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Table 1. Clinical features of the newly registered and renewed PM/DM patients in 2009,

Newly registered (n= 1459)

Renewed (n=12,51)

+ () Unknown Defect +) - Unknown Defect
Clinical features n % n % n % n % n % n % n % n %
1 Demmatiis
a Heliotrope eruption 441302 971 666 E2] 23 1308 113 6903 808 1 06 BT
b. Gotron's papules 610 418 803 55 31 21 151 155 9370 765 8 07 8%
¢ Erythema o 3 606 415 80T 553 38 26 1B 12 174 9158 748 5% 05 o7
2 Proximal muscle 1280 877 163 112 10 07 6 04 552 4565 373 4 03 88
3 Muscle pain or tender 1076 737 365 25 8 05 0 07 35 6985 57 54 04 930
4 Elevation of serum m: y 1248 855 195 12 4 03 2 22 268 7644 624 23 19 1091
5 Myopathic changes in electromyography 647 443 160 11 631 432 21 14 118 1572 128 8051 657 1181
6 Anhritic inflammation or pain without bone erosion 619 424 78 498 8 51 0w 2 26.1 7205 588 8 64 1064
7 Symploms of systemic inflammation
a’ Fever 580 404 76 52 2% 19 663 54 10349 845 243 996 B1
b. Elevation of C-reactive protein 852 584 26 18 2329 19 8871 724 1051 86
¢. Increased erythrocyte sedimentation rate 782 536 247 169 2053 168 7689 628 2507 205
8  Seum Jo-1 antibody 210 144 110 75 21 14 953 78 6515 532 3687 300 109 9
9 Myopathic changes in muscle biopsy 544 373 743 509 40 27 219 192 1093 89 762 622 1187 97
10 Interstitial preumonia 736 504 151 4538 37 6751 551 o2 78
Table 2. Therapeutic effectiveness in newly registered and renewed PM/DM patients in 2009.
Newly registered (n = 1459) Renewed (n=12,251)
(+) (=) Unknown Defect (+) (=) Unknown Defect
Treatments n % n % n %o n % n % n % n % n %%
1347 923 99 13 09 11,029 90 276 23 946 77
910 17 34 255 76 56 10464 949 66 0.6 129 1.2 370 34
212 1190 57 39 2830 23.1 7909 646 1512 123
ffectiveness 134 33 27 12.7 18 835 2490 88 65 23 145 51 130 46
Immunosuppressants 363 1054 42 29 4042 403 5988 489 1321 108
Effectiveness 199 6 120 33.1 38 105 4291  86.8 124 25 239 4.8 288 58
Corticosteroid pulse 360 1055 44 3 2806 229 8010 654 1435 117
Effectiveness 236 5 82 22.8 37 103 2495 889 39 14 54 1.9 218 78
Plasma exchange 5 1393 61 4.2 104 0.8 10583 864 1564 128
Effectiveness 3 0 2 40 0 0 69 664 6 58 10 9.6 19 183
Other therapies 146 1146 167 115 2002 163 8242 673 2007 164
Effectiveness 81 6 35 24 24 164 1602 80 45 23 184 9.2 171 8.5
Table 3. Complications in newly registered and renewed PM/DM patients in 2009.
n=1459 251
(+) =) Unknown Defect (+) (=) Unknown Defect
Complications N % n % n % n % n % n % n % n % p Values*
Infections 87 6 1333 914 24 15 1 1575 129 9708 79.2 88 0.7 880 72 p<0.0001
Gastrointestinal ulcers 43 29 1322 90.6 74 20 1.4 758 62 10360 846 251 2 882 72 p<0.0001
Diabetes mellitus 190 13 1231 844 21 17 1.2 2671 21.8 8663  70.7 48 869 7.1 p<0.0001
Hypertension 244 167 1189 81 11 15 1 3391 27.7 7948 649 40 872 7.1 p<0.0001
Compression fractures 34 2.3 1383 948 26 16 11 1466 12 9750 796 164 871 7.1 p<0.0001
Bone necrosis 9 0.6 1401 9 32 17 1.2 612 5 10436 852 309 894 73 p<0.0001
Myocardial infarction 20 1.4 1405 963 13 21 14 184 L5 11,127 90. 49 891 73 p=0.6026
Cerebral infarction 24 1.6 1398 958 16 21 14 32 2. 61 898 7.3 p=0.0103
Malignant neoplasms 148 10.1 1119 76.7 161 31 21 6. 212 883 72 p<0.0001
DIC 8 05 1406 964 21 24 1.6 ( 36 902 74 p=0.0901
Others 167 114 975 668 28 289 19.8 165 1837 15 p<0.0001

#*p Values were based on chi-square test, the significance level of 0.0.5.
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Table 1. Electronic data Entnlfg,f rate for aplastic anemia {on Auglszt 20186 ;‘%0)7_'\\_95% L\'[’:o
Ma. of electranic Total Mo, of Electronic data
Fizcal vear entries® registerd patients® entry rate® O %_’EIEF_ 0)7_—‘—9)\ j] $ [j:j_—‘_gj'\ j]

2004 o192 2178 0.672 aht= M%yﬁz(x%a%;&)é ﬁiﬁﬂl

2005 5835 8,997 0.649 - —I SR 4o

2007 4,558 0,162 0.497 .»ﬁ\’!ﬂ)f“%']’JT:-'EO)&L'CE'I'%— LT: (&

2008 6,565 9.301 0.706 1)

2009 8,363 8,479 0.882

2010 7.211 0.417 0.766 O 2004~2013FEDEFEDEEIDHE

o s 10.143 0603 3L BEEAEEA RO R D

2012 7,661 10,287 0.745 \ ~ i 2%

2013 0,462 10,428 0.524 %?EFHL N 2004 201335,‘_0)% fiﬂz
T e e SDWTRR (BB SRR R A
MERSD . ChEBREDANETEH
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Ohta A, Nagai M, Nishina M, Kamei M, Shimada N, Nakao S, Arai S, kurakawa M. Incidence of aplastic anemia in Japan.
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Table 2. Estimated number of incidence cases of aplastic anemia by enset year

Table 3. Estimated number of incidence cases of severa ot very severe aplastic
anemia* by onset vear (* stage4 and stage5 based on Japanse severity criteria)

Onset Initially registered fiscal year Onset Initially registered fiscal year

vear 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 Total® vear 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 Total®
2004 628 122 27 20 18 10 10 11 8 2 857 2004 323 76 1 2 1 354
2005 92 780 112 38 34 16 18 14 9 10 1123 2005 65 405 20 10 10 2 4 5 1 . 523
2006 77 70 111 43 26 13 6 9 12 1038 2006 . 48 362 28 11 . . . 449
2007 . . 60 783 113 36 21 24 12 12 1061 2007 . 37 416 27 9 3 [ 4 497
2008 . . E 105 795 95 51 20 13 13 1092 2008 . . . 70 414 33 12 . 4 532
2009 . . . T 676 127 46 17 13 950 2009 . . - . 48 332 29 7 4. 421
2010 . . . 58 919 140 39 27 1182 2010 . . . . . 36 458 29 5 6 534
2011 . . . . 61 938 142 21 1162 2011 . . . . . 30 477 28 4 548
2012 . . . . . 52 983 126 1161 2012 . . . . . . . 29 483 36 548
2013 . . . . . . . . 51 859 810 2013 . . E E . . 24 399 423
Total 10535 Total 4829

*Estimated mumber of incidenos sases

Table 4. Estimated number of incidence cases and incidence rate of aplastic anemia
by sex, 2004-2013

* Ectimatod number of ncidencs easos

Table 5. Estimated number of incidence cases and incidence rate of severe ot very
severe aplastic anemia* by sex, 2004-2013 (* stage4 and stage5 based on Japanse
severity criteria)

Onset Estimated number of incidence cases Incidence per 1,000,000 person-years Onset. number of cases Incid per 1.000.000 person—years
YEI  Total Male Female S?:’.r;t:\c Total Male Female S:;I;t)lo year Total Male Female S?;/r;t;o Total Male Female S:E /rat:\lu
2004 857 419 438 1.05 6.7 6.7 6.7 1.00 2004 354 179 174 0.97 2.8 2.9 2.7 0.93
2005 1,123 495 628 1.27 8.8 19 9.6 1.21 2005 523 239 284 1.19 4.1 3.8 4.3 1.13
2006 1.038 464 574 1.24 8.1 14 8.8 118 2006 449 213 236 111 3.5 3.4 3.6 1.06
2007 1.061 433 628 1.45 8.3 6.9 9.6 1.38 2007 497 181 316 1.75 3.9 2.9 4.8 1.66
2008 1,092 513 579 113 86 8.2 8.8 1.07 2008 532 221 3an 1.4 4.2 3.6 4.8 1.34
2009 950 436 514 118 75 10 19 112 2009 41 183 228 1.18 33 31 3.5 1.12
2010 1,182 537 645 1.20 9.2 8.6 9.8 1.14 2010 534 258 276 1.07 4.2 4.1 4.2 1.01
2011 1.162 495 668 1.35 9.1 8.0 10.2 1.28 2011 548 247 301 1.22 4.3 4.0 4.6 1.15
2012 1161 536 625 117 9.1 8.6 9.5 110 2012 548 273 275 1.01 4.3 4.4 4.2 0.95
2013 910 388 522 1.35 71 6.3 8.0 1.27 2013 423 182 241 1.32 3.3 2.9 3.7 1.25
Total  10.535 4714 5820 1.23 8.3 16 8.9 117 Total 4,829 2.187 2 642 1.21 3.8 3.5 4.0 1.15

Figure 1. Incidence rate of aplastic anemia by sex and age in 2004-2013
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Figure 2. Incidence rate of severe ot very severe aplastic anemia® by sex and age
in 2004-2013 (* staged and stageS based on Japanse severity criteria)
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