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SEMEROEES B (Arylsulfatase B, f&#R ARSB) R—FMEEAIMEREEE, BT A
HEERIR, FENRERKE N-ZB-D-SEEERE. KB RMEBRTIMERE AR FHIRER
HH, ARSB EEmBIELRE AT AIE(ER, BT ERRERATEILENE (GAGS)
PRUMERER], FEIERFEENINERIERE.
1SR

RAFIEREABUAIOAELISAR A SRR A S H TR £, R RRAR
ERPRIEFNYIARSB, BitE, BIMNEMSEIFCHSUTH TS EER, K
"FERTA- TR REESY), BEINAGESFINRBEINERIRSSIIEE
TS, SEaEREEx, EEINATMBERS, BFAThEFINEESR, I
ANZIEREIERE, &UE PRSI E, BEsRYE4SS0 nmibIODIE,
BRSSPI EFUYINESEZIELL, BiTSHiRERZ&TEHFEARFARSBAY
R,

HNSEISRY R PR TE

ANIFIERERIAER, AR TIRRZEEGaTT .

HHIZRERIRASETIHAERE LRERH. ARG SEARESER
RO RR S EAEEERER.

IREFRFENESTERSWE, NURANEHRERIH—SHERER, AESUE.
RSt SEIRR. BRBOR, BN, EFNREGEELNINFIZERSFIRAVE T
HEBRTRESEUER L.

HARE. EMEFENZHRESSEEMENESR.

AN ESLIIRTER T A REM R M sE B ER TR RSN, BHAEEH
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EFTERTERNREER. TR ERMTHRYTREM.

MEERRIEEFEIR

RABEEARE, MASEREE, HTEERNSR, ERIEMIER. #
SANAAIRRIESEREROL, LAk, SRR R,

HRTAREMHERINEIRILS, HTRREROER, ERESERREALT
HHIREE.

LEFETARNET, FEMARME RSN OBIRE, REEERsE
BRI 1808, ATLUREIERE.

REFIRRETE, EEFIEIRS, BRBEATENER, BEARMES
LRI,

RIERS R EF RIS LR RINEIRR, MIALILRIE, FLERAmasRe
BNEETHES, GENAENEIRSEREIFESRE.

ISR LR, BE— ISR, RO,

A SRR SEIEH, TTARS RS SRR, Rl T BRIy
NEE.,

REFIBETALLS BRI, IRISHIFIRERAIY, Rifzs T BRI\ EE.

RAPFE, DR, PRRHESHRR. SEEMREE.

it S E R R TR

o

BFR At (48T) AltE (96T) =
TREAEBIRIR 8x6 % 8x12 % 2-8°C
AR 137x100pL 137x200pL 2-8°C
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1 37x100pL

132 x100uL

132 x25mL

1S x6mL

1S x6mL

1S x6mL

137 x25mL

25K

1o

jkbio.cn

2-8°C

2-8°C

2-8°C

2-8°C

2-8°C

2-8°C

2-8°C

7c

TH{FHIFNEE

EEtNY, BE450nmlEREK, ERTEE600-680nmIRIERIKELE;
Bikasiiesk;
ZEIBKEREETIK;

100-1000 mLZIEER;

i7oih. HECER B ahfriF L ARIEE;
KB FIRIR SRS, BEB(RIF500+50 romASiRE;
BTN ERTIERETAE.
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TEHAHHRIENEERGSEE A —REES. HFRiSEEERTE.

MpaiSSF LiER: 7£1000xg FEIO SO RBREM, 2RI TNESE D= M,
HEHEREFE<-20°CAURET. BRESFMER. (BTERNN, MEEFLEE
T RN T LA ER RS20

miE: FRIESEE, FHERERETAE300H, REE1000xg ™RI55
., ZAIRNHEMBEFH#HTUESRELEF MR, BHEREFE<-20°CRURET. BRES
R, (RTERYA, MiBHEREIN2EHRE. FIa0: S0pLEEsa+50uLayl xR
&)

m#%: [FREDTASITRIEUEETICEINSR., WES300EA, LL1000xgEL
1593, STEMMERE Db, FHEHERIEFME<-20°CHUERE T, B ES FRRIER.

(BTERDNL, MFEERBEIN2EHRE. Fla0: S0uLtfam+50ulagl xFHRER)

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

RNASIR: FEFUSAIPBS(0.01M,pH=7.4)i%4H4], EREBIR (SRPREN
TS FIENER) | FRERBALRERE. KBERNERSXIRAFRAIPBS (—k%
#Z19NEEMIRLL, Ehan1 glYBELERIIRIMLAYPBS, BEMATRARIESLIe S EIE Y
2, FHHFICR. HEFEPBSHIINEREEDSR) MAKESKSF, FkERD
WHESSRNAE, AT H—THRBEARME, afLNSIRRHITEERRE, SRER
Bl, REBIEKTS000xgE=()5-103¢, BB,

{MRRZMRIR: WEMIBFAETUSPBSERE S, AGEAREREHEK, 1000xgEI0s5
SHEWESN,; SFMETEEREOKE. WENMIBATSPBSIER3X, T1x10°
MHAEFIIAT50-200uLRIPBSER  (HEFEPBSHINANEREEDHR;, ESERIKA
BRI PBSIATR) FiBId R EIRRIEGES AHEMRE. SRR T2-8°C, 1500xg%E
10380, B LB,

HEH#ARNER: 1000xgE 02058, BN EBRIATHEM,

HEmIMNR: HERRALERIEEE, BEIMEOER.
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EmiRE: FREERETE 1 BRETIRNEIRETAC, EREERITEN, 15
B—IXERERDY, FFT-20°C (1IMBREN) , 8-80°C (6 TNBRN) , #Rfk
SFR, AR NERREENER, EIGAMrAARER TN,

iFEEII(E

ERREMERFIET=RE300 AR,

TSR/ TRRRREE: NRNFR/EER (20x) BEMAMTH, FE37CRIIAE
RREERAR. FBEEK1 20 (Fla0: TmL SREEEBNNINT1IMLAYEIEK)

tnEREE: TFEFNERER, ES7TNNE, SA200ng/mUtnHER (200U
L) ZERE—EE2R1 xHBEAREZE10ng/mL (B1: S0uLAYRERER+950uLATT
xR, HIFERI1000uLE910ng/mLREINER) . ERENAEH D BIIIAS00
ULEY < FERER, X6 EIRANAEFIE10ng/mMURERKREEHIEREEMEE,
HEcH 7 MRERNNER, #OXA: 10ng/mL. 5ng/mL. 2.5ng/mL. 1.25ng/mL,
0.625ng/mL. 0.313ng/mL, 0.157ng/mL, MEESKEIFMERARTPIRENS00uLR
EREIT—MAER, BRUETERS, LAUSSER I TInERRIELRERE (WEBFR) |
1 xHERERBIEERERERONg/mL),

TNy IN N N NN

50 uL 500uL 500puL 500uL 500puL 500pL 500pL
= —-— <

=X

-— = -— s

— [—] t—t —]

N N N N

200 10 5 2.5 1.25 0.625 0.313 0.157
ng/mL ng/mL ng/mL ng/mL ng/mL ng/mL ng/mL ng/mL

M TIEREEE : ERRI109%, 5100 x EYEMFUAT1000xgB=iIM 144, BE
R <TERERIG 1 00 x E MU x EMERMUTUA TR, IRIEBFTERESH
EeESHER.
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MESMIERICE : A0, RF100xSA-HRPERT1000xg&E 5>
, BEIRR xFERRIG100x SA-HRP#RERL 1 x SA-HRPT{Fik, TRIBFFFERERE.
&Fif: NFNEARPARSBIRES TinERERSE, BRIELIRENERESAI

RREEL

LI

FrBEtrtEam. HmREYEFIEN

1. EEniRES: HEXRATRERFLE, N TARERIBEIRRREES TR
Bk,

2.  HEAES: S9N 100ul REIRESMERUN T IES AR (G
WHEEARBRAWHRERROER 1 50, BRIRRDERMN) | &= EHERRE,
37°CEHERAL 1 h, IEBERRE, SFLIAA 300uL 1 xR EDNR, £i5%50 30
P, BFHERLBRT, LAxXfAiEE 3 K.

3. TUANIES: SFUINA 100uL EMRMIETIER, BRERS, &= L8R4, 37°C
BN 1h, BEERE, EELE 2 PFREEANEE 4 K.

4.  FEEAIEE: SFLI0 100uL 1xSA-HRP TIER, = FEiRiReR, 37°CEe/iL
30 o%f, Bk 4R, B

5. RMEG: BFLEJIIA S0uL B&iK A, BEEIIA 50uL Bk B, BiERES,
2= IR, 37°CREYSRN 15 440,

6. LRILRN: FEBRNMERE, SFUI0A S0uL £1ER, BRERS, 5 DA
HSERRAIBBIRNAE 450nm TR SE(E,

ERE
I RINERMEARS FLAIFY OD [EFmEZHFLAY OD EffARIEE. LUKRES
TR, OD (BRMATR, EARE LR H ISP ERERREHRS(FER ERTH
BRYE). BEERREBERIISENZEE (4-P) HHEIISRIT BNk EIEIRERL.
£rfm OD [EeTinERE LR, NMESHRRENFH T ERERRERSREN
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UG (4L,
A BIERE
LUNEUEFIRIE N AEE, LB TRIES CRO SRR ERL,.
IR 10 5 2.5 1.25 0.625 0.313 0.157 0
(ng/mlL)
OD & 2.454 1.715 | 1.082 | 0.631 0.5 0.265 0.149 0.074
1E OD B 2.380 1.641 | 1.008 | 0.557 0.426 0.191 0.075 0

OD450nm

0.1_ ®

001 | 1 |
0.1 1 10 100

H ARSB Concentration (ng/mL)

FEFrRERZURRA, SRTERLARRIIStR SR s ER %D ETEFES
&R

k=
WAREREHNT 10%, IREZZEEVNT 10%,

B
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EEREAEERINENIE CEREBERRALS. [MM3ZAEEs EaI0

N3N AEREKFETEREIEE,

EZ-Sid] SBE (%) FHEME (%)

MMi&(n=8) 86-102 94

M3 (n=8) 90-106 98
MRS EiB(n=8) 94-110 102

R

2RI, A ERIINREUE/90.08ng/mL,

ZHEXFR

FATEISERIMYRERAILS, MARFMEESA DEFINASIREARSB, fEimER
BN NFCENIH TR, THaEE,

WrELEpl [EIER (%) IMi5 M3 b
1:2 SEEl (%) 92-96 90-98 92-112
1:4 el (%) 88-104 89-107 104-116
1:8 SEE (%) 95-102 92-101 99-115
SR

IZIRFIENERTRBIZEHA ARSB,
EEXEAERERE fiRFHIES 50ng/mL, FHUERR kL. RENEE]

BAERIAZ L,
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Erefedl: EigtAsiLBRAH
KAt EighiiIRhSiRAREE158%1551603
ATHIE: 021-54720761

EAREIE: 13166274223
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