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Wegener’s granulomatosis
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Wegener's granulomatosis (WG) Aolsanfimesniay
d s A .0 a . X A
PAINAIARDATNAENTIYN AAMIhmerasaiie
(necrotizing small vessel vasculitis) I@amwwﬂmzuwm
dumalagiuum Uos wacla seiidneounSusnly o6
1931 Toesinénmunmdseasduldidaunesnuusseny
SnunanslsnaduaAty periarteritis nodosa’ §aaN
T4 @61, 19367 wae 1939° Fredrick Wegener @aifhinens
% U n‘d % KR v A %
LLWV]ETL@?WEJGWWJ,JU’JEJ‘VINmmi@m&J@mﬂuaﬂ 3 70 uarld
sLﬁﬁTLIﬁEJmE@ﬂ‘S'TJ“] »L*’Jj’h rhinogenic granulomatosis
P9ssuLvaanRanuay | AnwaemsaatinuasnenFinen
299 WG Vl,é’gﬂmmw,ﬁa a6 1954° aehsauidom uazly
An 20 TdnanRaENANeNUwNMISNEIeIEN corticoster-
) | [ . 5 o €L VY ‘I Xa
oid 93NNY cyclophosphamide” MAIDN mﬂw IOUN
Aa A tg K A v [~ AI % 1 (%
QLU mmavlmwL‘ﬂwg@Lsmmuaqmimmmaaﬂwsiﬂww
WG
WG gﬂﬁ@lﬁa@ﬂ%ﬁ’dm ANCA-associated vasculitis
TN TN N MISNELY DR AEE AT RSN
ENGITIANLNALINYD antineutrophil cytoplasmic anti-
body (ANCA) $i6ne lsedn 2 lsefisidnunsiiessinan
uargninlioglungs ANCA-associated vasculitis 14
e uhe microscopic polyangiitis (MPA) L&y Churg-

Strauss syndrome (CSS)°

Small vessel vasculitis

Systemic vasculitis Wungulanfifimainiszamana
A =Y 7 1 \:Lw [ a I
waauanwasan’ sansautveaniaduvaesia Lo

vo v o A yaa ¢ A o
Iekuduatiugle 31 foman 2547 IRAARaIT 5 fuenem 2647
Fanmsndatiuface weuwwmdneios tssRgniHiu NaseEsnIIN
lsmenunawseangind auwnait weswwd nmsl. 10400
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FUsUMULYRIMIENIEY TWIauaETinYIMRaALEanT
[ =3 [ ;:;::i LY dl [ |

ANkl ‘sfsﬁl,ﬁaaszuuaamzmm‘samﬂu Iﬁ@ﬂ’%@@%ﬁ%ﬂ@&l
WaaARaAUAENSNIEY leun WG, MPA, CSS, Henoch-
SchOnlein purpura, essential cryoglobulinemic vascu-

litis, bb¥ cutaneous leukocytoclastic angiitis (37 1)

Antineutrophil cytoplasmic antibody

ANCA Ignamanuussmemudundusnbs a6 1982
I@ Elwﬂmzﬂq H»Lmﬁfﬂ \§UTHA pauci-immune glomerulone-
phritis’ ngJmﬁuﬁuﬁwgmdwLﬁwmﬂmiﬁ@éa Ross River
virus %@ag’hmﬁm arbovirus fonlu @ ¢ 1985 Smeann
AP mudiniiras ANCA fulsh WG aunsevisane i
9B A S0 ANCA filsn MPA Ut
idiopathic necrotizing glomerulonephritis'"

e ANCA ifesldluilaqiudl 235 Ao indi-
rect immunofluorescence assay (IFA) Lag enzyme-
linked immunosorbent assay (ELISA)" mMIeTalaeis
IFA azflenahlumeifiasielsegend uimansalaes
ELISA azflenudumngsialsnsnnnd maesialees FA
3ofenlfifhimamasauiadensas (screening test) ana
Hrnnudiasaramalagdd ELISA Wuwmmeseudio
fiufi (confirmatory test) 610 k™™ naeaaleeds IFA
ﬁ&lﬂ% ethanol-fixed neutrophil s substrate an1ous
PIMIFrREEas ANCA wisléidu 2 #fin fa cyto-
plasmic W&y perinuclear staining™ (g‘ﬂ“?]{ 1)

1. Cytoplasmic-ANCA (c-ANCA) g ANCA ﬁslﬁwa
fnAB0susewas fuorescein 711/ l35104 cytoplasm
é’wmuﬂmmmammm (coarse granule, centrally ac-

centuated pattern) MIILVBILOUALBAT UILIh cyto-

s el . d .
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M998 1 TauasddinemNaaslsarasaidennaLdnaniay 1ay Chapel Hill Consensus Conference on the

Nomenclature of Systemic Vasculitis®

SMALL VESSEL VASCULITIS

Wegener's granulomatosis$

Churg-Strauss syndromeEE

Microscopic polyangiitisEE

(microscopic polyarteritis)

Henoch-SchOnlein purpura

Essential cryoglobulinemic vasculitis

Cutaneous leukocytoclastic angiitis

Granulomatous inflammation involving the respiratory tract, and necro-
tizing vasculitis affecting small to medium-sized vessels, e.g. capillaries,
venules, arterioles, and arteries. Necrotizing glomerulonephritis

1S common.

Eosinophil-rich and granulomatous inflammation involving the respiratory
tract and necrotizing vasculitis affecting small to medium-sized vessels,

and associated with asthma and blood eosinophilia.

Necrotizing vasculitis with few or no immune deposits affecting small
vessels, i.e. capillaries, venules, or arterioles. Necrotizing arteritis
involving small and medium-sized arteries may be present. Necrotizing

glomerulonephritis is very common. Pulmonary capillaritis often occurs.

Vasculitis with IgA-dominant immune deposits affecting small vessels,
i.e. capillaries, venules, or arterioles. Typically involves skin, gut and

glomeruli, and is associated with arthralgias or arthritis.

Vasculitis with cryoglobulin immune deposits affecting small vessels,
i.e. capillaries, venules, or arterioles, and associated with cryoglobuli

ns in serum. Skin and glomeruli are often involved.

Isolated cutaneous leukocytoclastic angiitis without systemic vasculitis

or glomerulonephritis.

$ Strongly associated with antineutrophil cytoplasmic autoantibodies (ANCA)

plasm ﬁﬁ’;ﬂmjwmdﬁfaaag 90 HeNuauALafse
proteinase 3 (PR3)"™* dniipeiinan waudivadsa bac-
tericidal/permeability-increasing protein (BPI) Lagait
FwuTiossnAauauGafe myeloperoxidase (MPO)**
(mmﬁ 2)

2. Perinudlear-ANCA (p-ANCA) fia ANCA Tiei3as
LR fluorescein Gl‘u, cytoplasm ‘LI%L’JM?@‘LIG] nucleus M3
GadludnunsiiAamslussrnemstafialasiiadnsienm

e SR e T e Ty T ek il
wikasHhalnAe s szqay ﬂﬁl,‘%mémaummahé’mmz
X i a X A A P 6 A o o A A
fazlifemnndatnlasiamemasann dmsulaudiaud
yhuReULeuFUaauYh WiRemsSeausL gl
i myeloperoxidase (MPO)"* duriaeniiv elastase®”,
cathepsin G*, lactoferin®"®, lysozyme®, azyrocidin®®,
beta-glucuronidase™”, wae BRI (31991 2)

memalaeAs ELISA Siudadld antigen Aimsnzas
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gﬂﬁ 1 LEANNaLUINYRY ANCA I@ﬁ% indirect immunofluorescent assay a) classical
ANCA (c-ANCA) ia¢ b) perinuclear ANCA (p-ANCA)

%@ﬁaﬂ%agj 2 909" &9 PR3 uay MPO shavs 2 e
ﬁwﬂu azurophillic granules 9839 neutrophil &% lysos-
omes %89 monocyte LOUFURATIIUM PR3 Way MPO ag
138N PR3-ANCA (#38 anti-PR3) wag MPO-ANCA
(38 anti-MPO) §naa16L a'muau@mmﬁ@ém 5

elastase, cethepsin G, lactoferin, azyrocidin, beta-glu-

517 2 LandiRwirangas ANCA™

curonidase, wae BPI £ilsifdat g lummbsn luwmenadin

lsafislenudaiusiu ANCA
nanlsafiflenudaiuiiu ANCA snnfigada naxlsn
A [y [<3 d‘
vaeRdandnELNAEN laaewny Tsn WG 93tama
WU ANCA geiisaras 90 Tufihefifiomsvaslsnguuss

ANCA target antigen

Associated immunofluorescence pattern on ethanol-fixed PMN

Proteinase 3
Myeloperoxidase
Elastase
Cathepsin G
Azurocidin
Lactoferin
Lysozyme

Bactericidal/permeability-increasing protein

c-ANCA,; very rarely p-ANCA
p-ANCA,; very rarely c-ANCA
p-ANCA

p-ANCA

p-ANCA

p-ANCA

p-ANCA,; atypical c-ANCA
Atypical c-ANCA or p-ANCA

s el . d .
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v
%

uassorny 40 Tugthefifmelipuse® Safumeaa
laiwy ANCA ELw;ﬂfmﬁmﬁm WG 3¢ laimansndiams
Fadlsni® 3oeay 80-95 999 ANCA finsrawln WG
2 c-ANCA®? danfimanifiu p-ANCA amsialag
3% ELISA azwuh o-ANCA finusaulymifiu PR3-ANCA
AmSuAna uazANNI UM c-ANCA %38 PR3-
ANCA lum9ifiads WG asfaiusiuemnaguissasms
Miduraslse i iiaat s

Taedun) Tungumasaidansniaumenain WG finuhdl
mmﬁuﬁuﬁﬁu ANCA (ANCA-associated small vessel
vasculitis) Ao MPA, CSS ¥ necrotizing crescentic
glomerulonephritis éﬁﬁ@”l,giwmummq mm\hmaa ANCA
Tumsitaselsemaniiuansetusousionas 50-90 (s
ﬁ 3) mﬂﬂﬁﬁﬂmmaamjmﬁigwﬂmw%ﬁaji‘ﬂ‘wudw c-
ANCA ferwlalumsifad wa snfige sosasnidu
necrotizing crescentic glomerulonephritis Gﬁﬁﬁ\lé\imim
6 MPA Way CSS sauemmdmnzsonisitiasilsage
foSauay 99°° LL@iﬁWﬁ%ﬂIﬁ?ﬂ%aaﬂLéaﬁﬁﬂl,ﬁll‘ﬁﬁ@é%ﬂ 5!
Henoch-SchOnlein purpura™®, Kawasaki disease™®,

polyarteritis nodosa™®, giant cell arteritis™”, Takayasu

76-80 81-86

arteritis™ Way Behcet's disease™™ UNardTeamms
GanL ANCA agithausiimuibsifiensdniudiu ANCA

Aihs MPA azanansnasiany p-ANCA leitseanms
Soeiae 40-80°7% gaulvniiuzfin MPO-ANCA dwrio

11 PR3-ANCA Gratinsazifinlaania MPO-ANCA Uay

PR3-ANCA asranul@vislulse WG way MPA dsiuims
avany ANCA siinlenfiantiidslsisnsnsntaeAfiasiuen
Tsavssmsoananiuld Assimmesitaseusnlse 2 wiieil
sananfulsnsesansevnldenn uelumeedfinmainase
wenlsaena ldfunnsin nmemssnmaass 2 Tseitlsl
UANGITIL

fihe CSS avssnsnamany ANCA Ihlssanadoras
407075 gl MPO-ANCA uaswuilang
Fuiudiumstmisuaaslsa®

Tanlungngfdsiusodmuiiaifanmuos (autoimmune

100-112

diseases) 1@t rheumatoid arthritis' ™", systemic lupus

108,113-117 108,118-120

erythematosus ) degren syndrome , sclero-

121-129

derma™™, polymyositis/ dermatomyositis'”, juvenile

130-132 103,133-135

chronic arthritis™ ™, reactive arthritis , Telapsing

136,137 108,138

polychondritis e antiphospholipid syndrome
Aimumshanssnamanunatinzes ANCA 18 Taemsfied
avanusmlrajasiiu p-ANCA uavaaimsfindiTasus
wenenslLanUn@ (atypical pattern) Wi dam c-ANCA
Shauioenn dwsuriemaceuiaulisne e
‘ﬁﬁ@i@ﬁllﬁ lactoferin, elastase, lysozyme, cathepsin G Qg
MPO g Tneihalnuiiihe lungalseilasdlatiansed
Gﬂamaamﬁaméﬂlﬂugﬁu weimsTiany ANCA ludfihe
ﬂa“'mﬁﬂé’ﬂbﬂéﬁﬁaé’mLﬁlmsﬂmﬂmﬁmaa@Lﬁa@a"mau“g“‘)
Sofumaemam ANCA udihengslarnRduiuseduile

A & A an ¥
LHa@umﬂmmﬁﬂa‘ﬁﬂmm@auﬂuaa

M990 3 uaaslsRfilenudRusTU ANCA (Fautlasain Kallenberg CG. Kidney Int, 1994)”

NQNBING

¥ v oy a A
sauazmmwﬁﬂwmwamnmm ANCA 2%@ PR3 #32 MPO

Wegener's granulomatosis

Microscopic polyangiitis

Idiopathic crescentic glomerulonephritis
Churg-Strauss syndrome

Polyarteritis nodosa

Henoch-Sch?nlein purpura

Takayasu arthritis

Kawasaki disease

90
75
70
50
10
0
0
0
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s l&aniau (inflammatory bowel disease, IBD) &

141-149

ENUNTETIND p-ANCA I8 Leinuuaudiand
Lﬂwﬂmmaﬂﬁﬂﬂ‘ﬁ MPO il myeloid cell-specific 50
kilodalton nuclear envelope protein'®, lactoferin, elastase,
lysozyme, cathepsin G'**"* uag BPI™'* anugnvad p-
ANCA u ulcerative colitis (%amaz 40-80) ‘-uzf;jdﬂ”jﬂu
Crohn's disease §aeiae 10-40)%*"% smnmsdnulaimu
p-ANCA ludthe BD flenmdniusiuenaguusmvzons
fisumadlsn BnvislalldtaeAtiaseuenlseifu ulcerative
colitis 9130 Crohn's disease™ ™' Gauiunmiav ANCA
Tufihe BD Salifiselemilwmendfiniui
flsndindavanelsefisnsnsammany ANCA 1§ oo
mawmaany ANCA Tudihelsnfedadhaiidinm mas
MedLnehenendmifingas ANCA-associated vasculitis
¢ Fofninanlad 2 Usems Usznsusnde llsedindatng
Tse 19 Tsedmitonasssonmmadivame lasa s ualse

160-165

SRS NIE ™ Rz MIUAR B MARAEEAENIEL
Ussmstisosdin a19nsanuNaLANIes ANCA lddasn
aniihefimafinde i e smefioie
awnefhung usdilefiimmany ANCA adamaausih
madneasismeluigs anfungudihefiailamadioms
Snismemaandanmssniuomen lsafatofisimngnuh
FITIRNLNALINYAY ANCA 1% cystic fibrosis, chromomy-
cosis, HIV infection, malaria LLa¢ invasive amoebiasis

fithe cystic fibrosis MimsaadauuafiBeasemany p-
ANCA %9 anti-BPI IgG gofis3oeas 91 Waw anti-BPI IgA
Soriay 83 wanamidiarhazst (titer) FoOUALDANANN
AUBTUANNTULNTRIMY L0 MAaNaN (airway

)159

destruction ﬁ’;%ﬂzﬂ’m malaria ATENUNATIANY p-

28,166

ém%wj}ﬂam chromomy-

23,168-172

ANCA 7%a anti-cathepsin G
cosis'® Way HIV infection AUNUNATIANY
ANCA 75i8nwaiemsfndBasuaesiiun cytoplasm WUL
wilane) (atypical cytoplasmic pattern) a‘awﬁﬂw invasive
amoebiasis™ NEUATIANY c-ANCA %in PR3-ANCA &
@inawmIs@@@L%amuﬁlmﬁﬁﬂmaawu p-ANCA athdlsfion
Tuﬁazgﬁuﬁﬂaimmﬁaa%mammLmﬂ@mﬁnéf

Anti-glomerular basement membrane disease (anti-

GBM disease) flsefisomsusawnalanuaslo (pulmo-
nary-renal syndrome) Afeiulsn WG uasssnaenesia
wi ANCA '[@aeia 10-387 ughiiewas ANCA fnudm
Infin MPO-ANCA # 2 nopdifmenensioingmania
WULOHALRAT 2 Ffleiis N D) usnidedimeeds

o 174

WanALEAYY 2 Fhansane M §ungEdf 2 \Fah

ANCA Fnhlinsandanmnadniilonuaylafinmssn
Eunow NSRRI meEaie uaudioiiaie
gy ssuuRaNTuzaITIMYRAraTIany Good-
pasture antigen maaﬁa@a ﬁaslﬁLﬁ(ﬂmﬁﬂ%N anti-GBM
@Na (secondary anti-GBM antibody formation)'”’
ﬁm%fumméhﬁm;mmﬁﬁmaamim’mwuLmu@ua@ﬁd 2
#i0AD anti-GBM Uae anti-MPO wiaafusindi lainsy
Fonau usiimuhdulngjresihielen anti-GBM i
ANCA lwseéiushe sinazlsiflemsvemeenidonsniay
othlsfonshedousiasiiariany ANCA fondiams
YDIVADARDAUNAENNIEL 1914 purpuric rash, arthral-
gia g granuloma “71{\1@1 Saeele

UBNAINALATITNL ANCA Tulsnehee) Ganamanidn
FelenunaTany ANCA Tusnvanelsatu autoim-

184,185

mune hepatitis™'®, leprosy , preeclampsia/eclamp-

sia'®, diffuse alveolar hemorrhage™ &g chronic graft-

188

versus-host disease'® ANNAAYVDININTIANY ANCA

Tlsaumanitsislisimsdnmisaia
Sensmnlsemmusiediv FAelsavaandendniaLds

SNudiUMaLINYY ANCA (drug-induced ANCA-associ-

ated vasculitis) enfifmeamuiudmnusnnldun propylth-

iouracil, hydralazine, 8¢ minocycline FUENNRATIEN

189,190 191

dszdaeldun penicillamine , allopurinol™”,

193,194 196

. . 192 . .
procainamide ™, carbimazole , thiamazole ™,

clozapine, Wa¢ phenytoin'® &1 propylthiouracil ({yenfisl
TENUMINA drug-induced ANCA-associated vasculitis
annfige enafAaundsnifisauludihefisulsemuensn

197-201

Wi aeumstinsiiadaansufihefifudsenm
Xa L a

enfiussasamhunud AANNTNTBIMINTIANL MPO-

ANCA gofissoua 27 wonaniidlsanany waudiuefise

201

elastase Uay PR3™ snigrasmaialsadiolaiuifa ud

s el . d .
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Sufluenaagnaasiln falasflaussdui MPO a1
ShlsAemaAuasas MPO 22 uazimhliiAn
MIEUaUAUERMNAN ¢ hydralazine marie Wiinlse
Tsenfduriusoduilodanue 1§ 2 #ilafe drug-in-
duced lupus %@ﬂ'auimjmmﬂ;i@m W drug-induced
ANCA-associated vasculitis mmiamaz?w,mﬂdwmmz
§ glomerulonephritis T3N6e) LLauauaaﬁagﬁmﬁﬁ%wia
Fufuuaudiaurtinene Idun MPO, elastase™ uay
lactoferin® &1 minocycline f“ﬁﬁiﬂﬂdm’hﬁﬂﬁﬁ@ﬁ 116
48 uag livido reticularis TINAUATIANU ANCA 790 p-
ANCA %ﬂﬁwﬁﬁﬁ%m@iaé’mﬁu cathepsin G, elastase, BPI
v MPO™™ anmaudmsrasfiihefldsummenitiintal
WU W 9198 constitutional symptoms, 13049, 99
aNLaL, LasviRan A ASIEUTRMILY dulnnjrasms
winitlgaamemasnn Lﬁmu@immmmmﬁ%ﬁ%u u
mmiﬁ@mmvﬁu crescentic glomerulonephritis bag
pulmonary hemorrhage shnlévion usfemadidudag
Tmasnmneneaasalasifitsaemuay cyclophosphamide
mmﬂﬂﬁumwyq@mﬁlﬁummq

521109121 (Epidemiology)

nEenMTANeANENTes WG lsemeenigandm
e @61 1986-1990"° WU WG Henagnissanns 3
AsioLszNns 100,000 e nemuluganeudbaduamim
Tndifesi oepdessann 56 9 uas filesauns 80 1
AWTaTAfT mﬁﬁﬂ‘mwmzm@%wmﬂumjmﬁsmm‘ﬁ'
MU (defined population) Wufiwﬂaqﬁamiaimﬂﬁ@%ﬂ
Usanms 2.8-12.0 stoLlssmns ke uam

giffimsaians Wa fenwuanshsiuagiheluudas
Uszwet dhoehau giidimsnians WG ot

211

Aueial) WULISL 2.95 AL ulsneaLLn , Usvanoe

106 eluLlzmedann”? uaswugsigaforszanas 12,0

£213

allzmenasind™ emauanehailiaiminsuwan
anifademeiugnaTuasan I asas iusnehai
uamawmﬁqﬁaﬂWiﬂmaa WG ﬁqwudwgﬁﬂmwwé’q lag
mstnsn lulsemetuaiigisznind) a6 1984-1988 wuh

aiiimsoians WG (datszans niksauwausel)) g

Ustanns 5.2 A usmn@amamarnmealuszning .6
1994-1993 WU’jWQﬁ@ﬂﬁﬂiLﬁN%ﬂ&Lﬂu 12.0 o Tutszine
Sinneinutoyatiudentiu fegiamanflussrh o
1987-1989 Witlswanme 2.8 oW ustifiaiu 9.7 ant lus o061
1989-1998"° qﬂ@mmiﬁLﬁa\l%uﬁft,%a’hmmﬁaLﬂumﬂmm
Tdlavasunmdinm uazimsnmslumaasam ANCA
uiandnilenifugiinanizessafifisdusiidon
Fusmsnaniademeanmnedaniiyndfeulmage
GH T

pthalsfinamsdinemessinainenses Wa Hefida
Sfoagan Wasniisnnugtetas wasmafinmau
Tvajsnanmaglauazanim sndoyameithaidedl
Yioeann msdnun uLlsemetehen Tuwnuiaduanarh v ke
%agq”aﬁl,mﬂ@mﬁu loeamziadomaiugnssauazsmm
Wadasifasogiifimanivadsa

suvgualsa (Etiology)

fwques WG felinmuuidn wwdeniulsanaon
Gomsnisuualsngfiduiusodmudiaidonuodiug ms
ﬁﬂﬁ:ﬂd’gﬂmjL%afjwmaglﬂuwamﬂﬁuqﬂﬁm anuilady

217

WIAFDN” 1 1 @0l50 WaENTAN ENLNTTiaY pro-

199,218

pylthiouracil**® enffinenumanavaaadansnigy

nAiEn wastlammany MPO-ANCA ldties dwduide
Iﬁ?ﬂ Staphylococcus aureus™ ™ Lﬂw,%aﬁﬁmmmdwﬁmm
fausrumanaudusiuedan WG snfige dausmed
Snanunwumsduiaiusnsiamuasnlenudiusiums
Alse Whneiinammeeatifidnmesdaiuteg
Hadawedasiunyialse uafdolsiiemefiastudum
Forh thitundeneslsthafifusimeuadseil venanil
myfnnisenaduiusvastiadunedosiumaialsad
Sofinsernlenn e liEffenausgmofiazsnansn
SonBannsasadeunedosinduia ussmadnass: e
MINHHEE6119) nuofafinfondifingu wananinms
BanngusymnseuaaAianasiuinon
‘]jﬂ’:G’HL’a{Hﬂ‘l’]ﬁﬁ%ﬁ;ﬂﬁ&lﬁlﬁﬂﬁlﬁ@Iﬁﬂ&%ﬂﬂ\l&iLLﬂzl;;ﬁ@ m3
ﬁﬂmdfmslmjﬁﬂgmﬁu\lﬁﬁﬁu (gene) %@m‘uqmﬁma‘u
suasriamsdnisLasiilasila é’m:rmxmaﬁu@mwﬁﬁmﬁ
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fnnléun B;T‘]J"JH homozygous (PiZZ) alpha-1 antitrypsin
deficiency WUNHANNENNUSTL PR3-ANCA wasilame
fulsa WG zjﬁuzzz'zz‘l ueneluszssandumL
%%%mawﬁﬂw alpha-1 antitrypsin deficiency a¢WU Lau
TRl alpha granule ¢ human leukocyte elastase T
59fUge uaLawdLaRA PR3, MPO, lactoferin, a¢ bac-
tericidal permeability increasing protein Vl,:n'zjd ox
é’uﬁijudw alpha-1 antitripsin deficiency M‘uﬁmzlﬂu
Mmepanzas WG Lm'mLﬂuﬁaﬁamLﬁ%ﬂ%@?mﬁﬁw%
mmr;?@ﬂﬂ@maﬁu‘qmwSﬂﬂﬁﬁmﬁﬁmﬁﬁﬂmﬁa PR3 poly-
morphism W‘Ll’ngﬂw‘ﬁ; express PR3 yuhlesflagng
Iamarﬁ@ ANCA-associated vasculitis Ej&m %JL%adWLﬂ%
KATINANNAALNG2EIMIMILAN PR3 expression %3l
PR3 variant M3fne 5 Sdumunal A-564G polymor-

227

phism 14 PR3 promoter gene 989#thel WG sianan
efafmeam polymorphism ﬁnaaﬁﬂw‘mmmﬁlm an
axon 11 989 CD18 gene HaMadniusiu MPO-ANCA-
associated vasculitis™, 15310499 shortest cytotoxic T
lymphocyte-associated antigen-4 allele Glu&gﬂ’m WG g
WounNeun@™, NA1 allele 999 FCYRIIb gene Haw
Suiusfunendanmitle™, uag FcYRIla-F158 Way
FcYRIla-R131 Huihiudemasmatmidurestsn WG

e

wm%ﬁ‘ll,ﬁ@ﬂiﬂ (Pathogenesis)

werdrndienndseiiislsinin luadndehn ANCA
wasilmsflafiunmadnfign udllmnnsmadinelan
flaefimaathe ANCA 2w uazaslsdushnssduli
Tlnfianausmaido ANCA aehofietnd svesiinsnEud
ﬂmaﬁmlﬁimﬁummﬂ@ﬂﬂ@mad T cell lnenanny CDA+
cell ipsnnimadnmmene sinenmwuh granuloma s
L‘ﬂué“ﬂ‘]:rmzaﬁwL‘mzmqwm%%mﬁﬁwﬁmaﬂsmi Usznauly
e CD4+ cell Winsmlyn)™ auﬂigﬁﬂuﬁwﬁumma"u
shae) lapnedemesnnin dacldnamaly

nabnnIsEs1s ANCA (Mechanisms of ANCA production)
Ms319 ANCA Faiflu autoantibody Wi &uflsgiuh

WA ARNNMIFILEUAUDAFS neoepitopes™

VN
LaUGLAN Mﬁﬁﬂ?ﬂﬁ%ﬁdﬁ@ epitope spreading waraAs
5519 ANCA enaigh neoepitopes ﬁawwﬂéﬁﬁguwwﬁu
vnﬂaa’auuu%mﬂuﬁa@'aswuLmq Fifee ANy
WG nssAuMImEidasdAETEmAaaN T cel
mafnmluszesndsfinuniensfiaUndaas T cell wag

234-236

Tulnsdenisandng™® g masmanuBannans CD4+ T

cell wag marker #asmsnsudulaligeriludig W fiag

1]
237

smegﬁwL%mg@mdwr;;iﬂfmﬁagslmzwmu wonaNiddly
WU JMIaN interleukin (IL)-12, tumor necrotic factor
(TNF)-alpha, interferon (INF)-gamma qa%uaa’mwmh
fthe WG fiogflussaymiEy 112 Huansfindanan
Taluderizasnssgulifianmavas TNF-alpha uay INF-
gamma FNHN TSN UV eMAaRINL Sield 10
(%aeiaﬁmmimzémm%aﬁ) 1 mononuclear cell fian
andihe WG fiafluazesiidy vilimesihs INF-gamma
anaalel

anadaiusssisiialasilauas ANCA (Neutrophil
activation and ANCA)

ﬁﬂmﬁaﬁagﬂmmmn (resting neutrophil) PR3 1y
MPO 2xU5390¢me IunTyavasmas Slafimamneie
W% tumor necrotic factor (TNF), lipopolysaccharide,

.
217 £
g

visasnandlslavmuatin™ fesnansnnszduiilenila lvorlu

LGNSO (primed neutrophil) PR3 ity MPO mel

Tuthlasflamaniifaziedauihefiog (translocation) oan
PNy gRmed™ (U 2) wananiifhalasfiafiras
A0 apoptosis AAMT express 209 PR3 NRITARATY
a o 939240 ¥ 2 €L N A [
WRenfin™™ dagaanmatnm uihenasaifansniy
[ A{ I o A 1 a A L2

gedndiafluszariiFunut fhlasfavasdiieaz
express PR3, CD66b, CD63, Way CD64™ annn wan
mﬂﬁﬁ’ﬂmﬂaﬁ express PR3 NNMALENS superoxide &N
X o 240
e

M54Uv09 ANCA o PR3 %50 MPO NRI6a284
Tlasflafignlunizausm3on (primed neutrophil) 1fien
athadendlslanafinsvhliifansnseduiialasiialdathadis
1 uetdudusiasaéfunsduuUY cross-linking 289 ANCA
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243246 g X

M Fe receptor ﬁaguuﬂmaa*nmﬁﬂmﬂaéfmﬁw wad
mﬂﬁ?umﬁ@mimgéjum tyrosine kinases W8 protein
kinase C ¢iolt) aehslsfionumsfnmnlumeasdeadiowmn
signal transduction W&INN7A PR3-ANCA FUU PR3 Ui
fennmaiuresenduadlaeinl fadahifeanmeis
concurrent crosslink 55N Fc receptor, PR3, ay PR3-
ANCAX#* amarguussrasmanseduiialasilalag ANCA
{'Ifuwudw%uagﬁuﬂaﬁmmaﬂizmwﬁu ANNALERI PR3-
ANCA §19 epitopes 61°] Ut PR3*** IgG subclass™
ey Taen9 Fo receptor 7 aNca 'l
SathlasTladuiiy ANCA udhfasndeans cytotoxic
mediators @m"”] DONNMNANY 1A reactive oxygen spe-
cies, chemokine, cytokine, proteolytic enzyme, Wag
nitric oxide (uen a1§LmdwﬁazLﬂuéhmiéwﬁ@ﬁﬁﬂﬁ
endothelial cells e uaﬂmﬂﬁfﬁﬁq@ﬂﬁﬁﬂmﬂaﬁa
ﬁlm dhamsnnaunaneni auto-amplifying loop vl

253-265

Léagﬂﬁwmamﬂ%uéam msdnmdeE S
PR3-ANCA Lasfiansnanvh ithlasflan lunmzisdus
W3ONFBNINILGULEY chemo-attractants % N-formyl-
Met-Leu-Phe (MLPY** |&laefitialnsfiesiulsidasorlu
mssRemdansnrian manseguludnuoiasibiAe
RAPHERN leukotrienes, Qg chemotaxis, Laea® degranu-
lation %@m&sﬁmﬁumimgﬁﬂmmuLm (TNF-priming
and ANCA activation) FnliiAe respiratory burst Lag
degranulation & MPO-ANCA fisnansenseduihalasila
loenitlmsfiadiladosnslumusiamdassntowdu
ﬁu257
wananazflunumlumanseduiilasiialfaisans
ghae) U faflmanuh ANCA fovh ithlasianaia
accelerated apoptosis WEKMYNY reactive oxygen®™
ﬁ”ﬂ@liﬂammﬁ%z\l@\immiﬂ express phosphatidylserine
& aund phosphatidylserine ﬁﬁ ANNFINY 6D
uielasvhafiazanie apoptotic cells daHalsusa e
lslanansnmin apoptotic cells 16 29N apoptotic cells
wahiesesan e cytotoxic contents LaZENENMIID
express PR3 iay MPO 1¢ealy L%l‘aal""] (g‘ﬂﬁ{ 3) Lﬁ{a
apoptotic cells ﬁﬁ@ﬂﬂ@mdwﬁé’uﬁu ANCA %ﬂﬁizgjﬂﬁ

uieleTrhanas pro-inflammatory cytokines i IL-1, IL-
8 ey TNF-alpha™ uoTlsanied apoptotic cells Ny
Unfaznszdulfunalasvhands anti-inflammatory
cytokines 1% IL-10 Wt

msenwRsummees ANCA sinazsiuiitlnsitadi
dulvny weifsiemenumud uluderifisnsnTn express
PR3 ua¢ MPO wuflaiead flagnnasdudan ANCA
Tluteifignnasdumestiasvioss mediators i IL-6%
usimanasduzas ANCA deluludinfasluifiendostiu Fo

261

receptor TednRTUNL N glomerular epithelial cell
GLWZ\T‘}J"M WG “ﬁﬁ crescent formation AENENSA express
PR3-mRNA VLGQTZGZ uanawnﬁﬁqwudw parenchymal cells
(pneumocytes type I and II) wazuelaanhalutonvas
dihe WG figsnsn express PR3 snnnheuun g

X 1263

nw

UNUINVBY endothelial cell

ﬁﬂmﬂ?\laﬁgﬂmgéjﬂm PR3-ANCA HaNa1Magiiy
cytotoxic mediators W7 é’ammmméwﬁg%mumzﬁu
endothelial cell 31 rolling adhesion Wil stationary
adhesion 61 I@Hﬂimﬂﬁﬂixéj% adhesion molecules 1%

264,266

vascular cell adhesion molecule-1 (VCAM-1) ma
ﬁﬂwﬂwaamﬁamzﬁmaawudw rolling adhesion 284
falaslasnsnsaiaenliifis stationary adhesion ldehs
ﬁumi@mmﬁa PR3-ANCA ‘1/1%@ MPO-ANCA ey sta-
tionary adhesion é’agﬂﬁuéﬂmamﬂ% antibody 619
CD11b integrin v38 FcYRIla udio manszguitlas
faloel ANCA Thiasdasendf Fe receptor Uninlosila lus
YULAINL neutrophil immobilization fifasaee beta2
integrin (CD11b/CD18) Jesgulléh ANCA s pro-adhe-
sive factor figndiaylunisUfsaiutssnieinlnsfari
endothelial cell” (neutrophil-endothelial cell interac-
tion)

iaflenflafignnasdumeiu endothelial cell fasd
s PR3 dsarl Uiy 111-kdlodatton endothelial

membrane receptor”’ %ﬂ%ﬂizéju endothelial cell 11)”1

268

sumseneaanananranesiia (euA IL-8*°, monocyte
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172 wodfos usIAonEWIY uae Wand Senouud
Neutrophil Early apoptotic neutrophil Phagocyte
L 0© ) -
O ©g © J
O ’/
L Y
’ ‘.‘.I-H-_“
o :
) o =) =L
O O o C:. ase

AL

Neutrophil + ANCA
sites

Early apoptotic neutrophil
— Lacks anexin V binding

Secondary necrosis

51 3 UFAIMIAA apoptosis sasilesiia. faleaiafifia apoptosis lwnwinfiay express phosphatidylserine U7

¢ v v o o ¢ 1AM Ada . v v a
I8 phagocyte ﬂ?NW?ﬂ?UELLﬁEﬂWQ@LGﬁﬁﬂLMGWH\ILGW LL@]EL%TWMW%’JI@]‘SWSQﬂﬁ‘iﬁﬁ(ﬂ%@’lH ANCA ¢in® accelerated

apoptosis %G%vl,ai express phosphatidylserine UURITHA ﬁldmaélﬁ phagocyte Vl,simmatmﬁwé’meﬁaémmﬁv[é’ (@6

llasann Savage CO. Curr Opin Rheumatol 2002)

chemotactic protein Wae express intercellular adhesion
molecule-1 [CAM)™ shamanthaztiesgaihlasfiauay
Tnlugenilmdnansnnisau wonani PR3 &eflaurinls

endothelial cells 1@ apoptosis™***"

MN9YLNYUUIUNTABLHUDIYDINTANLEY (Escalation of
the inflammatory response)
UMMANATYSaneN D Liaas T cells wenanfing
slnEnsddn Ssuand peripheral T-cells angihe
VADARDANLELINALENSIENNIDNDUEUDIFAN 1IN TG
%0 PR3 uaw MPO 16727 udnserisluihefilsnsouudy
T-cells Fdfmelutnmsfigrnasdiumasassiuzes soluble IL2

276

receptor NENGIYARDALIN NN IAe
Toduflsgmn T-cells wantbhasdusmemitsasmandu
[ 9: LY (% % Aa Yy LY Y =

Hudmadlsn mesnnlutlaqiuseennanfasiiudslitne
flagfudanszuammsnsedu immune wazFnihHife
tolerance b MarnwIANGNTINNAnLUNGIRIMTaaL
q1409204 T cells WUN@aaTLeNaaNiaN granuloma

232

slynjastiu CDA+ T cells™ uasiilenTu cytokines
ﬁxl,é’mmmaémaa granuloma 38 bronchoalveolar lavage
Anunaulagi Thi cytokines™ WsiRLNITIENUNUT

278279 ¥,

ANV NUAGIENET Y

U

i Th2 cytokines
11 WG fulsaiisl 2 svee svezusn@e initial (granuloma-
tous) phase FIUszELNAMINOUALDIDENIRAUNGYRS
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Th1 §useeeiandfe generalized (vasculitic) phase %3
SmaRsuulasesemaRaUn@an Thi lds Tho02!
WANARUETIT 2 srshaniuanuiednisasmeay

235

AUDIYDS Th1 W1

2IMSUFAINIIAARA (Clinical presentations)

WG fiulsaffimesnisuresmaanidanmnaidnuay
NN SUMINIELTaMAaARRRNA WL e sN 2
aTenifemensanmleioude suumadveme s

suumadnglasuans wazle mmameeddinlpasia
1 f 7~ 1 A
RAIN i NANEIMIAD

1. ngudiaiemzluinseieny (limited form %30
mild form) fia WG ANeneNSEmMmAmMETEULNAUImNE
GL < I A ! | Ao ! q\L V904

2 AN EFIUUUNTOFIUAN NIDTNFDIFINN L
2. ngaupDaTiaslsa (classical form) fis WG fiiia
wendamwaTssuumaaume lanaslea
] [~ ] (% zu 1 G dl v
aehslsfienumaisluanuneieis bifusansuidag
vl Wasnidlefiamadihelazmunngaiidiu limited
form azfenendamwitlaldnsiosay 802 uananiisll
famanmamsiasfiiimslen) fasheusn 2 nguenms
Sanantslanesfaia

msmifiulsnras WG onadeedudaslviagunse
A v @V v U n{d o a 1 [~ 1
Beumau el unguidmamidiulsauuueaeiuee iy
a K = ° Ya a (% % A ° U
Somauaas ifaian 9vhliiasylee ldennwday i
AaselsaRewanadulanduldng anmemsssefany

A Yoy v ] :J/ dl Yo an [ ]

NaRthelszansagay 40 mmuw”lmmmumyamgﬂ
y . “ da N P
Foslutng 3 haanfifdenmy’ fusessimaitaselsad

1% 2 12 [~3 A,
gnéfasenadiaslfiaammudul

wanwflannszuumadwnelauazlouds wa e
Aetiluszuatensiue [oun o, famsls, seunsegnuay
nEMIe, SEULASYENY, SrUUTla, ST, Lae

- 4 e VMo -
ssuumMaduilaeny il 4) dsagldnanluneaudes
dalyl

szuwmﬁumﬂadmnu (Upper respiratory tract)
ssuumaiwne ldmuwiussuinue N ReUn@ e
oA . Y A v
vaeiign laaznudoudlusvazusnanslsnldgeietasay

4 A LA « - A
70 uazilafiaemummeatnssiadiosly Fazmuanuielnd
Y9N TIuSaay 9077
% £ . - [~ AI %
lastasniay (sinusitis) WuomaGausnanslya 6
1szanniseea 50-60 wagiafinemuamsatnssarinsazny
A X & v 286,287 A Y aY A
WngeauiIneay 85 (319 4) Kiheoaiiimans
thufoavisaiiaarieniva 1alnssasnann uaziluaiide
. I R
uﬂwmwm SnwowriénényfadletiadnisuiFesenlinay
1 (v v A Yy 7R 1
FUBIGAMTININ mvmﬂsnaﬂwmmﬂﬂ%&l,wnaajavlmuamfm
computerized tomography (CT) scan loenannzaenads
M avhaevEarANIauTaINTEqnEoLe) I‘Wiaaaq”ﬂ K
dlnginfimafieieinene iWefimunlaefigaie Staphy-

287

X4 4 Veo a ,
lococcus aureus L“H@@%‘V]W‘LI»L@‘LIN@@ Hemophilus
influenzae, Streptococcus pneumoniae, WALTRLLATISE
- 4 Koy da .
ghiadue) wannnigheftmahmeseslnssaynathogu
WananadasTy linefadeurengan WwgaluafiGueiie
v A Aa A -1
lidfaamenangian uueiiGusiiaunsuay Talutagen
dl 1% t% AY o ° t4 6a ‘jl/
dasnmaSnmlaglsrnenRdaiuasilinmneaifode
TN
o s 4y v o a
aafindnfvasayniimy esasaesnanlaiEdneaude
mmelwssayndanidataynuan, unafidionlwssagn, wik
ﬁ%IWNWﬂmq, uazAedenyAe saddle-nose deformity
amafAnnfivasyinulfiiaefe serous otitis media 907
- ST 289,290 2 @ \/nga
WUMIRA@aTINIBNTDEaY 2577 amisyeeinulang
Touay 42 %ﬂd’;ﬂ%ﬂjﬁﬂmﬂ conductive hearing loss bl

Alenufiean sensorineural hearing loss 167%% ugi

291

anafintnfaasyduman 1w nsvgneeumasluyinisy

292

uasyivanSnIEL™ wuldlossnn wwdentuamaieUng

YNNI NUTRENN 191 ulcerative stomatitis™,

)294—298

hyperplastic gingivitis (strawberry gum , b pain-

ful enlargement of submandibular and/or parotid
gland8299'305
L A K Aa Aa
iheasdimmandasisanuAnlnfvananasuas
dl 1 (% zjl 3} 1a a A © ¥
viaaeaxTuanenai dous siflams, Aidasumidniae,
HuieN stridor v30 TSN TN IgAMRIYNARWNE

306-310 X.

Taawiluaning AT ™ Snnmamzaasmensanm
fidéayfa subglottic stenosis T lfseannidoray 16

7 Z.// & 3 1Y :l"L ¥
maaqgﬂmmmm LLG]FLRN”U')HQWEJ%BHQZWUﬁﬂ‘]&PNSL%‘WWB% a
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174 wodfos usIAonEWIY uae Wand Senouud

ms1ef 4 uasvanNRaUNGrassrLLaTEaee) asEiay WG

STUVRIEIE

Frequency at onset (%)

Total frequency (%)

Upper respiratory tract

Lower respiratory tract

Musculoskeletal system
Kidney

Eye

Skin

Nervous system

73-93 92-99
48-65 66-85
18-54 70-75
32-61 67-77
15-40 52-61
13-23 30-46

1-21 20-40

311,312 o v ay o o e 5Lw a
MIINIOILNANONTUASY EANETD

KR v
FoTneas 48
A o LY 4 A X
AMWAUMNENSDEAY 10-20 Wtk FIUNWRaLEaS LAY
AaenNIR® (chronic fibrosis) TGRS NGNS

N.]é]’@311,313
szuumaLiiumelasiuae (Lower respiratory tract)
anufaUndrasszuumaiwng ladmaslaamns
Uaa wulnsvezianaaslan idsaeay 45 uasiiafiaemusts
A A AVLs/ A v 285 A
WaenUANNRAUNR logihsToras 85™ amauaadiny
] dl = v A [~ A 12
Upefigafa la Govay 19) s0smsnfe loflwden Govay
dl v (9 v ] [~ )
12) upsitavNUananisy (Saway 10) amavl,iﬂ@mwmgma
o 1Y v a a a v A
Smlaiioe (38R 34) SemaRatnfresmwsdaslae
doV ia . A v o A
nfalaifemausaslen anaAeUndvasnmSdtasiinu
Uoefignfa localized infiltration Ua¥ nodule L3I
nensiavaTadLan d3atay 67 LAy 58 eNNaIFL MWSIa
%59 localized infiltration el dasudiinazsisls
I5umaSnwn® shumwssduiie diffuse interstitial infiltra-
tion WU létioen §15U pulmonary nodule Hewen
sharldidaus 0.5 10 wudiuns dmlneysnwumaee
s Tlaavis 2 99 uavdauay 50 Asfa s
(cavity)™* 4% fag10me wenanianNAeUnfraInns
Uaadus) ATENUAD ﬂﬂwﬁamﬁayﬁa@ (pleural effusion),
mediastinal or hilar node enlargement, Wa¢ diffuse al-
veolar hemorrhage Wi diffuse alveolar hemorrhage 9%
£ ~ 1% 16 (% [~ n{d (%
NUTRERESaEAY 8 uenenTrhse amsTnmsiiaes
RY 315,316
MAeNEEINIToLaY 50

vy Aa A A o & ¥ aa o

&ﬂﬂ’]&m&l@’m’ﬁi@%?@ﬁ@ﬂm%@ﬂ NUGDINARLLEN

[ Aa Agl/ d‘ v R v
I‘smﬂmm@mLﬁamm‘ﬂa@Lummﬂwuvlmgj@m‘saElaz 40 939

2 aedluanmemseny

314

madaigerimmeinylugie Wa
fehAnresihe WG fadouas 16
CT scan vasanazrelnuanuieundldnnnh

60°1531738 . uenGad CT scan

v A R v
MwsaUaenmRLaY
A A A , 4
YWLURYVIEAAD peripheral nodule opacity GNBWSJIWN

1 12 A 1@V v Aa Ad‘ A
mesINeevEa i le enuReUndfinuTasasnde

A ! a 1 Aa Aa
nanalaaaLasEInlaIasanigUIvNaLNG anany
feeding vessels 9839 nodule La¢ peripheral wedge
shape infiltration #ILUBNWENTEMWIAANNANNAR
Unfvamaandantiuns wananitsaanuanuiaUng
ﬁm an \L@?\JLLﬂ' airspace opacity, bronchovascular cuff-
ing, pleural effusion, mediastinal lymphadenopathy™,
LY tracheal stenosis®™

NAMIATINENTINNNLEA AWHUANHULTYATIUYDI
MeaAaN (obstructive pattern) eanaLluHANNMIINLEL
YDINADAAN YTOMINOSIVDININATAPTUMNNSIMNS
Snaufle aenslsfienuanany dnwmeaas restrictive
pattern TINAUANTARAIYaY carbon monoxide diffusion

capacity™

vL(ﬁl (Kidney)
Aa Aa 7R %
Tusserusnraslsmazamanuamanaunduaslaléiios
Aauius¥eray 11-18 whniu usiilefamasiailasluaswy
amaAnnfigeiictosas 77-85°°% Tugna 2 Tlusn ewia
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Undmaslasinmumamssanafindnfvasszuan saiEs
éﬂLL@iVLS\iﬁmmiLLﬂ@ﬂ@ﬂ quil fulminant glomerulone-
phritis IemeluaduiudadudUenimnxlasums
S Tumefipuisnsiisampdenimeeiin (mean

322 K 1 VL Yo o
LASTINLLNINAL LOTUNMITINIAN

survival time) W@ 5 Aot
dgndaerdidlamafannglomadesilitouss 422

msemailasmudidsnlumassdiumasnisuans
0 emsfatndfinufe Taenufiudan (hematuria), 5
TisGinluilasng (proteinuria), Aiadanena uilasae
(pyuria) WUavdl RBC cast %avLaiLL@ﬂ@mmﬂ glomerulone-
phritis MnlsnAt uelsudufvhaulafie Sneamihms
§1373WU RBC cast SLWZI/U"JH WG agd positive predictive
value TUNMIIHANUNE glomerulonephritis q&ﬁﬂ

285

Sovay 100

M (Eye)
a a Y v A
Tuszazusnvaslsnanniadnfvasenny driae fa
o LA A oA a A &
AL 8-16 Lmmam@mm@mmaﬂﬁazwummmﬂﬂmqam
Saemy 28-5874P % anmséinineed Harper avane™
1Yy 1 A Y a % d{
Wmmmamu%tyﬂmaaaz 57 asiiamslysvuuaenin
° 1 n{ a a o Gy 1% ] Z.J/ a{
hannaunagiaMImMem JuUleiessaaay 13 whiiun
fomamssmhsnnawvidandess fuamslussuueteny
A{ ! A{ A P A v a ~ 1
au Fmhenenasaeag 30 Avle I e saens
W asiamamssnm lUwnis 33 Waw WG sansn
o Y A Aa all yo 1% A 1 [
P iiRaenuRaUnG leiulaseasvdedmLssnaushee
LBI6N 171 MITNFLVDATDYMA (keratitis), MIENHL
mamﬁaqmm (conjunctivitis), episcleritis, miqmémaa
nasolacrimal duct, uveitis, retro-orbital pseudotumor,
proptosis, ﬂﬁ@@ﬁwﬂad retinal vessel WY optic neuri-
tig™
! 1 A o £ 1
amamamalney biflenasuweivlsn Wa us
LR g A v A Y o
proptosis FIIUNMINMTINLUDLINEITDLRY 2-15 NAL
SenwdénylumsAtiasielsn naafe Shwu proptosis 33
fuemaRenfresmsuumaduwne ladmun, Jaa vae
glomerulonephritis Alvaaden B:\JTﬂ’JHL‘]GJ‘I»L wat o
X o ! ¢
uaNAN# proptosis SaluamaLaaINiuansmInennIo

Iﬁ?@ﬁm (poor prognostic sign) Wlasmnmséinswuh

v vy A . a A
PRIERHAN) ‘ﬂammam proptosis ACHNACNLBALUDIAMN

. . ., 286
optic nerve ischemia

WIS (Skin)
anNAnUNRaasszuL Ry lusvuzusnaaslse la
y A A 4 .~ M
Soeay 13-25 uauilafieemusiadiaslasnunnuiaungle
iRsanauSoeay 40-5074% Auflamiainufe Sdonm

(%

(palpable purpura), wWHNafRwk (ulcer), @jﬂéfﬁl’mﬁd

(subcutaneous nodule), ﬁw}u (papule), LLaB@jNﬁn

|
A A

(vesicle) MmN AU e WG dwa

280 ¥, o

FAUMIELIaNa = FemmInDRuRArEUTs

MALEAREN T TLsaN M AsRM B UTadlse luswuy

285

2YENZAU N

v
i:ﬂﬂﬂé”lﬁdtﬁattazﬂ‘imﬂﬂ (Musculoskeletal system)
oA % Y
anuAnLNfreszuLiwy usvsisnaasldlsnSaeay
4. A . Y

32-53 uauiiafiamasiaiiasliasnuemafiaUng idsaeay
67-76"° %" |aeae UM TN Nt uaLNAIN e
(arthralgia Uy myalgia) \Wioefige sosasnfedainisy
(arthritis) MasnisLasdalldvaegUuy gy masnisy
A ¥ A Y A v A . .o ¥
WNENUDLAED URNIEUTUAENEY (migratory arthritis) 98
SnELEinENINATRIRENINGT WM NIELIBaAIES)
v f: v ] 1% [~
Fansdomgjuasdoidn

rﬁﬂ’m WG ammqawumigmmaaé (theumatoid fac-

v R v U a{d AI 12 I 7

tor) Igefiedaray 60 FihefiflanmaBausn edodniay
NNVDLUUSNINGT (symmetrical polyarthritis) TaNAUA
WaesRETENaoLa ealiuMAasRanaaindhilse
fodnisuganaess theumatoid arthritis) 1 aehslsfionay
AnaAnshanEndnInlsevissnsie ludihy Wa agll
WuNINTaWEaT e dauaNIEgN (erosion) WiaANNAR
51 (deformity) waedio aehslsfimuinanussnehwy

2332,333

msfnnsauaasnszgniudalugihy Wa 16 waedd)

334

envnudihefiduis 2 lsnsamiiv

52111526 (Nervous system)
AnuAnUNfrasULssnywU [dsae Ry 22-5070%7 44

335,336 Y.

s lvsresfiamummannnasulyesezisn

s el . d .
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90430 UavINLANARALNGYRITEULLTEANYMANER BT
gt mmﬁ@ﬁﬂ@ﬂﬂaﬁwuﬁimwmﬁwuﬁaa‘ﬁq@ﬁa ANY
RAntnGaasssuutsvamaiutany laeasny mononeuritis
multiplex 81NN distal symmetrical polyneuropathy
M3§1333 nerve conduction velocity ¢ electromyogra-
phy svthelumeitastuenmumaioana N

ANNAALNAYRITLLULISE A MEIMNAIWLERE ANNRR
ﬁﬂaﬁﬁ‘sﬁmmvﬁu cranial neuropathy (58¢/a% 6.9), cere-
brovascular event (5a8a¢ 4% Way CNS vasculitis***!
atholsimaluamsiiuaieifneoissemsfisnfvoszuy
Uszemamnaafhiddisdnldn damnfinsenuifen
AUITIINIMIUTAITNANNRAUNFYRITTLLLT N NEL
e usmsusasTasaaAeLInGadm 11 Iwssagn vi3e
NATLRAEYRIM TSN

msaaifiadeienfisifiaigs CT scan vi0 MRI
PAIFNAIAENUANNAAUNG [evaneuuuigu infarction,
hemorrhage, mass lesion, diffuse meningeal enhance-
ment 38 periventricular white matter lesion M3§IIR
shlsdmdsifenfumnydoritaduuenlsaiulse
Gialge §1uMIeT9 angiogram a¢ldtsslemiraudheios
Tumsiasialsn Lﬁaamﬂw&n%ﬁmwmuslmﬁ@%uﬁma@
Honrmadn®™

SEUUNILAWAINS (Gastrointestinal system)
matsziugifimsnizasenuienfvesszuumadin
Zj ° v dl | ) ra A a
st idenn desmndmlney ldlamavidaianms
wanslidmiau enuRnUNGTINULReITY theviag Taade
a R 4 - doVy s
wasidanaan umaduavns safennunaiia lddnuas
Sl 2 anuRaUnffinurosuasiimanutssne

346,349,350 spo 284
= cholecystitis™, unex-

e powel perforation
plained ascites™’, non-healing perianal ulcer”™, recur-
rent pancreatitis™, pancreatic mass with extra hepatic
obstruction,® wag unexplained elevation of liver
enzyme®™ shafuaiensimuenaiaundlatan uddm
Slmﬂail,l,ammmﬁ NUENUANNHAUNFNNMTNTIEN
Wmﬁﬁmwﬁwﬂauﬂl infarction, necrosis, vasculitis, ey

22
granuloma™***

o v 6 . .
szuumm:ﬁnwuq (Genitourinary system)
whhemsRaUnfrasruLsLNaauTss e letiay
G a X Yy a , X
LI LN G GH%\IL@ LNy nﬂ FINUDITLUU Y 1% urethral
obstruction A1N extrinsic inflammatory mass™, hemor-

rhagic cystitis 91N necrotizing vasculitis 984 bladder

358-360 361,362

1% , Necrotizing urethritis ,

wall™’, prostatitis

364,365 362,366

orchitis®™®, epididymitis , k8¢ penile necrosis
ﬁ’ﬂa (Heart)
WLUANNAALNG209% [aINaIMIHEaIMTUEAI
an V& Y 286,287 !
pannldLsznSaay 6-127°% LemaanNMIeTIAFHNAL
A A o 6]7 \/Le/ A v 3% A ad
ANaRAUNGvas lalagenssaeay 30 anuraUnGwy

367-371

1 dl A d{ % L% (% L a 3
Uaefignae Laaﬂqwﬂaamﬂu WUE1RdIMIIAY
2% A 1a ¥ 1 27N
wihen vi3e liflemslee) weAld mamsahemeanalétu
\el pericardial rub ANMIATIATNME §IUN1E pericar-

369,372,373

dial tamponade TuianNutagann MINTIANN

werBinenvaadiariuiialawy necrotizing vasculitis Way

granuloma FsonanuiiuwnssnnmEs nsvanerh Ui le
a L ad  da . v Z .

emAeUNGDY Amenuliun mgndaiterilana

BoPINMIANLELTID VAR AEDRTIALII LA (coronary vas-

375,376 377,378 379-386
’

culitis)”* . ndnsier ladnien ¥, Fushlasniay
o o a A I .

wazmaduzasi lafadnfgsaraidsy supraventricular

arthythmia®”, ventricular arrhythmia™, ) complete

heart block™

2m1591 b (Constitutional symptoms)
IHduamsGausneaslanldiFoas 22 uasilafnms
omasafiasasnuiiaiivioay 50°° dalvgldazlaiys
uaehiflmmammdusindig udiflasniihe WG dnay
Yo AY o 1 (% 3: Z.J/ A{ U Al Yo @
#suennagidaiuationan daluyneSsigieflldsd
FafitasuuenlsruaraTamlsnfnizasineeiade
shminaanul@ ey fiheinsmeoaiihwinasldn

286

» Yo oA A4 ve o w,
nh3aEay 10 aaimiingiin™ evmaaus) iwu L lad
Jumnzsialaa Wy WeaNNRANAAY (night sweat),
{1aews (anorexia), WALARWNALNNALSI (malaise)

athslafimuemaense) wailsnnusmiuesAeUnGuas
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A u e
svuUBun et ldnamanudn

Nan§%esUfjiiin1g (Laboratory findings)
mmﬁ@ﬂﬂ@mmNamaaﬂﬁmmamqﬁam@ﬁ@miﬁwu
voelulsn wa Idur Windenamgeiu (leukocytosis),
Tafinans (anemia), Lﬂ%@lﬁ@@ﬁjﬂ (thrombocytosis), ke
ESR ¢4 A e zsialsa WG ms
m’mmaﬁaqﬂﬁﬁ@mﬁﬁﬁmm‘hLLaga"wmzqqﬁm%uBmiﬁ
fio ANCA Toeiamizathafls PR3-ANCA Zafinvuilagefis
Soway 90 TugthefiarlussertiBuaadtan ashlsfiony
emahnas ANCA axanaslugiihefifiu limited form uay
fihefioylusverai Aamfafiestonny 60 uas Soray

2243-46

40 NNAIOTL FmSuaNNEUNZ289 c-ANCA 38
PR3-ANCA lumvifiadi WG avetffilszannidoras 80-
100749253 gy lyuaganadnizeas ANCA lums
sy WG asflemsuanneilusaenens roi
ApM3wTIavm ANCA LLazmqummmﬁﬁwmiﬁﬂm Tom3
seimaimsutana ANCA laawemsnTiaceds IFA
ABANHRAWAIPANMINUNG %@ﬁaamﬁmﬁﬁﬁﬁigmmﬁﬂ
SIUNAAINNADIANITE stk o
ANCA a1 TFA § positive predictive value mMsAfiasy
lsrueuASLAY 45 WSt 14A3 ELISA a¢il positive pre-
dictive value gitwihudaras 83 uasii 2 Fasaiiu
positive predictive value %zjﬁmﬂu%aaas 88" yanan
finaanaas ANCA Alsimsnsadialsn wa oanlild foil
eRthy WG ﬁﬂmmiﬁnaﬂﬁ@”bi@mﬁamamﬁbiwu
ANCA ¢ts3oaas 40

masema ANCA ludihefiifatstastroannads
amaflsisti uasnaunsesadld detidlumadin
ANCA™ ldun

1. Glomerulonephritis I@HL%‘WW RPGN

2. Pulmonary hemorrhage I@HL%‘WWB pulmonary-
renal syndrome
Cutaneous vasculitis ﬁﬁ systemic symptoms
Multiple lung nodules

Chronic destructive disease of the upper airways

S T

Long-standing sinusitis or otitis

7. Subglottic tracheal stenosis

8. Mononeuritis multiplex or peripheral neuropathy

9. Retro-orbital mass

NNTEM 2 AUFFNHNANI9TI PR3-ANCA il
s Iuthefieylussavasunut & PR3-ANCA titer

XL s He @ d

99 anafimsmiFureslsnmuan®®® ugdoyaiifiodiui
andessnnmnzluihensedesosas 10-30 luwud
fimsmiZuredsaifietuan”™ mysnmdennanfauiiu
detfostumsnauifugludihessossaitnefistuans
PR3-ANCA titer il ovavh iRenaiesiardihesnnnd
wad Taqiudsfidaunsihn mndmafinauees PR3-
ANCA titer lwfthefinelluszeson Ashsyuasfioms
Yy 1 ) 2 1o G ¥ t% AY o d{ [
fihenhslndia dalisdudoslsinnenidamuiatiasiv
mandudlugaaslsa

WeN53neN (Pathology)
wensanmmaasduiafinululsn wa wladu 2

7,395

na’ ™ ngausnRe wenBammisumeriulsedsadaelums

an o a = Y
Ahasiulan wendanmnguidl 3 wuuléun

1. Parenchymal necrosis (tissue necrosis) haene

a (3 A 1 ¥
mamm@mﬂmﬂmﬁl@ LRE1ANL mononuclear cells,

) A A A X A "
pleomorphic cells, 1138 uﬂm‘vxlaLmiﬂagﬁlumamamam
0§ vy o Y A I3 .
wﬂwam&mmmmmm@mm (microabscess)

2. Vasculitis mIsnsuramasadaanyluvaacidon
WHNALANGILG small artery, arteriole, capillary, venule,
LAY velin EL%‘]_JN@W%QQWWUﬂﬁéIﬂLﬁ‘].l‘ﬂ@ﬂﬁﬁ@@lﬁ@@‘ﬂ%ﬂ@

5%
ﬂmd\l@@?&l

3. Granulomatous inflammation MIANEUNSONTY
M3LAA granuloma D1AWLALNMIOLE NaaaIdan (pe-

. . A L A oV ¥

rivascular reglon) mamﬂuwmma@ma@ﬂi@

| oA A a A X M .

muﬂqwam@awmﬁamwwwu”mﬂi@w,m‘lmwwm
ansnsonululsnduls endraeha interstitial fibrosis,
alveolar hemorrhage, endogenous lipoid pneumonia,
bronchoalveolitis obliterans with organizing pneumo-
nia, follicular bronchiolitis, bronchial chondritis, W8y

capillaritis

s el . d .
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aagnuazvlmﬁa (Nasal and paranasal tissues)
miatwiaanideyaynuaclmisiodsmsamonent
Snensinazldtuiiornadn swhlmlamaiiaswumensammn

396-398

faimndalsnasu 3 LUdtes™® anmsdnmms
m@a%uﬁau%nm%ﬁmmsliﬂ’m WG wuh wendunneiag
§1939WU vasculitis, necrosis, ) granulomatous inflam-
mation penlaRENMbTEANSDEIAY 30-50 YBTIENS
NNA LAYALATIANL vasculitis TINAL necrosis 3o vas-
culitis TINNL granulomatous inflammation Werszanol
%aslaz 20 zhuiamﬂﬁazmmwu necrosis, vasculitis, Lag
granulomatous inflammation ATLGNATIRESDLAY 3-
16 909M ISR AR (@nmﬁ' 5) Fovi Msdenaa
%uﬁamniwmawLLagLﬁlaqwﬂ sl dsumamifiasid
whldiulser snnnifagl@sumsitiesih “fulse war

Yanuaswaanad (Lung and bronchial tissues)
TENUMIANNDINAMTATIATHDIRIUDAWLN T
z dl v | v v A dl an % v
Bl ldanmadasmndasmaduan Slamafaifiaselaalé
oy 4 x & e o o 4 X X d
WNeNSREaY 7 WiasnnTuwian lanmunadn®*® guigwiian
Iganmadatwiiotan (open lung biopsy) a¢ ikamMS
Aadefigaiviouas 90 (M9 6) Daudhmsdondoadu
axwSanUNMadaTtaailamafiagitaselse dvae ue
Atllemuddny e lumiiadislsediadase
i uuafiEy selauuafiGy vEaimem Fesiaimy
Wammsuaasfiadaadeiulan WG vsemafiutladey
dasaulilsn WG ueas™ dnwossmanendinenvasondn
A Aa ! \ A v 30,399,400 2
FRANATLNUNNULDLDISPAY 35-45 Ao ca-
pillaritis wetf EnNRANzUlsadRammU R B ey

316

I‘a‘ﬂ

1o (Kidney)

SrvornsmanenFinenaeslali WG fuanshoan
‘].J@@LL@%IWNQ&&IWAWEJ focal segmental glomerulonephritis™
28027 314401402 5y idf{sp ANy fibrinoid necrosis L&Y
proliferative change TN @ﬂam WG ﬁﬂmmi@mm
ANz epithelial crescent LAY sclerotic lesion athals

@ LA - v A A
NENA vasculitis NWLNNMTATIATUHDULNLUDLADLNEN

Saeiay 3-15 wwdenmu granulomatous inflammation iy

403406

Wesaeag 34, RedheydensumsaTarmonenFinen
n{ o G % % g: A

gaslafdifhuasdosamasennesiiamsnaia electron

microscopy Y38 immunofluorescence T4ALNY immune

286,402,406,407

complex HaENYE0 LAY

2329589 (Other organs)
AnenusnnulsnnimusnEnsmenen e e Seny

* 4327,329,330

A Y 1 a
JoLURUN VL@LLﬂ NIV

335408-

| syUUsEaEmaEIUnaNg

4 guaznazuane @42 §219% dun’® dau

355

W™ maduomna ™, uasdihn™ Wasandaya
-V N AR aa o
weniidiioy Jetialifodunaspulumsifiadalsa
lowsgd mafuiunsifiaselsn Wa Sufhidasondems
aramanendinnvaseTengifimednisy fienmeylé
whliasatuilaresnssaynuazienaynman asmn
A o 2 A n‘l 3 | dl ¥ 1a ;’: |
fihldheuaziiananiesios uinadldoalin dudasn
qws X X 4 TR y
wshldadwionnla Wasaniildlennualinanms
an (% dld dd‘ v A Aa Aa 1a Aa
Wiadedn lunadiigihelilenafanduaslaussienadio
Unfvason uwshlivh open lung biopsy e W iekanTs
FaemmeneBinenigndtasuardisitselemilumetaeuen
lsennamymsfieetsenaliomaviionnsuansiinde

aasulsn WG Wemahiladudasialilan WG utasle

mmm‘m'i%ﬁaﬁsﬂsﬂ (Diagnostic criteria)

Tud) @61 1990 mﬁwmﬁmgm@a%wLwiaa%%gam%m
(American college of rheumatology, ACR) 1511%61‘%@
inaimytasislse WG laefqaajomneddnyfe ms
ﬂ"mu@mmgmmmmﬁﬁaﬁﬂﬁ@Lﬁaﬁmﬂﬂﬂumiﬁﬂm
30 i senoylUdhummenInanin MmanTIaTesea
e MInTRMWBNUNIRMS LaymeasIaawe 5ne
othaae 1 40 fiheasgmitiadiuiiulan Wa Feladladh
nawaehation 2 T 4 48 (mmef 7) inasidenamsiens
TuazenasumzlumAitiasielsagedouas 88 uay 92 aa
ét oeholsfmaslefmsoninasitathaubuefammuh
lidpsfimanmammensinenfisnanseitiasielse wa 1¢f
Gt} miﬁﬁw;ﬂﬂﬁ% Gontuassan fuaviallasmsny

microscopic hematuria M%amiﬁLLNaELu‘JJWﬂi"JQ\Iﬁ‘LIm’mWU
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aefl 5 uaasnensanmaasiwdonniayaynualialn wa

Pathologic finding(s)

Frequency (%)

Individual findings

Vasculitis (V)

Necrosis (N)

Granulomatous inflammation (G)
Combined findings

V+N

V+G

V+N+G

26-48
33-53
42-53

23-30
17-21
3-16

MINA 6 LEamENSEMWaasTinanlan iy WG

Pathologic finding(s)

Frequency (%)

Open lung biopsies (n=82)
Vasculitis and necrosis

Granulomas and necrosis

Granulomas and vasculitis  necrosis

Transbronchial biopsies (n=59)
Vasculitis

Granulomas and vasculitis

89
90
91

A5 7 LLammmﬁmﬁﬁaﬁﬁimm ACR criteria 1990 for the classification of WG

¢
N8N

AANAANN

Nasal or oral inflammation

Abnormal chest radiograph

Urinary sediment

Granulomatous inflammation on biopsy

Development of painful or painless oral ulcers; or purulent or bloody nasal

discharge

Presence of nodules fixed infiltrates or cavities

Microhematuria ( > 5 RBCs per high power field) or red cell casts

Granulomatous inflammation within the wall of an artery or in the petivascular

or extravascular area (artery or arteriole)

s el . d .
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Tns9omet (cavity) anmnssatan Wudh azidiulan
mmsﬁﬁfﬁmwmawmmagﬂimﬂ vl lalsnansnifiasiouen
Tsn WG senainlsndu Aflemsusnsedrenaanidan
s (vasculitis mimicker) visalsaviaandansniaLeia
ﬁlm Toenawnzochaiidlsn MPA nosiiaelsidisiies$hs
MIARHN

msUssgait Chapel Hill T o.¢1. 1992° Iéwenenaiia
slﬁ@haiﬁmmwmaﬂiwaa@Lﬁa@wﬁmﬂmmuﬂimﬁ (pri-
mary systemic vasculitis) ‘%dm\l(ﬂ 10 ls dmSuddia
aaaas WG l&uudinedanmansssuumadumela,
yaoaidan, uacla asdinmslienitnanaras MPA
e ulhienlessdensnmlasgad Chapel Hil fo
mslimainenawadlse uaRsigRaanhsnlFiunomilu
mitadelsn dinsnnldlmataenanasudaslsaiiag
LLag%@LamI@zlmﬁmmmaamaamﬁa@ﬁﬁ@miﬁmﬁu, ma
§139AWU granulomatous inflammation AMNMIFFIANN
WeNBIENDITIULIMAAMEA, MIFTIANY eosinophilia,
eE MIFTIANL immunoglobulin ﬁwﬁmaamﬁa@mﬂmﬁ
TN ANt A (immunohistochemistry)
aehalsfiensainmsfnaas Sorensen®” WU Chapel Hil
nomendlature ‘ilsisnsnseAfiadiusnlsnsznie WG uay
MPA pananfulsaensfaaraslsiauannimsitiady
Ts0 WG uay MPA Fvsnlvsl (mmﬁ 8) Glaxnl @61, 2002
Lane Warnnie™ lévhmsdnmwinamiues Sorensen 3nass
uaelfisvauns U Asunanitogarhenniisiiasdag
\’Lé\iﬂ eosinophilia ELﬁL‘]GJ%ﬁ eosinophils \17691/LL@1'\LSJL5% 1,500
wad/lulasdng

msenligas 10 Pirhusmut ANCA Ndweheny
aehsann wmensidialen WG Asiemamenenslumsly
ANCA dhansafugmmiislunasinsifadlse udan

MIFNNEUNUNEY WG %fla limited form $1143ud9
wikilusnsema sy c-ANCA46 Wnaldinasinmsifiade
Tsa wa goldssmansama ANCA Vel
T uoehaunsnans

13511 (Treatment)

419 &

AVNEIANTBIM TSN WG & 2 Usems dsems
WINAB mimuQgﬁﬁﬂLﬁ'aa@wmimzmmmzmm@mmmm
Tsefiatensene) Ysemafisesiio maamemafinaviasom
nadeAianfennilsaeateisanuadiafewsns
S issesduaysraLem

419

masnmualdifi 2 sz svpzusnddumsnml
seevrisuedniWlsnaeu (induction of remission)
seersaandunmugulilsnasathssiaiios (mainte-
nance of remission) M33nw lusvazusn fndosldenln
phagauazinathafasnn dulusemmdoasldenlumne
uavdinathadesionas athalston fiae wa bilss
omapaismnme Ssledemamenenalumssumnenaigy
ussvaslsneonidungue wioduumelumssnm ms
’«51Lmﬂmjaﬂiﬂmmmwm;mmﬁﬁyﬂ%mﬂﬁq@ﬁa QAFIGIN
nawlaeiiu 2 nga Goutau mild (imited form) uag
severe form (generalized form) ﬂﬁ%ﬁnmﬂmjﬂi@mm
BT R sehiumafn Adbagia maud
ﬂfcjé\liiﬂl,‘ﬂ% 4 mjm‘m"m Ieun generalized with severe
renal involvement, generalized, early systemic, Wag
loco-regional (M7W 9) M3l NaaLsiazNgH
lsalumséinmene Adeflanauaneiaiy ufitloaen
Shothamsliesinersaamautmngsiifgfionlfiu
Ngw limited form Mianeis WG ﬁﬁa‘laiﬁﬁa@ﬂmmiawﬁwﬁ
Yo iensReTIn A §aunaN severe form fazmangils

9199 8 LLﬁNLﬂmW‘lmﬁﬁ’ﬂﬁ&JI‘m Wegener’s granulomatosis %@Qﬂﬁ%ﬁ%ﬂ@ﬂ Sorensen LRLALY

(i) Biopsy or a surrogate parameter for granulomatous inflammation in the respiratory system

(ii) Biopsy verified necrotizing vasculitis in small to medium-sized vessels or biopsy surrogate parameter for

glomerulonephritis or positive PR3-ANCA (ANCA with specificity for proteinase-3)

(iii)  Lack of eosinophilia in the blood and biopsy samples
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il 9 uERINTSINANALhEmNANgssadla

Clinical Renal Serum creatinine Standard induction treatment
subgroup involvement (umol/l)
Localized No < 120 Trimethoprim/sulfamethoxazole
Early systemic Yes or no < 120 Cyclophosphamide or methotrexate plus prednisolone
Generalized Yes < 500 Cyclophosphamide plus prednisolone
Severe renal Yes > 500 Cyclophosphamide plus prednisolone plus plasma exchange or

pulse methylprednisolone

! ;:ll A < [ I Aa A
ﬂfj&ﬁ’lg\lﬂ’)']N?%Llﬁﬂ‘ﬂBGI‘S@NWNQ%L‘]J%@%@]T]H@]aﬁﬁ@]%iaﬁﬁ

MDD TNYAATIDITINE

ﬂ’]'i‘ffﬂ‘ii‘ﬂ'm‘iﬂaw (Induction of remission)
meSnnlusseswniduiediiasan wa dulsed
fomuguuasnnluszeGuuan madefiavianmamm
L L% Aa Yo £ ;dl 1
mmqjmmmm@1%‘55auﬁﬂmﬂ»tmumﬁﬂmﬂmmmzﬂm
[ A Aa vy d\l NL Yo o R Y
e Invasteh blasumsinmgenssesas 90
Tusvee 2 Tusnaadlsa™ emdnfifiosdlumssnmlussey
Sausnd 3 7iiede corticosteroid, cyclophosphamide,

LY methotrexate

Corticosteroid (CS)

CS fiuenmdnildsnm WG s mssnmene CS
WNedriden usveusnwuh vhlsd TN AREYINT0E
986 (mean survival time) WIUIUAN 5 tRatl 12
A = | | "1 oy A o A ‘I
Wan™ marinmaasnnu bpthenfimsmidiulsngus
ma¥nndne CS iasunen laimansnngagise s

! U ;dl o a ] £ v
andlan mu@mwﬂﬁmLuui‘sﬂ”b@w,m mMI3NE CS

v
423424 ¥ oo%

desiudentainansndni mlsadhgavavaon @2 daky
Aelluailisnmn wa leemsld cs ilesiiden
Tutlaqtiudialsifimefinnunugauasiingueugn (ran-
domized controlled trial, RCT) 5@meﬂﬂmwm§wﬂu
maldien Cs fiemninunahls os mnafieushiiy m
soilalan 1 ﬁaﬁn%fmiaﬁmﬁnéhﬁﬂw 1 Alangusiat lu
FADULINUDIM TN USRI RIMITULIBNTASS

#1906 9 methylprednisolone A 1 N¥NeTUAAEN

naandanmiustaznm 3 T udame CS Bnaiiey
whiumsailalan 1 fadnsudashmsing 1 Alanude
T FmTUMIaamnae CS ﬁé’qvl,aiﬁt,lmmawmgm gl
%Lwiﬁlﬁamm@mLﬁamuqﬂsﬂvlé’ﬁ SUNMTREINALN
CS 1l Y3 (alternate date) Refslsifdayataiamgu

[

nk

Cyclophosphamide (CYC)

T lden €S 3ty CYC Tumssmn WG s
TueSousnlugasd .6, 1980 nnsdnswes Fauc uay
Aoy Fefinsnomald CYC aflasudssmunn sy
cs Toeftsveznmiadelumsfiossmanssnum 8 1 w
Ml 2 ﬁﬁ@ﬂi‘iwﬁmzﬁaﬂﬁﬂs@L%wéssazmuaEm

6 .. Y AR v Ao
AN1J30h (complete remission) Vl,@qqmia LR 75 LnEiam

20257425 e WL

An v = A
MITATINTELAL 80 MIFNENAL
danmysentiaeysnigsosay 85-90 Mafnwma ANy
Nihudhgsrevastauas 77 Tutsnm 3 Wowsnaas

(% | a v [ a
ms¥nwuae dihedndouas 16 asdhgszasaaludn 3
WWaudiean achslafimamnmafinmnaasaniiugeammiss

Y2 Lagmating

9§ (national institutes of health, NIH
Usemnenenssin® wummsld CYC sfiasutssmumuszey
NAMNUALAANAT ALY MITALTD, NTLNE
Tlaamedniay, Nuswasnsumnglasnig, waymaiiimsi
=3 A = XK I Aa A A

ldfemanenenslumsfnsiomsls cYe wiiedadan
avesaRendienfumald CYC sliasuLsmmmniu Gy
1 v =Y A = gj a v A %

Tl CYC waaafauasasnsinainafamneiioy

'~ 429432

AN yainamainmn luwdasmsimilsadhgsazay

s el . d .
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182 wodfos usIAonEWIY uae Wand Senouud

warmanauuE maRINIana SalanuueneIastay
MIENE HBYNMIFANHULY meta-analysis WLENTI 2
gﬂLmuﬂﬂizﬁw’ﬁmwﬁmmﬁmlﬂﬁiﬂm‘uvl,aiLmﬂ@haﬁu‘m
el CYC wiedaianacnsmstinainafesnaninasiumg
2 £ [~ 9: 1 a v (v

Tsmasmanduildwnnng CYc FARSULTEMWN U M3
2 A A o\ Ay o A AR
ﬂﬂmwmmmaﬂumaﬁ?ﬁﬂmmu WasNUsennINen
Aenuuaneauuas sl wutian msfnmNSan
“daily oral or pulsed cyclophosphamide as therapy for
ANCA-associated systemic vasculitis (CYCLOPS)* &4
nRauifeumsldentis 2 sUiuulndasaSassnsatlngan
Ajl/ Uy KR Y A v = v zjl
um’eaxﬁlmaasaménamamaLamaamﬂwmm 2 WLLLRZAA

T mmmalumssnmlen WG Idaehsfamnisn

Methotrexate (MTX)
2 2 > o S o A
maneniiemsld MTX lumsinm Wa siudieillaiann
nnmeamdlnaasdumsld MTX Taafven cs Tu
Athengs limited form™* Fowud Walk MTX samiy
cs lunnags szssnsavhihe limited WG Whgsvay
asulitisdoeny 7074 udthlsk MTX samifuen € luawne
i anh ity limited WG whgszeaouldifiesdosns
357 anamigied 5y MTX asitemmnauddmog
lsge us bidnmsfnmuBeufiey MTX fu CYC 1 enla
aliNamsSnmAdn madne “non-renal vasculitis al-
ternative treatment with methotrexate (NORAM)" % &4
Whuufeumsld MTX saaify CS way CYC 92 CS
Tunguithe Wa Alifiensieundvaslanadefinday
< -
iSaaystldan Hud

Plasma exchange

9N plasma exchange 1%B§ﬂﬁm WG dnagyyiany
malden ¢S way CYC imsinmnannlaisnngslddnm
1J3¢A5mWaa4 plasma exchange aulyinjuansvidind
mMT enieIaeaLRenTuMs Menanfiunavi plasma

exchange S5¥ANSMMBIMISNIN IuANeIiue*

gl
WodnmlunsasBusndumunildihe Wa swam 3 nau
aglduselymiainmar plasma exchange™ ﬂq'mﬁﬂw

il Aefduaufivafaia anti-GBM 33868,

fhefimehoedummuayidudanh dialysis, uay
ﬁﬂwﬁﬁ pulmonary hemorrhage mﬁiﬁﬂmdﬁqwﬁﬁﬁﬂﬁﬁ
mﬁam’wﬁaaﬁLﬁaﬁﬂmﬁmwﬁw%mmm methylpred-
nisolone WgUny plasma exchange Glumﬁﬂ‘]zﬂ Q’ﬂ’s H‘*?ﬂ,@]
MIALNNTDY (methylprednisolone or plasma exchange
for severe renal vasculitis, MEPEX)” ma@inmaviasa
Sl i

il'aLmzﬁ'lé'm%'nmi%'miﬂsﬂ‘lﬁ’vil"lé‘izﬂzmu
(Recommendation for induction of remission)

lowsgyl mesnnluseezisnuas WG fiadnii ilsauh

govazaoy onautialéifin 4 ngumaeampssadlsa

Y

445

Fausnslummad 9
naju generalized disease édﬁ severe renal involvement
ELumjmﬁfammﬁaéﬂmﬁﬂ%ma (serum creatinine >
500 }.lmol/l), pulmonary hemorrhage, ANNNALUNGUDY
FUULSYEmMEUNaN Lagviaadl bowel perforation/infarc-
tion MISNWUUTh W 1% CYC afiasutlssmuamna 2-3
fadnsusianlanusiaTu anrumaaiilalan 1 Jadn3ueie
Alansuso i uithdiheflanmspussnnaugnassiatia
(life threatening) amalf Cs ﬁlugﬂma@ methylprednisolone
1 nSueiau una 3 Ju vi3avh plasma exchange
naq'u generalized disease
mﬁﬂm@ﬂ’;mﬁﬁ%@i@i@%uﬁ&ﬁﬂ anwmsh g cye
wiaFutsemueine 2 Sadnsusaflaniusiaiu Tanmy
weiilslan 1 SadnSudanlanudaiu wiasaulae
CYC fhafindaiauaraioning 05-1 nSusames
yasiuiirneme uithlilsenauauassamasnniions
e cYC Shafiadunlsens
n&ju early systemic disease
fhelunguifasdadlaifiomaquussiionasdin (ife
threatening) uasmavnaad ke indldeeng mesnmag
wzhlgenmaeiilalan 1 fadnsusailansusiain Taui
CYC sfla¥utsvmuane 152 Raan3usailandusiaiu
¥aD MTX alesursevmumnaiadu 0.3 faansusenlaniu
Hamiazas unsrons) Msmwnneaseas 2.5 NadnJamn
ﬁﬂmﬁmﬂizﬁﬂé’sﬂm@m@q@ 20-25 fiahn3usiafilansuse
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&onsh wanamiles i folic acid 1-2 Sadn3usiats vée
folinic acid 2.5-5 AaAnSusadamt eannaihadesag
MTX
naq'u localized disease
B;Tﬂ’;Hﬂ’q'Nﬁﬂgﬂaﬁﬂﬂiﬁﬂadiﬁﬂ\lé\i?%l,l,ﬁﬂ dlasaniinens
snwissmainelagnanuhin mesnmaums
ennanAduiuaaiunafusnnniingd Sounzi e
trimethoprim/sulfamethoxazole (T/S) ¥W@ 960 NaanTN
Sz 2 ase e ahglafioaiiagiudoliifayanmting
F¥us09ma
mstlasnu pneumocystis carinii pneumonia (PCP)
pCp furnsdndardlsiios s Wa usisammsne

448

¢ Ingnuatiunifnmaems i T/S 2w 160

g
A a v e Sug LA A A a Yo
HNANIN 3 ASY/ALMYA™ NUTRLRZEVIDMN LA INANM
(cost-effectiveness) Tumstlasriv PCP 29e3 W T/Sn
fihe WG AldSuennagueaiimnae
ms%’nmLﬁamnqa«‘lﬂsﬂmuadwdaLﬁae (Maintenance
of remission)

A{ 29 % [ 1 1 % 1 1 ) %

Lmavlmumﬁm:nmﬂmf;ﬁm@umﬂmﬂmpﬂmmamw
drrazauaatlsnmely 3-6 1oL NsannAamie
wWasafieraseniananiaesainafesrasendiudad i

Twnsfetumnenasenilifdasmanmaueulanlfay
Tuseeeasuldnaaam
taqihudslsifanasgmsnnatidiimsanaa CS uae
cve dasandslsisimsfnmuuy RCT snsesdy Fmsan
A CS Ienanluthduthuds dwsu cye Traaama
enenamsAnEYas NIH? delaimshliammnnemasan
fihefidhgmessuathsssnysnl (complete remission) lag
I#anmneas 25 JaANSH YN 2-3 1iew uananen CS
Lae CYC udh Tusseiitieflendrmaneasfiafisinmsdnmas
Uszansnmlumsaaugulsa liasedluszezaoy 1w aza-
thioprine, MTX, &g T/S
Azathioprine (AZA)

L:ﬁ{al,%’m ‘ﬁ 19 European vasculitis study group
(EUVAS) lévhmafinenuon RCT Twiihaldsumesnena
drstraiuds WenBuufeisdrBmwasne AZA
uay CYC Tumsmuaumsrmidueaslse (cyclophospha-

mide or azathioprine as a remission therapy for vascu-
litis, CYCAZAREM)*’ %é’amﬁ@mwgﬂw 18 LHan WU
’jw@ﬂw‘%a 2 ﬂ@iﬁ\lﬂé’@mmiﬂﬁmﬂu% (relapse rate) lauan
ghariu (Ae3aeay 15.5 1uﬂa:mﬁ\lé’%u AZA wazsoras 13.7
Tunguitlésu cYe) wenamiusadhadesfifingu i
armuanshatiu Jesqlih AZA Fumadonuiislums
muasmMsmiuTadlsa nasanlsadhgssavaseig CS
ey CYC
Methotrexate (MTX)

falaifinafinunian RCT dwisy MTX dwSunsenues
3alusvevasy SesmsfnuL open-label trial 1N
NIH 7lfen MTX awn 25 SadnSusafulond wi
CYC wisanlsadhgszarasy wuhitheesas 84
sunsnasadluszavaouldnanamsinmlnesisvezaanluns
@@mmrﬁﬂmaﬁ'm 16 (ian MersRGmE AT
Srnaifins wuhiiheSerss 52 Smanduiusmadaaus

451

Tabpias®™ aehlafnamslst M lugihediimahoues
»L@‘]_Iﬂwiaﬂ (serum creatinine > 177 Jmol/l e 2 mg/dL)
ﬁmmﬁ'aﬂuﬂmﬁ@wa%’mﬁmmﬂm@a Jemnsaualons ol
mslludihe Wa fenafimaiouzadleundas
Trimethoprim/sulfamethoxazole (T/S)
NMIfnmAsaseifesnmaAe relapse WU
ﬁaﬁmﬁmﬁ‘éﬁmﬂﬁwﬁaﬁa TN Staphylococ-
cus aureus Iulwssagnzesfihe™ vhimfedodufinguwh
mdedarebiiamavaslelalen i TNF Seelunsdu
fnlesWali express PR3 Armaamadannin vilAams
miduvaslsnmann 3aldfimefineetio RCT Tudihe 81
Twilang efluszazaon loeli T/S avnm 960 fafinsuiuay
2 a5 s 24 Wow Weuffuemaen wuhdamms
miulundguild /s fifesiansy 18 Tuansinugeds
Joag 60 Glumjmﬁvlﬁmwaaﬂ SammarhEuicimuay
eLuﬂaq'w’jwm%amwﬁizummaumael,ad’muuwhﬂiu u
ﬂfjmﬁﬁmﬁﬁﬁmaﬂm wazdandnnimsmisulsiuan
s Fafimaunssihurssh W T/s Wemsenugams
miulsammnelunsdilsn liguuss Tafueeimafinge
PassrUUmMaGume lasuus LLaz%aéwﬁmﬁavl,@\imﬂ%mﬁ

Wesrhiadenlumasnmlan Wa lussaziisy

s el . d .
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[ o % d' 1 1 d‘
YDUULUINITINI Lwamuqu‘lﬂﬁsﬂawammaw,aa
(Recommendation for maintenance of remission)
maenuaulan log lusvazasulasld AZA viie MTX
L n{ a (% 1 (% a [ R 2 n{ &
Saflufinnifestiusnnmendnlaazin i me@mmﬁbﬁm
vissnstiayiofallomanduifhuinvaclsngs uafiddities
nmslE cYC Wesaniinadhafesiieand dwlngjd
L?‘ﬁmémmzl,wﬁﬂwaq@ cYC wé’aaﬁsﬂmgﬁzam@umu
3-6 LHand19 LLéﬁﬂmuqﬂﬁ@@iaé’w MTX #30 AZA
Fouuzhlumadanld AZA w3 MTX lums
muqmﬁﬁwﬁmaﬂi@ Ao
& AI Y o % 1 (9 v % a
1. iENduSNNeng MTX Ty CS udnldnad ans
14 MTX dialt) awaenfiunginfe MTX sfin3utlasmis
PAENGU 0.3 Tadnsusianlansy datiacas uasener)
NUNAENA3IRE 2.5 ﬁaﬁﬂ%mnﬂﬁﬁmﬁauﬂigﬁﬂﬁﬂum@
ENGIRA 20-25 SaansusanlanSueadmsi muﬁ\lﬂﬁumi
19 folic acid 1-2 fadnSueiodu w3a folinic acid 2.5-5
fadnsusaduenm aannatafesng MTX
2. TuﬂﬁaiﬁiimwmLLaza’jmiﬁmmaa‘lmﬁ@‘ﬂﬂ@ 15
FAnson it AZA Tuawe 2 fadnsuea Alansueiatn
a v v & ] a 1 L2 n{d{
3. Masondemnslums enusazatio s KienaN
§913N e ddugaudniay wIsned MTX-induced
pneumonitis ﬁi&imﬂ% MTX
1% v ] [(KY2 A =3 1
sraznm wmyenag i nseis lsifinma e
o lneoa iensiadiasdn 12-24 Waumdsanaesss ms
Fnndavemnaiuma v AZA Tudsessws 2 T e
Weuny 4 (randomized trial of prolonged remission
maintenance therapy in systemic vasculitis, RE-
MAIN)? fdsneluszwihemsdinen dwsu ¢s Adslailineg
fnuifianamyaenvize Wensafiasluanese usan
msfnmagaumzsh ien CS awn 75 Aaansudaiu 1
WU AZA v MTXY
NATIAENTIEN A2 s I AZA viSe MTX finutioe
Tuseezusne) 2asmsldendia namavhau maa‘[&umz@m
A e A ey A Ve
(bone marrow suppression) Gﬁammﬂslu@mwma‘lmu
CYC shriawditAensnld AZA vz MTX dasan s
wsndinfms i cYe Tuawase Taldiu AZA %o
MTX™ dwisy T/S Fefiulslemilumamueulanlugihe

Fimeslsrmmeszuumaivne g wasi”ml,ﬁmﬁ@u
Lﬁwmmﬁéﬁaﬁa Steven-Johnson syndrome, intersti-
tial nephritis, MzinAausluasFungsludan (hyper-
kelemia), WaznaMYOLRslINTEON™
mefasauasmesnnmendudiudhaaslsa (Recognition
and treatment of relapse)

mndudhusmedandinSenay 20-46 udtheildsy
CS uay CYC™** %ﬂdfaﬂmjamﬁwmﬂu 1 Indsan
wegpen Taseidemnsmnaduiius lun masnnilasy
CS Wesuien, mesemanenasdaiull, mafnds uay
s assEiy ANCA athslsfmummsiienadlung
@%@maaéﬂw WG anaifistuann amvmsinge vians
ﬁmuﬂnaﬂ@]ﬁLm'aamﬂmmeﬁu 1%% IgA nephropathy,
intraglomerular hypertension, ) glomerular ischemia
Fudn Fomnanlimssnm Seufudacsuiulieh
P mRemsuEniaasiannmsnduuiaadlse
viza sl

anmsdnsluefionuh mawasuulamesssiy o
ANCA fnseeedadlufumasmifinsaslsafiddaesas

454,457

A o A 1 < [ A
nIBTeHeM lﬁll‘?.laﬂ%@ 3] m\‘i\lﬁ?ﬂ(ﬁﬂ ﬂmwmaamiﬂﬂm

s Rgszsnmdaray 22-30 Afsvdues c-

94,458,469

ANCA getuusindubsifinsmisuaaslse’ uananik
NAMIAITIA ANCA £5auiudsmsensia nanfamsasa
#efib ELISA azlemalhidomsriduredlaegs Gosay 71)
NAINMINTIANILAT TFA (Sevay 57)°° datiuseen

ANCA figainlsnazasradeitlaludiheflsaotluszes

=3 M v Yoy % = o A

ssRelalldmsneenanifithemrmeasdiassimarmizuraslse
ol ueheiudadon lalkthsylsmemisuradsaiion

asAeaullsi

Fauusshlumsinmmsnduifiudrzaslsn (Recommen-
dation for treatment of relapse)
msSnwagivagfunmaguusmadtsafumdn wnlsa
TipuseaisaSudismnemas CS, MTX 30 AZA usi
¥ 0 Yo ! a [ ! (% o 4
flsequusen nmdmdeniulugrsmstnh [lses
dll 1% % (% 1 |
HalsnaeuaudfimsSnmunueuewlilsesssioly ud
v 490 s
oadaafisyavnaflfennuaanidinnn 2 3
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mi%'nmn'mvlm‘lsu,%a%'a (Management in chronic renal
failure)

wihms$nwm Wa Tuttaqiiuaziamn lusnn wefing
L7 o IR dld o K gi v
Aihesmanlifaefidamshaumaslamasauiicudas
wonla wiargnmele amnmsfnwmuidesas 20 ve9
filhe ANCA-associated vasculitis fasmsmswen]amie

459

dgnnele™ masnifiulsauasmasnlaaludihamaild
amamenshenngiheiildagihedsagldna el
Maintenance dialysis

B;\T‘]J"JH Emiﬁmﬁu@iaﬁmmmawﬁu systemic lupus
erythematosus 'ﬁlL%ﬁjmfazvlmwaéa%&ﬁmzﬁmiﬁwL%maa

460

150 (disease activity) Aana3 Lmﬁlwzﬂfm ANCA-associ-
ated vasculitis PEUWLANERmsnduE wadsatssnns

0,103 eostarfihetatl= = Glsiumnehongihefifims
smuaslenng Sammendududwesdihefldsummman
nonaflenauansnaiuhlsusiaznsinm Bedidhaan
malfennegfdamafuanenatiu dndamavh dialysis e

#0909 dialyser membrane T lSnasamanELITvEh

459,461

RN wonvINdEemMadsTieeasihy WG aila
NeEeSERsgIN NG WG Aaillome dumitadhumaan
myitaslseffenaamnzdlanamasiiaanms
o A 1 Y A 1% [ £
MiGuradan uiuRsaudiunnmmsndaurasmante
\T% bacterial peritonitis s Radu bowel vascu-
litis 9138 pulmonary edema stadeRan pulmonary
hemorrhage L‘ﬂuéfu

v & £ o Uy Agl/ v R o

PG NAIIGTH mﬁﬂwﬂu@m olomaiFaseaeting
% % Aa Yy £ ] [~ dl V@
@mﬂwmﬂ@gmmu@mammm@ﬂmﬂmwmamu LAY
ATVANAENEN CYC Emeaﬁﬁﬂﬁﬁmwﬂaavlmﬁ@ﬁﬂaag

v d{ ° YA v a v c{ ° A

wd Slasnaslrfenanadesldhe enfuuailildde
AZA
Renal transplantation

anmsinmihe Wa Adhgnazlameatesousyles
magneele wdarmsastiauasiammsatsantes

463,464

graft a¢/lwnowia ™ Fanmandudusvassoslsony
A 1% dll a [ &y dl M Yo

Wesdaray 17 Wafieuiufouas 30-45 Turdthedlallosy
matgnanele Swoumenduidusimuiiies 002 afusie

Aihadel™ FaflaurhiuSouas 20 sasdmmmanduiu

st lughefldsumaventa amafifudutimagh
fhefldsumatgnenaledfudaddsuennegfduiuld
aanifin soiilugie WG Allrmedesdansbinles
vgnene lathlifidara devhadausnazliuaneheainms
dgnehallalaenalufa mafinde uasmsds dmidaradn
$ofidelan WG fithrnuay sofumasnnduhe il
Aowdunmethalos 6 WerdsRamantgnae lasialy
mssnulsn luszuumaduinglagauus (Management
of upper airway involvement)
magerasmadwneladhusmeuitaii e
53q wensammiiddude subglottic stenosis Fawuld

320 o 1% A
mMITINNN-NMING

aannidasay 23 1esfiheronan
CS TAUMIY endoscopic dilatation LTLRABHTINT
%ﬂ‘i&ﬁ’;&lmimﬁm\lﬁ ugienie subglottic stenosis EL‘LW’JS
ANAUMIN tracheostomy Lﬂ%ﬁ@'«iuﬂmmﬁumuﬁqmﬁa
fredinfihe dmiumsiivaeslnssaynvdomsiiaglaag
ﬂiz@ﬂa'auﬁmagﬂ%qﬁaELﬁLﬁ@mmﬁ@ﬁmﬁamwﬂﬁmmm
Aisnanansnmn leshemsréia (reconstructive surgery)™®
¥ IMaiianaus (Alternative agents)

wanflsnnmsnsndaeeninaranoan Taqtiuele
3’3mmmmﬁ@%amLmLLazmslmigmlmﬂ%%ﬂm WG Lﬁaga
sl LAY UAgAe MR AR RIS Ll
msenenaualsndumsfnmuuy open-label falaiims
fnsuu RCT iasnenfimenumsuagdmagitharou
avipe mﬁm:nmdwﬁﬁaﬁﬂ&iﬁaLﬂummgmﬁlumﬁﬂm
T uasilvunsdase idoyamadnmiiannn il
Mycophenolate mofetil (MMF)

MMF Lﬂumﬁaaﬂqw%ﬁué’a inosine monophosphate
dehydrogenase enzyme mM3Fin open-label pilot study
famalfen MMF Tudthefiorflussasiisusedsauaglsl
sansanusonadnafiesane CYC® wuhldnafde
sanndmibidie 13 Temmioae 17 Tedhduasa
gaslanld vananitmatnndihefiedluscesamiie
mugNmMIMiSUYaslsnsmiums i cs wneh fnuh

. 468

v = 1 = =K dl = = a a
\onatidwmfniu® mafnwiiawSuudiaulssdnsnn
209 MMF U AZA lumstlasiumsmiGuaedse (inter-

national mycophenolate mofetil protocol to reduce

s el . d .
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outbreaks of vasculitis, IMPROVE)™ ﬁ?él\‘iag'slmzwm
MIANEN
Cyclosporine

medinn 2 athfidnuniassavsnmens cyclosporine
Tumatlosfumamisuaaslsanunldnad ™" uadmmu
éﬂamﬁﬁﬂmﬁﬁammﬂ (7 TeaE 5 T18) uanawnﬁ%agaawm
Ahalemefldsummgneelsiesasl¥ cyclosporine o)
udwhbisnsnsatlasiunsmizuaslsals luilagiuds
gl 1% cyclosporine lumasnmn wa*
15-Deoxyspergualin (DSG)

DSG uenagfidaiuiifialdlumalgnenelala
welsenetdn madnsdemsdenilludihefieyu

wunde ey

Y

472

sspemiSuralsntshasia CYC
% U ZJ/ Uy a
svpvaeule 6 Memngihevionun 20 e Jihedn 8 Te
WhgnmasLeE I (partial remission) Usenfivh iAenE
v A dew o a o a P
hafesiidFufadatoninieh soniiemfnizesths
LTI
Intravenous immunoglobulin (IVIG)
manesmmeatiufenmtemsld VG lufihe sys-
temic vasculitis WAAMIANHUUL RCT wesmsanm

473

G gelddnlugihe Wa Mlsepuaualinaumios
damssnmeney CS uay CYC lagld TVIG awia 400
fnansusatimiing 1 Alansusiefudunamom 5 fu
wAsufeniuemaen wurhithedldsy IVIG Sousy 82
f Birmingham vasculitis activity score (BVAS) @“iwm'w
AhedldFunmaen uiilafiomamasnmum 3 au
wuisaanga afienauanehat uasdmusnings
Aheflesy VIG Srathadssfiddyie mavhomadls
Wwelaa 4 e LLazLﬁaﬁmmmémau (aseptic meningitis)
191
Leflunomide

Leflunomide Whenfioangrasiudaionlssd dinydro-
orotate dehydrogenase s’fmLﬂmauvlfﬁﬁﬁﬁwﬁmﬂmﬁa%m
pyrimidine fimsnmiemslfeillugian 12 efioglu
Fasmnuellsas Sofamamssnsnunwads 15 Wou
wohéihedeeseg luszesso 11 lu 12 9™

Chlorambucil

475477

msdnnms Senmaitbudihe WG Swowtesan
ahuﬁlw,y'azﬁléﬂuﬂsﬂﬁiaimmiﬂ%mﬁLﬂum@ﬁﬁm% i
an#lallnavBaiionainadiedin s dehlinssaiu
UssAvEmmansewhldenn nvieenfifinaihafesisndmde
nemavhemaaslansegnuazaiasinitanni mewmgna
sonenasenmanitlsifuinesly
Tumor necrotic factor-directed therapy

Etanercept 14 soluble recombinant TNF-alpha re-
ceptor M3an 1SEELUINULY open-label WiafnmAs
Anaandavasen etanercept MMTSnmlan loeliny

478

alufumssnunusnaspuligihefiflsaguise™ wuh
Aonadadsston ldEumafinmuuy ROT lusses
siaan o aszAvEmmassenitlugithy WG s
180 918 (Wegener's granulomatosis etanercept trial,
WGET)"* mmﬁﬁaaﬁmwdmdnﬁumi

Infliximab 4 chimeric anti-TNF-alpha antibody a
e Wenitludihedlsavaondensniauiinedoms
$nen 10 T8 30 7 T 10 Tesiwfudihe WG wuhdihe
9 10 Meflamasan® Meawinatimuimslfeilly
Athy WG finasiamssnen 6 e wuhmsnamiflaedo
16 5 0™
Anti-lymphocyte-directed therapy

482,483

Smaeinmfiomsl¥ antithymocyte globulin Ay

484,485

monoclonal anti T-cell antibody i anti-CD4, anti-
CD52 uay CTLAATg Tugfthe WG Aiflomaguissd
Tsisnn wuhsnsmsavh Wihedhgseazsell uifdnadhs
\AEKIE infusion reaction, ﬂﬁam%a, LY autoimmune
event 3INME

Rituximab %ﬂ \l44 chimeric monoclonal anti-CD20
antibody ﬁﬁwmmm{l"ﬂmiﬂaaﬁﬁmmﬁmﬁuﬁm 198
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