ITorrraBchbEMi TepsKaBHUM MeTUIHNY yHIBEPCHTET
Kadenpa 61os0oriusoi Ta 6100praHIIHOL X1Mii

npod. Hemopaga K.C., PhD Koremiska A.A.

METABOJII3M JHIIIJIIB - 1.

ObMIH TPUALMJIIJIILIEPOJIIB. ObMIH BXXK.
KETOI'EHES. TPAHCIIOPTHI ®OPMU
JIIIIAIB. ObBMIH CKJIAJIHUX JIITIIIIB.
CTEATO3. OJKUPIHHA.




[1JIAH JIEKLII

e Kitacudikania ta ¢yHkuii jinifgin

e TpaHcnopTHi popMHU JiniAiB

e KaTabousiam TpuanuiriainepoJiis (TAI') B agunonuTax >KUpoBOi TKAHWHU: MOCJIiJOBHICTb peakKliy,
MeXaHI3MU perysdalii akTUBHOCTI TpUTIJIiLepUuaainasu.

e HeriporymopaJibHa peryJisiis JiinoJiisy 3a y4acTo aZjpeHasliHy, HopaJpeHaJliHy, [JIOKaroHy Ta iHCyJIiHY.
e PeakIiil OKMC/IeHHS )KUPHUX KUCJIOT ([3-OKUCJIEHHS ); POJIb KAPHITUHY B TPAHCIOPTIi )KUPHUX KUCJIOT B
MITOXOH/APII.

e OKuUC/IeHHs TinepoJy: depMeHTAaTHBHI peakllii, 6ioeHepreTHKa.

e KeToHOBI Tis1a. Peaklii 6iocMHTEe3y Ta yTHi3al1lil KETOHOBUX TiJl, ¢i3ioi0oriyHe 3Ha4eHHS.

e biocuHTe3 BUIUX )kUpHUX KUCA0T (BXKK): peakiiii 6i0cMHTE3y HACUYEHUX }KUPHUX KUCJIOT (MaJIbMITaTy)
Ta PeryJdlid nporecy.

e biocunTtes TAT'

e O6MiH cknagHuX JinigiB. Cteatos. ChiHroainigosu.

e O2KUpIHHA.

»



KJACUDIKALIA JIMIAIB  OYHKLIT JITI/IIB

- - "PE3EPBHO-EHEPIE€THUYIHA
1L e i 2, (L (BUKOHYIOTH npocTi Jiinigu TAI- pe3eps
| [ e BXK, aki B noganbimomy
-®°°¢’?"'mn"‘] S BUKOPHUCTOBYIOTHCA KJIITUHAMH, AK
| | eHepreTU4Hi cyocTpaTH)
:nﬁ:g::;'; ®£g‘;>u:n':ﬁ{nli I Coinroninin | | Coinroniniam
| . | "CTPVKTVPHA (peanisyoTs cknazHi
—gc‘}.%*{'ul Mj&'}%}' s 3 ..]IiHi,L[I/I — OyZ0Ba 6i0JIOTIYHUX MeMOpaH Ta
|| KupHi Xupsi 1 | Xupsi ' KupHi IH')
= KMCJIOTH| ' |IMCIIOT5 KUCNOTH = KMCIDTH[
N G 4 Q [ | -
| [ (8 oo | B[ po, | [ rwiowo PETVJIATOPHA (X?JIGCT@pOJI |
! L ot (0 | HL CyoCTpaT CUHTE3Y CTEPOIAHUX TOPMOHIB,
= = caxa- agaxi,qOH(_)_Bg BXKK cy6cTpat cuHTEe3y
punu eMKO03aHOI/iB)

3. Ctepoiau X0J1eCTepoJI




TPAHCITIOPTHI ®OPMU JIIIIIAIB

MOHOLLAP
®OCOONINIAIB

ApoB-100

BIIbHUM
XONECTEPO/I

TPUALMNIMNILEPONI

ECTEPU
XONECTEPONY

= Jlimign - rigpodoOHI pedyoBUHH, TOMY iX

TPaHCIOPT B IlJIa3Mi KPOBI CaMOCTIMHO He
MOXJUBUM  ()kMpoBa  emboJiii). BoHmu
TPAHCIOPTYIOTbCA Yy BUIVIAAI JIIONPOTEIHIB
(JIIT) - kommuekcy JinigiB 3 oOiikamu. JIII
TPAHCHOPTYIOTh He TIJIbKU JINIAA 0 KJIITHH,
aje 1 3JaTHI [JpeHyBaTU KJITUHU Bi[
HAJIMIIKY JITIAIB, @ TAKOX TPAHCIOPTYBATH
YKUPOPO3YMHHI TOPMOHU TA BITAMIHU.




KJIACUDIKALIA JIITIONPOTEIHIB

=3a U_[iJH:)HiCTI'O (3a71€3KUTh

Bi/I BIICOTKOBOI'O BMICTV JiliZAiB Ta
OIJIKIB )

e XiJIOMIKpOHH

e JlimonpoTelHU Ay>Ke HU3bKOI 1LiJIbHOCTI

(JIIIAHIL)

e JIiMONpPOTEIHU NPOMIXKHOI LIIJIBHOCTI

(JIIIITLL)

e J/limonpoTeiHu HU3bKOI iabHOCTI (JITTHILL)

e J/limonpoTteinu Bucokol mjisibHOCTi (JITIBILL)

=3a eJIEKTPOPOPETUYHOIO

PYXJIUBICTIO

e X1JIOMIKPOHH Ha CTApPTi

o JIIIAHII nepen B-rs106ysiHaMU MJ1a3MU KPOBI,
TOMY MarTb Ha3By npe-JIII

o JITTHIL] BXoASTh /10 CKIaAy [3-Ty100y/1iHOBOI
dpakiiii 6i/JIKiB J1a3MH KPOBi, TOMY MalOTh Ha3BYy
B-JII1

o JITIBIII BXOAATH 10 CKJIaAy Q-TJIOOYJIiHIB IJ1a3MHU
KpOBI, TOMYy MalOTh Ha3By a-JIII.

»



TPAHCITOPTHI ®OPMHU JIIIIAIB

anoA, anoBgug anoB o | r anoA
anoC, anoE anoC, anoE anoB oo anoB o anoC

N — — — — ancE

v

Xinomikpoxn nnaHLWw nnnwy NNHLWY nnsw
abo npep-JliIl abo B-JII1  abo a-JII1
Tpwauunrniyeponum - Xonecrepon . ®ocooninigu AnobBinkn

Ckopo6oraTtoBa 3.M. ATsiac MeTaboJiuHUX 1IAXiB. HaBuanbHui noci6Huk/3.M. Ckopo6oratoBa; HAH Ykpainy, [HCTUTYT $i3uko-opraHivyHoi Ximil i
ByrJiexiMii iM. JI. M. JlutBuHenka HAH Ykpaiuu. - K.: Akagemnepionuka, 2017.




[JIAXW YTHUAI3ALII JIITTOMTPOTEIHIB

* BHYTpIIIHbOCYAMHHUM JIiNOJ1i3 | =Penentop-onocepeAKOBAHUU

TpaHcnopt JIII
BHYTPIMHBOKJIITUHHO LIJIAXOM
€H0LIUTO3Y

Ha IMMOBEPXHI KJIITUH Y
MIKPOLUPKYJIAATOPHOMY PYCJI i
JIEIO JIIITOIIPOTEIHJIINA3 U
(me4yiHKOBOI Ta MO3aIe4YiHKOBOI,
renapyuH-4yTJIMBOI, AKa
aKTUBYETbCA AnioC2)




METABOJII3M XIJIOMIKPOHIB TA JIITAHI

anoB-48
HUPOBA
) —p TKAHWHA
XINOMIKPOH
KULWKIBHUK (nimba)
(enirenii)
anoE
BXK
XONECTEPON [NILEPON-3-®
PeMHaHTHI
XUVTOMIKPOHM
NEYIHKA N anoB-100 Tpurniyepugn
- .
t ANAHW m'oE anoC-I|
- (xpos) anaHW  f | [MILEPON-3-©
(xpos) : Ninonporein

.°ono.|o.ol’ @ ninaia

anoE —_ - anoB-100
TAr
XC

annwy

BXK

Turco, S., Lane, R., & Harden, R. M. (Eds.). (2018). USMLE Step 1 lecture notes 2018: Biochemistry and
medical genetics. Kaplan, Inc.




F1IAPOJII3 TPUALIAJITJIILEPOJIIB (JIITIOJII3)

KupoBe aeno /OAMHU: rinogepMa (mifglmKipHa
KUpPOBa KJIITKOBWHA) Ta BicUepaJlbHUU KOMIAPTMEHT KUPY
(canbHUKH, OpuXKi, peTponepUTOHeaJbHUW MNPOCTIp Ta iH.).

= bygoBa agunonuTa

[ Snpo ,_ / MitoxoHapis ]
ApunouuTty 3aTHI HakonuyyBaTu TAI' y KiibKOCTI SIS
710 80% 06'eMy KJIITMHHU Ta 3a KiJIbKOCTI Kijiokasopii (140 000 N [ :
KKaJI) TEOPEeTUYHO MOXXYThb 3a0€3Me4YrTH roJiolyBaHHs a0 40 [ Mem6pana ]\ } * | Amnapar I onbax1
Ji0. L "4

TAT - pe3epB eHepreTuuHux cyoctpaTiB BXKK, gxi
He MOXXYTb HAKOMMMWYYBATUCA B KJIITHUHI Y BIJIbLHOMY BULJIAJIL 3a
paxyHOK JeTepreHTHUX BaacTuBocren (C;,H;5COONa—muo0).

[ [MuTomna3ma ]\

Tpuaruirainepoan ]

BHYTpIlIHBOKJ/IITUHHMMA  JIIIOJII3 -  DIpoIec
BUBIJIbHEHHA 3 >KupoBoro Jeno (agunouutiB) BXXK Ta . . .
rainepoay BHacaigok rigposizy TAI mig giero pepMeHTIB- w
Jinas. * I'OJIOAYBAHHA

_ e TPUBAJIOTO Pi3UYHOr0 HABAHTAXKEHHS
BXK € eHepreTU4HUMHM cybGCTpaTaMH AJis KJIITHH

. . e CTpeC-CHH/IPOMY
6araTboX TKAaHUH, OKPiM TOJIOBHOTO MO3Ky Ta epUTPOILMTIB.
Micns HagxomkeHHa y KpoB BXKK TpaHCHOpTyrOTbca y * SMEHIIEHHA TEMIIepaTypHu HABKOJIMIIHLOTO

3B'sI3aHiW 3 a/IbOyMiHaMU GOpMi. cepenoBHUILA @



PEIYJIALIA JIHTIOJIIZY

= TopMOHM JiNOJITUYHOI Ail:
e AipeHaJstiH

e [J1r0KaroH

e COMaToOTpOMNiH
e AKTT

e TupoTporIiH

[Ii ropMOHM 4Yepe3 aJeHIJIaTUHUKIA3HUN KaCKaJHUU
MeXaHi3M aKTUBVHOThL TOPMOHOYYTJUBY-JIiNA3y

HIJIIXOM KOBaJIEHTHOI MoAudiKalil
(bocpopuntoBaHHs). CUMIIaTUYHA HEPBOBA CUCTEMa
IJISIXOM MOOiTi3anil HerpoMeziaTopy

HOpaJpeHa/liHy B JKUPOBIM TKaHUHI Bifirpae
LeHTPAJIbHY POJib B aKTUBALII JIIIT0JII3Y.

IHriGiTop ainoai3y - iHcysiH. BiH IHrioye Jsinosis
IJISIXOM nedochoputOBaHHA
rOPMOHOYYT/IMBOLJIIIA3U LIJIAXOM aKTHUBaIil

npoTteiHpocdaTasu abo docdoaiecTepasu.

7™
peLenTop

fopmon

AZeringY
wanaass

O <
HWAN

>
AN

AN
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< Anaunaniuepon
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9

Tpraunnraiyepon
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3 -OKMCHEHHA B>KK IT0O KHOOITY

= OkucHeHHd BIXKK

Bi1OyBa€ETHCS

MATPUKCI

MITOXOH/IPIH LIJISAXOM ITOCJiJOBHOTO BiJIleNJeHHs

BiJ, aKTHBHOI
bparMeHTy 'y  BUIVIALI
okMcHIOEeTbcA B LI TK.

dopmu BXKK pgBoxByrsieneBoro

anetus-KohA, dgkuu .

= [Tepen okucHeHHAM BXKK aKTUBYETBHCA B LIUTO30.1i

KJIITUHU

anuga-KoA-cuHTeTasu 3

miag  JAi€ro

YTBOPEHHSIM aKTUBHOI POPMHU allUJI-KOA

R-COOH + KoA-SH + AT® — R-CO-S-KoA + 2du+ AMO®

H,C—CH~—CH ~—CH—CH—CH —

g\:.:? HSKoA
W

AMO + e 4 Aunn-KoAcnrerass

RO O — O OO, — O —CH— O—CH
)'h’l'il /\'n'

Ckopob6oraTtoBa 3.M. ATjiac MeTab0J1iYHUX 1IAXiB. HaByanibHU#M nocioHuK/3.M.
M. JlutBruHenka HAH Ykpainu. - K.: Akagemnepioguka, 2017.

CH—CH—CH—CH— CH—CH ——H

OO, —CH—CHy—CH-

R-CO-SKoa

{er-KoAd

3 2
H,C—(CH,),—C—C
w B @

[licnia axktuBanil anuia-KoA TpaHC/IOKYETbCA Yy
MITOXOHJpiaJIbHUHA MaTPUKC 3a [JOIOMOCOK

KapHITHUHY.

KapHITUH -

BiTaMiHOIIO/iOHA

CIIOJIYKA, TaK AK BOHA 3JlaTHA CUHTE3yBaTUCA
(nmevyiHka, HUPKHU), ajie AJid 1l CHHTe3y HeoOXiaHi
He3aMiHHI pe4OBUHM: JII3UH, METIOHIH, BiTaMiHU
C, B6,Bc, B12

| ™ A
A Rapurmsaopancdepana |

& R-CO-xapwitmu
P —

Tpasic noprep

Weampu

« R-CO-
{us

SKoA

pa-Kod

Kapuituw
Kapsmoamey
Tpaschepass ]

\ R-CO-xapuitwn HSK
LRSI

f
Ckopob6oraroBa; HAH Ykpainy, [HcTUTYT piznko-opraHiuHoi xiMmii i Byrsieximii im. JI. @



B -OKMCHEHHA BXKK

= 1 nuka -okucHeHHa BiKK Bko4ae 4 peakuit:

e [lepmie gerigpyBanHsa anua-KoA ®A/l-3a/1eKHOM0
alUuJI-KOA-JIeTiporeHa3ow 3 yTBOPEHHAM €HOLJI-

KoA ta ®A/IH,

e Peakiiisa rigparaliii eHOIJI-KOA 3 YTBOPEHHSIM [3-
ripoKcianua-KoA 3a 4onOMOrow gpepMeHTa
eHol1-KoA-rigpaTasa

e /lpyre nerigpyBaHHs B-rigpokcianua-koA HA/I-
3aJIEXKHOI0 [3-riipoKcianu/-KoA-eriiporeHasoro 3
yTBOpeHHAM [-KeToauua-KoA ta HAZJHH™

e BigiensieHHda Tiosa3o10 Bif -kKeToanua-KoA
alleTUJI-KOA

KiZbKICTB LIMKJIIB 3aJ1€2KHUTh BlJ] KIJIBKOCTI aTOMIB
Kap6ony B auuabHoMy pagukasi BXKK (Hanpukaaz -
y MoJiekyJi cteapois-KoA C;7,H;5CO-KoA, KIJIbKICTh
C-18 To6TO HUKJIiB 3a popmysor: (C18 : C2)-1=8.

Ckopo6oraToBa 3.M. AT/iac MeTaboiyHUX 1LIAXiB. HaBuanbHUM

=]
e
ok

Proxucaennas BKK

Mosropenns unkain

)1 Ot
DAl

Ll EW 1T

HAT

S AN

CH~— CHe— MOt

CH~—CH

!
OL—C
KoA

noci6Huk/3.M. Ckopo6oratoBa; HAH Ykpainy, [HcTUTYT disuko-opraHiyHoi
ximii i Byrsieximii im. JI. M. JIutBuHenka HAH Ykpainu. - K.: Akagemmnepionuka,

2017.
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bIOXIMIHHI MEXAHISMHX MIOKAPAIAJIbHUX
HATOIIPOTEKTOPIB

= MiokapAiaJibHi IUTONPOTEKTOPHU Lie IpenapaTu
AKIi  3J]aTHI  «IepeMHUKaTH»  MeTaboJi3M
KapZAioMiOUMTY B yMoOBax IiueMil MioKapay
(immemiyHa xBopoOa cepls) 3 [-OKUCHEHHS

B)KK Ha OKHCHEeHHS IJVIIOKO3H, 10 HabaraTo OH
3MEHIIYE NOTPeOY KJIITHH Yy KUCHI. H C /CH3 =
Hanpukiang; 3 \N"”\/-\/COO_
- IHTibiTOp TiOoJ1a3U - TPpUMeETa3uauH /
(npeayxran) .0
-IHri6iTOp allMJIKapHITUHTpPaHCcpepa3u 1
aMIHOKapHITHUH

- [HrioiTop cuHTE3y KapHiTUHY (y-OyTipobeTaiH-
JUOKCUTeHa3a) — MiJIIpOHAT




EHEPTETUYHWU BAJIAHC B -OKUCHEHHSA

C{7H35CO-KoA - cTeapar //()
1. Cyg: C,= 9 aneT-KoA C“3-(Cllz)|(,-C\
9*12 (UTK)=108 AT® OH
2. PAJH, Ta HAZJHH™ € cy6cTpaTaMy TKQaHMHHOTO JUXaHHA:
OAIH, = 2 ATO

HAJZIJHH* =3 AT®
TooTo 1 uuka =5 ATD

3. CTeapaT OKUCAKETHCSA 3a 8 UKJIB, TOOTO 8 UKAIB * SATD = 40 AT®
108 + 40 =148 AT®

4.148 - 1 (aktuBanig BJKK) = 147 AT®




OKWCJIEHHA TJTITHEPOJIY

» ETanu oOKMCHEHH4 IJIillepoJv:

» [ninepos akTUBYETHCA IJ1iLEePOJIKiHA3010
3 YTBOPEHHSAM IvIiLepoJi-3-pocdary.

> OKHCHeHHs rainepoJi-3-pochaTy 10
AUTigpoKcianeToHpochaTy, AKUU B
N0AAJIbIIIOMY i30MepU3YEThCA Tpio3odochaT
i3oMepa3or y riainepasnbjeriga-3-pocdar.

> [ninepanpgerig-3-pocdat riiKogAITUYIHO
OKUCJIIOEThCS 3 YTBOPEHHSM MipyBarTy.

> OKHCHe NeKapOOKCUJIOBAHHS MipyBaTy A0
alleTHUJI-KOA.

> OkucHeHH4 aneTu-KoA B [ITK
> TKaHHHHe JUXaHHA.

EHepreTrvyHa LiHHICTb IOBHOTO
OKMCHeHH4 rinepoay — 22 AT®

Hur igpoxciaueToH -hocdar

CH,OH CH,0H

| Cnineponxinasa | [ninepondocdarger ixporeHaza

CHOH * CHOH >
| e }fxcbl e H,«G H\A‘m
CH,0 —P=0

CH,OH
NoH
[nigepon niuepon -3-docdar
[nikon i3
CHOH 0
I,.IZ C\H /'

| Tpiosodoccpar izomepasa |

c|:=o - » (|3HOH \

OH
7
CH,0 —P=0 CH,0 —Pé 0 [rOKOHeoreHe3s
\oH ot

Ininepamserig-3-cdocdar




ObMIH KETOHOBUX TIJ1

CwvnTe3 KeTOHOBMX TiN

CH -_‘ S-KoA CH—C ~S. KoA

Avernn-KoA Auemmn-KoA

H,C— é—c~ o5 KoA

Auercauemnn-KoA
CH—C . S.KoA
Auemun-KoA

HOOC—CH; C—u!—A«_ S-KoA

CH,

[Oxcn-f-meat nyTapws +KoA

- 5-KoA

»n—\ -

AL AUOTAT
HAL
-
» MAD
- OH

Kpos

Yrunizauin xeronosmux Tin

> H( CH—CH G .
OwcnbyTnpa
l » MAD
) |
~ )
".
OM
AuerToaueTtan
l -
“ «S-KoA
AueToausTun-XoA

)

H,—C-8-KoA CH C-5-KaA

Auetun-KoA Al

HO « l » OO

CkopoboraToBa 3.M. AT/1ac MeTaboAiYHUX 1/AXiB. HaBYanbHU#M noci6Huk/3.M.
Ckopob6oratoBa; HAH Ykpainy, [HcTUTyT dpisuko-opraniuHoi ximii i Byrueximii im. JI. M.

JlntBuHenka HAH Ykpainu. - K.: Akagemnepioguka, 2017.

BiocvHTe3 KeTOHOBUX TiJl Bi/I0OyBa€ThCA B MEUiHIL.
CybcTpaTOM CHHTe3y € yHiBepcaJbHUM METAOOJIT - aleTHu/JI-KOA; mpolec

MITOXOH/IpiaJIbHUH.

KeToHOBI TiJla BHUKOPUCTOBYKOTHCA MIOLMTAaMM Ta HEHWPOHAMU fK
aJbTepHAaTUBHI JKepesa eHeprii. HellpoHamu, o0co6JMBO B yMOBax
rinorJyikemii.

OKHCHeHHS aleToaneTaTy CynpoBOAXKY€ETbCA yTBopeHHAM 24 AT®. ['osioBHOIO
NPUYUHOIO0 aKTHBAllii KeToreHe3dy B renaToOlUTax € 30iJbllIeHHS IIBUAKOCTI
YTBOPEHHS alleTUJ-KOA  (aKTUBAllis JiMoJii3y, NpOTeoJiidy - KeTOreHHi
aMiHOKUCJIOTH) ab60 3MeHIIeHHs noTyHocTi ITK (mediuuT okcanoauerarty),
10 MNPUBOAUTH [0 HEMOXJUBOCTI OKWCHeHHA aneTua-koA B LTK Ta
KOH/JIeHCallisl MOT0 3 YTBOPEHHSAM 3-TiZJpOKCH-3-MeTUJI-TJIYyTapiJi-KOA.

IIpUYMHU KeTo3y:

e llykpoBuii niabeT ¢ TpuBasie rosoayBaHHsA
e AlleTOHEMIYHUW CUH/POM Y JiTeU

Hacaiaky KeTo3y:

e PO3BUTOK MeTab0J1iuHOTO allK/103y

HelpoTOKCUYHICTL alleTOHY $SIKUH YTBOPKETbCA HedpepMeHTAaTUBHUM

CIIOHTAaHHHUM I1[61(31)60KCI/IJHOBaHHHM al_leTOOI_lTOBO.l' KHNCJIOTHU

KeTo03 € ofHUM 3 MPOBiJHUX MexXaHi3MiB PO3BUTKY ZiabeTUUHOI rinepryiikeMidyHOI
KOMU

g



bIOCHUHTES BUIIUX 2KUPHUX KUCJIOT

Concmtompinen " JIIHOFEHe3 BilOyBa€TbCd B  LMTO30JIi
Lo-cry-8-5-con 2 renaTolMTiIB, A UIIOLUTIB i NIEX0
_,m Lo -_"“L';*,'—“"_»/ \: §\: e MyJIbTU(PEPMEHTHOTO KOMILJIEKCY JlineHa -
= NaJbMITaTCUHTA3HU, a eJioHranisa jaHuwora 3 C16 go C18
o i 6isibIIIE - Y MITOXOH/PIsIX.
ey |
e CyOCTpaT CUHTE3Y — alleTHUI-KOA
DC“ sH H,0 rz-;\_ = » NADP*  NADPH + H* Crs su
o < l& 0 o (A; o .
ACP 48 -C-CH*CH-CH, (6] ‘ AFPSS -G~ CH; ;:' CH, ACP38-C= CHy= [ ~CH, L] KO(l)aKTOpI/I. Kap6OKCI/I610TI/IH (B7), HSKOAJ
RS 4-pochomnanTterein (B3), HAIPH (B5).
NADP* .
, Sl . e CyMapHe piBHAHHA:
SH Cys +5-C-CHyCH,~CH, Malonyl CoA Cys +S-C-CH-CH.-CH, .
S-Q.,c..,.c,.', w7 ( m;s,‘ o1 w‘;s—g}m,-c:ﬁ Anetun-KoA + 7 Manonin-KoA + 14 HAJOH —
? - [Tamemitar + 7 CO, + 14 HAJI® + 8 SHKoA + 6 H,O
4.carbon, intuvcue:!y' e CO; an .
e Knro4oBa peakuii 6iocunTesy BXXK - yTBopeHHH 3
4 NADP*  NADPH 0 . . .
| =iy AA <L o (LI aneTu-KoA masioHis-KoA nifg giero anetusi-KoA-
{ ACP}S—C‘CH{CH_“CH ~CH.-CH, A\.p §-C-Chy-C-CHy CHy CH, .- . R
\ T/ KapOokcua3u, KopaKTOpPOM sKoi € BiTamiH H
Coe KapOOKCHOiOTHH).
\4\ [ :'-:z::g;ﬁccrm ] fatty acid {paNnioYRACP) ( p )
psstsia ™y [ b o — AKTMBATOPM — LIUTPAT, iHCYJIiH; IHIIOITOPHU — IJIIOKAaroH,
- e = \ PALMITATE . .. ;
ACP 4§ -paimitale Paimitoy! thicesterase = ACP <SH ) - ) -
s e seasl 5 e aZpeHaJiiy, najbMiToisn-KoA, ctreapoin-KoA

Ferrier D. R. Biochemistry. 6th ed. Philadelphia : Lippincott Williams & Wilkins,
2013. 560 p. (Lippincott’s lllustrated Reviews).
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BbIOCHUHTES BXK (JIINTOTEHE3)

[TamiTaTCMHTa3HUU KOMILJIEKC
(komriekc JliHeHa) € AUMepOM, SKUU
CKJIQJIAEThCA 3 2-X MPOTOMEPIB, KOXKEH 3
AKMX MicTUTh 6  ¢depMeHTIB Ta
alUJIIIepeHOCHUN 6isIoK (AIIB)
J0 CKJIagy SKOTO BXO/IUTh
4-pochomnaHTeTEIH.

biocruHTe3 nmasbMiTaTy BiJIOYBAETHCA
NUKJIiYHO (7 1MKJIIB) 3a paxyHOK
MOCJIJOBHOTO TMOJOBXEHHS JIaHIIOra
IJIIXOM MPUEAHAHHSA MaJIOHIJI-KOA.
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bIOCUHTES3 ITPOCTUX JIITTI/LIB

1. AKTUBalig TilepoJy:

v'Y nevinui: ﬂ
[ninepos + AT® ~Tiineporcnasa > rinepoJi-3-pocdar O I('H y—0—C—R,
v Y ’KMPOBIU TKaHUHI: R, |C| o 2 (I'H 0
['moko3a— JIOA®D Trinepon-3-gocgar AT IMiLepos-3-dpocdaT . | ||

2. AktuBanis BXKK. TCH—0—C—R;
BYKK + AT® +HSKoA mRoramreraa> aunn-KoA + AM® + Dy Tpuayuazaiyeponu

(3azaavHa ghopmyaa)
3. [lepiie anUJIrOBaHHA:

[ninepou -3-¢pocdat + anua-KoA "Tiinepongocdar-anmrrpancapasa © JizodpochaTHIHA KUCIOTA

4. [lpyre auuarOBaHHA:

nisodpochaTtrniHa KUca0Ta + anua-KoA ™ aumraineporgochar-annnrpancpapasa . PocdaTHAHA KUCI0Ta

5. lebocdhopuitoBaHHA:

dochatuaHa kucaora + H,O ~“Jocarmpar-gocdaraza 1,2 guanuarainepo. ([JAT)

6. TpeTe aMAOBAHHA:

1,2 puanuarainepo. (JAl) + auua-KoA Jwagmiriinepor-anmrrpancgapasa » TpUanuarainepo. (TAD)
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ObMIH CKJIAJAHUX JITHIITAIB

CkJy1aHi iniay - e Jiiniay Ao CKAaay SKUX OKpiM ciupTy (rainepoJy, cpinroduny) ta BXXKK BxogaTh iHIi
cnoyiyku: pocdaT, MOHO3HU, XOJIiH, KOJIaMiH, iIHO3UTOJI Ta iH.

KJ1acu CKJIaAHUX JiniJaiB:

e ®ocooninigu (rainepodocdoniniau, chpinropocdoninign) e [nnikosiniau (r/1iKo3iArIineposiy, rIiKochiHroliniaun )

CkaadHi ainidu eukoHylomMs HacmynHi (oyHKyii:

* CTPYKTYPHY QYHKILiI0 IK KOMIIOHEHTH KJITUHHOI MEMOPaHU

e lieJIEKTPUKMU AK CKJIa[0BI Mi€JIIHY aKCOHIB

e [JIIKOJIINIAN QIKCYIOTh pelenTop Ha MeMOpaHi KJIITUH, IPUUMalOTh Yy4acThb Y MIXKKJIITUHHIN B3aEMOJ], € lIeTepMiHAHTaMHU
rpyn Kposi (cuctema ABO)

* BXOJSTH 0 CKJIaAy cypdaKTaHTy JiereHb (AunaabMiTolipochoTuanaxoiH). ledinuT cypPaKTaHTy — pO3BUTOK
pecnipaTOpHOTO JUCTPEC-CUHAPOMY y MepeluacCHO HOBOHAPOIKEHHUX.

e IPUKWMAIOTh Y4aCThb Y TPAHCIOPTI JiNiAiB GOpMy04HU JiMONPOTEIHU BCiX KJIACiB

e JxkepeJsio He3aMiHHUX BXKK 111 cHHTe3y TKAaHUHHUX TOPMOHIB €MKO3aHOI/IiB

e oCcPOTUANUIIHOZUTOJI € AKEPEIOM BTOPUHHUX MeCcCeH/KepiB ropMoHiB - JIAl' Ta iHo3uTo0-3-docdaT

e BCi I1iKOCQiHTr 01NN BOJIOAIOTh BJAACTUBOCTSIMHU OPraHoO- Ta TKAHUHOCNENMIYHUX FalTEHIB, 1[0 IPUKUMAOTh y4acCThb y
IMyHOJIOTIYHOMY KOHTPOJII POCTY KJIiTHH.
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HJIAXWA CUHTE3Y JIELUTUHY

BiocuHTe3 dpochaTuanaxoiHy (JIELUTHUHY) BiJOYBAETHCS B MMEYiHILi 2
IIJIIXaMH: KJIACUYHUM Ta aJbTePHAaTUBHUM (6i0CMHTE3 de novo). 3a/1eXKUTh
BiJ IOCTYIIHOCTI XOJIiHY.

®ocdaruaHa kucnora

H,C
XO’{IIH
AT® :
l H.C il HOo—O R
- ‘ 20 \ 3 Y : 0
®ochoxonin + ALD A Ho—o—C—r m
| H,0—O— P aO—p— TN o O H;C
+ UT® H,0—OH | |
Riaumnrniyepon
UA®-piaumnrniuepon CHgs (\)
3C NQ)
LUA®-x0ns
Cepu
/ LAS-eTanonamin
by JIEHATHUH
M : MO
4 ANbTEePHATUBHI v U
WINAXW
R (CH,) \ CO ¢

+ A .
O == CH —Q\/—C" HO~—O ‘/" O—CH; 7(:"." N, HOO—p M -
e ; COOH
DochaTuannxonix QocharnauneraHonamin Docharnaunceprs

Ckopo6oraTtoBa 3.M. ATsiac MeTaboJ1iuHUX 1sxiB. HaBuasibHui noci6Huk/3.M. Ckopo6oraToBa; HAH Ykpainy, [HcTutyT disuko-
opraHidHoi ximii i ByrJieximii im. JI. M. JIutBunenka HAH Ykpainu. - K.: Akagemnepionuka, 2017.
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JIITTIOTPOIIHI ®PAKTOPH

JlinoTponHi pakTopu - 1ie [IpoBiAHO NPHUUYMHOIO PO3BUTKY CT€ATO3y € METAOOJIYHUU
PEeYOBUHHU, AKi CIPUAIOTH CUHTE3Y oJiok cunTe3y JIIIAHIL (nmpe B-JII1) ski BignmoBigawTh 3a
pocdonimigis Ta nonepesKanTh BUBeJleHHs eHAoreHHux TAI' 3 renaTouuTiB Ta/abo akTUBAallis

HakonudeHHd TAI' B renaTonuTax,
1110 3MEHIIYE PU3KK PO3BUTKY
cTeaTo3y (0KUPiHHS MEeYiHKY,
YKUpOBa AUCTPOdisd MEeYiHKH):

JlinoJ1i3y, Ta 36isibmeHHs yruau3anii BJKK nedinkoro, 1o cnpuse
30i/blIeHHIO 6iocuHTe3y TAT™:

1. 3HmxeHHs cuHTe3y ¢pocdouinigiB (AediyUT JIMOTPOMHUX

* X0J1iH daKTopiB) fIKi BXOAATD /10 CKJIaly MOHOILIAPY 060JI0OHKH
e MeTiOHIH JITTTHIIT
* B6
2. Bignocna HegocTaTHicTb AnoJIIl (TpuBa
* B12 roJIoflyBaHHs, epillUT He3aMiHHUX aMi
e Bc

e Hezaminui BXKK. 3. Topywenns ¢opmysanns JII B EIP




_ CTEATO3
METABOJIIYHO ACOIIIMOBAHA YKXUPOBA XBOPOBA I[IEYIHKH

1. 2.
. “_ 36i/IbLIEHHUH IrenaToOLUT , A
‘ 2 . : 3MileHe a4po ‘ ~\‘ KosareHosi
BOJIOKHaA Pyb1oBaHHsa
Besuki kparuii
TAT 0" —

s 3anasieHu 3a/IUIIKH
I'd renaToLUT 3aru6JImMx
KJIITUH

BaxxsiuBuMm y po3Butky MAJKXII € HacTynHe:
1) daxTopH 30BHILIHLOrO CepeAOBUIIIA — HeNpPaBUJIbHE XapyyBaHHS (BUCOKOKaJIOpiMHA JIi€Ta, HAAMIpHE COKHMBaHHSA

YKpiB [ppyKTO3M, caxapo3u Ta IVIOKO3W — 10 NPU3BOAATH A0 YTBOPEHHS KUPY B MeYiHIi B MpPOLECI JIiMOreHe3y]
i HAaCH4YeHUX X KUPHHUX KHUCJIOT) i HU3bKa Ppi3MiHa aKTUBHICTb, Ta
2) reneruyHi daxropu — BapianTu reHiB PNPLA3 (BapianT I148M noB'fi3aHWM 3 MNOPYLIEHHAM JINOJIi3y

Tpurainepuais), TM6SF2,E167K, MBOATZ7, GCKR,HSD17B1 3.

OCHOBHY poOJib Y MAaTOreHe3i Bifjirpa€ iHCYJIIHOPE3UCTEHTHICTh, PO3JIaJU PeryJsAlil a/IMMOHEKTHUHY | OKCUJAATUBHUHU
CTPEC; 3HAYHOI) € Y4aCTb FreHETUYHHUX (PaKTOPIB.

Jlo ocHoBHUX QakTopiB pusuky MAXKXII HanexaTb: OX)KUPiHHA (0COOJIMBO LIEHTPAJIbHE), LYKPOBUU JliabeT 2-r0 TUILY,
JUCainigeMisa, MeTaboJidyHUHA CHUHJPOM, CHHAPOM IOJIKICTO3HUX SIEYHMKIB. [lo (aKTOpiB PHU3HUKY TaKOXX HaJeXaThb:
rinoTupeos, rinoniTyiTapusM, rinoroHagx3M, CMHJJpOM 0OTYpal[iiHOT0 allTHOE CHY, CTaH MicJisl MaHKPeaTOAYOAeHEKTOMII. @

{

https://ebm.one/ua/chapter/b27.ii.7.11.2.-11.2.-metabolichno-asociyovana-zhyrova-hvoroba-pechinky



COIHTOJIIII03H

Cpinroninizosu «JI1I30COMaJIbHI» XBOpPOOH
HaKOMUYEHHH, BiIHOCATbLCA A0 NEepPBHUHHUX €H3UMOIATIiH, LI0
OOyMOBJIEHI = TeHEeTUYHUMHU  JlepeKTaMHh  Ji30COMaJIbHUX
riipoJsia3 KaTaboJ1i3My CKJIaJHUX JIiMi/iB.

e Coinroainigo3 Himana-Ilika - geinuTt cpiHromieninasu
e anrnio3u03 Tess-Cakca - AedilT rekco3aMiHigasu A
e [11roko1epebpo3ug03 lole - AedIiUT III0KOoLlepedbpo3uaasu

XBopo6a Tes-Cakca CynpOBOMKYETbCSI HAKONUYEHHSAM
raHIrJio3uAiB B FOJIOBHOMY MO3KYy (aTpodiss 30pOoBOro HEPBRY,
CJIinoTa, CJaboyMCTBO, CMEPTb B AWUTHUHCTBI). B 3-5 micqauis
PO3BUTKY PO3NOYMHAKTHCA NMEePIIU CUMITOMU 3aXBOPIOBAHHA:
3aTPMMKA MOTOPHOr0 PO3BUTKY Ta POCTY, M'sI30Ba TillOTOHI4,
3MEHIIIeHHA BIAMNOBiAI Ha 30BHILIHI moApa3HUKU. /1o KiHIA
[1epuIoro poKy »KUTTS BUHUKAIOTb CYJOMHY, 110 He NiAAAI0TbCA
aHTHeNJIENTUYHIN Teparil. JleTaJabHICTb 10 4 pOKiB.

OdTanbMOCKOIIis —
JlereHepaliga MaKyau

3a TUIIOM «BMIIIHEBA
KICTOYKa» -
NPOTHOCTUYHUU CUMIITOM
y xBopux Teda-Cakca.

@



OKHWPIHHA

O>XUpiHHA - Lie 3aXBOPIOBAaHHA IIPU AKOMY Bifj0yBa€TbCA MiABULIEHHA HAKONIUYEeHHA
TPUALUTJIIIEPOJIIB Y )KUPOBOMY JI€ETIO.

= OxupiHHA (32 BOO3) — 1e aHoMasibHe | HAAJIMIIKOBE HAKOMUYEHHS KUPOBOI TKAHUHHU B OpraHi3mi
JIOJIMHY, 1[0 IPU3BOAUTD [0 MOTipIIEHHS CTaHy 3[J0POB 's.

= [le okpeMa HO30JI0TiYHA OAWHUISI — XPOHiYHE 3aXBOPIOBaHHS CKJIAAHOI eTioJsiorii, 6e3 TeHAeHIil A0
CIIOHTAHHOI'0 3HUKHEHHSA 1 31 CXUJBHICTIO A0 PelUAMBIB, AK€ PO3BUBAETbCA BHACJJILOK XPOHIYHOTO
MIO3UTUBHOI'O eHEePreTUYHOro0 6aaHCy (lepeBaXkaHHA eHepril, 1110 HaAXOAUTD 3 DKelo HaJl eHeprieo, 1110
BUTpPAYa€ETbCsS HAa OCHOBHI MeTabo0JIiYHI MpollecH, TEPMOreHe3 Ta (ﬁSI/I‘{Hy aKTHUBHICTb). BOHO Moxe
IPU3BECTU A0 PO3BUTKY YUC/JEHHUX XPOHIYHUX 3aXBOPIOBaHb (MeTabOJIIYHUX Ta HeMeTabOJiYHUX
YCKJIAAHEHDb OXKHUPIHHA), IKi CHPUYUHSIOTDH MOTIpIIeHHA IKOCTI )KMTTS Ta MOTO CKOPOYEHHSI.

dakTopH, {Ki BIJIMBAIOTh HAa PO3BUTOK OXHUPIHHA CTIKKO MNOPYyWYIOTh (i3i0JIOTIYHY peryssiilo eHepreTUYHOro
roMeocTtasy opraHismy. Hanyacrime (7o 90 % BuUnajKiB) 0KUPIHHA € HACJAILKOM HeINpPaBUJIBHOIO, HAIMIpHOTO Xap4yyBaHHS,
NPUYUHU AKOTO € KOMIIJIEKCHUMU (T. 3B. IEPBUHHE OXXUPIHHA) - BAXKJIUBY POJIb BiJlirpae CHOKUBAHHA Ki 3 BUCOKUM
CTylleHeM OOPOOKH, 3 BHCOKOK €HEPreTUYHOK IIiJIbHICTIO (BUCOKUU BMICT eHeprili B 1 r mpoaykTy), 6araToi >Xupamu,
0COOJIMBO HACUYEHHMH KUPaAMHU, i/a00 NMPOCTUMH BYTJIEBOJAMHU, Y T. Y. IVIFOKO30-GPYKTO3HUH (KYKYPYA3IHUM ) CUPOII, i 6iHOIO
Xap4YOBUMHU BOJIOKHAMU. [lepBUHHE OXMPiHHA PO3BUBAETHCA MiJi BIVIMBOM Pi3HUX PAKTOPIB (€KOJIOTIYHUX, COL[IOKYJIbTYPHUX,
IICUXOTE€HHUX).

Pemrta 10 % BUnaakiB CTaHOBUTH BTOPMHHE 0XKUPiHHS, SIKe MOXKe Oy TH HACJIiJKOM:
1) rinepdarii i reHeTUYHO 0O0YMOBJIEHHUX META00JIIYHUX OPYIIEHb;
2) lessKMX eHAOKPUHOIMAaTIiM (Hanp., cdiHApoM KyliirmHra abo rinoTupeos);
3) aAucoyHKIil rinoTajsaMmyca
4) MeJUKaMeHTO3HOTI0 JIIKyBaHHS (SITPOTEeHHE).
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