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R MBEEARRKFREERE

s = B4
A KB KkxTF PKU AEMET PR mEE A ERAEZRE.

EHER
EAFRAE ("PKU") B—MAREEEER, HAFIEET S4B EFH
10 DEEER, FREM. BF PKU MM ERIZHERER, HEE
MTFEEARKNEYTHEERZ —. FARMPER, 24BN
BRRERN TRMNEAERAEEN, RIEEEHEILHITRT, U<
ERE B . MR ERBERERERNIET KB IHBEFREL
R, WUATI2KEE PKU BMERFEENREMIERERFW. 8
15 STHAERSEEMEW, PURFRER BRI R4
PKU RHMZ THEENERZEBCADK I GHNERRRRIIE
. FIRBBEERBERT, BERNEREUAEERRER. ERLRT
PKU KMk, $E4LEERR S T XRERN R, @il MRIB L T R
H, TERMNFAEBRN THPEHEAZAGEN, H S35 PKU XBEH
20 TEEE. B—FK, RHRGEREENE B, BERER)LEFR
B BERS . AERAIEEEE. Eaht iR, & B, B RE. bk,
EZIRE. BH. THRE. BEAEMMESHET. FRRPS AR
ISR, REGERE. LRMRE).
EMLELHEBH PKU BMME+, SN EEANERNBHRZ. —
s BAMARE RHBKEEN, RETTUREITR, mEMmPMETTRR AR
IR E. 7 PKU &7 iHRIFBREE A R B E LK B
PKU HIMMERR B BT .
7E 2000 £, PAGIHEERPORE T EEXER 4,058,814 HAH].
I 1: 10,000 FIRRE, 7E 2000 &, EXELF 405 HEGIBSHER
30 PKU. fHiH49F 14, 000 BEEXERAME, WBIL. FOEMBABL
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W7 A PKU.

PKU it 4% KA Se R MRS , FOE 4 ) LI 2 A A 24 B M Y0 ik
AP mE. BT RIT PKU ERE Mot T MmBiaui P
XM REEERR, e/ LNEEEREITIR TS 40 SE5j. Buffalo X%
HJ Robert Guthrie 7 1961 £ K T PKU KIHT 4 JLIFERR. 7E 1963
F, LEEEMBEAEKRFEEERRBE NI IE 50 NMHAEFL
b X R E K iR B Guthrie Wik, BEHIFE. SRV R M
B X L) VB IER KIS EREMBERERERE.

ERXZHIERT, MRARZXE, rAENHERBE PKU BRI
ZVTHSTERE 1IBEE. 1BITBH PKU ML EEGERINRES
ZF, MERLEERNER, FHELLEEEEKRN. X 7T P R,
VRIT BT T R B LN B MR EFNE W RR. EAERESLE
RER RS R, WARB LRGBS T RN IZFFERAE.

PKU BIVAIT RE R, HEXRMBEHHERRE. RERBIERE
HI4ERE. EYWTRBEEFR AKX PKU BT iHRIBAE. £XE, 84N
B A X A H A LWL BE RN R R FEITHE.

PKU 897 B FIREF ILBCERNERKFE 2 A 10 mg/dL(120-600
TAEL)Z 18], Xf MR EBK PR E RN R IR A ERN, THREE
fr RIS, HFEREAR, W REERD .

MR R ER RN ACE AR E RN TERML. “HEFERET
RHREMRTE, URME M ERM.” (NIH Consensus Statement
on Phenylketonuria: Screening and Management, 2000, 10 H).

FEBH PKU BARLSAM Ao W 58 TR S BR BT 00 200 B I v B P 2 T R
WEER. THEEILES, X TEHEEFURY KMBULBRKIAZE KR,
I B IS R BRI HSAMSWET . MBEREEMMEK))LE. BEHR
TRIAEL, BEEANTI. RRRE . EREE. BN, JBE. ERFRIAARE
MEHEEFERATREAEN. i, FRFURE RN RS ERERT
HRPITROIZN. FENFENXTREMLBA BB RILELHE
H B RFEE AT R B 1) BB DA R AR AT R B R | E LR T 3
AR A T X T I I YR T R R Y B 2 3 B R A O T K
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EEEHTEFR, FHFARRMFECERRER TXAIME, K4 HEH
xR R EERNRBERTLREEANSTETE, FEETLNIES
RAREE. WE, FEERTH—LEERXREHBEWEN, ASREBHNRE
FRRRAEFXES . HPEERMNRESHFENE T HERREEM
R E B AEN B, MR e =4 /M 50-100 $AFHILR, BEK
MBFEREBIATERERRPEGEE L, MTRENSESER, HK
BB B —ARENMTRES, EHPRITRERENLERN, P4
TH#AK, EERSTESEEHAES. EREKRPERS, FHEERE
e ARG i (dipsticks) FN3HRFH #HFRAE Glucometers HI/NAIFHERIR
SEeEE, RS ATES30-100 EASREL.

BRTHERARELR, 2B A %R HE 50 2-$2.00 7EE A .
BT EERNETERaS T, UMM RS, HhEE R
REMENRZNR. BTN R BRI EETEO L E RS,

FEMBERFREEH ZERKOCCT)BITIER T X T8 KW R %
f glycemic #5541 38 0 R oG BRE ) 2 Ak o %o 88 26 00 1) 5 0L ML 00 /R B R
WCER T ST MR AR B AL B 18 I RAE B A, Frid 18
HREN T BEMDLERBIA _EHRIFNER.

VE PR B A EZE 5| S MRS T W AM K RITS Dt — P &
FEM R EE AR EENAREYN RN, HESEAY R
WA RAE R R L. FHREARBAES R URE
EFREFERAERSIVHE. B, HAZHHANKRBEERSTT
AR TEEES TN ARBRERNRA R DR TE. XA
Bz mERMEHERREETRS. Bk, X#TERTRERFEHAR
1

AR BEFA P TEEENROEAR, fridsAREHT QOPKU
AhEE, BUERFERERMBKFRSN. FUHT —MBERATRmAA
WALRIHAR .

AR B E R IRAE S TR B B & AR B R R . B
Bk, KB E KRR BN~ 5% DRERLEREF PKU HE™
BREZEETFTRMFHERERIAKT. ZRAS—1 B RZRAIRLL
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B PKU K-MMATE S BE (A B ML P S R e 7 s

o SR

ERAY R—MEFRENHZEE HIZONRE, FrdRENN
RERLT BFERBEACANEERENREMS, HEBHF PKU K4
AT DLTE $2 FE AN R 7 I SR B 78 5K B BEAT W A I VB0 TR R B K P M
W. Fridg&MBeBERR PKU 1GY7 77 R LB IR R R &R
Fo RGNS BT, FridkERBEERARNSGT 7 RN MK
KRG ROFIESR . FrdRE RSy R R B MF T AEET
Wik EREE, KBRS I T7 B4R B I\ 0 & 24 B B o A _E 4k e
W 3L pr iR B % o

o R PR
2 &% BAIR it — P HT B0 2 AT AL VR A B U 4% DA 2 A AE D AR R B
EREBKF. FRMRLABRBELOHENERE, HEBMEESLEN,
RN R, 76N VB EE S EAT T Z BT BOX A A &
BEAAKME, ARBRETBISTE, TRMTEHES, EEBN
BAR, HaUERd&S, BTmHNHERSIrd& ERBETRERE
MY FAMRARERARECEN, TRANEKMZL. 7JRLEAREHR%H
Tl B K EESANEREEMRERRITE . Frids T
B, EAXFXERTESVER, RERYRPIHITOMBGTE, N
TIZEAEA 45 e e [, BRSEIE AR E K RIT B R m IR HLxXFr ) R R
—WRE, PridBYRE DRI B PR 5% L RBARE & B B0 B K
SR R o AN T B} I P R B SR AT PR o ZER FMRIE R SERE T B,
ik BT ER LR S M EE S LA B, REEF RSN TP REZ .
1A %53 6 1] FLBR (isotropic porosity) 3R R #fasE T 7RI ER &5 H 1
EAIRRIX—FL, KEMENE, WRRLFHEEXR, FlmxTL
Kk EARBRKE SR E A H, XMLRRENERETURZLR.
KRR TAE, RETLHFLBREE RN S L) ANSRE
isoporous BX, ionotropic &%, FTi& isoporous X ionotropic 2% F T HEE LA
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RABERFANBERRDZ A REELN . R, THIBREAMEAR
i “EREE” BE HATEREERFEAEN, R ERGRIZD
—ANREAFHRKE(skin)”. I, #1410, Membrane Science and Technology,
James Flinn ed, Plenum Press, New York (1970).

BHERAEED—FMYENE, YR SEAEREENERE
RN =Y R EAER, HBEPR LB TR AR E
B . W EREH X TR IF B Al LR FF ) 2 D — P ) R B )R
MR NFEYEA FREHSKBEEK. BRESHBESERIBXMEE
¥, B4 ERRESS IR RN, 2R XX rmE R
BRI 7%, BRRELEREANARREH®ITHNE, Hrtif
MERER. HTHSKMEENE, 8% 7T FlnE RN EFRAER
KR BB .

22303 K M ZE SR A A T A T R TE B AR B 22 8] B S Ak
i T RAAEE AN T RIFB RN E E S X2 7 # X Ml iR 4 5 68
7o BARER, TAREARR RATER A AR B 2 B8R AR B o B S .

AR AR & T LR BRZEN), RATLBRAR. i+
SR EEMERREURMEARERNBRZIRR X FY L, EmGeEiE—
AN ZMNE KBRS XY, BTk RS KB AKREN T4 200nm
F125 900nm 2 8] X 35,

Przybylowicz, EP.Z(EE L H|S 3,992,158(1976)) #iid T —Fh# R
2R 7 ik DA I B R Eb 65 20 4 B0 BB L9/ L5 P B S T AR B« % T R
BAFRIFHAEC UM S E . CR# AT TIPSR IMITER TR
L-ZRERMKE. IAERESTHE: AHNE. RIAENEE. BHlE
HAESZM PR L ERFNFKEREY, B, 510 BEIK
¥, HPRET BRHITPRZ/FEERRN. BIFE BRI 5 R
FFHAE R RGTRE, AT U R HHOEE B EF SR RN IETE
B, fIARFEam _—EfHREENBERAERAN. 1BE HERATE
FREETAR, MG B0 &R RN R BRI KT
R PRSI .

£ 1 ERRARBER— LR RP, o u8E3R/ Y 10, B
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RXZFFY 10 RESRITE 14 MiFEMERE 12, EETTURFE I IER
ThEEFHFE R LU ST /Y 10 TR RF S ERNRAE LR
HFR. BEE 14 TURAREH), FERNTULMEREATH. E 14
AR, FlingaFAEBEZAEZ A (blush) BEWE, HOLBHBEE
s EEI12 L, '
| B 2 BHEATARBA—NERSTR, Pl ascFy
30, RFE 32, WUFER B X EHERENEIRE 34 M BE5B/AE 34 ik
BB AT LA BT QBB A & R R Z 36 Al.
FIRAKARNLEENERMRR AN EREEEE. T3
10 B, ZBBERERENWAENEER, FN™~4£%E NADH. R
a2 Hri Wl NADH. #iin, @ FHE i, NADH ¥ 5 YMi-& 98
JBEAT LY WERFT RER T LB ENEANLED.

5HEERBEREK L-EAERNEAK
15

oo

O % w o RS
T I fe
ik 8.
m QYT S
2 #rimm

A P B P32 AR R R 4l LV E 774 ) NADH.
 MREFEERN R CTER” WTEER 120-360:moles/L. LB,
FIRBEE 5 AL ETY 480:moles/L, FHRIEE 10 BE H MR AKM
25 &Eﬁifﬂﬁ&@iﬁﬂ%iﬁ%%i%ﬁg B HREANF I EE 03T .
AT LASRAE RO T AR E0 B 2R B I M R A TR O PR 1R . SR BRI 3R
I AERRZ S 30 1. 04 A 30 1 UM, 78 120 moles/L HIRE TR
HMEREBREER 0.60 g, 7 360 moles/L B L BNEREEK &
BR 18 g. YEREBIAKFELELEAETARMNNBETESNEZ N
30 HEEREDEEEMEN, RUKTREFEZLHBZ/AT 0.60 g KXTRMEL
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— s ERFIRA R, BRI PR B4 Y B B 6 R SR B BT R
. CLERME. XML, THFE. KE C H#5 NADH R, &F
DA R DU s k1B R P RE TR EE R AR S0 1- LB R B R — R

n‘-’Bﬁ {
IfiLd 24 f

KA &-FPIR B L-2E RN E B (L-Phe) i A MILTE (KA A/B, W H Sigma
Aldrich) i FHLEBEAM . ZART EERAFHE L-FRERKE
15 o R AT X HR SR B R T ILE B0 7R AE 5 BOBE I [A) IR Ot BE AR AL T &R
IR D AR R G N o ZBALTE R BB o

FAMOBI B o ML i 77208 HBI7E 340nm(NADH ) M e SEHITR
NEMNTFREMLERSAEEEREW. IRTHEETRRESYT
NADH HiIREMMEHE, MEMNEESE. ALESERS TEST
10,000Da 95 A R T 5T EEMHIKRRE .

B23T TRBRIAERE W UEFELEBENER T, REN TR
FERER AR RS L-ERERKREZ AREHERXR.

FERINRS PR ENEE RN L-ERERREEREE, REBT
SRVEARSE. A, TR TR AT, EYLid 045
m JEEST e RS T HE b E AR — B

HKAT L-ERERM 0-200 1 M RS, AN T MEMR
BRI ETEELE 0-3000 1 M K] L-EXFERRK 15 K.

FRYERZE: 3ml RB S YRS 5.4mM BERR4F/43.5mM = LG
79 (pHS.6) 7 (¥ 300 1 M MTS, 150 MPMS, 0.75mM B -NAD", 0-200 1
M L-Z &R, 200 1 1 AMIEF 0.17w/ml L- X R AR5

10
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7 i FZE T AR B £8(50-200 uM L-Phe)
0.006 1 '
s R
0.004 o
Jou]
oo
0.001 -
0 —_— r v - )
0 50 100 150 200 250
e udd

THESREMZETEOES = IRITHEBHE AT, Habxt
T 0.0026-0.005AU/sec W IERMHEER, FRAERE K78 E7E+0.0001
-0.0002.

PRt £ RO B A AL R AR TR K RIR B R T IR R R B
RAZOERR). FAXMHFERZTGGFNERERREN%IRELE
2-11%VEEK. FtRS L-FREROKE KRBTSRI T EH TR
B HIBRE .

HEFEREL, MELFHR-RENFENEATEHPHIEE
M/MRE ML PRP). Ll 1.5ml FIS4H-AFER PRP °F T-20°C, HERR
FEARLENEF 37°CKBTRFE. BBALMKREN L-ERERABE
) PRP FI7EBRR LB R H . FRBNAERE L- KA & B & 175t
BRE. WTRAR, W FIERNEE PRP WIREESY, 7F 520nm HR
Y B B B 18] 28 4, 1) 7 22 2 A R B -

- WO BE B TR B2 AL 2 (AU/ sec)
- E RE - ¥ FH & - /& - %7/ &

E1=0uM ES1=T5uM =125 M E81=250 1 M
iR 0. 0011 0. 0023 0. 003 0. 0036
1 % 0. 0013 0. 0022 0.0029 0. 0036

PR SEAF: 3ml AR BESYE ST 5.4mM BEEEH1/43.5mM = Z B 2

11
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¥ (pHS.6)+ i 300 » M MTS, 150 » M PMS, 0.75 mM B -NAD", 0-250 1
M L-ZEHERR, 2001 1 AMEEL PRP 1 0.25w/ml L-E AR AL EE .

BORRS R, ®EMNH PRP AITERRENEN L-FXRERN A
SAERE . ERBELSHNMAE, BRE—PHIEFUEFMLEMLE.
Bi4n, PRP W] LATEYR /D ML £F B I FE A K of 7 28 B A 7E U 0L T 34T 6%
7, BEATUUBIEATIILE, HBZ JIMELERETF. BHER, EAKER
I 3% AL B AN TE R AR A B AE BT, BT ARCAE X I 3% B A 288 R
RFERD.

BLHT TR UNAEN R LN ERE R #7000 E
ErREKEEANHRCGEKEREYNFENBLT, BRILESHTAF
REEH. ERRFENELT, £ —L% L- XN BRIKRE N REHEE
b4, T 490nm W BFOLE WREE . T HHEE BRTRRE
4 &M TRITRIBSYIRIZ pH £ 7.00, T LARTRIEFFIZE pHS8.0
TH#AT):

[L- XA & E])(mM) IR 6 224k 1T . (AU sec)
0 0.0007
2.5 0.0014
5.0 0.0025

R &M 3ml REBEWESLE 5.4mM BEERH/43.5mM = 2. B
IR (% pH7.0)F /) 300 M MTS, 1504 M PMS, 1.125 mM B -NADY,
0-5000 1 M L-ZF & A 0.17w/ml L- X KBRS 8 .

RIGHATERAEAURARERTRE, FENBELAEITANKE
EH . BREMEFBEDESHR. SR FE/NMMENEE/HEF)
EEBABEMNRRT T 96 ALHABHARPHIT T, ¥ L-ERIEHE
B(E pH8.6 TEMMATERIIRMNBEEYT, HE 20 S8 HEFEH
Molecular Devices Microplate [ 328§ MR AR . BT iR SEI0IE 28 HiUiE
LRAFAEAR BT TROEERFEFEER, RASESHFERAERE
N RIB SV, 77 L- RN RN T RO B E R 8
EEH.

12



200480010198. 6 e

B ZF10/120

10

15

20

25

30

fEH LB FIHER RN EIRR T 1-15mM FEE K L-ERERIIVIL
FRHE B2 (FE 20 2 F I BB B B RSPXT B R E AR B R R B 22 3 IAH
A

- R AALBIEE vs [L-Phe)

¢
W

R¥=0.951479

b =4
ot

ARRE

(Allisac)

[=d

(o]
g
-t

BT EER (AURD)

1
|

5 10 15 2
[LPhe] ()

(-4

SR KY 65u ATIREYRSTE 5.4mM BEERH/43.5mM =2
R R 22 PP VR (B 2 pH7.0)F Y 75uM MTS, 37.5uM PMS, 0.375mM B -NAD",
0-15 mM L-ZE R EERA 0.08 uwml L-EXHREBR RS 5.

BEZ2RMFHABEREREZR T UTHEERFEMBELER
FIRRE R EE 3 REH ERIEED.

EL#FTEIRUFHEZEEMRANE. BAENIRENEER. X
A Gardo ¥R Bird BUMEERAAZE =4\ 100uM F| 200pM & F /Y
BW—E, TREECATUREBEE B, TRE 100uM FIBER/DEIKA
20uM E)." BERNNBERBAYNECEB BRI,

ZEEFTERE—FMRERESIHAEBREENTEBERRFHER.
BRI B—FNRE, CHABASEPRIMNTRE. WRES~REHREN
BIE, AR R HE— 5 BT AR T
THRLIRRPFEMERITHTE.
FEFANTFRANESEK:

FRERBNEETFEP, ARURBERTE/ S LESEFHT
fE. StTFREBEATLUMEATG LIRERER IR, XEEEEX T
mfEA . FTIERSb R A IE R AT Eb R E R L HERN C RS IE N =/

13
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& LHAMH.
A 75 1 EL it

FEET D RELSAT U B tftl, FENERT BN, Fridig
B UAEA N FERE BB BSN/PDRISMTBRIFES. BEBXT REHAT
B, ERMAR, AN ERmEIZEnE. REm EsRREeE—
TR AT DA+ 32 . AR E AT DA ARE Rt pE s 1

Frid bR A—fEF, HEF, fln, —8FRAERFHMNER
XEFH. EREMBRERMEE, SFFE (KE6) MERA.

{8 F B 187 53 1«

FridiBEA S 608 AA =M, — MERRIMLE, —MNERSEU
BN AL (—ABREAMN— PN EEEERD . =M REAPHE—1E
WITHRIRE, WG RrSRKReHAEEelNEANRIIEE.

Prid 3 B MRS E AL B 28 HIEST, EERMA S UETET
BrFHEETEAIFRET .. X L&, #i, K B Rabbit Semicoductor
f¥) RCM3410 RabbitCore 1AL EEBEHITRAZEBIBEHN Xilinx
low-power CoolRunner CPLD (& I wiEZ#EEKE). AR REL TR
REREARN, XEFRTIRAEE.

UM LI EFRERSS. ZET R, Thaet. B,
AL AR, EFEERE.

0] LAER A% B /s 2% T AR Y. 34 DA R OR /A, DA R BT/ 43 R B 7 ML U
& (1mg/dL =60umole/L) -

Frid 3 BRINE DT 1 BHER.

Bk R ih3E B Reig B —/ FLASH FREBREREXHRE, BEANK
RERIERS, EEMRELRE, DUAERERIER. LBEFEFERBARN,
R ER— BRI BB RFFEEABTRZERE.

XF T4 /) I U B B R E i — PR R e AT WA BT R R B . S0
Yo B A AR TR, DMESTIEN BB ERN S
EAKRT 10 R/ /DB

RESROBUE S KB TIRFTIEBRTF. REEFHSLE
ETHRTFENNETTER.

14
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WRIKEZER 3.6" &, 5.75" &, MK 2"H. RIGEE R ®ERT L
HE— L MEHAT R & PSR R,
FidBEMERBNYSTE 12 BRIKTEEN. BABTHRIEBRERS
AT FHl7 B iR M.
5 W NFE TR ERRLEZIT, NIRRT ER PSR
B TFHREERE . BEEHHITEEIFELUHEERIEE PR,
Xt BTR RERAT BT R A KB IRSK, BEREBETRAR—
RS, TOXT TR SR E VA Dy RetE vt R &/ D RIEEE .
H A0 v B 7n 88 LB AN RV 8 R Th 8R4 UL R 48 B B S B (B Y
10 EBREEMERE. BINREREARBRTAFTREE S, BN
REEE, URSHMBEITRN.
7E 10 MELE R IR R N IRB LA R
BIRHE T RS R BIERD .
YR 100 RMALE R HIFFERES .

15
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L 5E4X
S\EReERE

BEG®)

—MEALkes i ERTYENMEPERERKFNEFRE ,
FREgNHATHNEE  IBRERNBEARE  MIAERKERLES
MWW ENH R, UREFTRRE LR REVHGPERIBRAKFN

ERNIRE,

N MRERAETRAFHEFRE

CN1774510A

CN200480010198.6
AL EARBILAT
TRl R ARBFEAF

SWifg
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http://epub.sipo.gov.cn/tdcdesc.action?strWhere=CN1774510

