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(phenylketonuria, PKU) (360~1 200 pwmol /L) . Zh
A PKU(>1 200 pmol/L), %2 J% PKU F14: #L %1 PKU
BIRARE RN ERIKBIRIT

CVRBRITEERER

R AR R PAH B2 SEIRTT AIE 7258
HRL . BERHXRABEANEA, EHINER
RERMR ETEHEAF TG, RIRHRIE S 3R 2 18 DLW B A
EFHEREFTHTE,

(— )& R UE

EFEEARBABRT ST 128 RTF I%R
R/ 2360 pmol/L, LI R 12 % LA L EREA
#2600 pmol/L ) PAH B2 fE S H IN TR By A7

(Z)FFERIR YT

B R LW RIRIT , L/ D BB 2 R G0
Hio MARER>360 pmol/L ) B E , ZEHFTE R
TR RIET BPA] 4R TT . BFSRR R, FFERIAYT AT
EERESFHBILEE AT TR, smALE
R ER W B E T T FEAEIR T YA B T
B HMZ R GRER

(Z)VEFRFTR

PAH 6k Z 5E BB W B 7 R AR AR A
BRHEARFEEEERIRT RN, G6R e 4k
ENYHREMTRGIEEABEATERY,

L X NER BERNEARNEEEAR:
BRI E PR R B M R BRI e 4
T, F RN SRR — LT AR, S
FBE AKEE PR MR E R 7 R B
AEABERY, B FPAHBZ iF BE TR
WEBRE A EEERR , OB EE F IR
PAH it Z i S8 E AN RE R BOR TN E B8R B SR )
BARMBEFBEARNLE 1, PAHBRZEERE K
F R AR A BN 5 TAHR AR B 1 A RS
BAEY, FRETRFENERKE P 50%~85%
W H FORIR T IR R & RRAFIR B 2 R B
W L-E R, LS BB L KR TR A R AR R 4R
e B, A A A R R # S b
20%~40% B1FE A&, ARENE TR SR
FARMBRES, FMNEARBANESREE
EIB A R, BB TR SR B 540, DT 1 A 5%
NERKEH . ENSBRE 1 PIEENEAR
BAERITEMTHRENEH L,

2. BB AHADE R REFEB AR PAHZ
AE B LR RE R TR 5 IEH LEEE (HEERET
fEslRAEK B A FEESN R NEEEA R

R1 ERNEAMRAMRZERERNER.

MR BANE F B RN )
e | R (g hg-d)]
0~<3 Ay 130~430 1 100~1 300 2.5~3.0
3~<6 A& 135~400 1 400~2 100 2.0~3.0
6~<9 A #% 145~370 2 500~3 000 2.0~2.5
9~<12Hi#  135~330 2 500~3 000 2.0~2.5
1~<4 % 200~320 2 800~3 500 1.5~2.1
45 WA 200~1 100 4 000~6 000 [F)4E#E RNI ¥ 120%~140%
ZH 4 265~770 6 000~7 600 >70°
gl 400~1 650 6 000~7 600 >70
2 700~2 275 6 000~7 600 >70"
WL 700~2 275 6 000~7 600 270

T RNUNHER B SR RA R B 0h g/d

(AR ) 4 A1k R, M TAT 5 80 55 TR SRR ¥k B
o BIARIE TS R AR AL & B A s i X St g
e, R REEE SRS RE, AR T RENIER
AKEE MM AR E BRI E R . PAHBZAE
BILM DTSR 44 R YR NEEEAR
SE®IILELERSY B FRERZKBRIKER
W TEE T 2BNER . T HRIGARE RS
AMEFIEH BRI E S AT YR EY,
HItE R h R EERAFE",

3.EFARN: T RYHRS EERER
KEBREFELZHEREBARNENRE, FEE
BV B MR EA BT AR T, R
MEFRAFEFT, HTPKUBRERETHRZESR
RIS AR IRIRFIFL S, K 5 S N AR
g L REIT Mt & B, M KB, MR KA S
HED MBS FHREHETENBARR
BARRTS S Y B, BB S BLE 4140
MabER I . 454 R B, B M ER LS A S BURE IRH
EN B FIEE R ER TR , 5 2ok 5
F£W ) PKU B FH 25 B4 R D,REFB %R
DEY R AR — R ABERG EUs,

(IH) & F T Wik g

PAH Bt Z FELR BIRST T R 18 B R N & BT
ZRKMHRREABAE, RN ELENE R
R R Al T & AR R R R E s,

1. ARERHZ & RN AR Z B KA
FRRIR SO BN, PAH B SE R BB H
JERTHEARERNBBEARY, KNERTZETE
R A B B A T O SO I 228, BEAE I I K
AN, A 2~5 AR E , EiT A

ERE 1577

gufde,medﬁvén


http://guide.medlive.cn/

rdk LB 25 2019 4E 6 B4 57 #5568  Chin ] Pediatr, June 2019, Vol. 57, No. 6 -407-

FRNBRRBA BN BRI AT IR,

2. RBRRE LR MERERKEIRTHE™
WIRTI KR EO R, BT RE—E]IEARR
BYHENER, TERREIA E .G
SHMEREO Y, o BRH R AL L
B— SRR, M S B2 B S PEEAE
BRRY, 75 Bl A\ i B R TSt B 80 (5 509% #)
ERER) . FWEY(100g) T HEHBMER
FREENE2,

R2 FREYWI0)THEAR FHERS &

am ﬁ(t?))ﬁ %(Vi%@ £ ﬁ(ii)ﬁ ﬁ“:(ﬁiéﬁ)@
BACEH) 202 748 INER 103 528
A (EMA) 108 430 BARORK) 72 383
Pt 193 728 V%S 9.0 494
#Ht 177 671 B 2.0 67
AT 168 685 PN=E 3 1.4 39
MER 152 588 FHLI 0.9 20
wHE 12.8 583 K 0.7 17
445 30 117 HE 1.4 46
B3 1.3 36 ¥R 0.2 11

3HERREFHRE T &M (D2EEFR
HERFFREEZHRE AR R, U L-EERNE
BB EERERE el BRSO EAR Js
Wi KA BAERNTYEEEREEER
M7 FEEMBERMEES MBI, AR
EBHIERT BRERES L IR E R AL T IS
Bz AR ETERBFERBREFRERN
A, (2) R —E R RIFRE AR T &,
FERLL- BRI EMMTEAERNEEY,
REIAGHT BRI &Y AR YRS E R
R EAME—EFRE B HFREREE
HIER 5 B A TR TR

4. N FIEERNEREY XN EAREY R
B0 g BYMERARNERKFTSOmg Y, M
LHFMEREARKT 1 gEYY, TR fteeEm
JLF AR 83 I 2R TR EROK 2, 38 LBy
AKBRMKIBAE L (ALIEEL) B AL R
HAKE K EHBREN E RS,

5. B IR B E ARYE B A RS HEBIA
hE, VHMEEARNEENFER, FAREEEN
HRWZEBHEERL T, W TEERPKUA
H AR IR ZFRBELEOREERAR,
PR B 2 IS L 7 B S 4Rt 50%~85% A T

BIRRN, HES R EEFRER A EREBAR
TR AR, B [AH RN F iR B BB R R
AEx(0.50~0.85) [+ E¥HEBEMERRSE
BR(EAM)=NKEFXHEEMN Y. BEEH
B R R4 W 15%~50% RO A B R v B3k B R
REYHBREREREY . ARIEMEN IR
E¥R, R EEHERS KAENERE
BEREHEARYIN E403KEA,

(H)PAHBRZ K FR I B E R EHE R

1. 0~<12 A&} : 28R PKU BILEMRZEFR
PURIT , Al e 2 RBA T R AR BRI E S HR
J5 ¥ LA PR PR I PN S BR VR AR R B8
B . 697 3~5 dJRREE MAERERKEREE
BRI EEEEFRNEGASE B PN. Fla
AT 32 LR PKU B LRT S IR B 22 A& i
H 5SS BB E LG R 4:1~6: 1 Eid], BB &
W& K 800 ml i}, 3 4: 1 B bk, EERN R BREFHKE
2 F % B0 7 9583 640 ml, 3% 38 5% 160 ml, 3£
SRBISES.. ERESRHRF LA SERS, T
EE SN R BRI EE . B 6 AT
WERMEERERAEE , bk EAEILK
W RARER BRI IEAKER . B e e,
BEFIERFREEHRR T THNEAR. B8
WIS AR S MR RS E N 5 E B LR,

2. 1~<4 % LEXMEMEBEREFTERNES,
BYMERBERESHEIRA, KEAX B E
BRI, BEREERNERAKR B8
MERAEOREY, FEELEEFRBELR
FIRERE AR’ &

3.4~18% 44 L LIEEB B EHENEBAR
RFFERBEHERARN 120%~140%, BHFXA
BEEEYHRE, TREHL A KB, S BA
MEITTEBRZ U RE T ERE, B0 Xt %h
FARN I EFRE . il LB W2 S B R AR
HRXEEHE, ZHARE P RN ERTEN
Y, Mt R RE SRR RS SRR

4. BN - BENEERBEENERKIRE
IT , FEANFERFOR BE 2 RIS e 7 8 4 4 R B, TE T
Bk sr & B EH BUE AR — BRI R E
ARBEFERTSBWEHELERMETES
BRENRZ,

5. 8K ABERE SRS (1PAH BRZ AE &tk
AR RIIK BIAIT . I PAH B JE Lo tEAE T
PRATEAE Z B MR A PUTIRE R E R

ERE 1577

gufde,medﬁvén


http://guide.medlive.cn/

+408+ ehAg LB 2 2019 56 A5 57 %5568 Chin J Pediatr, June 2019, Vol. 57, No. 6

|, MR TR R BRIV B AR FFTE 120~360 pmol /L7,
ZHMFERERERAETSBHILREFT AR .
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