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MLDEY v /' — sBE#E TH % Sulfatide SulfataseDRIBIC I DEL 3, HEGH OREER 2T LT
BIBEHIRE TH Do L Uk, BEERY), WIEFH, Reb~DEH Sulfatide DHE L D, MLDEEEDN
355, in vitro TOBEREED ZIFEREMASREMLD & LTHE S ifc, —HEFESFEED,
GM, ganglioside, GM; ganglioside, Sulfatide 75 & M Sphingolipid DY vV V' — 4 TOBRDHRITHIE
TH 5T EMHES5N, Sphingolipid Activator Protein (SAP) &N TV 23,LHLEDE L DSAP
DOIEBERREMES, GM, gangioside& Sulfatide®SAPH3fE—d & DnicB L TARATH 5, SEEAM
LD DR AT 5 728, XGM, ganglioside SAP & Sulfatide SPA DEl—H:AFHd 2729, GM,
ganglioside SAP (GM, SPA) A RHIL, BEAMLDKE 7##EME (SF) T, Zo&EARMICX 3
Sulfatide >R DIEE AL, WFic  0EEICT 2Pk kD, BERIHE (CRM) &L 7,

(TR & )

GM, SPA{E, GM, gangliosidosisDiT L W LiSDHEEE AW TREIL 72, T O¥E8EH 3Sephadex
G754 WiFBEE TS T8 28,000 TH Y, SDS PAGETH 10,000 L#EESh, 3BELEEZ ST,
ZDEHE, GM, ganglioside, Sulfatided#4 DEBEFRIC K 2R REL 12, XEAXDRB L ES
T 5 LD ST,

CORBERIT 20T, vy FiIcTHHER L, ToBENYITERETLREL, 2 RohkE
SkENEEIC K DRRET L 72, B - :

“C~Stearic acid 7 N VD Sulfatide (**C—CS) 3Dubois 5 DA & O FERIL 72,
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@ &M (SF) To “C-CSHR#omkat

iE%, MLD, £ZZBMLDOSFZ10%5R 7 ~ i, Eagles MEMIC THEE L 72, in vitro TD MC—
CS Sulfatase/&HE(EMLD TIXIEED 0 % Th b, EAIMLDTI320~40%IC{ETF LTV, in vivo T
DUC-CSRBAEMETS 242, IEH, MLD, EAMLD®DSFA25ckt 7 5 2 22 T60nmolDC-CS%EE
L AmOREMICT3 AMBEE L., SHESFLOIEEA 7 oo rva x5/ —n (21 1) Tl
Wl FEBOBEBAEE / ov /574 —IcXDERK, A-5 V477 6t THRET Lz, IE
HHRTE 3 BRI AE N7 MC-CSDHB0% (2galactosyl ceramide, ceramide MRS N, —HM
LDTIREYAE NI UC-CSDI8%, XEEMLDTH80%MBMRENFICERE L. L LEAMLD
DOSFIC KR L 72GM; SAP 50 ug% 4 mf O¥EHICHNZ, 3 BREMC-CSE L bictiBRT 2L, MATh
1 MC-CSDE5B D, 150 vgll FEMT 5 LKL OFELBIEE Xy - &, LLM
LDTIIGM; SAPOSIRIZBED SNEh -1, TNWZICEAMLD T3, Sulfatide Sulfatase DEEFR
RIBiC & D SulfatideDER A K/ LIc DT <, GM, SAPORIBIC & D SulfatideD MR EE S N
Te&, ZEXAON 5,

@ HikERIAL-SFTOCRMO#KET ,

E#®, MLD, BRMLDDSF4A+E4 44 XL, 11,000 x 9 1553 o@ELE LEEMIBEERE L
foo TS OMHER %AV ZEREILEE 21T - /o IE¥, MLD T ILBAENERD Sh/on, BE
MLD TR IR IZRD SNt > 7o XEmmettS D HEIL Ty v + REEBIKE ZITLVCRM &
2RI L, IEESFIZTIZ0.76 236 CEHEISD) wug./ mERADOCRMMBRED ovich, ERMLD T
BRIk I N T, HEMELO B BLUT TH L EHELE .

(&

® GM,; SAPIZ, &4 OEEFIC X DGM, ganglioside, Sulfatide® 3 f#% BT 5,

@ GM, SAPid, GM, ganglioside, SulfatideiZ#E&d %,

® FERIGM, SAPARMYT 5 Licky, BEMLDOSFIC THC-CSHREM O IEF L3 5 @
TEAUMLDOREBRFEEZ NS,

@ GM,; SAPIzd 21k T, BEIMLDOSFICIZCRMMBIED 5 iih > o TORESE2GM,
SAPHRIBIRT THLEEREL T3,

® _FEEoHEIDGM, SAPESulfatide SAPRIE—DdDTH %,
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A, REELEOEYRA N0 7 0 —EORED, BEEZONEY VT 794 FH N7 75—
EOBFEKIBTIREL, Yv7 754 FEFEALBEEZBPE 2ERILEOORETHLEERAL
oo TNEZR 74V TYEY FofMkZDEHBRELEAMSBEEL THAT LERL, BEEH L
FEAFD LN B,
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