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2,599 750 (28.9%) 454 (60.5%) 96 989 486 36 1,943
85 85 (100.0%) 40 (47.1%) 121 257 66 128 386
500 72 72_(100.0%) 32 (44.4%) 33 74 21 32 116
400 499 59 37 (62.7%) 18 (48.6%) 39 128 69 0 263
300 399 84 35 (41.7%) 14 (40.0%) 6 36 15 7 65
200299 T 123 ar@om. 21 (68 0 T 40 39195
100 199 309 47 (15.2%) 23 (48.9%) 24 322 192 0 698
99 304 42 (13.8%) 18 (42.9%) 2 34 22 0 7
4 4 (100.0%) 4 (100.0%) 159 159 0 159 159
1,040 359 (34.5%) 170 (47.4%) 404 1,128 220 696 1,559
88 88 (100.0%) 45 (51.1%) 215 420 50 323 518
g T 100 lo0 (1000% 437(430%) 433 aoe ey 77 a1l
400 499 54 33_(61.1%) 18 (54.5%) 16 48 12 24 72
300 399 71 34 (47.9%) 21 (61.8%) 13 44 14 16 72
200 299 4T o3 (ABOW) 1 argw 7 O T 2 Teg
100 199 72 33 _(45.8%) 21 (63.6%) 31 106 73 0 250
99 31 21 (67.7%) 9 (42.9%) 0 0 0 0 0
3 3 (100.0%) 2 (66.7%) 249 374 215 0 796
466 335 (71.9%) 170 (50.7%) 664 1,331 244 854 1,809
88 88 _(100.0%) 51 (58.0%) 253 437 59 321 552
Bog T 14 104 (100.0%) 51 (490 287 T B85 0y T 189 Tosl T
400 499 67 39 (58.2%) 15 (38.5%) 201 898 648 0 2,168
300 399 92 38 (41.3%) 16 (42.1%) 40 230 40 152 308
200 299 96 32 (33.3%) 18 (56.3%) 56 299 140 24 574
100 199 144 40 (27.8%) 18 (45.0%) 224 1,792 2270 0 6,242
g T 14 TasTeeow 7oGLen 15y T 1066 mgz T 0227 T
1 1 (100.0%) 1 (100.0%) 72 72 0 72 72
706 375 (53.1%) 187 (49.9%) 1,292 5,379 2,448 581 10,176
15,878 4,652 (29.3%) 2,321 (49.9%) 6,117 21,917 2,821 16,389 27,445
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B 850 (100%) 524 (6LOW 806
500 1,450 1450 (100) 685 _(47.2% 289
400499 1173 609 (519%) 289 _(475%) 75
300399 1,955 549 (28.1%) 250_(45.5%) 34
AL 200299 2033 392 (19.3) 180_(45.9%) 18
100199 4,705 449 (9.5%) 217_(48.3%) 8
99 3,604 335 (9.1%) 162_(48.4%) 5
9 9 (100%) 8_(88.9%) 259
15878 4652 (29.3%) 2,315 (49.8%) 1,494
i 859 859 (100%) 524__(61.0%) 9
400499 1,173 609 (51.9%) 289 _(475%) 1
300399 1,955 549 (28.1%) 250_(455%) 1
AH 200299 2033 392 (19.3%) 180_(45.9%) 0
100_199 4,705 449 (9.5%) 217_(48.3%) 0
99 3,604 335 (9.1%) 162 (48.4%) 15
9 9 (100%) 8 _(88.9%) 2
15878 4652 (29.3%) 2,315 (49.8%) 30
859 859 (100%) 525 (61.1%) 194
5001450 1450(100%) 685 (472%) 95
400499 1173 609 (51.9%) 289 (475%) 25
300,399 1,955 549 (28.1%) 250 _(45.5%) 22
AA 200 299 2033 392 (19.3%) 180 (45.9%) 5
100199 4705 449 (9.5%) 217_(48.3%). 3
99 3694 335 (9.1%) 162_(48.4%) 2
9 9 (100%) 8 _(88.9%) 104
15878 4652 (29.3%) 2,316 (49.8%) 450
859 859 (100%) 524_(61.0%) 413
1450 (100)
549 (28.1%) (45.5%)
FAP 392 (19.3%) (45.9%) 0
9 9 (100%) 8 _(88.9%) 3
15878 4652 (29.3%) 2,315 (49.8%) 482
859 850 (100%) 524 (6LO¥) 133
0. 1450 (100%) 685 (4720 26
609 (51.9%) 289 (47.5%)
SSA
9 9 (100%) 8 (88.9%) 4
15,878 4652 (29.3%) 2,315 (49.8%) 174
859 859 (100%) 524 _(61.0%) 19
500 1.450 1450 (100%) 685__(47.2) 169
400499 1173 609.(51.9%) 289 (47.5%) 192
300399 1,955 549 (28.1%) 250 (455%) 48
DRA 200,299 2033 392 (19.3%) 180 _(45.9%) 37
100
9 (100%) !
4652 (29.3%) 2,315 (49.8%)
859 _(100.0%) 525 (61.1%)
500 1,450 (100.0%) 685 (47.2%)
400__499 609_(5L9Y%) 289_(47.5%)
300399 549 (28.1%) 252 (459%)
o) (CAA) 200299 392_(19.3%) 180 _(45.9%)
100199 449 (95%) 217 (483%)
9 335_(91%) )
15878 4,652 (29.3%) 2,318 (49.8%) 1344
859 859_(100.0%) 524 _(61.0%) 34
500 1450 1450 (100.0%) 685 (47.2%) 15
400__499 1173 609__(51.9%) 289_(47.5%) 6
300399 1,955 549 (28.1%) 250__(45.5%) 1
@ (CAA) 200299 2033 392_(19.3%) 180 _(45.9%) 2
100199 4,705 449 (95%) 217 (483%) 1
99 3,694 335_(9.1%) 162 (48.4%) 1
9 9__(1000%) 8__(88.9%) 0
15878 4,652 (29.3%) 2,315 (49.8%) 60
859 859 _(100.0%) 524 _(61.0%) 79

(28.1%)

(455%)

(193%)

(45.9%)

15,878
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400__499 1173 609_(51.9%) (47.5%)
300 __399 1,955 549 (28.1%) (45.5%)
200.__299 2,033 392 _(19.3%) (45.9%)
100__199 4,705 449 (9.5%) (48.3%)
99 3694 335_(9.1%) (48.4%)
9 9 _(100.0%) (88.9%)
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100199
9
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8 (889
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x0.5 X x0.4 x0.3 x0.2
0.6
99 5 25 1 2 15 1
100-199 10 5 5 5 4 3 2
200-299 20 10 10 10 8 6 4
300-399 40 20 25 30 16 12 8
400-499 80 40 50 50 32 24 16
500 100 100 100 100 100 100 100
100 100 100 100 100 100 100
100 100 100 100 100 100 100
1)
% 500
100%
4 3

796 634 653 670 597 568 545

904 671 703 715 638 595 568

1043 774 802 813 710 665 624

930 719 752 772 688 646 623

983 753 780 808 712 671 636

371 323 328 331 315 310 309

321 201 297 298 289 286 283

375 331 336 341 325 320 318

9 9 9 9 9 9 9

5732 4505 4660 4757 4283 4070 3915
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851
3,741
2015 12
25 2005 1 1 12
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1,566 1,102
222 32

2016 1 22

2,106 56.7%

2016 3
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2 ( )
( ( uc)
( CD))
751(48.1%)

):23,178  CD(
751(53.8%)
):5,568  CD(

621(73.8%)
):942  CD(

144(67.6%)
):79  CD( ):11

2,106(56.7%)
cO(  ):29,767

UC:60,558
):1,250
uc:9,011
):179
uc:1,902
):44

cD(

cD(

cD(
UC:192

cD(

UC: 71,663
):1,484
3 (
)
219,700 (95
118,800 (95

cD(

184,000-255,400)
99, 800-

137,900) 100,800 (95
83,900-117,800)
70,700 (95 56,700-84,700)
49,100 (95 38,900-
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( 26
)
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HNE 5=
MHE i EREE d&E Bl ERdEE d&E

REEZESBRE 100% 142 100.0% 142 136 100.0% 136
5005 LA LD — R 100% 305 100.0% 305 259 100.0% 259
400~500 R D—f& 7BPE 80% 273 80.1% 341 195 80.2% 243
300~ 399 FED— & FRh% 40% 252 40.1% 628 177 40.1% 441
200~299 FED— % 7{b% 20% 188 20.0% 938 103 20.2% 511
100~ 199 FED—% 755% 10% 244 10.0% 2,440 148 10.1% 1,471
99BRLL F 0— &S Bz 5% 132 5.0% 2,623 83 5.0% 1,646
%R BAPE 100% 30 100.0% 30 1 100.0% 1

1,566 21.0% 7,447 1,102 23.4% 4,708

NEFR NRSE 2
HHE e EEHEE & i ERdE d&EH BHEE

REEZELHM BRE 100% 125 100.0% 125 82 100.0% 82 485
50058 LA LD — &R b 100% 233 100.0% 233 86 100.0% 86 883
400~500 FED—fx 75P% 80% 179 80.3% 223 31 81.6% 38 678
300~399 FRD— & BPE 40% 140 40.0% 350 11 40.7% 27 580
200~299 FED— % 7{b% 20% 69 20.2% 342 6 23.1% 26 366
100~ 199 FED—% 75h% 10% 67 10.1% 666 4 12.5% 32 463
99FRLL F0— &S Bz 5% 37 5.0% 737 2 7.1% 28 254
R BAT 100% 1 - - - - 32

851 31.8% 2,677 222 69.6% 319 3,741




uc CD CD

140 140 (100.0%) 108 (77.1%) 23,959 10,216 403

500 305 305_(100.0%) 156_(51.1%) 15,754 4,236 380
400 499 341 273 (80.1%) .. 117 (429%) ... 6074 . 1609 241
300 399 627 251 (40.0%) 107 _(42.6%) 4933 1368 91
200 299 937 187 (20.0%) 78 (41.7%) 1198 235 18
100 199 2440 244 (100%) . 106 (434%) .58 129 .. 13
99 2,622 131 (5.0%) 55 (42.0%) 373 100 5
30 30 (1000%) 24 (80.0%) 7685 5285 .99
7442 1561 (21.0%) 751 '(48.1%) 60,558 23178 1,250

135 135 (100.0%) 104 (77.0%) 1,992 1,407 36

500 258 258 (100.0%) 149 (57.8%) 2490 1,487 29
400 499 242 194 (80.2%) 95 (49.0%) 1,887 2112 74
300 399 441 177 (401%) ... 98 (554%) . ....1261 . ...293 . .22
200 299 511 103 _(20.2%) 48 (46.6%) 374 68 4
100 199 1471 148 (10.1%) 63 (42.6%) 720 158 14
99 1,644 81 (4.9%) 33 (40.7%) 287 43 0
1 1 (100.0%) 0_(0.0%) 0 0 0

4703 1097 (23.3%) 590 '(53.8%) 9,011 5568 179

125 125 (100.0%) 114 (91.2%) 1543 756 29

500 232 ...232 (1000%) . . . 166 (716%) . . 216 123 11
400 499 222 178 (80.2%) 142 (79.8%) 35 19 1
300 399 349 139 (39.8%) 100 (71.9%) 19 11 2
200 299 . 341 68 (19.9%) ... 40 (588%) 25 2 1
100 199 662 63_(9.5%) 39 (61.9%) 45 27 0
9 735 35 (48%) .19 (543%) . S (R 0.
1 1 (100.0%) 1 (100.0%) 14 4 0

2,667 841 "(31.5%) 621 (73.8%) 1,902 942 44

80 80 (100.0%) 66 (82.5%) 162 66 7

500 83 83 (100.0%) 53 (63.9%) 23 13 2
400 499 35 28 (80.0%) 13 (46.4%) 3 0 0
300 399 27 11 (40.7%) 5 (45.5%) 1 0 1
200 299 26 6 (23.1%) 5 (83.3%) 2 0 0
100 199 31 3 (9.7%) 2 (66.7%) 1 0 1
99 28 2 (7.1%) 0_(0.0%) 0 0 0
- - 0 0 0 0

310 213 (68.7%) 144 '(67.6%) 192 79 11

480 480 (100.0%) 392 (81.7%) 27,656 12,445 475

500 878 878 (100.0%) 524 (59.7%) 18483 5,859 422
400499 840 673 (80.1%) 367 (545%) 7999 3740 . 316
300 399 1,444 578 (40.0%) 310 (53.6%) 6,214 1672 116
200 299 1815 364 (20.1%) .. 171 (470%) 1599 . 305 .23
100 199 4,604 458 (9.9%) 210 (45.9%) 1348 314 28
99 5,029 249 (5.0%) 107 (43.0%) 665 143 5
32 32 (1000%) .25 (781%) 7699 . 5289 99
15122 3712 (24.5%) 2106 (56.7%) 71663 29.767 1484
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219,700 18200 184,000 255,400
118,800 9,700 99,800 137,900
100,800 8,700 83,900 117,800
70,700 7,100 56,700 84,700
49,100 5,200 38,900 59,300
21,600 2,000 17,700 25,500
4,200 440 3,400 5,100
2,800 320 2,200 3,400
1,400 150 1,100 1,700
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1) Nakamura H, Kimura E, Mori-Yoshimura M,
Komaki H, Matsuda Y, Goto K, Hayashi YK,
Nishino 1, Takeda  SI, Kawali 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.
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interfering with vision in the United States. Cornea
2014; 33: 848-850.

21
2010

2014;
118(2):134-136

24 2013

pl88 2010
Nelson LB, Spaeth GL, Nowinski TS, et al.
Aniridia. a review. Surv Ophthalmol 1984; 28(6):
621-642.
Kurilec IM, Zaidman GW. Incidence of Peters
anomaly and congenital corneal opacities
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USA) IPH 10 EHO 12 BCS
21% 11 3
IPH 63 EHO 58 BCS 44
BCS
BCS 44

-70-



3
IPH 11 EHO 14
BCS 22 2014 1
IPH 11 4 EHO 11
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Shimada H, Kawamura N, Sakae N,
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2
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3.
1999
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2
A
B
A

2,148
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220
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Cox
X
10 S(x)
S()= [SO]eXp B x)
S()= {[SO]eXp(B a)yexp (B (x-a))
{[SO]exp(B a)}
a 10
a [SO]exp (B a)
exp (B (x-a))
X S(X)
Cox
X t
S(t:x) S(t:x)=[S0(t)]exp
B x S0(t)

X a
S(Ex)={[S0(t)exp(B a)}exp (B (x-2))
{[S0(O) Jexp(B a)}

a t
a
[So(t)]exp (B a) exp
B (x-2)) X
S(t:x)
30 30 59 60
NYHA [ Y

Reclassification table

Reclassification table net
reclassification improvement (NRI)
integrated discrimination improvement

(1D1)
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Net Reclassification Improvement (NRI)
= [Pr(upjcase) - Pr(down]case)] +
[Pr(down]control) - Pr(up]control)]

Integrated Discrimination Improvement
(ID1) = (ave Pcases - ave PcontroNnew
model - (ave Pcases - ave Pcontrolold
model

10

10

SPSS
ROC
Reclassification table

10
1,482
10 55.9

NYHA

(LVD index) LVD index

10

10 DCM = (0.559)e[0.493(age2 -
0.28) + 1.197(age3 - 0.47) -0.330(sex -
0.28) + 0.640(NYHA2 - 0.41) +
0.925(NYHA3 - 0.29) + 0.781(NYHA4 -
0.10) + 0.015 (LVDindex - 39.4)]

age2, 30-59 =1, =0 age3, 60
=1, =0 sex =0 =
NYHA2, NYHA 11=1 =0
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NYHA4, NYHA 1v=1 =0 LVD

index,

1,577
10 68.9
NYHA XP
(CTR) (EF)
(1VST)
10
10 HCM =(0.689)e[-0.083(age2 -

0.34) + 0.898(age3 - 0.58)-0.270(sex -
0.29) + 0.388(BMI1 - 0.14)- 0.394(BMI3 -
0.31) + 0.405(NYHA2 - 0.27) +
1.249(NYHA3 -0.04) + 1.383(NYHA4 - 0.01)
+ 0.061(CTR - 53.5) - 0.025(EF - 71.1) +
0.033(IVST - 16.7)]

age2, 30-59 =1 age3, 60
=1 sex, = BMI1, BMI <20
=1; BMI3, BMI>25 =1  NYHA2, NYHA

2=1 NYHA3, NYHA 3=1
4=1 0

NYHA4, NYHA

NYHA

10

10 =(0.689)e[-0.18 (age2 - 0.34)
+ 0.79(age3 - 0.58) -0.30(sex - 0.29) +
0.36(BMI1 - 0.14)-0.35(BMI3 - 0.31)
+0.06(CTR - 53.5)-0.03(EF - 71.1)+0.03
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+0.84(NYHA3(+) - 0.02)+1.39(NYHA4 -

0.01) +0.77 (sinus(+) - 0.03) -
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0.053(Af/AF(+) - 0.18)]
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age2, 30-59 =1 age3, 60 10
=1  sex, = BMI1, BMI <20 3
=1; BMI3, BMI>25 =1 NYHAL(+), NYHA 1-
B =1 NYHA2(-) NYHA 2-B3 10
=1 NYHA2(+) NYHA 2-B 4
=1 NYHA3(-) NYHA 3-B
=1 NYHA3(+) NYHA 3-B =1 D.
NYHA4 NYHA 4=1 sinus(+) -
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AT/AF(+) -
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10
10

10
ROC Reclassification table
10

Model 1: NYHA 10
Model 2: Model 1 BNP

Model 3: Model 1 BB

Model 4: Model 1 BNP, BB

BNP BNP (<20, 20-99, 100-299, 300<)
BB:p BNP
ROC ROC

AUC  (95% Model 1

0.68 (0.62-0.74) Model 2  0.72 (0.66-
0.78) Model 3 0.71 (0.65-0.77)

4 0.74(0.68-0.79) Model 1
Model 2, Model 4
p=0.048, p=0.010 2

reclassification table
Model 1 Model 3 NRI1 1DI
Model 1 BNP BB
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