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TpuanuiarauuepuHbI

i
CH, —Q C R,
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@ OOmMeH NunNuaoB

III  ®ochonunugbl (OI1)

a) muuepodocconunnuabl
(hocchaTnANNXONnH = NeUnTuH,
chocchaTnannataHonammnH = kedanuH,
chocchatmauncepuH, bochatTMANINHOZNTON,
Kapay ONUnuH, nnasmanoreHbl)

6) cuHrogpoconnnuabl
(cchuHromuenunHel = pochoxonmHoBoEe NPOU3BOAHOE Liepamua)

W

METABURG




| /@ [Munuepodochonunuabi
O

CH 0-C - R,
0

CH O - C "R,

CH,- O - P\— OH
Ne

I ¢gochamudHaa k-ma

bocchonunmu 1 bl METABURG




/@ [Mnuepodgochonunuabi
O

CH 0-C - R,
0

CH O - C R,
CH O - P O-X

(:> Icnomuos¢upuanceﬂsbc

nonApHoOU 2pynnupoekKol

W

bocdonunup b METABURG




/@ [Muuepodgochonunuabi
X= CHZ-C'H-NH2
COOH

I ¢gochamuduncepuH

—co.>

X=CH.,=-CH,-NH, I cboccpamudunamaronamuH

—_—
+ 3(-CH;)
X=CH,-CH,-N"
] I(poapamudunxonw (neyumuH)
(CH,),

W

bocdonunuags METABURG




/@ [Muuepodgochonunuabi
e

CH O - COR _(;()2>

CHOCR2 | cepun

CH.- O - P - O-CH, -CH-NH,
0 COOH

W

bocchonunmu n bl METABURG

I ¢gbocghamuduncepur




/@ [Muuepodgochonunuabi
O

V/4 >
iy 1 - C//c') Ri 4+ 3(-CH,)
CH-0-C:>R;  [|moormen

| /
CHZ_ O — P —- O_ CHz_CHz'NHz

\\O

I ¢gpocghamudunamaHonamuH

W

bocchonunmu n bl METABURG




| /@ [Munuepodochonunuabi
O

V4
CHZ_ O = C — R]_
l ,/O
CIH -0 - C/O-HR2 L onun +
CHZ_ O — P - O— CHZ_CHz'N
\\O 11

(CH)
W

bocchonunmu n bl METABURG

I(pocd)amudunxonuu (neyumuH)




Iinuepodochoaunuabl

docharmannnHoanton



/@ CdouHrocpoconunuabi

HO-CH,
]
CH = NHz
]
HO- CH-CH=CH- (CH2)12—CH3

I cpuH203UH (amMmuHocnupm)

W

bocchonunmu n bl METABURG




| /@ CdouHrocpoconunuabi

HO-CH, O
] 1
CH-NH-C-R
]
HO- CH-CH=CH- (CH2)12—CH3
|uepamu0

W

bocchonunmu n bl METABURG




/@ CdouHrocpoconunuabi

I ¢occhoxonuH - fl)
(CH.);= N'=CH,=CH,=O- P O-CH O
OH CH NH=C=R
| HO-CH-CH=CH-(CH2)12-CH3

I yepamud

I cbuHzoMUeNTUH

W

bocdcdonunuags METABURG




( O6mMeH nunuaooB

' 4

[II Tmukonunuabl

a) MukosnnanayunmuuepuHsbl (pacTUTenbHbIE)

6) MUKOCHPUHrONUNUAbI

- Uepebpo3nabl (LepamnamoHo caxapuabl)
- raHrnuosnabl (Lepamuaonurocaxapugsl)
- 10003U kI (LIepaMUIQIUTOCaAXaPH/IbI)
- cynb(aTu bl

[aHrnno3napbl GM1, GM2. M - moHo, 1 monekyna NANA
GD, GT, GQ. (N - ayeTn HellpaMUHOBOW KU CNOTbI)

METABURG




/@ Mukonunuabl

CH,OH
O

OH A_o-cH, 0
i I
OH CH-NH-C-R
I
HO- CH=CH=CH-=(CH,),,-CH,

Glc - Cer
b

bocdcdonunuags METABURG

OH




AmMmdudpunbHble cBOUCTBA
MeMOpaHHbLIX NTMNUAOOB

W

METABURG




AmMmdudpunbHble cBOUCTBA
MeMOpaHHbIX NTMNUAOB

T =
I 2/1rKo3unue pamud
s EZ Lol » £ 9
°\o/°\5/°W\o/°\o/°\o/°\o/°\

T

I ¢gpochamulunxonuH (neuyumuH)

O——0-0-T

METABURG




CTpyKTypbl, obpa3yemblie amdboudpunb-
HbIMU NTUNUOaMun B BOOHOU cpeae

W

METABURG




( CcuHronunuaosbl (raHrmMo3nao3sbl U Liepedpo3ngossbl)

’

3abonesaHne : Hakannusawowmiica : [Hecuynt hepmenta :TlepBUYHbIA CTpaaaroLLmil

: nunua, : opraH

Niemann - Pick CduHrommnenuH ' C¢uHrommnennHasa ‘ Moa3r, nevyeHb, ceneseHka
Gaucher - Miokouepebposng, . p-IMoKo3ngasa » Mos3r, neyeHb, ceneseHka
Krabhhes - ManakTouepedbpo3ng - p-ranmakTosngasa - Mosr

MeTaxpomaTu- . B-cynbdporanaktoye-  : CynbthaTia cynbeparasa : Mosr

Yeckasn nenkoancT-: pebposng, . -

pocpua : : :

Fabry : Liepamug, Tpurekcosng E<r>_c-rana|<'r03mp,a3a " : Mouku

Tay-Sachs * TaHrMuo3ng, « JBNCO3aMHNAAS : Mo3ar

W

METABURG




/@ Ob6meH NuNuaoB

] CTtepongbl
Dupkl XonecTepruHa
KenuHble K-Thl « XonecTepwuH » OutocTeponabl
[OpMOHbBI KOpbl [TonoBble ButaMmuHbl KonpocTtaHon,
HaZnoYe4YHNKOB FOPMOHbI rpynnel [ X0OnecTaHon

(cTepuHbl kKana)

W

METABURG




/@ ObMeH nunuaos

ONKo3aHoUa bl

BAB - npounsBogHble "3lko3a" Tpu-, TETPa-, NEHTaeHOBbLIX KUCIOT.

ApaxungoHoBasd kucrnorta 20 : 4 (5, 8, 11,14)

OKnKo3aHouab!:

a) NpocTtaHongbl
- npoctamaHguHbl (E, F A, B, D, H, G, |, C, J)
- NpocTauUMKInHbI
- TPOMOOKCaHbI

0) llenkoTpuensl (LTA,, LTB,, LTCy, LTDy, )

g

METABURG




/ ApaxuaoHoBas Kucnora

Ty
)
%,
S, e,g,aa OOH
Q

5-HPETE — N\=

(5-rupponepokcuaiiko3aTeTpaeHoBas K-Ta)

8 R1
A 1
A LTA,

[lpocTarnaHguHsl

= R
LTB, LECA'
LTD,
LTE;

lNenkoTpueHs!

METABURG




/@ OOmMeH NnUNuaoB

TepneHbl (terpentine (aHrn.) - ckunugap)

CH,
i
H,C =C - CH=CH,

N3onpeH

g

METABURG




@ MeTabonusm XUPHbIX KUCIIOT

/’

R—-COOH + KoA + AT® »R-C=0 + AM® + PP;
aymn-KoA- 2
-CUHTETa3b| SKoA

Vg

METABURG




o,

Ha BHELLUHEW CTOPOHE BHYTPEHHEN MeMOpaHbl MUTOXOHAPUIA

I

Auun — KoA + KapHUTUH » AUNN — KapHUTUH + KoA\
KapHUTUH-NanbMUTOUN TpaHcdepasa (6 yumonnasme)
Auun — kapuntud + KoA y » Auunn — KoA + KapHUTHUH
(Mumox.)

Ha BHYTpeHHeW CTOPOHE BHYTPEHHEN MeMOpaHbl

bvd

maedia
METABURG




@ MNyTk 3 - okucneHus XK
/ P a

Auun KoA CH3 = (CHy), = CHy = CH,-C=0
3 2 1'SKoA
(DA}J,: |
ayun-KoA Ar
®AO-H, A &
EHoun KoA CH;-(CHy),-CH=CH-C=0
T SKoA
H,0
* eHoun KoA-audpamasa
3-ruapoKcm- CHj; - (CHy),, - CH CH,-C=0
auun KoA OH T SKoA
HAO™
" 3 audpokcuayun KoA A
HA OH+H : i
3-KEeTO- CH; - (CH,),, - C - CH, - C_L 0
auun KoA 3 SKoA
KoA

muorsiasa

CHy-(CH,),-C=0 ¥ CcH, -C: o M
ls KoA

auyun KoA il auetun KoA METABURG




@ Mpyu yKOpOYeHUN Ha 2 -yrnepoaHblil oparMeHT obpasyeTcs

/’

OA[Hy—— 2ATO
SAT®

HAQH+H ' —— 3ATO

B-okucnenune

CHy=(CH,)q4=C=0 + TKoA + TOAL + THAQ® + 7H,0 >
2

SKoA
» 8aueTunKoA + 7®ALH, + 7(HA}.1H+H+)

SATO x 7 = 35AT®d 131 -1 =130(monb AT® Ha 1mMonb NanbMUTUHOBON K-Thl)

12AT® x 8 = 96ATO

96 + 35 =131
METABURG




’/

[MlanbmuTaT
130/ 16 = 8,1

@ Beixoa AT® Ha 1 atoMm yrnepoaa

[T0KO3a
38/6=6,3

g

METABURG




Q4
AR
TV UMETABURG,



