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AR
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( O6mMmeH NnuNuaoB

’

I XXupHble KUCnoThl

nanbMuUTUHOBAaS 160
oneunHosasa 181 L118)
nuHonesad 18: 2(9;12)

W

METABURG




/@ OO6MeH nunuaoB

II  TpwagunrnudepuHsl (TT, Tpurnuuepuabl, HEUTpanbHbIE XUPbI)

Jlvnonus: MmuuepuH + HOXK

(rnuuepon)

(FFA = free fatty acid)

W

METABURG




( O6mMmeH NnuNuaoB

’

III  ®ochonunugbl (GJ1)

a) muuepodocdonunuibil
(chocchaTMANNXONNH = NEUNTHH,
dhocchaTugunataHonammH = kecpanuH,
hochaTuguncepuH, pochatTnannMHO3NTON,
KapAn onunuH, nnasmanoreHbl)

6) cpuHrogpoconunuabl
(cchuHrommnenunHol = hochoxonnHoOBOE NPOU3BOAHOE Liepamnaa)

W

METABURG




( O6mMmeH NnuNuaoB

’

IIT Tmukonunuabl

a) MmuKo3unanauunmuuepuHel (pacTUTENbHLIE)

6) MUKOCUHroNMNUAbI
- Uepebposnapl (LepamuamoHocaxapugbl)
- raHrnmosnabl (Uepamuaonurocaxapuapl)

aHrnuosnapl GM1, GM2. M - moHo, 1 monekyna NANA

GD, GT, GQ. (N - ayeTnn HelpamMUHOBOWN KN CIOTbI)

METABURG




@ CcduHronunuaosbl (raHrnMo3nao3sbl U Lepebpo3nagosbi)

’

3abonesaHne : Hakannusawowminca : [decduunt pepmenTa :llepBUYHbIA cTpasatoLwuii

: nianua : opraH

Niemann - Pick CduHromnenuH ' CdhuHrommnennHasa ‘ Mosr, ne4yeHb, ceneseHka
Gaucher : MMiokouepebposng, . B-rmoko3npasa : Mosr, nevyeHb, ceneseHka
Krabbhes - ManakToyepebposng, : B-ranakTosngasa - Mosr

MeTaxpomaTtu- : p-cynb¢oranaktoye- : Cynbgatug cynbtharasa - Mosr

yeckan NenkoaucT-: peGposng, : :

pocun : - :

Fabry : Llepamug Tpurekcosug, Slclc-ranalcrosmp.asa " : Mouku

Tay-Sachs * MaHrnmo3unga, = JOKGIaMUHNL 230 : Mosr

W

METABURG




/@ OO6MeH nunuaoB

IV Ctepongbl

XKenuHble K-Thl < XorecTepuH » OUTOCTEPOUILI
[OPMOHbI KOpb [TonoBble ButaMnHbl KonpoctaHon,
HagNno4Ye4YHNKOB FOPMOHbI rpynnsl xonecTtaHorl

(cTepuHbl Kana)

W

METABURG




( O6mMmeH NnuNuaoB

’

\V/  Onko3aHouabl

BAB - nponsBoaHble "3lKo3a" TpU-, TETPa-, NEHTAEHOBLIX KUCMOT.

ApaxugoHosasa kucriota 20 : 4 (5, 8, 11,14)

SnkozaHouabl:

a) [NpocTaHongbl

- npoctamaHauHel (E, F, A, B, D, H, G, |, C, J)
- NpocTaUNKNnHbI
- TPOMOOKCaHbI

0) JlerikoTpuenbl (LTA,, LTB,, LTCy4, LTDy,, )

W

METABURG




V4 ApaxvaoHoBas kucnoTa

7y
&)
%,
& 95 OOH
9

5-HPETE — N\ =

(5-rupponepokcuaiko3aTeTpaeHoBasi K-Ta)
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[MpocTarnaHguHsbl
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LTE,

IlenkoTpueHsi

oo W
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/@ OO6MeH nunuaoB

VIII TepneHbl (terpentine (aHrmn.)- ckunngap)

CH,
1
H,C =C—-CH =CH,

N3onpeH

W

METABURG




c

@ MeTabonusm XUPHbIX KUCJIOT

’

R—-—COOH + KoA + AT®

> R —
aymn-KoA-
-CUHTETas3hbl

C=0 + AM® + PP,
2
SKoA

W

METABURG




po,

Ha BHeLUHeW CTOpOoHE BHYTPEHHEN MeMOpaHbl MUTOXOHAPUNA

Auun — KoA + KapHUTUH I » AUUN — KapHUTUH +

KapHUTUH-NanbMUTOUN TpaHcdepasa
II

KOA\

(e yumonnasme)

Auun — kapHuTuH + KoA » Auun — KoA + KapHUTUH

(Mumox.)

Ha BHYTpeHHeW CTOPOHe BHYTPEeHHEW MeMOpaHbl

W

METABURG




@ Nyt [ - okucnenusa XK
/’ b«

Auunn KoA - (CHy),- CH, - CH,-C=0
3 2 1%Y*SKoA
(DAD,: ‘
ayun-KoA A
®AOH, B &
EHoun KoA CH; - (CH,), - CH=CH - c 0
T SKoA
‘ ~— H,0
eHoun KoA-audpamasa
3-rnapoKcu- CH; - (CHo), - CH CH,-C=0
ayun KoA OH T SKoA
HAQ™
% 3 eudpokcuayun KoA A
HAOH+H : 1
3-keTo- CH; - (CH,),, - C CH, - C’L O
aumnn KoA 3 SKoA

KoA
I muonasa
CHg = (CHy), = C = O + cH, -G= o W
 SKo KoA

auun KoA & aueTun KoA METABURG




( Mpu yKopoYeHUun Ha 2°-yrneponAHbli oparMeHT o6pasyeTcs

’

OAL-Hy———Pp 2ATO
5AT®
HAOH+H ' —— 3ATO

+ B-okucnexne
4

SKoA
» 8auetunKoA + 7PALH, + 7(HAD,H+H"')

5AT® x 7 = 35AT® 131 - 1= 130(monb AT® Ha 1mMonb NanbMUTUHOBOI K-Thl)

12ATO x 8 = 96AT®

96 + 35 =131
METABURG




’

MNanbmMmuTaT
130/ 16 = 8,1

,@ Bbixog AT® Ha 1 aTtom yrnepoaa

[MOKo3a
38/6=6,3

W

METABURG




/@ MeTtabonusm nponuoHun KoA

2)
B LITK
COOH +
CH, - CH5 <2 |
c|':=o CH —CHj; » HOOC-CH,-CH,-C=0
I MEeTUNManoHnn 2
2 cC=0 MyTasa (BuT B12) SKoA
skoa AT®  ape+ri -
nponnoHun KoA  KapbGokcunasa SKoA cykuynHun Ko

(6rnoTuH) MeTunmanoHun KoA

W

METABURG
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