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I-1. OMAAV O EREEBRBEROBREFAY/NT X —
2 — DR

VB EROR A MR e WERER, CALEREEE B, i
EEHE Y 8 —, LR RIE - A BT
SleHRE RE REATR TR NRERAT AR, SRR RS
B 5F

HIGREZ ' I ARER
oA, EUERGEL, NGRS, HURIE Y
B PRITC, REER ERo

e HET!, BA
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[E /] BN D8R E %0 I ANCA B I %8
& A —H CHAET A ANCA B S 25 B %% (otitis
media with ANCA associated vasculitis (OMAAV)) 7% &
D, GPAL O FR[E D GmaE S LT\ 5, OMAAV O # %
F R BB MR LRI SN T v, 22
T, JE A7) G T I R SR R R L s A v
IN—"TOMAAV DHMEFHI /8T 2 — % — % HiHi L, GPA,
MPA & DR % LB M EEDOREY R L7z [HiE]
OMAAV JiFZE 34 5] % & 82206 7 L 785 — kN ZEMT I & &
L, ZEEBREICTHERFN /ST 2 —F — 12OV TER
B LIEFEENICEFMLZ. SO ORRE 4 —
HFAF =W F &b, HEMMEITo7. [HRE
B TV IF) RN, BB - BIREOF
B, FHTEED - BIRPIZE (BHEMERZ) OFEE, ZHE, i
FEERiRE, WEMREEOZ ST A — 5 — CHREHANAE
BEERRO, SHREOICHERZINT A—F —%i§
% training set & ft it L 72785 X — & — % validate 3~ 5 test-
ing set |20 VT CREAMICIAAT L, AR NAF~—T—¢&
OB INT A= —ZMLT B EVPMRESINL,

I-2. HGBMIAEARE TS IE N —TOREICE
¥ B 1&5

| PN oy N P ey SRSt R o T TR i
b E KR BEE I gEE R - AR,
i RS R B E S gE R FERSEAEE I gE & ~
y—, YILEE R R E S ZERE 5 TR E
ViR, B A )IISRAE, ERET RAE?, M
OO, AMVILERER Y, !

[Bw] HiGBMIKEO H Pk B+ 2 b — 7
&, RIS oORRELER T 2IVE 2T — 7~
Woha3idEa s =7 v KA A a3 (IV) NC1IZFFAE
L, VA EMICHEE SN TS, FLGBMIEIZHEFT L,
& GLIE R ANCAB I E RPBOOSNDILGEDVH 5o
RWFFE T, MECHFREREko 7077 — ATV E
a7 -7 a5l GBMIE b =72 KIS HE5
WRETE & MGE L 720 [H73E] IEE B FFPEYI R 1V AL o
F—=rrE7rar 7T — 0%, a3 (IV) NCIHUAE
EDORUBEE AT, BEMEENSRINE % (MPA) OHF
M FFPEY) 2%t L, #Ta3 (IV) NC1PULK, $HLCDllc
Pk % v 72 g ge s % 17 5 720 MPO-ANCA B 58 I 45
KETINT v MR O3 (IV) NCLEUE % 2 L
720 [ER) IVHaS -7 v dTusr 7y —Yss sz
ETGBM LY b — 7HEM L72s MPA DRERIKIZB W
T, GBMTY F—=T7OHRMEZNIZEETLIMIY 7 O
T =T hRBDI. —EOMPORIET v N THLGBM L
st S 7z, [F5E] MR KGR ANCA B I %
T, MRELHHRERBEkO 777 —€I2X ) GBM T
Y h—70RKNT LN H S, $72, ANCAELES
LRk & 9 % epitope spreading 23PL GBM PULIE D FE A 12 BF 5
LTWATREMEDZEZ BN D,
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I-3. SRKEIMRRXICHIRT % REMMBIHOEE
HLEERHEOLR

WRERNRSE o TR B

Al E, ik w2, KREE—RS REEE, RHHEE

[Bi] m2ahlkeE (TAK) & EMEMERkE (GCcA)
DORFDULAE, MEE 2> Twh, xR, TAK 6
Bl & GCASBI DO RIEWMIB O 3 A S, MHITELR L
@55 57208 OREBTH A H &Hd L7z (Kurata,
et al.: Mod Rheumatol. 2019), L 7 L, [[#f%E Tid TAK
EEEB S S E TRAEL, 72 TAKIZEICKEIR,
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(7] EReifse i %, TAKEERE (49RAT) &
TAK = #e (S0 LL b)) @285 1 THEr L 7z. [#
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FA L RIEEM O A 2T RHE Lotz LA,
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FEHED TAK IFHEE SN TV B UL IS WITREME AT E Vo
PHRKEEE CTIETAK I EMi %2 9 2, mECTLEAET ST &
EHEDHSLN T2\, FElFEAE D TAK 25 GCA & i
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MDD Lt v,
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TEERE Y 5 — AR CHAR T TAER
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MlZEA?, HRER? RRICFIS, mif &

BRI % 5% L 72 1WA C 13 7 W 400 88 A I <o PR s
HEJE A & 2 PNIERR 7212 3D LAl 28 R0 22 IR AT 7 &S
BLedo TO—F, mBHNIH 72 2w B RIS 0 LR 1%
WRAENEE L L OMELMICHFET 5. S0, &BE
BICHER 2R LB KRG B IRIE (o L, i 29
BIBEAT & CABG & JifT L 72 4EIRHE B 2 #2BR L /-0 T2 0

FRBLALRRR 2 F2R L7z v, DER] 34mcth. Ak 10 #
H TR RE L, GEBilkeomm, 7 E)IIR4mm D
BIRBE A TER L7z Z0BOENBE THEEIRILS
8mm, 12J% 12mm, 18 7% 20mm, 30 /% 523 mm & 3k K % Hit
V720 337 IRE I B4R L BT R A0 RS & 0 HE L 7228,
JEYLR D 7205715 # A #% CABG 2 iAT S 4, Bk
JREDS R S 7. DR L) 80 & J& PR Bl R B
RIS Twiz, wind SEfgREILZ L Ak
LB RO N d o7z, NIRITHAEGHIEIIEE S % 23 0E
Bk L% h o 72 HBICITHEARIEE OThE 2780 5
A, R OB B AL 72 v NBEPERER AR T
EHP BRI N2 DR L, TH RS I i Al
RS L Tz, [EERH] REICTHZE s Lk
R OMMARIE, TN F TICHE ST BRI
FREENIRIE O N L3RR 2 HA %, RENZBUT 2%
AR 7R JEHE RN AT IR 208 & X B DR S B 5 LT
WAL TREMEDSH B L HERI L 72,

1-2. JIBZREBRBREICELC AR, S OIME
#& (Arterial angiogenesis)
VRERR RO e A RHEEL, RIS REEE L 4 — K

mbe WEZ WA, PR RFERFBRESER &
B TR R
WHOAR, AR BN 2 RERIME? S

BEOPEEATES, HHOC, REENES

[Br] AEFAIREE CIXBIIR N EED & EEIEICE
B ME XD 5N\, BH S IEIIERIZ BV TR
REVIRE A A E 2 & B YR IZ R 2 E % 728 Arte-
rial angiogenesis & L CHE2& L7z (55 7 [l =] 5 1WGF 3 < >
A 2000) 0 BN OBIRTEHE S N7z, Al E
REARBYHR O BRI HEZE 12 BV CTIPED & IEE2 IS A 3
L CW2RESBIE R, T OFEEIE)IE 7 B) IR 7
BO—DOORMEEZ N/, EG] 38K HIETH
4 Fim, B [FER] IR AT 2 & BUNIE AL L
Twi, HGEREReERE (1881F) #BIE LW, M
MM 69 BIFERE T & 720 [BH] Z DJIIGHEH T
Arterial angiogenesis 2V B R &M 12 E LT\ b & F 2 72,
BHIR & AMELZ B 2 BRI ICIXEEDND D 2O NE &4
R ASEEAS o 72 & FIAE R G BR DA CBIR I3 BERE 3 50 £
DIzOBNRITANED S DIMEFEPEL BV E )R-
TWwhe L2 UIIEHE Tld Z OFEARBHIF 250 S 72k
BPELTWDEZ L% 5. BEFED TR IZ BT
B IMEFEVRE G Y, BRI Z B 727
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Dectin-2 % 8% 2N L TCCL2EET B &
CAWSFEMERDFERE K S

'HRACERHERIRSE B2 RE, ? Center for Immunology and

Inflammatory Diseases, Division of Rheumatology, Allergy and

Immunology, Massachusetts General Hospital, Harvard Medi-

cal School, Boston, Massachusetts, USA
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M K OFIERF, B L OBERFRN 2 MERIEL 5
AN ZANERWAST A ERBME Lze [HEE]
JRHLO CAWS FEIME S~ 7 ZAET N2 HWT, JHE
RIC & 2 BIRGIE O WG EAL A IS B 52 1 70 980 % 35 <
AN = AL RBE L7z, [R] G~z o7 77—k
Dectin-2 % 21K % /- L CCAWS % &%k L, - #12CCL2
AT DI LT, CCR2 WD JHE M HLEK %2 KB Ik
TS & EEIRICHEE S 5o JENE BRI HLER A SR IRk
MBI e L, I 264 12 Dectin-2-Syk-NLRP3 1 > 7
TV = AREBENLCIL-Ib ZEAET Do TOIL-1b2Y
MM CXCLL & CCL2 5Bl 2 1R L, BRI OhfhEk
RELLLIHROERE ISR, B8] BEEANK
5. &N 72 CAWS 13 K B AR JE B @ vasa vasorum |2 7175 L,
Dectin2 /- L C~¥ 27 07 7 — I 5CCL2% L S &
58T, LEFENZMEREZFELTCNDLLEERD
n7z.
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TEBNI245%, B 4RERICL R0 R & B S,
MAT AN 2 520 720 16/ B I X5 5 CRE %
B SNHNRBNE R o700 HOLPT— T VIRES X
OB AR S % & R A O R, A B B IRk 72 E
(PPAS) LW S N7z. LRI & 2B I E R &
D 72O \AREITEIRIAT DT HEWER & fkfe L7225, 24
FERFICAETE L 7zo B AR T BY AR 12 R EE O I -
ORI & Pk ze % 8, BEIIR, MEIRZ &2 b
FIRED MAETRZ % R0 72, T4E, b RmOmRE L
TRNR2IBERFERPRESINTEY, FIEFTHH
Rk % RO 72 BHT IS X o CRIEGE T O R B A TAR
(c.14576G>A (p.R4810K)) W HEFR S 41720 20184F |2 [H]
REEEGERIZEIT S 520 R0 & PPAS DA HF 5 &
N7zhs, [EIEFRE & R EFAE & OFEIZOW T
A EA L RS Tl % v CREBR T
BHPREFOMEREDOTERAED L) IZHG Lizrx
BEt L 2D THE T %,
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T AR DILR D 72 Rl A3 GE b AT T EEIBRMT 1T, H
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2, AN SHELO S N 2 B T 5 BB O AE BER
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[1ZCo12] Meds B B LB R %5 (isolated necro-
tizing arteritis) (4% %€ DR 1 BR)E 3 % BB R 96 T
B Do ATk 4 3 aE RS TR B IR 98 251 = SR
Jg LIREMNICA S N 1B &2 REBR L 72D CTHET 5, (B
RETR) 425 D%k, i AR © 1 i i & F5 40 S
NYBE %527 L 72 GnRHFEE % 3 0 — AJifT L 721212
e 2RI ST S e. DREET R, ir] M
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PR A & B 20 T ) 8Bk, M BRI, 747
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Z0E, MRS C JE SIS I 1E 3 5 T2 5 SE % RIR 9
LIRS Zdrodze BIREFEEIIREZ T 5 2 L id%
<, EMOREELFEEIR IS & BIREE D H
BN & X0 AR R BRI IR 4 & 2T L 72,
[£5] A 3MmEREDOBIEORRE, BYIRME O A I
£ o T, IR IRBEIEEIEBIIR 75 & 4 B VEARS EITE 2 56 )
IR 98 5 % R BB IS #E B C & A L #Ri5 L7z (Matsumoto
T et al.: Cardiovascular Pathology 2007; 16: 92-97), ZJEH
VEERIRPT /L & I BE O BEARRE, BRI (—) 20 & AR IR
JRTREFCIEBIIR 55 & BT L 72l O = IR IR TSR
BIR K CTIEBIIR KT FE NI LIRS IEBIR &2
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