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£ M B X £ Defective Thymocyte Development and Perturbed Homeostasis of T
cells in STAT-Induced STAT Inhibitor- 1 /Suppressors of Cytokine
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YA A4 OESEZEICBOTIE JAK (Janus kinase) 3 & U STAT (Signal transducers and activators of
transcription) 1% 5185 {ZEEK (JAK—STAT pathway) BEELGEAERE LT\ 5, 199TEICHESH
72 SSI— 1 (STAT —induced STAT inhibitor— 1) &, FRO— D SH2 HIK & £ D CKAD SC motif
ZHEEELTEY, FEABRBEROCLERERLS, JAK 77 IV —0F F—YERAEHELY S b AL VO
REEELAMT 5HTFTHE ERES NI, LoLENS, ZOROEETIE, SSI- 125 JAK LSO STl
AT sk biERIhTE TV 3, AEN THIESR RIS 7 0E— % —TH 5 lck proximal promoter %
LT, SSI- 1 2 THRAKHERIEL IS VAV 22y 777X (ck—SSI—-1 P53V AV z=w IR IR)
EIEB L. RO TRIBICE 1 5 SSI- 1 Ok 5% £83 Ui,

(ks & UFkc ) |

FS5vRYV 2wy (Tg) <7 AERE. TOEETFE% PCREICTHEZ L, transgene DRBEEV 2 X5V 7
Oy MEEAROLTRHLALEZA, Tg vy AMBIZEIT 3 SSI- 1 OERBSHERIh,

ARMBEICT Te v 7 AOMBRICZEFALERLS o0, HROMBRRIEE I bo—LOoH 65D 1iTEY
LT, Te v 2R0RBHBEVOFRRA 70 —9 1 bA MY —ZFOTHRE L7cE Z 5, triple negative
stage (CD3 CD4"CD8") iz} 5 partial developmental block & v § THIfRD BV £, 3% T MkasEIC
BELEZZLTWARIEMHEOMEN T, k7. TevYATIRBBOIBEESHEL Y., o THRE*ED
L&l h, EEaY b o—L0HI0AD 1LIZETHY LTV, Tev7 XORETHRICE T 2REITONTY
TJo—H%4 bA MY —IZTESIKRET LI, Te w7 ROBBTRAETIZ, CDURZRO LR L CDE2L RBEORBI %
A, e, TrFY -V EAREROEAENEE I Fo— Lo FItlML T, CORBRID Tg
DRATR, RETHROBEEABIET R~V XOTTESES > T3 2 ENRRENT,

PED Tg<o 20EHHIR, XREENEERERGBAELRE (X-SCID) OEFIVIYRATH S, H@ 7
(7.) RJAK3D/ v 77U b A0 THRROEEITBOTEML T, 22Ty 7. /JAK3ZNT5Y
4 M40 THBIL— 2, IL— 4. IL— 7RI 2 iR O B RS 2. WST— 8 (MTT ®RB#&) 2B\ T
BHLEZEZIA, WThOH A b A4 ZHLTh Tg w7 ROBMBMRIZBERIEER LI, SO EMS TgY
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ZTADOSNTIREIR. v./JAKIENT B394 b A4 VEBSEEMHEIhZZIEILLZbDLEEZ SN,

— A IL=6.IFN— 7 Evntcy JAKS ZNS YA bAHAVICHT 3 MBBARORIGEA Y LAY 70y
METRE LIcEZ A, HlB#%D STATS. STAT1IOF ) VBMEL RNV Tg v X TREBIZEST LT
720 BE-TSSI- 1 OEAMN Y. /JAKS ANTHH A ML VOBIIRRNTREWI EWRBENT, B, Tg
TIREY SIJARKSD ) 9w 77 b0 ROERBOBIziZ—H—HLAE LA A ohicd, Zhid lck proximal
promoter DERMKE THRICEWTEY T B EZL N,
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ENEIT B S EDE LS o7, T OBBIESSI- I BIAK 77 3 Y —OHERTTH B &5 HMALHR X
T5HDTHD, SSI—- 1 BAEAKICEBNTE JAK OERAHEL, Y1 A VOEBEZEAHT 2 2 L Rg
Sk, SSIAEOBRLY, SSI- 1 ORI, 53BEDYA My 4 ¥ ICHRIE & DT, ERARHE
DFA b A4 VK UTHBIIC I 5 D EEL Sk,

RXEBEEOHROEER

KRXB. YA b AS v DOXTT 4774 —F ¥y JEFE L THE SO/ STAT—induced STAT inhibitor—
1 (SSI-1) O&EKIZBI2EMAEBO»ICT2ENT. THIER%E. FiclipMiaic SSI- 1 #BRERT S +5 v
RYP2=w VR (ck—SSI— 1) %2/ERIL, BTEMZII2SDTH 3,

Lek—SSI—1 P53 VRV 2=y 7o X3#Br 8 (1) /JAK3 D/ v 777 b X EJMUL 2 THEED
22U, 2OMRMIIIZ Y. /JAKS ZNT B4 A b4 THBIL— 2, IL— 4. IL— 7 ORI L TIERIEE
Rll, 51T, COvY ZOMIRMIETIE, IL— 6 R IFN— v RIBIc & 5 STAT OV VEL MBS h Tz,
CDFERIZ, SSI- I MY A AL VOBEREEAHTE L. UL BEEOY A b1 U P STAT It T 28R
HEFLBWIEERLTED, SSI- 1 BEERICBNT S JAK ORADHBRTF LW 5 HERBREDO R W EEDS
FEUTEHT A ¢ nis,

HEICBIFEY A MO COHEABEERMICERET A LIk, AEEBCEENKBRORBLERT 5 LTHE
KEETHD, AMERZOWMEL UTRKENEREEOLEI SN, Lo TEARXRENOBEILETI D&
ZZoh3,
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