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Nation-wide Survey on the Current Status of Children with Progressive Systemic
Scleroderma, Dermatomyositis or Polymyositis in Japan

Shin KUBAGAWA
Department of Pediatrics (Director: Prof. Yukio FUKUYAMA)
Tokyo Women'’s Medical College

The actual conditions of 62 children with dermatomyositis (DM), 14 with polymyositis (PM) and 9
with progressive systemic scleroderma (PSS) were investigated by a questionnaire delivered to the
departments of pediatrics of 185 universities or other major hospitals throughout the country, with the

following results.
1. DM and PM

a. About 30% of the DM patients had experienced onset in childhood, and a peak was observed

for onset under the age of 5 years.

b. Adrenocortical steroid hormones were effective in about 90% of the DM and PM patients.

c. As for the prognosis, the conditions were cured or relieved in 60% of patients, while 5% died,
suggesting that the prognosis was more favorable than in adult cases throughout the country.

d. There was no single case with association of cancer, although one case each of
lymphosarcoma and malignant lymphoma-like changes in the subcutaneous nodules were observed.

2. PSS

a. PSS isa rare disease, and the prognosis was found to be poorer than in adult cases.
b. The results of RA and LE tests were positive in a high percentage of patients, showing the
possible existence of an overlap syndrome with SLE or juvenile rheumatoid arthritis.
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