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ARAEFEIZaTPESRIL (ATP7PB)
ELISAEStENinIEiREH

o 55 5: YJ47191 o 1§ M 5& El: 0.281~18ng/mL
o H #2: 96T/48T o REIRE: 2-8°C
o T E: A e 5§ W HY: 61°H

e VHEERHER, BTEEmlaeEs s, 5. MKRFAATP7M,

(EAAF~m2zEl, CRREHESRBE. (UARHMER, AfEFIaRZEEisT.
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=11y
ATP7b ($FiEizEERYE) E—FPPEIATPES, TERSZEEFNMBIHEL, 4
FHRRTE A0, ATP7bRIRZSR/RENE (Wilson's disease) FHHaiBIfEISE&E
mEX, SEREARRTRR, 5IAMEMIERG, ATP7bEiE. AREFHLFRIEK,
HIgeREr e SR E FEAREANRERE.

1 R

AR ERANTURSOEELISARA B RER AR T B AR £, REFmRIR
HEmPRFUMIATPTR, Bitla, BIIANEYIRFCRISNTRH TSRS, M
"FERTUR-TUR-EUTE RESEEY, BRI EEFAHEBIRRIBRT S Bt
1T9E, YEEREEE BENMATMBERE, EFATERFUMINSES, A
RIERIFEIERN, EUSREFFERMRD IR, FREBRYEAS0 nmitIODIE,
BRYRANFmPRYFIMIRISESIEN, B RHINERZT S HEAPATP7RAUR
E.

HNSEIRRY PR TE

AIFIEXERIAER, AR TIRRZEEGATT.

A ERERHIRASETIFIERE ERERH, A2 SEAHUREERIR
ROERR S E AR R ER.

MREFRTENESTRSWE, NURANERETIH—SHERER, AESUE.
MR, SRR, BRBOR, R, EFRNEEGE RIS ZERFERAE R
AR RESEEERZIL.

HEARE. MIEMEFENZU RS SEHEMENESR.

ANFESLIRIHHER T A EE M A RSB ERTHNRRIRE, (BFAREH
EFTERTERNRER. TREHRFERMTHRYTREM.
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BFESARIEER

RABORSRN, MAKEEEE, HTERRSR, HRISMRER. #
SAAAIR R BRI ESL, Loh, SRRRAIN SIS,

R ERIEIRILER, AT IMRERNER, EHESEREERANT
HHRE,

MEFEEEHRA, NGB TREMAIIREN, REEEEsB
ENGHRIER 1808, AU,

REFRHRSTES, EERNEIRT. BRBEATEIERN, BEANNTE
EHIEE,

N8 5 B A RRITAS £ LR RINEIE, MALELRE, AL A/AERe
BNERISNESE, SENHEMEIRSERARADRA.,

A EIRIOR L RARRE SR, BE—ISR, RISERE,

ORI RrRIU R SR, ATAERS BRI R, Rl IR
NEZ,

REHBTLERT Rk, IRESFITRERY, RiRsOERRRNEE,

FEPFE. B, RSHEEHPAER, SEEMREE.

IS HRk R fEE T

o

BR Al (48T) AltE (96T) =7z
TREHERITR 8x6 % 8x12 & 2-8°C
TR 132x100uL 137x200uL 2-8°C

100 x P ZRALHLA 132x50uL 132x100uL 2-8°C
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100xSA-HRP 137 x50pL 1% x100pL 2-8°C

20} RYEIFER 13z x15mL 1 3xx25mL 2-8°C

FERA 13 x3mL 17 x6mL 2-8°C

EEKB 13Zx3mL 1z x6mL 2-8°C

&I 13Zx3mL 1 Zx6mL 2-8°C

20> REEFTRR 13z x15mL 13z x25mL 2-8°C
LT 2 5 2 5 7

FeEaiBAH 1193 119 B PR

EERIE MM

o figir({, B2450nmlEKK, FETEE600-680nmIRIEFIKEE;
® BiResikitk;

o ZEIMKEHEBETIK;

e 100-1000 mLZIEE;

o . HEASEKBohiRFIRIEIE;

o KIHERMFIRIRERS, BEERIF500+£50 romAdEE;

o FATHEINERFMRITIE.

tEmt IR E K
TEYHRFRIEEEERM SEFA—RIEES. HmieEEEARS,
MptEsF LiEAR . E1000xg PO SoFpARREWL, MENHTIERZE 5% m,
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HEHEREFE<-20°CAURET. BRESFHER. (BHTERMN, MEEsFLE
T BRI TRSCEE AR B R S50

miE: FRMESEE, FHERERE NRE300H, ARME1000xg FE 155
h, ZEENHMBEFHFTUESRE D= Fm, SHmEFE<-20°CRUEET. BRES
R, (RTEREMN, MiEHFmEN(EHRE. Fla0: S0uLEERR+50uLhy1 < F#HfE
&)

¥z : {FREDTASITE/E/EETIEINSR., WER3008R, LA1000xgE M5
o8, ZENESREDEFR, HEFREFE<S-20°CRURET. BRESFRER.

(BTEREN, MRFEEN2ERRE. HIa0: S0ultFam+50ulavl xFERK)

i TERERE USSR AREIET BFARE, RN, A
HNiFRAES AT ZUE.

AR : FFNSAIPBS(0.01M,pH=7.4)d5%202R, KERFEEBIMAK (SRPHRFEN
TRRESFIMENIER) | MEEEELRERE, BEENENSIINATRRIPBS (—ii&
TONEEMFRLL, a1 gRALARERXTROIMLAIPBS, B FRaiRIESLIN ERIE LR
B, FHtFICR., HEFEPBSHIIAZERBSDFF) IMARIESREEF, Fik EFZOHE
BARNAE. AT H—SRURARME, JLNSRKRATESEE, SxkEFRE.
BREBIKKETS5000xgE=05-1008, BUEF,

HRRZARR: WEHMEATNSPBSEREIES, AGARERESEN, 1000xgEI0S5
SIEWENNE, ST EEROE. WENMIBAETNSPBSERIR, T1x10°
MNMEFEFIIN150-200uLHIPBSES (HEFEPBSHIINELEIIHF,; E22REAE
HR/OPBSURTR) FHEI R EGRIEGES IR, SRR T2-8°C, 1500xg&Eiy
10958, BN EEtaml,

HEHAAE: 1000xgE 02058, BN EBRIATHE,

HRINR: HRLACERER, SFUNEOER.

HnRE: FRKEFEE 1 BRHTEUNEREFTAC, EFERMEN, 15
B—REREDE, HET-20°C (IMNBREN) |, 5-80°C (6/1"BREN) , Bk
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SFR, N BlePNRERNER, FEIGSMRARESET TN,

iR TIE
(ERRSATEILET =R FE30DHAR.

TR/ TERERECE : REFR/ERER (20x) BEMTEH, FE37°CTINARE
RNEERAME. FREK12008 (FIa: 1mL SREERFRIIANTIMLATZEIEK)

thEmECE : IIFIEFINENER, ER7NE, SA360ng/mLirtEmR (200ulL)
BRI —EEMA xHREEREEZ18ng/mL (fI: S0uLAYRHERERR +950uLhyT <
Bk, HIREEI1000uLaY18ng/mLUKREIRNER) | FBEENAES L BINIA500uLAY1
xMorei , FEIX6 M EIRAYIVE 45 18ng/ mMURERMOR2EEBHEREZ6NMEE, HECH
T NREBRVMVESR, X9 18ng/mL. 9ng/mL. 4.5ng/mL. 2.25ng/mL. 1.125ng/mL.
0.563ng/mL. 0.281ng/mL, M\&ERENERBRFPIRESOOuLFEREI T—NAE
o, BRRVGTES, DUESSERHTIRERIVEIRE (BR) | 1 xEERBIESR
EtnEmR(Ong/mL),

N N NN NN

50uL 500 L 500uL 500uL 500uL 500uL 500uL
" d d ey PO ey L e, PR,
E - == - -
—— i — e
4 & @ O
360 45 225 1.125 0.563 0.281
ng/mL ngImL ngImL ng/mL ng/mL ng/mL ng/mL ng/mL

M TIERELE : (AR08, 15100 xEMRMTURT1000x g M 5, BE
[ER1 xFRERIG1 00 x EMPERWHTIANGRRR | x EMRAMTARTIER, RIERMEREXE
FeE= HfEA.

BESYITIERESE : £RARI105%, 5100xSA-HRPEKRT1000x 9B/ 193¢,
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BEfSFE1 x#ERERI5100x SA-HRP#EFRRL 1 x SA-HRPLE&R, tRIBFFEHEEALE.

&Fit: NFNEARPATP/BRES T nERESE, BRIELRERISEESR

BRSEL

LI

FrBtntion, HEmENEFLEN

1. EeiniRES: WEXRATERERFLE, BN RERmEirRRERERE TIETInESE
%,

2. HEAES: S9N 100ul FEIRESNERAN T IES UGS (G
WHEEARBRAHRERROWER 1 F0F, BRIZRDERRN) | &= EHERRE,
37°CEEERM 1 h, EBLERE, SFLIOA 300l 1xEREdK, BEERE30
b, BFHERLBRT, LAxXfAER 3 K.

3. TUAIEES: SFLIOA 100uL EMEAMATER, BRERY, = L3RR, 37°C
BN Th, BEERG, EELE 2 FEEANEE 4 R,

4. BBFNEE: BFLION 100uL 1xSA-HRP TERK, 35 E3RELK, 37°CEBERAL 30
Sfp, BE4R, BT

5. RMEG: BFLEJIIA S0uL B&iKk A, FEEIIA 50uL BE&i& B, BiZRES,
2= IR, 37°CRESRN 15 454,

6. LIRN: FEERNERE, SFLIIA S0uL £ER, BRERS, 5 o#AEM
HEERRAVBEHRIE 450nm SR SE(E.,

ZRTE

I RINERMEARS FLRIFY OD [EFREZHFLAY OD EffARIEE. LUKRES

TR, OD [EAMATR, EATRR LR INSEZ BRIV ERS(FRRNXEZH
BRYE). EEERREHBEMIISENZEE (4-P) HZUSHNTENARMEREIEINERZ.

#im OD [ESTHinERE LR, NESHEEENHET EFARERRLAEN

RURRRE (4L,
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T HIELE
LITEUEI (U itS®, LEERIER CHSEIEIEE I frERIZL.,
—N 0 EF
IR 18 9 45 225 | 1125 | 0563 | 0.281 0
(ng/mL)
oD {& 2409 | 1.655 | 0994 | 0732 | 0437 | 0279 | 0.194 | 0.056
fRIEOD{E | 2353 | 1599 | 0938 | 0676 | 0381 | 0223 | 0.138 0.0
10 -
1-
£
£
&
oO.l-
0.01 T T 1
0.1 1 10 100

H ATP78 Concentration (ng/mL)

FEFTRINERZEURRE, SRTENURRXRISRERFTeREREETEES

gﬁ%o

B8N

WALZREREHNTF10%, WRETREHNTF10%,

e

EEREAEERIZENE CE RSB RRALLS
N3N AEREKFETEREE,

. M¥FFNMpEEEFE EiEn
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=z S SBE (%) SRR (%)
Mi&(n=8) 86-102 94
M3 (n=8) 90-106 98
mpEtE s EiE(n=38) 94-110 102
REE
ZFEANE, NEFIEReNRENE/90.14ng/mL,
ZMEXR

DATEISERIMORRAILS. MRAMAEEA DEFIASIREATP7R, EfnE
LN NFCENH TR, THEEE.

g [EIER (%) IM;& M MpEtEs L5
1:2 SEEl (%) 92-96 90-98 92-112
1:4 SEE (%) 88-104 89-107 104-116
1:8 SEE (%) 95-102 92-101 99-115
R

ZIFIZNERRBIEHA ATP7B,
HEXERERERE PRFHIE 50ng/mL, FHNER R kL. i&BWNEREIA
BARIRZ R,
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Erefedl: EigiRRERERG
AR EShiIRhSRAREE158%1551603
ATHIE: 021-54479081

EARZIF: 13524666836
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