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Ilinigu - opraHiyHi pe4OoBUHU, HEPO34YMHHI Y BOAl,
arie po34yuMHHi B HenonApHux (opraHiyHnX)
PO3YMHHUKAX

®yHKUiT ntinidie:
-eHep2emuy4Ha;
-CMPYKMypHa;
-nJacmuyHa;
-iIHgbopMauyiuHa;
-pea2ysiimopHa.

MeceHaXXep - nocepeaHUK Npu nepenadi
perynaTopHUX curHaniB B KNITUHY



> — Xapa KTeW

KaTeropisi ouiHKuN
OKpeMux Knacis
ninonpoTeiHiB

nnaHLWw

XM

LWinbHicTb, r/'mn
MonekynsapHa maca, k[
Po3Mip 4aCTUHKU, HM
Bcboro 6inkiB, %
Bcboro niniaiB, %
BinbHun xonectepon, %
docconinign, %
TpwauunrniuepuHu, %
EnektpodopetnyHa
PyXOMiCTb

Micue yTBOpeHHSA

FonoBHa yHKLUiNA

1,063-1,21 1,01-1,063
180-380 2200
7,0-13,0 15,0-28,0
50-57 21-22
43-50 78-79
2-3 8-10
22-24 20-22
4-8 11-12
a B

MeuiHkKa, TOHKa

. KaTtabonism
KULLKa, KaTabonism

XiSTOMIiKPOHIB i HHHJI_-IIII_.II.Il_I:Iepes
nngHLw
3BOpPOTHIN TpaHcnopT
TpaHcnopT XC xonecrepony

1,01-0,93
3000-128000
30,0-70,0
5-12
88-95
3-5
13-20
50-60

npe-p

MeyiHKa

TpaHcnopT
€HAOoreHHux
T

0,93
500,0-800,0
2
98
2
4-7
84-87

3anuMwarTbCcs
Ha cTapTi

TOHKa KMLWIKa

TpaHcnopT
ek3oreHHux TIr
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~Knacudgikayiss suwux XupHux kuciaom:

-HacuvyYeHi,

-HeHacuU4eHi.
Haibinbw wupokKo nowupeHi Hacu4deHi suwji =

JKUPHI Kucsomu.
-nasibMimuHoea
-CTeapuHoBa

CH;3(CHy ,COOH
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ITaapeMIiTHHOBA KHCJIOTA

CH3(CHy COOH

CTEﬂpHHOBﬂ KHCJI0TA
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Xonekanbuudepon
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1,2 5- urinpokcuxonekanbumdepon 25-Figpokc uxonekanbumndepon
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— CMHTE3 XOBYHUX KUCNOT

XonecTtepon
O2
/J-rippokcunasa
H-0O
BiaHOBNEeHHA
/J-rippoKc nxonecrepon 30,7 0-Aion
rigpoKCUnBaHHSA

OKucneHHs
BiyHOro
OkucneHHs
Ei INaHurora
IYHOro
NaHurora ]
4 30,70,1200,-Tpion
XeHopge3oKcuxoneBa
KuUcriota

XoneBakucnoTa



~— KoH'rorauist XXKOBYHMX chno/

SKoA
OH 5
HO OH
SO, AN
H3N+ / \HZN COOH
SO, COOH
HN—/_ HN
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Y4YaCHUKM TKAHUHHOIO Jlinonisy

HSL — ropmMoHo4yTNMBa inasa;

Desnutrin (ATGL) — TpnayunrniuepmnHoBa
ninasa;

MGL — moHOauunrniuepuHoBa sinasa;
Perilipin-1- 3abesne4vye goctyn HSL o

cybcTpary, 3abesnevye emyrbryBaHH4
TpuauunrniuepuHis i aktusye ATGL,;
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—— Cragii rigponidy TAI' B agnnouuTax

CH;O—CO-RI CH;O—CO-RI

| .

CH-O—CO—-R2 +H)0 leH-O—CO—RZ + R3—COOH
| 2

CH-0—CO—R3 M cuyon BIKK
Tpuannariaimepo.a Jnamnariainepo.i
CH;yO—CO-RI CH;OH

CH-O—CO-R2 +H,0 ——= CH-O—CO-R2 + RI—COOH
| raar |

CH;OH CH;OH

JTaanuiarainepo.r Monoanuarainepo.a

CH; OH CH,OH

C|TH-O—CO—R2 +H,0O ——— C|?HOH + R2—COOH

CHy OH it CH,OH

Monoannarainepo.i I'minepo.



KataGonism rniuepony
CH,OH
CHOH
CH,OH
C ATo
All®
CH,OH

éHOH Miyepon-3-poccpar
CH,OPO3H,

HAL
( HAOH+H*

CH,0H
¢o AurigpokcualeToH-3-choccar

CH,OPO;H,
Tpio3zodchocdpar- J [

i3omMepasa

MMiyeponkiHasa

Miyepon-3-chocdhar
aerigporeHasa

c©

H 1 i - -
éHOH Mnmiyepanbaerig-3-cbocdpar
CH,OPO3H,
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Komnu B )KMpOB1M TKAHWH1 HAKOIIMYYIOTHCS TPUIIIILEPUIH, 1110
HAJIXOOATH 3 IICUIHKHA a00 KUIIIEUHHUKA, ITI1KOJI13 TaKOXK IIOBUHEH
B1I0YBaTHUCA B aJUIIONKTAaX. 5Kl 3 HACTYITHUX HPOAYKTIB a00
MEeTa0OJIITIB IJIIKOJII3Y HEOOX1IH1 JJ1s1 HAKOIIMYECHHS KUPIB?
['muepuH

I’ mroko3a 6-ocdar

IlipyBar

Anetnin-KoA

Jluriapokcuanerondpocdar (II'AD)

IIpaBunbHa BiANOBiAL: 11100 yTBOPUTH TPUTIILICPUIH 13 JKUPHUX
KMCJIOT, 1110 HaJIXOASATh, IIIEpoJI-3-pocdaT MOBUHEH OyTH
A0CTYnHUM. JKHpPHI KUCIOTH MOXYTh BUPOOISTH MOTO TIUIBKHU 3

JII'AD B ri11Kom131.
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~_— biocuHTe3 Tpuaunnraiueponis

Hzt.l‘:—OH H,C—OH
C=—O0 + HAOH+H' = — HC—OH + HAQ
rainepo.-3-gochar-aerizporenasa
H,C—OPO3H; H,C—OPO;3H,
AUrigpokcuaueToH rniuepon
3-tpocdar -3-cpoccpar
H,C—OH H,C—OH
HC—OH + ATO » HC—OH + AO00
aniyeporsiKkiHa3a
Hzc—OH H2C_OPO3H2
rniuepon rniuepon

-3-chbochar



biocuHTe3 Tpnauunrnideponis

- 0
H,C—OH H,C—O0—C—R
HC—OH + 2 R - CO-SKoA > H(!t o) 8 R + 2 KoA-SH
aniyeposn-3-gpocgham
H,C—OPO3H, ayunmpaHcgepaza H,C—OPO;H,
rnigepon ¢doccaTugHa
-3-4)ocq)aT KUcnoTa
o) (o)
H,C (o) C R H,C (0 C R
| 0 0
HC (0) C R + H,0 » HC (@ C R + H;PO,
¢pocghamudam
H,C—OPO;H, ¢gpocgpomasa H,C—OH
¢doccharugHa Aiauunrnigepon
Kucnora
O o)
H,C—O0—C—R H,C—O0—C—R
0] R - CO-SKoA 0]
HC o) C R + » HC (0) C R
diauyunaniyepon 0
H,C—OH ayunmpascgepasa H4,c—O0—C—R

aiaunnrniuepon Tpuauunrnigepon
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~— BiocuHTe3 docdoninigis

HE HE HZ H2
HO C C NH, + ATO® ' > O C C NH, + AOQ®P
eTaHOJIAMIH
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Avauunrniuepon cdoccaTnaineraHonamix
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~— B3aemMo03B'A30K MIXX PI3BHUMWN
docdoninigamm y KniTuHax
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| 0
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eTaHonamiH | o] H; |
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~— beTa-oKuCJICHHA KUPHUX KUCTOT

=

CH.-(CH,),,-COOH+ATF+K0A-SH=
CH;-(CH,),,-CO-S-KoA+AMF+H,P,0,
AKTUBaUIA NanbMITUHOBOI KUCNOTU Y MPOLECI [3-OKUCIIEHHS
CH;

H3C N CH;—CH;O——CH,;—COOH

CHj KapHiTnH
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~_—B3aemopgia aumn-KoeH3nmy A 3 KapHITUHOM

R——COSKoA
KapHiTnH-aymnTpaHcdepasa

KoASH
fors

CH3——N——CH,—CH——CH,—COOH

CH, o

CcO

R

auuIiKapHITUH
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Linkn B-oknucrneHHa nansmiToin-KoA y
MITOXOHAOPIAX

H
CHy—— (CH,);4,—COSKOA CHs——(CH,);,— C-——CH,—COSKoA

Manbmitoin-KoA

CH3_(CH2)12CH2_CH2_COSKOA

OA
DA u H2 Auun-KoA-gerigporeHasa

CH;—(CH,){,CH=CH—COSKoA EHoin-KoA
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L =
“Uukn B-okucneHHA nanbmitoin-KoA 'y

MITOXOHAPIAX

CHB_(CH2)12 CH=—CH—COSKOoA EHoin-KoA

H,0
\ EHoin-KoA-rinpaTasa

\

CH3_(CH2)1 2'CH20_CH2_COS KOA 3-rinpokenaumn-KoA
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“Uukn B-okncneHHA nanbMiToin-KoAy

MITOXOHAPIAX
CH3_(CH2)1 2'CH20_CH2_COS KOA 3-rinpokcnaumn-KoA

HAO

> 3-rigpokcmnauunn-KoA-gerigporeHasa
HADH + H™ #y

CH3—(CH5)1,—CO—CH,—COSKOA 3-xetoauun-KoA
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"Uukn B-okncneHHAa nanbMiToin-KoA'y

MITOXOHAPIAX

CH3_(CH2)12 coO CHZ_COSKOA 3'KeToaU,|/|J'|-KOA

KoA SH

Tiona3sa

Y

CH;—(CH,);,—COSKOoA CH;—COSKoA

MupucTtoin-KoA AueTtunn-KoA
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~ B pesynbrari BigdyBatloTbCs NOCIA0BHI LUK [3-OKUCNEHHSA

Yy MITOXOHAOPIAX, XXUPHA KMUCMoTa po3nagaeTbCca Ha
BIAMOBIOHY KINbKICTb MOMEKYN aueTun-koeHsnmy A.

Cis 0000000000000000
\ 00

Cyy 00000000000000 G,
\ 00 00

Cis 000000000000

/

CIO 0000000000 00 00 00

Cg 00000000 00 00 00 00

C 000000 00 00 ©0OO0 00 00

6 N

C 0000 00 00 00 00 00 00
4

00 00 00 00 00 00

00



3-pluHa TUTHHA CKap>KUThCS HA O11h y M'si3aX 1 CIA0KICTh, KOJU TPA€ HA TUTIIOMY MaﬁﬂquHWi
HaﬂxoWHm Ha OOCTEKEHHS. TeCTH HOKA3YIOTh JIETKY FeNaToMETajiiio 1 Kapaiomerainiio. biorcis
TIe41H OKa3ye KpaiiHi, ajie Hecrenu(piuH1 )KUPOB1 3MiHU, & M's130Ba O10MIC1I MICTUTh BEIUKY KUIBKICTh
IUATOIJIA3MaTUYHUX BaKyOJI€H, 1110 MICTATh HEUTpaidbHU dimij. OIHOJEHHHI MTOCT BUKOHYETHCS 1 TOKA3ye
NaJ{IHHS PIBHS IIFOKO3U B KPOBi 0€3 BiANMOBIIHOI MPOAYKIIiT KeTOHOBUX Ti1, PH KpoBi B HOpMI. SKuii 3
nepepaxoBaHUX J1arHO31B MOXKE TTOSICHUTH MPOOJIEeMY I11€T TUTUHN?

JlebinuT nepeHocHuKa OUTIpyOiHy AUTITIOKOPOHITY

Jledinut rimroko30-6-docdarazu

MiTtoxoHapiaibHa HENOCTATHICTh 3-T1IpOKCH 3-MeTuinTyTapui-KoA cuHTasu

CucteMHuil 1ePiUT KapHITUHY

Hecraua Bitaminy D

[IpaBuibHa BianoBiAb: Bignosias: CucteMuuit nediuut kapHituHy . [Ipu BXo/i Ha MaliJaHuuK JJIs1 pO3Bary,
JUTHHA CEKPETYE aIPeHAITIH, 1[0 TPU3BOJIUTH J0 po3naay TpUriinepuaiB xupoBoi TkaHuuu (TT) 1
HaJXo/KeHHs sKkupHUX Kuciaot (JKK) B M's13u 1 eUiHKY U1 1X MITOXOHJIpiaJbHOTO OeTa-okuciieHHs. Jledext
KApHITUHOBOI YOBHUKOBOI CUCTEMHU Y IHOT'0 TMAllIEHTA MOXE MPU3BECTH 0 HakonuueHHs T (moBTOpHOTO
cuntesy 3 JKK) B nuromiasmi nedinku 1 M's31B. Jledinut nepeHocHuka 0i1ipyOiHy JUTIIFOKOPOHIY Oyrie
MPU3BOAUTH JI0 TPOOJIEM 3 TIEUIHKOIO, ajie HE 0 M'S30BUX MPOOJIEM Y 1€l JUTUHU, TaK SK MEUiHKa
nepepooJisie O1TipyoiH. MOoKHA TaKOXK OUIKYBaTH 30UIBIIEHHS PSMOro OUTipyOiHY 1 NIMHSHUN CTYJ, SIKIIO
OLTipyOiH TUNTIOKYPOHIIA HE HAJXOATh B )KOBUHI KaHaJbII. Jlediuut rroko3o0-6-hocdarazu Oyne
BUKJIMKATH renaToMeraiilo 1 HAKOIMMYEHHS JIITIIiB B IIEUIHIl, ajie He M' 130BYy ClIa0KIiCTh. {1 Iromu Takox
CXWIbHI JI0 JTaKTOIUI03Y, KU Moxke 3HU3UTH pH kpoBi. JedinuT MiToXOHIpiaabHOI 3-T1IPOKCH 3-
metunrryTapui-KoA (I'MI'-KoA) cunTasu Oyne mpencraBieHui Kibka aHaIoOr4HO aedinuty hepMeHTy B -
OKHUCJICHHI. TpuBaja rirnoriiKkeMisi HaTIE Cepiie CIPOBOKYE BUBLILHEHHS >KUPHUX KHUCJIOT B KPOB 1 iX
BUKOPUCTAHHS TaKUMU TKaHUHAMHU, K M's3M 1 iedinka. Jledinut mitoxonapiansHoi 'MI'-KoA cunTazu
3ano0irae yTBOPEHHIO KeTOHIB. Tam He Oyio O M'a30B0O1 C1aOKOCT1, TOMY 1110 M'SI3U MOXKYTh BUKOPUCTOBYBAaTH
KUPHI KUCIOTU. MO30K HE B 3M031 11€ 3pOOUTH, 1 MPUCYTHICTh TIIOKETOTUYHOI T1NONIIKEMIT T030aBUB OU
MO30K JOCTaTHbOi eHeprii. Koma 1 cMepTh MOXKYTh CTaTH PE3YJIBTATOM.
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MeTaboni3m nponioHin KoA

CH3_CH2_COS KoA
co,

NMponioHin-KoA

AT®
|

MNMponioHin-KoA-kap6okcunasa

H4P5>0- Y

H

H 3C C COSKoA D-meTunmanoHin-KoA

COOH
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MeTaboni3m nponioHin KoA

=

H

H;C—C—COSKoOA D-metunmanoHin-KoA

COOH

MeTUnManoHinenimepasa

CHs;

H C—COSKoA L-metunmanoHin-KoA

COOH
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MeTaboni3m nponioHin KoA
CH,4

H—C—COSKoOA L-metunmanoHin-KoA

COOH
/

MeTtunmanoHin-KoA-myTta3sa

/
CHz—'CHQ‘_COSKOA CykuuHin-KoA

COOH



—HuTpaTcuHTa3Ha peakuis

COOH
CH,

coO

COOH

+

BIOCUHTES3 B:KK —

—_—

CH;—COSKoA — OH

COOH

CH,

Lutpar
CUHTa3a

C—CH,OO0H, + KoASH

CH,

COOH

Po3nag NMMOHHOI KNCMOTU Y LuuTonnasmi y
uuTpatniasHin peakui

COOH
CH, AT® AQd+H3PO,
OH—C—COOH, + KoASH -
ATO-untpar
CH, niasa

COOH

COOH

CH,
+ CH;—COSKoA

CcoO
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"~ IMpouec CMHTE3Y BULLINX XKUPHUX KUCITOT NOYNHAETLCA 3
KapOOKCUIOBAHHS aUeTun-koeHanmy A.

AT® Afe + H3PO,

N CH,—COSKoA

CH;—COSKoA +CO> =
COOH

MmanoHin-KoA

Auetun — KoA — kapbokcunnasHa peakuis
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Cxema 0yOoBu CMHTa3n BULLINX XUPHUX KNCIOT

/ - T
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g 5 D
: \‘-‘
ans Y 4

4‘-chocchaTonaHToTeiH y CTPYKTYPI
auunTpaHcnopTyto4oro binka

0 CH,

P O_CHZ_C_CH_CO_NH-CHz‘CO ‘NH—CHZ_CHz‘SH

HO CH, OH
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~ [1o cknagy CUHTa3n BULLUX XXUPHUX KUCIIOT BXOOATb
OBI aKTUBHI oyHKLIOHaNbHI SH-rpynu.

SH

ANB ——SH

CxemaTnyHe 306pakeHHs1 nonidepMeHTHOro
KOMMMJSIEKCY CUHTa3u BULLMX XUPHUX KUcnoT (CBXKK)
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~__HNpvieaHaHHA cybeTpaTtiB A0 CUHTa3N
BULLUX XXNPHUX KUCIOT

SH S—CO-CHg
CH;—COSKoA  KoASH
\// -
Al'lb- auetun-
AlNB TpaHcdepasa
SH AlB __gh
S—CO-CHj, S—CO-CH,

HOOC—CH,—COSKoA  KoASH
\// @
'

AlB- manoHin-

Alb _gn TpaHcdepasa AlNB —S—CO-CH,-COOH
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~— Uwmkn CBXK Ha cuHTa3HOMY

nonicpepMeHTHOMY KOMMNNeKCi

3-KeToauun- AI'IB CI/IHTa3a @
—S—CO-CH,-COOH o CrA- O —
AlNB 2 AME—S—CO-CH,—CO—CHj

HAOPH + H* HA,U,(D SH

r
3-ketoaumn-Allb- pe,u,yKTa3a

AMNB —S—CO-CH,—CO—CHj AlNB—S—CO-CH,—CHOH—-CHj5
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~~ Lukn CBXK Ha cuHTa3HOMY

nonipepMeHTHOMY KOMMJIEKCI

SH

SH H,0
3-rigpokcnaunn-Arllb- > @
perigparasa

AlNB —S—CO-CH,—CHOH-CH;  AlNB —S—CO-CH—=CH—CH,4

HALIOH + H* AALO SH

SH
e
eHoin-Allb-penykTasa

AlNb —S—CO-CH——CH—CH,4 AlNbB —S—CO-CH,—CH,—CH3;




SH S_CO'CHZ_CHZ_CHQ,

AINB _S_CO'CHZ_CHZ_CH3
AlNb —SH

[TepeHoC By TMPUNBLHOIo 3anuLlKy Ha LMCTEIHOBY
cynb@rigpuaHy rpyny CMHTa3HOro KOMMNeKCy
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rI,EI,pOJ'IITI/ILIHe 3BIJIbHEHHA MAJIbMITUHOBOI KUCJ10TU

Bl CUHTA3HOIoO KOMMJIIEKCy

SH H,0 SH

N . _
+ CH3"(CH2)14_COOH

AMB —S—CO—(CHy);4~CHs |
ANB ——SH




CymapHe pIBHSHHS MPOLECY CHUHTE3Y BUIIMX KHCIOT Ha MPUKIAJI
CTBOPEHHSA NaJbMITUHOBOI KHCJIOTH Mae BUTJIS
Anetun-S-KoA + 7 Mamonin-S-KoA + 14 (HAI®H + HY) =
nanpMmiTHHOBA Kuciora + / CO, + 14 HA/I® + 8 KoA-SH + 6 H,0

3 onmsay Ha Te, 1o nonepeaHukoM ManoHun-KoA e anetuin-KoA,
OajJaHCOBE PIBHSHHS PIBHSHHA MOXHa IIPEACTaBUTH SK .
8 ametmii-S-KoA + 7 AT® + 14 (HAA®H + H*) = manemituHOBa
kucinora + 14 HAJI® + 8 KoA-SH + 6 H,O + 7 AJ® + 7 H;PO,
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Ha3BiTh HaHOLIBII MMOBIPHHUM aKTUBATOP MPOIECY HABEICHOIO
HIDKYE:

8 Auetnia-KoA + n AT® + 14 HA/I®H — ITaasmirar + 8 KoA +
HAJI® + nPi + 14 HAJ1®D

Anernn-KoA

[{utpar

Manonui-KoA

Mamnar

Oxkcanoarerar

IIpaBunbHa BIANOBIAL: L{UTpar € moTeHI1aIbHUM aKTUBATOPOM
anetui-KoA-kapOokcuiiasu, sika yTBOPIOE T'OJIOBHUM CyOCTpaT
CHUHTE3a BUIIUX KUPHUX KUCIOT — MaJIOHLT-KOA.
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