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DO#EE (definite)
{a) =EEEO 2EERLEEHRAL L, Wﬁﬁ%ﬁ% '
(D) EEEROOS LR EEH 2HBE ERHE L IMPC-
CCANCARFEREOR ‘
@ ¥ (probable)
{g) =EFEovBE e TH
(b =ErED 1 BE L MPO-ANCABIEORE
(B Rz ' ‘
DPAN
BWG
BAGAICEE)
& lismnEs
@PREFR(SLE, MEUsvFEE]
B EREnER e

(1) EBEROHRT 3 1 ~ 2EMMCERTER (S B LREE
) 5O IFS S

(2) EBEKD. DEHOEEIITRNC, TOMOFTHLThY
—HPETT 3

(3} & P E MPO-ANCAO TR SR £ 1677 L (EH
T3

(4)REsBHCHETE L, BET3YS3

(5) IRAEEONER REERNEA T 2450, HENTERE
BEmA, B TED

(x) Watts 5O MEHRD 7T XL (2007) (Ann Rhuem Dis 2007; 66: 222)
- EBEMVOPANDBEICES VTRERBESA TV Z2H (DE?)EE (AR 2.
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CHCC %8, Lanham criteria) Z AWV &. EHEED overlap R EICK Y ZHER

NEE>TLESIEDEENEL, ChODERDOBTERBE > T,

EE’] TEREOZH (DE)REFAVES AT, BARKKBOLWERSBETSILD
ZH (D) FEOERLEZTDaVEUYRER/DH IEEFBHNE LT,
H“‘@B’J&TJLZJUZ.L\ ANCABSEMEBERDZEHA K54 VEIEP20 DX

3.12.

313 & 3.1, & IZHIBD ACR Z % & Lanham criteria, TEEM CHCC (E&Z

ZIF 1994 OB THLHIHM, 202 DAEEALTEBMEGVERDNI S, LA

2012 DAMNPADEHLBHAELZ LHLAY DT L) 25K,

FIFE 312 TEXEL2GMENEXROI Y ) —EEEZH - LUEHFMICHLEA

ST ZERALZEEREEANML TV, GH., IREFIIZEBFFEE 16 sl L

DEDELTWD,

FRESSBEMEL T M -BRERETS

PR E HHER (AAVH S PAN) OBEFSIT#4T9, AT MES T LH3H BRI BET S, DHEER168UETS2,
HFO=2088 (A, B. C) # TR TEATHOE ERESHMER L R5HT 2
(AVEBRFANEEPANCERN TS S, SIVRFHLRVIL
%ﬁi@td};ﬁ}%ﬁﬁ“ﬂﬂﬁﬁ NTOURIERPRELFE L RV SO TH T L, SRFIAN T SLER VBRGS0 0T
i BHWL
(BILTOBEEDS B0E L H—DRBETE L
1, MRS R A
EEHICEELEE RIS EN S, BFEERTIACROWGHBEETER SR TV IBOL TS I NEE &5 B -HE
BROREHE L RENEE cOmERELERR
2. ANCARBH
MPO-ANCA (2 PRO-ANCASBECH 3 (ELISABEF CH LU TRIFC L2 ANCABHETH £1)
4 OERS URERENE (RS RATORRNLETRE
HEISSEMETIC L A SR EER
EER MR OEEGE £ IERANEEY) (DL APANR
HEE LB CTE AR MRIC L 2B AT L 8ERT
4, FEEEE (0% EME ST B0}
(C)ERE R SEORBOL VI L, MIUTOREERATE
EEy
. PEE (BEPCRRTRES, b FRETRETI AR, B ERlOrag)
. FAREmES (hydralazine, PTU. aflopurinol#44)
THEmES (R v F, SLE. SbgrenfEEN, #AHRR) ,
%eﬁg;tﬁ\ ERHTA. ERRERTA NBA. FEEs V07 M0E Henoch-Schoenlein S5, HGBMARHIGE

wghcan:v.&

b MEAEMES (L AFO-ARRE. caldl ;myax ﬁlﬁ%m BT, @ﬁ#&?&%)
7. HROT K= .

(R 5 50 BRSSO DATER Honoch-Schinlein S35 %, - CEMEHOEEE Goodpasture EERE IR T3,
UL, IgASIEILE LITGBMITHIR AAV CHEH 32 £ 55, Henooh-Schinlein 88 & GoodpastureiEBRO BRI~ DERM
PR B
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(b FRtomgsdE)

RERE2HFEMER (AAVE LTUPAN
FEFNT) XL

?ﬁ?%@%&%ég‘ﬁﬁé

30REH (B rEtEs

o ARAEhELE)

D AEEESE

8 1PBREABNERT LA

 BAVADEE _

4 BHHEHA BIEEE 8L
HERHDEHHRES

5 BBUEOESES3REE
{ fhpm(E)

6 ERTHE

7. BATAURENISNES

BImES (ABHER) 1. 10%EHASENRONE LG

PRIV EH D I
o BEERETIHHEOOREE
=13 :

1HEEFES L LS, NERC S MERELHET 2

(#) 2012 Revised International Chapel Hill Consensus Conference Nomenclature
of Vasculitides (CHCC2012): Mm'E # D5 4F (Arthritis Rhuem 2013; 65: 1)

s CHCC I HKETHEREDRRIEVATLTHS (RDEVATLTHIEMIRT
LTHEL),
(FBEAREDATLEEARNIIERINEEEOTOLRADEHIZALGA
é«%%%&%T?é%@f&%o)

sCHCC N EIXMEREBEBEZHTIV—IIH T, BATIV—ITEETNDHER
M. EEERZHLOMITSHILZBMHELTVS,

4E 1994 £ CHCC K% KIFICMEELELZ, TORBE/ —XHAS54
F KD JC Jennette HFoLARLERY, 12HhE. 8BDYIIFEME. B
BEME. FEBE. MNEME. BERERMELGENIGLEZT—F T I LT
I2&Y ZORENEE. RESNT-,
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- CHCC2012 Tl FETREIAIMEXDHAXIZLY TD2OHhFIY) —IZHIF
'%o ANCA
B EMEXRIEZZODSBE® 3. Small vessel vasculitis|zhEEE B,

< Small vessel vasculitis >

-NEMEREFDENE (EEEBANOT N TOMEIAK, MEAR, EHMLE.
HHE% AR A

BRICRINIMEREEERT 5,
"MERICEVWVTHE~NORERERSEHLBEDZSEN AAV & 16-SW 2Rl R &7
o

1) ANCABHZEME % (AAV) , '

N MEEZEBMICRET SEEELIEXTHY Myeloperoxidasa (MPO) -%
L<Ix |

Proteinase 3 (PR3) -ANCAAME XD REICEHAET 5,

- IR BERIRIE A AAV T &H 5 H ANCA B2 14 D 35 & (& ANCA-negative AAV & L TEEEL
T4,

Q) Microscopic polyangiitis (MPA)

N MEFBAMAICKRETIEREEMERXTHY . BEEAKABELLZLEHE
EIZ

BRINS, MOEMMEXE LIFLIFBAEBINWAINAFEERELZROSLC
bl - AR A

@ Granuloatosis with polyangiitis (Wegener) (GPA)
FTREQCREMAFEEREL /M PREMERMOREMMEXERD D,
R ‘
REABRVSHEICEESA HOZF# S EMMEXALIELIEED LN S,
FRMENDAFEEDL LIETEAFEERENREEINDS,
RMNMEXOFEZTRLAGUVEREYE GPAGFICETIECRICER) N F
Za S
M. FHFIZTANCAZHEDIZEILGPA E L TRYEHONS,

©) Eosinophilic Granuloatosis with polyangiitis (Churg-Strauss) (EPGA)
LIELIEFRFEZRT EHOFBEKOHBEZH > EEERAFEERETH

YU, /- pi

MERBMOREEMERDZDOOND MEOTFEIRKIBEZEZED LB,

FEHBOLEH, HERREITTFRXZEZET-AFELD LITERFER

o M & 5+

REUFRLELEEROOND, FRBRICEH LI EGPS EAET 0. BHRE

M7 LN EGPA FBE D ANCA IBMERIEX %LU TLHDIZH L., MohrDBEEEZET
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BIEEITIE TN RIEERKEBREFET HHEIL 10050 5HE T ANCA N Z1E %
T ESIN.RRBIZCE TS ANCATBEREEDEENRL, REMAOBBICH

(THOHBMRKBESAREKEDERNERHTH L=
nTWL5,

@ Single-organ AAV (BRRBE 4L L)

 SERKREEWICERS

Imimura complax small vesss! vasculitis
Cryoglobulinamic vasculifis
i vasculits (Henoch-Schaaleing
Hypoeomplemsntamic uricardal vasculitis {Ant-C 1o vasculilis}

5

A
Medium vossel vasculiis { \
Polyarteritis nocosa Anti-GEM disease
Kaweasaki disense i
AL SRty Y
‘;a 0 ' aneriole e vaaule i
rga af an e w :
madum-sized ST AT = e

artory

foalzd

i, , , S
A
Large vassal vasculfis
Takayasu arterfiis
Giant call areritis
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ANCE&-associated srral vessel vasoulis
Microscopic polyvangiits
Grangomslesls with polyangifis {Wegenars)
Eoslnophilic granulomstosis with polysngiiss (Churg-Blrasss)



B2 OCHOCNZ TEREhLAFIU B8 —%

1. Lergs Vessel Vasculitis

Takayasy arleriis
Giant cell artedtis

1, Mediom Vesssl Vasoulits
Polyartestis nodosa
Kawnsaki diseass

i, Semall Vessal Vasculitis

ANCA azsociated vasculitis
Microscopic polyangitis
Granulomatosis with polyangiitis (Wegener's)
Eosginophilic granulomatosis with polyangiitis
(Chusrg Stesuss)
lmimune Complex Small Vessel Vasoulits

Ardi-GBEM dizease
Crryoglobulinemic vasculitis
Ig# vascaditis (Heroch-Schanlein)
Hypocomplamantemic uriicarial vesoulitis (Ang-
1 vasoultis)

1%, Variabls Vessel Vasoulitis
Behpet's diseass
Cogan's syndromss

W, Single Organ Vasoultis
Cutansous lsukocytociastic angitis
Cutanesous arterifis
Peirmary OGNS vasculifia
lsolated aoriitis
Chthars

Wi Wesculiie Associzied with Systemic Disasse
Lupus vasoulitis
Fheumaicid vesoulitis
Saraid vasoulitis
Ctbars

WL Wesoultis Associated with Possible Biclogy
Hepatitis © virug-sssociated cryogiobulinermic vas-
ouiitis
Hepatifis B virus-sssosiated vasoulitis
Byphilis-asaociated zortitis
Serum-sicknass ssaociated immune comples, vas-
cufitis
Drug-assacisted immune complay vesoultis
Drug-sssocizted ANCA-assoniated wasoulits
Obsara

2. N ANCABSE M E R DEMEECEAL T

(7) MR BRRMESRODE XA FEE (Eosinophlic granulomatous
polyangiitis: EPGA) (Churg-Strauss fEf&#& (CSS))

* /MR EPGA/CSS D E MG BMBEIFEE LGM o1z,

< INR EPGA/CSS 2B 2 HBEER D aR— M#EZE (J Rheumatol 2013 40: 929) >
< INR EPGA [CBH 9 A EHA G criteria (XFFEE LA L=, ACR1990 %8 & Lanhamcriteria &
RKALTHEZIT>TWLS,

(1) INRZRMEXRERFESE (Granulomatosis with polyangiitis: GPA)
(Wegener’ s granulomatosis)

< EULAR/PRINTO/PRES Criteria (Ankara 2008) >

(Ann Rheum Dis 2010; 69: 790, Ann Rheum Dis 2010; 69: 798)

50



- 1990 £ @ ACR criteria [ZIF/NMNREFEFATULRWVIZEANMDL LT, LATX
U INE D AAV
BEICHLTID criteria PO ADcriteria AL TE1,

LHrL. NEBEDERLCEFELGCELHSI-HSE/NRIZT S criteria
TIREYT D,

Tahle 3 Final EULAR/PRINTO/PRES o-WG criteria {with glossary] and classification definition {sample 939}

Criterion Glossary Sensitivity {%} Specificity %) AU (%}
1. Histopatholagy Granvlomatous inflanymation within the wall of as acery of in the perivasoular 54 ] 758
or axtravascular srea
2. Upper sirveay invoh Chronic pusulent or bloady nassl di oy istamds/orusts/ g3 i a1
grarudomata

MNasal septue perforation or saddle nose defnemity
Chroric or recurent sinug inflommation

3. Leryngo-trachec-h ial  Subglotii heal or b ial st 2z 388 80.7
involvement

4. Pulmonary invalversent Chestxray 0e OT ing the pi of sodules, cavities or ficed infilizates 4 5z 85.2

5. ANCA AMEA puaitivity by immunoflesrescence or by EUSA {MPG/p o PRI/ ANCA) 93 8 913

B. Henal inv Protetnurie »0.3 ¢/ 24 b or > 30 oy of wrine alburn ratio 65 538 87.3

on a spot marsing sample
Haematuria or red blood celf casts: » 5 red blood cellsfhigh power feld or
red blmé cells casts in the umw therﬁ ar =2+ on dipstick
fsing pamct 1 hritis
WG EU.AR;’P‘?WTD;F&S At feast three of the six fellowing criterfa; 933 93.2 363
Ankara 2008 clagsifi Hi Y
definition; « 0.80 {35% C1084  Upper aloway fnvalvament

10 .57 Laryngo-tracheo-bronchial stenoses
Pulmenary involvement
ANCA positivity
Renal invniveaent
AMCA, aoti phili lasmic antibedy; AUC, area xmds‘nhe aurvE WG, o \Wager lomstosis; EULAR, £ {eague Aguinst Aheumatism; PRES, Peediatric
Ahsumatology Ez;mpeaﬁ Sacze&y’ PRINTD, Paediatric Rh logy I joral Triels Drganisati

(v2) INREEMENZRMESN Microscopic poluangiitis: MPA)
< EULAR/PReS Criteria >(Ann Rheum Dis 2006; 65: 936)
» CHCC 57748 + MPO-ANCA BZ1% or p—ANCA (G4 A2 B2

AAV 0> =

<AMVEERZBEXMGR (EREH) >
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(Al

12000 .
ot ™ i

10000 MPA--PAN 12. 618

GPA 14, 54&
8000 .

20k 12, 94 GPA

, ; “ MPA+PAN
6000 . (20124 /19844 L) [
4000
2000
O o rtocs s
1984 1989 1994 1999 2004 2009

HAEICE TS ANCABEMEXDEERDHER TIEIMWPADEMEMNZFL <,
CO12FEMETH 3 BEOBEMZERLTE Y, 2006 FEIZIEHI 5 000 ALHEES
nd, —H, CPABZERIIMBICEEFY, 2006 FEIZETH 1,300 ATH D,
BEDAMADRAEBEEEIATHELD, WeEYELGNWERLNE, LEAST,
HHAEO ANCABEMERDILEMNTIEMPALR WG DK 3 FLLEE5H,. &HZ L
ANCABSEIME R ET A D —77, BKRTIEFEICWEANPA K YEENS <, E
RATODEZHNLGEENEFET 5,

(B —. ANCA BEE M E % D HTM E /KT - JMAAV Vol. 49, 2009, —&B
fE1E)

- INBIZBTF T2 FRARERYGFELGN o=,

[AAV o REIZDNT]
® LUh

R AEXE, EEROBEEREZIHREETBMLTEY., BEEXIZKLDY
VA - FRARRA MG EDHMEDRBEORBRBHMLEI FLANTREEIA TS

(Yashiro M, et al. Significantly high regional morbidity of
MPO-ANCA-related angitis and/or nephritis with respiratory tract
involvement after the 1995 great earthquake in Kobe (Japan).AM J Kidney
Dis 35 : 885-889, 2000)
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w
B

[

HEES

b

TR TR < G .

F &P P

- e R
— AR DTS

R RKEKIZHEE L 7= MPA. (e 5% —. Frontiers in Rheumatology and
clinical Immunology. 3:48-49, 2009)

D)ADKFIE. NG THE - -BHBEORBEFTHY . BRESNI-ARK
FANCA ZELEChARDEEFSIERIT, 51T, DU AITKBEBEDPTY
R77—2 DFHENAS, PRIONWPODEELAE-EEIND, £, In vitro
PIDRIZENT, HEOT7REFN—2RERETHAEITHRBESINTNBEZFD
. MBICHET AL . GEICEERBRIICREINDIIELE. TUILFX—FKEA,
TARR b, BRERIGE X, SUHEETEHELA, AWOERIZHKYES
(Bosch x, et al. Antineutrophil cytoplasmic antibodies. Lancet
368:404-418, 2006)

/

\*
m

©) EHE (FOEFFAISON - FFPIV—L-ERS5DY
A4 o) o -7RAT)/I—=IL-RIYIIFELRE)

P EBAIRIRE (propylthiouracil and/or carbimazole) &5 S TLVvi= 30
Gl 8 HIANANCAIGIETH Y. 5B 4 BIICBEHETREEDERAHRE L=, BHED
ik F LA .8 il dr b {5l AY ANCA AN FE %1k L = (Gunton JE, et al. Prevalence
of positive anti-neutrophil cytoplasmic antibody in patients receiving
anti-thyroid medication. Eur J Endocrinol 142:587, 2000.)

L, ShoQEJROFEFAFEECEREAMVAEML T EWLS
B MWNET—R AL,

@ S.aurus B

AV EFIZBEWTPRIIZHIET 2EHE T dHHHEHM PR3 (complementaryPRS3 :

cPR3) MEEL, ThiITHLTHRALELESIH, S LICZORAEIZHT K
MRATAFZ2ATIRE)DAMNCAELTHEL ED PRI ICH L THERKRIE

HFRITEWSISADZXLZIREBELI. cPR3IIXS. aureus EHRBEIELAHY, S.

aureus BRZEAEA PRI FSTE AAV REICEEE L TS algeEA H 5, (Pendergraft

WF 3rd et.al. Autoimmunity is triggered by cPR-3, a protein complementary
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to human antoantigen proteinase-3. Nat Med 10 : 72-79, 2004)

GPAEEFEDZIMNS. aureus TEREEETHIBURBISERERBELTEY (AAV
HIEDHEMBERET. 16). STEHZEZFHMICRET ST LITKY AAVEHED
60% i L 7=

(Trimethoprim-sul famethoxazole (co-trimoxazole) for the prevention of
relapses of Wegener's granulomatosis. Dutch Co-Trimoxazole Wegener Study
Group. Stegeman CA, Tervaert JW, de Jong PE, Kallenberg CG. N Engl J Med.
4:335:16-20, 1996)

—H. AVIBIN%E . S aureus BEFAE & BEEAT (T 2R (XA L,

® ANCA #e i DS (BERMAEE (ELISA))
REEOMBERAMKEE KD > T, BFEREESE L T PR3-ANCA A 1993 4,
MPO-ANCA M 1998 FE [ZERBEINEF SN TWED  REEBRTEHEH & DOHEBE L4 LY,
Ft- TRAPBTIEFKIZHE L ANCABHERANMEYZT NI EMND (90%IF L) .
BREXY FOBEOMLOBESEERELEHEVEHEEINS, BH. ZVED
BRESHBSLUVERETORE - BFEEFEFERFLINATLS,

® Z Db

T LEHERERENRAEFZNRERLEZSIEEI LT LAWP-2 ik & E
H (LAW-2 07 2/ BENET S LIEHEORERESRFinH SHBEMELNH D)

(Klain R et al.

Molecular mimicry in pauci-immune focal necrotizing glomerulonephritis.
Nat Med 14 : 1088-1096. 2008)

DA+ 7 Z—Tcell Treg, Th17T I EA AAV EETHEMLTWLWEIEMS,
AV REICEEELTWAEEEDNTIVS (Marinaki Setal. Abnormalities
of CD4 T cell subpopulationsin ANCA-associated vasculitis. Glin Exp
Immunol 140 : 181-191, 2005 7i E## D X #k)

*x F & «

WIFhOERL, BE—RTITAMVENORERAHRBETELNIEE ML TL
Ho AN IZHRHTHHMBOERY., HA FSA4 VDE[HE., ANCAZBET 5RENK
HOFTELEATERTIEHAWLWMNEEZZ SN DS,

[AAV D F 1]
1. BYORE

BRK TOHORAKE TIL PRI-ANCABZED £ ER WG (X, B|AETIE 2 F&IZI0%
PETT S, LML, XKEXTAA FE+S /R T+XT72F (CY0) OFHHA
BETTRIIKELCHEL, (HoffmanGS, et al. Wegener granulomatosis :
an analysis of 158 patients.: Ann Intern Med 116: 488-498, 1992)

54



