10

16
90,741
DMB
(
(
Kakkis |
DMB GAG
15 13
CPC/carbazole DMB
DMB
13
CPC/carbazole

dimethylmethylene blue(DMB)

16

336
Hunter 158 47.0

MPS 11

384 15 3.9
DMB 1993 10 1998 12
cut-off point  400mg GAG/(g creatinine
1.7 0
13 GAG CPC/carbazole
DMB I 1
MPS | 48 14.3
) 60% MPS |
48 3 6.3
) 12 25.0 MPS 11
158 8 5.1 16
15.2 Hurler
DMB
po
400
1993
1.7%
95
MPS 11
13 DMB
MPS/Cre UA
Cre , MPS/Cre cut off
point 400mg/Cre
384
Kakkis MPS |
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MPS 1 10

Hurler/Scheie 8 Hurler Hopwood
Scheie 125,000 lysosome-
kg 26 associated membrane protein LAMP-1

20 18
60
10 30 1980
Hobbs Hurler
W402X
Hobbs
14
1IQ 90 62-64.
Iwata S,et al Clin Chim Acta 1997, 264
245-250.
8 190-192.
DMB
9 58-60.
MPS | MPS | 1
(%)

MPS | 48 (14.3) 3 9 12

MPS 11 158 (47.0) 8 16 24

MPS Il 82 (24.4) 1 2 3

MPS IV 39 (11.6) 1 1 2

MPS VI 4( 1.2)

MPS VII 5( 1.5)

336 (100)
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1993.10 1998.12
( ) DMB ( ) UA/Cr ( )
93 10 3 9,449 248 (2.6%) 204 (82%) 7 (3.4%) 7 (0%)
94 4 3 17,001 400 (2.4%) 338 (85%) 17 (5.0%) 17 (0%)
95 4 3 17,137 257 (1.5%) 197 (77%) 6 (3.0%) 6 (0%)
96 4 3 17,212 207 (1.2%) 145 (70%) 15 (10%) 15 (0%)
97 4 3 17,552 215 (1.7%) 181 (85%) 17 (9.0%) 17 (0%)
98 4 12 12,390 197 (1.6%) 135 (69%) 8 (6.0%) 8 (0%)
90,741 1,524 (1.7%) 1,198(79%) 7 0 (5.8%) 70 (0%)
MPS/Cre(DMB ) UA/Cre
MPS/Cre(mg/g) UA/Cre(mg/q)

| UA. 3 1464 705

| T.M. 9 1024 307

| MH. 9 1027 266

1 J.S. 15 958 176

1 M.I. 26 758 339

1 T.Y. 1 1038 216

1 T.M. 10 880 276

1 T.F. 11 1538 392

1 K.O. 11 563 200

1 T.S. 11 1481 393

1] Y.F. 1 782 246

VII D.O. 1 2037 707
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