NUT' N 0D
D'T'O)ONONVY

nmwdinY N1TOon 'HNNUD
*N'D'>2 051N DD

- XIXRQ 111D "19 2y DN 0P 21WN DIPN 'T'9'Y2
' N1 X2 D' 'WoIN 91X 1Y1 NI2IPRma Ty 2D
D'T'92 NI2IP2IN TWKRD P .07N DTN’ IR XN VYT
NN D20 2 ITI9AY D'NP NRI INRNN
11N2 120XN? 1227 NN NN 12’10 A2 N9
N2'NNN R PA1,NN0P NIREP2I0E 07N D1 DNPD
0"ND NI N9102Y NIARN NNVIY

D'TPON D'R?0D 01A%N1 D'T'9?N D112 DI
:0"N D'RNA DAIVN

A21INNI1 XN 2R DMININ 2W AR’ 101D D'NOID ©

N2'200 '2? N1I¥’NN 12’200 )2 MIYPN D'yXan °
JURN QNN

JAXYA QDT 12Y0 2Y DPRINR °

2’ATIIDIV'N] 2'ANIRD NPOA Y D'RINXR ®
RallblopIslialplelal

0’20 NI2'Y9 NjpAd D'ONNWD °

(D’1’T12200119 10D2) NINIXRD DPXYA D'YNVD °
DINMID’N NIARNAL NPNPYT NIAINA D'ONNWNI

" M00'N NXpP N'UX1

' WRD 18-0 RN qI02 D' 7’9’2 1PN? 12’NNN D'RN'D
NI2-RIVIR 'NINDI NNID'R AT2IR? NIV'Y DT
D'20NIN DINIVI DINYWY 171012 NDIN TRI1A? AT
NTN' 21NIRD NI YITO 2001 01 PN9N 1P'ya
- NINMNY W NXRM 22172 DINIVAL DNV 0D
2V [I¥DNA NANT) DXNIND NINOS DINIWAL D' INYWN
N2W D201 P nmonoan (N Il [pnon
DWW "D TNRW 022 (Carl Wilhelm Scheele)
DNV DDV INIR TTIAE 2092 RIn DRivnl
MOX 'RN'D ,(Michel Eugéne Chevreul) 2120 2R 2W'nD
NIXNIN 190N 1811-2 TTIA ,A121T'9'20 AR? 2wNIN
AN 0D "AR] 2N0021D 22 1812-21 NIMINIY
D'12AN0N :NIXIAP 'MY? D'T'920 NR N2 Y'Y RN
D'PIONNA  NMNIY NIXDINE 0’2010 7w DMLOR)
D’1an D'T'9'? - 0'21NVOD) D'1AN0N K21 (AT2NT'N
(TN’ NNIYWID NPN9 NIYAL YR

OTI901'1712 NIV'Y A R 20-0 ORD PW 50-0 NN TY
AWOR ’'9MIVININDA NV NIN'O P11 'Y YW
J21TN |91IX] DNIR NIAT21 DY D792 "2 790

MR DRD'Y :DMINA "T-2Y ,YAXT 22T 2y’ 17T 1'NINA Q0% D220 0Min MWoYL 11ToN NNADHIA AN *
NPR 00V [ND MITY [T 0T 211X 'P0IY9 ,ARAT 10X ,NIX [TN,TVIA DA 2N 0 T'R

32

201012DLDD 17 I | "D HY



n'1To"»

D’207IN D’ T'9’?

D'VIVO D'T’'9?

21NV nixnIin

Ts) ) o'oY IR v D'VOR

D'o" 2 D1V NIXNIN 1>V D'ILOR o)

-19019 17" 1 19019 29 nnm

-1’90 -12'90 -NX22 -NX'22 nyw nixnin 101V NIXVIN| [ D1W NIXNINY | N1Y NIXDI

DTy Ty D'y DTon oNx’ nl'b‘oplj’]p NNNR Nrin X9 nrn
NYWIY-NIdN

D’7’'9’20 A0 :1 WX

NN Q122 [N'X,YI0] NIYW NIXDIN "AI0 100-D DY
NMYIYN TVRD.(N1NDWNL XRLVIND NATA) NTONY A’D
2N NIV NXDIN N22PNN - 0'2190 DNWP X2 R0
IRl MUY NIR? 02190 DY D'D'P D'NY?
N R20 MWV .Q'IN-R? NMINIYW XN 12
010 DT DPNNNA DPIN-R? DMWP 3 TY 220 1A e
JO'Y NMInITRa

NIXNIN 3 NNX 22 NI2'200 NI21P2I0 [0 DPTIX220
MLOXR WP NNIYWPR ('YX NXIAP) NMNIY
nxnin 12ayn .(2NxexNM0) 2N nYiphim?
1T NNAWY |2 TUXRD WNIND DT’ niwa
DV WTNND 0121 YN Paonn 20X1W [DIv) 'y
D'TIX2200 P19 P2an ("o 111yl 1101 IR
T2V TUTD 1210 20N 0702192 R1PAHTONTIR RIN
DMy Dwnt L(A22%2 WM DR) 1RO DR
JDINNR NINPA21E0T? PIron XN

33

D’21N0VO ,D'TIX20 10D ,0'T'9™»>N NIXIPN 72N
M1Y’'YWI DN D'PO1Y 1R 11212 D210 0192190191
D'o011 'T'Y'? VTN [9IRA D220 DIYTN R '’
01 7' TIVE 12y N0 RPW D'T'P9N D'R200A
21T0N NNIONA ,MYA .1 'R Y'OIN D'T'9'?>0 A0
MINY? 'XIRN 1DV AN0'D2 DA DN MWL
NniN9 0’792 NXIAP? 19WN1 L|N¥'1 [1DN2 A'DN

.D'7'9"2111°90 :0"MDIN

D'VIYD O'T'D")

DN’'1’1) DAY D’IVOXRAL NIANIY NIXDIN .1
(T921901901 NINIVWA NXR D'2'O0A D' TIXIn
noma  NrY'opIE NIXNING NIY- NIXDIN
18-16 NI2'2N [’ NINDWA) PNO "DILX 22-14-1D
JPNO "DILR 2V AT 190N NIPYA ]AN TWRD,L(D'NNO

2010 12DLOD 17 I | ' HY



____9
H,C —OH Ho))\/\/\/\/\/\/\/\

... 0
HC—OH _HQPNASASNANAAANA
o

Hyc —OH HOP SNASNANANANINANA

PNx' DIV NxXNIN

(0]
I

HyC—O0—C AN

| 0
I

> HC—O—C~ N NN NSNS
| 0
H,C —O N Ve S U g
D'TIX2210

21X’201 NPYOIN |01V NIXPIND TN’ 2010 N22j7 2 WX

D'PXIND D'Y'OIN D'T'9'2190190 ,NINVN DNIX]
JUD'D DO'NNA QTN NIVI9NLI DMINPYI D112
QNIVNN TWURD NNV NN WY1 V'9In? 021D’ DN
0D Yand X1 "I9NTAN PRNAY ATy XA |02
1NIRA1'AVIPTA "YRY'D 2 T122 12N D120 210 .00 DY
12 10D .(NINIVA NIXNIND) NIAIDNTAA NNYWIYA
NA 2W 1D 210102 NIXDIND PN T2 nyown v
.N0'NN2 O'T'9’2190190 1T |9IR?1,'N'ON

100 N0'NNA DPT'O'219019 YW DPIWORD 011NN

"217°D1 21T "20170 "WURYD TWRD NNNID) AP¥'0D R
;("2"22 1R MITD M1AND AXP AI9NTAN

NI21210 2-D 121y .NIVWI PT N120) 'NADY-IT TN A

XIN1IN :2WN?) 0PIY D00 DNITO 2 TI90 Ril

217D 12'R1 VP "AVIPA "YRY"D YR N1 L(RNN
;(1maaonTan

2%0 200N 122 IR D 'NADW-IT N1AN) D9 2
10P 'AVIPA "VURY'D TWIRD NN DDA XD N9
(omaralonTan "ol

(21nvo21 :ana1T?) 0'21NVO .2
NN NIPORNNA NIADIN NNOWN - D'T'RINVO
D2N? T2 1T NITX NN NIYAL VAR 'T 2y
NPy NIXIAP 2T0a1 20102 NNIWA NITTX NIXIAJ
D INIINL 2D NIXNIN DNV A D'TNLVD Y
NNKX Yy "WUKXRD ,0'T'RINVO DA 021NV D" T'RNVO
niyaovn Tiya ,n>'onTa OH NXIap ny'oin Nniyavn
A2[P2102 "19NTAN PN R NIAN NrNMNoN
VIT'D 2¥1n .0N0on 20% qniwn '0'0an n1ana
W DoNM1 'IxNA L2N0021D RIN NXRT AXIAPA N2

WIPWI1 21NX200 TR0 DY NIRIY? N 2 1RA
- D'OIYWO NI'A? D21 D'TIXIM0 [NIYW NIXDIN
nra? o' IR - NINT [PIY NIXNDIN 3 WIP 2NX722
AWURD NIN9Y NIIY NIV NIXNIN 'NY 2y - DIYN
1900 PNO DILXR NNIY 3 -1 1 NITHYA [PIYA NIXDIN
TAX22M001 2RO PNO 1A 210 NYIpIma 2

JI0OIR NI’V 2y 1 22pnna

N1IaN NM2IwN DMNIN NXIP Dra D'T'9219019
DI, NPARYD ANPNA DA IX0AL D'RNA NNNAND DR
N212100 0”111 DA .D'TIX2219019 DA D'NY? 07N}
DWIA NIV NIXDIN 'NY MYIPA 2N e 15w
mMwpl 2Nx1a 3 aTey? 2-1 1 NITNYy? D"MOOR
NXNIN 02’20 0792190190 21N .NP2010 ANTT NN
2N N2 PIw Nxnin 12’k C1 QTNYa 2N [NIY
,N19011 NI21P210 D2 WP'A2 N2 ant? .C2 ATy
NXR NN NIWA NIXVIN 01 HORINXR 21D 1D
N0101 002 DNID'ON 221 LTI "MW DX 1 IR
NI NMYPI 12 AR ANKRA P20a.(219NTa "10”)
NI 2'ONTA IR INTEA0VP "VURY RIPI AN
D" D'MYP NINXI'A NIDT, D0 DY D'AVIPN DY
AXIPA P2 20 WP IR DMAVIPA 'Y AN 2

("3 D' NIRIP2I 22 nYoadn
CHz— o TONNNONNONNONNNNNYNNN

(0]
[

CH,

7'9'219019 :3 WX

201012DLDD 17 I | "D HY

34



NH,

\/\/\/\/\/W
CH,OH

OH
’TIAY90 4 M'X

:000 PPN 1202 RN N0 DIWN D' TPON 'TII90?
;(RNN %W 121N0 110) OTIVIIOR 2V RR'NIR .1
RN NPIZ2N %W A'X2'0PR - .2

;R"1TD 20 1WA N1ann 2y ayoswan 3

IR'R19-R70 DR 20 X200 4

D'TNIX 2V QT?NTNA RNA 22PN0 'WIIN PTI1r90
IRTDIX D'IRD T 7Y

OT'PDNI 0'1'5'J1212'00

WP WP NIV NXDIN 2 'Y D'T'9'2111'90 1NA
J'T2901 N'IOXR X1 DY 'TOR

DININ PV 2'WEP T DY XD D'T'O2121'90 W 10
J'T2'90 D2172100 XA N2N1DN AXIApa PR DY
O'RN] MY T'PON W 'T'9211190 v nXIp 2072
.o"n

NP'Y NINIAP WI2W? 792120900 NRXR '0? 1NN

D'TNIxX.1

N21P%1m0 XN 'T9'212900 [N 227 N Drian
V) I AxNIN NMIYP 2R PTIArY90N ' T'NIX
NI (5 R AR NYPOR AXIAP DY TORXR WP T
X'DY 10D NMRWYL PTr90 N21j2m axpa n'2an
NN NIV NXNIN 2102 12N D'TNIXA N2IY9

DNIXR

OH CH,OH
/\/\/\/\/\/\/\/\/
\/\/\/\/\/\/\/\/\/ M

(0)

DX 5K

35

NI21j7210 NP D'PT'NAI 'NNX] . 1121 0'NA Y]
22NVOXRVA'VO ,2NVOINX 1D ,AXIAP ANIRD NINNR
21NV021D 2y DANN?

D'201ID O'T1'D'7

20100 1YWY QD112 02210V N1V NIXNIN W DMVORKX
Jra01lg WURY NXIAP - N90N NY'ONT'A AaXIdpP DA
1YY 1WA DRIDIO 1Y IR LRODIO 'Y P20 N1

(210 ,POR P1RNKR) 1NR V'Y IR D10

NI 20100 17'WA DNAY D'T'9Y ' Toe2a L3
oy

201D) 'TIAr90 2010 W DLOR :D'T'9'?2111'90 .4
NXNIN DY (4 'R ORT,NVIY IR 'IPORXR "'OOR
R)all))

D'1'D5'111'00

Nn21p%2m 0'01 2y D”Ian DMININ - D'T'9211190
211 N2 IR 2N NIY NXNIN NI 1'PRY 'TIr90
DILXRD 2Y N'PHR AXIAP QY 'TOXR WP NVX T YY
J/U22°90 NYI172102 awn [PN9n

DIPTIV A DWa IR RO 18841
DWI AR DININ NAWRY? 21D ,(J. L. W. Thudichum)
1210 NIRIP2100 2w MIN0NA Yavaw (1N ,"12r90”
DNV DNIN P'90 XRIA .0Pr90N NNIPYN NRXR 12
oR'NrO0 - NIND NINPIN N1 [N 1200w
NNl

LIDN 'T-RPY WID'W? DDIA "T'9211190” awInNa
.1947-1 (Herbert Carter) 1017

|I'TIA1'®0

MY NIRY? D21 IR (4 1R ARY) PTIAYODN 11N
WP LNNO 'DIDR 18) 'IHR AXIAPI NI NIXIAP
DX NIYAID NIXIAP 'NY 0110 NPIVDIR'AA 219D
212 RIN QNIVWNA 2010 ' TIXP102 DR L.(N'OR
L2900 RIn 'O 1r902

2010 12DLOD 17 I | ' HY



OH

H, OH
HO OH
~ O (0] D, CH 2OH

P2

T'9'211°9017'21 :7 WX

NPy 7O 1 TOIXYTIoE2 79211901722
PV DI aXYD RN DR qQUIVA PR YWY
nNINY Y "IX'NN NLYWA 2V D'T'9'21901917'22
JURNA MIYPN 0D D' TPON YRIAY TWIRD XN
NXIP? .OTA "0 NY'APE DP2RIVPA 02V I
noyna  NI?’yol  wn - TPON D'T'92111900
T mon D'oxI9N™ VW TPON2 1P'val NNIo'Nn
D'T'9>211190 NXIP? DD"WA DMNIN YW DT'21200
npIRN Mo ,n%wan Nouma 1N 2N anana
12X 'RN 2V "OXY 110 DAl '0IR? DN D'O'XI9N'2N

.DTPON DI'0 NR?

1INID1

290% 1O D'T'YNAr901 WHRNWA? D'0IN DI
'WNA D'T'NIXA 11D NPTan T Y 071010 D217
1N’ [N N2 NIV'YW NINP .RNA 202 R1ANW 2170
TPON D'T'NIX? IR , XN D'T'NIXD NIND NX 2’ 1an?
TIRD 1N 191 X1 D21 ,XND O'TVOIMINA TN
O'RNN 21722 D'Y"0N WX DNNRXR D'T'9'21019072
Ny 1n? 0’1 NR'RNY N2 NI’YWNN [XD0D .07101000

RN DNYAX? D'T'NIR W DT21000 {wnNn

D'T7'D'2112°00 YW Or212002 NNIYPA NIYNND
Nrrom? NNIYpa  Nron Ni2nn 1900 NP
2w pororan 212002 DNIVPN DMTIR]

:0'7'9"2120900N
1A 22N0Na 2’ (Gaucher’s disease) - N@IA N2NND
TY QYIT'D NI (TN D'TIDWR) QXI9IN N'NWIINN

D'TNIXD 2V DMP'YD D' TPONN
RN NPIZN DR 20Y? 1

2V 1121N0N NND) D' TIVIIORA 20N NXR NNA? .2
(xXnn

D''9N'DIN’'DO .11

NWP 201D AXIP? 79219019 NXIAP? DDNY
ANIT2 21D N21P210 AdTE N'NNT AXnIn 2w 'Y
aXP DIYRMIA’O0  N2PRINY  D'TIN22190197
AXNIN 2W v %) 1YY [Yon XWID 2'ONTN
207100 A9NT'A AXPLL(21D 2Y) 'arn [yon (NNt
L1290 29 NM1NN9 MWW [NIY NXNIN 2V 17PwD
D21 QNP 0'X1910 D'T'9'2121'900 DN D'I2RMINI90
NN W' XN "1NAXRT D'RND NNNANHOO P20 DN
ARV RN CDINPA DRI PW TN 021

o211 1200 'RNA

I’TIAroo

A

— —
CH5— (CH,);,—~ CH=CH— ICH— (|:H— NH— %— R
OH |CH2 O

[N—
O DIYW NXNIN

NNt axnin 1w § O= p—0O-

I
O—CH,—CH—N*(CH;);

I'>10

J"2X'DI90 6 WX

JOMIVOIOR 191 D'RNA 2V DN D'I2RMIAIO0
NN D'TRIXD NN P2 YT 2Pwna e D21
WD NRXR LXNA W 1271 DR YAl DIYYRITO0

AN NR IR INIMYD

D' T'5"9122'D01p"2 111

TNIX? TWRD NIPAPNND D' T'92121'9017'22 N1
010 YW DMPY ANd IR TR DMWP)

36

201012DLDD 17 I | "D HY



DT D'IIR TPON IRTNIXX'TIVFE2 D'TIRD DR IX'DA
DIV NI21P210 TR TP T NR P92 RIN
D" 11’10 IR NOINA P2XRIN NADWI NIYAIOT NINAVXYD
D’2XYD NOYDO (112 NOAIA 1T Y9 .0 ARV NOYNIA
NIR 02NN D'PIPA DT 'TNNN N2 D'RN 01N21
nrmw 21 9% Y% T2 D'nNn 2%R DT NTTIYN
,NN22NNN 222 DA RLANA? 2212V A2NPAY NNN?

TIRD DYYX DT NN %20 1T N9PIn RN

NP’ONOIP2 O'T'D'YI11'D02 YID'Y
OPRN-2N D'INIV AT ¥ NPT 720N 12002
100 ARXIND NIV NIV D0 NNA? D 12T

JIY9 12 NNXNT WD YD

A1ya D NN 2y Mniva 0NN DYVIT D'TNIX
N 2y ,nP’vonolp "'YwONA 0'2'21) DN D'YUNNYND
TN 'M22 21220 D'UHNYWN DA DY 00 DR 1102
ININY 2y NNNIY 1021 11y2 NIADW? YIND DD 12y0?

NI

fXOXY'O T'DIAX VTDN N'tN2

PV mMwxRId L,D'TOA NTAYN? 0 NNA0NA
TWUR 101 2V MITXINDS? 119WN1 ,NI019 11V '91N9
TN10? MIN 2y . T'NIX 2W DTN’ 1NR D'APIY 122001
D'LRIVOAID "IV D'YNNYN T'NIX T'9'2111'900 NXR
AINY0? '9'¥9D D'IRAL DIV NXNINI PTAY90 -
(V1o TNIX) CERS D’'RIpPIN DO'TIR NXIAP MY’
DR TNR 22 .CERS6 - CERS1-D Danional
IR NMNIYW NIXNIN 2V NIV Dy TIAy? yI1r 1720
'9'¥90N D'TIRN .|'TINI'90? [02W 112'NA Y'0?1 D'I0N
nixnIin 2y »yi9 '21op?o 9181w DR Rin CERS2
D'I0NN9 24 -1 22 NPV NNNIY

null "125u1 knockout 125V

2V ND%wanl TNIXD XY INR NIPNNNY o Ly
D'TIRD N'X' 20 DNAY D20V D'UNNWD 'TP9N

37

NXRLINND N21IARVHD N2VITUT? AR N2NN NXRT .ND
DW1 T'92 NINILVXNA DIVINA Q12'NA AY1912
IRTTNARIPI2A DTIRD DR TTINA 2D TTN2XR21P122
NN 1P'ya 120XN 7920 221,019 117927 WNTIn
NN NIYAOIDTANIOL :ITIFON DA DA911221,0XYN
Y191 NINITRD DTA NMITD X” ,D0In'T Nikan
1221 NY291 NINXY? DTN NPOOXR ,A'NIRA 0’12 221
O'TNIIRVOIR? DDA D21D |TAIRI DAY DY
DT 12201 21IN0A LD 10D ."0OXY NN’ NY9OINYI
D'TIDVUR D'TIY 02210 A2NNan ?2a2nnan 2210 '
-I0IR RN AN .(10%) A2NN? '2'OXN AN NR D'RYIN

127121 D121 DY QTN XX 2010

P'ya DTo? I aknpa - P'o-n"l nPnn
Q0 NINPNA DI D'RN2 DNAVXD 2RI
NNINN? 22210 D'AxXyn NDYN 'RN2 DNINAVXD
M2 YN NINN9NA 10D ,02NNA 'IPNON .O'RNA
0’212’ 21NV 110N PV N'NIYNYWN ATl QYpn
MY DM .0MW 3 27 TY DPYWTIN 20 2Na Nivann?
:2'9-101 NPNNY D'IRN NPXLVIN YW 0MP'Y D10
IR?NTN DR A'ya 2221 0'aan NPB-1 NPA 10
N2N0NN .ASM (acid sphingomyelase) X110 ,"2RVITITY
2YNA 22 Y2 NP TWRD NWNIND NPC 2100
YV IURIN 2100 .LDL-0 21N00721D YW D'TVOIRNINA
Q70I1221X2 (N2NNN "MPNN 90%-321) 21N N9X1 N2NNN
DM’y 022X 3 QW' 100 NP TIDVIR XNIND NPT
D22XN NINDW QPR NI'XLVINY DM 012X

.80-2 1-D - IR QN1 ' TIA'D A0I221IXR] D'ION

JUNUAIN 21000 AN XD - AAXRP NPnn
200,000 TY 100,000-22 1 2y NTNIY D?1Yy2 DNINDOY
Yy'w 211 010N D'NY0INI D'TNT 'LV NIT?
QT2 1000 222 DMPN 6-2 2V TNIYI NI 1122 22N00
D’'O¥1 TWUXRD D90 D'YUTIN 221 022NN D'INONN
Nrvwp ,nida DN D'’NN9NA TNPNA D'17D1 NP
NMIVINI N2010 NINNONAN 2Vl AYOR "YW 07911
D'TIXR] TTIPNA 22 'XLVID XRIA A2NN? DR DT

2010 12DLOD 17 I | ' HY



"2y 210 NXR D'P2001 11901 ATI9N D'YXID ©
;0N

NLY9 2V D'IYLN N'MIRD NTRON NR 20N DAY ©
.D19N1200 Q2 o'rnont TLC-a

NNINN INXRY NIP'T12

NONONY , TP NTYA |'TIAI90N1 T'NIXN NX |N0? N1
MNR NIV?90 NR D'0'10N 1D DW? .0'2190 DMWY
nL29N Y T YV DRI 'YW 12 W'Y RN aXIan
TN NXR NIAT? [N ]2 10D .0'AIAX DND 0'Y'9IN
VINAN NV?91Y XN NP2 WY 029 NIy

JIOPRITY DIOND

NIXRXIN

V'OID DNaw Dondon TLC-n N0Y91 101Tw NR?
NPARN R NV?90N DTN, T'NIX - TLIIDW IXINN
TWOD T %Y NYAPI ANIND DD XA AdINAl
JY20PRITIA NIZ'YoN NTIN?

TNIX? [ 1YW DDYA DY NOIIXNA 12101
INXR? .null 120Y2 |1 (wild type) 221 120y2 XY
(M miTrn’) DPM NIT'N' DTMIWRID DDA DN
ni>’yon NX .(pmol) 2017’01 MIND? DONIND
N2 APIZN'T-2Y DAYWND T'NIXN NTY Y n'on'a
N22pNNY 7D ,NARNA P11 IWNNYA DY DR
10T NTN? IR DTN IXIN 21017'9 NIT'N' NIY'Y9
TNIXN 2W ATNI02 'NIYNYWNA »T100 NXR NIRY? [N
null MDY

Experament with C22 fatty

MaDYa - (2'oXa 22 D'unin) 'vo X2 CERS?2
NX MY T2 D'YAN DAY DAY IR knockout
null Moy - 210 D'IRA YW INTX DRI PD 0]

['T122’D0Y "2'VPXRI'T [ID'O

D'UDNWD TIAYO0N NXR N'A'VPRITY D02 NIn DY
OrTI0 DY INIR D201 2190 WP 2ya PTarooa
D'OILIT'R DA DDA 1NW ,NaBHs ,ORYT'ANIA
2V 'NA 1D WNNNY an .0roo - DPYVPRI

JUVPRITY NIP'YO 2V 010N 21900 1WPN

N'OD'TINN NTN1'0On

120V YW XA 100Y W 1100 XTI D'UNNYD
D10NA PTIAYO0N NXR 0'9'0IN 2710 0PIX'DN W2 .null
12’201 D'TIRAY NRD NIYA NXDINE NP'0PRIT
D'UPNYWN ,D"INIYW DI D'UXRIVOADA NN
12’20 0’22710 721,N11N1201 AV 'Y T mind
D'212' LRIVDAIDNI D'TIRN NV ,AT'NR NTRIVIP
NXR DXIY WUXRID TN NPT DINA .yand XRiQ?

2nnni Doni»2 v nanyn Niya nanna

1121201 "IXIN 1NKX 2pVD

- TLC NIyxnKk21 N'wyl arvron IXIN 2w apg'ian

2110 TWRD L,NP'2'0 PV QPT N2DW 2V '9100NIND

NXR 202 13 .0"MKXR219-R 02111 NINYN XRIA YINA

‘TLC-0 NV?9 %y n1yva? nainn NaNyn

;20N0D/DI9INT2ON NANYN NXR D'9TIN ©

DNV DMININA NXR NIXN? "2 DN9NIYD D'9'0IN ©
TINIR NTRO?

51,056 347

CerS2 null muse

2315 116

.null 212021 92271 120V2 T'PIY P NTNIOY 10’10 NIXRXIN

38

2010 1200OD 17 I | A'P*IHY



2’ 3-2 RN D' T'9 21290 XKW T'NPN2 ATIAY 91

D" NI NNIpPn

http://www.jbc.org/content/277/29/25843.full

(orrx 0y 1an aT1) 0’792 YV Atorora
http://lipidlibrary.aocs.org/Lipids/introsph/index.
htm

http://themedicalbiochemistrypage.org/
sphingolipids.html

http://www.ncbi.nlm.nth.gov/entrez/dispomim.
cgi?1d=257200
http://themedicalbiochemistrypage.org/

niemannpickdiseases.html

http://hewikipedia.org/wiki/%D1%9E%D7%97%D7%

9C%DI%AA %D7%92%D7%95%D7%A9%D7%94

http://www.amalnet.k12.1l/meida/biolog/bi0i0177.
htm

http://hewikipedia.org/wiki/%D1%9E%D7%97%D

1%9C%DT%AA %D71%AT%D7%A8%D7%90%D7%91

%D7%94

http://www.ninds.nih.gov/disorders/krabbe/
krabbe.htm

39

D'TIN'™>n N'1ON% WP

;2T 3-2 D'TIN'>0 N'1ON? DY N2ND] D'RWINN
2’ 5-1

2”1 3-2 2”1IN2 07vaN2n D'AVIND

DTN NIV P92 DNYWPND DNVIND 2N
D v nyv”

D' L NIW NXNIN L, D'T'9Y DN DNAVIND
NIV NXNIN PV JINan NP %Y DY'owna
DD NP 2Y D'Y'OWNA DDA, D TR0
,LDL ,0'’RI01N919"2 21100210 ,0'TIX2200 YW
.HDL

2”00 5-2 D'TID'20 N'1DNY 070D D'AVIND
N"a0N2 'R P9 NRIAY DMWPNND DVINA 2N
NN XY 'Y NIXNINE 012N v amnory”
2’0’ 5-2 nrma

,ANNT NXI127 ,0°T'9 219019 ,N1N2NND DN D AVINA
J2'91TD L NDW-IT 112N 21NX22 ,N1YW NXNIN
AWIMN .A%YN 'Nabn  XW1 kN aionTa
wnw? 21D IR 2N Y'9I0 1R D'T'9'2111'90
OWYND

NANDY D'TOPNA IR QIUN? YYD 1NIR
JR 1219 %W TN 102 ,naN1ND

D'>nn

J'T2907? NIV NXDIN 2 TNR WP NNk .1

NXI127? PTIA’O0 2 'MVORKRIZDIO WP NNXNIPD 2
201D 1Y DY N2172107 ANTNXIAP P2 IR NT
(1210 2wn?) "NX

N'2'0{71270 AXIAPA A MVOR WP NNNIrD .

221Nx'220 N20100 AXIAP? NIv Mnin Y
N21AN N01? NYT? 0O'YIT1 D'T'N?NYW 1NRND
DV NYX21 D' T'099/DN TR DNWP N
NITN’ X DN? NN |72 0P VORIODIO 0P IVOR
12X 0’2'20N ND1? DAn WPA%1 Nana

2010 12DLOD 17 I | ' HY


http://chemcenter.weizmann.ac.il/_Uploads/dbsAttachedFiles/sphingo.doc
http://lipidlibrary.aocs.org/Lipids/introsph/index.htm
http://lipidlibrary.aocs.org/Lipids/introsph/index.htm
http://themedicalbiochemistrypage.org/sphingolipids.html
http://themedicalbiochemistrypage.org/sphingolipids.html
http://www.ninds.nih.gov/disorders/krabbe/krabbe.htm
http://www.ninds.nih.gov/disorders/krabbe/krabbe.htm

) 005D

10%) D”n ">y NIN{PI2 AN Y1910 T'RINVOA 1D 21N00D21D
A nyava ,C3 pnoa OH nxnijp %10 Xin (kN DNpn
.D nyava C17 -2 noyion n"mno Mww niwjg qonal

:0"NA '2y2 YW DA DMV PTPON

NN R¥N1 .(XND NINANY) D’'RNA "DINPA AWN 2D R
;AXYN MNP TIRD ANlaa

;00 N2 X XR¥IN MIN A

jan] IS

D INNIN 1IXY] QNNYWD 21N0021D »W non’ |uP PPN A

\HO
(0 "0IA 21T0NIP) DU TRINVO

21N0V07%1D J

;71200 NNJPNA PV AWYI 2ND02IDN XY G2 DMXen N 70% 1100 yan 21noo?ian 30% pa ninRn noxRa
D'ROTNA DDA .0N [P Ntal (P01) X 'MjP NNPR,NNNA 10N DD NIRY DR D200 DI .D"YN1L YA NINPIa
'RLINOIO? NIX 122N WP RID Q122 11AY’ RIDW "TI1 TIRYD 22101 DN INID’0N .DIXI NIPUNINR NIXDIN 0N NIX” NR
.02 NI 0'0N? 91N DI

NIo0N D 10D .DNIPNA 2'0PIANT NP1 VTTXD MWW [N DNN9 3 P12°0 T %Y awyl prron 1P y 2Nnvod givo
0N NIXNIND NNR XD, 70210 axnin ux'? 10 OH nixiap 2

XD 070 2D NNOTA YPIW 21N00D2IDA 9122 DN N2 XD RIA TWRD DT 221 22 NIPNNY DI 2N0o2aw Nty e
02172100 W NIN'YPA NIYAon D2NN 2120a W1 0nPY NI'D02RA NN DR TINI DNIR

el AB?'D

.02 140 - DR Q2 21NVO21D 2D NINd ©

J1A1ITIR 21M002101 11N DY D'22PNY 1A10PR 21N10021D :21MVD21D W D10 '1wWa D'>'1an ©
ANXY QT Ry Thaiona

200IRN 21NVD21D 70%-1'wWaIn 21NV W 30%-D 10110 21NVD2I1D 22D

L'IPRVINOIN?N NI DTA 7% NP2 ’¥01 93%

2110072121 211001191 NIIX2 aXRI¥X2 D'WI91 (DWa'2'n 100~) 2oX1n 21M00210n N 40%
QT %Yy 01901 (D>'n 150~) 60%-1

JYDAD INA'9D NRI ATNTD NR RITN 20X1A (D12 2-3) 21N0D21DA NIND "1 TN IPA” QNP NDYN NP q2
AR INWI9N NX 120 DAl

P1Irron arxind 2apnnw ,CoA - 2’0OXX 2W NIWPNA 'T'-?Y 17221 NWNINN 21M007210 W ATN1'D
1122 29 [IX0INIL[01Y NIXNIN 2W

A, B, C, D nrnixa niyavn nx 002 M

.’11W NINIFZNA DAY DYDNND NIN21AT NI NIRIE210A 02190 W DIPA QT AT D°2T21 D' TRINVON
.C27H450H »'a Yoo »w n'ropk nnon

NNIYIA NI'2'NN NIXIAP 'NY 3 1900 1NN91 [R1V0? MIwpn, OH nxiap |00 0’010 A’ 21N021dA N212I0
17 1900 PN9Y MIWPR , 0NN N2DNA VYR NMWIY,D 10D .13-1 10 1900 PN9?

JDWUNIND - NNXRI NP2179 NIYAL 3 [0°raw  NITR NIYA0 4-0 12 [R10V0 0’01
2190 "WP XXM 6-1 51900 |PN9 2
RVO021D NRYP1I OH nx¥iap ®%% a21p2m

.3b-0l-5 Cholestene Ix 3b-o0l-5-en Cholestane XIn 21NVD?21D YW 'NON VY

201012DLDD 17 I | "D HY 40



