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HIMLCwAZ EZRWZLE (K8)Y. oKL S
N7-GM3 5 TR 2T IR 2 X Lo L T 5 8MAR x ¥
RV v 7 vy Fa— 2 OEHRIIERE L 72 2 AE»S

BM$ %2 LD TE UM LIRE~ — 7 —Td 2 WHEMEDS
Y, JHREL ORI AHBI AR % BUTEMGER Th 5.
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5. HXTUAY REFEERNETHEBY 7€y bO
FRBE 40

THIFL DY RARBERE B & O THILZ 21K (TCR) ¥ 7
FVAZERE IR IS LR SNTE B TH L. &
A, BEMERIC X 2 Mo LB o b HoT, T
M & BUEFE RN APC 25 % D3R IR T 5 “SeiE
VF TR ONEALDL WS PICENRTELY, ZhET
W THIS LI BT A A Y 7 )+ F (Y7 VRE &
AT 4 Y IRERE) OFFZW Db WE I w5, 72
& Z2IE, PLCD3TPLCD28 BRI & A TCRANFIZ > THE
BENBEH 7)) F ¥ FGML OmMALIZCD4* THINETIX
#5205, CD8' THIITIZRI 54w, 512, ik
T % MEEL T ClREmE L 2 oxHmi & czhe
NGM1 &£ GM3IZEAZRL 57 MK SN 59, L
ML, ALIHEBY T =y b (CTx-B) 77 Fo1f
BULRHEBEMAATICRE S CHA STV S5, Tkl &
N577 MIZO—HTHY (FBk), WEBEDTOE
WIZEDLEHR T T VOFENEZ OGNS, NAT,
oo Z D5 LI L TGMI BB EZD L DIk
ERECDSDHLZ R, MRICEEAT 2 7)) ¥ R
FHE LTOMIE~Y A F—KATHETr—AdL AL
NTnw5b.

CD4" THIlEB X O°CD8* THiflgicED X 5 v 7)) %
YRPFEBL TWEDON)%LC-MS/MS TIIT L72 & 2 5,
THINICRBT 2 7)Y FETHMRY 77Xy b Tk
WZHBINTH D, D4 THILIZGM1 & LD a-R%1 (K18
ZIR) OFBAHERE SN TV 525, CD8 THIZIZX GDlalpha
%> GalGalNAc-GM1b (extended GM1b) 7 & ®o-% %1 (X
IBSI) BEMICZEIELTwz (RI9A)7® . X512, 20
Wy TN Y REBNRY - OfEE LT, GM3SD
EiE B CDA” THIKL D A CD8” THIAL X v #34%
<, ROFIC GM2/GD2S D %E3LIE CD8 ™ THINE D J7 A% v
Wi ZmR L7z (K9B)Y. Thbb, A7)+ y FEK
WD LacCer MM I BT, CD4™ THINE TIZ GM3S DI
PEIZ & > Ta-RANCEBASHEAR T <, CD8" THiIlE T

cD8* T

‘ o-F4l
‘ a-y
YAY:

0 MRk
Wco#T
B cos T

HaRRMER £ R D RBI
Y HHER R

GM3S ® Gmz/GD2s

Bo THNaY 74y MMLBRBICBET R AL 7Y Y KT
HORIMIEBL

CD4" THIML & o L Co-RINCEMAHEAR TV L H3#
ZoNs, THRY 7y MBI A7)+ ¥ FEH
I8 — V DHGENGIERBE ISR ET 2 0G0 T RIS 5
720N, H 7 F Y FEGKRICHEE T2 o0##E T
& 5 GM3S B X I GM2/GD2S D dfn T-eiZE~ 7 2 (KO)
w7z, GM3S KO TXRTDa-B X Pb-RHDT > 7
VA Y FORBLTCo-RMOAFHLTEBY, GM2/GD2S
KOIZGM3 L GD3 Z B XRTO A ¥ 7)) & ¥ FAKRIA
LTw3 (FIBZH).

WMHFZEE DKM IEMIE X, £$KO~ 7 2B 5 TH
Jan b X O E MG Lz & 25, Kok, Mg v~
INEIIZBUT A1) UORBREUIAER < A L HEETH -
7o F 72, BRSBTS CD4T/CDS T THIBL DB A1 H 2
b7 <, U ¥l X OWIC BT 5 THE Bl
BLUCD4" THINE “CDS" THIRLIL & BRI < 7 2 L[]
OGS ER Lz, RIS, BARBIXUOKZKOY Y X L
D HEEL 72CD4T THILEB £ O°CD8” THILZ, HLCD3HL
REB X OPLCD28 PRI THI B L TCRARLEE: @ St % 1
FL72E A, GM3SKOTIZCD4™ THIKL OB A B
LV A M A VEAEDPEEIMKLT L TW/A225CDS™ TH
Tl FE 72 IEETH o7z IEMIZ, GM2/GD2S KO
Ti&, CD4* THINADEHEISEB IO A M h 4 ViR
FoK EWTHo72ACDS" THI CIIEEIZKTLT
W72 GM3S KO® CD4' THl L B X U°GM2/GD2S KO
DOCD8 THINBIZK LTT T/ A VA EHLTENRER
GM3S B X U'GM2/GD2S Z #nFEA L L 2 A, TiHE
HITHHMALIZIE® L ARVICEIE L 72, 2518, KT~
7% ¥ F (0-%H5®GA2, GA1, GMIb, GDlalpha, a-% %]
@ GM3, GM1, GDla, b-2%1® GD3, GD1b, GT1b 3 X ¥ Lac-
Cer) ZHVERMEICHA L 2255, KO~ 7 A THINLO TCRAK
FHRSERF L72E 25, GM3SKO O CD4™ THINETIX
GM3, GM1 & %\ EGDla (F &b BHaRE) ZHRIML 7
L EORGEHALAIE R ICHE L, GM2/GD2S KO ® CDS*
THIKETIX, GA2, GAIL, GM1bd % X GDlalpha (T 74b
Ho-RY) BWMLZZE ZDORGHWALAIERIZEE L 72
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EETH 5.
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FHEVERE S (BE) v~ F oI ZETN) OHLTHR
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GDlc P PEIL-2 A Th BRHINE & GD1c B4 IL-4 2 4 Th2 B
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YTy NTEIWXRBT LT 7Y F Y R THANGE,,
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ORI EEZ 52 TWL BRI NG. 4
BoOMESHFEINS.

INSOMEP ST AL, WBRICEBT 2 THR bR
(L3 b 7384 &, TR 7k b 2k opilgE 58
DFERTH DY, Z OWEIREEFUIFERRN THINE~ D B
WA RBZBETHAL T &, T74bH, “Glycolipid selec-
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&, OVAWAIZ XY, Mkt Th2 A4 M A 2 Ef
FRER, ) YNEROBM, TabbB T LIV X —MAGE RAEDS
HEINs (K11A). BAR<» 2 & gL TGM3S KO
TlE, MRS /ESWoOMH AR S (K 11B),
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YA TCAT o 2R TIE, WIEAEREVWIEDON
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GM3SKIH~ » A THEMIZHRI S NG, DLy, D7k
&L GM3SHKEED T > 7 ) F ¥ FoTHIE 7 LV ¥ —
PRERIE DA BEE 2R EHEZHS TWDH I eI L
7. GM3SBLUZD LiRIZH B 7 Vva I vtT I FEK
BHERT 7 MYV T I FEEIHESR O ED IgE 24
WS X 2 B M O T P AL AR B R0 AR, 2 B2 & &1
L0, TUVF—HRERSEZRKTSE5 2 EbHESN
TWwaY B, SFSTR@EMHAIIEN ST
A%, MR & U CIRRE I 2 SR PN 20 < EEE 2 H
TEM DS 5. F72, THIRRZER L L7z Rz ipE & R
NTWEH, H5W25H THIRIEZIH T 5 2 LA
Lo TAMIRBIFHIZEL L, THBEREDH T TNEHO
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U F ¥ FEEHIENIC X 2 THEY 7 v s oI "
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H12 ~7 Ao A7 4 v THRE OB, A% 2RO
TEEE R Bl 1 AU 2 B 5 2 57

GTlb, GQl 2 EZ B L T 5. MO - F6EBfEICE
W, MRVERENIRE o FEBL Tl - FEBLEIZBIMICEIL L,
HEHOH (PO) FTIAYZ ) F ¥ FOFBUIIEA L 72K
CIBIEFRUSTHEBEHT 2. —), WETRAERD
HEFEARRE O U LRI LT, 2 o ZIHE D3I 1 8
L, Y7 ZADMEWNHIZIZMN. L72F > 7)) ¥ FEBH
N GEAETAZEFNH L (K12)Y7. FY 7 F
VIRESAICKRIELET Y ATH D GM3S & GM2 &)kl
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T3 5%, —JF, GM3SKOY™W AE X ¥ FIDFEHNIHE
IR THEEN, ZITIEFICEEL, Hayd AR L g
LTRELEIALNE V. GM3SKOY T ZDITIFTT
TOERTIE, a-, b-RAIOF Y7 F ¥ FHHEL, @
HIZEAERBDBARASN LV o-RYNDT V7)) F ¥ KHFE
B35 (M1B). #ido X 9 I2GM2S/GM3S DKOY 7 A
WEAEBEP A DICREPTET 5 2 L2005, GM3S KO
< ATIE [0-RF] Y70 F Y PG IcERE L
fa-, b-RHN| 70Ty FOBEZNAE LWL EE
AbNb.
VRERFBRAETH > HNBE S AL, GM3SKO~Y Y
A DATEIHZAREF O HINT, + AL X ZADGMISANT
ORE~ 7 AH S FN D HET OME T A E Z 17 -
Tz, PR TRAZ IR D 1A T < e v o3k B AR
T3] LEHIDT, BRIELEFIIRTLEESEIT-
7oA, FIZHTARRZTRFE oL BOLNR W
CEAVHIBIL, ERAAEBAEN R RER A (RN SO
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AHERE N2, GM3 KO ™7 A DRl RE E D B 13l o
TV~ A LR L THIHITHL, 7 ADRE
AR THLAEBNWI4HBECTTCIENMETLTS
D, TOBEHTESICHEE L. BREENICIE, GM3S
KO~ 7 A& IV F 3 O4 BN ORI 22 21 - W&
2, BRI EEIRE T 7O RS A eI & B L 7
R AR L2 (K13). WHREIZ b AT
19 555, GM3S KO~ ™ A DFiE TR B X OF
BREICOEFEIBEOON LN o7, GM3DAZFHHT S
B4galnt] (GM2/GD2S) & St8sial (GD3S) O HE/KIH~ ™
AT, TOL) ZEEOHKIZED LN TN L
50 GM3IZ IV FEOIRE - BEEMER ICB W TEE S
BEEHTHIEDNEZ SN GM3S KO 7 A Dk H
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BRI L, THROGMIA Y 7 ) F Y R L3
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wcb\% 57)'

2009 4E12F% & 338 L 72 GM3S KO < 7 A D I 137
PLZFNIE RS RWKELRMEND 727, Zhide

b D GM3SKIFIE & ORI CTH 5. 20044, 7T—3I v ¥z
DRFN GMIS KIADIEFI DS W2 S /20, Zhide b
BB AT 4 v THEIRE A G BCREESR O RBOFAEE IR
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HOFRFEIZH L TIIMBEOMRREIRE Tldz <, Blaik-
WAREOMBERFEICEI 2 DTHILEELZONTVSE?,
HEDLZAH, FADPERLIZGMISKOY T AITBW
T, WELHERYE, @FHENCBIT2HEHELRTANA
JERZ EidA SN TVwARW., 2ok b=y 20K D
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U2 L MR L T BESH S, 2D Na-
ture Genetics \ZHI S NL7z5w 3121, HEEREICOWTO
REIE o2, LaL, 20124E121%, 79 Y ATHR
W2 EN7-GM3S RIBEE CHIE S HME SN/IzZ &h D,
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BERVINWVNRZTNG VA AT —DT—3I v 2D AL
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ZEiN, GM3SKIHBHLEIIE-T, Y7+ FHi
W L OBBROWEEZE-> Tn5 7,

WA TEMIEE X OYHE ML oML -3 X 02 oM
HNTIE, SEERERE 5 >3 7 EHZF NN 7 R AE
R LIEE (ANEJE : stereocilia) DILHE - #EBE &2 MEFF L
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RS> 7)) F 2 B, A TR O RS R  wHis o TF
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Y7 F v MM E TR0 REE A HAER
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HAMHSEAOA ML A X P, SR 1LA
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