C Kamae, N Nakagawa, H Sato, K
Honma, N Mitsuiki, O Ohara, H
Kanegane, S Pasic, Q
Pan-Hammarstrom, M.C.van Zelm, T
Morio, K Imai, S Nonoyama. (The
15th  Biennial Meeting of the
European Society for
Immunodeficiencies. (Florence Italy,
Oct.3-6, 2012)

3) Complexities of Newborn Screening. S
Nonoyama. Annual Meeting Primary
Immune Deficiency Disease North
American Conference. (Chicago, USA,
May 17-20, 2012)

4) Resources for Teaching Primary
Immune Deficiency. S Nonoyama.
Annual Meeting Primary Immune
Deficiency Disease North American
Conference. (Chicago, USA, May
17-20, 2012)

H. ZnARfEEMED HIFE - BRI
1'7; ff‘a‘lFH%%
£

2. FEHBFRBER
L

3. o
L

— 139 —



YR 24 FREE RS BAE BHA TR BT IRIT S B2
M8 CRIEVERE & £ OBERIEBICT 2R AR OMESL) B
SRS E

Sy BT RRE
HEJERA & B CAERBOERMEICEE T 285
—RIARIER K OFERED & % /N SLE ORARFEERFFE—

MaemaEE Bt B BERBRZFEFIREER #o%

WREE

SLE 13 H CaE R B OREFENRETH 515, T OFECTRIERHR O 12 B R E R DR
BEEENESTAIRENRREIND L0V, ACKEERE L OEFGENEZ LI
W T=N, T O OORBEOEGMEE . BRAT R DR LERAT R, 22T, H
CREMEERE TINERICE L, FEROLLH LR BVWI EIZERAL, 20
SO A Ho/NNR SLE KT — 2 X—2 b LT, ORI RSZ Of%E % fi2
W4 sz 1To7,

FORER, w5 L lro7=/NR SLE 172 BTk, BIFEROFERED H 5 41<° SLE @ 10 AR
it D BHASEFEGI TIT WO BER 287 72 VN SLE & ST Z Lvo T2, — .
BARBIIZEERMEREIIA OGN oo h, BHIRES CIZHREEMU EOBREERZ R
THINEL , BRTHRTIEBRE L R DIBBERICE ) o7,

PLbEn D, FEECEMFAE SLE TIXREERREEA LTV 5 AIREEIRIR S 72D,
T D DOERREFEN BRI ROMEEL & B L TV AT DWW TR, 4% O FiRE

ERbh,

Key words: SLE, BHORIEMEE, B OREREA

W #E
APREEEE, e W, e kE—, B
T, REEERZC (BIERBRFENER)

AMFRERE BRY

B & JE autoinflammation O 4 FR 53
1999 4E|Z Kastner IZ L > THRBE I B
RIEMERBIL, B OPUEZ R0 7oV FER
MRIEEERTHY ., BRBEOREFIZXL
DBIARBLEERINZ, —FH., &5k
=Y F< h—F A(SLE)IIH CHERBED
REFRFERTHY . B ORIEMRB DX
Wb HEBLEEZONTEE, LNLED
BOWFFRIZLY . BRBFED T AT L0
B, REEAEROYERREE S IFN o OFE
AN LT, BOREREOEROHERIC
LB E A B LTV B REILASERE X
Noob v | FERMEMEXRIEIZ LD SLE £
FER OB, FHEMED H D familial

chilblain lupus OIFER E13% OEHHFITH
A9 0, ok, VA NIA U EFHE
T35 BARGEORKEZRIL, SLE LB
REMEBR LB SZEHELTEY,
McDermott 513, B OREMER L BC%
MR AR L ILEGEH e ARS T AE B D
RIEMHRB L EBZTVWAH(IK 12,

—J5, 16 BARMICFAE L7=/hNE SLE i%,
MAFAED SLE &z -lRE %R
L. RABIE D —RICEETEETH D,
Fo, HOREMERBORELE LT, FiE
FEDEERCIRAEM TORRIEN HIT BB,
SLE OFIELCHREROER & LT, £XR
H7e BRGEERDO R NEET 5D THN
I, FOEFRE E L ToOREIT/NE SLE T
BEINDAEEND D,

% T A I 2 ERE THE L/
IR SLE »F— & % AW T, HORJEMKEE
DRETH D FIREE & BEFIEEBIZI,

— 140 —



Autoinflammatory

RARE MONOGENIC
 AUTOINFLAMMATORY
DISEASES

~ POLYGENIC
FLAMBATORY
DISEASES

ED PATTERN DISEASES
y evidence of sequined component
mmimia&mwd

 DISEASES
Autoimmunity

X 1: BoORIEE B ESZEoEgT:

B CRIEMER A & O
HITR R IR L7,

L~Ol/\VC‘\ ﬁgﬁi)}E
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BRI 500 320 452 402 ns
HEEX 125 40 119 124 ns
BHE 500 520 524 629 ns
MHIRGEIR 250 40 167 144 ns
mEER 1000 720 690 835 ns
f%ERE 1000 1000 1000 1000 ns
H#HA 1000 1000 1000  99.0 ns
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At APS 125 0.0 7.1 3.1 ns
Event %Y 125 200 190  11.3 ns

— 142 —



AR
FISIARTHE
e
EER
Mg
s
GE
WIHER
fiEEs
BERE
HnE
B

IR ERE
=/

-/
B +/-
B +/+

4

i 20 40

60 B}

10 (%)

2 : SRR HASEAE SLE D ERRAT A

3. FIE I/ B FIFEB| DER IR

FIRRED H D01 10 BARMIBES &, %
DWTHNOER %S E R VEECBE) & O
g%, 2B F5 & 12 HB TRV Tl
L7z ( 8), ZOFER., -+ CHEITHIEE
RN DIRmoT=b DD, TNLSDIEER T
i%%%ﬁwt#&fmga®mﬁﬁﬁ

WTNOBIZBWTHL/ B L ITFREER
Oipipole, I T, BERIEIT SN
150 {31 TR AR B AL S: 2 ISN/RPS OFHER S
HORI LW 2), TORER, V—T 28
KOBIERTHD ClassVEROHEEIIL
BTIZIERRTH - 7228, HEETIRER
A7 Class I % ClassI D H
IR VWENZ B o T,

IR AR ME O MBBRE L, BEEIT RV
DDOHAEETER S E <, +H D WVIEH-FERN
nickeE, ETRBEI -0 3,

4. FIEREI RGO T4

BN+ REE - BEOZEN TN T 1 3
DH oM, 2 PNBE 72\ - DI EEMR
FEATIZ TE 2o T2 (3 3), £ Z TlksskEE
DEETTHRERNNLIZEZA, BARAEN
4 FlZH B, 5B 3HNT-HEETHY

BLITAEE2RD T (p=0.0478), F7-,
EHEARAL2ORERELEDORBEHE XX
Kaplan-Meyer & THRET 5 &, BEFE
1L 5ET98.1%. 10 4T 95.2% TH - 7= (X
1), FHEESCRMBIEOFETHRITTD &,
HREL AR O BB AFRIIERBIM 8
EUF@GC@—F L?’:73§\ ﬁﬁfﬁz:ﬁ %&inm\
Ay LTy

5.Event-free £ F1%

KR RBEEELEDR VAR R
(Event-free ET#)%:/J\/L SLE172 %I Tk
L7z, FORER, event-free BREATTFR
X, 5 £ T 91.3% Th o772 10 FTiX
74.0%~ LK TF L7z (2 5), & 2 T +H+HE,
HBE, JHRE, SEEO ABRIT TREN L
& Z A, Eventfree £HFZFRIL, +H-EEL-/+
BECRBWTRIED D 8 LU TR T L2
'ﬂﬁﬁ}: @Fﬁ ﬁi% j:n‘u 2757;37})3’3 flo

— 143 —

>



100% -

80% -

60%

40% -

20% -

0%

+H+ +- I+ /-

ERY
#av
z il
@il
L

3
A=O0Y

FHEIE <1058
X 2 : FHREE/ FEAFE R O B RIS

£ PP
Ty o2y

BB AR
11— = :
.8 o Lo
g FIERIE < 105%
| =
A e vm
1 o/
A /iR
ol
0 2 4 6 8 10 12 14
R ()
B 3: RIEEEFE
FFfiEvent free/E1F3
.87 mj%’%
6| G 5 < 10R% 6 o
VEEE e ;
& +/~§¥ &
2] e /e
g1 & +/+EE
0 2 4 6 8 10 12 14

BRBE (E)
4 : BFE event-free £FHR

D.E%

SLE (1 H CARERBODRENRETH D
P, T ORISR R OMFIC B R RE
F® component 73BH57 A FREMESHE
D X572 Y . McDermot HIIRIEIR
Rz R HORERR L B EREERRRD
B A RE L TWS 2, £/, SLE OJF
HElZ HIRSaJE D component D—DThH 5
A BIESEE LTV, SLE OFERRE
ThHMERIT, BEE2E0OREEGED
MBI VEESNEZLERLTHY, W
FeRMAR IS RKIBIE D —H T SLE EEIOR
AT bbb Tna, £/, SLE
FMEREN L TCEHFORFIIEE L5 X
TR REREARTHLH BN, MER
W ETAEERERICH LIZLIRAHT 50
BTHD,
IOXOIMBBERFEEEE XD L
McDermot HDOEHT 5 XL i, BEORIE
PR & B O R BRI R A O H
OXMRICALE T DRB TR L, BREIC
BWTHEGMEEZE L TS EREERD 5,
LL, 20X 7Mfahs Zo0REEH
OEGEMEE | BEERET R SRR L2 A
AN

Z I T, HEREWREERDZ  13UhNEHI
FIE L, FEFBEM D7 20T LILE
BL. 20X 5B EREEREDRES
to/NE SLE %8B 0K T — & < —
ABHIH L, ZOBERETRCE ORIE %
RN 2R EIT o T2,

FTORER, FRBEEIZEHRED/NR
SLE kB Lmnbipns E ¥R LT,
Wk /R SLE T IR o RN A
K VAREICE W E BB TV,
SEIOFHETH/NE SLE OB &hix 1:4.5
ThHY., BAGE L 1:10~12) L0 Bz
WD EDIRENT, A BEIORE
T, TOERE LT, FEREE IZEH%
JED/NE SLE (N Zh 1:2.1, 1:3.2)D1F
ERBEETAZERALNE -T2, BR
TR RO BEEICREAET 2 B OREMERD
%< 1IXBLEEZRBDROH, /NRE SLE 128
W IR ICF IR D & 5 il B HI R IER T
ITMHEZEICZ LWE SR Th o 72,
FERB ORFT CIX.FHREO H 2 f & 5
X RIS TR B RERBOEVE R
HT&E oz, £OH T AR ARMAE L,

— 144 —



BEZIRD > b ODOFRER - BRHIFIE
DER ZFFOHNE EL L AN BEMDR
AT, ML B RBE R D component D
—DOThV., REESEEZN L TLERSD
BERORERICEET 5, TOREKT,

BRGS0 & BREREORW

FLHASESE G (-/+7E) TIX 2 E DL F(Class I,

IV, V)OREHEEFT R 2 RS THR% <
ZDHOFBTHBERE~ L HEITT 565
DRI E L, RIEESCRHIFRAESY R B
1) L BEZEZBDI 2 LIk, B AN
FiRTh-oT,

PLEDS, /R SLE THOREERADSE
TRIE D & 2 10/ N D BHNC FEFE S 2 51
T, HEID W &, BREIFRER TIX
oS REEE A2 & 2 LT VWMEE R H D &
EWTRIBENT, UL, SEIOFKERE/ R
HAFERERE OBERF O RF IR IZ DOV T,
FDEN~2 FRRE LIV B U/
EOMICEEE N H-T-Z &b, EfER
AT XN Z R WVMAER H D, Elm, DA
BIDIHRTOEITTH B 72, HERFEDH
BEEREIRELTOHRWAEELD S
Z &b, AN SLE & BT AMLERD D
mb LW, £/, FIiEE % SLE IZIRE
LT 2 FIREIC T B 12012, SR ER %
WOL THRETAZELHETHA I,

Lo UME b Bk CEBR L
H O REDOFRER H HIEFIC 10 &%
SRV CHIE L= SLE D472 BRER B3,
H R & pathway OFfE 4 @ component &
ED XD REBENH DT ONT DRRIEN
WBETHD, T0HICH, /PR SLEICE
T A H SRS & % component ., #F IZ
TLR7/TLRY A% & SLE OJFREE LI
EFE IFN o & OBRIZOWT, ER 5K
MRROLND,

1. /N SLE172 # & *512, B O RIEMERE
BOBETH »FIERESRIIIIE D E
% DEIDERRIENT 21T > Te,

2. KIEW) U~FHEBROFEBEREOD S
> SLE OREFERTIX, WTho
BERZ R 2VWNE SLE & HA_THL
e MEE CTHZEIZZ Lo Tz,

3. BARBOBN TIXEEREWVIALDN
TR0 To s REARSE G CIL B R B AR A

D72 b D72 B THTIEE
Rl b0BERICE T,

4. PLED D FERESCEMFE SLE Tk
A OEKRREEZE LTS AHEMEN
TRIE STz,

5. FIRED H % SLE < 10 B HIE SLE
D bR TR EER BN, BIREIERDOH
RBOEEE EIEEL TWANICDON
TlE, A% OEHEE L Bk,

FAFZE5 3R
1. FmCEsE
L
2. FERHFEE
7L
G. MR EMED HEE - B
1. FFRFEUAS
L
2. ERFERE
L

SCHER

1) Aringer M, et al. Innate immune
processes in lupus erythematosus.
Clin Immunol 2012, http/
dx.doi.org/10.1016/j.clim.2012.11.012

2) McGonagle D, Mc Dermott MF. A
proposed classification of the
immunological diseases. PLoS
Med2006, e297.

3) BIHMEWR, M. NEEEME=Y T < b
—7 A (SLE) OEHEVERRE & 1% B
T D, BT BF B & (e E
T UNFE—REBET - BRI REE)
PNREID Y v~ F - BRI OEERERTE
DL L IREICEAT DHT5E. AL 22 4F
EERe T SEER 5 & 2011,74-78.

— 145 —



BEZBRANE ERRERI SR
SrEMTRREE

ECREREETOERERICHT 2HRLEEBOMEIL] HIR
~ERER T — b A TR L BIEFRAEIC XD 2ETROMENL~

MRS EE

MR K

() BHGRE - 7 LLE—HBEREFR L4 —, RES/ SVRARRIN—T

HRES  AMTOBECRERBEOEFEZEEL. ThIT& > Tk YERELRE & AREERE
EET 5101, BREICE>TEDONBEREEM - BEYT SOOFHERL LTOED
RET—EA—REA 8%y FEITEELT, 25 LEBREBBHRLAETLT, SHEEC
REEEOBEUEREEETIEOOHFLLVRESATFLELT, HEEILFILYIR

PCR i & RIS —4 2 U T DMABDHEICL DBEGEFARLBNROEHREZIT o>z, B
2. SO&SIBMEGEFEEDTRENBRA ShIEFICOVTE., RGBS RERERE

DIEZRDE=-OIZET IV —r ooV TEER LI,

BRARMIZIZ, BABR7E & DHBERRTIZ &

BUENBAETHDEEEH. AT OTNA REMEEE L=, 1 #IY A bAA e

BSRATFLEEBEL,

A. BFFCER

ARFGEIL, AFICBIT D HORERBB L%
DERFEBROBFMFELER LT, “BORKERR
& ORRBRE BIRT B FR S A O
et kT2 2 L 2 F— BIZICT 5, 2O
LpEER L LC. CAPS, TRAPS. & IgDfiEf&E#RE, Blau
FEMRRE, FHEMEMIhEEN PAPAEMRE, P& -1
REGERE, S REEME R R ERIEI /R, PFAPA,
JNEHISSRESLE, ISR, CRMOZELY EiF 5, B
ERICIE, 1) BHORERBE X UOFOEREER
DOTWHEHI Oy - BI%E, 2) BEBEOBEAI
kAR BETFRAET AT LOMBE, 3)
BIERIBTENA BS54 L OFERR. 4) Biiae
KOEMIER., ZRADN, OS5 TI,
BEER 7 —h A 7THEE LB TREIC L D2W%
DOWESLE B L35,

B. WL HIL
- PIDJ A HEEMER L T RBREENL, B

SRS LT R T — 0 7 B HESR L

ZFOBEM AT, WRIEHROEMR - Bistroin
FETZAT 96

HOREEERICIRICRERBEFRERLS
NTWDHR, RIELWILBOIERZHET D
T2 OV IR D D OJRIR BT ORFE VR EH T
bbb, 0L BREREREMBIETFISETD
BaFHRELIGE - K2 X MIIT O 2O,
TR —r v THENERAGDE DT
W OMultiplex PCRIEIZ & B B CRMERBHED

72 8 ORMLERSAN 2 WL T D,

b OBEREE TR ARSI A b
STEFCHONT, IV BEEOF VLT Y
Vo= TERERLTC, BB
RIEFBDORRBLTEHEET D,
(B ~DlLE)
WSO T, BULE R OMEEL
ZEBLIIBWC, BB GTOEBFIRET
T, BTy I =l I —2DE
WEMNTT D L DEBER/BTND, KEET,
ERREOLET T Y o7 BEING
O ILFRFFESE TdH D 9 & DNA AFFERT TIT o
77 T X DNAFFEERTICIB VT, S REIE
ERED—o & LT HERERBOMBENELRT
T OHGERBEEDEKBEE TN D,

C. HWfgERR

HRARBEDO I N—TICEDEERET —F
N ZBEREROBEICESE | —RAVRFEFE
PGB R BIERR T — 4 A 7 PID] ~DEFRDIR
DEREE LTHEDHND, HEORERFRNRT
—HZR—=2ADTa A TE Y L— gL
Fe A N_R— R LTHEBEL,

B ORIEEERERED X 912, BRESR» BRE
BT ORBENEE LWVEFICOW TR, BEE
GFORBRENR KD LNTEY, £HIUC
kAR m ENBRIEEND, LD,
kX v 5 ) —v =7 TIRENIC
B4 55 LA RO LY IR<AT

— 146 —



DNDZ LI oTls, FZT, ZOXHRE
EOMBEEMER L, BRETHEITENZIERT S
OO FEL LT, ek nE CIRREZE~
DISHABAAL o Thol kR~ 7
RN S EAEE Lz, BRC, Fex ikt
Ry —or o — AW BB E R 2 BT
EEHRELTRBY, A CIIE CRERRET
PNENVEAED . FOE ERIRMR S — Y —
(e ¥ =%k, GS Junior) ZHAWT—EIZ/ RV
RO 1 OBIETFRE OEFISENT & R4 5 BT
IR T T A 2 AD T DO Multiplex PCR K44
PBRE L, R 1F 2—7 TORITICIEE -
TV, 9 03FV PCR

Bhie#E 5 Fa—TLUTTITHY 2 ENAEEL 2o
7o

iz, 29 LCEBEAE G T OE RO RN
A S NTFEFNC W, BAE T BRI E
HBE (EHE - DASORBSBFOEROEAL
WreEE (EERBEIRITZESE) ) Ikt —2
T Y — R B U A B AR R oD R R
CIRPRIEBR R ORIZE BE LB LT, Wiy —
A o— (A V2 F4 HiSeql000) % AV /- #EE
BTl Y R R T LTz, B D iv=Elsl
F— B I A =T — RENT R ST
NAFA T AT 47 RETANA T T4 0
W UAI, BRIV —7 L EMERTFEROK
VIAFIEEEED T,

BT, HERAR S0 1A S D5 H R
IEERFHET AR B T, HORIERES
Ry FHA RCEEMICERFENRET D%

Dirh BT 217077,
D. &£

1) HEREGEMEERT —HA T OF — & —x
— ZADFEAEEIIERELTELDOT, ROEET
BH DN DATNIET DAV HZ—T =—
ZHEEINRDOBRETH 5,

2) B RIEEEOE DO BTN %V %2 B
IMTHERETLIZLNROLNTEY, HPDHE
CRIE SRV OBENKE DL, Rk T 7 u
— FCIBM E AL B RN D EAERF I 28 T AT RE
Loz, 51%I1%, BE L= Multiplex PCRZD
ZEM., Soni-kitRe—r 0RO
F— B R R DL EME DI K& R E & 7
Do
3) W — A o= L AR ey
BLAEMTIZFR DR B Tl B B3, HKA72E
fFEBEZRBER EREwmTT 2720120, {7
LD FEEN R ERNRAIKRTH B, BEHIC
B 52RO B A AF O B CRIEREL TIL,

b FMELFRRET LD b K 0 EEEERO AR ARAT
2T L CED 2 ENREEETEROREIC
ITEEBRTTE AR E W E B b,

4) YA ZEFEZED T, REREBOERNS
DORIEVEY A DI A W% | HIIRAREE 5
BITE BV AT AL ETONEZZ L0k,

EHBEVAIVHETHREL TN D EHORIERRE
DRIEHFIZOWTHHANELND LD L H
HFTX B,

Gz
E. /\nﬁéﬂﬁ

1) BORERBT —F —2 b L5 — & _—
AxAHEFXy NEITEBEL, T2 TOT7—%
Bk L RO 7B O 7 D D FE A B LT,
2) HORERBO-DOH LB
Multiplex PCR ik & IR —F L —% v
BB A 77 A OFREBRETEITO, R
BROER 1T D BMBICBEL,

3) PSRBT L BT P u—F CHRAMREREEFE
BOBRABETOK I > TEFTHOWT, R
= lr o LK BRI T Y CERBIEAT
EEHL., TOT—FDNAAFTA L TH<T 4
7 AfEAT % FEHRE LT,

4) BHEREORRREICBICAFREZ, 1 Al
A MHA U BWHRESLL EIFAENTE T,

FRERIRER AL

G. WrFeHE

1) FHER

1: Wada T, Muraoka M, Toma T, Imai T,
Shigemura T, Agematsu K, Haraguchi
K,Moriuchi H, Oh-Ishi T, Kitoh T, Ohara O,
Morio T, Yachie A. Rapid Detection of
Intracellular p47phox and p67phox by Flow
Cytometry; Useful Screening Tests for Chronic
Granulomatous Disease. J Clin Immunol. 2013
[Epub ahead of print]

2: Shirasaki Y, Yamagishi M, Shimura N,
Hijikata A, Ohara O. Toward an understanding
of immune cell sociology: real-time monitoring
of cytokine secretion at the single-cell level.
[UBMB Life. 2013 65(1):28-34.

3: Kamae C, Nakagawa N, Sato H, Honma K,
Mitsuiki N, Ohara O, Kanegane H, Pasic S,
Pan-Hammarstrom Q, van Zelm MC, Morio T,
Imai K, Nonoyama S. Common variable
immunodeficiency classification by quantifying
T-cell receptor and immunoglobulin k-deleting
recombination excision circles. J Allergy Clin
Immunol. 2012 [Epub ahead of print]

4: Kawasaki Y, Toyoda H, Otsuki S, Iwasa T,
Iwamoto S, Azuma E, Itoh-Habe N, Wada H,
Fyjimura Y, Morio T, Imai K, Mitsuiki N, Ohara
0, Komada Y. A novel Wiskott-Aldrich
syndrome protein mutation in an infant with

— 147 —



thrombotic thrombocytopenic purpura. Eur J
Haematol. 2012 [Epub ahead of print]

5: Oshima K, Nagase T, Imai K, Nonoyama S,
Obara M, Mizukami T, Nunoi H, Kanegane H,
Kuribayashi F, Amemiya S, Qhara O. A Dual
Reporter Splicing Assay Using
HaloTag-containing Proteins. Curr Chem
Genomics. 2012 6:27-37.

6: Hori T, Ohnishi H, Teramoto T, Tsubouchi K,
Naiki T, Hirose Y, Ohara O, Seishima M,
Kaneko H, Fukao T, Kondo N.
Autosomal-Dominant Chronic Mucocutaneous
Candidiasis with STAT1-Mutation can be
Complicated with Chronic Active Hepatitis and
Hypothyroidism. J Clin Immunol. 2012
32(6):1213-20.

7: Takezaki S, Yamada M, Kato M, Park MJ,
Maruyama K, Yamazaki Y, Chida N, Ohara O,
Kobayashi I, Ariga T. Chronic mucocutaneous
candidiasis caused by a gain-of-function
mutation in the STAT1 DNA-binding domain. J
Immunol. 2012 189(3):1521-6.

8: Suri D, Singh S, Rawat A, Gupta A, Kamae C,
Honma K, Nakagawa N, Imai K, Nonoyama S,
Oshima K, Mitsuiki N, Ohara O, Bilhou-Nabera
C, Proust A, Ahluwalia J, Dogra S, Saikia B,
Minz RW, Sehgal S. Clinical profile and genetic
basis of Wiskott-Aldrich syndrome at
Chandigarh, North India. Asian Pac J Allergy
Immunol. 2012 30(1):71-8.

9: Mohammadzadeh I, Yeganeh M,
Aghamohammadi A, Parvaneh N, Behniafard N,
Abolhassani H, Tabassomi F, Hemmat M,
Kanegane H, Miyawaki T, Ohara O, Rezaei N.
Severe primary antibody deficiency due to a
novel mutation of mu heavy chain. J Investig
Allergol Clin Immunol. 2012 22(1):78-9.

10: Nakaoka H, Kanegane H, Taneichi H, Miya
K, Yang X, Nomura K, Takezaki S, Yamada M,
Ohara O, Kamae C, Imai K, Nonoyama S, Wada
T, Yachie A, Hershfield MS, Ariga T, Miyawaki
T. Delayed onset adenosine deaminase
deficiency associated with acute disseminated
encephalomyelitis. Int J] Hematol. 2012
95(6):692-6.

11: Izawa K, Hijikata A, Tanaka N, Kawai T,
Saito MK, Goldbach-Mansky R, Aksentijevich I,
Yasumi T, Nakahata T, Heike T, Nishikomori R,
Ohara O. Detection of base substitution-type
somatic mosaicism of the NLRP3 gene with
>99.9% statistical confidence by massively
parallel sequencing. DNA Res. 2012
19(2):143-52.

12: Mizuno T, Sakai H, Nishikomori R, Oshima
K, Ohara O, Hata I, Shigematsu Y, Ishige T,

Tamura K, Arakawa H. Novel mutations of
MVK gene in Japanese family members affected
with hyperimmunoglobulinemia D and periodic
fever syndrome. Rheumatol Int. 2012
32(12):3761-4.

2) FRFER

1. % 3 EIBRE BB ERNSEMES 1K
Ry —7 P —ic Ly, BREEFO
RIEIZE -7 CVID @ 1 5| SITEEF, i
AT NEBH, FOoEETF. ARBEREK,
AfE—, DNREE, SFFFEE, B e UEE
IR, 201249 B 22 A

2. % 3 AR FMRERSEMES
[PID] % v b U—2 24 L7= PID & D&

fEFFEMT (2007~2012 4F) | 4 27
Kig  Z=—, A3 B, DR I FRE

K7, KE Bk B, 201249 A 22 B
3. 15" Biennial Meeting of the European Society
for Immunodeficiencies. “Genetic Analysis for
207 Cases with Primary Immunodeficiency
(PID) Consulted to A Single Center through PID
Network in Japan (PIDJ) in 5 Years
(2007-2011)”. N. Mitsuiki, = K. Oshima, K.
Imai, O. Ohara, T. Morio, S. Mizutani, Florence,
Italy, October 3-6 2012

4. 15" Biennial Meeting of the European Society
for Immunodeficiencies. “Clinical features and
immunological abnormalities of GATA2
deficiency in Japan.” K. Honma, K. Imai, C.
Kamae, H. Ishida, Y. Ito, S. Kojima, T.
Yokosuka, H. Kanegane, T. Morio, Y. Sasahara,
T. Fujiwara, H. Harigae, Y. Hashii, O. Ohara, S.
Nonogfama Florence, Italy, October 3-6 2012
5. 15" Biennial Meeting of the European Society
for Immunodeficiencies. “GENETIC
ANALYSIS OF  AICARDI-GOUTIERES
SYNDROME IN JAPAN” R. Nishikomori, J.
Abe, K. Izawa, T. Kawai, T. Yasumi, N.
Mitsuiki, O. Ohara, I. Toyoshima, K. Hasegawa,
H. Ichinose, T. Heike. Florence, Italy, October
3-6 2012

6. 15™ Biennial Meeting of the European
Society for Immunodeficiencies. “Chronic
Mucocutaneous Candidiasis Caused by a
Gain-of-Function Mutation in the STATI
DNA-Binding Domain” Y. Yamazaki, M.
Yamada, S. Takezaki, M. Kato, M.-J. Park, K.
Maruyama, N. Chida, O. Ohara, I. Kobayashi, T.
Ariga. Florence, Italy, October 3-6 2012

7. 15" Biennial Meeting of the European Society
for Immunodeficiencies. “Rapid detection of
intracellular p47phox and p67phox by flow
cytomery in patients with chronic granulomatous
disease” T. Wada, M. Muraoka, T. Toma, T.
Shigemura, K. Agematsu, H. Moriuchi, O.
Ohara, T. Morio, A. Yachie. Florence, Italy,

— 148 —



October 3-6 2012
8. 15" Biennial Meeting of the European Society
for Immunodeficiencies. “NLRP3 somatic
mosaicism can cause Muckle-Wells syndrome”
K. Izawa, R. Nishikomori, H. Oda, K.
Nakagawa, E. Hiejima, K. Yoshioka, J. Abe, T.
Kawai, T. Yasumi, T. Heike, A. Hijikata, O.
Ohara, M. Saito, T. Nakahata, T. Kawai, S.
Takei. Florence, Italy, October 3-6 2012
9. 15™ Biennial Meeting of the European Society
for Immunodeficiencies. “Induced Pluripotent
Stem Cells derived from patients with Reticular
Dysgenesis” K. Oshima, A. Niwa, K. Imai, S.
Nakamura, Y. Jindai, T. Tanaka, M.
Yanagimachi, O. Ohara, H. Yabe, S. Kojima, T.
Nakahata, S. Nonoyama, M.K. Saito. Florence,
Italy, October 3-6 2012
10. %5 6 [0 B RGERSEN RS THE B A
T WE R JEARANZE B A 4 5 FE A VA (i 14
REESEMREED 1 AR RIEFHI, A B,
E%EE% ANEY BRSO 2013 4R 1
26
11. % 6 [5] B A5 R 2fEff st [HE—ii
AL T v EAIZL D NLRP3 {KARfEE 1
7 DIERERIFEMNT DFA | B IR =M, &ML+
28, A, PR, /R,
FFEBRB, DR FI 201341 H 26 A

H FEIFTEMEOHEE - BERE (FELE
ie) 72 L

— 149 —



IR RDOTIITIZBET 2 —FEX

8
EERAL LA A R VA EE2EKO| E OB 4 | W4 | R | HERE | -
REH 4
INAER | R PR BOERR |/NROFE (BETEE ([ ER 2012 - |200-204
EFEBES AtoZ ogan
INAEH | B gDIEERE BFOER |NEORE |BEEE | ER 2012 205-208
EFREE AtoZ g
EFREBEE | BOKEMRSE - BR|THREE |(BOREMER |(BEis | HR 2012 32-39
TEARDIE - ERESR | TFEBE B - BRAE |FEt
DLW & IBE REJE & Z D
PR R
WHBE | & gDIEFER MEREE  |BCOREMEERE |BWEiE R 2012 70-72
ERES (ARm rBxF—F | EREE (B BRAERE |FT
RZIE) REJEELFD
Uiz
HERE |27 VA CEEEAY | IEEE | BORERER (B2EEE [ ER 2012 73-717
P/ NFRME K | BVEERE (CAPS) TEBRE B BRE |E
EERES REJE L ZD
TR IR R
BEHFE  |JEG . mIeDIEFERME |IREE |HORKEMWER ZWeis | ER 2012 200-201
EFEES (A v B —F | RS B BRGEE |FEL
RZfE) REELZED
IR A
FERME  |FEF 7V AEY CE|ERBEE  |BOREMNE |2ELls R 2012 202-203
PE/INERBE K | 88 JE A B (e Bt TREE B BRAE B
NE S (CAPS) REFELZFD
IR R
R OFE | REEAEASEGRH | KHREE |SRORKES |FEILE | HK 2012 FRI
Primary KA EiE WGTES
immunodeficiency R
syndrome
B OHFER | R JOFEL EEENEREE | EEER K 2012 SN
EAEERE | FE8hR
Al
JROFES | BIE  mMEREAD HOBRB | () B ER 2012 593-610
Ef——XR 3 RORE - 1B |IFEBRE
R B R SRR BRI |&
U OERE 4. BEOBDENCEIT D IEEE | BOKEMRE (BE LR | EK 2012 47-52
HOREMRSE - 73 | LERT  |B - goni Bt
PE GRS R EIE DALE S REFELZD
i IR
B OHER |23 HERE e |BEFEa T |(FElE | ER 2012 234-252
PRO#E/E & KET3W
e &
=
R FES | FBEDORE L 2B JROFES NEORE ABZETEE | BER 2012 1-12
to Z g
U FER | ZothoBCRE - SR FEB O NEIORE AL | HR 2012 103-105
% BEE R AR to Z agan

— 1561 —




AFE Wiskott-
AldrichfEFERE

% WIN
RIS - 1
fagt

B OFEL |HOKEWRE KR FE |[NEORE ARBEER | EHE 2012 198-199
to Z -Zan
JB 3EER  |Cryopyrin-associated|JR FHER |/NEOZREEN AL | EHE 2012 215-217
periodic syndrome to Z g
(CAPS)
WRRESE | JRRMEREARSREOH FRREE | BOREERR 2Eéln B 2012 2-31
KEFBH | AL, BIOHD | EREE  |A - BRGE |#Fit
FEB MG T | REERRE - BRAE REJEF DT
RESE « TR E DA BB
EXN0
SR | EEMRAEILE OR | EHEMS |WHAT S NEW | AT 44 | KBK 2012 34-35
SERE ) ? in FERZE |1t
2012-2013 —ft
SR | PE-TEAEEERE JROFES |/NEORE  (BWEiE |ERE 2012 226-228
AtoZ oI
| &M | BlawEREEE EHILT | EFEFHM | &KFEFE | KK 2012 210-218
FLOREE |1
TRIEDABC 3
V=N
— A (ET
F2hR) J
SIRHHE | P EAERRE WEEE  |HOREMER (B eih | EE 2012 100-102
SERBEE (B BRAE |EE
TEEF DUT
BER
SR |Case 6 FPIE-TURYEMR TREEZE |BOKEMRER [ZHeis | EX 2012 210-213
B EFEEBE | B BREE EL
AEIEE D
R R
HiRFEEE | EEMEFRE, 77 Z M AREE BOREN |ZHrels |[HE 2012 188-189
BERE | ANL, WHEER, S| FREBFR (KA - BRG |EE
bRr—sk | U RHi%k (PFAPA) SE EARAIE - i
{BERE BR R
BERE | BIERE, 77 X% TR E HORREME |2M LS [FE (2012 238-240
A | Ok, WHBEZE, SEES | SEFRMBR  |BRE - BRE |[BE
=k | U U SERRIEER (OF FEARESE - T
Bil) %R
HERZ |F218E BRMRER |BEEXR  ([BHVA RS |[FREE | R 2012 840-842

— 152 —




BERZE |F19E VT HER R BT —NE | EREE | R 2012 1333-
BT LAR—ERR KRR |F 1334
SERMERH R R IBSE B)Ilg3R
S RNE /NHLFNEZ
AR
REMEDE
iR FR RS
BN
(AR —Z
e i 2
KHFER=
M
HERERAL B HF A MV FR E-351 A= | HERE
Yanagimachi MD, Niwa
A, Tanaka T, Ozaki F, |Robust and highly-efficient
Nishimoto S, Murata |differentiation of functional
Y, Yasumi T, Ito J, monocytic cells from human PLoS One in press
Tomida S, Oshima K, pluripotent stem cells under
Asaka 1, Goto H, serum— and feeder cell- free
Heike T, Nakahata T, |conditions
Saito MK
Safety and efficacy of
Imagawa T, canakinumab in Japanese
Nishikomori R, Takada |patients with phenotypes of
H, Takeshita S, Patel {cryopyrin—associated periodic |Clin Exp .
N, Kim D, Lheritier |syndrome as established in Rheumatol in press
K, Heike T, Hara T, the first open-label, phase-3
Yokota S pivotal study (24-week
results).
Yokota S, Nishikomori
R, Takada H, Kikuchi |Guidance on the use of
M, Nozawa T, Kanetaka |canakinumab in patients with .
. . . . . .. |Mod Rheumatol in press
T, Kizawa T, Miyamae |cryopyrin—associated periodic
T, Mori M, Heike T, syndrome in Japan.
Hara T, Imagawa T
Abe J, lzawa K, Heterozygous TREX1 p. Asp18Asn
Nishikomori R, Awaya |mutation can cause variable
T, Kawai T, Yasumi T, |neurological symptoms in a Rheumatology
Hiragi N, Hiragi T, |family with Aicardi-Goutieres | (Oxford) 52(2)  1406-408 2013
Ohshima Y, syndrome/familial chilblain
Heike T lupus.
M!zuho T §aka| H’. Novel mutations of MVK gene
Nishikomori R, Oshima |. .
K Ohara 0 Hata I in dapanesg family members 3761
L ' ,’ affected with Rheumato! Int|32(12) 2012
Shigematsu Y, Ishige , _— 3764
T Tamura K, hyp§r|mmunog!obul|nemla D and
periodic fever syndrome.
Arakawa H

— 153 —




Tanaka T, Takahashi
K, Yamane M, Tomida
S, Nakamura S,
Oshima K, Niwa A,
Nishikomori R, Kambe
N, Hara H, Mitsuyama
M, Morone N, Heuser
JE, Yamamoto T,
Watanabe A, Sato-
Otsubo A, Ogawa S,
Asaka I, Heike T,
Yamanaka S, Nakahata
T, Saito MK

Induced pluripotent stem
cells from CINCA syndrome
patients as a model for
dissecting somatic mosaicism
and drug discovery.

Blood

120 (6)

1299~
1308

2012

Shinar Y, Obici L,
Aksentijevich I,
Bennetts B, Austrup
F, Ceccherini I,
Costa JM, De Leener
A, Gattorno M, Kania
U, Kone-Paut I, Lezer
S, Livneh A, Moix I,
Nishikomori R, Ozen
S, Phylactou L, Risom
L, Rowczenio D,
Sarkisian T, van Gijn
ME, Witsch-
Baumgartner M, Morris
M, Hoffman HM,
Touitou I; European
Molecular Genetics
Quality Network

Guidelines for the genstic
diagnosis of hereditary
recurrent fevers

Ann Rheum
Dis.

71(10)

1599~
1605

2012

Kawai T,
Nishikomori R,
Heike T

Diagnosis and treatment in
anhidrotic ectodermal
dysplasia with
immunodeficiency.

Allergol Int.

61(2)

207-217

2012

Hiejima E, Yasumi T,
Kubota H, Ohmori K,
Ohshima K,
Nishikomori R, Nakase
H, Chiba T, Heike T

Gastric ulcer and
gastroenteritis caused by
Epstein-Barr virus during
immunosuppressive therapy for
a child with systemic
juvenile idiopathic
arthritis.

Rheumatology
(Oxford)

51(11)

2107-
2109

2012

— 154 —




Tsumura M, Okada S,
Sakai H, Yasunaga S,
Ohtsubo M, Murata T,
Obata H, Yasumi T,
Kong XF, Abhyankar A,
Heike T, Nakahata T,

Dominant-negative STAT1 SH2
domain mutations in unrelated

Nishikomori R, Al- patients with Mendelian Hum Mutat. 33(9) 12;;_ 2012
Muhsen S, Boisson— susceptibility to
Dupuis S, Casanova mycobacterial disease.
dL, Alzahrani M
Shehri MA, Elghazali
G, Takihara Y,
Kobayashi M
Kawai T, Nishikomori
R, Izawa K, Murata Y,
Tanaka N, Sakai H,
Saito M, Yasumi T, , .
Frequent somatic mosaicism of
Takaoka Y, Nakahata ) .
T Mizukami T. Nunoi NEMO in T cells of patients 5458—
T ' with X-linked anhidrotic Blood 119(23) 2012
H, Kiyohara Y, Yoden ) . 5466
A Murata T, Sasaki gctoderma! éysp|a3|a with
S Ito E, Akutagawa immunodeficiency
H, Kawai T, Imai C,
Okada S, Kobayashi M,
Heike T
Kawai T, Saito M,
Nishikomori R, Yasumi
T, lzawa K, Multiple reversions of an
Murakami T, Okamoto IL2RG mutation restore T cell J Clin
S, Mori Y, Nakagawa |function in an X-linked 32(4) 690-697 [2012
. . Immunol.

N, Imai K, Nonoyama |severe combined
S, Wada T, Yachie A, |immunodeficiency patient.
Ohmori K, Nakahata T,
Heike T
Aoyama K, Amano H, Cryopyrin—associated periodic
Takaoka Y, syndrome: a case report and Acta Derm
Nishikomori R, review of the Japanese Venereol 2@ 305-398 12012
Ishikawa 0 literature.

Izawa K, Hijikata A,
Tanaka N, Kawai T, Detection of base
Saito MK, Goldbach—- |substitution-type somatic
Mansky R, mosaicism of the NLRP3 gene DNA Res. 192) 143-152 12012

Aksentijevich I,
Yasumi T, Nakahata T,
Heike T, Nishikomori
R, Ohara O

with >99. 9% statistical
confidence by massively
parallel sequencing.

— 165 —




Hiejima E, Komatsu H,
Takeda Y, Sogo T,

Acut liver failure in young
children with systemic—onset

Inui A, Okafuji I, juvenile idiopathic arthritis |J. Pediatr.
Nishikomori R, without macrophage activation |Child Health 48 E122-125 12012
Nakahata T, syndrome: Report of two
Fujisawa T cases.
Ohnishi H, Teramoto
T, Iwata H, Kato Z, Characterization of NLRP3
Kimura T, Kubota K, variants in Japanese J Clin
Nishikomori R, Kaneko |cryopyrin-associated periodic |Immunol. 32(2) 221-229 12012
H, Seishima M, syndrome patients.
Kondo N
Nozaki T, Takada H,
Ishimura M, lhara K, |Endocrine complications in Clin
Imai K, Morio T, primary immunodeficiency Endocrinol (0x|77 628-634 2012
Kobayashi M, Nonoyama |diseases in Japan. )
S, Hara T
Two cases of partial dominant
Obinata K. Lee T, lntgrferon—yf receptor 1
. . , deficiency that presented
Niizuma T, Kinoshita , . . J Infect .
o ) with different clinical in press
K, Shimizu T, Hoshina ) Chemother
, courses of bacille Calmette—
T, Sasaki Y, Hara T ) ,
Guérin multiple
osteomyelitis.
Kusuhara K. Hoshina Suchssfu! treatment of a.
T Saito M. Ishimura patient with tumor necrosis
' ' . . |factor receptor—associated Pediatr Int |54 b52-555 12012
W, Inoue H, Horiuchi periodic syndrome using a
T. Sato T, Hara T half-dose ofetanercept.
foshina T, Kusuhara ST S B K e i
K, Saito M, Mizuno Y, _p . y Hum Immunol |73 623-628 12012
patients with Salmonella
Hara T ) .
infection.
Histo-blood group gene
Vananura K, thara K |0 MEP R 9 P e o
Ikeda K, Nagata H  |© 30(2) [119-125 |2012
, development of coronary Immunogenet
Mizuno Y, Hara T , , \
artery lesions in patients
with Kawasaki disease.
Onoyama S' thara K, Genetic susceptibility to
Yamaguchi ¥, Ikeda K, Kawasaki disease: analysis of ’
Yamaguchi K, Yamamura ¢ anaty Hum Tmmunol |73 654-660 | 2012
. . pattern recognition receptor
K, Hoshina T, Mizuno enes
Y, Hara T & ’
Yamamura K. Joo K. Thrombocyt93|s in asplenla
Ohea S. Nagata H syndrome with congenital
&a o, & ' heart disease: apreviously Int J Cardiol in press

Ikeda K, Muneuchi J,
Watanabe M, Hara T

unrecognized risk factor for
thromboembol i sm.

— 156 —




Shiraishi A, Ohga S,

Treatment choice of
immunotherapy or further

Doi T, Ishimura W, . . ,
Takinoto T. Takada H, chemotherapy for Epstein-Barr |Pediatr Blood 59 965-270 12012
. virus—associated Cancer
Miyamoto T, Abe Y, .
Hara T hemophagocytic
ymphohistiocytosis.
Kitajima J, Inoue H, |[Differential transmission and .
Ohga S, Kinjo T postnatal outcome in triplets Pediatr
Ochiai M, Yoshida T, |[with congenital gzzslopment 15 151-155 12012
Kusuhara K, Hara T cytomegalovirus infection.
Yokota S, Imagawa T,
Mori M, Miyamae T, Long—term treatment of
Takei S, Iwata N, systemic juvenile idiopathic
Umebayashi H, Murata |arthritis with tocilizumab: Ann Rheum Dis in press
T, Miyoshi M, Tomiita |results of an open—label
M, Nishimoto N, extension study in Japan.
Kishimoto T
Imagawa T, Takei S,
Umebayashi H,
Yamaguchi K, Itoh Y,
Kawai T, Iwata N, Efficacy, pharmacokinetics,
Murata T, Okafuji I, |and safety of adalimumab in Clin 1713-
Miyoshi M, Onoe Y, pediatric patients with Rheumatol 31(12) 1791 2012
Kawano Y, Kinjo N, juvenile idiopathic arthritis
Mori M, Mozaffarian in Japan.
N, Kupper H, Santra
S, Patel G, Kawai S,
Yokota S
Inaba Y. Ozawa R, Radiologic an§l¥3|s of the
. effect of tocilizumab on
Aoki G, Imagawa T, . .
. hands and large joints in :
Mori M, Hara R, , , . Mod Rheumatol in press
) , children with systemic
Miyamae T, Saito T, i S )
Yokota S juvenile idiopathic
a arthritis.
. Human parechovirus—3
Yuzurihara SS, Ao K, |, i . .
Hara T Tanaka F infection in nine neonates J Infect
o o and infants presenting 19(1) 144-148 2012
Mori M, Kikuchi N, . Chemother
. symptoms of hemophagocytic
Kai S, Yokota S e .
[ymphohistiocytosis.
Shinoki T, Hara R, §afety and responsg to .
Kaneko U Mivamae T influenza vaccine in patients
anexo &, MIYaMae 1| ith systemic-onset juvenile |Mod Rheumatol |22(6) |871-876 [2012
Imagawa T, Mori M, L ) L
idiopathic arthritis
Yokota S . -
receiving tocilizumab.
Ohnishi H, Mivata R, |A raipd screening method to
Suzuki T, Nose T, detect autosomal-dominant J Allergy _
Kubota K, Kato Z, ectodermal dysplasia with Clin Immunol 129 578-580 2012

Kaneko H, Kondo N

immune deficiency syndrome.

— 157 —




Nada M, Ohnishi H,
Tochio H, Kato Z,
Kimura T, Kubota K,

Morecular analysis of the
binding mode of

. |Toll/interleukin-1 receptor Mol Immunol |52 108-116 2012
Yamamoto T, Kamatari . . .
. (TIR) domain proteins during
¥, Tsutsumi N, TLR2 signaling
Shirakawa M, Kondo N '
Ohnishi H, Tochio H,
ﬁ?;ﬁé TKazzgztz : TRAW is involved in IL-18
' ' signaling and functions as a |[PLoS One Ji e38423 2012
Yamamoto T, Funasaka )
T Nakano H. Wong RM, sorting adaptor for MyD88.
Shirakawa M, Kondo N
In Vitro Analysis of the
Kubota K, Ohnishi H, [Functional Effects of an
Teramoto T, Matsui E, |NLRP3 G809S Variant with the JClin
Murase K, Kanoh H, co-Existence of MEFV Inmuno | in press
Kato Z, Kaneko H, Haplotype Variants in
Seishima M, Kondo N |Atypical Autoinflammatory
Syndrome.
Hori T, Ohnishi H, Autosomal-Dominant Chronic
Teramoto T, Tsubouchi |Mucocutaneous Candidiasis
K, Naiki T, Hirose Y, |with STAT1-Mutation can be J Clin
Ohara 0, Seishima M, |Complicated with Chronic Immunol 32 1213-20 12012
Kaneko H, Fukao T, Active Hepatitis and
Kondo N Hypothyroidism.
Migita K, Uehara R,
Nakamura Y, Yasunami
M, Tsuchiya-Suzuki A,
;:ii;gtgydﬁaszzﬁ:: 2: fami!ial Mediterranean Fever Medicfne 91 337-343 2012
Furukava H, Ishibashi |/ 2P3™ (Baltimore)
H, Ida H, Yamazaki K,
Kawakami A, Agematsu
K
Migita K. Ida H, Clinical rglevahce of MEFV
Noriuchi H, Agematsu |90 MUtations in dapanese f puo ool 39 |875-877 |2012
K patients with unexplained
fever.
K'Fa J, Tamai Mi Treatment discontinuation in
Arima K, Nakashima Y, ) )
. . patients with very early
Suzuki T, Kawashiri . o
rheumatoid arthritis in
SY, Iwamoto N, Okada ) . o .
A Koga T, Yamasaki |custained simplified disease 1\ oo matol |22 346-352 | 2012

S, Nakamura H,
Origuchi T, Ida H,
Aoyagi K, Uetani M,
Eguchi K, Kawakami A

activity index remission
after synthetic disease-
modifying anti-rheumatic drug
administration.

— 158 —




Kita J, Tamai M,
Arima K, Nakashima Y,
Suzuki T, Kawashiri
SY, Okada A, Koga T,
Yamasaki S, Nakamura

Delayed treatment with tumor
necrosis factor inhibitors in
incomplete responders to
synthetic disease-modifying

H, Origuchi T, anti-rheumatic drugs shows an |Mod Rheumatol (22 195-201 2012
Aramaki T, Nakashima |excellent effect in patients
M, Fujikawa K, with very early rheumatoid
Tsukada T, Ida H, arthritis with poor prognosis
Aoyagi K, Uetani M, factors.
Eguchi K, Kawakami A
Hida A, Akahoshi M,
Takagi Y, Imaizumi M, |Lipid infiltration in the Exp Clin
Sera N, Soda M, Maeda |parotid glands: a clinical )
R, Nakashima E, Ida |manifestation of metabolic Ehdocranl 120 10-115 12012
. Diabetes
H, Kawakami A, syndrome.
Nakamura T, Eguchi K
Ichinose K, Origuchi
T, Kawashiri SY, Long—term follow-up of
Iwamoto N, Fujikawa |adalimumab monotherapy for
K, Aramaki T, Kamachi |rheumatoid arthritis in Rheumato!l Int|32 483-487 |2012
M, Arima K, Tamai M, |Japanese patients: a report
Nakamura H, Ida H, of six cases
Kawakami A, Eguchi K
Magnetic resonance imaging
Tamai M. Kawakami A (MRI) detect!on of synovitis
. . and bone lesions of the
Uetani M, Fukushima . . . .
. . wrists and finger joints in
A, Arima K, Fujikawa .
K Twamoto N. Aramaki ear ly-stage rheumatoid
' I arthritis: comparison of the |Mod Rheumatol |22 654-658 (2012
T, Kamachi M, .
accuracy of plain MRI-based
Nakamura H, Ida H, L o
: . : findings and gadolinium-
Origuchi T, Aoyagi K, | . .
Eeuchi K diethylenetriamine
& pentaacetic acid—-enhanced
MRI-based findings.
Critical role for mast cells
Nakamura Y, Franchi in interleukin-18—-driven
L, Kambe N, Meng G, skin inflammation associated |Immunity 37 85-95 2012
Strober W, Nunez G with an actjvating mutation
in the Nirp3 protein
Rare hereditary
autoinflammatory disorders: J Dermatol
Kanazawa N towards an understanding of Soi 66 183-189 2012
critical in vivo inflammatory
pathways
Nakajo-Nishimura syndrome: an
autoinflammatory disorder
Kanazawa N showing pernio-|ike rashes Allergol Int |61 2012

and progressive partial
| ipodystrophy

197-206

— 169 —




