IR BRI E R B & CEEA MR ORI EE 36)

ﬂ*ﬂmﬂi R El
TAEARICZBIT2N—F =y MNRORBOZEICFH 5T 5
BRI 7 Z 2 2 —DEE D2k
ORI, BISH KRR, (BUETR  #MiaeZiEmne ) . EECE(H RER KRR
bt T LV —RBIRIRANED, BUGEE 7 (ERERETR  #4). MTNIES, KAREA Bk
iR ARFD
WHEELE  Fx i, N—F = v MEDSEIEE DR DB ORI DR S TR

JE R4 B TG
x, ZFOHRES

ERERIITAE L LTz,

D, ZTOME, EEO~T o IRNELDEWVWIRELAEN. T2, 2Oo00OX—F v MNFEE L
VAN DT —=HEHNT, BEHY T AKX

—SER ol 2 A,
1 THR) TR 29 5 ool L=

[RZRERERR ) TR

RRRVHEREIC T 2 Z &8 T

A BHEERY
~_—F = v ;i (Behcet’ sdisease: BD) i
FEAEMEDRR « AEIEE FFIEIRITIMN A TS £ & F
IR Z G & T, JRRAHORS HRIE
MRETH S, 2018 FICHFsn/izd—n
v XY U FHEROTER - BRLOHERE TIEAN
—F = v MEWERE (Behget’ s syndrome: BS)
) HEEAEH Lo, TBSITIX SN
B, il - PR - R - sk O EE A
WIS T, L LB E2 R 72 ) R&ET
HDH1ENH ZEEEHL TS, &<ITIR:
MAE - #FE - BB IRZE I, TR IIRIE DS LB
272 ZENEVTRARIFETHY, =
ﬂ%®§%f’§:%?ﬁ”“@%hi BD OfERHbE
WEHED HRE 72— T2 %
EHEE R kﬁ%iﬂ—‘ﬁ% IFEWEMEICE L,
Ajﬁ(ﬁr TEWEHEIZZ . E7/hNRE T
RENRL N LiTlE ST 5. IHE
F i$%%a@ﬁﬁ7v7f%<,ﬁbf
MR T PR FOREETE V. Zhb
D LMD, Fiin - HERRER TR « HUkH)
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#2573 BD OR BRI L T 5 2
EHRRBELTND. L LBRAD 2 EIR
FHI ii’il 7R TH D IT T OARF BD A
FTH, BEROHEM, BIOIRWE L E b
H i Bk 5t il (Human leukocyte antigen:
HLA) -B*51 RO L 9 fRIFRY 72
BRRBRDOEENH Y, [FEROERITEETH
HrHD.

MG R 22 B8 0D 72 B B AR ) A 5 8
HY, THOIBENRICEELRIFET] &
IMFIZDOWTIE, 72 2 IXBEE Y v~F A

T, THLCCP Hifk) Lo B CHURA

DOBF TIEHEMEORBEF L LT lshared
epitope (SE)] &5 HLA-DR (2B} D 5F/E
DT X B E b ORERINRZ N L, SE
LBt CCP HUAMN & IO B CIIBIE
ER L VT LTV, [T ARZ 2T R
o T HIRFRENZ B 2 A DR R 5
W2 EFEBNTWS. [FERIC BD &L T
B OENE B L7z, W< DD RGR Y HEE



T HZEMTEDLNL LN ES
25.

BD B ICHBE IOV TIN LS D
WEN DD, AR M ansOWER, BD
B 273 B CHRRIEIR 2 2% & LT TIR+4)
Brl &S FEERWT, TAOFENIES - 25
1B - AEIMERLBERRE ) 58 DIk TE
FRERBZ - FAEEIR ) [ RALFIRMLARIE - 28
EERIRIMARSE | &N D A FEREIC L TV 5.
ZDAHRED O BHIERFERELZ - BIHTEIR)
WZOWTIIRIOME T A AR W,
% 9/ £ 2 4 72 (“acne-arthritis-
enthesitis cluster’ L FRL T 5)| Z &, X
BEVEFIENRZ N Z & bWE L TR Y, BIRY
H72E WA Z ORI ARICBIE L T 5 Z
EERIET D, EMEREICONTIE, £
FXRHGHT 2 T R ERIR IARAE - I EF
JRIR A - BREDNIRI 2815 —3E D b D72 A3 KA

FIRIFE TS L TV D | T 5MENDH D.

ZHB O/ D, BD BEH & AR
RLEBEHE R LWV BHEICE LN 51
WAE D LI LT, BEAEE DR D KA
OB TEXAEELRH D, KD
Tunc O OWFFRITBEED D720 LW 5 Bl
TR SR AW TIHIT ST S
T, EFEOEWRH LA BD BET, ZD
FRES A ZOEFHHTHZ LT LW
EEZT.

B. #F7EE

RIEOD X 5 R R e E 2, E8 DIIARITD
2ODBDEEH L VA MVIZBWT, 7T RAH
— AT E WD FYEE VT, BERAHERE 0 FE
AT

F ¥"Discovery cohort & L THEIETI N, K5 &
ZoMEfi (YCUL Y X FY) OBD#EH

33

65761 (19994F-20184) & X412, BDOD
IR (FNR - BRI - BRYWZA - BRE0IE
55 - BIFIA - IR S - A2 - PRI ZS)
BEHE LT, 2—2 Uy FMESEEREAFI A
L7eWardiEIZ K D ER 7 7 22— &
BIlhot-. FEFE5>OliEE (Cluster 1-5)
IZHFETE, ZOBKRG - BEE R - TBREN
HIZOWTHER L2 (M1 - £1). (i~
DRELRE)

ASHIFZE R RE R T N7 K S B I 7 Bt ff PR 2
BEOEKREZ/FTND,

C. MWrEhiR

Cluster 1 & Cluster 3 X2 EREIEIHRZA D
FROHRET, D% . Cluster 113
ik by, Wi b7 acne-arthritis-
enthesitis cluster” |24 7= 5 fifE & & 2 7.
Cluster 5 1% T B SHFEIHZ ] T BD @
HIER & U CLART2 B A H AL TV 5 B
Td 5. Cluster 2 (IFE - MAERED TR
T, IRWZ 1T 720, HLA-B*51 BEtE= G
33% & ARV (LD HFEL 72N T2 5 7)) . [
BERJIZ W 5 7L 5 International Study
Group (ISG) J}:# - International Team
for the Revision of the International
Criteria for Behcet’ s Disease (ITR-ICBD)
B2 I TEFI S D720, PLERE 0D
$ % HAE) 72 BD & 13872 588 - KL
Wz R OHifE & Fhex 135 2 T 5. Cluster
4 [ XEIEBICIRIREN A LD DS, RS
IR ZE DM O HIRE L 0 D7, Al il
Al (1FE A EIE TNF [HEZHK (Tumor
Necrosis Factor inhibitors: TNFi) T& %)
DOEGFENE « BD 26 5-F£To
HIRIAENZ LD, THEEBZRIREAEICKS
L CTHRBIC TNFi 288 A S, #RAIICIE
20 BD SEIRDSHBL L 2o 7o) HEREL B
2L TV,

1BEICEI LTI, Cluster 2 & Cluster 5 T



AT uA R - SEMHEKIC X D IRENR L.

AR EENT Cluster 4 TH - & HEH
SINTEY, FEROEMIC LD EHETD.
HIEEORE L L TABRBEEZR<TEY,
Z i Cluster 2 & Cluster 5 T%<, %
IWENIGE - MRRAZ L TWND &5
Z5. KWIWIZHEL TIE Cluster 4 &
Cluster 5 TEo722%, ZDIFE A LI
1999 FLIHIIC BD & 2W S = iEF Th
STz, BT ® TNFL % & T BE 72 1R DS,
BN THOLEIZHFLEG L TNWDHEERD.
RIZ Validation cohort & L CIEAE57#)4

( Ministry of Health, Labour and
Welfare: MHLW) OFFEREET — X X— R

BT DHHLZ W BD BE 6754 TRk
@ﬁﬂﬁ%i@_ olo. FEMITEIET L T
2D Y T A% — (Cluster A-G) W [AE 4,
FEARRIZIZ YCU VYA R OB SHE &
RSB BT (4 1).
%IZ YCU LA FUIZHEWT, BD &
BB 5 HHEOREKEIS 2 BD 2R
IZHE L7 (X2). Wb AR

72 BD| (Cluster 1, 3, 5) TILRRIFAYIZE
A LTV BD 3, Cluster 2 & Cluster
4 TR A BTz, Cluster 2 (22T
IAEELRT T TOMREREDH
Mz L Tnd &#&E 2%, Cluster 4 (T
DWW TIEHTIR OB T2 DEI G 2 T
Wb EEZDD, BD 2hE 5D 5IRFA
DOEEITREREANZ A LT 5 (1999 LA
HIJa”/Uﬂﬂ 65.8%—2010 4 LIRZ B
51.6%). D %4

Lt AFNZEIT D BD BE OEEIFE)
PEDELIR & | Hiﬁfiﬁﬁﬂﬁ?ﬂ%@ﬁﬁ%\é#%%
Thd, VYA UL S I,
S LR DIEFEENE . RHRBIRICLY
T & EET DIFEMEEEE & T2T DOBH%
DHIFRFTE D,
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ABFFEIE BD 2 < OO HERIZ /0 HET
EHLVIBEZEBIIFTLHHDTHS.
NCFA TIBEREE A A LT DR
%”intestinal variant” & L C, HLA-B*51 [5;
PHERDIKE D6 Z DBARFHITE S OE N
REINDZ ELAEDET, A BD ©
ERIRG 2~ I oMt e XA L TR 2 5
VEWERNS D EEZD.
variant” |3 % 5% # il L F I L v o
intensive ZRVERNMLEIIRDHZ L HEL,
FRRFAUIZ BD 2R TOEIA HEM L TV 572
0, Fox OB EZE THRRICHKE Z & HE0.
L2>L ISG « ITR-ICBD F:¥E % i 7= 3 EB A3
gz b, Yo E % TEE BD)
EWMT D EN D T LT T O MU
TOHEMEOBEROENLH Y, ZOHFEC
X2 EBRR R - RO E L EoTeT —
ZN3M7pun. Fr L LT, AREIILHE
THRT TG, ZO5EOBE - IREIC
ONWTOHMAEZ LIV EFEL TS LERD
HEFEZD. T2l ZITWEPT L CHE BD &
IO RIEMEZE B (Inflammatory Bowel
Disease : IBD) Z##HII T& 575 Z &IT
BT 2mAbLZO0ESTHAH. ZLTO
&<%:F%BD&wof% Z OEERBI
JEG] Z ST 7 0 B v IEIAGT S N, F
T-HERE I T BD) & L C2lr - 150%
SITWDATREMED & 5 ke L LT, A20
T REJEZIL L E L7 monogenic IBD
R, MUYV I —8 BB BE R ROE R
(myelodysplastic syndromes; MDS) (21X
K S5 MEENENRE Tl 2 5 TS BD £k
DOHELERE] bEENDLEEZXD. FIET
HIVTBEMEREE L LTE L X DME, %
TR TH - BB OWRFEA T v a v

Z @ "intestinal



(THF TR MR BAE R &) 12
DL, AR THIUIKINT 2H0EN D D
JRIETH A H. Z DI 972 heterogenous 73

[15& BD) Ozl - 1a i & 6D 2 72121
PR ERIR G OIE L B, £ LT RRT
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B DEHD . 7 AT RIE, M
DWRBIANC SN ) AU A R
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GWAS) [T~ Ths L, bREEN~
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autoinflammatory, somatic) JEMERED K 5
2, HOMORHRERSTE Y =27 (v
7 RN, o DRFEDORBIM LB L T
HAREMEL H D REAREF LWV I RTHR
ERVYI=8HLZDUEDLNZD).

IBEIRE 25 EAVICH LT L7y,

DRADNNR B 2 (IR FH] AN 72 8088 4 13 00 C)
g - £ L, [Z2oMEaEIcs Lct
KFzFE] +5L0rE 2, BD O~
TONEFHER Z 5195 9 A THEIT/e -
TL B, T2& T EHRE CThiL THsHit:
FLBEERR 2 | [BFEREREE ) TRIEMES RN
BIE] &V KON Db DRBEZ LD
258, BERMEIE CTHIVUIBEEIR - AT
A L, RACMEFIRMARIE CH AT M E
B OREPRBEIND R E, KREREORE
BERENORRAE L OBE, LWTIRFEOT
BIZED > TS D BEMER H 5.

£72 YCU LY A F U D Cluster 4 75
RS, 1R & KRBV ORE (IFX FH4
523130 BD AEIR 2 #7H L T2 ATEEE)

b, BUIRRWHETH D, IRHEDDITH
B L7=T7F47 Y 3R iR
DFIE Z JNHl L7z v REtED & 5 & 9 Wi

bV, MHERBF LRI 2B &
BIO ZET, FEICREIN D HENR
TREDRIELIH T HZ LN TED, Wb
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bHHEEZEZXD.
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1. Soejima Y, Kirino Y, Takeno M,

Kurosawa M, TIshigatsubo Y, Mizuki

N. et al. Changes in the proportion of

clinical clusters contribute to the

phenotypic evolution of Behcet's

disease in Japan. Arthritis Res Ther,

2021: 23(1) 49
HE B
L
2. FERFEFR
2L

k={118
513

BERBALIZRY (n=657)

I SRY —SHTICER LIRS

Cluster 2 (n=140)

Cluster 4 (n=146) Cluster 5 (n=67) {4

CIRRAB, n (%) 653 (99.4) 164 (100.0) 1138 (986) 1140 (100.0) 144 (98.6) 67 (100.0) 0.265
BRI, n (%) 585 (89.0) 164 (100.0) 130 (92.9) 140 (100.0) 93 (63.7) 58 (86.6) <0001
BAZ, n (%) 392 (59.7) 78 (476) 48 (34.3) 76 (54.3) 146 (100.0) 44 (65.7) <0.001
RSB, n (%) 474 (72.1) 164 (100.0) 105 (75.0) 140 (100.0) 21 (14.4) 44 (65.7) <0.001
BIEH%, n (%) 346 (52.7) 164 (100.0) 94(67.1)  0(00) 57 (39.0) 131 46.3) <0.001
WU EZ, 0 (%) 15/285 (5.3) 3/40 (7.5) 2/60 (33) 2/50 (4.0) 4/100 (4.0) 435 (11.4) 0.406
BERZ, n (%) 13072 0(0.0) 106 (75.7) 1 0(00) 0(0.0) 7(104) <0.001
MERE, n (%) 55 (8.4) 0(0.0) 154 (386) 10(00) 0(0.0) ) 1<0.001
HERE, n (%) 67 (10.2) 0 (0.0) 10 0 (0.0) 0(0.0) 66 (985) <0001
BEWR - EERR
R 24 /BYE, n (%) 372/285 (56.6/43.4) | 124/40 (75.6/24.4) 80/60 (57.1/42.9) 90/50 (64.3/35.7) 46/100 (315/68.5) 32/35 (47.8/52.2) <0.001
BHIRER (meanSD) 36.58+12.29 37.37+12.25 354141341 3359+10.25 40.48+12.84 3479+1043 <0001
B (mean+SD) 13.72£11.79 16.33£12.07 137241252 13.27£1253 10.169.44 1608£1070  <0.001
RIS, n (%) 74/170 (435) 27/66 (40.9) 7/23 31.8) 21/34 (61.8) 113/32 (40.6) '6/16 (37.5) 0174
HLA-B51, n (%) 214/449 (47.7) 58/114 (509)  29/88 (33.0)  49/94 (52.1) 149/98 (50.0) 129/55 (527) 0047
ISGEH, n (%) 583 (88.7) 164 (100.0) 1107 (76.4) 1140 (100.0) 13 (77.4) 159 (88.1) <0.001
ITR-ICBDE, n (%) 645 (982) 164 (100.0) 1128 (91.4) 140 (100.0) 1146 (100.0) 167 (100.0) <0.001
AR, n (%) 239/522 (45.8) 35/115(304)  69/97 (71.1)  43/128 (336)  49/125(39.2)  43/57 (754)  <0.001
%88, n (%) 98/582 (16.8) 10/141 (7.1) 8/124 (6.5) 22/133 (16.5) 34/123 (27.6) 24/61 (39.3) <0001
L, n (%) 13/520 (06) 0/114 (0.0) 2/96 (21) 1128 (08) 0/125 (0.0) 0/57 (00) 0230
o i ; i
ILEFY, n (%) 375/522 (71.8) 73/115 (63.5) 77/97 (79.4) 83/128 (64.8) 96/125 (76.8) 46/57 (80.7) 0009
2704 E<GC>, n (%) 236/522 (45.2) 40/115 (34.8) 65/97 (67.0)  44/128 (344)  42/125 (33.6) 45/57 (789)  <0.001
GCRARS5 R (PSLIAN) (mg/H, mean=SD) 11.75£17.76 564:11.15 18.98+  681£1271 8.16£14.24 1318122364 <0001
ZF04 KIULASEE, n (%) 36/522 (6.9) 2/115(1.7) '9/97 (9.3) 12/128 (1.6) 4/125 (32) 119/57 (33.3) <0.001
SRIHIE, n (%) 203/522 (38.9) 17115 (148) 71/97 (73.2) 30/128 (234)  47/125 (37.6) 38/57 (66.7) 20,001
EYLOBA, n (%) 95 (14.5) 9 (55) 23 (16.4) 15 (10.7) 34 (233) 14 (209) 1<0.001
BDEWiA 5 EMFNBFRS & TOMR (years, mean+SD) 6.22+8.52 4.86+6.90 1747£1095  1007%10.20 12.96+4.46 18544842 0043
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R 8 HE % + BI AR
Cluster 1(YCU)
Cluster E (MHLW)

BE

Cluster 2 (YCU)
Cluster A (MHLW)

AR

Cluster 4 (YCU)
Cluster D+F (MHLW)

“BDEEWL”
Cluster C (MHLW)

i

Cluster 5 (YCU)

Cluster B (MHLW)
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