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Qe‘ohns

S

L% 4k,
IJ\%\,WOHI‘am?,%ﬁ'ﬁEEE'I (WFS1) ELISA

SRR ZiRPH
o152 JLC-Y5650 o i&MSBE:  0.313~20ng/mL
o}l #%: 96T/48T o REFERE: 2-8C
ofhE: /NE e HXWE: 61TH

FRXHEEER, BTEEal@eEs 5. M5, MRPNEWFST,

(ERAPmZ BB ER R, (ULRIAER, AeEFIaPKiZEELATT.
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Wolfram Zx&1EER 1(WFST)2—MERRK, 28 WFST Z2ERERY, 1Z2E 5
I—MEBIRER, T2UTREMNG, EXM. KR, ORENRSHEERARATSE
X, BERDS, ZEFERES Wolfram ZE1EEX, HERRA
DIDMOAD(DiabetesInsipidus, DiabetesMellitus,OpticAtrophy,andDeafness), 2
—HPERBARMERR, 2RI REIFREMRR S F R BB R F I T
Z2ZYg, BEE) | EMSRERRHI, ZERNAKENSHRE, 5325 8 INEF
2R, AISZGaitEX, ZERNKRTEAS[EEREAREEEZE 6 (DFNAG) |
X FR DFNA14DFNA3S8,
1S 3R

NI ERATUAIZOEELISAR A SR f TEsik £, fkFEmRIT
ERPHFEUIWEST, EkE, BIIANEYSEITCRINAREH T B REIER, Tk
"RV TR- QA" RESEEY, BEIINSGESFENRERINRIRTRCYIEE
HITHES, FBERE AL, BEEINMATMBERR, EFATEFIMNEIES, 10
NZIERIEIERN, 1SRRIt E, FBERMYAE450 nmibIOD(E,
BRI RTPEFUYNS E2IELL, BiISHREHZTEHERFWESTH
K,
1SMSEISAY PR TE

NHFIEERAER, AT IaRIZEESTT.

HFRAERIRAGETHFSRE ENESHEE. AEEHH SEARNR SR
AOFR S e R EE R,

MEFEFERESTRSNE, VURANERENH—LSHEER, AEENUE.
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RSt LR, BRBOR, BN, EFRNREGEELNINFIEERSFIRAVE T
HEBRTRESEEER L.

HARE. IEMEFENZRESSEEMENER.

RN ESLIIRITER T AREY M sE BRI IR RAISE, BHAREH
EFFEEETINREER. TREHRRFEREMMTHRYTREME.

BEESREEER

RABARSRE, MAKBEITE, HTERRIUSH, HRISMRER. &
SRR, b, SRR,

FARAA AR RIIENRILS, AT IRERNER, EHESREEAN
EHE,

M EFRETETIE, ENGRETREIA0LIREN, HEEEssEs
BN HRIER 1808, ATLURESREIEE,

BEFINIRERE, BRI, BREEHRSERS. BeANNEE
SRS,

RIHHR 5 BRI LR RINENR, AL, FLFRmAEe
BNEEINES, SENAEMEEERSERERASEA.

AR S RREER, SE—ERE, MEERE,

A AP SR, TTaAT R B, Rl BB
NEE.

REFIBTEELS M. IRISFITIRERS, MRS OEEHRRAEE.

FEIPFE. PR, IRESTESPAER. SEEEAE.
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AR HE R EES
EIR Htg (48T)
TREAREEIIR 8x6 £
NERR 1 3 x100pL
100 x EMIEHUR 132x50pL
100xSA-HRP 137 x50uL
20 < RAEMETER 13x15mL
FERA 1Zx3mL
Sk B 13x3mL
&R 1z x3mL
20 x iRABFEIER 13x15mL
SR 2 5K
FEERIAA T 11

Mg (96T)

8x12 5%

137 %x200pL

137x100pL

1 37x100pL

137 x25mL

17 x6mL

1 x6mL

17 x6mL

137 x25mL

25K

1o

jkbio.ch

pEs

2-8°C

2-8°C

2-8°C

2-8°C

2-8°C

2-8°C

2-8°C

2-8°C

2-8°C

7c

TH{FHIFNEE
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=2 AYE i

o FEIMY, BF450nmUERK, RITEE600-680nmMIRIERIKERE;

o Tkaaiek;

® RIBKEEBTIK,

® 100-1000 mLZIEEM,;

o ik, HHBEBMFARIEEL

o KEHBERMIMRIRSSS, BEBBMRIF500+50 rpmAEREE;

o AT HRINERMFRINHE.

L I R K

TESERHERKUENBEEREGEREN—RTHES. FRiaEEERITSL.

RIS LIS 7£1000xg FEO SO ERRE, SIEIHITNESTED R,
FREEREFE<-20°CAURE . BRESFMER. (BTERMN, MEEFLEE
T BRI TRSCES AR B R EED)

ia. FRAMESEE, FHEREER NS00, AEE1000xgFEO57

., ZEEHIMEFHFTUESRSE DR F R, SFREFE<-20°CRHRET. BRES
RN, (RTFERS, MiBEHEREN2EHRE. FHIa0: S0pLEEsm+50uLiyl xR
)

miz: FEFREDTASITRIEATUEFIMIEISR. WER30DEA, LA1000xgEL
1553¢h, SNBSS D5 R, FHSERMEFE<-20°CHIEE T, B ES RRIER.
(BTERSN, MFTEEREN(EHRE. Fla0: S0uLifam+50uLiyl < FREK)

i TR USSR ARE I BFARE, RN 1T, A
NFRAES AT ZNE.

RASIR: AFUSAIPBS(0.01M,pH=7.4)4%H2R, KIRFEREINE (SKFRAERY
TSR IENER) | FREGBALRERE. KERNERSXIRAFRAIPBS (—k
19NEEMIALL, than1giYELERIIMIMLAIPBS, BMAFRRIESLI T EIEY
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B, FMFICR. KEEPBSTIAELMITHN) MARBIRSET, FAL%S
ERTENE, HTH—SRREREN, TSI IRRHTERRE, RSk
B, BESIRRTS000xgRI0S- 10954, AR,

IR WA PBSEEE, WEFBELISHL, 1000xgBLS
SEEIEEAN; BTARTEESUME, KRBT PBSEEIR, §1x10°
AMEPBFIIN150-200uLAOPBSER: (HERTEPBSTIMNEEMSIDAN; HSRRTT
ELRPPBSINR) FHEI R RSB IR, SRAURT2-8°C, 1500xg8
010535, BLLERAL

HEHARE: 1000xgB02054, BB,

HROMR: HEBIIERER, BEMELER,

HRRE: HRIKEESE | BRSHTRUNTERETAC, ETHERIEN,
BoRERRSE, FET-20C (IMARRE) , H-80°C (6PAMIRN) | BER
SR, FAAIAHRRERNER, FIEMEAREHTHITR.

liES TIE

FRREERFIETEEFE300HER.

TSR/IEEREE: MRERR/EER (20x) BaMtTE, FE37°CTIHAE
RIRSEAR., FREEK120BB (Fla0: 1mL SREEESRBRINANTIMLATEIEK)

tEREE: IFEPNEINER, ERTNRAE, StM400ng/mLtRER (200p
L) ZRRE—EER1 < ERREEZE20ng/mL (6. SO0uLAYFRERERR +950uLAT1
x etk HIE1EEI1000uLR920ng/mLRENER) |, MEREMAEFHBIIIAS00
LA xFERER, EX6 N EEASK EIE20ng/mUFRERIKR (SIS IERE 6/ MERE,
HECHI 7 NRERNER, #RB: 20ng/mL. 10ng/mL. 5ng/mL. 2.5ng/mL,
1.25ng/mL. 0.625ng/mL. 0.313ng/mL, MEEKREIRERARFIRES00uLtRE
RET—MAEF, BREWFTRES, LUSSEHTRERAVSIURE (WEF7R) | 1x
HRERARFERERERONg/mL),
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50 pL 500uL 500pL 500pL 500pL 500pL 500uL
3 =3 =2
é -— = - -
R P—] [ —] ]
- N Lo -
400 20 10 5 25 1.25 0.625 0.313
ng/mL ng/mL ng/mL ng/mL ng/mL ng/mL ng/mL ng/mL

S TYERELE : (FRT109%, 18100 x EEWTATF1000xgB M98, B
G xFERERIE1 00 x MR WTUATRRER | x EMENTVATIER, RIErEREXHE
BeEZHER.

MBESYIIEREE : (FARI0SH, 8100xSA-HRPA®KRT1000xgE M5
i, FESA1xFRRRISE100xSA-HRPH#REAL 1 xSA-HRP IR, {RIEBRTEHERE.

&iF: NEFUERFWFSTIRES TIiNERESE, BIRESIREEERE LR

pELry

EIRPTR

FratrtEm. HFmENEFEN

1. BEeiniER: WEINRRTREAYFLEL, BN REERRIBSREMIERE TEETAYE
SER.

2. BAWESE: Sfo3U0A 100uL ARIREATNERIAR T IESAIFNER (
WHARBRBERREOWRE 1 (50, BRIZRDERIN) , & EHREK,
37°CEEEIRN 1 h, WBERE, SFUIIA 300uL 1xFRERR, BERH 30
®, BFAERLERT, LAXMAIER 3 X,

3. RS SFUIIA 100uL EMRUTIATIER, BREBS, &= LR, 37°C
BN 1h, FEERE, EELSE 2 FRIBKAIUEE 4 K.
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4.  FEFNEE: SFLI0 100uL 1xSA-HRP TIER, = E3tRiReR, 37°CB¢RiL
30 2R, BEER4IR, BT

5. RMES: BB SOuL B8k A, BEEIIA S50uL 28K B, BEES,
= FIRERLR, 37°CBEYLRAL 15 9FH.

6. BIERN: FEBKRNERRE, SFUIOA S50uL £LIER, BERS, 5 oW
HSERAVEBIRMYIE 450nm SR SEE,

SRR
I EARERIIEEAS LRI OD EFEEZHFLAY OD EfFARIEE. LUKRES
TR, OD EANMIR, EARE L H NS EZERMIRERS(FERN XEEZH
BAYE). SEERREEMIISENEIE (4-P) HZ SR BN SOIE IR ERNZ.
£ OD EeTinElE LR, NMESHREENFH T ERERRERSRIEA
HURRRRISEL,

ISR

LI TEIEFIRZ(NEES%, LA ERIEE CHISCI SRR I ERZL,
IR 20 10 5 2.5 1.25 | 0.625 | 0.313 0
(ng/mL)

oD & 2569 | 1.772 | 0973 | 0744 | 0408 | 0276 | 0.158 | 0.078
RIEODME | 2491 | 1694 [ 0895 | 0666 | 033 | 0198 | 0.08 0
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0.01
0.1

M WFS1 Concentration (ng/mL)

T
1

100

FEFrREHRZNRRA, SRTERLARRIIStR TR S SR ET RS

gﬁ%o

4=

WMATRERHNT 10%, WRETRERENT 10%.

Bl

[ EREAEE RV NE CE RSB R/ RIS

NN ARERERIE T BRI,

. [M3RFZAREIEFE Lim+

SEAEER (%)

AR BE (%)

M75(n=38) 86-102 94

M3 (n=8) 90-106 98
fHpELEE EiE(n=8) 94-110 102
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D AEIERAIAM RGNS, MARFMMEEAR LBFFIIASKREWFST, Eink
HZaN BN TR, TG,

WRELLpl [EER (%) IMi5 M3 b
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
SR

I ENERNRBIEH/NE WFST,
HE X EEERERE PRPHIE S 50ng/mL, FHUERX RN, ZEMNERE

BAERIAZ L,

SE3
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Erefedl: EigtAsiLBRAH
KAt EighiiIRhSiRAREE158%1551603
ATHIE: 021-54720761

EAREIE: 13166274223
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