MIHICTEPCTBO OXOPOHH 3/IOPOB’sI YKPAIHH

ITOJITABCHEKHHA JTEP)KABHUU ME/IMYHUHA YHIBEPCUTET
Kadeapa bioximii

Henopapa K.C.

MeTtaboni3m ninigos - 1.
OOmiH Tpuauunrniyeponis. OomiH BXK. Ketorenes.
TpaHcnopTHiI popmu ninigis.
OOmMiH cknagHux ninipie. Cteato3. OXuUpiHHA.

Adipocytes

(white aduppse cel's)

Adipose Tissue : = 5}"



TerrorK
Штамп


['1naH nekuil

TpaHcnopTHi dopmu niniais

Katabonism Tpraumnrniveponis (TAT) B agmnounTax X1poBoi TKAHNHU: NOCAIAOBHICTb peaKLin,
MeXaHi3MW perynauii akTUBHOCTI Tpuraiuepuaninasu.

!—Iel‘/’lppry)MOpaana perynauia ninonily 3a y4acTio agpeHaniHy, HopaapeHaniHy, rMoKaroHy Ta
IHCYNiHY).

PeaKuii OKMCNEHHA MUPHUX KUCNOT (B-OKMCNEHHA); PONb KapHITUHY B TPAHCMOPTI 3KUPHUX KNCNOT
B MITOXOHAII.

OKucneHHA rniuepony: bepmeHTaTUBHI peakLii, bioeHepreTuka.
KeToHoBI Tina. PeakKuii 6iocuHTe3y Ta yTUAi3aLii KeTOHOBMX Tin, di3ionoriyHe 3HAYEHHS.

BiocnHTe3 BUWMX MUPHUX KMCNOT (BXKK): peakuii 6iocHTE3Y HACUYEHNX XUPHUX KUCNOT
(manbmiTaTty) Ta perynauia npouecy.

biocuHTes TAl
O6MmiH cknagHux ninigis. Creato3. CoiHroninigosu.
OXKMPIHHA.



OOMiH niniaie

* ObMiH Tpuauunnarniueponis
o O6MiH B)‘KK ::r‘:r“a'](‘r:“;d AR ARV
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* KeTtoreHes _ OSSR wonecropea

Gocontmaz
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* OBbMiH CKNnagHuMxX ninigis WAR TR
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* O6MiH Xonectepony Pe AT



OOMiH niniais
[obosa notpeba ninigis — 60-80 rp.
25% - ninian POCAUHHOIO NOXOAXKEeHHA AK
ro/10BHe AXepeno He3aMiHHUX Q
noniHeHacun4yeHux BXKK: niHonesa (w-6, 18:2
A 9,12), niHoneHoBa (w-3, 18:3 A 9,12,15),
apaxigoHoBa (w-6,20:4 A 5,8,11,14).

BionoriuHa ponb ninigis: @

- pe3epBHO-eHepreTMyHa (BUKOHYIOTb MPOCTI
ninian TAl- pe3seps BXKK)

AOUNOUnNTU

- CTPYKTYpPHa (peani3ytoTb cKnaaHi ninign) =/ T Kpannuna
XNPY
- perynatopHa (xonectepon-cybcTpaT CUHTE3Y T Membpana

CTEepPOIAHNX TOPMOHIB, apaxigoHoBa BMHK-

cybcTpaT CMHTE3Y eMKO3aHOoIaiB) nttos://ukwikivedia.org/



TpaHCNOPTHI chopMu niniais

Niniaw — riapodoobHi
PEeYOBMHKU, TOMY IX TPaAHCNOPT B
nnasmi  KPOBIi  CAaMOCTIMHO  He
MOXNUBUN (KMpoBa embonia). BoHu
TPaHCNOPTYHOTbCA Yy BUrNAaa|
ninonpoteinis  (/1M) — Komnnekcy
ninigis 3 6inkamm.

JI1I1 TpaHCNOPTYIOTb HE TiINIbKKU Ainian
A0 KNITUH, HO | 3AaTHI ApeHyBaTw
KNITUHW BIA4 HAAAMWKY Ainiais, a
TaKOX TPaHCNOPTYyBaATKH
HKNPOPO3YUHHI FOPMOHM Ta BITAMIHU.

Tpurnuyepuas

Benox
(nporeuns)

Ceofoanmi

XONOCTOPUN

XOonecrepmn CERIanHaR
C XHUPHBIMM KHCNOTAMM

Ninnonporemu




Knacudikauia TpaHCnopTHUX oopMm
ninigis

B 3an1eXHOCTI BiA, LWi/IbHOCTI Ta

BiACOTKOBOro CKnaay niniais i 6inkKis

J1I1 po3noainAaTbCca Ha Knacu:

* XiTOMIKPOHMU

* JlinonpoTeiHn ayXe HU3bKOI
winbHocTi (JINAHLL)

* JlinonpoTeiHn NPOMIKHOI
winbHocTi (JIMMLL)

* JlinonpoTeiHU HNU3bKOI LWi/IbHOCTI
(/INHLL)

* JlinonpoTeiHn BUCOKOI LLiNbHOCTI

(INBLL)

B 3aneXKHOCTI Big po3noainy WaaXom
enektpodopesy /1M1 po3noainAatoTbes:

* XiNOMIKPOHM Ha CTapTI

 INAHLL nepepg B-rnobyniHamm
NAa3MM KPOBi, TOMY MaAtOTb Ha3BYy
npeB-J1M

e JINHLWI BXxoaATb A0 cKNaay PB-
rnobyniHoBoi ppaKuii 6inkKis
Enﬁl?:lmm KpOBi, TOMY MaloTb Ha3BYy

* JINBLU BX0AATb A0 CKaAy O-
rnobyniHiB N1a3mu KpPoBi, TOMy
MatoTb Ha3By a-Jll1.



ANONINONPOTEIHWU (AnoJ1M)

o cknagy J1MN BxoaaTb 6inKM-anoninonpoTeiHu AKi NO3HaYalTbLCA
nitepamm natuHuui (ABCDE)

AnoninonpoTeinu BUKOHYIOTb HaCcTyNHi QyHKUII: Tpurmuyepnabl

pocchonunuabl
* Pa3om c moHowapom docdoniniais HagatoTb riapodinbHicTb miueni /1M

* Bwu3HauatoTb WAsx metaboniamy /1M1, 3a paxyHOK BignNoBigAHUX
peuenTopiB Ha KNiITUHaX 40 anofinonpoTeiHiB Nicns 3B'A3yBaHHA 3
AKMMM BiAOYBaETbCA iIHTEPHANI3aALIA MiLLENN A0 KNAITUH LLIAXOM
eHAoUNTOo3Y:

- AnoB100 — Bignosigae 3a peuentop-onocepeaKoBaHy ano B-100
BHYTPILWHbOKANITUHHY yTuAi3auito JINHL, (mapkep JIMHLL)

- AnoE — BignoBiga€ 3a peuentop-onocepeaKkoBaHy
BHYTPILUHbOKNITUHHY YTUAI3aLil0 peMHaHTIB (3anunwkis) XM Ta JINMLY,

*  BUWKOHYIOTb perynatopHy GpyHKLito GepmeHTiB, AKi NpUiMatloTb y4acTb B CINOXHbIE 3PUpbI
meTaboniami /M1: XonecTepuHa
- AnoA1l- akTKUBaATOP NeunTUH:xonectepon-aumunTpaHcdepasu (JIXAT) :
(mapkep JIMBLL), HE3TE PUPULIMPOBAHHBIN

. .. XonecTtepuH
- ANOA2-aKTMBATOP NeUIHKOBOI Nlinasy, © 2007 Encyclopzedia Britannica, Inc.

- AnoC2-aKTneaTop NO3aneyiHKOBOI inasun



TpaHcnopTHI dpopMu ninigiB

LLinaxu yruaizauii J1N:

* BHYTPILWHbOCYANMHHUN NiNOAI3 HA
NOBEPXHI KNITUH Y
MIKPOLUUPKYNATOPHOMY pycAi nig,
AI€0 ninonpoTeiHainasu
(nevyiHKOBOI Ta NO3amne4iHKOBOI,
renapuH-4YyTAnBOI, AKA aKTUBYETbLCA
AnoC2)

* PeuenTtop-onocepeaKkoBaHUM
TpaHcnopT JIl1
BHYTPIWHBLOKAITUHHO LLUJTAXOM
eHaouUNTo3y

XUNOMMUKPOH

/ NTunonporensnunasa (@)

Anobenox C-1l @)

MMukozamMuHOrNMKaHbL!

AnunkanbHas meMbpaHa
IHAROTENNHOUMNTA

Cxema noctyruieHus B kietku JITTHIT

5 HAoNNasMaTrnyeckun
7y pefuKynym

nnnnnnnn



TpaHCcnopTHI bopMu niniaiB

e XINIMIKPOHU

CUHTEe3 — KMLLEYHUK

TpaHcnopT ek3oreHHux TAl

2% - anoninonpoTeinu (B48, C1-3, E, Al-2)
98% - ninign 3 aknx 90% TAT

MeTaboi3yioT WAAXOM BHYTPILHbOCYAMHHOrO NiNoAI3y Nig Aieto AinonpoTeiHninasu.

*  INAHLY (npeB-1N)

CuHTe3 — KnleyHuK (B48), nevinka (B100)

TpaHcnopT eHAoreHHmx TAT

10% - anoninonpoTeiqn (B48, B100, C1-3)

90% - ninign 3 aknx 60% TAT

« JINHLW (B-NN)

CuHTe3 — neviHKa

TpaHcnopT xonecrepona

25% - anoninonpoTeinun (B100), 75% - ninian 3 akmx 55% xonecrepon
YTunisyotbca peuentop-onocepegKkoBaHUM TPAHCMOPTOM.

« nNBUW (a-N1N)

CuHTe3 — neviHka

TpaHcnopT pocdoniniais, ApeHark XoNecTepony 3 KNiTUH nig aieto JIXAT

50% - anoninonpoteinn (Al-2, C2, E), 50% - ninian 3 akmx 30-35% dpocdoninian

YMEHbLUEHNE Pa3MepoB YacTul - yBenuueHne NNoTHOCTY YacTuy

JiunonpoTeunHbl
HU3KOW NNOTHOCTY

JlunonpoTenHsl o4eHb
HW3KOW NNOTHOCTH

XUNOMUKPOHbI

AnonpoteuH 25%
Tpurnuuepuabl 10%
XonecrepuH 55%
Opyrue nunuabl 10%

AnonpoteuHd 10%
Tpurnuuepuabl 60%
XonectepuH 15%
Opyrue nunuasl 15%

AnonpoteuH 2%
Tpurnuuepuabl 90%
Xonecrepux 5%
Opyrue nunuabl 3%

benkoeas obonouka
(anonpoTenH)

Tpurnmuepw.qbl

Davlenie.

JlunonpoTenHbl
BbICOKOW NAOTHOCTU
(nnsmn)

AnonpoteuH 50%
Tpurnuuepuabl 3%
Xonectepun 20%
Opyrue nunugbl 25%

Apyrue nunuasbl



TpaHcnopTHI dpopMu ninigiB

* AteporeHHi JIMN = NMNAHLW Ta
JIMHLLL; 36inblweHHs iX BMIiCTy B
N1a3Mi KPOBI CNPUAE PO3BUTKY
aTepoCcKneposy

* AHTUaTeporeHHi JIMN — JINBLU, Tomy
o 34aTHI Ao JIXAT-aApeHyBaHHA
HaANNLLKY XONecTepony 3 KNITUH Ta
TPAHCNOPTY NOr0O eCcTepiB B MEYiHKY
Ana 6ioCMHTE3Y }KOBYHUX KNCNOT
AKI € KIHLEBUMU NPOAYKTAMM
bioTpaHchopmalLiii xonectepony.

o

2 Y
H,C -0-C=-R, H,C -0 -C —R;
l L l
v
HC=0-C =R, HC —OH

' o) JIXAT o)

i + ]} +
H,C =0 = P=0=CHyCHzN(CH3)3 / \ H,C =0 =P =0 =CH,CH,N(CHs)s

O~ Xonecrepon 3Ddup xonecrepoia o-

JleuuTuH

(bochaTuaIXOIHH) JIn3zoneuuTH —— B KPOBb

ANb0yTuH

B napyxuom cioe JITIBII B runpocgobuoe sapo



Tunn NepBUHHMX rinepninonpoTeiHeEMIN

Tun rinepainonporeinemii

Xapaxrep 3MiH cKIaJy JinonpoTeixis

Tun 1 XM
Tun Ila 1JIIHT
Tun Ib JIIHT + HJIIIHD

T I TPeMmanTHIX (3amuimkoBux) gactox XM + $JIIIIT
Tum IV PIIIHT

Tun V XM + tJIIIIHD

| TN — rinepXinoOMiKpoHemi A

(3MeHLeHHA aKTUBHOCTI/BIACYTHICTb
JIM-nina3n abo myTtauii AnoC2

lla TN — rinep-B-ninonpoTeiHemisn
(cimenHa rinepxonecteponemis;
nedekt/myTaLis peuentopa a0
AnoB100 abo myTtauia AnoB100)

116 T1n - rinep-B-ninonpoteiHemia Ta
rinep-npeB-ninonporeiHemisn

Il TN — niasnweHHa 8 Kposi JINMLL, Ta
pemHaHTHUX XM BHacnigokK
nedekrty/myTauii peuentopa Ao AnoE
abo myTtauil AnoE

IV T1n - rinep-npeB-ninonpoteiHemin
(MeTaboniyHm cuHapom)

V TMN — rinepxinomiKpoHemisA Ta rinep-
npeB-ninonporteiHemis (I+ 1V)



[TpnYnHU BTOPUHHUX (HABYTUX)
rinepninonpoTelHeEMIN

* LUykpoBun piabet

* [inoTnpeos

e XonectatTu4HUM CMHAPOM
* HeppoTUYHUM CUHAPOM
* 310BX}XMUBAHHA aNKOrosiem



KaTtaboniam TpuauunrniueponiB (TAl)-
ninoji3

wrodes  aod
2 e 9 e 9

?l-o-gm ﬁH—O-CM (‘H-O-(wm CH-OH

I 00 RC00H 0 RCOOH 1o kool I

CHy=0-Crn CH,~OH CH,~OH CH,=OH
i\ Il MI

POBE pgeno /AauHW: rinogepma (nigwkKipHa Kuposa
KNITKOBMHA) Ta BicLEepPanbHUIA KOMMAPTMEHT XUPY (CanbHUKM,
OpuXKi, peTponepuToHeanbHUM NPOCTip). AAUNOLUTU KUPOBOI
TKAHMHM 34aTHi Hakonu4vysaTu TAT y KinbkocTi Ao 80% ob6'emy
KNITUHU Ta 3a KiNbKoOCTi Kinokanopin (140 000 KKan) MOKyTb
3abe3neuntn ronoayBaHHA g0 40 pai6. TAI — peseps
eHepreTMyHmx cybctpaTie BXKK, AKi He MOXKyTb HaKoNU4yBaTUCA
B KANITUHI Yy BIAbHOMY BWMAALI 3@ PaxyHOK AeTepreHTHUX
Bnactusocrtei (C;;H;sCOONa — muno).

BHYTPIWHbOKNITUHHUIA  NiNONI3 — Npouec BWUBINbHEHHA 3
¥unposoro aeno (agunoumtie) BXMK Ta rniuepony BHacnigoK
rigponisy TAIl nig gieto TAl-ninasn, AJAl-ninasu ta MAl-ninasu.

BXK € eHepretTuyHumu cybctpatamm ana KaituH
6araTbOX TKaHWH, KPiM FOJIOBHOTO MO3KYy Ta epuTpoumTis. [icaa
HagxoaeHHA y KpoB BMXK TpaHcnopTytoTbca y 3B'A3aHiM 3
anbbymiHom popmi.

) fonosHa bGionoriuHa ponb ninonisy - 36inbweHHA
BMICTY B_nnasmi Kposi BinbHMX BXK saki € cybcrpatamm
eHepro3abesneyeHHA KNiTUH.

Jlinoni3 akTUBYETLCA Nig Yac:
*  ronoayBaHHA
* TpuBasomy ¢isYHOMY HaBaHTaXKEHHI
* CTpec-CMHApOMY

* 3MEeHLIEeHHA TeMNepaTypun HaBKOJIULLHbOIO CepPeoBMLLA



Perynauia ninonisy

[OPMOHM NINONITUYHOT Ail:
* AppeHaniH

* [ntoKaroH

* ComaToTponiH

* AKTI

* TupoTponiH

AKi uepes ageHiNaTUMKNA3HMI KaCKagHMI MexXaHi3m
aKTMBYIOTb TOPMOHOYYT/INBY-NiNa3sy LNAXOM
KOBaNeHTHOI moaudiKauii (pochopuntoBaHHs).

CumnaTUyHaA HepPBOBa CUCTEMA LWJIAXOM
mobinisauii HeMpomeaiaTopy HopaapeHasiHy B
XXUPOBIiM TKAHWHI Bidirpa€e UeHTpPanbHy ponb B
aKTUBaLii ninonisy.

IHriGiTOp Ninonisy — iHcyniH. AKUK iHribye ninoni3

waaxom gedpochopuntoBaHHA rOPMOHOUYYTINBOI-
Ninasu Waaxom akTuBaLii npoteiHpocdaTasmn abo
dochoanecrepasn.

7™
receptor

Hormone

Adenylate
cyclase

Free fatty acids
A

/_\ / Glycerol

Protein Protein A
Kinase Kinase Other lipase

— Diacylglycerol

Triacylglycerol
lipase

( P) Triacylglycerol



OKuUCHeHHA rniyepony

ETanu OKUCHEHHA rniuepony:
* [niuepon Yepes aKTMBALLiIO

CHROH  CHOH | rNiueponKiHa30H0 Ta OKUCHEHHA
(|:Hm_I [ninepomtinaza éHOH Trminepomndpoctarmer igporenaza I'J'IILI,epOfI(I)OC(I)aTy |£||O

| e Mﬁ [ oH m} Hﬁﬂiﬂ AuriapokciauetoHdocdaTy AKMUM
CHOTH SHROTEC [NiKONITUYHO OKMC/IOETHLCA 3
[ninepon [ninepo:n -3-cocdar yTBOpeHHHM r“pyBaTy

[mikom i3
cr0% qug T * OKUCHEe LI,eKap6OKCl/|}'IPOAI:%aHHFI
Tpio3odocdar izomepaza
| ™ > gl M nipysBaTy A0 aUEeTUN-KO
e —PL 0 (|:H2O—P£DDH [poxoseorestes * OKUCHEeHHA aueTn-KoA B LUTK
S
o OH * TKaHMHHE ANXaHHSA.
Iur inpoxc ianeTon -tocdar [ninepamsperin-3-docdar

EHepreTMyHa LiHHICTb MOBHOIO
OKUCHEHHA rniuepony — 22 AT



B-okucHeHHA BXK no KHoony

H,C—(CH,)

O w

RO~

i

OH

OKucHeHHA BXK Binbysaetbca B
MaTPUKCI MITOXOHAPIN LLJTAXOM
NocNiA0BHOrO BiALLEeN/IeHHA Big
aKTUBHOI popmu BHKK nsoxsyrneuesoro
bparmeHTy y BUMNAAI aUeTUN-KOA, AKUIN
OKMUCHIOETLCA B LI TK.

[lepen, okMCcHeHHAM BHK
aKTUBYETbLCA B LUTO30/1i KNITUHU Nig,
Ai€0 aunN-KOA-CMHTETa3u 3
YTBOPEHHAM aKTUBHOI pOopMM aumnn-KOA

R-COOH + KoA-SH + AT® - R-CO-S-KoA
+ 2P, + AM®

AUMN-KOA TPAHC/IOKYETbCA Y
MITOXOHAPIa/IbHUN MaTPUKC 33
A0MNOMOrO0 KapHITUHY.



TpaHcnopT aunn-KkoA B MITOXOHAPII

AT® AMO®+PPj
RCOOH+HS-KoA RCO~SKoA

Hapyxias
Membpana
MHUTOXOILIPHH

Kapantun-
AMLITPAHC-
tiepaza 1

BHyTpeHHssS
MemMOpaHa
MHTOXOHAPHH

KapH{mm ANIKAPHUTHH J

B-okHeneHue

MiToXOHAPII € HENPOHUKHUMM N5 aLUII-KOA,
TOMY iCHYE TPAHC/IOKaToOP — KapHITUH, AKNI
nepeHoce akTMBHI BXKK B maTpuKc.

Cuctema TpaHchepy BKAOYAE 3 pepmMeHTa:
*  AUWIKaAPHITUHTpaHcdepasa |

*  TPaAHCNOKa3a

*  AUUNKAPHITUHTPaHCcPepasa

KapHiTuH - BiTamiHonoAibHa cnonykKa, TakK Ak
BOHa 3JaTHa CMHTe3yBaTUCA (NediHKa, HUPKHK),
ane ana il CUHTe3y HeobXiAHI He3aMiHHI
PEeYOBUHM: Ni3NH, METIOHIH, BiTamiHu C, B6, Bc,

B12

IHribiTOpM aumMnKapHiTUHTPaHCchepasa I:
- ManoHin-koA (cybcrtpat cuHTesy BXKK)
- IHCYyNiH



BioxXiMiYyHI MexaHI3MU MioKapalanbHUX

LUTONPOTEKTOpIB

MioKapaianbHi LUTONPOTEKTOPU —
Lle NpenapaTtu AKi 34aTHi «NepemuKaTny
meTaboniam KapaiomiouuTy B yMOBaX
iwemii miokapay (iwemiyHa xBopoba cepugs)
3 B-okncHeHHsa BXKK Ha oKMCHeHHA
[/IIOKO3K, WO Habarato 3ameHwye noTpeby
KJITUH Y KUCHI.

Hanpuknaga;:

- iHribiTop Tionasun — TpumeTasuanH
(npeayktan)

- IHribiTop aumMnKkapHiTMHTpaHcpepasa ll -
aMIHOKApPHITMH

- IHribiTOp CMHTE3Y KapHITUHY (Y-
byTipobeTaiH-AMOKCUTeHa3a) — MingpoHaT



B-okucHeHHA BXK

1 umkn B-okucHeHHA BXKK Brkatovae 4 peakuit:

* lNepwe aeriapyBaHHA aunn-KoA GA/-
3a/1e}KHOI0 aunN-KOA-gerigporeHasor 3
yTBOpeHHAM eHoin-KoA ta PAH2

* Peakuiq rigpaTaLii eHOiN-KOA 3 yTBOPEHHAM
B-rigpokciaunn-KoA

* Opyre gerigpysaHHAa HAl-3anexkHoto B-
rigpoKciaunn-KoA-aerigporeHasoro B-
riapoKciaunn-KoA 3 yTBOpeHHsA B-KeToauun-
KoA Ta HAQH

* BiglwenneHHs Tiona3ot Bij B-KeToauna-KoA
aueTuna-KoA

KiNbKICTb UMKNIB 3aN1€XUTb Bif, KiIbKOCTI aTOMIB
KapboHy B aunnbHoMy paankani BAK
(Hanpuknag — cteapoin-KoA C;,H;;CO-KoA,
Kinbkictb C;g TOBTO LMKANIB 33 cbopmynoro

(Cie:C,)-1=8.

R—CH,— CH, C—5FpA

8 a ®ALL
A -Kof
TR Arman-KpA-perinporenasa
OIK +—. —— (D) ®ALH,
.. -~
KeToHOBL Tima =— a
d o)
[l peamti «—— o / -
= R— CH = CH— C —S-KoA
R —C—5FKoA
(]
= Ammn-KohA B- Exoin-KoA
CH;— C—S-KoA
Aneran-KoA @
; . H.O
Tiomasa @ Enxoin-KohA- 2
SH-KoA rAparaa
(] _ o 0 _
R—C—CHE—C—S-KDA R—CHOH-CHy C—5-FKoA
B- KeroarpurKoA @ (- Omriampur-KoA
B-Orciarmn-

KoA-geri
HAJH+H' ZETLAp OTEHE3 EHA,[[ .



EHepreTuuHmuun 6anaHc B-oKUCHEHHSA
BXKK

C,7H3;:COOH — cTeapat
1. Ci5: C,=9 auetnn-KoA
9*12 (UTK)=108 AT®
2. PAIH2 =2 AT® (TKaHMHHE AUXaHHA)
HAOH = 3 AT® (TKaHWHHe AnXaHHA)
1 umkn =5 ATO

CTeapaT OKMCNIOETLCA 33 8 UMKANIB,
T06TO 8*5=40 AT

3.108+40=148 AT®
4.148-1 (aktmBauia BHKK)=147 ATO



KETOIN'EHES

BiocuHTe3 KeToHOBMX Tin (aueToaueTarT, B-riapokcibyTnpar)
BiabOyBa€eTbcs B neviHui. CybcTpaTom CUHTE3Y € YHiBEpPCa/IbHUN MeTaboniT —
aUEeTUN-KOA; NpoLLeC MITOXOHAPIANbHUNA.

KeToHOBI Tina BUKOPUCTOBYHOTLCA MiOLMTAaMKM Ta HEMPOHAMMU AK
anbTepHaTUBHI AxKepena eHeprii. HempoHamm, 0cobaMBO B yMOBaXxX rinoraikemii.
OKMCHEHHA aueToaueTaTy CYyNnpPOBOAKYETLCA YTBOPEHHAM 24 ATO.

_ [0ON0BHOIO NPUYMHOIO aKTUBALLIT KETOreHe3y B renaToumMTax € )
36inblIeHHA WBUAKOCTI yTBOPEHHA aLeTuI-KOA (aKkTuBalia ninonisy, NpoTeonisy
— KeTOreHHi aMiHOKMCNoTK) abo 3meHLeHHA noTyHocTi LTK (aediuunt
OKcCasoaueTaTy), Wo NPUBOANTL A0 HEMOXIMBOCTI OKUCHEHHA aueTua-KoA B LITK
Ta KOHAEHCcaL,iA Moro 3 yTBOPEHHAM 3-TigpOoKCcU-3-MeTUN-TyTapin-KoA.

MpnunHU KeTo3y:

* LlyKkpoBuit pgiabet

* TpuBane ronoayBaHHA

*  AUETOHEeMIYHUN CUHAPOM Y AiTen
Hacnigku keto3y:

* P03BUTOK MeTaboniyHoro aumaosy

* HelpOoTOKCMYHICTb aLeTOHY AKUIA YTBOPIOETbCA HepepMeHTaTUBHUM
CNOHTAHHUM AeKapbOHOKCUNIOBAHHAM aLLETOOLITOBOI KMCOTH

KeTo3 € ogHMM 3 NPOBIAHMX MeXaHi3MiB PO3BUTKY AiabeTUYHOI rinepraikemiyHoi
KOMM.

AueTtun-CoA
+
CoA (”) H,0  CoA (”)
2 Auetun-CoA sl (IZ—S—COA . Y (II—S——COA
1
CH, o CH,
3-kemomuona3sa | rudpokcumemunn- | 3-rugpoKcH-
?=o 2nymapun-KoA- H()_(l;__(:H3 3-merunrnyrapun-CoA
CH, cCuHmemasa CH,
Ayeroayerun-CoA (|300‘
ludpokcumemun-
enymapusn-KoA- 3
nuasa Auetun-CoA *
i".
| H*
HO—(;A(,:H‘ NAD* NAD:I- O:lC*‘CH__ H+
!‘_;H; A_L CH; ;L.) O=CL
= ‘o CrioHmaHHoe
CO0- o 4 » COO~  Qdekap6okcu- CH,
-J-2Uu0poKcu- nupoeaHue
=9 p
D-3-rugpoxcubyTupar 6ymupam-4r Ayeroayerar fimolpwmmsi Ayeron

(«rnaBHoe» KT)
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biocuHTe3 TAl (niniporeHes)

biocnnTtes TAl BigbyBaeTbCca y
neyviHui, Kiwe4Hukry (pecuHte3 TAI)
Ta *KUPOBIN TKAHUHI B abcopbTUBHUI
nepioa nig Ai€ro IHCYAIHY.

Cybctpatamum CUHTE3Y €
rniuepondocdaTt Ta aKTUBHI dopmu
BXXK — auun-koA. [xepenom AanA
YTBOPEHHA rniuepondpochaTty moxe
byt miuepon (rematounTn  AKi
MatOTb rNiueponKiHasy) Ta
aunriapokciauetoHdocdat AKUM
YTBOPUBCA 3 [JIOKO3W BHAC/IA0OK
rnikonisy (agnnouyntn).

HaP2097
AICD AMD
R-COOH Aneran-KofA-ceATeTAIA R-CO~KoA
CH>-OH (IIHz—OH
(llH—OH C=0
CH>-OH éHz—O—PCth
Tninepoe HurigpoxciateToHbochar
ATP
Tmmpo@\_ ‘ninepodiocdar
mmmmmm
|

AT CH,-0-POFHa HAQ®
(liH—OH
CHs0OH
DochormuepHH

Rz -CO—KoA
Hermire pagaEE
TpaHcdepasa O_

Kot 47,00 R,y
0

CH -0-C R,

| o

CHz0O-C-Fa
TpiatMaraitep HH



biocunTe3s BXK (ninorexes)

JlinoreHes BiabyBa€ETbCA B LLUTO30ANI
renaToumnTiB, aAUNOUMNTIB Nig Ai€EO
MYNbTUPEPMEHTHOrO KomnaeKkcy JliHeHa —
NabMIiTaTCUHTa3K, a eN10HraLifa NaHutora 3
C16 no C18 i BiNbLUe - Y MIiTOXOHAPIAX.

e CybcTpaTt cMHTE3y — aueTua-KoA

* Kodaktopu: kapbokcnbiotnH, HSKoA, 4-
docdonaHTeTelH, HAADH.

e CymapHe piBHAHHSA:

Auetun-KoA + 7 ManoHin-KoA + 14 HAADH
- Manbmitat + 7 CO2 + 14 HAA®D + 8 SH-
KoA + 6 H20

KntoyoBa peakuii biocnHTesy BHKK -
YTBOPEHHA 3 aueTUN-KOA ManoHIN-KoA nig,
Ai€to aueTnn-KoA-kapboKcmnasuy,
KOodaKTopom AKOI € BiTamiH H
(KapboKcnbioTNH). AKTMBaATOp — UMUTPaT,
IHCYNiH; iHriBiTOp — rNtOKaroH, agpeHaniH,
nanbmiToin-KoA, creapoin- KoA’

[ManbmiTaTCUHTA3HUM KOMMNEKC
(komnnekc JliHeHa) € Aumepom, AKUK
CKNafaETbCA 3 2-X MNPOTOMEPIB, KOMKEH 3
AKUX MiCTUTb_ 6 dbepmeHTiB Ta
aumnnepeHocHmnn 6inok (AMB) Ao cknagy
AKOro BxoauTb 4-pochonaHTeTeiH.

BiocHTE3 NnanbmiTaTy BigbyBa€eTbCA
umknivHo (7  uUMKAiB) 33 pPaxyHOK
NOCNIAOBHOIO NOAOBXEHHA NaHutora
LIASIXOM NPUEAHAHHA Ma/IOHIN-KOA.



Tuoscre-
pa3aa

NManbmitatcuHTasa. Ximiam 1 yuukny 6iocuHresy
nanbmitarty

CtpoeHue MynbTudepMEeHTHOro Komnnekca —
CUHTa3bl XUPHbLIX KNCNOT

\ ®yHKUMOHaNbLHAA rpaHuua
cybbeguHuy

Mwaparasa

KeTtoauun-
penykTasa

Tuoscre-
pasa

4'-chocdo-

NaHTOTEWH

Ketoauun-
CHUHTa3a

Ketoauun-
peaykTasa
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£ . C-cH -('~S-K0A-4,L> £
N . / 2 E 2. e =
ATIB-SH HO ny ATTB-S~CO-CH,-COOH
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on
mne-SH H,O
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\ v Al 1 —L E /

AlIB-$~CO-CHy-CH-CH3 T N NP
i ns  CAIB-S~CO-CH = CH-CH;

/uuc-SH HAJPH HAID
Ex i
AIIB-S~CO-CH =CH-CH3 ™y S ‘
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OOMIH cknagHux ninigis

CknagHi niniam — ue ninign Ao cknagy AKX OKpim cnupTy (raivepony,
chiHrosmHy) Ta BHK Bxoaath iHwWwi cnonyku: pocdat, MOHO3HM, XOnNiH,
KOJIaMiH, iHO3MTON Ta iHL.

Knacu cknapgHux ninigis:

dochoniniau (rnivepodocdoninian, coiHropocdoninian)
* [nikoninigu (rnikosinrniueponu, rnikocdiHroninigm)
CxknagHi ninign BUKOHYIOTL HACTYNHI QyHKUI:
*  CTPYKTYPHY PYHKLIO AK KOMMNOHEHTU KNITUHHOT MeMbpaHM
*  [ieNIeKTPUKM AK CKNAJ0BI MIENIHY aKCOHIB
* rnikoniniay ¢ikcyoTb peuenTtop Ha MeMbpaHi KNITUH, NpUIMMatoTb
YacCTb Y MIXKKNITUHHIN B32aEMOAIi, € AeTepMiHaHTaMU rpyn KpoB.i
Y cuctema ABO)
*  BXOAATb A0 CKNady CypdaKTaHTy NereHb
(amnanbmetoindochotnamnnxonin). Aediunt cypdaktaHTy — pO3BUTOK
pecnipaTopHOro AMCcTpec-CMHAPOMY Y NepeayacHO HOBOHAPOAKEHMX.

* MPUIMalOTb y4acTb Y TPAHCNOPTI NiNiais Gopmytoyi NinonpoTeiHmn BCix
Knacis

* axepeno He3MmiHHMX BXK ans cmHTesy eliko3aHoiais

*  $ochoTMANNIHOZUTON € A3KEPENOM CUHTE3Y BTOPUHHUX MECCEHKEPIB
ropmoHis - Al Ta iHo3uTon-3-pocdar

*  BCi MiKOCOIHroNiNiaM BONOAIOTL BNACTMBOCTAMM OPraHo- Ta
TKaHMHOCMEUMdIYHMX ranTeHiB, WO NPUIAMalOTb y4acTb y
iMYHO/IOFIYHOMY KOHTPOJI POCTY KAITUH.

Binkosuii kaHan

(TpaHcnopTHUiA 6inoK) MO3aKNITUHHWUIA MaTPUKC ByrnesoanHit

3a/MWOK FigpodinbHi ronosu
; A

v qQ.'.‘

nobynapHuit 6inok MnikonpoTein

mm\m 0 Wpsa o
ﬂ nmém PocdoninigHnit
uuuu ey l{ Al i ,m(

Xonectepon IHTerpanbHuii rnobynapHuit bocdoniniay
Binok Mepudepiithnin 6inok

Cnikoninig

Haniei e |I-'ITEprpal!le_4ﬁ 6inok Tiapodo6Hi XxBOCTH
ANIBIHTErPANbHUM BINOK  \ixpodinameHTr uutockenety (i3 anbda-cnipannio)

LnTonnasma

KABTRM Z TWN3

KAETRM 1 TMN3

HeApoduGpunne!

MwenuHoBan obonoyka

£lnpo WBaHHOBCKON KNeTKU

Mepexsat
PaHBbe

MembpaHa
aKcoHa

HeBpunemma

/=
makpodar



KnacuyHum Wnax cCUHTe3y NeuyuTuHy

ey Xomuw- CHy ¢oc¢gxon#;- {Hs
HOCHz—CHz—r:tCH3 — @-o-cuz-cnz-llq’-cn3 et I3 —0—CHy—CHa—N=CHy
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i SR CH3 NHy 3
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OH OH
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ume

?Hz—o%:-Rj

CH—-0-C—R2 CH3
|
Hy—0—(P) —O—CHZ—CHZ—I"J‘—CH;,
CH3
docharnannxonvH
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BiocnHTes pocdatnamnxoniny (neymnTnHy)
BifOyBa€ETbCA B NEYiHUi 2 WAAXaMWU: KNAaCUYHUM Ta
anbTepHaTMBHMM (BiocMHTE3 de novo). 3anexunTb Big,
AOCTYMHOCTI XONiHY.




ArnbTepHaTUBHUM LLUNAX CUHTE3Y
NinorponHi paktopu — Le Ti AKi cnpm’!:! gu M T M H y

docooniniais Ta nonepenkaoTb HakonuyeHHA TAT B renatoumTax,
LLLO 3MEHLLYE PU3NK PO3BUTKY CTEATO3Y (OXMPIHHA NEYiHKM, XNPOBa
anctpodia neviHkm ):

* XoniH

* MeTioHiH

* B6

 B12

* Bc

* HesamiHHi BXK.

0N0BHOIO NPUUYMHOIO PO3BUTKY CTEATO3Y €
meTaboniuHunii 6nok cuHTtesy JINAHL (npe B-1N) aki
BigNoOBIAalOTb 3a BUBeAeHHA eHAoreHHuX TAl 3 renatoumris:

1. 3HUMKEeHHA cnHTe3y pocdoniniais (Aediymt NinoTPONHUX
daKTOopiB) AKI BXOAATb A0 CKNaAy MOHOLWApPYy 060/10HKM
nnAaHL,

2. BigHocHa HepgocTaTHicTb Ano/1M (TpuBane 6inkose

ronogyBaHHA, ediunT HeE3aMiHHMX aMiHOKMCAOT)

3. MNopyweHHa popmysaHHsa J1N B ENMP.

CH—0-t-Ry UT®-ocpamudam- cnz-o&-a, cnz-o&-ru
| yumudun- YA®-[AATr-cepun- |
CH-0-C-R; Mpancgepasa (I;H-o- -Ry mpancgepasa CH-0-C~Ry
() m " cHp=0-(®) / \ CHy=0=(P)=0~CHy=CH~NH,
yre ! 00H
docaaHan 1 20 A NHy Cepun s
Kucnora I dochatMannceput
® X
1
(I) I /Lo Hexapboxcunasza
H2 o Nupudokcans-
ocpam
OH OH ?Hz-&-m
LA®-0Ar CH—0-C—R;
HHozumon
- ~CHy=CHy=N
UA®-BAT CHy 0"®—0 CHy=CHp=NH,
uKozumon-mpaxcgepasa
dochammaunaTaHonamuH
Lo MeTHOHMH
S-Apexosunn-
METHOHUH
B12
TreK %;?:gpepaaa
& S-Apexoaun-
?Hz =R4 FomouucTenH FOMOUWCTEHH
CH=0-C=Rj
I cnz—o&-n,
CHz-0-@)- |
CH-0~-C-R; CH3
|
CHy=0—(P)~0~CHa~CHy~N-CH;
H3
®ocharunUMHOIMTON ®ochaTMaUnXoniH
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CdhiHroninigosu

ChiHroninigo3m «nisocomasibHi» XBOPOOU HAKOMUYEHHA, BiAHOCATLCA A0 NEPBUHHUX €H3MMONATIN, WO 0OyMOBAEHI
reHeTUYHMMM gedeKTaMm Ni30COMaNbHUX Tiapona3 Kataboniamy cknagHux niniais.

* CoiHroninigos HimaHa—Tlika — aediumt chiHromieniHasm
* [aHrniosnaos Tea-Cakca - gediynT rekcosamiHigasm A
* Tniokouepebposmnaos lowe - gediymt rokouepebposnaasu

XBopoba Tea-CaKca cynpoBOAXKYETbCA HAKOMUYEHHAM FaHrNio3nAiB B roJIOBHOMY
MO3Ky (aTpodisi 30poBOro HepBy, cNinoTa, c1aboymcTBo, CMEPTb B AUTUHCTBI).

B 3-5 micAuis po3BUTKY PO3MOYMHAIOTLCA NEePLIN CUMNTOMM 3aXBOPIOBAHHA:
3aTPMMKa MOTOPHOro PO3BUTKY Ta POCTY, M'AA30Ba FMNOTOHIA, 3MEeHLLEeHHS BignoBiai
Ha 30BHILWHI NoAPa3HMKKU. [JO KiHLA NepLlIoro poKy XUTTA BUHMKAKOTb CYA0MMU, LLLO
He NiaAaalTbCa aHTMeNiNenTUYHIN Tepanii. JleTanbHiCTb A0 4 pOKiB.

OdTanbmocKonia — gereHepauia Makyau
33 TUNOM «BULLHEBA KiCTOYKa» -
NPOrHOCTUYHUIM CUMMTOM

y xBopux Tea-Cakca.



OXUpPIHHA

OXKUMpPiHHSA — Lie 3aXBOPIOBAHHSA NPU AKOMY BiabyBa€eTbCA NiABULLEHHA HAKOMUYEHHA TPUALUATILEPOIB Y XKMPOBOMY Aeno.
Knacudikauis oxXunpiHHA:

e TinepTpodiyHe 0XMpiHHA (36iNbLLIEHHA PO3MUPIB aANNOLUTIB)

* TinepnnacTuMyHe OXMPiHHSA (36iNbLUEHHA KiNbKOCTi agMnounTis)

MepBrHHE OXMPIHHA (CNaaKoBe) — BUHWMKAE BHACNIA0OK NOPYLIEHHA ninocTaty (Bick rinoTanamyc-aannoumT) 3a paxyHok abcontotHoi (20%) um BigHocHoi (80%) nentnHosoi
HeZ0CTaTHOCTI.

BTOpUHHE 0KMUpiHHA (HabyTe):
-rinogisapHUi HaHI3M
-cuHapom MapxoHa
-cuHgpom LnxeHa
-finepnponakTuHemin (CMHAPOM NaKTopei-ameHoper)
-FinepkopTuumM3m (lueHko-KywwmHra)
-Llykposui giaber Il Tuny
-finoroHaguam
-lHCcynoma
-linoTnpeos
3a nokKanisauieto:
1. ABa0oMiHaNbHE OXKUPIHHA (aHAPOIAHUIA TUN «ABAYKO»)
2. CTerHoBe-CigHW4YHe OXMPIHHA (FiIHOTAHWI TUN «rpyLla)

3. 3miWlaHUM TMN
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