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B 6y 35
ARIE 2
R Bl

— RIEE N

(—) FWHILE (PHE: phenylalanine) /5 A\ BSH AT ER: - RN TR
(PHE) EEAIAHERHER » " AAMBRAE(LET ) (PAH:
phenylalanine hydroxylase) * #1 Tetrahydrobiopterin (BH4) i fiff
EYEF ML ERIZI (tyrosine) °

(Z) FRMEBAREE (PAH) RFERFEF » 22 EERNKERK
AN ER) EERE R - 5 IR TIRERRZ - SRR L
e MR - RS TR P I T R R R R S I+ T RS K
BN - EMERF S HENRBEY - WRFPHBEKRERN
phenylpyruvate » phenylacetate * phenyllactate * {5 R & 1 5 #& &
BRI o 5 A5 FHTR R S B B3 il I A 2R N I e
IR IGREEIE N - RS B = R B e A B

(=) ZH—J7H - E¥RAGkZ BH4 I - W& S E R A ERIE -
BH4 [ T 72 PAH .Z B lig 51 5] IF /2 P8 I TR R R 2 2 1%
(L-Dopa) f %% (tryptophan) {CaH B [I7E 3% (serotonin) F&{K
RSN - RS 2 A B R A E SR - [T BH4

A NEIEEE (BBB) ZIIREANE » # BH4 2 2 FR T2
fili7c BH4 41 » {52245 00 L-Dopa & 5-HTP FHiii{EEY)'H

—  iEEEHI SR ERRZER

(—) SURERIRE (PAH BUZHE) /2 — TR o HEIS o A
B P31 B A AR B IR R (carrier © AU
s (A G E  EAIRRREIRE ) - R R E R
A TE B (FA 5] —(8) 7 a8 -

(=) REARH RIS - BIFERTE A Rk TR e £
HIBERIRE B 55 2 — - B AR R AR RO MR P 5
5:,\ o

Bl—  RERROR B2 K a3

GTP
GTP cyclohydrolase

Dlhydroneopterln trlphosphate NAD' NADH+H"

Neopterm
”””””” Dihydropterin redutase

Dihydroneopterin synthetase (DHPR)

(6PTS) Blopterm
ﬁ;ﬁé? RESK 3K
’é)«??l"]éjéé' SHmkr e Eay
CO,+H,0
Smany W :
EaR

/\4 w».g &% (Melanine)
)L R })\

0, (PAH: Phenylalanine gﬁ‘iﬂ?&?
hydroxylase) 10 wakne+ (Epinephrine)
(Thyroxine)

Orthohydroxy- ~ Phenylpyruvate®  Phenylethylamine

ph enylaceiate/\

* B RERIE B ARG . §RMOREAEY

BERMAYEE Phenyliatonuria, PKU
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Phenyllactate® Phenylpyruvate* ) 3 Hati
T fe sk KB A 6940 E
Phenylacetylglutamine
Phenylieatonuris, PRT BERMAYEE
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(=) HH&TPAH BEALBIERCHEFHA T - EH D TEME
(EERZBAIHITE) - B BRI RE S & IR
Fogi i - LT HR PR R R R - P e R R R S R 1 -
AR ER (22 16 581% ) 1T FIRZF R 57 3kl
i > 1T DNA BHEIDAT - K] S RCEITERTZE - 531R
RETRESE -

= BER:

(—) HEECEFFRAER A RHZHEBE AN - AT oZ— FIHA
8D B AR AR ARK ; BOREw S —i)
HARBEAERPGE— B2 —  AIRARMIEARER E
MR -

(=) BESENRAERRE R AR RISz — -
I~ BREARAEAR -

(—) FAEREREREEERN > £ NERBREEFZEA
MERRRRR Y - GER0R NS EE - BN FIIEHE
TRF T 7 A R B ) PRERE -

(=) BRHIEFmS RS E 2 WE LR - ATAHAER R R PR Z
HEAEAR > FIAE 3-4 8 3 RIERA G I@I8ATHIR -

(=) HEWRAEH - EESZEOER RS - AREBFERE R
BARTEBRR © e - EREREEIE -

(W) EHEFEEEFNEIEHERABIGER - S S

(—) ETIEHERFHEARZET « FrAE AR (Newborn screen)

1. TERGPR b - A AR SR 2 AR - AU AR = AE A 1% -
HEREEE R RN G R A B E Y A 122 HBUER - Al
CEEER AR RIEE -

2. By TR AIE(S IERERTR2 I B R PS8 B HOVE IR - B2 Sl
e PR R AT i

3T AR LA R - Sl E M AR ARE - anE 8 Em
RO NIE TR IR R - TREMCE SRRl - Rk
e A SR B SR IE - R —ERE R~ EENER T
AR PRAE ©

4. A S AR TG\ INRE BRI — - P/ N R T R B - 1
FAERER AN A S RIMAR » 8 WEAR I b e R N i 2 &
= HIERE S 2mg/dl blood » JEE—SEE 5 TiE AR
MIRES A RE LS - SR 4mg/dl blood » BIEELT
T2l -

(=) WERRENZEIEE

1. B2 RAEERFIRZ /N R B AT RIERRETAL -

2. BREHER SRS
(1) Feb ISR I HP 2 PR R R A e LML e B R 3 A
(2) IRIEE HEER RAHRETE RSG5 1T (GC/Mass)

BERMAYEE Phenyliatonuria, PKU
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Phenylketonuria, PKU EERMAYES
13




(3) PRV = B AE @ 17 7E BT HE S (Neopterin) A1 4= P WE IS
(Biopterin) FIELFY » MEEFEH %B =B/ N+ B X 100%

(4) HITERLIMER DHPR V& E &

(5) &I+ PHE>10mg/dl - AV A]#£ 1T BH4 i g 1Y & 1y il B
(BH4 loading test) = Z2 [l 5 7 BH4 7.5mg/kg~20mg/kg
30 3SR R E— MR » BR 2 /NIE ~ 4 /NIF > 8 /NI
24 /INIEF ~ 48 /INRE 43 BN TE I H A P I B R s i B PR
& 5341 Pterins HYIRE » % PHE {E7E BH4 iR 1% 4-6 /)]s
% B[ 18 1E % {6 PHE<2mg/d] » J% % BH4 5 K JERL » 3%
SEER B RRATE BH4 18 &R -

(6) # %B IE'H ; BH4 HHEFHY & 3255 Ry 2 I JE ; DHPR
MEEEER @ BN PAH AR ELiEZ 1 - [
RPN AR - PHE R A5 H1ps A8 el R ik = 72
& » # PHE>20mg/dl Bl 25 i B 2 R <3% 5 &
PHE 1F 12-20mg/dI [ » B gy 6 B B R E M -

(7) #5 %B T » PHE {E1F BH4 SHEFATE R B4 4-6 /[NFf
BIPR 18 IE % (8 (PHE<2mg/dl) » J%f BH4 & B H w2~
A o

(8) # %B L5 > ¥f BH4 JEN R - DHPR EREH - Ak
DHPR (BH4 ZJFA) FHEZHE -

U

VaERRER

(—) iBFEEA:
1. $H G TIRBIR AL IR < AR Fe ] > B PR PR

BERMAYEE Phenyliatonuria, PKU
14

(PHE) AR B ARV #EEIN { 22 REEIYEs } -

2 VAFOEIENVEE SR EAIZE - BRT EHEIM RN IR
RREMER RIS  WNVEFEBREOBSEEBM - e
FIEENER -

3B A EEYERITN - MAEANEE (PHE) 1£ 2-8mg/dl #
RIETIF ARz e iR - (B R RIS TR B I s
NiEERE K ERZEF BT -

(=) FREZRAME I B TE]

1 VAR IR A RGE AN BRLE - SOBEANATHE —(E AL - DL
REE T BERA ARG

2. E’ﬁﬁﬁﬁ%ﬂ%?ﬁﬁﬂ@ﬁaﬁ%ﬁ B GAENIERE LY Al
A AT EBEK - M BINE SR RASIRE - HAET
%ﬁ@%ﬂuﬁ%m@éﬁ%ﬂ%m@ﬂ /NIRRT
KA (PHE) FYEEREFERITE 2-6mg/dl » KIA+% & Bl
£ 2-8mg/dl °

3. P R IR GRS s - TSI R NIZER (PHE) FYIREE 2]
£ 2-4mg/dl -

4. KWNIE (PHE) s \BEZ T ATEREERE | - STILEIRER JRIE
WAIME » #EATEH - (IR EEPRFIR B MIE R E -

5. (RS RGP M IR AT » 8 A A TE o 5 B L e B R
HIERZ - B0 TR M AT T AR ER
B A — TN S RN IR R IK - DAKERT B ry
R BELF -

(=) EFBEAHEPKUEEHEHERERBNE 2R

Phenylieatonuris, PRT BERMAYEE
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FEHA ERRE R
T Tam | moE | AR | BOE | wMR| BER
G/ | (AR | KRR | (AT | ERYAT) | (AT
0-3 H 115 24 120 3.5-3.0 25-70 300-350
3-6 A 100 2.2 120 3.5-3.0 20-45 300-350
69 H 95 2.0 110 3.0-2.5 13-35 250-300
9-12 H 100 1.8 105 3.0-2.5 10-35 250-300

() MR IZER (PHE) HEHIRY B R -

T 0-107% >1075% Gy
5 PHE:2-6mg/dl PHE:2-8mg/dl
<8 PHE:2-6mg/dl PHE:2-8g/dl PHE:2-4mg/dl

(H) EHEHMR T ERERIRE
1. —BRDART ¢ BB —X
2. —E=pk - BREEK -
3. ZpRLAL s BEEWE S -EAN—X > k=0 HE&
HHEBIRD R ERE TR -
4. NE A KBETT i R AT AG R - s8R S RE R T
HEFT IR B
(7)) BERE B
1. FERG PR _E5E 28 AL TR A Bl - ST 2 HIH]
NIRRT ERIEIR A - RAGEEEE SR LB

BERMAYEE Phenyliatonuria, PKU
16

TRE ke & DRFRAIIER

2. ST PURFIR B A4 - 5 AR U LB T AR AR e i - Al
FEREF TR LIRE - REERS

3. A FWZ IR FA R AE B - TORE RS 22 I HL I 2R AL R
(PHE) IR » DA e #ot & i 4 HAe R Ik I 7 -

4. PERINRLES - BRI - AR RLF

t - FEREREEAEME

(—) BEEIFEFRAERER
1. 56 IEHTBR A3 A IR 32 14 (primary) RSB © PR BRFZ A
BACEAN IR E 5 ] I MR -
2. TR Z R EY) « TEERE R FEESIZER (tyrosine) FIIEH A
H RSB HIREE -
(Z) BEIFURENER:
1. MU RIS - AEFFE R 2-4 /NI R PR R R
FERA 2-6 mg/dl (120-360 12 mol/L) Z [ °
(1) HRRAFRIEE - HERFIM R ERERRIRE T 2-8 my/
dl . Zf -
(2) HRZHIARBZ AR R FRIER A B - AERFE R 2-4
/NP I HF R PR IR R FE A 2-10 mg/dl 2]
(3) HEERE L B 2-4 /NREEIUS MR IEHE 2 AT -
{68 ML ¥ M PR P P A LA I (R A - JERS 2
ERt B nIE T -

Phenylicatonuria, PRU BERMAYEE
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#HBEEHE  DFPEAMBNEELEZD—HEE
R 1-2 9k~ DU Al A B8 PO o PR VT R R Y IR B
2-6 mg/dl (120-360 /2 mol/L) Z [ o [l %7 & 3 3 i
WEslr REZHB " FABRBRGKZE  HER -
TMEGEERERETT REA G R0 P EHE o
2. MAESRE R R « HEFFE TR 2-4 /NI 14 I 1% e 1 08 1 A
50-100 « mol/L (0.9-1.8 mg/dl) .2 [ » BUE N AR IEH
BEERF -
3R BEREENIRGE
(1) fEBRS St R R MERF I AR EE - fER A RFREE
W B -~ BEE -
() HEFFIERIES -
() RIFIEHEAVEEIRE -
4. 1T Ry ~ e R RIS RE -
(1) TEFTT R R -
(2) BEEZHIARRIGR AT RAE A BERTTRH -
(3) TE7APE 157 2 oA R ol A AR S AL
5. BREFRE
(1) FEFAE B -
(2) TEFIEE FRRHI RS Bk -

Bk e -
(2) FEAMBRRTR K ERHER K
OMEBA “NEEERI" & 2R EREE R PAH FE1E
RIRE - 1 BRI NE R RFF KR
QBRIEEE— (L EE - thiA : il - AREE - B&FE - &
HEFBNERESEH - DU SR RRER [
HATRE -
(3) TRERENFMAEENIERRIRE T - #HRErER
PRAGTGHR I AE 5 B MR N IZ IR IR DL T » BHEF(IE
AT T SRR -

PRI T EAERRIRE S P EIGRAMEIRAGIRI T - 252
B IE (B AT 7 2RV -

(2 mol/L mg/dl 7INEF
240 - 605 4-10 24
605 - 1210 10 - 20 48

1210 - 2420 20 - 40 72

= 2420 = 40 9

Ok THER TENERRZAE | ATHIR - EEEPEST
ERFRRAILIRERRAUR - f5f H B PRI PR LR
AR -

@ M T HENIE R EERER LR (20 4mg/dl) B -
UL EFHER R IRl R T -

(4) NRFFEROIF - R EIEREERER ML EA

MR R = IR e 2 VI - R A T REE RN E D

(=) BERES:
1. KN
(1) B AR E - DUEEEREER] T &EE RS
BERMAYEE Phenyliatonuria, PKU
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[ FR 2R PR R U BB R ERNR G E
4 mol/L mg/dl mg/kg
<240 =10 70
240 - 605 10 - 20 55
605 - 1210 20-30 45
1210 - 2420 30-40 35
> 2420 > 40 25

(5) By T REIEREMERN B TR ER DU - BB MR
FRIEIRE BRI RN RS SESE R
HUEEIE - SBAERER R - DB Ik T R R R R =
fiE ) BYHE -

(6) Fe 3-5 (HH RIEE - BEEBATRER RKIERK
FRATREE NIEFHEZ -

#EREH: "EAMBRKRZE  EERT A HHEE

> RE T EAARBRRZIE  WRETE  MEREN

KA RE TR T o
>ERYARAEELFEREREREETHE - &
BMAELBETE -
> W% 4T 3R AT BB 4 (RBC precursors) K i i # it
(anemia) °

> & ¥ B & JE (aminoaciduria) K X & B i &

(hypoproteinemia) ©

> B R

> HE o
> It % transthyretin X B & B (albumin) T [
2. BhE -
(1) BATLESIZ B AR S - DAKERE I i i I 52 B Va7 A
2.

(2) ETEMRHIRA LR B BRI - AP ER I BR AR iR 2%
e T R ARIR A - (EFR B T BRI TR -

(3) BT W ERITE K E - MESEE H R I B IZ BRI R
J:E o

3.EHE -

(1) MIBALERER 7 » FTLAMGE IR T R R & ) BRI E (2
E UERBRAIGRE ) o BIATEA IR IRIERFT A5
KRENFTHEE AR 3.5 A EHE -

(2) EDL L- B R R T B VBRI L I - HHE TR
TR E ) FTRENE - W
O PR AR BRI IER -
© PR AL R -

Q) FIREY N REra BRI & -

#EEEH: "EOEHBNTR, gEEY REME
REFEZ -ERERBRACTERBEETH - W
{X transthyretin 38 & ~ i F X B E BB E - BEH R
b (osteopenia) ~ K # % - FlEE & THH XA K
TR % o

BERMAYEE Phenyliatonuria, PKU
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4, B -

(1) FTBRAY B » 45T AR B0 52 R 52 BE O R 81
AR AT MR E 1 5 B R -

(2) BDAL- MR R EE SRR - BRI R BRK
— A E N -

(3) IS N REFS) - @R R R R -

#EEPH : RERUTRGEEY LB LERT
TR ERERMABRBETH HETHEE
SR B AR T A P A R T R
FEF o RE - ARBAT REGERS TR

M TR -

5. /K5 e
TE—MEAYERIE N/ B 7S - RIS B R — R Ri6 T
1.5 ZFHIK -

(M) EESIRAIRROEARHEEER
1. M PRI EIR R BRI TR R

(1) 93] -
FEERR ERON AKEHE - EEMTIRECKRE -
1117 ELEX R R R PR R I e s e e ) 37 R SR E B A A
BT e

(2) A8 -
OB EFHEHE B R H TR SV &8 BiaRHETE -
@FE HRIUM Fr - FHAREE "MEIHE" (bacterial

BERMAYEE Phenyliatonuria, PKU
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inhibition assay) 8¢ “H:iE” (fluorometric method) Y,
R I E 255 (Tandem mass) 2K 538 A I P 2R A 1R
IR -
QFEHEERSITE “EEST - SHFSMHERN
Ptz ~ T Je oAt RE B FR IR R -
(3) TREEZ AR NIZRIRE
I AR OR N RE R VR P AR EHRE - 1 B A\ AR T
il :
D% 50 ZRATRANIERE - HH=K% - BRFHE
RN IZ R IR -
@ EIMHARRNIZBEARE RS - HIFFEE Laid
BY - HEFBECRE A -
(4) 5 M H PR P I R YR FEE /N A 120 12 mol/L (2mgy/dl) » T B
HORHETE RS -
OFEZM 15 ZRARRNER - ABREFEA=X%  H
REHGI AR RE R R -
@ #5 1M H 28 T Rt I 1) U8 FEE AT 2R /N2 120 2 mol/L (2mg/
dl) - AIFFEE e - EEBIEDUEENAREE -
(5) #5 1M HH 2R P IE R ) KA 300 2 mol/L (Smg/dl) » /NfA
605 12 mol/L (10mg/dl) » 1 AR IE W A AL - HfiA
AU R SRR ANIZR - SRR A E B KRR
O WS HRED 15 ZRRELE - REREFH =X
% FRFHE MR REEATRE -
@ F M H PN REFR IR FE TSR AR 300 2 mol/L (Smgy/dl) »

Phenylicatonuria, PRU BERMAYEE
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AIEE LSRR - BRBECKEINARGYE -

(6) 5 ML H 2 PN % R 1= KA 605 12 mol/L (10mg/dL) » [ff H.
BEIRBIAEL - AR T E 2R NI
BRI EHE KRR ¢
OWERE T HEA 30 Z2FeI RN - AREFH=K

% » ARSI ERT TR
@ I H 2 PN B I 32 P 4T 2R KA 605 12 mol/L (10mg/
dL) - A E®E LD B BRI EE CRERNRFE
@ °
2. EHEIRRE

() —EF—RZA B#EHFF G — XM+ EEE
(albumin) B transthyretin (2 Somatomedion-C ) HY &
& 2R AgE =1 HFFE—X -

(2) W1 & 1 % 1 3 & H (albumin) 3%/E transthyretin ( 5Y,
Somatomedion-C ) HYiRERIATELE(E
O Mm% 5 E B8 — [ H % /= HaF

M %% % B % H (albumin) /& transthyretin (5%,
Somatomedion-C ) HJJRFE o
@ an & 1M % 5 F % H (albumin) 32 transthyretin (5%,
Somatomedion-C ) HJIREIAERRMAITYE - RIEE
IRAYS B H BB R I R HE E A -
3. BHIRAE ¢

(1) FHAEME R EE H (ferritin) JEE :

DOFEF 69 2 HARRFFE—R » ZHBREE

2
>
=
|

BEE—K -
@ WIFEEAE H (ferritin) JFE (KHAIZHUE

I BATHREMIT 4 2 EER o M7CHIRER
nn$% (ferrous sulfate) °

11~ FHFCEEIRE - BHE H 3k — R #8E R
fg °

T ~ AEHE 1l Fe s8R B IR TR Y SR R E IR

#HE A -

(2) ZIMATHE :

5 N 7S E H 545 AL SR (hemoglobin) B [l Bk A F&
(hematocrit) —K °
4. ERHRAE -

() B/ BERiEHE
B HFHE— R B2 5% - FEdE = H 5 —X
HEURL » Z RPN H R E— R - WS 2 8iE
AIFCERAE R E R T MR R bR E L -

Q) RFEFE R/ 55 KEELE 10-90 {55 2 - (HAIEH
EIEFERER  REREARG EREGERELH D
e

(3) BFHARLE DI AR SZ @GR4 IR E B - fEERRTA
FpamatR A" FHE—X

5. EEITRRIL :
(1) FEFRER AT - FEf = KRR R rImAE -

BERMAYEE Phenyliatonuria, PKU
24
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(2) $HEBE AT - DIBTREZEERN R RIERE -
HphtfhEE Y - (FERRETE - TR RIMFEEH -
EHE S NG - ATLAEE A e s R A - SR ECE M
B RS -

() TEFFRERERGART - FHER NG - TR - EEER
B AUBRIT -

(4) TR RERE MU BT STAS EY) B R A A SRR R -

6. ERPRAARS -
HREEANEE  HAER - BEREREEBRIEIENGFEGE
SRR E TN -

(1) EARREECEE A GRS B R R

1. JFAL

() IEEA - EERE RS EZAGE  gEbs BRI
B2 B AR AR AL

() B RAEBMARERIRERE - HRERLEZE G
HRF A S AT IE 5 N\ — 7

(3) WRIBE L E M RATEE & R E B MR RN IE R IR
AARRE -

2. BELFERER ERE
(1) MEFRFAK S RS R B R S

AR AR S O R EE R (A : Pedialyte” » BT FILA
FREEEAT) -
(2) BHEE B W fRRITRE -

R

DR EREEAIERIL - 738 UL SR T BRI R
ROk INAE SR A - el AR E M E W (40 -
Pedalyte” ) R fEMIYERIAMEEREEE (soft-drinks) °

() {R R R AR 2 A 95 LART I BR B B S5 FH A
PRIEFFIRIII R & BYRTRE -

[~ [{fIBALE - FTLABEA 1/2 IR R FRIE R R IR R

GRY) -
0~ FER] RS2 YRR RET - B B NER A DART B A
YR -

EENHRE AT SRR - BRI A
SRR ARA S R B E S - HEREN
S -

BERMAYRE Phenyliatonuria, PKU
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Phenylieatonuris, PRT BERMAYEE
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—  ERBECRIBE

(—) HEFFMAEFZERILEE (PHE » Phenylalanine) 2 IE ¥ 2 -
(=) RESEERE -

(=) REEHER - BE R RIFERIRGE -

(MY) TEMSE AR T EE -

(i) Pikisi@aaiag - HTRams -
= HEAEZER

(—) HEPH
1. PRI A A TR (S - PR
AR - ST SR B R - LB ST
ARSI » BB (AT - PR
SRR RS SRR E R - AR
IR - SRR RS B -

EERMAYEE Phenyliatonuria, PKU
28

2. FEE IR M A TP 2R PR (E - DABEPER AR R

(=) \EHE  AREZEEEBIE  FEEE 15 mEEmET
M- [FERFE—]

’

SERBERHYTRE

BEEL
1. BCHR RN i -
2. SR R RS -
3. SER R LRI A -
(=) %5 :
| BEHFEENRIRL S -
2. BRI AT -
3. BB 5L EER -
1

1

(: :
(3 T LR T £ ) -
SRR -
HEEE OIS (OB ERRT) -
B 5L B -
(1) FHE

I BRI E R i -

2. BCHI BT E Tl -

£
1. 38
2. #og
3. H
4.

#;
=
#
H

Phenylieatonuris, PRT EERMAYEE
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3. BCEEE M H CIFERAC#k -
4. FoREAERTEESHE -

M- RREiEE

(—) BITEEELE 68 K - # 4-6 (8 HARE - THIARIIEI LS
B A BN - BERIAAOTRIIRANT » ARSI Fo
S0P BRI - DR 5 B ORI
R LEIRE T -

() SESH B H 5 4-6 B -

() STMMATREN=RINE - (SRATHR)

(T0) (RIRE LRI FIEPIRRR « B ETRIZMR AR -

(T0) FHEMferhife RO LR -

() (RISHIIER R - AR RO  FEE
RS O -

T ARE

(—) pl—
R 2R TR PRIE B - B8 EE 3.5 AT 2T AR
1. itEgEEEE [2RE—]
FAERE 30 25 /AT X35 AT =105 25/ K
EHE 3.5 AN/ N X35 AT =123 A%

2. flEET [B2RE . =]

ik & % BN £HE BE
(Z5) (%) (K+F)

FER Ay * 13 /)N 0 9.5 293

BRTT 6 /[N\EE 108 2.7 120

FEH/NGT 108 12.2 413

% R ARV FETR RS AR AR 0 N R T 2 R R YE -+ D7k SR & R P A
[ - RN T REREDIK 30 =21 - KREETRENIK 60 271 - FEREATEVE 2
FlE R T -

% FFERIIK) LA MeadJohnson 2 Phenyl-Free 1 &f1 » 1 & = 4.5 A%% ©

(=) #I=

POk 08 - FRRIERE - BE 17 47 55 105 247
1. EEFHE
(1) ZUEE - TURR (2EHEEE R 0-6 R4 A R ihfRE )
BEEE 17 20T (> 75 percentile)
B85 105 2253 (> 75 percentile)
AR PN I W e LB TE L
(2) ZREKEGUSE - SHHEEE - BEOE - FRKRE
2. REEHRE
KAERE 300 Z5 /K

& 120 KR /AT X 3.5 0T =420 KF
K= 150 ZFF/ AT X 3.5 85T =525 ZFF
EERMAYEE Phenyliatonuria, PKU

30

EHE 30 A58
B 1500 A-F
Phenylieatonuris, PRT EERMAYEE
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3. RERkET [Z2RE ~ M)

BVt e FAKEER &EHE BE
(25%) (A%) (K+)
FFiRat * N 0 23.4 432
TR 7.5 173 225 53 263
B HH 2 30 1.0 20
S 2 30 1.0 120
HIEE +HEEREY 15 - 665
H&et 300 30.7 1500

28
11- < 15 3% 250-750 = 50 2200 (1500-3000)  1500-3000
15- < 19 5% 230-700 = 50 2100 (1200-3000)  1200-3000
= 19 3% 220-700 = 50 2100 (1400-2500)  1400-2500

%
11- < 15 3% 225-900 = 55 2700 (2000-3700) 2000-3700
15- < 19 5% 295-1100 = 65 2800 (2100-3900) 2100-3900
= 19 3% 290-1200 = 65 2900 (2000-3300)  2000-3300

* BT AR/ o FE L IRIR AR HE AT 2 R T Ry e - KBRS SRR Fr A

A BRI NEET-FEREIIIK 30 =T - KRRk 60 =TT - Gk EEATEE &
Al

* FFERU5# DL MeadJohnson 2 Phenyl-Free 2 5 » 1 &k =17.6 2850 -

[R— ] FHREZEERRERE

EFLZKJE - The Ross Metabolic Formula System, Nutrition Support Protocols, 1997.

[RZ ] FERESDE ZFHPHEQERE

EHE KNI E BE  EMFER
(Ave/Hrb) (2w/frb) CRR/ER) (6

REEL 0.73 0 25 1 LI
(Phenyl-free 1)
REEL 3.9 0 7 | BELE

(Phenyl-free 2)

[R=] BERARYZERREAERR

Fie BER
FNIETR EHE B = K =
(Bw /) (Bvw/Afr) CRR/IAT)  (BA/ )
0-3 @A 25-70 3.5-3.0 120 (145-95) 160-125
3-< 6fEHH 20-45 3.5-3.0 120 (145-95) 160-130
6- < 9fEH 15-35 3.0-2.5 110 (135-80) 145-125
9- < 12{EH 10-35 3.0-2.5 105 (135-80) 135-120
ZE (Zw/R) (BN%/R) (KE/R) (ZI/K)
1- < 4% 200-400 =30 1300 ( 900-1800)  900-1800
4- < TEE  210-450 =35 1700 (1300-2300)  1300-2300
7- < 11 5%  220-500 =40 2400 (1650-3300)  1650-3300
EERMAYEE Phenyliatonuria, PKU

32

aYIrEE HE EHE FAERE TEAHBROHE
(A%) (A%) (Z5)
HoKER 25 0.7 30 1
ENAEE S 5 0.6 25 0.8
BB AR 10 0.9 36 12
SR B iR 5 0.45 18 0.6
Phenylietonuria, PKT EERMAVEE
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(RO ] Y+ ERRELRIR

Ry "y EHE FAKR

BE  ERRIRnE

R FRIE (PKU - Phenylketonuria) /& —7f#H %2 F,  SEEMERYER
BEBNEENEREREZIE -

METEENERRZ —BELE - EHARMIMER - 1£
NEHERA#ELERET > EREg R RIEER  ARFEMES
HEEHRER kB - R D EE A BRI
B - WHERVITERS - IHE B0 R AE 2 02 PR R QR R
IR 5 (BRI PROE AR A A R 2R PR R A Gl SR TR SH 2t
ZHENIERRHERRAE M - 5 R FER - BN R R
BORAET R - LRGSR e _ERIRRHE o AR H e A2 FRE /)N
% > ATLARIE R /NME— R A -

— ~ J{AIEZ R PKU ?

At T AR B AR AR R R A & il 2 BRAY [ 7T Guthrie
Test » 5& {8 MG A LARZET 22 U2 AVE PKU B -

— ~PKUREERIERRE?

(A%) (AF) (K+)
TR REH 25 0.7 30 35 1
Q=ES:)
B dH 0.5 15 10 12
S 0.5 15 60 12
HRE%E 5 - 5 45 1/6
EERMAVEE Phenyliatonuria, PKU
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Phenylicatonuria, PRU REEH
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B HRHFIEERETFEARROENE - BG4t
[& - KRS ENFEDEFRRNEMR MR ERE N ERKET - MEH
A B B B AR PR (B IR R BR AL - TR R ia ROE iR g RS
I T PRk D I+ 2 P R (A P AR

= HREBEEWESIR?

(—) EFEARLEREK R A] DU EHTE AT FRE - e R U/ 2
FELERERF

(=) BEFSHREERTENSHESEAKRYEHEIRY) -

(=) HECHEVIRE - £ 28 - S8k - B I R
R RMOEER R IR -

(W) ERETIIRE = N EIEAEE - RS a7 2l R R AL
MRt BB R T - FTUAB AR T R GE & 5 A
FRAVEY) - WRTA B ~ KRR ERIE (ATKER - Kb
ZMHAERE) - BREERNSEAKERARIRDE © 5
B REEEEA T
1A SRR RS 3 - ATRENZ
KR etEaENENEY)  SHREEER - HREMEAM
R EHPRIAREZ - N5 ~ AFZ ~ L BEALHFRE
INTEtAgERZ » A ESEEFIE TR ERA -

2. U REAVE R REFRERY) w28
FE - BUERR ~ SO~ AL ~ BBOK -~ BHAER (R #D
BEMZ - G Al E R -

BEM Phenyliatonuria, PKU
36

3.8 R ERHELY BT B fBE - BRIk
FERREZ  (HELE  E R AKEEEH G REEN
(B2EEYRRE)  AFHEW  HEH > OFE - 28
TR B BAE S FHE - R4 TEANE - BEREINT
HAEENZ

4. BHE - ALAREINTA « #E  IBE - INE - KEHIEZ
SN0 R BERE ~ EHE - UK - TR S kB S EER
AWERANGENZ « BLAN - A0k 2 FE LS RO BL L - BHR
fEEAENZ -

5. BB, BRARNRENZLASN - AR R B A G AR
LDANR A B s TIHAE R S U~ A4S e A8
B~ BT AHFESRY  iikayRinEth 2 EHE
R -

6. T ~ AR ¢ BRI AU  ARELEE - TS IR
IZDASN » K RBE © HetEhE - O/ PESE A DS - B3t
BEMAEL - HEIRESES - BRI FEEEHEE
PR — 2] iR IR o A RBERS (diet) BUERR
(light) FIERRI A& ERTHTEE () - TEEE - 564
WA EERHE R BE

7. FTEBRE  KEERERE (APRER KRR EESE)
YRR ERNEFE2RERE -

8. HEEHIEY  BABEEERT BRI =XE
i WEFEMERRLS - AN o ATEUE R AR -

M~ BE KDz

Phenylicatonuria, PRU LEREM
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(—) RESMERIEIEER

BRI SR ERAZ IR T R R AR TR Y (H— (Rl R B R & R 2
RARBES] - AHERRITHIZ SCTAMERE] - MERFERREH B R EE -
RIIGEZL L HE -
(=) HGERTLFEREE]

I BERIR 2 TR AR FI A © AIRFRDE - (RELERYIAIE
O DM Z®H - &IFH—EE ek
i > FREHEAARTT A -

2. FEH B I E A B AT S 2 ErRE S - A ERE IR e 22y
FTEEEY) » R BERRE - 58 S B AR Bl O MR 22
R A RAED -

3. T EE R RYES - DU EHCHEBRY - &

1. 7 R SRR E At R S R DM 27 - B2l
ERECRATRRAERRIT o HHBIRT B (R L - the] DGR B AN
SNSRI IE AR A

2. TR SR AT BRI R i EAE — (1 E RS IE 8 HL B E AR
oo HES AT

3. AT —SEEROR A AL o BIAD > ST ERES KRR~ FER]

REEM Phenylketonuria, PKU
38

AR~ ImESE -
(WU ZEER Rt E TS B
1. SE R/ NE 222 e st B TS S - ARy rT DA ST At
B LS TE
2. RHERY (R PR BT B 2 3 A\ B R B R AR G — MR Y 22
R eE— T RE - R ReET A R R EEA R
Yy - EEAFEE - EEHSE LT -
3. THICHEMRATRARIIES -
4. JeRIE B » [HEH & NS ERER A AR IR S NMLAYER
£
5. MEfR R AV RE R PRy L o DIPGZREEN -
(Hh) HiEs?Edis
FERRTTIE - AIRE 8 HE MR ETE TR - U NRYE R TR B R (E
HRE -
1. (R ERERIREE © IREER A EREIR L H B - ] DUEEAFE
IR -
2. ENHA BB HIIREE  SERIREERVAT IR ERESC B E TR
&Y R DIz E 8 EY) - SRS FEERR
B o pRINEY B iR R TR B E R R R - ER] B RTSEE
] B 55 ) s ke I
RATRERR L « UKAE ~ PUHTHEEEERGIE - DI - e -
IRERE EEFA AR BEVIREE - FTRERe Sl —
FIRRIBR A B4 : EAERTRRRAE  SRE B REES -

Phenylicatonuria, PRU LR
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(7))

1. BT - SRR TR Tk -
2. PR 1 S BT R B <

3. BB R SRS A R - TR RIS ES S -

4. FEPRID TR ST - REGRTEACT - ATG LRSS - O
TR AT - MRS THBET - STRIER -
SEA ) -

5. TR AVIHEEL A - BB R (L B K -

6. 5 HIS S TR AYTES b FREI YT — s
iy » BB AR TAERRES - 5SS Z A TG - A
BRI TR -

7. TR IR B I SRR - R —HECE
TR -

8. MEHHLAE ATy - BIAIBIE 3 YRR -

9. BRI LT -

10. S1EEHS - FESEATRARE L WA - SRS -

1. AR LG 5 - (RIS - IR AT U EE b T
g EEE - HRIESAY - HRANESEETS -

12 RSN 0 o) - TS TR £ -

% B % So
I?i"(U fx@,:_(

HKEIRAE (PKU) HOBE FAC B AR FRIRAR R IR R
D - B e BB S 1 I 2
— BRFE

BEREETR R EATEE RS BT - AR HZ R
INEHERRR R - (B REA S EHCEE R RYERE - halF] 2%
%

B0 -FTE
WK H T DL EHENER - WAl EEERNL - B ERE 4% E

=
IR B IF R RS B - LR (I LB E R R ARY) - &
AIHrEE R R T E G PKU/NMTK RN - R & EENIER -

LR Phenyliatonuria, PKU
40

Phenylicatonuria, PRU ZENE A
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MRBHEIZ T SERAFRNBEBREY - A& ILAHHE B R
o BERPRIEIRNRZ NG NG ACEREGE - ELHELIE
SNANRIR - A R SRR VBN R R B 38 2E - RIIIVER R R E /N %
EHEF

M HESE

SUE GHENE - PKU REREE—RGEEZHHFEEE -

ZENHEH FPhenylkatonuria, PKU
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PRU
I

27X
= = HE FAKKR EHE AR
Gl R " oo
B (A) (Zw) (Bw) (CKF)
Mead Phenyl-Free 1 1 45 0 0.7 9.5
Johnson (B245d) t : : :
Phenyl-Free 2
(HERRA) 17.6 0 3.9 72
Abbott Phenex-1
(BRYHEL) 1T 8.0 0.0 1.2 384
Phenex-2 1T 8.0 0.0 24 32.8
Nutricia XP Analog ! 50 0.0 0.7 3.8
(SHS) (0-15%) ! ‘ ‘ ‘ ‘
XP Analog LCP
(0-1 %) 1t 5.0 0.0 0.7 23.8
XP Maxamaid
(1-8 ) It 5.0 0.0 1.3 15.5

XP Maxamum

(wAmERmA) 1t 0 0.0 20 149

KORET RN - G IRER A ) AT 2 R 1 R v - KBRS R A TR
A - AN T REREINOK 30 =t - REET-RERLANVK 60 =71 - FH KB AliaE &
AL

HETRIBD Phenyliatonuria, PKU
44

ERREERENL BHENERXREER

(=1 3EE)

B4 = EEE BE

(A%) (A%) (KF)
* PgEK 100 0.1 359
*HED 100 0.1 354
* = CREH) 100 0.1 352
* SHFER) 100 0.1 352
* i 55 100 0.1 20
* Rk 100 0.3 370
*KEH 100 0.6 118
Rl ) 100 0.4 357
S S V) 140 0.7 497
¥ A 111 0.6 158
O 97 1.7 68
H &% 59 0.6 58
[ 2% 59 1.1 30
B E 43 0.9 35
# A 19 0.8 27
IR 45 1.0 108
& FE Ak 41 0.7 57
& UERR 27 0.6 32
PR 15 0.6 33
g O (4E) 21 0.7 39
Phenylketonuria, PKU ARIRESR
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BYITE HE EHE BE
(A%) (A%) (RFR)
=T (WY 17 0.7 35
REER 20 0.6 34
=t 17 0.5 31
7w R A= g o) 11 0.7 45
FFPK 10 0.7 35
ok 9 0.6 32
SEARERK 8 0.6 28
JIEEES 8 0.6 28
HINZR N 8 0.6 29
K 8 0.6 28
ey (EEE) 8 0.7 28
Hine 8 0.5 24
= %N 7 0.6 25
Bl S 7 0.6 25
FEAAK 7 0.6 25
B oK 7 0.6 25
LS N 6 0.7 22
HERC (=A%) 5 0.5 18
8= 15 1.1 51
* P-HARAYEERT  WEAYMENESBRE - ATSHAH - DUgINEE
BEEY -
AFIRES Phenylietonuris, PRU

By HE EHE BE
(A%) (A%) (RFR)
H 7K AN 13 0.7 46
fRKk 10 0.6 36
AR AN 10 0.6 35
A 14 0.6 17
AR A 11 0.6 18
JIHI%E 7 0.6 19
VAN T 7 0.7 21
= ] 6 0.6 17
HERAL 6 0.6 27
LERRRATES 5 0.6 15
LT 5 0.5 16
R (§2) 5 0.6 18
SN I 5 0.8 18
e (§Z2) 4 0.5 14
A (FHZ) 4 0.5 14
FLEEERE (HZ) 4 0.8 14
S Va1 9 0.6 35
/NEL 9 0.6 33
R AR 9 0.7 36
K 8 0.7 35
{KABAI 7 0.6 26
ERlE T 5 0.6 18
= ARy 4 0.6 16
Phenylketonuria, PKU ARIRESR
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BYITE HE EHE BE
(A5) (A%) (RFR)
£y ) 5 0.7 18
KDk 5 0.7 19
B8 UH 7 0.6 17
HlafeZ 7 0.7 28
= Ny 6 0.7 25
RER 6 0.5 22
NI S 6 0.6 22
H X 6 0.7 22
M &K 5 0.6 20
f= G 5 0.7 19
Nk 5 0.6 19
AN 4 0.6 14
T 4 0.7 14
&t & 3 0.6 10
g =2 3 0.7 9
L H 3 0.6 8
k= 2 0.5 7
ok E 1 2 0.5 7
AFHRES Phenylketonuria, PKU
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SEEREESR BME3I = A AR BS
(=1 EE)
B4 = HHE BE
(A%) (A5) (R+)
o (E) 31.9 0.6 17.5
EINE 27.5 0.7 17.1
Wi, 555 24.0 0.8 8.9
ISR 23.1 0.5 3.0
GRS 11.9 0.6 6.1
HEDRE 7.2 0.5 5.7
A 6.6 0.6 5.8
TRy 5.5 0.6 12.2
g ® 55 0.6 23.0
HEE 5.1 0.7 6.5
' = 4.9 0.7 6.0
EY 4.1 0.5 9.5
EEE 4.0 0.5 8.6
FIEES 4.0 0.6 17.1
F O 3.7 0.5 7.1
BEE 33 0.4 4.4
R 3.3 0.6 8.1
oG 3.0 0.6 4.0
NFEF 3.0 0.5 4.8
HASF T 2.8 0.5 10.8
+ 2.8 0.5 4.7
Phenylketonuria, PKU s
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S & EE A HESE B0E 15 ERFRRE (= 12HE8)
(%) (A%) (RF)
&S 27 05 59 'Y HE EHE BE
T 23 05 79 (A%) (%) (RF)
" OH 22 0.6 57 £ K 107 0.4 12
iR () 2.0 0.9 13.0 # M 100 0.6 13
T 1.9 0.5 38 I 100 0.6 18
FRE 1.8 0.6 82 ALY 100 0.5 15
= 1.6 0.6 6.1 o (E) 83 0.6 13
o 1.6 0.6 57 H O (O 79 0.5 14
=OH 1.6 0.6 6.1 F ML) 58 0.5 15
# o (4) 71 0.9 21
#F o () 54 0.6 14
O (D 75 0.7 21
O (E) 50 0.6 16
A I 71 0.5 10
kS 68 0.4 11
2RI 63 0.6 14
B A 56 0.9 10
#MEHE (70 54 0.6 18
mEHTE (45) 47 0.6 17
=R () 52 0.5 10
=R (4) 38 0.4 9
MK 45 1.0 13
HHEEE () 45 0.5 19
2 Phenylietonuris, PRU Phenyliatonuria, PKU F73
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BYITE HE EHE BE

(%) (%) (R+K)
HHREE () 42 0.5 19
fn () 43 0.3 12
o+ (4D 33 0.4 9
KEERE (P 43 0.5 9
EEmExE (4B) 35 0.5 10
TR 2 37 0.9 10
HEEE 42 0.4 7
=N=E: 3 41 0.6 5
i OE (%) 21 0.3 4
R K 38 0.5 5
HREHE (4£) 38 0.9 14
BREEHE (1) 37 0.8 13
B 35 0.4 11
N=ES 35 0.5 5
IR 3 33 0.4 5
B 29 0.3 12
ZHE 29 0.4 7
= 28 0.3 5
REEE (FE) 27 0.8 10
Gaaged 27 0.6 7
22K 26 0.5 5
o & 25 0.4 4
/NEZE 25 0.4 4
B2 Phenylketonuria, PKU
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By HE EHE BE
(A%) (%) (R+R)
7t 3 (B 24 0.6 4
¥ (4E) 21 0.5 5
AN 23 0.4 6
i 22 0.6 6
T2 (B 21 0.5 7
HIERR=E 21 0.4 5
AL 19 0.4 5
K 19 0.5 4
BE g (%) 19 0.4 5
B ah (4D 18 0.4 5
] 19 0.5 7
H R 19 0.5 14
R 17 0.7 10
TRACHbSE (42) 17 0.4 4
TRAEARSE (4 17 0.5 5
TkE S () 17 0.4 4
REE (&) 13 0.4 4
ESE) 17 0.4 5
NS 16 0.2 2
Helg (HZBAm) 4 0.4 9
g 1 0.4 2
[ 16 0.3 3
5t ¥ 16 0.4 5
Phenylketonuria, PKU SRR
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KB/ BMHE 15 ZERFREE (=127ER)

BYITE = EHE BE
(%) (%) (KF)
E % 16 0.4 4
7 B () 15 0.3 5
[EFSEd 15 0.3 4
FoKkz 15 0.3 14
HO¥ 14 0.4 4
{EFI (/g0 14 0.4 10
SN 13 0.4 4
Ok (4) 12 0.3 3
() 11 0.3 3
W 11 0.2 4
EOH () 9 0.5 3
= (4) 8 0.5 4
oW oE (B 9 0.5 7
LT T 7 0.9 24
ISk, 6 0.3 4

Phenyliatonuria, PKU
54

'Y HE HHE BE
(A%) (A%) (RF)

HikE 214 1.3 90
/I 48 0.4 23
ic 214 0.4 79
A I 167 1.0 65
it & 150 0.6 59
&t 150 0.9 546
i 79 0.7 37
Mor 150 0.6 89
HERT 136 0.5 69
HER 22 0.5 9
B OR 136 0.3 71
= 125 0.9 45
BRI 125 0.8 78
B A 88 0.6 38
B A 125 0.6 61
JBALT 125 0.5 65
7K EE WK HETE 115 0.6 67
TREEHE 83 0.9 34
&2 I 115 0.6 40
RN 100 0.6 32
kb 100 0.6 34

Phenylketonuria, PKU JKR¥E




BYITE HE HHE BE
(%) (A%) (RF)
kL 71 0.5 22
LV Q=1 P) 94 0.8 46
X H 88 0.7 36
G S 88 0.5 58
7 R 83 0.8 58
B A 83 0.6 26
R (&) 83 0.7 62
IR (§2) 20 0.6 51
B HR 75 0.8 53
E3 (¥2) 14 0.7 38
E = 63 0.4 36
Bk + 60 0.5 29
&t K 60 0.6 21
/KL ES 58 0.6 28
[ 56 0.4 66
fifi 56 0.3 39
H Bk 48 0.5 23
S 48 0.5 22
BEEN 47 0.5 30
& 33 0.4 30
& T (48) 29 0.4 14
&+ (§) 10 0.4 24
#® Ak 27 0.5 73

KR$E Phenyliatonuria, PKU
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By HE HHE BE
(A%) (A%) (RFR)

g 25 0.7 60

AjAHZ 22 0.5 46

g Al 20 0.4 33

® T 11 0.1 13
Phenylketonuria, PKU JKR¥E
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MIREER (B—EAREY)
3 AE T AREFRE
BT "HE E SN BE T
(A%) (Z%) (RF) (3)
JNE 1.5 63 75 2.1
are (E=D 2.0 93 89 3.1
FUERR 2.1 71 96 2.4
gk (EABR) 23 113 99 3.8
A 3.1 140 135 4.7
AR (W) 3.6 165 114 5.5
jiliban q 3.8 172 106 5.7
e 4.0 194 278 6.5
e 42 289 148 9.6
J5 i ek 4.2 218 193 7.3
PRI i 43 35 379 1.2
/N AR 4.4 181 123 6.0
B AL 4.6 167 151 5.6
WA KB 4.7 187 138 6.2
K 4.8 136 209 45
il 4.8 245 343 8.2
& BR#S 4.9 198 88 6.6
i - 4.9 208 194 6.9
e Ex 5.0 243 188 8.1
H & 5.1 212 270 7.1
MIBEER Phenylketonuria, PKU
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BT "HHE ESEN)iA BE TRk
(A%) (Z%) (RFR) ()
FHA B 52 191 201 6.4
{4 51El 52 262 342 8.7
LN 5.9 282 333 9.4
MhEE A 6.4 215 183 7.2
I NER Bl 6.5 281 141 9.4
fERGE 6.5 329 283 11.0
fEfF R R 6.6 276 244 9.2
i) # 6.9 236 184 7.9
FIeH 7.0 336 251 11.2
SR VA 7.1 368 318 12.3
HUKER (BEA) 7.2 340 247 113
PUKER (FR) 7.2 290 208 9.7
Z I 7.2 352 350 11.7
2N 7.4 325 186 10.8
SR 7.4 393 241 13.1
12 BREBTH 7.4 420 277 14.0
E|de) 7.5 373 211 12.4
BEEIKER 7.8 400 222 13.3
BRI 7.8 349 229 11.6
S, 7.9 393 290 13.1
2 ERABTH (B2) 8.0 447 294 14.9
fEAEL 8.1 422 281 14.4
kR 8.2 268 233 8.9
Phenylketonuria, PKU MIFERR
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BT "HHE ESEN)iA BE FaRiR

(A%) (Z%) (RF) ()
FAIR7KER 8.3 366 209 12.2
+HEk 8.3 373 145 12.4
NE3EEAES 8.3 402 118 13.4
Bk 8.3 270 580 9.0
ANEIES ;13 8.4 333 227 11.1
ke 8.5 549 167 18.3
EHREZ R AL 8.5 364 223 12.1
FFRH 8.6 262 226 8.7
FRAA R T 8.6 403 299 13.4
fE AL 8.8 402 85 13.4
N B, 8.8 419 262 14.0
AR ER 8.9 306 219 10.2
Rt (2hE) 8.9 463 281 15.4
B K ER 9.0 402 195 13.4
FREKEL 9.0 358 179 11.9
AR BR AT 9.1 386 180 12.9
SR AR B 9.1 455 244 15.2
SO 9.3 345 91 11.5
BRI 9.3 414 115 13.8
REUHIR 9.3 389 252 13.0
g (REAMUKEE) 9.3 453 208 15.1
T GEHEAI 7K R 9.5 350 219 11.7
/NEERD 9.6 443 240 14.8

MIFAERR Phenylketonuris, PKU
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BT "HHE ESEN)iA BE TRk
(A%) (Z%) (RFR) ()
EX IR AR TH 9.6 378 305 12.6
SRAREE ] 9.6 416 472 13.9
e i e Al 9.6 438 481 14.6
RIS 9.6 458 126 153
AR BAEHE 9.6 418 223 13.9
B 9.7 406 124 13.5
FHER 10.0 563 267 18.8
BRI 10.0 458 259 15.3
NS HE 10.1 449 252 15.0
BERAL 10.2 455 221 15.2
B’ A 10.4 380 198 12.7
HEAAL 10.5 663 201 22.1
Faes T 10.7 490 191 16.3
4R 10.8 432 267 14.4
TEAH 11.0 468 219 15.6
FEAELR 11.1 468 226 15.6
BRI 11.2 297 341 9.9
fEREHEAL 113 420 125 14.0
{ERHR 11.3 459 179 15.3
A2 113 499 115 16.6
el E 11.4 480 125 16.0
NN 11.6 412 150 13.7
TIREL 11.6 443 202 14.8
Phenylietonuris, PRU IIAEEER
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BT "HHE ESEN)iA B T BT "HHE ESEN)iA BE T
(A%) (Z%) (K+R) (7)) (A%) (Z%) (RFR) ()

i AL 11.7 374 113 12.5 SCHESAL 16.2 538 209 17.9

ok (B 11.8 399 169 13.3 SRR 16.6 561 144 18.7

AL 12.1 511 153 17.0 B A 16.8 774 245 25.8

O 12.1 735 182 24.5 12 RAUEHEH 18.8 796 216 26.5

FIEER 12.3 468 231 15.6 TS 21.6 797 300 26.6

i AR 12.3 510 266 17.0 fig £ RS 22.7 909 240 30.3

Kimse (FHAERD) 12.4 384 174 12.8 it ¥ 24.7 1359 361 45.3

{ERCER 12.4 513 167 17.1

o 12.5 424 140 14.1

(. 12.5 490 136 16.3

FERGIL 133 538 178 17.9

i ok 13.4 563 143 18.8

MR 13.5 522 299 17.1

W iEEN 13.8 488 110 16.3

EaNEt 13.8 578 126 19.3

e 4% 13.9 707 140 23.6

E0il 14.2 792 205 26.4

B 143 543 249 18.1

= H AL 14.7 555 225 18.5

K/ NE G 14.8 743 247 24.8

JEZESH 153 548 228 18.3

JiReshih 153 504 177 16.8

ik Fa 15.7 723 143 24.1

MIFAERR Phenylketonuris, PKU Phenylietonuria, PKU MIRERSR
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TEEE BYatE HE B EHE AN
(A% /) (KRR (&%) (Zw%)
By HE e HEHE ERKEER R e 250 82.0 0.0 0.0
(Rv /) KRR/ (2w) (Z%) AR (BEE) 200 823 0.0 0.9
JEIREEER (RLFR) 460 147.0 0.0 0.0 B 25 P O 150 203 0.0 1.9
il — RS AT 320 176.0 0.0 0.0 BEsLIRT OBREST) 330 168.0 0.0 0.0
EEEER (B 19 80.0 0.0 0.0 ZSiIeS 240 172.8 Tr 0.0
HEIRERAETR 375 106.5 0.0 0.0 D LECR (TEE) 600 252.0 Tr 0.0
SIAS AR (HERE) 350 7.0 0.0 0.0 ERADLROR (REE) 350 40.0 Tr 0.0
RFHE SR 500 280.0 0.0 0.0 HeR TR IR 350 136.0 0.1 3.0
RINESR 300 72.0 0.0 0.0 STHEVKRLZE 350 106.3 0.1 43
UREH ek 250 72.5 0.0 0.0 R 330 115.6 0.1 5.7
super BB S 20 80.0 0.0 0.0 T RL R B 350 432 0.2 8.6
c&e HEAEFE ¢ BB 350 147.0 0.0 0.0 THE = oA 20 780 0.3 12.4
BEEIEYE ek 350 94.5 0.0 0.0 g = oo 16 70.0 0.5 214
FERS B SR A 2R 60 0.0 0.0 0.0 K5 (R 460 95.7 0.5 19.7
VR AT BRI 250 100.0 0.0 0.0 & HEERR 600 183.8 0.5 206
ERE RO " 08,0 00 00 S II=E ik 500 225.0 0.5 21.4
(BH) ' ' ' B 300 96.0 0.6 25.7
BRI 200 100.0 0.0 0.0 EE LA RE 350 164.5 0.7 30.0
ENIRBRT 330 129.0 0.0 0.0 BRI 350 182.0 0.7 30.0
M—RE R 300 84.0 0.0 0.0 ML REER 75 33.8 0.8 32.1
5 & ¢ BRI 350 172.0 0.0 0.0 *SHS {52 8k 200 80.0 0.8 343
e — LR 500 100.0 0.0 0.0 TTEZEFEE 195 68.0 1.0 42.9
ORIk 340 88.4 0.0 0.0
THEATE Phonylicatonuria, PRKO Phenylketonuria, PKU e
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BYITE HE BE BEEE ERER By HE BE BEEE ERER
(A% /M) (KRR (A% (Z5%) (A% /) (KRR (A% (Z5%)

BT e 2 5% 300 189.0 1.0 42.9 e — R IR RS 62 18.4 4.6 197.1

B # (R BOREER 30 130.0 5.0 214.3

Pk INAIE 500 255.0 1.0 42.9 I 4 Biffi [ 500 345.0 6.0 257.1

IR 2 B 100 69.3 1.1 47.1 H—{EAR AL 240 105.6 7.0 300.0

Pl = 5 AR 350 135.8 1.1 47.1 MR 460 310.5 7.4 317.1

AR EF T 195 53.0 12 51.4 #H— AB JRBREES L 220 141.0 7.7 330.0

Mr.Brown E[I7E MYk 250 42.8 1.4 60.0 e — B HE I AR A L 290 130.5 8.7 372.9

EEIE (k) 650 79.0 1.5 62.1 R fREEFL 280 187.6 8.7 372.9

e S (SFrEE) 250 100.0 2.0 85.7 TR R R EEFL 280 145.6 9.2 394.3

M—E KR 500 175.0 2.5 107.1 TR EERAL R IR 1000 800.0 23.0 985.7

Eik =80 32 140.0 2.8 117.9 oA 1000 516.0 39.6  1697.1

FERYE K HAER 250 108.0 3.0 128.6 O E R R 600 35.0 1146 4911.4

TERERSIIIZE 250 130.0 3.3 141.4

{RVTIES 2 B 2 A L 300 180.0 33 141.4 -

IR 350 173.0 35 150.0 e —

Bt RS 240 1500 36 1543 IR © BB R EE - B ATEL L BRI R 5

s IR AL 240 149.0 3.6 154.3 RERERSS Tt EEEE AR BERSEHE |  HERTRES 07

FeRTREEII 2R 375 187.5 3.8 162.9 AT EHEE -

e Sl 240 132.0 4.1 174.9

kR (2R ) 250 140.0 4.5 192.9

U SEANILETS 280 188.0 4.5 192.9

H— SR EL 240 151.0 4.6 197.1

TEEK Phenylicetonuria, PRU Phenylicetonuria, PRU AHEERK
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B4 FhER FhiE ERE XREE T
(A%)  (KFR) (2% (Zw)  (6)
IS TN IEES 16.5 17.3 0.0 0.0 0.0
WEEHEMR 130.0 107.0 0.0 0.0 0.0
dgg 1+ (WiER) 60.0 40.0 0.0 0.0 0.0
wast+ (A&) 60.0 40.0 0.0 0.0 0.0
FEAMESET 65.0 260.0 0.0 0.0 0.0
WU ABR N 1.5 3.8 0.0 0.0 0.0
FEEFLAKRESE 300 123.0 0.0 0.0 0.0
BRI A 100.0 78.0 0.0 0.0 0.0
FeEIKFHE
(e 30.0 123.0 0.0 0.0 0.0
TEE CILH
ik C 1.1 4.4 0.0 0.0 0.0
=L 30.0 92.0 0.0 0.0 0.0
LEIEL G 40.0 145.0 0.0 0.0 0.0
B S AE S 75.0 60.7 0.0 0.0 0.0
Bourbon MWk
75t 312 163.0 Tr 0.0 0.0
FEF TS 17.5 21.0 Tr 0.0 0.0
FRok M S 16.5 17.0 Tr 0.0 0.0
*SHS (K& H 557
e 8.0 450  0.008 04 0.01
mEZER Phenyliatonuria, PKU
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By BhEE FhHEIE &E0E FREER TR
(A%) (KR (A% (Zw) ()
*SHS K& HI ] 45.0 292.0 0.020 0.6 0.02
e 50.0 7.0 0.1 3.0 0.1
i — amigo FLEEH 2.0 4.8 0.1 3.0 0.1
*SHS K2 H &k
— 33.0 150.0 0.1 5.0 0.2
*SHS #rTTEf 33.0 148.0 0.1 33 0.1
*SHS K2 H
P 31.0 160.0 0.1 1.9 0.1
ERA F 27 S S 4.0 15.6 0.2 6.0 0.2
Y5 fm AKE 4.5 18.0 0.2 9.0 0.3
ol N2 4.2 19.5 0.2 9.0 0.3
WGOKEF (BHFEE) 4.0 16.0 0.2 9.0 0.3
FEREADE 5.6 26.0 0.3 12.0 0.4
S SRR R 130.0 100.0 0.3 12.0 0.4
BT IRS 5.0 28.3 0.3 12.0 0.4
FERMYELIER 10.0 23.0 0.3 12.0 0.4
FERTSIFNE 300 37.0 0.3 12.0 0.4
*SHS [K&EHFE A
—_ 75.0 270.0 0.3 7.5 0.3
*SHS K& H
S RIELE (1) 75.0 270.0 0.3 7.5 0.3
LRI 6.5 35.0 0.6 27.0 0.9
( FKIRS ) ' ‘ ' ' '
Phenylketonuria, PKU mEEZR

69




BYITE BhERE FHAE E0E FRER Tefik By BhERE FHEE E0E FRER Tefik
(A%) (KR (A% (Zw) () (A%) (KR (A% (Zw) ()
Pk dbisE EEFINE 30.0 128.0 1.0 42.0 1.4
wry (am) 0 o0 70 08 B0 KT 150 450 10 40 14
PokErAbisE TEAENE 20.0 70.0 1.0 42.0 1.4
fEAS (HR) 10 77 08 >0 H A 28.0 52.0 1.1 48.0 1.6
LN S B 28.0 44.8 0.8 33.0 1.1 HABRFT SRR 15.0 80.0 1.1 48.0 1.6
I 2 55 Ik 130.0 120.0 0.8 33.0 1.1 BH=H—
EHRAEDIE 5.0 22.7 0.8 33.0 1.1 JRBRZS A 300 1200 H 80 1o
—17 ADD Z&i#; HAERFTIEATL 22,0 129.0 12 51.0 1.7
FRTB 340 70 Ho 420 t4 Nestle & ffi v 25.0 95.0 1.3 54.0 1.8
Nestle ZE M FEZE 20.0 84.0 1.0 42.0 1.4 FEREWHERS 400 150.0 1.3 57.0 1.9
FERIFZAR FRoKA-hE 50.0 211.0 1.3 57.0 1.9
et 220 1490 Ho 20 o Nestle T2k Fr 25.0 74.0 1.4 60.0 2.0
FEFZAR RKIETEATTES) 45.0 266.0 1.4 60.0 2.0
BN 330 1010 Ho 420 4 JijiE et 30.0 150.0 1.5 63.0 2.1
R ik ($EE) 150 80.0 1.0 42.0 1.4 AJEESREE TR 14.0 69.0 1.5 63.0 2.1
LN RS e 15.0 88.0 1.0 42.0 1.4 JuiE R Z b 30.0 48.0 1.5 63.0 2.1
FEALT/NFE 30.0 80.1 1.0 42.0 1.4 Nestle 228
Lotto & &Kk 26.0 120.0 1.0 42.0 1.4 T yala >0 1000 '8 780 >
= ER S 3.0 10.0 1.0 42.0 1.4 LS i 28.0 144.0 1.8 78.0 2.6
FERRIH LA 65.0 224.0 1.0 42.0 1.4 HEEMT 100.0 119.0 1.8 78.0 2.6
kA RS 30.0 100.0 1.0 42.0 1.4 TS e ke
I ARz 40.0 130.0 1.0 42.0 1.4 KHr (HERFRSE) 280 107.0 18 780 26
HreR Rz e 15.0 20.0 1.0 42.0 1.4
TEZR Phenylkatonuria, PKU Phenylietonuria, PKU TEZR
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BYITE BhERE FHAE E0E FRER Tefik By BhERE FHEE E0E FRER Tefik
(A%) (KR (A% (Zw) () (A%) (KR (A% (Zw) ()
FHE 2 M 2 B [ R FEERE K 40.0 150.0 2.8 120.0 4.0
WEE S 200 B0 20 80 2d TR 1000 3220 28 1200 40
e SRS |78 30.0 151.0 2.0 87.0 2.9 F=¥/NE
T - 30.0 176.0 3.0 129.0 4.3
RO 300 1670 20 870 9 ARG SEER 15.0 165.0 3.0 129.0 43
= XA e 30.0 142.0 2.0 87.0 2.9 RITZ fEA 3808 31.0 150.0 3.0 129.0 4.3
FeR B LBk 30.0 151.0 2.0 87.0 2.9 FRWE (F55)7) 300 172.0 3.0 129.0 43
FEE NP5 EER A0 FEERS 30.0 208.0 3.0 129.0 43
AR >0 1300 20 870 29 Kraft & =] 8)f 30.0 110.0 3.0 129.0 4.3
KRB 50.0 151.0 2.0 87.0 2.9 FRITEUSERFT AL 40.0 200.0 3.0 129.0 43
JUnEAEAEBE 30.0 51.0 2.1 90.0 3.0 FRIRIEIES L 40.0 388.0 3.0 129.0 43
— Bz A 22.0 110.0 3.0 129.0 43
(FERG IR 280 Hs0 20 870 29 Lotte 7552 JJ#% 41.0 222.0 3.1 132.0 4.4
LIS B A A 28.0 32.0 22 93.0 3.1 R IRHERS 42.0 12.8 32 138.0 4.6
Nestle ik ElE] 25.0 95.0 2.3 99.0 3.3 Pocky V550 /7%
RHEPRET A 28.0 157.0 23 99.0 33 (Men's) 410 199.0 34 147.0 9
ER LR 30.0 148.0 2.4 102.0 3.4 FEALTRRUkE 875 166.0 35 150.0 5.0
H =R, 25.0 75.0 2.4 102.0 34 H— AR 70.0 291.5 3.9 168.0 5.6
FeENNP5ERTT B 18.0 87.5 2.5 108.0 3.6 CHEEERVIFR 43.0 176.0 4.0 171.0 5.7
EUIEE R 100.0 142.1 2.5 105.0 3.5 K FE BT ] 45.0 238.0 42 180.0 6.0
HIEBEAKIEEAR 550 314.0 2.6 111.0 3.7 B EBALER 100.0 457.0 4.6 195.0 6.5
S S| 25.0 72.5 2.6 111.0 3.7 EE=5—
TR K G R 42.0 10.8 2.7 117.0 3.9 =i I 260 200 a7 2010 67
TEZR Phenylkatonuria, PKU Phenylietonuria, PKU TEZR

72 73




pAYEN

BEE SHAE EOE FRER TeAHR
(nw) KRR (8w) (Zw) (4

By BhERE FHEE E0E FRER Tefik
(A%) (KR (A% (Zw) ()

EEs 110.0 513.7 10,0 429.0 143

EGHE A

e — R el 90.0 470.0 103 441.0 14.7

7-11 ZRREEFEEA  250.0 31.0 10.6  450.0 15.0

M—AEAR 93.0 481.9 10.6  450.0 15.0

SHEHAEWRZE  102.0 502.8 11.7 501.0 16.7

H—ALARBRIEHIZE  105.0 432.0 11.8 507.0 16.9

H—EHZE AR 104.0 445.0 11.9 510.0 17.0

SHHARENZ 1100 500.0 12.4 531.0 17.7

EE i faih 30.0 88.0 15.0 642.0 214

E e bE 100.0 365.0 200  858.0 28.6

FERAEL 130.0 649.0 21.0 900.0 30.0
Tr : W=

v (EEEES

¥ FRAR ¢ SRR RS ERE - Hana LR R %
PSR ES T BOBE ESE RS EN , - SR HRES 07
AT EUEHEBATG -

= 26.0 90.0 47 2010 6.7
AR
mHE B AL 24.0 9.0 4.8 207.0 6.9
M—EIFIzImER  28.0 250.0 50  213.0 7.1
UNDGANSE TS 250.0 201.0 5.0 213.0 7.1
REGHEZE\E 5 250.0 230.0 5.0 213.0 7.1
MESHT AR AR
Bk o 30.0 132.0 50  213.0 7.1
< B MG
(R 43.0 153.0 50  213.0 7.1
W % ok f 3250 105.0 294.0 50  213.0 7.1
EEALTFkE 875 158.0 5.0 213.0 7.1
IR 2 R A A 130.0 137.0 5.1 219.0 7.3
TR 60.0 223.0 5.5 237.0 7.9
TE R, 60.0 232.0 5.5 237.0 7.9
nREg i N R 45.4 225.0 6.8 288.0 9.6
bERREE B R 80.0 316.0 7.0 300.0 10.0
#EIEL
e 87.5 175.0 7.0 300.0 10.0
7-11 A=A
I 0 100.0 235.0 9.0 387.0 12.9
7-11 NF2BE
— 90.0 241.0 9.0 387.0 12.9
mEZER Phenyliatonuria, PKU
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B2 OB (B—ELAREY) BV BEOE  ERE®m fs Taftin

5 A AR R R (A%) (2w) (RF) (f3)

W e 2 8.7 416 246 13.9

By EHE  ERKER BE  TFaefi B gt 9.1 440 320 14.7

(nw)  (Zrx) (KR (5) o 10.1 472 558 15.7

FeHE 2.6 142 432 4.7 & Hk 11.4 458 461 15.3
HE TR 3.1 128 215 43
JELEE TR 3.4 164 218 5.5
JELR S 3.8 176 377 5.9
FHEL 3.9 178 328 5.9
JE ALk 4.2 215 502 7.2
FAFEf 4.6 202 351 6.7
NI 5.3 256 460 8.5
e 5.7 289 402 9.6
A #f () 6.0 270 416 9.0
L o g 6.5 351 360 11.7
Ve J1E R 6.9 374 340 12.5
k= 6.9 330 389 11.0
A (ks ) 6.9 354 145 11.8
FLESERE 7.0 136 280 4.5
TR 7.0 317 262 10.6
SR NS 7.1 341 520 11.4
i g 7.4 428 338 143
TR 7.5 329 439 11.0
REFEL/ N (RLE) 8.3 392 373 13.1

LEaEh D Phenylketonuria, PKU Phenylietonuria, PKU LEBEhDAE
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AREREFE (B—BEAREY)

BT "HE  FRKER BE Ik

(%) (Zw) (R+K) (f3)
/NERET R - - 0 0.0
K fmEE 0.0 - 11 0.0
R A 62.6 - 251 0.0
[l 99.1 - 396 0.0
EEaTi - - 47 0.0
N - - 24 0.0
=G - - 27 0.0
FE AN - - 188 0.0
R - - 28 0.0
F| - - 891 0.0
i - - 66 0.0
(N 0.1 - 30 0.0
FkEs (KD 0.3 - 2 0.0
ZaEy (Hih%) 0.3 - 17 0.0
5 B 0.5 - 42 0.0
R OB (EE) 0.5 18 267 0.6
PR LS 1.0 - 274 0.0
TR 1.0 - 115 0.0
BERE 1.0 33 64 1.1
% 1.0 3 323 0.1
piEgiEd s 1.3 - 228 0.0
BRE RS 6 Phenylketonuria, PKU
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BT ®HHE  FRER BE  TFaefik
(A%) (Zw) (R+) ()
JE 1k 5 1.5 - 58 0.0
T 1.6 29 105 1.0
Egi 1.6 - 113 0.0
mEWAL 1.8 42 475 1.4
WhrE 1.9 - 639 0.0
P & 1.9 - 130 0.0
FEE 23 152 219 5.1
TR 2.3 47 78 1.6
BRIV 23 100 90 3.3
P 2.5 49 129 1.6
FENR 2.8 34 63 1.1
i = 2.9 106 189 3.5
H A 3.7 155 337 52
KEH 42 25 49 0.8
TR 42 167 77 5.6
TRAY 4.2 128 279 4.3
RO S 4.5 162 100 5.4
g 4.5 202 214 6.7
JU A 4.9 158 357 5.3
H = 4.9 255 203 8.5
BRI 52 177 156 5.9
HE 53 237 351 7.9
HEE 6.4 220 222 7.3
Phenylietonuria, PKU BRE RS R

79




BT "HHE BN #BE  Fefit BV HHE KM BnE  Feftk
(A%) (Zw%) (R+R) () (A%) (Zw) (R+) (73)

JiE R 6.5 221 56 7.4 R 10.2 367 723 12.2

% 6.5 37 155 1.2 WA (OE&) 10.3 326 347 10.9

e 6.8 284 103 9.5 fEFERS 10.8 404 265 13.5

= 6.8 221 219 7.4 SRR 11.6 481 375 16.0

B 7.4 267 77 8.9 YEBE 11.9 427 341 14.2

JHIEET R 7.4 248 514 8.3 R 12.4 760 479 25.3

TS (KE) 7.6 136 124 4.5 DALY 13.9 583 414 19.4

FWFE 7.6 231 665 7.7 SE 14.2 613 177 20.4

i1 7.8 324 90 10.8 SR 14.7 252 338 8.4

g 7.8 272 89 9.1 PRI 14.7 462 420 15.4

A 8.0 207 128 6.9 N Vi) 15.0 503 503 16.8

PR R 8.0 298 278 9.9 ik 18.1 572 362 19.1

YEZER 8.3 385 331 12.8 MINELSE 19.6 1074 99 35.8

EAY 8.4 264 353 8.8 EMRALIR TR 20.1 829 81 27.6

T HE 8.5 121 117 4.0 BERHR 46.3 - 346 0.0

HER 8.7 345 384 11.5

HEW 9.2 261 361 8.7 W S

EHHEH 9.3 367 83 12.2

IS 9.5 337 394 11.2

T G ER S 9.5 493 268 16.4

| 9.9 482 340 16.1

{EFU 10.0 271 373 9.0

[LIZ8) 10.1 297 384 9.9

AR REEH Phenyliatonuria, PKC Phenylketonuria, PKU BRE RS R
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1. A2h48 BAFLLEE > mAKRHAK B> HE XK

S 2. RRABFREFER bR o

ZLERTAYEE

<< Y. A *’E>> 1 TTHRAR - KEBIRKRH °
Eaﬁiﬁ/\ 2. KB iHeyHTEAR 29200 K F 0 BPERMmMAF

B R 20 52 0 #4938 80 K F2h% -
3. HENRAIRA T > ARG KRR 0 FEN o

EERG ) (1145)

VPR
* ¥:1194 KF
* 8 () 30 A% éa H: 012%
4 4 5R D 5 B 102 A%
rER Y& BE ¥ 26 K%
1} EiiRa KRR ¢ E
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BEARE Phenylketonuris, PKU Phenylietonuria, PKU BREHRE
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B R (1)

RIEE

Wl (H3FH) 30 AL

®Ee 10 2 %,
4T FA e
Rl 5%
ook 150 =7t

sk

1. BB wEAMENBF iR A M RE
H e

2. Hu Rk hm AR AR B 0 AN KRB AL 20 o
bg o TRIABFISEAAE L& o

BRI -

B B AR RF I iRk 0 B e &y o

EEAG ) (115)

MH

HosAy (H3#F4) 100 2+ 5%

h 15 2 5%
BEX (1R) 50 A%t
#u e (R) 40 N
A B (&) Fie
L] yF
& H R Y
Aok 20 &5
Wk 60 &t

i

1. )Rk 30 2 u e fn i KA G4 - B iRk
PRI -

EEARE Phenyliatonuria, PKU
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