Cover Page

The handle http://hdl.handle.net/1887/77740 holds various files of this Leiden University
dissertation.

Author: Kuo, C.L.

Title: Applications for activity-based probes in biomedical research on glycosidases
Issue Date: 2019-09-10


https://openaccess.leidenuniv.nl/handle/1887/1
http://hdl.handle.net/1887/77740
https://openaccess.leidenuniv.nl/handle/1887/1�

PR
ERR SRR L FAE Y
iET

Aem¥ A RFY A EF i A1RceE | A K f% 5 (Iysosomal glycosidase) e 12 4F
& (activity-based probes, ABPs) 2 #2447 % Ju* o % | WAEH K f2 s LpLi-k 2
fo o ip ol AP AR L fEMER & & (glycoconjugates) o B A R Y > G F fAiE B iEA ﬁp‘ 2
Zip R fRAF Rk Kns A B R38R (lysosomal storage disorder, LSD) R
MR AL MR AR A RA S o SE I T 73] Bk R et M
LSD > A ipd ISD G dup R E B oS ¥75 2 o 2 ¢ O B RRY
KfRpFend el 2 BB gk T W wiﬁ SEEiae Rl RS R P
AR fj\ﬁ’#ﬁif*m;p'kt%“ziﬁl (ABPs) Flpt @ gL B 2 & & o p v > TR
(cyclophellitol)fr ¥k # fi% § 3 v (cyclophellitol aziridine) & & *fﬁ{él}:’i ABP ¥ 28 o Ay~
Wit 7 G ] Rl R AR M AT 4o K 5 A B4 ABP o

FAIRHET I FRT Aoy RS RS S ERPM Y ABP R0 ] RY
H ok fRpE (RS- F B H A (GBA) R Soh o S RAFRA ABP & TR
§ A ®{- BODIPY ¥ LB » it & - 2 §ack B7 4 FH T e g GBA » + - &
jea AR (n o)l 1T R A REFEEA e B e RRIBP @ d
ABP 1 FBLPEF > flmiefod R8P kR 2 483E (i sitn labeling) ok B E 42 GBA #
BT fF e ¥ A ABP fR5e GBA 0§ S FRT - AR T E B A
* 7k % f% § [ #x(configurational isomers of cyclophellitol aziridine) e ABP » % ke H
WA e S A K RS o

: 3

F2@% AT ARRFERL BRI FA(cABPP) 1 7 %okt CBE)
fek 8% (cyclophellitol, CP) flm? fod > 48] chp 54 & i¥% o CBE 4v CP 4_GBA
F A1 T g Fe R A0 2 AR S e Y A4 B 2 U (Gaucher
disease, GD) s i3] © 1345 % * mé?nj%fr%éﬁ%ﬁ* e fEr R AR (i vivo) B
Tt GBA r2 iR fEEAR L oo HOTRR T R PR £ 0 — k Feh ABP
CARBE o XA ] SEFE CBEfo CP AL T (F% o AT AT 0 o
W5 CBE thime foma B 4 % B @ > 0B kA 0 CBE i B & 22202 | W § A
Sprveps (GBA2) frid M a-§ 5 HHA (GAA) 23 1F% « & B7%¢ > CBE ¥

310



APPENDICES

Y GBAR|F Bl e R g B i e o ¥ - 2 G A7 B IR CP $3Y GBA
fo GBA2 8 qc 4 4p fe > rﬂt“ﬁZ.Equ%«é_iéﬁiﬂﬁvGD;fprgﬁ;fﬁﬁ:ﬂ] s

3R A8 3 GBA ATE 2 T el A B GBA EE MR R o i Al
BB ELRUY § AL PRk B A ¢ 42 £ 1% A damanty 5 ¥ (bipheny) « 75 o
AT CABPP % 0 A7 S48 1 % CBE 4a0t 0 H AER Y s B & i s fom
Basfhe o0 Fafrl § E/M GBA 7 ¥ G irdA o AT D HFRTE G
L I ’”Z‘t"m%i‘l*r’%ﬂ%ﬂl? BT IS RGN B e LAY s A
YA B I enil S5 GD AR Al o

BLSD A E ¢ o Sl i F AT L ke o de B b AT K 2P ABP
Mt e ol 247 e 357 ABP ahi® ¥ 841 frglds 4 F o FM o P ocd o 2 2
S R S g e

FARRKAE O HEITRE D SRR MBY REFa-F B (GAA) Ir8-F §
pEREFiEF (GUSB) 1 ABP endd 2 47 o 357 f-K f2pF 4 %] & | %k (Pome disease)
okt b pErERF R S - A (MPSVH, g % ;% g Sly syndrome) ) ¥ # Fae AFT T RiBE
ABP it R pFF A4l Kk vk s v P L p 0P ERFF (GAAfr GUSB) @ o-§ § #&
WAl ABP 4 @R 1 3l M a-FHH I GAA > B P R a-FBH R I
(GANAB) - LR H 7T > ARBERT » 3 8 ABP 3 & 2L P {5 5 GBA - @ i i
PR PR ik B 0 fril B F 3 T GBA Frd A RIE AR ~ 5 49 <h ABP B
RS EAL (2 357 ABP R Abie chim®e 2 B fRik) K 5 41 ¥ 8 B GAA - GUSB-
¥oobo flr b % mﬁ—f;‘f‘a&‘«a‘.“‘ im%¢ (fibroblasts) > 4% GAA ¢ ABP &7t 7 H H5&
Bt SRS

FOEREL oV HEBH AL A AR I ERE B ABP B o a4 o ptag
ABP & £ X B - AL PRAEAARF @ B4 0 @ 0 i 3k it R S PERV A 9
- A (MPS I % # ;% (Hutler syndrome) ) o $* R74F e ABP 271 U 1 ic % v & R84
BAE R a1V R ((IDUA > Aldurazyme® V8% ) 242 & - 2 & L w
SEE G AT KEFER G ABP 4Bt 0 U P A RN RIS g o ) el
PE AU T SR F] o AT ABP cip $ SR Ard # F pim e frie s o
P ORI PEREAAE L G PRL o 3 i Cy5 ¥ K40 ABP RBIF 04 G vk AR F 2 Al
Thege # 3Tio R ¥ R U PERERLES o B ¥ K BACEL 0 T MPST R F B e P i
B AEA R 3 T R PR 3R BT 4o A2 (ERT) ¢ ArHpeb o

311



P EE

FoR457 a-frB-H BN AR IMF A ABP HET AN -a-4 B
HAv Ok fapr (GH) 725 38) fr#t>7- B4 @M H v (GH 725 2) chd i 447 o
PR F OB ERME > ¢ R LSD o @ 4 @ARHE 3] 0 ABP RIRT A 1 ik fE
FRi e ke v L p 0P R BAEHEE o &2 LARRE IR 00 B g
30 o a-H BARHAIABP R5e 1 41 T M8 GH38 -4 BAEH A o LA E P
B e B fRR ¢ S O ABP it e A AR SR PR R 0 5 BY B
fochfp g o 5 B fodoif fhdg B R L3 0 U A I BEALE (TS 1A 3% A 5 (ABPP) o
BEEF AR GES oL LA A G R RAPM ORF 2 ] A S Fegl R/ T R

B4 BAEHA S ABP RIhie 1] REH# B4 ¢ hGH2 S-4 B#H T (MANBA) -
Wi GBA #rd 3 L0R ~ 5> BV AR#F & GBA ALY ABP % 3z o

FIREETH LB T AR S EE [ ABP (i A4 0 gl ABP
a o iRiER pRH G- S H PR (GLB1) o 3 #8% H "a pr (GALC) > GLBI ek
Feans 3% GM1 # & & H ' R (f=% % % £ Morquio syndrome)B 3] ) » @ GALC
ix K R i:}il’@:fﬁa (Krabbe Disease) ° #3# B| » &8t ABP A ks & 48 4]0 58 e
frikie € 2 & PR GLBL fo GALC > ¥ ¢F » izt ABP » P37 GLBI1 $k 3¢
1402 (GLBIL e GLBIL2)* & 4 P %355 B B S pe - @ ff 8 2 i ™
PR eraed oo B FAEH BF GBA fr GBA2 & B-L U pA e ATk SR E [ e
ABP ¢hi & 2P ffde o pa AT ABP T A2 A R AT - L PR pE ek A e
e

B AHNHEBETNARLE T A EEOFE R T FEHF A ALSDFEL Y A G RE
fifrs ~TR S PEE B RO ABP § B A A Rk

o

312



APPENDICES

313



