BRI E 2 D FAE DLHH A % fiFEA
—ADA2 RIBTEICH 1T B RIERIRDEE—

=

ADA2 KIBJEIL. ADA2BEFOERICLE>THID2EOAENKEETT, PERE~NEFRTMEL%
U SN O RIET R INEE - B, BPREDERTHEVE T, AFICH TS ADA2 R
FEDBRKRRIEINE THLMNH>TWEFATL, £/, FROFALS FEFHLTBETL,

RBRFREREZAERFENERFZHE CEEL ES, #EMNR BB, N\Aaln RHEZRR.
ABAKRFEZENBR BNFRER BRSO ORR I V— 714, AFICHT S ADA2 RIEFE 8 ADERK
BREZPAONMILELTe 8 AR LS ACBVWTHMEXICLIZ EEZONIMEEDS L < IZMHMZTRD 2
ZEBARBICBLWTH INF A ZAWAZETRIEDIAY PA—ADAIBEICHE > TWVWE T LR EN
Hhl) L7, 7o, ADA2 IBFEEREOMBZA LT RNA EEHOHKRFEM ATV, INETRES
nTWwi 18 2—7x0> (IFN) TH2ZIFN-a/B LW H, TLANEIFN THB IFN-y &, B
A bHA VS T FIMBEOEBAEERT TH S STAT1 OBEFEHIIFENICRO 5NDEEZHSH
ICLE L7, AERIE. ADA2 RIBFED A7 59| IEEGMOMEREBEHOBREFRBOLROLLZ2ED
HEFINET,

AHIERE L, 2021 F£ 1 B 30 BICEEZMEE [The Journal of Allergy and Clinical Immunology] (2
B|EINE LT

~

A 4tk -
BE AEN 4Bk MRNA
WRE ARtk /l S »
“, \\ ' ' ' N );’;E‘Q

R fBk A BMRNA - & g2z
» RO EThENS iz
s
' \ i
Y > 7L % R MBS % 5 2 »
»
@

IFN-y 11

ADA2RBIE B E

"M &N




1. &%

ADA2 RIBFEIZ. ADA2 BIZFDERICL > THLZEHCHEMEERTYT, BETHES HREIRA IS
B NEUBIAR IS K - T SIS R Y RT FE, BEE - MM, FEP L Vo TERAHEREL, EO
BEEZERTENHY) £, F1-RBEAEPENTEZRDHLIEEHYET, LHALEBEAOERFICE
WTENCHLLDEBEIANWT, EQLIBERITOH ONDDNIZBoNICHE>TWEHATL,
HE, 1B Ava2—7x0Y (IFN) TH2 IFN-a/B & ADA2 RIBFEDBEEZ RET 2F|ENINLTW
FIH. I BIFN ARERTELZWLWHh S | BIf v 2 —T7 0/ RXF—L FRKRBENAKZTCENRDE
Do, FOHNDEVAFET 2DTIEEERE LT,

2. ARFE - BHR

EFBIZHWT 2016 FH 5 2019 FDMIC 8 AD ADA2 JIBFEEEHNZHT S . REAFEA RO EAY
FEERICEAIZBEHRE2ERLEL, 8 AR b AICBVWTMERICL S EEZ SN D/NBHIREDMEE
HLCIEMEMETREDE L7z, 7T ACEWTRRER E JIEN2FHIAREZROE L1, 2 AlZEW
TERADICL25ELREBM GRFHE) 2RO F L1z, BAEELTE. 8 AREICEWLTH TNF &5
ZAWAZETREDOIY PA—LAAARICE > TWE I EAHLMIIHRY X LT,

4 N> ADA2 RIBIEEBEICEWTAMIEERMOMBEFRIL, X vt v —RNA L EHDHR
T EEL, BEAY Y TACMOBCREMEEEE L DR EITVWE L/, X vt P v—RNA-
FEHORBZLRT 2HICLY ., ADA2 JIBIEETIFBME - EFAOWTNICEWLTH IFN R, B TH
FFICHBYIFN TH % IFN-y REOFHGNAEEAAROONDIENBALhERY F LTz, 7y b7 —7
FENTClE. YA M hA Vo T FINEDEERGERFTH S STATL AR ICH LM AEREIZ R/ L TL
ZENTREBEINE L7, IFN-y RIS L Y STAT1 @R AERICLBEO A LB Y £ L7,

AR TIE A—BEOBUERVERBOMAY > 7L E2BRL BEAY VTV EDEELRERN
BREFETZBL THOMNICT D ZENTEE LT, EROEHNEHKRBIT CTIZBAL N TIE AN -7,
18 IFN #RE& & STATL ORFEMNLFKIRITET HR O TRLF L7,

3. BRME. FEROFE

FRICE 2T AFBICEWTH, DD S RRNBOFE, BEE, M, KK & 2380
5EBEICHWNTIE ADA2 RIBEZRE LN, DETAHETE T NILRIICH TNF ZHEZ2EAT0HNLEHE L WS
EDBRONICHY £ LT

BOREMRRBIE EREAHY BB ICHAKRBTT I TOREETZEL T hREY X T A
DEBHIELESL LIFLIEITT, — AT EBICHUETHH2MEBEELHD DL BEY TV EFRALL
FRITIZEAICCWERDHY E LT, LAL. RAARDELSICA vy v —RNA- ERRBEZEHIHE
NICEITEZED 2 FEIL. WERERZROL LTCEELT77A—FER2EEIONET,

4, ARZ7AZ 7 MOV T
AR IE. UTOMEKREZ T TIThNIE L7,
- BAEBMEFAEEE (AMED) #AM R B ER{LFREZ [Adenosine Deaminase 2 (ADA2)
RIBFE DIRFEARAA L AEEMAROEBREE | [REUREIDIE - BORENRSE - FHRERENELS
RBOBRKYT / LERZERE L -BEL VX MY OBERE



- BAEEMRRAEMEE (AMED) AIEES A4 7Y A TV AMEXEEBEE AR TIE
BEBTZ7y b 7x—L (BINDS) [£ETFT—ZR—2DOGEA L BERIEADIGH]

- BEHEREMEERPE FHAMKBBRMESXE [BOAEREERE L Z0EREEOD2ED
BERGIRME, BITERGSIOBE, BEHA P74 VHEILICET 2050

- BOKEMLER

<HREBEOAXAV | >

ADA2 REFEAEOT-BCKAEMEREIL. FBICENTITHELEZHAONTICH->TLWEBEIAD
WEd, RRICE > TERBEA DX L VBT A2 - aELNZIToND ZeHhY £9, $7-BKRT
FESEEBEEN R THREEBEZED D 2 & THEEBEIC ORI LW EEZTWET,

<FWXZA bNEEE>

X4 kJL : Detailed Analysis of Japanese Patients with Adenosine Deaminase 2 Deficiency Reveals
Characteristic Elevation of Type Il Interferon Signature and STAT1 Hyperactivation

(ADA2 REBFEICH VT, 1 BA > 2 —7 2O VREOKIFEITER T STATL OFHEILI - TH B Z &
LM E LT2)
= Z : Hiroshi Nihira, Kazushi [zawa*, Moeko Ito, Hiroaki Umebayashi, Tsubasa Okano, Shunsuke
Kajikawa, Etsuro Nanishi, Dai Keino, Kosaku Murakami, Masahiko Isa-Nishitani, Takeshi Shiba,
Yoshitaka Honda, Atsushi Hijikata, Tadateru Yasu, Tomohiro Kubota, Yoshinori Hasegawa, Yusuke
Kawashima, Naoko Nakano, Hidetoshi Takada, Shouichi Ohga, Toshio Heike, Junko Takita, Osamu
Ohara, Syuji Takei, Makio Takahashi, Hirokazu Kanegane, Tomohiro Morio, Sachiko Iwaki-Egawa, Yoji
Sasahara, Ryuta Nishikomori, Takahiro Yasumi

*Corresponding Author (EFZE#)
8 # 5 : The Journal of Allergy and Clinical Immunology

DOI : https://doi.org/10.1016/j.jaci.2021.01.018



