GM\-# o7V Ay F—vRiITBIT S
r 7 & CHRBRREIITONLT

# A 0 H A
MM ok
= i
(RIERSEEZE/NERD

GM-#' v 7"V A v F—vzid, GMi-# v 2" ) 4 v F O BEsRESE O R BT % 12 exogly-
cosidase D35, B-F 5 7 + —~ABEEICIERHTE B-H5 7 ' Y F—YORBETH S, T
DEERD, LEOEIREICERTA2DOAKST, ¥ 7 b —2EEEELD, HHsr v 7ED
Tarx )y ORBICHES L TWREER, TFEFEINE LK > TE

—%, KER, BROEBRREZLLICLT, 4471524700 2FCHEIN TS,
CD3B4 47T A 7ML BRTRHICHEL, FRECEREALESOBLES
Thdo COXDEREFERRZ, BHITHEL v 72 w7470 7y ORBEECZDKERE
NLEDHOLNBEDEEZOND. TLTEELWR, sV vO—HTHErs42 v
WEERREEELT, B~ 77 by —€EEENE Lz, chids 4 7LICBT 5 K
RRBRMOZRL, FZENT 7o - FICEIVBHTELZOTREBLLEEZ LD TH 30

7 &

HEEDHM 7 5 5 VEEER B-A 57 P v A —EEEAEROREE U THRET 25T
3, BEMNERTAIEBITERMIC B-H 57+ —REMNMETIA ) THA ET 20805
Bo TDDITII, 7 & ViEEEY 74 F —CIC DSBS, £ AEREIC XD 4 EELS A
HFOH, D2NTe PEELGHEBH L7, N-72F LI/ a% 3 v-6-FiBER VT v 2 —¥, B
KUF S HRRDO N-T2Fa~d v 43 =8—2c k), LRO4BEIER BROICHHE
IELDDL, FERE, BEBKERKIEICLD, Galactose-N-acetylglucosamine (6S)-
(3H) Galactitol it L, HBEELTH b7,

BERIGH ORE ¢ 20 ] OEERHK, 20 pl OFEH (2.1 nmol/24,000 dpm) B LT 10 4/, 0.2
M, pH 4.5, citrate-phosphate buffer 2 37°CT T, 4 ~6KE KIS &¥ 5, boiling water
TR EE XS, FELLaDb, hiE 25wl % FEER No.51A T2 Fy b 34, BE
WELT, B Fr tBif:K: €0 Fr=5:1:3:5 (v/v) b, EfKso=ry
FLEEBIED (EMUICEET L-F7 7 P v E—EBMERT S &,
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RADIO ACTIVITY (10*xdpm)
N b
w

5 10 16 20 25 30

DISTANCE (cm)

B1 M UBE (Gal-GleNAc(6s)-Gal-ol) %, £-#5 7 F v & —BIL LY
DiRAE X E DB D paper chromatography
A) AF5H B HF57 v X - EREIH
B) BRIBHHEEIMERE S/
C)E &
D) GleNAc(6s)-Gal-ol (JEH#S)

Gal—(.‘lxlcNAc (6S)-Gal-ol
R NP
:Gal-l-iGlcNAc (6S)-Gal-ol
DORISETT B0 TLTHKZ o~ 27 21Tk, WHEIN/: GleNAe (6S) &ELED
Gal-GleNAc (68)-Gal-ol % 4y W X ¢, FIGAERY T#H 5 GalNAc (6S)-Gal-ol Z N5
WMHEL, COBMEEN Y v B Lk, BRERENREON S,
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X1 EEERBHEIMERO B-HF I I —LEY
Enzyme activity
Genotype 4-methylumbelliferyl |  keratan sulfate
B-galactosidase f-galactosidase
Normal 378~-690*(n=9) 2.11~3.53*(n=9)
GM,-gangliosidosis
Type 1
1 6.5 0.186
2 2.91 0.121
Type 1
1 1.73 0.163
2 17.5 0.488
Heterozygote of GM;-gangliosidosis
1 189 1.58
2 185 1.33
Mucolipidosis 1L
i 21.1 0.21
2 34.3 0.308
3 : 22.7 0.178
4 67.5 0.45
Mucolipidosis TT
1 267.5 1.46
2 112.7 0.88
Mixtures of GM;-gangliosidosis and normal** 172.1(159.8) 1.32(1.15)

* o EEEEME nmol/mg protein/h THFb Ui,
o EEHIEE S GMi-gangliosidosis O EA L, BREMEZHE L. ( ) BERE
E7RT o

1A, BRELLT, s5H -5 7 bvx—v%, B18)L, FEREEEask
OBEREZLDBOKBOBERK 7 v~ 7374 ~THd. DThOHEDL, BEA»S, 1bem
MhEICH S e ISR BT 228y P ELN, O R, BERTHZ GleNAc (65)-
Gal-ol &—HF %A1,

& #

HEMHEFMREDD 8- 5 7 v v —EEH : R1ICRLATEL, GM-# v 7 ) ¥ F
—¥R&247T 24, 2470 2H1EHIC, CORZCHT S B-07 7 F¥&—EiEKER,
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ERRET A, 2BOV YV — 2BEEEHEOETEZAL 23 ) F—v 210 (I-cell )
KBTS, B-FHI5 7w —EERRETL TR GM-# v 27" ) & F— v 2 BEODMH
B 5B 0 NIRRT OBRIEER, EFHROMNRITET LT,

= #%

GM-# v ") 4 ¥ F— v 2DEENSHBESNIHIBRFPRIC BT, BIRETH 2 GMi-
Hr 7N AY FDAIEST, &) TEPHEs v OFBNAEDHON, Lkrd, TH6DK
T, W77 =2 ESHA LT E, COBERRIARELCEOTZOERETERT -4
57 PR —CHHEIRETH B GM-F v 2 U & v F ORESICIER T 51210 T <, FRILERE
kD2 v 2Dy 5 4 v B ED & 0 SEOEHICL EFAT 3 AT LTS,
GMi-# 7 ) A Y F—= Y ZADBHERENT, 7 7 & VEEED Galactose #D D BICHELS B
57 v B —CERBET 2L EOREIEL B FELWE, 7 7 % VEBABRNIC
DRI BCEICEY, FE LAY THEL BT, AEEDLSES NI B RERME S 4
D @-435 7 b v & —2iERERE LCER, EHCRBREROBET LTS C &%2IEH
Lo MF10 A& SN H—FED ZDOO KRB BOLEBLN, 77 & VEHEBEIETS
B~ 7 by —EOBEEMIRECL > THMATEROLN?—IL, EETELEDL >,

BREOMFEIC L NE, AEOREOHMBANCRREREL A0, RAOUCHERINZHES v
JERAY) TEOBENMNTORER, TNOoOEHEEIr 7 2 VRRRICAS N B DELOH:
HE b o o BEEERE (Gal-GleNAc-Gal-GleNAce) &3, WHARICT A ENBLIEINT,
W-T, AERBT BT 7 2 vHBERSOEER, BEENCHFEESBEERR2E2L20 TR
AERFE>TORRSDEEZ L,
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BEHTFIRA b OCRGEEMXTER YIMHER ﬁ
BXO—BTIH. BREOMRECERENETAIRENHYET

GM1- ,GM1-

exoglycosidase B - B -



