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Abstract

Follow-up study of the cases detected by newborn mass-screening

in Japan (2). Present situation of Maple Syrup Urine Disease.

Kikumaro Aoki*and Kayoko Kino*®

Thirty-one cases of Maple Syrup Urine Disease (MSUD) has been
detected to date since the initiation of newborn screening pro-

gram. Five cases has deceased by acute episodes following in-

fections and at the stage of the initiation of early treatment.

Mortality rate has reached to 15.6%Z. IQ of about half of older
cagses show below 80. Therefore the prognosis of MSUD is said
to be not satisfactory. Emergency treatment of cases in acute
stage has usually been by multiple exchange transfusion, peri-
toneal dialysis, or both. At the same time, it is important to

provide energies and amino acids other than those that cannot
be catabolized to take advantage of the power of the anabolic
laying down of protein in lowering the toxic level of branched

chain amino acids. It is necessary to develop those amino-acid

mixtures for intravenous administration.
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