XiMig Ta OOMIH JIIIIIIIB



= /1o mmiaiB BIIHOCATH KUPH Ta KUPOIIOI10H1
CIIOJIYKH, SIK1 B OpTaH13M1 TBAPHH CKJIAAI0Th
7-11% B1x 3arajibHO1 MacH, y JCSKHUX
npeactaBHUKIB — 40-50%.



bionociuna pone

= EHeprermyHa. OxucHeHHS 1 T KHpY B
TKaHUHaX fae 39,6 k/x eHeprii (110 Maike B 4

pa3u OLIBIIE, HUK P OKMCHEHH1 BYIJIEBOJIIB —
9,3 KJ[X).

= Kupu — JKepeo eHI0reHHOI BOIM (Tipu
okucHeHH1 100 r xxupy yrBoproeTbes 107 r
BOJIH), 1110 € JTy’K€ BAKJIMBUM JUIS TBapHH
IyCTeNl 1 THX, 1[0 BIAJAK0Th y CIUITYKY, TOOTO, B
YMOBaX, KOJHA B OPraH13M HE HAJAXOJIUTh BOJIA.

= Kupu npuiiMaroTh yyacTh B TEPMOPEr VISl
OPraHi3MyV, BOHM IIOraHO MPOBOIATH TEILIO i

N1ATPUMYIOTh IIOCTIMHY TeMOEpaTypy Tijia.




= CTPYKTYPHA POJib. Pazom 3 Oinkamu BoHHU
(hOopMyFOTh PI3HI 010JI0TT4HI MEMOpaHH, JIIIAX
BXOIAThH B CTPYKTYPY OPTaHOIIIB KIIITHHU
(dbochomimian, NIKOIIITIAN, CTSPUIN).

= 3aXMCHA. YTBOPIOIOTH KUPOBI KaICyIH
HABKOJIO BHYTPIIIHIX OPTaHiB (Cepiid, IICY1HKH,
HHUPOK).

= Mera0oaiuHa. ITpoaykTty 0OMIiHY JHITiIiB
MOKYTh OyTH IIEPETBOPEHI B 1HIII KJIaCH
OpTaHIYHUX CIIOJYK.




Kiaacugikamisa

= Ilpocrti

x 1. ’Kupnu
= 2. CTepoJu i crepuau
= 3. Bocku
= Cxiaanni
a 1. Dochoaimian
a) Iiminepundocdoaimiam
0) Cohinrosundocdoniniau
s 2. [Jikoutinian
a) IlepeOpo3uau
0) N'anrio3uan
B) Cyabparuamn



HPOCTI JIIIIHU

Kupu
(mpuzniyepudu, mpuauuiiiuepuru)

- [I€ CKJIaJiH1 €(P1pH IILEPHUHY 1 BUIIUX
KapOOHOBUX KHUCJIOT.

O

O
H 0 C// Cq7Ha3

@)
CH2_O C// C17H35
(DaJIbMITO-0JIEO-CTEAPAT)




JAKICTBH 1 YUCTOTY KMPIB XapAKTECPU3YIOTh
PSAAOM (PI3MYHUX 1 XIMIYHHUX [IapaMETPIB:

1. Uncj10 OMUJICHHS KMPY — KUITBKICTh
mr KOH, sika HeoOXx1qHa [JIs1 HeUTpaIi3alll
KapOOHOBHUX KMCJIOT, 110 YTBOPUIIUCS B
pe3ynbrari oMuieHHsA 1 T xxkupy. BoHO BKa3ye
Ha BIJHOCHY MOJICKYJISIpHY Macy KapOOHOBHX
KMCJIOT y CKJIaJll JAHOTO YKHUPY.



2. Kucnommne uucio ycupy — KiabKicTh
mr KOH, sika HeoOX1qHa 111 HEUTpan13alii
BLIIBHAX KapOOHOBHUX KMCJIOT, IO
MICTATBHCS B 1 T 3)KHpY B SIKOCT1 JOMIIIOK.
BOHO BKa3ye Ha CBIXKICTh JAHOIO KHUPY. Y
CBIKHX KHPIB BOHO HE IIEPEBUIILYE 2,5 MT.



3. Hoone uucno sncupy — Binnosinae
K1JIBKOCT1 I MOy, 3/TaTHOTO 3B'SI3aTHUCS 31
100 r >xupy. BoHO BKa3ye Ha CTYIIHb
HEHACHUYECHOCT1 KUCJIOT Y CKJIaAl JaHOIO
KUPY. Y COHSIIHUKOBIN OJI11 HOJHE YHUCJIIO
MOxe pocsaratu 130 T



Cmeponu i cmepuou

Cmeponiu — BHCOKOMOJICKYIISIPHI
HaM1BIUKIIYH1 HECHACHYECH] CIIUPTH,
OCHOBHHMM MOPEACTABHUKOM B OpraHi3mi
TBApPUH € XOJIECTEPOJI, AKUU
noOyJ0BaHUM HAa OCHOBI
[IUKJIOIIEHTAHIIEPI1APO(PECHAHTPEHY.



Cis
HC—CH,~CH,—CH,~CH—CH;

CH; CH;
CH;
HO
XOJIECTEPOII
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CH3 CH3 CH3
CH;,
HO

Eprocrepoi (B pocianHax)



= X0JIECTEPOJI BUKOHYE CAMOCTIHHY POJIb 5K
CTPYKTYPHHI KOMIIOHEHT 0ararb0ox O10J0TYHUX
MeMOpaH. B MemOpaHax epuTPOLUTIB ACSKUX TBAPUH
BIH CKJIaJIa€ BT 35 mo 55% Bi1J 3arajipbHO1 KUUIBKOCTI
11 TiB.

s XOJIECTEPOJI € MOMEPETHUKOM Py 010JI0TTUHO
AKTUBHUX CITOJIYK. 3 HBOTO CHHTE3YIOTHCS:
- BiITamiHu rpynu /I (3okpema J13);
- )KOBYH1 KHCJIOTH (XOJI€B1 KUCIOTH);
- CTaTeB1 TOPMOHHU 1 KOPTUKOCTEPOIJIH;
- 1K1 OTPYTH 1 KaHLICPOI'CHU.

s Cunmes cmepo.iie 8i00yeacmsbca 6
neyiHul,




Cmepuou — cknagni edipu crepoiiB i
BUIIMX KAapOOHOBHUX KHCJIOT (YacTiiue

MaJbMITHHOBOI).
T
HC—CH=CH—CH—CH—CH;
CH3 CH3 CH3

CH;

?
(=
C1sHs

IHaabMmiToxosecrepua (BXOAWTHh N0 CKJIaay KIIITHHHUX
MeMOpaH)



Bocku (uepuou)

= - CKJIaJH1 €(P1py BUCOKOMOJICKYISIPHUX
OJITHOATOMHHX CIIMPTIB 1 BUIIMX KAPOOHOBUX
KHCJIOT. byBarOTh BOCKH POCIMHHOIO,
TBAPUHHOI'O ITOXOKEHHA. BOCKH
BUKOHYIOTb 3aXHCHY 1 PETYIISITOPHY
(PyHKII11, 3aCTOCOBYIOTHCS Y
(papMaLiCBTUYHIN IIPAKTHUII1, IK OCHOBH JJIS
BUTOTOBJICHHA Ma3€H.



b/UKOJINHNH BICK

0
K Vi
CyoHgiOH + CysHs— Y Gl 0—C—CysH

HOH

MIipIIUJI0OBUMA Ha.ﬂbMiTnHOBa
CIIMPT KHCJI0TA



Cuoepmaner —

3 FOJIOBHOI'0 MO3KY KalllaJjioTa.

O
c/ 4
CiH33s0H + CysHs— N Cigts3:0——C—CsH,

I5(0)5|

HETHUJIOBH I HaJIbMiTI/IHOBa
CIIUPT KHCJI0TA



JIaHOJIIH
(TBAPMHHOIO MOXOAKEHHS)

s CKIIa1a€THCA 3 LIETUIIOBOIO CIIUPTY,
NAJIBMITHHOBOI 400 CT€aPUHOBOI KMCIIOT
Ta BUIBHUX KapOOHOBHUX KHUCJIOT.
3aCTOCOBYETHCSI B MEIMYHINA ITPAKTHIIL.



CRKJIAJHI JIHIIN
Docghoniniou

= Jlo cxinany docdoimiaiB, OKpIM CIIUPTY
ITLIEPUHY 1 KAPOOHOBUX KUCJIOT, BXOASATh
3aJIMIIKU OpTOPOCPATHOI KUCIIOTH 1
aM1HOCIIUPTH.

= 3HAXOJSATHCS B HEPBOBIM TKAHHWHI, 30KpEeMa B
MO3KY. € CKIIaIOBOK YaCTMHOK MeMOpaH
KJIITHUH, SAEP, MITOXOHAP1HA, pruOOCOM.



A). LninepuHdocdoainmiau

= OCHOBHI IIPEACTAaBHUKHU MOOYI0BAaH1 HA
OCHOBI ghochamuonoi kuciomu, 1o
CKJIaay SIKO1 BXOJSTh HACHYCHI 1
HCHACUYCH] KAPOOHOBL KUCIOmMU,
3aJIUIIOK ghocghamnoi kuciomu 1
AMIHOCRUPIU.

= [ muepundochomniam € BaKINBUMU
KOMIIOHCHTaAMH P13HUX 010J0TrTYHUX
MeMOpaH pa3om 3 011kamMu. OKpIM TOTO,
BOHH — IIOBEPXHEBO-AKTHBHI PCYOBHHH.
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DocharuaHa KUCJI0TA

1. 3aaumok XoJiHy — XoJiH@ochoimia (JIemuTHH).
2. 3aaumiok KoJamMiHy — KojJgaMiHdochodaimia (kedaain).
3. 3aaumiuok cepuny — cepuHdocoIimia.



b). Chinrozundochoainmian
(chiHrOMIETIHN)

= [[1 mmau moOygoBaH1 HA OCHOBI
AMIHOCIIMPTY C(P1HTO3HHY.

= [{1 cmoaykm 3yCTp14arOThCs B M1€JIIHOBUX
000JI0HKaX HEPBOBHUX BOJIOKOH,
napeHxiMaTo3Hux opraHax. KapooHosa
KMCJIOTA 9aCTO IIPEACTABICHA BUIIOIO
HAaCHYCHOK KapOOHOBOIO KHUCJIOTOXO.



O

HgC-(CH2)12—CH=CH—-CH—CH—CH2-—O—P—O—CHQ—CHZ—N+(CH3)3
| | L Y,
HO NH

s OH S
Y |C= N y y A
: l
3aJJUIIOK C(PIHIO3MHY  Kap0OOHOBA K-Ta docharna 3aJIUIIOK

K-Ta XOJIIHY



[ miKoJInyIn

= CKJIQJH1 JIIO1JH, 5IK1, OKPIM CIIMPTY
C(p1Hro3MHY 1 KapOOHOBOI KUCJIOTH, B
CBOEMY CKJIaJll MICTSITh BYIJICBOJHUM
KOMIIOHEHT: T€KCO3y a00 3aJIHIIOK
reTEPOIIOIICaAXapHUIIB.



llepeOpo3namn

= B IAPCHXIMATO3HUX OpraHax 3HaAUACHO
1epeOpO3n AU 3 TIIFOKO30K 3aMICTh I'aJlaKTO3M.

H
HO NH
(I; O
R HO H
HO H
H
- CI;I(Z(‘)S ~/

3asmiuok cpinrosuny  KapOoHoBa kucjora B--ranakro3a



[ anrio3snam

= Ha BiaMiHy B11 iepeOpo3uaiB y
CKJaJl 3aM1CTh MOHOCaxXapumgy
3HAXOOUTHCS FE€TEPOIIOIIICaXapu/l.
BXoauTh 10 CKJIaay HEPBOBOI
TKaHWHHU, MEMOpPaH €pUTPOLIUTIB.



IlepeBaproBaHHS KHUPIB

= JKupu cknanarots 10 90% maimigiB, o0 HAAXOAATH 3 1KEIO.
IlepeBaproBaHHSI KMpIB  BIJOYBA€ETbCI B  TOHKOMY
KMIIIEUHHUKY, ajie YK€ B IIIJTYHKY HEBEJIHUKA YaCTHHA KUPIB
T1IPOI3YETHCS I AI€H0 «JIIa3u si3ukay. Lleit dpepMeHT
CHHTE3YEThCS 3a7103aMHU Ha JIOPCAJIbHIN MMOBEPXHI A3MKa 1
BIJHOCHO CTIMKMH MpH KUCIUX 3HadeHHIX pH
[IJTYHKOBOTO COKY. TOMy BiH Jil€ OpOTIATroM 1-2 roguH Ha
KAPU 1K1 B IUIYHKY. AJjie BKjaaja I€1 JIa3u B
[IepEBapPIOBAaHHS JKUPIB Y JOPOCIHUX JIHOACH HE3HAYHHUU.
OCHOBHMI MOpOLIEC II€pPEBapIOBaHHS B1J0YyBA€ThCSI B
TOHKINA KWIIIIII.



Ilepeeaprosanna owcupie — TIAPOII3  KHUPIB
IMaHKPEATUYHOIO JII1a3010. OnTUMaabHE 3HAYCHHS
pH 11 maHkpearwdHol dimasy <8 HOCATAETHCS
[IJISIXOM HEWTpami3amll KHCJIOTO BMICTY, IO
HAAXOAUTh 31 IUIYHKY, OIKapOOHATOM, SIKHU
BUIUISETHCS Y CKIAA1 COKY HIAILIYHKOBOI 3aJI03M:

H" + HCO,” — H,CO, — H,0+ CO,1.

Byriekucianid ras3, IO BUIUISETbCSA  CIIPHUSIE

NOAATKOBOMY MEPEMIIIYBAHHIO BMICTY TOHKOI
KHIIIKH.



IOMYJIbI'YBAHHA KUPIB

Tak siK >)KUpH - HEPO3UYMHHI Y BOJI CHOIYKH, TO BOHU
MOKYTh I1JJaBaTUCS 111 (DEPMEHTIB, PO3YNHCHUX
y BOA1 TUILKH Ha IMMOBEPXH1 pO3A11y (ha3 BoAa/sKUP.
Tomy 11 maHKpEaTW4HOI JIIAa3H, SKa T1APOJI3yeE
KHAPH, epeaye €MYJIbI'yBaHHSI KHUPIB.
EMynbryBanHsi (3MIIIYBaHHS KUPY 3 BOJOIO)
B1JOYBA€THCSI B TOHKOMY KHIICYHUKY M1 HIE€IO
COJICM KOBYHHX KHMCIOT. JKOBYHI KMCIIOTH
CAHTE3YIOThCSI B ICUIHI[I 3 XOJECTEpPOIy 1
CEKPETYIOTHCS B )KOBUHUM MIXYD.



JKOBUH1  KMCIOTHM  [OIIOTh  SIK  JETEPIreHTH,
PO3TAIIOBYIOYHNCh Ha MOBEPXHI Kpameiab KUPY 1
3HIKYIOUM IIOBEPXHEBUM HaTAr. B pesynbrari
BEJIMK1 Kpaljll >KHUPYy pO30aJarTbCsid Ha Oe3iiy
MaJnuX, TOOTO B1JOYBA€ThCS €MYJIbI'YBAHHS KUDPY.
EMylbryBaHHsI OPU3BOJUTH 10 301bIICHHS IO
IOBEPXHI1 po3a11y (a3 KUp/BojAa, IO IPUCKOPIOE
TIAPOJI3  JKHPY  ITAHKPEATUYHOK  JIHA30}10.
EMylIbryBaHHIO  cOpHUS€E 1  IECPUCTAJIbTHKA
KUILICYHUKA.



s /Koguni Kuciomu YTBOPIOKOTBCS B IICYIHI 3
XOJIECTEPOaY 1 BUIUISIOTBCS B CKJIAJ1 »KOBUYI.
JKOBYH1 KHCJIOTM MOKHA MPEACTABUTH  SIK
OKCU(OPMH XOJIAHOBOI KHCJIOTH, K1 MAKOTh IIO
OJIH1M KapOOKCHUIIBHIN I'PYIll B O1YHOMY JIQHI[FO31 1
JNCKUIbKA OKCUTPYII Y IUKIAX:



= B ’KOBY1 TBapuH 1 JIIOIMHU IE€PEBAKAE XOJIECBA
(TPUT1IPOKCHUXOIAHOBA) 1 IE30KCUXOJIEBA
(AUT1IpOKCUXOJIAHOBA) KUCIIOTH



s 3HA4YHO MEHIIIE B ’KOBU1 JIITOXOJIEBO1

(MOHOT1JIPOKCUXO0JIAHOBO1) KUCJIOTH.

bigplia 4acTWHA KOBYHHX KHCJIOT 3'€IHYEThCS (KOH
I0OTy€) 3 aMIHOOLTOBOI KHCJIOTOKW (INIIMHOM) 1 3

MOXIJHUM  I[MCTEIHYy —  TaypHWHOM, YTBOPIOIOYHU
KOMILJIEKCH, 1 B TaKOMY BHUIVIAAl HAagXOAUTh B TOHKY
kuiky. Il KoH’roratu — IJIIKOXOJIEBa, TaypoOXOJIEBa,

[JI1KOAE30KCUXO0JICBA, TAYPOAEC30KCHUX0JIE€Ba KUCIOTH — IT1T
OIE0  KHIIKOBOI  MIKPO(MJIOpH  PO3MICIUIIOIOTHCS 3
YTBOPCHHSM BUIBHHX JKOBYHMX KHCJOT, SIK1 BCTYIIAlOTh B
peaKiili 3 JIIgaMH.



L'igpoJi3 TpuanuiIriinepoJiiB
MAHKPEATUYHOIO JIIIA3010



IlepeBaproBanHs ¢gochoriainepuain

docpommnaza A, Karamsye BIIIICIUICHHS MOJCKYIH
KapOOHOBOI KUCIIOTH B (PochaTuaIuiIxodiHy 3
yTBOpeHHAM J30ocharnannxominy. Docdommnasu A, C
1 D nani OCJIJOBHO BIIIICILTIOIOTh BiI[
M30(PoCchHATUANIXOIIHY HACHUYEHY KapOOHOBY KHCIOTY,
(docdarHy KUCIOTY 1 XOJIIH.



L'igpoJi3 egipiB xoj1eCcTEpoy B
TOHKIA KA
B  mAmIIyHKOBIM — 3a71031  MICTATBCA  TAKOXK
(bepMEHTH, M0 3a0€3IE€UylOTh IIOBHUM TI1APO13

CPIHTOMITIAIB Ta DIIKOJIIMIAIB, a TakKoX eQIipiB
XOJICCTEPOIY, SIK1 HAAXOAATh 3 1KCIO.

Xo.ecTepo.aecTepasa

RCOCH H

E@ip xoaecrepo.ry Xos1ecTepoa




YTBOpPEHHS 3MIIMIAHUX MilleJl 1 BCMOKTYBAHHSI
MPOAYKTIB iAPOJIi3y

[IpoaykTu Trigpomi3y JIIMAIB - KUPHI KHCIOTH 3
JTOBTUM BYIJICBOJIHEBHUM pagruKaJIOM,
2-MOHOAIWITIIILIEPOJIH, XOJIECTEPOJI, a TAKOXK COJIl
KOBUHHX  KHCJIOT yTBOPHOIOTH B  IIPOCBITI
KUIICYHUKY  CTPYKTYpH, IO  HA3WBAIOThCS
IMIULAHUMU MIiUeaamu (X01ein08l KOMNJIEKCU).

3MilIaHl Milead noOyJI0BaHI TaKUM
YUHOM, 110 T1ApoPoOH1 YaCTUHU
MOJIEKYJ  IIOBEPHEHI  BCEPEIUHY
MIIIEJIH, a T1IAPO(MPUIBHI - 30BHI, TOMY
MILEIM  J100pE PpPO3YMHSIOTBCI Y
BOJIHIN (pa31 BMICTY TOHKOI KHIIIKH.




s OCHOBHA YacTWHA MIIEJ] IOBHICTIO a00 IMiCid
IIONEPETHBOTO (IpUCTIHKOBOIO) po3Iaay
BCMOKTY€ETHCS qyepes CTIHKY TOHKOI'O
KUIICYHUKY. B momampmoMy 111 IPOIYKTH
PO3IICIUICHHS JIIOIJIB B KIITAHAX CJIIM30BOI1
OOOJIOHKM KMIIEUYHUKY MIAJal0ThCI Mpolecam
peCHHTE3y (CHHTE3y CIEHH(IYHUX JIIIOIB,
XapaKTepHUX JJIS JAHOTO opraHizmy). L1 miman
BIAPI3HAIOTHCS BlJl XapyOBMX >KHPIB 3a (PI13UKO-
XIMIYHUMH 1 010JI0TTYHUMH BIACTHUBOCTSIMHM.



LMpKYJIAIisa KOBYHUX KUCIOT

HanOuiblr  akTUBHO  COJII  >KOBYHHMX  KHCJIOT
BCMOKTYIOTBCSI B  KJIyOOBIM Kwumil. JKoB4YHI
KMCJIOTH JIaJIl MOTPAILISIIOTh Y€PE3 BOPOTHY BEHY B
MEYIHKY, 3 TIICYIHKH 3HOBY CEKPETYIOThCS B
KOBYHMI MIXYp 1 JaJIl 3HOBY IPUMMAaIOTh y4acTh B
€MYJIbI'YBaHHI KUPIB. [[er MUIsX KOBUHUX KUCIIOT
HAa3UBAlOTh «EHTEPOreNnaTHYHA UPKYJIALisa».
KoxHa MoeKylna >»KOBUHHUX KMCIOT 3a 40Oy
IPOXOIUTH 5-8 MUKIIB, 1 MPUOAN3HO 5% KOBUHHMX
KMCJIOT BUALISIETHCS 3 (DEKaATISIMU.



PecuHTE3 HEUTPAJIBHOIO JKUPY

= B CTIHII KHMIIEYHWKY DILUEpUH MOpU 11l
rmuepoiadochokiHazu B3aemomale 3 ATD 3
YyTBOPEHHSAM  riiepoadocdary. B mediHin
rmuepoiadocdar yTBOPHOEThCS, K 3 INIILCPHUHY,
TaKk 1 3 AuokcuanetroHdocdary (CHHTE3
TKaHWUHHOTIO JKHUPY).

[TapanenbHO 3 AKTHUBAIIIEIO TILEPUHY
B1J0YBA€THCSI AKTUBALIIS >KUPHUX KHUCJIIOT.



s Jlam AKTUBOBAaHWM  DIIIEpUH Ta  amui-S-KoA
B3a€EMO/IIIOTh MDK COOOK0 3 YTBOPEHHSIM (ocdaruaHol
KUCJIOTH.

= DocdarngHa KUCI0Ta MOKE BUKOPUCTOBYBATUCS B IBOX
HaIpsAMKax:

# nedochopriryernes, MIEPETBOPIOIOYNCH B
AUALIMITIILEPUI, SIKUH MPUETHYE 1€ OAHY KapOOHOBY
KHUCJIOTY 1 YTBOPIOETHCS XKUP;

@ MOXKE€ MEpEeTBOPIOBATHUCSA B  InepuH(GOCOhOIIITIN
(B3aEMOMIIOYM 3 AKTUBHOK  (POPMOKO  OJHOTO 3
AMIHOCIIMPTIB — KOJAMIHOM, XOJIIHOM a00 CEpPHHOM).
AKTHBaId aMIHOCHHUPTIB B10yBaeThes 3a ydacTtl LI TO.



PecuHTE3 HEUTPAJIBHOIO JKUPY

0
V4

CH, - OH 0 CH-0-C-R
‘ o | HOH H,PO,

ol 2R-C-SKoA |
- C-SKo
. > CH -OH —  CH-0-C-R, A7,
rniueponkiKasa | O  auuntpancdepasa | 0 docarasa

Va Y

CH, - OH CHz—O-{-OH CH,-0-P-OH
OH \OH

FAilepyH rniuepon-3-pocear dochatgHa kucnota

0 0
/ V4

CH2‘0‘C6R1 0 CH}‘O‘C(‘)Rl
| / 8 | /
i =0-f-p; BCN0  op . 5-@ 3y

0
| auunTpaHcepasa | 7

CH, - OH CHh=0-C-R;

aurn iuepua TPUrNi uepua




Pecunre3 pocdoaimiain

= Jl0 yTBOpEHHS JUIILEPUAY PEAKIl B1IOYBAKOTHCS
AHAJOT1YHO PEAKIISIM PECUHTE3Y TPULIILICPHUIIB.

Jlami:

Jurmuepup + LJI®-xomH — DochartuauiixoiiiH



3arajibHa XapakTepUCTHKA
JIIONPOTEIHIB

Jlimau y BogHOMY cepenoBull (a 3HAYWTh, 1 B KPOBI)
HEPO3YMHHI, TOMY JJIsI TPAaHCIOPTY JIIIAIB KPOB'H0 B
OpraHi3M1 YTBOPIOKThCS KOMIUICKCH JIIIIAIB 3 OLJIKaAMH -
JTIIOIIPOTEIHHU.

Bcl Tunm IimompoTeiHIB  MaroTh MOAIOHY OylIoOBy -
riapo@oOHe SApo 1 TiApoPUILHUN IIap Ha IIOBEPXHI.
['1apoduibHUN Iap YTBOPEHUN OLIKaMHM, SIKI HA3HMBAKOTh
aronpoTeiHaMu, 1 aMmP1PUIbHUMH MOJICKYJIaMH JIMIIB -
dochommpaamu Ta XxojecteposoMm. ['1apoduibHl rpynu
IIUX MOJIEKYJ] OOEpHEH1 J0 BOJAHOI (ha3u, a rigpodoOH1
YaCTUHH — JI0 I1ApOo(POOHOro sapa JIoIpPOTEiHy, B IKOMY
3HAXOAATHCS JIITIAN, 1[0 TPAHCIIOPTYIOTHCH.



JIIMOIPOTEIHH I1J1a3MHU KPOBi

Tparainepaan

bii1ok
(mporein)

Xo0./1eCTepHH,
3B'AA3aHHH 3 'KHPHHMH
KHCJIOTAMH




ANONPOTEIHA

ATIONpOTEIHA BUKOHYIOTh JICKUIbKA (DYHKIIIH:

* (DOPMYIOTh CTPYKTYPY JIIIIOOPOTEIHIB;

* B3aEMOIITh 3 pPEHENTOpaMH Ha MOBEPXHI
KJIITUH 1 TaKMM YHWHOM BH3HA4YalOTh, SKUMU
TKaHHMHAMM Oy[e 3aXOIUIFOBAaTHCS OAaHWM THIL
JIIOIIPOTEIHIB,;

* CciayXaThb (epMeHTamMH a00 aKTHBaTOpaMu
(b€ pMEHTIB, SIK1 J1}0Th HA JIIIOIPOTCIHMU.



AimonpoTeiHu
B opranizMi CMHTE3yIOThCS HACTYIHI TUIIH JIIOIPOTEIHIB:
. X1IOMIKpOHH (XM),

1

2. MOOIpOTEIHN AYyke HU3bKOI muibHOCT1 (JITTTHILL)
3. IIIOOPOTEIHM NPOMIKHOI IabHOCT1 (JITIIIILL)
4.
5

TIONPOTEIHN HU3bKO1 uIbHOCT1 (JITTHILY)
. IIIOMPOTEIHU BUCOKOI mabHOoCT1 (JITIBILY).

Koxxuuit 3 Tumi JIIT yTBOPIOETHCS B PI3HUX TKAaHUHAX 1
TpaHcnoprye nesH1 gimiau. Hanpukman, XM
TPAHCIOPTYIOTh EK30TCHHI1 (Xap4Y0B1) KHUPH 3 KUIICYHUKA

B TKAHWHHW, TOMY TPUALIWINIILEPOJIN CKIAAATh 10 85%
MAacCH IIUX YACTHH.



BiacTuBoCTI JIINOIPOTEIHIB

JIII noOpe poO34YMHSAIOTHCS B KPOBI, OIAJCCLCHIIIS
BIACYTHS, TaK SIK MAalOTh HEBEIMKHH PO3MIP 1
HEraTUBHUU 3apsia Ha moBepxHl. Jleski JIIT jerko
IPOXOAATh YEPE3 CTIHKH KaIllIIplB KPOBOHOCHHX
CYIHH 1 IEPEHOCSTh JINIAN 10 KIITHH.

Bemukuii posmip XM He J03BOISE€ IM IIPOHUKATH
yepe3 CTIHKM  KanuisipiB, TOMY 3  KIITHH
KUIICYHUKY BOHH CIOYaTKy IMOTPAILUIAIOTH B
TM(paTAYHY CHUCTEMY 1 IIOTIM 4Ye€pe3 TOJIOBHUH
TPYAHUN NPOTIK BIHBAOTBCI B KPOB pPa3oM 3
1M OI0.



L'iapoJi3 TKAHUHHUX KUPIB
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OKHCHEeHHS IIIePUHY

Cnoyarky IJLEPUH 34 Yy4YacTl 2niyepoirgochoKinasu
IIEPETBOPIOETHCA B a-Iiiepoiipocdar, mo my aiero HAJI-
3aJICKHOI1 a-aniyeponghocham- Oeeidpoeemwu
IIEPETBOPIOETLCS B zmrulpoxcnaueTOH(bochaT IKUH €
3BUYAMHUM METa0O0JIITOM FJIIKOJIlBy 1 BK/IIOYAETHCI B
IJ11KOJI13, IEPETBOPIOIOYMCH HOro (pepMeHTaMHU JI0 JaKTaTy
B aHaepoOHuMX ymoBax abo mo CO, 1 H,O B aepoOHuX.
IlepeTBOpEHHSI OAHIEI MOJIEKYJIHM DIILEPUHY OA€ OOHY
Mojiekyny AT® B aHaepoOHHX yMOBax 1 22 MOJEKYJIH
AT® B acpoOHUX.

['moepuH -  TapHUM  €HEPreTMYHMHA  cyOcTpar 1
BUKOPUCTOBYETHCS 3 II€0 METOK IIPAKTHYHO BCIMa
OpraHaMy 1 TKAHUHAMHM.
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OKHCHEHHA KUPHUX KUCIOT

OKHCHEHHS BHIIMX JKHUPHHUX KHCIOT OylI0 BIEpIIE
BuBYcHO y 1904 p. KHoomowm, sikuii, IIpu BBEJICHHI
TBapHHAM JXUPHHUX KHMCJIOT, II0Ka3aB, 110 B PE3yJIbTaTI iX
OKMCHEHHSI B1A0OYBA€ThCS MOCTYIIOBHM BIJIPUB JBOX
BYyIJICLICBUX (PparMeHTIB 3 KapOOKCUJIBHOIO KIHIIS.
KHoon Ha3BaB MeXaHI3M OKHMCHEHHSI >KMPHHUX KHCIIOT
B-oxucnenusam. Y 1948-1949 pp. Kenneni 1 JIeHiHgKEp
BCTAHOBWJIM, 1[0 OKMCHEHHS JKHPHHUX  KHCJIOT
B1AOYBA€ThCI TUIBKA B MITOXOHIpIsAX. JIiHEH 31
crmiBpoOiTHUKamMu  (1954-1958) omnumcaB  OCHOBHI
(bepMEHTATUBHI IPOLIECH OKUCHEHHS JKUPHUX KHCIOT.
B Haml yac [-OKHCHEHHS >XUPHHUX KHMCJIOT Ha3MBaIOTh
nukioM Kaoomna - JIiHeHa.



P-OKMCHEHHS )KUPHUX KUCJIOT

B-OkucHeHHS - coermu(pIYHUKA MHUIIX KaTaOomI3My KHPHHUX
KMCJIOT, IPH SKOMY Bl KapOOKCHJIBHOIO KIHIS >KHUPHOI
KMCJIOTH MOCHIIJOBHO BIAAUIAETHCS 1O 2 aroma KapOoHy y
BUIIIA 1 alleTUII-KoA. MeTtaOonuyHuM NUISAX - B-OKHUCHEHHS -
Ha3BaHUM TaK TOMY, IO PEaKili OKHWCHEHHS JXHUPHOI
KMCIIOTH B1a0yBaroThbca Ouist [J-aromy KapOony. Peaxinii
B-OKHCHEHHS 1 HACTYIMHOIO0 OKHUCHEHHS aneTmi-KoA B I[TK
€ OJJHAM 3 OCHOBHHUX IKepea eHeprii gia cuaTe3y AT® no
MEXaHI3My OKHCHOTo (ochopunyBaHHsd. [-OKHCHEHHS
KUPHUX KUCJIOT B1IOYBAETHCS TUIBKM B a6POOHMX YMOBAX.



AKTHBAIIA )KUPHUX KUCJIOT

[lepenq mnodaTkOM IIPOLIECY OKHUCHEHHS JKUPHI KHCJIOTH
IIOBMHHI OyTHM aKTHMBOBAaH1, TOOTO 3B'si3aHI MaKpOEPr14YHUM
3B's13KOM 3 KOA:

RCOOH + HSKoA + AT® — RCO ~ KoA + AM® + PP1.

Peakimiro  karamisye ¢depMeHT ayuin-KoA  cunmemasa.
[Tipoocdar, mo BUALIUBCSA B XOA1 PEAKIlll TAPOII3YEThCS
(dhepMeHTOM nipogocghamaszoio:

H,P,0, + H,0 — 2 H,PO,.

BuaineHHs eHeprii B pe3ynbTaTl Tigpoii3y MaKpOEpri4HOIO
3B's3Ky Mmipodocdary 3milnye piBHOBary peakiiii BIPaBO 1
3a0€e31euy€e IMMOBHOTY NEpeOIry peakiili aKTHBaIlli.



Tpancmoprt XKMPHHMX KHCJIOT B

MlTOXOHI[pll

OCKIIbKM  IPOLIEC  aKTUBaAIll  B1AOYBA€TbCSA  I103a
MITOXOHAPIM, TO Jajl € HEOOXITHMM TPAHCIOPT AUy
4yepe3 MeMOpaHy BCepEeANHY MITOXOHAPIH.

TpancnopT B1AOYBa€ThCS 3a y4acTl KApPHIMUHY, HA SIKUU
NepeKuaeTbcsd auuil 3 amui-KoA Ha 30BHIIIHIA
CTOPOHI. ANWIKAPHITHH JUQYHOYE 10 BHYTPIIHBOI
CTOPOHH MeMOpaHH, Ji¢ BiAgae cBid auun KoeH3nMmyA,
SIKM 3HAXOMUTHCS B Marpukcl. IIpormec 3BOPOTHOTO
IEPEHECEHHS  AlnITy Mk KoA 1 KapHITMHOM Ha
30BHIIIHIMA 1  BHYTPIIIHIA  CTOPOHI  MEMOpaHHU
3I1IACHIOETHCS (hepMEeHTOM ayun-KoA-kapHimun-
mpaHcghepazorio.



IIpOHUKHEHHS dKUPHUX KHCJIOT
yepes MeMOpaHy MITOXOHAPIT




= Po3nisiHEMO peakinli [B-OKMCHEHHS Ha IIPUKJIAAl
nanemiTiHOBOI  kucnotn  —  C H, COOH.
[lounHaeTbCcsl 1€MW  OpoHEC 3  aKTWBAIll
KapOOHOBOI KHCJIOTH 3a ydacTi HS-KoA, ATD 1

dpepmenty aumia-KoA-cunrerasu:



= AKTHMBOBAaHA I1aJIbMITHHOBA KMCJIOTA BCTYIIA€ B
[IEPIIYy PEAKIII0 P-OKHCHEHHS 3r1JHO HACTYITHOI
CXEMU:



2. HeHacnyeHna KMCIIOTa IPUETHYE BOIY 1
IEPETBOPIOETHCA B 3-OKCH-TTAIbMITHHOBY
KMCJIOTY (aKTUBHY (pOopMY):



3. HactynHa peakiiist OKUCHEHHS IPOXOAUTh 0171 [3-
atoMy KapOoHy [3-OKCH-TIaIbMITUHOBOI KMCJIOTH,
TOMY 1 BE€Ch IIJIIX HACTYIHUX IIEPETBOPCHD
OTpHUMAaB Ha3BY [3-OKMCHECHHSI.



4. 3aKkiH4ye€ThCS MEPIINM LUK [J-OKHCHEHHS
B1AILICIICHHSIM B1/1 BUX1THOI KHUCJIOTH

ABOBYIVICIICBOIO 3AJUINKY Yy BHUIJISAAl AKTHBHOI
ouroBoi kucaoTu (CH,—CO—SKoA):

MipucTrHOBa KMCIIOTaA, $SKa YTBOpPWJIAcsS B pe3yibTarl
OJJHOTO LMKy [-OKMCHEHHS IaJbMITHHOBOI KHCJIOTH,
3HOBY MIJJISITAa€ OKHCHEHHIO, SK 1 B MOINEPECIHbOMY
BUIIAJIKY, JIO JJAypPUHOBOI KHUCJIOTH, a Jajl JI0 KalPHUHOBOI 1
TaK J0 THUX IIP, JOKH BCS MOJEKyJa BHUXIJHOI KHCIIOTH
PO3MAACTHCA A0 AKTUBHHUX 3AJIMIIKIB OLITOBOI KUCJIOTH.



= Y BUNAJIKy OKMCHEHHS MaJbMITUHOBOI KMCJIOTH
B-oxucHeHHs Oyne moBTOprOBaTUCS 7 pasiB. Tak, B
MOJICKYJI1 HAJIbMITHHOBOI KUCJIOTH 16 aTtomiB
KapOony, 3HaunTh, 16 : 2—1=7 HuKmBs.

= B pesyaprari omgHOro WKy [3-OKHCHEHHS
BUAUISETHCS CHEPris, SIKa aKyMYJIIOEThCS B II'SITH
moJiekyinax AT® (peakmii 1 1 3). Bceoro takux
[UKIIB [3-OKHUCHEHHS JJIS1 HaJIbMITHHOBOI KMCIIOTH
ciM. OT:ke, TIJIBKH 32 PAaXyHOK P-OKHCHEHHHA
NAJbMITHHOBOI KHCJIO0TH YTBOPIOETHCA:

S AT® X7 mukaiB = 35 ATO.



AKTHBHI 3aJIMIIKKA OLTOBOI KHCJOTH, $SKI YTBOPWIMCS B
pe3yiabrari  P-okucHeHHs, Bkao4darotbes B L[TK, n#e
OKMCHIOIOTHCS 3 YTBOPEHHSIM ATO.

Y naneMiTHHOBOI Kuciiotu 16 aromiB Kapoony. Otxe, 16 : 2=8
MOJICKYJ OIITOBOI KHCIIOTH YTBOPIOETHCS MPH IOBHOMY
B-oKHCHEHHI 1€l KUCIOTH.

OHa MOJIEKYJIa OLITOBOI KUCIOTH, ika OKUCHIOETHCS B LITK, nae
12 AT®, a BiciM Takux MoJeKys: 12 ATO*x8=96 ATO.

Bcboro npu OKMCHEHHI ITaJIbMITHHOBOI KUCIOTH 10 HZO 1 COz,

3a paxyHOK 7 muKJIB B-okucHeHHs 1 8 L[TK yTBOproeThes
131 AT®D: (35 AT®+96 AT®=131 ATD).

JIns BBeneHHST KapOOHOBOI KHCIIOTH B PEakilli [B-OKHUCHEHHS
BUKOPHUCTOBYEThCS OJHA Mojekyjaa AT®d, ToMy YHUCTHUH BHUXI]

€Heprii I Opra”i3aMy IpHd OKMCHEHHI1 HaJbMITHHOBOI KHUCIIOTH
ckinamac: 131 ATO—1 ATO=130 ATD.
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B 0ararb0X TKaHMHAX OKHCHEHHS >KHUPHHUX KHCJIOT - Ba)KJIMBE
JoKepesio eHepril. lle TkaHMHHM 3 BHCOKOK) aKTHBHICTIO
¢pepmenTiB L[TK 1 gumxanbHOro MHaHOOTY - KIITHHU
YEPBOHUX CKEJIECTHHUX M'SI31B, CEPLICBUM M's13, HUPKH.
Eputponutu, B SKHX BIJACYTHI MITOXOHJPIi, HE MOXYTh
OKHMCHIOBATH JKUPHI1 KUCJIOTH.

Takoxx KUpHI KUCIOTH HE € JHKEPEIOM €HEPrii JIJIsl MO3KY Ta
IHIIMX HEPBOBUX TKAHUH, TaK SK BOHU HE IMPOXOISITH Uepe3
reMaToceHuedamyauid  Oap'ep, SK 1 1HII T1apodoOH1
pPEUOBHMHHU. B eKclepuMeHTaxX MOKa3aHO, IO IIBHAKICTD
OOMIHY >KMPHHUX KHCJIOT B HEPBOBIA TKAHHMHI € CYTTEBO
MEHIIIOI0, HDK B 1HIINX TKaHUHAaX.



s 0-OKUCHEHHA JICUPHUX Kuciom Bl1OOYyBA€ThCI B
MIKPOCOMAaJIbHIA (Ppakili KIITHH (0COOJMBO HEPBOBUX)
Opyd A1i MOHOOKCUI€HA3 1 3aBEPIIYETHCS CKOPOYCHHSIM
BYTJICIIEBOTO JTAHITIOTY [MUISIXOM 17(0IR0)
NeKapOOKCHUITYBaHHS.

= YKOpoueHa Ha oauH aroM KapOoHy Kuciaora B
MOJAJIBIIOMY ITIJAETHCA [J-OKUCHEHHIO JI0 YTBOPEHHS
IPOMIOHOBOI KUCHOTH. [IpomioHOBa KHCIOTA NPHETHYE
CO, 1 mepeTBOPIOEThCS B METHJIMATIOHOBY, a MOTIM B
SHTapHY, SIKa € OAHuUM 13 kKoMmnoHeHTIB I[TK, ToOTo
Kara0oJ3M KapOOHOBUX KHCJIOT 3a TakKUX YMOB
00'€THY€THCS 3 KaTa0OI13MOM BYTJICBO/IIB.



= KapOOHOBI KHMCIIOTH, $KI MAarTh BYIJICLCBUU
JaHIIOT CEpeaHbOl OOBXKMHHA (8—12 aromiB
KapOoHy) MOXXYTh CHOYaTKy OKHMCHIOBAaTHCS B
(M-I10JI0KCHHI. [Ipu [bOMY BOHU
[IEPETBOPIOIOTECA B JUKApPOOHOB1 KHCIOTH, SKI
IIOTOM MI1AJaI0ThCA [J-OKHMCHEHHIO 3 000X KIHIIIB
MOJIEKYJIH OO YTBOPEHHS SHTAPHOI KHUCIOTH, SIKa
OKUCHIOEThCA B L[ TK.



OKucHeHHA HeHACUYCHUX HCUPDHUX KUC/Iom

sHeHacnyeHl  KHpHI  KHCIOTH  OKMCHIOKOTBCS
IIBUAIIE, HI’K HACUYEH]I.

= llepmum eraritoM OKHMCHEHHSI HEHACHYEHOI
KUPHOI  KHCJIOTH €  JEriApyBaHHA 11 3
BIAUICIUICHHSAIM  OJHOTO aroMy I'1aporeHy, B
pe3ynbTaTl 40ro BOHA MEPETBOPHOETHCS Yy BUIBHUU
pagukain. IlogBiiiHl 3B'I3KM, $SK1 paHime OyiIu
130JIbOBAHUMH, CTAKOTh CIPSIKCHUMH.



= Takl KHMCIOTH 31 CHPSKCHHMH IIOJIBIMHUMH 3B'SI3KaAMMU
Oy’K€ aKTHBHI 1 3a HASBHOCTI KMCHIO OKHCHIOIOTBCS 3
YTBOPCHHSM  TIAPONEPOKCHAIB  a00  IMKIIYHHX

IIEPOKCH/IIB:

[lepokcuan 1 TIAPONEPOKCHUIN PO3MICIUIFOITHCS Jall 3

YTBOPEHHSAM KUPHOTO anbACT1Y (HampuKJIam,
KaIlpOHOBOI'0), MAJIOHOBOIO AUAJbACTIAY 1 HaIBaJbIACTIIY
IUKApOOHOBOI1 KUCJIOTH. K1JIBbKICTB YTBOPEHOTO

MAJIOHOBOIO  JHAJBIACTIAY  3HAXOAUTHCA B MPSAMIM
3aJICKHOCTI1 Bl KUJIBKOCTI HMOABIMHMX 3B'SI3KIB B MOJICKYII1
MOJIHCHACUYEHO1 KUPHOI KMCIIOTH.



bIOCHHTE3 IIPOCTHUX /KHPIB

= B10CHMHTE3 MONEKYJIN XKHUPY CKIAJAETHCSA 3 TPHOX
OCHOBHMX MPOILIECCIB:

. yTBOpEHHS BUIIO1 AKUPHOI KUCJIOTH
2. YTBOPECHHS TIILICPUHY

3. OlOCHMHTE3 XHMPY 3 aKTMBHMX (DOpM IIMX
KOMIIOHEHTIB.



1. biocunmes euuiux HcupHux KUcjiom

= B KiIITMHaAxX opraHi3amy >KMpH1 KHCJIOTH CHHTE3YIOTHCS 3
aneTii-KoA, 10 yTBOPIOETHCS 3 HAAIUIIKOBOI TTIFOKO3H
1K1, sKa He OyJla BHKOPHCTaHa OpPraHi3MOM Ha
€HEPreTUYHI MoTpedur. B SAKOCT1 BITHOBHUKA B O10CUHTE31
KUPHUX KHUCIOT TmpuriMae ydacte HAJIPH, o
CUHTE3Y€E€ThbCSA, B OCHOBHOMY, B MNEHTO30(ochaTHOMY
[IJISIXY PO3IIaJay BYIJIEBOIB.

= bloOCHMHTE3 JXKUPHUX KHUCIOT 3A1MCHIOETHCS B LIMTOILIA3MI
KJIITHH 1 KaTal13y€eThCs MOJI(PEPMEHTHUM KOMILIEKCOM —
RATbMIMUICUHMEMA3010, 110 CKJIAJAEThCI 3 CEMHU
(bepMEHTIB.



= CymapHa peakiist 010CUHTE3Y )KUPHUX KUCJIOT B
[IUTOIIa3M1 Ma€ HACTYITHUM BUIJIS/L (E
— MaJIbMITUJICUHTETA34):

Anernia-KoA + 7Manonia-KoA + 14(HAJJ®H+H") + E—
HMaabmiTuia-E + 7CO, + 8HS-KoA + 14HAJI® + 7 H,O
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3 anermi1-KoA yrBOoproerncst MajaoHLI-KoA:

C//O
2+
H3C—C~ SKoA + CO, + AT® Mg~ currerasa » CHy, + ALD® + HzPO,
KapOOHOBUX KUCIIOT | %O
(BiTamiH H) C—~ SKoA

MaJioHiNn-KoA



bynoBa MyIbTU(EPMEHTHOTO KOMILJIEKCY —
CUHTA3H JKUPHUX KUCIIOT
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,,38 8 CuHTE3 MAJIBLMITUHOBOIT

CHg—CH= cn-c—s
AueTwn-KoA NADPH+H*

HSKoA 6 KI/I CJ_I OTI/I

CHs—(ﬁ‘o—S
’ 8
HS

1

CuHTa3a )XUPHUX KHUCJIOT: B
nepimomMy nporomepl SH-rpyna

HSKoA

CHi-C-8
0 8

docdonanTereiny. Ilicms
3aBEPIICHHS MEPIIOro [TUKITY
paaukai OyTHPUITY

CHy—CH,~ t:,l-l2

eeiion HAJIEKUTH [UCTEIHY, Y APYTOMY —

HOOC-CHz— c-§
[\_‘ ﬁ s ol nepeHocuThes Ha SH-rpyIy
HSKoA
éHs—E;H,—CHz . nepuroro nmporomepy. [lotim
8 MOBTOPIOETHCS Ta XK
8 oco-curg-s TTOCITIIOBHICT PEAKIIIH, I10 1 B
H,C~C~— CHZ—C—
" NADPHH nepuroMy nukii. Ianesmitoin-E —
3aJTUIIOK NAJIbMITHHOBOT
KHUCJIOTH, 3B'sI3aHUM 13 CHHTA3010
B o 8 KUPHUX KUCIIOT. B CHHTE30BaH1M
o-H-oHe g °”=‘°"*‘°“=‘§“°“2‘§‘T KUPHIA KUCIOTI TIIBKU 2
1 ! nuctanbHuX atomu KapOony,
! IMO3HAYEHUX *, MOXOOATH 3
Manoweronn-& aneTuia-KoA, 1HII1 — 3 MaJOH1JI-

H,0 KoA.

NaneMurar



3arajbHa cxeMa peakuii CHHTE3Y
MAaJbLMITUHOBOI KHCJIOTH
0 O
CHy-C-S-E | HOOGC-CHy-C-S-E

AneTn.1, 3B'93aHHH Ma. 10HI1, 3B'93aHHEH
3 hepMeHTOM 3 hepMeHTOM

KoHaeHcania

1 BigHOB.1eHHA

I Herigparanis

l BigHOB.1eHHA
o
CH4-CH,-CH,-C-S-E  Bytwpwn-E

Ili peaknii 1OBTOPHIOTHCH 7 pasiB, BCHOT0
BHKOPHCTOBYEThCA 1 anmeTH.1-KoA i 7 Mmaanori1-KoA, mod
YTBOPHTH NAJIbMITHHOBY KHCI0TY (16:0)




YTBOpPEeHHSA NMOABINHMX 3B'AA3KIB Y
pPaAaMKAJIAX dKUPHUX KHUCJIOT

BBeaeHHST NOABIMHMX 3BSI3KIB Y PaJUKAIIN )KUPHUX
KMCJIOT Ha3UBA€EThC Jecarypalicro. OCHOBHI KHUPHI
KMCJIOTH, 1110 YTBOPIOKTHLCSA B OpPraHi3Ml JIFOAUHU B
pe3yJbTarl Jecarypailli, — HajJbMITOOJIECIHOBA
(C16:1A9) 1 oneinoBa (C18:1A9).

YTBOPEHHS MOABIMHUX 3B'SI3KIB Y paJuKaliaX ) KUPHUX
KMCJIOT B1JI0yBaeThcs B EP B peakiisax 3a y4yacri
MOJIeKyIIpHOTO KrCHIO, NADH 1 iiutoxpomy b..



JI1si yTBOpPEHHS MOABIMHOTO 3B'SI3Ky B pagvKall
KUPHOI KHCJIOTH HEOOXITHHUMH € MOJICKYJISIpHUN
kuceHb, NADH, mwmrtoxpom b, 1 FAD-3anexHa
pemykrasa IUTOXpOMY b.. ATOMI/I ['1mporeny, sKi
BIAUICIUIFOIOTBCSA Bl ~ HACHYEHOI  KMCIIOTH,
BUAUISIOTBCS y BUDIAAl  Boau. OpuH  aToM
MOJICKYJISIPHOTO KHCHIO BKJIFOYAETHCSI B MOJIEKYIY
BOJAM, a 1HIIMM TAKOXX BIITHOBIIIOETHCA IO BOAU 3a
y4acTl eiaekTpoHiB NADH, skl mepenaroTbCcsa depes

FADH, 1 uroxpom b..



YTBOpPEHHS HEHACUYCHUX KHUPHUX
KUCJIOT
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CuHTEe3 ) KUPHUX KHCJIOT Ma€ PsiJi 0COOJIMBOCTEM:

Ha BIAMIHY B1Ji OKHCHEHHSI CHHTE3 JOKaJII30BaHUU
B CHAOILIa3MAaTUYHOMY PETHUKYIYMI;

JKEpEeoM  cuHTEe3y €  MalnoHLI-KoA,  axui
YTBOPIOETHC 3 alleTHII-KOA;

ateTuiI-KoA 0e3mocepeqHb0 B PEAKIISIX CHUHTE3Y
BUKOPHUCTOBYETHCS TUILKHU SIK «3aTPaBKay;

I BIJHOBJICHHS IIPOMIXKHHX IPOAYKTIB CHHTE3Y
KUPHHUX KUCIIOT BUKopuctoByeThbest HAJI® - H.;

BCl CTaAlli CHHTE3y >KHPHOI KHMCIOTH 3 MAaJIOHLI-
KoA mpencraBisioTh 000X IUKIIYHUM IIPOIIEC,
KU B1J10YBa€THCS Ha MIOBEPXHI
NaJIbMITaTCUHTETA3H.



2. biocunmes 2niyepuny

= OCHOBHUM NUISIXOM O10CHHTE3Y TIILIEPOTY B OPraHi3ml JIKOAUHU
€ BIJTHOBJICHHS IUT1APOKCHALIETOHMOHOMOC(haTy B
o-mmaepoadocdar. Ller mponec 1IHTEHCUBHO B1IOYBA€ThHCS B
O0ararbOX TKaHMHAX (MEYI1HIIl, YKUPOBIA TKAHWHI, TOHKIA KHIIIIl
Ta 1H.), B pe3yJabTarl KaraliTU4HOI JO1i  (QepMeHTy
riepoihocdaraeriiporeHasu:



= o-Imuepondochar (mmuepoiadocdarHa KucaoTa) SK
aKTMBHA (popMa TIIMIEPOJy BHUKOPUCTOBYETHCS IS
O10CMHTE3y TPHULIILEPHUAIB, TOOTO MOPOCTHUX KHUPIB, 1
CKJIQIHUX JIIIT1T1B — docdommmlB. YacTtrHa
rmnepoipocdary mp BILIMBOM (epMeHTY docdara3u
(rmiepoi-1-gocdarazn) rigpoa3yeTbcss Ha IILEPOT 1
(dbocharHy KHUCIOTY:



3. CuHTE3 KUPIB B MEYIHII TA )KUPOBiM TKAHUHI

(I[A(I) —npurigpoanerondocdar, Al — nnanuariinepun)

I'/IFIOKO3A

Peaxuyisa npoxooums
MLILKU 6 KILMUHAX
. HeYiHKU

+~ Annia KoA
PocarugHa KUcnorta

[ neo,
DAl

l/ Annia-KoA

TAl




BbiocuHTEe3 KeTOHOBHMX TIiJI

= KeToHOB1 Tu1a yTBOpHOKOTBCS B meviHml. Lle
HEJTOOKUCHEH1 METAa0O0IITH JIMIIHOIr0, 1 MEHIIOI
MIPOKO, OIKOBOIO 0OOMIHY. I 0JIOBHUM K€TOHOBHUM
TUIOM € aleTOOUTOBA KHCIOTA, SKYy MOXKHA
OPEACTAaBUTH SK IIPOAYKT KOHACHCAIl JIBOX
MOJIEKYJI OLITOBOI KHCJIOTH. YTBOPIOETHCS BOHA
IOCTIMHO 1 3HAXOAUTBCSI B IEPUDECPUUYHUX

TKaHWHAaX, B TOMY YHCJ1 B KPOBI TBapHH, B MEKax
2,5-6,0 mr%.



= Y BUIIAAKY NPUCKOPEHOTO [B-OKHMCHEHHS KUIBKICTh

allCTOOLTOBO1  KHCJIOTA PI3KO  301IbIIYETHCS.
[Iopsng 3 HEW YTBOPIOKOTHCI  MATOJIOTIYHI
KETOHOB1 TLla — [J-OKCHMMAacCI/siHa KHCIIOTa 1
AllETOH.



= Y 3B'SI3Ky 3 IIUM 3arajbHa KUIbKICTh KETOHOBHX
TUI Y KpOB1 30LILIIYETHCA B JACKIJIbKA pasiB 1
MOke CcTaHOBUTH 30-100-200 Mr%. Y Takomy
BUIIAJAKY BUHUKAE TaKUN CTaH, SIK KemoHeMis
(ayemonemisi). KeTOHOB1 Tina MNOpd LbOMY
3'IBISIOTECS B C@Ul (KEemOHYpisi), MOJIOII
(KemoHaKmis).

= B HOpM1 KETOHOBI TUIa 3 IICYIHKH, B SKIH
YTBOPIOETBCS 1X BEJIMKA KUIbKICTh, KpPOB'IO
IEPECHOCATHCSA OO0 HepuPEepUUYHUX  TKAHUH
(mepeBakHO 0 M'SI3IB), A€ 1 BUKOPUCTOBYIOTHCS
B PEAKIIAX SK JHKEPEIO CHEPrii.



Peryisiuis JimiIHOro0 0OMIHY

1. 30BHIIIHI (PAKTOPH (THUII XapUyBaHH):

HaJIJIMIIOK BYIJICBOIB Yy PalllOHI
IIPUCKOPIOE MPOLECH CUHTE3Y JKHPIB
(JIIIIOreHe3y);

roJIOnyBaHHs a00 Oarara *KMpamMu DKa
3MEHITYIOTh MPOIIECU CHHTE3Y KUPIB.



2. BHyTpiiH1 (paKTOpH:
= TOPMOHH, SIK1 IIPUCKOPIOIOTH MIPOLICCH
JIIIOT€HE3Y:
- 1HCYJIIH;
= TOPMOHH, SIK1 IPUCKOPIOIOTH IIPOIECH JIMOI13Y
(po3manmy JiHiaiB):
- TAPOKCHH,;
- aJIpCHAJIIH 1 HOpagpECHAIIH;
- AHIPOTECHU;

- COMATOTPOIIHUM 1 TIHOTPOIIHUM
TOPMOHH.



IlaroJjioris JimiaHOro oOMIiHYy

1. Oxcupinns

I lpuymHuU:

= TIIOQYHKIIS IIUTONOA10HO1 341034 (110
THUPOKCHHY );

= HECTaya JIIOTPOHHOTO TOPMOHY T1HOP13Yy.



2. llopywennsa nepeeaproéanns i 3ac60€HHA JIINIOIE:

= 3aXBOPIOBAHHS NIJANLIYHKOBOI 3aJI03M (HEAOCTATHS
CEKpEIIls 1 aKTUBHICTh ITAHKPEATUYHOI JIIIa3H);

= IIOPYIICHHS BUALICHHS 1 CEKpeIll »KOBY1 (?KOBUHHX
KHUCJIOT);

= 3alaJICHHS CJIM30BO1 000JOHKH KUIICYHUKY (HOPYIICHHS
IPOILECIB BCMOKTYBaHHS ).



3. Kemo3u — XxapakTepu3yrObTCsl KCTOHEMIEIO Ta
KETOHYPI1€r0. 1IpUyrHu:

= HECTaya 1HCYIIHY;
= B -aBitamino3s (mediuut HS-KoA);
= Hecraya [IIOK — karam3zaropa LITK;

= HAJUIMIIOK aleTHII- -KoA, sikri IpUCKOprO€e
HAJJIUIIKOBUM CUHTE3 KETOHOBUX TI1JI;

s D-aBiTamMiHO3, IPU SKOMY IPUTHITYETHCS
AKTUBHICTB ITyCKOBOTO (hepMeHTy L[TK
[ATPAaTCUHTA3U;

= HAJIHUIIKOBA KUIBKICTh B PaI10H] OLJIKIB 1
KETOT€HHUX aMIHOKMCIIOT (JICUIIMH, J13H1H,
(peHLIaIaH1H, TUPO3UH, TPUOTO(AaH) IPU HECTAUl
B OpraHi3Ml1 BYIJICBO/IB.




4. Amepocknepos.

= 30UIBIICHHS B KPOB1 BUILHUX KUPHUX
KU CJIOT;

= miaBuiicHHS B Kpos1 JITIJIHIIL Ta JITTHIII.



