TR S EERARALTEENE
(BB RR 7Y -V 7OBHRICEEd 201%

BRI BT 5 L OLREE
RAAD Y= 7oNR10y bAY T 1 R
(AT : RAR D U — VI REERO—KAT U —
UM ETRAZ Y- T DH D HIZET BT

WIRT BEN=E' AHRT HFEERC

B BBEEDOS » ALEERMBICLISEETAZAIY =22 FON1 0y hAF T 1 ZEBL T
VB, 19934E10H 7 5199648118 £ TO SEMICHENRE 2175 7= DI354,9294 T, By hFTEZ
400mg.GAG/g. 7 L 7 F o> &9 5 L EFRERKII944 (1.8%) ThHho. TDSED0%TH 5799
&0 B FREQREIVEDN. F2IC%6NERIC TH—ODMBE TRRER G oz, IHIE0S
£ M354 (4.4%) DB BREORSERD, BE (—RKTEKKEE, CPC/YDVBREE) 2172720
BRI RBEAIZEVWH I ok, FLTEEETO & ZAIRRE TOALNRIEF IIHERE S
NTWn,

1995411 A 17 I B I (O Hunter JEBE R R T, HREZFH 5 O HAERBH £ 8T Uk, BRI KMRO
jduronate-2-sulfatase JE{EIZE /L T2RL, PCREC X DURAETHRTH > LLDARE
W U, REARBELTWERSE, SEONSI Oy "2 T TRWHEShEZEEEbNS.
AIRD 1 TLBEREDA0%EL XTSI G OHmter JHTTH D LHRIEN TN, LB >ThH
ALEEE ORI 2T R ANE#IC 47~ > T, Hunter FORRAEFEZUIEDE D 5 LEEWAFRIL. YAXT
- T EBITEERBETHLEERD,

BHLEE : AOSEHE. YAAZ Y-S, MOy hAFT 4. REED

1 e BB R 2B ER /N ERL
2 PR TIEIA R
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WA %

(#4] KRIEOD6 5 ARLEMREFMuE< X
ATV—Z 0 TRFERALIRET, 12071 —
LARaEZFOBRLNZREZRMEALTTO
v hAT T4 EERLI.

(k]

LR L I8 (GAG) ER : BEEE L AREN
HFLWIRAAZ N —2 T 0HDHFETS
B0k 7 G E pp 62-64 B,

2.FkP LA OLEEFESR ¢ dimethylmethylene
blue(DMB)iEZ RV, IRPERILICENLL THIE
U7z,

3.5 2L EHENR (Hunter J5) DB FRITICEL D
REEFEZE. HAERMBZE : FRAERTHD
iduronate-2-sulfatase =T LOERNFAEINT
WBHBERRITONWT, HlPREERHhalORFLP##
FETFN, L.

R EoEE
1993410 8 50 51996411 5 £ TOIFRIE I BT
BNRA0Y NAFTAERERLITRT. 34
FICHIERRE 2170 72 Did544,9244 T, v b
FT7EZ400mg GAG g 7 L T7F 2 EF 3 &
EERRERL94 218 TH o7, ZRAV
—Z 2T DEHRRREEEL. 80%D7994 1
BEHLERREBNTERE—RAZV—Z 0T &
Fl—ODMBE THRER L. SHIREFDSH
D354(4.4%) ITHLREONFLIZD. CPCIL
B/ D0 BRAE E—RITEKIKEIC L DHE
2iTo 72N, BRRENCEBEAII R W I N
Dol RLIGRT SEFMOBREDOPT, —K

ATV —Z 0 T OERERINI993F E(2.6%).
19944F FEQ2.4%) TH > =D, 1995FEITid
1.5%2i@A Ulce GAGB RO LY F 2 DOl
FIZY4 70— bEEALRH1995F
ETIOMHEERDZEED, 1707
— MEREDBREBENF LU v iBiENE 2
515, LA LBREAEER D> Twian
E&D. HBONA DY MR F 1 DR
EEEMR, OREBEZEOKEEHE, @—KAY
V=2 TEBRRE Lo OB, @R
HLAOFEOMER, KDOWTHEL TREL
RING, FAT V- T HEOFREERHEL
TIHPREBR LN EER S,

19954811 A IZ IR B IR O Hunterfif BE R R T,
REEN S DHAERZE 2T L. EEFEK
#H R Diduronate-2-sulfatase 35 MEITZE R/ LIE ST
ZRU (R2) . HIBETBR TH I &
KVBIRLBE L. HIRIGEDEARPDGAG
ZDMBYE THIE L7z A%, AREHI% & 8 7 Hunter
AR LR OFDEICIIEREEIIRD S
N9, FKRPOCAG BIFIC LD L IZFEEDR
HZWIRe e Tho 2 (F3) . ERROFR

EHIDOWTITERERFRIT 21T\, ASSTER %

RlEL Tz, ZOZERIIMFREEZHhal site 2 {4
k&85 OTRFLPEITIC L DB &2 N A 7=,
HAERTZH 2T o AEFASHEL TS
i SEEDNA DOy hAY T TRUHEN
lEEBbnd, —MEFOHREEICHIEL
XD, R TI9784E-19944EIC A L, I
BAZTHEREBH L ZLAIZBER6HTED
MOBHAER CTHMIZES &, FERT1:62,000
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THolze FEIONA Ty bAS O 2R DA0% L - XYy ik P8 {5 OHunter
F 4 THI5S5,0004 Z2MEL. 1 HOHERZE WTHDEHRENTVS, LER->TAIE
FOBRRNHENZZ &1E, FBERMITTH $E O L 2 BHIYA#RIC 2472 5 T Hunter J§
ENHBEELHEXS5ND, DRREZEIEOED B EEWRAREL, AR

M 1 1RT & D IKARR T34 DR PU—Z T EEB I BERBRETHDEEX
EE2EDIFANREL TND, ELTEHDA 2,

£1 LIBEETARIU—ZVIRR (1993.10~1996.11 : IKEE)

Ik [ ez BR¥ BREEEYH BYR¥
(B 1EZE) (FBiasE) (PB1EER) (B iER)
034EEF (108~3H) 9,449 248 (2.6%) 204 (82%) 7 (3.4%) 7 (0%)

944 E (4A~3H) 17,001 400 (2.4%) 338 (85%) 17 (5.0%) 17 (0%)

954k (48~38) 17,137 257 (1.5%) 197 (77%) 6 (3.0%) 6 (0%)
96EE (4A~118) 11,292 89 (0.7%) 60 (67%) 5 (8.0%) 5 (0%)
“w # 54,929 994 (1.8%) 799 (85%) 35 (4.4%) 35 (0%)
*2 imﬁmﬂ‘aq:a)iduronate—z-sulfatase FEiffE £3 FkEFEHROLOZHEE
(nmol/mg/hr) = B %t B8 DMB;E(mg/ml)
Iduronate-2-sulfatase n.d. 11-52 (n=5) = Bl 58
Hunter 1 66
4MU- B -galactosidase 334 149-792 (n=5) 2 71
3 35
4MU- B -hexosaminidase 2496 714-4116 (n=5)
’ %t B (n=10) 42+18
1 2
‘.
7 8

E1 Hunter F5RFEZH; : RFLP(Hhal) [CXBA85T TEOMER
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BRFEEHTX A M OCRGERMXTES) VIR
BXO—HTTH. BREOBRCEENATAIRANHYET

J

6
1993 10 1996 11 3
400mg.GAG/g. 994
80% 799
DMB 35 (4.4%)
( CPC/ )
11 Hunter
iduronate-2-sulfatase PCR
40% X

Hunter

Hunter




