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CHCC2012 1%, CHCC1994 %»5 15 fELL Basfgs L ImAg
RIZHT 2 HGEEPCEMGEBRE CEHR L 72 DIV,
CHCC1994 DWEI % HL R E 7o T E - DB
N7 H, CHCC2012 b CHCC1994 & [Al kR IC I EER R
(nomenclature system) Td 0, IE RIEEIZ DO T b X
FANHRE BT 2R T 5 2 &, BTk RN
PERERZHET LI L2ZHNE L TV 3 RICEHIZ
W, 2011 4 2 H, @tz BiG9 %12 & 72 > T Jennette 4%
ORI NI ERESHIZ, 1) A0SR o N7 I8 R
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American Society of Nephrology, American College of
Rheumatology, European League Against Rheumatism (3,
Wegener’s granulomatosis (7 = 7 7 — RIZEIEIE) D5 & T
&% % Friedrich Wegener K235 X FLREkIG - F 4% EH T
H ot L) BHHEICHD E, Granulomatosis with polyangiitis
(Wegener) N E GMAHE T2 Z L 2IRELAEY, 2L T, 2
D E % TR N S 72 1 2895 (eponym) %
JER RN, JEREA I I D W, XD G A R4
(non-eponym) ~NEFHFAHE L X 9 & T 2REV LI N, I
BREZOBBEEIIZALDEYE 5 NIRERS
CHCC1994 248 S 7172 10 D 9 &, Takayasu arteritis,
Kawasaki disease, Wegener’s granulomatosis, Churg-Strauss
syndrome, Henoch-Schonlein purpura @ 5 #EE 2% eponym T
%, 245 eponym % non-eponym (AT 2 Z &I
T30, BET2HEIE 0075 5 AFHINEYH L v ) #2
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I EHB L 7 BIRIRCH IR D e 5 R B 2 FE 0L L
7o, R E LT 65 £ TITIIHMDHEH &mdr
DIAAE L 7o JHRHIE & v ) IREEA TR 5532 9
WEFR L 72D Tid 7 <, BN OWFZEE 259 - HA o
TERPDOZZIAD THRIEEMNEL b DTH 5,
eponym (2D X9 BFIEBOFALSFEASINDICES
JESRRE SR NAEBLZ E2 GG L TR D, Bk 2 Glm A
GTREBTEAVANEZELEL, BKLK, Chug &
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AN THHERZMON L FHH X274, Xig, G
5 SR 2 R O A G bR S BN I N5
23, R XA E FTH 5, R IR HI 72006
RECWELL IS NTE 6§, BlR AT RE ISR D
CIRBAZRET S ZLIREETH 2, 510, ABEIL
LYBEHZEFLOETLIHILT Y 7 ICHFET 505, TTIC
60 2 A 2 ELZ D SWMEDH D, JIRHE &) Gz
T L= — 7 REBRERSEAERIC D 72 D Bl
SNTw5, ZD &) BRIEBOATIC D TIIRAE Z2 H
& B/NRMHER, ANRPEBREREDSHED & DS L T
BEm e I, ZORELE L THAmM RS SN LT
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DEFERINDL I LITE>T,
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oy, OB OV TIAMETICE T 2 E50%
¢ Churg-Strauss syndrome (& Eosinophilic granulomatosis
with polyangiitis |, Henoch-Schénlein purpura (& IgA vascu-
litis ~, % L T Goodpasture’s syndrome & Anti-GBM dis-
ease NELTEIND Z LIl o7, FiIMBFAMIND
TDIH, (Wegener’s), (Churg-Strauss), (Henoch-Schénlein)
& L BAITHAMORIERINTINE EA (N4) D3 S
N Eikhot,

CHCC2012 ARSI NTH 5 1 AERHFEM L 7 BUE,
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# 1 CHCC1994 & CHCC2012 TIREASNIcATITY —DLH

CHCC1994 CHCC2012
1. Large vessel vasculitis 1. Large vessel vasculitis
2. Medium vessel vasculitis 2. Medium vessel vasculitis

w

3. Small vessel vasculitis

~N O O b

Small vessel vasculitis
ANCA-associated vasculitis
Immune complex vasculitis
Variable vessel vasculitis
Single organ vasculitis
Vasculitis associated with systemic disease
Vasculitis associated with probable etiology
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X 3 =EREIARZK, KENAR (BIREI)
a : SMERIN S4E U % hEREIERRAE D H KB (KED)
b : ZHDELEREMPBOHIRZ > e ATFEMEAIE

E 4 Effattsiirg, RIERSIAR (EARE)
BROTEEMEL &6 ICRRREE, PRICIISZEMBBO LR (KM Z# 5 RENRBH SN 5,

ME % Loy 4 ZoME b FRFICREINS 2 L%
$, REIMEPBEIC RO 50T EbdH D,

KA 7 3V —I21X Takayasu arteritis (i ZEIIRSE, TAK)
(B 3) & Giant cell arteritis (FAII@MEBIIRE, GCA) (& 4) 23
BEND, ML L BITREIIRE Z D FENEZRET S
R ZIETH D, TR AR 22880 T b 5,
P FR D N X FRIE AR i (BT 134, B2 13 i) oMb
(NFE) 1T Xk 2 RBIRZME (W X7 2 7, BFIEECKR) ITK
ERAEDVD DD, KRS 22 EER L4, Wi
HBDFE L ARY b7 LD 5D EHICO TR O AR
D5, FREEEARE LT, SEEIIRSAIC L “early-onset
granulomatous aortitis/arteritis” 2%, ELfHIEIEEIIR IS 1 1% “late-
onset granulomatous aortitis/arteritis” 2324 X 4172 23, T
& B ICHHEDREA 2 T 5 2 & T L 7,

2, HEIMER

PR 28 0%, RN I & 2 DT H 5 A
PENICRBIN BB LERINLD, wInoY A X
DI HEEE X 119 B, polyarteritis nodosa (i fifi 14 % Tk
%, PAN) & Kawasaki disease (JIIIFF§, KD) D 2 FEEHZ D
ATIV—ICANS NS, MINERE I AR
DL, BRI PHEZ E - LT L ORRETH 2,

% FEEIIRA 2 N D BIIRDMER S 4 2 SEHEIEBIAR 28
TH 5D, MEERIR, BMINE, BRREGESREINS
E 17 <, > anti-neutrophil cytoplasmic antibody (FT4F
ERAIELSTR, ANCA) 2EMETH 2 (K 5).

JIIREE 1) RS D F2 W HEHE 2 i 72 L 72 FR T A S L5 I
BRTH D, ASRHFEL, FREMRZIZCO LT 5
NEIIRDREE S N 528, REIIRZ: & ORIMAE S LIF LI
REINS (B6), ARELNBEHHBRES N, Bl
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X 5 #EEESRERE, B (EIRE)
SREARICIZT « TV /A NERFEMEIRA & BREHVEEL
THRINZ,

IRf 53Tl eponym 23 SRS 0T\ & W) BT
N5 Lo,

3. NEUmMER

ANRIAE R &%, ANIMAE, 7 b b SNl N O /NE)
R, MHEDNR, G, MEIROSEAICR S5 IMmE % &
ERIND, KHT 3 —RBMEREICE T 20E 707
YMAEDEFEICKD 2 0DH 7 h T =T o N5,

1) ANCA-associated vasculitis (ANCA 8 3E Il & &,
AAV)

CHCC1994 @ 7% 7> 12 b Microscopic polyangiitis,
Wegener’s granulomatosis, Churg-Strauss syndrome (& ANCA
EBHHL T3 2 EANEIE LT 543, CHCC2012 Tl
AAV LWL L 7o 7 T 3N =25k S T, S
BEROWE DR, 1ZFEAERD Sk, NINE %
A ICRE T 2 B EIMNE & TdH D, myeloperoxidase
(MPO) - & % \> i3 proteinase 3 (PR3) ~ANCA A3IfIL45 48 O ¥
KEICBIG- T %, RG0S AAV TH % A3, ANCA BEMETH -
72354121 ANCA-negative AAV & L CREHE I NS, D
FT7 AT I —IE T O 3BT A TEREE AAV
72 £ O single-organ AAV 23& 115,

(DMicroscopic polyangiitis (BEHEEIIZ FKIME 2%, MPA)

ANEIIMNAS 2 A7 VAR T BRI INAE R TH D, BEIEMRIR
HERP RS EHEICBERI NS (B 7). fioTling %
bLIFLIXBIESINSD, AFMIERIEZRD 2 2 &3k
[

(@ Granulomatosis with polyangiitis (Wegener) (£ %I &

RIERZFRELE, GPA)

BTN RGE D BRI A IR S & /N - Rl A AL D B

SENMEIMAE 28 2 3800 %, BRRMERERIAE 28 03 R L 1 Bl % &

-

6 IliEwE, EIRENAR (FIiR6H)
a: WRER b : EER
miglc & 2 TEWNERHEE # > - L EBRBEHE
REIN b,

1, iz £ 5 MEALE R LI LIS 6 s, £/,
MAE S DRI D 2 I IR SIED B I 1L 5,
SIIME R DFEZR TRE L Z 7 IR RFEE GPA 237
HT %%, FFIZ ANCA BBlETH 285540121k GPA & LTI
hifkbiz (K 8),

(®Eosinophilic granulomatosis with polyangiitis (Churg-

Strauss) (SFERIRME % FEME X EAZFRERE, EGPA)

UV U SRR AR % 2 9 S B D IFIEER O B % 1 - 72 3550
PEASFIEIERIETH O, /N « TR O BEAEPE NS R 3558
OoND, WEPLHBERMEIEZHE) 2 L3% v, £k,
s Ofif,  TALAE 7 EICHFIRBRIRIE 2 1 o 7o WEFTENE D 2
I FEAIEF IR O S S SRR bl E RO 5 b, W
W8 2 BRJE L 72 EGPA 23fFAET %28, BB D v
EGPA 3% ®D ANCA BElE3R 1% 25 AT TH 2 DITH L,
il & OB ZE T 255121E 75 %, BEICHRIRIRRE R
ZfE9 EGPA B TlE 100 %DM T ANCA 231 % R
TEIN, REBICTEIT S ANCA 1FBINZE & BIMDI
WO AR 3B 1T B AFREBREE % DA R D FEAI
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7 BEHMIENZREMER, B @IRE)
a :/N\ERBIRORIEEBIRA
b FRAFBIERIEIERIRIAE 2¢

BRHCTH B L OMED S, 72, MPA, GPA &L DEEA
ROFEGIEZ K 2 D6, REBAFICEHE I N,
2) Immune complex small vessels vasculitis (FEEE S K
HEmMER, IC-SVV)

I RE N D Hh~ 5 B O S AR LRI DTS % £ 9 /)
BIMEEMOMERTH 2, RREBFRZILIELIXAEL 2
2%, AAV LT % EEIIRDMR AR S 1L B IR,

(DAnti-glomerular basement membrane disease (FT

GBM &, anti-GBM disease)

Anti-GBM disease &, HUEERBEYUADILE LA T 2
FEAL, BORERME, MTMINE OVWFdd 5 IdiliE MR
WMINZHEETH D, ABEEHPIC-SVV H 7 AT T —IC
ANSNT=DIE, B SRERA il Bl 1A o B AR 12 %9
% A OPuk D & B % SRIEE A D in situ formation 12 X D
FERET % &0 ) BRI LD, BORBRIRILIRIE 72 1) T 7% <
Jili B A S L S B 5.9 % D C, anti-GBM disease & \»
I HFRFIERETIE 203, KA TIZL SIS T

&%

filr 4 £

75

K 8 ZHMERXKMENIFIERE (Wegener’s) FI1& {51
a ! ff, LERIERESHOLSHEMBOLIRZH > CAEF
BB M A E
b : &, ¥BAEERIEEFEERIREE L

L7652 EICikoT, MRS O SR
MBI IE BEMRE Z R K 2 E03d 543, Mk, Wik
RIEBEFF DG EICBIS L TW3 2 EDBHSTH 5 7ol
BRO®ERIC AN N, —HEEICE TS, EZICR
FEMILRIE 12 Z L V2 H AR BRSO R BRI R D3l e
XN, %8, Goodpasture’s syndrome (Zfifi - B & & 12 {REE
S41% anti-GBM disease & MEDT 60, AKEREREA 1F,
4%, anti-GBM disease & FEFRE 415 2 &Il o7z,

(2 Cryoglobulinemic vasculitis (7 U A 7' O 7Y > MfEM

mE#, CV)

70 F a7 REEAERDOYE 2 o - IE R TH
h, GANME, MER, MEIIRZ 4k L3 5 /N0E 2R R
INb, 7VF a7 VIEE Y, RGP ESRERE,
AR LI L IRR S NS, IR RS A AR
HFRDIONT &, SRR DA & 22 & 121X, B Z1E hepatitis
C virus-associated cryoglobulinemic vasculitis (C FIff 28 7 A

VAR Y ) F 7 a7 ) v MEMEIAE 22) & v ) K9 ICE
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e e e o R
9 IgA MER, BE(ERH)
B OHMZ# > fc B BRI R M & 2

I N, BBT2HA 7TV —ICHEIND,
(®IgA vasculitis (Henoch-Schénlein) (IgA ME 2,

IgAV)

IgAl B D B ARG 2o IR TH 1, /N
MBI NS, KR 9)LNMEEIEL O LT ML
BOLRELIEREIN1E0, BESiRE2G ST, Rk
B 2813 1gA BRRED Z i L EERINEETH %, B 7% 1gA Ol

ERENE PABIBOIRBORNETH 2 L v ) FITIDEM
AFRICET I Nz, 2HEIMERE L TD IgAV IZEWT
LBICIRIET 2 IgA BHEICB VT, IiFTHH 2 o 135
D IgAl B v PHo 7Y a2 vl (glycosylation) 2384
LTw3, MFEEEBICRELR Y av Wbz ZIT 7
IgAl & ZHUSHT 2 PT [gAl-1gG Pifk & BREE G K%
TERR L, MAEREICUAE L RIEZERLTwb EER 6N 5,
(@Hypocomplementemic urticarial vasculitis (anti-C1q
vasculitis) (E# A IMLAE S MRZKRILE &, HUV (T
Clq IM&E%))
=RZ, ERAITARIE & & b INIME R %25 Skt 2 3%
BTH Y, Y1 Clq itk & BHET 5, RERIAE 28 CRIRT %, PH
FEVERTR B IR R DB S 2, SRS AR IR &
g U Tt Clq il iz R BRI 2T RTH D, Hi
Clq MEREWHRTZZ EDPHEE L EDERADLH 3,
2 ¥ TORBIME Y A X OBEMPEICHED VDB
2R 10 1237,
4 . Variable vessel vasculitis (ZERIMEZRET SM
B, VVV)
REIMAE ISR 7 <, R /N E T NoH
A ADIME S, % L CHIRD S BMmE, fkices£T

Immune complex small vessel vasculitis

Cryoglobulinemic vasculitis

IgA vasculitis (Henoch-Schénlein)
Hypocomplementemic urticarial vasculitis (Anti-C1q vasculitis)

A

p

Medium vessel vasculitis
Polyarteritis nodosa
Kawasaki disease

A
r A\

large to
medium-sized
artery

small artery

aorta

arteriole

\

Anti-GBM disease

[ capillary

venule

N J
Y
Large vessel vasculitis
Takayasu arteritis
Giant cell arteritis

Y

ANCA-associated small vessel vasculitis
Microscopic polyangiitis
Granulomatosis with polyangiitis (Wegener’s)
Eosinophilic granulomatosis with polyangiitis (Churg-Strauss)

10 REMEY A XICEIKEE—BECH 2 £D35IH)
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11 BE—fRERmEsx, B (FM5)
PEEEIC & R ERICEBRNICR O S NIRRT E O/ N\ER%

M 12 £5WREREMER, KE(ERH)

i) O FEREICHREERSNICERADEIFE/NME X

WIEND YA TOMELREIN) 2MERTHL, A
7 3V — 1213 Behget’s disease & Cogan’s syndrome 75 A4l
5N,

(DBehget’s disease (X—F = v hJF, BD)

FPEN T 7 4 & X O, BoE, IR, i, 2L
TR IS B 1) 2 RIEMR A 2 R & §2 X—F = v b
W ICBEE S 2 BIERIRD IETH 5, NG K> S Ik
MER, BIRE, BIIREE 2 EHAEL 5,

(@Cogan’s syndrome (01— /7 > fiE(&EE, CS)

VBB, ®ER, MR L & DI, HiERE
FEEL SR INZPEBTH 5, KREIIRE S KBINRE,
RENRF LA O RIEZ1Z L &, K- - ML Tho

PA ZADIMERBEL ) 5,

5. Single organ vasculitis (B —f&2RIME %X, SOV)
H—liddt b 5\ IFH—lEE R ICRE L 2 MERTH D,
IFIFLYARX, ¥4 7OMEDRIEN D 5\ x5
FL RIS (R 1), 0 CRAGPHEISC B GRS
{14 % FE EIR 2% (cutaneous PAN), FZi§ 7 L oL % —PEINIAE 28
(vasculitis allergica cutis Ruiter) & WFIZI T E /2B DH Z D
AT A —IC AN S D, cutaneous small vessel vasculitis
(B R /NI 28), CNS vasculitis (PAXFRFER M 42) &\
9 k9T, REESRCREMNE Y A 72 M5l 52 LY

iNns,
WK R, BT R &0 & 25 IS 2805 B O s iR
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£ 2 CHCC2012 TEERESNfcATIV—RIEE—E

| . Large Vessel Vasculitis
Takayasu arteritis
Giant cell arteritis

II. Medium Vessel Vasculitis
Polyarteritis nodosa
Kawasaki disease

[, Small Vessel Vasculitis

ANCA associated vasculitis
Microscopic polyangiitis
Granulomatosis with polyangiitis (Wegener’s)
Eosinophilic granulomatosis with polyangiitis
(Churg Strauss)
Immune Complex Small Vessel Vasculitis

Anti-GBM disease
Cryoglobulinemic vasculitis
IgA vasculitis (Henoch-Schénlein)
Hypocomplementemic urticarial vasculitis (Anti-
C1q vasculitis)

IV. Variable Vessel Vasculitis
Behcet’s disease
Cogan’s syndrome

V. Single Organ Vasculitis
Cutaneous leukocytoclastic angiitis
Cutaneous arteritis
Primary CNS vasculitis
Isolated aortitis
Others

VI. Vasculitis Associated with Systemic Disease
Lupus vasculitis
Rheumatoid vasculitis
Sarcoid vasculitis
Others

VIl. Vasculitis Associated with Possible Etiology
Hepatitis C virus-associated cryoglobulinemic vas-
culitis
Hepatitis B virus-associated vasculitis
Syphilis-associated aortitis
Serum-sickness associated immune complex vas-
culitis
Drug-associated immune complex vasculitis
Drug-associated ANCA-associated vasculitis
Others

(Xmk 2 &D5IRA)

B DOAREED B 2 EICIE, KA T T — K ) bagik
MERDAT I —ICTHINIRNETH S, 7, YY)
SOV & i S 17 oS IS R ARV IS 21 L 7235
B, oA T T —~HPHIND I LITh D,
6. Vasculitis associated with systemic disease (£ & £&
BEEMER)
BIfii V) 7 = F % SLE 7 £ DRHMEPBICHAE T 2 X

PEIME R TdH %, rheumatoid vasculitis (] 12), lupus vascu-
litis &) X ICRHEREAZMNLT 2 I EREETN
%,

7. Vasculitis associated with probable etiology (% & @

S MRMER)

AP T AN R EMEROFHZHER L 9 %M % T
% %, hepatitis C virus-associated cryoglobulinemic vasculitis,
drug-associated ANCA-associated vasculitis & V> 9 K 9 125
N4 % (Eld 5.

%}

CHCC1994 DKETHTH % CHCC2012 DIYEEIZ DT
AUEL L 72, CHCC1994 IcfgiiS iz 7 a3 —Id 3, B
iz 10 TH oDz L, CHCC2012 TiZ 7 A7 3V —,
26 FEBICOWTEREINTWVS (R 2), £72, CHCC2012
TRIME S A ADSND A T T —=23fizicmzash, 356
12, JEFEMEIMAE R 721 T B MEINE RO —H»E D 5
Nz, FLIRB S NAAMFERRIZT TICFERPHmXT
s> 2H 0, S, MERNEEDALS TIACE
BWMOMBAEEL TV THSL), L2L, 20
CHCC2012 & T CICMESMERSI TR D, FEEATR,
EFEE D ICMERMEOMES I > THEINDIREDLD
THDZEIEFEIEFTHRV,

PSR H OIS ST REL DR L
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