KYBAHCKWU/ rOCYOAPCTBEHHbLIA MEOAULIMHCKUA
YHUBEPCUTET
KA®EOPA ®YHOAMEHTAINNbHOU U KNTMHUYECKON
BUOXUMUU

Nekunsa no BUAOXMMUUN

TeMa:

«OOMeH NMnNuaoB-1»

KpacHopap
2016



Jlunuobli -

3TO OpraHu4YecKkue coeiMHeHus,
pa3rindHbie NO COCTaBYy U
CTPOEHUI0, KOTOPbIE He
CNOCOOHbLI PaCTBOPATLCSH B
BoAe, HO XOpOoLlIo
PacCTBOPAOTCH B OPraHN4YecKux
pacTBOpPUTENnAX




dyHKUUU STUNUOOE

*CTPYKTYpHas (nunuabl memopaH);
*3HEepreTuyeckas;

spe3epBHad (KMp B NOOAKOXXHOWU XXNPOBOU
KneTt4yaTke v canbHUKax);

*3alUNTHas (MexaHn4yeckas n TepMnyeckas
3aLuTa, N3onauns HePBHbIX BONMOKOH);

sperynatopHas (ropMOHbiI,
XNpPOpacTBOPUMbIE BUTAMUHDI);

*y4aCTune B 3PUTEJIbHbIX MpoueCCax.



Knaccudukanus 1unuaoB

[ﬂ“l’l“ﬂbl]

e

NnpocTble
(cnUupT + XK)

} [,

\

AONONHUTENbHbIN

CNnoXHble ) EpeﬂmeCTBeHHMKMJ

(cnupT + XK +

U Npou3sogHblie

|

\ KOMIMOHEHT) y
BOCKa cTepuabl \
Y
HeuTpanbHble | | MUKONUNUALI npoteonunuibl
XUpbI (cnupT+ XK + (nunua +
yrneeoj) 6enok)
Y
docchonunuabl

(cnupT+ XK +
cdoccopHas K-ta +
aMuHoCnnpT)

XWPHbI€ KNCNOThbI
XonecTtepuH

XKUpopaCTeBoOpUMbIE
BWTaMWHBbI

CTeponiHbie
MOPMOHLI

KETOHOBLIE TeJla




Knaccudpukayusi npocmasix qunuooes

[MpocTblie NnMNuUAbI: CNOXHble 3(hUpPbLI
XUPHbIX KUCIOT C pasnUyHbIMU cMpTamMu

Auunrnuuepornbl (HeUTpanbHble XUpbl) -
CNOXHble 3(PUpbl TPEXaTOMHOro cnupTa
rmuuepuHa 1 BbICLLUUX XXUPHbIX KNCHOT.

Bocka - cnoxHble adoupbl 04HOATOMHbIX
Uu ABYXaTOMHbIX ANTMHOLIeNOYeYHbIX
CNUPTOB N BbICLLUNX XXUPHbIX KNCNOT

Ctepuabl - CrioXHble 3UPbl LUKINYECKOro
CNUpTa XONeCcTepona WV BbICILINX KUPHBIX




sunuoos

CH;-O—-CO-R,

CH—O—CO-R,

CH;-O—CO-R, HaC -
Tpuauunrnuvueporn o CH,
(HeUTpanbHbLIN XUp) C

R-CO-O
aup xorecrepuHa




Knaccugukayus

gocgposniunudos
[ dochonunuabl J
rnuueporn- cPuHro-
/ docchonunuabl \ cdochonunuabl
docdarnaun- docdarnaun- cthUHroMMnenuH
XOnuH 3TaHonamMuH
(neuunTunH) (kedbanuH)
| Y y
docharnann-| |docdarnaun- nnasmano-

MHO3UTOIJ CepuH reHbl




CmpoeHue enuueposichocghosniunudos
CH;-O—CO-R, CH;-O0—CO-R,
CH—0O0—CO-R, CH—O0—CO-R,
(l)H (l)H
CHZ—O—I|=I’—OH CH2—0—I|=|’—O—CH2—(|JH—NH2
(@) O COOH
doccaTuagHasa Kkucnora docdarnauncepuH
CH;-O—CO—-R, CH;-O0—CO—R,
CH—O0—CO-R, CH—0—CO-R,
OH OH ,CH;
CHZ—O—II:I’—O—CHZ—CH;NH2 CHZ—O—Il:l’—O—CHz—CHz—Ni—'CH3
0) (0) CH,
docharuaunaTaHonaMmuH ¢docchaTugunxonuH




CmpoeHue
chuH2opocgponiunuoos

HN—CO—R

H,C~(CH,)7 CH=CH—CH—CH—CH,

OH CI)

HO—P=0

ctPpUHrommenuH

/

CH,
O—CHZ—CHZ—N:—CI-}.




Knaccuoukayusi
2JIUKOJTUNuUoos

[I’HMKOHMI’IM,D,bI J

rmuuepon- cpuHro-
rmukKonunuAabl rmukonunuabl

/ \

raHrnmo3nabl onurouepamMmuvabl

 J
Lepebpo3nabl

rTOKO- ranakro-
Lepebpo3nabl Lepedpo3nabl

Lepedbpo3na-




CmpoeHue

H,C~(CH, )7 CH=CH—CH—CH—CH,| | H,C~(CH,)7 CH=CH—CH—CH—CH,
OH (o) OH o
CH,OH CH,OH
0 HO | o
OH OH
HO
rniokouepedposua OH ranakTouepebpos3ua OH
HN—CO—R
H,C~(CH,)7 CH=CH—CH—CH—CH,
OH
o
CH,OH
HO | o
SO,H
Lepedbpo3ua- OH

cynbgaruvg




UPHbIe KUC/Iombl MKaHeU 4YesioeeKa

HaseaHue Cn:m w | CTpyKTypa Kucaort

KUCAOTbI
HacbiweHHble

MupuctuHoBas 14:0 CHs;—(CH,),,—COOH

NanbmuTK- 16:0 CHs;—(CH,),,~COOH

HOBaA

CreapuHoBan 18:0 CH;—(CH,};,—COOH
MoHoeHoBbIe

Nanbmutoneu- 16 : 1A9 CH;—(CH,)sCH=CH(CH,},~COOH

HOBaf

OnenHoBasd 18 : 1A9 CHs;—(CH,),CH=CH(CH,},-COOH
[NonueHosble

JiuHoneBas 18:2A9, 12 6 | CH;—(CH,},CH=CH-CH,-CH=CH-

(CH,);-COOH
JInHoneHoBaA 18:3A09,12,15 3 CH;—CH, -CH=CH-CH,-CH=CH-CH,-

CH=CH-(CH,},~COOH

ApaxupoHoBas 20:4A5,8,11, 14 6 CH;—(CH,},CH=CH-CH, -CH=CH-CH,-
CH=CH-CH,-CH=CH-(CH,};—COOH




Pacmeopumocmsb nnunuoos

* [MapodobHble nunuabl —TAI, BOCKa,
3pu1pbI XonecTepuHa

* dndunnbHble nunuabl — oconunuasbl,
rmuKkonunuabl, CBOOOAOHbLIN XONECTEPWUH,
CBOOOHbIE XUPHbIE KNCIOThI




[lepeBapuBaHue
HEUTpParbHOro Xupa

CHyO-CO-R, H,0 R-COOH CH,0H H0 R3-COOH cy oy

(|:H—O—CO—R2 u - c|H-o-c0—R2 \ /‘ - (llH—O—CO—RZ

innasa | innasa |
CH;0-CO-R, CH,0-CO -R; CH,0H

Tpurnuuepua aurnuuepuva MOHOrnuuepua

H,0
nunasa
R,-COOH

CH,0H

CH-OH

CH,0H
rnvuepon




CTpoeHune Xen4YHbIX KUCNOT

C00"
OH
CH, CH,
CH, CH,
HO H OH HO H OH
XOHCBBH KHUCJIOTa XCHOHCSOKCPIXOJICBEIS{ KHCJIOTa
OH
C-N-CH,C00"
OH
CH, CH,
CH, CH,
HO H OH HO H OH

I'mukoxoneBast KUCI0Ta

TaypOXCHOIIGBOKCI/IXOJIeBaH KHCJIO0Ta

COO~

OH
C-N-CH,-CH,-SO*"




[lepeBapuBaHue hochonmnmnaoos

gocgponunasa A,

CHz—O—lCO —Rj1
| ¢ocgponunasa A,

CH _O_lco —R2 gocdhonunasa D
| -
CHZOTPO;;H@

gocoponunasa C

Rl—COOH — HacCblILWeHHaA XK
RZ—COOH — HeHacbILWeHHaA

KK



[lepeBapuBaHue cTepuaoB

H,O R-COOH

A

xonecmeposi-
R-CO-0 acmepasa

3adup xonecrepuHa

HO

XonecrepuH




PopMbl BCcacbiBaHMUA NPOAOYKTOB
nepeBapuBaHuda NMNUOoOB

« CBOOOAHOE BCcacbiBaHue —
KOPOTKOLIENOYEUHbIE XXUPHblE KUCNOTbI (40
C,,) M MuuepvH

e CMellaHHble MULUENbI (C XXEeNYHbIMM
kncnotamu n 3-MAI') — gnMHHOUENOYEYHbIE
XXMUpHblE kncnotsl (> C, )

* HenepeBapeHHbI TOHKO3MYJTIbLIMPOBaAHHbLIN
Xup (Yactuubl o 0,5 MKm )
e XUJIOMUKPOHbI — PECUHTE3NPOBAHHbLIV

HeUTparnbHbIN XNp, pocdonmnuabl,
XOnecTepuH




CTpoeHune XUNnoMmMKpoHa

Tpurnuuepua

MpoTteuH

docchonunup

CeBoboaHbIN
XOonecTepuH

Scdupbl
XonecrepuHa




—— rmuuepon

PecuHTe3 HenTpanbLHOrro Xxupa

HS-KoA

\rATQ AM® + PPi
cuHmemasa auun-KoA

k /‘ (!:H-O—CO—R

I

?H-O -CO—R mpaHcgepasa l

CH;OH CH;OH
2-MOHoOaLun- avauun-
rmuugepon rnuuepon

R—CO~SKoA

mpaHcgepasa
HS-KoA

CHyO-CO-R
<I:H—o—co—R

|
CH;0-CO—R
TpUuauun-




Ponb nunonporeunHnunasbl

R;~COOH
CHO-CO—-R; JH0 Ry~COOH RCOOH o om
CHO—CO—R, \nﬁjonpomewﬁl > CHOH
CH,0-CO—R; CH,0H
TpUrnuuepma rnuuepon

(TATI)




CUHTES (pe3epBupoBaHue, oenoHUpoBaHue)
TPUALUUNTTIIMUEPOIIOB
B NMEYEHU N XKNPOBOW TKAHWU

(|3H2—0H HAOH+H" HAQ' CH—OH
Gl— — C o ~Oezudpozenasa CH—OH
riroKosa CH O-POH, cH—o POH,
OWOKCHaLEeTOH- rnuuepon-3-
cdocar docdar

2R—CO~SKoA 2HS-KoA CH—o CO-R H,0 H,PO,

mﬁmﬁ;a CH—o CO-R ~gochamasa™
CH—O PO.H,

cdoccaTugHan -
KMcnoTa

A\
B Nne4YeHN UCMosb3yeTcH Ha
cuHTe3 ¢pocchonunuaos




CH—O—CO—R R—CO~SKoA 2 HS-KoA CH O-CO-R

— CH O-CO-R mpchq)epasa (|:H QO-COR

CH—OH CH;-O-CO—R
Avauunrnunuepon ~ Tpuauunrauuepon
P R

XUpoBas TKaHb - neyeHb - B coctase JINMOHI
AenoHUpoBaHUue BbIXOAAT B KPOBb




MoOunusauusa Tpuaunnrnmueporos |

Tpuauunrnuuepon
(TAT)
TAl-nuna3sa /—Hzo
'\'R-COOH ........... p
CH O-CO-R CH OH CH —OH
CH 0-co-R AAlnmunasa CH 0-CO-R %’%“a CH—OH
CHz_OH H,0 R-COOH CH2_OH H,O R-COOH CH2_0H
AvauMnranuepon ", MOHoauunrnuuepon - rnvuepon

(mAT) ~ (WA

." " ;

8 Kpo6b



Perynaumna oobmMeHa
HEUTpParbHOro Xupa

* UHCYINUH aKTUBUpPYET
OenoHUpoBaHMe HEUTPANbHOIO
Xupa

 [NOKaroH U agpeHanvH
yCuUnmearT Mobmnmsauuto 3a
cyeT akTuBauum TAl -nuna3sbl
(Tprauunrnuuepuanunasbl)




AKTUBaLUunA Xu PHbIX KUCJIOT

| S-Ei A _

K_AOO Al O + Dbi
R—COOH ¥_Z. 2 R—CO~SKoA

. A a ..-EiA- A Y [ ]| A Y [} A
aoee-ti A- aved-Ei A
iéi o 40 aca




TPAHCINOPT XUPHbIX KUCNOT B MUTOXOHOPUN

+ .. ~ r
I_\I,I(NI 3)3 i S-Ei A I\J.I (NI 3)3
SR
R—CO~SKoA + i — i =1 -1 N—-
'}” OH  %sseacieoer N -1 -1 N-R
acee-El A Ni 6 04i fi6 404¢a Ni
| 56017 8aci a6 é- |
COOH Taneay COOH
e m e ees éadi eoei aceé-eadi eoei
660 iiéacia s
i ao deén
i é0ioiiddee \
+ .. + ..
|}|(N| 3}3 i S-Ei A ﬁl’(NI 3)3
on « i
R—CO~SKoA + i — i -7 1 f—
808 Ei A '}” OH  +537ca01 60 o7- '}” Il =I N-R
aoec-Li Ni 0 6ai fi6 4daca Ni
|2 ETER |
COOH 6i i ddeaeiii ay COOH

éadi eoei aceé-éadi eoeli




B-OKUCINNEHUE XUPHbIX KUCJIOT

B o
R—NI >-NI ,—CO ~ SKoA
aceé-Ei A
OAA

44884067 aai aca o
OAAl , —5 K AT®

4éqdao aca I Ll

§ o
R—|'\l'|i —Ni ,—CO~ SKoA

OH  p_aesoi eneaces-Ei A




B o
R—(IZH—NI 2—CO ~ SKoA
OH  p-masi encases-&i A
i AR
sagesoi saiaca
\—b

Y i AR[ +i+ o oAT®

O  B-sadi aves-Ei A

o éf éaca | S-KoA

R—CO~SKoA CH3—CO~ SKoA —>UTK — 12 AT®
éﬁéé-%‘ A (nN-2) avacéé-Ei A

Ce0yIoumuil YuKa f-oxkucienus




B« (,?
. = = =» CH; ~~_CH, - CH, - CH, - C~SKoA Auun-KoA
2 C=n
; FAD
! deaudpozeHa3sa
: FAD-H, — 2 AT®
: o)
I
I
: CHy~~_ CH, - CH = CH - C~SKoA Eroun-KoA
|
I
; 2udpamasa k* H,O
B-Okucnexue (I)H 0
I
: CHz~~_ CH, - CH - CH, - C~SKoA B-Muppokcuaumn-KoA
|
: NAD*
deaudpozeHa3sa
: NADH + H*— 3 AT®
| o 0
I
: CH3\/\./ CH2 -C - CH2 - C~SKoA B-KeToaum-KoA
1
: HSKoA
; muoJsia3a
\
\ 3 O O
~ I Il
~ ~ === CH, ~~_/CH, - C~SK0A + CH, - C~SKoA
C=(n-2)

12 AT®

UTK



SHEPIFETUYECKUN UTOTI
3-OKUCINIEHUA

3HePreTMUEeCKUi BbIXOL =[n/2 12 + (n/2 - 1) 5] -1, roe

* n — KonnyecTtBo C-aTOMOB B >XMPHOW KNCMNOTE;

* n/2 — Konn4ecTBO Monekyn aueTun-KoA,
0bOpa30oBaHHbIX B nNpoLecce [B-OKNcneHus;

e 12 — Konn4decTBo AT®, CUHTE3NPYIOLLMXCA MPU
okucnenunun auetun-KoA B UTK;

e (n/2 — 1) — KONNYECTBO LIUKIIOB [3-OKUCIEHUS;

* 5 — konnyecTBo Monekyn AT®, obpa3oBaHHbIX B
KaXXQOM LMKNEe 3a CYET OBYX peakuun
OernapupoBaHuns;

e 1 — 3atpara 1 monekynbl AT® Ha akTuBauuio
XMPHOW KUCMOThI




OkucneHue HeHacbIWEeHHbIX

XXUPHbIX KNCIOT
9 / / / O
\/\/\/\/_\/,\’//\’//\’,104
"7 7 “SKoA
3 umkna B-okuc
” B Leiied F‘ 3 auetun KoA

Luc-TpaHc-
1 n3omepasa

l H “SKoA

B-okucnexHwme




MCTOYHUKM 1 NyTIK
ncnonb3oBaHusa auetTun-KoA

[ yeneeodbl]

KK
KucrieHue)

"
E(emoeeHHble]
AK \

auetTun-KoA

LI TK / \ xonecmepuu ]

)KUprle Kem0H08ble
KU Cﬂombl meJia




CtpoeHue
narbMUTOUSNICUHTETA3bI




BnocumHTes nanbMUTUHOBOMW
KUCNOTbI

CH3 -Ni ~SEiA +Ri , + ACO

adaceé-Ei A L
abéao eé-Er A-
éadai éneéaca
éf 6 adi ai o -
aeroeéi
Y
HOOC-Ni ,-Ni ~SEiA + AAO + Di
i 87 i eé-Ei A




Cxema OMocuHTe3a
narabMUTUHOBOU KUCIOTLI

O O
CH3-&|)-S-E 7 HOOC-CHQ-PD-S-E
AueTun, cBA3aHHbIW ManoHun, cBa3aHHbLIN
C hepMeHTOM C (PepMeHTOM
l KoHpgeHcauus
| BoccraHoBneHue
' Herugpatauus
| BoccraHoBneHue
O

I
CH3'CH2‘CH2'C'S'E BYTVIDVU'I'E =



‘ naJibMUTUHOBOU KUCHOTbI ‘

ANB+CO,

AvleTin-KoA Alerun-ANG

AveroayeTun-Alb

HALOH + H*

Manorun-KoA W Manoxun-Ans

Manorun-AME | | HALLD™
' B -Mapokcuby tupun-Ars

H,0
Manorun-AnNg KpoTtorun-Alb
HALOH + H®
HALD™®
Manouun-Alrb ByTupun-Ans

Manonun-ANB || Manomun-ANG

ManoHun-AnNS




CymMMapHoe ypaBHeHWe

OMOCUHTEe3a NaNnbMUTUHOBOMN
KUCNOTbI

CH,—C0—S8-KoA + THOOC—CH,—C0—S-KoA + 14HALOH + 144" -
Auetun-KoA Manonun- KoA

~ CHy—(CH,);,CO0H + 7C0, + 8HS-K0A + 14HALD" + 6H,0

ManbMUTUHOBAA KMCNOTA




Perynauuna OMocuHTe3a u
OKUCJIIEHUA XKUPHbIX KUCIOT

* AopeHanuH
[ nokaroH

- YBENTIMYUBAKOT CKOPOCTb B-OKMUCNeHuUs;
- CHNXKaKOT CUHTE3 XXUPHbIX KUCIOT

* NHCcynuH

- CHMXXaeT CKOPOCTb B-OKMUCIEeHUs;
- YyBeJNIUYMBAET CUHTE3 XUPHbIX KUCNOT




YOonvuHeHue XUPHbIX KUCIOT

H,C—(CH,);77CO~ SKoA
nanmutoun-KoA

JJIOHea3a

(hepmMeHmHbIU

KOMITJIEKC)

HAO®H+H" HOOC—CH;CO~SKoA
NK_ ManoHun-KoA
y KOHOeHcayusi
y8occmaHoesieHue
y Oe2udpamauyusi
eoccmaHoesieHue

Y

H,C—(CH,);7-CO~ SKoA
cteapun-KoA

H,O
deauyunala
HS-KoA

H,C—

CH,):—COOH

cTeapuHOBas Kucrnora (cteapar)



BuocuHTe3 HenpeaenbHbIX XUPHbIX

KUCnoT
H,C—(CH,);;-CO~ SKoA

nanmutTounn-KoA

O,+ HAO®OH+H"
decamypasa C
Y 2H,0+ HAOQ®*

H,C-(CH,)—CH=CH—(CH,);-CO~ SKoA

nanbmutooneun-KoA

H,0
deauyunasa
HS-KoA

H.C-(CH,)=CH=CH—(CH,);--COOH

NaJibMUTOONMENHOBAA KUCIIOTA

(nanbMmuToOONnear)



KeTOHOBbLIE Tena

I T
H3C—C—CH2—COOH H3C—CH—-CH,—COOH

auetoauyerar B-ruapokcudyTupar

®
|

H3C—C—CHj3
dUleTOH




CuHTEe3 KeTOHOBbLIX Ten

Ni ,—CO~SKoA * Ni ,~CO~SKoA 2aoaceé-Ei A

CH;—IN —Ni ,—CO~SKoA  adaoi adaoceé-Ei A
i Ni ,—CO~SKoA

i
Al A-Ei A-néi 6 aca i S-Ei A

H
—Ni ,—CO~SKoA
H3

HOOC—NI »-

0O—=2—0 =

3-364 07 éfe-3-i aoee-aeooaded-Ei A
(Al A-Ei A)




r

Ni ,—CO~SKoA
CHj

?ﬁ
HOOC —Ni 2—|}|——
3-30407 éne-3-1 408é-a660a0é8-Ei A

(Al A-EiA)
Al A-Ei A-séaga »
Ni ,—CO~SKoA

0
HsC—N—Ni »—COOH 36306i a630a0 —= a EBI AU

Gagedor ai aga i ARAT +] * 756 aiii
o Ni
| AAD

" i
H;C—Ni —Ni 2—COOH HzC—N—Ni 3
B-364 01 énéa6080a0 a6aoi i

l '

=34 EDI AU au ai aeony eci1 oaai ecl a



OKucneHme KeToHOBbIX Ten

B-I'mapokcudyTupar

NAD’
IErHpOreHasa C‘
| NADH+H - B LII[1D 3AT®

Aueroauerar

!
l
2 Auetun-KoA — B LITK 2x12 =24 AT®




bunonornyeckas ponb
KETOHOBbIX Ten

ABMATCA anbTepHaTUBHbIM
[TTFOKO3€ UCTOYHUKOM SHEPTUM
(0cobeHHO AN MblLLEYHOW
TKaHW, OCODEHHO MpPu rornogaHun
n caxapHom gmnabete)



MCTOYHUKM 1 NYyTIK
MCMNOJNIb30BaHUA XOriecTepuHa

[CTepunbl nuum] (cumes B opraﬂusme]

(0,3-05 ricyr) (1 rlcyT)
¢oHA
XorecTtepuHa
. (140 ) y

o ™~

KNeTOYHbIe OnonorMyecku
MeMOpaHbI BaXXHble BellecTBa:
® )XenuHble KUCNOTbI;
e CTepOUgHLIE
rOPMOHBbI;

® NpoBUTaMuH D,




TlepeBapuBaHue cTepuaoB

H,C CH,

CH,

acmp xonecrepuHa

R-CO-0
H,0
XxosiecmepouJi-
R-COOH
acmepa3sa
H,C CH,

XonecTepuH

HO



bunocuHTe3 xonectepuHa

1 cTaama — CUHTES
MeBariloHOBOW KUCNOTbI

2 cTagausa — KoHaOeHcauus

3 cTagusa - uMKNmM3auums




BbunocuHTe3 xonecrtepuHa
Ni ,—CO~SKoA * Ni ,—CO~SKoA 2a5a0eé-Ei A

. éié‘égél\_’i S.Ei

CH,—IN —Ni ,—CO~SKoA  a6aoi asaoeé-Ei A

i zi (
Al A-Ei A-péi 0 aca

HOOC—NI ,-

0O—=2—0 =

H

—Ni ,—CO~SKoA

Hj

Ni ,—CO~SKoA

| S-Ei A

3-d64 01 éne-3-i aoeé -aé 60¢




HOOC—NI ,—N—Ni ,—CO~SKoA

3.50401 éfie-3-1 aoeée-asooadee-Ei A

e , Al A-Ei A
644666 aca AiG[+f+ (A AETA)
| S-Ei A | ARG

- -
3%

H
HONI 5, —N| 2—;—N| ,—COJ |
CH3 | adaéiiiaay éenéi oa
3 A0O




JTan KoOHOeHcauuwu

C5 T C5 C1 0
repaHun-
nupodocdar

C1o+ C5 - C15

dapHe3un-
nupodgocdar

Cs + Cs— Cy

CKBaJ1€H




CH,

O
o
=
4m
g =
o :
&
O = r 3
= O o
o
T >

_—
CH,

JTan umMKnumsaumm

C30

CKBAdJieH




Cyobba xonectepuHa

BbiBejeHue
XxonecrtepuHa us
 NeyeHm

80% e Kuweqy y% 8 Kpoeb

" xenuubie ( NNOHMN \
KUCNOTbI + (cBOGOAOHBLIN
CBOOOOHbLIU XOrnecTepuH)
\ XoneCTepMH/ nan
(3dhmpbl

QoneCTepu Hy




BblBeAeHue h
XornecTtepuHa 13
_ OpraHusma

e Xen4Hble kucnotobl (0,5-0,7 r)

e cTtepugbl Kana (0,5-0,7 r)

e 17-keTocTtepounbl mouun (oo 0,05 r)
e cTepuabl KoxkHoro cana (go 0,1 r)




OOpas3oBaHue XKen4YHbIX KUCIOT

Ho XoJiecTepo
COO COO
OH
CH, CH,
CH, CH,

H OH H H OH

IlepBuuHbIe KeTYHbIE
XEeHO/Ie30KCUX0JIeBas KHCJIOTHI XoJieBasi KUCIIOTa

KHCJI0Ta




COO COO
OH
CH
CH.
H H( H
iii(;'gfr';xo"waﬂ JIHTOXOJICR A" KHCIIOTA
BTOPU4YHbIE
QH OH
C-N-CH,C00" C-N-CH,-CH,-SO""
OH
CH, CH,
CH, : CH,
HO H OH HO H OH
[IIMKOX0JIeBast KUCI0Ta TaypoXeHOIe30KCUX0JIeBas KICI0Ta
napHble ‘ ‘




TpaHCNOpPTHbIe (POpPMbI NMNNAOB

MonspHbLIA NUNUAHBIA
NOBEPXHOCTHLIN CNON
(bochonunup,
XONEeCTepuH,
anonpoTeuH)

HenonapHas
=%, = —— =34 cepauesnHa

s , (Tle'nMLlelel.
adupbl X0NecTepuHa)

nmnonpoTrtevH




Knaccundpukauma nunonpoTtemHoOB

e XUNoMUKpoOHbI (Camasa HU3Kas NNIOTHOCTb)

e JlunonpotrenHbl 0MeHb HU3KOW NMOTHOCTU —
JNINOHMN

e JlunonpotenHbl NPOMEXYTOYHON NIIOTHOCTHU
- nnn

e JlunonportenHbl HNU3Kkoun nnotHoctu — JIMNHI

 JlunonpoTtenHbl BbLICOKOWU MSIOTHOCTU —
nnsen




Tunbl NTMNONPOTENHOB

Tunbl nuno- Xuno- NOoHN nnnn nnHnN nnBrIi
NPOTEUHOB | MUKPOHDI
(XM)
PyHKLUUN TpaHcnopTt | TpaHcnop |Npomexy | TpaHcnop |YaaneHue
3K30reHHbI | T -TOYHasaA |T N30bITKa
X IUNUAOB | 3HAOreH- |(dopma |xonectep |xonecrtepu
HbIX u-Ha B Ha
nunuaos TKaHU
MecTo Anutenun | Knetkun KpoBb KpoBb (U3 | Knetku
obOpa3oBaHU | TOHKOro neyvyeHwu JIMOHIMwn |neyeHun
A KULLEeYHUK nannny
a
NMnotHocTb, |0,92-0,98 0,96-1,00 1,00-1,06 1,06-1,21
r/mn
OuameTp >120 30-100 21-100 7-15
YacTuu, HM
OcHoBHble |B-48 B-100 B-100 B-100 A-l
anonpoteuH | C-II C-li E C-li
bl E E E




CocTtaB nMnonpoTtenHoB

COCTaB JNIMMNONPOTEMHOB, %
nmnonpoTenH| TAI | X + 39X ano- o]}
MPOTEUHbI

XM 85 5 2 3
JNINOHIN 55 17 10 18
N 28 38 11 23
NNHN 7 50 22 21
nnen 3 20 50 27




[MaTonorma oobmeHa nunuaos

N

MpuobpeTeHHasn BpoxaeHHas

VARV

MaTtonorua obmeHa [llaTonorus oomeHa [Oucnunonpo- CduHronu-

eNTpanbHLIX XMPOB  Xonectepona TeUHeMUM nuao3bl
. OXupeHue 1. XenuyekameHHasn
. XXuposBoe oonesHb

nepepox(p.el-me_’z- ATepocknepo3 «———
nevyeHu




KONNEeHWA
Kupa

KupoBoe nepepoxgeHne
neYyeHn

XXnpoBoe nepepoxaeHue nevyeHu
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HAPYLWWEHUA OBMEHA
XOJIECTEPUHA
XXENYHOKAMEHHASl ATEPOCKIEPO3

o

BOJIE3Hb




[TPNYNHBI XXen4yHOo-

KaMeHHOMU OOone3Hu

* 136bITOK XOnecTtepmHa B nNuLle
* [MnepkanopumHoe nnutaHune

* [loBbILLEHHbIN CUHTE3 XONECTEPUHA B
neyeHu

e CHWXeHMe CMHTEe3a XXen4yHbIX KUCNoT
e 3aCTON Xen4u

* HapylleHue renatosHTepanbHOU
LMPKYNALUK XKXENMYHbIX KUCNOT

« BocnanutenbHble 3a00neBaHns KXen4yHoro
Ny3bIpsi




ATeporeHHble (paKTopbl
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Pa3Butue atepockneposa

&

JITTHII

MNOJ1 nunonporenHoB ®| - Butamuubl A, C, E
MmukosunuposaHune 6enkos Opyrve aHTUOKCUAAHTbI

JITTHIT*

v

MAKPO®ATI [NIEHUCTAA
KJIETKA




Pa3Butue arepockneposa

Kuposas  IlepexomHoe
MoJIOCKa  NOBPEXKIACHUE

3penas Pa3pbiB

ATepom
p OJIAIIKH




PyHKUUU cpocdonmnmaoB

e CTPYKTYPHbIN KOMMOHEHT
KNeTO4YHbIX MeMmOpaH

e CTPYKTYPHbIN KOMMOHEHT
TPAHCMNOPTHbIX NTUMONPOTEUHOB

e DHEepreTU4YeCKUN Mmatepuan KneTok
* PerynsaTop




'mpgponuns dochonnnuogoB

gocoponunasa A,

CHzOLCO—‘R1

goceonunasa A,

l
CH—0O0"CO—R2 oc¢honunasa D
| /

CHz—OTPO3H@

gdocoponunasa C




AKTBaUuA XonunHa

AT® A0®

(CH;);N=CH;CH;-OH bnaé‘ > (CH3);N=CH;>CH;O-
XONUH dochoxonuH
UT®  PPi
N (CH)N=CHzCH,
mpaHcgepasa (l) NH,

O=P-0OH <N
o LA
| N“ ™0

O:FI’-O-CH2
OH 0

ua®-xonus OH OH

OH
P-OH—
o




bunocuHTes cpocchonunuaos

AT® AQl®
Eia Ll anuu\q)onku/m:sa' ¢poccpornutiepon
o
2 HS-KoA
KZATQD 2AM® + PPi
2R—COOH cuHmemasa 2 Ra_ucjl?1:(§§OA
mpaucd:epasal\ 2 HS-KoA
?H;O-CO—R
CH-0-CO—R

chochaTugHana Kucnora




Ni ;0-CO-R
éi—O-CO—R
Ni;Oﬂ{)
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B3anmonpeBpalleHuUs
docchonunuaos

02
CH;0-CO-R 4/? _ CH;0-CO-R

CH;O@O-CHz-(l:H—NHz

COOH
docdarnguncepuH

(i':H‘O—CO—R dekapbokcunasa CH 0-CO—R

CH: ~04{P)-0—~CH, CH,~NH,

docdarngunataHonaMmuH

Memunn- SAM
mpaHcghepasa SAT

?H;O—CO—R
CH-0-CO-R

CH;0£P-0~CH, CH,N(CHa).

docdaTtuannxonuH




6305461 cedl

a8p éi - aaéaéa -
6adaadi ceal 0adaadi ceal

6402201 ged-
G&I6 40840




PYHKUUN
ccouHronunuaooB

e CTPYKTYPHbIU KOMMOHEHT KNEeTOYHbIX
MeMOpaH, obecrnevynBaroLLUn
BbINOJSIHEHUEe MeMmbpaHaMun PyHKLUN

* A3onunpyrowimm KOMNOHEHT MemMOpaH
HepPBHbIX KIeTOK

 PeuenTopHbIN annapaT KNneTokK
e JHEepreTU4EeCKMN martepuan




CtpoeHue
ccuHrodpochonnnuaoB

HN—CO—R

H,C~(CH,)7 CH=CH—CH—CH—CH,

OH Cl)

HO—P=0
| /
O—CHZ—CHZ—N:—CH
CPUHromuenuH CH,

CH,

3




CtpoeHnve

chuHrornmkonmMnuaos

HN—CO—-R HN—-CO—-R
H3C-(CH2)§CH:CH—(|:H—CH—(|:H2 H3C-(CH2)§CH=CH—C|:H—CH—CHL
OH o] OH 5
CH,OH CH,OH
0 HO | o
OH OH
HO
rnoKouepedbposug, OH ranakrouepeodpos3ug, OH
HN—-Ni —-R
H.C-(Cl ,)z NI =Ni —I"Tli —Ni —Ni ,
OH
@)
Ni i
HO 0
iSO ,
54BaEBicod o

noE 10 acéa



BbunocuHTes cchHronMnMp,OB

................

nanbmutoun-KoA NH CepuH

\/’

HAO®D"
Al "\ dekap6okcunasa
+/ mpaHcghepasa

J decamypasa
deaudpoz2eHa3a

HALL®H+H
co,

Y
H,C~(CH, )iy CH=CH—CGH—CH—CH;~OH

CPUHrO3MH OH NH,

R-CO~SKoA mpaHcgepasa

H3C-(CH2)§CH:CH—CIIH—?H—CH.L,—OH
LepamMua OH HN-CO—-R




H3C-(CH2)§CHZCH—(IzH—(I3H—CH2—OH
sepamug . OH HN—CO-R

- YOD-GI
LHA® "°""/ \(WJ,(D-GaI)

CPMHromMuenuH uepeb6po3ung

Gl, Gal,
HelpaMuHOBas OADC
KMUcnoTta

raHrnumosua cynbgatuna




Katabonuam cchmHronunmpoos

[ cyan)am,qJ [ raurnuosup,]
cynbd)amk aanaw
H,SO, HeWpaMUHoBag
[cq:)m-l I'OMVIenMH] [ uepe6p03|4p,] KucnoTa
c¢purzo- H,O yepebposudasa| H,0

MUE@JIUHa3a

cdhocchoxonmH HepaM"ﬂJ Gl (Gal)

yepamudasa | H,0

C(*)VIHI'OSVIH KHNPHaA KUCNoTa




HapymweHns ooOmeHa
chuHronmnmngoB

CduHronnnuposbl — rpynna BPOXAEHHbIX,
reHeTU4YeCKu obycroBrieHHbIX 3a0orneBaHNN,
B OCHOBE KOTOPbIX NIeXXUT HacrneACTBEeHHbIN
nedekT depmeHTOB, 06ecneynBaroLLUNX
KaTabonuam cchpuHronmnuaooB. 3aboneBaHuA
COMNpPOBOXAAaKTCA HaKOMNJIeHUeM
chpuHronMnuaoB B TOM UITM UHOM OpraHe,
Hapywawwmnm yHKLUMN 3TOro opraHa.

CcuHronnnupao3bl OTHOCATCA K
NTIN30COMHbBbIM OONe3HAM — OONne3HAM
HaKonrfneHus.




3aboneBa- |OedcpekT HakannuBaetca |lposiBneHne 3aboneBaHus
Hue depmeHTa cchuHronunupg,
Nlenkoauc- [CynbdpaTtasa (Cynbdatua |YMCTBEHHas OTCTaNoOCTb,
Tpodhus NncxuyecKne HapyLueHus,
AeMUuennHusauus
bone3Hb |lekco- Nanrnuosupg |lMlyrnuBocCTb, anaTus,
Tess-Cakca |amuHMAaasa cyaoporu, HapyLueHue
(Hempamu- 3peHus1, aKTa rmoTaHus.
Hugasa) ATopocusa 3putenbHOro
HepBa. CMepTb K 2 rogam,
KaxeKcus, AeKopTukauums
bone3Hb |Llepebpos- Llep6po3na |[MopaxeHunsa nevyeHwm,
owe npasa cene3éHkun, P3C, HepBHON

TKaHWN, KOCTEU, aHEMMUS.
PerugHoOCTb MbILLL,
HapyLueHue KoopanHauum,
cyaoporu, ymctBeHHas
OTCTarloCTb




3aboneBaHue OedekT HakannuBaetca |[lposiBneHune 3aboneBaHuns

¢depmeHTa cchuHronunupg,

bones3Hb Nanakro- |(Onurouepa |lMo4yeyHan

Padpu 3npgasa Mug HeAOoCTaTOYHOCTD.
BonewT ManbL4nKu.
NMopaxeHne KOCTHOM
TKaHWU, KOXXHas CbliMb,
auctpodgua porosuubl,
YyacTble KPOBOUIITUAHUSA

Borne3Hb LUepamup- |Uepamupg depmatuTsl,

Papbepa asa aAedopmaumnna ckernera,
YMCTBEHHasi OTCTanocCTb,
paHHAA CMepPTb

bone3Hb Cdunro- |CouHromue |CnneHomeranus,

Humana-lluka |MuenuH- |nNuH renaromeranus,

asa YyMCTBEHHasl OTCTanocCTb,

paHHAA CMepTb




Tunbl NTMNONPOTENHOB

Tunbl nuno- Xuno- NOoHN nnnn nnHnN nnBrIi
NPOTEUHOB | MUKPOHDI
(XM)
PyHKLUUN TpaHcnopTt | TpaHcnop |Npomexy | TpaHcnop |YaaneHue
3K30reHHbI | T -TOYHasaA |T N30bITKa
X IUNUAOB | 3HAOreH- |(dopma |xonectep |xonecrtepu
HbIX u-Ha B Ha
nunuaos TKaHU
MecTo Anutenun | Knetkun KpoBb KpoBb (U3 | Knetku
obOpa3oBaHU | TOHKOro neyvyeHwu JIMOHIMwn |neyeHun
A KULLEeYHUK nannny
a
NMnotHocTb, |0,92-0,98 0,96-1,00 1,00-1,06 1,06-1,21
r/mn
OuameTp >120 30-100 21-100 7-15
YacTuu, HM
OcHoBHble |B-48 B-100 B-100 B-100 A-l
anonpoteuH | C-II C-li E C-li
bl E E E




CocTtaB nMnonpoTtenHoB

COCTaB JNIMMNONPOTEMHOB, %
nmnonpoTenH| TAI | X + 39X ano- o]}
MPOTEUHbI

XM 85 5 2 3
JNINOHIN 55 17 10 18
N 28 38 11 23
NNHN 7 50 22 21
nnen 3 20 50 27




