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CH,-CO-COOH + E,-TMd-H E,-TMN®-CHOH-CH,

okcuamun-Trio-E,

E,-TMN®-CHOH-CH,; + E2_9K\ _r— E2—p<
S—S E,-TN®-H HS S~CO-CH,

auyemusinunousn-E,

E.- p< + HS-KoA _r> E,- p<
HS S~CO-CH, CH,-CO~SKoA HS SH
Quaudpostunous-E,
E.- p< + E;-OAN § Es-®AOH,
E,- I
HS SH 4
S—S
E;-®AOH, + HAQ® ————— HAOHH"
E3-dAL

CymMapHO€e ypaBHEHHUE PEaKIIHH:

CH3-CO-COOH + HS-KoA + HAL" ! CO, + CH5-CO~SKoA + HALHH"

Puc. 5.4. OxucaurenpHoe neKapOOKCHIMPOBAaHUE TUPYyBaTa

[lupyBarT neruAporeHa3Hbli KOMILJIEKC COCTOUT M3 TpeX (EpPMEHTOB M HATH KO(DEpMEHTOB:
E,—TII®-H — nupyBatnexkapookcuiaaza (77/® — tnamunnupodocdar, aktupHas ¢dopma BU-
tamuHa B)); E ,—JIK — auruaposunounaneruiarpancgepasa (//K — aktuBHas ¢opma JHIOE-
BOW KHCJIOTBI — BUTAaMHUHOIIO00HOTO coenunenus); Es—OA ] — auruapoaunounnieruaporenasa
(@Al — dpnaBuHAIEHUHAMHYKIEOTH] — aKkTUBHasg (popma ButamuHa B,); KoA—SH — axTuBHas
(¢opMa MaHTOTEHOBOI KUCIIOTHI; HA/]+ — HHUKOTHHAaMUJAICHUHIUHYKICOTHI — aKTHUBHas (opma
BUTaMuHa PP, HUKOTMHOBOI KUCIOTHI)
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S ’ CH,-COOH
?H -COOH
__ HO-CH-COOH
3 . HAm'
L Y O,
CH-COOH HAOQH-H*
CH-COOH CH,-COOH
DARH, > N yage ©=C-COOH
HAOH-H* O-KeTo
iﬁ} EJ—’ rnytapart
Tq, ruq: CH,-COOH ? €O

CHZ'COOH = CH2 HS-KoA
CHZ-COOH @ O= ~SKoA
HS-KoA
CyKUMHaT cykumnHun-KoA |

@Depmenmul: 1 — UUTpATCUHTA3a; 2 — aKOHUTA3a; 3 — M30LUTPATACTUIPOreHasa;
4 — 0-KeToTJIyTapaTAeTHAPOTCHA3HbIN KOMIUIEKC; 5 — CyKIMHUI-KOA cuHTeTasa; 6 — CyKIu-
HaTJeruaAporeHasa; 7 — dymaparruaparasa; 8§ — manaraeruaporeHasa

Puc. 5.5. Cxema TMMOHHOKHUCIIOTO IUKJIA (IIHKIa TPUKapOOHOBBIX KucioT) Kpebca
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Puc. 5.6. Cxema conpsikeHUs TKAHEBOT'O JbIXaHUSI U OKUCIUTENIBHOTO (pochopumupoBaHus
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6. IEPEBAPUBAHUE, BCACBIBAHUE, IIOCTYIIVIEHUE B KJIETKY
YIUVIEBOAOB. METABOJIN3M TJIMKOI'EHA

Kpaxman
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Puc. 6.1. IlepeBapuBaHue yriieBOJ0B B MUIIEBAPUTEILHOM TPAKTE
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Puc. 6.2. BcacbiBaHue yrileBOJI0B
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Puc. 6.3. TpaHCTIOPT TITIOKO3bI B KJIETKH
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-0, + 0O,
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I'nokoneorenes «—— CH3;CH(OH)COOH
JlakTat CO; + H,O

Puc. 6.4. O6mas cxema npeBparieHus IIF0K03bI B KJIETKaX
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AT® ALlD
QT

I'nmroxo3a I'n-6-©
I'ekcoxkmHa3za docdorao komyTaza
Ui1n
I'nwkokunasa AT ® Al ®
w
VIO o >0 A
e Tunl-@ VYA®-r1 Taukoremcunrasa

YA ®-raroko3onupodochopunasa

T = (CeH1005)n+1

BertBiieHue rimmkoreHa:

Hogas
o-1,6 -cBsI3b

[ ]
;» _____ _
I''mxorencuHTa3a Berpsmit

Puc. 6.5. Cunre3 rnukoreHa (TIuKoreHes3)

I'nroxaron AnpeHannH
\ /

ey O (medenb, cepne) O R Penientopsl MblI

AeHunaTuuKiIasa

9 ﬁ)\

5-AM® DochommdcTepasa

nAM®

-6 -q) IIpotennkunasza A
O

I'mikorencuntasa B (D) || T'makorencunrasa a (I)
HEaKT aKT

K HpOTeHH(bocq)aTzwa/

Nucyaun

Puc. 6.6. Perynauusi ciHTE3a INIMKOT€HA
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dochoponaus rmukoreHa:

CsH1005)n-
H;PO, HQO//( sH1005)n.1
N / In-1-®

(CsH1005),

[ JIHKOreH I'imkorendocdopuniaza docdormokomyraza

H,O H3;PO4
IT'n-6-®o \\ / I'moko3a

I'moxo030-6-ocdaraza

B muouurax B rematoumuTax

JleBeTBIIEHHE TTIUKOTEHA!

@)
H;POy4 I'nm-1-® O
> s
I'nuxoren- ~~" Tmiokan- o -1, 6-I'moko3uaasa
dochopunaza Tpancepasza

Puc. 6.7. Pacnag rinukoreHa (rIMKOT€HOIU3)

AnpeHaJinH
Imoxaron 4 B-Peerrropst S\ _ o-Penientopsi
Wncynmnn (™), (meuens, cepz[ue; O MBILLILL (O, wiedenb, MblLbT)
‘ AneHunaTIHKIa3a
—
@, N ®
AT®

, ®ocdonuscrepasa

S-AMD HAM® /rCay

IIporennkuHaza A

Ca®'/ KansMomyiuis

Wuruburop-1
(Heakr) Kunaza
¢docdopmassl B

ATD
\ Kunaza

¢docdopmassl B (aKT)

ATID </ /\

I'mukorengocdopunasa B I'mukorengocdopunasa a
@ Wuruburop-1 (HeaKTHUBHAas) (axTuBHAs)

C i .

[porenndocparaza-1

©]

Hucynun

Puc. 6.8. Perynauus riavkoreHoausa
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7. TJOUKOJIN3. ADPOBHOE OKMCJIEHHUE T'JIIOKO3bI. IJIIOKOHEOI'EHE3
1. IloaroToBUTEILHLIN dTaIl:

CH,OH “O;P-O-CH,

ATO

o
H
HO o I'ekcoknHaza

OH
OH
anxoxunasa

docdorekconzomepasa

“0:p-0-CH, O chon @@4}12 CHz—O@
HO I

OH

P60

/r Anbonaza A

\1/ Tpuoszodocdar- \ll
H—lC:0 H30Mepasa CH,OH
—_~—
H-C-OH

0
I
CH,-0-PO; CH-O-PO;
I'mnepansaerug-3-gocdar DocdonrokcHaneTon
PJIA
2. DTan rMKOJIUTHYECKON OKCUIOPETYKIIUU:
H-C=0 0=C-0~PO;" _
| I'muuepanpaeru- | HO-C=0
H-C-OH dochar Al H-C-OH ALD - AT® |
| s | . Qo H-C-OH
CH,-0-PO; /' s 1 CH-O-PO;” docdormure- C|H2— 0-PO,”
®u HAJI" HAAHH' paTKuHa3a
3-OT'A 1,3-A®I 3-0T
Myrasa
COOH COOH COOH HO-C=0
| HAI[ HAJH H' AR ATO H,0 |
HO-C-H c 0 N>  C-0~PO; ‘; o H-C-0-PO;
| |l |
|CH3 HJIF CH, Mupysar- CH, Enonaza CH,OH
KHMHAa3a
Jlakrar IBK DEIIBK 2-0T

Puc. 7.1. I'muxkonns
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I'm

¢

I['n-6-® ——= Tlento3odhocdarst =~ Hyxkneoruas

¢

DOp-6-O AmuHocaxapa = [JTHKOTHITH B U
\l, [JIUKOIPOTEUHBI
Op-1,6-®
V4 \
3-0T'A ®JIA —= a-Tmauepondocar —s  JTHIAIS

(TAT, ®JI)

1,3-A0T —= 2,3-JI®I" (B apuTpOLHUTAX)

3-@ochormuuepat —  Cepun

2-®ochoraumepar
CuanoBas

/ KHUCJIoTa
CDocq)oerl)lnHprBaT / ITupuMUAUHBL
\ Acmaprar

Jlaktar =— IIBK —= Ajanun

N

Anetnii-KoA \L
Okcaitoanerar
OraHon Acmnaparux

MoueBuna

Puc. 7.2.. CBs13b ruKoIM3a ¢ JPYTUMU META00INUYECKUMHU MYTSIMHU

I'mroko3a
I3ran 2ATD
> 2 HAJIH H'— I 5 AT® (uame)
ABpOOHBIH TIIUKOIN3 WIN
2 ®AJIH,— A— 3 AT® (pexe)
2 TIBK
II 5tan —— 2HAJIHH — Il 5 AT®

OxHcauTENIbHOE 1eKapOOKCHINPOBAHUE ‘i’
TIBK 2CH; CO ~ SKoA

III 5ran Q 2ATD

JIMMOHHOKHUCIIBIA [TUKII SHAJHH - ALl 15 AT®
—> 2 OAJIH,— [l 3 AT®

v

6 CO, + H,0O = 30 - 32 AT®

Puc. 7.3. Drambl a3poOHOTO OKUCIICHUS TITIOKO3BI
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Manar-acnapTaTHbIN YEJTHOYHBIA MEXAHU3M

uTOILIa3Ma MuTtoxoHapuaJdLHBIH MATPUKC
1 BMM AP P
HAJL" Manar _ Manar  HAJl
Maagar AI' YMaJIaT Ar
HAJTHH" VK
A \ YK H HAJIH'H+
Al |
I'munepoin-3-docdar anuepon -3-ocdar
HAJT I'nmunepoa-3-gpochar AT <>/F aunepo-3-pochar AI
AT poa-3-(hocipar I @AﬂHZ\p -pocipar I
OLIA AL OLA

HAJITHH" . .
I'munepondocdaTHbIi YeTHOYHBIH MEXaHU3M

Puc. 7.4. UenHOUHBIE MEXaHU3MBI TPAHCIIOPTA IUTOIIa3MaTHaeckoro HAJTHH

Jlakrar

T sran HALl A JUT
2,5(1,5)AT® <— J[| +— HAJIHH'

[IBK

A3po6GHoe oKucneHne
( [leuens, moUKH, MHOKAPI, l'niokoHeoreHes
CKEJIETHBIE MBIIIIIBI ) (leuens, nouxu )

6 AT®
«— 10, 2Bk — &
I'moxo3a

[1IBK
CO, 4/
1T aTan OKHUCIIUTEIILHOE
2,5 AT® <+— ][] +— HAJIHH' ‘/‘ i nexapookcunupoBanue [IBK
CH;CO-KoA
11T sran JIMMOHHOKHUCIIBIA [TUKJI
10 AT® 3 HAJHH', 1 ®AJIH,, | I'T® ‘/‘ i
=15 (14) AT® CO, + H,O

Puc. 7.5. YTunuszauus nakKrara B KJIETKax

['moko3a I'moxo3a
6 ATD éz*,} TT—2AT0
2 IMupysat 2 [Tupysat
Kpossb
t v
2 JlakTar 2 JlakTat
Meyenn CkeJjieTHBIE MBIIIIBI

IpUTPOUUTHI

Puc. 7.6. Huxn Kopu
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CyOcCTpathl TJIFOKOHEOT€HE3a:!

Jlakrart ——» JIBK

/ ITnmeBsie Oenku

™~

I’ nmroxkoreHusie

— AMMHOKHCIOTBI W
beakn mprng

Merta6onuter HITK —» [[YK
T

[Tponnonnin-KoA

TAI' » I'mauepun — OJIA

KiroueBbie pepMeHTHI U KITI0YEBbIE PEaKUU IIIIOKOHEOreHe3a:

1. IlmpyBaTkapOokcuiIasa

CH; COOH

| buorun |

(|:=o + HCO;5 + AT® y CH + AIlD + Oy
COOH Anernn-KoA C=0

[InpyBat |

COOH Okcanoanerar

2. ®ochoenosmupyBaTkapookcukutasa (PEITKK)

FOOH CH,
OEIIKK ‘ ‘
¢H + TT® ~ C-0 ~POsH, + TJI®
(f:() Co, ‘
COOH
COOH
Okcanoanerar ®ochoenonnupysar

3. ®pykro30-1,6-1udocdaraza
®pykrozo-1,6-mudpochar + HO — > Opykro3o-6-pochar + Dy

4. I'moko30-6-gocdaraza
I'mroko30-6-pocpar + HO ——— I'miokoza + @y

Puc. 7.7. KnmroueBble peakiiny TIIFOKOHEOTeHEe3a
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8. BTOPUYHBIE IYTU OBMEHA I'/ITFOKO3bl. OBGMEH I'AJIAKTO3bI 1 ®PYKTO3bI

OKHUCIINTEIBLHBII ITAIT;

I'moxo030-6-ocdar

HAJD"
I'nroko30-6-pochparAl
HAJJ®OH H'
6-DochOrIrOKOHOIAKTOH

JlakTOHa3a l

6-docdormrokoHaT
HAJID"

6-Dochoraoxonat/II’
¢ A HAJIPH H'

CO,

Puoyio30-5-pocdar

e ™

Kcunynoszo-5-dpocdar Pu6ozo-S-pocar

Heokucnurensnerit stan (L-BapuaHnr):

Apa61/1H030-5-cpvoccbaT —=—= Pub6030-5-pochar =—= Kcwynozo-5-pocdar

TpaHnckerosa3za (TTI®)

CenorenTtyio3o-7-pocdar

TpaHcaiabxoja3a

OxkTyno30-1,8-mudochar +=
OkTtyno3o0-8-pocdar

TpaHckeToJ1a3a

TIH®
( ) DpykT030-6-hochar

I'moko30-6-docdart

Puc. 8.1. Ilento3odocdaTHblii myTh

25



Kcenaurt ~ CO,

L-Kcuniaynosa *

l/D—KCI/IJ'[y.TIO3a
R 3-Kerorynonosas
K _5- B 0
CHIITYy1030-5- POJICOEHHASE NEHIMO3YPUSL KHCIOTA

A HAJIH'H"
TIPIT HAJT
\i/ I"'ynonoBas
ra-6-¢p HAZL®' KHUCJIOTa /—I\
AN D/ AckopOuHOBasI
+

N\ HAJT ot .
VI HAJIH'H HAJI®HH Kucaora
U I'nrokypoHoOBas kuciaora
VI®-r1oKypoHoBas =
KHCJIOTA

Puc. 8.2. I'mroKypOHOBBI IIyTh

CH CO
P 2 HAJIH H HAL'
C=0
I TA® / e 20 /
COOH - 3 . < » CH;CH,OH
ITupyBaTtnekap- AJIT 5
ITupyBar TaHox
§0)Y% Ookcuiasa ALleTab eI i
HAJL"
HZO
Anpaerua /Il
HAJIH H'
CH;COOH
HS—KoA Auerar
ATD
CH;CO~SKoA
BuocuHTE3 JKUPHBIX
* KHCJIOT U
Iukn Kpebca XOJIECTEPUHA

Puc. 8.3. CniuptoBoe O6poxeHue

ATO AllD
I'moxko3a I-6-6 —~<——> 1TI1-1-0
I'excoxunaza
VTOD
DD,
Yd-ranakro3a YID-ra

YV A®-ranakro3zo-4-snuMepasa

Puc. 8.4. CunTes rajakTo3bl U3 TIIFOKO36I
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I'moko3a YA®

VI ®-ran \; A Jlakro3a

JlakTo30CcHHTAa3a

Puc. 8.5. Cunres 1aKTO35I

T"anakroza

ATD
AJID T'ajmakToKHNHAa3a

lamakro3o-1-¢pocdart

YA®D-rn \
Y APD-rajiakroso- I'anakroszo-1-gochar-

4-3mumepasa / ypuauaaiaTpanchepasza
YAD-ran \

I'mroko30-1-¢ocdar

I'mroko30-6-pocdar

| I'mroko3a kpoBU || I'makonus | | I'mukoren |

Puc. 8.6. MeTabonn3M rajlakTo3bl B IICUYEHU

®pykro3a

Occenyuanvras
ppyxmosypus ®pyKTOKHHA3A

Bpoorcoénnan ch -0
HenepeHoCcumMocms QpyKmosbol Ausbonaza B

anuepanbnemn

T'anuepajabaeruiKkuiasa
P ATCD

['munepon

KK <—3CI)1“ » Op-1,6-OD = P

I'moko3a

l Arpnonaza A

TAT I'nukonus

Puc. 8.7. OcHOBHOI IyTh MpeBpaILEHUS PPYKTO3bI

Copour

HAJIGHH®  HAJD' HATT HAJHH

I'moko3a S A > Cop6ur A dpykTo3a

Anbao3openykTasa CopoutAI’

Puc. 8.8. O6pazoBanue ppykTo3sl u3 TIOK03HI («I1yTh copOuTa)
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9. OBMEH JIMIIUAOB

JInnuael

/\

Ol\7meM< w

IIpocrbie Caoxygble Boicime Boicumme  Crepouabl IMosun3onpe
JKHpPHbIE couptel )/ N\, HOM/THbIE

HCJIOTHI Crepoart  Crepounnbie  ¢coeuHeHUS
(XosiecTepos1) TrOPMOHBI

M Ap.

(TepneHOMBI,
KApPOTUHOM/bI)

Bocka Heiitpasbabie  @ochounu 'mukoau- Cyabdoaunuabl
JKHPbI

bl MUIbI
JIBI)

I'nmunepodo Chunrodo Ilepedpo3n I'anramozmabl

®ocpar Docharn- Docharu- Docharuaum  Pocparu- dudocharuauiara Ilaxasmaino
UAWIITA JWIXOJIUHBI MJICEPU- JIMHO3BHUTOJIbI JAWIIVIHLEDP HIEPOoJIbl TeHbl
HOJIAMH HbI 0JIbI (KapMOJIUNIMHBI)

HBI

Puc. 9.1. Knaccudukanus TMIUI0B 0 XUMUYECKOMY CTPOEHUIO

TpuBuaibHOe CrpykrypHas ¢opmyaa
Ha3BaHHUe

HacpbimeHHble KUPHBIC KHUCJIOTHI

MaabMuTHHOBAS CH;-(CH;)14,COOH
CreapunoBasi CH;3-(CH3)16COOH
HeHnacplmeHHbI€e ;)KUPHbIE KHCIOTHI
IMaabMHUTOOIEHHO- CH;-(CH;)s-CH=CH-(CH,)7-COOH
Bas
OJgienHoBast CH;-(CH;)s~-CH=CH-CH,-CH-CH-(CH);-COOH
JIuHoJieBast CH;-(CH;)s~-CH=CH-CH,-CH=CH-(CH,)7-COOH

JInHoJIeHOBasA CH;-CH,-CH=CH-CH,-CH=CH-CH,-CH=CH- (CH,);-COOH

Puc. 9.2. Beiciine KupHbIe KUCIOTHI, peo0iaiaonire B )KUBOTHBIX KUPAX
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HeHackiweH. O Hachen.

WMPHAA KMCNoTA || #MPHAA KMCNoTa .
HEC_D_C_H1 Ry
hH=
Ry—C—0—CH 0 ~CHp—CH,—CO0OH  PocdatvauncepuH
Hié_[]_‘u_@_gg MonapHan Hy
YACTE
Fs: H ~CH—CH; —=M—CHz Docthatuaunxonu-
—H DocdaTMgHaA KMCoTa OHOH CHs
_CHE_?H—CHQ—DH Qocdatuaunriuyepon DochaTHGHTHHOZHTON
OH OhiOH

—CH;—CH; —MH; DochaTHaMNITAHONAMAH OH

Puc. 9.3 CrpykTypa BakHeHImux rimiepodhochomnmmaoB

207 23" o5
12 1|8 1'7 2|7
17 137 1
1 1|9 i} ) 1‘4 u 1|5
/\10/ \8/ ,
Cl*; A L|3\B |7 I R Sdup xonecteporna
HO” 47 e R—C—0

Puc. 9.4. CBoOoanbIN (HEACTEPUPHUITMPOBAHHBIN ) XOJIECTEPOII U APUP XOJIecCTepoIa

U
H

M3 HAH

—cﬁupu&m K-Td

MpHaA K-T4

[ CopH
lf: CMHID M

CTpyKTypa ranrnnosuaa G

Puc. 9.5. CtpykTypa TIIMKOJUIHIOB
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XoIecTep
0,or

[TepBUYHEIE E%HHHE KHCIOThI
KOH’bI-OI‘HI

Ui—ﬂ_m\ﬂ eueHb

OBAaHHE

j 29, r

O DUpG1 we MHBIA .
e e T BopoTHan

l M“L'V‘“"-"—"A""J l | ner
M...—.,ry-vww\__ WMW\MWW
| eane G e
CMech NEpBHYHEBIE H

30r
BTOPHYHBIX X EMYHBIX KHCIIOT

I i

BrifeneHue ¢ KanoMm

KuinmevHia

Puc. 9.6. Peuupkynsiiust ®KeTIHBIX KUCIOT

?H (.‘\C/c\.‘ (:)H C\C/Kﬁ

J.‘O OH CO-NH-CH:-COO

-NH-CH,-CH,-SO;™

| ‘ I'mikoxosieBasi KMCJI0TA
HO OH TaypoxoseBast kucJjiora

C\C/KC

|
| COOH

HO ‘oH

XoJieBasi KHCI0TA

HO
JInToxoJeBasi KHCJIOTA

Puc. 9.7. enguble KUCITOTHI
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IepeBapuBanue,

H,C-OH
Imaepout
HC-OH
H,C-OH
A)I o ?lfmepomqﬂma
v
Fimmepox3-F HE-O 2-amwmmmepot  HC-O-CO-R, —
|
R-CO-SKoa 1RCOP H,C-OH
I'nepor3-P-
HSKoA arpTpancgepaza JD:>
H,C-0-CO-R, 5
Jimodocdormman s
HC—OH &
(@)
S2
HZC—C%P ke
RZ—(X)‘SKOA?lIaIM]FMIW3P' §
H,C-O-CO-R
d l 2| 1
KHCJI0Ta H|C—O{JC%R2
HO H,CG-O-P
. l@m@mmanboc@ma HSKoA R, CO-SKoA
H,C-O-CO-R,
Jpaimmmuoepost H|C—O—C()—R2 HC-O-CO-R,
Xomagochotparcdepasza
Ry-CO-SKoA HCoH = VHCJ—O{I%RZ
I[I/Ialmmmq)on—
HSKoA l H,C-OP-O-CH,-CH, N(CHs);
HC-0-COR LUICDXOJW Mo
1 (oran ) DocharmuTxosMH

Tpuamuinmuepon  pc ' O-COR,

|
H,C-0-COR;

Puc. 9.8. PecunTte3 TpUalUITIMIIEPOJIOB U THIEPO(HOCHOTUNTHAOB B KIETKAX CIU3UCTON TOHKOTO
KHIICYHHUKA
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Xonectepon

Aumnn-KoA-xonecrtepon
auuntpaHcgepasa (AXAT)

I
CoA—S—C—R X

0 \)\) Adupbl xonectepona
| HepacTBOPUMbI B BOAE
800 Xy~ (Hep p ne)

Puc. 9.9. Pecuntes 23pupoB xosecrepoia

Puc. 9.10. Ctpykrypa IMIONPOTENHOB TUIa3Mbl KPOBH
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anEpﬂl.l.l,EHHFl nmnonpoTerMHoB B NnnasmMe

KpOBH
M3 ToN- MWAaponKs: TPHAUMAIMHUEPONOE
KOTO KM- A nnn, nﬂj
WEYHH- —_— —_— -
Ka T
H30LITOK NOBEPXHOCTHBIX
KOMNOHEHTOE B neveHs
MWAaponK: TPHAUMAMMUUEPONOE
nn; n
W3 nevyenu i,. i,.

H3 neveHn (ToH-  —-
Koro kmmeyHnka) Hacuent-
Hele JINBI

Ty

H30LITOK NOBEPXHOCTHLIX
M ANEpPHBIX KOMMOHEHTOE

\-,._ﬁ e T
/’im b

Xonecrepon

Ty

B nedeHb u
OpPYyTHe TKaHH

O

nnen, oora-
Teie ano E

nnazuwaTH4ecKnx ueuﬁpaH

Puc. 9.11. MeTtabonau3M JIUIIOIPOTEUHOB I171a3Mbl KPOBU

Tabnuya 9.1
®epMeHTHI 00MeHa JIMIIONPOTEHHOB
DepMeHT Mecrto cuHTe32 DyHKIUsA
Jlunomnporennnunaza (JIIIJI) | Anunountsr, Yactuynoe paspymenne XM u JITIOHII nocpen-
MHOLIUTHI CTBOM BBICBOOOXKIEHHS KHUPHBIX KUCIOT (JKK) mu3
TAT u ®JI
Ileyenounas nunasa T'enmatonuTel Bricoooxaenne KK m3 TAI, ®JI B cocrase
JITIIIT u JITIBIT
Jleuntun-xonectepoi- I'ematounTst HeoOxoaum mi1st 00paTHOTO TpaHCIOpTa X0JiecTe-
amuitpancdepasa (JIXAT) poja; OCYIIECTBIISAECT ACTCPUPHUKAIINIO XOJeCTe-
poJa 3a cueT mepeHoca KUPHOW KUCIOTHI C JIeIH-
tHa Ha CX
100
80 =
L —— benok
60 —
A L
40 _| Xonecrepon
o0 |B ®occpo-
L | nunuasbl
0 - — Tpuaumn-
XM nAaoHn  NrHN nnen ruLeponb
Puc. 9.12. CoctaB TUNONPOTENHOB IJIa3Mbl KPOBU
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N

Cuurea peuento-

' poe aas ANHN
" CuHTes TOMI-

X

Lo

" AXAT

e
(455 XonecTepon
! .

TCuma =

Kanns xt{u A peayKTasel

“w
-

G B

hsias

/;n/ SHAONNA3MaTHYECKMIt
o

pefnkynym
k) o

uarlrnp
oA {II'IHI'I
I:—:EI
&
&= [0 oo
il L. Homnnexc BopcuHyaTan
k| Hﬂufyna BopcHHYaToe J
&

yrnyGneHme '
e

xonecTepona

Puc. 9.13. Tlocrymnienne B knetku JITTHIT

B
XOJIECTEPO.I

P
2CH3-C~SKoA

(0] (0] Aueroarie-
[ I /
Tmomaza | cyy3.C-CH>-C~SKoA Ti-KoA

Z1 i} AHGTI/UI-KOA KoA-SH 0

T'OMI-KoA [

CUHTETa3a CH3-C~SKoA
anetuin-KoA
CH
rooR
-O0C-CH2-C-CH2-C~SKoA
OH
T'OMI" ~KoA

Stage 1. Condensation

OH

— | 11
0OC-CH,-C-CH,-C-SCoA

CH,
3-hydroxy-3-

methyigiutaryl-CoA

w2

2 NADP*

Stage 2. Formation of Isoprene Unit

3-hydroxy-3-methyl-
glutaryl-CoA reductase

\k(HMG-CoA reductase)

/ ?H
"00C-CH,-C-CH,-CH,OH

CH,
mevalonate

n ATP
n ADP

mevaionate / co,

- /A/\ Vodo
isopentenyi-P-P 0-P-0-F-0

T'l( oo

A/\ 0 od
. \ il [T
dimethylallyi-F-P O-FI'-_O-FI'-O

oo
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Stage 2. Polymerization Stage 3. Cyclization

squalene

o}

l'sopel.".l_teny.l-P ~P

dimethylaiilyl-P-P C5 isopren
\ .
geranylFP-P C10 polyisopr poxide’
~ l
famesylP-P C15 polyisopr
\
Sgiafene C30 polyisopr
HO

N N
C.Hs , @ hydrocarbon

lanosterol, a cyclic polyisoprene

Stage 3. Cyclization
squalene

o.|

“epoxide” l

HO

lanosterol, a cyclic polyisoprene

Puc. 9.14. Cuntes xonecrepoina

O
n
(“J (;HQOCII‘
+ RyCOCH O

an (6] P 0 CH2 (_ZHEH'(CHJ)]

HO JIXAT 4
Xonecrtepon l JleunTuH
O
fEIH.‘,rO (': HI
4+ HOocH O
? CH, O-P.0-CH,-CH,N'(CH,),
Ay CO ! . 33
8]
Odmp xonecTtepona JlnsoneunTumH

Puc. 9.15. O6pazoBanue 3pupoB xo0JiecTepoia B mia3Me KpoBu no1 BiusaueMm JIXAT
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Tabnuya 9.2

CpoiicTBa peLenTopoB IS JIUIONPOTEUHOB I1a3Mbl KPOBU

Peuentop k ano B-100

Xapakre- | PenenTop k ano | Penenrop «Mycopmmk»
puctuku || E («peuentop (ns JITTHIT)
00JI0MKOB»)
Tkanesasn [Teuenn Makpodaru/mononutel, | ®uOpoOIACTHI, TIIAIKO-
JloKanu3a- SHJIOTEINATBbHBIC KIICTKH MBIIIICYHBIE KIIETKH,
uus CUHYCOMJIHBIX KalIWJUISIPOB |  JUIIOIUTHI, IEYEHb,
TICYCHHU HAJIMOYCYHHUKH, SUIHU-
KH, CCMEHHUKH, TUM}O-
LUTBL, Makpodaru
Jlunonpo-|| O6nomku XM, | XuMHUECKU U3MEHEHHbIE JITTHIT
meunoeswiel| JIIIIIIL, JITIBII, | JIITHII; 6akrepuanbHbIil
auzanowt || oOoraieHHbIe JIUTIOTIOJIUCAXAPH/T
aro E
@ynxyuu || llornomenue o0- | Iloctynnenue B KJIETKU U Perynsanuus ypoBHs
10oMKOB XM u | paspymenue uzmenennsix | JIIIHII; nepepacnpene-
JITIBII, obora- |mmonpoTenHOB; 3amuTa 01| Jienne XC; yTuiau3amus
meH-He1X XC; | 2HI0-TOKCHYECKOTO II0Ka XC
noctaBka XC B
TICYCHb IS BBI-
BCCHUS

OO6mmit xonecTepon :

130-250 mr/100 mn (3,35-

6,45 MMOJIB/1)

Xonectepon JITTHIT :  50-170 mr/100 mu (1,29-4,39 mmouts/i)
Xonectepon JITIBIT :  28-75 mr/100 mu (0,72-1,94 Mmonb/m)
Tpuauunrauneposnst:  72-170 mr/100 mu (0,85-2,00 MMouib/1)

OO6mmit xonecTepon :

<200 mr/ 100 m (5,2 MMOJIB/T)

Xonectepon JITTHIT: <100 mr/ 100 ma (2,6 mmoJtb/i1)
Xonectepoun JITBII : > 60 mr / 100 ma (1,6 MmoITb/1)
Tpuauunrauneponst : < 150 mr / 100 mu (1,7 mmosb/i)

Puc. 9.16. Ilpenensl konebaHui U KeNaTENIbHbBIN NPOQUIIb JIUIHUIOB B IJIa3Me KPOBU
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m@\@@ﬁ\@@@ﬂcjpum - CTPYKTYPI

ﬂnOJ]HHORPOTeMH/O./@z\Q‘?Q‘
7
©)

PocPonuniuf
\_)‘

Anonunonporenn B

FnoKo3a---Y. - - <= C10Ko3a

¥

Auermi-KoA | anuepon-3-@

|

HS-KoA
[ Auna-KoA  jiysodocfarnanan
/ KHCJ0TA
S-KoA HS-H".-’\
Kupnas - ®ochdrnanasn
KHCOOTA---—~----- —-——I"*“"P"a“ KM 1'].]'5&)
KHCI0TA H
Jlunonporeun- \ v/ lunonporenn 1,2-nmaumariamn-
auna3a "1 77T qunasa REPo

HS-KoA
XM

Tpuaunnrasmuepon

AXUNIOLHUT

——

W/ = CTHMYasiuns HHCYIHHOM

----» =[lpoxoa yepes membpany

Puc. 9.18. JlenonnpoBaHue TUIUA0B B )KUPOBOU TKaHU
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Peryasinus ropmMoH-4yBCTBHTEbHONH IHNA3bI B :KHPOBOIi TKAHK

Karexonamuusi rHe rOpMOHbI
r““)\'fam" adpeneai, Ay il
" L
s HOPAOPeHAnUH o
1

-
~

. 4
b | 5

X ¥
Kommuiekc ¢ peuentopamu membpan l’!ﬂcfx/ﬂﬂﬂ
LWSiim

Stim /

Onocpenosannas'G-denkom MochoarcTepasa

ATeHHIATIHHKIAZ Y!?’
A'rm;g’—wAMm =5 AM®

[porenn- i;n/ [porenn-
KHHA3a (HeakT) » KHHA3a (aKT)

o

IlporenHkuHaza(akTHBHA)
o OpMOH-4yBCTBUTENLHAS

MIasa a (aKkTHBHAA)

[ 'opMOH-4YBCTBUTENLHASA AT Mg**
nunaza b (HeakTHBHAA)

Mocdaraza mg**

,[[HRLLHJ'I- Knwouesoi 3T3”Tp‘|'|al.lli.ﬂ-

["uuepon -47- Monoatua-
; TJAHUEPOT
WupHas FIHIEPOT Yy duag FIMIEPOT  Wypyag p
KMCI0TA KHCII0TA KHCI0TA

\stim /= l'opmonansHas
CTUMYJISALMA

%7 = MepMeHTHBIN
KaTaius
=TpaHcnopt WK ABHAEHHE K MECTY Ha3HAYCHHA

Y

Puc. 9.19. Mobunnzanus xupa u3 Jerno
HMM BMM
InTo3041B Me:xmeMOpaHHOe MuToxXoHApHANbHBIN
NPOCTPAHCTBO MaTpPHKC
KoA-SH AUNIKapHUTHH KoA-SH
AN 7
[ Vv
e KpTey T KIATIB
AN o~ N
Anun-KoA Kapuurtun Amun-KoA — B-okucienne

Puc. 9.20. B-Okucnenue ;kUpHbIX KUCIOT
(TIepeHoC anuiIa U3 IUTO30JI1 B MUTOXOH IPUATBHBIA MaTPUKC)
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0 DAJIH, 0

i
R_CH,_CH,_CH, CH, C~SKoA —2AZ = A R_CH,_CH, CH=CH-C~SKoA
1
2 |<¥ H,O
OH O
R CHz—CHz—CH CHZ—C~SK0A
HAIT
t%HA;{HH
O 4 KoA—SH

R—CH,—CH,—C~SKoA < R-CHy— CHz—C CHz—C~SK0A

/

CHs- C SKoA

Puc. 9.21. B-Okucnenue >xUpHBIX KUCIOT B MUTOXOHIPUSIX:
1 — ammun-KoA nermaporenasa; 2 — enown-KoA ruaparasa; 3 — B-ruapokcuanuin-KoA
JIeTuaAporeHasa; 4 — Trosasa

Kp OBb T T T
TAI' DJI JI1P
 ———
KK XK?G/' }H{/A P450
WK o (- THAIpOKCHTIAZA
JInkapOOHOBBIE KHCTIOThI
[3-okucienue JKuipHBIE KUCTIOTHI
C OYEHb JUTMHHOM
uensio (C > 24)
MiroxoHpHs [3-oxucienue
Cg-KUPHBIC
KHUCIIOTBI
C-1apOoHo- TepoxcrcoMbl
BbIC KUCIIOTBI

Puc. 9.22. B-Okucnenue «He0ObIYHBIX» KUPHBIX KUCIOT
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i
)\/\W © \cﬁCHZOH

PuTon

l CH,
I

)VWA% ok
(-OKMCNeHue

duTaHar 3abnoKupoBaHo
lcpuTaHaT rMapoKcunasa

Joesbsesdscado

NedekT a-okncneHmna KK —
6onesHb Pedp3yma

* MUrmeHTHas AereHepauusa CeT4aTku
* XpoHMYecKas noanHenponaTuns

* Mo3XeyKoBas aTakcumA

+ (‘_',‘(‘_',I2
O * lNoBblleHMe KOHLEeHTPauun benka B
Mpuctaqar B-OKUCNEeHue
BOZMOXHO
HC ‘|3Ha EHy ?Ha
CH—CH,—CH, —CH,—CH—CH,—CH, — CH,—CH— CH,—CH, — CH, —CH— COO"
FC NpucTaHoBaA KUCIOTa
6 LIMKNOB k Ko A-SH, AT
p-OKUCNeHuA
.:J |:|__|j ﬁ.
{;HE—?H—E—s------ Coh + 3CH,—C~8 — CoA + 3CH; —CH,—C—~ 5 — CoA
CH,
HM3obyTpun-Ko A Auetun-Ko A MponuoHun-Ko A
Puc. 9.23. ledpext a-OkucneHust ;KUPHbIX KUCIOT
HAJI®HH"
A
+t| cuHTe-
HANOHH Tasg/ Annn-KoA
M -KoA
Aneruin-KoA AIOHILI=RO
12
Anuerun-KoA
1 4
H—E}’K [utpar > Iurpar YK
4 | € HAOHH'
+ HAT
6 [ HCOs3 Manat
5 FHAID'
| HAI®OHH"
[TupyBar [Iupysar

Puc. 9.24. buocunres xupHbIx KucioT. [lepenoc auetmn-KoA u3 MUTOXOHAPUIA B IIUTO30JIb:
1 — muTparnuasa; 2 — anetuii-KoA-kapOokcunasza; 3 — anuICHHTETa3HbI KOMILIEKC;
4 — ManaTAeruporeHasa; S — Manuk-QpepMeHT; 6 — mupyBaTKapOOKCHIa3a
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Moctynnexne cy6eTparon N
Auetun-KoA é“f \\
M KaA

[lome |. CeA3LIBaHME auuNa
MaroHWIOM M WX KOHAEHCa-
st &

Ketoauuncunterasa  /
/

Auetnrpancpepasa | ATaaﬁ,.)

Manonuntpancdepasa ‘~\

[lomeH 2. BOCCTAHOBNEHUE | 4
4
MNPOMEKYTOUHLIX NPOgyKTOR| A

Exoun-AMB peaykrasa ¢
Ketoauun pegyxrasa-
[Dleruppatasa

-y _AueTnn-KoA

25 \,aTaau |l Manonun-KoA

Tuoacrepaza / MocTynnexue cybeTpaTos
i

[omeH 3. BeicsoGowaeHue
NPagyKTa - NankMUTaTa

P P

Q{r(}b(HrC—S—AHET (H:--OF-CS-AIB
HAIKOHH'

Puc. 9.25. TlocnenoBaTeNbHOCTh peAKLUNA CUHTE3a )KUPHBIX KUCJIOT

HATKDHH. >Fez OneowrKoA + HO
>< (>< >< <>< -
HAIID < > OAITH » Fex< > Feo+ Creapow-KoA +0,
18:0
[proxpom bs perykraza [aroxpom bs Jlecarypasa

Puc. 9.26. CunTe3 HEHACHIIIEHHBIX KUPHBIX KUCIOT
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N | SO .  m_COOT

o L T L e - - -
e N ""\.J’r "'-\.\,."'- Y e i S

JTHHOMEBaA KHcaoTa (18:23" 1)
A““n-l{ﬂA !;—HS —E '::'...'I:IL + _;‘I:I';.T':i:'

CHHTETa3a ‘F—,.‘-Auq; + DD
.-""-.-f E""-\..-r' "#Fhﬁ'x.\,."‘f,_ H.\_.'; ‘\“"\-_.-"'f NH'“h_-"'f‘L"“H_r"'; H“‘\..ﬂ"
JhHoneoHn-KoA (18:24% Ko A)

Oecarypaums
% 2H
W

Ly

C—5—KoA

e 12 - e .
Vi N o o W S N L ""{-' 5 Hﬂ‘l

Nuuonexdoun-Ko A (15:35°%% - Ko A)

|~ ManoxHwn-KoA
YOnuHeHue E B
v Lo, TKo A
14 11 3 . FS
- o " - "'\-\_-'J_-H“\-\..l h"‘x..-""f N - - e {:.....5...'{“#'
{Eu:s_iﬂ-pl'l.lﬂi-_“ﬂ Ai |
0
Aecarypaunn
~> 2H o
v 1l
~ 1“‘“«._.-#"'-; S H-"'r 11\1-"’- _\H:__.-"# ::‘I-...-' "'_r-hh"*..-'"’ Cos o &
ApaxupoHoun-Ko A (20:4355 111 eq a)
v >HS-Kob o
I
R | R S S C—0"

ApaxvOoHORAR KHCNOTA

Puc. 9.27. Cunre3 apaxuIOHOBON KUCIOTHI
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0 O O Arneroartie-
Il Tuonaza I I S THI-KoA

2CH;3-C~SKoA """ | (CH;-C-CH ;-C~SKoA
Anetni-KoA X
KoASH  romMr-koa @
CUHTa3a CH ;-C~SKoA
Anetnin-KoA
KoA-SH
0]
I (Hs o
CH 5-C-CH ,-COO- ircon | O0C-CH -G-CH -C~SKoA
Arneroarerar -RO
(R Masa OH
CH 3-C~SKoA 'OMI" ~KoA

CH;-CO-CH,-COOH + HAJIH + H" ———— CH;-CHOH-CH,-COOH + HAJT"
Aneroarnerar B-I'mppoxcubyTupar

CH;-CO-CH,-COOH CH;-CO-CH; + Co,
Aneron

Puc. 9.28. CuHTe3 KETOHOBBIX TEN

AT®, 1
"ff\ﬁ-|AﬂH+H+ .
O HAL OH O

O
CHyC-CH, C-0 ®==—=  CH CH-CH,C-O
AueToaleTaT 3 papoxcubymupam S MAPOKCUBYTHPAT

dezudpozenaza
CyKUuMHWN-KoA
< Ko A mpancipepaza
CyKUMHaT R
Ko A-SH

o 0 o VITAT®
CH-C-CH,L-S-CoA —2— 2 CH-C-S-CoA
AueToauetnn-Ko A Juonasza AueTtmun-Ko A

Puc. 9.29. KataboJIm3M KETOHOBBIX TEI
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10. AKTUBHBIE ®OPMbI KUCJIOPOJA U AHTUOKCUJAHTHASA 3AILIUTA

ObpazoBaHue cBOOOAHBLIX PaAUKaNOB

ConHevyHan
Dt ‘.. PAANALMA 4:}2,%
| & N
03 =l -
@ 7 G
J. - * &
-
- NN >
charoumtos {" 4 )\:. U)

3arpasHenna T U
1,v' = OKPY. A0 Wen u @
9 ___ -
W B cod

Puc. 10.1. OGpa3oBaHue cBOOOIHBIX PaIUKAIOB

H,0, + Fe’* — OH + + Fe?t

(ruAPOKCHIHBIH PaTHKAJ)

H,0, + 0, — OH- + HO*

pajuKaI-
pPa3pyILIUTEb

HCIO + Fe** — CI' + HO" + Fe’*
NO' + O, + H" —» ONOOH
ONOOH — NO, + HO’

Puc. 10.2. CBo6oaHbIE paguKaibl 001a/1at0T OOJIBIION PEAKIIMOHHOM CIIOCOOHOCTHIO
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MaTpukca

mukonpotenH

UuTockenet XonecTtepon

Mepudbepuyecknii  MHTerpanbHLIn

Denku Lintonnasma

Puc. 10.3. )KuakocTHO-MO3an4uHass MOJEIIb MEMOPAHbI

AccumeTpus nunuaHoro Guenos

iisthiitaninticin Bl aseescones
RN % 68

? DochaTMaVNXONUH ’“‘I Opyrve
N

\
docharnguncepuH uy rnHKonmnu,u,i

GocthaTmannuHoanTon
] 4.5 audrocdar |
|

L

| O'Day

Puc. 10.4. AcHMMETPUYIHOCTH MEMOpaHBI

CBa3b € Ap. KnetTkamu
TpaHcnopt P

Y3HaBaHue Op. KNeTok

CB43b UUTOCKENETA €
MoneKynamn BHeKkne-

Puc. 10.5. Pons MeMOpaHHBIX OCIIKOB
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Minare padgt

R+ILH—->I1- + RH
JHOHTHBIH pagHKA
L+ O,— LOO-

PAIHKA JTHIIOTICPEKHCH
LOO+ LH— LOOH + Lr

rHiporeperkich JIHIMHAA

PaiBeTBIICHHE mernm

Fe* + LOOH — Fe¥*+ OH + LO
TO+ITH—-10H+ 1.

O0pbIB 1enH
LOO + LOO - 1=0 + LOH + ghomon
Fe*'+ 1.+ H+ - Fe*' + LH
LOO + InH -+ In+ LOOH

Puc. 10.7. IlepekucHOE OKUCIICHHUE JIUTUI0B
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Tepermcu l
0 (:1;0\0 o 0(\IH R
11
D N e A N P
H l CH CH,
Ams nerunsn
R S R %
C
ey Wt
- 0 g H HMamnnBl{n H
T AT JYeT
Puc. 10.8. Iponykrs! 110JI
Pathological Xenobiotics
disorder R
+ / Free radicals
R.
Metabolic

processes \ AO)/
02-'$ OH; 102

—— > Antioxidants
reactive oxygen

/ species .
Oxidated \ Oxidated

. ids HQNYCOOH
.. amino aci
nucleic acids //‘ CH,
OH
Oxidated
nucleotides H,0,
O o-tyrosine
N
N
A:,TL >-OH
H)N N \ OH
8-hydrox -Ruanos'n — COOH
v 0}' 8 ne lipid peroxides =
. N TN="=R OH OH
OH OOH
A 8-isoprostane
(8-epi-PGF,)
thymidine glycol alkanes aldehydic
products

conjugated
dlenes / \

o,B-unsaturated

aldehydes
i n-aldehydes
L OH
o0 RO

malondialdehyde

trans-4-hydroxyalkenal
Puc. 10.9. Mapxkepsr [10J1
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CHy
HO
= CHy CHy CH,
| : : \J/l\
H G S0 T CH
3 CH3 3

CHy
Yitamin E
Tocopheral
— *+ RH
¢ w— TO-TOP

Puc. 10.10. ButramuH E 1 ero aHTHOKCHIAHTHOE JCHCTBHE

CHs Retinol (Vitamin A)

C
HC  CHs HeC k H
e N SN ‘3%
“r PETUHANb
C OH
HE‘Em /’EHa * .

|
j " T, L,
[.-'/}\‘-\._/"f:ﬁi Py Jx\&f% g

b S FeTMHoeBaA KMCNOoTa

Puc. 10.11. Butamuu A
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11. OHEHKA COCTOsSAHUSA OBMEHA BEJIKOB, ITPOTEOJIN3

3amMeHuMMbIe M He3aMEeHUMbI€ AMHUHOKH CJIOTHI

3aMeHHMBbIE He3ameHnumbie
AnaHuH I'myramar Apruaun*® JInzun
Acnaparux [Tponun Banun MetuonuH
Acnaprat Cepun Tuctuoun* Tpeonun
| BIZ00050G Tupozun N3oneiiux Tpunrodan
I'myramun Hucrenn Jleniunn DeHuNallaHuH
(umcTun)

* JacTUYHO 3aMEHHUMBIE

Kaaccnl nmporea3s

CepuHOBBIE TPOTEHHA3ZBI

Acn aparuHoOBbIC IIPOTCHUHA3LI

]_II/I CTCMHOBBIC ITPOTECUHA3LI

MerannonpoTenHasbl

Tabnuya 11.1

Tabnuya 11.2

[TuwesapumenvHbvlli COK

@ epM €H ThI

IIpoaykThl

HCl

HKenydounwiii [TencuHoren

COK

Hoooxcenyoounas
acenesa

ANANNANANNNBedkn

Iencun — j

Tpuncusoren » | pUIICUH

Kuweunwtii cox DHTepoKHHa3a

ITentugassl

Bonpmue nentuabl
VA YA YAVAN
XUMOTpUIICUH Or eH— X UMO TPUII CU H ~ l

— o

peanHune
nenTH bl

AN AN AN AN

|

VA VAN

AMHMHOKH CJIOTBI

Puc. 11.1. TlepeBapuBanue 6enkoB B XKKT
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Tabnuya 11.3
CnenunduyHocts nporeas

DHAONMENTHAA3LI

Mencun Iunponusyer menTuaHbIe CBS3H, 00pa3oBaHHBIE KapOOKCHUIBHBIMH TPYIIIa-
MU apOMaTHYECKUX aMUHOKHUCIIOT ((heH u THD)

Tpuncun Iunponusyer menTuaHbIe CBS3H, 00pa3oBaHHBIE KapOOKCHUIBHBIMH TPYIIIa-
MU OCHOBHBIX aMUHOKHCIIOT (JIU3 U apr)

XUMOTpUIICHH Iunponusyer menTuaHbIe CBS3H, 00pa3oBaHHBIE KapOOKCHUIBHBIMH TPYIIIa-
MU apOMaTHYECKUX aMUHOKHUCIIOT ((heH, TUD, TPH)

Juacraza lunponusyer menTuaHbIe CBS3H, 00pa3oBaHHBIE KapOOKCHUIBHBIMH TPYIIIa-

MU MaJICHBKUX au(aTHUYCKUX aMUHOKHCIIOT (TJIH, aia, cep)

IK30HMENTHAA3LI

KapOokcunentumaza A

OTmierisier HeRTpaIbHbIE aMIHOKHUCIOTHI OT C-KOHITA TIETHIOB

Kap6okcunentunasa B

OTIIeIIsieT OCHOBHBIE aMHUHOKHUCIOTEI OT C-KOHIIA MENTHI0B

YEMKEMTIH HOBTORHOE
HCIONEZ0BaHHE
e j . ¥LHEEHTHHA
npoTeacoMa a .
(PR
E 4 ¥
_'._'- 4 _.-':-_"- A —
9 ’\.,., _. & a I‘_‘-\ al | -
Senak BENOK, CEASAHHEI C L
; ~ NenTHakL
YEHMEHTHHGM
H a'k
QenokK B
npoTeacoMe
26s

Puc. 11.2. BHyTpUKJIETOUHBIN IPOTEOJIN3 OEIIKOB

12. BHYTPUKJETOYHBIIH OGMEH AMUHOKHUCJIOT

I R-CH-COOH R-ﬁ-COOH I
H2 O
TpancamuHasza
(vit Bg)
I R-ﬁ-COOH R-CH-COOH 11
O H2

Puc. 12.1. Peakuuu nepeamunupoBanus. CyMMapHasi peaxius

50



AnanuHoBas TpaHcamuHaza (AJIT)
AJIA + a-KT" [Tupysar + I'JTY

»
>

AcnaparuHoBas Tpancamutaza (ACT)
ACII + a-KT" Okcanoanerat + ['JIY

P »
< »

Puc. 12.2. TIpumepsl peakuuii nepeaMuHAPOBaHUS

HpﬂMOB A€3aMHUHHUPOBAHHE. Paznmuuaror YCThIPC OCHOBHBIX TUIIA JE3aMHUHUPYIOIUX peaKuHﬁ:

1. BoccTaHOBUTEIILHOS AC3aMHUHUPOBAH HUC:

R-CH-COOH + 2H—> R-CH2-COOH + NH3s
H2

2. Mmnponuruyeckoe Jae3aMUHUPOBAHUC:

R-(FH—COOH + H20 —» R—(FH—COOH+ NH3
NH2 OH

3. BHyTpuMOINeKysIpHOe Je3aMUHUPOBaHHUE:

R-CH-COOH ——» R-CH=CH-COOH + NH3
H2

4. OKuCIUTENbHOE Je3aMUHUPOBAHUE:
4A. Tlon neiicTBreM OKCHIa3:

R-CH-COOH OKCHAH R-lcl;-COOH
TS
Drnasun ®nasunH-H, H20
[ANH3
v
H202 02
Karanaza =0
COOH
H20 + 1/202

4b. OKucIUTENbHOE Je3aMUHUPOBAHKE IO ICUCTBUEM JCTHUIPOTEHA3:

OxuciauTenpHoe  J€3aMUHUPOBAHUE  TJIYTAMUHOBOM  KHCIOTBI €  00pa3oBaHUEM
O-KeTorJIyTapaTa U aMMHaka (IIyTaMatTIeruiporeHa3Has peaxkius):

Y + HAJIT € o-kerornyrapar + HAJJHH' + NH;

Puc. 12.3. Peakxunu 1e3aMUHUPOBAHUSA
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HenpsiMmoe nezaMuHUpOBaHHE — JBYXCTAaJUNHBIN IPOLECC YAAICHHUS aMUHOTPYNIBI U3 aMUHO-
KHCJIIOT.

A Kerorayrapar
MHMHOKHMCJIOTA
NH,
R--CH--COOH
HAJHH*
NH, 1 2
HAJ+
Keroxkuciaora
I'nmyramuHoBas KHCJOTA
R--C--COOH
O
1. Peakyusa nepeamuHupoeanus
2. 'nymamamoezuopozena3naa peaxyus
Puc. 12.4. Henpsamoe ne3zaMMHUPOBAHUE
—CH— ATO AJ1O+Du
H,N=CH—COOH s H,N-CH—COOH
¢H, NH, N~ - CH,
CH, |
(ITOOH [yTaMUHCHHTETAa3a CH,
CONH,

Puc. 12.5. Cunres riayramuHa

1. Cunre3 kapb6amougocdara (IpoucXoIUT B MUTOXOHIPUSIX):
O O
HCO; + NH;" + 2AT® + H,O —— H,N-C-O-P-O +2AJ]® + Oy
Kap6amomdocdat- |

cUHTeTasa- 1 O

2. OpHUTHHOBBII HUKJ MOYEBUHOOOPA30BAHHUS:
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MoueBuHa

Aprunasza

H,O

ApruHuH

AprusuHo-
CyKIIMHATIHAa3a

Kap6amoundocdar

OpHHUTHH {

OpHUTHH-KapOaMOuII
Tpancdepaza

V(DH

Hutpynnun

ApPruHMHO-CYKIIMHAT {k

Puc. 12.6. O6pazoBaHre MOYEBUHBI

-

CHyOH-100s

A
Tpwnroban
c0,
@FH*CH?—['}HE
NN NH,
Tpuntamun

CHy—CH—COOH
| | S

§-Oncurpantogan
co,
|
4 I JCHQ—THQ
|
Ceporonms

Acmnaprar + ATD

ApPruHMHO-CYKIIMHAT
CHUHTETa3a

AM®D + ODH

H
4 \”*CH?-TH—iC_D-dH
N

HO i

3.4-JlnoxcHpennnanammm
{10mA)

\-cog

HO
"/ J_O HQ"'GHQ
|
i Y
Dodawwm

Puc.12.7. Cunte3 TpuntraMuHa, CEpoOTOHMHA, JopaMHUHa
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co,

H,N—CH-COOH j H,N—CH,
|
CH, CH,
0, 0.
N— NJ
H H
rTMcTamMmuH
TMCTUAuUH

Puc. 12.8. Cuure3 ructaMuHa

e o B v Y p o
H{OOC :CH(NH,)-CH,~CH,~COOH — CH,(NH,)-CH,~CH,~COOH + CO,

Puc. 12.9. Cuures TAMK

11111

GHQ—GH—ODOH o)) HO HE (|3H CUQH Co,
|
HO HO
THPOZHH ﬂHuHinﬂwgng;)anauuu
HO GH2~OH9 n:u HO CH-OH  CHs
_* | Xy
NHT H CHQ—NHQ
AnoHCHEEHHAATHNAMHUH Hopagpenanks
(Bodamun)
HO ?H—OH
HO CHa-NH-CH3
Appenanuu

Puc. 12.10. Cuare3 KaTtexo0JIaMHHOB

54



13. XUMUSA HYKIIEMHOBbIX KUCJIOT

ITHPHMHTHHOEEIE
tﬁ kHa
2
@J{ﬁ, 2 S g
H H H
Ypauun T LyAToz 1M
u T C
| IYPHHOBHE |
M I
HINT 8 57y RIE RN
I e
ngﬂﬁﬁH 2 E
[y aHKH AOEHWH
G A

Puc. 13.1. A3oTUCTBIE OCHOBAHUS

J B 30KCIE EHOSMH

e HYKTECQS 1 [ —_

?—.-'J-.D = afeHKH .

5 .
{

@-o(;;g/

OH

Caxap = jesokcHprboss

H¥ENEOTIA 1

| |

JesokcragerosH-2'-pmaHodocdaT (o ARD0

Puc. 13.2. CTpoeHne HyKI€03UI0B U HYKJIICOTHUIOB
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Tabnuya 13.1

HOMeHKJIaTypa HYKJICO3U/10B U HYKJICOTH/10B

A30THCTOE OCHOBaHHE ( A}glliﬂlfzgz?a) Hyxkaeorua (nykiaeo3un + gocdar)
Ilypunol
AJIEHWH AJIEHO3UH* AJIEHO3UH monodochar (AMD)*;
mudochar (AAD);
tpudochar (ATD).
I'YAHUH I'VAHO3UH I'VAHO3UH monodochar (TMD),...
I'MITOKCAHTHUH NMHO3UH MHO3UH monodochar (MMD), ...
Tupumuounol
YPAIIWJI YPUAUH YPUMH monopochar (YMD), ...
HUTO3NH HUTUAWH HUTUAWH mouodochat (UMD), ...
TUMUH TUMUAUH (+xae3okcupubosa) | TUMUJINH monodochar (TMD), ...

* ecnm caxap ae3okcupu6oza — ne3okcuAJ[EHO3MH, nAMO.

MeperdHsA CTRYRETYpa JHE

I Konew,

1
i
HNﬁ“" Y

L |' TwramH
=
ﬂr:f’ M

Puc. 13.3. Ilepsuunas crpykrypa JHK
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Lok CHAMMET MM

FRonen 5 Kosen

EPOMOCOMA

F Koagen

Puc. 13.4 . Bropuunas ctpykrypa JJHK Puc. 13.5. Tlpumeps! Tpetnunoit ctpykTypsl JHK

AKLEMTOPHLIA
A FroHEL YACTOK
? ,——’—’—’—y
b

S HoHeL Fur

p‘;...

Fur A

i
J
i

=g o

AHTWUKOOOH"

Puc. 13.6. Bropuunas u tpetudnas ctpykrypa TPHK
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14. OBMEH HYKJUIEOITPOTEUMHOB

HykneonpoTeuHbl
Kenymnoxk, \
HykneunHoBble HCI Benku
KUCNOTbI N
JTHKasa, AN
PHKaza 12-nepctHas N
KHIIIKa Y
AMMUHOKNCNOTbI
OnuvroHykneotuabl !
Docghoouscmepasvl ;
MoHoHy EOTI/IAbI ----------------------- ; BCACBIBAHHME
Hyraeomuoaszvl e
(OfF -
HVKneosm:lbl
Hyxneoszuoaswi Hyxneos u0¢oc¢op unasel B knetke
H2O
nemHTosa neHTo3o-1-cpocdart
AsoTucTble AsoTucTtble
OCHOBaHuA OCHOBaHuA

Puc. 14.1. IlepeBapuBaHue U BCACbIBAHUE HYKJIEONIPOTENHOB B XKEITYJOYHO-KAIIEYHOM TPAKTE

NH2
N
>
\N -puGosa

ADeHOo3HH

HO
ALEHO3HH -
Ae3aMuHasa

N

]

WHoauH

N\

-puGosa

HaPO4 Hyxneoanagoc-

fpopunaasa
Pu6o3o-1-th
OH MO
N=
N H

FMnoHcaHTHH

k I N> HcanTuHoKcupasa
SN

O

HN AN

HQN)\

MNyano3suH

P .

HaPO4 Hyxneosuad
thopunasa

o

MyaHuu

Pu6oso-1-tb

HyO

NyaHwHaesa-
MHHasa

@4;}

HcaHntuu

H20+0'2

H2 02

HcaHTuH-
OHCHAa3a

*,E“>=

Mouesan HucnoTa

Puc. 14.2. Cxema pacnajia mypruHOB

N -puGoaza

oc-



AT® AJID

a Hykneosun — S=~—="" _ Hykieosuamonopocpar ----4 HTD
Hyxneosuoxunasa
0
0 W
=P —{—CH, “—P—{0—CH.
O—P—0—CH, . ., 0—P—0—CH,
AT + H R CIH I + AMO
|
oH OH OH OH
Pubozo-5-docdar Pocdopubozunnupadocdar (DRI
AzotHcToe
OCHOBaHHE
ODH
Hyxneosuamonodochar

Puc. 14.3. Ilytr NOBTOPHOTO MCIOJIb30BAaHUS a30TUCTHIX OCHOBAHHUI M HYKJICO3HJIOB

DPIID cunmemasa
Pun6oso-5-¢pocchar + ATG >  docchopubosunnupococdcar (PPMNP) + AMD

[H
DPID amuoompancgepaza
Mmy
dochopubosnnammH
Mmn__! __CO,

['MH—~—®opmun-Tr oK
Acn ™" MeTenun-Tr &K
v

Acn UHo3nHMoHodochaT (MMD)
T

Cunmemasa

rmo AT (HAIT')

roo+o,
ApeHunocykumHar KcanTosuHmoHodocdaT
Jluaza ATO nH
dymapar A+, Cunmema3a

AT¢ rIncb
T(D rfcb

ATD Mo

Puc. 14.4. De novo cuHTe3 IIypUHOBBIX HYKJIEOTHI0B
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Kapbamounpochamcunmemasa 11
nH + CO, + 2AT® > Kapb6amoundocdar + My + 2A0P + O,

Ag)” Acnapmamxapbomounmpancgepasza
H
Kap6amounacnaprart

H,O 4 Jlueuopoopomasa

OurugpoopoTart
HAL®

HAOHH «v 7T

OporTart

PPTI® é Docghopubosurmparncgepaza

oloN
OpqgmmanHmoHodoccaTt
COQ‘%

Jlexapbokcunasza

YM®D

v
YflCD
YTO
ATO, I'nH Cunmemasa
My >i

uTto

Puc. 14.5. De novo cuHTe3 NNPUMHIMHOBBIX HYKIIEOTHIOB

Pubonyrkneozuoougocgham-

H,O
pedykmasza 2
il —~ —  yao
(LA®) (auao)
(rAo) (aroo)
(AD) (0AL®)
TMO%KCMH TnopenoKcuH
SH SH §$—S
HAOOHH"
HAO®"
Tuopedokcumn-
pedykmasza

Puc. 14.6.06pazoBanue 1e30KCUPUOOHYKICOTHIOB
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Lao yoo

} }

,quCD ayao

AUM®
NH;/ Tumudunamcunmasa
aAYMo m » aATM® — ATOAP — ATTD
metuneH-TIr®K ArokK
Puc. 14.7. OOpa3oBaHue THMUIUIOBBIX HYKJICOTHIOB
15. MATPUYHBIE BUOCHUHTE3bI
Ly dq"""“‘""““l I"'_""-I'""“""\'"-\'-‘-I ar : e
; [;I;_afmtep MaTprma ] ! ﬂ-l
| | : | MaTprora

o

T

mpodocdar

ol g

Puc. 15.1. O6pazoBanue dochoamdpupnoii cBs3u nox nericreuem JJHK-nomumepassr
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3 PHE-npanuep

o

& ;
Mudupyoas ~ :

uens : Ve ; JHK-nonunepasza g
# i 5
YAMMHEHME MpaiMeps - Lk [+ 44 RPA-benku
JHE-nondmepasa g NS/ f @y~ (55B) N araaaa
¥naneHwe PHE-npalimepns - y ' J Y _,5
PHKasa H1 LY
" : 3 J "--..‘"
SAnONHEHME "Ge WK - by - | "
AHE-nonmepasa - ~Ta \ @ _
; B TN =, RPA-denku
C B SHME - i ) B vy (S58)

OHE-nmrazs i A \ A ' )
A PHK-npaitmep
Cncmaolias SN Vet i :
yens s \ | L
3« K JHK -nonuuepasza ¢

5 OHK-nonuuepazafi

Puc. 15.2. CxeMa periukaluy y 3yKapuoT

OBHapyxeHue gedekra &

Ny - <y Iy I
i

SHAOHYKNea3a 1 1 F1 F1 ]
I I O

SK30HYKIeasa 8 Y Y Y B
N O O B N I |

OHK-nonnmepasa &ﬂﬂ}j I o Y I |

[
1]

]
[l
[l
[l
]
i
[
[

N Y
ﬂ'H K-nurasa \\’_‘.\

Puc. 15.3. Dxcuu3noHHas penapanys HyKI€oTHI0B

[
11

0
0
0
0
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MpomoTop Cait  TepmMuHaLim
b,
e ___‘:H::::xi‘_“}c;: OHK

1 o TATA-bakTOp
-

o B [HK

| — PHK-nonumepasa

2

PHK-nonumepasa i(‘— PaKTOPB MHALMAaLIWMIK

T
}}-‘:}f__::‘-{____::’-{:-__}é:__

HT® —
3 PP '-——”";(-—— PaKTOpPbl ANOHFALMK
PHK-TpaHckpunT 5° ™~ - ==
e, //’ B
— " T s e
Noe OHK
, 5
4
o PaKTop TepMUHaLMK
PerynapHsie (pakTopbl «—— |_ .
npe-PHK | -+ PHK-nonumepasa
5NN G —
e o e T T == < [OHK
Puc. 15.4.. O6mmasi cxema TPaHCKPHITIIHH.
KD OHEI
HK \.\‘
»’-T 5t / i kL
— | o e I
s e
MpomoTop -1:__* I\ } g7
Hepoms: ( 4ETT TICATE-
PHE e FRITEE) OF ARG
IDIMEpaZa
Tpancumans,
KIYLDOSaRIE,
HOMUACERMIPOSaNIE
5 ¥
aPHK Wk F 11 | I*A_AAAAAAA
J N\ 100200 (4)
THIe THITY SHOTHE Il ma e FEIOE BT
F23II "xEocT"
Crnaticuns

| 3

5
uPHK (™ S N I S I‘:IAAAP.P.P.HAAA

Puc. 15.5. CoszpeBanue nuPHK.
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NH, - CH- COOH +AT® — % NH,- CH- CO~AMO® + 0O,
| |

R AMHWHOKHCJIOTA R AMHHOAIMJIAAEHIJIAT

+ TPHK

NH, - CH - CO~tPHK + AM®

|
R

Avunoanmia-TPHK

Puc. 15.6. Pexoraumus. Peakuuu katanusupyet amuHoanmi-TPHK-cuaTeraza (APCasza)

MentHaRIEHEH AMHEHCAANRHE
yacTow (P-sibe) yuacTox (A-site)
A
]
£ —— AUG GCC #PTE

Puc. 15.7. CobcTBeHHO TpaHcuauusa. MTHUIMUpYOMmMi KOMITIEKC
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NH, NH,
CHS—S—CHE—Cﬂz—gHﬂ CH
0=C 0=C

! !
| |

TPHE rTPHE

OH

TPHE TPHE

Puc. 15.8. CobctBenHo tpancisiusa. O0pa3oBaHue MENTUTHON CBS3H

Mentuwomn-
TpaHcchepaza

Puc. 15.9. O0mast cxeMma dIIOHTallii
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Peryasinusi OuocunTe3a 0esika B KileTKe

B orcyrcTBum nakTo3sl:

Perymarop Ilpomorop Oneparop

lac | P 0 lac Z lacY lac A
+ CTRPYKTVPHEIE TEHE
Penpeccop

Fenpeccap ceasveasmen ¢ anapamapant, FHE
ROMUMEPAIE HE MONCEM HAYAMY PPARCKPURLIL

B npucyrcTBun 1akTo3b! (M OTCYTCTBUU TIIFOKO3bI):
A kE

* -

o >

PHE
m IO JHMEPATa lac Z I lac Yy I lac A |
* Eemox + A D * * +
FPempeccop

TpaHCKpPIINEIA, TPaHCIAIEIA
o + 'S JarToza
o © o ©

HeakTHEHE I pelpeccop

Puc. 15.10. Cxema paboTsI lac-oniepoHa

16. METObI MOJEKYJIIPHOM BHOJOT AU

AAUT®

Puc. 16.1. 2’°,3’-JInne30KCUHYKICOTH T (MCTIONB3YeTCs i ocTaHOBKH cuHTe3a JIHK)
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AHanuavpyeman

BHOBECHMHTE3H-
poBaHHaa AHK

aa U

CHHTEZ NPOAOSEAETCA NOKA B UENL He
ECTPOATCA AMAE30KCHHYKIIEO T LI

b

Anekipohopes NPOAYKTOE B HUCX0AAUEM
HanNpaeneHu

NV TS

e e W W W
OcTAaHOBKA 38 CUYET BHNKIYEHWA
thparmenTa AWOE30KCH-
3
30 =3 raururTryr
29 == rauruTryr
28 == raururTruy
27 | raururr
26 =] raurur
25 == rauru
24 == raur
23 — rau 37a nocnenosa-
22 — ra TENLHOCTE HYKNE-
21 | | r OTHAODB KOMMOE-
5 meHTapHa OHK -
MaTpuLe

Puc. 16.2. Cxema cexBeHnupoBanusi o CaHKEpyY

JNeHarypaumn JHE W oTHur -.:'.-'!V\" W’
npaiMepoe wm‘““ npatineey W V.
AN
ol AN
{Tag-nonumepasza) \M spacn 2 NN
NN pcn 5

205500 /NS e AR
2 087 152 xomi Tt N NSNS

Puc. 16.3. Tlpuniun nonuMepasnoil uennoit peakuuu (I1L[P)
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Ao0aeneHue

paaMoaKTUBHOID
AnexTpochopes g 30HLa U
OGpaboTKa NPoGkI rene ayTopagmorpadma
JAHK ——
PECTPUKTAZaMH —_-\‘
I |
] I
I I
]
] —
d |

XX

1. JTIHK skcTparupyrot u3 00pa3ioB KPOBH, CIIEPMBbI HITH 2. 3arem JIHK paspesator Ha (pparMeHThI € TOMOLILIO
KOpHei Boioc pecTpuKTa3s

s ] s Y s Y s T

r—\._.,.- 4. C moMoIIpo TeX e TNIpUEMOB, KOTOPbIC UCIIOJIb3Y-
+

10TCs B OJI0T-aHam3e, pasaenennsie gpparments! JJHK
3. Pazpmensior dpparmentsr JIHK 1o ux pasmepy anekrpodo-  NEPEHOCAT C SIIEKTPOGpOperpaMMbl Ha HEHIIOHOBYIO

pEe30M B arapo3HoM reje MeMOpaHy
) Obpazey
Nepekia CEeMEHHOR Bropo#n
nopo3pe- HWHOKOCTH, noagape-
BAEMEIA OOHARYHMEH- BAEMBIA
[ HOH ¥ ¥ERTELI
—— ]
— ——1 1
s —— —
[———] 3
| —
[ —
= ]
| —
[ ———
5. BHocAT HecKONMbKO paanoakTUBHBIX 30HA0B 1 JJHK,
KOTOpBIE CBSA3BIBAIOTCS ¢ KOMIZIEMEHTapHOH 10CIe10Ba- P —

TENBHOCTHIO HYKJICOTUIOB Ha MeMOpaHe. M30bITOK 30H1a
CMBIBA€ETCS, ¥ Ha MEMOpaHy HakIaAbBatoT GoToriacTuiky. 6. CpaBHEHHE OTY4EHHBIX OJIOTOB

Puc. 16.5. DTanbl npoBeaeHus aHanu3a oTnedaTkoB naisiieB JJHK
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TEH R oyEaT [HK ¢
DERMCTERTHOCTH - TIITERECYI0 I TEHOR
E AHTHOIOTIESM TLIANIIIA

MECTA DSEEsAHITE SHO-
s ALY RSN - PRC TR TAZANT
(=)

Puc. 16.6. BcrpanBanue B mnazmuny ydactka JJHK

17. BHYTPUKJIETOYHASA U MEXKJIETOYHASA CUT'HAJIM3ALUSA

BHEKNETOUHBLIA
Peuentop fMIEHA  MareythLif perynatop
Mnaamartvdeckas — SKCNPEeCcCHMN reHoB
membpaHa - . T o ————
e . EP— y LUwnTozons

Benkv -nogmMocTkm C\ -, Benku- pe_;\

(scaffold) i

BudhyprauMoHHbIE <> Benkw-aganTtopbl

Genkun
e

Benku ycunuTenu 1

npeoﬁpaaoaaTenM | ManeHsKkne
I'TT T ; 1 g agel e il
‘T E X o o o

EGJ'IKP‘I - — - —— —p.— -
WHTEerpaTopbl 9 Benok-

SKOPb
‘—-c;:a

Benkn-mogynaTops B

ApepHas MeMGpaHa V nocpenHukn

l F-I.u.po

Benok- meeHb
AkTmeHblH reH

DNA ::
CHrHanbHbli pecnoHcUBHbIA ! _'Tpchxpunuusq
INeMEeHT ————

Puc. 17.1. TlpuHimn opranu3anuy CUTHAIBHBIX TTyTEH.
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Jgezomopue nymu otfmeﬁa CutHaaamMu
A, SHAOKPHUHHARA "
(a) Knaccuueckas g \ TpaxcnopTt 8 ®
3HOOKPUHHASA _ @ <) Kknetka no KpoBM V. _,QRT-\’
perynaums .. —i % — ! | ———> OTser
::ﬁ =) \- 4 @
) 8l \l{ne'rlca
| - MULLEHL
(b) HeiiposHaokpuHHas Tpaucnopt o @
perynsaums no KpoBM [ o \
% —=p | —j> OTBer
4 @ \\I{ne'rxa
MULLEHL
(c) AsToKpuHHas & @ _‘kli.ne‘rxa
perynaumns k& MHTepcTUuManbHas
Kugkoete > OTBer
y Y4 ~KneTka = KneTka
T = MULLEHL
(d) MapakpuHHas KneTka 28
BEYHZLE MHTepcTUuManbHas [ ®
i = .. AKOCTE — \ :‘> OTtset
™ ropmon 4 @ \ ey
(e) MakToKpUHHas JJ
perynauua FopmoHbI TpaHcnopT
B MONoOKe no kposu
. -
@ \
—_:>\\§A—_>r 9 ‘—_>0~rner
a @ \\I{ne'rxa
- MULLIEHE
— LA

MpenporopmMoH,

Puc.17.2. Tlytm oOMeHa CUTHAIAMH

CHrHaneHeln

Ha pubBocomax no nPHK cobupaetcs
npenporopmoH, CUrHaneHslA nenTug
nomoraert emy npotu 8 3MP

denmenTel IMP yaansoT curanbHeIn
nentng. OBpasyeTcs NporopmMoH

?i fporopMOH npoxoant na 3MNP B
annapat Monbaxun

CeKpeTopHble Ny3bipbKK cogepawume
NPOropmMoH K hepMeHTLl BCTpauearoT-
cA B annapat MNoneaxm 1 dhepmMmeHTbl
npeBpaLsaroT NporopMoH B ropMoH(bl)
1 AONOMHWUTENBHBLIE NenTuab!

AKTUBHbLIA rOpMoH

Mentunas! @ MporopmoH

CepeTopHbli
nyabipek

CurHan

MyTem sK30UMTO3a CepeTopHbLIe Ny-
3bIPLKN BLICBOBOMAAIOT rOPMOHLI BO
BHEKNETOYHOE NPOCTPaHCTBO

SJ /’ Mo cocygam ropMoH AoCTaBNAETCA K
c (6] OpraHaM-MULLEHSM

BHekneToqHoe
NpocTpaHcTBo

Puc. 17.3. Tlpumep cuHTE3a CUTHAJIOB, TOCTPOCHHBIX U3 AMHUHOKHCIIOT
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Curuan BHeknetouHan

HUOKOCTh
Jurana-saBucumble / \

MOHHLIE KaHansl O Lo ~7 WHTerpuHb!

HKopHbIA
G-6enok Dok

LinTockenet

'SJ‘BH:!HBEHHE nuraHaa | CeasbliBaHMe NMraHga BeizbizaeT CBA3LIBAHWE NUraHga  aKkTuBu- - CeA3biBaHue nuraHga Bbl-
bi3bIBaST OTHpH'FHE:! aKkTBMpoBaHue depmenTHoro  pyeT G-Benok, Npu yyacTuu KoTopora 3LIBAET W3IMEHEHWA B
‘Wnu 3akpeiTne KaHana  JomeHa peuenTopa Wik accoLyu- SKTMBMDYETCA EpPMEHT UMW OTKPLIBA- | LUMTOCKeneTe

i | POBaHHOMD ¢ PeLEnTopoM :ausuualﬂ‘.ﬂ KaHan .

Puc. 17.4. Knaccudukamnusi MeMOpaHHBIX PEIICIITOPOB

CwurHan sgepHoi nokanuaauwu Benku Tennoeoro Wwoka
P ——— Zn AkTUBaTOP TPaHCKPUNILWMK 90 Ka
“amf-lb' r* hsp -90
jR ctl ]
N= BapuaBenbHblit yuacTok ¢ .
HOMOLOGIES: 60 - 95% 65-75% 30 -60%
OHK-cBA3.
AdCTOK s
™ CTeponaHblit
rOpMOH
Curnan @
) TpaHcKpunuua
| I
PecnoHCHBHbIA
INeMeHT

Puc. 17.5. CTpoeHue siiepHbIX PEIEnTOPOB
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U cBsi3aHHBIE ¢ HUM MOJICKYJIbI

BHekneTo4Has KMOKOCTL

Peuentop Pe
uentop
BTopuyHbIA n

nocpeaHuk + ®

7 TMC penentop

Unrozon.

OTBET KNeTKu -MULIEeHN
aKkTMBUpoBaHue hepMeHTOR, YCUrneHme
CeKpeLuH, OTKPLITUE MOHHLIX KAHANoe U np

Puc. 17.6 Tlepenaua curnana yepe3 7-TMC perientopsl ¢ ydacTHEM aJCHUIATIINKIIA3HI

MNepBbIA NocpeaHuK BHekneTo4HasA KMAKOCTE

AKTHBHBIA
G-benok

opMOH

HeaktueHbIA

®oconunasa C AAk BTOpHYHBIA

Bropu4HEIA
Peuentop ® MOCRanMNE

ol )

g ¥

JHgonnasmaru4ecas
ceTk

Humoszons

Puc.17.7. llepenaua curnamna uepe3 7-TMC penentopsl ¢ yuactuem
¢dochomunazer C
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[IpuMepbl BTOPHUYHBIX NOCPEeJHHUKOB

NH,

HowmeH,
GoraTbilf

Lnc

TuposuH-
KMHAa3HbIW
OOMEH

l \> Ca?*
N H,
O C—C?
=
O«"/FI’ -
HO O
yrioe

H,
H,C—(CH,)n— cOo—0 —(1:
H,C—(CH,Jn—CO—0 —CH
HO—CH,

A

Puc.17.8. BropuuHble NIOCPEAHUKH B IEHCTBUU TOPMOHOB

1

—

3P

IomeH, nogobHbIn
VMMYHOTNOBYNMHY

HowmeH, nogoOHeIn
(PMBPOHEKTUHY

Tvna lll
_ Mnasmatu-

“Ueckasa Mem
Bbpana

' Lutosone

—
HHCyJ'II"IH OPH OPD

NOP-1 SpUTPONO3TUH

PPT
®P anutenunsa

cocyaos

Knaccobl peuenTopoB TMPO3NHKMHA3

Puc.17.9. Knaccel penentopoB THPO3UHKUHA3
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eM6paHa B

. e
{ { ‘. " KuHasbl

®PocdaTtasbl
Kneto4yHble MuweHu ®ncy

Ras-GAP

Rho-GRF

Puc. 17.10. OcHOBHBIE JOMEHBI, y4aCTBYIOIIME B nepeaade curnaioB ¢ 1-TMC penenitopos

18. BUOXUMMUSA I'OPMOHOB

m XAMHYECKaA NpUpoga)
| eneaa | AMWHBI

~__IMvnotanamyc Knactep HelpoHos | Mentuasl

Nokanwzauua

~{Hefiporunocpus  MpoaomkeHne Bicrrvi
, HeMpoHOB runoTanam
—ADEHOTUNODNS  yeo o i
3 '\;:-----éu.lmoan,u,Han ken. Xenesa AmMuHokMcnoTa
. MNapawurosuaHas XKeneaa MenTuasl
gad | i T~ Tumyc Kenesa Mentuabl
| v Iy . Cepaue |KneTHM MenTuael
/ ) e \\:“*:“e'-leHb KneTiu Mentuabl
| { \ THOKKT iKneTHM Mentuas
| ' u | .
" \““ﬁl‘lomenynowag HKenesa Mentuas
v Sl |
\“ﬁopa Haano4eyH. Xeneaa Crepounasl
& *Mogrosoii cnoit  Kenesa  AMMHOKUCTIOTI
| \  Haanodey H1Kos !
N M . Moum KneTku Mentuae
| ) Koxa KneTku 'Crepouasi
| | \
| FAIRMYY) ‘ HKenesbl MenTuasl 1
1 | AWYHUEM(KEH) B epaine
VAT AQMNOLMTI KneTkm Mentuapl
\ { )
::I B MnauexTa ‘}I{eneaa Crepougbl 1
' - nenTuasl

Puc 18.1. TopMOHBI 1 X XUMUYECKask CTPYKTypa
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TupeoTpohbl

f’(in===la=u9‘\‘
y Tpn (+) ComaToc'r(-}‘\

'
1]
TTFap WPHK !
~Cend

TTr(+)

|

‘ ’

L) ’
. s,
~ s

-~ -
~ TopMOHBI -~
>, WMTOB.)Kenesbl

-

s,
,
’

TTlap

-

-y
-

1
L]
]
L]
L]
1
]
1
]
]
]
I
r
r

TTr

Cerpeuusa TTT ctumynupyerca tuponubepuuom u topmosures T3 u T4 no npusumny
oBpaTHoU cBA3N.

Puc.18.2. Tlpumep MexaHu3Ma JICUCTBUS TOPMOHA runoTtaiamyca ¢ yuactueMm 7 TMC penentopoB
(dpochomumaza C)

AjeHornnogpuns

Amr KneTku ny4YKoBOM UNU CeTHaTOU 30HBbI
(KkopmukomponuH) [ ~ )

Mecto MMnodus kopTKoTpodbI
poXAeHUA
Xvmuyeckas Monunentna 39 ammMHOKMCNOT 4
npupoaa Cmuw@—rEenKu-CD 1

(AY M
BuocuHTes U3 MOMK AT® . WPHK

‘GS f
TpaHcnopT no PacteBopum B BOAE —g) cronbuRoTs!
KpoBu .KTI;> XC Hesa -

e Mutoxouapua /
OpraH-muweHs  Hapgnove4yHuku
Peuentop 7 TMC Gs 6enok 5 J
HeEHONOH
CUrHanbHbIN Al > ,/
L AL (S C‘/’)Fnagxan 3C
Bpems 25-30 muH L
"
nonypacnaaa k _J
Y
MnokokopTHKOMALI AHpporeHsi

KpoBb

Puc.18.3. Ilpumep netictBus ropMoHa runodusa ¢ yaactuem 7 TMC penentopoB
(ameHmIIaTIIMKITA3a)
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NH, NH,
Peuentop
Fpocta B

COOH COOH COOH

m JAK2 JAK2
7 ™
~ | uPHK
& sappo
v A;SQQ> [ﬂisnﬁ STAT |
g WPHK | (h g s S

JAKZ = Janus kmHasza(yutosorbHas TUPO3UMHKMHAaza)

STAT = Signal transducer and activators of transcription

Puc.18.4. Tllpumep nerictBusi ropmona runodmusa (ropmoH pocta) ¢ yaactuem 1 TMC penentopa ¢
ACCOIMMPOBHHBIMH THPO3MHKUHA3AMH

@ WHCynuH [moKo3a
-cyBLenMHILa O
B-cybrenHuua \v

Pld,5-P, —> PI3 4.5P; ﬂe \

PDK
GLUT4  [revnag

'L containing
vesicles G6-P

\
S

l T ImukoreH
\\\ Cross-talk
AOPO h (P)

8
LY
\.

[P D

\\ PocT nponudepauus MeTaBonuueckui sddexT /J

R-uHcynuHa

MAIT e =
KMHAa3el ¥

Puc.18.5. OcHoBHbIe MexaHu3MbI nericTBus nHCyauHA (1 TMC penentop ¢ THpO3WHKUHA3HOW aK-
TUBHOCTBIO)
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ApneHorunocu

CHwxenue Na

Crtpecc

M'notanamyc
) = opTUKONUG.
( N

oo XonecTtepon nosbiwenve K B kposn
HO * <
’ CHuxenue V J
KPOBM U /unun -
[nasnexHus
Kny6o4ykoBas 30Ha o
P450ssc (CYE
l A Mouku
MutoxoHap. IIperHeHOAOH
l 3(-DH
\'".isomerase Cepau
PeHuH
IIpo g}‘sgcl?‘,?ﬂ Kackan
) . obpasoBaHus
3C " PTHKOCTEPOH X Na-ypeTuueckue
P450c11 Mpsimon AHMOTEH3MH Il nenTuabl Npeacepaui
CTUM 5 g
MuUTOXOHAPUM KopTrKocTepon sdper 28 Wenbromouss
apdpexr
Anbpocrepou .
Tonbko B B Lo vasnoucumad
Kkny6oukoBon CH;OH & o
30He 3 G=0 MoBbiweHue cekpeuun

anbpocTepoHa
u,c

MuweHb-
= / 3NUTENUN KaHanbues

AﬂbAOCTepOH MogbiweHue peadeopbumm MosbiweHve obbema u apT.
Na 1 BoAbI 1 BblAENEHUT— nagneHns
Kanus

Puc.18.6. Ilpumepsl cuHTE3a U IEHCTBHSI MUHEPATTOKOPTHUKOUIOB (IIUTO30IBHBIN PEIEIITOP)

P

MCT8

RXR-TR
[eTepoaumep

TR
Fomoaumep

a/a
/| RXR (ct/p/y )/ TR
o @ ﬁﬁ RXR %2;%5&3
44 DNA \\jf\\jf\\/f\\/f\\ﬁ\//\\/]
AOPO
_J 5'—.;1-31.10;3,33% @@ \ﬂ@
=
Tas
A . benok -— mPHKd—/
OATF'IC'I : |'_‘
. _/”l

Puc.18.7. llpumepsl cunTe3a u aeictBus T3 (SAepHBIN penenTop)
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HAJ®H-H+; 02

T'emorinoOnn

But. C; mur. Py,

T'CMOKCHUI'CHa3a

Henpsimoii Ounnpyoun

['mobun
> Bepnorno6un <
Fe

19. BUOXUMUSA IEYEHHN

Puc. 19.1. Pactiax remoriioonua

CrepkoOnauH

IIpsimoii OuaMpyouH

IIOKYpPOHOBas

Me306uaup yOMH

CTepKoOHJIUHOTeH

2 YI®-L110KypoHoBasi K-Ta

s

HAJDH-H+

bunusepaun —— > bunupyoun
OWIMBEpANHPEYKTa3a

2 IIIOKYPOHOBAs K-Ta

Puc. 19.2. Metaboau3M XKETIHBIX TATMEHTOB

Tabnuya 19.1
Kesynbie nUrMeHTsl B AU GepeHunaNIbHOH JHATHOCTHKE KEJITYX»

Keaunnie Kposnb Moua Kan
murMeHTsl| [Ipsimoii [ Henpsimoii| ITpsimoii Henpsimoii Crepio- | Ypoou-|Crepko-
Ouupy- | Oumaupy- | Omaupy-| Omampy- C— i | G
Buabl kearyx OuH OuH OuH OuH
Hopma + + _ _ + _ +
I'emomuTHueckas
— + " — — i — i
[TapenxumaTo3nas
KeJTyxa 1 f i - 5 il -
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OO6TyparnmonHas
KENTyxa

111 1 + — — | -

1
. Cykuunun ~ SKoA + FJ‘II/IIII/IHTV d-AmuHoneByauHOBas kuciora (6-AJIK)

KoA — SH + CO,

1 = d-AmunoneBynunarcunrasa (0-AJIC); Be

II. 2 5-AJIK \ » [lopdobununoren ( I1BI')

2H,0

2 = d-AmuHoneBynuHataeruaparasa (0-AJI)
. 40er --------- + [IpoTonopdupun IX (ITI1 IX) uepes psia mpoMexKyTOUHBI CTaUI

IV. I IX + Fe** 3 » I'em
BUT. Blz;Cu2+

3 =T'emcunTasa (peppoxenarasa)

Puc. 19.3. Dramsl cuHTE3a TEMMA

20. TEMOCTA3. CUCTEMA CBEPTBIBAHHSI KPOBH

CUCTEMA CBEPTBIBAHUSI KPOBH

— ~

CaépThiBarolas [IpoTuBOCBEpTHIBatOLIAs
(reMokoarynsiiuOHHAas) cucTeMa (anTUTpOMOOTHUECKAS) CUCTEMA
AHTHKOAryJIsIHTHasl CUCTEMaA OuUOpUHOIUTHYECKAS CUCTEMA

Puc. 20.1. Cuctema cBEPTHIBAHUS KPOBH
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BHYTPEHHMM TYTHh CBEPTBIBAHUS KPOBU BHEIIHWIA IYTHh CBEPTHIBAHUS KPOBHU

Konmaxm ¢ anomanvnoii nogepxnocmoio .1
Konnazen, nosepxnocms akmusuposarnnozco mpomboyuma (P3) Hospescoenue mxanu \/_
I Trkaneswii mpomoonracmun  ¢.I11a
¢.XII >, X1la (TkaHeBBII pakTop)

BMK — IIpexammkpens d.VII —— Ca**
il
b.XI G.Xla -7 P-Vila
P3 Pt a
) Tenasza
b.IX > §.IXa/Py/Ca’/ ¢.VIIa  .X
®ubpunoreH (P.I)
szoTpOM6I/IHaSa | (Ar02B:B572)
. P;/Ca’/d.Va/ . Xa
[IporpomOuH (Pp.1I) —» TpomoOun (¢.I11a)
2A,2B
E DubpuH-MOHOMED
(02P2v2)
i (POMK)
i @-XHI{ Oubpun S
------ Ca2+
¢.XIIla ‘,l
OubpuH |
Puc. 20.2. CépThIBalomas cucTeMa KpoBu
o Py . co, v COO"
~HN-CH-CH,-CH,-COO > ~HN-CH-CH»-CH _
| Buramuu K COO-
—CO —CO
Ocrarok L-rimyramara Ocrarok L-y-kapbokcuriyramara

Puc. 20.3. Ponp BuTamuna K B reMokoarymisinuu
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AR AL ITnasmMmubaOTEH
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s |& AKTHBATOPBI IIIA3MHHOreHA NHruduropel akTuBaTOpa MJIAa3MHHOICHA
H X (ITAN)
E |A
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H |u Tkanesbiil aktuBaTop (TAII) HHAH-1
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KHUH
poiiHasa > [TAU-3
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—>
H | M [Iporennst C u (S)
v |E
. AKTHBaATOPHI IUIA3MHUHOT€HA
P |aA KIIETOK KPOBH > HNHruouTopsl CBA3LIBAHUA ¢ (PpUOPHUHOM
E |H .
AXTUBHpYEMBIN TPOMOMHOM UHTUOUTOP
aly ®akrop Xlla
H |3 p ¢dudbprHOIIM3a
(M q
i Kamnukpenn .
CrpentokuHasa
5 Cra¢unokuHasza
K |M } —>
3 |E PexomOunantuerit TAII —®|
o |Xx
r [a YpokuHaza | NHruduTopsl nia3MmmuHa
E H v
H (1 O2-AHTHUIUTA3MUH
H |3 ILnazmun
bl | M l or-MakpornoOyinna
51
ou-IIpoTenHaszHpIil MHHTUOUTOD
Oubdpun
(0L.1-AHTUTPUIICUH)
[lepBuuHbIE TPOAYKTHI / l

nerpanganuu GudpuHa

4
(panHME) l \
A

Broprunsle npoayKThl
nerpanganuu GudpuHa
(mo3aHME)

Puc. 20.4. Tlna3muHOBasg cucreMa
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21. BUOXUMMUSA ITIUTAHUSA

CH,OH CH,OH CH,OH
N o G H OH H OH
o h ; " A Z\
o, K H @ K M g K o. | i Ag!
OH H OH H OH H &) ‘\_o/' o
H H H ! ]
CH,OH CH,OH
H OH H OH H OH LlennoBuoza

Puc. 21.1. llenmrono3a - IMHEHHBIN MTOJIMMEP TIJIFOKO3HBIX OCTATKOB, COEAMHEHHBIX
B-1,4-rmMKO3UTHOM CBS3BIO

MGHDMprI remMuuenntonos

H CH,OH
H O H O
OcToB H H, OH H  oudH,0H
OH H OH
HO HO
H OH H H H OH
D-kcunoza D-maHHoza D ranakTtosza
H CH,OH
gH H, OH
BokoBble H
L||9|'||r"! H OH H OH H OH
L-apabuHoza 4-O-metun-D-rnokyporoeas D ranakTtosa

Puc. 21.2. Temuniemnrono3a — reTeporeHHas rpyria noJincaxapuaoB

Q (8] O O
MekTuHbI I I [ 1
C—OCH; C—OH C—OH C—OCH,
(9, Q O 8]
-~
OH = OH = OH & OH =
OH OH OH OH

Puc. 21.3. TlexTuHbI - Hepa3BETBIEHHAS 11€T1b CBSI3aHHBIX OCTAaTKOB 1,4-D-ranakTypoHOBOM Ku-
cioThl. BOKOBBIE TIeTIH colepKaT paMHO3Y, apabuHO3Y, KCHIIO3Y U (PYKO3Y.

KoMnoHeHThl MMTHUHOB
OCH;, OCH,4

HO. HO. HO.

CH=CHCH,OH CH-0 CH=CHCH,OH CH=CHCH-,OH
Trans-coniferyl Trans-sinapyl Trans-p-coumaryl

D 2005 Wadsworth - Thomson

Puc. 21.4. Jluraunel — pa3BeTBICHHBIN MTOJMMEP, COCTOSIINN U3 (HEHOJIOB
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A X X
ApaBMHCKaH KaNMBAn - paMHonpaHosa unm

—GALP—GALP—GALP—GALP— apabuHodypaHosa
i L GALP-ranaktonupaHosa
"(_(""\l"[ x_("'\l"[ GA-rnioKypoHoBas Kucnota
L;l,-\ C ;l,-\

X X

Puc. 21.5. CtpyxTypa Kameau

He3zaMeHuMble 3aMeHUMble
1 AnaHuH
ApruHvH
McTnaut g

AcnaparuH
UzonenuunH Acnaprtat
NeiuwH Uucrtenn 2
Nnsuu

Cnyrtamar
MeTUOHUH

rnyramuH
deHunanaHuH FMUUUH
TpeoHuH MponuH
TpunTtodpaH
BanwuH

3
Il Tonbko Bo BpemA bbiCcTporo pocTa
Pl OOpasyeTcs U3 METUOHWMHE MULLK
kM OOpasyeTcqa U3 heHunanadnHa nuLLm

Puc. 21.6. IIpoTenHOreHHbIE aMUHOKHUCIIOTHI

I, Ana, Iuc, ——Tlupysar +— Aneroaue- __ | Jhm,
Cep, Tpe, Tpu . -KoA Jleii
Jleii, Wite, Men, Auetisi-KoA
Tup, Tpu é
Actt, Ach Oxkcano Iurpar [0
arerat ﬂ Ipo
Apr
Tu = - P
o P, —’CDyMapaT O—KeTo D I'uc
eH N rryrapat
Coamgrkon b
-Ko
(. __ | Ane
[pormonmin-KoA Mer
Ban

Puc. 21.7. I'moKOTeHHbIE Y KETOT€HHbIE aMUHOKHUCIIOTHI
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@ 2005 Wadsworth - Thomsaon

Kpaxman

M3omankTaza

M3omankTo3a 1
(- pekcTpuHasa)
“-gMuna3sa =

ManeTo3a
ManbTasa

MansToTpro3a

Caxapasa
Caxaposa P opykrosat [0 ]
IakTtos3a Loict Fanaktosa+ [ GRE]
MarsbsTo3a > 2

Puc. 21.8. TlepeBapuBanue yrieBoA0B MHIIHA

Fnroko3a kpoBu (Mr/100mn)

(a) rmoko3sa
— (cTangapT)

(b) HU3kMM rnukemmyecknmn
MHAOEKC

(c) YpoBeHb HaTowwak

=1

[ | I I I I |
0 1 2
T yachl
MpueM rntoko3bl Fig. 4-9, p. 83

Puc. 21.9. TlumeBast IEHHOCTH YIJIEBOJIOB

OneunHoBas kucnoTa (uuc-opma)
OnewnHoBasna kucnoTa (TpaHc-dopma)

Puc. 21.10. IIpocTpancTBEeHHAs! CTPYKTYpa KHUPHBIX KUCJIOT MMUIITA
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{ImMera-0 HHPHEIE KHCJI0 TEI

11 3 L ]
N P e |
Ho2 4 ¢ o — - - - —i—H
NuUHONEBaA KMCNOTA C18:2
H
11 3 i
H-C o
Ho2 o4 & — — — bo-n
ApaXuBOHOBAA KACNOTA Czo4
OMETA-Z2KHPHEBIE KHCIIOT BI
H 2 ]
H —élf{ﬁ\_ — — e g
HoF NUHONEHOBAA KMCNOTA 1453
H 2 o
H—:‘I:1 — — — — — do—n
H DHKDTaneHTaeHoBaA kMcnora C2005
]
H 2
H_‘]I-H 3_ — — — — — IE!—EI—H
H JoKozareKcaeHoBaA KMcNnota CZ2%6

Puc. 21.11. TlonvHeHachIIEHHBIE KUPHbIE KUCIOThI

NH,
AT®: J
ageHo3uH TpudocdaT LY O OH o
o CHZ—O—ﬁ—O—ﬁ’—O—ﬁ’—OH
o}
OGuee cogepxaHne ATO+AND ~10r
CyTouHbIh 060poT AT ~ Becy Tena OH OH
(~ 70 kr)
peakuum,
KaTanusup.
¢epm-Tamu
36%

Ucnonb3oBaHue AT® B

COCTOAHUW NMOKoSA HaTp-BbIN
Hacoc
22%
MbILEYHOoe
COKpauy-ue
V)
1% KanbLu1eB.
6uocuHTe3
6enka Hacoc .
0,
21% 10% %‘\

Puc. 21.12. Pacxon sueprun ATO
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PeanbHas n xenartenbHas nponopuusa 3Heprmm n3 pas3rinvyHbIX meTabo-
JIN4YeCKNX NCTOYHUKOB

protein  alcohol PeanbHas

15% 3%

carbohydrate
42%

fat
40%

protein  alcohol XenatenbHasn
15% 0%

carbohydrate

fat 55%

30%

[ns cHUXeHUsi [OoNN Xupa crefoBarno 6bl CHA3UTbL KONIMYECTBO NOTPeGnsAeMbIX
HacblwWweHHbIX nunuaoB ¢ 17% ao 10% ; yBenuunuTb OO0 YrieBOAOB crieaoBasno
Okl 23 cYeT NOBLILLEHUA AOMNU KbaXMana U CHUXeHus - caxaba

Puc. 21.13. Bxitag KOMIOHEHTOB MHUILHU B Y3HEProoOecreyeHrne opranu3ma

AAnnNoumnT (NONHbIN)

Y
NenTuH

L
Peuentop
Ansa nenTMHa

= E N
HeipoHbl cMMNaTUYec- CHuxeHue CMHTe3a

KOW HEPBHOW CUCTEMbI  HejiponenTuna Y

B3 -anpeue{)ruqec-

N CHuXeHue noTpeo-
KWW peiuerlrop

NeHusa NULWK
¥
#pasoﬁmammero Denka

Puc. 21.14. Mexanusm IeUCTBUS JIENTHHA

Brain_
Q Pituitary

Py I
V-

@ Appetite

| Ghrelin ® GH release

i
Growth‘lfk)rmone

® Cardiovascular
system

@ Metabolic
system

Puc. 21.15. [leiicTBue rpenuHa B OpraHu3Me
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I'moxosa
OH D OC{HOPHITHP OB aHHEIE
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N
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TP aHCHem o 3

.
desuoposetn 7R g

cmb a-rwemozny-

Pl vapam dezudpo-
2eHa3d
XO-]-[[-[[-I

Puc. 21.16. Butamun B,

e e fi

CH—'L,H ILI“H-C‘ H20H

OH OH OH
R R
| . H | H
\ \ N N O N N (9]
H,C H,C NH <« H,C NH
N Y I N
H ; H H
(@] O
OKMCNEeHHOE W30ANNOKCa3uHOBOE CeMHUXWHOH BoccTaHoBReHHOe W30ANMOKCAZMHOBO
konsuo(Tak 8 ®MH u ®A[T) koneuyo (PAQHZ 1 ®MHH2)

Puc. 21.17. Butamun B,

Z \—CONH, CONH, & COOH = CONH,
" ‘ +H+ 2 = | ‘ | |
N N NS N
I|{ HukoTuHoBas kucnota AMM,Q HUKOTUHOBOW KUCNOTbI
HAL+ HAOH

Puc. 21.18. Buramuu PP

87



g

O\ /H
CH,OH g CH,
HOH;C%IOH HOHﬁﬁOH HOH;«{‘TOH
Xt CH; ut CH;4 xt CH;
N N ¢ N
H H H
MupnaokcuH(MH) Mupunaokcans (1) MupungokcamuH(MM)
NH,
o_ _H |
O CH,OH 0 [ 5 o) CH,
I [ I
"O—T—O—Hﬁ /’l OH 'O—T—O—H£ /’| OH “O—T—O—Hﬁ f’l OH
o \i:I CH;4 o \I:! CH; o \Ttl CH;,4
H

MMpUOOKCUH qboc%aT(l'lHCD) [Mupugokcane ¢oc¢g?(ﬂﬂ¢) MupraokcamuH dbochat(MMP)

Puc. 21.19. BuramuH Bg

O
N_ _N ~
H,N—Z 1Y 8> C—OH
| 9 10 O |
N2 5 4CH,+N C——N—CH
N | H | B
OH : : CIZHz
1 |
| I |~
I |
| | NOH
| :
MrTepuagvH | MABK rny
I

n-ammvHobeH3olHas
KucnoTa

(2-NH,-4-OH-6-CH, nTepmt)

[MTepoeBas KMcnoTa

donuvesasn KMucnoTa
NTEPOUITMOHOMYTAMWHOBAA KMCOTA

5-hopMUMUHOTT @ —HC=NH—
5,10-metennnTl ¢ =CH—
5,10-metuneHT —CHy,—
5-meTunTr @ —CH;

Puc. 21.20. Butamun B,
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N
NH & |
|i \\N =
HO
. ~ch o CHs

Ho™T g o
H H

e ] ILTTIEN

Burtamun B,

5-MeTun
o o
MeTHoHUH

MeTUOHWH \ /‘
CUHTa3a > CUHTasa

—kobanaMuH

—MetunkobanamuH

lomoumncTenH MeTUoHWUH
MeTuoHUH

\ / MeTWOoHWH
cUHTa3a » CWHTasa

—kKobanamuH

—MeTunkobanamuH

© 2008 Wadswarm - Tromesn

Puc. 21.21. Butamus By,
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22. BOOHO-MHUHEPAJIbHbII OGMEH

Bopa B opranusmMe B3pOoCiIoro 4eioBeKa COCTABIISCT
60 % (50-70 %) ot Beca Tena

/

Boaa BHYTPHUKJIETOYHOM KUIKOCTH — Bojaa BHeKJ1€eTOYHOM KHUIKOCTH —
33 % (30-40 %) 27 % (20-30 %)
DKCTpaBa3aibHas TpaucuemonspHas
KUIKOCTL — 19-20 % KUIKOCTB — 1-3 %
WNHTpaBazanbHas
Kunkocth coenu- KHUIKOCTD — 5-7 Y%

HUTCJIBHBIX TKa-
Heii — 8-10 % .

Kupakocts kpo-

HNuTepcTunmanbHas BEHOCHBIX COCY- gﬁiﬁ;ﬁ; ng\;:
skuakocTs — 10-12 % noB —4-5 %
cynoB — 1-2 %

Puc. 22.]1. Pacnpenenenue BoAbI B OpPraHu3Me

Puc. 22.2. Na'/ K'-AT®a3a (a) u eé cnetmduueckuii HHru6uTOp yadaus (6)
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Bonnsbrit kanan

MemoOpana

MemOpana

Puc. 22.3. Tpancnopt Bobl 4yepe3 MeMOpaHy MpHU y4aCTUU aKBAIIOPHUHOB

. - "
K
./ T'unomanamyc
AZIpeHOr1I0Mepy/I0TPONHH (Hetpoecunogpus)
1 Ba3zonpeccun
\

Anba0CTEPOH

~
Peabcop6ims Na* Anruorensus II

H ‘ EEEER -m ; ......... . ~
---------- Aneuomenzunnpespawarouyuti

Gepmenm

.t

skekperms K (H)

Anarnorensud [

2nomepy-
JAPHLLU
annapam

v
Peabcopbuus H,O

Penun T

AHTUOTEH3UHOT'€H

Puc. 22.4. Perynsauus BOAHO-3JIEKTPOJIUTHOIO 0OMeHa
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Fe** Fe¥

lNnasva kposu TpancdeppuH

Fe Fe Fe Fe

VL S-S

/

Fe Fe FeFe

HeremunHogoe
weneso

lMpoceem KuweyHuka Fe® =~ uHTerpuu
Fe® (dpepponopuH)

Puc. 22.5. Tpancnopt u 1enNOHUPOBAHKE JKeJe3a

Fe™
e
( [ Fe-- Fe**"\) ~ ®epputnH

Fe"
Fe"’/\ /

deppUTUHKMHA3A

Fe?* » Fe3*
LlepynonnasmuH
(Peppokcngasa l)

Puc. 22.6. Yuactue niepysnormiasMruaa B METa00IM3Me xKese3a
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23. BUOXUMMS MBIIIEYHBIX TKAHEM

T OoHKHe TOoNCThHIC
I_]I.I'IH I ———— I_]I.I'IH

I axpick A MHCEK I axick

Puc. 23.1. Ctpykrypa capkomepa

[lonoBka
&—ATO

———Jlerkue uenu
Lles 5\_!,/

Puc. 23.2. CxemaTn4ecKoe CTPOCHHUE MOJICKYJIbl MUO3UHA

G-aAKTHH

g

G-aKTHH

Puc. 23.3. Ctpykrypa F-aktnna
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Tpono

wesgmer | PONIOMHO3HH D) Tpono ® Tpono 0
HHH-

HuH-1 uun-C

Q .MuHOMepm F-akrtuna (G-aktun)

Tponomuosui
Tponounn

Puc. 23.4. Cxematndeckoe n300pa)K€HUE PACIIOJIOKEHUS OCIIKOB B TOHKUX HUTSIX CapKoMepa

24. BUOXUMMUS COEJJUHUTEJbHBIX TKAHEN
(MOJIEKYJIbl BHEKJIETOYHOI'O MATPUKCA)

cod® H-OH
H 0— I'manyponar:
0 coctout u3 D-rimokyponara + I'moNA
H H7, H H Casi3b B(1, 3)
OH H HNCOCH-

H
Jdepmarancyiabpar:
-] 0—
00 0 coctouT U3 L-unyponara (4actuyHo cyiabpupoBaH) +
H H/H l'anNAn-4-cynsdar
Cea3b (1, 3)
H OH H HNCOCH;
cod” Xonapoutun-4- u 6-cyabdarbi:
i coctost u3 D-rimtokyponarta + [N'anNAu-4- wim 6-
cynbdara
H B/ Cessb B(1, 3)
H OH (na pucynke ['anN A1 4-cynbdar)
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“0,S0CH, I'emapun u renapancyiabdarbi:

coctosT u3 D-rimtokypoHat -2-cynbsdara (Uiu uaypo-

cod”
H
H H 0
[ -]
2 0S04

i Hat-2-cynbdara) + N-cynbho-D-riaroko3aMun-6-
H HA g— cynbdara
° Ces3b a1, 4) (renapanbl MeHee Cyab(UPOBaHbI, YEM
H  HNSO: rerapuHbl)
L)
CH-OH 0:S0CH,
d O— Keparancyabdarsi:
0 cocTosT U3 rajgaktossl + ['moNAn-6-cynbdara
H/H H o H/h Casi3b B(1, 4)

H oH H HNCOCH;

Puc. 24.1. CTpykTypa TJIMKO3aMHUHOTJINKAaHOB

MwanypoHOBas KWCNOTA
i T - |

MHANYPOHOBEAA KKWCNOTA

Mot Genod™ 1y yoney
KapaTan ]
CynmsdaT
_ 1 a E
LTS T
==
F-F’F}E‘EHH S 7l CaRIuBanum

Koposwin Genok  pnwrocaxapug

Puc. 24.2. CtpoeHue riaBHOro MpOTEOrINKaHa XpsIIeBOl TKaHU — arpeKaHa

Tabnuya 24.1
IIpencraBuTe/ i MPOTEOTJITHKAHOB

Tun Yucao
Haszpanue MM xoposo- 'AT'- 'AT'- Jlokanuszanus DyHKUHUsA
ro 0eaxa . .
uemnei uenei
Arpekan 210k/la | XJIC, KC 130 | Xpsm OmnopHast
Krnerounas mo-
berarnukan 36 k/la XIC, AC 1 BEepXHOCTh; MaT-  |Ces3biBaeT TGF-b
pHUKC
Texopus 40 xJTa XJIC, JIC 1 [upoko pacnpo- |CesizbiBaeT HUOPUILIBI KOJLIA-
P ’ CTpaHeH rena tuna [ u TGF-b
CrpykrypHas u QuiIbTpyromas
ITepnekan 600 x/la rc 2-15 ]65a3anLHa;1 MEM™ | pyHKIHM B Ga3anbHOIl MeM-
paHa 6
paHe
Cexkperopusbie my- |[lomoraer ynakoBbIBaTh U Xpa-
Cepraunun 20 x/la XAC, AC| 10-15 (3bIpbKu Jiefikonn- |HUTH CEKPETHPYEMbIE MOJIEKY-
TOB Bl
DuOpobmact; Mo~ g o opay aJIre3Msl; CBA3BIBAET
Cunnekan-1 32 k/la XIC, I'C 1-3  |BepXHOCTH dIIUTE- OPD ’
TSt

Ipumeuanue: XJIC — xonnmpoutuncynbpar, 'C — renapancynedar, JJC — nepmarancynsgpat, PO —

¢akrop pocra pudpodaacror, TGF-b — tpanchopmupyrommii hakTop pocta.
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Tabnuya 24.2
XapakTepucTHKA KOJJIATCeHOB

Tun kosiaresa | JlnuHa BOJIOKHA CocrtaB Brigesen

Tun I 300 am [ou(D)]20(T) N3 koctu, poroBullbl, AEHTHHA, Kia-
TIaHOB CEpJIla, CTEHKH MaTKU

Tun II 300 am [ou(TD)]3 W3 ruaJMHOBOrO Xpsila, CTEKJIOBUI-
HOTO Tena

T 11T 300 am [ou(TID)]; W3 nepmbl, Ki1anaHoB cepana, A€CHbI

Tun IV 390 um [a,(IV)]5 W3 Ga3anbHBIX MeMOpaH

Tun V 300 um [a1(V)]202(V) | M3 KOCTH, pOroBHIIBI, OONBIINX COCY-
JIOB, KJIalIaHOB CepAlla

Tun VI 105 um oy (VI), a(VI) | I3 KpOBEHOCHBIX COCYI0B

Tun VII 450 um oy (VID) W3 suporenus cocynos

Tun VIII 150 am ou (VIII) W3 suporenus cocynos

Tun IX 200 am oy (IX), a,(IX) | M3 xpsimeBoi TKanu

Tun X 150 um o (X) W3 xpsuieBoii TKaHU

IlepBHuHas CTPYKTYypa O-LEMH KOJIAreHa

X -MMpoAHH HAH ApPYTras aMHMHOKHCAOTA
¥ -THOPOKCHNPOAHH HAH OPYrad AMHHOKHCADTA

G-X-Y-NoBTOpAKW WHECA TPHNAETH AMHHOKHCADT

Puc. 24.3. G-X-Y-noaunenTu; CBEpHYT B JIEBO3aKPYUEHHYIO CIIUPAJIb

TpoiiHas ciupanp o-Lenen KoJulareHa

TpofiHag ciupant anbda-Leneii KonnareHa, Kadgmad M3
KOTORBIX cocToMT i3 1000 aMHHoKMcIoT MM 330
MoETORAKIIHECT TPHIINETOE

JnyHa Monekymnel 300 HM, OuamMeTy- 1,5 HM

Puc. 24.4. Bropu4Has CTpyKTypa KoJilareHa: Kaxzias 1ojoca B 3TOM TPOMHOM criupaim — 3TO
OTJieNbHasl O -1eMb KoJUlareHa
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Tabnuya 24.3

3860JICB3HI/IH, BBI3BAHHBIC HAPDYIICHUSAMMU IPOUECCHUHTA KOJIJIAar¢Ha

BoJaesnn

HedexT od0MeHna

Kannuueckue NMPOosABJICHUSA

HecoBepiuienHslii oc-
TEOoreHes3

I'onyOble ckiiephl, TOBBIIICHHAS
JIOMKOCTE ¥ JiehopMaIivy KOCTEH

JedhekThl TeHOB, KOTUPYIOIINX
o (I)-ttemn. CHIDKEHUE KOJTHYe-
CTBa KoJI1areHa tumna |

Cunapom Dnepca-
Hamnio (tun IV)

CaMonpou3BOIBHBIE Pa3pPHIBBI
apTepuil, KUIIEYHNKA, MAaTKH,
JIETKO TOBpEeXaaeMasi KoxKa

JedhekThl TeHOB, KOTUPYIOIINX
o, (III)-irenn. Hapymenue cTpyk-
TypBI KOHIIA IIEMTH KOJIJIareHa

Cunapom Dnepca-
Hamnso (tun V)

I'nunepnoaBuKHOCTH CyCTaBOB

VY MeHbllIeHNE KOJINYECTBA
MOINEPEYHBIX CIIIMBOK

Cunapom Dnepca-
Hamnio (tun VI)

Hapymenune pocta, JOMKOCTb Ka-
NWLIAPOB

HenocratoyHOCTh TU3UIATUAPOK-
cmiasbl. CHIDKEHHE KOITMYecTBa
OH-JIN3

Cunapom Dnepca-
Hamnuo (tun VII)

lMunepnoaBMXHOCTH (pa3doiTaH-
HOCTb) CYCTaBOB, TUIOXOE 3a)KHB-
JIeHWE paH

Henocrarounoctb aMUHOIIPO-
KOJUTareHI enTHAa3bI

bonesns Menke

Brromuecs Boockl, 3aiepaKKa
pocra

HenocraTouyHOCTS TM3UIIOKCHIA-
36l U MEIU

Cunapom Mapdana AHEBpH3MBI a0PTHI, AehopMalui | YMEHbIICHHE KOJTHYECTBA TOIIe-
cKerera PEYHBIX CIIUBOK
Hunra IToBblllIeHa JIOMKOCTD KamMILIs- Cuamxenue konmmaectsa OH-ITPO
POB, TUIOXOE 3a)KUBJICHUE PaH
25. UHTEI'PAIIUA METABOJIN3MA
IluTo301m MuroxoHapun
[Nmukomiz ukn Kpebea
[TenTo3zodocdaTHblil myTH OxucimTebHoe pochopu-

Cunres JKUPHBIX KUCIIOT

JIMpOBaHUE
[3-OKHCIIEHUE XKUPHBIX KACIOT
CuHTes u yTumsams
AlICTOHOBBIX TCJI

[{uT030J1b ¥ MUTOXOHIPUH
I'mokoHeorenes
CuHTE3 MOYEBHUHEI

Puc. 25.1. BuyrpukieToyHas JJOKaJIH3aIys OCHOBHBIX META00JINYECKUX MTyTeH
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Mocne npuema nuwm

XXupoBas TkaHb
Tpuauunrnvuepornbl B cocTaBe FoBMS -
XM v NIMOHN P e
JivnonpoTteuH

CXK, cBna3a
Cc anbL6ymMuHom

nunasa

Tabnuya 25.1

HaTtowak vnun ronogaHue

-~

XKupHblie Kucnorbl

Auunn-KoA

TosmariHoe ykopo4yeHue

Ha 2C Auetun-KoA— KeToHoBbIe Te.

1 MeyeHb Hamouwak

AMWHOKUCIIOTDH!

rnuKoreH

Genox

rnvkoreH KUCNOTbI

Puc. 25.4. Mexopranaplii MeTa00JIM3M B COCTOSIHUM HATOIIAK
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