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[—Cell%(ICD) 13, WIEM Y V— ABEXIBEOH T, ZEODY v/ — L BERIEMOMIAE
Fe, YHBEOKE HERPCOEELRAEIBELRATHY, VYV - LBROPBER
Wi+ 2 EC, ICDIZERTH 5, HEHEO Sucrose iR, VvV —sBREED EFELLS
FrrizounTide PSRRI BT 3 HEMEL AL TH > /oo ICDHR DR BB KHE S
MR 50T, 2O Sucrose M HIT\Y, TIBHIZ 5 U ICBE R F M ICEMAZ(LAHES 2 & & Rl
LD TREEINZ 72,

(FiEs 5 N BUE)
1. BERAESFMIfanss &
1 e AR 55813, Eagle’s MEM # 3Rk ik & L, 7 VIR R 210%DEIEIZMA T,
59C0,, 95%ZEED 5 T3TC TiF 7o Sucrose Bfif i3, HACIRESmMMIZ% 3 &) HEEHRIC
MZTiTo70 UM, ICDHXDOLD 2HDIEH,, GM-F v 7Y F=2 A, 3 ¥ J
Y F—3 A, Sandhoff BHEN LD, Z5VICEHED LD EH
2. )y - LABERERORE
MEI% 0.9 % NaCl T¥tik L, rubber policeman THEMFIIZRIEEL, FEOICTHEEZED, %
EAAKIZIRNE U CHAR IR 24T\, BRI & Lo, BEEMIER, 4—xF NN Ty
ke E BV, BEABDEIEIL Lowry & TIT 572,
3. F#% 6 CIE—) YV — ABERRIBER RO EMIZTO Sucrose Af
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EEAMITD Sucrose BFTISHM (EHBOTHEL) 12L&, g-~FVH I 45 —¥(8-Hex)
XK 1.61%, B-T57 b3 =¥ (B-Ga) 321, a-~v v/ ¥ ¥ —¥(a-Man) 3 3.51%, o-
723 = (a-Fuc)l3H 33 EDEME LR 2T D2, g~/ vru= ¥ —+¥(B-Gler) TERED
TlhERE LD ol B—) VvV — 2BERRBETHSGCM—F 7Yt F—V X, v/ Y F
— Y ZHFOMPTIE, KRIBEEETH 36-Gal, o-ManlxZ N ZFh Sucrose BAFIZ L-> THLELL
LA o7, Sandhoff iFAFX DML TIE, SucroseBRMICL D A-Hex D ERAPROSN-H, Th
BREL TV A SiEMD EREE25h /2 (Fig. 1),

4 . ICDHXRDEEFEMAITO Sucrose B

2 10> ICD B3R D B5# Al TlE, Sucrose B 21T Z LIT K DAKIFANZ, KT L Ty vy
— LEREEO LR AED 5, ARISHETIE, /£ T L TWw/-g-Gal, 8- Hex, ¢-Man, a- Fucid
EEEIZEFTEREL 2, B-Gler iEMHIE EF 2R L 2225, EEEIZIZEL 2 » -/ (Fig.2), ICD
HXROMAIZ 5T, Sucrose A 2TV, L DRIEEDORBRICH L THEEL2HITSL, IE
BWALL 20 v v — ABERTEMNEL, MI2BM TIUOEEIZE TEILL 72, ICDHEDHMAET, Sucrose
AN A SHEBIIEERSBALTIT D &, VY — ABREEO LRI 2 %0 7=,

5. ICDH RO TP, Sucrose Bffil & 2 HREFEME(L

ICD MR OBE 8 K MRS MIE, (I AHZESAMEE T A (Inclusion body) 2 #FH 51 3
DHFHFEEHTH 575, Sucrose BRI &IT I LILY, ZOEHAKIIED, HEL -, ZOZL,
EF MR COMERL &

6. NH,Cl&ff &3, &R VvV — LBERIEEOEL

BAGREIOmMO NH,Cl DEEERBRADOTIME, VY V—LHNpH & LR EE, Vv /- LEBEE))
t+ 7% —D recycle ¥fHEL T, YV V— LEEDEBERPANOKREHI S 2 L XHmMs ATV
5o ICDEHROMIC BT, M7 Y ~DRAETIO NHCIAR 41770 BEOHEEWTH
#®LABTIE, NHCIAMIZL > TELERBKDD) v/ — LBREEDOE(IL L 52— 725, Sucrose
BREEL DR 2 ~ 3EOBEFEEHOKRETHY), ZhiL Sucrose BFMfIZE DY v V' — LABROWE
ARETHZLERTEEZON,

(% 4E)

1. ICDHIROKER I BHEMEFMIZIZ H T, Sucrose BHEITHIZ LIZ& D, EFLTWAYYY
— LABRIEMOIEELE, HARDOHEKREED -,

2. E¥HROMEaTIE, B-Gler i&MEIE Sucrose B THLEILL 4 > /24, ICD BROMAITIE
EREPED SN, BEEFED Turnover IZEDH B3 ENEZ b=, V)V — LBEROH RERRHT,
Turnover StudyiZ, Sucrose BfITAERTH 3,

3. BIZHHE—) Y /- LABERIBEHROMAZTIE, Sucrose AMIZL > THRIBL TWEERIL
L2 Ho7H, ZOREEHROMIITIE, Sucrose BFIZ L N APRHMEE R L TV /BEREN
DERMRD SN, FARBUIREL T, BF - RREBOBZWADICHN ML E 25N,

4 . Sucrose DIEFAMFEDREIITHTH 34, ICDOIREMMA, ERAORAL L35 DEE L5,
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B-Galactosidase a-Mannosidase B-N-Acetyl-
glucasaminidase
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Fig. 1 Effects of sucrose (88mM, 13 days) on the induction of
three lysosomal hydrolases in the cultured skin fibroblasts
derived from normal subjects (o); two unrelated patients with
GM,-gangliosidosis (C); two siblings with mannosidosis (4)and
their mother (e); and one case with Sandhoff disease (m).
Enzyme activity is expressed as nmol of 4-methylumbelliferone
released from substrate per mg of cellular protein per hour.
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Fig. 2 Changes of lysosomal hydrolase activities with sucrose
loading in two ICD fibroblasts. Equal number of cell were subcul-
tured with or without 88mM sucrose. After 13 days of incubation,
intracellular lysosomal hydrolase acrivities were determined.
Shaded areas in SUC* and SUCT columa show tre range of the
activities in normal cell with and without sucrose, respectively
Enzyme activity is expressed as nmol of 4-m ylumbelliferons
rolnqand fram sumstcate per mr of cellular oo in p=2r houc
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[—cellid, MR THEHED ) Y /- LBEROEWET &, HHK - BREDTOEE LR 2320
%o FIFFRIE [ — cel EHIR DK ERHESF RPN LRI IZ, Sucrose2BMIHILIED, YV
—LEROIEEMIES ZL 2RIHL, ThABROHELLZLDTHEIL 2R, ZOMA
13, T—cellRDFEMAD AL 5T, UV — ABROHEBHMIZLH LW HEEERT LD TH
D, mAHlis b,
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