DOI : 10.6314/JIMT.202004_31(2).04 P AR 2R 2020 : 31 : 91-105
kPG A e R

Fem T EERTT ORFERD ARx? REFO

1 gkt ik B ot B A A AR ERER AEE
2EBHERE L AR BRIEF
CH e HAFBELR BN A

wm B

g P MG 3R A8 B 89 o2 % % (Anti-neutrophil Cytoplasmic Autoantibody-Associated
Vasculitides, AAV) 3R F AL B R B & K BABE - 2 Ak ey &+ FFAaMlemR—AFEFE
HE oo AAV BN NER R R BRRER SRE AR E S BT BB E - AAV LA
B R AN > £ B FEMEARE FTAREASRERE T EHTIEE - AAV 9K
JmAk I - 80 R P e R I A B EE R R B 0 R W Al b M & s HRAL B (Anti-neutrophil
Cytoplasmic Autoantibody, ANCA) 3% %4 W M & do 3R38 B 754G » SRR Rk tm o B T84 i -
B R 75 BT Y6 AAV B R GIERIGRATAG R EZ R TRET  HAIAREZEAL TS
ARG BATREBIEETRABO T RMET - MdAERAAV B » FH T RRGELE
B85 AE BRGS0 BB AT A R e H -

RETERA - MBI B MERAAEE 188 (Antineutrophil cytoplasmic antibody)
EEAYE B MERFAERFRYME % (Anti-neutrophil cytoplasmic autoantibody-associated
vasculitides)

AFIEZ 2 IME X (Granulomatosis with polyangiitis)
AT ZEE MM E X (Microscopic polyangiitis)
MEFRAT IS IEZ 2214 M 2¢ (Eosinophilic granulomatosis with polyangiitis)

M IMERHIE P (Antineutrophil cytoplasmic
antibody, ANCA) tHEH YIS & (Anti-neutrophil

M5 R I FEAT AT [1L75 BE 1 28 48 S JFE Sz 32 98 Cytoplasmic Autoantibody-Associated Vasculitides,
TS - [RIBE » I8 2y 35 55U & BH 28 K P AAV) Fy &M RN H R S - HETHRER
P e B AR AP, - e S [RE R3S B HYIR i A SR IR A - & IR FE B W ST A A (RT3

il

Hi

1% - SLEEME R FEEFEE ZEMt - WTaER— AR - BER 1997 4 % 2008 R AR AR T
T B PR IR (JRRIRBAE ) » JRATRE AR SIRTEEEL - IR B RGN L — YR RO 2 %
TR (20 MM OAER ~ RIBTRE ~ sl PEBENRZ (Granulomatosis with polyangiitis, GPA)
%) TR HRE R S o Hh g MIRSATR A H E 2 0.371 - BEMZ B MINE

WA IR WHUR 0 60002 4 A TR 539 3E MABAR Bk M MR A &R BB B AR
*ABEVERR T R E R
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#& (Microscopic polyangiitis, MPA) [XI“~1F ICD9
97 i il HH IR OR R+ (AR (B B R
LM BRI TG SREEUR - MPA 884 X I GPA
m (R Hil > MELER—EARSE
A2 BRI » RIEER 270 HE k2 Fr 52
T RIBLH K2 B ERYAERR ~ 3 FEAVIRTE ~ D
FiGHE ERysr I - HEUE LR EHEREHE
ST [ ~ BHES - HERESET -

& %5358

MERBSE TSNS RN
1 A4 SR A DU B Ry X - (AN e DL
B RRHE F AR IR » IKTIT S W COERER IR ~ 8145 e
FH A% I 1Y FE 305k 43 25 e dig 44 - 2012 4 Chapel
Hill Consensus Conference FYfEET ik » B4y
TRIRRL ~ SRy Rog B E - BEET AAV
B INBR K A3 HEEE 3 - HAl R EINE R = K5
FEDMARIMAE A N - 505k -

— ERMEESHEMEX - l0A

(—) RERIE 2% % (Large Vessel
Vasculitis, LVV) » 45 + F B 5 H FE 53R H1[E
&% (veins of the same name) » 411 @ &2 FKH)
k% (Takayasu arteritis) ~ EAfiifd FBIIKA (Giant
cell arteritis) ;

(=) ERIMNE ZIME £ (Medium Vessels
Vasculitis * MMV) » f0fE @ 3= Z A AT EEFIRA
HmAI53 8 4l - KEEiTME 2 Bk (Polyangitis

BR7H

BEXE R AT

nodosa) ~ JI[iF EGHE (Kawasaki disease) ;

(=) /NERIMNE Z M5 % (Small Vessels
Vasculitis, SVV) » fifg : BEAEIEK (intraparen-
chymal arteries) ~ /NBJE#K (arteriole/venules) ~ F1
EAMIME (capillary) » WH 3 H © 1 AAV > 400 :
MPA ~ GPA ( 1% Wegener’s granulomatosis) * &
LI N2 IE 2 2514 I%E & (Eosinophilic granu-
lomatosis with polyangiitis, EGPA » £ Churg-
Strauss syndrome) ~ 2. Immune complex » 4 :
Anti-glomerular basement membrane disease (anti-
GBM disease) ~ Cryoglobulinemic vasculitis »
IgA vasculitis ( Z7# Henoch-Schonlein purpura)
Hypocomplementemic urticarial vasculitis ( £ T
anti-C1q vasculitis) ;

(P9) NREERA/NNE 2 ME L » I
43k + 1. Variable vessel vasculitis » 211 : HPEK
FEMEHRE (Behcet’s disease) * Cogan’s syndrome ~ 2.
Single-organ vasculitis » f1#5 : (RFREILHE—
EBIIREEFIR © 3. Vasculitis associated with
systemic disease * ELHE @ B HLAE A B PRV ISR
FERARYIMAE 28 ~ Bea B R 5 [REAY R PR M
4 ~ 4. Vasculitis associated with probable etiol-
ogy * ‘HFE + BLHLRE ELARAYIRERIAHRE < ME K -

—BRMmEX  NB#HSAHEESMRR
MEERIME 2 « KA BERE AR ME X - 18
BUNRRZPETD 2R R ZEYER -

x—  OEEEMERZ GPA « MPA 1 EPGA &4 R=F
Bz I geRagy GPA(%) MPA(%) EGPA(%) Sk
G 18 4(22.2) 14 (77.8) 0(0) Hung et al., 20042
i 24 8 (33.3) 14 (58.3) 2(8.3) Wu et al., 20151
e 530 199 (37.5) 329 (62.1) 2 (0.4) Liu et al., 2008%
th 179 61 (34.0) 93 (52.0) 25 (14.0) Zhang et al., 2009%°
H 101 14 (13.9) 84 (83.2) 3(2.9) Chen et al., 2008%°
HA 86 8(9.3) 69 (80.2) 9(10.5) Fujimoto et al., 2011%°
HA 125 33 (26.4) 78 (62.4) 14 (11.2) Sada et al., 2014
2 50 33 (66) 15 (30) 2(4) Watts et al., 200772
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ANCA associated vasculitis (AAV)
SPESIES

EEIE I I A R0 B - AH R RE 2 U8 2 1ML
N AT B R (swelling) ~ 23T (necrosis) Fl1
it (detachment) © [ff HAESENT ME BERIAT E
78 % (marginating) 1§ % (transmigrating) 9
IR H 4 B 2 5% A M 08  (apoptosis) Bl i fiF
(karyorrhexis) - AAV 1Y #5575 R K - ATHEZ R
s AR B 5 A EE R (predisposing genetic) @ B ER
BRIRFHIAE AAE R ATEE - BUR AR S Highl
JFL 2 37 (autoantigen presentation) 2 ciu 48t il FLAi;
Pk L AL A8 11 S A P L [RDS  » 2 B AAV
FRENE LB K EPIIEAN : ANCAs » Effgr i
cytoplasmic-ANCA (c-ANCA) / perinuclear ANCA
(P-ANCA) KHife i E @52 75 (Fc receptor) #f
B AT ER ARG I T IR SR A R RS B 43+
(adhesion molecule) i % iy &4 F 21 ifil & & - -
AR M (M ER - BHRE A E
B 7K i g Bl B 1 (R 1 T 4 S I BE e
i HL » [5] R R S0 H B K B 17 288 28 1 i i 32
(proinflammatory cytokine) & 2523 25 1) 58 JE Al
fi > TR S A TR 38 R I HE - B BUME
RN > -

— » ER MR mERAAAEE I EE (ANCA)

ANCA & — Tl 5 fe S yZ Hid8 - 1 2 IR
g rf 1 BR Y VS g S B 32 (neutrophil lysosomal
enzymes) » B 2> By P I8 28 e H 88 B AREREY
# (crescentic glomerulonephritis) Z£RH R & Y] -
AT AR L A A L P oz B0 A7 T W 43 B c-ANCA B
p-ANCA FE R AU - S R IME 2 b H I 32
BT (ELISAS) FYE R

(—)c-ANCA: x Z §i il ;229 kDaly
proteinase 3 (PR3) » PR3 j& —TE AL I 1 7k fif
(serine protease) » AT VAT M EREAE R AR
FIENE » MEH ol- PUBEEES (a-1 antitrypsin)
Friti © - PR3 HAE PLIAEY) R 4 iyt
e » A 2B FRE I b FSE R M &
T 00 i OB A E © PR3 ¥ GPA B 8% = 1Y B
Jk & (81%) HLRF FLFE (97%) - {HANHE — /N4

MPA 2 30% Y EPGA B E £ PR3 Fifig 215 14
[ € = #R0f » anti-PR3 HL % R € {5 PR3 H1E
T - 5 R IMERAY B A iR e B ) 5 i
BR (FERIBRECEE LR ) 9L - MIRERS R AE A
PR3 HUAHRBARI R » W8 « TRETHIBAF ~ RS
BEEY) (41 © hydralazine ~ levamisole ~ cocaine
allopurinol ~ propylthiouracil) £ 7

(=) p-ANCA : T Z P1Ji 2 150kDa iy
myeloperoxidase (MPO) £ i 1 % (cationic)
homodimer * MPO £ & A Ifll % & (heme) it 58
LV — o A7 AR WS M BR Y g 2R i
¥ k7 (azurophilic granule) Bi B8 £% BR (4 7 il i
(lysosome)® - MPO Fi| FH £ B A L1V AE
e b 4 B A s X &8 (hypochlorous
acid) ~ B& S H B £ (tyrosyl radical) K iGERY
SALH (reactive oxidant) - i FIA AR ZERIES ~
SRR HESE O - ARifT - SEREE AR
AEEYE - IReIRELEE FEMP RS IR
%+ E R I K ie % 8L E - MPO
T AE 45% 19 MPA ~ 20%-30% [1J GPA B 60% [
EPGA EHi[G %R IE

MPO B PR3 RJ i Fs -~ [A] ML & 4K i i PR A7)
FHAIETIREE - 5 BEEEN p-ANCA 251 - H
HE7R Fs MPO-ANCA - #1245 H#EET 7] BB J& MPA B¢
EGPA ; 75 58814 c-ANCA 2151 - HER
Ry PR3-ANCA - RIWIA #EET ] RE S GPA © JiifT
TREET IR T ANCA Hids Frg%s 2 - fEo
B F1 JL BX - PR3-ANCA (GPA) Lt MPO-ANCA
WL S T AE FE BR > SEIMFIED B 0 MPO-ANCA
(MPA) HI[H PR3-ANCA(GPA) B % 1,10« fF 2
» JLEB &N % 19 PR3-ANCA (GPA) - ifi
R 4% N 45 3 % 19 MPO-ANCA (MPA)Y - #¢
B REEFEE 4 MPO-ANCA B5 185 11 A f R
155 (71% V.S. 54%)* - £ » AAV LI MPA
1528 > DL MPO-ANCA J% 3 5 B 5 B
GPA 1% > {5 £ %2 MPO-ANCA J5 £ 12 -
It AAV TERE IR Bt s AU 22 527 - ANCA HL
Bt e s 75 B DA AR AL Lt B = P e g 2 i
BIRZET AAV -

IEAh - K2 B RS 0 T H B8

#h BK B & (pauci-immune necrotizing crescentic
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glomerulonephritis) &% » Bl ANCA RYIfLE & AH
B - SR AT Ry 27 28 38% 11 B 1ML Y ANCA
Fol e (7)1 - 1Ml ANCA &tk G fihs
BT F G R BR T R B G T B Ry A
fig 1304 5 FE IR R A R R 10 5 BR R B 7 T
FISRER - A0 - 18R E B - SRR
TR ER AL B PR A B AL S Ry
B 0o i A B MR SO ¢ B R EE
TS~ BRGNS ~ BRGNPk R B Sk
ZARADEEIHMR D F 4 13710 o i B GRERE

& : M ANCA [ZIHEIRIE 2 BRIXB X BB R EER *

BR7H

¥
o
e
b
-—J
&

HITEVE T H RIS 185 - I ANCA
Fo A 5 B ANCA g I AHLE
ML RS + H ANCA R TER
HARATA VBB L 11

— - EERETFERER

FIJ F HLA (human leukocyte antigen) 2 7
B A[HEE AAV IMMLTE BURIER PRI B 2 AU )
Sef R f 72 B 1718 o MHC 11 S22 B[R] (HLA J
[KIFH ) F7 28 ANCA 2 Ff7 52 1% (Bl PR3-ANCA

£
R R
= th pa|
(=S40 15 28 35
I+ ANCA &M (%) 38 33 27
il () PR AR 451+13.5vs. 39.7+17.0 vs. 61.0+15.0 vs.
59.1+17.6" 57.6+14.0 61.0+14.0
SEARFHERFE (R) S Sy 48 vs. 94.5%
B
B RIS (%) FEpEAR 24.7+23.4 vs.
30.8+22.5"
&M RRERI A (%) EepligE 62.1+27.4 vs.
44.5+29.6"
SRS (%) Eepiis s 100 vs.68"
EEREE LR (%) Fefiligs 46.4 vs. 8.8
EHR(F/KR) Fepi s 5.47+3.32 vs.
2.23+2.27%
AR
EHVEIMNE R (%) FEpEAR 26.7 vs. 72*
TE (%) LEBIRAE 21.4 vs. 66.7%
HEER IS (%) EEBIERAR 7.1vs. 35.1"
BHET (%) Inaiili iy 7.1vs. 40.4*
H (%) FEBIERAR 0vs. 31.6"
FIMLERBG A (%6)** FEpiRAR 50 vs. 68"
ERPIRE (%) FEBIiAR 47 vs. 69"
FERAG R BigoieeE:  RUREEEo e BB ERIIeEE
SRk Hung et al., 2006*° Chen et al., 2007 Hedger et al., 2000

* Negative Pauci-immune Crescentic Glomerulonephritis.
** \WBC >11 X 10%/1.
#Ifiis ANCA B&tE vs. Il ANCA B

SR BRRERRE ¢ cellular F11 fibrocellular crescents fHK. 5 181 BHERERIF ¢ fibrous crescents A1 global sclerosis #HJ,
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2 MPO-ANCA) tHE » 1 A & Bl H B IR F 3
(GPAZZ MPA) A& [ - PR3-ANCA ) GPA Eil
HLA-DP A& X B A5 5 5 AHE] » MPO-ANCA
(1 MPA il HLA-DQ XL /R B B AHRE 18 -

FIFH MHC 11 S5 BRI R 2 988 3 - (It
A Tl B9 BN A B Y GPA Bl PR3-ANCA By
F o AR A EER Y MPA HIJEL MPO-ANCA
F - ARG HE 2SRRI AAV MR IE
MHC £E[A] » 401 : PTPN22  SERPINAL ~ PRTN3
FI1 SEMABA 55 182022, gaafig s/ ] fE 2 Hil
AAV I ZETREEH - BLAl - BERIRBUE B TR
H 0 40 : #HEE ] H3K27me3 Fi1 DNA YL, »

JR¥ K MPO Eil PRTN3 EL[KI# =1 AT » AJRE
thEL AAV B EHRBEHIG R 22 -

= IRIBERETF

A5 |3 AAV ERBEIRIZR - A © SE O
FIERE SRS 2~ YRR T A
BEERL 2 o IbAh > HARHIEE (1995 4F Hanshin-
Awaji fl1 2011 £ 38 H AR ) (Y BRBE R I FIBE 4 1
A AAV 1B R AR B B S e B
(B T T e B R 2 I S5 A S L R B e i
ﬁéﬁf’%ﬁ 27,28

ANCA associated vasculitis (AAV)
AVER IR ZRIFERE2ER

AAV B ZE I 2RI {H Ry 65 22 75 5% » {HAh 7]
RERE A AETAAEle > MUBEMEEREL - H
il AAV EELDIGEAEE (granuloma) ~ FEIE
SEAR B c-ANCA/p-ANCA 2 JERI = 5 » 43 By
MPA ~ GPA Eil EGPA - L4} » MPA HIFFEUE
PEVEINAE & H BN 5 GPA 1E L~ RIpIRsHE
BRHNE ; EGPA RIEH MPRGELR « Sl 5
PEEE 12 o M & c-ANCA > 3.0 1U/mL B
p-ANCA > 5.0 lU/mL » HIFR/RTJREREE AAV -

MPA ~ GPA Ei EGPA 19 #% 4 3R JR 5 A Hili
MRS (R—) - {£51 » 24 MPA HUKES
Lt GPA i (58.3% ~ 77.8% V.S. 22.2% ~ 33.3%) *
ifii EGPA R Lb#g /0 /., (0% ~ 8.3%)%2 - fE ] »
% 4£ MPA 19 8% & JR kb GPA 15 (52.0% ~ 83.2%
V.S. 13.9% ~ 37.5%) » [ EGPA {1 ¥ 4> I

(0.4% ~ 14.0%)%>3" - fABEEIHI] GPA Lt MPA (1%
AR5 (148 I 65/ FHE 52— ) ¢ 1fl EGPA [k
LR (461 EHE e — )0 - FHEI AAV
F 12 FEBIIN I A7E R85 2R DLF- = R BN ML AYE (105
53/ HE 2 — )0 o AAV 1B AREEhE 1y
TR BEMNE R (S 52 5% V.S. 57
%)M o HA MPA ~ GPA Bl EGPA A R [EZ G
SEAR » HHEERIRFIE R 5l - R IR E
SERTERALVE R B Biai 2 et (R=) -

—  FEZEBMME R (MPA)

MPA = Z &0/ NEIIR ~ I ~ /)N EF Ik
FRGME @ mEEmEZIHEGR - &%
e PR L M EE AL - E R HE
TRIZPIREZ FHEER - EIRMAE BR R Z) B 4 1M
B o RHARER b ] BL/NBIR ~ A I A NG AR
ZEICVEINAE % » DU AE M B AR IME 8 1=
32 - MPA TTRELLZ M B8 M RIERAE - BRIK
FEFAEEGHEE - 5 - DL (myalgia) »
A W& 9 (sore throat) J [¢d i Jfd (arthralgia) 5 -
MPA i BURIRYER PRERBAALSS © B2t 25
BraE 0 W FERE 2 - BRI - LA
ERKTE ~ 1 ELEMRR BB RS o &
B AR AT AR S S 2 T T o i e = 5 Mgk 1L
BN HE SR A TOEEIT B RRERE R
(Rapidly Progressive Glomerulonephritis) ~ &1
PEIM IR R ER R 5 Bl AR SZ IO - PTREHER
b NEPURETEAR ~ BRI I > I R
18 M il 8 7% o AREE MPA 19 H A MHLW
G3 BEARME (1998) 2B - DLHERIREAR « AL R
SEAELT MR BRRERE 4 5 B, I 5 C. HiAl 2§
BIEAR - EERER - N~ B E IR
% 25 E B 2 = A E B A~ B B
C LA EAEAR EAHRRE A & s S R B 1 - B
H B AT BJE AR H. MPO-ANCA |5 1 I » 32
B B 1 7 (definite) Y MPAS? 5 i HHIEL A~ B
1 C =FEFEAR » BB A~ B8 C —EE H
MPO-ANCA E [5G £ » 228 Fy A §E (probable)
(9 MPA3? o F A 17 8 PR STV » 25 KRR 9%
R Ty R B WPk i e R 18 1 BHE » (B35
B RRJUREEIER T R R - HAEE

0
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i LY B T SE AT o [RIBLER IR By R
BIfHEEE -

- NFEHZRMEME X (GPA X We-
gener’s Granulomatosis)

GPA AL/ NENNR B/ NeF I - FTREARIE
GG LA E - W RERIRMNIENSE - HEH
B AE P B - GPA RYER IR R B
Wt B T RE LIS IR S e T W o SR
PRIZF PR UVE 28 o T ] BEAL A B Mk 11 3 B Ry 0
BB MEBRRERZE » S0 » IR VT RERRAT R A7
B MEREEENE R ® - 75 EIPRSERTER
DGR S5 i B I 558 Ry e » T 230
U ERREAR TS M drg ~ WP LRI ~ R 3R -

= : GPA ~ MPA 0 EPGA ZERRAEAREASE AR

BR7H

HE

L
&
9

GPA I ES B 7E CT LT EWM B 5%
Bl - (EBUAUR R B MR BT - FEAD « BRI
HIRERZ ~ WIIET K N isE H 2B HEAR A0 ~ i
EAREYREAMEAL ~ I ZERERRIYE ~ BB - ik
AR B AGERITZ K » 057 Bt T RE SCRVE T
TREIEFFRIERD - 2 GPARILAE -
Rl gy 2B REEEIRZZ S HIEE 2 B G - FUA]
REth & R S ER e B R 52 - R e A
A F AR B B s - 5 0 A iz
AR Ry ¢« BEACEIMER ~ IR ~ Bk K
ALIMEREFERE - HEADHIERINR KRR E
HIR - FEFIRIERV R - & a = LR R B DhRE
BRI AE » IRTTRE B PR T T B R ERE
& (Rapidly Progressive Glomerulonephritis) #

MPA EGPA GPA
ERIRZRIR EEEAR > 55-80% 30-50% 70-100%
P £59% (30-60%) L2 ~ (RIESERRE (50-70%) 45 (25-50%)
B 50 U, (20-30%) WS R  FERIEME R KSR SR S
EA (20-80%) R~ SRRk -~ §
E % (50-95%)
TN il AL (60-80%) R AL ME M BRI 4E ~ e Bl H I (65-85%)
Tk - H5ET (%9 50%) IR SE (90-95%)
(A 41 #7 100% fie
R RERE 22 80% 20% 60-80%
IR 10-20% 10-50% 5-10%
A% 35% 65-75% 20-40%
FF AR A% 7-8% 7-8% 7-8%
HAhEIR i (50-60%) ~ JH{LiE (5-10%)
A — Al JERF R RIEERERE BRI E BRI A~ JERE JERF EE RAEEEEE - ILET
WUEFAOIPR G 7347 FLE SIERE R FIPRW ST
ANCA [G1E3R 70% 30-40% 80-90%
ANCA Hijs PR3: 20-30% PR3: 15-20% PR3: 70-80%
MPO: 50-70% MPO: 30-40% MPO: 10-15%
X% ICT s fiye AR THEE M EEE M S X8E
(At H I S E ) Wag
B R ST R JEETR: S
IS e s £ NS SRV M WA E ~ BEAHRLIE MmERYY A ZERE ~ /NI A 0 1 1M
% fEPZENE £ NMAEEBEEINE R ER

* ZE1E - BHETE - DU -
2[4 Pagnoux et al., 20167 -
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Bi%e - GPATEAHAREE Lol 883 > R E ~ &
M ~ il B W S A7 P B B B (giant cell) #2
SEIE AR PRI K DU I DT
IR T H S HRERE L (necrotizing crescentic
glomerulonephritis) » ¢S/ NEIAR ~ A I
ERVINEFIRAZF IR 24 3 - 5340 » BB
JEFFRAVEARREY - FTRE © 24 - #8 EH K
8~ DL BRI - FIgME S E AT - GPAWY
H A MHLW 43 X6 A5 HE (1998) 22 7 » DLELER IR
SEAR @ AL BEESRBEEAR - 40 : S ERAIE
£~ ALIEM: 59 (purulent rhinorrhea) ~ &2 H I
FiEEE (saddle nose) ~ ARJE ~ i IR BEERTIRERZE
HH o~ MREES ~ AN A ZE SR ;B MK
I K RT3 i S8 e AR 5 C. IMLER ~ B
PR~ PR SHETT B R R AL ~ K A v I AR S
fEAR 5 D HABHRIMAE K5 « (—) — %
FEMR © B0 (38°C LLE - —SELLE) ~ 8 E g
(ANAFTLAE - FFEAEA ) (Z) BEER ¢
B~ ZRETR - B - SR EMR R
R I P Coiis ~ 55 i LR i 28 S5 Y 2 )
A 34 o EEIRFHEL A~ B~ C ZFEAEAREF - B
B A~ B~ CE D Hrp —fEDL FEER B2
EAER Ryl » BB A~ B~ C 8¢ D Hrh—7if
DA iR ELAR RS2 A A5 R )z PR3-ANCA K%
VERS - 2 T GPAY - EHIEA B~ C
g D = AL, BREAR - SR A~ B~ CED
Horh—{EFEAEAR H PR3-ANCA FsB5 RS - 5
T A~ B~ C gl D Hrp—fEiEdR ARG A A5G
FRPEERT - 2T R TREZ GPAY -

= BEBFEIIMERFESEMENEX (EGPA X

##§ Churg-Strauss Syndrome)

EGPA 20N Mg ~ Lok ~ F2RS ~ i
AILAE B8 R i A SR 4 - EGPA BB 1R 11 H R
SO A REBALREAN S BlEE
% - EGPA INEE /L HFE B » Jo B W IGE I iE
ARAN - 16028 AU A Sl ~ R UM SR S S B
il & R BT E R - DUk &H K EEFHL
PEE IMERAIIERE K - IR g AT M 3 I Bk
WG - A B 3 I A B MR IS 8 T 5 2
2 MR T 3 - BRFIARE AR - 8

E RIS B 52 - HE4E EGPA 1% - R K
T RS+ K2 RS G OFE MR G - DURCEE RN
TRk > EEEE R ATRES B - EGPA TERRIRE
AR b ATRER BB e AR B AR 55 28 ~ O LEY
KRR LU R0 28 Wl 525 oD RN EE - e
i - PTREE SRt I - i B e RE R 2R
AR » i b AR s 8 i i A S B K REL 28 - Tf
EPGA TEE AR B BN RIS » HRAAFE R
FER BRI R FEEEEMIRE L HEES
BT H BEERERE L - EGPA TEFHARE b ]38
B> W FHRL M F I BRI B /DN A PR 4 ek e
FEMEIMAE 25 - R SMNAZEE ° - EGPA Y H A
MHLW 53 JEAZHE (1998) F2 B » DLHERRAER -
A SCREERGEGRIMES K § B LM A
RWMZ  C. IME RS REAVEAR © (—) —MHE
ik ¢ B8 (38°C DUL - HEFF HBE R ) -
BEEE S (ANATLLE s FEEAEA ) ()
JRRSREAR © 2R M AR A~ B E I - £
e~ ZRAETR - ZRIERAIUE (WA ) -
P A BB — DL EAER AR A R
BT - BB A~ B AT C =GR E A #
RIS PRIRTERE - 2B Rl B EGPA® - & B
A ~ B 1 C = HHfEAR T MM B ER AR - B
A~ BB C —HEE AR B AR AR EE AR A 4G R Ry 1
IF - HIFSHET R nTHERY EGPA® -

I~ (ERRTEERHAYIME 2 (renal-limited vasculi-
tis)

TRFRAE BB 1L & (renal-limited vasculi-
tis) HFF 22 AR 1 Y B FREKE 2 (necrotizing
glomerulonephritis) » H G E RS HEUIHE - K
B0 53 BRAE B Bk L1/ S R 5 Ry ANCA 551
Hrf 75 2 90% By MPO-ANCA - {H fH fi s 2 £
% B GPA 5 MPA & 43 12 - ANCA HH [ 19 & 1M
B BB RRER R 2K 2 B W DT HE TR SZ R Y B v
BRI - BAn - BB RRERE R E - Y20 B
30% HY L AT AE A R SR BRI B =
U (end-stage renal disease)>363" - 37 FH BEEFFRER
B R R U B AR ER B JEE R (glomerular basement
membrane) B% 2 - 3EE Bowman 22 [ A 4 # i
WUV - W P REREAE SR 1% ST (fibrinoid necro-
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sis)® o BB RERA LS A R 33 (50 28 i A B B 1 I
BRAE A Bowman ZZ[H] » 3535 | Rz R JE B
IR A P i 2+ SELEOH  T Be H B RE 8 -
EEERHE (N DIRE PR R PERE IR R A
PR - HTRES PR FIPRAFIIMLER - BLAH AR
LR ZETBIRRFF A TR - nREe HTHRE
4 EH B - ANCA FHEIY B R ER B R R4
AR TR A - T BODE s o B8 Ry 32
TR 236 o [KIth - JERE G E AR TS [EEAY
IMERIKAME (Leukopenia)?2®

ANCA associated vasculitis (AAV)
D=

I8 58 5 DF — 26 22 B M G0 S8 SRR R IR -
T Ry MR M I8 K - R I 1M R AI6 %
DI R A Es By 3 5 T R 3 Mk M R 3
B FEBINE LAV ERE - ZEILHI A
B~ BRI AT AR PE ¥ - T AAV
(1) £ A s i B L T RE B A A 507 o
AAV HIIEH AT 73 Ry WIBATETR ~ MERFAH ~ 1B
IR R ENE - ot - tHRE S R TEG R I
fifi 34 & il 8 (pneumocystis) AU K ([ —) - ¥A
PR B A AR PR E2 B ~ DOREREAR -
JRR IR IG R THI 25 B 1R ~ MERFRR IR B AT
25 TSI T -

— ~ tRIAE

AAV HIHIREIER HFE 8 =S B & glucocor-
ticoids Bl FH e HI1 B2 (cyclophosphamide B¢
rituximab)  J5E =l H %404 75% B9 EEEE
Bk - 7SE AR 90% 1SEI5EmH 112 -

Glucocorticoids

EGPA ~ GPA i1 MPA .2 i FH glucocorti-
coids J5#% » LUEFIRIESS methylprednisolone » B¢
1Al prednisone By 3= (& —) » £HAHBEH gluco-
corticoid J537F » BERIRE AAV HU{EHE 740 (HAN
ATREEr S [ERR YL R HAE T T RIDE H A
I (ORI R A ) e DR
prednisone & {5 FH 3 /A H IRF » 2y 3G ek
YU\ B - G HTREMEIA PR HEREE RIS IR ° o [l

BR7H

BEXE R AT

J* glucocorticoids FAf {157 i ) A G
L F BRI E R B AR T B o2 R SRR
TAHEFEME 12 - FEFTETEDL T AAV #lFE 2
prednisone ’ - i fEHR B EEAVE UL - HIA1HE B
s E e Ml IR 1 e 260 F = A B
KB - FELIEFHIRIE ST methylprednisolone 5
FE A HLRTR R FER% & Of (4 H cyclophospha-
mide’

T 1 R 5 B 58 E /E eGFR < 50mL/min/
1.73 m? SRS 285 [ RE A fiti HH 1L o> 8 BB I 45 2%
R - B IR glucocorticoid 7] & Bl [k i
HE| B AL - ISR CRIRIE =il L - W8 H
g2 40
—~FERE
(—) Cyclophosphamide

EGPA ~ GPA 1 MPA & 3% f#i i cyclophos-
phamide 6% (& — ) ° 1 H Ak cyclophospha-
mide MRFREIERHE =2 NE A 7 - Bboh - AR
&7 5% cyclophosphamide T fiE AAV A5 [ 115
KBTS » HH S Bl Mesna ORI - LUK EEY)
F AL A EEYII S E < TR cyclophos-
phamide B¢&F ik i3 & cyclophosphamide A GPA
B MPA /Y L3 QI 92 38 B Y AAV £R f#
B IRIEE ~ SRS A RIS 22
5 4748 o Cyclophosphamide MY £ #3512 H 2
R 2= E - KL I cyclophosphamide 1Y B
A R RN ERE R 25 58 T o AR
5 cyclophosphamide 2 5 Fi 751 & i A 1T 58 75 14
WA - WCEERR DU IR BT #5 8E  wIaR =K DL
TERIRERG - B =R e —SHEMRRIEE T -
JFE 72 B %5 55 FH cyclophosphamide fY HE 3% » 5
B4 [ I BRI A E B BRI AME R » FE K
DREFARIE T - SRS BRI
515 2 0.59/m? - 534 » f# F cyclophos-
phamide 32 —LEE8E5E - B4 : SHESEIG
AT BRI AN ZE - R IR AT R S e AR
JeEE JR\ g 2 3 4920 o FE A A cyclophospha-
mide FYZESE~RFE » AILICH rituximab #1775
B
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(=) Rituximab

FIFH B A M AT S 3 mT DA S 43 1 3 gk A
DUHSE 4 » [RJIRF OR B LM 4% K 1 a8 SR e B
S R 0% R i e I - EE T VAR L
& ° Rituximab J2 —f# /i CD20 Bk PTG » 7]
FH A 159 AAV © F RAVE 3 B8 s B8R » 1
5} PYE Y rituximab (375mg/m?/ 38 )7 F9 GPA FlI
MPA - HARfRSR Ry 64% - i IR =EAMEH W
cyclophosphamide (2mg/kg/day) #H HIl Fy 53%%2
B EETIREAR 2 B (GFR = 18mL/min/1.73m?)
5 B 5% B IR 7 B VY SE Y rituximab (375mg/m?/
S ) B — 2K 4 cyclophosphamide » B 32 & Ik
8 = 2 /51 H #Y cyclophosphamide HRH & »
R AAV %~ SRS RN R W
B 2R - BESRHE A rituximab B35 2
RGBS (0 T RH R HEET LU e =
iﬁ\ 51 ,

Rituximab f9 3= 22 K 55 14 o 3t Bl FE
A H T RESE A R BOBEY 1gG T 1IgM 2 R -
PEAh - — L5 Bl 15 BEUR rituximab m] REE] B E
HL#EvA M BE 8 1 2 EGPA 3% 52%% » {H{P7E
HE— KB RIFEE E - Rituximab #3514
AAV BN H)IRTE# EL cyclophosphamide —#5
BR - EAAR B LR B EBE Y cyclophos-
phamide 2% SEF » IR rituximab’ -

(=) MEEFIRHT (Therapeutic Plasma Exchanges)

ML 45 5 9 S8 A 2 FE R AAV 265 — £
AR HEVE IR « (H 0] FIFNIE 8 B 1T 1%
B ok BR B K B R R SR R B I Y S I
e R AEMEIRNEE T - AAV HB IR E
3Z 38 (creatinine > 5.66mg/dL) & B3 » A
glucocorticoids F11Al cyclophosphamide » ff FJ
I AR B HA 0 A PR B D e B R IR FF AR L8
A methylprednisolone” » {E f i IML 4% B Ha fiy
2}, methylprednisolone ¥fA%E - BRI 51
RIS AR B2 5 54 o bl - 10858 B AT 0 {5 F
%7 BE% %% eGFR<50 mL/min/1.73m? 52K
I 28105 AT B LY AAV 35 2 TE TR EE
FERUENRER 0 -

BR7H

BEXE R AT

( EY') Methotrexate/Mycophenolate mofetil
Methotrexate B mycophenolate mofetil ;&
AAV 2 B AR A - ] R 1H B A R
B EHEEWNEE - 155 GPA 3, MPA Y &
2 IR EE K7 T 13 BT methotrexate » LA i
i 25 mg/week By [/ HI o JE AR B 5 2 AAV
F o e HIM creatinine < 1.70 mg/dL » H 1
K #252 methotrexate HY 35 R W A & bk TR
cyclophosphamide 32227 - {H;2& methotrexate ¥}
JR 9 T e B B il B 32 4R 0 R 3 o TR TR R
72 5% HANHE ARG R s B ohRE R &
(e 7 o 5340 » mthotrexate ] F VAR L
AR BN GPA HAER IRE R E M EE i
H. mycophenolate mofetil A&t methotrexate ” -

(1) EIEERZEERER (Immunoglobulins)

EFIR ST 0.4gm/kg/day SIS EREE FEE 7L
REPE A HAE R = WEIGE AAV I —
fE O o BRI IR L B S B (R L
PRI i PSSR » (LI 305 SR ST AR e ol e = {1
A 5o i HLVE B GPA S MPA I R 3 %
BFIRE S o0 BRE (/S H - S U8 H BFRY
 59% [ G AT UEBEIRE 2R - ESE
— VUi H I 57% Y GPA B MPA H#E R
SRR

( 73) Mepolizumab/Omalizumab

Mepolizumab & §T IL-5 19 B R L 88 - A
YU AL A M ERAIEAL E R E 2R A
o FEREIGR B E B AL I IMER SRR
BHE - ARE AR T 58 AR R e g
AL 1 I ERAHBR Y EGPA = 7E 2017 - 5%
# MIRRA trial | » 5 I KR EEEE R 7.5mg/day
prednisolone # 18 %% Bl i [E] B EGPA 7 » ##
32 mepolizumab JGHREHIARAE - b 22 HIHH -
HH HE 5 15 21 g i 1y 2 RUE B & (= 24weeks
remission 28% V.s.3%, p<0.001)% - H1 A &I {E
JEH /N R Fr A% T FAE EGPA
AyIaHE - 1 H. - B IE ANCA B4R EGPA
MmE » ta] DI E 2R 68 & - HARXE
s B A R B Y DT 1L-5 B9 ZE P70 327 reslizumab
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benralizumab 5 - RIEMER RGBS - 5945
A RIFHERER IR SIS IgE (Omalizumab)
B PR A I EGPA ISR BRI AR 43

Fﬁa;% 59,60 ,

= AR

1E 8 F glucocorticoids #1 cyclophosphamide
JETSAR IR AAV 55 5 1RER R azathioprine
= methotrexate G 7% » HSEIEEE —+JuE H
218335 Ry 36% F1 33%°" o BRI AR
cyclophosphamide MEEEITE FHEKAIE A » FE
ol fi Fi azathioprine B¢ methotrexate” o %A 4G 2%
SERYR At RT5 55 55 F§ mycophenolate mofetil
g, leflunomide Bt 7 - EGPA ~ GPA F1 MPA [y
A AT LU A3 mycophenolate mofetil ([El— ) e
H.rfr » azathioprine #& mycophenolate mofetil 78
Bfi AAV 18 B UERADL T LLIRAT 02 - JEFSAR IR
AAV ¥ ANE 2 cyclophosphamide BixE
methotrexate * — %1% AAV 18 2 3R Bl {7 15 3K A
W R A 25 % - T AAV BB TER
AR R FER MR AR 2 Ul H - m
GPA 758 PR3-ANCA [ i HI e A AE A FF
ERAE -

Rituximab tR] A AAV Z MERFIGHE - F
Tyl G R SR B FRIR NI EEY) 7 - MRS
il H1E5+ 500mg rituximab =2 » >+ /i H
i - Ef{f F azathioprine FJ AAV 18 # SRFH L -
53 Al ks 5% il 28%°%* » 1 - £8 B MRS E
It 7 #255 o [K] It » EGPA » GPA fll MPA 1Y &
F FH rituximab 7E Ry AAV Z HEFF IR IRE - JE
TS PO {8 H B3 Bk B 1 se B R R 7S A8 A SFARE
51 0.5 5 » G HERF A 2GR IR (B — )" -
LEAh » EGPA BE A AR I HE FF 16 HEIRE » IR AT A
{# F mepolizumab %&£F&EPY3E 57 T £ 5T 300mg B¢
omalizumab %iE 3 F7 TiE4f 300 %2 600 mg °

» HERIREBARIE

GPA WY EHEFIRILE ~ & MR #52
JREBIB R o R ER 5 B mupirocin A B B
P45 (175 % BR B (Staphylococcus aureus) Y H
T AR ER 2185 T % o N IRSkASHE

LR+ R IR P 55— 0 T R e 0
A R 2 B ©7

F ~ TARG R EKHm#E S (Pneumocystis jiroveci)

B A %32 cyclophosphamide BX rituximab
AREIGHERE - FETHPG R G2 &, (pneumocys-
tis jiroveci) ERLHVZE AR - TEROMREERECH /NA
300 cells/mm?® By (835 » EE /NG » HEAE
¥ trimethoprim/sulfamethoxazole (TMP/SMZ) it
fi - FIAEK 400/80mg EAF5H = 2K 800/160mg [
Ji=UR B HEEERY 31k » BFAE cyclophosphamide
i P 1% =Ml H B4 1k 8 o A U i R SR T B
% » B EEHEVGENREGILE - HEG
fif methotrexate 5 FH Y B+ RIFE A AN [l K AG
F 7o B trimethoprim/sulfamethoxazole 5
2SR Al R ACPERY pentamidine HY
e

B %

ELHA{# I cyclophosphamide 4 275 3 G 9
KK AT 80% 1| 90% i B HA 1 4 A E F 58
SRR R - BI{FE 35 26 4E 5K HY rituximab FY VG 7 K
mycophenolate mofetil HIA & FEAEIGHRAIIT
%1] » cyclophosphamide £ 28 ] DL3E 21 FH & 195K
5 o SR » 65 mycophenolate mofetil F35 . -
PLF- P18 2% 3= g = i o FH cyclophosphamide &
SAEYFHHE (36.5% vs. 20.3%, IRR: 1.97, 95% Cl:
0.96 to 4.23, p=0.049) - IMA#RIIZE  HRIVHEA
% & PR3-ANCA JR#HAY 4 » R MPO-ANCA
S vE ¥ 2 v > mycophenolate mofetil 38 fH Y
(4 18 2% 3R 3if; K Lk cyclophosphamide i #H 2K 75
i 89 e phAL o B AAV [RIFEEREEAE /NVERRINAE 2
I 1Y immune complex 285U » J %2 RGN
KB H 88 % OHE IR RRE B - BRIREZET LR
ENGIE T

o

I R Ty N HG RPER IR - MBS
B 0% A0 R SR 1T I R AR e
FE5 | FEHHAR R AT 5 [REAYENR » R R B R 22
B SRR AR R B B BHIE R L H R
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Although antineutrophil cytoplasm antibody (ANCA)-associated vasculitides (AAV) rarity and still unknown
causes, research on those vasculitides has been very active over the past few decades. AAV are small-vessel
vasculitides and the clinical symptoms vary and affect several organs, such as the kidney and lung. AAV is similar
to other autoimmune diseases and develops in patients with a predisposing genetic background who have been
exposed to causative environmental factors. AAV pathogenic mechanisms should explain the pathologic and
clinical manifestations of AAV, which involves ANCA-mediated neutrophil overactivations that subsequently release
inflammatory cytokines. AAV clinical diagnosis and treatment should avoid delay to prevent end organ damage,
particularly renal disease. Adverse responses to treatment AAV are common, as are relapses, so requiring long term
follow-up is needed. (J Intern Med Taiwan 2020; 31: 91-105)





