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SUMMARY

In 1977 a program for neonatal screening for
inborn errors of metabolism using Guthrie method
was initiated in Chiba prefecture.

For four years (1977-1981) 178,500 infants were
tested, and we detected 33 cases of histidinemia.

The incidence of histidinemia in Chiba is 1 in
5400. It is high compared with that of Japan (1
in 8100).

Histidine loading test (100mg/kg, per os) was
carred out in 28 cases. The levels of histidine of
the histidinemia infants were higher than those
of controls and their parents. The urinary excre-
tion levels of formiminoglutamic acid were lower
than those of controls and their parents.

We could not differentiate histidinemia into few
groups by loading tests.

We treated histidinemias if blood levels of histi-
dine were 8 mg/dl or above while on normal
diet. We treated them with a low histidine diet
using Yukijirushi special formula.

We assessed development of histidinemia at one
and two years of age. All patients showed normal
physical, mental and lingustic development.

We detected untreated three cases of histidine-
mia among the siblings and parents of a new
born infant who was found to have histidinemia
by mass screening . program. One sibling case
showed low DQ (developmental quotient) and

delay of lingustic development.
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