MeTabonnam nunnaos
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Bonpockl yCTHOIo ak3amMeHa no
MeTabonusmy nmnnaos

TpaHcnopT NMNnaoB B opraHmMame. JIMNonpoTenHbI CbIBOPOTKM KPOBM.

XNMnS BbICLLMX XXUPHbIX KNCNOT: CTPoeHne, bruonornyeckas porsb.
MeTabonuam.

[Munuepodochonmnuabl u cdmnHronunuabl. CTpoeHmne n bnonornyeckas
ponb. CuHTE3 dhochaTnannXonnHoB.

MexaHn3am [3-OKMCeHMA BbICLLUNX XUPHbIX KNCNOT. Ponb KoA, KapHUTUHA U
AT® B 9TOM Npouecce.

MexaHn3M B-OKUCNEeHUs BbICLUNX XXUPHbIX KncrnoT. OcoOeHHOCTU OKUCNEHUS
BbICLLINX XUPHbIX KUCINOT C HEYETHbLIM YNCIOM YrNepoaHbIX aTOMOB.

buocuHTE3 BbICLLNX XKXNPHbIX KNCI1OT.

KeToHOBbIE TEna: CTPYKTypa, CUHTE3, bmnonornyeckas ponb. 3HavyeHne
onpeaeneHust KETOHOBbIX TEN ANsi AMarHOCTUKM caxapHoro amvabeTa.

ALETOHOBbIE (KETOHOBbLIE) TENa, MeEXaHU3M UX CUHTE3a. 3Ha4YeHne
onpeaeneHns aueToHOBLIX TeN B MoYe And AUMarHoCTUKM caxapHOoro
anaoera.

CTtepuHbl. XonecTtepuH, ero bnonormnyeckas porb. OCHOBHbIE 3Tamnbl CUHTE3a
xonecTtepuHa. KonnyectseHHOe onpeaenenne xonectepuHa B CbIBOPOTKE
KpOBMW.

Bruonormnyeckas ponb npoctarnaHanHoOB, NENKOTPUEHOB N TPOMOOKCAHOB.
CBs13b 0OMeHa yrneBogoB U KUPOB.



CTpyKTypa TEMBI

1. Knaccudpmkaums nunmuaos
1. BXK
2. Aunnrnuuepons! (MAT, OAT, TAT)

3. [Munuepodochonunuabl (dpochatnannxonuH, pochatnanncepuH,
doocarngmnataHoiaMmuH, pocatnannmMHoO3UTON)

4, CdomHronunuapl (cdMHroMmenuH, Lepedpoanabl, raHrmMnMo3nasbl,
rmodosnabl)

5. CTepounabl (XoneCTepuH, rOPMOHBI, XXeN4YHble KUCIOTbI)

2. Metabonuam nunnaoos (CnHTe3/pacnan/gyHKunmn)

1. B-okucneHune BXXK (+ 0cODEHHOCTU OKUCITIEHUA HEHACBILWEHHbIX U C
HeYyeTHbIM Yucriom C)

CuHTtes BXKK

CuHTE3 XonecTtepuHa

KeToHOBbIE TENa (aUETOHOBLIE): CUHTES, UCMONb30BaHME, NaTONOrs
CuHTe3 rmunuepodochonunmaos 1 Tpnaunnrnmueponos

3. Omeanble MHTEPECHbIE BOMNPOCHI

1. TpaHcnopT nunugos B opraHuame — nunonpoteunHsl (XM, JIFTOHT, JIMNHI,
JIM1BI). Atepocknepos

2. ANKo3aHonabl

GR W



BETA-OKUCINEHUE BXK



Heckonbko monekyn
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aueTun-KoA
BXKK Heckonbko monekysn

HAOH, 2A0H2 |:> AbIXaTernbHasa uenb |:>AT<15

Auetun-KoA :> L TK :> HAOH, 8AO0H2, T'T® I:>AT<I>

* ®yHKUWMA: SHepreTnyeckas (Tpebyet O )
 Jlokannsauyms B KNneTke: MUTOXOHOPUU

 TkaHeBag nokannsauns: Bce KNeTkun, B
0CODEeHHOCTU MH1oKapa



oTanbl

[TonagaHne BXKK BHYTpPb KNETKU N3 KPOBMW,
n aktnBauumsa BXKK B UMTO305€ KNEeTKU

TpaHcnopT BXKK B MUTOXOHAPUIO NMpU
y4acTuUmM KapHUTUHA

CobCcTBEHHO [3-OKMUCIEHME B MATPUKCE
MUTOXOHOPUN
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JTanbl -
OKUCIIeHUA

[lonagaHune BXK
BHYTPb KNETKU U3
KpoBu (1) n ee
aKkTuBaLus B
LIUTO30J1€ KNETKU (2)
— obpasoBaHue
aumnn-KoA
TpaHcnopT BXXK B
MUTOXOHOPMUIO NPU
y4acTuUn KapHUTUHA
(3)

CobCcTBEHHO [3-
OKUCNEHne B
MaTpuKce
MUTOXOHOPWUNK (4)



[MonagaHue BXK BHYTpb KNneTKu ns
KpoBu, u aktuBauusa BXXK B umtosone

KINeTKW

B>XXK B KpoBU TpaHCNOPTUPYIOTCA B KOMMJIEKCE C
6enkom anbbymmnHom. [lpyrom cnocob — B coctaBe
TAl'0B B nunonpoTtenHax

BXXK npoHukaeT yepe3 membpaHy KneTku B
LMTO30Mb NyTEM AN ADY3NU NN C NMOMOLLbIO
cneunanbHoro benka-tpaHcnopTepa

AkTtmnBauunsa BXKK — aT1o ee npucoeanHeHumne kK KoA.
depmeHT: aumn-KoA-cuHTeTasa. 3aTpavynBaeTrcs
2(1nu 1, B pasHbIX y4eOHMKax No-pasHoOMY)
monekynbl AT®. B pesynbsraTte nony4vyaercs auumn-
KoA.

He nytante aunn-KoA (ntobas BXK + KoA) n
aueTun-KoA (ykcycHas).



CbIiBOpPOTOUYHBbIN anbOyMmuH B kKomnrekce ¢ BXXK (ogHa
n3 cbopm TpaHcnopTta BXK B KpoBH)

« Heckonbko BXK (FA) cBsi3aHbI ¢ * Taxe monekyna anbbymuHa,
ansbyMnHOM (NoKa3aH TONMbKO X0p cBA3aHHaA ¢ BXXK, Tonbko 3aeck
nonunenTMaHON Lenu,) nokasaHa nonunenTuaHas uenb Kak

OHa eCTb: BUAHbI aTOMbI U
NOBEPXHOCTb, KOTOPbIE OHU
doopmumpytoT. BXKK nokasaHbl 6ensim ¢
KpaCHbIM




NlnnonpoTeunH — gpyraa dopma TpaHcnopTa
B>XK (1 BOOOLWE NMNnaoB) B KPOBU

anobenku

XonecTepuH

* BHyTpu

nunonpoTtenHa
HaxonaTca BXKK u
TAI'n

KneTka 3axBaTbiBaeT
NUNOMNPOTENH, a
NoToM NMBO
NorrouwiaeT ero
LenmKkom, Nmbo ¢
NOMOLLIbIO
cneumarnbHOro
doepmMeHTa
(nMnonpoTtenHnunasa)
BbITACKMBAET U3 HETO
BXK, Bxogswiue B
cocTtaB TAloB



AxkTnBauus BXXK B uutosone: cuHTe3 aumn-CoA (He
nytaute ¢ auetun-CoA)

« B)X XK nonagatwoT B UUTO30Mb
O yepes nriasmMaTnUyeckyto
’ 5 | MeMBpaHy
R—CH,—CH,—C—0
B yuto3zone epmMeHTbl auun-
BKK KoA-cuHTeTasbl  NPUCOEAMHSIIOT
CoA — SH ATP KOA K XUpPHbIM  KUCrOTam
(akTuBaumst BXKK)

ACYL-CoA

Ma2* « CyllecTByeT HECKOSIbKO TaKuUX
SYNTHETASE g

dEPMEHTOB, CNeundPUYHbIX K

AMP + PP; KUPHBIM KUCTIOTaM C pasnnyHoun
o ONVHOM uenn — AN KOPOTKUX,
. , Il cpegHe- M ONMMHHOLENOYEYHbIX
R—CH,—CH,—C"™uS—CoA (HO  Mbl  0OObIMHO  MPOCTO
Ha3blBaemM nx auunn-KoA-
CUHTETa3amMy, He nenas
pasnnynn)
*R = AJNIMHHbLIN YrNeBOOOPOAHbLIV
YROCT WINADHOIA KIACTIOTRKI

Auun-KoA



Ctpyktypa aunn-KoA v auetun-KoA
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TpaHcnopT BXK B MmutoxoHgpuio
npu y4yacTtun KapHUTUHA

* ®epMeHTbl: KapHUTUH-auunTpaHcdepasal 2. 1-4
HaxoauTCS B LLUTO3051€ U NPUCOEONHAET KAPHUTUH K
B>KK BmecTo KoA.

« BXXK c npucoegnHeHHbIM KAPHUTUHOM (auun-
KapHUTUH) NepeHocuTcda Yyepes memopaHy
MUTOXOHAOPWUN (KAPHUTUH CITY>XXUT METKOWN,
nossosndaoLen benky-TpaHcnopTepy 3axsatnTb BXXK
nepeHecTn ee BMecTe C KApHUTUHOM B MaTpUKC
MUTOXOHAPUN)

° KapHUTUH-auunTpaHcdepasa 2 HaXoauTCH B
MaTpukce mmutoxoHapum n u npucoegnHaet KoA k BXKK
BMECTO KapHUTUHA. KapHUTUH nepeHocnTcs obpaTtHo B
LMTO30/1b




TpaHcnopT BXXK B MaTpuKCc MmntoxoHgpum npu

y4aCTUN KaPHUTUHA

Y
CH3—1TILCH2—(|3H—CH2—COO_
CHs  OH  kapHuTtUH

O Auun (BXK) f

0 0 Cropa
|| npucoeamHaeTca
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' AUUN-KAPHUTUH

KapHWUTKH — HebonbLUas opraHn4eckas Mmorekyna. 1o XumMuyeckom CTpykType —
aMMHOKMCIIOTa (a30T C TpeMst METMNaMm — TPETUYHAA aMMHOrpynna)

KapHUTWH CUHTE3MpPYETCS B OpraHn3me, HO MOXET ObITb MOMYYEH C NULLIEN

[na NpOHMKHOBEHNS KAPHUTMHA B KNETKY HY>XXEH cneuunanbHbln 6enok-TpaHcnoptep. Ecnu
€ro HeT, TO YenoBeK He MOXET ucnonb3oBaTb BXXK kak NCTOUYHUK SHEPrnm, Tak Kak B KrneTkax
HeT kapHuTUHa n BXXK He MoryT TpaHCnopTupoBaTbCA B MUTOXOHAPUIO



TpaHcnopT BXK B MaTpuKc MUTOXOHAPUU NPU YHYACTUUN KAPHUTUHA

BHewHsas membpaHa BHyTpeHHss membpaHa
MUTOXOHAPUU MUTOXOHAPUU

)
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===

Intermembrane Matrix

space KapHUTUHauunt

=3 ~ . paHcpepasa IT

/O

CoA-SH
Carnitine

Transporter

KapHuUTUHaUUN
TpaHcepasa I



CobcTBEHHO B-OKMcneHue B
MaTpUKce MUTOXOHOPUN

[TocnepoBaTenbHOe oTwenneHne 2C-cdoparmeHTa (aueTun-
KoA) ot aunn-KoA (B>XK), HaunHas oT KapOOKCUITbHOM rpynnbl

[1na «oTpe3aHna» Kaxgoro auetus-KoA Hy>KHO 4
nocrneaoBaTernbHbIX peakummn (LMK B-okncneHust). Tornbko B
pesynsraTe 4-U peakunm Npons3onaeT oTWeNnneHme

[Mocne kaxaoro unkna -okmcnenunsa aymn-KoA (BXKK)
yKopaumBaeTcd Ha 2 aToma C 1 cHOBa BCTynaeT B LMK B-
OKUCIIEeHUS

B-OKMCrieHmne 3akaH4ymMBaeTCsd NofHbIM pacuenneHnem BXKK

00 HecKonbKux mornekyn autun-KoA. Hanpumep, ecnu B BXK
6110 18C (cTeapuHoBag), To nony4ntcs 9 aueTtun-KoA

Kaxxabin unkn B-okmcnenusa gaet 1 HAQHn 1 CDA,[I,H2

[TocnenoBaTenbHOCTb NPOMEXKYTOYHbLIX METAOOSNTNTOB:
Aumnn-KoA — eHoun-KoA — rugpokcuaumn-KoA — ketoauyun-KoA —
auetun-KoA
KodepmeHThl U BUTaMuHbl: KOA (B3 = naHTtoteHoBag), PAL (B2
= pnoodnasuH), HAL (PP = HukotnHoBas)



YT10o TaKkoe B-oKkncneHue Ha npumepe
nanbMUTUHOBOM KUcnoThbl (16 atTomoB C)

CoASH 3aecb 2 atoma C
H3C EU- O

I
B C~SCoA
TTanbmutoun-KoA (C16) "

4 peakuuu, B pe3ynbTate

KOTOpbIX 2 aToMa ¢
OTLWEeNNAFOTCA B (popme
CAAAAANAG T
' C~ SCoA
M +
& c14 0 Tenepb 37n 2
: T atoma C 3aecb
4 peakium Y C12 | CHy;—C~SCoA
nostopsatotca ¥ Acetyl CoA
Ana 310V 6onee ¢ ¢10
KOpPOTKOU :
aumn-KoA Y
6 C2 B pesynbrate BCca BXKK (C16)

npespaTunack B 8 auetun-
KoA (kaxabiv auetun-KoA
coaepxut 2C)

8 Acetyl CoA



Tak BbIrNAAAT 4 peakuuu LUKna B-okucrneHus, Kotopbie B
pe3ynkTaTte NPMBOAAT K oTwenneHuto 2 atomoB C B hopme aueTun-

)

acyl-CoA
dehydrogenase

H

|
R—CH,—C=C—C—S-CoA
| trans -A>-

enoyl-CoA
hydratase

OH

I
R—CH;—C—CH; —C—S-CoA
| L-B-Hydroxy-

H

B-hydroxyacyl-CoA
dehydrogenase

(44

FAD
FADH, | 1

H O

H>0
2

Enoyl-CoA

0
NAD?
NADH + H*

R—C Hz—ﬁ—CHz —C—S-CoA

o

acyl-CoA
acetyltransferase
(thiolase)

(Cq4q) R—CHz—ﬁ—S-CoA + CH3—(Ii—S-CoA

(0]
(C44) Acyl-CoA
(myristoyl-CoA)

g B-Ketoacyl-CoA

B
(C16) R—CH; —CH; —CHy; —C—S-CoA
CI; Palmitoyl-CoA

acyl-CoA

3

r CoA-SH 4

(o)

Acetyl -CoA

KoA

Peakuunu:

1. [HerungpupoBaHue

2. [Twngpatauuns

3. [HerungpupoBaHue

4. Twvonus

[locnenHsas, TnonasaHs
peakuus, NpnuBoOMUT K OTOENEHUIO

2 atomoB C B bopme aueTun-
KoA

B pesynbrarte XXupHas kucrorta
yKopadmBaeTcs Ha 2 atoma C

[locne aToro Bce 4 peakuuu
NOBTOPAKOTCH CHOBA

Tak npoucxoauT Ao TeX nop,
NoKa BCS1 XXMPHasi KUCroTa He
byneTt «nopesaHa» Ha aueTun-
KoA



Peakuuu umkna -okucrneHmsa nogpoobHo
v

o 1. rmapupoBaHm
(C16) R—CH; —CH,; —CH; —C—S-CoA D,e (D‘D‘p pq a el( A
I — epMeHT: auunn-KoA-
0 Aumn-KoA nermaporeHasa
Aumn-KoA- FAD — KodepmeHT: PAL] (M3 BUTAMMHA
AernaporeHasa ERDH 1 BZ’ p|/|6OCb.|-|aB|/|Ha)
2 — [NosiBnseTca ABomnHas CBSA3b (-
‘T €H), MO3TOMY NPOAYKT peakuum
R— CHy—C =C—C—$-CoA A - Ha3biBaeTca eHous-KoA
L eroun-KoA 2. napartauua (npucoeguHeHue
. : BOAbl)
eHoun-KoA- H,O0 .
ruaparasa 2 —  ®epmeHT: eHolxm-IfoA-rmupaTaaa
: 2 —  [lo mecTty gBOMHOWM CBA3U
Yo npucoeanHAeTca Mosiekyna
Boabl. [1pn atom OH-rpyna
R—C Hz—CI—CHz—C—S-CoA noasnsetca y 3-atoma C
H 0 rmapokcuaumnn- — [MpoayKT peakumu:
KoA rmgpokcnauunn-KoA (aumn-KoA, y

kKoToporo ectb OH-rpynna)

MosicHeHmne Npo cMbicn Ha3BaHuS. B npouecce -okMcneHnst MeHAETCS CTeneHb OKUcneHnsa 3-atoma
yrnepoga: cHavarna Bo3re Hero nosBnsieTcs ABonHas ceaA3b, 3atem OH- n ketorpynna. Noatomy Becb
npouecc 1 Ha3blBaeTcs B-okncnenme. Ectb cneumansHble popMmbl okmcnenust BXXK, koTopble He
SABNSAOTCS OCHOBHbIMMW, HO TAKXKE BaXKHbl: 3TO O-OKUCIEHNE U W-OKUCneHne. B aTux cnyyasx
okucnsetca a-atoMm C unm w-atom C (TO ecTb cambii NOCNEAHUI, AaNeKnin ot KapbokCcubHOM
rovnnsl).



Peakuun uukna -okmcneHmsi nogpooHo

\/
OH
R—CHz—CI—CHz—C—S-CoA
|-I| o) rmapokcuaumn-KoA
rMApoKCUaLUN- NAD*
z:fm.uporel—lasa WADH 4 R °
R—CHy;—C—CH; —C—S-CoA
o % o keToaumn-KoA
TLonasa Sl 4

v \

(C14a) R—CHz—ﬁ—S-CoA + CH3—ﬁ—S-CoA

(0) (0)
aumn-KoA (Ha 2
atoma C Kopoue
UCXOAHOTO)

-KoA

dernppupoBaHue

depmeHT: rngpokcuaumn-KoA-
aerngporeHasa

KodepmeHT: HALL (13
BUuTammnHa PP, HukotnHosoun
KUCIMOTb)

MpoaykT: keToaumn-KoA

B pesynsrate Boane -atoma C
nosiBNeTca Ketorpynna
(BMmecTo OH-rpynnb!)

TuonasHas peakuus

depMeHT: TMonasa
KodpepmeHT: KoA-SH
MpoaykTel: aunn-KoA (kopoye
ncxogHoro Ha 2 atoma C) n
auetmnn-KoA

B pesynsrate peakumn KoA-SH
cBoen SH-rpynnoun paspbiBaeT
CBSA3b Mexay coceHUMM
atomamm C 1 ocTaeTcs
COEIMHEHHbIM C TEM, Y
KOTOPOro B pe3ynbrarte 3-1
peakuum nogasunach
KeTorpynna

Kak cnegcrteue, ABa KpamHUX
aroma C otgenawTtca oT
OCTasIbHOW XXUPHOM KNCSOThI B
doopme aueTtun-KoA



Ocob0eHHOCTHU B-OKUCIIeHUA HeHaCbILWEeHHbIX
BXKK

B-OKMCJ’IeHl/Ie NMPONCXOONT KakK 0ObI4YHO OO0 TEeX Nop, NOKa ovepenb HE
aonaeTt 0 TON HaCTu MOJ1EKYI1bl, B KOTOPOU CTOUT ABONHAsA CBA3b

[Tony4yaeTcs, 4TO ovepenHON LUKIT 3-OKUCNEHUA HAaYMHAETCA CO
BTOpOro metabonuta (eHoun-KoA). CHayana notpeOyetcs
OOMNONHUTENbHbIA (DEPMEHT — N30Mepa3sa — KOTOPbIN USMEHUT
KOH(urypaumo 4BOMHON CBSA3U

CnepgoBaTenbHO, B 3TOM LUKIe He obpasyetca PALH2

Cnen,yrou_u/le LIMKIbl MPOTEKAlOT TakK XKe, KaK 00ObI4YHO (ecnu ganbLue HeT
OBOWHbIX CBA3EWN)

Takum obpasom, ecnu ecTb ogHa ABOMHAsA CBSA3b, TO MNony4Yaem Ha 1
®ALJH2 meHbLUe No cpaBHEHMIO € HacbiweHHoW BXKK ¢ Tem xe
kKonunyecteom C (Hanpumep, 4na onemMHoBou rnosnyymm Ha 1 PA1H2
MeEHbLLE, YEM A1 CTEaPMHOBON)

B cny4dae, ecnu ABOWHbLIX CBA3EN DOSbLUE 2, OKUCINIEHNE MOXET
npoTeKaTb PasHbIMU NYTSMM C NPUBIEYEHNEM OOMNONMHUTENBHbIX
depMeHTOB. JTO CBSA3AHO:

— C HeobxoauMOCTbIO n3oMepunsannm no ABOUHLIM CBA3SM

— B HEKOTOpbIX cry4yasax TpebyeTcs BoCCTaHOBNEHNE ABONHbLIX CBA3EN C
ncnons3osaHnem HAOQOH

— [MoaTtomy B cnyvyae nonmMHeHacbIWEeHHbIX XXUPHbIX KUCINOT Hemnb3s AaTb
MPOCTOM OTBET Ha BOMPOC O TOM, KaKoB OyaeT 3HepreTuyeckuin Bbixom npu Ux
MONMTHOM OKUCIEHUN



OKuncneHue XXNpHoOn KNCoOTbl C O4HOU ABOVUHOMN CBA3bIO

0
" 4

18 — 1
\/\/\/\/Wc
\S-COA 3 nepBbIX LKna B-OKI/ICﬂeHI/IFl

Oneun-KoA npoxoasTt 6e3 moandukaunm

v (onewwosas wicnora) e a KoTO
OKUCeHus , opble

N> 3 auetun-KoA pPaCLLENNSOTCS B pe3ynbsraTte
9TUX TPEX LIMKIOB)

* YeTBEPTbIN LUKIT HAUMHAETCSA C

A 4

H H //0 MeTabonunTa, B KOTOPOM yxe
12 =N eCTb JBONHAsA CBSA3b
S-CoA  (OpgHako aTa CBA3b HAaXOAUTCA B
[1BoMHa4a cBa3b B LiMC-KOHpUrypaumm
e o
3omepasa ngpreCTM aTy 'cszsb B TpaHC-
KOHUrypauuio (MHadve

doepMeHT NPOCTO He

O A
o V4 NoOEenCTBYET Ha 3TOT
/\/\/\/\)\/c\ meTabonuT)
12 S"COA -
« [HononHuTenbHbIN PepMeHT

H o
HeoviHas ceasb B (M30mMepasa) MeHsieT
5 LUMKNOoB p- TPAHC-KOHMUIrypaumm KOHUrypaumo CBs3n C LUC Ha
OKUceHus TpaHC

« [lanee uuknbl B-OKUCNEHUS
NpoTeKaloT Kak 0ObIYHO
6 auetun-KoA



OcobeHHoCcTHU B-okncneHusa BXKK
C HeYyeTHbIM Yucnom C

[Mpun B-okmncrnenmn BXKK ¢ yeTHbIM uncriom C B pesynsrarte
nocnegHero umkna 3-okncrneHus nonydaetcs 2 auetmn-KoA
(Tak Kak YeTHoe Yncno C MOXHO pasgennTb Ha 2 6e3 ocTaTka)

B peaynerarte nocneaHero uukna -okucnenmns BXXK c
He4eTHbIM Ynucnom C nonydvaetca 1 auetun-KoA (2C) + 1
nponnonnn-KoA (3C)

[TponnoHmn-KoA gormkeH ObIiTb BKItoYeH B LITK:

— KapbokcunuposaHue nponnoHun-KoA (pepmeHT: nponnoHun-KoA-
kKapbokcunasa, KogpepMeHT: BUOTUH) C 0bpa3oBaHNEM
MeTunmanoHnn-KoA

— W3omepusauma metunmanoHusn-KoA B cykumHun-KoA (npm yyactuu
BUTamMunHa B12)

[Tony4yeHune cykunHnn-KoA ns nponmoHun-KoA npwu [3-

okncneHun BXXKK ¢ HeuweTHbIM yncnom C — npumep

aHannepoTn4YecKon peakumm (peakumm, B pesyrsrare KOTOPbIX

npoucxoanT nonosiHeHne metadbonutos LITK)



MNMpun okucneHnn BXK ¢ HevyeTHbIM Yncnom C B pesynbraTte
nocnenHero uukna B-okncneHmnsa obpasyercsa nponmoHusn-KoA (3C)

nponUoHUN-
KoA- biotin

kapbokcunasa > ADP +

nponuoHun-KoA

H
{—n
. |
by
G
s | D-meTunmanoHun-
C
7\, KoA
CoA-S \0 ©
MeTUIIMANIOHU -
KoA-3anumepasa
H H
| coenzyme S |
H—C—H B,, /C—C—H
s CoA-S |
/C—<|Z—H MeTUIMAT H_CI_H
CoA-S C oHun-KoA- C
o Yo MyTasa o %

L-meTunmanoHun-KoA

CyKuuHuUnN-KoA

CHauvana nponnoHunn-KoA

Kapbokcunupyetcsa

—  ®epmeHT: nponnoHun-KoA-
kKapbokcunasa

— KotepmeHT: 6MoTuH

ObpasoBaBLUNNCA
NPOMEXYTOYHbIW MPOAYKT
N3omMepusyeTcs
— ®epMeHT: meTunmanoHusn-KoA-
annmmepasa
B pesynbrate BTOpoW peakumm
nsomepunsauyum obpasyetcs
CYKUMHUI-KOA
— @epmMeHT: meTunmanoHunn-KoA-
MyTa3a
— KodepmeHT: B12
Takum obpasom, Npu oKNCneHnu
BXK ¢ HeueTHbIM Yucrniom C
obpasyeTtcs 1 monekyrna
cykumHun-KoA, kotopas naet B
LITK



CUHTE3 BXK



e Cxema:
ATT HAO®H

)OL O O U /\/\/\/\/\)L
H,C SCoA g HOMS/COA - ... > OH

auetun-KoA ManoHun-KoA
Heckonbko monekyn  Heckosnbko monekyn

* OyHKUKMA: 3anacaHne SHeprnm
* Jlokanusauus B KneTke: LUTO30rb

* TkaHeBag rokann3auuns: Bce KrneTku, B
OCODOEHHOCTU NeYeHb U agunouunTbl (KUpoBas
TKaHb)



O6wan cxema cuHTe3a BXK

Y anuHeHHas
Kucnora
KopoTkas
Kucnora * g
ManoHUN Hosb1n
* MQanoOHUN
CHZ—COO— CH3 = CH3 CH3 CH3
I I CH,—C00 I I I
C=0 CH. M CH, CH, CH,
CH;, | I C=0 | I I
| S CH, | CH, _ CH, CH,
c=o_} | S | CH,—C00 | |
| P C=0 CH, | CH, CH,
S A7) aH | . [ 2 [c=0 | |
1 + S 4H CH, | CH, N CH,
O ) ) ) 4e” + | S | CH,—CO00 |
g de c=0 CH, | CH,
P S | . [ © c=o |
—»>—>—> 5 4H CH, | CH,
CuHTa3a co, L A C| " S C|H
e —
T e (D) %S 2
UKn e WY
Y S CH,
CUHTE3a I four more ClH
€0, O ) ) ) additions | -
——————— > CH,
HenocpeacteeHHbIM nctouHnkomMm atomoB C ans cnHtesa BXKK ssnsietcsa |
ManoHWn (IZH >
2 atoma C 13 manoHuna noovepenHo gobasnstorcs, noka BXKK He gocturHet CH,
HY>KHO OTUHbI HS |
Ka)K,EI,bI@ pa3 ans npucoegnHeHns 2 C n3 manoHuna nponcxogaT HECKOMbKO Cle
peakuunm HS CH,
OTN peakLmm NOCTOSAHHO MOBTOPSIKOTCH U MO CBOEN CYTW OHWM aHanorm4Hbl |
peakunsam B-OKUCNeHNs, HO MayT B 0bpaTHOM HanpaBneHun + /C\
®epmeHT, cuHTesnpytowmin BXKK, HasbiBaeTcs «cuHTasa BXKK». OH ycTpoeH ) (o)
CNOXHO, HO YTOObI MOHSATb, KaK CUHTE3MPYETCS XUPHAs KACINOTAa, HYXKHO TTORHOCTbIO
HEMHOro NpPeacTaBnsATb €0 CTPYKTYPY CUHTE3UpOBAHHAS
B yacTHOCTK, HY>XHO 06paTUTb BHMMaHWE Ha ABa aToMa S, KOTopble BUOHbI Ha BXKK
cxeme. Kaxabln N3 HUX HaxoguTCs B aKTUBHOM LEeHTpe pepmeHTa 1 cBA3aH (RGbMUTUHOBGS

nunbo c pactywen uenbto BXK, nmbo ¢ manoHunom. Ta 4yacTb, KoTopas

o C16)
nOKAa23H3 KODMUHERKIM HAaz2kiraeTeca AIMNR (alinn-neneHocgiliinizg 6enok)



oTanbl

1. [lpeBpawieHmne auetnn-KoA B manoHmnn-KoA
(kapbokcunupoBaHue = NpMcoeanHeHne
KapOOKCUNbHOM rpynnbl):

o OepmeHT: aueTnn-KoA-kapbokcunasa
(perynatopHbiv pepMeHT cnHTe3a BXKK)

 KodepMeHT: BMoTnH (BUTamMunH H)
« Tpebyet 3aTtpaTtbl ATO

2. [lpncoeamHeHne manoHun-KoA Kk pactyLleu
Lenu >KUPHOU KNCNOTbI N ganbHenLmne
peakunn. KoHeYHbI NPOAYKT 3TOro atana —
nanbMnTmMHoBasa kucnota (C16)

3. 9noHrauus n gecartypaums (cuHTes bonee
ONMNHHBbIN N HeHAacbILWeHHbIX BXKK)



1 3Tan: cuHtes manoHun-KoA

ATP ADP + Pi
i N A 7
I = ~
CHa—C—SCo0A + HCO, » OOC—CH-—C—SCo0A
Auetun-KoA AueTnn-KoA- ManoHun-KoA
kapbokcunasa

* Ha cnegytowem atane manoHnn-KoA npmHMMaeT ydacTue B CUHTE3e
BXXK, Bxoga B ee cocTaB

« Jliobas BXXKK cuHTEe3npyeTca nytem nocrieqoBaTenbHOro
npucoeauHeHns OByXyrnepoaHbiX oparMeHToB, MICTOYHUKaMMN
KOTOPbIX ABnaeTcs manoHun-KoA

* [loatomy 6onbwmnHcTBO BXXKK B opraHname cogepkat YETHOE YMCO
atomoB C (16, 18, 20, ...)



NMpucoeanHeHne manoHun-KoA K pactyuwieu
Lienu XXKUPHOU KUCIOTbI U AaribHenwine peakumm

®epmeHT: cuHTa3a BXKK. CocTonT 13 HECKONbKNX JOMEHOB, KaXabI
NX KOTOPbIX KaTanu3npyet ogHy 13 peakumn cuHTesa BXKK

OnuH n3 gomeHoB cuHTa3bl BXKK Ha3biBaeTca AlNB. Alb =
aunnnepeHocawmn 6enok. K Hemy (4epes aTtom S) npuKpenneHsbl
NPOMEXYTOYHbIE MeTaboNUTbl BO BpeMsi cuHTe3a BXKK.

JTan BKIoYaeT B cebs 4 peakunmn, KOTOpbIe NPOUCXOOAT
nocnegoBaTernbHO (UMK cnHTesa BXKK)

1 atom C yxoaut B dpopme CO2. Taknm obpasom, npucoeanHaeTcs
TOonbKo 2 atoma C

[locnepgoBaTenbHOCTb METADONUTOB:
(Auetun-KoA — manonun-KoA )— ketoaumn-Allb — okcnauun-Allb —
eHoun-Al'lb — aunn-Allb
[locne 3aBeplLUeHna Kaxaoro unkra npucoegnHaeTca elle oauH
ManoHun-Allb, n Bce peakumn NnoBTOPAOTCS

CuHTe3 octaHaBnuBaetcs, korga BXXK gocturaet anuHbl 16C (TO
€CTb KOHEYHbIN MPOAYKT CMHTE3a = NanbMUTUHOBAs Kucnota. [na ee
CUHTe3a Heobxoanmo 8 aueTtun-KoA)



GHs
=0

] A
SCoA NMoapoObHas cxema npucoeguHEeHUs Kaxabin 2
acetyl CoA
ATP ~| ~ co, aTomoB C k BXXK Bo Bpems ee cuHTe3a
acetyl CoA
ADP + P; carboxylase

(IDOO'
{5
CIIZO B 5
SCoA (|3H2 In the first cycle of reactions this is acetyl ACP

ManoHun-KoA Cc=0

|
aumnTpaHcgepasa S'ACP R R R R
CoASH auun-ATTB &y, NADPH A H;0 &y, NADPH ol
N CO, gh* NADP* i 2 # 2 NADP* g2
| \ / N Q—O E :‘ HCI:-OH J N 9H \ /‘ X CI:HZ
OH = R i V" . A A i
_ Ketoauun- - K - _ -ATTB- 4 -ATTB-

C=0 ooz C=0 oo AT C=0  pervaporencsa C=0  peaywra c=0
S-ACP ACP-SH S-ACP S-ACP i S-ACP S-ACP

MarnoHun-ATIB 1 Ketoauun-ATTb 2 Mapokcuaumn-ATIb 3 EHoun-ATIb 4 auun-ATTB

*  R-yrneBO4OPOOHbIV XBOCT KUCOThI

« [locne kaxpgoro uukna KucrnoTa yanuHsieTcs Ha 2 atoma C

«  [loaTomy aumn, KOTOpPbI NONyYaeTcs B KOHLE KaXXa4oro Lukna Ha 2 atoma C anMHHee Toro aumna, KOTopbIii BCTYMNW
B LIMKN

1. HoBbin manoHun pearnpyet ¢ BXKK, cnHTesnposaHHoM B npeablayLmx umknax. OT manoHuna oTwennsaerca
kapbokcunbHas rpynna (yxogut B dopme CO2), a octaBlumeca 2 C npucoeaunsatotcs k BXKK, cnHTesnpoBaHHoON B
npegblaywmnx umknax. Obpasyercsa NpoMexXyTouHbIn MeTabonut — ketoauun-Alb

2. KeToauwun BoccTaHaBnNMBaeTCs 40 MMOPOKCUIBHOM rpynnbl — 06pa3yeTcsi NIPOMEXYTOUHbIN MeTabonnuT
rmgpokcnaunn-Allb. Ncnonbayetcs kodpepmeHT HAOPH (M3 neHTO30(hocaTHOro nyTn)

3. 'vapokcunbHasa rpynna yxoauT B popMe Bofbl, NOABNAETCA ABOMHAsA cBA3b. OBpasyeTcsi NPOMEXYTOYHbIN
meTabonut eHoun-Allb

4, [1BONHas cBA3b BOCCTaHaBNMBAETCA 40 MOMHOCTLIO HacblWweHHon. ObapayeTtca aunn-Allb, koTopbii AnNnMHHee
ncxogHoro Ha 2 atoma C. Ucnonbsyetca HAOOH

5. Aumn cHoBa BCTYNaeT B LMK YOSTMHEHUS!, €CIN TOSbKO OH He A4ocTur 16 atomoB C (ManbMUTUHOBAA KUCOTA).

Ecnu xe anuHa coctaBnset 16 atomoB C (nanbmutart), To BXKK oTtoensietcs ot cpepmeHTa n noasepraeTcd
ANoHrauunm n gecartypaunn opyrumm (*)epMeHTHbIMI/I cncreMmamm



JNoHrauua n gecarypauus (CuHTes
bonee ANUHHBLIX U HEHACbIWEHHbIX

BXK)

e ONoHrauusa (yanmHeHme) nponcxognT B
MUTOXOHAPUAX U rnagkom I[1P.
XUMUYECKUN MEXAHNU3M NOEHTUYEH
CUHTE3y NanbmMmuTaTa

 [lecaTypauus (nodbaBneHmne ABOUHbIX
cBsi3en) npoTtekaeT B rnaakom 3l1P

« DepMeHTbl MINeKoNUTaoLWNX He MOTyT
CTaBUTb ABOWMHYO ¢BsA3b Aanblue C-10




PepMeHTbI MITIeKONMUTAKLWUX HE MOTYT CTaBUTb ABONHYIO CBA3b Ha
otpe3ke mexay C-10 n AanbHUM KOHUOM (Ww-KoHUoM) BXKK

MOXHO NOCTABUTL ABOUHYHO CBA3b Henb3a nocTtasutb ABOUHYHO
B 3TOW YACTU MOJSIeKy bl CBS3b B 3TOW YACTU MOJIEKY bl

e MI1eKonuTaroLme (M YernoBek) MoryT CUHTE3NPOBaATb TOSIbKO HEKOTOPbIE
HeHacblweHHble BXXK, a MMeHHO Te, y KOTOPbIX ABOWHbIE CBA3U CTOAT HE Aanblue
C-10 (ecnu cumTaThb C KOHLA, TO 9TOT aToM yrrepoaa obo3Ha4vaeTcs w-9)

* OCTalbHbIE XXUPHbIE KUCIOThI, Y KOTOPbIX ABOWHbIE CBA3M CTOAT nocne C-10 (w-9),

Mbl JOJTKHbI NOMy4aTh C NUUWEN (OHW Ha3bIBalOTCA He3aMeHUMble, UM BUTaMUH F)

* N9 NPOCTOThbl OyaemM cunTaTb, YTO NIMHONEBAs], IMHONEHOBas U apaxnaoHoBas

KUCNOTbI ABMATCA HE3aMEHUMbIMU



[lonornHeHue

e ActTouHukn auetun-KoA ansg cudtesa BXXK

* lctouHukn HAOD (n cpaBHeHne HALPH un
HALH)



UcTouHukun auetun-KoA ans cuHresa
BXXK

« OrtKyna Takou Bornpoc? [erno B Tom, 4To cuHTe3 BXKK nponcxoout B
uuto3one, a auetun-KoA obpasyetcd B MUTOXOHAPUUN (OCHOBHOW
NCTOYHKK aueTun-KoA 3aoech — npespalleHue nupysara B aueTus-
KoA, a UICTOYHMK NnupyBarta — rnkKosa, CM. rMnukonna)

 MembpaHa muToXoHApPUK HenpoHuuaema anga auetun-KoA. Kak
auetTun-KoA nonacTtb U3 MUTOXOHAPWUN B LNTO30S1b?

* B membpaHe mntoxogHapum ectb BENOK-TpaHCNopTEpP uMTpaTa.
[ToaTomy aueTtmn-KoA npeBpallaeTtcd B UMTpaT, COEAUHAACH C
okcanoauetartoMm (1-a peakuus LITK). Ho ganbLwie untpat BbIXOoaUT U3
MWUTOXOHAPUN B LUTO30/b

* B untosone untpat npeBpallaeTca obpaTtHO B OKCnoaueTart U
auetun-KoA

* Auetnn-KoA nget Ha cuHtes BXKK (1 xonectepuHa)

« Okcanoauetart npespalllaeTcsa B ManaT Ui nupyBsaT, KoTopble
BO3BpaLLaloTCA B MUTOXOHOPUIO

e JTOT UMK Ha3dbiBaeTCAa uuTpaT-mMmanar-nmpyBaTHbIN NEPEHOCHUK (=
LUYHT = YEeJTHOK)



[BoviHaa membpaHa
MUTOXOHAPUU

Inner Outer
membrane membrane

MaTpukc
LMTO30s1b

Citrate
transporter

CoA-SH

Citrate Citrate

]

citrate
lyase

Oxaloacetate_
malate

dehydrogenase

CoA-SH

Fatty acid
synthesis

ADP +P, A
Acetyl-CoA

citrate

Acetyl-CoA synthase

(multiple

sources)
Oxaloacetate
'NADH +H*
malate
dehydrogenase
NAD* NAD*

Malate Malate

’

+
pyruvate %, NADP

carboxylase .
~

Malate- i

co a-ketoglutarate
% transporter

WNADPH +H*
co,

Pyruvate Pyruvate

Pyruvate
transporter

LiuTpaT-manar-nnpyBaTHbIN
nepeHoCUYMK

1.

CuHTE3 unTpaTa us
aueTtmnn-KoA n
oKkcarnoayetara B
MaTpUKCe MUTOXOHAPUN

NepeHoc untpata ns
MaTpuKca B LUMTO30/b
[MpeBpalleHne untpaTa
obpaTHoO B
oKkcaroauertaT U
auetmnn-KoA. Auetun-
KoA naoet Ha cuHTes
BXK u xonectepuHa
[NpeBpalleHne
okcanoaueTaTa B Manar
(A01104YHBIN PEPMEHT,
obpasoBaHne HAAPH)

BosBpalleHne manara
pa3HbIMU NYTSMMU
obpaTHO B MaTpuUKC
MUTOXOHAPWUMN U Ero
npeBpaLleHne B
okcanoauertar

Takum obpasom,
okcarnoauetar
NOCTOSIHHO
BO3BpaLlaeTca obpaTtHo
B MaTpuKC
MUTOXOHAPWUM, a
auetun-KoA — He
BO3BpaLlaeTcs

INAvVARLIA IAATALILITAL AR A



UcTtoyHnkm HAOP (n cpaBHeHUue
HAO®H v HAH)

Y10 Takoe:

 HAL®PH = HMKoTMHaMugageHnHanHykneotnadgocdar, n3s
BUTamuHa PP (HnkotnHoBas kucnota). Ot HAH oTnnyaetcsa
TOJIbKO Hannumem dpocdatHoOM rpynnbl B CTPYKTYpE

NCTOYHUKMU:

« HAOPH (BoccTtaHoBneHHasa popma) obpasyetca B
neHTo3odocaTHOM NyTH (a Takke Npu paboTte untpaT-manar-
NUPYBaTHOIO NepeHoCcYu1Ka)

PyHKUUA:
 HAL®H ucnonb3yeTcs B peakumnsax obpasoBaHns CIIOXKHbIX

BellecTB U3 6bonee npocTbiX (aHabonnam), HaNnpUMep B CUHTE3E
BXK vnun xonectepuHa 13 auetun-KoA

 HAILPH y4yacTeyeT B 3awmTe KNETKN OT aKTUBHbIX POpPM
Knucrnopoga
CpaBHeHue c HAOH:

« B otnnume ot HAOPH, HA1H ncnonbayetcs B peakuyuax pacnaga
CITOXHbIX BeLLecTB A0 6bonee NnpocTbIX (kaTabonnam), Hanpumep B
rmmkonuse, UTK, B-okncneHun



CpaBHeHUe B-OKUCneHna v
cuHTe3a BXK

B-okucneHue CuHte3 BXK
rnokanusauus MaTpuKC MUTOXOHOPUN LMTO30S1b
KodepmeHTbI (U PAH2 (B2 = pubodnasuH) | buounTtmH (6notuH = H)
BUTaMUHbI) HALOH (PP = HukotnHoBas) HALO®H (B2 =

KoA (B3 = naHTOTEHOBASA) pnbodnaBuH)

KapHUTUH KoA (B3 = naHTOTEHOBAS)
NMNocnepoBatenbHoc | Aumn-KoA — eHoun-KoA — | Auetun-KoA —

Tb MeTabonuToB

rmgpokcuaunn-KoA —
ketoauun-KoA — auetun-
KoA

ManoHun-KoA —
ketoaumn-Allb —
okcmauun-Al'lb — eHoun-
Al'b — aunn-Allb

PepmMeHTbI -
OCOOEeHHOCTH

CTPYKTYpbI

OTaenbHble benkn

OaunH 6enok, UMetoLLnA
HECKOJTbKO aKTUBHbIX
LLleHTPOB "
KaTanusnpyroLinm Bce
peakuum




CUHTE3 XONNECTEPUHA



e Cxema:

HAO®H
i \\
H3C)kSCoA <
HO XonectepuH
aueTun-KoA AT® P

Heckonbko monekyn

» QYHKUUA: CUHTE3 XONecTepuHa (BXoauT B
cocTaB MeMOpaH, npeaLecTBEHHUK
CTEPOUIHBLIX TOPMOHOB, XXEN4YHbIX KNCIOT,
BUTamMunHa D)

 Jlokanun3auus B KNneTke: UMTO30Ib

* TkaHeBaga nokanusauusa: Handonee
MHTEHCUBHO B NEYeHU, KULEeYHUKe, NOMOBbIX
xenesax



OCHOBHOUM NpUHLUMN

* [locnenoBaTenbHOE COEANHEHMNE MOJIEKY,
cogep kaLlmx HeOOoNbLLOE KONMMYECTBO
aTomoB C

» Ha kaxkgom atane konnyectso atomoB C B
MOJIEKYNax CTaHOBUTCHA Bce bornblLue

* B ntore ns auyetuna (2C) nonyvaem
bonbLUyo Monekyny xonectepuHa (27C)



4 3Tana CUHTEe3a XofectepuHa

1. CuHTE3 MeBarioHOBOU KUCHOTbI
* KVcxogHoe BelwlecTBO — aueTun-KoA
Wcnonbsyerca HAO®H

PerynartopHbin goepmeHT — 'MIM-KoA-peaykrasa (perynupyertcd
KOHLIEHTpaLWen xonectepuHa)

« 1o nony4yeHna MeBanoHOBOW KUCOTbI 3TOT 3Tar NofMHOCTLHO
coBMagaeT C CUHTE30M KETOHOBLIX TeS (KOTOPbIN MPOUCXOAUT B
MUTOXOHAPUAX, a HEe B LIUTO30/€e)

2. CunHTEe3 aKkTUBMPOBAHHOro U3onpeHa
(n3oneHTeHunnupoddocoar)
 Haartou ctagum ucnonbayetca ATO

* W3 akTMBMPOBAHHOIO N30MNpPeHa TaKKe CUHTE3UPYIOTCS
n3onpeHondbl (= TepneHbl = TepneHonasl): BuTamMuHbl A, E, K,
KopepMeHT Q

CuHTE3 cKkBaneHa

4. Uuknunsaumsa ckBaneHa c obpasoBaHnemM naHocTepona (1-1
LIMKITMYECKUI NPOOYKT B CUHTE3€E XONnecTepuHa) 1, 3atem,
XoJriecTepuHa

w



3 CH;—C00~ Auetun-KoA

JdTtanbl CUHTEe3a

Q| XOJieCTepuHa: KOHe4YHble

CH3
"00C—CH;—C—CH;—CH,—OH
OH MeBasnioHoBAd KUCJ10TA

| 1.

.
CH; =C—CH>—C Hzl—O—II’—O—P—O'

isoprene (o)
Activated isoprene

nsonpeH

CKBaneH

HO XoJieCTepuH

| o
o- AGKTUBUPOBAHHbLIU 2.

NPOAYKTbI 4 3TanoB

CUHTE3 MeBarfioHOBOM
KUcnotbl U3 auetun-KoA

CVHTE3 aKTUBUPOBAHHOIO
n3ornpeHa
(nzoneHTeHUnnupoddocod
aT)

CuVHTE3 CKBaneHa
Linknnsaums ckBaneHa n B
KOHEYHOM UTore

obpa3oBaHune
XorectepuHa



(o)

2 cHy—cl 1-n 3Tan: cuHTe3

s-CoA AueTun-KoA

}f 1eBaJIOHOBOU KMCHOTbI

/O
CH3—C—CH;—C

Ns.con AlleToaueTun-KoA

wocer - T * B nepBbIx ABYyX peaKkuuax 3
synthase Ns.con MoneKkynbl auetun-KoA
Co-sH COeINHAITCA MexXay cobom
i (3TK ABEe peaKkuun Takme xe,
2 KaK U B CUHTE3€ KETOHOBbIX
CH;—C—OH
I TMr-KoA Ten)
i B pesynbrarte obpasyetco
o Nscon MI™-KoA
s Ak  ['MI'-KoA BoccTaHaBnmBaeTcs
FMTROAT N, onaoee N0 MeBaNIOHOBOM KUCMOTbI
peayKTasa
NS Con-sH — ®epmeHT: TMIM-KoA-peaykrasa
A~ (perynsatopHbIn)
204 — Kodepment: HAO®H
CH3—3c:—0H

MeBanoHoBas
KUcnoTa



cHs 2-U 3Tan: CUHTE3 dKTUBUPOBAHHOIO

'OOC-—CHz—T—CHz-—CHz—OH
1 2 3 4 5

OH
Mevalonate
mevalonate ATP
5-phosphotransferase
ADP
Hs (o}

[
_OOC—CHz—Cl—CHz—CHz—O—II’—O‘

OH (o)
5-Phosphomevalonate

1 I I
'OOC—CH;—?—CH;—CHz—O—I-i'—O—r-I’—O‘

OH 0"
5-Pyrophosphomevalonate

pyrophospho- ATP
mevalonate

decarboxylase ADP

re P 1
'ooc—CHz—c—cn,—cnz—o—r—o— —0"

i ol
0= II,—O- 3-Phospho-5-
o pyrophosphomevalonate

pyrophospho-
mevalonate €Oz, P;
decarboxylase

CHj3

CH,=C—CH,—CH 2—0—7—0—7_ (o)
< (o) 0~
Activated | " A3-Isopentenyl pyrophosphate
isoprenes
CH3 (") ﬁ
CH3—C=CH—CHy —0—P—0—P—0"
(o) o~

Dimethylallyl pyrophosphate

n3ornpeHa

« ObpaTtute BHUMAHME Ha

3aTtpatbl ATO

[TocMOTpUTE Ha CTPYKTYPY
OBYX KOHEYHbIX
meTabonunTtoB (OHK 006a
BaXXHbl U MOTYT
npespaLwlaTbCA OAVH B
OpYyrov B NpoCTON peakuunn
n3omepusaumm)

Oba akTMBMPOBAHHbIX
N3onpeHa coagepxat no 5
atomoB C (C5 Ha
cregyoulen cxeme)



3-1 3Tan: CUHTE3

A
A o_,l,_o_,la_o- i o—;l’—o—T—O' CKBaJ'IeHa
Dimethylallyl pyc:opho(s)phate A3-|sopentenylopyro:hosphate ) EﬂaFOH,apﬂ Harmmto Y
il nupodpocdartos B Kaxxaom n3
(head-to-tail MOJ’IeKyJ'I, CHa4yarna
condensation) }\" :P‘ nponcxoamT obbeanHeHne
C10 /k))\/\o—lll—o—i—w Geranyl pyrophosphate ,D,ByX MOHeKyﬂ
- | aKTUBMPOBAHHOIO N30MNpPeEHa
o 9 (KoHOeHcauus)

oo Ui /k/\o_flj_o_flj_o_ teo « B pesyneraTe obpasyetcs

(Hsadto-tall) | | pentenyl pyrophosphate MOﬂeKyﬂa

(o) o}
i €3 repaHunnupodocdgara: C5 +
§ K. C5=C10
\ T - CHoBa, 6narogaps
C15 0" nupodpocdaram, oguH
N repaHunnupodocdar
KOHOEHCUPYIOTCA C OOAHUM
N aKTUBUPOBAHHbLIM U30MNPEHOM
L7 L c obpasoBaHuem
/ Famaesyl pyrophosphate cpapHesunnmpodocdarta: C10
preel Al b 3= 013
t:mmw W cHoBa, Bnaroaaps
2 PP; nupodocdaram, aea

doapHesunnupodocdarta
KOHOEHCUPYIOTCS U JatoT
ckBaneH: C15 + C15=C30

« CKBarneH ONVHHLIN,
HeLMKNn4eckun, Mmectamu
Squalene pa3BETBIIEHHbLIN




4-1 3TanN: LMKNM3auuna cKBarneHa, oopasoBaHue naHocTepona u,
3aTeM, XonecTepuHa

cKkeaJieH

|
l
=
naHoctepon
HO
l
l

XonecTepuH
HO

OT ckBaneHa go
naHocTepona — aBe peakumu

CHavana ckBaneH
OKUCNAETCH, a 3aTeMm
LMKITN3YETCS C
obpasoBaHMnem
naHocrtepona

Linknusauuto
KaTanu3anpyeTtcs oaunH
doepMeHT, OH He OTnyCcKaeT
cBou cybcTpart o Tex nop,
noka He obpasytotcs Bce 4
LMKIia naHocTtepona

[na obpasoBaHus
XOfiecTepuHa um3
naHocTtepona Heobxoanmo
NPUMEpPHO 20 peaKkymn



KETOHOBbIE (ALUETOHOBBDIE)
TEJNIA



« Cxema:

AueToaueTtar
s — b-ruapokcmbyTupar
HsC~ ~SCoA

aueTun-KoA aueToH

Heckonbko monekyn

* OyHKUNA: 9HepreTndeckasa (Kak UCTOYHUK
9HEPrnm Ncnosb3yoTcs BO BCEX TKAHAX, KpOMeE
ne4vyeHn)

 Jlokannsauyms B KNneTke: MUTOXOHOPUU
renaTounToB

 TkaHeBag nokanusauus: TorNMbKo NeYeHb
 Korna:

— CaxapHbin gnaber (1-ro Tuna, T.€.
NHCYNUH3aBUCUMbIN)



O
CH;—C—CH C/
37 =T 2
[ No-
O
AueToaueTtar
(aueToyKCycHas Kucnota)
OH
/O
CH3_C_CH z_c\

H o

B-ruapokcmnbytupar
(P-ruapokcumacnsaHas Kucnora)

CH3_(|i_CH3
O

ALETOH

CTpPYKTYpbI
KeTOHOBbIX Tern

AueTtoaueTaTt u
rMOpoKcmnbyTmupaT MoryT
obpatnmo npeBpawaTbCca apyr
B Apyra B O4HYy peakuutio.
[TpyHUMNManbHOM pasHULbI B
doyHKUUM Mexay 3TUMN OBYMS
BeLlecTBaMn HET

AueToH obpasyeTcs U3
aueToaueTtaTa B KpoBu 0e3
yyYacTusa pepMeHTOB
(HedbepMeHTaTUBHO)

ALIETOH HE MOXET
NCMoSfb30BaTbCA OPraHU3Mom,
BblbIXaeTcs nerkumm (Ha
camMoM [erne 3To ynpoLlleHHad
KapTUHA, OH UCMNOMNb3yeTcs, HO
9TO 3a npegenamn Kypca
obLen bnoxmmmnn)

[1o cyTn aueToaueTaT U
rMOPOKCNBYTUpPaT COCTOAT N3 2
MONEKYI aueTunna n aBnsaTCs
TpaHCnopTHOW doOpMOW
aueTuna B KpOBU



A A
CH3—C + CH3—C
S-CoA S-CoA

2 Acetyl-CoA

1 .
thlolaseWF CoA-SH

0
/O

|
CH3 —C—CH;—C
S-CoA
Acetoacetyl-CoA

HMG -CoA Acetyl-CoA + H,0
Synthase CoA-SH

OH
O\ I /0
C—CH, —cI—CHz —C
0 CHs S-CoA
B-Hydroxy- B-methylglutaryl-CoA
(HMG-CoA)

3 HMG-CoA
lyase Ny Acetyl-CoA

O\C CH ! CH
/ 2 3

Acetoacetate 4
aceto@te NADH o-B-hydroxybutyrate
decarboxylase + Ht dehydrogenase
€0, NAD*

0 OH
I % I

CH3—C—CH3 C—CHy—CH—CH3

Acetone p-B-Hydroxybutyrate

CUHTEe3 KeTOHOBbIX Ter

[1Be monekynbl auetun-KoA
KOHOEHCUPYHOTCA C

obpaszoBaHMeM aueToaueTusn-
KoA

K HeMy npucoeguHseTcs

TpeTbs MOSIEKYSIa aueTus-
KoA, obpasyetcs MI'-KoA
(CM. CMHTEe3 xonectepuHa)

[ MI"-KoA npeBpalliaeTca B
auertoaueTart (He
MeBarioHOBas KMCI0Ta, Kak B
CUHTE3E XOSIECTEPUHA, TaK KaK
3gechb paboTaet gpyrou
doepPMEHT)

AueToaueTaT npespaLlaeTcs
B rmapoKkcuoytupar

AueToaueTaT npespallaeTcs
B aLIETOH



YcnoBusa obpasoBaHns KETOHOBbIX
TEn B NeYeHn

* YcuneHue [3-okucneHmns npuBoguT K

obpa3oBaHunio 6OMbLLIONo Kofin4ecTBa aueTurs-
KoA

« Tak Kak rnpu ronogaHnn n caxapHom gnabdete
yCcuUnmBaeTcs rmnoKkoHeoreHes 13
oKcalioauertarta, TO B NeYeHU
ycTaHaBnuBaeTca aedunumT okcanoawerara

* 3-3a aToro auetun-KoA He MOXET BCTYNUTL B
LTK (T.K. 1-9 peakuna — aTo coeaAnHeHne
auetun-KoA c okcanoauetraTtom, a OH B
aeduuunTe)

* [NlosTomy auetnn-KoA nager Ha CUHTES
KETOHOBbIX TEr



al 1]
[ NHOKO30-6-
0] @ﬂ
gl
o

nupyBa

AueTmn-

Metabonusm auetTun-KoA B neyeHu
B HOpMe

» Korga yrneBogoB 4OCTaTO4HO, OHU
ABMNATCA MICTOMHMKOM NupyBaTta

* [lnpyBaT npespaLwlaeTcd B aLeTus-
KoA nwnget B UTK, coegmnHsasach ¢

KoA@

= =

unTpa

okcarnoauerT

aT 4§S

{

= ¥

BXK oKcanoaveTraTtom
» Opyrum nctovyHukom auetun-KoA
K asnatoTca BXXK
» | KeTOHOBbIE
Tella

* HebonbLlune KonnyecTea aueTus-
KoA nayT Ha CMHTE3 KETOHOBbIX Ter.
Ho nx obpasyetrcs HEMHOrO, Tak Kak
bonbwas YyacTtb aueTun-KoA yxogut
B LUITK



a ﬂﬁ
[ MHOKO30-6-
0] ﬂﬁ
i)
af

nupyBeat

AN

BX

AueTtun-

MeTtabonuam auetun-KoA B
NnevyeHu Npu rofiog4aHnn u
caxapHom aunabete

» Korga yrnesogoB Maro, B MNeYeHmn
3anyckaeTtcs rMKOHEOreHes, B
npouecce KOTOPOro UCronbL3yeTcsd
okcanoauertaTt

* HepgocrtaTtok okcanoauetata B LITK
NPUBOAUT K TOMY, YTO BECb
obpasytowminca auetun-KoA He MoxeT
BCTynuTb B LUTK

KeToHOBbIE

KoAﬂ
=

oKkcanoauert

aTt ’\

TElla

* B 10 e Bpemd, BXKK nHTeHcnBHO
OKUCIAOTCS 1 AatoT MHoro auetun-KoA
(Tak Kak npun HegocTaTKe yrinesoaoB
BXXK cTaHOBATCA OCHOBHbIM
NCTOYHUKOM 3HEpPrumn)

* [Noatomy n3bbITOK auetTun-KoA nget Ha
CUHTE3 KETOHOBbLIX TeSl. Tenepb nx
obpasyeTcs MHOro, Tak Kak 6onbLuas
yacTtb auetunn-KoA He MOXXeT BOUTU B
LTK



Ilcnonb3oBaHMEe KETOHOBbIX Ten

* /I3 ne4yeHn KeTOHOBbIE Tena (auertoaueTaT u B-
rMAOpPoKCNoyTUpaT) BblOENSOTCH B KPOBb

* B KpoBuM aLleToaLeTat MOXeT
HedepMeHTaTUBHO (0e3 yyacTua doepmeHTa)
npeBpaTUTLCA B aLEeTOH (He UCnonb3yeTcq,
BblAbIXaeTcs)

« KeToHOBbIE TENA NoNagatoT B TKAHW (cepale,
MbILLLbI, MO3r) 1 TaM NpeBpaLlatnTca odpaTHO
B aueTtun-KoA

* Auetun-KoA nget B LUTK 1 paet saHepruio



Peakuum npeppaweHnAa KeTOHOBbIX

H 0

1
V4
CH3—C—CH>—C
3 I 2 \ )
H (0

+
p-B-hydroxybutyrate AR
dehydrogenase NADH + H*

(o)
I 7
CH3—C—CH2—C\

o-

B-ketoacyl-CoA Succinyl-CoA
transferase

b-ruapokcmbytmupart

AueTtoaueTrar

Succinate

0
[ °
CH;—C—CH> —c\ AueTtoaueTtun-

S-CoA KoA

CoA-SH
thiolase

(o)

J /°
CH3;—C + CH3—C\
S-CoA S-CoA

2 X Auetun-KoA

Ten B auetun-KoA (ncnonb3oBaHue
KeTOHOBbIX Ten B KayecTBe

UCTOYHUKOB 3Hepruu)

KeToHOBbIEe TENa
NOCTYynaloT B KNETKY
(cepoedvHasa unm
CKeneTHas MblLlLa, MO3r)

34eCb OHN MOryT
npeBpaLlaTbCa Apyr B
Apyra

AueToaueTaT B ABa aTana
pa3bunBaeTcs Ha 2
Monekyrnbl auetTun-KoA:

— CHavana obpasyetcs
auetoauetun-KoA

— 3atem auetoauetun-KoA
pa3pbIBaeTCA Ha 2
Mosiekynbl aueTtun-KoA

Auetun-KoA nget B LUTK,
roje OKNCnaeTca n naet



CUHTE3
MALUEPO®OCPOJIUITNAOOB L
TPUALUITIIMLEPOIIOB



e Cxema:

LT3 TATu
FnuuepuH/0A®/TA®
N U/
/ \ Mnuuepogocponunuast:
aumn-KoA (BXK) * POCPATUANIXONUH (F1eUUTUH)

* (POCPATUAMUNITAHONAMMH

* (POCPATUAMNCEPUH
° CDYHKLI,VIFI' * POCPATUAUNTTUHOZUTOJ

« 3anacawwas (TAl'n)
* CMHTE3 MEMODpPAHHbIX NUNNOO0B

 [lokanusauusa B KneTke: ULMTO30sb
« TkaHeBas nokanusaumus: Bce TKaHu



VCTOYHUKN rMLEePUHOBON YacTu B MOJieKynax

muueponMnnuaos:

— [nnuepuH (ToNbKO B NeYEHN, rae OH MOXET ObITb
doocopmnnpoBaH rmuueposiKMHa3on)

— OAD nnm N'AD 13 rnmkonunsa (B X)XMPOBOWN TKaHW)

[TpOoMeXyTOYHbIMU BellecTBamMu B cuHTe3e TAl u
rmuuepodooconmnmaooB ABNAKTCA doocaTngHagda
kucnota u Al (gnaunnrnnuepon)

[na akTuBauum NONSAPHLIX rpynn (3TaHoIaMmuHa Unu
XONnnHa) nepen nx NpUcoeanHeHUeM K nnnuay Hy>keH
LT (untugmHtpmndoocdart): cHadana obpasytorcs LI P-
xonuH unu Uod-ataHonamuH

docdhaTngunataHonamMmmH MOXeT METUNMMPOBATLCS (3
pa3a, JOHOPOM METUIBHOW rpynmnbl ABNSETCS S-
ageHO3UNIMETMOHUH = SAM), npeBpaLLasicb B
doochaTnannxonuH

B coctaBe dhochatnannxonmHa u
doocgpaTnannataHonamMmmHa XonnH n aTaHonamMmmH MoryT
MEHATbCA Ha cepuH. [lony4vaeTtca doocdaTnanncepmH.
Peakuusa 3ameHbl obpaTtnma



lNepBbIX 3Tan cUHTe3a: obpasoBaHue
rmmuepuHoBoun Yactu mornekyn TAloB u

Glucose
.
glycoly5|s‘l
(|:H20H (I:HZOH
C|=0 <"> CHOH
C"'z—O—II’—O" CH,0H
0A% O~ rAnuepuH
NADH + H" " > ATP
glycerol 3-phosphate\' g.lycerol
dehydrogenase kinase
HO—(II—H C")
CH;;_—O—FI’—O'
0-

"nMuuepon-3-gpocepar

1.

rnuepodochonunmnaos

Bo3mMOXHbI 2 cnocoba:

NAD (meTabonut
rMMKonunaa)
npeBpallaeTcs cpasy B
rmmuepon-3-gocdar.
TO0T crnocob paboTtaer
BO BCEX TKaAHAX

[ MuepwuH,
nony4yarowmncs npu
rmgponmse
MMUeponMnNnuaoB, MOXET
doocopunnpoBaTbCs.
OTO NPONCXOONT TOMbKO
B Ne4YeHn, TaK Kak TONbKO
TaM eCTb PEPMEHT
MULUEpPOrKNHasa

O6pasoBaBLUNNCS
rmuueporn-3-gocdar
NCNOonb3yeTcs Kak
HEenocpeacTBEHHbIN
NCTOYHUK IMNLIEPNHOBOW
4acCcTu B MOJSieKyrax



CIH20H
HO—CI—H (")

CHz—O—II’— (o

o-
L-Glycerol 3-phosphate

R'—C00"
CoA-SH
ATP
E Aumn-KoA
acyl-CoA
(0) synthetase
R‘—C/ AMP
/ N + PP,
acyl transferase S-CoA i
CoA-SH
R*—C00"
CoA-SH
Aumn-KoA ATP
E acyl-CoA
0 synthetase

V4

acyl transferase

\ CoA-SH

R2—C
/ \S-CoA + PP

AMP

<") cIH2 —0-—C—R"

R2—C—0—C—H <|?

CH, —o—l|>—o-

®ocpatnaHasa kucnota 0O~

DTOPOU 3Tan CUHTEe3a:

obpasoBaHue
dochaTngHom

KUCINOTbI

[TlpncoegnHeHmne K
rmuuepon-3-gocgarty
nepson BXXK. B knetke BXXK
npenBapuUTenbHO
coeanHsietca ¢ KoA
(aKTUBUpPYeETCSH), TO €CTh
obpasyetca auunn-KoA. Ha
PUCYHKe R =
yrneBo4opPOaHbIN XBOCT
KWUCMOTbI

[lpucoegnHeHmne K
rmuuepon-3-gpocagarty
BTOpOn BXKK

B pesynkraTte nonyyaertcd
doocdhaTtngHasa KucrotTa



TpeTun atan: npeBpalieHme cpocchaTnaHoOun KUCNOTLI B

¥ 0O
H,C—0—C—(CH,),~CHa

CH3—(CH2),,—8—0—$H

H2C|Z—O—®

PocpaTtnaHasa Kucnora

H-0

phos phatidic acid

phosphatase HaPOg

0
. H,C—0—C—(CH,),~CHs
|
CH3—(CH2)n—('3'—O—(|3H
H,C—OH

AAT (amauunrnuuepon)

OAT

OT docdhaTnaHou
KMCNOTbI OTLLENNSETCH
doocdar, 4To NPUBOAUT K
obpaszoBaHuio Al
(Qnaunnrnuuepon)

HNanee OAlI moxeTt
Mcnonb3oBaTbCHA ABYMS
cnocobamu. 13 Hero
MOIYT CUHTE3UPOBATLCA:

— TAI'n. lna aTOro Hy>HO K
cesobogHoun OH-rpynne
nobasuTb ewe ogHy BXXK
(peakuusa, aHanorn4yHasa
NpMCcoeauHEHNIO NePBbIX
nsyx BXK)

— [nnuepodroconmnuibi
(cMm. cnegyowmin crnaug,).
[na atoro Hy»Ho K OH-
rpynne npucoeavHnTb
NONAPHY rpynny (XonuH
/ 9TaHONaMWH) C
doocdaTtom



4
HO — CH,—CH,—N(CH3);  Choline

ATP
choline E
kinase

ADP

I +
‘0—l|>—0—CH2—- CH,—N(CH;);  Phosphocholine
"0
CTP-choline cTe

cytidylyl E

transferase PP.
0
_ +
O—T—O—CHz—CHz—N(CHs)s
(l) CDP-choline
o=|T—o—| Rib |- Cytosine |
o-
CDP-choline-
diacylglycerol

phosphocholine E
transferase cmp
(o)

I
CH,—0—C—R
(0]

I
CH—O—C—R

Diacylglycerol

l +

C HZ_O_T —O— CH,—C H, —N(CH3);
o-
Phosphatidylcholine

Pa3aBoeHue metabonuyeckoro nyTu:
cuHTe3 TAlI'oB U rmuuepodgoconnnuaos

[na Toro, 4ToOLI NoNApHas rpynna
(XOrunH / aTaHONaMuH)
npucoeanHuNach, cHavarna
NpoOuUCXoauT ee aKkTuBaLUnS

[1ns1 3TOro XornuH / atTaHonnamMmuH
doocdopunupyrotca

3aTeM K HAM NpUCoeanNHSAETCH
UMTUONHOBLIN HYKITeoTna
(peakuua c LUTO)

HaKOHeu, C aKTI/IBI/IpOBaHHOl/I
NONISIPHOM rpynnown pearnpyet
OAI (cm. ero obpasoBaHue Ha
npegbliayliem cnange)

Takum obpasom, nonyvaeTcs
rmuuepodoocconmnma. Peakymm
Ona XonuHa n aTaHornamuHa
aHanornyHbl

Ob6paTtute BHMMAaHKE Ha y4acTue
Hykneotuaa (LUT®) B npouecce
CUHTE3a pocdonmnmuaos



O6uwasn (ynpowieHHast) cxema obpa3oBaHus
rnmuchepodochonunmuaos, HaumHaa ¢ JAI

OAT
(Amaumnrnuuepon)
LlﬂCD—amHon‘ay %-xonvm
3 x SAM
qI)OCCpC(TMJJ.MJ'IBTGHOJ'IGMVIH > CpOCC]:)GTMJJ.VIJ'IXOﬂMH
pocepaTUAUN

1. KOAly npucoeguHseTca aTaHOIaMUH UK XONKWH (M3 COOTBETCTBYHLLNX
npeaLwecTBEHHUKOB), 0OpasytoTcs docdhaTUannXosivH n
doocdaTngunataHonamMmmH

2. docdarnaunataHornaMmmH METUNUPYETCH (MCTOYHUKOM METUIbHLIX FPYI
CNY>XWUT S-a4eHO3UNTMETUOHMH, CM. NEKLUUM Mo MeTabonnamy aMmMHOKUCIIOT),
obpasyeTca pocdhaTnannxonuH

3. XOnWH 1 3TaHONaMMH MOryT ObITb 3aMEHEHbI Ha CEPUH, NOSyYaeTcs
doochaTnaguncepuH

e  TakuM 0ODA3OM. eCTb HeckonbKo nvrem oonbaloBAHUS KAXKAOMO 13



TPAHCIIOPT IMMAOOB B
OPIrAHU3ME



INvnonpoteunHsl (J1I'1)

[1pocTbie nunuabl, Hanpumep BXK, moryT
TPAHCNOPTUPOBATHLCA B KPOBU B KOMIMIEKCE C
anbbymuHomMm. Ho onsa TpaHcnopTta 6omnbLworo
KOnNM4yecTBa NUNMA0B Takon BapmaHT HE NoAXOaUT

Tak Kak nunuabl HepacTBOPUMbI B CbIBOPOTKE
KPOBW, TO 1 NPOCTON BbIOPOC MX U3 OpraHa B KPOBb
He NOo3BONUT 3 EKTUBHO NX TPAHCNOPTUPOBATL

[ToaTOMY N3 NMNNAOB CHa4arna (B KNeTkax, rae oHu
CUHTE3NpPOBaHbI) 00pa3yoTCs cneunanbHble
yacTtuubl — J1I

OHM XOpOLLO PacTBOPUMbI B CbIBOPOTKE KPOBMU
brnarogapsa CBOEW CTPYKTYpE



Ctpyktypa JII'T

* [lo dpopme — Be3uKyrnbl (My3blpbKK, LLAPUKK)
» CHapyxu — obosio4Kka n3 ogHoro cros

docdhonmnuaos (nonapHas YacTb CMOTPUT
HapyXy, rMApPOoMdOOHbIE XBOCTbI - BHYTPb)

* BHYyTpK — nnoxo pactepumble B Boae BXKK,
TAI'n, xonecTtepuH

* B 0605104Ky MHTErpUpoOBaH berok (anobenok):
— Ynydwaet pactsopumocTb J1I

— ObecneumBaeTt y3HaBaHue J1I' kneTkown, ang
koTopou J1I'1 npegHa3Ha4veH (Yepes peuenTop nnu
JM-nnnaay)

— Aktusupyer JIlN-nMnasy Ha NOBEPXHOCTU KIETKN,
brnarogapst KOTOpoW KNeTka rnosiyyaeT nunuabl U3
Jri



NlnnonpoTeunH — gpyraa dopma TpaHcnopTa
B>XK (1 BOOOLWE NMNnaoB) B KPOBU

anobenku

XonecTepuH

* BHyTpu

nunonpoTtenHa
HaxonaTca BXKK u
TAI'n

KneTka 3axBaTbiBaeT
NUNOMNPOTENH, a
NoToM NMBO
NorrouwiaeT ero
LenmKkom, Nmbo ¢
NOMOLLIbIO
cneumarnbHOro
doepmMeHTa
(nMnonpoTtenHnunasa)
BbITACKMBAET U3 HETO
BXK, Bxogswiue B
cocTtaB TAloB



Tunoel J1IN

¢« XM (XMNOMUKPOHGI): TPAHCMOPT NUNNAO0B U3
KMLLEYHNKa B TKaHU (NpeXae BCEero, XXUPOBYHO
N MblLlLeYHy0). Obpa3syroTcs B KULLEYHUKE,
cogepxar nuuieBble nunuabl

o JINOHTIT (JII'1 o4ueHb HM3KOM NNOTHOCTWN):
TPaAHCNOPT NMNNAO0B, CUHTE3UPOBAHHbLIX B
nevyeHu, B TKaAHU

« JINHM (JI'T HU3KOWM NNOTHOCTK): TPAHCNOPT
xonectepuHa B TkaHn. ObpasyloTca n3
NNOHTT

« JIFBI (JIIN BbICOKOW NMIOTHOCTW): TPAHCMOPT
XOnecTepuHa U3 TKaHen B rnevyeHb. 3abupatoT
XONECTEPUH N3 TKaAHEW.



neYyeHb

Reverse
cholesterol

transport

KULLEYHUK
e NTIBTT S®

/*"/
y

{,

NTTOHTT OcrtatouHbre

' @
. XM remnants
©9 O, L) &

HDL precursors
(from liver and
intestine)

CsoboaHbie BXKK
Kanunnapbl mbIleYHOU, XUPOBOU TKAHU, MOSTOYHOM Xenesbl



Ponb B pa3Butum

aTepockneposa

* ATEpOreHHbIE («MNNOXOWN XONTECTEPUHY):
NNOHTIT w JIFAT. Tpn yBenndeHun nx
KOHLEHTpauun yBenmimnBaeTcs
BEPOATHOCTb Pa3BUTUSA aTepPOoCKIieposa

* AHTNaTepOreHHble («XopoLUnin

XONeCcTepPUH»): J1

1B

PU yYBEJINHYHEHUN NX

KOHLIEHTPAaLUX CHUXKaEeTCH BEPOATHOCTb
pPa3BUTUSA aTepoCcKepo3a



AUKO3AHOMODI



* [opMmoOHOMoaobHbIE BELLIECTBA,
CUHTE3NPYEMbIE U3 apaxngoHOBOW KNCNOTHI
(C20:4). B cTpykType ectb atomMm O, LUKIbI U
NBOWHbIE CBA3U

* [pynnbl:

— lNpocTarnangmnHbl (perynaums CokpalleHus
rmagkon MycKynaTypbl)

— [MpocTauuknuHbl (NpegoTBpaLLaloT akTUBaALIUIO
TpomMbouunTOoB)

— TpombokcaHbI (perynmpyroT cBepTbiBaHME KPOBW)
— JlenKoTpueHsbl (perynaums noseaeHuns
NenKounToB)

* Bce BMecTe anko3aHouabl perynupyroT

ROCII2ANINTTAINLKLLUIIV\V/LIO DNA2AAVYVITIIIAWND



CUHTe3

* ApaxunaoHoBas KMCNoTa He COOEPXKNTCA B KINETKaXx B
CBOOOOHOM BUE, a BXOOUT B COCTaB
docodpnunmuaoB membpaHbl. [ns Toro, 4tTobbl OHa
cTana goCTynHOW O18 CMHTEe3a 3MKo3aHOMAOoB, ee
Heobxoanmo oTpesaTtb oT pocdonunuaa. ITo
aenaet dpocdonmnasa A2

* [locne aToro CUMHTE3 3NKO3aHOUI OB

OCYLLUECTBNAETCA 2 pepMeHTaMU, B 3aBUCUMOCTU OT
TUMNa ankosaHouaa:

— UOI (unknookcureHasa): CUHTE3UPYET NpocTarnaHanHbl,
TPOMOOKCaHbI U MPOCTaAUMKINHBI

— JIOI'" (nnMnokcureHasa): CUHTE3NPYET NENKOTPUEHDI
* [1lpoTnBoBOCnanutenvHble npenapatsl (I'BI1)
nogaBnAaAlT CUHTE3 ANKO3aHON40B

— HIBI'1 (HecTtepoungHsie B, Hanpumep acnupuH,
noynpodoeH, HanpokceH) nurnoupytot IO

— CI1BI (cteponanbie MBI, HanpumMep rtoKOKOPTUKOUObI)
NHrMounpytoT doocdonunasy A2



pynnbl 3MKo3aHOMAOB (NpocTarnaHAauHbl,
TPOMOOKCaHbI U NIEUKOTPUEHDI),
CUHTEe3UpPYyeMbIX U3 apaxnaoHOBOU KUCTIOTbI
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