HERH maternal PKUICtd % BH, 5D

BH O, —B B
{ KRB/ NESRE)
RiE &
(KERHEEEE v 2 — )
M x B ®

FhZeFeEd77Y v (BH )ik, 7x=475 =" (Phe), =2 (Tyr), +UFL
Zr D, WhPLEERT I/ BOKBEER BT AR TH S, Lol @ik o
BH, DREERIFR B o , Zh b OKBLEESR i LTI Th 2 EF 2 Hh T
%o LTcti~>T, BH, D51 X D Phe KEMLBER (X Lov e LIHB/IR T 3 /BN LB SR %
EHET 2 LR TH D EE L DD, ZDOZERFIALT, maternal PKU 0 3 fkic
BH, ##5 U TIERic BT S BB D Phe KB LBER & EME LT 5 2 LavexhuE, Rk
B LES SIS Phe OB ERETE maternal PKUDHRKIGATE S LE L M5, 4
[I# 13 BH, i X % maternal PKU DEPTRER ORIAEK icD\ - TEREM & A\ TRET Lic,
¥/, EF e Pk Th BH, 2F Phe KEMEBEE A IEMEALT 5 = L ASTTRED & 5053 Lo
THET 5,

B % ¥ &

JERE Ve o PR TR, ABEE Phe 350 19 /kg BIRIEIAPIE 5% , BRZ BH, 100 m3/
ko2 PBE5- L 60 342 1C Phe 350 M/kg ZREREPIER Y- L foo BRIMIZ 30 /5 ICATV , ILHS Phe J87E
% bioassay BT , MEKE A7 7 ) VIEE% Fukushima 5 DB CRIE Ui, HEEE  Phe
BT 90 D EICHAFEIV I L, BBFMOME Phe BE RS JOMBREA 75 ) vEE S BEL
€y b EAROFETHE Lice $ic, B3 XUREFEA £ + OFF Phe K EBERIGE %
Hasegawa 52) DHETRHE Lic, 2V P r— Al AL VR E A€ v & EH
L7

¥ro, BEEER ABT 41 , (1) Phe 100 m/kg Bl %5 |, (2) BH, 10 % /kefE 51 1
Re[E)fRic Phe 100 M/kgf% 45 , (3)BH, 50 ™/kgff n4%5-L 1 W48 1c Phe 100 ™% /kg #& D%
B T ERAT > T BRI 1 ISRIICAT\ | M1 Phe {3 X O Tyr B , 44 7 2 47 45
e MR AV B I CHRE Lic, ©h &0%BR I BH, 13+~T REREA Lic,

B r & B
ABEOREE L% 5 b DIilFE Phe B D € — 7 3. Phe &7 60 58T 1321.24121.2 #mol /8 (N=



5) THhoTce cHIEKUBEEOREAE y DI Phe BEIL Phe BT 90 7 F T 4 i 8
An L 90 5fEex 577.5 #mol/L, 36 L T8 593.3 #mol/8 (N=2 ) & ABFICH~ET LT s LAL,
JaFO M#E Phe JEEET AR 1103.04206.1 #mol/f (N=8) , BE£ 1121.24218.2 #mol/8 (N=7)
EENEL , 2V R —LDSFOIIFE Phe BE 127.3+£30.3 #mol/8 (N=5) it kNGB TH »
Too Fio , MEREATT ) VBB DWW TIZABCIBffLbica vy b r—A X b
ETH o ZHICK LBEOREALE y b OMBERE LT F ) VED L —2 13 5435 nmol /L,
818.9 nmol/8 L ABEDREAE » F D~ 27D 10 U EOEBETH -7z, BEOBFOMER
A7) VB 12854318 nmol/l (N=7) & , 2 v} v —AOBFOMBREF 77TV v '
PR 484446 nmol/8 (N=5) it U ER LT\ /o, FFPhe KB UBEREMIIE LICRT X5 iC
AWBEDRFTa v r =L ER LT e, BT, Ber® v MZ—TROAER |, AT
EE Y MITOWTUL first litter DRRFORET LT,

EERIEE AMCHT 285 E O 1 1w/RT X 5 1c , Phe %5 i lb~ T BH, +Phe## 50
J5 5375 Phe fED & — 7 pMETF LIE Tyr O € — 27 A3 EF LT\, & O BH, 107/kg
+Phe 100 %/kg 5-DlF &£ v § BH, 50 7¢/kg + Phe 100 7¢/kgft 5Dl Ic FEWTH - 1o

#& 1. Phe» %\ 1BH, + Phe #5851 BT 2 fF € AE » + OF Phe KEE{LBERE

Phenylalanine
N hydroxylase P Value
activity*
Mothers 4 11,51 £ 0.35
Controls
Fetuses 12 2.88 £ 1,51
(A} group
' Mothers 5 17.20 + 5.32 N.S.
Phenylalanine 350 mg/kg loaded
Fetuses 8 6.13 + 0.94 P <0.05
(B) group
9 DFirst Titter
Mother 1 11.90
Tetrahydrobiopterin 100 mg/kg Fetuses 3 0.53 2 0.04 P<0.05
+ phenylalanine 350 mg/kg loaded
@ Second litter
Mother 1 16.50
Fetuses 4 1.75 + 0.43 N.S.
*nmol tyrosine formed/min./mg protein N.5.: Not significant

E 7

BH, % B 588 1c Phe i 5 LIcfF €€ v ML, Phe Bl S LR 2y Mt e Tl
EPhe DO LN K E 2 bhle, ZHIXBH, ABEAE » b OFF Phe KB EBER A FE ML L1
FedEELbRD, &D X575 BH, O Phe KER{LEBER ik 2iEHALIFA e + k13 5 L



= Phe 100mg/kg 1oaded BH, 10mg/kg + Phe 100mg/kg BH, 50mg/kg + Phe 100mg/kg
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Phe: Phenylalonine e&—e Phenylalanine
BH,: Tetrahydroblopterin o0—o Tyroslne

4
Bl 1. Phe® %\ 1BH, +Phef¥5HFiC 35 k b IIH Phe ks X O Tyr EDZML

HOEBRTHHER Ihic, Lol , JfFEL % v P Ic DL T Phe B 5 & BH,+ Phe 5T
M PhefiiczEA3e < , BH, DISFAT Phe KEE(LEESR okt IEMALIER 1k W T BEER ©
Hotee BHtPheftr 5O ELE » F OMBER A 7T ) VEDE — 7 12 e THFD Liut
Y~YDEETH v , BH, OEBEEES TR TH S LHE Ihic, “hat, BH, 2 67 i &t
U TERD eh > IR S Lhis s, BF Phe KEBEBERIEM: 10D\ TiRF — 2 I — &R\
fedt, CHIBEREEREDOR @B E & LT 6-methyltetrahydropterin %8I ML TV 5
R B TOFFEIHE LRl B 5, Ll DRSS ¢ F Dmaternal PKU K B T
B0 E SHNISERICHY , BH, 1€ & 5 B IRBEEOATREMIC DV TRIEEN SR Th T, S8
B L, BH, O 5I-PBRRITEEY Th LTEIBR LT &,

X ik
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