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Clinical Features of Cardiomyopathy in Japanese Children

Toshio Nishikawa*, Tsutomu Saji*, Toshihiro Ino*, Kensuke Harada*,
Kazuo Momma', Hikaru Matsuda', Hisataka Yasui', Shigeyuki Echigo"
' Committee for cardiac transplantation in Japanese Pediatric Cardiology Society
*Society in Kanto district for heart muscle disease in children

We conducted a nation wide survey for pediatric cardiomyopathy to clarify the clinical features
of cardiomyopathy in Japanese children. A total of 135 cases (75 male, 60 female, mean age ; 94
years) were reported from 65 hospitals. The cases included 69 dilated cardiomyopathy (DCM) , 12 di-
lated phase hypertrophic cardiomyopathy (dHCM), 10 restrictive cardiomyopathy (RCM) and 17
other cardiomyopathy. Sixty five cases (48%) died from congestive heart failure with or without ar-
rhythmia during the follow-up period. Echocardiography showed depressed left ventricular systolic
function (left ventricular ejection fraction ; 26.7+13.7%) and cardiac catheterization disclosed in-
creased left ventricular end-diastolic pressure (16.8+87 mmHg). Most of the cases were treated
with digoxin, diuretic drugs, ACE inhibitors, p adrenoreceptor blocking agents, or calcium channel
blocking agents. B adrenoreceptor blocking agents were used for 40 cases of DCM or dHCM and re-
sulted good outcome in 29% of the cases. Cardiac transplantation was considered to be necessary for
45% of 135 cases including 42 DCM, 8 dHCM, 6 RCM and 5 other cardiomyopathy, at the age of mean
9.8 years. Seventy four% of them died during follow-up period (mean 6 months) . Survival at one year
was 32.5%. These results may be important to help understand the nature of cardiomyopathy in chil-
dren and to establish appropriate treatment including cardiac transplantation.
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