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m [gENEARBE 35 O 2 4 & o 5F OO B O FERE N O B

E R W

1T CHREERHRIA SR BERIE T LV F —2F)

MAES

W IgE R, #E T N UREIC X 2 SRS E iz c7 M E—MRE R - MiE IgE
FHEZEHTARAMERELTETHL, BERLXE. & WTOREZEH T2 1 4
OE lgE EREBOFELFEMBSTATIO K I ;> AH747 DN) ERTHE L%
Lz, Shalbhbhid, STATSOSFRENED LI BUANZALTHEHWF DR
WABXBITHEE IGEERBEOET LYY AR ER L THRIT L, ZO8E. &5
i STAT3-DN # #3179 % £ OB F M OBEEN KT LE OMMAVHRENE N5 2 &,
@&l o RANKL (Receptor activator of NF-« B Ligand) O¥HAMET L 2 D7
DWEMIEONEPEEINRTVWE I RZHALNIC LI, IHh6DE IgE B ICKRE
7 & BT OREDOHECHE L TV A REEIRKR I Nz,

A. BRAREOBEN

185 IgE ERERECBVT. ZDOEEK
BIZFHSTATS Th 2 I WP S -
ebDD, STATS DA FHRENED LD &
AHZALTH IgEEBEHOZ K LIENR %
BEEILTVANRIELEALHL LS
Tk Y, B, STAT3DEHICED 1)
RE¥EIgEMEE 7T PE—MHEERE2ET
2. 2) EDEKIBAHIZXLTEENH
FOREPRET 2002 HEABIh-E
EAWRRETHS Y, FITHEFEA.
STAT3 DHTFRENED LD AHZ A
THEWTORENFKIET 202 HMEL. &
IgE JEMERE OB L WX ORE T 2 /%
FHE. BEEEZHELICTEIERZHBNE
LT Z{T>72,

B. iRAZE

BEiC STAT3 ORERE/ v 77U hTU A
BIERSHNTEBY, BAET5HE TICB
THEIENELPICIATVSE Y, 20
STAT3-DN @/ v 7 4 > <=7 Z & STAT3

D)w I TRy AL RBICHERET
boualgEE b E 2 4. /- STAT3 O#ie
HEII LIF 0> 7 ViniE%EE LT ES
FLDHEAE & I B E 2 X e tE A
H B, BHHER STAT3 @ cDNA & £ 74
A UM EAR T % loxP BT S &.
FOTHICE PTHAINIZA VL3 DE
HAEEALexon 16 #HET S L&
D, a7 4 ¥aF i STAT3SZEEKD
FKEBTEL I/ v T4 aANT
I N ERF LI, F AT T AD germline
transmission ZHEE L., D7 A & I
RaFFEMIC Cre 2R BH T % ZP3-Cre v U A
Ot & 22l L., 512 STAT3-DN % ¥
Tk @ IgEEEHOET VYU X2 1E
L, COTYACEBOTIEE IgE ME.
Th17 %4 b A v OEEREELREVNRLN
52ENIHETOTHBENICL VALY
WZh->TW5,

C. M7EHR
1. MIgEERBET VYV ACEBT2H



IR BE DT

ANt A EHERICEY A B EEE
RTHb, Ihx 96 IR T 2 5 L.
HOH LR 2 LB N THE 9 % & STAT3-
DN vo Zic kB CTEBEFHEREMVET LT
L5 EDVHLNICE T, & BT invitro 12
BOTHHFAE~ Y ADHE W RO & 3F
A ANDITLREIE T LT 2 2 e 6
WKl olze 3 HICT T ADKIEE OMEMTIER
B2l 35 & STAT3-DN w0 A28V T
B, B~y A HBL THWILV A TER
T5IEMNHLNER ST, TRHDE IgE
ERBEOTT AT ZDEBEMII L ME [gE
SEREEOREROMKT. WHEIT L EDERH
BMERS—HL T,

2. mIgEEFEHETT LYY 2B 50
EEliba e

STAT3-DN v 7 A O Wi & il id 2 TRAP
(Tartate resistant acid phosphatase) %
WX OBET S &L A ML STATS-
DN 2BV THECRHI L T, &
LI, ZOMBRELTERITOEREIBEM
LTwiz, FTHBOHWTDORMICENTD
STAT3-DN Ik T 2 BB OHEMIIWEE T
Hotz,

Rz, WEMEOREBE NS 2 HE L
72 v ADEHEMEZ RANKL & M-CSF
ZPIRMUTHIET 5 & TRAP B O &M
MBH{LN5EH, TORIE STAT3-DN H
ROFREMETHIER o/, #2T. *
VADOFHFMEELXI DI E SO
7oy E2 THIBILT, BFMlELTO
WE M bz atd % & STAT3-DN H
KD B B A S IEE B S b T 5
h3. STAT3-DN H K D & 2F Ml R i3 1E 5 & i
MO ML 2FHE T2 2 Lkl
hrofz, b, ZORBERICHEBI
RANKL Z @09 2 & . wEMIEs L RE

L7ze $bb. STAT3-DN v ZADWHH
Al A 2 16 B 5 13 235 #E I 0O RANKL 6 B %
HEVHEATH LRI hic, £#2T
STAT3-DN v 7 2 ® RANKL o & % #i 51
L7z %, RANKL OFBEMBEFLTWS
MWL DI T,

D. & &

STAT3 D FREIC L YV HET % & IgE
REMRREL. B & 2T ORE OF I RAR IR
e 5h, FOREEHEMIC S AH
Thole, THOZZ DMLY, & IgE
EMERICB VT, 1) STAT3 OB
DI:DICEHEFMEOBERETHER LS Z
Lo 2) 2HIC. B MMM o RANKL 35
HMEF L TV A b EhET L
TWAIZENHEALBMER T, Thbh, &
IgE JEEHE IC BV TR HERIE & R ET, &
S AT FLH oD B 75 B AE & JhURF oD B 0D FR4E A
HLTOaAagE»NEZ s, & IgE i
BEHORBE O > ba—icid, BEM
faDBERE % L 2 kL. FLR O EEE
EMEF OB O TR 3B MO EE®
FBEFREVHEMTH 5 AR R S iz
H, ZOWMEDNT VARRFEICT S a—
VT EHENHLIE I HIEETILE
WhdlEZLN,

E. # @&

LMD STAT3DREFEICLVRIET S H
[gEJEMRERHIC BV T, B MO BEER T I
& VB AEROET &M O HiR
ZoTHEY. IhhE IgE EERECIE D
HHERE. WIET. HMEOBEM. FLEom
FHRBEDFEKIIZE>TVE DEEZ LR
7z
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YRR E D RAE R L. ASIREIIC 8T
Z ol b H3E 0 IPEX R RE B DIRRE. foyE
3% 6 KR T7THDIPEX BEOEFIZOWOLTHTL I,
FOXP3 &= ¥R (3 L76fsx53, A383T, F373V, K250-1, IVS1+2T>G TH Y. 1 4
TREHIEES WA >l B ATIEEMIIC BT FOXP3*CD4*CD254T #ila
RH5%H 50, IPEX BETREHE b 1%UTICETL TV, ZERATEE
S T # (Treg) (3 CD1279MCDA*CD25*T Ml & 2 5TV 2 %' IPEX FE(#BE
% CD1279MCD4*CD25"T i3 (5 A Bk OMBE L BA 0. THEIOH
b Nt, CD1279MCD4YCD25*T Ml D BERE I 13 FOXP3 D%
WHEEEZ BN, IhH OB Treg ORIERMIITH 2 AIBMENE 2 N3,

A. HREDOER

[IPEX (immune dysregulation,
polyendocrinopathy, enteropathy,
X-linked) REfEERSSETEFEE. 1 BUPER
. HURBRERBE IR TR 2 E OB FHMEN 2
W, BEHRE TR EEOERZEL. AR
Kﬁ%%ﬁﬁk&é%bbfih&%ﬁ?
ERETH B, HHE. ZOEMLERETFLLT
FOXP3 H3[d € & iz P, FOXP3 1% F &
forkhead family iCB§ 2 HERFTH Y.
H e (regulatory) T #ifg (Treg) O¥4: -
MEEFB L STV Y, SE, biiE
O IPEX SERBEOERIRHY - SREERNRHICD
WTHSNIZT 5,

B. Hi%FHIE

N E T IPEX MEMRE & S s hic B %
5 IR REER D> 5 IPEX fERE# Akt b 5
BEZEELLEDTZOHKNRHEZHL

neEd 5,
7a—H% A4 b A MY —12TCD4A'T #l f
IZ 3 2 FOXP3*TCD25"T §i a2 5 TR IC
CD1279MCD25 T kD E &% MET 2,
R AN 6N IPEX ERHEEE L L 7o —
YA MAPN) =Y =T 4 FHICT
CD25*CD1279™CD4*T # Ha (Treg) %
5 70 CD25CD127*CDA'T #i i (2 >
ba—ov) B HEEL. TR RR IR S B B
AN TH CD3 Hifh e 6 IR E B ERIG
(mixed lymphocyte reaction; MLR) Hl3#
C &k o THEL, *H-TdR OHLY A & HE % H
~7z,
IPEXERBEHFORRKAEFICE VT
CD25*CD1279MCDA*T # K i & FOXP3
DFBZ 7a—H A h AN —IZ TR,
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TRERZH LT SRHERD 5N DI,
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A. HEOB®N

HAEE G RIS EE, 180 P2 E E,
DiGeorge fiE & #, AIDS 7 & o, T #ll Ha
RERE 20 EATIERE TE, HEkE
BCG EPIER IEE R PIIR W G E R L
<, BEALPTOIEVHLATY
5. UL, TNHDHBEAREIENLNICS
hb 6T, HEE X Salmonella 7p £ D, »
H @ 2 N EF A RS SE D EE(L T 5
ZENHD. REWEHLALN, WBOIME
FEIB OB HIE { Mendelian susceptibility
to mycobacterial disease (MSMD:
MIM209950) &MEh5. EFE, 6!
—#&, IFN-yv -+t 7% — (IFN-yR) 1 &
#E, [FN-yR2 R#EE, IL-12 Ki8EE, IL-
12R R8JE, STATI1 XR#iE , NEMO £%
fiE%, IL-12/IFN-y RO EE 2R E L
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NTM: non-tuberculous mycobacterium
TB: #H¥%E



