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77.621.4p9/d8, 74BT 76.3% BEENIODWTFAERHD L.
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Abstract

Screening for urea cycle disorders.

1.Survey of Congenital hyperammonemia in Japan last

10 years.

2 .Carnitine status of low birth weight infant in

relation to hyperammonemia.
Ichiro Matsuda.

(1)We sent quetionaries to 702 institute for

~survey of congenital hyperammonemia. 372/702
institute (46.6%) riplied for the quetionaries,

which informed us 140 cases of ureacycle

disorders,

aciduria,

disorders showing hyperammonemia,

85cases of congenital oganic

27 cases of amino acid metabolic

of transient hyperammonemia in neonate.

(2)Blood ammonia level was well related to milk

intake, which was also responsible for total

and free carnitine levels in serum.

A significant negative correlation between

blood ammonia and free carnitine,

correlation between blood ammonia and acyl/free
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and 35 cases

and positive



carnitine ratio were observed.
The obervasion indicated that a certain amount

of milk intake seemed to be necessary to keep
the blood ammonia level in the ideal range.
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I*2
SRE L M7 > E = 7E(O ~248509)

~2%uw+6d(n=15) 89.9%25.4 ug/dd
30w+ O0d~34w+6d(n=49) 77.1+23.8
35w+ 0d~39u+6d(n=40) 75.6%25.2 "
40w+ Od~ (h=5) 77.6x24.0 "

HAeERBLrME 7Y E-T7IE(O ~24850)

~ 9989 (h= 6)  86.3%21.9 pg/dd
1000~1499g (n=24)  84.3%29.6 u
1500~1999g (n=38)  74.8+25.7 =»
2000~2499g (n=41)  76.9+24.1 #

—138—



BEHTFIRA b OCRGEEMXTER YIMER ﬁ
BXO—BTIH. BREOMACERENETNIRENHYET

702 52 63
46.6%
1 140 114



