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CTHAIL, T LESAMIEKA43 TEREICHEBT S
EGFRIZATINY 5 N#GGRIPH A AT H 2 & T, GM3D
EGFRHIHFESZALL, ¥ 7 F VAR TE 20 LD
MHGEL 72, 97CIC, GleNAc (N-7EF V7V ad3 v)
Kt NG A HIBESE & GM3 OHESH & DM BEAEH AR E T
W ERSY, ATHIILIZHEBLS 5 EGFRICHINT A N
AR ORE 2T )y —EBIU0H I by ¥y —
YIS 5 2 & T, GleNAcIER I K i O Bl §H O 778 [ 3
EA3% D 6T%ICHINESE7/-L 2T A, EGFRD ) Y1
IEGM3 I & » THEFICHHI S, 22k ), GM3®
Hi $H 1X EGFR @ N#§ & BUBE 8 0 GleNAc #2 76 K ¥ & i < A%
BTHI LA ENSZY. Frid T2, GM3 D EGFRIG
AL PIHIEEZ R L, 25A % & OB H~O ] FEE
HERLTE ABWA Y 7)Y FOIMPiEEIZH
UM EEZEZ 5N TV EDIIR L, TN TDin vitro FEHR
25, EGFRIGVEAL O PIHIIE B E (100~250uM) @
A TI)FY FORMBLETHL I EARINTVDS,
VR 7)) 4 Y FOMPIREZ# 5 7201213 Y5
DRGBLEL DI LR, HRICK AL E 2
E, Hy7)FY FORHIZXDRENTZERORE
REHI M oOMEHIZEE L. 22 TH4 13, GM3IOHEEE &
2 (ST3GALS) DFBUTHERREIHRE STV E VT
afE»Y 2 HWTHEIC AT B 5 GM3 D FEHL
RS, SFIFREEAMGEL 2. TORE, v
TUBLIZ X 5 Th, EGFRIGEMEALIEBIREICHIH] S 1,
MRS HESN S Z 2R aENZY (R1). B, N
V7 EBIEGM3I A KR EZ T ORI % U S & 5 7,
GM2 R GD3 AR OB I HE L 52 52 LR
{, GM3JFRMIZHEBILHIMS T2 2 LRSI T W
%, BOICHEETST3GALS BN ¥ — D8 AT H [
RWESBEENZ ENS, 2NV T OB X B —if
OHLIE, GM3DORIITTHICELLdDEEZ N £
72, AEH L 72 A431THIB AN 2 UST MM (ol e B ek A A,
FUF—=) IZBVWTH, NV TOBLEIZ X 5 EGFR D
Pl A L7 o ESA SN D 2 s, Zoft
G 7 M Z MWD TEH T 2 W RIR S 5.
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(A) GM31Z & % EGFR H3k OB 2 7 F )V O IS GREMPHA) @ Ml FRIEI25%31 3 % GM3 1L, EGFRIZAHN
T 5 NAEETIRES, JFICGIeNAcIERIL ARG LM AEAT 5. ZOKAGITL YD, EGFROY) YELizipH s h, Mg
WHI S 7 F VRIS SN D, T2, N7 aBIZ X ) GM3 G REFEEIE T (ST3GALS, SAT-1) %A L CGM3 &
EEZANETEAL L, MIBEE O GM3 BT 5. ZOH%, EGFRDY YERALEIH S, MR MR T4
. B)) VY —LICHBER L7 GM2 5 5 OMIEREGE > 7 F )V TTHERERE (FHEPE A ) © Sandhoff % € 7V < 7 A
H¥ED7 2 baHd 4 b (ASD) TlE, VYV Y —2IZBEICGM2BERL TS, VY Y —2NIZERELZGM21E
U — AT B SreFF— B EMALEHT 5 2 & Te-Sre 281G ML £ 1L, MAPK/ERK D5l 3 7 F U A3

WS NG, OV 7 FIVREREOWELIZ L), ASDIZERFERHMEZ R Y.

NI Y 7 F VN5 2 2585 Twb. Sandhoff
WL, VYV =AW AFVHSIZF—F (Hex) OBV
T2y hDOEEY (HEXB) ZEHIZH-D { Hex it
HICX Y, Fv 7)) F v FGM2B X UNGIeNAc K i HiF §1
S SRS A S5 B R A LR Z B MR R
THhsb. xE, Hexb® /v 77 FLIHEEFLY
7 A (Hexb" = Z)" OFEAFH KO T A b a4 b
(ASD) 7%, WA AHKOT A bEH A b (AWT)
LWARTHRERMIHAZRT I END, VY Y —LAIZERL
T\ 5 GM2 &340 S 7 F VR O PEAL & O B % AT
L7:. ZOfE%, 1) ASD TIZERK D) Y BALASTTHET %
— T, AktD) YEEALIZEIHI s B 2 &, i) ERKY ¥
A IS O BT IR TS IFIRAE I TH B 2 b o
= C ORISR N - IEARAT Y 2 B o e HE L, ASD

ORI L BRI L T 5 GM3 & Bl T2 2k
WA % GleNAc K SHIC X 2 b D L HELE L Tw 5.
F72, ASDDY VY —AITBEBEERL-GM2% %, ik
A MHexAWZ X VL7225, ERKDOY Y BALIZED
Hlsh, BRGEE S MBS A SN TS OFEH
5, ASDIZHBIT B ERKD Y »ERALTLHE & HHfahh 5 i o B
HWILHEIE, HexAB X FHexBOKRFIZIE DS VWTY VY —
ACHMBEERTLEE (GM2%5) ITKFELTWD Z &N
REENZ2F TR, GMEDOT Y 7 )+ ¥ FEED
BRI ERESEEIE Y 7 FVOTLHEICEG L TVWE I D
I, ASDD Y VY — ABESHPHIZI1ZZ < D c-Sre
PERBRLTVWDED, VY Y —2ARIZERELTWSGM2
Ee-SreDMHEAMEHIZE D, MKEHNOERK & O Ml g >
TP VREEASIEHAL S, R E U ORIt i & SR 1S
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EAMAE O M, THMEPE X IR 2T T, R A M REERMICHLREER 7 vy — (AU v b
) AL, BIREZRA. R AL b (REEEE) OMIBICIIGM3IPEEICHKIL, 2 v MRIZEESS
FATZ7Y THEEINTYS. (O 7Y Y iFolEdk MEIMISEOA 52 7aT7) » (Ig) FREAAL VL 1HE
DT 4 TARTFURERAAL VRO INMBEE B Y 282 ThbH. MIBHN XL 2, BrfioFray )
VEALEBAIASH O, FRISPY™, PY™Y, PYEEML (7 R) OFMALIEL, Nk®RPKCHREDFF—¥H2 ALY
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5.

FHOTVALEFZHEELTWD MM, chET
12, WINBEREICBIT B R 7 4 ¥ THEIRE O FERE & R4
TR, HMRENA VT A TEE ML TDHRETVSLIE
AWREENS (F1).

4. 70— EERFICH T ZEREEORKE

A7 u—YRERER LI, KEOF V7 RICHESKS ~
NZMAERB L OFER ERELLRETHL. SFTEFER
FeRMA 7 0 — CREGRE O R N BE T OISR S, %
70— YREFEREIL, RN A MEECRRNTEEZON0
TWwWh., ZOREOEITICED, KA MABEE L2k
B, BRI EME R BRI EALEE (FSGS) 23%64E L C Bk
METFTTHIENMONT NS, IAE, HHiRE 2 72w
A EFHA FOBHEIH (R A4 M) PEEH IR,
ZOWEEHE LTHAZ7Y UHAEHER TS Y, RERE
RFHA FORY) v MEEZERT H 47 V1, SRERES
VO YR T AT A S YR Th B L
EBIT, FO1191,1208, 122 FHOF O Y VD) Vi
2N LTRSS, b7 7 F Uy EKEHHET S (K2).
L, REYAL MBS AT7Y YBGM3 ELFIEL T

WL ZEFHESN, RNV A MBI T 5 GM3 DR
WS A DR SN, F72, SRERMKO I R
N Bl T2 EIC oW, GM3%D R 7 1 » THEIRY
MBS 557 OB ERBRT MG RS,
ZZ T, FAxlde FMREBEBICEDLETVTH S
Por 70 PR EMEFSGS <Y 2 2 \WT, GM3IZ
BRI A MEEDOIIETH B L OEITHIHNICENZ D
T2 iToTWD. ZOEFAVTIE, Jir 7Y YHuk
Beh812, 1) REBEDOY V7R, i) REH AL MIBITS
GM3EDIKT, iii) 7Y YO, iv) SRERMEELRHZE
BH oIz (B3). 2512, {F# L 72 HEK293/mu-Nephrin
HMIRBICHLA 7 ) VPR R BRI L 728 25, <7 ARk L
B, 279 YBLUEGMIDREL, ES5WCFE-T27F 0D
MMER oW AL BRI, LarL, MRICBITSGM3
BEMNSEsE, Pir7) YHAICE 2EEZGR, %
T Y EE-T 7 F v ORHMERIZIER ML &I S HE
F-mELE F72, PuRkcE A7) vBEER A7V
Y PY" 2 B0 EHAL S € 525, GM3EZ NS
5 e, ZOHEMAL Y — IZIEEMIB E R L ANV -
7o 512471 VI, TritonX-100 IE T 1 1] 4T GM3
RFyn 2 EEBEEEF L HITLTVEY, HRICX AREER
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