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& 3 ZHECENC B9 B B8
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(CRIRA RS/ NS

GMe-# v 7"V & ¥ F—v 2id, GMe-# v 77 ) & & F LW RITN 5 BEIRENKNIC BRI N
BV — L BREBIETH L. FEDKREDS, Tay-Sachs HTIE, FA-~FVvHI=F—+
A3, Sandhoff HTIE, B-~F v H I =~ CABIUBAHEOEWETIC 3 &R
TTICHEINTOLEY?, U LENE, KET, TOEMETAESLE B-~F Vv ¥F =4 —
£hs, LEOEREDAELT, N-TeF ity 3= FESEELD, L2 BiEDRL
o R HBERICEHEL TH AR THAIFEEED, TP IACHEAINTOED, 22%
BAROSIBCEST 2~% YV #3124 —€DERIK DT, Thompson® $ Cantz 5409
TICREE S 20, WOBTALALEERIZEELOLY, LrbBRERNEFEREET
Fotco

S, FESWE, Ty reA Ty -6 MBEMEFNC KOUVIKIERNCARE TELCE
&k - T, Gal NAc-Gle UA-Gal NAc (3H) 255 752 iffBE(L 38 A AL, f-~+ v ¥ 3
= —EEHHEAOERE UTHEATICEICXY, GMy -# v 7Y 4 ¥ F — v A RO
BEREFEFHRDO B-~F v 4 1 =8 - EREAET 2 L DI, CORECHTEEE
FREMERICAL TomEER Ao

bl o

HEEOER K1IIKRTTEL, Glossl 5D FHED KUk, avFadfFr-6- 7
eryro=F—+, B-Frsu=F-€lLOERSEIE, Gal NAc (68) Glc UA-Gal
NAc (6S) 5725 3% E, BuAi* CH) TETERL/OB, Kantor 5% OHEC
L7250, [EEMIICRRE{EE 4, Gal NAc-Gle UA-Gal NAc CHI 5158 B-~+ v 4 3
=& - EEREAOEE L&,

BEEEW OB EFE 20ul OBEE (2 v 2 8BE 1L T20~60pg), 20u oxYg
(8 nmol/22,000 dpm), 20 ul®> 0.2 M, pH4.5 7 = vEE—EBEBER A, BE60ul &7
%0 37°CHT, 6 ~8KRHERICEHE, KTHR, 25ul ORIGEZEFRICA Xy b, Ffiz o=
b s (BBAKRE LT, EeBE— Fov @ ERBE ©K=3:1:3) Ic&kY, ROWILEHE, (GalNAc-
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Co0™ CHz"O—SOa (2o o . CH2—-0-S03

NHAC Hyal uronidase NHAC

CH2 -0-S03 CO0~ CH2 —0-S03

(o] 0, ¢]
GlcUA GalNAc, GlecUA GalNAe

‘ﬂ-Glueuunidue

CH2-0-S03 CO0™ CH2-0-S03

(o} 0,
GalNAc GicUA GalNAc

Desulfation with Methanol HC1

G

N Acetylhexosaminidase

@0\0

IV FRAF V-6 ﬁ“?@ﬁwODﬁ’ﬁ@E%ﬂ&%
R V-7

GlcUA-Gal NAc) &, RUs4:m# (Gle UA-Gal NAc) * 4HEd 3. FikZ RELIOS,
lem BICH v b L, &4 OFFEFPOKSES 1nl OKTHEHEE, REY Y FLr—vay
v vsE—THET S '

& £

HEORE : ERIN GaINAc-GlcUA-Gal NAc iZ, Bio Gel P-2 column (2150 cm)
Dy AFER s - v B XUEESENEL AN G AESS 38 LA TSR, FiHks v
<+ 45 & (isobutyric acid : 0.5 N NH,OH=5:3), HEFEEXKEH (1.6 M +i&,
60 V/em) D4 —vinb b BE—HETHY, HHEBILINTLAEC ENBRH LN,

B BN O BEEE N « REAERHEERETERS Y 2 - N C kY, REE
NEXE, RISKTH, HSEAFKs7a= 25 b THRIEEE, H2ICRENIED
T, RABOBELDG BSBEHTLH ARy PBNBLN, LEbIDOX Ay MIERE
28 (A LIZLALHEUMBICEEH L. CORRy Md, BELR G- ~FV ¥ i=F—
EOEBIC L VSES L, Gal NAc-Gle UA-Gal NAc—Gal NAc+Gle UA-Gal NAe 573
B 2ENREHENIBEREBAON S,
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Paper chromatography (BFRBRTF)L KM :%k=3:1:3) a) GatNAe
F
s GlolUA
GalNAe
10x10°p
b)) GicNAe
8x10° Gat
e) Gal
1 L
4} GalNAe
> @
o) Lactose
v @ »@ > @ @
i L I}
10 16

OISTANCE (om)
H2 EEREREFERtEF - EEERY, ERERESL0L,
RIGERY & RSB UEEEDFRI 0= 75 4,
(TEZ, RERNCER L, EBEROMEBLTRT)

ACTIVITY
Cap mx10%)

0.6

pH

B3 B-~F%v43I=F—EEHOFESE pH

EE RGO EBRM « BERIEY L GRS KU PICMA S hicRs v 7 BED
B3, BUCKRMIR SKERME T, % v 27 Bi380 ug T, BERMIEREEEOBERLES
Nr. 0.2M 7 = vEE—BBEBEKEZ L B, £0 pH £2F AT, BEEHFEOEE pH %5
% &, pHASMETICRAREENE SN (”3)o
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xR1 EEEMBHETERARO B-~FVvIi=4d-EgiFEk
Enzyme Activity in Skin Fibroblast

Chondroitin
Sulfate 4 MU-8-Hex 4 MU-8-Gal
#-Hex (nmol/mg/k) | (nmol/mg/h)
(nmol/mg/h)
Tay-Sachs
0.141 3357 464
Sandhoft
1. 0.112 278 399
2. 0.216 220 403
Dcell
1. 0.174 911 95.4
2. 0.134 971 33.7
Control ‘
1. 1.043 2935 489
2. 1.179 2609 477
3. 0.754 3110 382

Normal Liver

(nmoi/mL/n)
_ Cxmol/mA)
, NaCl (M)

N~ Asotyt
Galnctosaminidese
4AMU~N=-Agetyl
Hexosaminidese

O Gmmmp ,
O

FRCTION NO,

B4 EEHS ~FVHI=%—+0 DEAE-®vrv—R/u<td35 74—

GM-# v 7" ) & v F — v 2 BEHRRO SEIEHEEFERTD -~ vy i=4—€F
P FE LGRS &ES51C, Tay-Sachs 55, Sandhoff 55, I' Cell 5 Tld EHLBEEHOET %
Hlco —H, NLEETH S AMU-BEEEREELLT, -~V 1 =& —2iEL AE
FTBE, “NFVFI=F-CAFER OB DET % H % Tay-Sachs WTIREREHEHEMNEDS
Ny, ~"FVHI=F-FALBOMENKREEHAS Sandhoff FHTIT, FEFWHLFEMHETIHES
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DTRIZEAERENIZ, £C T, EWAL KT Tay-Sachs FHEBILHRO HBRHF PO ~+
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SEECAERL, ~F v I8 - BiEMITy CORBECBEAEERLRELC EMNBNILER
Nnico

Al - -
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03k 3 o.s
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70
FRACTION NO,

Bg5 Tay-Sachs fF-~%vV 4 I=4%—¥® DEAE-®xru—RJa< &5 7 4—

% #

AVFRAF UHBICEENSE N-TEF Al 57 b4 3 vESBEEFIINCIKGEI S
72O, WAL IN N-T2F o457 b4 3 w80, BEOEBIERNT s IEETRE
WAL ET 2 EEAER T I LENSE S, 46, BEESY, 2vFalF v 6 - HREEEREEE
BT B & OALZEIIC 8 U TB 72 2513, Gal NAc-Gle UA-Gal NAc 5 X2 1E2E LT
BY, COEEEZHDOT, ERPERMIMIEDD g-~F vy =4 —EERERELL
#& 9, Tay-Sachs %, Sandhoff %, I' Cell T, EIHL~* v ¥ 1 = ¥ — €EHOET %
PES T EMAWLIEENT. BT, Tay-Sachs I TE, ~FVvH 1= —¥BSEIZEELT
BB DL T, Al F URBEESHTE B-~F VI =F - EEROE T ES
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FrEER, COBBICHTANF VY FI=F - T AV A LORERE®REEZ BCHD
BREORRETH L. BRIA VXI5 2526 Bb0LT, ~2 /4124 ~FALBESHEL,
BTAYFA LOHRBICHT B0REERN LIRHETH, FLLT FVvH 124 —YAR
Whs, COBEICFEAL, ~Fv 4 i=F—¢BiEHE, EHCZLAEEALEOLEEELSD
L —=HLTWB,
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