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MERIIRHDZ F S 20 A XDIMERED 5IE % R
LTWw3d, ZOWELLETHS,

¥ 971994 4, Jennette & I KERD & BHIINE £ TTX
TOVA ZDIMNE R ZRIEAICHTEL, ZOLHEED
7V, ZD4HE% 2012 4EICWET L 72 Chapel Hill 4742 ¢
&, KENRD & RERETBMRE, X 512 quchi < fR%
TRTUICHIET 2MERZ £ LD, ZNEFNDIEHIFAE
T2 IMER%E Z ORI - MR - M AR Bk
ko CEBSEI R SN, B THEIEESTE T,
RUIMAE 28 C & 2 Piir BRI E Hi4A (anti-neutrophile cyto-
plasmic antibody : ANCA) BHLIMAE RN K E HETH D,
AR, WL, IREEAIRE S HEH TR I TE D, 2015
Y, K B MIHEEERENT IC b BIRE, A~ T 7
U—F S OICHE L 72, IR H ST, ik
G & AT 2 KELMAE R 72 IAE 28 b B s & % &
A ZELIELIEHD, INSIZOVTOAIRGHI/IC
INTVD, INLTRTOIMERZ T % EEART
& % "Vasculitis and ANCA Workshop1Z, ANCA & & KD
BE#HDFE R TH % van der Woude ° ANCA JIEEDEZE
#%TdH % Rasmussen 5V DEEIT, 1988 4EIH 1 A3 a <
voN—=27 v THMEE 1L (448132 TANCA Workshop D4 1),
Z Dk, 1ZF2ET LIHRTHBEINTE 2, RERIC
1Z, 1990 R0 5 13 b A E D & b BliEsE, ) 7 < FIBEH
O S A ISBIN L T & 228, AR A S B E A
PEIMAE 2812 B9 2 FHEERFZEHE 0 BRI 0Bl 220 & S A1

g R T A FH R R B R T AL R B B RE  v v — T
ik
MR Y v~ F RN

BT 2 X912k, REld¥iz b CEBRILApFZEIC
LML TETV S, 2D XI KAd, 2012 FITIFZ D5y
Blex & L T The Asia Pacific Meeting of Vasculitis and ANCA
Workshop 2012 (7 ¥ 7 KF ¥ M4 78 ANCA [H B 258
2012 © AP-VAS) 23, $iARRIBARREOT, Hat(WIl) Thif
I, ZONHOENNADZF A =DV T F v —IZfl
2% DEEBSINE 400 LilE» 6 HEE D, 727 THD
TOME R DEEESHEI R Y, 2015413, 451714
Aeggxhin v Fychifgsh, Zoahiczogklao
Y% 2T T, 2 ARSI S 5 5 18 AR RS 03 2017
fE3 H 28 ~ 30 HICHLChif (K& R ANEE @ J8E
STEA HEATEINAE 2212 BY 9 2 SRA R EE IFeEE) S n
22 EMPERICHRE L2, ZHuc kD, boESkToOR
K> & DIMER~DID FHA % EFEIIER T E 2 &
LTSN s L 2ATH S, ARITIZ, 2015 FEDDHE
PODREBITIMAT, 4 Ao v Ry To¥AaTEREN
T e # AR, 2 DROAKEY 7 4 22D ASN
2015, ¥ 7 7 v A THOREY 7 < F 2% (American
College of Rheumatology : ACR) ® Annual Meeting CD#77z
ZIMAERICBIT 2 AR 2T 5,

REUME R DERARITFE DER

REIMAE 0%, TFERZE DS IEN, A liEe A i
BORKERIMEICHIET 2MERTH D, WHELMER
(Takayasu arteritis : TAK) & ELfHFEPEBINRZ (giant cell arteri-
tis ¢ GCA) BREMN PR L LT, HPEBELPOIRED
JERDHE ST 5, EH, PlazEblekebiE
TZ DBBINNTOSHER, F7c BAIRPHELI N T 5,
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KT, S0 T CTHAE S 223D %03, Z DEBMET
1%, HLA-B*52:0] DERIWEARREEZRLTE DY,
TUx7 ) 574 F(GWAS)WIFZET b oL a PRI T R &
NTW2), HLA-BD a— R § 2 28D 7 3 / f# (His171,
Phe 67) ZE1HDED 2,000 ADIEHHZNRET 5 173
Bl BEBT LSS koTWw3, & 5ICIEHLA ¥
P ClE, Thl ZFFEET 294 b AA TH 5 ILI2 1123
D—% %3 P40 I ZBUET 285 Th % ILI2B 54
B EDI F X F 4 RV BIEE S - B L L o B
DS ER->TVRDY,

2. GCA

TAK L5720, 50 ETHIEL T, RO THE
DEVARIIERT, 556 TAK & & b IEE TR
HEATE TS, HLA fRHTTl&, Classical HLA 7 L LD
HLA-DRBI, HLA-DQA 73R BEBIHLER T & L THEE S
TEH Y, E5lc, BrDREEHDY v 8k, BHAHITED
WEIEMEE 2 — N4 28578 (PTPN22, LRRC32, REL ¥}
JEZE SR 1% Z 1L F 4 152476601, rs10160518, 15115674477)
DIEE I 2,

NG OHEDERIBOBIET T2 /RIS 201, EHZ
i 2 7 HEB O R L fETTH D, “European Vasculitis
Genomics Consortium” % “Vasculitis Clinical Research Consor-
cium” 72 EOREN LI X B bDTH S, —F, bW
I E A IHIA R A T b 2 THATEME 41
x4 2 AT ) O KBNS P& X QAR T-EbT Ut DS
Wh F o, MEBLEPEEOENZ2EDLZET, H
RANOF DN IMED 5T 5,
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ANCA BEEIE % (ANCA-associated vasculitis :
AAV) DFEE

1. NETs @ AAV N5

TR % 2V P BRI, R R R L CH S
BHICE S, 2O, filiticizeXvtFey—8
(MPO) 7z EDHLIFHEH £ 74 % > ) K% (DNA) 23—k
& o T S AUl 2 iU D JAARALER G %28, 2z lifrh
ER#AESE k5 7 (neutrophil extracellular traps : NETs)'® &
ML, 24U &k 2UFhEROMIMES 2 NETosis & V> 9, U4,
&) 5= F —F A (systemic lupus erythematodes :
SLE)IZEWTIE, I D NETosis IZE 1T % DNA DU IC &
72 % DNasel DEFIA 2231 DNA JifkDFB 2L, h
M E 512 DNasel DIEH ZBAE T 2 &\ 9 #i/c R IEBIRE)T
DFEF I, 4, MPO-ANCA B If 45 45 (MPO-

CEd

AAV) 1B W T b BE OBIRIERZRNL T NETs DFED?
A E N, ASE S NETs ISAET 5 MPO DMLEHIZ & 72 %
NETosis DAAIC &k 3 £ T3P RITANS LTV S,
N EBHH L T Nakazawa 5 1%, BEMEENS SN 28 (micro-
scopic polyangiitis : MPA) f8# @ MPO-ANCA H & 2% NETs
ISR LTI RGP L, NETs-ANCA B
BEZIML T3, 512 Yoshida & 1%, Z DFEEME
Birmingham vasculitis activity score (BVAS) IZ X % ¥ B 15
P & 1ZHHBI T % %%, MPO-ANCA D & OB &<, #
DOFRMEDRE LT 2 2 L 2L v Y Ry THHH
L7 14)0

2. PR3-ANCA, MPO-ANCA [EE®D AAV KRIES =

ESEZDD

BA & 2212 AAV DFifEZ 2 L T %25, IH1IZ proteinase
3(PR3)-ANCA, MPO-ANCA % B 72 WIEFI A L IF LIERE
D oD, HHET 2009 FICFKE S 1 1,772 B LZudiE
FAEARBRIEB RO PHER E LTD AAV IZBWTH,
IR BRI IC 27 L 7 B IR RIS 2% (renal limited vasculi-
tis: RLV), MPA &, 2HMERZFMEENER(Y =7 F—A
2R JEAE (granulomatosis with polyangiits : GPA) ) DJRAEZ R §
ZnZ 745 B, 344 B, 46 H11i2 F > T PR3-ANCA, MPO-
ANCA D3I BEETdH - 7iEfliE 2 2 d 71 41(9.5%),
21 61(6.1%), 661(13%) T, P 10% D AAV BRINGE 2803
ANCAREMEEEZ 602, ChoofRERLE LT, O
ANCA IR DEEDO A3, @kern 77 A3 Vit
12 & 2 MPOBIH RN DRIEY, @<= ZEF LT 6N S
R PV A MR IERIE AT IC X 2 EHIRER, @
Pl lysosome-associated membrane protein 2 (LAMP2) FifA 2 K
% AAV BERZEDFEBLT 7 E3dH T 5 5, LAMP2 1, 4F
HFERTIE MPO 5> PR3 72 & DA % Ml TIN5 fER
HTHY, MNOA—+ 7 72 —0flE 7 & o Ry
IR b 528, X 6 AR B E-selectin® V) 4"
FELTHEEL, JiERRC»2»DS, ZHUCHT2HE
Piltk2s ANCA DIERTH % & 29 3ilE, 1995 41T Kain 5
WETICHEL TR, 208, 6132 oitkzH
WT 7 v MICAAV OB R 2 IEES ¥, & MRk
WAL ZFHE L 72, & 512 LAMP2 D25l @ adhesin
TH % FimH 77 T O—&ICHFEMED S D, Hi FimH Hifkds
v MCRAKOIMEREZ & 7§ 2 L 2IAWILEY, 2o
Z tlE, ANCA D3&kd 2P oM & v b & DFILUE
(mimicry) 2% AAV DYREZFFL T 2 2 L 2R BT 2 HE XL
AR E o 7o, —77, RYUAD Kain 6D a2+ — b+ TIE90%
Wi DBFECTHIMETH 2 DICR L, KEDIZFD aF— T
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X1 B#BEEOSMEEREY—H—D—EE & U BAFF OERERL

T 20%REDOBERL 2%, LardbInshrofon
724 LAMP2 HifRIC I3 A LRIED A 5 009 20, il 7
D AR IR D > 72, 2 O#IH & LT, LAMP2
D37 4 V' — L% pHS BifRICERD R, JEET IS REgE e
ZZFTVWREATHE I DS, TyiARDEVICK
DPUEMEN R 5 2 EBHEM S T w7z, 4 Kain 5O
7"V — 7%, PR3-ANCA, MPO-ANCA [t E#IiE» 5 &
R ARBRIAE DRI EGE D> & Bl i L 72 LAMP2(MW : 110)
AT 3 HAYRE B L7208, 2 OFifkid, ANCA Bk
BRF TS BT 2 B8 O % WiF b ER 2k O LAMP2
(MW : 190) 1338k L %2> 72 2 & X D, ANCA EthfEE
BT 5 AAV KRINZ O BAEHUE IE R ERIE LAMP2 TdH %
LY, —ooulfErEE R L,

3. AAV IE8BIT 2 B HlIlEZEDET DI R

B LI, EBED S MY v oSHHERA & BEAT LR S
Bififd~E b LD bic, Bz MA (BCR) HEAKDS
IgM, IgD DIRFECTHEME L CORPUR % fififd, Pisiden%
1o T8 — TillEh &1 bz %\, hilkzEdd %
EMIEN LT 5, L L, JEZ 45 D conventional
Bilifd e LCcof =iz, —#o B fllgy 7k v Hi

H AR S bRANE & L C T M2 A4 (TLR) DG & % A L%
IGMEAE 2479 M, IL10 %° TGF-B1 L\ o734 A A
RGN 28 < B Ml (regulatory B cell : Breg)
DHBEZFF>TWB Z L, L DRBEBTHS D &

(Andrew C Chan KEU 7~ FE%

2015 @EL WG, BZ)

BoTEREY, TS OMKICIFSRGERRTY V¥
< 712 X 291 CD20 FiiRIRIE DT IR ECFHE L T b
75, AAV IZB VT H B flilan#l oot csbh, YV
VXL ZIHREIC X 2 BRlEOEA S X O L EIEE)
Mastedpb>Tw 3, & 512 BAIKO ORI b
5 %R I BRSO\ T ORI, Bl TR S I
RO CTHREEIN-S2H %, Bl & Fiii~—
A—D—xEE 1 IRT,

DIUYEIIYTEZAWRE

BREARE  BillaLii~—4—7Tb % CD20 IZxf
2/ 70—t APETHL Y Y X2 7L, Rt
AAV 12X} L C, RAVE i, RITUXIVAS itBciticy 7
R A7 7 2 F(CY) Bk L HFEOMEIE N, RHIFEH
WOWTHAFELEVIERTH-7, DPETH %32
\FC, 2013 4 6 H & D WIHRAREA S~ O LR ] 2358
Litz, —H, bVETITb THEGTO A — 7" kB
D (RICRAV) T3 A RMEDR Stz hs, [FRFICHE DT
fE7: CHBE LB LML E SN AR TH -, BifE,
EREAEBRE LT, YUY X P =743 IVCY THEMEA X
N7=DLHFE L IEF~D Y Y o2 7HEE L 7Y F 4
7 v (AZA) & DF — 7 HiIA & HEGAER (RITAZAREM)
DHOPE G R Z THEfTEN T2
BREIFERE: 77V A0 V=7 R VXU TR
FERERFRER I E IS L €, AZA X D b REIEA 7%
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= European Vasculitis Study Group (EUVAS) & the Vasculitis Clinical Research Consorcium (VCRC) &ERZ (2015 F 11 B 7HY> 7

ZYYZAD) kBT B, B TOMRETEIRKRNER

HERB KRR/ 8 WHRER FRREREHR RERAE g

PEXIVAS EUVAS-VCRC | AAV EEEA i3 et
2504 R

RITAZAREM EUVAS-VCRC | % AAV B Rituximab Ehgh

ABROGATE EUVAS-VCRC | GPA BREMERE Abatacept Ehe

AGATA VCRC KR MR BREE A (CTLA4-Ig) | =g

TAPIR VCRC GPA BREMERE ZFa4 K ERREEICHITBEGC 7+ a—

7y TDEERCT

ARAMIS VCRC EEmEX EREB A - ##F | Azathioprine, | EtET

SMART Dapsone,
Colchicine

MAINRITSAN2 | FVSG AVV B Rituximab MAINRITSAN ##53tE8

MAINRITSAN3

STAVAS FVSG AAV BRI Rosvastatin DE A N NEE]

ESBAM FVSG R AT OT| BEREEA Rituximab EhEH

1) > MmfE

REOVAS FVSG EGPA BEREE A Rituximab Ehgh

HORTCOCI FVSG GCA BEREE A Tocilizumab StiE e

TRION HZA AMED R ARG RIS | FHIERIL/AHE | Basic fibroblast| IXE - FEF - R -« ABRAZ
growth factor | ERIEEAER 2016 ~FIATFE

FVSG: 75 > XMERME T IVL—T

<, HFERO AT s % 57 (MAINRITSAN) Y
2) BfEER;, BROERE LT Breg DEIAE
HRICASTDL, VY ¥y e 7% DR THIZA

T2V TIEmDH 5L ZAHTH %, Bunch 51

AAV DIEEIYNIC BE AL I IL107CD19" @ Breg 281

%%, regulatory T cell (Treg) 12 & % Thi HIAE D FEPERNH] 2395

LT3 I EZWMELLY, —%, Bunch 5 I3IGEIMED

AAV THA L T\ 7z Breg DVEMRIRFICIEFHLIL, FIRFIZ Z

5 DA IL10 PEZE CDS TR TH 5 2 & ZRER L 722,

1% 5 1 Z AR D IL10 DA HY ANCA 75 £ D H Ok

AaPHTELR LI EDAAV DIHEHRTH L ELTED,

0o OMINEDFHIRERTICIH A LR 2 2 L0, FHRD

NAFv—N—E LTOHEIEZ R L 7Y,

3)B HHFEEE D FIREAER D ENR
B M@ DA - o3l - FUATEIEIC 20 597 £ LT,

BAFF (B cell activating factor belonging to tumor necrosis factor

family) 257 EH & T\ %, BAFF (w71 7 7 — PRk

MR DM FIcFBIL, nAsle LCoamsh, Bl

=@ BAFFR (receptor), BCMA (B-cell maturation antigen),

TACI (transmembrane activator and calcium-modulator and

cyclophlin ligand interactor) & f5& L C, A£# B flflED £

(REAFEL B ERALR BRARGRE € & — SHBRERE FREET FH)

&, B Mg RGE, H OO B fild o 447 2 il
fH9 % (X1 2H) . BAFF OFEBIAHHIC 742 % & SLE S RA
B EDHCRIERENFAET 5 2 LB SN TV %73,
AAV D H75: 5 5%  DIAEH T b Ifilh @ BAFF O L7530
RINTE %, WL, BAFF %% —7 v b & LIEHED
VY X2 ZIRB LT, EIEML TITb 5ilans
BINTED, FWHEAZHINE L2 1 HGE(A study
of Efficacy , Safety and Tolerability of Bilsibimod in Addition to
Methotrexate During Induction of Remission in Subjects with
ANCA-associated Small Vessel Vasculitis : BIANCASC) <, B
FRHERR ISR 9 2 XY 7= 7% Al 75 T AHGEAER b JEf T rh
Ths, 2DIEPICH, BillEo~—2—ToH2¥iCD22
PS> BAFF D32 AETdH % TACL, BCMA 7% EZ2 R L L
7o, S % 7% B MBI ORI AR DM & L TH
FonTsh, HuMl, MHRBRIZA->TLY,

AL T F I RIBR O A IR TE B X OREIRER
&L THBICHIf T S TE D, 06 icow»Tomss
FEIBRIMAE K 22555 ACR OFTHIZfTb LT 3 (R),
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EFRMEX - ANCA ¥&
#1 ~ 17 ERE(EFE, B

1 [@ 1988 Copenhagen

2 [A 1989 Noordwijkerhout
3@ 1990 Washinton, D.C.
4 [@ 1992 Lubeck

5[ 1993 Cambridge

6 [a 1995 Paris

7 [ 1996 Rochester

8 [ 1998 Birmingham

9 [E 2000 Groningen

2 10 [E 2002 Cleveland

2 11 [@ 2003 Prague

2 12 @ 2005 Heidelberg

2 13| 2007 Cancun

% 14 [ 2009 Lund-Copenhagen
2 15[E 2011 Chapel Hill

% 16 [@ 2013 Paris

% 17 [@ 2015 London
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MBEXEHED QOL NDIRA

MERITZ Dl z & ZA0E IR Z R L, 1B
LEET 22 L0% L, BT LLBPRORWVERLITWVR
o 12h3, 1970 R IR F - 7B DD L 4 i
HBEECH 7 22 FREEE 2 o b B D, FfFREAD
K767, RIMERD L HoTE TV 3, ZoloH
PR3 2 1B 2 DBRDIRFR~ DR IZ, SR b 2t
BT 2 HIE T RETH 503, —J7, TS AGMERT
HNC A THEBI O B ARy - FERIIY QOL DREEY & B I %)
LT, SEIFREMERLEHSL E S L TR
Lo TP RINIRERIR TS, ZDOBRICIZ
AAV OPB DTGB EIREETH 2 BVAS £ VDI D 4 TG
flins A +43Tdh Y, health-related (HR) QOL 254 1 7 fii i &
%%, sk, AERR (physical), fE I (mental) fh21
(social), FEWFIY (financial) 727> & 3l S L 2 XN E T,
HOIET b ATl HEE LM R T ETT Y238 Ciln
PRINTVWEEIATH D,

The 18" International Vasculitis & ANCA Workshop
2017 (55 18 EIERIME X + ANCA FE= 2017) IC[A]
T

2017 4E3 H 25 H (1) 25 28 H (KIE) £ T LAty
KDHHORY - OHRE A2 v & — Chilfi s
(B 2), AR, BRIMIMAE 2 7 )V — 7" (Buropean Vasculitis
Study Group : EUVAS), ALKzl & U 72 178 28 B RIS
B 195 2% (The Vasculitis Clinical Research Consortium :
VCRC) 7% EDW 213 THIfE SN T E 72, HAERRTIE,
JE AR 5 A A PEIAY 2 1 B3 2 BRAETZEIE - HEATEE
FICPE Y 2 BAWIIEYE - OB IS B 9 2 S A 2E
B, B X OHAEE S, HARY 7 ~F%n, HRENY
2, HAWRBAE 272 EIE RSN - IHEICBET 24 <0
WH7EsE, %, Mcomhziirbns, B,
AAV, IgA IM&E %, i GBMIK, 7 VA4 7w 7Y VIE,
TS FEVEBIIR R 7 & D—RYEIMAE ¢, & KUV SLE & &
D ZRMEIMAE R O LB LIRS TH 5, AFRTIE, 2
DX LBlEe S L LMERZIZL O, Wk, IR, #
6, BE, WLE LS I AlEdomE I L T3
wMfrbn s,

[EBRIME 28 - ANCA “F2x1%, 1530 7 FEDL LA & JERE -
WK D & £ S E B OEMRB—FICEE D EHT 2 2
&, MEROBEBLE, 78, WAKE, ANCA HIE,



10 17 8

LW, BB, B R oSS KA EREZ R LT
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DFHE, OB % ENFif I N2 FET
bbb, ¥, REXITOIED S D% OBERM, F7EH,
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2, N DR O ST, EHERSLUR O ik
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