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Appendices

(Summary in Chinese FI3C & 45)
FREESM-B-FERERN L EEMERAR

AN EEMR T AN D FHRET (activity-based probes, ABPs) Xf{R B BUSMY)-B- E4E
H i (retaining exo-B-glucosidases)# {THI L 2 E YR . REBIN)-B-BHEFHBE— KL
FETEYMETNTRATEAR-EEEEKENRE, ERRIERIPEMNEEEEZAC. AK
MR MB-FEREEBIER = AL (lysosomal) FRMR-FEHIEFES GBAL (XIREFHE
L FEBRES glucosylceramidase, GCase), JEREFIA (non-lysosomal) B-EEHEEES GBA2, FiE
Ja (cytosolic) B-HEIEHES GBA3, X=MESIYRIEMETREHELEI (glucosylceramide,
GlcCer, XFREFMEMEPS glucocerebroside) . FHEMAREILAIRE FE 5 KIHAR (Gaucher
Disease, GD)MHX%. Xiftfm, EERERLTIEMAY GBAL EFERFEFTEAY—FR & IS ATTRE

(lysosome storage disorder), BEREAENEHEHEMEEBESHSEHREFECR, M
IR, BRZIERFREEZREZRFRKER. AERE, GBAL WERAER
BTERMIAEFHRE (Parkinson disease) HyIELBERE X, MERI, B GBAL 5+, GBA2 F
GBA3 AXHIRHPHEASEmMINRENEAGREHTAMENACHRTZERA. AHER
FIATE (activity-based protein profiling, ABPP) , RN FAE M7 FHRET X & Z+ 4 W 4F i R AV EEAR R
B#ETEHREN, BUREMERRFN—MEERATFER., SIAMOEAR, —RIATH
SHUFCEER (BERBEIMIB-EFEEE) /A ABPs 258 THA.

EARRXF, BLEHENAT ANERBEIIMNI-B-EEREER, DUARFRMEIRC -8
WEEE M ABPs WEAGE., TE0H: B-EERETBENEYFEIIR. KRR, B-858R
H KBS X B- BB EES ABPs FUIRITTHAIN . EARIRXZRI, MEESR-BEREESX
BRFRUESHIEND FRTHEEE cyclophellitol ABR, EZFARL T EBEFMIRCE-H
EEEREA ABPs, RIRSHER T X FHENAFEMIRCRBEB-FEEELS ABPs IR A LT
£, UMRFIBEBNITEREMLEY (ABPs XHNFIF]) S AEFPREEIMIB-EFEFRERIUREN
EHMmYM RN EERE RESFT AT FEE Y FMR.

F2ENATHA ABPP R 4R EQEIE-B-D-BEHIEFE (4-methylumbelliferyl-p-D-
glucopyranoside) ICIEMIBR B-D-AREERMU G NERBEIM) B-BHRBEERACE L
EMN T, FHEMRIRE T A GBAL TJPUER cyclophellitol Tk 8 AIAYLFLEMEIH,
GBA2 N TCEFRAIZALANE M, #7 cyclophellitol 8 ik FIFEEE (Eb 4N conduritol B epoxide, CBE
1) S SEEX GBA2 EFFAERANEZERE{K. 5 cyclophellitol #8EE, B-D-ARIFEEMLEMTREKT
ATk 8 AL (MBEEEEE ST ko6 i) MEFEXM, BA#EBEEARF GBAL BEM
M EY. AZENMRIUESL T B-D-AERXRARE NSV AFX GBAL B n HEX THMAKR-EE
YEEES (GBA2 F1 GBA3) E S AYIEIFE M. B-D-ARHERARRIE (aziridine) LEHIXS GBAL thHRLGF
FIERE M, EEXR-D-AEXARELEYNS, BHENX GBA2 thFRI BN KT FMM,
PRI E 77X E/NAY GBAL M E O . B-D-AHEXEANE ABPs o] A4N cyclophellitol % ALE
ABPs — ¥ T MIFRC AERIR-BEMEEES (GBAL, GBA2 X GBA3), ltih, HEBMIEHHE
TEER-D-AREXMUEY (GBALIEFMHIHIF) MHRRHEKARXRE, BI ICMS WD E
NEFNERATHITEENT, ERFABD-KBERUEHAEENHIEHERTES
GBA1 fRFESEA X EHRIR BRI A B B EE S RES (glucosyl sphingosine, GlcSph) ik &
KEEF.

5 3 TJHR 7 B-0-FI R ARk IEFE R A IE (B-D-arabinofuranose-configured aziridine){k, & 4913 A
FRBESNMIB-FEETEAEENEFEM. GBA2 AXEIRAMENERAERTEEE.
GBA2 E R SR EMETERE (NNILFRE) HTREX. BERERF GBA2 f9HIHI o]
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Summary in Chinese

BER BT E X EHm | B0 Niemann-Pick C  (NPC) SR ABIIGARAEIR. ELt, GBA2 AiXLEyesR
BERGATTEE R, EAZZH], HAKMEEFMS GBA2 1HE (ERAILMHIHIFIFI ABPs,
REPFREZIM T B-0-FIHAkRAER ANE ABPs EFR AFEHY GBA2 M, T3 GBA2 B
NHAEXF GBAL & GBA3 ERAYFRMFEINFIIRE (apparent ICso) . JEELIBEIT ABPP H—1
UET B-D-PeThi Ak e kE R A NE ABPs XTF GBA2 AYIE#E M. B-D-FIH{HARHER R ANE ABPs o] |)
SN (in vitro) IRBRAIEAL (in situ) EFEMEHARC GBA2, FHHWHBRIERNERKR
HIR T IR B 45 F AT IR RE RIA MY GBA2, =4 RAREMDHTRP, B-D-FIhi Ak
BERAELESYEIIF cyclophellitol 1EUIMESIER, S5RBETHRENERF GBA2 JEMALS
LS EJRES (TXGH116)#H THNE S . =41 ABPP thiE AR T B-D-FuH ANk If#E & R IE ABPs
o[ FRIC GBA2, Hh, B-D-FIHI{RkREER R ANE ABPs X TP 5 & A/ ViR A A9 GBA2 [EJRE
FigthRILE THNE GBA2 @M., Eit, AZAAMAIR-D-FIHAKMERREEMEE
BFHFAREZHH GBA2 i F M LM HIFIFI & ABPs,

B4 BNET UM GBA3 KM 4-FEEREREY IR T IUFRC AR GBA3 fJ ABPs,
GBA3 R Ri#iRE T EM S MEEEMAKE (0 B-0-BEEE. B-D-FARE. aL-fHAlE
FHREYE), BRI cyclophellitol &RIE ABPs (A 2 HIREBEISM)) B-B B HEFBS ABPs)
Fr#ric. B GBA3 ZE AMERIFHETEMERIIRT LRI, BB EE N GBA3 B E 4
BT IR A R IEFF AR GBA3 B9 ABPs s RBEIIRE. A7 FIHABEMNEE GBA3 IEFEMH
4-REOHEREE IR IAK ABPs, AZIF(L T JLF 4-FELCEEREET ROCEY LK ABPs
N REEREEBRNEN. HREXIPO-5FEE (fucoside) [ K o-L-Fa] $ 1R Ntk Teg 4 F
(arabinopyranoside) XK TEIR BB EUSMY) B-BEEEBE P R BE#K GBA3 /KR, BT XEHMTSE
EYMBEE RGO DI AIMNIEE (N ABR-D-FALEE) KE SASEEEFMERN GBA3
BEAMA R NEY . B, REXNBTRMNTT GBA3 AFENRIFEF R ABPs, Blo-L-
FeJ R It TRg A K R A E ABPs FB-D--F¥EK ABPs, fth{ e s2ZE (Ao UL T H At B-B B EEES

(GBA1, GBA2) RYMEFEFMXS GBA3 MfTH#RrIC, H B-D-FIAMERIAE (Y ABPs T UFE AR R
NAMCKRIE FRIFHE GBA3 FUiE M, AMEMELRENIRC p-FAREFE FUAISEEN
GBA3 Y£3% 14 ABPs,

E5EWR T FMEATL R (Caenorhabditis elegans) H{FEMB-BIHEE. FaiT4
HEEVEMRPERNEYERE, ZEHBEF SHANBUNRKELEDRERRERR.
S ANER-EHE B AR R E TN E R FI LB R T LA S a4 R o] sE MR- B 1
HiEFEEER. BREX&RTR-AEREBENEENAER, FILEEWMRITLRENR-F
HREEBMRELNTRENEHTESRIL. EAEZELEY, XANLRIRITUFE 4-FES
FERR-EEREE R IR A LS AT GlcCer 21014 C12-NBD-GlcCer 7Kf#, HEBHIR-EEEH
fi§ ABPs i@id ABPP fRicH T RAENMN— Lo HEEANER, RPTELRHEFAER-FEEE
fg. &A% (Proteomics) FAWHEY R (biotin) FRICHY ABPs H1THIEE (Pull-down) 3L
B MEAEIRFEEZEEERE TAM-EEREREEER. XRMR-FFREH FRRLE
7 5 Ak GBAL I GBA2 AB{UAYIFME, D] S4FEEFMINGIFIS ABPs 5 EFEENKIE
pHEZ. Elt, EMZFD A AF WAL H Y GBAL F1 GBA2 [EREREES.

6 ENATHEFN—MR-EEREREEER (B56)., 2a/BMREAI BS6 TS
GBALl & #F 1 ABPs RAKRKN, FATUMETEEMRIFCH B-HEMEE S ABPs RIS LK
BE&. AZF, BS6 WRIATEAGKIE A8 (HEK293T) A (4P NER-EERERE
FHEWIRaTER) BFRATYL ., FIETF HEK293T 4REEH Y B56 5 Ak GBAL HiF LB 4k,
BS6 BB MAIREEM pH{E, TN AR GBAL —H/K1R 4-FELFER-3-D-FHEE A1 4-F
BT E-p-D-A¥EE, B56 0]5 GBAL %M ABPs FI&IFIS LS, HA BS6 AR ESH
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Appendices

BRIER N-BAE, FOLRMERNE R 856 SN TAMEAARMAEXEES 1 (UMP-1) Y4
AN ESEES, kI 56 ERTERATMRTAAEEME. KM, BSe HAXKLTHS
Af& GBAL A[F], tbgn B56 T 60°CHEIRIX R ERAMRRAINMFIZIIMIER, KEZNA
BAzaET: BRIHSBRERKIPRIAT HEK293T FAEMHE B56 TR AR GBAL —HEEMRE
IR AR AR MR B A GBAL 1R TIRE.

F7ENAT BEAREHNARAR, WA TXRHPERIAEB, FER T HAXMRHR

AR T HEB-AHREEBIENLEY (ABPs MIFIFH) NAI, HERTNAER
HIB-EEEE S ABPs TIHIHIFIXHR B R B- A AR HBHETEEMRILMNLZEYEMRITE.
FRXFR TENARB-ATREEBREMAT IO IALEY. UERRT Ht¥Fh T oI se/p-
BEREHBREERE, AREL-AFREBIUENEXMRIERE T HNER.
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