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GM,-# v 7 U4y F—3 23, BEMKIEEEWED—DTHY), REEBE, ITHE BEL:
BLEREHICRET 2 Type 1 ERBA 1 F 5 TK, BRIERS B Type 2 ¥ X UKBOER o) 17
PS5 NT WS, Type 1 & Type 2 DAEALFHZERICBEL T, 2LOHEFBICLIRITSNTE
A, FORARELESTLLE—HL TWE VL, FEIBEKRERS, S AT Type 1 XU Type 2 &
£ 5N 3REBDERM S LUOFOEEMRELEREL, BREMOENFENELHSMILED
LA,

(FHiE% 5 CIziAg)

FEFS. H. |3, PHIRGE, BHEER, B, M, RESZCERL, B ZERREER 2>
5HTC Type 1& U7~ SEF Y. Y. &, BEETType 2 DHBINESFI L EZ 50, Type 2B &
SHLU 72, EFY.K. 13, mEOHEEZEERERERL 25, DTSR EERES 5,
Type 2 #Z 2 5Hh, Type 2AL HHL 7=,

BEEIEMOBEIE I, e & UM BREKIZTIS%AEY A — ML, BOE, 20 LE%
EEERE L THW, B-galactosidase {EMEDEE 121, 4-methylumbelliferyl (LIF4MU &B§
¥) -B-galactopyranoside, & U (*H)—GM,-ganglioside # 3% & L7z, B-glucosidase i&E
D#IEIZ1E, 4MU—glucopyranoside % i\ 7=, Sephadex-G-200 (0.9X60cm) 12 & 57 Vi@
1E, 100u¢ DERWE#EHA L, 0.01M, PH7.5 phosphatefB@kcEtiat, 0.9 D5E L &
%, BREEZAEL -2

—192—



BB R8A7 7Y A4y R, BRI L T, 3EME £2.5-3.5FML, 205,
GM,—# v 7 )#% ‘/ FOHED IR, EHEMKTIE, 20 TH2DIzxt L, Type 1,2AH L U2B I,
%/362. 8%, 73.2%, 76.4% L 4% H7=, FFOBA v 7))+ ¥ FEIX, Type 1, 2ATIE, *tBEAEF
D2—2.5FLWMERL 7275, Type 2BTIIMMEL L2 o7, LEALGM,—H 7 UF Y FDG
BARE, EEIFTIE.6%THA2DIZxfL, Type 1, 2A, 2BTIdx&K 427.9%, 18.9%, 17.8% & fH
XHHHEIN % & 72, FFGM, - ganglioside- 8- galactosidase /&M, 3EFIE & ICEH LEHET R
L, Type 1T, ZDEHETIEL o7z, IF4MU-B-galactosidase ® PHEIARIZ, Type 1
TIEEMEME, hHRE 2 Z0ERERD L2 -2, Type 24, 2BTIE, ZOFE@EpHIE, 5—6
Lep AN B L 7=, N4 MU-B-galactosidase D Es@ PHIZ, EHINTCIEPHA.5MBETH 5 DIZ
L, Type 1 CIXPH3. 0O CZEMAEMHNHARERD =, Type2A, 2B FHPHIL, EIEANCHEE L
72755, Type 1P LELY, E2EMELELJKETH -7z, Sephadex-G-200iz k3 2V 8
T, E¥EFTCIPI, PO, POIO3HEA BN, ZOEEPHOKI»S, PI &P IdEM
D&EHET, PLIFEOFETIERT 20EEEZL SN, Type 1IFTIE, PIFEIIEEFL Tw
=5, POHEPMIZSELIIRINL T/, Type2 A L U2BIFCIXPI ¢ P AEEHFH»IZEREFL,
P #ENE, fEATAYEMZ R L 20 2D & 512 Type 1 TldthM: B-galactosidase EEZ 513 Pl
SEPRML, —FH Type 2AB LU 2BTHEIML TWAHEL, BFF-galactosidase DEFEPHD
FERML T30 60, PISEICFEERICETL SN S 4 MU-L -glucosidaslififE b Type
1 TIFRIMLTHED, Type 2A,2B TR ZDIEME A#/2e L7245 TType 1& Type 2 DHE{LEA
EZRL LT, 4RIIPMH:B-galactosidase DEEIZDWTHLHhETEZLZZEALIVER DN S,
Type 2AITEERAIIZ I Type 1 128EIL, FFGM,-ganglioside 24 INL T WA, EZEFMIZIX
Type 2BIZEUSAEL T2, ERD Type 1IZIZBE LB, T/2ERDType 2& L XHIL
557, Type 2DHERI L E 2%, Type 2% 2012458 72, X B-galactosidase D7 IVIEBIZ L 5
BETTIE, Type 1 & Type 2OMICERFNEERLLVE LB LR L5 7,

(% &)

GM,- A7)+ Y F—3Y A Type 1, 14, Type 2, 2HIDIFH & UhKB-galactosidase O B
RFOREE I L W, WTIE Type 1 & Type 2 DMICERFNZERELLVELBE» o2, LA
UIFClE Type 112BW T, FiMkB-galactosidase VSEEIZRIML TEH Y, Type 2 TR IZH M
HWMOtEEE & &, ZDRAType 1 & Type 2DELEMERD 1 DL EZ SN, ZORE»
5 Type 11&Type 212k L, LV ZEBEREOEALHRE LY, ditB-galactosidase D
BHREEZ S, SROBEBOBRICE IO EEbN S,

ARXDODEBEERRNVDES

GM,-H v 7NV F=Y A%, BIKRE, 9471594 7202825 TWED, 2D4E
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TCEMEREITIATH - 70 FFIEIG, FEORESEE EMEMIT FO—FL2bOT, BESE
FINCliEDEBERWELESL, HLWERRE DR 2. 512 S-galactosidase DEHR %
TELZ &, RERECLEETCHY, BMish3,

—194—





