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Summary in Chinese

X R

A SO AL A T AR Tl S T AR BB AT 2B R BRE (GBAD 7E BN AR B A g1/ S AR
B AN R R F S g TR A (ABPs) BYIRGE, &5 EWTFNHEATT HR, FEA
RGBT —RIVEBRY -VFT A 6 B I E AN B RN TS CHUAT & B 6
FIBAT T AT . & LI A0 32 S PR T 407 401 57 B9 B0 TR T %0 A8 Rr i 2y BB A0 £F I AL
TR . F—EEHEND T RY A/ K5 ERE H B 02 10 KR A8 AR P KR 89 2 5 L
wl, Ee#HATRER o B-HAMHEMAREBRZE, FHEITTETRERBZNS
TH L BRIMWF AR W, AFFENBTETRALBEIENN TS K
w5 By BT A VE e B R 3k (ABPP) EVTEHRB#EAT T BEd .

MW EYERFE— AT BB EER, H&, BUERENI a1, 48 T8 A M0
FEM a-EREEEAMEFMENTEFTAHGEE T &) ZWHAR. F_ENBTEZHF
AN T LB R a M EEITSN A ABPs WA K. XA RN ABIRETH
R %R CIFE R EG AT L BN RREE N XK, EE YNTEAE S TE
PR EEREN a-1,4-EHN, BEEL - R MFEARFHMFNITEA, AR EM
IRRREEERRE. MG, AZ@ET A AENNF LT fréa RITH 5Fn ABPs 09 7&
MAE R HTTHAR. GFAK ABP A, AAWER ABP A EHAKER a —EHR
Byt R A REWES. X—ERES KX EE RN (Taka—amylase) HIZ) 7
FHAFTAARRMFNZAH BN EERER M RIRE AT ey R EH
H-FHRERD T, AR ABP eb% LURE . IR E . B[ A0 pH 48 A By 77 2R 2030
IBAKRER., NRARFEF 2 WAE T o —EREE, JFHX—AF0 e LIk R &
P40 ) 7 LA BT B B3 S AT R A BTl . A, REAAR AM R NITA
ABP X A K" ER A AW 2 A F o o R BR AT T E G A F 247,

EREBEEBER M LEERER, RPEHERENERNERZLRRS . XHBE
BFa-1,6-EHRES X EMAN a1, - BHEESEFEN -1, 4-EH B XML
i, B, EE _EMAANEF _BHESTIH L EAAMNY ABPs R, F
ZEHRSHERAT RV HEE-FEFE GIM) REREEZFE-HEHE (IMG) HAE M
T LWL AN ABPs WA k. HF, BEEERNAERR T AE YHTENE M
THACEZRATIRERFEN a-1,4-Fa-1,6-BHMRZHAW., BE, @it
R FEWET AL, FTERERP UL GHNNFCERD#TEREER, K/ELT HPLC 4
WENF K5 AR 4. KRR RS X KF A RH ABPs £ 5 4« W #E & F 3 e 4 %
REEMATICE R A X SR TRE IR RN Z s R E X 3 — A E 8 ABPs
BAEHATHIR, BLEYLEER 2 XA, XL IMG f2 GIM 44 A #y ABPs H Z 4

219



X R VR 1 R e R W A R, TR TR T B Tk AR K YRR SRR R B £
W B A e R g B AR I 5 A

FWNEHAT — RPN B-D-HEHEHAN A THLE AR EINF A A ABPs B4 &, H
REZETNIN Co AARERALMHATT EHEAMN, X HERARTHERETIEL
A GBA (rhGBA) Bt# LM L AR M EWXA BT, MG, KEFRL— A7)
HAM RS IR T X Th BE R A A GBA YL M Fu g . 1Cs, WK% R &,
XK FH B R Th RE 7N TCF £ BE R P A L rhGBA B9 2L A L SE RT FT B B9 Co- 2 F
B E LS TO IR 2 B RN AL 20 A1 1K 29 10-15 15 . M4k, X 25 W oh sE 4R 4t B4R Bk 4 AR 1K
Gt /N BRI B4 A 47 B9 GBA #EAT R B MATIT, T & 48 WIR M GBA fnid K ik 4F 5 Fl
RAAE 1 2 B fcBE (GBA2) B9 HEK293T 28 A iy R AL Am10 o, 2L GBA 3 8 & B T,

BANGEAAENEEEAARENRTHELN LA EAMY, ECIIIRER
B2 18 GBA KvEF|, T AT E&EE KJF (Gaucher disease) #H%HY GBA R#AF % .

Siastatin B 2 —MA\BEBEEHE AN T o EM RN KA, Lt AHRkECE—MHH
W B D] A KEBEEL BE AN H| 7| . 4AT, siastatin B U FEMN TEHEW R Y A
HEWEMEMEXHMPTHETE A, Nishimura RALABINEHE A LBEHEDN
siastatin B 4T &£ ##HAT NMR 247, KA X K =R CEAT £ W 550 & 7 Rk & & 44,
TR — R LB/ KA B & R IER R B R BB 1T & 7. AT, X —EHI
X ¥R siastatin B #FEEE., FHFEE T siastatin B o — RV BB KL TR, &
tEANKRCBAT %= B (HPSE) . X IEH B —# & ¥E BA L B (AcGHT9) . 1B M Z Bt AT X B
(BpHEP) 2 A M #T # B —#) & M BX B BE (EcGusB) #y 345 B fn X ST & b R AT S A 8, IEL T
5 S vE M AL B BEAT £ % A 2 siastatin B, T2 ¥ AR EE BUAKCA TR R B4 .

AT THRXKEBEIIERER, REWTA KT — RPN B fo Ay & 0 B IR Ay
Ay -V ERETEY. Fa, H A KA & BB A T &4 5884 2 1EF evan &
EMFHR R, XE KT ENE T e R B AR HPSE fu B —D-f A AR BEBR BB AT 4 A . £ K
KM RS, FEN ) F A S ABPP S I XX BB 0b S 4 B A R AR M AT IR T A

FAREMH AR XWHAREARAATT THMELSE, FRARRNT R THELTTEZ., &
B, MRT ZFEMBE ST S BIVRMEREE ABPs B8 R, A o R BT/ &
T B ZORE B BN 3E S T 4R R A R S e KRR BN AR R I SR AT R A, B A
FREE R T e A AR E R T AR & R BT B
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