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[EW] XEarEdEEEEERERSETH 5 Wiskott-
Aldrich JEMEBE (WAS) O FIREEDIRIEIC I WASP #IZF
ERIZIARABEOERROBETEFNICE BT 7 F VEAML
FERLTIMBERROBRENH D LEZ LN TS5,
RIETRELZ BEL v, SHK A R OEREFEE L. WASP
A HEHE T b % WASP-interacting protein (WIP) D HEHE &
WAS D53 FRENDOBESIC0 EHRE Lz, [BR] Hik®
W OEFRE. WASP-WIP RHEMAK L THIRZEMS(TCR) 28
VT FIVIERER E LT ZAPTO-CrkL-WIP-WASP & 4 K O
ZAP70-SLP76-Nck-WASP/WIP 18 &K 374 L lipid rafts &
U'THRE -SUERRBIREREEN Y ;7 AND WASP O
Y2 V- bDGFHEFELLTEETH LI L, TCREIH®E
I WIPIEPKCIZ X Y &Y ¥ YERIL S L WASP-WIP &
HRI—BEICHEET A, WIP X ) EEELEEL SR
WASP iZ. % @ #% calpain & U ubiquitin-proteasome % 12 &
WEESREZITAIEEFHELMIZLA, WIZ, WIP /v
7Y Ty ATHBEICEB T WASP ZEHE AR
DIWBUTIETLTWAERL, WIP X WASP EHE D
FEICIIARTRTHEFEFHER LIz, BRI, WAS/XLT
(X-linked thrombocytopenia) BH IZB1F % WASP I X &
ABEEDIOWL L WIP FEEEBICEF L TWD, 2O
EBRDD, ThHDHEE I/SERTIZ WASP-WIP B &1k
FEERICHEBEL, WASP XV EASREZIFRI R
AENPBEBRFICEELEZIONT WP/ v 22T I b7
7 AR WAS BE THIED WASP EH 7 & % calpain & ¥
proteasome inhibitor TRHET 5 Z & T, WASP EHERHE
RS L. BEENIZD T2 F Y EAMMSEE L. [BIE]
WIP 12 &% WASP ZHE O ZE(IE. WIP FHAHEIRIZI R
U RERE D OLED WAS/XLT BEDHFHREDEMR
UF classical WAS & XLT O EETFE / REAMBOZHHICE
BErEZ bz, BAE. WIP XKITWASP / v 7 77 b=y
ADEBRBBPBELLTWE I &, WIPIZE LA EIZT—
FENTWBZ ERh, MR Z b T WASXLT BRD K
FEBDDH Y A, WASP BIETERFRETE LR P o 2E
BlERGIC, Eaf T 213 Type2-WAS & LT WIP X
BE D screening DHETHTH D, MELTHEEL T b,
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(B8] BORIENEY v/ EEEREEE (ALPS) . BIkEE
MR M/ MERA 72 EOBTRERA L BES) v/ EER 2
ED SHEIEER M E TARRERERSETHY. Y
UINERIZBUIFBTRIN—V ADEBEDNFRDOLNE, WD
OEFEFETFIRE S . RDEEDIS O type [a iE Fas &
BFOERIZE>THEL S, —H. BEEEMEEB 7 A VA
BYiE (CAEBV) XBIET A Im M BAERDIER & EBV
HAEMOREZHEIERTH Y. BEERAHTH %75 EBV
BIET/NK ) v /SBERREBELEZ SN S, CAEBBVEID 3
BT ALPS type Ia LW L 2 72D T, MEFDEHE L FDIREE
ERIZOWTEREME 5o

[FEE] v v sHiER. FFEE. m/MREA . EBV Hifkffio
BE X ) UM CAEBV &£ 2 b/ 3 Blilow TREZEMKR
Z 7 & WNC Fas HIZFEIT 51T o 726

[Beis] 360 & & RMIMY > /SERIZ B\ T TCR-a/b+CD4-
CDS8-T HIRE D¥EM % 7D IEMEAL ) ¥ 7SBRE HT Fas iR THI
BLTI7 RN RIFEEIN LD o720 Fas BIZTFEHT
EfT07l A, A VIO VHAOERIZEBARTFIAL VT
DEFZ 16, FreyAER% 24 THED. ALPS type Ja
ERW L7z, FomEDIL-10 W EEMEER LA, 3B EBV
BGMAIEFN 2 72 2 T TINKHIRE Cid % . BHEfAT
ol )

[#88] ALPS IZ 3\ T TCR-a/b+CD4-CDS8-T #HZ A5 IL-10 %
BETLI LML TWA; E5Z21L-10 1Z CAEBV TF
%2 LB ZEMHY. EBV BEREMIOMIEIZEL L shT
Wb, BLEX Y. ALPS type Ia Tid IL-10 B2 & ) CAEBV
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