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A7) == FOEHERICET AH5)

KiNHE  #%

[(EH] HEE<A - 7Y —= > YRR SNAPRUDERFHEAS &, 18%ATQOUT THo72Z
PEEBECTHLMISRTE Y, 252 T X5 L MiEPheEOFHH 10mydlE 22 T2 T LR E NIz,
. WA AZ ) — = 7 THE SHAPKU, EPhelifE30H % HE# L T\ 545, TEROEFRES LD D
BE LG R T o R 1 B2 I XIQUOLLF 7R L ERIZ % o BEERIZBVNTH, B LH10KE
@umwmﬂmmmmmwnutm%mu%ﬁwﬁ%ki&%twﬁﬁﬁ£b\ﬁﬁﬂf%$ﬁﬁﬂ#é%
P TET AL BR ARG, $72, FEROFRMPKU, BIEEPhellE % &Phe/KMILEER O EIRH)
BEFEICT 2 BHEIC OV THERAETRELEL D,

[(B#LE] 77 =7 b YREEPKU), W77 =07 5=Vl 77207 7= HIRER

[#f7c##:] FFphenylalanine hydroxylase? 56 RH) 7
EiZEET A7 =7 b ¥ RIE(phenylketonuria,
PKU)B & U 7 = =V 7 7 =  [iLfE (hypenphenyl-
alaninemia, HPA)DRIATFH 4 WU HT 2 720121300
2 BEEASLEDPFRET L2 ENTUTOMELAT
272
1) FIER<A - A2 ==V THEROGHT .
197745 5 Bith S - A ENC B 1T 2 PKURH
BHROZDOFERTA - A7) -2V FTERS
N72PKUB L UHPABREDME 7 = = VT 7=~
(phenylalanine, Phe)i&Ff & HIAEFEEAQDQDIATIC

DVTIE, 5 I V2 BBR CEEOBSTRAEZAT
STWLERGERLICH N EMKEL., £HOMFE
Phe P-4l & IQ/DQOAARE & &Y L 720
2) BB ORE

FaEEAZ ) — = 7 THRRLESNZZPKU, HPA
=130M)12 B 1) 5 MiEPhefl & ATHEFE Z 1BHF L 720
3) FCROBHAIZ D W TOLERE

PRKUD &G E1HC B $ 2 Bk O #E O T 7 4R
L. B OEBREY O E OB E &L 2.
8] 1) FERYA - A7 Y-V TRREE
N7-PKUD A SE — BB HFZE -
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BB L BBEREES LUK IV Zeh
REBSTIIREMSRE S NAPRUEFIZOWT, £
LET ¥ — AR TEEREZTV. AL,
RA - ALY —Z Y TRR SNIPKUES O A
g, A2 — = VRBUETOERIZIEL T

BHOPIZBWEREL CWEA, TOR#EEAS L,

1Q/DQ 90KMDOBASHHBD LN/, BR
KB L 38 % & R ZER ORI EROIQ
FHRLTHE -7 2AE1 O L) IZ1158H21
B1(18.3%)HIQIOAK G TH o 720 £72. IQIIERF D

EH
251

N=1I5
201 MEAN 100.539
S.D. 16.279

54 72 - 90 108 126
1Q

1 =RIQ2#H

Phe (mg/dl)

40} X <
MEAN 100.052 12.376
s.D.  16.002 5.382

a2 N=115
R=—0.49i

H2 BI2IQL MiEPhefE & DRI

M{EPhefE(EMFME) L OB RE L2 A,
20X ICMiEPhefE L IQA 27— EDMIZIZE
DOFEAEFD SNz, Bio, FHFHMEPheES
LIRS E R A OEFTEIF L2 25, IE
PhefE AN VER, Bl L. BFHESFFLNATVR
VIER T HIBEDME 4 KT §75 2 LR E N7,
2) HERBNCBITHER

i OHETIE, BAEEBERETAEEOPKUICE
T 5 B R BRI (B RIS24E), BID “IMiEPhefi %
AL IZ4~8mg% . HREIICIZ4~12mg% D H
ICHEREE NS X ) ICEPhe BEF EDO L L DO
ICHART E DB LV iE RIS 2 3E L, IFPheiR
B & LB R ~ S IR IR 2 ~ dmg/dl, R RIATR A~
2E T4~ 6mg/dl, FEALFIE6~12mg/dl
MR T B X ) IHEB T o T & e TRETIZZ
A - AY ) - =Y 7 TRER SN/ZPKU, HPAET306]
IO WTIEERIToTWAA, A2 Y —= 7R
LEFD1FT, REFRESTFNLPo 2 1 BERE,
IQ/DQAOA T 2R LBz avy, 72, BLVE
HEERToTwE 00, HRAREIHE> 726
E1HD v,

3) BRKIZBIT BPKUAE

PKUICHT BHERA Y Y — =¥ VDB S 1,
BEGED B SN TS OERAOBHTHNIZ
&5, 5~ 6 TPhelBIUHIREFT B o TL WV ED
FERAGRD o 72D%, T TIZ1960FEAH IR IR
PR TH D EOWENALN, SHTIR, 5
EOHIRIZRAERTLRELOBRSEN, /2,
I Phe DB ICOWVTHRI O L) BREE LW
HEEAFE LIHMENTS Vo BiZ, PKUKFOEIR,
H]l 5 maternal phenyl-ketonuria®D BB LT, it
FXDHELVIEERFEIOLN TS,
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[#5] LEk~7 k)i, © PRUDFRERESH
WECKROBEICE B2 5. PKUDERIXREEL <
75 BENDH D L ORRFEPNIZZ &, @ FD
EOPKUDTA - A7) — = 7 TRRE SNIHEH
HATLOBWEBRTICAVWI L, BIU,. @M
FPheiltE % & { R TIE, BEND o TEZ NI
%%ﬁ%ﬁ&bfﬁﬁﬁﬂﬁaztﬁﬁéht:t
O3 OOEEMNS, FARER2D L) HPKUERE
A e LTz, BRAEOPKURAEEE IZIHORIZHAS
THLMIEWL OO, FAZY—Z VI THERS
N mBIE 3 Ti200802 22 TH D, WALR
PKUKLFOIERICOWVTHEZL S REEHICZ- T

1 TJ1ZIWTSZUKBEBERBIEIC
N 3 MpPheffiiBE

- BEOEE —

(1) Smith, l.etal (1991)
L EH10RE T, 120~300pM (1.98~4.95mg/dl)
CEDITEHBELL,

(2) Cockbun, F.etal (1993)
400uM (6.6mg/dl) ETRHETE S,

(3) Costello, PM.etal (1994)
400pM (6.6mg/di) L L& RTBITIEREET,

{(4) Levy, H.etal (1994) :
B SO 11 ¥PheRE H400pM (6.6mg/dl) BT THhILRIZ
BRI,

%2 TI1Ziy FUREOHARER
(1) INPRAZETRENE L THAZS EICKRE ¥, IPT
SAFS L (Phe)fERBIET 5 & & HICRHFRHAET I0
(2) 3 »BIEichR—RE LFEFREET .

(3) ERMICHMEREREXFTY EETHRET - BERX, &
WEstn &, IMLEEES - Ex-R, 6 RLUEEWISCE).

(4) 1 ~2FZLICHERERTD.

(5) MPPheRTE : MMM TidGuthrieik L HPLCHE &, ME T
73 S X B3BIE.

(6) MAPhefENMIREGLITOLIICT S,

3. R H~<RERF 2~4mg/d|
ST EAS A~ NERE 4~6mg/d
IR 6~8mg/d
R : 8~10mg/di
FhLit : 10~15mg/dl

WB I EREZLE, BOETOH LOIGHEED
PELRBEICE-TWAbDEER b,

F 72, fEE. MEPhefEAH%20mg/dILA T OFEFIIxE
LTREIDLI 2L rfhH), HETHR
VR Phe Il 72 E DU APV LTV B A, &
EOR LWIEREEOEEL F 2 5 L Phe KBHLEE
FORENKIBEOTE. FHICOVTEERILB
TR TRV rLBDbNRS,

%3 71T ITZUKEBICEEERBIEKC

DVTDEH

(1) Levy, H.etal
mild hyperphenylalaninemia : (% Phe 10mg/d! (600pM) BUF
atypical phenylketonuria . 11§ Phe 10~20mg/dl
classical phenylketonuria : % Phe 20mg/dl (1,200pM) £LE

(2) Koch, R.etal
nonphenylalaninemic hyperphenylalaninemia
3% Phe 720uM or 900uM

(3) Smith, L. etal
mild atypical phenylketonuria
5% Phe 900uM (14.85mg/dl) KUF

(3R]

1) JHIE#E, i : Maternal phenylketonuria. /N EPIF:
23:1905-1910, 1991

2) FEEF. KA x7FFEEARKE L
PR T 2= VT Iy I N2 IC L BPKUDRE]
BEICHE T A% HIBRE96:31-41, 1992

3) KHIE #. fh: 7= 7 PYREBLIUR
BE7 VT = v MEOERICE Y 505
/NIEF33:867-875, 1992

4) KHIE B EEEBROARTORE - BEHE
S RVEACH REAE

5) KHE 7=y bVRE /DEARR2S,
1985~ 1989, 1994

/N RE3S5(7):721-727, 1994
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BEHTFX A b OCRGEEZMXTERYIMER ﬂ
BXO—8BTIH. BREOBRATEENEThIRANBYET

PKU 18%  1Q90
2 Phe
10mg/dl PKU
Phe 30 1
1Q90 10
Phed400u M(6.6mg/dl)
PKU Phe

Phe



