R 770 YLEWOERICE BT b
JeFu b4 7F5Y) URIEDL

Z ®H B #
o R F B

B ) 7
CE =L ST NEE )

TrrerFobA 77y BHy) RZHERE7 2 =475 = VIMEGE7 2 E)E2 L,
ERCPRMRERE &3 0THD, RYLE, BENEERRELL-TH5, 4,
bhbNEBEEREAs u~ 25 74— (HPLC) 2FWNT, Fh7 5 Y ALEYOERETT
WE 7 = ME DR RZME AR L.

x4 E 3

WY PKU 241, Y Fo 75y o vErkE (DHPR) KIBE 26, YL Foes 75
) SR (DHBS) KIEFES 1, =~ ko — 3461 (FA30H, NR4H) ZELE,

y: ] ik

BERBIAZBICT R I VBEEMA (KIBE1 %) ERB T8 CTRERE L. &
fied 77y v (B), BHy BHy, 25080 ERBT 2700, FMEEL LT, 1) IKTHRL
DY RTNE (BOAKRE), 2) BT T2 - FQOE (B+BH,+BH, £H%E), 3) T4
TTa— FRE (B+BH; £HE) 2T, B30B0OREBDO 77 ) (ka4 HPLC THl
% U7co HPLC (3 Fipak Sil 184 5 4, B®IE5 %4 2 / — 0, HE 1.27/min, FhEiE
360 nm, 3HTHE 450 nm ORETTF o7,

BRRUER

DHPR KBfE+H L B PKU TR e 2 v b o — 1 &~ T Total B (B+BH,+
BH,) o¥Emssontc (£1)e L L, DHPR Gl BHEEMAEDOKESIIBIHBTHD,
BH, BB LALEDONT, CiCH L THEK PKU TRRESH BH, THb, WHIC
IS ISR B S e DHBS RIBAE TIZEA Ne DN, BHEAD EENED S
nrco ULOBRIRFT 77 ) VLAMOERICL-T, B7 = MEXE T2 EBENEEIC
FRIHIES € EARL T B,
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%1 Urinary pterins from classic PKU, DHPR deficient,
DHBS deficient patients and controls
(#mol. mmol™! creatinine)

N B BH, |Total B| % B |[% total B

Classic PKU
1 (6Y) 1.19 0.13 1.22 1.75 9.85 59.52
2 (9Y) 1.67 0.26 1.50 2.24 | 13.47 57.29
DHPR deficiency

3 (14Y) 0.86 3.79 0 4.17 | 81.50 82.90
4 (19Y) 0.54 1.92 0 2.27 | 78.05 90.78
DHBS deficiency
5 (1Y) 20.50 0.03 - 0.17 0.15 0.82
6 (1Y) 11.70 |<{0.007 — |<0.007 |<{0.007 | <C0.006
7 (5Y) 12.60 0.03 — 0.10 0.02 0.79
8 (6Y) 11.04 — — 0.12 — 1.08
9 (8Y) 15.11 — — 0.14 | — 0.92
Controls

1 (4Y) | 0.46 0.07 0.28 0.42 | 13.21 47.73
(3Y) 0.52 0.09 0.31 0.57 | 14.75 52.29
(6Y) 0.21 0.09 0.23 0.42 | 30.00 66.67
(6Y) 0.18 0.03 0.12 0.

> W B

19 | 14.63 52.05

N=neopterin, B=biopterin, BH,=tetrahydrobiopterin,
Total B=B+BH:+BH,

B ~__total B
% BZﬁIﬁXIOO, % total B = totalV*B—fN %100

sk, BR PKU OZWOZHORP 75 Y@ TXTKEDP MnO, TELLE 3N
%, MEINIz. LbL, Db OBREIINEE LIZHLIRTO Ne BLUBOAETE
BICERABITNTTIRTS 3 C LER U, TTibB, Ne EBOXESB (=g B x100)
LLTEDT & X, HHA PKU 3 10%61#%, DHPR XIEfE 80%Ri%, £ LT DHBS &
BEZ 1B TAERL, 3EBOMICKEEHENSL NI

DHPR REFOHEREZN T Titbhbhd®mE L L5 ICHMERPIRIBk D DHPR /&
WARETZCECE>TARTSHS. L L, DHBS KEBFELODLTOHR ER K, K1
12 DHBS KiBEE, #OWEBLT 2 v P o—iu (HA30F) O Total B/Ne LA RLAb D
THB. 2 v ba—LTORHLOLILEARTOICHL, BEEOMBEIL0.15~0.56% T2 v+
0— L E3ALEREAAREP 2. COMERITIKE Total B 8L Ne DERBICL- T,
DHBS KIBEDRK ZERENFRETH L CEETRBRL TS,
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B, N ratio
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patients parents Normal Adult
n=5) n=¢6) (n=30) .

1 Total Biopterin to Neopterin ratio (B/N) in controls,
DHBS-deficient patients and their parents

= #

HPLC ZHW TR P77 ) ML WE EFET A LWL T, &7 = ME O HH2HB X
U DHBS RZHEDHRRAZFZEH R S Bbhic.
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