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The Japanese Case-Control Study Group for Crohn’s disease
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<20

20-29

30-39

40-69

Median (range)
<7

7-11

>12

Median (range)

Median (range)
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2

Case (N=69)

Control (N=114)

p

median (range)

BMI kg/m’
<185
18.5 - 24.9
>25.0

IBD

281 ( 7.851.6 )

47 (68 )
2 ( 32 )

22 ( 32 )
42 ( 61 )
5 7 )

58 ( 84 )
11 ( 16 )

65 ( 94 )
4 ( 6 )

38 ( 55 )
31 (45 )

44 (64 )
25 (36 )

28.9 ( 7.3-54.7)

73 64 )
4 ( 36 )

—~

17 (15 )
69 ( 61 )
28 (25 )

110 ( 96 )
4 (4 )

111 (97 )
3 (3 )

48 ( 42 )
66 ( 58 )

73 ( 64 )
4 ( 36 )

0.723°

0.573"

0.002"

0.003"

0.428°

0.089"

0.071°

median (range)

28
<27

1
median (range)
0-1
2
3

48 (70 )
21 (30 )

28 ( 228 )

48 (70 )
21 (30 )

67 ( 97 )
2 (3 )

68 ( 99 )

2 (04 )
22 ( 32 )
37 ( 54 )
10 ( 14 )

87 ( 76 )
27 (24 )

28 ( 228 )

89 ( 78 )
25 (22 )

111 (97 )

113 ( 99 )

2 ( 045 )
19 ( 17 )
67 ( 59 )
28 (25 )

0.314°

0.261%

0.199"

1.000°

1.000°

0.019%

0.034°

n(%)  Wilcoxon rank-sum test, b Chi-square test,

° Fisher's exact test
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Univariate . Multivariate g
Model 1 Model 2
OR (  95%CI ) p value OR (  95%CI ) p value OR (  95%CI ) p value
1.00 1.00
1.55( 0.76-3.17 )0.230 2.23( 0.93-5.34 )0.072
28 1.00 1.00 1.00
<27 1.76 ( 0.83-3.72 )0.139 270 ( 1.07-6.81 )0.035 2.50 ( 0.97-6.46 ) 0.059
1.00 1.00
1.44 ( 0.19-11.1 )0.725 6.61 ( 0.42-105 )0.181
1.00 1.00
2.00 ( 0.13-32.0 )0.624 2.13 ( 0.05-86.7 )0.689
1
0-1 1.00 1.00 1.00
0.56 ( 0.27-1.16 )0.116 0.57 ( 0.24-1.37 ) 0.208 0.59 ( 0.24-1.46 )0.249
0.34 ( 0.12-0.95 )0.040 0.25 ( 0.07-0.88 )0.031 0.28 ( 0.08-1.00 ) 0.050
(Trend P=0.031) (Trend P=0.029) (Trend P=0.048)
BMI IBD

Model 1
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1
OR (OR=4.05, 95%Cl, 1.46-11.2, P<0.01)
OR (OR=0.39, 95%CI, 0.18-0.85, P=0.01)
( OR 0.46, 95%CI, 0.1
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regression model

OR 95% 95%CI P

logistic regression model

ucC

SAS, version9.4 (SAS Institute,

Inc.,Cary,N.C.,USA)

2008 9 2014 3
358
151 207
308 133 207
127
171
83 83
128
1.
41.6
41
2.4 12
9
1.2 12 9
8
2. 1
BMI
1
(mg/4184kJ)
(mean 3.46 vs 3.31, P=0.037)
3. ucC
2

Unconditional logistic regression model

1 uc
OR (OR=3.23,
95%Cl, 1.21-8.59, P< 0.02) 1
uc OR
(OR=4.05, 95%Cl, 1.46-11.2, P<0.01)
1 OR
(OR=0.33, 95%CI 0.14-0.74, P<0.01) 1
OR
(OR=0.39, 95% ClI, 0.18-0.85, P=0.01)
uc

1 ucC 79

1 OR
(OR=5.04, 95%CI 1.53-16.6, P<0.01)
OR
(OR =0.58, 95%CI 0.23-1.44,
P=0.24) ucC
3
( 83 128 )
Conditional logistic regression model
1
OR

(OR=3.15 95%CI 0.74-13.4,
Tend P=0.09)
OR
95%Cl 0.14-1.39, Tend P=0.19)
unconditional logistic regression

(OR=0.45

model
4.1 ucC
4
1
ucC
( )
OR (OR=2.55 95%CI
1.27-5.14, P<0.01)
5
95%
1 OR

(OR=2.10, 95%CI 0.84-5.27, Tend P=0.09.)

ucC
ucC
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10)
(2015 )
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11) 1
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7
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ucC

ucC

The Japanese Case-Control Study Group for

Ulcerative colitis
JR IBD

Kobayashi Y, Ohfuji S, Kondo K, Fukushima

W, Sasaki S, Kamata N, Yamagami H, Fujiwa
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development of ulcerative colitis. A case-contr

ol study in Japan. J Gastroenterol Hepatol. 20

19. doi: 0.1111/jgh.14642.
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+

1 (N= 127) (N= 171)
Case Control P’
n(%) n(%)
() <20 7(6) 5(3) 0.84
20-29 24(19) 32(19)
30-39 33(26) 41(24)
40-49 31(24) 43(25)
50-59 97) 17(10)
>60 23(18) 33(19)
73(58) 89(52) 0.35
54(42) 82(48)
Body mass index (kg/m?) <20.8 67(53) 57(33) <0.01
20.8-23.7 35(27) 57(33)
>23.8 25(20) 57(33)
9(7) 5(3) 0.09
8(6) 30(18) <0.01
64(50) 99(58) <0.01
49(39) 35(20)
14(11) 37(22)
35(28) 61(36) <0.01
41(32) 22(13)
51(40) 88(51)
1 T
(k) Mean (SD)  8567.0(2762.9) 8538.9(3295.0) 051
(Mmg/4184 kJ) Mean (SD)  3.54(1.0) 3.35(0.9) 0.22
(mg/4184 kJ) Mean (SD)  3.90(0.62) 3.94(0.64) 0.51
(mg/4184 kJ) Mean (SD) 120(26.2) 121.6(31.8) 0.56
(mg/4184 kJ) Mean (SD)  0.56(0.11) 0.54(0.12) 0.18
1 t
(k) Mean (SD)  8833.6(2840.6) 8617.3(3438.0)  0.19
(Mmg/4184 kJ) Mean (SD)  3.46(0.8) 3.31(0.9) 0.049
(mg/4184 kJ) Mean (SD)  3.95(0.64) 3.94(0.63) 0.41
(mg/4184 kJ) Mean (SD) 119.2(27.3) 120.7(30.5) 0.87
(mg/4184 kJ) Mean (SD)  0.56(0.11) 0.54(0.12) 0.25
e Wilcoxon rank-sum test
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Unconditional logistic regression model

1 P for trend 1 P for trend
Tertile Tertile
1 (lowest) 2 3 (highest) 1 (lowest) 2 3 (highest)
Daily intake (mg/4184 kJ)  <2.99 2.99-3.59 3.60+ <2.935 2.935-3.58 3.59+
+
No. cases/controls 31/57 45/57 51/57 26/57 52/57 49/57
Multivariate OR (95% CI) ¥ 1 1.99 (0.91-4.33) 3.23 (1.21-859) 0.02 1 3.10 (1.42-6.75) 4.05 (1.46-11.2) <0.01
Daily intake (mg/4184 kJ) ¥ <3.69 3.69-4.181 4,182+ <3.74 3.74-4.165 4.166+
No. cases/controls 50/57 41/57 36/57 50/57 34/57 43/57
Multivariate OR (95% CI) 1 0.44 (0.22-0.90) 0.33 (0.14-0.74) <0.01 1 0.42 (0.20-0.86) 0.39 (0.18-0.85) 0.02
1
Daily intake (mg/4184 kJ) ¥ <106.4 106.4-129.9 130.0+ <106.3 106.3-128.2 128.3+
No. cases/controls 36/57 49/57 42/57 41/57 46/57 40/57
Multivariate OR (95% CI) ¥ 1 0.96 (0.44-2.09) 0.70 (0.26-1.84) 0.46 1 0.63 (0.29-1.36) 0.46 (0.18-1.17) 0.10
Daily intake (mg/4184 kJ) ¥ <0.489 0.489-0.57 0.58+ <0.489 0.489-0.572 0.573+
No. cases/controls 33/57 39/57 55/57 32/57 43/57 52/57
Multivariate OR (95% Cl) * 1 1.04 (0.50-2.16) 1.78 (0.73-4.32) 0.21 1 1.11 (0.53-2.30) 1.98 (0.80-4.86) 0.15

(mg/4184 kJ)

(6 ) BMI( ) uC
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1 Conditional logistic regression model
Tertile P for trend
1 (lowest) 2 3 (highest)
Daly intake (mg/4184 kJ) T <2.949 2.949-3.515 3.516+
No. cases/controls 16/43 32/42 35/43
Multivariate OR (95% CI) * 1 3.00 (0.99-9.07) 3.15 (0.74-13.4) 0.09
Daily intake (mg/4184 kJ) ©  <3.754 3.754-4.144 4.145+
No. cases/controls 31/43 21/42 31/43
Multivariate OR (95% CI) ¥ 1 0.36 (0.11-1.12) 0.45 (0.14-1.39) 0.19
Daily intake (mg/4184 kJ) * <106.4 106.4-126.2 126.3+
No. cases/controls 19/43 28/42 36/43
Multivariate OR (95% ClI) ¥ 1 0.64 (0.24-1.72) 1.31 (0.36-4.73) 0.84
Daily intake (mg/4184 kJ) * <0.485 0.485-0.569 0.570+
No. cases/controls 26/43 25/42 32/43
Multivariate OR (95% ClI) ¥ 1 1.00 (0.31-3.22) 0.90 (0.21-3.80) 0.89
(mg/4184 kJ)
(6 ) BMI( ) uc
)
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Unconditional logistic regression model

Tertile P for trend
1 (lowest) 2 3 (highest)
Daily intake (g/4184 kJ) * <5.18 5.18-11.29 11.3+
No. cases/controls 39/57 39/57 49/57
Multivariate OR (95% CI)* 1 1.06 (0.54-2.07) 154 (0.81-293) 0.8
Daily intake (g/4184 kJ) * <5.7 5.7-14.7 14.8+
No. cases/controls 49/57 44/57 34/57
Multivariate OR (95% CI) ¥ 1 1.03 (0.54-1.97) 0.55 (0.29-1.07)  0.09
Daily intake (g/4184 kJ) * <2.88 2.88-5.9 6.0+
No. cases/controls 47/57 37/57 43/57
Multivariate OR (95% Cl)* 1 0.85 (0.45-1.59) 0.97 (051-1.84)  0.90
Daily intake (g/4184 kJ) * <0.6 0.6-1.34 1.35+
No. cases/controls 76/121 20/25 31/25
Multivariate OR (95% CI) ¢ 1 1.19 (0.56-2.52) 255 (1.27-5.14)  0.012
Daily intake (/4184 kJ) * <1.29 1.29-2.407 2.408+
No. cases/controls 42/57 36/57 49/57
Multivariate OR (95% ClI) * 1 0.85 (0.45-1.62) 1.01 (0.54-1.89) 0.97
Daily intake (g/4184 kJ) * <0.19 0.19-1.32 1.33+
No. cases/controls 48/79 35/46 44/46
Multivariate OR (95% CI) ¥ 1 1.34 (0.70-2.57) 1.32 (0.70-2.48)  0.38
(mg/4184 kJ)
) BMI( ) uC
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.1 Conditional logistic regression model

Tertile P for trend
1 (lowest) 2 3 (highest)
Daily intake (g/4184 kJ) * <5.3 5.3-13.39 13.4+
No. cases/controls 27/43 32/42 24/43
Multivariate OR (95% CI)* 1 1.90 (0.75-4.80) 2.16 (0.81-5.79)  0.12
Daily intake (g/4184 kJ) * <6.3 6.3-16.01 16.02+
No. cases/controls 34/43 31/42 18/43
Multivariate OR (95% CI) ¢ 1 1.28 (0.54-3.02) 042 (015-1.17) 013
Daily intake (/4184 kJ) * <29 2.9-5.96 5.97+
No. cases/controls 25/43 29/42 29/43
Multivariate OR (95% Cl)* 1 1.53 (0.62-3.76) 1.81 (0.74-4.42)  0.19
( , Daily intake (g/4184 kJ) * <0.7 0.7-1.26 1.27+
) No. cases/controls 48/93 14/18 2117

Multivariate OR (95% CI) ¥ 1 1.71 (0.60-4.87) 2.10 (0.84-527)  0.09
Daily intake (g/4184 kJ) * <1.23 1.23-2.43 2.44+
No. cases/controls 30/43 20/42 33/43
Multivariate OR (95% CI) 1 1.06 (0.41-2.74) 156 (0.63-3.85) 0.31
Daily intake (/4184 kJ) * <0.19 0.19-1.39 1.40+
No. cases/controls 34/58 20/36 29/34
Multivariate OR (95% CI) ¥ 1 0.79 (0.32-1.94) 0.85 (0.36-1.97)  0.71
(mg/4184 kJ)
(6 ) BMI( ) uC
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()

( 9
%
() ()
137 126
2003 50 785 263(33.5) (52.1) (47.9)
~2012 (0-87) 92 430
522(66.5) (17.6) (82.4)
13120(69.8) 11114 2006
2003 (84.7) (15.3)
71(0-98) 18786
~2014 5666(30.2) 1018 4648
' (18.0) (82.0)
2 0
2009 40(19-71) 2(0.5) (100.0) (0.0)
~2014 430
a28(995) 321 107
(22.4) (25.0)
:OR(95 )
0.22(0.19-0.26) 0.34(0.28-0.41)
referrence referrence
0.23(0.20-0.27) 0.55(0.45-0.66)
referrence referrence
:OR(95% )
2.19( 1.95-2.46) 067(0.56-0.79)
referrence referrence
8.30(7.22-9.54) 9.28(7.70-11.19)
referrence referrence
:OR(95% )

13.72(10.92-17.24)
referrence

16.20(12.10-21.70)
referrence
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1.99 (1.29-3.07)
p for trend=0.001

5
95
1
4
52 447
63 384
666
adjusted
OR= 1.95, 95%Cl: 1.43-2.75
adjusted 4
OR= 0.58, 95%Cl: 0.35-0.93
608
adjusted OR= 1.75, 384 666
95%Cl: 1.24-2.48
591
pack-year
0 pack-year 10pack-year
10pack-year
ORs(95% Cls) 1.64(1.08-2.47)
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CJD

PrP
PrP 129 90% Methionine/Methionine
129
129
Methionine/Methionine CJD 2.42
1.54-3.79 CJD
0.36 0.25-0.53 95%
CJD
Creutzfeldt- CJD
Jakob Disease CJD
CJD sporadic CJD sCJD 1999 4 2018 7
CJD geneticCJD gCJD 6763
Gerstman-Straussler-Scheinker GSS PrP 129
Fatal Familial Insomnia FFI 3109
CJD 2402
707
CJD variant CJD vCJD 90% PrP
D 129 Methionine/Methionine
PrP 20 129
129 219 Methionine/Methionine
CJD
129 Methionine/Methionine 129  Methionine/Methionine
Methionine/Valine Valine/Valine Methionine/Valine Valine/Valine
PrP
1 2 6
CJD
129 90%
Methionine/Methionine D 129 CJD
1999 4
129
10
CJD CJD
PrP
129 CJD
3
1
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3
CJD
2 1
129 Methionine/Methionine
OR 95%
OR
OR
sCJD gCJD GSS
gCID GSS
IBM SPSS Statistics version 25
CJD
2402 2207 91.9%
129 Methionine/Methionine
sCJID 1674 gCJD

533 GSS 118 129
Methionine/Methionine
1596 95.3% 440 82 6% 96
81.4% 707

660 93.4% Methionine/Methionine
1
2
OR
95%
129 Methionine/Methionine
OR 0.80 0.60 -
1.10 sCJD 227 1.49-3.46 gCJD
0.34 0.23-049 GSS 0.31 0.18 -
0.54 gCJD GSS

0.33 0.23-0.48

0.85
0.60-1.21 sCJD 242 1.54-3.79
gCJD 0.45 0.30-0.68 GSS 0.27
0.15 - 0.48 0.36

0.25-0.53
PrP 129

Methionine/Methionine

129
Methionine/Methionine sCJD
gCID GSS
gCJD GSS
CJD 100 1
CJD

2015 100 1.8

2017

ICD-10

A81.0 291 3)

100 2.3
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PrP 129
Methionine/Methionine

PrP sCJD
Methionine/Methionine gCID GSS
sCJD 129
Methionine/Methionine [ ]
1) 2017
http://prion.umin.jp/guideline/guideline_201
7.pdf

2) Nakamura Y Ae R Takumi | et al
Descriptive epidemiology of prion disease in
Japan 1999-2012 JEpidemiol 2015 25

CJD 8-14
3 3) 2017
CJD https://www.mhlw.go.jp/toukei/list/81-1.
html
2018/4/1~2019/3/31
14% 1.
CJD
2.
: ( )
1.
2.
CJD
3.
PrP
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(N=2,402)  sCD(N=1674)  gCID (N =533) GSS (N = 118) (N=707)
n % n % n % n % n %
1,049 (43.7) 736 (440) 218 (409) 59 (500) 366 (51.8)
1,353 (56.3) 938 (56.0) 315 (59.1) 59 (500) 341 (482)
+ 68.8+11.0 68.9+9.7 73+11.0 55.7+10.1 61.7+14.9
93 91 93 75 96
22 22 26 22 4
355 (14.8) 241 (144) 65 (122) 9 (76) ( - )
1,807 (752) 1,204 (71.9) 467 (87.6) 109 (924) ( - )
240 (10.0) 229 (137) 1 (02) 0 (00) ( - )
129
Methionine/Methionine 2,207 (919) 159 (953) 440 (826) 96 (8L4) 660 (934)
Methionine/Valine 185 (77 ) 68 (41) 93 (174) 22 (186) 49 ( 65)
Valine/Valine 10 (04) 10 (06) 0O (00) 0O (00) 1 (01)
CJD sCJD CJD ¢gCJD CJD
GGS
2 129
Methionine/ Methionine
129 *
Met/Met Met/Met
n % n % 95% 95
1 2,207 (91.9) 195  (8.1) 0.80 ( 0.60 110 ) 0.85 ( 0.60 1.21 )
scip” 1,401 (97.0) 44 (3.0) 227 ( 1.49 346 ) 242 ( 154 3.79 )
gCciD 440 (82.6) 93 (17.4) 0.34 ( 0.23 049 ) 045 ( 0.30 0.68 )
GSS 96  (81.4) 22  (18.6) 031 ( 0.18 054 ) 027 ( 015 0.48 )
gCID+GSS 536 (82.3) 115 (17.7) 0.33 ( 0.23 048 ) 036 ( 0.25 0.53 )
660 (93.4) 47 (6.6)
CJD sCJD CJD gCJD CJD
GGS Met Methionine Val Valine
*
T
1 CJD CJD CJD
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Progressive Multifocal Leukoencephalopathy: PML
54 29
PML
PML
PML
30
046.0 046.8
7 29 ICD-10
A81.0
A81.8
PML 54 6 ICD-
9 046.3
7 29
Progressive ICD-10 A81.2
Multifocal Leukoencephalopathy: PML
PML
(1)
PML
(2)
1 4
PML (3)
54 29
PML PML
PML
54 29
PML
54 6 D
ICD-9 046.1

Jacob-Creutzfeldt
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1.
PML
30

2.

: (
)
1.
PML
[ 1 2.

1) NakamurayY AeR Takumil etal
Descriptive epidemiology of prion
disease in Japan  1999-2012 J 3.
Epidemiol 2015 25 8-14
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PVL
ABLO ABLS ABL2
95% 95% T

90 127 217 0 1 1 218 098 ( 08 - 112 ) 4 5 9 100 ( ozl 361 )
22 24 46 0 0 0 46 081 ( 059 - 108 ) 0 1 1 044 (000 1375 )
26 27 53 0 0 0 53 096 ( 072 - 126 ) 0 0 0 000 ( - - )
a1 54 % 0 0 0 % 110 ( 089 - 134 ) 1 0 1 027 (000 841 )
30 31 61 0 0 0 61 126 ( 097 - 162 ) 2 1 3 164 (007 1404 )
18 21 39 0 0 0 39 080 ( 057 - 110 ) 0 0 0 000 ( - - )
35 39 74 0 0 0 74 093 ( 073 - 117 ) 0 0 0 000 (- - )
29 46 75 0 0 0 75 066 ( 052 - 08 ) 3 2 5 106 (011 580 )
28 a7 75 0 0 0 75 100 ( 078 - 125 ) 1 2 3 094 ( 004 806 )
20 a1 61 2 0 2 63 081 ( 063 - 104 ) 2 1 3 094 (004 806 )
95 121 216 1 0 1 217 082 ( 072 - 09 ) 9 6 15 131 ( 073 216 )
95 117 212 1 0 1 213 091 ( 079 - 104 ) 4 4 8 080 ( 015 312 )
208 266 474 2 2 4 478 105 ( 096 - 115 ) 19 7 26 125 (082 183 )
145 152 297 0 4 4 301 094 ( 084 - 106 ) 10 5 15 105 (059 174 )
42 60 102 0 0 0 102 106 ( 08 - 128 ) 1 1 2 052 (001 6.83 )
18 25 3 0 0 0 3 096 ( 069 - 120 ) 1 0 1 057 (000 17.62 )
17 33 50 0 0 0 50 111 ( 082 - 146 ) 2 1 3 163 (007 1395 )
13 14 27 0 0 0 27 085 ( 056 - 124 ) 1 1 2 157 (002 2046 )
25 36 61 0 0 0 61 182 ( 139 - 234 ) 2 2 4 293 ( o021 1921 )
39 63 102 0 0 0 102 118 ( 096 - 143 ) 6 1 7 204 (033 868 )
a1 32 73 0 0 0 73 090 ( 071 - 114 ) 3 1 4 122 (009 800 )
93 108 201 0 0 0 201 137 ( 119 - 158 ) 1 5 6 100 ( 013 474 )
105 132 237 0 1 1 238 092 ( 081 - 104 ) 8 5 13 114 (061 195 )
38 40 78 0 0 0 78 109 ( 08 - 136 ) 2 2 4 136 (010 893 )
30 28 58 0 0 0 58 117 ( 089 - 151 ) 3 0 3 140 (006 11.92 )
5 56 101 0 0 0 101 100 ( 08 - 122 ) 0 4 4 097 (007 636 )
127 156 283 3 3 6 289 087 ( 077 - 0988 ) 8 2 10 071 ( 034 131 )
103 115 218 3 0 3 221 104 ( 090 - 118 ) 2 3 5 056 (006 308 )
24 30 54 0 0 0 54 097 ( 073 - 127 ) 2 1 3 134 (006 1147 )
20 25 45 0 0 0 45 108 ( 078 - 144 ) 0 0 0 000 ( - - )

5 8 13 0 0 0 13 054 ( 029 - 093 ) 0 2 2 213 (003 27.76 )
19 30 49 0 0 0 49 160 ( 118 - 211 ) 2 0 2 173 (002 2259 )
28 46 74 0 0 0 74 097 ( 076 - 122 ) 1 2 3 099 ( 004 842 )
45 56 101 0 0 0 101 092 ( 075 - 111 ) 3 2 5 111 (012 6.06 )
34 39 73 0 0 0 73 118 ( 093 - 148 ) 0 0 0 000 (- - )

8 12 20 0 0 0 20 061 ( 037 - 094 ) 0 1 1 079 (000 2434 )
22 22 a4 0 0 0 a4 108 ( 079 - 145 ) 2 0 2 125 (002 1632 )
26 32 58 0 0 0 58 098 ( 075 - 127 ) 0 1 1 043 (000 1346 )
22 18 40 1 0 1 a1 125 ( 090 - 170 ) 2 0 2 162 (002 2109 )
74 120 194 4 4 8 202 106 ( 092 - 122 ) 4 5 9 113 ( 024 408 )
18 20 38 4 3 7 a5 136 ( 100 - 18 ) 1 1 2 151 (002 19.65 )
34 36 70 0 1 1 7 122 ( 095 - 154 ) 1 1 2 087 (001 11.37 )
32 42 74 0 0 0 74 102 ( 080 - 128 ) 1 0 1 035 (000 1072 )
26 31 57 0 1 1 58 118 ( 089 - 152 ) 0 2 2 104 (001 1359 )
18 24 a2 0 0 0 a2 091 ( 065 - 122 ) 1 1 2 110 (001 1430 )
a1 a1 82 4 3 7 89 129 ( 103 - 158 ) 2 1 3 110 (005 939 )
15 31 a6 0 0 [\ a6 104 (076 - 139 ) 1 2 3 145 (006 1241 )

2131 2675 4806 25 23 48 4854 119 84 203

*2014
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1) 2)
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Japan consortium of Ataxias J-CAT
2017 1 2018 11 719
DNA 482 323
2018 JCAT
SARA score
J-CAT
Japan consortium of Ataxias J-CAT
2016 11
Web 2018 12
D 719
2016 11 DNA 482 323
52%
Web 48% 50-60

SARA score
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SCA31 12.9% SCA6 12% MJD 10.3%
DRPLA 2.9% Unknown 57.9%
2/3 1/3
1.2
2018 5
2018 2 Clinical
Question 4-13 ,
J-CAT,
JASPAC
2/3 1/3
1:2
JCAT
SCA31
SARA
score SARA
score
ADL

JCAT

SCA31

1 Nakamura H, Kimura E, Mori-Yoshimura
M, Komaki H, Matsuda Y, Goto K, Hayashi
YK, Nishino I, Takeda SI, Kawai M.
Characteristics of Japanese Duchenne and
Becker musclar dystrophy patients in a
novel Japanese national registry of
muscular dystrophy (Remudy). Orphanet J
Rare Dis. 2013; 8: 60.

2

2018.
, , 2018.

-123-



H29- (

)-  -057

D

4)

2)

2018 6 12

3)

D

2)
Life ADL

- 124 -

Activity of Daily

3)4)



ADL 2016; 54: 327-333.
4) Kondoh Y, Taniguchi H, Kataoka K,
Furukawa T, Ando M, Murotani K, Mishima

GAP Gender, Age, and M, Inoue Y, Ogura T, Bando M, Hagiwara

Physiology 9 K, Suda T, Chiba H, Takahashi H,
3) Sugiyama Y, Homma S. Disease severity

GAP staging system for idiopathic pulmonary

fibrosis in Japan. Respirology 2017;
22: 1609-1614.

5) Ley B, Ryerson CJ, Vittinghoff E, Ryu
JH, Tomassetti S, Lee JS, Poletti V,
Buccioli M, Elicker BM, Jones KD, King
TE Jr, Collard HR. A multidimensional
index and staging system for idiopathic
pulmonary fibrosis. Ann Intern Med 2012;
156: 684-691.

1) Natsuizaka M, Chiba H, Kuronuma K,
Otsuka M, Kudo K, Mori M, Bando M,
Sugiyama Y, Takahashi H. Epidemiologic
survey of Japanese patients with
idiopathic pulmonary Tfibrosis and
investigation of ethnic differences.
Am J Respir Crit Care Med 2014; 190:
773-779.

2)

http://www.nanbyou.or._jp/upload_files/
File/085-201804-ki jyun.pdf
2019 3 1

3) Kondoh S, Chiba H, Nishikiori H, Umeda
Y, Kuronuma K, Otsuka M, Yamada G,
Ohnishi H, Mori M, Kondoh Y, Taniguchi
H, Homma S, Takahashi H. Validation of
the Japanese disease severity
classification and the GAP model in
Japanese patients with idiopathic
pulmonary fibrosis. Respir Investig
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changes and geographical differences
in multiple sclerosis phenotypes in
Japanese: nationwide survey results

3 2 over 30 years. Mult Scler 2009; 15:
159-173.
2) , ; ,
3
. 2017.
2
2018 12

1) Osoegawa M, Kira J, Fukazawa T, Fujihara
K, Kikuchi S, Matsui M, Kohriyama T,
Sobue G, Yamamura T, Itoyama Y, Saida Q0L
T, Sakata K, Ochi H, Matsuoka T; :
Research Committee of
Neuroimmunological Diseases. Temporal
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2017 4
329
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2014

CQ1
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CcQ
CcQ
CcQ
CcQ
CcQ

PICO PECO

QOV(Quality of vision)
VFQ-25

D
)

(3)

(4)
(5)
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30
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Diagnosis Procedure Combination)
DPC 1,100
300
2014 2015 2,652 1,386
(DPC)
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DPC
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1,100
300
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2014 1 2015 12

20 15 5 )
(35 25 20 <20 <10)

DPC

DPC
DPC

DPC 9

2)

ICD10

,Stata/1C 15.0 for
Windows(StataCorp LLC)

3)

4)

10
1 <1011
10

100 (35

C.
1)
2014 2015 2
2,652
ID
ID
1,386
4,
2)
5.

2)-1. 1

( 6.- 12)

6. 90%
MELAS 7.
Leigh

27 8.
=35:50

9.

10. 35
11
11. 25
14
12.
25 0 80
42 59

1-5 6-9 10-14
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1,732
15 16 13

2)-2. 2
"
ICD10
DPC
13.- 16.
ICD10 E87
10
10 2014
2015 ID
T 662 662
2
13. 166
108
14. MRI
E.
47% 40 49
15. ICD10 G( )
E
32% 22%
16. 2
4
67% 13%
25 7
80 1
15
D. NDB(National Database)
1,386
27
1,482
26 251
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, 2014 2015
(DPC ), 1,584 1,580
: 1,189 1,262
, 7,882,624 8,019,442
, 1,417 1,442
342 365

DPC DPC
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MELAS?
Leigh
CPEO/KSSP
MERRF*
Leber
/ )T

MELAS MELAS

Leigh Leigh Leigh
CPEO/KSS CPEO

Kearns-Sayre
MERRF MERRF
Leber Leber

)

KSS

dmitochondrial myopathy,encephalopathy,lactic acidosis,stroke-like episodes
P)chronic progressive external ophthalmoplegia/Kearns-Sayre syndrome

9myoclonus epilepsy associated with ragged-red fibers
+
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):

2014 1,146 764
2015 1,406 871
2014

2015 2,552 1,386

1.5(1.2)
1.5(1.6)

1.8(2.1)

1(1-2)
1(1-2)

1(1-2)

22

37

43
40

83

* 2014 2015

2014

2015

MRI
MRI
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0/1
0/1

0/1
0/1
0/1
0/1
0/1
0/1
0/1
0/1
0/1
0/1
0/1
0/1
0/1
0/1
0/1
0/1
days
days
days
0/1
0/1



0/1

0/1
0/1
0/1 113
0/1 117
f days  312,313,317,319
o days  312,313,317,319
0/1 211
0/1 213
0/1 214
0/1 216
0/1
0/1
0/1
0/1
0/1
n days
0/1.0= /1= days: ( A )

+
a).b)

c).d). e),f,9).h)
9)

h)
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()

1,282(93)
85(6)
42(3)
<10
<30
) 64(5)
1,386
27
17
<10
<10
614 668
35 50
20 22
<10 <10
<20 <10
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3

(%)

(%) T
0 64(5) 62(5) <10 <10 <10 <10
1-5 162(12)  141(11)  30(35) <10 <10 <10| 17
6-9 78(6) 67(5) 15(18) <10 <10 <10 251
10-14 94(7) 81(6) 15(18) <10 <10 <10
15-19 94(7) 86(7) 13(15) <10 <10 <10 38
20-29 139(10)  133(10) <10 <10 <10 <10| 198
30-39 151(11)  142(11) <10 <10 <10 <10| 281
40-49 176(13)  169(13) <10 <10 <10 <10| 322
50-59 151(11)  142(11) <10 <10 <10 <10| 240
60-69 166(12)  158(12) <10 <10 <10 <10| 231
70-79 89(6) 82(6) <10 <10 <10 <10 -
80- 22(2) 19(1) <10 <10 <10 <10
1,386 1,282 85 42 <10 20 1,481 251
26
1.
26
3 37 211
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10.

3

(
) ( ) )

1,282(93) 34.8(24.0) 35(13-55) 0 92
85(6) 10.9(11.8) 8(4-15) 80
42(3) 54.4(19.7) 54.5(41-72) 15 82
<10 55.0(10.8) 57(56-59) 37 66
<30 34.8(24.0) 35(13-55) 92
1,386 34.3(24.2) 35(12-55) 92

11.
(%) ( )

1,282(93) 25.4(40.3) 13(6-29) 2 695
85(6) 14.1(21.9) 6(4-14) 2 150
42(3) 31.2(33.3) 20(5-41) 2 126
<10 21.4(19.8) 10(8-29) 7 53
<30 25.8(23.2) 19.5(5.5-35) 2 86
1,386 25.0(39.5) 12(6-29) 2 695
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12.

, (
’ (%) ) (
)
0 64(5) 42.3(66.0)  5.5(2-14.5) 2 364
1-5 162(12) 15.2(26.9) 5.5(3-11) 2 176
6-9 78(6) 15.8(25.0) 6(3-12) 2 119
10-14 94(7) 12.6(22.3) 8(4-14) 2 207
15-19 94(7) 21.6(46.1) 8(4-22) 2 400
20-29 139(10) 23.6(60.4) 12(7-24) 2 695
30-39 151(11) 23.5(27.7) 15(8-29) 2 195
40-49 176(13) 26.1(25.6) 18(8-34) 2 143
50-59 151(11) 31.8(43.6) 17(10-38) 2 296
60-69 166(12) 32.4(33.5) 21(10-42) 2 178
70-79 89(6) 24.1(20.7) 17(11-29) 2 92
80- 22(2) 58.8(79.8)  19.5(8-76) 2 336
1,386 25.0(39.5) 12(6-29) 2 695
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13.

(%)

46 63(5)
18 11(1)
19 24(2)
22 23(2)
6 <10
11 10(1)
17 13(1)
35 36(3)
16 14(1)
22 19(1)
72 51(4)
64 67(5)
166 120(9)
97 68(5)
30 17(1)
18 <10
14 14(1)
16 10(1)
3 <10
24 20(1)
16 15(1)
30 29(2)
66 68(5)
14 15(1)
25 18(1)
36 34(2)
108 141(10)
62 52(4)
20 23(2)
16 <10
5 12(1)
11 11(1)
15 26(2)
36 43(3)
14 10(1)
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10 <10
9 <10
19 18(1)
4 12(1)
61 60(4)
8 18(1)
22 16(1)
19 31(2)
24 21(2)
27 16(1)
60 57(4)
28 32(2)

1,481 1,386

26
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14, ( 1,386 )

. (%)

<10
95(7)
157(11)
26(2)
MRI <10
MRI 657(47)
561(40)
678(49)
<10

<10

<10
21(2)
48(3)
27(2)
<10
260(19)
<10
127(9)
55(4)
22(2)
23(2)
45(3)
25(2)
67(5)
436(31)
332(24)
524(38)
225(16)
245(18)
49(4)
86(6)
32(2)
76(5)
186(13)
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33(2)

729(53)
1-4 259(19)
5-9 147(11)
10 251(18)
1,032(74)
1-4 133(10)
5-9 97(7)
10 124(9)
1,320(95)
1-4 57(4)
5 <10
1,066(77)
1-6 215(16)
7-13 54(4)
14 51(4)
1,166(84)
1-6 89(6)
7-13 44(3)
14 87(6)
ICU
1,332(96)
1-2 23(2)
3-6 12(1)
7 19(1)
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15.1CD10

ID , (%)
A00-B99 35(3)
2  C00-D48 14(1)
3 D50-D89 <10
4 E00-E90 300(22)
5 F00-F99 10(1)
6  G00-G99 439(32)
7  HO00-H59 55(4)
8  H60-H95 13(1)
9 100-199 134(10)
10 J00-J99 164(12)
11  KO00-K93 52(4)
12 L00-L99 <10
13 MO00-M99 26(2)
14  NO0-N99 31(2)
15  000-099 <10
16  P00-P96 <10
17  Q00-Q99 <10
18  R00-R99 49(4)
19  S00-T98 32(2)
20  \V01-Y98 <10
21  Z00-Z99 <10
22 U00-U99 <10
1,386
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16.

3

DPC 1
( ) %) ( (
) )
30(2)  14.9(183)  7(4-17) 2 83
929(67) 25.7(33.7)  14(7-31) 2 364
<20 335(27.7)  25(10-60) 8 92
174(13) 24.0(39.7)  13(5-27) 2 400
<10 28.7(26.4)  22(5-47) 4 T2
49(4)  37.7(37.9)  19(10-59) 2 132
34(2)  80.0(131.0) 39.5(15-75) 3 695
153(11)  7.5(10.5) 5(3-8) 2 90
1,386  25.0(39.5)  12(6-29) 2 695
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