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PN af F— ACEBT 5 HCHUFRERERIRRFE

BRmIIARESRASESERESEE By W BEH

(&= - BAY]

P aq F— 20k, WEE ) 28§ - il - R - ZEEZIECO L Lz orks lEasic. JEi
FeE 3 E Rz M REE 2 T3 4, JHIRNABHOEE TH 5, IiHEFACE (angiotensin converting
enzyme) O FA-RCaflilRH % EOMEFT WABMOZEZ IR 55, BIEO L ZAKREBRERFET S
72ODONA A —H— & UTHEELRIBEIAEE L v, £ TAMETIE, v af F—2 29
Wi, LN OREIIBI L) OOBMIREL %) ) 23— —OWKRELHME L7,

Il =2 2B EBHROKENIEZ L S bho T ZRWA, CD205UKZE Hv 5 L JRREAD
BETLEVIMERHA SN, ZOHEGIIREVWEEIONL, 72, FLaAf F—3 2 BEIMHE
WA Yy=ra7) YIdEEERT I ENSL L, RV IREIERICHCIAEREG L Tnwd LR TE
o LHMALINFE T, HOHMARE EWEWICHET 5720 OREEN 2 kDD - 72720, 7ELWF%E
BB I b T hdh ol GHIRA X, W IHE ThH 2 FRRFEREWE L ST L7z, #
BEHCOPURERIREEM Z2HWT, hrvaf F—=y 2BZMETHEIAO 70774 ) V7% B
o7,

(7 &]

— I H O RER RIS B A HEYMAROMB T, ELISAENHWSON S, LL, A7) —=
YT HMIZ, BTHEOY U HERRLUERET A2 EIEBEMICEE LV, 20 KRy U
NIRRT UEEIT) LBy 2 75V FREL ), BEHEOBVWT -2 2155 2 L%
BTl KB ZHCIAT T 7 7 4) ¥ 7 %479 720120&, #H L\ @ KEE 2 PUR PUR BUG % #
W9 2P E L SNTWze MR DB OER S IR 2 HWTREIZY Y37 HER e B
ChRIOFAMERE L, TOEMEZIGHL, 1) HND Y 87 F720F 2RI A F 2 TIN)VL
L. B F by 0 O AR EHRBT 5 &) iz e CRISORFREZBNICED 5, 2) il
TEIKE LR BPOWAILY 37 B % BT X% % AlphaScreeniZZ W 5, & v o 728l E otz
B L. HOYVURDOKRBIER 7)) — = > sl ae 2 2 A5 L7z (Matsuoka et al. J Proteome Res.
201059 (8) :4264-73)c SH IO FFEE VT, P af F—3 ZBAEOIMIES H CHUAR % 7R 12
27N == 7 Lz BRRNRIARO LA ZED L0, BN RIAR LA Y — 2RIk e il
P ORI & HARERLT & 2 0 HET L7z,

234 L. MR IR PRSI EREE ZZ Lz, S vaf F—=Y X, X—=F = v Mi,
vogt-/MIl-JE IR, FlfifEss. BDUMP (bilateral diffuse uveal melanocytic proliferation)  HF IfiLiE
. BEICAMEOERE TSP L% 2729 2 THRILL . WFRER-TS L Lz,

SER244E B LR CTH A FIRARF T O T A A T Ak ¥ —I12T,. HOYURNEER R
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FHfr e T, BEMEPTHCHREA 7 ) —=2 7 2B ko7
AW R M e R B B R B & 12 TR 2 [KEEAEF S B11070705134 X U°B120301001]
JEA 5788 g D B Pt B X O EN OIS IR - TIrb 7z,

[# £]

FNIAL F—=JAZBWT, SRAZ ) —= 2 ZIZHW2200083 0 % 287 2R L3 5 HE
RIZRODS Leh oz FNIZHL, X—F v MiEB X UBDUMPIZ B W CTHEM H P AD FAE
FROTAHIENTE (M1, M2EH),

E1 Behget's & X2 BDUMP f&
25 7 1
.5 c 1407
1A Re)
4 W Ef] 1 @
< o
& 15 1 O e 2 S 1007
ke )
L ke
x L
(0] x 607
= 10}
© =
© 5 1 ©
K o
& 207
0™ 0"
A B C DEF GH I J KL M
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Proteins
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SR 7)==V ZICHWT2y 37 HIZ2000M8# & REZWHDTH), Lard, KELGIE
TR W EE R DN D RIEME Y X, MR Y 8 2 EBATAZ ) —
=7 L7 Ll asf F=Y 2B Tid, HEhRPS S olze SO LX), H
Vaf F=Y AZBWTIIMBEER T % < MW S » 37 BT % HCHUR 2B EIE BRI %5
LTWBREERER 6N S,

P asf F—Y ZOHRFTRIZZBAZIED L7 R Th 720, Mic REND S 7% 5k
WERE TR LR BN 2 TR T 2R E DR T ) THH L b HMT LI LB TE S, ZD72O5NIH
NIFEGI TR 2R E 5 h o 7208 MOREFTEIEMEZ RS WRRED H 5720, S5 ITHEZ
RIS LT BEDD S,

iR, HERERATEM B X O THN 2 THO 2 EBOTICR LB L BT 3. S8AMELZ S
LICHELED TV E, BHEROFRIZO BT T LFHF T,



Be e 2 AU U 72 BIGENT 28 165 D 3 A

ML AR HESHEFEEREBTESHE we A HH

1. EREEM

ZEFEMICFENRE S B BIE I 2213 K& O M 2SS HUZTEIR S 5 Z & 12 & 0 FRRREA 412 Fia 2 BOEE D
HWERBTH 505, HEBIZECFFAERRT) 2 8o 2B Th 5720, L L 72 HET 5 TO
B, FFHRE AR N TR 72 & CRABERE X #iBh 3% C L 25 CE UE. PR HARTIAIZ X - Tfatkiy
RRMEWT L2 EATE D, & 2HH. B AR CHERS - TRAFT 2 2 L AYHD THE L\ 729,
R % 4 - 72 BFBR M) % 2303 5 720012 1d. IR 2 BEG T RE 22 MRS BT B o

JFMINE 2 < OIRG R TO8) 12 & o THAMIZIFREMTE 2 5503 2 O @ 7225, Ml &
B R ZT 7R DAY A R B 2 A E N BESREMIE 2 S AT 5 2 LB B,
72, BRI AR I ML 2l & B L P & L TR 2 i3 2 b H D, Th
SOHGE, DA oML 2 IS ZL S ¢ 2N TFOFIELZRBELTEY., HIETTTIEZ
NS ORF-ANEHAL L TR U oMl 2 iR ICZft S Tn b EEX b5, L7225 T b
L. 2OX) ZFMBoEGRERNTZ2RET S ENTENE, TR0 %Mo THF OMMESE M
ZIFHIAN L EEEEL S L 2 EPRICAR 200 Lk v, 22 Thivbiud, Ao ®Edardue
R RFERTFEEE L. 7 ZAOMMEF MR O FM 2 EEEY 32 & 2lhiz. TORR,
HAMESEMINE\ZHnfd a & Foxa (Foxal. Foxa2, Foxa3®WihheD) & Il s b Bk L7z
2O G T ZEAT 5 T, Sz O E 2 b o 7-file (HepMila) ~ & A
Ib3E5HZ LI L., IHilgo@Eay g g1 % W% L7z (Sekiya and Suzuki, Nature, 2011) (1),

1

=B HBAR

R 2 R A Li=7i&

2FEA AT 4R/
3 | — - iHep#liA2
GALG Y TATSET N\ e
iPSHARE p
S ———
1EFEA ML
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ER L 7-iHep MR I Z PRI O TE B IFBR BAR T - 7 8 7 BB Bl A L. IFfifasa oz b -
72 F TR T CORRMEFE, HRERAEDSTRETH o720 T2, AL THRICELZHFE Y Vi
FEE TV Y T ADIFIE~HepMifa 2 BAL$ 5 &, FMINE & U CREE % 5200 72 s 2 A A8 00 (2 P
B, YYAOBIHELZKRIBICHP SR ENUWETH o7z, TDOLHI, HE»SIERTETH
B ORAF DS RE 2 iHepMldiZ, & MIZIBH S 726, BB 2 IFMIE & L CEBEA~OINH AR S
b,

DiEZBE 2. AWZETIZ, =7 ADRE 2 S/ER L 7ziHepilie 2 BIE € 7V < 7 2 DT~
BHT5ZLT, TOBEIREBEEL., & BEZJH HIkOiHepMINE %2 F v 72 BIE I 96165 0 JE AT 78
1T o 720

2. BMREEBE

9, 7 AR OBAE~ 7 A O BRI O 5B - 8538 U228 o0 Ly T o0 i A
PeERF-& LTl L7zHnfda £ FoxaZ L b A NV RIZK > TEAL, I7—7 ¥ Ml sE A
T2 GO E LR R REE 2 Rt 5 2 L ¢, TN ZhofMilad Silepifia 2 /ER L 72,
F 7o, W ICiHepMifa 2 ikt ¥ » 282 8 (GFP) IS X o THERK L 70 B8 L 7-iHepfiiid % fRAT L
e A, RO EENEMLEET - ¥ VSV AR 2 AT 5 2 LR SN,

RIZ, TEALRFH G L o TRERF R ZFHE Lo~ 7 213 L, MM L CERLZ
iHepihe Z MR THIBICHEALL 720 ok, MMM EZ To X IBML2a > ba— ViR
st L. iHepflifa 2 A L 2282 B W TIE, 7 RAFEOLENRD SNz, T2 IO
2iro728 2 A, iHepMi R DOGFPRTEAMIEIC X 2 JFFls o MRS 23 BI%E S 7z,

KRFEDORERZEEE 2, SHRIE, LYYV by ZADOEGFRRPLIFBEOWBIT 2 S 51205 & &
BT, LIYEZ VMR AZRMINICT7 +u—352 LT, BEHEEROGEIIONTHIT 2T,
bivbiuid, BUE, ¢ b OBEMERD S8k - 8528 L7282 5 b iHepflld O/E R 2 D T
o D7z, b MM HR T iHepMLOER AT L 72B51C13, 7 A TOERE X 512
FEhe S, ML FER G L o TRHEN R 28 L 2 0EAES 7 ZADFEAt b iHepliia % # 4l
T5, LT, ¥ AiHepfligiZN 2. & MiHepMIE2SBIFERFICx$ A EBEM B2 AT 0B %,
LY ¥ Y by ZDAELFRLIBOMIE RIS L > THEREL 72w EE X2 T2,

3. B B

AWFTEZ BT HI2H 72 . DA R NEEREE AR B & ) BFZEh o T332 B Y L2 2
ER DX DIEHHP L ET T,
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TRAT - 7uXx7—EYHEKNFICKS

B WA A BB D FENE B
BESBASESHRARE - HMUEME BASHRRABHALERPD
2l Ry

FRAEAS BLPE 2003 BT 0 2 (S LI ERIR A % K 725 — D DIEBERE T, RIS EEL EORERIT
I ARAE L Bt LoD 72 DB & 7 2 BB RIRATH 5o €O RIMITF KA O 45561k
FARBEEM T, BRI T 285 & L OREMBMBE S OEWRE L. REFPEFEIC X
5 MO B ENE 2 LN TV LA, TOMRAKN 2 ERE XM I Tuin,

TP MBI RE 7 0 7)) O 7 EORIERIRIE I X o THR7TENER A S h 2o R
AEAEERIZ90%02E Ly F -HLA— WA 5 o [l & il #2 4l T3 90% DL o BRI AAF 3055 &
NTwWb, LALBEREMATIIEEZIY P a— L TETRBEOBALE LN VT $IEICE B IR
PHAEL VL R, FARREAINE V) EBOEREE S 2WiEo TWw b,

AR BB ZECTH 5720, HHOFHAEE K2 THREL &L 4 RN O Bl
BRIELTWD LEZ SN, RIEIHEEIC L OB LIHE?H S N IR % w—77 T, 4 R
RIS L WER D Z S BO LN ERNTH D, TOWRIITEBEORNIHLNTRENI ELH D,
BRIAEGSINFECTE 2IHEMEO NS 2. BESGEOMHIIZHLEZ ON L,

HEOBEH

SR DB RALHE % K72 T BED O & D Tdh Hdyskeratosis congenita (DKC) D JE K& (5T 1w
TNH, TUHAT—EHAKRE V) ARG TT O X T 2T 28D 37 Ba kT 55
TThb, RETIIBREOHAARAREEMPLMDSIZBWTH 7T X5 —BHEAREE T OERZ
DIEBISHE SNL R E, BFHMAZORNICT O AT —EBHAROMGAVEH SN Tw5,

TURXAT—VHAEKRIIBIT2WEEFERSY » 37 HARIKTH %telomerase reverse transcriptase
(TERT) 340t L7zMife T ZBAR S 9 BRI R ML IC RO 501 Th 1 . ImEHlaig
PEOHMEFFICHEE R EEH 2 ) LEZ SNDLH, TOFMIZKZHS 2 Th V. Fxid 2 Ok
DS T THAHTERTZYI Y [1& L TTERTAH % & I 55 e B 61 0 25 1Bk 2 B 5 9235 Z & T,
THR T —EHEEEROREIEGT 25 HA SR EOREREICEL 2 L2 HINE LT Z D 72,

iR i

FAEINTF CHARENTHEIYLENZTERT v 777 b 22 HWTHEIKL XVIZBIT 5
TERT O 1% MM B fill B 2 AT L. IS MEMOBE L E L 2BETUEY YA LHITADLES
BB O 7 R = 2T L, R E L CORMBHBEE T3 21320 T4 < EiikRko
ZALE KL~y AMEROF G E CTHMT A2 I L 2P LT L7

TRMN=J2RF70 7T AEINTMIIEE S Fbiv, NERMREEL S EFICAF 2/l %
PEbR T 20 CTH 50 HARRMRMAES OEMBMLTL 7R =Y ZADTCH#ELRD 5 4 LERA
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EPRHEO ) LEMBMBO TR b= ADPRERTICEHE L Twb 50083045056 TH5 LIS
fﬁb\TMHK;%%M%M@@?%b—vx%ﬁ%ﬁﬁﬁ¢$ﬂﬁﬁm®&@’ﬁﬁé&%i%
Nbo &BITHINBEEN - 5 TAEWFIIHE L2 E. TERTIEE ML 2 15Tk % 0B

ERINDZTRIN=Y ANLHHT LI E
ZREB L. CORKEEIZIETERTICE 5 7R
b — > Z IR T-BCL-20 58 BLEFE AR -

i - -

CD34% LSK

A 13 & o MmEMIE I B v TSR
WTERTHBIMME T T2 L2 W o2 L
(I4) . TERT®FEBURT 2554 b HE 55
DA WEEEEZRE L2, 22 TID
WAl Z 212, R TV ¥ 4 APCR%E H W TH G & BB AR~ v 2 & gl c#Efz TR0kt
BN 2479 L MBI, TERT/ v 27 77 b~ AEMeEHe s ML, fEZ2HETs22ET
TERTIZHI S 2 7 R b — > ZHHH K 7-<0 5855 i 1) ) - TERT D&k V) I E (@@ B, EEIYR
W 28R L7z F 3 M %2 B0 LRI & i ISMFFHHIE T (&R L TS
B % ML CRMT L7225, PR EICEAR CosEfs T
FHOAENRE L, WmeBdbI N TE ol 2 - a

MUE A Ui & LTl & iz fifu o Ty ... ‘0 %

| e O30
MM COERED L0 EE 2, 5% 1HlLED®E O
R FRBUFEN 2 FEL TV,

F 2R A TR M A S OTERTIC X A &l il R ~07 7u—F & L CTERT & &
L CHIBN CHHEREIELMEMO 7 37 BICER L. BUEZN SIC X % & st bl % fE 72 L C
Who TOVEDTHLE/IMESY » 787 ENucleostemin (NS) %/ v 7 ¥ v LEHA IG5 & &
MBS MEFRETE R b I 2 MPL, ZOMBFIEEIC OV TBAERNT ZEDTnb, T
DO TERTHE S F ¥ 237 AT & MMM ICHEETH LI L EZWLNIILTEY, 4% TERT%:
Hulh& L7z v 37 BEAMRIC X 23 M fl i > w2 0 %,

CD34° LSK

young (12 weeks of age) aged (46 weeks of age)

FH A= o
i M 3 R Z TR

Z1

SEROHED

CNOLDOMEZIERSE, 7027 —EBHEHRE CICTERTZH A EMEfiao 7 R b —3 X
ﬂ%'JﬁI] MR EERICE 5545 3y 7 HlEERE 2 Eodic oW 2 L
&0 BB OGS L) IIE T SERMia & b E R S HAEAREEMZ M0 & L ifae
BEROBENBEHO %G5 LEZ b,
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N FaxF v AF LY b ¥ Ve ORESE

FEAYESERRMGENR A3 WH  FFET

H R BOEBRE & 3 A S (EFICMEZ > e &%) & HIWEIL (IR & ) o
DBAZRRIES ) ZHBETH2HEMREATT, BT ICRET 2 2 E0% 0, Sttt sy
LIZON T, REICEEBDSHEML T T,

BB BREER X, 7/ ADNAL YY) A (57 ADNAH B\ ixk A b V56) ORFEIHRE
LTHELREEZOLNTVET, L7ad o T, BHFIEBIEBREDIE M > THRERPEL 250
& MEEE L BIZZ ) Lz ADNA, TE¥FJ ADNABREAREICHER L T L 20 & —#kIciz®E
ZAOENTWET, TEF ) ZAREIZOWTIE, PAWHERFHEIRICHEIT S 2 by Y DNADORFE 7 X
FVALERIC X 2GR RS K MRS TE I L2 AFIMEY P U DBEETEA =X
2iE, B, o TRSY FHATL, 29 Lo, —MEEFHRIEBEBRIEICB VT, TET2
(tet oncology family member2) EIR¥ DHERERKIBRZRAHI20%~40% DFEF TH LD Z & 754
HENF Lo TET2EMETIEAFMEY P YR FuadF v X F Wby by v AL L8EE2 01—
FEHZEDBWHNPIIEINTED, TET2EEZTERDDH S5 EDNABAINICRENE 2L ZD720I1F
BERIEBUEBEREDOFIEICRE D L ZE XN TWE T, LALARAES, 5K ©60-80% Dl Tidk, TET2
BIETOERIAONTIEA, 2O RS, A EHTETZEEEFERIIIOZE T ) 287 E, &

SICIIEERED A D = ALDPEET L EEZONE T,

(W55 iE]
R BIEGERERL T OE R ERDMEICE DT ABH~NOREZWSPIZT 57201 F
T XAF ALY b Y VEEMNENT % Dot bloti 2 X DItV E L7z, S 5121, Mgz & Lz

EEFREUNDA D = XL 12X )T ) DEEDPELD AN AL M LT L7
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PEHRIL O HARE 03 2 B2 Wik & iR HE O
I ) 72 PR BRI 2E

KRAZASEESRAERARSEEOREODENRSE B e AH

\N %

[(AEOE=

PIRFLOHIE X, HOHWBERIZKEI D ) 2 EERAHOLEETH ), ETHIOALE B LRk
NCIZIENC B L R T SIS T AEHEE L CURBHASR DA TH L I LR ENT
XF LA, BERERCHRTRME FF—HEPERNCA 2 woRHIRTH ), DEBHEO A TIE
AEBRZWRTELRWI LT, WA T OB AEBICH L THITH S I EHIREINTE
D, HFICHEAARII O N TR B ES s Em RS, B AL IZIEFRSEOHHERZ2BITI LT
EHLFEFTHEALTEE L L2LAAS. BFATORBRRHIEICE VT, FAAR N O Z v
HIENRTELODLBBHRESICRON T, BREREATCISHEILINLBEETIEIH) T8
Ao ZENHE L TODLHERICBWTH, KMIERALLCIIEDEHE & LT, RIBO L Jiti ik (2 JeBkir
TOBAL, HBIA O 2 BRI IAT V., R BOON L RWEEE P CEE LA H
BRI B — AR, g, UG & S ERAEEOBRAZMEL TV E T,

— U TIE, A A O IS B OB AR R RSB X GOARBEANT B LA TLO
BEBLICE D, (3T MoHEAEFICEHETAEMILIFLIIEBLTCETI L, 2LT. o0k
DAL 05 O FE ORBMEAL R M A S L Twb 2 L 2R L, MRz SN L HARR
BEDSTREAAL O BIRRL M BB OB E v o - HOEERIEZ X D RNCE»E 2 2 &%, RICEYE
Bra U CRE L C& F Lz, E2TAMIIETIE, MAARATOLIEZ 275 L. € O%OEBHIZH
T L 72 PERRAL O REAE B O FE 1O VB B A UM ORI E 2 MGET A2 L2 X D, Al
AHRIIN TN £ 2 DEO B OB AS, WY H CRERER IS E L RIZTh2 et L E L,
F 720 BHALRHUNNE OMK 2 X/ L TWwb EEZ 5N TWAmicroRNAIZE H L. A TDEZEA
AIRICBIT 22 Bt L E L7z

(& #]
1. ARSI TOMBEEAE 12 & O AR GLRIL CFRE O DR RE DY 0] 97 %

R RILRALOARE 6 LTy 8 D 2 I3 IRAE) B O Al A A BN 0 2 2678 L /DI hi
(ZHE L 72240 B 0 N T OB h 0 LR RE &2 DB E A IS TREI L. T & L 2 kRt
MIZT L7z 2, BEDEIIDH D O0MEM, B & 12, AOFERINROMI., &£
LEANEOPMESBO T L [K1].

X1 LVDd; EDEHEREER. LVDs, ED0EINMERR. LVEF, ADEERHER,
Continuous; JEfHE)EY. Pulsatile; $HEIEY. Pre; AT DERER. m; B, v; &

mm LvDd
80.0 -
* P=0.003
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- ===Dy|satile
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2. HARILN TLOIEEE A 12 & 0 DA NS BN %

S NS DREFI O N TR K I X OIS O .0 2 R . SR de® g I Bt 2
TOBUNILE OB ZWE L7z & 2A ANTLOEA I A BASBEE SN 5 2 Lavb b %
L7z [K2]e b5, ATOEZZESE LOBNOAMZIES T I LI ), Dlifz &k 51
WAL SO iig L2 b 763 E2 6T L7

X2
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Continuous

Immunostaining of CD 31 (x 400)

Pre

3. OBERE I & microRNAFSIL & O RIZHBEDAFAET S
R AN T OREEA R R BT A, microRNADFEI % MicroArrayk: B & Ureal-time PCREZEIZ
TEH L2 o2 e & ATONEEENH & OBtRZ T3 5 &, miR-23p, miR-29bIZ BV Tit
FHEMICAEE MM ERLE L (M3 ],

K3 LVAD; EZ#BEIA T DE

14 20
miR-23 . miR-29b
12 *
pfiE(Prob>F) 154 p (Prgb>F)
M 0.0437* 0.0356

ZHLE
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BILE
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“ / Ly [ =
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THEIL72E 24, MBI AT OIS C X 0 OFkRE. ML microRNAZ Ek4 1535 1 F 3
Y IIWEALTHIERbNY) T L o2 X DFEICHE§5 2 212X ), SRILOHED H E
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Mendelian susceptibility to mycobacterial diseases®

RIS DML B & OB BLEIR FRREBE DA

Ak B BREE B2 e

\N %

[((AEOER LB

R EOMBRZII O LT HMBNFERICH L RIS KM% R 3,
Mendelian susceptibility to mycobacterial disease (MSMD, MIM209950) & #&FRENTW 5, KN
IZIEBCGH Z X U & 3 5 MG EDURR N IZ X 2 ¥EGTE, MO BREHENRETH 5, MIBNFA
W3 BB EIIE, BiZx 707 7 — VRIS LTEh, MIRPRATLE, Th
5 OMIME X D interleukin (IL) -125%557 WA 2 AL, THIIEZ: EI2HEI L T AIL- 122 ERIHEET 50 Hitw
Ty IL-12ZF K2R L2y 7PV ERIRENZZHIFIC L 2 THIRZ BRSO 7 FVIZE Y
interferon IFN) -y 230 &N, 2707 7 — Y FEOIFEN- y BRICHE T 5. TORE, MA®
signal transducer and activator of transcription (STAT)-12%) YEfL S, ZWIZEIT L. tumor
necrosis factor (TNF)-a .\ IL-12% EO@ZFAFEI L. EEMEANEHL S L, SUREPERRAGEE S
N%b. TOIFN-y /IL- 128 DRI R REREICL D MRNFERICH LS BREMEEZ 245, B
£ F T2, IFN-y receptor 1 (IFN-yR1), IFN-yR2, IL-12p40. IL-12 receptor f1 (IL-12Rf1).
STAT-10 5 53 FOMIZFREIHE SN TE 7225 HES HIZ, CD40% 4 L znuclear factor (NF)-
Kk BREBEOWEHALICE S L T\ 541 Td HNF- k B-essential Modulator (NEMO) ., HfiEke~ 27 o
77— B X ORI D55 b2 B 5-9 5 Interferon regulatory factor 8 (IRF8) BX v a7 7 —
DIZE B HAICHHE L TV ANADPH oxidaseD# 7 1.= v b TH % gp9lphox% I — F L T\ %5CYBB
DBIZFFH THMBA R LRI LA Z R T 2 LU SN o T b,

BWEIZHARIZE T 2 MSMDO R WFFE S L CBIZWERICHT 28X Thh B 69, Rl
WD7zbDA 7)) —= 7 frbh T, RiFFEIE, HAIZEBT 2 MSMDOEEDORE I X U
EFREORMMA L) —= 0 FOMNZITH) 22 HE Lz,

[BARDOMSMDICEEY B EH ]

BCGHiZ 13 Lo & L7-IFRiB IR W & & 35
CGRZIIL L 72 JERE AL P BUIR 1] I e 51 EXEORRCBRE

Wr L 7246B112 DWW TG L7zo 2 D465 D 551 BETREDY  BETREGL AN
Y LCIBCGRIAIR D S o7 (£1), BEY T b
VD% <o MM AR AE T IS X 2 e diE A3 B I T OB i johs  sam A
o . " s, p— AU —;‘}J " BCG + M. avium complex ) 2(28.5) 0 (0) 2(4.3)
L7 75]?15“ X oz, JE1K%:,H\= m % DD M. avium complex + M. mberculosis 1 (143) 1(26) 2(43)
BRN-
X 7HITHY. IFN- Y ngﬂl\:ﬁ'i‘ﬁﬁﬁ; 6 ., NEMO% osteomyelitis/arthritis 7(43.8) 24 (55.8) 31(52.5)
Iymphadenitis 8 (50.0) 8(18.6 16 (27.1
BRGNS 1B 57 (2)e CHLDREFOD B e T
pulmonary abscess 0(0) 247) 2(3.4)
6 5 (85.7%) X, DUl IERGLRE (BRI R L REFRALURGM, AEFERGLRZ M

= SHNIEV—FERETRESHYE 6 RETRELZLIE)

THEY., B2 I L2 6 B TIX, WHEIHE
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BCG n =

: B 4ly 36y HiRiEY v sE IFNGRI 818del4 S F 10 (4-36) 14 (4-75)
MACS 5 il it i .

3 8 2y 2y BCGS R Al IFNGRI 818deld Fuh -k Ll

4 X 1Iylm 10m  BCGY L5l Bl IFNGRI 811del4 FEEHY (N 2 0
BCGE Rl

5 B 19 d4m BCG%;%.; T IFNGRI E278X HREFTTOHM 9.5 (7-15,n=4) 10 (1-46, n=35)
BCG
T Bl (BCGRE S AEHI)

6 x 12y 6m BCGY s IFNGRI T14deld L% 85.7* 7.7
BCGY ABRBERHY®)

7 B 10y 10m  SaERiEY >Nk NEMO E315Q 3 *(n= 2 (n=
e E e BRRSRFER) 100* (n=6) 4.2 (n=24)
MACS 58')> M ¢ *p<0.001
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IFN- y RIBHE & W L7ERI ClE, HiBk/~27 07 7 — YV KMOIFN- y RIOEEHZ B 5. %
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a BEEREMET LTS, ThHz 70 —% A M A M) —CTHERAL, MEETREORNZA 1) —=
YR L: (K1, 2),

X1 EBIRFREOIFN-yR1HIR E2 LPSHEICKkDERANTNF-a EERE
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BE I 0.00 ° g—.
Control ! r = ]
<t ':I 18 —r.l | ii'lJ
3 —
g 018: & 59.9
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1 IIEI!NF_C; 1888
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TARZ ) ==V T RATVEIR T EE D 7 L 72T 2 0o 72,
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<A 707 LA & A7 RKEIMEAAIRmRNA S OMREN 2 217w, ST ORERICBE W THHE
HHERMICTTHEF ZIFMET LT B 5 FE2REEL. TOMEZREITH L VWEREZF2 BT L
ZEHH L7225, -2 B8R FREZRET S LI TELh o7,
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1. AECTOPtenFEHiZ AL & BliftERE O FEFE G MIHTH % o
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DAL 35\ T LA 2 Wi A TE & ik SRl & 1 ) Mt L s H 7z,
2. AECTOPten RIEIIMBEHZEDAECTY A b ¥ v 7 2 a U ’ £
MitEBE 2 O MIFARIC B VT, 7R b— ¥ A B f‘:PtenKiFa? T AL TENLLNE
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TERC L. ER N 77— A MEE R LR
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ZETY, [HR] Lo THZDERIZZHRTTOT, ERPII L THEEKRE L TEEIATIC
TN ITNIER ) FXA, THZOLWBERINLITNIER) FHA XHEETHHITITEES
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