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 BTHE fadkz T 4 » WRAWZ
M - (D REBE - 1T
RAEEE o
(KB 2 R R A LU = 8 I fk £ b phe 2 B » 1L
DK EIRIE I Sk K0 phe 20mg WL »
KBARAZER  BE BT (a5 R BB BR BT = K A R 7% phe fE 71 2 ~ 8mg
E BT A—e2 phe » BAE « BB A 6 > B E 0B /dl BILE o
X ZH BT > KR % phe fA % > {f phe + BB HER
[ SR ER A KRR o B AREFT R EREAHs SRR (S AT LT
ZT52 M7 phe {ERIES 2~ 8mg/ 1% 1M % phe A 2 H % » P K UM% T2z H 45X phe
dl ( BEER 4~6mg/dl ) o % HRES RS > BEE - S B o B phe §
‘ 5 AL 7% phe fER B » AIRENE BT L R B o RS T R B R 2 55
- Ha bk (MR S Hh — Kk » 5 7% p bm R BRENT » BH  (AF phe B—BBWER - £ HIR
g he {2 R BK o A% 2 1 Mt phe REMEZBREERE RAGBREEBEAE  REAN
KRk » Aok MARER  FIR - %, ABMEHRAL > phe BERZBEWE » HAKR
B R BT 2 R TR B R phe » BEEZE L% BRETE EEKUELT
BRAT=XK 2/ A phe » BEH « T 48 2 O o BB% (£=) > mESURME
BERE > LB HHRERSRES OmKARREZFME BE  RMAN—F2 4 RETEEER
B o KRRERRE FAZKAR £ phe BREEEHE > [ RO BAE o BT EEBENR
BESR ERRLELE  BEBFR  —RER U REREEE
(1)1f1 7% phe {B7E 2 ~ 8mg/dl ZEAIT » Wb phe ZHR  ZBRME o
B » IR BOR T & o o H—AH 4P KUEKREE
() 7% phe fERH 8mg /dl ()17 phe /N1 2mg /dl » 44 > S LUBTRER HAEEE - BBRE S
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BEEReR

Py SRE N » HoAh Bl & 5 A phe 2
IREIPTRE MR 2 B R RS o i B33
RERELAE SRR ER
LISEBIR D A2 B EBHBEK B4
PKUSR » Bl—3kLIRLL 2.42g /
kg/H > 1~2%L11.95¢ /kg /F
fis o HESE - BE - X%
AR SERIEEE LREERE
ZERE K  WRER AP
ERHERER  ERKBE - RETT
EZHEFTERREBEERSL » &
BB LR 2 7T & 2 8 S 8
MTEMEE  HhSBRRASUG
BEREREZBOEEEZ [ BERAS
AEEBEREX | HBRE -

F phe 5} » B BRRETTEBRRE
B BRERS M2 H—BE
IR ERF o EER D A > @
HEEB O0~%EK 0.1 ~0.5mg ; Y~
1% 0.2~1.0mg > &S &fF
AR » WIHBRTFMERIRE o
{EL B i & M3t I B & P b B 2 Bk K b
WIS - Fofh R 5% > AR
BHP2PKUBE » BRERELH
REFYEM phe BEZ BY—K »
MR S WWE o

Phenyl- Free & —fE5x=&27
& phe Z IREME Hhk » BERZ
BERAKENY » THERERYE
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» W H LE A F Phenyl - Frees i 7
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B P K UZ gkarih e BI S
EFLA ERKAZEARR » &Y
BB RER RN i SR 2 a9 5
ENESE 238 AR BE o BT gt RE
AR — B3y J5 1 A R I oL 44 Bt o
Zaa. B8 HEEARRREX
ZHRBRRBE - AHRBRERK Y
REES > HHAY—1 ( Exchange
) ¥R phe » A—FHAH—HH
BZHBMERE AR » EAHE

() BB A :
phe B TAidEHMBI R M »
THEERFERRE S BIEEY M pheZ2BER FANBARE ARRZE %ﬁfgzgﬁﬁ
HER -ER -EOHAERBE (A (mg/kg/EK) (2/kg/X) (kcal/kg/EK ) fitis>r 9%
» R 7E 0% P K U B A 5 &% 1
% B ¥ H %
TREEH S HEEZARBETEE 0-3 SBEIR 5070- 44 0g * . "
. - o5 3 E g X 120 120 8 78
Rtz ®AH > BRHA T 52 R 4-6  40+10 40-60 3.3 3.7 2.7 115 110 8 86
ARBEEREE Bl ELE > 7-9 3249 30-50 2.5 3.5 2.5 110 100 85 81
KIEE BRESBE S T 0 BRTERK 10-12 30+8 30-50 2.5 3.5 2.5 105 100 90 81
PERTiE18 &S © * Lofenalac g/xX g/X  kcal/E
*Phenyl - Free “ it @idh o 13-24 25 25-45 25 3.2 30 1300 1200 9 82
* Lofenalac, Phenyl- Free : 25-36 24+8 20-40 25 2.9 30 1300 1200 90 84
$£BIMead Johnson 2 FE & » Evan- 37-48 20 20-35 30 40 1300 1500 90
) ) 49-72 18 30 40 1800 1550 90
sville, Indiana. 73-96 17 35 2000 1850 90
Lofenalac & —fEs B kiR 97-120 15 40 22000 1850 90
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%< phe HEHKR L o FHHMMTHE
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P VB &R i1 7% phe flEZHERTF
B BBEARZSBERRERBAK
BiEd > MPKUBERRARER
SRR RIS > HERBLUEE AR
2 BE BARTUEEKARRKE
SRR 2 B A GLEE » M phe » BEBLTE
ERBEREZA > HERYZERR
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‘ V Epszmas

phe 7 SRR %It » LIFis A%
R RZ BERRHS

@O fl——F x g

HRARATAR » BES—5
B IMAE 2 %5 AT IE# B > P K Usi
A » B3 phe 2 55 I B MER 2E 1200
~1500mg/ H » MM P KUBEXE
ZBFRBH LS 5 T 1% phe {57
HERF 4 ~ 6mg /d1 2 o HILm AL
2 {8 B i5 BB 44 L Lofenalac e gk
R phe 7 IR & » RE Lofenalac
Z phe SRIFIE » H 522 R LI
BRAERPEZ phe & » KR5S
%ﬁ%ﬁi%ﬁﬂﬁﬂﬂﬁﬂﬁﬁ%mﬁﬁi
ZHBRARE s ZEERBERE » R
B 3EZ E IR R B P e v
17 phe f » e — % LANT AT E B 1
I phe fEBEZ H R F » ¥H4EE
AT B o i1 B IS 4 5 #5850
EAL > B0 AR M 6 B2 PR 158 B
MER 2 A RRE o

T ATE 2 5% s oy B bR OB B »
DR B8TRBRES ( C.C.
D.I. Chinese Child Development

Inventory ) fD Q Jus » BURH

LERERER (DQ=100) » g
RIBHBER SR PHEEFE » R
HIEBEH LR SR B E o

@B 2 » Hx{

HRARBEP KURA » %8
WEER KRB > THAE—RA
BA » REEESM » BXFH > kM
B ROSE » AEREST > BR

» ByRI LI SR g HERFi - Bk
BHBRY > AHATESHLES L
P BURARA  BBER §R>
BRE YL o e 7E BRI BA ¥4 Sk B
B33 » Mtk Lofenalac s
B2 WAEH K phe » B REXE
AEE > AT RBREERZ L
8 BERRIMEE REYE > 5
BERRBEFFZENE o
HEHS B 2 11 7% phe il JE % U

EBR phe BMAR MK S8 E
N3 o BRBE  WRREEE 4 » 1% phe fi
Bl BTt > 76 BRI M 3% phe 8BS
R 14.4mg/dl> B{E£S 0.63 mg /dl
» B35 5,83 4,40mg /d1 » phe
ZHRER 293.5616.89mg/ H »
ERHZBRBE 27.831.74¢ /
H o 287 1096.25 + 44,88 kcal /
HBB—F22HE  RAREE
R UTE s HEEEYLE
%K » {8 B 8 SOH E #5% R 12 8

A(DQ=33) o HAERMM » 76

PATE BRI B B BS 25 ~ 50 HAAL - g8
H50~75 544 » BaE&E BE
1 50 ~ 75 B4 2 gEA » HA
AR HRAE s HABE He
HZEINE BNRE=RTEE
RIBIEERY » KEMamasy B
EREQSZADEERS BlB&Z
WRE LR S » B EZW I Lofen
alac g{#pK Phenyl-free » fEZE R
B2 phe FER » EBRELSEER
ESBZEIRG

©FPI5 » ZEXHE :
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SRERMUBP KUKA » 5 —
R B OB A B R LU B 58 (
BEfS Lofenalac ) HE34F » Sesp i
R A5 B3R 53 455 75 00 12510 T o g
O ARBHBHBEESE
AR OEERERE 3R AMEA »
ERALUME SEREME 8L =
R—BRE®REHLES Y o Z8H
B3 » HE n#H: > L phenyl-
free MBBHEELZHE > BRE
MR » 5 468 5 EB (£ Lo-
fenalac s i fn # phe 6 R BEHE R e
22.62* 2.2mg /dl > phe > FH &
R693181.Img/ H » BELEBRE
R37.14+2.67g /B, #4885 1576 +
62 kcal /H s B [f13% phe fEPE »
HERFEXZ 30mg /dl BEHS
BERFEHERE B 58
BEENBRR -

A

R

E I AR P9 PO L By
EUEERR M6 A 8 gk b
W&@ﬁﬁﬁzm‘iﬁifﬁk ~ B
ZHRRE 0 T 11 775 K PRI 1
FHE 1~ 5mg /d188 5~ 10 mg/d]
HE DB A PEWED > BAR 10
mg /dl Ll EBs Al 8> BE SR
BE o B A 1 ERBEREAKE
W » M1} phe {E & L AZFE 10mg /
dLAZE AR REESR/), 'Yz
EEMEX PR RHPTA M p




he fE{HER 10mg /dl » F HERE
| AT e FH ER S E phe 2 ¥ %
A2z ekE » BFEER -BEZ
8% > phe FERNFEGIH > BHFT
EHIHh AR5 > X R B A p
he fE#EFF7E 2 ~ 8mg/dl [ » EF
FIRAREERY 2 ERSKEBRE »
A®%KZEREINRBREERY » &
B 2K phe Z M MBELE ~ AR »
F2 e BESERY S Bt » W -
e AR T BB ELHE 2 8%
BB PKUBEEMRF2 » &
HE¥F 15 phe {E7E 5.82 £ 4,40mg/
dl » HEAFBENEBRRZER
20.97 * 3.35mg /H » Z&£3X ~ HPTFET
EZBEREA » Ril phe fE5 5K
£+ phe 7 S E Bt 2 1IE MHBR{E I &
—EZ AR - PR T mEE SR
mEB—k » DEBEHKAEBERE
Z2—15E > D QEXRAR—ES
ZHRE ERNZEBR LHEEES »
BREEEERBES T » HHBHAKE
EREAK  ARFIEBRR A2 1
QUPKUBEAREEBRBEZLE
WREZ ARG R/NBRE » HILE
1Q AEEREEZ R T » s
K8 HBAFEERERN 2 THEM
K RURBEEHNZIBE TR
KA LZ2RERENZES DK E
B2 o
ERKBEEEESRREL -
—ER—ESREE » RiLERZE
4 RN S ELHBEARRE F
ABEERBTE 12~ 15%2FEY
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BRIE SR BREFRPKIES
HRE FTERERKARBRH GV EE
FERMWREROBZBE  MEE
SZEFHENBERIEWERSISERN
R REFTFEYT#KIEc EERPKU
Collaborative Study F 8 &8
M ataR » EERBEE 65 N
BB B HERIE 6 BRIF K I A1 H
BHEM » BHE 8 Bk 10 v HK
IFEIQEBAEEBRZZEN » AAR
ERABER > FERIIABERLER
ZARERHEELE FEEWRE -
RAFEERERAE 7 ~ 8K
KENEEIFZLE  BRDEH
Bz ER » —8RELEZRFR
REHEEAREE  MHEEARE
P8 o R BB RTFHBEPLMD
L9~ 12 B ek Bl Z KRS o

—BRNERERAEHENRL
£ > T 105k gk A #EFI#E 0mg /dI
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BUF » 08Dl EBERT R E 8RB > (BB
FERUMEEBZEYRE » HFm
{#% phe fH7E 20mg/dl LT » EHH
HLlt o PKUMERHRARMG
#o BYIE - = A LIS BB E
EOE—-FLU L2 BERHEULEE
WREZT » —RYBABEEETH
AL EREETE > BERREEES
RE&KEEFER  HHBAERFHZ
BMERBEE o A 2 B BBHR
(BN BEHIELF » £ 6 RN
EREZEEFERENEA » SRR
B 2B 3% 61 » 05 FE n DL Bk £ f22
il o

REEFTEP KURA kgl
2 B B — ¥ MEBUR M
REMZHE WA » AR 02K
ARERPEZEHERTRHE LR
EERBRIBEREEBRES » hEH
RN BIEMAE o
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LEERABRE (EHS phe 30mg)
BWER EERGE protein(g)  kcal
T g 79 1.5 22
g B 10g 1.0 34
ZE (&%) 96g 1.0 74
XE8 57g 0.8 161
* ® 30g 0.8 76
* 10g 0.7 35
‘}ﬁ‘ﬁ% ] (ER) 25g 0.7 35
B (EE) 109 0.7 26
BHE (&) 32g 0.7 25
BERER 5q 0.7 15
Eh(XE) 5g 0.6 14
H¥h 2NER6H182 0.6 68
BUOE(EER) 2T, 189 0.6 22
Br(®) 79 0.6 22
E 8 6g 0.6 19
ERFEE 23g 0.6 57
BKTE 5T, 4g 0.6 19
FE (&%) 28g 0.5 17
2ARBREBE (JABME{HE phe 15mg )
EMEE EERKE protein(g) kcal
Z+ERE 1859 0.9 65
§}1\(&&) 1509 0.9 41
B Bk 183g 0.9 57
T E 548,559 0.7 43
R 3 118g 0.7 41
[ 120g 0.6 58
A K 95g 0.6 39
i1\ 100g 0.6 19
¥ £ 200g 0.6 38
m T 50g 0.5 20
TR 83g 0.5 53
E -3 65g 0.5 22
B R 250g 0.5 145
BET 20g 0.5 57
® F 50g 0.4 18
R M 50g 0.3 23
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fRAE=+ HHB

IGERRBRR (TAXBEHE phe 15ng)
AWM ESR ERBHf{HE protein(g) kcal
*EE 105g 1.4 15
EFEIE 249 1.3 13
5 OF 72g 1.2 19
E O#E 60g 1.1 31
ggg 2:2 %2 ¥ 4 WIEBRAE (SHE  phe Smg )

§ = AYER EE R{pErrotein(g) kcal SO
¥R 42g 0.7 11 4y fh(butter) 1T 11g 0.1 100
A 36g 0.7 7 B M (Margarine) 1T 12g 0.1 108
B I 759 0.7 18 WHi 4 (mayonnaise) 2T 8g 0.1 72
IN=E:S 35g 0.7 5
S ul5] 40g 0.6
5 (B) 50g 0.6 STEHBEERZ AR (Taphe HEREL )
ZZLE 32g 0.6 ' Y E B he(m i
g K 429 0.5 13 BRI Eﬁ Ei;ff?i p_( g)pmt_em(g)k::l
£ 0 105g 0.5 7 BEE EX 645 - - o
7R 799 0.5 13 B 2 # - _ =4
BXL 23g 0.5 5 KRR 180c.c = - 78
®IT 15g 0.4 4 EXEg 1T - - 58
M I 75g 0.4 8 2 = 1T - _ 55
MEX 10g 0.4 16 B o 17 x _ 46
PER 60g 0.4 12 BES 1T E - 59
FILE IS 0.3 2 EX¥B 1T - _ -
# X 13g 0.3 3 p =} 1T 2 _ T
Wmo%E 10g 0.2 1 BE o8 1T - _ o
% I 33g 0.2 4 BmaEX iT - _ 34
e (EF) 16g 0.2 3 O 349 20g 2 . o
EEE 33g 0.2 5 B (BHEYH ) 209 1 - 68
& XEREEEZLAAZAR (SpheEH)
=3 ¥ & 8 EERGBE phe(mg) prot(g) kcal
R (&) 1/37.5¢g 298 7.8 60
£BUW (4£) 1/37.59 340 7.6 45
= 1{Es0g 343 6.2 79
REELDF 1¥239 137 2.9 43
B+ 7 —p-289 122 2.7 68
2% 47 —K-259 131 2.5 65
T 1T, 89 121 2.0 47
% T 1T, 59 95 1.8 11
% & 128 69 93 5 34
B (F—4& ) 17,15 m1 46 0.9 8
TE(FE) (17%B25) 43 0.8 1.8
B £ 7% 109 95 0.7 22
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HAE=+HnHs

UV CEE88eg%

AR R R B R HE 2 —K R 17
 BRERHE—SW O BRFET o 3k
Folling B Zhiy i H R R bk 40
RIOFEES B S ML » R
FU5HR A Z i R ¥ b phe 2 Mg
o R R BB 4 BRESHEE
TRED B AE R T R A0 M BRI
AF Lk AR B P KU REH &
fE — RS o

A B phe Z R 1930 F£RY
NEZRTHE o HE 1944 4 Bornkeim
15 += 2 phe R BHAE B B RAL
fEM ( Parahydroxylation ) - K

tyr » £ 1953 4£R Udenfriend # -

Cooper % phe ## 8K tyr fy%/E
MR ERH » A —F Jervis BH
PK UBAHRIEAREEFEE
ERBRREBRRER HIEE 2%
» 1957 SER AP % BB ARE %
btz 16 B B IR o 38 bk fh i
Z BB A BY IR 95 IR B — e B S R
Z T IR AEREREERLR
phe 7REEBK tyr M BEE (me-
lanin ) MR AR o

B —EESH RN —EREA
HIZ @M/ E » & John Gerrard
#1472 1951 4£#E Birmingham R &%
BeLA &AL B BR 2 I H Ak iy » THI4% A
i #2 PR VR A €58 5 #7E ( pa-
per chromatography ) & #4: #45
#r#& ( microbiological assay ) #n
LABERR » 3105 3% A ERURH BB 9
BEARR » TREEASth REES, » HHET
BHRAERESTRAE St

HEREAR BT &Ko

1951 4¢ 12 A #& B A H. Bickel
FE P BT A LAY ¥ 1k e A o I B 3 K 7
% ( acid casein hydrolysate ) b
Br% phe 258 » LIS B & HE p
he ZEEEAKERY » R ARBER
8 A BRI HR » KRR EHITE
HRAEBRKZER LEBREZHE

o

M $E4E Bickel {352 R »
Armstrong 1 Tyler A 1952 & ¥
B A th B 2 — 4 R K B
TEE EMELEE S EARERE
BREENHE » 4 RE00 58 W
» EBBEE » B H DUEER » BB
WEEHEY B BEEREL &
ARAFEABNKE FRBEE
% » 7% phe EBE 2mg /d] (E
HfE 0.5~ 2mg /dl ) s Armstrong
MTyler U—BATAERZEHRE
#AMtanz » HBL 5 8k & 42 & phe » prolie

» hydroxyproline i serine LI4} 2
PR EE o kR BER ABRE
IR EEHE » EEHBEMNHBER
W, EBNBES  FEABE -
1970 4£Kf Freddy Hudson 7E{if
T 18418 4 =18 B BNBAA 14 SR
Blztk » BERMBRBEE KRR
REFMSKREEFITTLUB P KUEXE
Z R ERRERER o
XBRRERZEREEBFIZM
H 1967 FRMMH PKUKRBRZ R
B » LENREEZEARSZPK
URBEERBLENNBH THREL S
R BRNIEBEREZ RAREMN
M fE#E FI4E 10mg /d1 LLF » R
BYEBHENBRZ —K5H o

= . PRKU# A= » sl
Phe il tyr i R 2 EEH

KO8 S BTH U SEA MR 2 » B
ftaf 2 WSt [ 5 B AR L » TR AR

Food protein

‘////’ BLOCK

phenylalanine —— I
PKU

=}
-

I

)

phenyllactic acid

— tyrosine — Dopa

N
1 \
\-—Q Body proteins  ee

Melanine
~ norepinephrine

epinephrine

Other  Metabolites—=COQ, + H,0

enylpyruvic acid —— o-hydrexyphenylacetic acid

[ \ phenylacetic acid

phenylacetylglutamine

R R SR

& XREE g &
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A PR B B AR B Mt ( amino
acid pool ) Z Phe®H TRz B KK
PR B (ol K, tyr > SB% 2 tyr
& IR E® ( homogentisic acid)
B S ALHRAA » EEEBRT »
2 @2 Phe B 1 55— Q3 A% AR,
FEREEH » AT EHRERE
s TR 2 00 38 Bl L i PR A AR
K Z BB (Phenylacetylglutam -
ine » 50 - 470mg/H) RHFLREK
B B (0 — hydroxypheny lacetic acid
iR/ 0 —HPAA» 1—2mg /H »
(E—) o

> PKUBEERRZFKRE
MR ALER » (518 phe NEEBK tyr (
e BEFEPTR ) - FERMmMPRFZ
phe Y R EIEE » AMES _HBR
AR (MMMBSHFEIR) s EAKX
B2 REEHEH - RELBANBAL
REKRE R K K2 B % » SEEHE
IER phe —#E R FRIE B » RBBHF
ZRRET 0 R ISR R ALER I /N — 18
B —pls > T RITE R =R RIZHE (
isozyme ) 2R A& » EIEEH ZH R
T » =8 R EB L I 7
fEf » BAH —fHR A Mm+Z phe
R IEEAR  BERATPK UEE
BE » B K Rk miE BRIE (
Hyper phenylalaninemia varient »
LIFR#HPV ) » HPVERE
RS —fEE —8E MR R R LA
ZREMNEIER ©

Bartholome 7F 1975 4 s DIE
BERRYAZHR » BERAF+HR

HE=+HIHA

AR E 2SR » BREARPK
UZ R AR EEE K - @RIE
HAERZ 1% EHELI~5%2
HE » KB ATHRBRERMPKU
CHDEATMASBPKUKHPV »
MiE#:ARIE®EAEKESZ 5 5ERK
EZHPYV oigHP V& EEE
HM S BKIEE AK » (BEERARH
HHEEEZkARS phe » BEHPV
BEYANEEEG&E > thR e HIE
EREXBE - REEFESPKU
AMHPV ZREREN » v FERLEH

THAZPKUBEBMKAS

MARE# > HP V &% iR A gk
BAXRMAELEAE LR E -

1u ., PKUZEBIS B2 A28 K
B/ H e 2 i
H 1960 R 7 {1k » BRESEHE
B B i 1 SR AR Z Bk LI
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» ZEEBRS LA ARG ERLHLE
BEHE » bR THREBERO
FEERBAEE 2 REBUREZRR
o EFIRBE 1977 £ F KRR K
PKUHFERGBHRZAER » REEZ
BAER o mlimELR A AR 1977 F
BRI 2B Z SR HE » W HRBERE
R R FE LARMRTENRES
o R SBEBHECBEE - BBRA
AEy#RE - B 1981 F148 97 BIEE
RYESHE » HPKUBAERRS 1
/62000

PKUBE1952 &BAth Bk R H#E o
BWREL—ATABAE phe 2 ek
FREL 5 Bk & » ¥ M0 7% phe fERE T »
Lo BRAZ 5 A5Z #5500 phe & »
F [f1 % phe fli;E —B &2 EETER
o STERESABRE KT S phe 24
BEL S 8 » RER TS phe Z e
FEED 7 AR AR o P K U jE & BAMA




TRAE=4+ ALHA

PEBRBT

KBRS RS > A AAE I AEREA 2R
s BB R RIS TR E Rz
B S00 o D0 B B 1y 2 0 FTSE LR A
B2 80 ~ 90 % » T KU 5 5 b
o VR ZE BA R T R M AR 52 7
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