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19 3 23

 1 G

500mg 2,500mg 5,000mg

1 G 400mg 8mL /kg 5

.

1.

IgG

Nikolsky

QOL

4

3,000 4,000 45 55

1 : 169-178, 2005

65% 25%

17 : 45-

56, 2006

2005

1 :

169-178, 2005
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DDS 4, 4'-diaminodiphenyl sulfone

diaphenylsulfone

DDS

IVIG

intravenous immunoglobulin

J Am Acad Dermatol 47: 358-363, 2002; J Am Acad Dermatol 

45: 679-690, 2001; J Am Acad Dermatol 43: 1049-1057, 2000; Br J Dermatol 140: 865-874, 1999; Br J 

Dermatol 135: 128-129, 1996; Br J Dermatol 135: 862-863, 1996; Br J Dermatol 133: 289-293, 1995; Br 

J Dermatol 133: 1014-1016, 1995

Br J Dermatol 149: 926-937, 2003 Consensus 

Statement J Cutan Med Surg 10: 205-221, 2006; Arch Dermatol 139: 1051-1059, 2003

IVIG

IVIG

-I-

1991 7

2008 6

IVIG

2.

3.

1)
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(1) 

 NP0001 4.2.1.1

3 Dsg 3 Desmoglein 3

Dsg 3 Dsg 3 Dsg3

Rag 2*

J Clin Invest 105: 

625-631, 2000

400mg/kg 800mg/kg

1 1 1 5

21

3

Dsg 3 IgG 11

Dsg 3 IgG Index ±

11 223.1±49.6 4 400mg/kg 131.5±23.8

5 800mg/kg 140.1±22.8 5

(1) 

IgG

N Engl J Med 306: 1189-1196, 1982

Dsg

Dsg 3 IgG IgG

18  19: 464-469, 1982

2.6

                                                       
* recombination-activating gene 2

T B
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1g/kg/ 4g/kg/ 22

Dsg 3 

IgG

)

) IgG Fc )

IgG

2)

4.

1) 

2)

/ NPB-01-01/DC-01

(1) /  NPB-01-01/DC-01 5.3.5.1 5.3.5.1-1 5.3.5.1-2 2004

11 2006 9

1

75

27

                                                       
20mg/
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1

a) / c)

3 15%  5  30%
2 5 15%  1 5  5 30%
1 5% b) 5%
0

a)

b)

c) 2
2

2
*

1 1
3

**

1 2
***

1 1
3

200mg/kg 400mg/kg 1 1 5

80

1 45

O Brien-Fleming

200mg/kg 400mg/kg

-1, 0, 1 log-rank 1/6

400mg/kg 2 2 p

0.05

45

45 15 200mg/kg 15 400mg/kg 15

Full Analysis Set (FAS)

80

2 Kaplan-Meier 1

-1, 0, 1 log-rank

0.0114 200mg/kg 400mg/kg

log-rank p 0.0293

0.0009

                                                       
80 1

DDS
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2

Kaplan-Meier

25%  75%

85
1 a) p b)

 15 22 29 44 0.23 
200 mg/kg  15 23     0.73 
400 mg/kg  15       0.87 

0.0011

 : not reached
a)

b) -1, 0, 1 log-rank

1 Kaplan-Meier 

§ 93.3% 14/15 200mg/kg 100.0%

15/15 400mg/kg 66.7% 10/15

26.7% 4/15 200mg/kg

40.0% 6/15 400mg/kg 26.7% 4/15 2

3 4

200mg/kg 1

2

ALT AST -GTP 1 200mg/kg

1 ALT AST -GTP

                                                       
§ 43 43

44

at
risk
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3 2

15
200mg/kg
15

400mg/kg
15

 93.3% 14 100.0% 15 66.7% 10 
 0.0% 0 26.7% 4 20.0% 3 

ALT  13.3% 2 20.0% 3 13.3% 2 
AST  13.3% 2 13.3% 2 13.3% 2 

 0.0% 0 0.0% 0 13.3% 2 
 66.7% 10 20.0% 3 6.7% 1 

 20.0% 3 20.0% 3 6.7% 1 
-GTP  13.3% 2 20.0% 3 6.7% 1 

 6.7% 1 20.0% 3 6.7% 1 
 6.7% 1 13.3% 2 6.7% 1 

 0.0% 0 13.3% 2 6.7% 1 
 0.0% 0 13.3% 2 6.7% 1 
 13.3% 2 0.0% 0 6.7% 1 

 6.7% 1 20.0% 3 0.0% 0 
 6.7% 1 20.0% 3 0.0% 0 

 0.0% 0 20.0% 3 0.0% 0 
 6.7% 1 13.3% 2 0.0% 0 

 6.7% 1 13.3% 2 0.0% 0 
 0.0% 0 13.3% 2 0.0% 0 

 0.0% 0 13.3% 2 0.0% 0 

4 2

15
200mg/kg
15

400mg/kg
15

 26.7% 4 40.0% 6 26.7% 4 
ALT  6.7% 1 13.3% 2 6.7% 1 
-GTP  6.7% 1 13.3% 2 0.0% 0 

 6.7% 1 13.3% 2 0.0% 0 
 0.0% 0 13.3% 2 0.0% 0 

 13.3% 2 6.7% 1 0.0% 0 

16 61

61

61 20 200mg/kg 20 400mg/kg 21

FAS

80

5

5

Kaplan-Meier

25%  75%

85
1 a) p b)

 20 24.0 43.5   0.39 
200 mg/kg  20 31.0     0.75 
400 mg/kg  21       0.90 

<0.001

 : not reached
a) 

b) -1, 0, 1 log-rank
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** 95.0% 19/20 200mg/kg 95.0%

19/20 400mg/kg 71.4% 15/21

25.0% 5/20 200mg/kg 35.0% 7/20 400mg/kg 28.6% 6/21

2 6

7

6 2

20
200mg/kg
20

400mg/kg
21

 95.0% 19 95.0% 19 71.4% 15 
 5.0% 1 20.0% 4 19.0% 4 

ALT  10.0% 2 20.0% 4 14.3% 3 
 0.0% 0 0.0% 0 14.3% 3 

AST  10.0% 2 10.0% 2 9.5% 2 
 5.0% 1 5.0% 1 9.5% 2 

 0.0% 0 5.0% 1 9.5% 2 
 55.0% 11 20.0% 4 4.8% 1 

 15.0% 3 15.0% 3 4.8% 1 
-GTP  10.0% 2 15.0% 3 4.8% 1 

 5.0% 1 15.0% 3 4.8% 1 
 5.0% 1 15.0% 3 4.8% 1 

 5.0% 1 10.0% 2 4.8% 1 
 5.0% 1 10.0% 2 4.8% 1 

 0.0% 0 10.0% 2 4.8% 1 
 0.0% 0 10.0% 2 4.8% 1 

 10.0% 2 0.0% 0 4.8% 1 
 10.0% 2 0.0% 0 4.8% 1 

 5.0% 1 20.0% 4 0.0% 0 
 0.0% 0 15.0% 3 0.0% 0 

 5.0% 1 10.0% 2 0.0% 0 
 0.0% 0 10.0% 2 0.0% 0 

 0.0% 0 10.0% 2 0.0% 0 
 10.0% 2 0.0% 0 0.0% 0 

 10.0% 2 0.0% 0 0.0% 0 

7 2

20
200mg/kg
20

400mg/kg
21

 25.0% 5 35.0% 7 28.6% 6 
 0.0% 0 0.0% 0 9.5% 2 

ALT  5.0% 1 15.0% 3 4.8% 1 
-GTP  5.0% 1 10.0% 2 0.0% 0 

 5.0% 1 10.0% 2 0.0% 0 
 0.0% 0 10.0% 2 0.0% 0 

 10.0% 2 5.0% 1 0.0% 0 

200mg/kg 1

2

ALT AST -GTP 1 200mg/kg

1 1 ALT AST

-GTP

                                                       
** 43 43

44



12

(1) 

10 20mg/

DDS

20 40mg/ 30 60mg/

-

-

+ + -

/ 20mg/

(2) 
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(2) 

/ 80

)

/

 (1) /

1

7 )

)

)

)

/ 80

/ 20mg/

61

8
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8
a)

43 3.5±1.26 1.6±1.38 51.1±42.34% 
18  3.9±1.98 4.7±2.11 -21.9±17.05% 

a) 85

) )

61

18 11 200mg/kg 5

400mg/kg 2 13 10 200mg/kg 3 400mg/kg 0

5 9 43

9 200mg/kg 15 400mg/kg 19

7 10

9

 4 4 15

200mg/kg 9 9 12
17% 20%

200mg/kg 1 1 23 3% 4%

400mg/kg 3 3 25
8% 5%

400mg/kg 2 2 22
1% 0.5%

10

85
 2 2 
 1 1 

200mg/kg 2 2 
200mg/kg 2 2 
200mg/kg 2 2 
400mg/kg 3 4 
400mg/kg 2 2 

11
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11
 0  1 2 3 4 7 8 21

 5  1 1 2 0 1 0 1 11
200mg/kg  2  0 0 0 1 1 1 0 5
400mg/kg  0  0 0 0 0 2 0 0 2

/

3,000 4,000

/

/

/

)

/

 (1) / 1

12

12

a) Nikolsky b) / ELISA 
d)

3 15%  5  640  150  30%
2 5 15%  1 5  40 320  50 150  5 30%
1 5% c) 40  50  5%
0

5 5 6 9 10
a)

b) 

c)

d) 2
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Nikolsky Nikolsky

2

/

2

3

1

QOL

Nikolsky

/

/

/

)

61

13 14

15
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13
20 200mg/kg 20 400mg/kg 21

 1.3±0.8 1.4±0.8 1.5±0.9 
a) 1.2±0.8 0.7±1.0 0.7±0.8 

 -0.1±0.8 -0.7±0.9 -0.8±0.8 
 1.0±0.8 1.0±1.0 1.0±1.0 

a) 1.1±0.9 0.6±1.0 0.4±0.6 /
 0.2±0.9 -0.4±0.9 -0.6±1.0 

 1.0±1.2 1.1±0.9 0.9±1.0 
a) 1.0±1.2 0.8±0.9 0.6±0.8 

 -0.1±0.6 -0.4±0.6 -0.3±0.5 
 3.6±1.3 3.7±2.0 3.7±1.2 

a) 3.5±2.1 2.2±2.6 1.9±1.4 
 -0.1±1.8 -1.5±1.9 -1.8±1.5 

±
a) 

14
200mg/kg 400mg/kg
-1.4 -2.58, -0.22  -1.8 -2.79, -0.73

95%

15
20 200mg/kg 20 400mg/kg 20

 131.0 6, 1,620  88.5 0, 380  98.0 0, 2,820
a) 106.0 0, 1,260  19.0 0, 480  43.0 0, 2,380Dsg1

 -23.0 -526, 424  -16.0 -193, 260  -6.0 -620, 380
 19.5 0, 2,160  91.0 0, 2,940  111.0 0, 1,240

a) 20.0 0, 2,220  64.0 0, 800  80.0 0, 1,400Dsg3
 0.0 -1,480, 60  -16.5 -2,803, 400  -2.0 -900, 160

,
a)

95%

-1.38 -2.47, -0.29 -1.73 -2.81, -0.66

61

16 2

16
20 200mg/kg 20 400mg/kg 20

 27.50±9.67 23.75±10.87 27.43±11.11 
a) 27.53±9.67 21.28±7.79 20.95±11.09 

 0.03±7.81 -2.48±9.00 -6.48±12.91 

±
a) 

*新薬承認情報提供時に訂正（訂正前：20例）

( 2 1例 * )

( 2 1例*)


