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4-FEZEREL - B-D- M MEMEERE ; MU-GLU

Fmfms . MB0185
REIRE | >98% D FEWFR
EERMIHE 1 100 mg
ERER - AEnk

BEFER
nF C16H1808
DFE 338.31
CAS No. 18997-57-4 Hs;C
RN 2-8°C , BHEPHEAEE TR o o
- HO 0]
A
DMF (50 mg/ml) = HO:
AR 5 mM (1.7 mg/ml) in water
(25°C)
0.2 M sodium citratephosphate
buffer
RS | ARUEEEEE TUERN  MREETE  TTESRInEIERMT,
HfttiBl | ATENZEMER | BFLRRAH REFERE.

B 4-FEPRERL-B-D- e 20- o EIINSRETOURY. Wiiz=m{EN pH5.0 /9
B-ENEEES RSN, IMANNSRIE pH B 5.1-5.7 ASEER. 7 pH 10.3 TUEERRE™

W (4-FEPHE ), 4-REPLHEE 365nm CEERHIK | £ 445nm &bRST,
Bl : MUD ; 4-BEQZET-B-D-EHEE

YIETHIR RIS

AN ¢ e S)=FES

BERRE e DMF (50 mg/ml) ;5 mM (1.7 mg/ml) in water ;0.2 M sodium citratephosphate
buffer

KUTTREE & e <0.1%,

KD T <10%

G e >98%

BETFSR : 2-8°C , BOYIERIA TR

EPEME - MUGLe B 2T X% ( Gaucher's disease ) NTAF , IX2—FRIERICARR | EASIEE
THTB-AREEE  AEALERBISEREMSERERNEIERRE. EERETRYERLE  &&E
pH FESEMRIEEXR. EEERBAAIET , MUGIc IELEBERRINEE My EEBRET KR , 5
IPHIE bR -ANEEESATENME. ZWETE pH 5.8 (X TREF4EME ) B pH 54 (XITHEAR ) 317, B

HEE (pH 10.8) &IEREN , BOYOUEENEFY) , BUKKIKYS 365nm , KTk 448nm,
EoHEX~nitEE

| MB0184 4-BEDFEIR:-beta-D-ILIEEE ; MU-Gal
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MB0315 4-BRE PR EIRE-alpha-D- Mt IEHEE
MB2892 EE-B-D-ff{A M R e (FrE AR)

BigRediid - BRI, IZRBTAFENS | AEFERAAE ™ZRTAK. MUGLe B#ZA
FXigtw ( Gaucher's disease ) I THE , X2—FHRERNFYR | ERHIEETHTB-EEtle , BfEme
BRI ERZ M SERIEERE SRR,

(=]

KA mANIFAERE  ERTHRES | BREAMIE , RENRAR  SNSSEERE.

oI T MIKEHNBERMER D ER | A ARIEAMRAUS SRR | LU EHUR(UASETRARZ .
SB30 -
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1 Fma%  BMEIYERFFAEBCHITOE A ERER. 8FMHERRTESHS 8RR
SRR  MEERAREER  BETWIHRSHIIZRAFTEN  SAMMBSMEZIRE., WTHERE .,
KEBRGERN BB EHEF N Parafilm HOR | FHERRIBREFRAER, INRMENETZK ,
B mERE  ENEERWE , LR nstieReE.,
2 fESIRHE  ABORFIRER S ERRE | BNSRANANENSN. WFEHEEER Bk
BEEN , MIREFRREEE DMSO |, EREIETMEIRETE T 80 BREMTF , —RILISEFE
3-6 NALLE. TEfERRT  BEERHTHRRE. BREERRERE.
3 MREFIERNE  BRENATELRIHERE  HEESANEEEBHREETFR. BTX
O UEYRASTEMERY , FTLAERZKMEAER (40 PBS ) #RERT , RIRERATHINNE , PIBId B EARER
B ASIILIRFERNE, S0 DMSO {ERiaH 1BHER DMSO RELERRE <0.3%, LAIBRMIESTE.
REFS , B EET 0.22UM RERTIESURE | IB2RALS  SEEESRERELT  AUSF
M EYNENE | BEERIMHENSERIRKE.
4 FAENMSEIRMA | ATREUSMREAMN TR TIEREHLE | TRaFEMA LA
HEMEARBNER , a0ntE | CMC-NA |, HilE , ERFEESFEEXNEVRE. WER DMSO | iS5
R DMSO RILEIRE < 5% LABRBH(ER. SHATIERITINE , JUSE TR
SWIRREIRSAGIERER

Wit RE(KG)  (AFERM2)  [Km F&
g 12 0.6 20

of] 10 0.5 20

£[E3 3 0.24 12

2 1.8 0.15 12

liZ s 0.4 0.05 8

K5 0.15 0.025 6

TR 0.08 0.02 5

/NS, 0.02 0.007 3

Z) A(ma/kg) =214 B(ma/kg) X E4 B B9 Km REUE A 9 Km RE
5 XFFERIEGERIY

BEIFRE ERENERRIERTEY FAYHERTIA. W TREMEN M HERT 500MG
8, FIH A RREERRESRN. BT RERTRTzRERETRE  NMSE-nEEE
EREET L XMRBEARSIASET  FEUMERRRT , frniilFasR. STRie-=m ., o
LATE 200 #EERERLD |, BERWERIN , NS,

FRirEEESE—EN TIRE | £ NI EEMEETREIESTE  EFAM

e s Bl =26
1-20MG 0.1IMG
50-500MG 1MG
>1G 3-5MG

AT LLBRFEFRETH  MREWINRNEIFRE) , AEEmE s THNTRET EEEE
LHREEN—E | FRENEARRIFE. BILUINEESH (SRIZ(EFMN ) FRIEES=%
EzTEiBk.

T EREGERRI T RRERETREENNERE | H(TEVERSENBHERAMZEY TR
BRI EY  EEESSHRRKUKS |, EIEHER | XM-REEREETIESRPRE.
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