ANCA-associated vasculitis

ANCARSEME %

American College of Rheumatology KEUIYFES

adverse events BEER

allergic granulomatous angiitis TLILX — R E R
anti-neutrophil cytoplasmic antibody MAFRER MR B ik
anti-thymocyte globulin miEpRMmRE s o7y
azathioprine THFFT)

British Health Professionals in Rheumatology EED Y FEEREEEEHRS

British Society of Rheumatology

EEYD Y FiHE

Birmingham vasculitis activity score

N=3X A LMEREEMEZDT

cytoplasmic anti-neutrophil cytoplasmic antibody

MR E A AT PR E Lk

Chapel Hill Consensus Conference

Frr)eLaC Y AR

creatinine clearance

TLFPFZTOITILR

creatinine

JLT7FZ

C-reactive protein

CRItt2 1808

cyclosporin A

IRXKRY A

Churg-Strauss syndrome

Churg-StraussiE&#

cyclophosphamide

SUOKRAT IR

CYCAZAREM cyclophosphamide versus azathioprine asremission  ANCAPRBSEMERDEREHES &

maintenance therapy for ANCA-associated vasculitis & LTDY7AFRZAT 73 K&
THFF T L OUERNHER

15-DSG 15-deoxyspergualin 15-FF X RIN—=HD >

ENT ear, nose and throat (region) H 2@z E

ESR erythrocyte sedimentation rate AR EERER

EULAR European League Against Rheumatism BRM Y < FERE

EUVAS European Vasculitis Study Group BN IME RAR T IV —T

GC glucocorticoid EEILFOCKR

GFR glomerular filtration rate RERIRLETR

HACA human anti-chimeric antibody b Mi¥ X SHE

HRCT high-resolution computed tomography =S RERECT

IF indirect immunofluorescence BliERS A

IMPROVE the international mycophenolate protocol to MERICEH T D EAHEFFRERD /20D
reduce outbreaks of vasculitides randomized trial 3071/ -MCEB T F LMEAER

IVCY intravenous cyclophosphamide L U0OKRIAT 73 FEEFEE

IVIG intravenous immunoglobulin SRy O7) LEEEA

JMAAV prospective study of the severity-based MPO-ANCABEMEXICET S

treatment protocol for Japanese patients
with MPO-ANCA-associated vasculitis

SEEAAETD M I-ILOERAYE

BH 5 2T B HillE) % ERERRAZE
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KIR killer inhibitory receptor X 7 —HRNH=EE
LEF leflunomide L7IJ/XKR
LILR leukocyte immunoglobulin-like receptor BImERGEESTOTY AETEE
MMF mycophenolate mofetil IO /—IERETIFN
MPA microscopic polyangiitis AR ZRMER
MPO myeloperoxidase IIANFFLE—F
MRA malignant rheumatoid arthritis BEMREET e F
MTX methotrexate A MMLFY—b
NORAM non-renal vasculitis alternative treatment FEEMBERICHTS
with methotrexate A b bLxY— NEE
MZR mizoribine IVYEY
PN periarteritis nodosa TEENMEENARE B R
PAN polyarteritis nodosa FEEE S RENRA
p-ANCA perinuclear anti-neutrophil cytoplasmic antibody AR AT R E ik
PCP pneumocystis pneumonia Za—EVAF X%
PR3 proteinase 3 Oar1F—t3
PSL prednisolone L rk=vor
PTU propylthiouracil TOENFATZ LI
RAVE rituximab versus cyclophosphamide for ANCARBEMERIINT S
ANCA-associated vasculitis DyFxiwTELIOKRIT7 I RD
tesigaTEER
RCT randomized controlled trial 7 2 LB R HER
RiCRAV rituximab treatment of sk P Qb N %
cyclophosphamide-resistant patients with ANCARBBEMERICHT S
ANCA-associated vasculitis )y %L TORERMEORR
RITUXVAS rituximab versus cyclophosphamide in ANCABEBMERICEH TS
ANCA-associated renal vasculitis DYFYITELTIORAT 7 I RO
EEARETEER
RLV renal-limited vasculitis ERREE M E R
RPGN rapidly progressive glomerulonephritis SEETHERREBEX
SLE systemic lupus erythematosus 25TV T =T
ST&#H trimethoprim/sulfamethoxazole RIXRTY L/ ZIVT7AREHT—IL
VDI vasculitis damage index MEREEET
WEGENT Wegener's Granulomatosis-Entretien trial Wegener S BEICH TS
WG Wegener's granulomatosis Wegener A3 ETE
WGET the Wegener's Granulomatosis Etanercept trial Wegener RS BIEICH TS
Izt 7 NER
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S RIS RBME O A Xh b ABIME R, 5
[ﬂlﬁk\ AEIME RIS S NS, T B/AEIME%IE
MIEDIR. BAMME. MEHROMERT, & JITNEIRD &
EDNRE LD, TOFIIREREROBGTTHLDEH
5.3 @ (pauci-immune) & KB END, HED
iz, PuiF B BkHE B B BTk (anti-neutrophil cyto-
plasmic antibody ; ANCA) &\ 9 B OR BRI
2 %k 0w TANCAPS & 1 & %t (ANCA-associated
vasculitis; AAV) LB SNBEREFVH D, ThiES
I, EEFERIRCIERERET 228 L, —DDlE
BORKMERZFRIET HRGERBRICHHING, &5

ANCABREmE % (AAV)

BAAVIC 3. BA M8 09 £ % M % 4% (microscopic
polyangiitis : MPA). Wegener A 3 Ji& 4 (Wegener’s
7 Vv ¥ — R E N %
(allergic granulomatous angiitis; AGA) [Churg-
Strauss i & & (Churg—Strauss syndrome : CSS) & %
IS ] D3EENDH BV ANCADOMIEHIR L LT
15 4 +—+¥3(proteinase 3: PR3) B LI Tu~)L At
%3 4 —¥ (myeloperoxidase : MPO) #3155 A5, £
N HICH ¥ 2 HihkiE B DB DOPRI-ANCA. MPO-
ANCA & i L 5, PR3-ANCAIEWG®D, MPO-
ANCAIZMPA & AGA/CSSD & BEREFHIETH 5 %

granulomatosis ; WG).

£5%  BEHSMNSROEX

NI (EARME. ABEHR. MBEIRR) OESEMMER TRERESHOLE LB L. N~hEIROBIK

(MPA) RBEFS ZEDH D, FEMARBBAOBENFRICEL, LELERMERNELEHS
Wegener PSSFIEiE SUOPFBERE &/~ hE (EMNE. M5k MR /\EIRk) OESEMLNER, BE. B
(W@G) FERFEREHD
Churg-StraussfEfisd | IFEERSMEHE > RBOPNSFEIERE, N\ ~hNEOREENER, KEXMB CHBESEEN
(AGA/CSS)

g2z BrRERMER MPADOEBIRREL, H5EMYAGHRMEAREFBRT. RERSHOLEERBH LV

fREEY (RLV) '

(31 &£40)518)



F1ZER R

AAVIATORITE AbND, MPAIZHIREICIFSET 5.
MEIAR, EMIME, MBEROBIEHME L THS05 o
QERBLBLVAFEY & 7232 Lidh v, WGITEIEH:
MERIIMZ THSFEEE 20 505, AGA/CSSEELR DR
BEXMEATATT A 2 Eid% v AGA/CSSIFERE i E
AT WFEERES SR & WEF IR K% BAET 5 O
DTHbo —7, BERBEIAAVICIE, FIZOHME R
ZEAET A& LT pauci-immune B O EEIEMEF: B &

K3 ‘f

TR R BREB 5 b ., BIRBEME % (renal-
limited vasculitis: RLV) & FEiZ# 5 (%£1.1). RLVIZ
MPADERBE & bE 2z SNDH, ZFOEREZRIED
MPO-ANCAT® %,

KEHTA P74 2 OREMNFIIMPA+RLVEEE T
575 WG, AGA/CSSb—EficEts, MPA, WG, AGA/
CSSOBWAMEN R LB R ER TR b AR S
TWwb,

KLBTA FTA P 2MET BI1H72) . BN A K
FA VERFCKTHERSND Zu— NV RiaiE L LTHEN
L7ze ZDBLLEwLIIUT OO TH %,

—21%. BSR and BHPR guidelines? T 4. Z D&
Xix, N FE TORRIMNIME RFFFE 7V — 7 (European
Vasculitis Study Group: EUVAS) Oi&EICEHT2 5 >~
% 4 AL M 8k B B BR (randomized controlled trial ;
RCT) RF7 v ¥ LRS8O, BT ot snT
V5 I I BT 5 I iG#IC OV T MEDLINE TR
L. 3EE) 7 <F14 (British Society of Rheumatology ;
BSR). #E"Y v < F EEHEFERS (British Health
Professionals in Rheumatology ; BHPR) @ X > /N —33
20074EIC AAVORERIRTA K54 v 2 FLOTHREL
726DTHbB, Z I TIRBELBENIOVT, EBIZHIC
DWTHRARZ=D B, AAVOFES R EREERNIC. O R
BDOIH, &5 NIRNEGU 2 IEE R BERED R \VE
Bl @ £FGUTREHREDH LHIER. @ EaDfEiiZig
bLFEE O OEBICHEL. TN HIAE S
ERLTWA, BB LAY70k2 773K
(cyclophosphamide: CY) D% S5-B DR AT OA F
DREENZDT, TEFRIHED BHHENDORRIZOWT

FRHICRNE T2,

b 9 —2lt. EULAR recommendations® Td %, &
DI BRI < F %4
Against Rheumatism: EULAR) IZBWT10&D) 7~
FEME, 3SLOERARIE. 280%EFE. 220OWF
B 5% BERARDA Y IN—=HMEIETINVT 7 £ ihx FWT
PubMed T ¥ — "7 — FAIIC & 2 XWARFEZ 1TV I
#%<° Henoch-Schonlein 38 HE7 % B <. A D/NEEB &
U EIME K % OI8O X DOMRET 21T 72 D TH
bo ZOER, FHIDM, EREEAMRE, ERERRDE,
REDE=S ) V7, ERIAE. BB, FEZR &
IZoWnT, ERFLIEFVALANVELBIZIEY 2R
BEEOLNTWES, BEEISCZCYDRFEDH
Bi, 2704 FORERCMASSREDE. HERREORE.
EBHED TR BRI REFHAREE L L2
WTHERLTWEAAVIZOWT, ETXERBE, (&
EEFREEDO LV, IEaTRICEE LW Bifle
HE, LHEiE SR, HEER, [AREREICEL., EFr
BRTWES, EHICRHOZBBREOLEE L R VKR T
DEPIENDIBIZEID TS,

## (European League

AAVIZFEDETRRAAOHRERETH ) . E4ES
fiyaieErt & L CHEEYEIE 2B T 5 S ERTZEHE O B

FERFEEIZR o TWD, B ThH, MPAEX WGD 2%
BILBFEMENGIRE L L CREEO P AE TARIES



M. RESNIBEIERTAELEIRG S b, Ih
LORBIZBVWTIE, BE, BEVEH SN TERSGE
AT END 120, ZOHED L EEBDHEES NS,
19944E~ 20084E F T 15FM OIHFEOHER = F 1.1
[ g A

BERBOHFEY AT 205, MPA LIEEEL BENR
4 (polyarteritis nodosa ; PAN) ® 2% & 13. 20054 FF
F Tl ETHEEIIRE B2 (periarteritis nodosa ; PN) |

1.4 IMAAVEROER

OWHER LI THHDAAVOEZEOHEMIZ, K
1.1TR LA IS 2655 = 0 1545 7 Tl [ BT Eik %
& EMEE) 7 <F (malig-nant rheumatoid arthritis;
MRA) ] 7%\ Lig4 (Buergeris) 2R LT 5 0 L xR
BT b, AGA/CSSOITEDEFFEIT SN TR VDY,
WG ) idh W EREENTSBY ., DYEDAAVOH
Tix., MPO-ANCA 5% MPA & 2SPR3-ANCA [
PO WCEEDH L L% 5D, L VAAVENR

L LT—4E LTSRS T/ (200648 & IMERNCE: %o —H. BKTIEHIC, WGATMPA B X ) S b
BENBEIIAoTOD). LEAtoT, TREOHE <. EPSICOmFMEERITES 2. Z0kbr ©
DEEBIIAHTH 55, 1990FERDOFETIEIMPAN EDAAVEZEOEFRLREIIRREKRE(ELR-TE %
PANICH LEBEMZHEE T T2 26, B1.1D 0. FHUhYPEEEOZET A K54 UHRD LTS %’%
MPA +PANDEEHOREIIMPATH 5 LHEES NS, TEETLH S,
MPA+PANIZ Z D 154EB T35, WGEEEIZ2.74% -
b
SHBIREHD S HF-MERBERDOWS o
=5
12,000 h‘g
2
10,000 >e~~~><”’“‘%’W><M<‘”‘“%"“'”X'"--%\,&\Q %
8,000 ‘"%—Nxm«_vx —§— MPA+PAN
—B- WG
e BRERE f
4 Buerger % [ AR AR SR (Cis &N /-0 =
- MRA BEROBEBD 1994 £~ 2008 FOMBE. BIHIE sy
— e e Vi=]
T TR DA ETEWME R Buergerf. =
ERERA. MRATH3, &bB\\BuergermNBEE /f
i, CO15EBTI,977 A»B7,789 ATk PU7
BRBRAI4,697 An55,489 A, MRAIZ4,791
AD55,905 A EHIELTWE, —H. MPA+PANE
WG IREAIEIND—&%7=E). MPA+PANIRZN15F I
71,851 A256,459 A&3.51EDEMERL. WG
BEHIIS563APS 1,511 AL2.7 fEDIEIERL @
(St 4 dH)7— 5% AFUTIERL) 5
JMAAV REBOER
JIVIMF , BRR )
g8

AAVOHF TR L FHEABORHEIZPR3-ANCA Bt
EHFIWGT, FOR TORGECIEGHR TIX24%I1290%
ARET S, Ll KERATOA FE+CYDHRAREE
TPFHRIIKRELYELLY, Thzedifgl LT, AAVD
THAYERICHE T2 RCTA WV O ST 5,

ANCA BhEIME ROBEMMERFREL L TOY I 0Kk 7
7 3 FET7THFF 7 v O lskaTatER (cyclophosphamide

versus azathioprine as remission maintenance therapy
for ANCA-associated vasculitis; CYCAZAREM) &,
TR & 5 B AR O EREERRIEI BT ACY L
THFF 71) ~ (azathioprine ; AZA) ORpF% B L 72
RCTTH B, TR, &KIIBIT 5 EHTAZFIZ%.
MERREROFMREIZ 17% C2HMICE BRI P o725
FEBEME/RICBIT A X+ b L 39— MEF (non—renal
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vasculitis alternative treatment with methotrexate ;
NORAM) i3FEMAIMERCTTH ), BREEAIZBITS
CYDftEEWE LTH A+ b LFH— b (methotrexate ;
MTX) OF RELHRES S 7z, WSISFHRICBIT S i
B FEEOEZHBAAVCTH o7z, ZOME, 67 Btk
DOERREARIIMTX B (90%) & CYHE(94%) CHEZ
Dl po o 184 A% E COBMREIIMTXE (70%)
HICY B (47%) I LERBICE o 729,

FAN L72BRROZ DO RCT TIX AR 250810 AAV
FENFLELTWED, ZOWFUTWGHT1845). MPA
2668 L. WGHIMPAD3E % 5 ® b, £ O 728,
MPADZWHHED AAVEZIZEOE IISHAT 5121
FERDHE, €DOL)LERIEDE, TETFVRAIE
DK BANEE D72 OIGHERL OGRS, 20024
5 BT ORFFEHE TR S iz,

LHF, DAY ETIREABEEEENE IS SR
AZEHED 70 b 2 — VI BB Th T & 12, &8
B EZPRERE, REERITCIHEE IO b a—-UaRR D,
EHBOAAVTIE, KEAT UL FE+CYDHFHERE
AEATH ), REERTIZT U MEESIFEDIND 5
b DTH o 7ze BEEST MR IR E K (rapidly
progressive glomerulonephritis : RPGN) fEFIIZ X H#ET
HEREIZE S A REMFID 70 b I - AREINT
Wize TRHEOTH b I— VO MR R & ICHREE L
T LEFVAZED COYEICBIT S AAVOIERE %
FESL T B 728012, [EAETHEIE DWFFEHEE H0IZ L C SRk
JLE]FiA) & ERRATZEA 2004 4E 7 B ISRt S M7z,

C DRFFEIZBEE M E 21 B85 % AT FE8E (FERF
& RWEAR—) o F/ NS R ORI (50T
ZeE L HMAE) IS, EAEFERFRET LV —5%
BT - IGHRTFEERE SRR B O G IHE & £ DIEREICHE
T BWFEHE (EAERFFEE B SL) OBREIC BT AHF
KO (SENRE EEFEE). BIUEESTHEE
BRI AR e S - AT B RS (B8 % SRR IR L
(FEMFEE - B¥HEH ) 0S8 @ T EE ARl (44
WFFEE /ML R) Al & 2 ) BHE &S vz, FFEaREs

1 MPO-ANCA B ME 512§ % EFEEFNGH 7 1
Fa-VOEREEHEL T S HETE & BRI
(prospective study of the severity—based treatment
protocol for Japanese patients with MPO-ANCA-
associated vasculitis) | T@ 1), BEFRIIMAAV & &7z,

C DORRRFAERTIL6 BOEFREAMB &, 20HED12
71 B OBERMERIRIC 25, 5H187 A M OB EIE
SNz, BEEHLIEIZ20044£7 A 1 H~ 200649 A 30
HT, 17HERR & D 52HEBIAEER S 4. 200843 H 31 HIC
RERATET L7ze ZRLIR, H7- e lTaRIZEsE (AAV
DOHHENZ B B IEFEOTEL D720 DL iR FEIF R &
ERIRATZEEE) DM S L, 77— Y BT 24T 5 72 ZORER,
BRAVES % B < ASFEBIAEIT IR & %2 1) . EAEELRIICIZ
REERI2H], EEFI236), BREFI2361TH o720 187
RETEBZER7ZATIERICBWT, EfEEE89.4%. 5t
TE10.6%. KABAEBITE21%. BHEE19.0% L\
IRERDVEONIZ, S OICERFFEHETIZIMAAVT—%
IZDVTADDY T E TV TS O—ERITARBHES
A FTANIENATENRTN S,

—77, BB TId, BB BRN AERI X § 578
Aoy PRERL TSI, FRUGREL LT v F <7
(rituximab) 2t s hrz. [T o7 ukA 7 7 3 Fikhilk
ANCA BEIME 50§ 5 1) v = 7OFA%EORE

(rituximab treatment of cyclophosphamide—resistant

patients with ANCA-associated vasculitis: RICRAV
HER) I T, 7TRloBEIRFS . TOFRER e
DHRREF SN MBERIFZEITHRT LT 7HIH 50 - D iEF)
TrituximabDFHAMARIED A SN 7zH5, 1FIAT44ER
ICIEROBR-EEICIDIETICE>TW5, HEFT
IZHZEZFES (adverse events: AE) & LT HHREGLC
LBIEC1H, MEINEDIMBIEIC L5 EEX bNEHT)
15 % DT W5, T 7-HBs (hepatitis B surface)
YURREHE HBs YUARERE L ) BRIFFR Y 4 VA DR
HALIZ £ 5 de novo [FRDFIEE b Tzo S HICEMES
OEBE26 (R, RISLAE) 207, KBHEITA FT
A2, ZORHTT— 2 bRt T 5,
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AAVOBETA K54 Y ERETHICH7:) ., FRE
DT HEDLL) T FEME, BREME. kg
ERLICHFETEI LR E—RWIIER L. 77147
TR T 52— RERICBWTIZ, RSETAFI4 ¥
IZTAAVHEELN A AL, BB & RERGE D20
CERPICHEMIEISHEN T A 2 E & ED 5,

KBRIA P74 Y ORFIREIIR1AIIHITH4RE
Tdhbo FICHOHEIZZVMPAERLVIZOWTORE
%D, WGBLUCSSIZOWTIREADRRRIZE &
oY A

ESETA FT74 ¥ TIEOAEEOMZERTE (JMAAV)
DHEG LT, BINDZODH A K54 » OREABEY An
T BRRICBIUT 2 AAVOBRICET 28T F
FA Y OVERUIE DT, BEEDPEOATWAZE, BX
URCTHA I ehh, TETF VA LXVOEWETIE
RO L7z BINDF A RS54 2k bwv, G
JBELIVFVALNVIIERT.2058I0E5 72,

BTG (13) ISk &, RESR (CE), 2Ly
FEEHE (33E), (B (48) OJHICEEH L 72 KEICB
WTiE, FTRRINOTA FIA DT LI ra—
INWAY &= FERB L. DWW ThAEOBIRKIZOWT
IMAAV OFEFRER % A L7ze FRIC, BFE (4
) I2BV T, (1) fHillis, (2) EREEASE:, (3) Bt
TRk, (4) BPHER K, (5) AR OIRFRE, (6) BT
FEGNCRS B E7- 0 REIC T T A TOAEDE
BORIRREER ONAFERRR LTz, FIC, BEfE

X B

D1 B 71 NERDERT &

1.5 HA RS AEROERTE

£y

(3 AREOIETVALNIERRE

TEF AL

LI EDWTWABIEF R

1A EHORCTOXETF UL R

1B B L EHB—DDRCT

2A P EHB—DDT U F LMEET TV R VERRTR
2B Dh L EH—DDERRAR

3 e, 1ERIMTE. ERIERAE S & DIFRERAVESHR
RORAZE

4 EPIREEROHEPER. &5 \MEREDRFER

HoE '

[ BLELEBIETF VAL

LARIAA/AIBOIETF >R

B CLAW2ABDIETF VR, £REELANIIA/IBO
 IEFLZhSEESnIHEE

c CLALBDIEFUX, £ELAILIA/IB/RA/LB
| DIEFCZpOEES iR

D | LALMDOIEFLR, £:RLALA/RB/BOIE

 FUANSEES hAHER

(Xm3&4518)

AEEOETIE, IMAAVZU b I— VOB E LS
B3, EITHEREEICET 5 RAERIEORITI ET &,
[EREERORENHEOFEER |OEHLTE LTHRE
¥ o7 BHEIC, AAVICOWTDSHRDEE (5&) &
LT, HEZEEOERL S T2 T, BRFa RS N-RE
Bl ZOBROIDICEEI) MRS AAENORS
T

1) Jennette JC, Falk R], Andrassy K, BaconPA, et 2/. Nomenclature of systemi vasculitides. Proposal of an international consensus

conference. Arthritis Rbeum.1994;37:187-192.

2) Lapraik C, Watts R, Bacon P, e z/. BSR and BHPR guidelines for the management of adults with ANCA associated vasculitis.

Rheumatology.2007;46:1615-1616.

3) Mukhtyar C, Guillevin L, Cid MC, ez al. EULAR recommendations for the management of primary small and medium vessel

vasculitis. Ann Rheum Dis.2009;68:310-317.

4) WERRE v 5 — RRER BRSO E AR hiep://www.nanbyou.or.jp/what/nan_kouhul.htm

5) JayneD, etal. A randomized trial of maintenance therapy for vasculitis associated with antineutrophil cytoplasmic autoantibodies. N

Engl] Med. 2003;349: 36-44.

6) De Groot K, et al. Randomized trial of cyclophosphamide versus methotrexate for induction of remission in early systemic
antineutrophil cytoplasmicantibody-associated vasculitis. Arthritis Rheum. 2005;52:2461-2469.
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AAVIE, FEREMEROFR T, /BT E
S, ZOIMAIZANCAPRIE SN G Z & e L
FEHEBETH Y, EULAR recommendations T I3[ 48 R
PR 2 IBMRENRE T, BRYEEEEE IR
SRR R R A 20 2 0 ANCA BT H
bJEEFRENAY, MPA. WG, AGA/CSSD3EEAD
FENDH, BKE DPETIIINS ORBEEHKE <
BEpoTWAIENHLNIERoTETEY, bIETIR
AAVDI%LLE% MPADSED D% L. BRK Tl
WGCHEHE ED TS,

FFEMINE JI3 MERED JHE & e & 3 2 @B VERAER
BThD, FHENIIRIEI L 5 MEREOBIEL LS 7
17/ 4 FEFRZRO, BREMER LTINS,
Kussmaul& MaieriZ & » TPNA'#E & h?, 2Dk
MPAZPNOHER & LT END L)1l o/z Th
N2 TWG. AGA/CSS7 & DFEE D #E . 1990
F£IZIRKE Y ¥ < F % £ (American College of
Rheumatology : ACR) & V) BRIRAVFERL & ESERSH %
EhE77-5TWG.CSS.PNOSEIE SRS S vz,
ZDOACRGEIIIMPAITHAANLON TV o722
Ebdl, Fr e LTyt s A4 (Chapel Hill

Consensus Conference ; CHCC) |2 X 2533 Cid, Jw#
FWELED L OFEN R ENT WD, Thbh, BEME
DY A XL o T, EEEIRESEMIBHEIIRE 2 &2 K
BE RIS, PANRJIEH % &% pRIME RIZ, WG,
CSSIZMPA DN Z H I CH/ANIME KA &, PAN
EMPADHAREICXBIENA L ) ilhkolze LALINRT
TOHFEEHETIE, ANCAIZYZEEE £ LTIIRH AR
LNTBLT. ANCADFHME CRIRM 2458 % & > T
72E LT, BRI OHEE L IERITIE. 2 8Eh
1275 L\ ) MBS ER S T\, BB TIRETRD & B
. EULAR recommendations T ® AAV®D % #F %,
Watts 5D 7 V) X a7z &, ANCAZEU) A2k
BRIBENTE DY, SR ANCAZIUY A/ iBhikie
DFELHHIFFE LB o

BB HEEE M 2212 B3 2 AR SEE T3, 199748
IZAAV (MPA. WG. AGA. PN. fhoBBEW®R%*&T)
IZB L TANCAZE LR A O KEBORFE 2 BT+~
s BFFEMFEIE & EF T REEEREXIT> TV 5,
COBEMEOKRICE D L. AAVIZ SIS
2,700 \C, AOI0HAB»-Y DZEEHIT1I86ATH
). ANCA k% & 5 B I B OBRRAVIFRL, 165, #5)7. 58
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B, Fk L2V THIT S, FR10EEORIFEHE
FIHE SN TVDEY, ZORERPLHFICBITSAAV
DR & 2 DNEEREHENRES TS, TOFkiE
IFANCAZBU) AN BREOREHEEL Lo TB Y
REECIZ L CEHEN TV LA, IhE TRORDEREL
OHEAFTONTE LT, IEOEELHETSHIRAT
ZORBEIT A TH o720 BEEITHO [ HibFHER
B (ANCA) BIEmME R OBEMREAGRDOBIRL
FOEMME L et ICBT 5 BEHI% (observational
cohort of remission induction therapy in Japanese
patients with ANCA-associated vasculitis ; RemIT-
JAV) Ji2 B W T hPEOREREDBRIE I TH NS FE
TdHhbo

AAV TIIRERSH9IC MBI AR DL % 500
7\ (pauci-immune ) & L2 TH L, Lo L, B
PRI ANCA ED BB R FHROIERIC R D 9 B C
LR, ST EELREBRMROBERLL, HEDNL IS
ANCARIMER%FRT 2P OHREEEZRZLTNS
EEZLNTV A,

MPAIL. FBESHIC 1 pauci-immune Bl O PSFIE % 1
bR VEFEHIMIMERTSH ) . FEIOME D LiZ LidkE
ExND, BREMERESFET 5 LIXENT, £<0D
SR CERE RIS . BTl pauci-immune Bloi
Fete B R £ A B0 545 BREDLATWGLD
ERANEIT)DOIIHETH 2, FOKkDOHE TIEIMPO-
ANCA B5HEA 60%F2RE, PR3-ANCA BtEd330%42RE &
ENTVEH, bYFEDRFERERFEEOBEARER
OFHTCIE. FEEDEVD H S ATMPO-ANCA F1#4790
%. PR3-ANCARGHIZ3%RETH o727, BERLEL
LCIIEEENFR LS < 70 ~ 80%NEETRD, £07)
5 60%F2EARPGN%E 2 L T\ 7z, F 7ohfifEEI340 ~
50% THLNTEY ., ZDE {HHARMKE 2L TV
OV ODEDHFHMTH D, DV THRMMRERE % 20%
BEOBETHRD TV A,

WGIE, RESMICITEGEIC BT 5 ASFREMEIIE % R
ELTHY., BRTEIEREFEARERMTEERZZD 5,
HAE D WGTIZPRI-ANCADBHESRRIL60% FEEE & #H
EENTWA, IR, BIRE, PELREOEREORIES
WEE LT, 5&, JEX Mk EOT5E S HICHEkE

ER XY,

AGA/CSSIZ. RS I3 NE M E DOBFEM I 4
XD, MBS OO WSEIEERZ L dFRRERRE T 4F
BET 2, DHPETOEERE ST, WFBOBET
MPO-ANCABH % 5% 28, BRAICIIAEZ MED
FAT L. TOBRIFHIROMES 2o TRIEICES. SHE
LS % 80% LU L TR, DI PR BEE L & Ol
TEELME)

PANIZREZA TP RIME &% ol & L 72ERsetkim
B Th) MPALIZRBI SN AEETH S, ANCAR
BERETH ). ERITHOREREMED S O & BRIFFLY
A WA L 72 PAN &SRB & B, RELRED
SHERERE & 1T, KRR, MLE, Bk LE
Mok 28 SFRMWEEELT ISR,

JEERRAEI AAV & LT, BIROACIERZFIET 5
RLVA¥HIL LTV 5, RLVIZ. £ DA MPO-ANCA
BiETH), MPAOBRRBE L Z 2 b5V LoL.
RLVIZEEOAICRBT A MEROBHRE EHLAHI L
T X, ¥ % K 1F £ K K (glomerular basement
membrane : GBM) SUABHEOMRELE S vy 4 7
L RLVO#MEIZ A5, RLV &SRS 7zERI O HIZid,
g7 & TERUAOME KT RAZE S ND b ON D7
DO L, BERBEE AAV & MPAIZARERIZIZE
—DEBLETHHEDH B,

AAVOIBERICEL T, ThF T%  OERRITFEEDHFIC
EUVAS#H.LMZFThb T & 7ze T E TORFEBRES
5. BEREASEE LCRIBEREATUA FOEERATY
4 ¥, glcocorticoid : GC) & CY % PEH L 7-16HEDS, HERF
L LTI AZAZBER LiaEEEGR E L TITD
NTW5, BETIRINS OIFFEHEREZEIC LI AAVIS
M3 524 K54 A EULARB X UBSR/BHPR%Z
EMHIBIBENT. 2L, IRODHTA ¥ 74 UAERD
EBEE 2o TVAHRERIIOVTIE, AAVOFTY
WG S WERKEI DR BEIEIZ o TWAH Z &, RCTD
72080 EoEEBE OV TIIBRI S Twb 2 &
B DSl  BEE SN TWA I LR b H Y, DE
DEZIIBITBBAICOVWTIMEEZET 5, HHET
. IhE CEESBEEEINE I T 5 RN
REITHEEE IR 2 AEMIHE, (EREEFRL ETH



FIESHOVREN TV %,

MPADOFHDZER, BEEDERE, BEEHDEN)
RESHETLIENHONER>TEY . Bk L
B2 MBI CTh Do ZD L) e TRBHENA F

| MPA DB

2.2 MPAD B#ARE

S A4 ERDEREE 2 B IMAAVIZBWT, FDThH
EZ$1F7 5 MPA % F.l & L7z MPO-ANCA B I 4%
BREICBVWTAGTESEBENEFTH L Z LoFRE SN
TWh,

MPAI319944D CHCC THREE RS NS F TIRPAN
DEE L LTHEERTWAEZ LD, WGERET B E
ZOEREICET AT 7 — ¥ 13 & b T4\, CHCC
SRRV O, ETHEEREERE 2 ) B Rk
BREEME T 5250 NIME KA MPA L BRI S N,
ZOBRKIEIR-FT R & FHRASHE ShTwiziw, BRE
Zmz. B (AR, MaAK). B2, THALE. FESR.
BEHRRR ISR BREREIRT ) GCRFREIH
HICLDHRCOEL LT, BERICERL, LIELITER
BUELEMTEARGEFREL L TRRH#HSo2H
5720 19944ELIBT D 7k — FIFZETIL. 14EAEFEIT 54
%)/ 62%14), SEEFFRIZI8%I / 65%2 / T4%' &
BEINTW5, FECHERIE, B CIIEREICEE L R
BARENE . BRHICILIAHIC X 2 BEHEHL S\, GCH
FROWIEAEHE (48.4%) \ZHBL L T, SeiEdimlZEpEA (24.1
%) I EFEXETH I EIRBEINTVREY, Ll
L5, FEOIOORMELEENE < MPAOEATH
RICWEHE TN TR LIRS T A,

20084FE, EULARODEHHEIMERS A7 7+ —ATH
HEUVAS?S, AAV 3EBOEMR. Bk BEE kW
BE, £HELETY P ALIOWT, YAFITAZLE

— L ABITREREHRE L T A9, ZoOKRFTIX
MPA B %3 (2F%8) 1375% & 89% T. CSS& WG% il
AR OEREERIC L S AAVOERRIZITIZE0 ~
90% L HEE S NBIT, . BMEET COMMIZ6 A
K CTdhbo

MPADE#RE (3WZE) 12704 B T34% (FkE TOF
IGHART 434 )9, 321 HT41% (2254 F)®., 1871 A
T8% L HE SN TVBY, MPAOEMRY A7 AFIIR

BTHb, TH-MPADTI%IZEEERRD L, ffEes
REE L LCIakas, THILE. 1EERE. FRRR SRR
R, FRC. Mg & BE R S A PR D 5 <
(25 ~72%) EmTHREBET 2,

MPAD 14EAEAFHRII82 ~ 92% T, HEESEAFERIT
45%~ 76% T 519, MPA TIIEBITER I EHE 2 B AR
ENHNTEFHB 0 EMET 2 (N — FH3.69, CI
1006 ~134)2, L7h > T, BEEIZIAAVOLEGF
BITRLPETHREBHEETH ). WG ) BVBRESR
BB MPADEMTFRAROER LR S L,

—H. DHEDMPADFHIZOWTIE, EEFEEE
THEREECE T 5 FAEMEILORPGNIZ DWW T OHE
Wb TVr— MIEBHAMEFTETIEH D DD,
2003 4ELARED MPA SEBI D 67 A A7 82.6%. 14E4ETF
H793%. 24EHEFFRT33% T, BKDOEMTH L IZIZF
BETH-722, FHEARRTIIOWTILER. R, B
WEOFE, BB, RGBT, [GHREmnR
CRsM ¥ v 787 E (C-reactive protein: CRP) %5,
ANCAH 72 5 A CTRERDFHRICEEL 52 2HT L
LCid, A TFRETICIER. MREOFE, GRS
REEREEDS, IBHEBILARFCRP 10 mg/dL & ) BEDHE
LFHARRTFE LTHIFHN, ANCAY 727 7 Aid4
PRI EY 5 2 > 72 ([RPGNOZ#EIES 42
Bi))o REIBEAE~OERIILIGHEFGE S, CRP
PEELFHRARBRRTFCTHo705 ANCAY T2 T A
BFHIIIHEL . ANCAZ 5 NZHGBMUED
BHIBRME L 72 > TV BIERI CEFHRIAR TH S Z L 0
birkrol,
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AAVOBRERT L LTk, U7 B X UHEIREEET
57U YIIF + Tl (propylthiouracil; PTU) &
MEAHET LTV B, ) Ak, SiPIckBICET NS
35 BIIEENAT I AOFERE Y, HHE EWICLE
Fhb, #hl, HE). PEHIL R, MR 77 ARE,
W, MELR EOBET, U I OBENBREFBET
%o BCRODEHOWIFRICL D, L) HBEFEL AAVEDH
EASRENTEY ., v AHIFMEICEVIES2E 0 H D
LOD, 19~ 140 HESh T3S, PR3-ANCA
£ ) 4 MPO-ANCA. WG ) I MPAD ) A7 k58 <
B2 2 EASRIE SN TS, b ETIE. Bk
ERBROBAER. MPO-AAV® 5\WIIEROLIEHEIL

ENTBY ., T KREHOBSEACEY B RO TR
B EERBTAIMALEZ HNLD, PTUKEG L
AAV EDBIEIZOWT S, SHOFFETIHF ST S,
ZOHE S MPO-ANCA BEAENA LIS Z EHHNH24,

BT L L TOBEMBR L RR STV 2, WGIZ
BWTIL. Staphylococcus aureusHh HIEB X UFHEIZE
ET DI EDTRENTNBB2),

WIHUI LT, TS OBRBEER DA THRIEZ HH T
5 LiFTEY, BIZWEERZMEE AT AEECRERT
AEH L TRIEICE S Ll s b, 4. BIZTFREM
YR & ERIC AN TH S

EiEEF

AAVIIHDERBETH Y, lx OWFRDOT > T A X
DEROENL Z &, FELEOMETAY TF) Y ADEEL
W e, AHERZRIC & DR L 7o R (AT
BERSNT WA, $i2. ZhE ToOREFNIEE FEMIC
DT E72ILEK - LR TIIWGHE { MPAY AW &
5. MPAIZDWTHEY. L7-AIRIZ 2 DD TRESNT
Wh,

A. HLA

WGE HLAL OBGEIZE L Tid, WL OhO#EH
BHENDLH, FADNIBTBY v TN ZOKE 2
Tld. DPBI*04:0]1 DK BB HE ShTWwa%,
T2, AT VFICBITBRTIE, DRISDODEEZREL,
DR4B X UHIMNARERIC BV TE  OHTRERRICE
35 AI-BS8-DR3N7T ¥ A 7OMMAHE T
o FEBIEUIL L DD, MPAIZBWT D RO MHE

DR ST 520,

HAR AT, MPA 5080 &0t 5 & L7-/FFRIC X D,
DRBI*09:01. DQBI*03:03% OB BEA R\ 72
ERTVBD, TNHGIIE EERTEICH STV TH
). DRBI*09:01 HRIZEBERETH0.0%. BEIRE
31.2%. v Xid22THY . DOQBI*03:03THITT
RO BE I S b, HLA-DR9E WG?, MPO-
ANCA BBHEE &Y & OBE 2 i L 7o/ MO AT S
b, HEAEHICBWTIZ, HLA-DRIZAAVD
Fesr L7cBERTFEE 2 b,

HLA-DRBI1*09:01-DQBI*03:03\%. 77 #%&H
BWTEDLDTHEDOBEWNTT Y 4 TTHDLA, B
ZEH, 77U RERIITIELDOTERTH S, T2,
HARAEFICBWTIE, [ BIBERR, SEREERHED
iE. BIED) =T b, S OBTRERE L OBENFE
HoNd, HLAGFEEIHRERICESTHD0. Thb
EESNTHENC B 5 I IDOBIZFIER TH 5 D0IOW
Tid, SEOBRPLETH %o

_88_




B. HLALADBET |

WGTI, FRIZBWT, /IMIEORIFRIC L ) £ DR
BRSHEETAREEIN TV A, BRESHEE SN
bOIRBE N LV, FHEIER23 2B SN,

VA, B B CRER BRI LA EE TSN
ZEERMBHE LT, JEERERIICB VT, &%) 7Y b
— 7 A (systemic lupus erythematosus; SLE). BEi")
IR | BIFER L EOHCREREICB WL L
BT & WG E OBEERET Lz 74 X0
KEZFERIHES N, F14 Y AEFICBWTCD226
(DNAM-1). IRF5. CDK6. TNFAIP3L O3, #H
ANEFIZBWTIECTLA4. PTPN22, IL2RAE DM

2.4 ANCADES

A S ooy

EHERE SN TW52,

MPO-ANCA BRHIME KIZoWTid, BRHRERICE
W, CD18. MPO, IL10. C3. C47x EDEE L DB
HESHE SN TWED, WIhd 30~ 508 &) 28
BIOFEITICEDT SO TH Y . BREDHERIFLETDH
%o HRAMPAIZBWTIL, FF2INVFT7—ZHFHT
# % KIR (killer inhibitory receptor. 5 — g%
BR) & FDY T FTHBHBHLAZ 7 A1 & OMEHEN
R, BRECRARIC BB S EHACRI R BRTH S LILR
(leukocyte immunoglobulin like receptor, FIMEkSEE
Fu7Y) YREER) A2EE L OREFRIEE i Tw»
BPS, TNHIZDOWTDH, MPA 50BIFI#E A xS e L
7RRFETH Y L L7 IRV BVIRRET, 4% T
WA X% LTS BULEN D Lo

ANCADERICEAMERRR - HRBHICE > ThPoTVSIL

TFRERIE, RYYERRIEARIC L DIFH LS s Ll
W4 F OMPORPR3% #ll g £ H I & i L. MPO-
ANCA®PR3-ANCA#UED FabZsk4 L. ZHUIIFIG
L CFcZBADBUG L ThFhEkE & HITEMEILT 5 L
FEENTVE, BE, FeEBFHRIBE~YYATROELRE

BIE L 72\ Z LT, MPODSMPO-ANCA O RF LA
THHIZ L. MPOKIEY Y AZHVWTEDT LT
2%, FHEORBHEOMPOIZ, H,0, %34 & LTH
FafE2 TR T, MEROBEMBIES Lo L
EZHNTWa,

242

ANCAIZ& B EL - MPO-H.0, R AFE L THERSEERI £

MPO-H,0, %% A ¥ S UFHERD G-I & o THE
PR S HIEEELT SR o ER BRI EoT
MPO=° PR3% EASMLB AU S, SHEANET 5 L[F
BHZZ ) 7 &4 CRPEEHOMA LV OLBZ R T
MESR RO EZE DOMAIIE, BmMPOEMEE & i

TEEALIFRERAEER L TV S e IR o T b,
DL LT, EFEOBFEITMZ Ty EAAIIAFIZH
JatgE% 5| & 2 3Pk EHLIC MPO-ANCA R
PR3-ANCA» L BboT 5,

243

ANCANDIE b—T7RDHEM

& RFEEBEMFF O ANCAYUSMEOZEEN L, &7
LOREBOFELEF L TV ARVIEELH ), B ER
IZBI5$ 5 ANCAIMAA ? L DEERIAHRIREN TV S,

D728, ANCADHIR & DFUSER (¥ b —7) &%
RE& DERE T 2 Z LB o TV, IRETIE
PR3-ANCADZ W Z & H 5, Specks 5D 7V — T2k
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plot

% IY b—TRATED. DDEIZEZVMPO-ANCAD -
Y b — IR/ SRV T — ¥ B L7 Suzuki S 0 7
V=T LB b — T 25, FNENEUVAS
%% (Parma, 20104E6 B ) THREADH®E S 17zs MPO-
ANCA LY b — T OFRII DOV THIHI T 5 &
MPO %t 2 DESNI53T Ty Escherichia colilZ TREEAE
LAz 797 A2 bbb 8% 00ty b 2ERLL,
1M BEE R M17E D MPO-ANCAHUAD T +— 7%
AT L72& &, MPOOLE L I3 T 572 USET, F &

L TH#ONFKIRE L O CRmICEMTRIET 5L b
— 7% 4 DMPO-ANCAMAL» EAEL & B&E L T
720, oI [EEAERMENE RICET 2 REM I
(BEE - ABAMESE) 1997-1999 112 BV T., fE4 OMERE
176 B0 MiFIZ B 5 MPO-ANCAD LY + — 7%
#rL. I MPA £#B LUORPGN BZEOIMiFIZ. HEED
N3 & FCEKMICEMTRET ALY b —T%RL
fel,

AAVOFEERTPRBERRICERALRETNVIIA

MmER* BRRBIET S~ 7 A213. NZB/WF1,
MRL/Ipr. SCG/Kj#"d %, SCG/Kj~ 7 Ak, ¥ AR
BHEERERAE K% SIS BRFRE L. BIE- #ETICAFPER
HRETUHEDS S L. L& MPO-ANCA 3 B ATER IS
FAabEATHIENS, MPO-ANCADSIAE R EHE
5 LTWB I EATREN TV AS 5.3, FHlHF 7)<

7 A& LTIE, ¥7AMPO-ANCA, 7 ZAHMPO#T
% AT LIRS IC Lo THFEEND AAVET IV
< 7 A R Candida albicans®H % 5 F (CADS®
CAWS) IL Lo THESI N ERIRME R~ 7 X b B
238)

BHOBEBREL LTOANCAMEOMESLEES

VUSSR R PUAR (ELISA) 12X % ANCAHISEIC
FHREECHEAL OX v FOERIICER S TYS, L
P LEBA TR T ZEBRELKR—IhTnin &,
ELISA ¥ v b+ O#R (direct ELISA . capture ELISA)
RLPUEOREEFTEDE NI L ) FURL Y b — 73RS
v MECRELZLZ &, FEMEIHK—SNTELT, F
v MK ) ZEHEME, JERPSRER S 2 L EoER L
LTHITFbhb, BIEDDETIL, 3tLOELISADEAY
BRAEER L LTS TWE, bYETHEREAT
V3% 3O ELISA M CRIBEFFEIME, AHGEER. HZERR
WERET L E A, &5y FOLEHREDERK A R
T4 v OFEHE(20%LT) i LREFTH YO, £ob
HETBLICHER SN TWA 28O ELISA &, FRINTHE
F &N TV 5 ELISADZRIMMEIL, S ME KO

FELFFRBICBWTHS TH L L EN L2 STV A,
LA L2dss, £ 5%y M X AEIEEROME L E
BT A LR TERWI L ICEETALEN DL, T
B. PR3-ANCA #I5Eid. WG THRBERICET S hTw

275 MPO-ANCA %X RPGN DI F 7213k B EigE
CTRBEEA L 205 TH ). MPATIIRRIT STV,

EULAR recommendationsiZB\>Tid, HEEELHUA
#: (indirect immunofluorescence ; IIF) (2 & % p—(perinuclear.
B A /c— (cytoplasmic. HIAZEHR!) ANCARIE &
ELISAIZ X 2 BUARIEDWE 21T ) 2 LSS LT
5%, bHETHINZHHEREME LTHRESTWS
IF-ANCA ¥ v MZ X A2 MEHRE M OB/ Geta /v —

—3F L 84 ~ 87% L S| [EEMAME S5
AHIEEEBL.3%. FFEEEIL 5% LHE ST A, TIFIE
SERMREIDREE: 2 & PRSP EET B % EOHIR
MEESTHLI LR EICLD, DFETIRBHI
ELISAIZ & AHUERIESHWLRTWS, Ll IIFT
IEMPO-ANCARPR3-ANCA L4t D ANCA % [ % T
L2 LED,IFIZL B ANCARIEDKILE LTEE
EEZ 5N B9, TIFIC & 5 ANCABIEIZ WG THRFB#E
it & LCTHIFT&, ELISAX v b TO ANCA S
DEIIFHIAER TS %,
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