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It was reported that early diagnosis with proper dietary
therapy. could prevent the mental retardation caused by phenyl-
ketonuria (PKU). By using the Guthrie Bacteria Inhibition Assay
(BIA) of blood phenylalanine (Phe) as the screening method, a 20
months and a 12 years old PKU boy were detected in Taiwan from
70 hospital out-patients and 551 children in mental institutions,
respectively. Both of them were confirmed by urinary FeCl; &
Phenistix tests, serum Phe (24.7—29.9mg/dl) & tyrosine (Tyr,
0.6—1.1 mg/dl) determined by fluorometric method, and plasma
Phe/Tyr ratio (>31.6) determined by amino acid analyzer. Both
of them were ruled out of biopterins metabolism defect by deter-
mination of 24 hr. urinary catecholamines (by HPLC). The FeCl,
& Phenistix tests became negative when blood Phe were reduced to
15 mg/dl, which indicated that these tests were not sensitive enough
for diagnosis nor for monitoring of therapy. The blood and serum
Phe of three PKU patients on dietary therapy has been monitored
by BIA and fluorometric methods, respectively. The fluorometric
“method was more sensitive and reproducible than the semi-quanti-

tative BIA method. With these laboratory tests, we should be able
_ to screen, diagnose and monitor the dietary therapy of PKU in
; Chinese children.
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