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INPEAVICAIOBUE

Baxwneiimeit cocrapusromeii d3pPEeKTHBHON TOATOTOBKH COBpPE-
MEHHOTO CIIEIMAINCTA-01O0JI0Ta B BBICIIICH IIIKOJIE SIBJISICTCSI OCBOCHHUE
UM KJTFOYEBBIX TIOJIOKEHUH Onoormaeckor XxuMuu. [lockompKy 6mo-
XMMUSI OTHOCHUTCS K YHCIy HanOojee AMHAMHYHO Pa3BHBAIOIINXCS
obmacTeil 3HAHWH, Ype3BBIYAIHO BAYKHO MPEICTABUTH HAKOIUICHHYTIO
K HaCTOAIIEMY BpeMEHH MH(POPMAIHIO B JOCTYIHOH CTy/IeHTaM, Ha-
msinHOM (opme. Takum 00pa3oMm, JaHHOE MTOCOOHE TTO3BOJISET OTIe-
PaTHBHO MOTyYaTh HH(MOPMAIHIO IO OCHOBHBIM paszieiaM OMOXUMHN
B 00bEME YHHBEPCHUTETCKOTO Kypca.

[Tocobre HaYMHACTCS C pa3/eNoB, MOCBSIIEHHBIX CTPOCHUIO U
KIIACCHU(PHUKAINN BAKHEUIIINX OMOMOICKY: OEIKOB, YITICBOAOB, HY-
KJIEMHOBBIX KHCJIOT, JINIM/O0B, BATAMHHOB ¥ TopMOHOB. Ocoboe BHH-
MaHHe yJenseTcs BOIpocaM YH3UMOJIOTHH, KHHETHKE ()epMEHTaTHB-
HBIX pEaknui M OCOOCHHOCTSIM pETyIsIuu (EepMEHTATHBHBIX
MIPOIIECCOB B KIIETKE.

Bo BTOpOIi OIOBHHE M3/1aHUS PACCMOTPEHBI OCHOBHBIE PEAKIINH
TIPEBPAICHNS OHOIOrNIEeCKUX MOJIEKYJ, MAaTPUYIHBIE TPOIIECCHI, BaK-
HEHIHEe MOMOKEHUS] OMO3HEPTETUKH KUBOTHON KIICTKH.

JlaaHoe n3ganue OyJieT CTUMYJIMPOBATh CAMOCTOSITEIbHYIO IO/~
TOTOBKY CTYJICHTOB I MarHCTPAHTOB, ITOBBIIIATh YPOBEHb U KaIECTBO
MOATOTOBKH COBPEMEHHBIX CIICIIMATNCTOB-0MOJIOTOB.

Bce 3ameuanns n mo)kenaHus, Kacarollnecs YIydIIeHHUs Mpe-

CTaBJICHHOTO MaTrepHaia, OyayT MPHUHATHI aBTOpaMu ¢ OnarogapHo-
CTBIO.



CTPYKTYPHAS BUMOXVMIUSI

AMMHOKWCAOTHI, ITEIITABI,

BEAKWN
Tabauua 1
Kaaccnpuxanms o-aMIMHOKICAOT
I'pynna DyHKINOHATBbHBIE AMHMHOKHCIOTBI
AMHHOKHUCJIOT TpyHIbI
Tuopogunvnvie, nonapuvie
Kucneie (orpunarens- | Kapookcunpaas | -COO~ | AcniaparnHoBas Asp
HO 3apsDKEHHBIC IPU | rpyTmina I'myramuHoBas Glu
pH=74)
OcHOBHBIE (TIONOXKU- | AMUHOTpYIIIIa -NH} JIuzun Lys
TEIBHO 3apsIKEHHBIC ApruHun Arg
pu pH = 7,4) Tuctuann His
Helitpanbubie TuonpHas rpymmna | -SH Hucrenn Cys
T'mapokcunphas | -OH Cepun Ser
rpymnmna Tpeonun Thr
Tuposun Tyr
AMuIBI -CONH2 Acnaparun Asn
I'imyramun Gln
Tuopoobuvie, nenonspuvie
Anudarnueckue -CH,- Ananun Ala
Banuu Val
Jlevinua Leu
W3oneinux Ile
MeTnoHnH Met
Apomarnueckue -CHs- denunanaHui Phe
Tpunrodan Trp
*Tuposun Tyr
Jpyrue Hmunokuciora [Mponun Pro
s Gly

*Tuposun, unu 2uOpoKcupenunaianun, — apoMaTudeckas, TuapopuiIbHas, MoJspHast

aMHUHOKHCJIOTA.
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XVIMUYECKUE CBOVICTBA
AMMVHOKUNCAOT

JexapOokcunmpoBanne (00pa3oBaHUE aMUHOB).

JezamuaupoBanne (00pazoBaHre KapOOHOBBIX KHCIOT).

Orepudukanusi KapOOKCHUIBHBIX Tpyil (00pa30BaHUE CIIOKHBIX I(PUPOB).
O6pazoBaHne aMHIOB.

[lepeamunupoBanue (3amMenIeHHEe aMUHOTPYTIITH).

['mapoxcunupoBaHue.

BsaumonericTBue ¢ anmpaerunamu (oOpa3oBaHue MUQPQPOBBIX OCHOBAHMIA).
Ob6pazoBanre N-mIHKO3U0B (TIPU B3aMMOACHCTBUH C YIJICBOIAMH).
Ob6pazoBanne O-IIHUKO3UI0B (TIPU B3aMMOICHCTBUH C YIJICBOIAMH).

Oxucnenne SH-rpynm (o6pasoBanne 1uCyab(QHUIHBIX COSTUHEHUH, HAIPHU-
Mep JuMepa IIMCTeHHA — [ICTUHA).

DochopunrpoBaHue r’HAPOKCHAMUHOKUCIOT (00pa3oBaHue CIOKHBIX (oc-
¢dopHbIX 3GHUpoB).

Oxucnenyue ryaHuJMHOBOH I'PYIIIBI aprUHMHA.

Oo0pa3oBaHne MeNTHIHONH CBS3U (TTOTUMEPU3ANNS AMHHOKHCIIOT C 00-

pa3oBaHMUEM IENTHIOB).

H,N

B3aumopeiicTBHe 0.-aMHMHOKHUCJIOT MeXKIY c000ii
¢ o0pa3oBaHHeM MeNTHIHON CBSI3U

HCHTI/II[HaH CBA3b

i i
H:0 o
CH—COOH + H,N——CH—COOH HyN——CH—C —N——CH—COOH
P
THz CH, C|H2 L ! C|H2
OH S|H OH SH
Cepun Hucrenn Cepuucrens
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CTEPEOM3OMEPUS a-AMUHOKINCAOT

D-psn L-psin
COOH COOH
H—C——NH; H2N—(|j—H
R R
DHaHTHOMEPHI
AM®DOTEPHBIE

(KMCAOTHO-OCHOBHBIE) CBOMCTBA
0~-AMIHOKUNCAOT B PACTBOPAX

R R
H,N—(C—COOH — 3 H{N—C—COO0"~

H H
Bumonsipusrii (IBUTTEP-) HOH

pl = (pK, + pK,) / 2,

rae pK, — KoHCTaHTa AMcconnanuy KapOOKCHIIBHBIX TPyml, pK, — KOHCTanTa
JIUCCOLUAlMA aMUHOTPYIII.

3apsa aMMHOKNMCAOT MPU Pa3AMIHBIX
3snadyenmsnx pH cpeant

pH <pl pH=pl pH > pl
3apsg >0 _ 3apsn <0
(TIOJIOKUTEIIBbHBIH) 3apan =0 (oTpHLIATEINILHBII)
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KAUYECTBEHHAS PEAKIIWS
HA o-AMMNHOKNCAOTHBI

(0]
Z OH
| . H,N—CH—COOH ——»
S OH L
Hunruapun 0-AMUHOKHUCIIOTA
OKMCJIEHHBIN

I CQ +NH; +C02+RCHO+ @

HI/IHFI/I,I[pI/IH HI/IHFI/II[pI/IH

BOCCTaHOBJICHHBIN OKHCJI

@%D

C€HHBIN

[lypnyp PyaMaHa (cune- (I)I/IOJIGTOBBII/I)

BMYPETOBASI PEAKIVSI - KAYECTBEHHASSI

PEAKIIMSI HA IIEIITUAHYIO CBSI3b

H 1= H & Il H
H,N—C—C—N—C—C—N—C—C—N—C—C—N—C—
| I H | H |
R, O Rs Rs
TTonunenTu
R, OH R, OH
H | H [ H
—» H,N—C—C=N—C—C=N—C—C=N—C—C=N—C—
| H | H |
R, OH R; OH Rs
EnonpHas ¢hopma momumnentuga
Rz ONa
H [
HZN—?—C\= _ﬁ_/c=
R o 0o lHR
—_— \Cu/ 3

_+I
2\\
I
a
|
(@}
|
7
l

Rs ONaRy ONa

BuyperoBbIii MeTHBIN KOMILIEKC ((HDHOJICTOBOTO IBETA)

+2NaOH
+Cu(OH),

—



Tabauya 2

YpoBHM CTPYKTypHOI OpraHu3anyy 0eaKoB

CTpyKTypHBIii ypOBeHb

XapakTepucTuka
CTPYKTYPbI

Tunsl cBs3eit
B CTPYKTYpe

[lepBuunas cTpykrypa

TTocaenoBaTeIbHOCTE aMu-
HOKHCJIOTHBIX OCTaTKOB B
[TOJIUIIEITH/IHOMN LIEIH

KoBanenrHsle cBsi3u
(menTuaHbIe)

Bropuunas crpykrypa:
Ol-CIIMpajb
B-ctpyxrypa

Koudwuryparnust nonaunenTtu-
HOH 1enu

Bonopoubie cBsi3zu

CBepXBTOpHYHASI CTPYKTypa

YnopsaoueHHoe pacnonoxe-
HHE Ol-CNHPAJIbHBIX YYaCTKOB
n/nin B-CTpyKTyp HOJHUIIeT-

THJTHOM IICITH

TpeTnuHas cTpyKTypa

[IpocrpancTBeHHas opra-
Hu3auus (KoHpopMarus)
MHOJIUIIENITUAHON 1IENN

I'unpodobHbIe B3auMoeii-
CTBHUSA

BonoponHsie cBs3u
HoHHbIe CBs3H
Jucynsdunnsie (koBa-
JICHTHBIE) CBSI3U

YeTBepTHYHASL CTPYKTYpa

Crioco6 opranuzanyu B
MPOCTPAHCTBE OTACIBHBIX
MOUIMENTUAHBIX LeTeid, 00-
pa3oBaHUE MaKPOMOJICKYJISP-
HBIX KOMILICKCOB

I'unpodobHbIe B3auMoeii-
CTBHUS

Bonopoassie cBs3u
HoHHBIE CBS3U

Kaaccupuxamnms pepmeHTOB

DOEPMEHTDI

Tabauua 3

Kuace ¢pepmenToB

Tun peakuun

1. OxcuopenyKrassl

THUIIOB

OKHCITUTEIIEHO-BOCCTAHOBUTEIILHBIC peaKkuun BCeX

2. Tpancepassl

HepeHoc OTACJIbHBIX aTOMOB U I'PYIIIT aTOMOB

3. I'mnpomnaser

I'mpponuruueckoe pacuieruieHe XMMHUUECKUX CBsI3el

4. JInazpl

win ux o0pa3zoBaHue

Herm[ponnmqecxoe pacuiericHue JIBOMHBIX CBsI3€H

5. M3omepasbl

B3aHMOHpCBpaH_[CHI/Ie Ppa3IMIHbIX U30MEPOB

6. JIurassl

ATO

O0pa3oBaHue cBA3eH (CHHTE3) C 3aTPaToil S3HEPrun
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Eaymynbr 1 popMbl  BBIpaskeHMsI
aKTUMBHOCTU (pepMeHTOB

1 xaraxa (kat) — Komu4ecTBO (hepMEHTa, KOTOPOS KaTaM3UPYET IpeBpa-
mienue 1 mousb cyOerpara 3a 1 ¢ nipu 25 °C.

1 mexxaynapoanas exununa (ME) — xonmdecTBo depmeHTa, KOTOpoe
KaTaJu3upyeT npeBpaieHne 1 Mkmonb cyoerpara 3a 1 mun nipu 25 °C.

Yoenvnan axmuenocms — uuciio enquHNUI aKTUBHOCTH (epMEHTa, MPHU-
xomsammxcest Ha 1 Mr Oenka.

3aBUCHMMOCTb aKTMBHOCTY (pepMeHTOB
ot Temnepatypsl (A) u pH cpeasl (b)

A B
v, % v, %
2100 100
5
=
5y
=
£ 50t 50 F
£
=
< P T T T t,°C e 111 IpH
0 10 20 30 40 50 60 3 4 5 6 71 8
KVMHETUKA ®EPMEHTATUBHBIX ITPOLTECCOB
3aBMCMMOCTDb CKOPOCTV peaKIin
OT KOHIeHTpauun
v
I/HISX _____________________ ]
v
Vinax
Vinax | _ 1
2 | Vmax
I
l
1
! /
0 Ky [S] 1 0 1
Kym [S]
E+Se s ES—22 5 E 4P

-1



%
Ky

e KM — KOoHcTaHTa Muxasnuca

=K., [E][S]
— K—l + K+2
K b

+1

YpaBuenne Muxasanca-Menren

Vnrubmuposanne ¢e

VIS
Ky +IST

PMEHTAaTVMBHBIX IIPOII€CCOB

1 1
v v
L — Be3 unruburopa — Be3 unruburopa
Vmax /
T 0 T T o T
Kwm [S] Km [S]

KonkypeHTHBIH TUIT HHTHONPOBaHNS — HEKOHKYPEHTHBII THIT HHIHOMPOBAHIS

Mexanusm jaeiicTBusi (pepMeHTOB

Mornexyna
cybcrpara

Monekyna
(bepmenTa

DepmeHT-
cyOCcTpaTHbIit
KOMILIEKC

IpomyxTht
peaxkuuu

Heusmennas
MOJIEeKyIIa
(bepmenTa

EEE

10

1. AkruBanus gpepmenra

11. Y3naBanue pepmeHTOM
cBoOero cyocrpara

I11. O6pa3zoBaHue HEAKTUBHOTO (hEPMEHT-
Cy0CTpaTHOrO KOMILIEKCA C TIOMOLIBI0

ci1abbIX BOJOPO/IHBIX CBSI3EHl MEkK/1y CyOCTparom
1 AMHHOKHCJIOTaMH KOHTAKTHBIX YYaCTKOB

IV. O6pasoBanue akTUBHOTO (hepMEHT-
CyOCTpaTHOTO KOMITIEKCA 3 CIET
KaTaJUTHYECKOTO yYacTKa

V. O6pazoBaHue MPOTYyKTOB
peaxmun



AKTHBaNUSA XHMOTPHUIICUHOTE€HA MMYTEM OTrPAHUYCHHOI0 MPOTEOJIU3a

(O0pa3yrouuiicss 0-XUMMOTPHIICHH COCTOMT U3 3 1emneii, coeTMHEHHbIX
JUCYIb(GUIHBIMH CBSI3SIMH)

Tup-146 Hne-16
(8-S)4
XUMOTPUIICHH ~ ==——p> | | <+— Tpurncun
Tpe-147 Apr-15
S
AcH-148 Cep-14
XimvoTpHmci | |<— XUMOTPUIICUH
Ana-149

Jlent-13
|_ AcH Iuc I

COOH NH,

XHUMOTPUIICUHOTEH

1

Tup-COOH Wne-NH ,

(5-5), Apr-15-Cep-14
Tpe-147-Acn-148 pr-1o-t-ep-

S
Ana-NH2 JIeii-COOH
AcuH Inc
COOH NH,

0-X1UMOTPUIICUH

G 11



L-Tpeonun

a-KetoOytupar

E>

v

o-AnerokcuOyTupar

E3

v

o, B-Auokcu-f-merunBanepar

E4

Wuruburtophsiit 3 dext

v

a-Kero-B-mernnBanepar

Es

v

L-M3oneiuun

E,- L-tpeonunnesamunasa
E,, E;, E,, E5 — dbepMenTBI, KaTaau3upyromume NpOMEKYTOUHbIE CTauH

HNnrubuposanue no Tumy ooparHoii cBsi3u L-TpeoHnHae3aMuHa3bl,
T. e. epBoro pepMeHTa B LeNH peakUuil, KOHEYHbIM MPOAYKTOM —
L-uzoneinuaom

HYKAEO31AbI, HYKAEOTUABD],
HYKAEMHOBBIE KVICAOTHBI

A3O0TUCTBIE OCHOBAHMNSI

HypI/IHOBI)Ie A30TNUCTbI€ OCHOBAHWNII
(6]

NH,
=6 N / N N
N HN
2 4
9
A 131 N K N H N/\N N
N 2
H H H
ITypun Aoenun Tyanun
(6-amunonypun) (2-amuno-6-okcunypur)

2%



HMPMMMAMHOBBIE a30TUCTbIE

Vpayun
(2, 4-ouoxconupumuoun)

™

NF

Jlakmum

N3/4 5‘

g

N
Tupumuoun

NH,

NZ

A

H
Lumo3sun
(2-okco-4-amuno-
NUPUMUOUH)

OCHOBaHWMsI

CH3
HN

A

H

Tumun
(2, 4-0uoxco-
S-memunnupumuoun)

(0]
HN)i
——
}\ |
(0] N
H

Jlakmam

Keto-eHonmpHas (JTaKTHM-TaKTaMHasl) TAyTOMEPHS a30TUCTBIX OCHOBAHUI

HO,

H
H |

a0eHo3Un

b
(1 J

H
OH OH
Pubonyrneosud

HYKAEO3MABI
NH O
CH;
HN |
O/J‘\N
HO
O
H
H H
OH H
Hesokcupubonykieosud
MUMUOUH



HYKAEOTUNABI

Tabauuya 4

HyKAeOTI/IAHbe/i COCTaB HYKA€MHOBBIX KICAOT

MoOHOHYKJIEOTH/IBI
PHK

MOHOHYKJIEOTH/IBI
JHK

AJICHUIIOBBIE KHCIIOTBI:
aneHo3uH-3"-pocdar
azieHo3uH-5"-pocdar

I'yaHHIIOBBIE KHCIIOTBI:
ryaHosuH-3"-hocdar
ryaHo3uH-5"-docdar

uutuanH-3"-pocdar
nuTHIUH-5"-pocdar

YpUariIoBbie KUCIOTHI:
ypunus-3’-¢pocpar
ypuauH-5"-¢pocpar

I_II/ITI/IZ[I/IJ'IOBLIC KHCIIOTBI:

Jle30KcHa e HUIIOBBIE KMCIIOTHI:
2’-ne3okcuaneHos3nt-3 -pocdar
2’-ne30KCHaaeHo3uH -5 -pocdar

J1e30KCHTI'yaHHIIOBBIC KUCIIOTHI:
2’-ne30KkcuryaHosuH -3 -ocdar
2’-1e30KCUryaHo3uH -5 -hocdar

JIe30KCHIUTHANIOBBIC KHCIIOTHI:
2’-1e30KCHIUTHINH-3 -hochar
UUTHIUH-5-pocdar

TUMHANIOBBIE KUCIIOTBI:

) ,
2’-1e30KCUTUMHINH-3 -pocdar
2’-Ne30KCUTHMHINH -5 -docdar

I
-O—I|’—0 0
0- H
H | H
OH OH

Aoeno3un-5"-monogocham

14%

NH,
\N N.
%
=
0}
|
-O—P—O
Lk
H H

2’-Jlezokcuadenosun-3 -
-Monogpocham



NH»

L
a8 N
N ) | /K
ﬁ N N 0
O—P—0 HO.
l} H H | 0

H | H |
OH H H H
OH OH

Jlezokcuadenosun-5"-monopocham Humuoun-5"-monopoccham
NH,

-0—P—0——P—0——P—0

Y Y W <

I
OH OH

Aoenosun-5-mpugpocpam (ATD)

N X
(1
0 0 0
Z
| I I N
o

NH»
N.
~~ \N
/ | )
/
\N/
O—CH2 o ‘
—,
H
O—pP—— Huxnuueckuii 3°, 5 ’-adenosunmornogocgham
(yAM®)
H
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ITEPBMYHASI CTPYKTYPA HYKJAEMHOBBIX

KNCAOT
(')H
5'-xoHewn
- H. _H P
H—O—+P==0 N A 5'47—1. A
I 2
) ! N XN P
SRS N £ I
! o 5 /
I'iZC5,| o) NN H P }
; N iyl r
N ¥ 7%
N 5 i P
o ! e
L H H ¥ :
H—o—:—1l>=;o ~ O 3
! i
9 HIKN

A —agenuH, I{ — nuto3un, I' — ryanun, T — Tumun

[TyHkTHpoM BbIIENIEH caxapodocdaTHbIl 0CTOB
(pochonmsdupHbic CBA3M)

BTOPNMYHAJSI CTPYKTYPA AHK

IIpasuaa Yapradda:

1. KonnyecTBO MypHHOB PaBHO KOJUYECTBY MUPUMHUIUHOB:
A+T=0H+T wm A+D)/W+T)=1.

2. KonnuecTBo aJIcCHUHAa 1 IUTO3MHA PABHO KOJIMYCCTBY I'yaHMHAa U TUMUHA!
A+IO=T+T wm A+I)/T+T)=1.

3. KoanuecTtBo aJICHMHAa paBHO KOJIMYECTBY TUMHUHA, @ KOJIMYECTBO I'yaHU-
Ha paBHO KOJMYCCTBY LUTO3MHA:

A=T, I'=10 mwmA/T=1,T/11=1.

16 &



4. KOJ'IHLIeCTBO ryaHruHa 1 HUTO3MHA HE PaBHO KOJIMYCCTBY a/ICHUHA U TUMUHA.
A+T=T+1 wm (A+T)/T+0L)+#1

Otnomenne (A + T) / (I’ + L) — ko3 durnmenT BugocnennGuIHOCTH —
BeJIMYMHA WHAWBHyadbHAS U IMOCTOSHHAS IS KaKOTO BHUJA.

HyTto3uH

KommuiemeHTapHOE B3aNMOAEHCTBHE MEXAY a30TUCTHIMU
ocHOBaHMsIMH — oOpaszosanue nap A—T, I'-11.

Y 17



TPETUYHASI CTPYKTYPA AHK (ABOVIHASI CIIVIPAAD)

A-ghopma

B-popma

2,8 HM
3,4 am
\ 4
\
Tabauua 5
XapakTepuctuka pasanmgssix Tmos PHK
Manmnas sinepHas
Tun PHK Tpancnopthas | Pubocomanbnas | Marpuunas \sPHK
TPHK pPHK pPHK
(pnbo3uMmBbI)

KomuuecTtBo noza- >50 4 >1000 ~20
THIIOB B KJICTKC
Yucno HyKJICOTH- 75-94 120-5000 400-6000 100-300

JIOB

18 %



OxoHuanue mabA. 5

TpancnoptHas

PubocomabHast

Marpuunas

Mannas sipepHast

Tun PHK MsaPHK
TPHK pPHK pPHK (pBO3HMbT)
Coneprxanue B 10-20 % 80 % 5% 1%
KJIETKE
DyHKIUA Tpancnsmus Tpancnsamus | Tpancmsamms Crmaiicuar
BTOPUYHAJSI (a) I TPETUYHAZSI (0)
CTPYKTYPA tPHK
Axyenmopnas
8emen
3
a
A
C
JuruapoypuanHoBast IIceBnoypuanHoBast

BETBb (D-BETBb)

AHTHKOOOHOBAs
BETBb

BeTBb (7yC-BeTBb)



YIZAEBOAbI
KAACCUDPUKALINIA YIAEBOAOB

[ VrieBoas! ]

[Nonmcaxapuisl ]

(TIIMKaHbI)

[ MOHOC&XapI/IZ[LI ] OJ'II/II‘OCEIXapI/UIBI ]

Anb1035I ] Kero3sst ] [ l'omornukaHs! ] [ [erepormkanb ]

CTPYKTYPA " M3OMEPUSI CAXAPOB

Crepeomnsomepust

H\ A H\ s

C 4 C 4

H—C—OH HO—C——H
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HO.
CH3 CH3 CH3
/CH3
H o CHj
C
CH3

Bumamun E (moxogepon)

0 0
H3CO\ )Jvcm H3COQjVCH3
|

(T e
H3CO H H3CO (CHyC=—=C—CHp)10H
H

0 0
Kosnzum Qy Kosnzum Q1
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BOAOPACTBOPMMBIE BUTAMMHBI M X ITPON3BOJAHBIE

CHz
NT XY N
JCC [gfg—CHQOH
H3C N SNH, S ?

Bumamun By (muamun)

O

N CH;

H 7z

O)\ P H3oamiokca3nHOBOE PO
| CH3
CH
| 2 Puburon
(CHOH)3
CH,OH

Bumamun B, (puboghpnasun)

DaABUHMOHOHYKIEOMUO
(pubogpnasungocpam, ®PMH)
OH OH IOH
O—PI’=0
OH

H3C N_ _N_ _O
I X

H3C NZ H
DrasunadeHuHOUHYK1eomuo (¢ CDA,ZZ) <Nf

OH OH O
O—P——O—P—O\‘
HIl

OH H
H3

Hj N/ H
0
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3’-@ocghoadenosun-5 -ougocgham

NH»
Tuosmunamun /N ‘ XN
i T pHrs I N I(J
Igl—(CHz)z—E——C—(CHz)z—E—é—gl—‘C—g——O—%—O——P—O ‘
CH3 2 O- Kﬁ ?7\
\ H
Hon on
Bumamun B;
(nanmomenosas Kucioma)
A -/
—~—
Koonzum A
H
CH,OH <o CH,NH,
HO | “N\—CH,O0H HO | N—CH)OH  HO | \—CH,0H
H;C 7 HiC P HsC pZ
Tupuookcon Hupuookcanw THupuookcamun

Bumamun Bg

0 i
|| A
A oo | NH,
o
N N

Bumamun Bs (PP)

Huxomunosas kucioma
(Huxomunamuo)

Bumamun Bs (PP)
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Huxomunamudounyxieomuo (HAJT)

H
‘ “X~CONH,
o
5|
—,
H |
HO—b—0© OH
0
NH»
N.
HO—P=—0 / ‘ XN
) Py
N
o
. |
H
OH OH
(-OPO3H2*)

* Huxotnaamupauaykiaeotun pocdar (HAJDY)

CH3 (CH;),CONH,

H3C ~| {;HCH}
Q # ~CHj

HO-CH;
Bumamun By, (yuaroxobanramun)
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COOH

N, |
N N —C—+N C—N—CH
)\ | Hy| H O H |
= (CHp)
N N N

IImepuoun COOH

Bumamun Be  (poruesas kucnoma)

0=C

HC
CHOH
CH,0H

Bumamun C
(ackopbunosas xucioma)

Bumamun P
(pymun)

(0]

PN

HN NH

[

< (CHp),—COOH

Bumamun H (6uomun)
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METABOAMYECKAS BMOXVMIS

OBMEH YIZIEBOAAMMU

METABOAN3M TIAKOKO3bI-6-DOCDAT -
KAIOYEBOI'O METABOAUTA
YIAEBOAHOI'O OBMEHA

I'JIMKOT'EH
T uxocenonus l{ T uxocenocenes

I'moko3o-1-ocdar
7 N

Ilenmoso-
dochammuuvii

Tukonus
[JIIOKO3A ~ ——  DJIIOKO30-6-GOCHAT __"™° | Tlentosw
[ iokoneozenes U JIp. caxapa

v

y' N
I irokoneoeenes

Tukoeenonus
Tuxozenozenes

v

IIupyBar

/

Jlakrar CO,u H,O

IAMKOAN3 -
ANXOTOMMUYECKUM ITYTh
KATABO/ANM3MA T'AIOKO3bI

Anaapobnuviii zauxorus (11 peaxyuii)

C(H,,0, + 2 AJI® + 2 H;PO, — 2 CH,CHOHCOOH + 2AT® + 2H,0

T'mroko3a Jlakrar
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Aapobnoiii zauxoaus (10 peaxyuii)

CH,0, + 2 AI® + 2 H,PO, + 2HAJT" —
I'mroko3a
— 2CH,COCOOH + 2AT® + 2H,0 + 2HA/THH"
[Mupysar

CTaAI/II/I IrAnKoAn3a

. IoproroBurensHast cramust (CTaausl aKTHBALMH TITFOKO3bI):

— 5 peaxkuuii;

— 1 momexyma rexco3sl (TIFOKO3bI) pacHIeIIsseTcsl Ha 2 MOJICKYIBI TPHO3
mmnepansaeruapocdara).

. Cragmsa renepannn ATO:

— 6 (5) peakunii;

— SHEPrusi OKUCIHUTEIbHBIX PEaKIUil TPaHCHOPMUPYETCS B XUMHUYECKYHO
snepruio AT® (cyberparHoe (GocdoprinposaHue).

HO,ZI,I‘OTOBI/ITeAbHa}I CTaavisi TANKOANM3a

. HeoOparumast peakiust hochoprmnpoBaHUs TIFOKO3HI:
(bepmeHT: eexcokunaza
Mg2+
I'miokoza + AT® —— Imiok030-6-O + AJID

Axtusaropst: A/[®, H,PO,.
Wurnbutopst: enoko30-6-D, gocghoenonnupysam.

. OOparnmMasi peakiysi H30MEpHU3aLUH TIIIOK030-6-hocdara:
(dhepMeHT: enoko30-6-gpocghamusomepasa
Mg2+
[10k030-6-O = PpykT030-6-D

. HeoOparumas peaxums dpochoprnupoBanus ¢ppykrozo-dh-pocdara (kimroue-
Basl CTAJUS TIUKOJIH3a):
dhepMeHT: gocghodpykmorunaza
Mg2+
DpykT1030-6-® + ATO ——> DpykT030-1,6-1ud + AID
Axrusaropsl: AP, AM®, H,PO,, K.
Wuarubutopsr: AT, yumpam, HAH.
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4. OOparumasi peakiusi TUXOTOMHUYECKOTO pacilerieHus QppykTo30-1,6-
mudocdara:

(depment: anvoonaza
O

H\C/

H03P0OHC CH,OPO3H,

o |CH20P03Hz |
H J?HzOH CH,OPO3Hy
HO
®pyxT030-1,6-1UD Hurnapoxen-  Imunepansaerun-3-©

aretoH-3-O
5. Obpartumasi peakuus H30MEpHU3ALMM JUTHApPOKcHaneroHa-3-gpocdar B

mmnepaibaerua-3-docedar:
bepment: mpuozopochamuzomepasza

H\C/O

CH,OPO3H,

| |

cC—=0 S— . H——C——0H

| |

CH,OH CH,0PO3Hy
Jurnapoxcuaretos-3-O I'munepansperun-3-@

Craaus renepanum AT®
6. Oxwucienue mmiepambaerun-3-gpocdara no 1,3-mudocdormumepara (peak-

IS TTIMKOJIUTHYECKOH OKCHPERLyKLINH)
(hepMeHT: enuyepanvoezuo-3-gocam-decuopoeenasa.

H\C/O

H OH + HPO; + HAL =—=

CH,OPO3H,
Imuniepoanbaerun-3-docdar
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—_— =t OH HAJIH + H

CH,OPO3H,
1,3-Audochornumepar

7. Cyb6ctparnoe dochopummposanue AID (7):
dbepMeHT: gocgoenuyepamrkunaza

(0]

” COOH

C—O0 ~ POsH,

+ AP ———=— H + ATO
H OH A
CH,0OPO3H;

CH,OPO3H,

1,3-Andocdormunepar 3-docdormunepar

8. Peakiust nzomepusanuu 3-pochormunepara B 2-hochoruiepar:

COOH COOH
—_ OPO3zH;
H OH e H 32
CH,0H
CH,0PO3H;
3-dochormuepar 2-Docorunepar
9. Peakmus eHOIM3aINNU:
dhepMeHT: eronaza
CH,OH COOH
H OPOsH, ————= H OPO3H, + H0
CH,OH CH,
2-®ochornunepar dochoenonmnupysar
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10. Peakiust cyocrpatHoro GpochoprimpoBaHus:
(bepMeHT: nupysamxunasza

CH,OH COOH
2+
Mg
OPOsH, + AJI® > o + Al®
dochoenonnupysar [Mupysar

11. Peakusi oOpaTruMoro BOCCT@HOBIICHUSI MUPOBUHOTPATHONW KUCIIOTHI 10
MOJIOYHOM KHCIIOTHI (B aHaIPOOHBIX YCIOBHSIX):

(bepMeHT: rakmamoezudpozerasa

COOH COOH

——0 + HAJH +H <—>H OH + Haja

CHj3 CH3

IMupysar Jlakrar
I'AMKOTI'EHOAN3

I'muKkoreHoNnmn3 — paciienyieHne IMKOTeHA 0 TNIHKOJIUTHIECKOMY (IMXO0TO-
MHUYECKOMY) IYTH OKHCIICHHUSL.

docdopunaza
Imaxoren + H;PO, ——— Imoko3o-1-pocdar

docdonmoromyTaza
Imokozo-1-pochar ——— > [moko3z0-6-pocdar

TJIMKOJIN3
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I'IFOKOHEOTEHE3

I'moKoHEoreHe3 — CHHTE3 INIIOKO3bI N3 HEYIVIEBOAHBIX COSANHEHNUI 110 Iy TH
00paTUMBIX peakUuil TINKOJIN3a.

HeoOparumsble cTaguu IIIOKOHEOTeHe3a:

1. O6pazoBanue pocdoeHonmIpyBara:
— o0pa3oBaHHe B MHUTOXOHIPHUSIX OKcanoalerara U3 mupysara
dbepMeHT: nupysamrapboxcunaza

IHupysam + AT® + CO, —  Oxcaroayemam + AJ® + du

— TIepeHoc oKcajoaieTara U3 MUTOXOHJPUN B LMUTOIIA3MY C y4acTHEM
HAJI-3aBucrHMOii ManaTaeruaporeHasbl;

— obOpasoBanne (ocdoeHoNUpPyBaTa U3 OKCATIOAIETATa B IUTOIIA3ME
bepmenTt: ocpoenonnupysamrapbokcukunasza

Oxcanoayemam + IT® —  Docpoenonnupysam + IO + CO,

2. O6pazoBanne hpykro30-6-pocdara u3 ¢ppykroszo-1,6-mudpocdara:
bepment: gpykmoszooupocghamaza

@pykmoso-1,6-oud + H,O —  Dpykmoszo-6-@ + Du

3. Obpa3oBaHue ITIOKO3HI U3 TITIOK030-0-pocdara:
bepmenr: enrokozodochamasa

Imokozo-6-&  + H,O — lwoxosa + @n

I1MMKOTI'EHOT'EHE3

[IMKOTeHOTeHe3 — CHHTE3 IIMKOTCHA M3 TTFOKO3BI.
1. O6pazoBanne roko30-6-docdara:
(hepMeHT: eexcokunaza

Iokozsa + AT® <« [Tokoszo-6-gocham

2. O6pa3oBanne moko30-1-docdara:
dhepmeHT: ocghoentokomymasa

Tiroko30-6-poccham <> Inrokoso-1-cpocgham
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3. Oo6paszoBanue Y]ID-1r0KO3bI:

bepmenr: enokozo-1-gpochpam-ypuounmpancghepazol
Tiokoso-1-pocgham + VI® <«  VId-emokoza +  [upoghocpam

4. TlepeHoc mIIOKO3UAHOTO OcTaTKa OT YD IIoK03bI HA 3aTPAaBOYHYIO IETIh
IJIMKOTeHa:

(bepMenT: enuxoeen-cunmasa

VI{®-enoxosza + Iuxoeen (n ocmamkos) <> Iuxoeen (n + 1 ocmamox) +
+ VD

OKMNCANTEABHOE
AEKAPBOKCUANPOBAHUE
MNPOBMHOTPA AHOM KMCAOTHI

MyabTugepmMeHTHBIN
OMpyBaTaerAporeHasHblil

KOMII2€eKC
®DepMeHTbI: KodaxTtopsbI:
Iupysamoezudpoeenasa (E,) Tuamunnupogocgham (TI1D)
Jlucuoponunounayemun- Jlunoesas xucnoma (JIK)

mpancgepasa (E,)
Hueudponunoundezuopozenaza (Ey) @A/
HS-KoA

HAJT

Jlokanuszauus: MaTpukc MUTOXOHAPUI
O O
Il Il
H;C—C—COOH + HAJl" + HS-KoA—>H;C—C ~ S-KoA + HAJIH* H'+CO,
Ilupysam Ayemun-KoA
Duepretruecknii Bexon: 3 AT® (oOpa3yroTcs MpH mepenade BOCCTAHOBH-

TEJIbHBIX AKBUBAJICHTOB OT BoccTaHoBieHHOro HAJIH B anekTpoHTpaHCcTIopT-
HYIO IIeTIb MUTOXOHJIPHIA).
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IOMKA TPMKAPBOHOBBIX KMUCAOT
(LIMKA KPEBCA, IIMKA AVMOHHOWM KMUCAOTHI)

1. Korgencamms anetmii-KoA ¢ okcasoarerarom:
dhepMeHT: yumpamcunmasa

COOH
COOH
0 | H,0 HS-KoA CH,
=0 \__/
CH;—C ~ SKoA + | ————» HO—C——COOH
CH,
Ayemun-KoA CH,
COOH
COOH
Okconoayemam Lumpam
(wasenesoykcycHas KUCioma)
2. V3omepusanust 1MTpaTa B H30IUTPAT:
(bepmeHT: akonumasa
COOH (|300H (|300H
H,O
H,0 2
|CH2 2 THZ , |CH2
HO—C—COOH C—COOH H—C—CO
| OH
CH, |CH H(|:—0H
COOH COOH COOH
Lumpam Luc-akonumam Hzoyumpam
3. OxkucnuTenbHOE eKapOOKCHINPOBAHHE H30IUTpATa:
(hepMeHT: uzoyumpamoecuopocenasa
COOH COOH
COOH o,
CHo HALL" HAJIH - H' CH, |CH2
H—C——COOH H—C—COOH CH
HC—OH =0 =
COOH COOH COOH
Hzoyumpam Oxcanocykyunam o-Kemoanymapam
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4. OxUCIUTENbHOE 1eKapOOKCHIMPOBAHNE O-KETOITyTapara

(bepMEHTBL:  O-Kemo2rnymapamoe2uopo2enasa
0€2UOPOTUNOTIUNMPAHCCYKYUHULAZA
Odea2uoponunoundecuopocenHasa

kopepmentst:  TI D, nunoesas kucroma, PAJ], HS-KoAd, HAJ["

COOH
HAJLY  HAJH - H' COOH
CHj
CH2 + C02
CHy
CHj
C=—0 |/ o
HSKoA o~
COOH ™ SKoA
o-Kemoenymapam Cyxyunun-KoA
5. CybctpartHoe ¢ochopumupoBanme
depmenT: cykyunun-KoA-cunmemasa
TOOH COOH
CH, CH,
| + TI® + HyPOy ——— | + I'T® + HS-KoA
THz CH,
O 0
_—
“ |c/
" SKoA ™ SKoA

Docghoponuz muosghupnot ceazu

COOH COOH
éH HiPO4 HS-KoA |
| ? \ / » FH2
o ;
0
& 7
~ SKoA N PO3H,

Cybcmpamnoe gocghopunuposanue I/]D
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d I'Td |C00H
H:
| : \\ / o CH
b |
2 o Hy
= |
6. JleruapupoBaHue CyKIIMHATA
(dbepMeHT: cykyunamoecudpozeHasza
TOOH DA DATTH, TOOH
THZ \ /‘ H—C
CH, C—H
COOH COOH
Cyxyunam Dymapam
(mpanc-usomep)
7. T'mpparanus gymapara
dbepment: gymapasza
(|300H HyO COOH
H_(|:| K o CHy
C—H HO—CH
COOH COOH
Dymapam L-Manam
8. Perenepaiusi okcanoarerara
(hepMeHT: maramoezuopoeeraza
COOH COOH
| HAA®™  HAJH-H' |
THZ ‘: ; CH»
—
HO—CH é:O
COOH COOH
L-Manam Oxkcanoayemam
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INEHTO30MOHO®OCPATHHBIN
IIVTDH

CuHTE3 XKUPHBIX

Tokosa < KHCITOT
+ Boccranosienue
2 HAQ® 2HALOH TIIyTaTHOHA
\4 CO,

Troko30-6-pocgham

Pubynoso-5-gpocgham

\ 4
Dpykmoso-6-chocham

Puboszo-5-pocgham
Opumpozo-4-pocgham

\ 4
Tuyepanvoeauo-3-

gocam
CuHTe3 HYKTE€OTHI0B
C (pocopubo3MITEHBIIH
WHTE3 apOMaTUYECKUX KOMITOHEHT)
AMHHOKHUCIIOTa
I'mukonus (Den, Tpm)

OKUCJIMTEJIBHAS CTAINUA (3 peakimn):
— OKHCJICHHE III0K030-6-ocdara 1o maruyrneponHbix caxapohocdaros.

HEOKUCJIUTEJBHAS CTAJIUS (5 peaxiumii):
— B3aMMOTIPEBPAIICHHS TPEX-, YETHIPEX-, TISATH-, MECTH- U CEMUYTICPOIHBIX
caxapodocaroB, B X0/Ie KOTOPBIX PETEHEPUPYETCsl TII0K030-6-hocdar.

OxkucanreabHas cTaavisi

1. Peakumsi nerupupoBaHus TITIOK030-6-(pocdara:
(hepMeHT: enroko30-6-gpocchamoezuopoeenaza
kodepment: HAJJD*
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CH;0 ~ POsH; CH,O ~ POsH3

HAI" HAJIH - H'
N _
b

Iiroko30-6-ghocgham 6—<Docd7oaﬂ10KOH0—5-ﬂaKm0H

2. Peakuums runponuza 6-GpocQOrTroKoIaKTOHA:
dhepMeHT: 6-gocghoentokonakmonasza

COOH
CH,0 ~ PO3H, i on
o (N
H——F5—OH
6—®ocqboa/2}0KOH0-5-ﬂai<m0H H—1 on
CH,0 ~ POH,

6-Dochozniokonam

3. Peakmus nexapOokcuaupoBanus 6-(hochorTroKoHaTa:
bepmeHT: 6-gpocoenokonamoezudpoeenasa
xothepment: HAHD*

COOH
H——— OH CH,OH
HO—— H HAJTY HAJIH-H" CO, ——0
H———OH ‘\—/ _); H——-—OH
H———OH H————O0H
CH0 ~ PO, H, CH20 ~ POzHp
6-Docgoenrokonam Pubynoso-5-pocham
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HeoxkucanreapHast
CTaAsI

4. Peaxmms mzoMepu3anmu pudyno3o-5-pocdara B pudo3o-5-dpocdar:

dbepMeHT: uzomepasza

5. Peaxmmm smumepu3zarmun puOyno3o-5-docdara B Kemryno3o-5-pocdar

dbepMmeHT: snumepasa

H O

\/ CH,OH CH,OH
——0 ——0
H—1 on 4 )
—— H— |  OH —=——=—HO——H
H———OH
H———OH H—————OH
H———OH
CH,0 ~ PO3H, CHO ~ POsH,
CH,0 ~ PO3H,
Puboso-5-gpocgpam Pubynoso-5-gpocgpam Kcunynoso-5-gpocgham

6. Tpankeroyia3Hasi peaklusi — NePEHOC MIMKOAJIbJIETUIHON TPYIIIbL:
(bepmeHT: mpanckemonaza

koepment: muamunnupogocgpam (TID)

0 CH,OH
CH,0H & o
H O
——O H—1—OH HO———H
HO—7p—H | j OH —/—=H OH + H—1—OH
CHO ~ POsH,  CH,0 ~ POsH, CH,0 ~ POsH,
Keunynoso- Puboso- Tuyepanvoezuo-  Cedoeenmynoso-
S-pocgham 5-pocgpam 3-pocgham 7-pocpam
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7. TpaHcanbJosa3Has peaklys — NEPEeHOC OCTaTKa JUOKCHALETOHA!
thepMeHT: mpancanvoonasa

CH;OH
CH,OH
H 0 =0 i 0
HO———OH
HO——H —_ H———OH
+ H——OH % H————OH *
H————OH H———O0H
CHO ~ PO, ~ H——OH
H——OH CH2O ~ P03H2
CH,0 ~ PO3H,
~ PO
CHO 3Hy Dpykmoso- Opumposo-

6-pocham 4-poccpam

8. TpaHckeTona3Has PEaKIIHs:
dhepMmeHT: mpanckemonasa
koepmeHT: muamunnupogocgam (TIID)

H 0 CH,OH
CH,0H & o
H O
——O H——1——OH Y HO——H
HO——H .+ H OH ——>H OH + H—L—OH
H————OH — !
h OH CH,0 ~ POsH, H———OH
CH0 ~ POsH;  CH,0 ~ POsH, CH,0 ~ POH,
Kcunynoso- Puboso- Tuyepanvoezuo-  Cedozenmynoso-
5-gpocpam S-poccpam 3-gpocham 7-poccham

3 Twokozo-6-¢pocgham + 6 HAJJDT —
— 2 @pykmoso-6-pocpam + [uyepanvoezuo-3-gpocgham +
+ 3CO, + 6 HAJA®PH -H*

NI

6 Imiokozo-6-pocham + 12 HAJJD —
— 5 emoxoszo-6-pocpam + 6 CO, + 12 HAJ]PH - H*
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CXEMA IIOAHOTI'O ADPOBHOI'O
OKMCAEHMS IZ1HOKO3bI

CeHy,04
T'mroko3a
> 2 AT® (CD)

AdpOoOHBIN MIMKOIN3 ———————> 2 HAJIH — 6 AT® (O®D)

2 C,0;H,
[Tupysar
OxncnuTensHoe IeKap-
OOKCHIIMPOBAHKE TUPOBH- > 2 HAJIH — 6 AT® (O®D)
HOT'paIHOM KUCIOTbI

2 CO,

2 CH,CO~SKoA

Anerun-KoA
Lukn > 2x3HAJH—>2x9AT® — 18
TPUKAPOOHOBBIX KHCIIOT ATO (OD)
(2 obopota) > 2x®AJIH, - 2 x 2 AT® — 4 ATO

(0®)
> 2 X 'T® = 2AT® (CD)

2x2CO0,
Bceeo 38 AT®

C® — cyberparnoe ocdopunmpoBanne
O® — oxucnurensHoe pochopunupoBaHue

OHEPITETUKA BUOXMMMYECKUX ITPOLIECCOB

Oxucaumenvhoe ——
3am amol
Cyocmpamnoe —» H3PO4 P
3nepzuu
Domocunmemuyeckoe —»
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Crpykrypa AT®

Tabauua 9
CraHgapTHast CBOOOAHAsI DSHEPIVISI TUAPOAN3A
OCHOBHBIX PpOocPOpNANMPOBaAaHHBIX

coeaAMHEeHMI
Coennnenne AG°, kKain/mMoib

®docdoenonmupysar -14,8
1, 3-Audocdormunepar -11,8
Kpearundocdar -10,3
Auerungocdar -10,1
Aprenundocdar =1,7
ATD -7,3
AlD -7,3
AMOD 3.4
I'moko3o-1-ocdar -5,0
DpykT030-6-hochar -3,8
I'moko30-6-pocdar =33
Imunepon-1-docdar 22
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CrpoeHue AbIxaTeAbHOJ IielIV MUTOXOHAPUIL

MexmeMOpaH-
HOE TpocTpaH-_ 1
i~
I VU Wi
o " ; ¢ I W
q) b
11
ity
' B aYi
I il
-~ X ~,
Marpuk \‘ LN
\ i § kY
NV \
4 ~
g 2N
r' VAN
7 DA
+ I _ ‘
HAJIH + H HAZ 3AND+3 D ‘JL‘-" J
v 3 ATO
HAJIH — y6uxunon LT b, ¢ — IUT € — AT® — cunraza
OKCHJOPEIYKTa3a KOMILJICKT OKcumasa
(xommeke 1) (xommreke IIT)  (xommuiexc 1V)

/loxaau3anyy MyHKTOB CONPSIKeHMsI OKVMCACHS
1 pocPpopmnanposaHms B AbIXaTeAbHOM IeI
MUTOXOHAPUI

Cy6cTpaThl AbXaHUsA
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Crpoenne nnporoaHoyi AT®a3nr
MMITOXOHAPUI

HNnTepmemOpanHoe
MIPOCTPAHCTBO

[Ipotonnast ATda3a coCTOUT U3 IBYX OTACNIBHBIX YaCTEH:

F,, runpopobHoil yacTu, cBsA3aHHOW ¢ MeMOpaHOH, OTBETCTBEHHOMH 3a
TPaHCIOPT MPOTOHOB;

F,, runpouibHoli 4acTh, OTBETCTBEHHOH 3a CHHTE3 M ruapons ATD.

O6mwmit mnan crpoenns F -qactu AT®aswr: a,B,0e.

Karanuriueckuii ieHTp 006pa3oBaH -cyObeMHNAIIAMH, £-CYOBEIMHHUIA TI0-
napiser ATda3Hyl0 akTHBHOCTH ()epMEHTa, 0-CyObEANHHIIBI BBITOTHSIOT 3a-

MIUTHYIO (YHKIHIO 110 OTHOLICHHUIO K aKTHBHOMY LICHTPY.
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Buytpennss

MeMOpaHa
MesxmembpaHHOE MUTOXOHApHL Marpuke
IIPOCTPAHCTBO MUTOXOHIAPUU
4 OH
i} 1
H,PO4 >
< HPO;4
Manar 2 >
o - Manar
a-Keto- 5 > >
mIyTapar
< < 7 Manar
Hutpar —— >
+H"
ATD <
5
> AI®
IIupysar - >
6
H' >

TpaHCHOpTHI)Ie CHUCTCMbI MI/ITOXOHI[pPIfll

1 — mepenocuuk ¢pocdara, 2 — NEPEHOCYUK TUKAPOOKCUIATOB,
3 — NepeHOCUHK (O-KeTOITyTapaTa, 4 — NepeHOCUNK TPHKAPOOKCHIATOB,
5 — MepeHOCYNK aJlCHUHOBBIX HYKJICOTHIIOB,
6 — NEePEeHOCYUK NUpyBaTa
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BMOAOITMYECKOE
OKINCAEHME

Oxucnenue, conpsbkeHHoe ¢ Gochopunuposanrem AJ1D:

e cyOctpaTHOE (ochopumpoBaHme
e okuciuTeNnbpHOE (hochopmHpoBaHUe

CB00OOIHOE OKMCIIEHUE

— OKHCIUTEIbHBIE PEaKIH, SHEPTHs KOTOPBIX HE TpaHchopmupyercs: B

sHepruio AT®. BricBoOoXkaaromasics YHEprust IEPEeXoquT B TEIUIOBYIO U pac-
CEMBACTCSL.

(DepMeHTbl, KaTaJdu3upyroumme peakuuu CBOOOJTHOTO0 OKHUCJIECHUSI:

Oxcurenasnbl — (EpMEHTBI, KaTAIM3UPYIOIINE BKIOUECHHE KUCIOPOA B
MoJieKyiy cybcrpara (S).
JInoxcureHnasbl (MCTUHHBIE OKCUTEHA3BI):

S + 0, > SO,

MoHookcureHasbl (THIPOKCHIA3EI, ccTeMa nutoxpoMa P450):

SH + O, + HAA®HH" — S-OH + H,0 + HAI®"

Oxcnaaspl — KaTaTIu3UpPyIOT MEPEHOC aTOMBI BOIOPOJA WM 3JIEKTPOHBI
HETIOCPE/ICTBEHHO Ha KHCIIOPOI

SHOH + 120, - $S=0 + H,0

IMepokcuaaspl — KaTaIM3UPYIOT OKUCICHHE CYyOCTPaTOB 3a CYET HEPOK-
CHUJIOB

RH, + H,0, » R* + 2H0
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OBMEH AUIINAOB

KATABOAVI3M
AITVMATAVNITEPVTHOB

CryneH4arslii (pepMEHTATUBHBIN THIPOIN3 ALMITINIEPHHOB!
(epMeHTBI: nankpeamuieckue Iunazol

Tpuayunenuyepun
—  Kupnaa xucroma + H,0

2,3-ouayunenuyepun
S Kupnas xucnoma + H2O

2-monoayunenuyepun
, Kupnas xucroma + H,0

Y
Tuyepun

OTAIIbI B-OKMCAEHUSA
JXKWMPHBIX KNCAOT

1. AxTHBanMs XKUPHBIX KUCIOT B IIUTOILIA3ME!
depment: ayun-KoA-cunmemasa

R-COOH + HS-KoA + AT® — R-CO~S-KoA + AM® + OdH

2. TpaHCHOPT alMIBHOM TPYMNBI B MUTOXOHJPUU

Ayun-KoA +  (CH,),N — CH, — CHOH - CH, - COOH
% 7 Ka?)yumuy ?
é ) Kapﬂumun—aummpanc¢epa3a
=1 Ayunxapuumun + HS-KoA

Tpancnoxaza

§ Ayunxapnumun + HS-KoA
é ) Kapnumun-ayunmpancgepasa
é Ayun-Kod + (CH;);N - CH, — CHOH — CH, - COOH
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3. CobcTBeHHO [-OKHCIICHHE:

1) depment: ayun-KoA-oecudpocenasa

(|) H
R—%—I(_JI—A ~ SKoA+ QA= R—L=C—C ~ SKoA + ®A/TH,
2 M

Ayun-KoA Tpanc-enoun-KoA

2) dbepmenT: enoun-KoA-euopamasa

H O OH (0]
R—JZZC—ﬂ ~ SKoA + H,0 === R—L—C—ﬂ ~ SKoA
H H
B-runpokcuamuin-KoA
3) depmenrt: B-euopoxcuayun-KoAd-oecuopozenasza

OH O

| 1
R—L—C—é ~ SKoA + NAD == R—C—C—ﬂ ~ SKoA+ NADH+H™
H H H>

B-ketoarmi-KoA

4) dbepment: ayemun-KoA-ayemunmpancgepasza

O O O O
R—| —ﬁ—C ~ SKoA+ HSKoA === R—C ~ SKoA + H3C — C ~ SKoA
2
Ayun-KoA Ayemun-KoA

DHepreTuyecknii 6aaasc B-oxucaeHmst

((n/2 — D)5 AT® + n/2 x 12 AT®) — | AT,

IJe 7 — YHUCIIO YIJICPOAHBIX aTOMOB B XHUPHOH kuciote; (n/2 — 1) — gucio
UKIIOB -OKHCICHUsE; 7/2 — 4rCiio 00pa3yomuxcesi Mojekyl aneTmi-KoA.
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B-oxmcaenme maabmuTuHOBOV Kmcaotel (C,;H, COOH)

Hanemumoun-KoA + T@A] + THAL" + 7 H,0 —
— 8 Ayemur-KoA + TOAJH, + THAIH x H*

DHepreTUYECKuii BBIX0] [B-OKUCIIEHUS TAIbMUTHHOBOU KHCIOTHI — 131

OKMNCAEHME HEHACBIITEHHBIX
KMNPHBIX KNICAOT

1. AKTI/IBaL[I/IH JKUPHBIX KHUCJIOT B IIATOIIJIa3MeE.

2. TpaHCTIOPT alMIIBHOM TPYNITEI B MUTOXOHAPHUH.
3. CoOCTBEHHO OKHCIICHUE:

® 110 myTH [-OKHCICHHUS 10 00pa3oBanus iuc-eHoua KoA

bepment: A3, 4-yuc-A2, 3-mpanc-enoun-KoA-uzomepasza

H H 0 H
| | | |

ATO.

R—(C=—C—C———C ~ SKoA ——=— R—(C=—=C——-~C ~ SKoA
Hy

3.4 2,3 H
A" -yuc-enoun-KoA A~ -mpanc-enoun-KoA

Jiajee Mo MyTH [3-OKUCIICHUS KUPHBIX KHUCIIOT.

le/l OKHCJICHUU NMOJUHCHACBIIICHHDBIX KUPHBIX KHCJI0T Tpe6yeTc;1 JH0-

MOJIHUTEJIbHAA pCaKlusa SMUMEpHU3aluu ((bepMeHT: B-FI/I[[pOKCI/IaHI/IJ'I-

sMuMepasa) — NePeHOCca T'MAPOKCUIBHON IPYIIBI OT O-yIIEPOJHOIO ATl
B-yrmeponaomy aromy.

KoA-
oMa K

[Tpy OKWCICHNU KUPHBIX KHCJIOT ¢ HeYeTHBIM YHCJIOM YIJIePOJIHBIX
aTOMOB B PE3yJIbTaTe MOCIIEIHEr0 [UKIA J-OKUCIICHHUsT 00pa3yeTCst IPOMHOHILIT-
KoA, xoTopsrii mpeBpamaercs B CyKIUHII-KOA — TpoMeKyTOIHBI MeTabOIuT

UKJIa TpI/IKap6OHOBI>IX KHUCJIOT.

BMOCHHTE3 JKMPHBIX KMCAOT

1. TpaHCHOPT BHYTPUMUTOXOHIpHAIbHOrO aneTi-KoA B nuTormiasmy:
® AIUIKApPHUTHHOBBIA MEXaHU3M;
® [UTPaT-TPAHCIOPTHAs CHCTEMA.
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MaTtpuke MHTOXOHAPHIi Hutonnazma

HAJZL" + Manar -—— Maunar + HAJT"
Okcanoanerar + HAJIH ‘H* Oxcanoanerar + HAJIH - H*

Y
Oxcanoanerar + Auetun-KoA Okxkcanoarnierar + Anetuin-KoA + AJI® + Ou

HS-KoA + Iwurpar Hutpar + HS-KoA + AT®

2. O6pazoBanne ManoHWI-KoA:
dbepment: ayemun-KoA-kapboxcunasa

Ayemun-Kod + CO, + AT® — Manonun-Kod +A[D + du

3. CoOCTBEHHO CHHTE3 JKHUPHBIX KUCIIOT:
1) depment: ayemun-ayunnepenocswuti 6enok(AIlb)-mpancgepasza

HS-AIIB-SH + Ayemun-KoA <> Ayemun-AIIb-SH + HS-KoASH

2) depment: manonun-AIllb-mpancgepasa
Ayemun-AIlb-SH + Manonun-KoA <> Ayemun-Allb-wanonun + HS-KoASH

3) depmenr: B-kemoayun-AIIb-cunmasza
o o

Ayemun-AIlb-manonun ayemun <> o ¢ o C~ang
Hz

B-Kemoayun-AIIE
4) bepment: B-xkemoayun-AIIB — pedykmaza
B-xkemoayun-AIIB + HAJ®H - H' < B-euopoxcuayun-AIIE + HAQD*
5) depmenr: B-euopokcuayun-AIIB — decudpamasa
B-T'uopoxcuayun-AIIB <> Tpauc-enoun-AIlB
6) depment: enoun-AllB-pedykmasza
Tpanc-enoun-AIIb + HAJJ®H - H* < Bymupun-AIIF + HAJ[®D*
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METABO/N3M BEAKOB, IIEITTUAOB,
AMMHOKNCAOT

KATABOAN3M AMMHOKUNCAOT
R

H,N— CH—COOH

MoueBHHA< NH; < CO,

v

KeToKHCJI0TEI AMMHBI
NH3; —» MoueBuHa

Kerorenunnie I'mukoreHHbIe
AMWUHOKHCIIOTHI AMHUHOKHCIIOTEI
v
Anerni-KoA IMupysar Kupuble
KHCJIOThI
v
Anernia-KoA

I'moko3a
(VIMKOreH)

Hukn
MpPUKapooHo8bIX
Kuciom
COy
Tabauua 10
3aMeHMMBIe ¥ He3aMeHVIMbIE aMVTHOKVICAOTHI
3aMeHuMbIe Hezamenumblie
AnanuH Bamun
Acnaparua W3zoneitnua
AcnaparuHoBasi KHCJIO0Ta Jletinun
Inniun JInzun
I'mytamun MeTtHoHnH
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Oxonuatue maoA.

10

3ameHuMbIC Hezamennmeie
I'myramuHOBast KuCIOTA Tpeonun
Iponun Tpunrodan
Cepun DennnanaHiH
Tupo3un Aprunun*
Hucrenn Tuctnaun*

* YCIIOBHO 3aMEHUMBbIC AMHUHOKHCIIOTHI.

3amenumbie AMUHOKUCIOMbI — AMUHOKHCIIOTA, KOTOPbIE CUHTE3UPYIOTCS
B OpraHM3Me U3 MPOAYKTOB METa0ONM3Ma yIIIEBOJIOB U JIUITUJIOB.
Hezamenumole amunoKuci0msl — He CUHTE3UPYIOTCS B OpraHU3ME.

OKNCAUTEABHOE
AESAMUVHUWPOBAHWE

OxucIuTeIbHOe AC3aMHUHHUPOBAHUC — OCHOBHOM THII JAC3aMHUHUPOBAaHUSA
(OTIIIGHJ'IGHI/UI aMI/IHOI‘pyHHLI) AMHWHOKUCJIOT.

Oepmenter: HA/[ (HAJID) — 3asucumbie 0ecudpozeHasbl AMUHOKUCTIOM
@Al (PMH) — 3asucumvle OKCUOA3bl AMUHOKUCTIOM

COOH

CH—NH, + HAJ® +H,0 ——»

R
o-Amunokucioma

COOH

CH—NH, + ®A] +H,0 —

R

o-Amunoxucioma
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COOH

R
o-Kemoxucnoma

COOH

R

o-Kemoxucnoma

C=——O0 + HAJH+H" +NH,

C=—0 + ®@AJIH, +NH;



TPAHCAMUVHNPOBAHUE
AMUVHOKUCAQOT

TpancamuHupoBaHue (TTepeaMUHUPOBAHUE) AaMHHOKHCIIOT — PEAKIUsI MEK-
MOJIEKY/ISIPHOTO TIEPEHOCA AMUHOTPYIIIIBI OT O-aMHHOKHCIIOTHI Ha O-KETOKHCIIOTY
0e3 MpoMeXXyTOYHOTO 00pa30BaHMsI aMMHUaKa.

DepMeHTBL:  amuHompancgepasvl
Kodepmenr: nupuookcarvpocgham

COOH COOH COOH COOH
CH—NH,  + T_O - (|:—_o +  CH—NH,
R Ra R1 Ry

o-Amunokucioma o-Kemokucnoma

BNMOCHHTE3 I'A1YTAMIMHA

buocunres IyTaMuHa — Hanboree paCHpOCTpaHeHHLIﬁ IMyTb CBA3BIBAHUA
41 0663Bpe)I(I/IBaHI/I$l aMMHaKa B OpraHu3Me.

DepMeHT: 21ymamMuHcunmemasa

NH,

TH—S—S—ﬁ—OH +NH; + AT —>
2 2
COOH

FlemCIMHHOGClﬂ Kucioma
NH,
—» CH—C——C——C—NH, +ATD +®n

| Hy  Hy
COOH

I'nymamun
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OPHUTMHOBBIN 1IUKA
MOYEBMHOOBPA30OBAHISI

1. CunTte3 kapbamowmnt ¢ocdara:
bepMeHT: kapbamoungocham-cunmemasza
O

NH4+ + C02 + 24TD + HZO - H,N——C——0-PO3H, + ZA,ZZQ + @n

kapbamoungpocgham

2. Obpa3oBaHne NUTPYIUIHHA!
(bepMenT: oprumunkapbamounmpancpepasa

o}
H2N_C_C_C|:H2
Hy  Hp —
— — . +
HoN C 0O-PO3H, CH—NH,
COOH
OpHumun
H2N_CO
HN——C——C——CH,
— H2 H2 | + ®On
CH—NH,
COOH
Lumpynnun

3. BzaumopeiicTBre IUTPY/UTMHA C ACTIAPAaTMHOBON KHUCIIOTOM:
(bepMenT: apeununocykyunamcunmemasa

HoN— Ho-
oN—"C0 THZ CH,-COOH
HN—C—C—CH, CH-COOH HN=C=N—CH—COOH 1 AMa
Hy Hy | + +ATO —> |
CH=NH, HN—C—C—CH,  + ddn
H,C~COOH Hy My
COOH CH-NH,
COOH
Lumpynnun Acnapmam Apeununocykyunam
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4. OOpa3oBaHKE aprHHHUHA!
(epMeHT: apeunuHOCyKyuHamuasa

CH,-COOH
HN=C—NH,
HN=C—N—CH—COOH
H
—®»  HN—C—C—CH, +
HN—C—C—-—CH, H, Hy
Hy Hz CH-NH,
CH-NH,
COOH
COOH
Apeununocykyunam Apeunun
CH—COOH
+
HC——COOH
Dymapam

5. T'maponu3 apruHuHa ¢ 00pa30BaHHEM MOYCBUHBI:
(bepmenrt: apeunaza

HN=C—NH,
HoN—C—C—CH,
HN—C—C—CH, Hy Hp
Hy Hp | + H,0 —>» CH-NH, *
CH-NH,
COOH
COOH
Apeunun Opnumun
HoN
+ C—=0
HoN
Mouesuna
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CymMapHOe ypaBHeHNe MO4eBIMHOOOpa3oBaHMs
CO, + NH; + 3AT® + 2H,0 + Acnmaprar —
—  Moueuna + 2AII® + AM® + Odymapar + 20n + ODH

METABO/AN3M TEMOIIPOTEMHOB
CVIHTE3 T'EMA

Cunres mopd¢obmanHoreHa
u3 cykuymana-KoA m ramnyna

1. O6pazoBaHue O-aMHHOJICBYJICHOBOM KHCIIOTHIL:
(hEepMEHT: NUPUOOKCANL3ABUCUMAs -AMUHONEBYIEHAMCUHMAZA

COOH
COOH
| ey, HSKoA  CO, CH,
i
CHy | CH—NH, | |
| S ' CH,
CH, COOH |
0 c=—o0
& S +-
~ SKoA ! Ho;N——CHyl
Cyxyunun-KoA Tnuyun S-Amunonesynenosas

kucnroma (5-AJIK)

WNurubutop: 2em.
2. O06pazoBanue MopPoOUIMHOTEHA!
(hepMeHT: nopgodbunuroceHcunmasa

CooH
COOH COOH COOH (|:H2
| | 2H,0
<|3H2 THz THZ CH,
- N
e [ i
% c c |lH

HoN——CH, CH H,N cH, H

I__}/ \ 2! 2
PHY NH
g
S-AJIK 8-AJIK Hopgodununozen
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uTo301p

MuroxoHapun

Cunre3 remMoraoOmMHa

Hopdodna

HHOI'€H

(4 Monexyiib)

VIII'-cuHTa3a
VIII'-xocuHTa3a

Y
Yponoppupunoz

VIII'-gexapbokcunaza

A

—— 4 NH

en I11 (VIIT)

> 4C0,

Konponopdupunozen I11 (KIIT)

KIII'-nexkap6okcunaza
KIII'-okcumaza

A

L~ 2C0,

> 4H"

IIpomonopgpupunozen II1 (ITIIT)

IIIIIM-oxcumaza

> O6H"

IIpomonopgpupun IX

I'emcunTeTaza
(peppoxenarasa)

Fe*" (hepputun)
/

T'em

T'mo6un

T'emoznooun
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Pacrmag remoraoOmnHa

T'emoznooun
HAJ®H - H' + 0,
I'emoxcueenaza g
HANI®"+ CO+ H,0
Bepooznooun

(3enenvlil nuemerm)

\ﬂFe“ + enobum

Bunueepoun
(3enenvlil JHcenynvlll nueMenm)

HAJ/[®H - H*
bunusepounpedyxmasza g
HAD*

Bunupyoun

Metaboansm OmanpyOuHa

1. Tpancnopt OMaMpyOMHA KPOBBIO M TOCTYIUICHHE B MapEeHXHMMaJbHbIC
KJIIETKH TIEUYEHHU:
e crier(uIecKkn CBA3BIBACTCS C adbOyMHHAMHM IIa3Mbl KPOBH;
® Ha IOBEPXHOCTH KIIETOK OTAEISIETCS OT albOyMHHA;
® [IOTIIONIAETCS KJIETKAaMH IIEeYeHH IyTeM oOJierdeHHON nuddy3uu.
2. JleTokcukanus 6uanpyOorHa B 9HAOIUIA3MAaTHYECKOM PETHKYIyMe KIETOK
MICYCHN!
® KOHBIOTHPYET ¢ IIIOKYPOHOBOH KHCIOTOH (¢ ydactnem Y/|dD-rimoky-
poHoBo# KucnoTel 1 YD-mmoKypoHuITpancdepasbr).
3. Cekpennsi OMIMpPyOHHA M BBIBEICHUC U3 OpPraHU3Ma!
® CeKpeTupyeTcsl B Kelub B (hopMe OMnupyOUHITIIOKYPOHK/IA;
® SKCKPETHPYETCS B KHIIEYHUK M MOAMDUIMpPYETCS TMOX AeHCTBHEM
(DepMEHTHBIX CHCTEM MUKPOQIIOPH! KUIICYHNKA.
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BMOCHMHTE3 BE/JAKA

Ctpoenne pudbocom

TIpokapuoTHl DyKapHOTHI

70S
PuGocoma @

oo &

Cy6nenunmi: @sos 305
PHK o
p ~ - 238 5,88 - ~_ 28S
+~34 Genka +~50 GenKoB
16S
pPHK N ~—~_ 188

+~21 Genok +~33 Gesika

NMunnmanmmsa aMMHOKMUCAOT

AK + mPHK + AT® AMunoauu/l-mPHl(—cuHmemamAKNmPHK + AM® + OD,

[
A— OH A—O—C—CH—CH,

I I
11 11 NH,
5| ' 1 AJ‘IaHHH—TPHK—Cl/IHTCTaSB 5’
H3C —CH— COOH + + —_— + AM® + OD,
_ ) _}
o g -
AnaHuH (b)
TPHK Ana-tPHK

Dransl TpaHcaayu (cuHTe3a Geaka)
Ha pubocomax

1-if 3Tan — MHUIMAIUS TPAHCISIIUNI: IPUHAMAIOT y4acThe OeNKOBbIe (haK-
Tops! naMnKaI, MPHK, Oonbiras n Manast cyObeAMHUIIBI pPHOOCOM, TPHKMer
(y mpokapuot — ¢popmmin-Mer), Met, I' T®. Uanmuupyrommuii kogon — AYT.

2-if 3TAN — JIOHTAIUs CHHTE3a: IPHHUMAIOT yIaCTHE OCIKOBBIC (haKTOPHI
anonranuu, TPHK, amunokuciorsr, MPHK, pubocomsr, ['TO.
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3-ii aTanm — TEPpMHUHALMS CMHTE3a: NMPUHUMAIOT y4acTHe OenkoBbie (ak-
TOphl TepMUHaUMU. TepmuHupytome kogoHsl: YAI, YAA, YTA.

Tabauua 11
TeneTuruecknii Kog,
Tlosio)KeHue a30TUCTOr0 OCHOBAHHUS B KOJIOHE
2-e TIoJIOKEeHNE
Y 10 A r
YVY  ®en | YLV Cep|YAY Tup |VIV Huc |V
vy YU VALY Yro 0
YA A
Y YVA Jleir | YU YAA Cron |YITA Crom |T
yyr VAT YIT Tpmo
vy Iy Ilpo |HAY Twuc [UTY Apr |V
OVIL  Jlein | O HALL I I
AVA IIYA LA A
0 = uyr r LHAA  Tum |LIT r
g LIAT Eo
2 2
5 AVY ALLY Tpe |AAY Acu |AI'Y Cep |V S
- AVI[  Wne | AL AAIL ATTI u| g
AYA ALIA Al
A AL AAA  Jlmz |ATA Apr [T
AYT  Mer AAT AT
“Hayaio”
rvy Ban |[THY Ana |[TAY Act |ITY Tmm |V
'vig LT TALL ITI] 11
I'VA I'A ITA A
r rur TAA Twy |[TTT r
'V Ban I'AT
“Havaino”
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METABO/INM3M AHK M PHK

CUHTE3 ITYPUHOBBIX
" INPYMUAVHOBBIX
OCHOBAHUM

Amuonsiii azom /f

anymamuna (N3) 3

AcnapazuHoeaﬂ Kucioma
(N1, C4-C6)

coxca) &
H

CO; (C6)
o-NH> N Tuyun (C4,C5, N
acnapmama 7
(N1) \

2 TId”(C8)

T’ (C2)

Tz

Amuonweiii azom enymamuna (N3, N9)

BMOCHMHTE3 HYKAEOTNAOB

DochopudO3MIbHBII KOMIOHEHT: 5’-pocdopudosmn -1’ -mupodocdar.

IMupuMuauHOBbIE OCHOBAHUSA: IlypuHoBbIEe OCHOBAHUS:
® AMHHOKHCIIOTHI (acmaparuHo- ® AMUHOKHUCJIOTHI (TJIUIIHMH, TITY-
Bas KMCIIOTA, TIIyTaMUH); TaMUH, aclaparuHoBas KUCJIO-
o CO,. Ta);
e CO,
o TID.

Y 77



TTocJieqoBaTeILHOCTL CTAAMI OMOCHHTE3A

1. IlocTpoeHne NUPUMHUINHOBOTIO
KOJIbIIA.
2. ObpaszoBanne N-TIUKO3HIHON

CBA3HU.

Hpe[[].lleCTBeHHHK NMUPUMHUINHO-
BbIX HYKJICOTHIO0B:

1. O6paszoBanue N-TIUKO3UTHOM
CBSI3M.

2. IlocTpoeHne MUKITMYECKON CH-
CTeMBI (ITypUHOBOTO OCHOBAHWS).

I[peamecTBeHHUK NMYyPHHOBBIX
HYKJICOTH/IOB:

e ypunuH-5’-MoHO(OC)AT. ® MHO3WH-5’-MOHO(OC)AT.

ATP  ADP Hyxneosun- ATP  ADP Hygneosua-

Hyxkneo3un-
mudocdar Tpudocdar

MoHO(ochar

KATABOAM3M ITYPUMHOBBIX
HYKAEO31A0OB

IlypuHOBBIE OCHOBaHUSI OKUCIISIFOTCS:

® y YeJIoBeKa, OOJIBINMHCTBA MIICKOIUTAIOIIHX, MITHI], HCKOTOPBIX PEIITH-
JIMHA — J10 MOYEBOM KHUCIIOTHI;

® pENTHINI, HEKOTOPBIX MIICKOIUTAIOIINX — JI0 aJUIAHTOMHA,

e pbIO — JI0 aJUTAHTOMHOBOM KHCIIOTHI M MOYCBUHBI.

AleHO3UH I'yano3un
H2O H
Aoenoszumn- 3PO4 Hyxneo3uo-
odesamunasa ¢ocpopunasa
NH3 Pu6oso-1-®
NHo3un H,0 TI'yanun
H3PO4
Hyxneosuo- NH3
iG] pocgopunasa I'yanunoesamunasa
uo-i- H2O0+02 H202
I'mnoxkcaHTHH > KcanTtun
Kcanmunokcuoasa
H20+02™N Keanmun-
oKcuoasa
H202

MoueBasi KHCJIOTA
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KATABOAVM3M
IMMPUMUNANHOBBIX
HYKAEO31A0OB

[MupuMHUITHOBEIC HYKIICO3HU Bl THAPOIUIYIOTCS O A30THCTHIX OCHOBAHUIMA
u pubo3o-1-dpocdara U TUPUMUAMHOBBIX OCHOBAHM, KOTOpPbIE Jajee Moji-
Bepratorcsi HAJI®H-3aBucuMOMY BOCCTAHOBJIEHHIO J0 aMMHaka u
B-amuHOKHCIIOT:

Hutuaun — Ypunun — Ypauun — Juruapoypanmn — B-Ananun + NH,

Tumuaue — TumuH — JluruapoTumMun —
—[B-AmunonsomacisHas kuciora + NH,

PEINIAMKALIIVISA AHK

Taoauya 12

Depmentsl periankanym AHK

depmeHT DyHKIUS

JHK-mommepassl [Monumepusanus 1e30Kcuproo-
HYKJIEOTHJIOB

Xenukasbl PackpyuuBanune neneit JTHK

Tononsomepasel Penakcanus cynepcnupanuzanuu

[Mpaiimaza Cunre3 PHK-npaiimepos

benok SSB IIpensTcTBYET 0OpaTHON peKOM-
OMHALIMK PACIIETEHHBIX Lienel B
JIBOMHYIO CITpab

JIHK-mmurazet Coeaunsitor pparmeHTsl Okaza-
KH Ha OTCTAIOILICH 11enu
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i

& Hanpasnenue
JBHKEHUS

—1 | perMKaTUBHON
BUJIKH

/(\\\yd)p arMeH/T/LI \5
AN

AN ‘Okazaxku
,'(\\y\\\ -~ £ /’\‘5'
3 \,-7 Jlunupyromas /,/ 3

5" uemns Orcraromast 1emb

CHUHTE3 PHK

Cunre3 PHK — tpanckpumnmus ocymectsiserca Ha Marpune JJHK B Ha-
npasiennn 5'—3" (nens PHK mMeeT nmpoTHBOIONIOKHYIO HAlPaBICHHOCTD).

DepMeHTHI:
JHK-3aBucumass PHK-nonmmepasa.

Tanbl CHHTE3a:

® VHUIMALMS TPAHCKPHUIIIINH;
® DOJIOHTAIMS TPAHCKPHIIIINH;

® TEepPMHUHALUS TPAHCKPHUIILIHH.

Herpanckpubupyemasi HUTh

dGACACdTdAdGdCACdA

e ATTITOA)
(3)dT dA dG dG dTdA dA dT<(5))
\\\ /

dCdGdGdAdTdCdGAGdT

1
C-G-C-C-U-A-G-(3)

PHK-tpanckpunTt
(5")A-U-C

Cxema Tpanckpununu PHK
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VMHTEIPALIVS N PET'YASIO NS
METABO/IN3MA

B3AVIMOCBS13b METABO/AM3MA
YIAEBOAOB, AUIINAOB

" BEAKOB
VIJIEBO/IbI JIUITH]IBI BEJIKH
I'moko3a < Imunepanbaerun-3- Kupusie AMUHOKHUCIIOTBI
tdocoar KHCIIOTHI

IIupysar

Anuetnir-KoA

Okxkcanoanerar Mopdupraer . Tem
o-Kertornyrapar /
Cyxkruami-KoA

HAJIH — pixarensras nemb — 120, — , H)0
®AJH,

6(0)

ATD
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B3ANMOCBSI3b KAIOYEBBIX METABO/ANTOB

Ananun
NH,
CH;0PO3H, H,C——C——COOH
© H OH
OH
OoH N OH HaC——C——COOH
| OH H
Iroko3z0-6-cbocham Jlakmam
(0]
H;C——C——COOH ——— » H3C——C——O0H
Hp
Tupysam
COOH CH,0OH
THz CHOH
c— CH,OH
o [ nuyepon
COOH
Oxkcanoayemam
H;C——C ~ SKoA
Ayemun-KoA
Tabauya 13
Kaaccudukamust ropMOHOB
Mecro cuHTe3a Xummaeckas
HazsBauue DyHKIUSA
ropMoOHa npuposa
T'unoranamyc JluGepuHbI: [enTuabt Puimsunr-gaxropbt
® KOPTHKOIHOCPUH THIOTAIaMyca — Pery-
® THpeoInOepuH JIHPYIOT CEKPELUI0
o JironuOepuH rUIO(U3apPHBIX TOPMO-
o (ommbepun HOB
e comaronubepuH
® MIPOJIAKTOIUOEPUH
® MenaHOJIMOepHH
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ITpodorxcerue maba. 13

Mecto cunTE3a Xumuaeckas
HasBauue OyHKIUA
ropMOHa npupozaa
CraTuHbl: Wuruburops! cekpe-
® COMaToCTaTHH LUK U CHHTE3a THMII0-
® IIPOJIAKTOCTATHH (hu3apHBIX TOPMOHOB
® MEJIAHOCTaTHH
Tunodus: TponHbie TOPMOHBI: benku AKTHBUPYIOT CUHTETH-

® nepeansas oy

® COMATOTPOIMH

® a/[pPEHOKOPTUKO-
tponHblii  (AKTI)

® THUPEOTPOINHBII TOPMOH

® [IPOJIAKTUH

® (GOJIHKYIOCTUMYIIH-
pyIoLLuii TOpMOH

® JIIOTCMHU3UPYIOIIUI
TOPMOH JIUNOTPOINH

YeCKHe MPOLEeCCh
(cuHTe3 Oelka, perim-
KaIHIo, TPAHCKPHII-
LIUI0)

® [IPOMEXKYTOUHASL Me1aHOIMTCTUMY- Tlentuam CTumMynmupyoT Mema-
oS JINPYIOIIHE TOPMOHBI HOTeHe3
(MCT):
e o-MCT
e B-MCI'
® 3ayHsA 10715 Bazomnpeccun [MenTunb CTUMYIUPYIOT COKpa-
OKCHTOLIMH LIEHUE ITIaKON My-
CKYJIaTypbl
IMapamuroBuanas | [laparupeongusiii rop- benok Perynupyet comepxa-
JKesie3a MOH (T1apaTropMoH) nue Ca?* B KpoBH
wnToBuanas Tuponun IIpoussoa- Perynupytot poct u
JKese3a Tpunonruponun (T3) Hble THPO3U- | quddepeHmanmio
Tupoxcun (terpanoaru- |Ha TKaHel, MeTaboinn3m
ponuH, wiu T4) 0EJIKOB, YIVICBOJIOB U
JIUIUJIOB, BOJHO-
JNEKTPONIUTHBII
OaJaHc, remMornod3
u ap.
Kanbuuronun IMenTun Perynupyer nocrosin-
HYIO KOHLIEHTPALUIO
KaJIbIHs B KPOBH
Homxenynounas Wncynun benok Perynupytot conepixa-
KeJie3a I'moxaron IMenTun HHE IIIOKO3bI B KPOBU
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Oxonuarue maba. 13

o siugHuKH (F)

e ceMeHHUKH (J)

JcTporeHsl (3CTpasnoN)
IporecTuHs! (mporecre-

poH)

AH/IpPOTeHbI:

® aHJPOCTEPOH

® TECTOCTEPOH

® JIerupodNuaHIpoCcTe-
poH

Mecro cunTe3a Xumuaeckas
ropMona HasBauue HpHpoia OyHKIUA
Haanoveuynnkn: I'mokoxopTUKOMABI: Crepousl Perynupytor oOMeH
e Kopa ® KOPTHKOCTCPOH (KopTHKOCTE- | yIIIeBOI0B, OEJIKOB,
HaJIITIOYEYHUKOB ® KOPTHU30H POHIEI) KUPOB U HYKJICHHO-
® KOPTH301 (TUAPOKCH- BBIX KHCIIOT
KOPTH30H)
e |1-71e30KCUKOPTH30H
e |l-gerupoKopTu-
KOCTEpOH
Munepadiio-
KOPTHKOH/bI: Perynupytor Musne-
® [Ie30KCHKOPTUKOCTEPOH pasibHbIH 0OMeH
® aJbJIOCTEPOH
® MO3rOBOE Anpenanun Karexonamu- | Oka3piBatoT runeprim-
BEILIECTBO Hopanpenanuu HBI (TpOU3- | KeMHYECKUI YPdeKT
HAa/IIOYEYHUKOB HW3onponunaapeHaanH BOZIHEIC
THUPO3UHA)
ITonoBbie :xene3pl: | Ilo10BbIe TOPMOHBI Crepouibl Perynupytot nosnosoe

CO3peBaHue
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Cxema peryasmyy IMIoTalaMo-
runoPpr3apHO-TUPEOUAHON CUCTEMBI

P LBy R YT —

E | |
iI[O(baMI/IH TPF COMaCTOTHH

Kopruzon
P T /:[eﬂo"\
4 mnod)m) -

90Tp01"6HI>I—| | CTF
TTT |,

= ¥ N

Ry

—------ OTpHULATeIbHBIC CBA3H \HIHTOBHHHM(
JKenesa -~

AN
TTonoxuTeabHbIC CBA3H ; ;

T-44—2T-3——-

CTpyKTypa XO0AMHEepPIim4ecKoro penenropa HUKOTUMHOBOIO THIIA,
dopmMupyIomero NOHHLIN KaHaa

Na”

CyObeMHHIIBI, TOJIUITENTHAHBIC IS KOTOPBIX YeThIPE pa3a MPOHU3bIBA-
10T JIMIHUJHBIA OUCIIOH, C BHEIIHEH CTOPOHBI IIMKO3WJIMPOBAHBI, & BHYTPH
B3aMOZEHCTBYIOT C OeKaMK TyOyITHHOBOTO M aKTHHOBOTO IIUTOCKeIeTa. CBsi-
3piBanue AX C AByMs 0-CyObeANHHIAMH XOJIWHEPIHECKOTO PEIETITOPA BBI3BI-
BaeT KOH(OpPMAaIMOHHBIC N3MEHEHHsSI B OJIMTOMEPHOM KOMILJIEKCE, B Pe3ylbTa-
Te yero Na+ BXOIUT BHYTpPb KJICTKH.
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VBeanueHne cogepkanmst npuro3oasHoro Ca
gepe3 ¢pochaTNANAMHOZUTOABHBIN CUTHAAbHBIN ITyTh

dochommasza C

FIF, DAG
,-‘I / V.
;; =g ."'. :: “‘% i ;él.
HuTozom: -
.PKC DochoprmpoBaEme 1Y
CYBCTRATOR f
Y
L ]
[P3 IF';;II a®®
YYECTEHTENEHEL \ﬁ
Cad+ xaHan

a t ‘
1 I CHrHan
Oy CTOMEHHA 3P

CBsI3pIBaHME TOPMOHA C PELENTOPOM NMPUBOIUT K akTuBanmnu G-Oenka
(Gq), xotopsiii aktuBupyet pocponunazy C (PLC). PLC ruaponusyer
docharunua-unozuton-4,5-6uchocdar (PIP2) mo mrosuron-1,4,5-tpudocdara
(IP3) u 1,2-guanmnrmunepoia (DAG). IP3 nudynaupyer yepes3 HUTO30Ib U
B3anMozeicTByeT ¢ IP3 penenTopHBIM KaHAIOM 3HIOMIA3MaTHIECKOTO pe-
tukyayma (DP), BbI3bIBas BHIOpOC HOHOB Ca’+ B LUTO30/b. DTO aKTUBHUDPYET
Bxoa Ca’+ B KIeTKM uepes cleluabHble Kanbuuenble kananbsl (SOC). Ilo-
BbILIEHUE 1UTO30bH0r0 Ca?' BhI3bIBaeT nepexon nporernkuHassl C (PKC)
13 MUTO30J1 B MeMOpaHny, rae oHa akTuBupyercst DAG. AxTuBUpOBaHHas

PKC docdopunupyer psig GepMEHTOB M PELENTOPOB, U3MEHSSI UX aKTHUB-
HOCTb.
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Cxema OUKAOOKCUTEHA3HOTO IIyTU CMHTe3a IIPpOCTardaaHAmHOB

ApaxuoHOBast KHCIIOTa

OHI0nepeKnch
npoctariaanausa G,

Ol

Ol

o
I

IMepoxcuaasa

Ol \\\\\\\\_/\/\
" — CO,H

DHAOIEepEeKnuch
npocrarianauHa Hr

of

H

[pocraraanau-
H3oMepasa

oo

g Q

‘\m\\\\\
i

‘\\\\\\\\\

o /
g ",
g /////,,,'

(0]
HFDz HFEZ III'F 20

Crnabast KucioTa

o

Cnaboe ocHOBaHUE H3omepasa

o

f [T A,

\
\\\\\\\\ ‘\s\\\\\\

I1II'B, iy

A

CrioHTaHHas U30MepHU3aIis
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buocunrTe3s meaaroHmMHa

O (6]
I I
CH,CHNH,COH H,CO CH,CH,NHCCH;
|: :| || |
N N
Tpunrodan Menaronun
Tpunrodanruapoxcuinasa
(6]
(6] I
I HO CH,CH,NHCCH;,
HO CH,CHNH,COH l
I N
H
H N-AneTuncepoToHHH
S-Tuapokcurpunrodan
Jlexapbokcuiasa CeporonnH-N-aneruntpanchepasza
apOMaTHYECKUX
AMUHOKHCIIOT HO,

CH,CH,NH,
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