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Disease susceptibility of vasculitis syndrome
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Large vessel vasculitis (LVV)
Takayasu arteritis (TAK)

HLA-B52, HLA-B67, HLA-DRB1, HLA-DQB1, FCGR2A,
FCGR3A, IL-2, IL-6, IL-12, CD226, PON1, NFKBIL-1,
PDCD1, MLX

Giant cell arteritis (GCA)

HLA-DRB1, HLA-DQB1, FCGR2A, FCGR3A, IL-1RN, IL-6,
CCR2, CCR5, TRF6, MCP-1, CD24, TLR4, TLR9, NOS2,
VEGF, PTPN22

Medium vessel vasculitis (MVV)
Polyarteritis nodosa (PAN)

ADA2, CECR1, MEFV

HLA class|l, FCGR2A, FCGR2C copy#, FCGR3B copy#,
ABCC4, FGF23, TARC, CCL17, IL-1, IL-4, IL-18, IL-21R,
ITPKC, CCR2, CCR3, CCR5, CCL3L1 copy#, IL-10, NX1,

Kawasaki disease (KD)

CAMK2D, ZFHX3, TCP-1, CASP3, CSMD1, BAT2, BATS,
BAT3, TIMP2, PD-1, CCL5, CCR5, CCL31, MMP3, MMP-
13, CTLA4, ITPKC, CASP3, NFAT, MBL, COL11A2, MEFYV,
CD209

Small vessel vasculitis (SVV)
ANCA-associated vasculitis (AAV)
Microscopic polyangitis (MPA)
Granulomatosis with polyangiitis
(GPA) (Wegener’s granulomatosis)

IRF5, STAT4, CTLA4, PTPN22

HLA-DRB1, KIR, LILRA2,

HLA-DPB1, HLA-DR4, HLA-A1-B8-DR3 haplotype, SERPI-
NA1, PRTN3, PTPN22, CTLA4, IRF5, FCGR2B, FCGR3A,

Eosinophilic granulomatosis with polyangiitis SEMACA

(EGPA) (Churg-Strauss syndrome) HLA-DQ,
Immune complex vasculitis SVV

Anti-GBM disease FCGR3A

IgA vasculitis (IgAV)
(Henoch-Schénlein purpula)

HLA-DRB1, CTLA4, TLR2-TLR4, IL-18, RAS, ACE, eNOS,
MEFV, UG

Variable vessel vasculitis
Behcet disease

HLA-B51, HLA-B5701, HLA-A26, IL-4, IL-6, IL-10, IL-12RB2,

IL-17A, IL-18, IL-23R, TNFRSF1A, TNFAIP3, FCGR3A,
FCGR3B, PTPN22, CD28, EREG-AREG-NRGI haplotype,
C4A copy#, STAT3, STAT4, CARD15, TLR2, TLR9, CCR5,
ACE, MCP-1, CTLA-4, ROCK1, ROCK2, UBAC2, LMP7,
MICA,
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HLA-DRB1*11 : 01[5, 21, 22], killer cell immunoglobulin-
like receptor (KIR) & leukocyte immunoglobulin-like receptor
(LILR) D MHUERZ IR T & LTRSS T 32,

% 7o, BFRBRVES FE MR 2 VA3 IEAE (EGPA) 13 HLA-
DQ DL LBl H 5 2 LHVRRI N T 5,
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ZHERFE L TMEINTVRED, ZDIEH»IT TLR2-
TLR4 /N7'0 % A 7, CTLA4, IL-18, RAS, ACE, eNOS,
MEFV, UG D%RMBEZIER T LTRIEShTw»3,
ZDO—FT, IgAV TIE3 D ST 23 F0E 1o < B S
T3 &) BTN,
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Behget Jiiild, S X4 A X, EEOIME (@R, &
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EZoNb, 2B HT 5 X 9HI1C%  DREZERTF
RBENTWE, Z2D%H»TH, HLA-B51, HLA-A26 |k
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GWAS IZ & - T IL-10, IL-23R/IL-12RB2 23 &EZZ A1 &
LTHRIE N5, 20352 b, case-control study D
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1. £5HNEXET /L MRL/Ipr

INETRR K I, MERREMRERED EZER T O fig
Wil GWAS IZ X > CHEB L T&E 7, Lo L, fl4 DRl
B35 243 EbOTEHEETHY, Al - RIGODE
VW, SEABREERAIC X 2EMirERDL E, E DT L

fERT D AT 22 DRI L < ALWRERFEAE 2B S H T
BICd% DWE NS, 22T, 7/ AN —RkEeT
NEOREFRZ VS Z L TcIns OfEZTRT 2 2
EEFEZ, FEXGTWH S DIV — 71k, MRL/Mp-
Fas””""(MRL/lpr) % % I\ CTHAE R D7 7 L1975 5 o gt
ZHEDTE 7, MRL/Ipr IZBFIRET VT ATHY, &
WaagmiE R %2 130, SREREE S, BIEIR, MR
% PIRE  HAFIET 2, HOREBIRELTYH, Hly
a7 VI, 1gG-RF, #i Sm #iff, MPO-ANCA 7 &
DOHCYUER, & SLE ICHEBIL 7294 S A4 v ORFEEH
BT 5,

DR ADIMERNE, 4~5 5 AT 80 %LL_E DA
ICFIET %, B SRR~ NERBIIRO A2 7% 59, K
BRI 0 kL, FENEARIN - DU O BINRIC b FRE T 5, B
FREAII I, SRS & 0h £ 2 N ZEIEMESEAEE S 28 DR
23T, Thbb, YIS EE~D cD4™T Mo
BB ED, ~r7u 77— (M) EE% M- TEIRA
BENR O, IO - R, NIREIEE L » S —Eo
Tk A%t b,

D~ AL Fas DREERTH % Ipr mutation % Ff
L, —FRHE ZNDYERTH B & SN2, Ipr mutation %
C3H/Hel %> C57BL6 22 ¥ ¥ = = v ZIZHE AL TYH IME
REZLDETLBERER LI L o7, ZDTE
I¥, MRL RO Sl E IO BZ R 17239 5 2 L 2R
LTWw3,

2. MRL/lpr OXRER%ZRWMERXRZHEGRFE

DIXvEVY

MRL/lpr v 7 A &, Ipr R 2K H 7206 BIE 2 FEhE
L 72> C3H/Ipr =7 A & DAIMLR (N2 R LA, F2 ks
Fitl) D HERE SR AR % F v T, I R R S B R T 0
WREITo 72, N2 BX O R2 ITIE, IR, SRERIAE
2%, PAffize, MERIRK, BIRR R4 OflasbE, #EiE
JECHRIE L 72, 2T X, I %D BEZEMb o IBIEE
PR EZME LBIBIC T HECE 2 2 L ZFEW L Tw
%, N2, Rtz 7aY 774 be—h—%
REMEREMEICLET ) LT7A PR ) == T
5, R2ICARTHEY 6 HATDIMNE RIEZBETIHEZE < v
7 Ltz, TNS DRRZMSEE T HE IS & B3
DN, Arvml 23 ZHNCE B L, W 1 FHIREZ
HE7 L ILD AT 48~60 b DFHIERZ R T DKL, 3 1H
CEZET VLD & 90 %Lh EDFIER & 72 2 (RN
M), £ Arvml BXO 2 DEZET LV OMAASDET
& 79 D FIELTH 2 DICH L, Arvm3 EFED DLFhp
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% 2 MRL/Ipr & C3H/Ipr DXREZRH S BRH iz MEXRRZEEGTFE

Symbol Name MGI : ID Chr P(O QS'TtI'_O)n
Arvm1 autoimmune renal vasculitis in MRL mice 1 MGI : 2149546 4 24.7cM
Arvm2 autoimmune renal vasculitis in MRL mice 2 MGI : 2149547 4 58.0cM
Arvm3 autoimmune renal vasculitis in MRL mice 3 3 55~61cM
Aaom1 autoimmune aortitis in MRL mice 1 MGI : 2680905 4 10.3cM
Aevm1 autoimmune extremity vasculitis in MRL mice 1 MGl : 2680906 8 34.4cM
Aevm?2 autoimmune extremity vasculitis in MRL mice 2 MGI : 2680907 5 59.6cM
MRL-Fasr MRL-Fasr MRL-Fas exon 7 12 3 DA & , exon 8 IZ 21 WD REDRD 5,
Cd72°° Cd72° COSHMPBEBEZEZBET 200 Lk & v )
KF DT, MRL/Ipr 12, MRL 4, B6 A& X T8 MLR/B6 ~
o Y o T ulo 3 RO bacterial artificial chromosome (BAC) % &
> o [\ (> \o ; -

N e N BFEAT 2 MEEREB 21T > 72, ZOREE, B6 HAED
BB EE Bl Z A BB : e e
S G FILTOHE S G FILTOE LG FILTOHE BAC #3E A L7 MRL/Ipr 7 A Tl%, B flleZaks

HELY & FLOMBRH 720, MAFR, FBRINES L bl L,
EMPBRPERICER L7, —J, MRL 13 L < 1 MRL/
B6 ~7 B ® BAC % A L 72 MRL/Ipr T, 88 I3dEE
5 M TBRLZILL kot o 2D Z EIE, MRL
X X X X P Kl nn%fﬁ' ZAk -7 (R)
> \o > o > |\ D Cd72 VHERERE 7 LV TH D, dominant negative |21
- _ AL, Bilgs 7+ L omfliREx @ L CIE R, SBkik
TN 7 IR ] = = s
fREE ffE fRfENE BREFIEI STV LD T EDFEH L 5730,
FEFBE R RERABE R FREEBRNE = s N 5 T
Mm% P M Aok 4. HRZERFRY T A ZAVWCEERZERF ORI
HELT I 50T, REEFAERET B X OBREE RIS O CTNT % o

Cd72BAC NS YRAI T =W I I ADIKEE
MRL/lpr ¥ 7 X & B #il@Z &K 7/ FHILOFTENH D, Mm
BERX - RIEBREREL, £ENEET 5, MRL/B6 Y
ATOD CA72 ZEBA L THHEEIFHE LRWA, B6 BN
ED CA72 ZE AT 3 & B @B HERY 7+ ILDITE T
frEhn, MEX - RIREBRIIHE, £FENERT 2.

DR A A DR TIRISER IR L 72\ (BEE) 72,

e, RERREROBZILEE T S 5 4 FYetafkic 2
AT (Agnml, 2) 8 & O 5 FLEMIZ 1 AT (Agnm3) < v
TEINLD, TDIL, Agnml2 (ZZFNFN Arvml 2 kG
iR 2 A L, FWURZERT2BE T 5 L HI
%29)0

3. MEBEXRBRZHEMBIEEEET OREA

LRLCRk o M RIEZWEE T Arvml L B RIEZME
BIET Agnml \ZAET 2 EAHEIS T & LT Cd72 ICEKH
L7z, Cd72 & B fllcic 3B 9 2 EERE A T, B fllg
R 7 F K LTI ER T %, MRL R Tl
C3H %% B6 % & 7 b, Cd72 I aberrant splicing 23% D,

b 5780, MRL/lpr & C3H/lpr D WIHERELR F2 05, 7
VN HIRZRRL % 20 MDA AR DR LT, HETHIo T
DB T TV Z 35S FR < 7 A MXH/ Ipr % 20 R
REHZL 72, ZORIE, EREOE LR EEASTMRL &
C3H DEYA 71k b, ofllx DRFED 27 ZZFA—D
IR TRERZ RO L) Rz RioCTw 5, ZORTIE,
TSI NHED, BRI K D MRS D3 #E L <R Df
AEDETHRIEL, ZDhhdollE RIS, BRIFH
R ERBLIENTEL, TNSDRZMNT 2 LIBJH
WOBEHGIHEBIEZICOML ) 528, 2L T, 20
77 BRI R ) Y — v REEERICSE S N Tw»
528, SHICREDBRENICKVEBfishs I Lz
BE%z o CAEHTE 3, W EMIng&hcbh 203, 1ME
ROBEZVEE T, N2, F2 OfffichRILZb Dk
—HLTEY, IoICEBOBRZIEEEFENy 730
T3, ZOFREHNT, I 6IERZERT OB, 1HHE
ETNVORFEIZINDS Z EBMEINS,
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