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A AHEREZ, T Y F o4 F UREBEYr 4 vHBSHBTICERSINS LI, K
hAOEEPEME A ZERRBEFETS 5. BREOHK I, Matalon 5V ICkD, 3 v FH
4 F v-6-TREEDSHRIC L BETL N-acetylgalactosamine-6-2 4 7 7 & — €iEHDETETH 3
CEMBOLE I NI, COMFBROETICLD, MKNICRENTERRAL, HLTFHIC
3, BRI Y ¥ F Y -b-HBOEEE ST FEIBESCERTE S, L LAE
Cid, WROLSICr 5 4 v HBORBRELSLLDONERYD, 775 VHEBEOSHRICLE
BHEOBHKO— KB E ZRWSELRETLHESIRTTH S, 7 7 2 YHBROIHIC
13, FOBENSELZT, M1ICADLSIC,B-galactosidase, S-hexosaminidase, Galactose-
6-2 L7 7 % —%, N-acetylglucosamine-6-2 V7 7 2 — ¥ ED D BBEEOBENREZLD
N3, OS5 b L-galactosidase, S-hexosaminidase, N-acetylglucosamine-6-2 v 7 7 & —
CREkE, 03 A ERBORBEREINETIE, TOERETAALVE, BIUBBERSD
CBREICHREINE r 7 2 VIREEHRO A ) THEOSTHRTE, TOREEELLT, Ga
" lactose-6-ThME A T b O LW AL S R LT, Galactose6-2 47 v % — € EHEOEHE %
ERLIEONITES 30,
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BELIL, 752 VRBABREENICAHET A LILD, Galactose-6-FiEEDS FEZE TR
BT 24 ) 288 (Gal (6S)-GlcNAc (6S)-Gal) % E# L, <A+ AERBEHkO BEK
SR HETERIIR D O Galactose—6-RA v 7 7 2 —EEMAICEHOEE L LT bEWNAEC &ITLD,
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TN+ AERBOFREEHSHITTNL, UTOMREBCE>7,
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(1) Galactose-6-2 17 » 2 —¥HER OEE, WEHNRDY 52 VHi#E %, endo-G-
galactosidase C Xk O3 X8 (GleNAc (6S)-Gal (6S) n REARBEKR LT EEL2 DAY I8
%78 %, Sephadex G-25 O# wiFBEIC KD, 4HESZEDDL, CO4IFERFIC, £V &
BB & 8L U7 N-acetylglucosamine-6-2 st 7 v & — ¥, + # Gghk® B-hexosaminidase
ZEH X, Y APEBEELDIZTEEICED, Gal (6S)-GleNAc (6S)-Galactose 225 7155
LB, COBTLKIHAE NaB CPH,) TEITEHRI ¥, EELLTHHL5,

(2) N-acetylgalactosamine-6-2 st 7 7 % —EiEMRAIERA OEH . Glosst 5 OFEY I L7z
3>, GalNAc (6S)-GlcUA-GalNAc (6S) %#E iz,

{3) N-acetylglucosamine—6-R /7 7 # —IEMFI RO 8. f1R O LHIH 5 2 Vi
B D endo-B-galactosidase 4@ 45 5, GleNAc (6S)-Galactose 225 7554 2 BAE, EC
E#daclicky, EEELTLBW,

BEREEORE

1) Galactose-6-2 V7 » 2 —E{EM: 1 25 ul OEEHFEIE (2 v 78 E L T20~60 ng), 1.2
nmol (8,000 dpm) OEHE, 7.5 ® 1 M, pH 4.0, Acetate buffer %jnz, #8100 ul &
35, 3TCHT, 6~8RHRIGEHE, BTHR, RIGHE%E, AG1x2 (Cl™ 2, 200~400 mesh)
DI=HFLLTT 74, RIGHERY (Gal-GleNAc (6S)-Gal-ol) #%0.2 M, NaCl (57 x2)
THWMe ¥ Y F L —2 —%MA, WHEETHET %,

(2) GalNAc-6-2 1 7 » & —XIEM: @ Glossl 5O FEHEICHE- 7Y,

(3) GleNAc-6-2A 1L 7 » 2 — €M 1 25~30 ul OBERWE (£ v 7B E LT 25~60 ng),
0.8 nmol ®FE (70,000dpm), 7.5l © 1M, pH 3.5, Acetate buffer 2%, BE100 u/
EL, 37TCHT, I5~18KREIRIE I ¥5, % T, RIEHK%E AG 1x8 (CI- &, 200~400
mesh) @I =37 alT77 541, RIGEFEY (GleNAc-Gal-ol) %, 5n x2 ©EEKTIHEN

&5,
= 3

BREDORAE : £ L7, Gal (6S)-GleNAc (6S)-Gal-ol i3, Bio Gel P-2 (2Xx150 cm) @ %
NFBRDS & — v, BROBEEIESEEININEE—KES T E0S, (IFIEHEET
5 (K2), 5ICHEFRERABE (1.6 M Formic Acid, 60V/cm) i€ & 3 58T,
200 - BEL NN, BEER O disulfate - trisaccharide [ UBSHELS R Lz E— 2
EFRSOHEHL, BRERREHOEZTELTOBVLACEICLE (K3),

BHENEBRMEFRRPOBRER  R1ICAH5L5C, =0+ 4 EERBEERDFSHEE
M e Galactose-6-2 v 7 7 & — ¥ BL T N-acetylgalactosamine-6- 2 /L 7 7 & — %%
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B3 High Voltage Electrophoresis

Peld, & SIKERLETEA, MREOBERELT, ERABOERELD HEEET UK,
Galactose-§-2JL7 7 # —F & N-acetyl galactosamine-§-2JL 7 7 ¥ —F OEEZ MM
BOLE : MBROREELKT 2700, C VERMS R W, avaF+5) vA-27 5
U—2Hh 72550 T, BRESOEE L. 2O&R, Galactose6-2 17 72—+, N-
acetylgalactosamine—6-2 v 7 7 & — ¥ & H 0B DEINR T, 0FICHMIEINEFTEB,
AR I N AEERICD &, (SOL7), (POST) BLUHEAD &B/ 4 YiC ks 5 HEHE
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%1 Enzyme activities in skin fibroblasts

cal NAc | Gal-6.5
sulfatase® sulfatase®*
Morquio Syndrome
1. 1.04 0.513
2. 0.38 0.449
Heterozygotes
1. 18.58 20.65
2. 23.54 26.08
3. 15.0 21.42
Control
1. 25.14 22.13
2. 22.74 48.09
3. 20.70 25.25

* :n mol/mg protein/h
*% . p mol/mg protein/h

LRI LR, BULS SSEs BN, BEINcERE 20mM, pH 7.5 Tris-HCl

buffer T4k &7 DEAE «a o —2# 5 2 (bed volume 5m) {IC777 4L, 60m @
0~0.6 MNaCl O&E TREEERH X877, Galactose-6-2 7 7 & —¥ & N-acetylgalacto-
samine-6-% L 7 » £ — EEMIL, 200 —7%L»L, LbbEORAELE LOIHHE
O —Fk & Htce HILAIC N-acetylglucosamine—6-2 v 7 7 & — € [EikIL, WEER X D HRIC
B ENe COH T 2L ELRL2DO0E — 7 OEFEEDESE pH i3, Galactose-6-2
&7 5 & —+%, N-acetylgalactosamine-6-2 7 7 2 — € & T pH 4.0 & —FEH 7,

= 7

Lk AERETE, 2V FodF v 6-HBOAEST Yy 7 2 v HBRO RFICL BEES
LbBCEMmD, 754 VRBEOSBCKREILA N T 7 4 —+ — Galactose-6-A N7 7 & —F¥
—ORERIEA AN T &7, DiFerrante 5% {3, Galactose BXU N-acetylgalactosamine @
C-6 O (1B FEe# O DU> 7 monosulfate-monosaccharide % {E® L, €4+ A EBEEE Dk
OEE R B SR D N-acetylgalactosamine—6- AL 7 7 # =¥ BXU Galactose-6- =
LT s e ERERIE LR E, TR S b ICEWERET 247 Lo L Glossl 5i3%,
b b BB B N-acetylgalactosamine-6-2 v 7 7 2 — ¥ £ S HERE L, TOHEEREMEER
HUTRE, COSECHMESNIALT > % —¥ (3, DiFerrante 5D b b7 & H (Gal
actose-6-HifE) %A SHETEX M -»7os BE L TEY, Galactose6-2r7 7 # —¥ &L N-
acetylgalactosamine—6-2 v 7 7 # —¥ OHERICOVLTE, —K URRBBELNTHRIEL,

PRbMOBERTE, 3 v FolF v-6-HEBIUr 7 4 vHREBRRO 4 ) THE LT
LThBH0BCEICED, T4+ ERBRTRIMBERE GICEWERETEALIL, BX
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Ut MERD» S BORBEI A HEBEORE OMHIC T 2 HESE, 20 HEHAED £
pH B8XU DEAE 1o —2#4 5 A TOWEHEBEEN B AHC L5, Galactose-6-2 v
7 7 # —+€ & N-acetylgalactosamine-6-2x V7 v % — €3 [A— O BETIC XR IN TN 33
DEEZOND, BEOMH (REZ) OBKEMD, ERHBLIEZED L~ 0hiEsR
o, ERHBOZNIOLERE TS -7 Ehd, REFLEHMIEIC EICE
0, RREZWOFEICLEEEDEEZ B,

EAFAERBRE-GSRETRL, MRS, SEMICH, heterogeneity MIELEDS
HMoNTED, 774 vREHROBAORERLBNT, BEENEAETZCLICLY,
ZOWRERNIAEELETHES D,

X & ®

FYERAT 6B LU 7 2 CHEERE O A ) AR BRIELIE O b0 T &
UTERLL, N-acetylgalactosamine-6-2 v 7 » 2 — ¥ % £ ¥ Galactose-6-2 b7 » & — g
PERE LR, er A ERBETRMEE SICEHTEF A5 LB, BRFAHEOH
BTo, TOBHEL-HL TR, ULOHELS, HHRERIRURETCERIATY
5bDEEZLNSG,
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