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YU ERAIIZPiiK (anti-neutrophil cytoplasmic anti-
body: ANCA) B 4%1d, ANCADYREICEALG- 55 &
Z2HONTWBIMELT, BMIME %2 FhE L/ RinE
WCHBEMME R RITHEEATH L. HEEL2mMERY A
T 5 lE A TANCABIEME KO F R L ENEHED1DT
5. ANCAPRH MM 212, BTN % 515 %
(microscopic polyangiitis: MPA), £ FSMAE 21 A 3£ M
(granulomatosis with polyangiitis: GPA), #FEEEkMEZ %
M55 251 W 3EMEE (eosinophilic granulomatosis with poly-
angiitis: EGPA) O3BEEDE L, VI N b IFMN 4 MiRkE
il 5. MPATIZHGE M= BN %%, GPATIE
I TRECAFESEME %%, EGPATidhi BB & U
PR BRI % 580D B PR IMAE 2 2 5 5.

AETIE, HEBEHAY VAL F—3 R/ AFEMR
BEARa (REk RS KBXRER) Tirbhi:
[ 4x b T A 5518 44 e 1k i A 2 2 B 3 % SR A F SR 8E
(Japan Research Committee of the Ministry of Health,
Labour, and Welfare for Intractable Vasculitis: JPVAS)
EDOERY VARY Y A 0 ANCA BN 359 0 HE - fili

REFRHLOII-  F ==V a—) ORBEHNEE D LI,
FIANCAORR, #e, SEHOERIIOVWTRN, KIZ
JPVASOIFEER R RO Ny 7 2% 3T 5.

1. ANCAEREANCABEMEXNDER, 7
FDES

ANCA319824EF+ — 2 F 5 U 7 ®Davies 5712 & 1 1%
Lo THE Sz, iR, AEd, PIEHE - 5P,
Wik, T, BEMESERINIR & BEORAR Z R 728610
W, PN EEEYUAE TANCA Z BB 7. 46T
(IR R A (RP R, Weif) &7z, BAMRTIE
pauci-immune ! @ 53 i 14 - BEIEVE R BRIRE %5 & 7R o 7=
W51, T ANCABMERNE, YHoELTHTH STV
R AN AEIEIERDFP L T B2 &, TR A
V2T B PG ASE W Z & & ) ANCA & EGLE & o
Bl 2 HEH L Tz, TomiE, YWMiEALFERS R
dro 725, 19854E+ 5 >~ ¥ D Woude 5 A3GPA % Il
H27THED 9 H 25Kk T ANCA 2351 T, ANCA A3GPA
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Boln ZOWEIL, FNE CREARAHTH - 2GPAICH
CHIERFEOMERH B 2 & 2 W5 22 LW 2T
RThorz. ZoHE % -BI/NINE KRS M
AR S R ERIRE 58, FEFE TR B R B) 7% & Tk 4
WCANCABGEBI A i S 7z, 19884E A 51k, ANCAH
w4k (International Workshop on ANCA) 2SEMIC
B SN D X 91240, 19944 ITIREF ¥ XL LV THK
EOmMEROBEME»EFT D, ANCABEMELZILL
D& L — kS AT 50 % 3% 1 28 & 7 UM
FBCHET A LR DB X7 (Chapel Hill Consen-
sus Conference: CHCC1994)®. Z o4pMiz b2 h <,
BRI ENCE R L. & 5I1220124R 123t e, E%,
S E RETEE WAEE S MTbh7z (CHCC2012)Y.
RO TIIANCAMBEME R E WIS LM TH L L
b2, ANCABEMEANCABIMIME K& v ) e igE s
N7z, ANCARETEANCABSE IS KO AT — REFPIC
Bz 505 PiDNAViAREMESLE (seronegative lupus) %
< b N Y 7 <5 (seronegative RA) & [H
BRIZ, BEDANCABELAMNE, ANCA B0 %0
FR L2BA IS, ANCAREYE ANCA BYH# 1 5
%1%, BRECTEZMETERWVWANCAD D 5 W REME R
RPZHEAEIN TV WIFREZ FD ANCAN D 5 W HE
BdbH., bbAHA, ANCAH G HEL T RWITREMED
H DD, B TIEIAMEIE, FEHERSLHEMRIIICE -
THEHTHS. EGPAOKFEIIANCARMET, REH
GPA TIZANCARHERF S LIX LIXRERT 5.

2. ANCADOERHIBHEDOMERZEICSA I
#E

ANCA OFg RIZ A o M5 4, B¢, B TERJ D i
IRIFZEIC K& B a5 272, ZNFEFCHEFICEFNLEKE
EE 2 5N TS KL BAENEE H AR O R BRAR R
KBANCADFERIZL D, HEZHETHLEMTLHEET
HHZENPHSNI o2 Tz, FREEVEREER 2%
E, INFEFTOMEREOBMPEAHTH > ZRBIZD
ANCABGMEBI R ANCABB T RO GBI D 5 2 & 7%
EDVRA LWL DI 572, % { D4 TANCA B
BFERICH L CTHEMMTDbNI, $RICANCA N E O FR 8 H
A%, ANCABMEME ROBEBMSIE BT kL
729, JPVAST b 3 - BRMZED TN, F"AED S D
BEZITO L& DI, TAPEDFEFIZIE U7z ANCA R #
M RIZEI T 5 et AMER S 7z, 2017 4F IS &I
WET S NEEF S /2 TANCABEMEFRZHET A FI A4
Y IOTIE, BB (VYR IeThRE) 2EELE
ANCABEMEROEBWT N T Y XL WBE N £
72, Table 112773 & 9 IZCHCC2012 T i) S M- K1
RKROHARFEIEAFS (JPVASTIRB SNHARESSTK
) dEE SN —F, HAHERSES T R OICERAE 2
HDANCABI#IME RICE T 2 H -2 BEEMESE LT
ANCA Bg L Ifl % 25 1% v B 2¢ (otitis media with ANCA
associated vasculitis: OMAAV) 25$2WE X 1727, OMAAV

X, PERERAT E STV BER P ER B ORI
T 2 EBHEDUE O SGGE AT o S PRI T, B I AR
oo I P A 5 0 S PR B 5% IR T H B. MPO-
ANCA, PR3-ANCADWFT NG 2 & H% v,
ANCABHOZ L bH 5. Bl - HHEIENS LBIZR
5235, AIEREATOA, FIZMAYZ7akR7 7
3 F (cyclophosphamide: CY) Off fBEEDHER I Tw

o

3. REYIH4 T - ANCAY T 541 T EEIGH
58

BASE O ANCA B S D4 E LU RS
ZIFS5N 5 (JPVASIC X 2HEY). OANCA BIE % %
DEBH 7 ¥ 4 7 TIEGPA, EGPAIZHMPADE W
(MPA 50%, GPA 21%, EGPA 9%). 7235, 5 HEAHER
#20% (209 59 %A MPO-ANCARGM) 12805, @
ANCAH 7 % 4 7 TiEZMPO-ANCA 2SPR3-ANCA IZ b~
JEBIIIZZ W (7:1). @GPA DX MPO-ANCA Bt
BITdH 5. @MPA D45 % T BB PE 9%/ MidRAERE O & bF 2
AONDBI ERETHD. B, Figue 11IRT X912,
MPO-ANCA By P Bl ittt 5 130 B 9 L2 TR ASE A & D e s
%7,7‘/,9,10).

NS DEENFHOBERE LT, EENTROEE
EZoNTWS, BINDAF ) 27 4 FEERN (genome-
wide association study: GWAS) TiZ, [F U ANCA Bl
BRTHY A5, GPA L MPAOBEEEERTIZA% D
B b2 &, F72, PR3-ANCAF1EEE L MPO-ANCA Btk
HoOBERTI %) R 52 (PR3-ANCAIZHLA-
DP1 &, MPO-ANCA IZHLA-DQA1 & ®BASHHY) AR
ANz, ESHICHEERT L OBEIZGPA, MPA LW
BOE X DY, PR3-ANCA, MPO-ANCA &9 HOHifk
OPUFRFRMIC X 2 50H OS2 E LTwa Y, BHtE
DOMETIE, DRB1¥09:01v7 1 % 4 7 2SMPO-ANCA [y
PEMPA R BT HEARE N LS5 TV D
(Bt : MPA B ZBES0%, 1% 0 IREE29%)1Y. 2o
DRB1*09:01i%, 7 ¥ 7R&ERCEHEONTOY 4 T T
HBHH, I—a v NRER, 77 ARERMTIETIEAL
FELZRV. 202 L, FEAETOMPO-ANCA Rtk Bl
DEZWERDLIDEEZ bNA. —J, I—a v SREH
TlZ, DPB1*04:014PR3-ANCA F 1 GPA & ¥ JU& =2 Mk
BETELTHESRTWS, ZonTasy 4 7iE, 8B
FTbFAEEDOMMEAED S b, 2 ODPB1I*04:0113,
G-y NRENTIEHETH LA, 7V TENTIIIE
WIZENTH L. TDZ EH, PR3-ANCAFM:GPA A3k
KICHAREPENALZVWEROLIDEEZHNA. 72,
MPO-ANCA B ¥EGPAIZ &% 7 1) v & L TDRB1*08:
0275, ANCA B3I & 0Ptk 7 v v & LCTDRB1*13:
02 DBED SN TnaY . ZhsDBIEMERI,
HANERIZBWTYH, GPA, MPA & WIHBEBSH LY
HANCAH 7% 4 7%, LR BT 5 2 EAUR
BEhTwa, F72, HTAENIZWMPO-ANCA By &
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Table 1. mMEXNSME (CHCC2012)
CHCC 201253 HAGER
Large vessel vasculitis, LVV KT A 7%
Takayasu arteritis, TAK FEBIRS
Giant cell arteritis, GCA ELA R P B R 2
Medium vessel vasculitis, MVV R I
Polyarteritis nodosa, PAN FEETE 2 S EIIR 2%
Kawasaki disease, KD IR
Small vessel vasculitis, SVV /NFY I 5%
Antineutrophil cytoplasmic antibody (ANCA )-associated vasculitis, AAV — JulFHEkfigEdifk (ANCA) BIHMmAE %
Microscopic polyangiitis, MPA WSR2 56 M4 9%

Granulomatosis with polyangiitis (Wegener's), GPA

Eosinophilic granulomatosis with polyangiitis (Churg-Strauss), EGPA

Immune complex vasculitis, SVV

Anti-glomerular basement membrane (Anti-GBM) disease

Cryoglobulinemic vasculitis, CV
IgA vasculitis (Henoch-Schonlein), IgAV

Hypocomplementemic urticarial vasculitis, HUV (Anti-Clq vasculitis)

Variable vessel vasculitis, VVV
Behcet's disease, BD
Cogan’s syndrome, CS

Single organ vasculitis, SOV
Cutaneous leukocytoclastic angiitis
Cutaneous arteritis
Primary central nervous system vasculitis
Isolated aortitis

Vasculitis associated with systemic disease
Lupus vasculitis
Rheumatoid vasculitis
Sarcoid vasculitis

25 MAERVEWEIERE (Wegener R 3£ E )

SR AR %
PR BR AL IEDLAN  (FLGBMYH)
Z V) F a7 vIkEELE %
IgA % % (Henoch-Schonlein 25 HE5)
AR AR MAEVE SRR BRI 28 (BLClq i %8)
SR MAE % 25 1A %
BehcetJ#
CoganJE
g 25 15 9%
B2 I F A ERAE e 1 4 9%
B2 8 Bk 2%
JEFEE A R R I 28
R 1 KB R 2
4 By 5 BB I 4 2%
V— 7 A %
Vo< b FIE L
P a4 R %

UFEEERTES F M AE 2 ASEIEAE (Churg-StraussiEfE#E)

Vasculitis associated with probable etiology WBERNE AT 5IME K
Hepatitis C virus-associated cryoglobulinemic vasculitis CRIIFRY A NV AME 7 ) F 71 7)) ¥ MRk
Hepatitis B virus-associated vasculitis BIUITFSE ™ A )V A B 4E 4
Syphilis-associated aortitis i B K B IR 2%
Drug-associated immune complex vasculitis S B8 8L SR 4 O AR I 2%
Drug-associated ANCA-associated vasculitis S B ANCA BEH I 45 4%
Cancer-associated vasculitis 2% A B LIS 9%
Belgium, 1 Russia., 1

Number of Reports
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Figure 1.

MPO-ANCARG R E M A DREH L ERIHRER (Pub Med :

Tunisia., 1
USA, 1

Greece, 1
China, 2

Sweden, 1

Japan, 35

Reporting countries

~2018%7A, n=50)
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PR %512, mucin 5B% 2— F§ %#&fzT (MUCSB) 7
O € — & SIS A3 5 — 3% % (SNP) rs35705950T
TUNVHHEET B & bWEY shi. ZOSNPIE, 2h
I CRERBMEMIARHEE R BV 7~ F 1281 5 B M %%
EOBEIHEINTEY, MPAIZBT 5 ME M40
HREMEEH, ZWHLOBRBICORT S REE D VEH SN
TWa5.

4. ANCAYT 54 T EERREIZEEZERUEE
FDEI

20174F3 H IC B C 45 18 ul RS I 4 %€ ANCA -2 25
fite (R&R RS AL Sh, ANCAPRBEME
ROZLIOVWT OIS N7 (¥ 2RI A1 ¢ Classifi-
cation of ANCA-associated vasculitis: Clinical entity vs.
autoantibody profile). Hift® & 9 (ZANCAH 77 £ 72
Lo THENE RCHIRNIFBICHE S LI L LD,
ANCAXHEPUI F 7213 ANCA & 4% % [A] B 2GR il LI
BT a2 e MESNESY. §4bE, MPO-MPA,
MPO-GPA, ANCA-EGPA (eosinophilic granulomatosis
with polyangiitis) ZTdh 5. REBRLKIL, DH DT L
JHEE L) T 2 ARRLE LTHBRELL T L
Bbhs.

5. JPVASIC K% EHFITEID
1) SR, PR, U

JPVASIZ X 0 T & L7z ANCA B4 2512 %03 % Hif
& ak— FiF2e (RemIT-JAV : 201944 H ~20104F 12
HE TO15688kBIOMHT) T, HBEFIG6 » HIE &R
KIZMPAT85%, GPATST % Th-72%. 18 » AW D
PRI MPA 29%, GPA 15% &, MPAMSGPA D#24%
Thotz. 24 7 A ETOANCABMIME KO THEIZ
14% (MPA 18%, GPA 6%) T, B CEMIEA4) &
MPA 13 A2l LGPAIZOAN E MPATHE FHEARTH -
tm'

2) AT & B O FE AR L O M

RemIT-JAVHI R TIZEHEARORIBT L EAT a4 F
(L rF=vury) oFEkh513840 mg/HT, CY
PGB 3B TH - 7218, WK TIZCY B AL 137 8 &l
WCHIITENTBY, HAETRCYMHBIIEEZ ShTw
BEBEHPWS N E o7z, —)T, RemIT-JAVHFZE D%
I T A MET T, EEERAE O L2 fERIN T
LCCYBRA LY DRIBEEA T A FEOMHIR S =H
BFohiz, 5%, FIEEEATO4 FEOMTEZIIZ
7SI HIHISE G OMGT b L BEE Bb b,

3) ERHIC I 5 MPO-ANCA M _F 5 O BRI 3%
LA O MPO-ANCAE @ .54 A3 ANCA B 3 1M & % 7
BOFHMHFIZ%D ) B2, LT, ThE TEEHRBT
ORI & LA TEDIENT I3 72 h o 72 JPVAS & A7 f8)
AR TEE R BT 2 AR O SIS X 5% ik

HFERFSE (%2716 : RemIT-JAV study + RemIT-JAV-
RPGN study : &$%477%1] : MPA 18341, GPA 34%1, EGPA
1560, SHEARE39BI, PHFETI, L1656 1 61% )
BV CTEMEARLG » HHEIZE L 72 MPO-ANCA B 41
T, HFROANCATBGEAL L BROMEN R S
7219, FERRIC ANCA FRPEAL# O ANCA i 2 I 9 123
ETEZOIXIBLFICT, TDH b, FHRENL25H] (14% :
25/181) TH - 72. ANCADFHHYEAL L 7273FoH T, Z
DBIZHIR L 720121961 (26% : 19/7361) T, ANCAR
P (108%1) THREB LR L7z01366] (56% : 6/108%51)
ThHolz. T2, HFEHBICANCABMEAL L 7-5ER] % e
& IEFIRBIN 430 UMM R U 72 2 R — b PUIE B R A58
(nested case control analysis) Ti&, FREE CTEMFIIC
ANCA Bt AL L 72011961 (76 %), FEFHEEETANCAR:
HAL L 7-013961 (17 %) & A B PR TSR o MPO-
ANCA P bt 175% 2> > 7= (odds ratio 26.2 [95% CI 8.2-
1011, P<00001). chb5DZ L XYy, EHMYIZHIT S
MPO-ANCA T B P4t 12 ANCA B 3 1f 4 2% B % 0 7 2 A
TLLTHHALEDLNS.

6. BEDES
1) EnyiEd (Target therapy)

RIS Y 7 < F OWRHL, R EANC X 5 ENERED
WAL DEEONS T A LY 7 PEBIFENS &I LH
Btz L IFTwab. ANCABMIMAERICB VT,
PEROEIEREAT A R, CY, 7HF4 7Y X2
%, Figure 217 & 9 (2 & OFHIBREI R I N T
W5, MPA, GPAIZx$ %) V¥ <7 iH#E (HLCD204T
B EBRINLAC N 3 5/ 7 1 F — VHARELH] G ),
EGPA KT AHILSHUME (ARY X~=7) HEEREIET
TIRBEA & oz, $72, AT 04 FiGEEITEMRE
BELAHTHEGPAICKHTEREY a7 V#ERER
ATV RAE MR % 529 5 ANCA I I & RICH$ 5
MR B HRBSEI & o T b, Zofl, fRBGEH
I, fiARRESE (Cos A RHEHiSE : CLEARRER),
b A= T7 (IL-62AARBES © AAVTCZEE i 386G
B, 78% 47+ (CTLA4-IG: ABROGATE#ER), X
Y247 (PiBAFFs$iufk : BREVAS#ER) 7 & DK
BRASHED HNT W5,

2) MPA, GPAIZH3 2iHEME TV TY A5 (ANCA B

MAFZHWAA K54 220178 0)

MPA, GPAIZK$ % Fiff38E AL O JE AT FIE B B A
T4 FECY (M F R0 offigEchds. I
VE I TIE, W OBREE X ) CY &A% o EE
BAEBLUORFOERERERNZET A2 L5 H
L), BHPETHHRBERE o7, LHL, KFHTH
fERBNE F 7247 <, BAEE A7 A WG IS IR T
5 REM R T sk ORI LS #ITHTH S, VY
F I 7EHEIE, ANCABE A KO BHE I LT
LA BEr b OEMOb LT, VYR I THHLE
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HLA-DR9 ili
KIR Genetic Environmental g:,ll':;a exposure
LILR background factors Infection etc
SNP etc T T
— Abatacept (CTLA4-1G)
=> (MPO/PR3 specific) T cells
— Rituximab*
(MPO/PR3 specific) B cells; CD20 positive B cells ‘ Hxd
(ANCA production) Plasma cells « Bortezomib
i

Plasma exchange » ANCA

- Eosinophil activation

. Neutrophil activation Monocyte activation g
Inhibitor Mepolizumab
_.._ _.._ (Anti-IL5)
Nets, MPO, O,, Complement activating factors, etc. Macrophage activation
Vasculitis (Pulmonary hemorrhage, et al) Granuloma
*{RBRE A - MPO : myeroperoxidase

Figure 2. ANCABIEME X DRIE & EriE

e ENDEHNIBNTRITFREEAT A FECYDRE
ELTCRIEREAT O, FEY YR I TE2HVTOLR
WEINTWA, CY D BRI TR R OB I3 &
PRETHLOIIKL, VIYF I TRBERETHRED
VB Tmai5TE 5 2 L, FREITOER
GENRESNTBYEMEAEL LTS, £
t,%ﬂU7$977d%%%%%&kLT%TW%%7
VB AEESRE SN TWS. Table 21BN
DOEMEARRE LTI Y F I TR ERE ?5TW
(FA%) %ZF7-.

KITA KT A 2 TIE, BEEMEFRE O LA LRI B A
FuA RETHFFTY) COHT, TomyvFi<
7, VIR ML I A, 3372/ L= FET = FIHE
PR DI BEEINTVE, TNHLDOFEFETIVITY X4

S5 A HERA TR KT 2 AENIRIED A — A R—
Y (http://www.vas-mhlw.org/html/quick-reference/
indexhtml) ®Minds# 4 K54 YD F— 2=
(https://minds.jcghc.or.jp/n/med/4/med0094/G0000931)
0¥y u—FRgTHIZENTES.

HHbIc

ANCAPBSELIMAE 22 A5 R S T Hh 5 3TEH M L 72,
ZOM, EEMEOM RS, L, HRITZEO &L T
HEF LWL O2H S, ANCABEME %I, £ DBk
BahhbsEgWRETH 5. e 2EMSTFOB

+ PR 3 : proteinase 3
+ Nets : neutrophill extracellular traps

Table 2. BREAICY YO TEREZET ZEM (BAX)

CYZESbi
- CY CHRITEH B
- CY #5351
- PR
- BAEE] R RHEA 4B
- IR TAE B
F e GEIRTT REAE i)
- MENE S G R

SIMAERIZHET % B IE - EAER L, HRTDH
% ANCAH H'ZI[[L% DFREFBIZOLHN LI LWL
TWw5.
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