEIOT
B CBOEM COCTaBe JBa kodepmenta — nupuaokcanbpocdar u PQQ.
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Burtamun U (S-MeTHIMAJIOHHH, IPOTHBOSI3BeHHDBIH (parTOop)
Ob11 BniepBeie 0OHapykeH B 1950 r. B CBIPBIX OBOMIaX, MapHOM MO-
noke ¥ nedyeHu. OH UMEET CIEAYIONYI0 CTPYKTYPY.

CH;
3
HOOC - (IIH ~EH~CHy~ S’L\ Cr
NH, CH;

METHJIMETHOHUHCYJIL()OHUS XTIOPH
(Butamun U)

Butamun U xopomio pacTBOpuM B BOJE, JIETKO pa3pymaeTcs mpu
temneparype 100 °C (ocoOeHHO B HEUTPATLHON U IMIETIOUHOM Cpefe),
YCTOMYHB B KUCIIOH cpeae. Y Kpbic BUTaMUH U MOTHOCTBIO 3aMEHSET
NMoTpeOHOCTh B METHOHHHE KaK HE3aMEHMMON aMHHOKHcIoTe. OH
y4acTBYET B CHHTE3¢ METHOHMHA, XOJIMHA U KpeaTHHA, UCTIOJIb3yeTCS

GaKTepI’ISIMPI B KQUCCTBC JOHATOPpA MCTHIILHBIX I'PYIIIL
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JIunmoeBasi KHCJI0TA MO CBOEH CTPYKTypE MPEACTaBISAET (-TTH-
noeBy1o (1,2-auTnonan-3-BajJepuaHoByI0) KUCIIOTY:

CH2 + CH2
2N f2H, N
Hg? (EH—(CH2)4-COOH P E— H2(|: (fH—(CHz)‘;—COOH
S—S 2H gs— gy
JIMTTIOCBAA KHUCJIOTA I[Pﬂ“HIIpOJ]]/IHOCBaﬂ KHUCJIOTAa

KodepMmeHTHBIE (PYHKIMH JIMIIOEBOH KHCIIOTHI peanu3yloTcs 3a
CUET TOTO, UTO OHA MOXKET CYIIECTBOBATh B OKMCIEHHOW U BOCCTAHOB-
neHHou ¢gopMmax. JIumoesas KucIOTa UTPaeT BaXKHYIO POJIb B OKHUCIIE-
HUU U TIEPEHOCE ALWIBHBIX TPYMNI B COCTABE MHOIOKOMITOHEHTHBIX
(EpMEHTHBIX CHCTEM.

OcHoBHas ee PyHKIUS — MPSIMOE yIaCTHE B OKUCIMTEIBLHOM Je-
KapOOKCHUIIMPOBAHUU B TKAHIX «-KETOKUCIOT (MHUPOBHHOTPAIHOM
u a-kerornytaposoi). Hapsaay ¢ TII® u KoA minoesas kuciorta ciy-
KUT TIPOCTETUYECKOH TPYINON B MUPYBAT- U KETOTIyTapaTAeTHapore-
Ha3HOM CHUCTEMax.

69



X0JIMH TO0 CBOEH CTPYKTYpPEC MNpPCACTaABIIACT AMHUHOATHIIOBBIN
CITHPT, conepxcaumﬁ TpH MCTHJIBHBIC I'PYIIIIBI ¥ aTOMaA a30Ta.

o
CH; - ITI+— CH;-CH;-OH

CH;
XOJTH
XO0onMH XOpoIIo pacTBOPUM B BOJE M cnupTe. B opranuzme xu-
BOTHBIX XOJIMH CHHTE3UpYyETCA B cocTaBe hochonunuaos. [loHopa-
MH METHJIBHBIX TPYMN SABIAIOTCA METHOHMH, CEPHH WU TJIHMIIHH.
XONMHH ABISIETCA COCTABHOW YACTBHIO allETHIXOJIWHA — MEAHaTopa
HEpPBHOTO UMMyJabca. OH Takke MPUHUMAET y4acTHE B pEaKIHAX

TPAHCMETHUIMPOBAHUS TMPH CHHTE3€ METHOHWHA, MYPUHOBBIX H MH-
PUMHIMHOBBIX HYKICOTHAOB, (OCHOIUTHAOB U AP.
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