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1 kg
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PWS 15

PWS
PWS

GH

2000 6

2000 7

15911-q13

PWS

4

13

2000

0.35mg

6
EU

2~4



5.3mg
1 / 2 3
/
PWS
1997 ICH-GCP
EU
12 3 15 mg 11U
0.33mg U
24 3 0.06 0.12 0.241U/kg 1
AUC
GH AutoDELFIA IGF-I
AUCo+ mlU h/L 0.061U/ 181+ 50
179+ 59 0.121U/ 434+ 70 449+ 129 0.241U/
1011+ 200 1121+ 279 AUCo,, mlU h/L
0.061U/kg 188+ 57 186+ 61 0.121U/ 440
+ 70 454+ 131 0.241U/ 1004+ 185 1153+ 259
GH AUCo-t AUCo-,
90% 0.061U/ AUCo-, 0.8 1.25 0.061U/
AUCo., 1.279 1.25
Cmax mlU/L 0.061U/ 19.4+ 8.3
33.0+ 15.8 0.121V/ 41.6+ 10.9 70.6+ 36.9 0.241U/
97.7+ 443 163.2+ 82.9 Cmax

0.6



GH Cmax
AUC GH
IGF-I AUCo-t 0.061U/ 0.121U/
2 AUC 1.1 1.2 0.061U/
0.241U/ 4 AUC 1.3 1.8
0.06 0.241U/ IGF-I AUC
24 14
35 4 31 14
4 1 0.241U/ 1
/
1 /
PWS PWS PWS
169cm 156cm
0.151U/ / 2
1 1
0.151U/ / 19 10
9 2
8 2 1
2
1 10.7+ 2.3cm/
4.3+ 1.5cm/ Wilcoxon p=0.001
2 7.3+ 2.1cm/ 11.0+ 3.1cm/
2 SDS
1 1.19+ 0.54 0.11+ 0.35
2 0.37+ 0.51 1.15+ 0.62 1 SDS
Wilcoxon
p=0.0015 2
BMI (kg)/ (m)2



BMI

1 BMI 0.45+ 2.6 0.95+ 1.6
Wilcoxon p=0.0567 1
0.03+ 0.04 0.02+ 0.06
Wilcoxon p=0.0111
IGF-I IGFBP-3 1 IGF-1 IGFBP-3

98.3ng/mL 2.8mg/L

377.1ng/mL 4.8mg/L
IGF-1 p=0.0015

Wilcoxon
IGFBP-3 p=0.0015 Rohrer 1
18.79+ 17.68 1.06x 10.17
Wilcoxon p=0.0115
5 5
2 2 2
2
PWS 0.151U/kg/
2 /
PWS 3-12 PWS
PWS 165cm 154cm
A 0.11u/ |/ 2
B 1 1
0.210/ / 30
29 A 15 B 14
B PWS 2 1 1
1 2
A 2
1 A 11.65+ 2.27cm/
B 4.96x 1.24cm/ A Wilcoxon p=0.0001
2 A 6.92+ 2.10cm/ B 13.55+ 2.40cm/ B A
1 SDS 1 A 1.13
+ 047 B 0.13+ 0.27 2 A 0.20+ 0.40 B 1.56+ 0.55 1
Wilcoxon

SDS

10



p=0.0001 A B A 1
2 0.11U/kg/ A 1 0.21U/kg/ B
1 2 0.21U/kg/ SDS
0.11U/kg/ Wilcoxon p=0.0246
Wilcoxon
p=0.1368
1
BMI 1 BMI A 126+ 140 B
1.14+ 1.52 A Wilcoxon p=0.0002
IGF-I 1 IGF-I 1
IGF-I 1
Rohrer 1 A 27.07+ 12.39 B 3.08
+ 13.97 Wilcoxon p 0.0001
2 1
1
1
53 8 5
2 2 2
HbAlc
PWS 0.11U/kg/ 0.21U/kg/
0.21U/kg/ 0.11U/kg/
1 GCP
2 PWS
QA
GCP GCP
EU FDA

11



2 KIGS PWS
KIGS PWS
PWS 100 0.551U/kg/
4 18
BMI SDS
PWS
NIDDM GH
GH
PWS
1 PWS
GHD
PWS 19 18 SDS
2.95+ 0.82 SDS 1.25+ 3.01
1
1
2 PWS
PWS

19

3.33+ 0.88 1

BMI

1

3.33+ 3.63

19

1/17482 Japan Brain and Development 1995, 17, 324
1/16062 Am J Med Genet 1990, 37, 97-99

103, 2, J Pediatr 1998, 157, 634-642
Am J Hum Genet 1996, S8, 1085-1088

GH IGF-I
GH

3 PWS

IGF-I

0.1 0.21U/kg/

12

PWS
PWS
PWS

1999,



PWS 0.11U/kg/ PWS

PWS
PWS

QOL

PWS PWS

EU PWS
PWS
EU

PWS

13



GH GH

PWS

PWS

BMI
CT

PWS

14 14

SDS 2.0 SDS

14 BMI SDS

14



BMI SDS 2.0 3.0BMI SDS
PWS

GH
45 2

PWS

PWS PWS Prader-Willi

syndrome scientific workshop and conference for scientists, professionals and parents

PWS 19
KIGS 83 BMI Rohrer
19
GH
PWS 37 GH
37
PWS 252 153 99
147.7cm 141.2cm
37
11 6 5 cm
cm

15



EU 0.035mg/kg/ 0.24mg/kg/
0.11U/kg/ 0.033 g/kg/

GH
2
PWS
SD
3
GH
J Cli End Met 2001, 86, 1868-1870 GH NIDDM
Lancet 2000, 355, 610-613
NIDDM PWS NIDDM
GH
KIGS

16



14

18 4 3

GCP
GCP

17

PWS

GH

GH
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1.3mg
0.7mg
1.3mg

28

18

13

5.3mg

10

1.0mg

23



2 4 6 7
Endocrinol Japon, 1988, 35,
477-484

11U 0.35mg

1 kg 0.245mg 6 7

19



14 7

10
1 kg
0.175mg 2 4 6
7
""""""""""""""""" 1" ke
0.35mg 2-~4 6~
_____________________________ L
1 kg
0.175mg 6 7 6
0.35 mg
""""""""""""""""" |+ kg
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