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% 0l 3% X %  Uptake and metabolism of radiolabeled GM,, ganglioside in
skin fibroblasts from controls and patients with GM, gan-

gliosidosis
(GM, gangliosidosis BERUVIEE OREFHEFMIBICE TN

5% GM, ganglioside DE YA & HKEH)
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GMiF v 7V AV Fy—2RiE, B—HF7 vy —€¥DORBICKDAEL B, FLREEFEREO ET
HPIREHRETH 5, ZORET, REFHIcKY, RH, FFEY RKARO 3B, B
RIER 3Bk % SRR 2R 9703, = OIERMEEEORERBMERH S hTldtn, KL, MEEE
ARERICBW TSR X7 7 F V=t v (PS) 28, v/ 04y FOERRE2EHZIEE2HWL
L, COEETT, RBEYHESICBHTEER 74 v Ty y—3SHF Y)Y FEEKL,
SIRCTRI L, TERHINE £ 0 GM, # v 7 ) 4 v Ky — AR TORBERH Ll
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GMi# ¥ 7Y # ¥ F ¥ — ABRISBRE ARSI, BRYOMAETHILLZbOEA WL, G
Mi A v 704y PR, 1I8ORBHEOAEF >R 74 vV DI DAEIC,HS N, BRIL, BEY
o= b5 74— (HPTLC) L98.5%D#iED & DA THBIL 72, °H — GM: (JeiEHESS mCi /nmol) 2
nmol & 0 ~80ug ®PS %, 2nlD10%4MEEINE (FCS) &% Eagle’'s MEM £5#llicinz, 543
BEHBTHE»L, 6amDFy vaOfficmz 1, 2, SHMA vFaX—F Lo VA —F = A
ZEEETIE, 2nmol®*H—GM: (BhiEH:150 mCi/nmol) T2HE vV 2 L, CM, 2 & % 12 LWEiHIIC
THLTO, 3, 6, 9, 12, 4BRI%BA v FaN—va v L, MKZ025% Y 7y vyTiddl, 1
9% BSA %43 PBS crfizk# L IC 2 B PBS O & THEE, 200 ul okEME 24X +4 XL, 10
ul 2y vFr—4%— (ACSI) WELL, YvFLr—vavhvry— Markll) THo v ML, 1
Oul ZBARMEICH V. BOLOIEEE0EEBOC/M (2,/1) c#EL, HPTLC it T C/ M,/
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W (70,73074.5) TEBAL, 7vF 057 4 —ic TR L, (REFEYE, BROMEE 2R/ o<
NS 74 —TREL, $HBLADRARy b ELEROY Y FL—9—THY v L, O v+
D5 DHETHEREZMEL -, BEEEMEIX, 4 —MU— 8 — galactopyranoside 8L UH 5 7 b — %
WWHES NV L GMA Y 77 ) v FEROTRIEL 72 AR Lowry ZETHRIE L 720

PRI A R T O 208 RIBENE S, PS % 000540 vg ml ¥ TEZ, FCS #MA B WEHETIE,
0.8nmol ~“mg: prot. DALY ;AAH> 51.6nmol,/mg prot. DELDAA £ T, LBEH—EFETL{BDATN
T, MilasEEI N TV, FCS #MNA &M Tid PS MW & 20.2nmol mgTIE & A ERY
RAENTE D - 725340 ug ml DKl .6nmol mgE T VAL X PSOBICHF L THEML TV, EW
MOV ATF =4 ZERTE, GM, 3HEFIO 3 HfH0.05 nmol /mgprot. THEE N, IER GM,,
GMs, 97 by =25 3IF, 5 IFE/AFVYYEF, 5 I FAENRSN, WEELIcx7 4 v T
YVRZRTZ7 4TI ) vARICFHBEIN, 1HHOSVRAEBRTGM A Y7 )4 Y F—Y X TR
FRABI > FHERISRRIDNEIC, 54-57.5% >20.4-43.9 %™>2.7-5.4 % & GM. AR E 0 (IEH Tl364
+5.7%), BMABIE EEFITREVVETH > 2 BGM A ¥ 2 ) & ¥ F— ¥ 2DKEIT, HAN T DR
BT EDIA S PICTED Sh i,
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FRT7 7 FI—B ) vEEMCMAZ S EZ0BICIEF L CFEOR Y AAMESRANFIT 22 &
By, INEARL CEMICMEEZMAZTEITOMOBEMEB TR D T EBA[EL L >/,
GMi3ARENTGCM:,. GM;, 727 b2k FIF, 33 FNE/AFYYF, £85I FEBY DB
HHEL 7227 02 Ty U BABRICAD 27 4 v T T Y S TES T EH R L bhi, BRIEH
Tid, 4:—MU—galacto —pyranoside #HHE & L 1z & KFLRE EERH, AR TRZAZTNEFE D
1—-3%, 1—-10%, 6 —20%T, RAREETRENENO—59%, 10—20%, 0% TH -7 TN D
OBERIEEN S, A== 5 5 AL THBORBOER LT H Lb\bi‘, in vivo TORE%EE&HER
T B &, BHIDHEECE - foo BADHERGM M SIEE S8 v 7 ) & ¥ FOSBROEN =T
FICIBE L, CRIBREEEZEDELIEICID GMA Y I A Y F= 2223 Lb LT oah v
) F v FREEE ORESERT 2018 L Bbh b,

BXBEORROEE

BSJRE 17 (& GM, MBI~ DI D AS EIE S 545, h 27 7 F V=t ) Y EHHICMA B &, %
OBRICHHIL THEDR MG T 5 Ehbh ot THNAERAL CREMICMEZMA % £ TGM
OEEABIILS 2 EWTAREE 1 - 72D T, GM: gangliosidase BBFRIEHEIC & - Tid, REREE L b - 72,
GM.: gangliosidosis DFLIRE!, HHER, MAROZBDERNAS, in vivo TD sphingosine*H—GM:—g
anglioside OEEAOLERIFTT FFICKVAMFEICIE o 72, TOMXIE, Fic GMiZIEY &9 % gang
lioside RHEFEOZWIC AR EBAON I HETHVFMICET2HDTH 5,
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