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Review Article

Pulmonary Renal Syndrome in ANCA-associated Vasculitis
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ﬁl”ﬂuqmw (diffuse alveolar hemorrhage; DAH)
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284l (rapidly progressive glomerulonephritis; RPGN)
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antineutrophil cytoplasmic autoantibodies (ANCA)-
associated vasculitis 8¢ anti-glomerular basement
membrane (anti-GBM) disease %G‘iﬂ’l%ﬁﬁﬂ’]i
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natnwan lawn ﬂijaJT;iﬂ ANCA-associated vasculitis
%uﬂumm@gﬁwﬂﬁﬂauﬁq@ Aatdusosas 70 Vo9
Q/ﬂ’JEJ ia\‘ia\m’nﬁﬂﬁ]’mﬂ@;ﬂ‘iﬂ immune complex-
mediated vasculitis faLdusauas 20 va9618 (1919
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M1s0f 1. N1sdTodsuenlsAuauN0: pulmonary renal
syndrome (ANIUALDINIDNAISHIVBY 2)
Category Examples

ANCA-associated
vasculitis

Granulomatosis with polyangiitis
(GPA)

Microscopic polyangiitis (MPA)
Eosinophilic granulomatosis with
polyangiitis (EGPA)

Anti-GBM disease Anti-GBM disease

ANCA-negative
vasculitis

IgA disease
Cryoglobulinemia

Drug-induced Cocaine

vasculitis D-penicillamine
Autoimmune Systemic lupus erythematosus (SLE)
connective tissue  Polymyositis
disease Diabetes mellitus

Mixed connective tissue disease
(MCTD)

Systemic sclerosis

Classifying the differential diagnoses of pulmonary renal
syndromes into groups based on the underlying pathological
process. ANCA: anti-neutrophil cytoplasm antibodies; GBM:
glomerular basement membrane.
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&’ﬂﬂm:maﬂaﬁﬂmaaﬂ@;wmmsﬂamm:vl,@liw
(pulmonary renal syndrome) Anlaiamwne wazdinanw
Lmﬂ@mﬁuﬁuagjﬁ’umm@;ﬁugmmaﬂsﬂ AITNINTONN
aa o x Ao =
%328 pulmonary renal syndrome El,u;dﬂaswmmnu
gast9ludaa (bilateral pulmonary infiltrates) 0Ny
= Qs = a d’
mzdaanszaudlulnaiunanss wazlainy ane
Lﬁa@aaﬂluQGaw (diffuse alveolar hemorrhage; DAH)
wu'lddanlugiie GPA liaifiuuiu MPA uaz EGPA
ANA19U N5 eslutiaa (hemoptysis) Ldua1n19
wudenfigalu DAH wdanaldnulugdielafissesas
30 filpyszanmianas 50 a1ainznsvelaay
ARILAHUNAWN GBI e SN haviatr oy la?

ANCA-associated vasculitis
ANCA-associated vasculitis (AAV) Lﬂuﬂéjuiiﬂ
AlinwuLan AonsINIEUTaIMaALEaATINALENES
2u1ana19° lagRINIUUNATY phenotypes LFINNTD
LLUﬂISﬂVLd'ﬁG‘i granulomatosis with polyangiitis (‘%‘alﬁu
Wegener’s granulomatosis), eosinophilic granuloma-
tosis with polyangiitis (‘%"alﬁu Churg-Strauss syndrome)
LLa:ﬁwq@ﬁa microscopic polyangiitis uaﬂaﬂﬂ‘ﬁ IRFY
MIIUUBNNFNDINITNIIARNAN lagldufiavas ANCA
uantinmin 15w PR3-ANCA S98uiuiiudasinis
ﬂﬁmﬂu%’waﬂmﬁqmdw 18z MPO-ANCA &9&uwus
ﬁ’ué’mwmnﬁm%‘imﬁgaﬂiw“
31nN13813anDdngdAn 1 Ialues ANCA-
associated vasculitis (AAV) lunidaiuSnnilowas
qkﬂagjﬁﬂs:mm 20 swealsznInilia uaudadl
TasRananyldunuludszmnsmeds lsaidum
Wanulwwazipainnitdnies uazinwugigalu
72991835734 60 114 70 T° FiindngwanmsAnen
mﬁ:m@ﬁ‘ﬂma"ﬁmumﬂﬁaﬁumgumwﬁu‘ﬁuf
JEniamsfdaNaRERILIndonlIzANa1s g N3
Fudadan luszuzenn NIATIFET msguuﬁvﬁl WA

a X a o A A a X
ﬂ']i(?'l@l,"]jﬂ"i]’]ﬂ'ﬂ‘ﬂ"ﬁw ﬂ‘]Jﬂ'J']llLaEld‘llENIiﬂ‘ﬂL‘Wll‘ll%
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AAV ﬁLfJummq'ﬂé’ﬂmaam'ﬂ,ﬁ@mauﬁa@aaﬂ
lunsndesludeauazladniay Usznaudan micro-
scopic polyangiitis (MPA), granulomatosis with
polyangiitis (GPA) 8z eosinophilic granulomatosis

with polyangiitis (EGPA) n15a373N19315lad wuin

=

ﬁﬂiﬂﬂ“ﬁuﬂluﬂ’]ﬂwﬂLLEJ:S:%’i’]GﬂE\}:MIiﬂL%a"]f: \a9a7n
ANULANGEIINIIARENLAZ N1 DINYIANT AN e
agnpafanunazuenldsin’ laswugias ANCA-
associated vasculitis 11nf95osaz 95 ATuondvad
ANCA aanulaludsn® lasa1u13na373mn ANCA
16@283% indirect immunofluorescence Wa
enzyme-linked immunosorbent assay (ELISA)
NAN13A373 ANCA ﬁIﬁwamnmmmaﬁumgums
3fladwl3n granulomatosis with polyangiitis (GPA),

microscopic polyangiitis (MPA) 3o eosinophilic

m1s0n 2. Uodeideusiomsinmlsn AAV (AnLWavoNdNans

97090 6)

iladuiiasniaratnaltas
99ma laglamzngnun
VANENIDINE

o o Aaa 6 . . .
mIduiaGanawlasanlad (Silicon dioxide)

a

NMSFULNAS

U 9
MINURIaMIFUNFIRANANBATNTTN
ANNUANGNITaIaiauAzIzAUTIRY]
n3AaLsia Staphylococcus aureus
msdaaidala¥a 1w Epstein—Barr virus (EBV)

MIAaALsaN

M3 lasususrianaziadu
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granulomatosis with polyangiitis (EGPA)° Wau@uad

ﬁ@lmﬁlwumﬁlﬁﬁm’w@ia proteinase-3 (PR3) 738

myeloperoxidase (MPO)"
ﬁdﬁﬂ’]ﬂ’]iﬂ’]dﬂaﬁﬂﬂlBGISQIuﬂQ‘&I ANCA-

associated vasculitis a1uuanasnnluudazsiia

gaalsadildnanll sansasuunldddalyi

1. Granulomatosis with polyangiitis (GPA)

Tsnilimuaasdnsuzddyaudszns idur n1s
dniauuuuunIulaunzasniaudunisla, necrotizing
vasculitis b8z glomerulonephritis lagaN1TaNLANY
Anunalanslumaduwmnslasuunuazainans ey
ya3maanmalasinus loun loiadniay wHaluges
tnuazn1TiuuALTaINa 0ILFEIRIaVa0aaN §I%
amsveamadunmelagiuas laun le latduidea
Wunihen wazrslaanuin’ msiia DAH udazwy
wou wanniiaduindenmslidaanuazaranauiin
21162 Taginnuuiumsiingnsanwilawsaniiz
ladniay™™
2. Microscopic polyangiitis (MPA)

AN Iaainianuasoafinulsa granu-
lomatosis with polyangiitis (GPA) w@i LuNan=meya
Lms‘hﬂam ;jﬂaﬂﬁﬂwuﬁumdﬁwﬁaLLa:mmsﬁmﬂTa
{inomsufinutes™ uaziiia necrotizing glomer-
ulonephritis 1u°llm:ﬁLﬁﬂ DAH 11nf93a8as 30-50 189
gifﬂaslLLa:il'ﬂﬁmmguumﬁa%mﬂué’umﬁmia%‘i@“
3. Eosinophilic granulomatosis with polyangiitis
(EGPA)

K1l pinGuugesanmaslsafauas lmiasniay
@oaN13zl eosinophilia TINAURABALREABNLEL"® NNY
unInduveswassladluilasinisanaliiinnnuie
myoeTuazady 1w mazndaiialafiaUnita
ARLA (diastolic cardiomyopathy) ANFUNUTNUIAT
mnﬁn%%ﬁga” MINLA LA dNLEUTING IS Ud Lo
ﬁaiﬂﬁni&i@mm“ 1139373 ANCA Thauindszanm
a8z 30-50 maa;jﬂaULLaﬂwmumm:ﬁuﬁuf
ﬁ'u‘[mﬁ;umamﬂ%u laswuni1sinzladniay,

diffuse alveolar hemorrhage WLazN1223xUUUTZRIN
fIwnadAaln@ldtas ag19lsAa NA1ITIAA DAH
v v 1 lﬂ' a = Qs 1
lagsranulddesniufiawTouifivuiulsalungy
ANCA-associated vasculitis 7Hha a1’

msdsziiniiadfesy AAC
meAtadufinasilanuamdgednibs iiesnn

dihpenafinzszuumanisladuinaiuaziains

szezgaving Iaduo 9310157 ﬁaﬁmsmawms] @

sansagaelimyifedy Havil

1. n13a319N19%1slad (ANCA)

a. NNIATIT ELISA (enzyme-linked immunosorbent
assay) I an T LanilanslwIzuas ANCA

b. N19A37% indirect immunofluorescence assay
snansanuzduuunanle 2 uuy laun

i. c-ANCA (cytoplasmic pattern)

ii. p-ANCA (perinuclear pattern)

WINHANTTATIT ANCA TARauINa283F immu-
nofluorescence AIIUNIIHWEUNAAIUNITATIV ELISA
L'ﬁaﬁ?:qmﬁ@maal,l,aual,ﬁm'«j’nww:

Tl GPA dnfuiusiu PR3-ANCA lu
ozl MPA SINFURUSTU MPO-ANCA™ §1%30 EGPA
3nd ANCA negative 158 MPO-ANCA positive 11
Y9N3 a7 madinsasanedlslad s Tomily
mﬁ:qmmmaﬂ‘m A7 32141 pre-test probability
SINAUNAMIATIALENE WenanEBIMILUanaRanana
31N false positive %30 false negative’

2. NMIATIINITIRIN

MWENESIFNTINNANURAINN WLV DI
Tugasennansgestng Ssenanuiruiunialuny
anuauy air bronchogram Nle lassaslsasnnszany
agju'%nmﬁau%aﬂa@ uwarwutasludaasgiwnans
WAZEIWANY 8819 lIAaY HUapdszunmiauaz 25
anvlinuanuAadndlag unawaneSidnsisan’
SnwmsAnutasln computed tomography (CT)

k4 1 a dld s . .
laun vSiimninissiudrvesin (consolidation)
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M1S100 3.

n1sIUSguInguanuu: n']\)ﬂaUﬂTUﬂaU[Sﬂ ANCA-associated vasculitis (AnlLUaVDINIONAISI080 18)

Constitutional symptoms

Skin

ENT

Lungs

Asthma

Kidney involvement

Peripheral neuropathy

(mononeuritis multiplex)

Other classical manifestation

SN 4.

70-100 %

Purpura (10-50 %)

Frequent (50-95 %): crusting,
rhinitis, destructive sinusitis,
saddle nose deformity, nasal

septum deformity, otitis media

Frequent (60-80 %): lung plain
and/or excavated nodules,
alveolar hemorrhage, bronchial

and/or subglottic stenosis
No

Frequent (60-80 %): glomeru-
lonephritis (necrotizing ex-

tra-capillary)

Possible (25 %)

» Eye involvement (scleritis,
orbital tumor)
» Pachymeningitis

* Venous thrombosis (7-8 %)

55-80 %

Purpura (35-60 %)

Few patients (2-30 %), not
specific, not destructive, and

not granulomatous

Frequent (60-80 %): alveolar

hemorrhage

No

Very frequent (80 %): glomer-
ulonephritis (necrotizing ex-

tra-capillary)

Possible (25 %)

Venous thrombosis (7-8%)

30-50 %

Purpura, Pseudo-urticarial rash
(50-70 %)

Frequent (20-80 %): allergic
rhinitis, sinus polyposis (not

destructive)

Frequent (50 %): transient
patchy infiltrates, eosinophil

pleural effusion, rarely nodule

Yes (approximately 100 %)

Not frequent (20 %): glomeru-
lonephritis (necrotizing extra-

capillary)

Very frequent (65-75 %)

» Cardiac manifestation (10-
50%; cardiomyopathy)
* Venous thrombosis (7-8 %)

msmnsoonuBlslagiunaulsn ANCA-associated vasculitis (ARUavOINIONA1SIINE 20-21)

Granulomatosis with polyangiitis
(GPA)

Microscopic polyangiitis (MPA)

Eosinophilic granulomatosis
with polyangiitis (EGPA)
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FAUNUUSIWAR A UABILUBAN B I4E ground-glass
opacity BINWUNIIRWIAIVY interlobular septa 3N
SNSRI

lugtlie GPA ananuiaunsaduitdanuuniu
Tws9 (cavitating nodules/masses) luameflu EGPA
TNWUNTTIN19LGun1alanue LLa:@jwmmﬁﬂﬁvlaj
\ialwsd (non-cavitating nodules) luuain13a79
multiphase CT angiography ﬁﬂizlﬁ%ﬂumii:wmm

A a A | A a

\Raaaanlunstidl laiduldoadSuaun wazaInnsn

aelum sl iunmeinar e anl i aalaInRa AN

laadnaazidoa™ nitlundazlsangueiafine
a o d’ 1 Qs Qs g

aziduaImIzAuanansnwlUaadt

1. GPA (Granulomatosis with polyangiitis)

| =3 a I v e
pnanuLduanuanemelidwnaw (nodular opacities)
1 A v dld . .
dunsarauillnsanolu (cavitating nodules/masses)
wiadnwuzratunafitiaymadumelasiuun (upper
respiratory tract ulceration)

2. MPA (microscopic polyangiitis) 81aWLLILI
ground-glass opacity LLU#a189@ (multifocal ground-
glass opacity) Hgurmaianuiiisgudnasvaslans
waaAaN (centrilobular nodules) TILAWLA b3ITA LAY
N32ANLLIUII D Uz TN et AU UL WS
ATILAZINILA (linear and reticular opacities)

3. EGPA (eosinophilic granulomatosis with
polyangiitis) WuLDwUTI ground-glass opacity kUL
Wwwzgauimsausanvesleaniaidriunizany 1
AvanumetTuidussun (linear reticular infiltration)
mﬁ]ﬁﬁﬂﬁmzmimzmml,umju (random distribution)

> a s . . .
NWINRDARNNUINITNUIA (bronchial wall thickening)
LazENINURABAaN Inas (bronchiectasis)

3. MsdaINaoIraanaa (bronchoscopy)

Assednaednaananilszlurilun1sifiady
nznasatieadasludeauan (diffuse alveolar
hemorrhage; DAH) I@]smﬁmwﬁﬁwmaqumm
(bronchoalveolar lavage; BAL) 3¢WU31 ﬁaa&i’mﬁ@@

AU WA UTA NI Raa U ANT® LRZIINNITATID

LIARINENE1AATIIWL hemosiderin-laden macrophages
¥NNI3owas 5 1 JuaIU9% DAH T3ai3udsngnad
= \ @ < 1
\Nenaanatneiay 48 319

v U ]
4. M3ATBULLaLNaIRRelIa (diagnostic biopsy)
NANIATITULHENINEN T IneAlRRaLInge
ANCA-associated vasculitis 1U3zloa1iaginsunnnalu
wizasnTitasuiiodaw uaznivdszilinnisnaudn
% X o an A Xa
11289130 NIARANFIRNINENBANNUITHS N2z
HROALROADNLAL LT pauci-immune glomerulonephritis
%38 necrotizing vasculitis Tuai8zla g Aanu 11w Tuiie
nnlaviedeatiu Sinstiadunasgugegalumsifiedy
(gold standard)***°
2 x
MInsaTuwitataalunie alveolar hemorrhage

UNWURN W fibrin msfl,uqoau Trununulasnig

'
a A

Nd hemosiderin a%inwﬂuqoaw (hemosiderin-laden
alveolar macrophages) 188l hemosiderin ﬁ]:ﬁi&lﬁi’mg
Fanolu 48 Tlug nasaniidonsan Seaunsald
WunWe: DAH 88N31ANNTLIALILIINNNTHNG A b6 ™2
ma:ﬁwuﬁaﬂimﬁuﬁq@ﬁa capillaritis Gowu'ldf
Souaz 63 mad;jﬂmﬁv’wmI@mawwzlquﬂwﬁﬁ
vasculitis 370678 ANHUWENIITANIFTINY1VD
capillaritis 'lefun &% fibrin ﬁq@é’uhmamﬁa@ﬂaﬂ
fibrinoid necrosis VAINHIRADALROANDE LASNIIREFY
maaﬁﬂmﬂaﬁumnhﬁaﬁaswdwqaau (interstitium)'
uaﬂmﬂﬁmﬁlwuﬁﬂﬂmwad diffuse alveolar damage
(DAD) 398@28 LT% alveolar edema, capillary
congestion, AutdaaluraaaldonuuiaLan (microvas-

cular thrombi) WazN1I&319 hyaline membrane 2%

NN9INB

WANNIIINENEAY lA1IiAD Ad3TNIRaRY

¥

LLa:ﬂ'ﬁ%fﬂmIﬂm‘%aﬁq@ a9 NS FETIG

30-32 & = el
NIIINBINLRVUIERUN q@ﬂ’)i

LLa:ma:mesﬁaugd
NINTHIANNA LN aﬂiﬂﬁlﬂummq LazAITYszLin

| d’ g
Lllui’m‘l_qlﬂﬂa (13791 6) N1IINWI pulmonary-renal
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Most frequent lesion

Crescentic glomerulo-

nephritis

Vasculitic features

Features of mixed

inflammatory infiltrate

M1S10A 5. msﬁl‘mﬁsn’mwmé:‘)nmua\ma:uTsn ANCA (nnudandntonansanudy 25)
Site Access route or method Diagnostic yield
Kidney Percutaneous >99 %
Lung Open 90%
Lung Transbronchial or 250 %
CT-guided
Ear, nose, and throat Nasal >30 %

Ear, nose, and throat Tracheal-subglottic ste- 90 %

nosis

Eye Orbit fine needle aspira- >60 %

tion or open

Skin Punch biopsy 70-90 %

Muscle Open 55-60 %

syndrome a355ulagliandn tlasannidasnng
= Aaan v Qld Qo

EuTiauaznnizuningaugs lasnaldnsinsdsznay
@TaUﬂgiﬂﬂai{aﬂamﬂu"um@gaiwﬁumn@gﬁ@jwﬁ’u
wazluurgnsdienafasanlanisuanidfounaiaun
(plasmapheresis) uaﬂmﬂﬁmi@LLaLLUUﬂszﬁuﬂszﬂ ol
snfiunumadnludasfainisguuss maden

FBminsandiauangiugiuvaslse lasaniz

Non-specific inflamma-
tion and granuloma-
tous or vasculitic

features

Features of mixed

inflammatory infiltrate

Features of mixed

inflammatory infiltrate

Features of mixed

inflammatory infiltrate

Features of mixed

inflammatory infiltrate

Sampling error/issues and
considerations

Low number of glomeruli;
atypical lesions (tubulointerstitial

nephritis)

Non-specific inflammation;
invasive procedure with a high

complication rate

Biopsy of necrotic areas;
complications associated
with the procedure (possible

pneumothorax)

Inadequate sampling (improve
accuracy by taking biopsies >5
mm at the edge of the inflamed

area)

Vasculitis features are rare and

only presentin 10-15% of patients

Rare disease feature as the eye

is generally a non-inflamed area

Non-specific findings e.g.,
perivascular and acute and
chronic inflammation without
characteristic features of

ANCA-associated vasculitis

More likely positive in women
and MPO-ANCA vasculitis

1uﬂirﬁmaa ANCA-associated vasculitis N3N
wivaemifusesszor laun szozmftsashlilsadng
NM1IERIY (induction phase) LLazszmmuqumiﬂﬁu
\Juan (maintenance phase) wanannianiinislnen
ﬁmﬁ;a%wmﬁ@mamquL%aﬂ’?’wlﬂumﬁamnﬁmﬂ'j']
- R S AU o
azumsmammamwummwaﬂuum’]gﬂw‘lmms

AaLpa™®
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M1S07 6.

msoiunua:uanMssnsndueMsuaniia:lnsou (pulmonary renal syndrome) (ARLUAVDINIONENSTINEY 2)

GPA / MPA / EGPA
Double positive disease

Anti-GBM

Consider anticoagulation

Antiphospholipid syndrome

Consider anticoagulation

SLE

Glucocorticoid, CYC/rituximab, Consider PLEX

Glucocorticoid, Immunosuppressant, PLEX

Glucocorticoids, CYC/MMF, Consider PLEX

Glucocorticoid, AZA/MTX/CY C/rituximab

Glucocorticoid, Immunosuppressant

Glucocorticoids, Consider PLEX, Consider IVIG, -

Glucocorticoids, Consider PLEX, Consider IVIG, -

MMF/AZA

GPA; Granulomatosis with Polyangiitis, MPA; microscopic polyangiitis, EGPA; Eosinophilic granulomatosis with polyangiitis,

CYC; cyclophosphamide, AZA; azathioprine, MMF; mycophenolate,

immunoglobulin

LL$ININT193 N ANCA-associated vasculitis
%é’ﬂmﬁﬂmkﬂmjuﬁazgﬂLLﬂaLi’lu 2 979 leun
221NN TN (induction phase) (mﬂoﬁ 7)
Tasfh N fufinssuIunmIsniauagnima
aananudswisvaiiaiie iwﬁy’amz@jﬂﬁmms
28913A1§320289U (induce remission)”® T hefi
izﬂzﬂ’mﬂsﬂiﬂ (maintenance phase) zdun1ine
iailasiuminduiusiveslse
nalanaifaesdiduununaniainmsinm lag

WWINWNNIPIUERTUIzEzitenUsznaudlIans

M1s1oA 7.

MTX; methotrexate, PLEX; plasma exchange, IVIG; intravenous

lﬁ methylprednisolone vwkaan 3-5 1 aNuea8n1g
SAUWIALIIUDI 1 WN/AN. A IBIULADWLIA REGRHL!

A > 34 A 1 6a
saadluwdaudald™ fnpnuitmaasuwanglaaata
AB8ABE1ITIATITINALNTIE cyclophosphamide Las
rituximab L HanuLand1 ludndasINITRIUTaI IR
#IaMINAUL D UT 1NN UAUNIIRAVUIATT DNNIEI

35-36

WUANIZWNINTankasnin®®® wananfinsansn
PEXIVAS ugasliiiuitauiasinglanasdnanden
Tidasninawauiasgin usznaawsilasunsssyion

Tuusananzdjua* lasnalnalenesinandazld

uoNVNNSSNYY ANCA associated vasculitis during induction phase (AnLUavDINIONAISHINBVT1VBY 26)

Rituximab + aawianglanasanasdfiazioy

Cyclophosphamide + aauianglanasanandfiaziay

Rituximab + Cyclophosphamide + anuwianglanasinasaiiaziay

W13 plasma exchange

A ¥ £a &
wiald avacopan ununglanas@nayd

A v 6a 6
wiald avacopan ununglanai@nand

malsanAwluuiinydl

Tunefiidavgiams

- SCr >3.4 mg/dI

- Requiring dialysis or with rapidly increasing SCr

- Diffuse alveolar hemorrhage who have hypoxemia
- Double positive disease (anti-GBM positive)
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Tuswaaagnetoy 18 1dan mugjﬁ’umﬁa@mﬂ%
qAuTaLa (steroid-sparing agent) Iurgﬂmﬁﬁ PR3-
ANCA positive @siiuma lskunduiiusa aalsags Anli
UL n 24-36 LEoU

ﬁaﬁﬁﬂﬁsl,l,u:ﬁﬂﬁ’l%ﬂws%fﬂ'méﬁslmﬂﬂgﬁéjuﬁu
iauﬁungiﬂﬂas{aﬂaU@‘sl,u;jﬂwﬁﬁmiqﬂmmiaa’a’m:
8§1A® (organ-threatening disease)® rituximab
Lflumﬁ American College of Rheumatology AT
Tl i unnaidannanuny cyclophosphamide 1io991n
fanudunsdatisnmenasnin® msdnsnansaly
uaaaliAuh rituximab lidesnimslinglanasanand
§74NU cyclophosphamide THaTUUTeN1BUAS
azathioprine®*® rituximab JU3e&nTawiisuLrinA
cyclophosphamide sl,u;jﬂwﬁﬁma:vlmﬁmiao IGF
Iugﬂ’aUﬁﬁﬂ’]iﬂﬁu@u%’]‘ﬂmkﬂw

Cyclophosphamide NvaaaLiaasn Waua
gr3rszaNanIuazinnuduiniosnii oia
Fudsemunnin yoefifieduszansnwlndidnefiu
mzunsndaufinyldtiesain cyclophosphamide
ma:ﬁm‘%a‘gmm NzTInvziwzdaanae wasn1e
adenan® flasannnizunindeuiduwusiuuwa
21 cyclophosphamide 39 hajuuzsin it luszaznisSnmn
AIUAN (maintenance)

mﬁfﬂms:mmuqﬂsﬂ (maintenance) Lk
IWﬂ%ﬂgiﬂﬂaﬁ?aﬂaﬂﬁmumﬁﬁmﬁumﬂ@gﬁﬁmﬁu

q

M1S10N 8.

Uz 1% Rituximab
lsafimsnaudud (Relapsing disease)
130 PR3-ANCA

A
omqm'ﬂﬁ:ma

elp

a

FuTudasnaniassnsld glucocorticoid

U azathioprine

182

laun azathioprine, rituximab, methotrexate wia
mycophenolate mofetil American College of Rheuma-
tology w1 LA rituximab 43z maintenance
asanwuindeanuidsslunisnaudustesnin
methotrexate ez azathioprine 111281 maintenance
24-48 fou* luglstgudnmsunndsmlngiaziaon
lul#5282 maintenance NEREINITLATAEIUA 6-12
daw lurnef KDIGO guideline 2025 unein1wlu
P293¥8¢ maintenance ag}iﬁ' 18-48 @At NYRKIT
Pa3mstnileiin 3-6 Liaw lasazuusyin il rituximab
%38 azathioprine iﬁ&lﬁungiﬂﬂa{aﬂamﬁ%’]@(ﬁ%’] %38
219U Uz U R4 mycophenolate mofetil (MMF)
%38 methotrexate (MTX) Wwnstianuni azathioprine
Iuﬂiiﬁmiﬂvl,sj‘gmlﬁo (non-severe ANCA-associated
vasculitis) w3agtleliaunsnnuda azathioprine 1d*
(7197 8)

Plasmapheresis L8 wLwINIIRANIUATTNEN
s:U:mﬁ:mﬁﬂumjmmmsﬂammﬂm’w (pulmonary
renal syndrome) fitAnan AAV sauun1eladniau
LUUTIALSY (RPGN) wianizifeaaanlunianiea
(DAH) Tasnalnnnseengnsves plasmapheresis 9l
ufidnleagneFaian udiiainaunsnanszay ANCA
luidoa LLﬂ:ff’]‘%’@vL‘UI@leﬂﬁﬁﬂi:@juﬂﬁigﬂLaua’]iﬂa&l
WaLUE uaziladunisudeiveaiaaluszunlnaion
T&ludsunmaunn Joudisnouniniliaueiinsld

womvnmstdantdenlu induction phase (ARLUAVDINIONAISTINEY 26)

uwein 1% Azathioprine
IgG 300 mg/dL

N384 rituximab 3110@
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plasmapheresis FNNTOTILRAANULELIRONT5LAA
mazlanpizszgarine® uas aamIRanInsanlaas
lafiesanas 50 Amoluiian 12 daw Iu;jﬂaﬂﬁﬁ renal
vasculitis Juu39* agiglsfianunisfinus PEXIVAS lai
wuselamiiAniduannsle plasmapheresis 3307
mﬁmmmmgmlu;jﬂaUﬁﬁmmwma Wiyl
Tumsanwitrsnuaaslalasunsamatuiiela (renal
biopsy) WAHAFWEU0INTANEN Il AnatisFalan
31 laiaasle plasmapheresis tduuuin1sdndluszoy
mﬁmmﬁﬁm%fmjﬂaUﬁﬁvlmmﬁwmlﬁmﬁaa i
mﬁgﬂwmaﬂﬁjuﬁﬁ RPGN 3339 I@mmww:;jﬁﬁi:ﬁu
ANCA ;;mmn%%a;jﬁ%ﬁﬁw;jmsﬁwﬁmmLmuvl,@l (renal
replacement therapy) %dﬂ’]ﬂﬁ%ﬂﬁiﬂﬂ%ﬁ%ﬁﬂmﬂf
plasmapheresis mm:ﬁﬂw American College of
Rheumatology haiunzyinl#ld plasmapheresis a9
Lﬂuﬁﬁmﬂmjﬂmﬁﬁ glomerulonephritis weikuz1in 1A
ﬁmsmﬂ‘*ﬁ'lmwUﬁﬁﬂawwLﬁﬂagadaﬂﬁs@fWLﬁuIiﬂvLﬂgj
naglanorzpzgariie® nanguatuayunisls
plasmapheresis lunsdluas diffuse alveolar hemorrhage

84445 | I UATL VIR T UL

(DAH) g938819311@
1 Qs =\ Aa A 46
BRI FaINFITIANLReAaan Ikl aaana
ud 83l dnangrudalanintistiugasnissaadie
luizmzﬂnLLa:Lmu"LaJ'ﬁﬁagmaa%’uuwmwmaa
. o o " -
plasmapheresis lunssnmlsaftlaiguuss lumsfinm
PEXIVAS JWUNAENITNIINIITTNENALANAIILE L1n1S
a 6 1 ] v oA CZ2] -d'd
Aanzdngudesnuuwilinirfdsslondlugiond
DAH*" American College of Rheumatology 34ljuuz1in
%1% plasmapheresis L‘fluﬁﬁl’?mﬂmjﬂ’mﬁﬁ DAH
wianafasanltlusefifienniszuussinga wie
lainauanasdanistnie1un1waInITRIU @IULWINI

WA

UWINNITALALNNLAN

A o &
NIIQUALANNLAN (additional management) 7

(%
A o

waNLHRe 1 NNIITNBILULTUNIZA BENAN N

founzsinAndudnuinuny suwldun n1sdanses
mMsfaLta 1% aan e hiaduanaut (HBV) s
Fudniaud (Hov) 1watarlad (HIV) Taslsaurs (latent
TB) UazWe1D strongyloides n3flesiunisialte
L\T% Pneumocystis jirovecii pneumonia (PCP) A
A3 co-trimoxazole %38 dapsone w30 pentamidine
UL M3Ta9 T a3 candida lagld clotrimazole
WUUBNRED fluconazole Fakazass nsliendn
hsdusnauiidesimiainsdatonnan lagtans
Iugﬁvl@i”%fu fituximab ATRN TN 8 9nU Mtlaann
Iiﬂﬂ'ﬁ:g}ﬂW;%@TﬁUmﬂﬁuﬂaL%Uui’wﬁﬁmﬁuﬁ
mitflasiulsansziniz lapRnsawnldonlunga H2
antagonist oh) proton pump inhibitor (PPI) N1337190N
mMyasassAnaslaTunsUssdlin uaznaurua 9w

atssaunaulugiengeioadyiug

a3l

mmqmaan@'ummsﬁa@LLa:vl,m'w (pulmonary
renal syndrome) 181309 uBn laag19niag 1w
3 ngu l@un naaaldondniaURFURUEAL ANCA
(ANCA-associated vasculitis) %aamﬁa@]é’mauﬁﬁ
NIANALNBUVBY immune complex (immune complex-
mediated vasculitis) wazlyadili FuWuiiy ANCA
(ANCA-negative diseases) lagfionnislotilwiaan
(hemoptysis) Lﬂummiﬁwuﬂaﬂﬁg@IunﬂazLﬁa@aaﬂ
qux‘iau‘ﬂaﬂ (diffuse alveolar hemorrhage: DAH)
Lwi‘wudwmmﬁﬁm'«avl,&iﬁﬂﬂgluﬁﬂazJ WUl I sEa
$ounz 30-35 L1 G9IwIIRITRTEINAIA L TN
ANALLIN G I@mawwlmjﬂaUﬁﬁma:mzﬂﬁ]ﬁumm
Iﬂﬁvls\immmm@ym%'@ Falinssnsndsznaudae
nilnglaaaidaasd srudveinanfiquin uas
plasmapheresis muﬂvlﬂﬁ’umﬁg]LLaLLuuﬂs:ﬁuﬂi:ﬂ N
1w nsliiaiestisniele waznistitanaunwle
(renal replacement therapy) mimﬁmlﬁﬂﬁmmimu
Tugih pfiflsnrii3y (active disease) HaLiludsadmny
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