7z x| VRIETGEEOD

eA77F) v OE

¥ e e *x
R H ST 2
— &, B2
(RBR TR EER A NRH
P - B A
(GNEIY - T |
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EhakHCty, #47Y) 5 (Ne) & Bi o R ex —vic kb, K PKU, o
e Fo Bi Al#% (DHBS) REEL, YeFo ) 7 viEckE (DHPR) XKIEFEO =5
EEAT S EMTEL LD oTca

PNONBAHEER S V- 7OEHSIK L DHAR I cEERK I/ o=+ 5 7 10—
(HPLC) L L 2 HEHMBOTEEHOTETALBED KT Ne, Bi o oic ks e R
L. SElbNbhId, RKIEEO EIHR PKU o RHkfl £ &8 L, Kt Ne, Bi OaR
(Phe HIFRE) X BE(LERFLLOTHET S,

S 127 ORE CRSE TR, ERCRBNTETAT, HAKKES 2808 A
THEETHIRN, EHRIFIIZEFTEoLNBMRERELUGERL, 6 ¥ THE
LeXSiihot. BFELRT T, BHERCBEL, HEERIEE LA TTEE 10 3
1T(AE # =) THotco ABEH, M Phe 30.8mg/dl, Tyr 0.24 mg/dl, FIFAHE 8
FISBM TS 572 RERBICIIMBEEIZ 0, HICHEHRERESE D,

R 2 DEFORT, EREREBHTEINT, HEKKE2,700 g, BIRFETH o708
K% 3 » BAECTHANESAEMINARNS > 72 £ORIEFMICHEE L, B4 TEEDH
ERICGEFLTLAY, BHRBEEENHY, 1Q 39 (WISC), FE, &H T, ARKME
Phe 29.4 mg/dl, Tyr 0.17 mg/dl, REE_HICERETH > 7o

s o Ry PKU 2sggbinsoss, Reb Ne, Bi O@E&ESHT DR, N/B Hidkis0.10
5t 0.13 7, 11~15F O EBEROEHHE PKU @ N/B B 0.9+£0.2 SHEBELTELEME
TH, DHPR RIBHE & D ERNKRE LI o7, 6(R,S)-BH, (7.5 mg/kg) OFOERHER
EfTofc b A, BMHIRT, K Bl 0Bl HNL, BH, 8 +HHMCBRENRTOAICS
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1 Response of serum phenylalanine to tetrahydrobiopterin
loading (p.o. 7.5mg/kg)
Case (1)
Acid oxidation Alkali oxidation
BP
NP NP
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2 Case (1)
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(n mol/m mol creat.)

urinary biopterin
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u-Ne ! urinary neopterin (n mol/m mol creat.)
u-Bi : urinary biopterin (n mol/m mol creat.)
s-Phe : serum phenylalanine (mg/d¢)

3

b 53 M7 Phe EOETEEDShEMh >k @ 1), Tz, REBELSITT VA Y
MR T CRCRE L, SMEB LA ECA, TA4 VEET TR Bl KIHBDOETERD
7z (M2). ez, BEORDPHM Bl © 95%i2 BH, TH#lly PKU Tha LEEDH
5HDTH>lco CDMEKIC Phe I AAIET L, 7% Phe &, R Bi, Ne fEEZER
Ltk A, lE Phe HOETICHTLT, Bh Bi oEFTHED SN (BW3)o Ty
b o —nHE L E Phe EA ER LRI, Kd Bl s LA LTl

I/ Phe &R Bi EMNEOMBEEFRICHS C L3 Phe AMEARICENTIIMEN
T35, Phe HRAMTHOEBHMLENMCOLTRSETOHE I N TR, S HEOHiEk
DFEFITE » B ORBAIM P ICE Phe EERS Bi EIXET U TEMAT B E0HL R
L1, HEp PKU o Bi i EHAICH U TEMEERT I ME Phe EDEMEIC
RAT B ENS CENREOT SN, ERPBHOEFCEY 2R Bl B, RAFESOE
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iy PKU BEICH U THETH o 2 DI IEFLSRER TINGE Phe 28 30 mg/dl &3EE
&L, —F, SHBIRTTICGEESRTME Phe 20 mg/dPIFICT v bo—L &N THE &
W EEDIME Phe EOEICERNT 2 EELZ LN 5, CDOC L, Kb Bi EBXU Ne/Bi
HEBRET 3 & XICESHNBELESDE THE Phe BOBILBETILENLD, HIC
i) PKU & DHPR REFEDOHERICE BB MLETH L, ROBEBIT T4 ) HE
BT TOBEICE 2 Bl OZEWEL, HENIC BHy O EEBZTH & &0NHEDOERNC
BEHCTHBLEEILOND,
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(HPLC) Ne,Bi
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