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Percent Distribution of Pterine Derivatives in
Urines (1) and Filter Paper Spots of Urine (I)
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B . Biopterin . BM2 : Dihydrobiopterin ,
BH4 : Tetrohydrobiopterin .
N . Neopterin ., NHz : Dihydroneopterin .

[ 1. Distribution of pterin derivatives in
filter paper spots of urine from
classic PKU patients (A, B), DHPR
deficient patients (C, D) and DHBS
deficient patients (E, G).



# 1. Neopterin (N), hiopterin (B) and total B levels on filter paper spots of
urine (pmol/disc)

Age N B. Total B %B % total B

Control

newborns (9)* 0.36~ 2.76 {<0.12~0.42 0.13~ 0.76 | <5.3~13.2 6.2~37.8

adults  (11)* 1.03~19.31 | 0.76~6.49 2.70~24.16 17.8~42.5 55.6~72.9
Classic PKU

A 7Y 16.07 3.47 70,46 17.2 80.8

B 9Y 12.30 3.04 41.14 19.8 77.0
DHPR deficiency

C ‘14Y 15.97 66, 61 81.60 80.7 83.6

D 19Y 16.15 49.85 63.99 75.5 79.8
DHBS "deficiency

E 1Y 566. 20 <0.12 <0.12 <0.02 <0.02

r 1Y 22.75 <0.12 0.25 <0.5 1.1

G 5Y 80.21 <0.12 0.42 <Q.1 0.5

T ** 6Y 290. 37 — 3.08 s 1.0

I+ 8y 264.94 — 1.56 — 0.6

* Number of observations
** Ascorbic acid was not added to urine
%B=100 B/(B+N), % total B=100 Total B/(Total B+N)
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B 2. Stability of reduced biopterin in

filler paper spots of urine from
PKU.
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E 3. HPLC pattern of dried urine spot

Left: DHBS defect, Middle: DHPR defect
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