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Approach to Systemic Vasculitis:
Rheumatology Perspective
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1. wuaidn (small vessels) Wy waendondseiiogluaieizeing 1 (intraparenchymal arteries,
arterioles, capillaries, venules)

2. u1Ananse (medium vessels) [Wunasadeniluifeseienyane 9 W renal artery

3. guInlng) (large vessels) WU MaoALdon aorta LATUIUIVANTILANDONIN
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®AaDALRDATUIALAN RADALRDATUIANAS waaAlRaauwIA vy

JUN 1 nsudsngulsaviaenifiensniaunuruInveviaeniien

Tudagiunisdauvingulsavasnidensnauansanudlailu 7 ngulse §198amun1sUssyguves
Q’Lﬁ?immzﬁuﬂ W.el. 2555 A5enI1 “2012 revised international Chapel Hill consensus conference” lag
whuiidnwazmanedine1vomasaidenlunsitade duandussed 1° winsulengudsnagniamn
mmﬁﬂwﬁtﬂu;ﬁm ﬁm%"uLﬂm%mﬁﬁaﬁsﬂumjﬂwLﬁﬂé’qagﬂmfaaﬂmﬁwﬂ'agaLﬁamwaaummgﬂéfm
ware19Usuldn1un15UsEYuueINgy European League Against Rheumatism (EULAR), Pediatric
Rheumatology European Society and Pediatric Rheumatology International Trials (PRES/ PRINTO)

AILARNIIUAISIN 2°
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A1919% 1 Msuuengulsaviasaiensniauniu 2012 revised international Chapel Hill consensus conference

(FALUAIINLBNAITDNIDITN 3)

1. Large vessel vasculitis (LVV)
- Takayasu arteritis (TAK)
- Giant cell arteritis (GCA)

2. Medium vessel vasculitis (MVV)
- Polyarteritis nodosa (PAN)

- Kawasaki disease (KD)

3. Small vessel vasculitis (SVV)

- Antineutrophil cytoplasmic antibody (ANCA) - associated vasculitis

+  Microscopic polyangiitis (MPA)

+ Granulomatosis with polyangiitis (Wegener’s) (GPA)

+ Eosinophilic granulomatosis with polyangiitis (Churg-Strauss) (EGPA)
- Immune complex SV

+ Anti-glomerular basement membrane (anti-GBM) disease

«  Cryoglobulinemia vasculitis (CV)

+ 1A vasculitis (IgAV) (Henoch-Schonlein purpura)

+ Hypocomplementemic urticarial vasculitis (HUV) (anti-C1q vasculitis)

4. Variable vessel vasculitis (VVV)
- Behcet’s disease (BD)
- Cogan’s syndrome (CS)

5. Single-organ vasculitis

- Cutaneous leukocytoclastic angiitis

- Cutaneous arteritis

- Primary central nervous system vasculitis
- Isolated aortitis

- Others

6. Vasculitis associated with systemic disease

- Lupus vasculitis

- Rheumatoid vasculitis
- Sarcoid vasculitis

- Others

7. Vasculitis associated with probable etiology

- Hepatitis C virus-associated cryoglobulinemic vasculitis
- Hepatitis B virus-associated vasculitis

- Syphilis-associated aortitis

- Drug-associated immune complex vasculitis

- Drug-associated ANCA-associated vasculitis

- Cancer-associated vasculitis

- Others
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mi'mﬁ 2 miﬁ]"’]LLuﬂ‘liﬁm‘UENIiﬂMaafﬂLﬁaﬂé’fﬂLa‘lﬂ,‘ulﬁﬂmmm'ﬁﬂ'ﬁzﬁqmmﬂﬁju European League Against Rheumatism
(EULAR), Pediatric Rheumatology European Society and Pediatric Rheumatology International Trials
(PRES/PRINTO) (fiautasannionase1ededi 4)

1. Predominantly large vessel vasculitis
- Takayasu arteritis (TAK)

2. Predominantly medium vessel vasculitis

- Childhood polyarteritis nodosa
- Cutaneous polyarteritis nodosa

- Kawasaki disease

3. Predominantly small vessel vasculitis

- Granulomatous:

« Granulomatosis with polyangiitis (Wegener’s) (GPA)

« Eosinophilic granulomatosis with polyangiitis (Churg-Strauss) (EGPA)
- Non-granulomatous:

» Microscopic polyangiitis (MPA)

 IgA vasculitis (IgAV) (Henoch-Schonlein purpura)

« Isolated cutaneous leukocytoclastic vasculitis

» Hypocomplementemic urticarial vasculitis (HUV)

4. Other vasculitides

- Behcet’s disease

- Vasculitis secondary to infection (including hepatitis B-associated polyarteritis nodosa),
malignancies, and drugs (including hypersensitivity vasculitis)

- Vasculitis associated with connective tissue diseases

- Isolated vasculitis of the central nervous system

- Cogan’s syndrome

- Unclassified

S:UIN3NEN

Tsavaendonsnaudulsafinulivesluin sniulse Henoch-Schonlein purpura (HSP wie
Bundnilewilein IgA vasculitis) warlsAANenA (Kawasaki disease) finunsunndsiluddniud anuynuas
ginsaivedlsanguildslifinnivieyaiidaauitilan uiansenunsinemdmugtinisalnes
Uszann 50 TeseUszrnadinuauauied’ lsevaeaidonsniausiianne q fmsnszaefuandsiuiuey
fuidenfuazgiimans wu lsaamieifuazlsamnend (Takayasu arteritis) finuvegluniviede 1o
Wisuriulsa polyarteritis nodosa (PAN) waglsm granulomatosis with polyangiitis (GPA) vieTaiiufe
Wegener’'s wulddasunnlunguuszimannuiods uanugifnisaigatululssnnsifinnivglsuas

auisnunile’ dmiungueginulsavasnidendniauyiamie q IAnuuanseiy’ daanddunised 3
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ngueny lsAvaaaliandniauiinutay

o MSNUATLANLEN Kawasaki disease

Henoch-Schonlein purpura (HSP %350 IgA vasculitis)

. Anle Henoch-Schonlein purpura
Polyarteritis nodosa (PAN)

Granulomatosis with polyangiitis (GPA %38 Wegener’s)

e WU Polyarteritis nodosa

Granulomatosis with polyangiitis

Microscopic polyangiitis (MPA)

Eosinophilic granulomatosis with polyangiitis (EGPA %38 Churg-Strauss)

Takayasu arteritis

wensrdana:nalnmsinnlsa

Tudagtudilinsuannamaislsavasnideasniauiiuuda uiduivguin eradaaniaden
WugN33u (genetic factor) wu n1swu HLA-B51 Tugiaelsanaendendniauiudn (Behcet’s disease)
fufutiadomedanndon lihandunmsfindeunssson nsldsueivihlinssdunisasrsansuszney
Bedioumnedugu (mmune complex) fiusznoulufeueufinuulanUasuanidevioaaiaiivng q saity

[ ]

eweveshitheedlUasauindmasnden ilugnisnsedussuugiauiuvessaneiiiiianssniay
finsvihane wasiinnesanmivaendeniiu lnenesitlalsavasaiensniaunsasyiaiianuuanaiaiu
faznanluseasiBunvessazlsadely lngaunsautsnnuiinunfvesssuugilfuiuniaisves Gell and

q

Coombs classification l9@an1519%1 4°

nuomomsus:idugidouiinnaodulsaraonidondniau (systemic vasculitis)
ndnnsussidiugihelsavaendensnautsznaulusedunou fuwiolud

1. emsuaransuananuedlsanguil asidadeuenlsaainlsaisuwuy (vasculitis mimics) 71

91N13ANYY
2. msUszilluvunvevaenideniignyitaty ieusnyiavedsanasnifendnuay

3. MsUssiuAusuusadlsanue it IsiieUed (extent of disease and severity) o sylywyl

TunsMawkunsSnwseld
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o a = o A | a a NG
A15197 4 nalnnsiialsanaendensni@ueiingng 9 WUIMUAURNAUNATDITZUUHNANNUILUU Gell and Coombs

classification (FRLUAIIINLBNENTD19DIN 6)

lsanaantdandnidy | Gell and Coombs classification WYIBANNUUNTNADALADA
Takayasu arteritis W% CD4+ and CD8+ T cell deposits
Polyarteritis nodosa 11l Immune complex deposits
Kawasaki disease [\ Unknown, IgA-secreting plasma cell
IgA vasculitis (HSP) Il IgA-dominant immune deposits
GPA I Pauci-immune
EGPA Il Pauci-immune with eosinophil deposits
MPA Il Pauci-immune

Gell and Coombs classification: Type |, immediate hypersensitivity; Type Il, antibody-mediated hypersensitivity;
Type lll, immune complex-mediated hypersensitivity; Type IV, T-cell-mediated hypersensitivity

EGPA, eosinophilic granulomatosis with polyangiitis; GPA, sranulomatosis with polyangiitis; MPA, microscopic polyangiitis

dmiuenisuarernisuansvedsalifilivatessuviusgivvinnuaslinvesmaaniionnaine Ban1n

3

=

91M15U9% (clue of diagnosis) Mibviasdelsanguil lawn 81n13ldizesy, deumde Siudulienisuanives

nangaluizninundlaenlianunsoesuiglaannlsadu lauwn seelsafiiamie, Neuniusa, Uinte, Uinvias,

Y a

' 3 = A = o = ' o .
ﬂ']EJL‘UuLa@W, WWEJI%V@‘UWWBEJ mamaﬂmama‘u I@EJLQW"I%QW@JN@L@@WLLﬁﬂQﬂ?ﬂ?i@ﬂLﬂ‘U (mﬂammatory
markers) 1us19718 WU erythrocyte sedimentation rate (ESR) Waz/#3® C-reactive protein (CRP) a
Anunfavyrsatiuayunsidadelsaiunndu’ deasulunisned 5

£%

dieasdelsavaeniiondniay wnmdhauaraanegnaidadeusnlsaldeunuueinisveslsanguil

Tnganglsanilenanuvesnittuitienn wu lsafndehfaviowuaiiGeyilaig 4 lspuzise aunsanve
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U 9 V]W'ﬂ‘lﬁmﬂﬂ'}'ggﬂﬁaﬂLa@ﬂﬁ]ﬂLﬁU‘UUﬂVlmﬂﬂN (secondary vasculitis)® muamﬂumim‘m 6 BINITINWU

Y
AnuuanisiuiulsaaenfondniauyiinUgundl (primary systemic vasculitis) Mfun1sldenagiauiu
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M990 5 dnvareIn1swasNansInviesUuinmadesuiilvasdelsanduvaenidendniau Gaulaminienans

919999 5,7)

DINTLATDINITLLENY

- l%éa'?ahiwsmml,m, Yviinan, seumay

- seelsafiimisdnuay palpable purpura, livedo reticularis, fauldRavil, Ramfsnden

-~ omstesniay, ndwilesniauniesouuss

- 9INNIVMATBRULTIINLEUYIZAMSNLEULUUNTZNBNABAIUNUS (Mononeuritis multiplex), Uandsee, 90

- eInssniauvetedpazang 4 Nldanunsaesunelannanundu wu e, Wils, Yen

NBATINNHRIUHTANS

- CBC: anemia, leukocytosis, eosinophilia, thrombocytosis
- ESR uag/v38 CRP guilaund

- YaenziidenUunialusiusa (hematuria, proteinuria)

- Complement i

CBC, complete blood count; CRP, C-reactive protein; ESR, erythrocyte sedimentation rate

a A a & ) . . = LY 2 2 s
M99 6 TﬁﬂmLaﬁ]uLLUUIﬁﬂ'ﬁa@ﬂLa@ﬂ@ﬂLa'U (vasculitis mimics) LLagaqL‘W(ﬂsﬂaﬂiﬁﬂ'ﬁa@ﬂl@@ﬂ@ﬂLa'UGUUWVJG’]EJQQJ

(secondary vasculitis) Nfedlinsitadousnlsa (Faulasannionansenevsi 8,9)

ngulsa Aa0g19lsA
IR - Bacteria: infective endocarditis, mycotic aneurysm, bacteremia lagianizidie

Staphylococcus spp., Streptococcus spp., Salmonella spp., meningococcemia
- Virus: HIV, CMV, EBV, hepatitis B uag C, herpes simplex, herpes zoster/varicella,
parvovirus B19
- FEungus: coccidioidomycosis, aspersgillosis
- 5;4_"1 TB, syphilis, typhus, rickettsia, leprosy

g1uavasall - Substance abuse: cocaine, marijuana, amphetamines
- 87: propylthiouracil, hydralazine, sulfasalazine, leflunomide,

anti-tumor necrosis factors, minocycline, D-penicillamine

Iiﬂnﬁ@ﬁumul,ad - SLE, JDM, IBD, Sjogren’s syndrome, sarcoidosis, scleroderma
lsAidonuaylsanzi3s |- Malignancy: leukemia, lymphoma

- Hypercoagulable state: APS, TTP, sickle cell disease
IiﬂLﬁaL?jaLﬁﬂdﬁu - Congenital cause: coarctation of aorta

(vasculopathy, collagen | - Collagen vascular disorder: Ehlers-Danlos syndrome, Marfan syndrome, FMD, NF

vascular disorder) - Vasculopathy: reversible cerebral vasoconstrictive syndrome

APS, antiphospholipid syndrome; CMV, cytomegalovirus; EBV, Epstein-Barr virus; FMD, fibromuscular dysplasia;
HIV, human immunodeficiency virus; IBD, inflammatory bowel disease; JDM, juvenile dermatomyositis;

NF, neurofibromatosis; SLE, systemic lupus erythematosus; TB, tuberculosis; TTP, thrombotic thrombocytopenic purpura
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Sign & Symptoms l
UszilinansuazaInIsUaEnd Livanl
Laboratorytests | | Exclude
2782 lASUNANTENY WAEAITHN -
- - \ vasculitis mimics
Imaging: Angiography | — | AUAADN 9
9
Tissue biopsy L
A
o i &
witlasausalsanidn

v ¥
AIN3E6W (rule out

secondary vasculitis)

4

Primary systemic vasculitis

4

wanrnazaslsnranatdananiay

ANTHALAZIBIAVBIVADALADA

4

BANISNHIAILEINAYNAN T

q
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aa aa P 2 v & = 1Y)
LLN‘IJQS.I‘VI 1 ”Uumau’sﬁﬂ’liQLLaﬂinlQU’JﬂL@ﬂ'ﬂﬁx‘iﬁﬂmL‘LJuI‘JﬂMaamaaﬂaﬂLaU
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INITHALDINITHANIUBILTANABALADADNLEUINTUDY N UATLIALY LATIUIAVDIVABALIDAN

Y
wendanwinlunaendonvunalvg, auianans vierwiadn faandlumsei 7 lnedsuanngtiedinunde
215505, PaUNERY IAUVINTONIEUVDIDIBILAN ¢ MITNABTUNUMUNUBITaDAEEATU" 1y
9 & & 08§ Ya Aa v o < & ' )
nsgniauvemaenionvunaniiiinseslsanivilidnvausduluyuung (palpable purpura) s3ufiu
91msUInvies, Anududengs uazlaaziiiiontuainaizladniau (glomerulonephritis) inululsa HSP

o A

dmudndiauduiiengs, Jaanuduidenldliduvindusgnituvunazey saudunisaardnasidlalulsa
& o ' & v 1y P P Ao v A o o

waaadensnauwnlrgjaznululsamineng [Wusu lnendnnnsitadelsanguiltd Aty fe dnvagninme

Yoausiazlind Jonnsuazenisianaauiioisizls FeSenin “pattern recognition” SauuINUNNTIHALY

lsavasaldensnauaiingng o Aagnaniesld
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ANS197 7 91N1SHATEINSHAASTIUITIRNVD9LSATABALEDAD NLEULUIAILUVUINYDINADALTDA

Large Medium Small
Limb claudication Cutaneous nodule Purpura
Asymmetric BP Ulcers Vesiculobullous lesions
Absence of pulses Livedo reticularis Urticaria
Bruits Digital gangrene Glomerulonephritis
Aortic dilatation Mononeuritis multiplex Pulmonary hemorrhage
Renovascular Microaneurysms Splinter hemorrhage
hypertension Renovascular Uveitis/episcleritis/
hypertension scleritis

= & P a v v & Ao w 2 Y} =3
INHITNN 7 %muimwmmimqmmwmLiJummiwm zgmaﬂswaamLaamamawmmammz

' P

uAnaNe kazildnuazdmsluwsazlsn 't nanae lsavasndansNlauruImENNINgSan nAviasadan

¥
v o P ]

oy (capillaries) agvilnAnsoulsARINTTaN YL AUNIO1UAALKNE LABIANIZEIUANUDITNIYA

v

wsaltiugae (gravity-dependent area) TauvianuTaNEslnAAUMAY UWazanunsanunluylunsaingieuey
<) A v < v -1 v a"
Junawu seglsalulsanasaidensniavuiadnaznudnuasiduluyuins dewansdugun 2 e1any
anwauziduauiiy (urticaria) visesuLInes (vesiculobullous) 19 wazflawfisuiulsanasndendniauuun
A a = = " | = ] v v . =y 2
nanniing SanmiviaeadenruIaligndl Wy vaeaidenlutuntauy (dermal arteries) w3aviaaniien
117 (digital arteries) dnwauyseslsafinmiiaaviinTuluimiatuinnii siliseslsalidnuasidusiaund
a | . . . N Ay Vo o aa ! = Y =
3un11 livedo reticularis vi3edifouldRnisniiundt erythema nodosum v3ea1n13UaN8iIvIAGEA

(digital gangrene) wulglulsm PAN éﬁ’mamﬂugﬂﬁ 3

Useihunddey Ae dnldnvormsuanmsimdslulsanasndensni@uvuintng (large vessel
vasculitis) Wu Tsamnend esnnvasadieniignyiaiveglutudnvesininie 91n1suansduinduiuededs
melusnediivasndeninung wazdnlinuanuRaUnAfiiugentUa191nN 1959919 8N 9RIN

wazitioy"”

nisdonsoonioiooUnunmisiia:sodadngn
NA15UEIRM99 complete blood count (CBC), asraan1sisuaesle, asiallaans (urine
examination) wagANsdniay dun ESR wie CRP Fethwaduayunsitadunngvaenidensniau ua

Uszillun1smisuvedlsadsasiivsylevilunmsidinmunissnwsield



296 From Primary to Tertiary Care: Collaboration for the Best Outcomes

3UT 2 seelsafiRavilsdnuwaizduluyuwa (palpable purpura) Ainululsanaesidendniauunndn HSP 7
dnfnduusnudasvesuarluy
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UM 3 omsmaRamilsinulugUaelsn polyarteritis nodosa likn seelsefidnwaeusaum (ivedo reticularis)

waziluaneiiinniden (digital gangrene) 31nviaanidenilill (digital arteries) gnyinane

wanNUAITHNTANAMTIIMENNNEY 9 TevhliiAnlsavaeniiondniauiuunfsi Wy

dy A a dSI LY a a ! a v L
nswnzweluden (blood culture), MInsIMNSAAehTaLazLUATIY, NMIdwTIInugliduiuLay
BuyuIngn Wu anti-nuclear antibody (ANA) uagsiuaaundiiu (complement; C3, C4 level) Tunsel
nasdelsagiiinunuies lnsaniglsngla (systemic lupus erythematosus, SLE) wazAI5dangaa anti-
phospholipid antibodies l¢ilA lupus anticoagulant, anticardiolipin IgM/IgG Lag anti-beta-2-glycoprotein

1 leW/1gG Tunsdlasdendueinis antiphospholipid syndrome

Tunsdlfiasdodn Adrefennisinunfvelsanasnidendniauvuiaiin liun GPA, eosinophilic
granulomatosis with polyangitis (EGPA) viediewiiufie Chure-Strauss %138 microscopic polyangiitis (MPA)
A136971923 antineutrophil cytoplasmic antibody (ANCA) S‘TfaﬁLmﬁﬂmsmmﬁﬁwsﬁfag' 2738 loun n1sdou
%W@Jamﬁamuﬁ (indirect immunofluorescence; IIF) s1eunatdun1sindudin cytoplasmic-ANCA (c-ANCA)
waz perinuclear-ANCA (p-ANCA) wimAdaiifanus e (specificity) Aolsavaonidondniauriinfinga
Ialaifnnidn wazillenanunauinais (false positive) lunmzss q Wy fnsindeitesuarnslisy
gnuneniin Tl . 2560 fiRmnaiulsemaendensniauisausmuurilldimadadulunisnsio ANCA
Taun Banrveulwiludiaideny1n (enzyme-linked immunosorbent assay, ELISA) wagsiseunaly

proteinase 3 (PR3)-ANCA Naunun1sanauuy c-ANCA fiu myeloperoxidase (MPO)-ANCA aunun1sing

v
(=1

WUU p-ANCA® Feigudsiidunisinsyaueulailudindenviviadalnsfia (neutrophil) filusiane
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vaoaLionlagnse FalanufgrtesiunesanmvemasaieonwazeinisvesUlslsall Tutagtuuugi

Tldwmadia ELISA 1Wudsuuwsnlunisansiam ANCA 1ur;3'ﬂa&n7iaaﬁaiﬁﬂ ANCA-associated vasculitis (AAV)*

Iseviaanidondnaurunndnsin AAV TuwsazlsaiisnsuniIsnsIany PR3-ANCA way MPO-ANCA
wanenaiy fakanslumsned 8 wediglunsitiadeuenlsa GPA, EGPA uay MPA™™ usiriana1ignansds

wanuansenutugive Wesanlsadnulddesunluin

15197 8 TomamsIamy PR3-ANCA/c-ANCA uag MPO-ANCA/p-ANCA Tuifthengulsevaenidonsniauaunndnyia

ANCA-associated vasculitis (AAV) (ﬁmmaqmmaﬂmsﬁwﬁaﬁ 15,16)

Iiﬂﬂa:&l AAV PR3-ANCA/c-ANCA MPO-ANCA/p-ANCA ANCA negative

GPA Generalized (renal): 80-90% 10-20% 5%
Localized (ENT): 40-75%

MPA 20-30% 65-80% 5-10%

EGPA <5% 30-60% 55-65%

AAV, ANCA-associated vasculitis; EGPA, eosinophilic granulomatosis with polyangiitis; ENT, ear nose throat
NsdInTIINNTIEIMeiunumegtunlunifidadelsavasadonsniauruialnguazaunnans
Tngamzlsainiengifionisuansnieusniiiuldlidanu desefonmaienisdidinewemasniion
\ilanneSaNNININITAUAY (stenosis/ occlusion) wag/vsen1slUanes (aneurysm) wielil wailafitodn
Jumasgiumaniun1sidade (gold standard) luefin @i angiography wisnzanunsawiunisilasunuasnelu

= Y 9] Ny o o oA & @ a{' - . . |
venidenlaogednau uilidedninliesninduinanisinal (invasive procedure) wagliianunsansia

AMsuINYaInIviasndanls (vessel wall edema) Faiduainisuinulaluszezusnuadlsa wagviioduduin

lsadapsisuey’’

Tutagtudauugibinsiadenislddueisle (magnetic resonance imaging, MRI) Livean1saniauy

& A a o a Vo X ' Y] a N . ..
veulloifouinanilivasndenlataaulu saudumaiialvdetng positron emission tomography (PET)
%uﬂumsmw@miﬁmawmLﬁaL%T@&Jmﬁmmﬂﬁﬁﬁwmaﬂ@ﬂﬂmmLsuaé widnSUlsANaaALEBADNLEY
YUINaN WU PAN tinasiamsssdlngldiniosonsisdneniunesvesasalion (computed tomography
. ' v A a a a < A
angiography, CTA) snanansidoueisle esanamisansianuanuiaunfvesrasaldenuialand
wANLUUILAIlATAAUNI1 e drululsaraonldandnEauTUIALEAN UNUINTBINTITATIINIITIEINe19z Ll
nMIgdnuzvemasaien sedinlinuanuRaunfveaendonvuinannelue ez 4 (intraparen-

chymal arteries) wasnidugransznufeifunsdniauvetedsizneluninnit wu nsdsmsiaenasd
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AaNmaTYeIUan (CT chest) LiaganwazAau (nodule) niolnss (cavity) veallevenlulsa GPA uax

nsdanTIIRAULARIAIINAG (ultrasonography) lattegALEnUnFlulsA MPA®

nsinduiiedinsaananensine (histopathology) sinfimusiiulumsitiadelsavaendensniay
YUIANANUAZVUINLAN WU N13anTuilale (kidney biopsy) Tungulsa AAV, n1sdnuliloRanila (skin
biopsy) Tulsa HSP FsnudnwuzdlwIzNgoudn IgA LAZAIIATIANU non-granulomatous fibrinoid

necrosis vasntlivaandentudundawinnululsa PAN dauanslugui 4

1Y

UM 4 dnvagnedinervesimilsnnulugaelsa polyarteritis nodosa wanddis non-granulomatous fibrinoid

necrosis YadNlInaoadenlutuNlay (dermal arteries) wazdulvsiusniauuiia septal panniculitis

msdtoduna:msdtodununlsa

nainsitadelsanaendensniausiacme 9 1Hunsld “classification criteria” Whidanann esnn
Hulseitnwuldiios fifieddsaamenivinduiidadu “diagnostic criteria” NusuIMEMmMINTIUANLLANGTG
symhanasindaduaeseisi

Classification criteria gnimuiuanaddedundn TnaiinainnisdangudUieidulsaiun

1 a

=~ v P = = o a wa a ! o
WeuiugUaendulsndudi f81n1s, 81n15uans kag/vionanTianieeslfuRnisniianuunnedieegiad
2 datunisianldludUigudazauagdesdiausedinsyislunsulanaane decilady
wenlsanifiennisideuwuulsavasaiiondniaveentunou vielunstigUlislensuage1nThanINyued

v @ v

widsliasumunaeidadeiasdesinniueinisvesithe wehseidlsaseluuaglidnlsalunguiloan

wenwitlonninawinisiadelsarneindndu diagnostic criteria fauandlumisnad 97 lullagiu

finsiamunasinsitadelsanasadondniauludinmunisussyuvesd@erviglul we. 2551 (2008
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|
=

Ankara consensus conference by EULAR, PRES and PRINTO)” #1l@3Un15051aa8uAugniotaieg
4 T5a laun HSP, GPA, PAN wazlsamnieng aziiulaindslufiinasinsitadelsn EGPA uay MPA TId1mwe

ludin Fedsegseninmunudeyanavnsiaaaunnugnsednedsdannnisdnuludiiedvg ifidedn

“Diagnostic and Classification Criteria for Vasculitis (DCVAS)”

M1519% 9 LNaINNTINAdElsAANINYIRAYBY American Heart Association Tt w.d. 2547 (FiakUa’sannenansaneds
7 21)

Classical KD Ataselaggiaeiionsldagietos 5 Tu sauiu
21n1suaneagetios 4 Tu 5 4o Araludl
(nsaidildidoandn 5 4u d@wnsanasaitade KD 16 winfionnsdu & danuasumuinue

IﬂﬂLQW’]Sﬂ’]iU'JSJU%L’Jﬂ.!Ua’]EJﬁE]LLazUa’]ElLﬁ’])

1. SuRUInuAnuay/Msodunas (cracking lips and/or strawberry tongue)
2. 9ImImuaaeasstng lnglufidnnaziudiuusnuseunia (bilateral bulbar conjunctival injection,
limbal sparing without exudate)
3. Huuasguuuuing q eniudnuugeuuila (vesiculobullous rash) laglaniz s
a a v ' Y a 1 1Y) ol
4. e1msvmasUInalatelisnazUansinlutasusn suumelaneiolasUanginasnluduanviiass

i K A A a i o & v A
. mauu']l,ﬁﬁ@\imﬂaim Iﬂﬁu‘umﬂmﬂm’] 1.5 931, dntUUU9Lme7

U

KD, Kawasaki disease; MP, maculopapular

Wnaein1Itadelsanasadendnauluiin aunsawvannulsasasalull

. 1Na9in153139a8lsA HSP (IgA vasculitis)
ftheaeiosdisoslsniiiantsddnuanutiuyuuns vieqndensen (petechiae) UsiniaLa"
ya3ame* Ingldduiusiunmzindadons sauiusn 1 lu 4 9o dwieluil
1. omstaavies infudnuaruindu suufansii@ensenannymadue s rienngaildnauiu
(intussusception)
2. mnstndensetesnau didusuuliaunasivinadiuaimwessnenie
3. amslednaulaedaaniziidenu (dadenuwnsunnnii 5 wadse high power field 138 blood
24) waz/seilusiuslutlaans Wsfiuannndd 0.3 nSuseTu wiesnnnii 30 fadluasedadndy
Y84 urine albumin/creatinine mﬂﬂﬁmmaﬂaansﬂ%’aLammaul,%"l)
4. nsdmsrntuionudnvaznasadonsnausie leukocytoclastic vasculitis saufUNISTOUE
NQoBLTAYUARR IgA
* dususeslsaiinavaiiddnvarlidanu war/vdaiatuluiumisy 9 Aldldmunmsine

(atypical distribution) wugilvidsnsiatuilermiaiedoudanisinves IgA
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. 1NQU9IN1573189a8lsA granulomatosis with polyangiitis
Uszneuluenasiodnation 3 1u 6 48 fuwioldil
1. Fonmsmaiumeladiuuu lawn ﬁmuﬂ%’umﬁmﬁaLﬁaﬂﬁ%m"maéa%“a, amsledadniausess
yeudu q we 9, wilsfuaynneg (nasal septum perforation) vieaynAnguiiendt saddle
nose deformity

2. naodersonasnanfu (subglottic, tracheal or bronchial stenosis)

3. fo1nsmeven Tnenunnasssdleninund wu Neunselnssiven (lung nodules, cavity or

fixed infiltrates)

4. 91mswonau tneilusiusrludaany AUsAuuinnin 0.3 nSusiedu useunni 30 Jadluane

fJaansuwea urine albumin/creatinine 3MNMsASIVAEMEATIRLINBUTEN) wav/vsalaany

fidonvu Juduemsusdves necrotizing pauci-immune glomerulonephritis
5. WALdRANU PR3-ANCA/C-ANCA taz/1"3e MPO-ANCA/p-ANCA

6. NIENNTINTULDNUANWULVRDARDASNLAULUU granulomatous inflammation

. 1NeU9in1533aa8lsA polyarteritis nodosa
\naudifidesll (mandatory criteria) e
1. HansNsId@ImeIvewmasaaen Wy nstuina ns@vasniden (angiography) wislenwise
ARNMLMBSURARALaRn NUAMURAUNRKITNATTuNSRURY (stenosis, occlusion) w3elUanaa

(aneurysm) YDINADALEDATUIANANUSDVUIALEN 3D

2. HANTI NG ING1NTULDNUAN WL VaDALEDAS NLAULUU necrotizing vasculitis without

granulation fivaenidenvunnatsvievuadn
squffusn 1 1u 5 98 swelud
1. dnvarmeilsiaaund lidnesduiiuuuusiaum (ivedo reticularis), Aeunuinmeds (sub-
cutaneous nodules) wspemsUansihmmdenluides (digital gangrene)
2. omsUandanile
3. 9INTV AL ODULTINNEUUTEAMONIEULUUNTEYRALAILAUS (mononeuritis multiplex)
4. AUAULRongs

5. 1M 3abe Ieedilusiusilutlaaniy AUsAuunnnin 0.3 nsumetu wSeu1nnIT 30 Jadluane
Jaansuveg urine albumin/creatinine 1nNsASIVAAITATIRLINEU), Uaaziidanly

war/v3an15vNuYedlnanas (Wesninsogay 50 vaaUnd)
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. 1NQU9IN15I89aslsA Takayasu arteritis

L% a

\nausififesdl (mandatory criteria) loun

- HARTIANeSaEInen Wy nstuiinamsidvasnien, lonusdasuimesrsaduaislevamiasn
= . . a al [ @ a Y] Gl 1 a
\Hoaleeasnuaziaus (aorta and its major branches) wuaNuRaUnfliIzidun1siususelUanesi

liiannsaeSuielfainanivmdu wu fibromuscular dysplasia
$aitusn 1 1u 5 4o fuiolud
1. anuiudengs
2. WU bruits ﬁwaamﬁammﬂmﬁ WU VieaAEBALAY carotid, abdominal, renal

3. Adanaslaldvindunnsensd (pulse deficit) n3eliennisuinvianidenliidedldiiisane

(claudication)
4. pnusudeausnaeiuluusasenn lnefinusuden systolic AneiuuInnIY 10 Wi, Usen

5. AIN158NaU laun erythrocyte sedimentation rate (ESR) %38 C-reactive protein (CRP) g4

a a

NAUNG

msQ||as'nu1||a:mswmnsm'fsn

msshelsanaandensniaundazisaiinnuuanseiu vislsaonalidesnisnissnufisninie uas
anansnmerdulnild (self-limiting disease) Mnl@sunmsguanuuyseAuszasaivsnzan 1wy Tan HSP
wlsaiionnsiBundusndudesnisnwegradimuiietesiunnzunsndeulusuaniionainiy Wy
Isv»wm’mﬂﬁﬁé}’aqﬁmimﬂﬁm@m@u‘[ﬂauﬁumwaamLﬁamﬁ (intravenous immunoglobulin) ielasi

nsiinvasndenilalianes (coronary aneurysm)”

nmsinwlsavaenidensniauizesuiindnnisshuddgyed 2 Usenis laun

@

1) mslienagiiduiuruiegeluszezusn enlupuNToN@Uvevaeaden uagmieadil

v o oA

15masu (induction phase) @seniildfinUszneumuafiesesn (steroid) miugiuenagiAuiudy 9 laun

[

cyclophosphamide, mycophenolate mofetil, IVIG, plasmapheresis waza15%7 g (biologic agents)
lunsaligUiedionnissunsslinevauaswasiuguiily W 1 anti-tumor necrosis factor-ar #19874
WU infliximab, etanercept, adalimumab, 81 anti-interleukin-6 A9819U tocilizumab tazen B-cell

depletion therapy (anti-CD20) f@g1itu rituximab

2) ielsmasu wnndaziasliemeiiinsludnegiies 1-2 U 158131 maintenance phase tiatasriu

lsanduaniizu GseviligUlsidesienisiineioiznelugniatens laeeinagiduiulugledae
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138n97 disease modifying anti-rheumatic drugs (DMARDs) sinilugniifimnsussvesenanas edesiu
Had1aAB9aINeT (drug toxicity) Tussezena laun 81 methotrexate, azathioprine %39 leflunomide®

nsUTuensnusetiadlusserenisesefunisguasiuiuvesiitananunivn Juusihviunvdgauadadeie

'
a

o L 1
Wdaunmdgldernaysiely

dmsunusunndinll daisesdisduanelunsquadtienniiasdelsaaendendniay Ao ns
) [l ~ 2w = aa . . . ' v o A o W
Shwnmesaiiuienatudunsenadin (life threatening conditions) Wi Mslvignanaudiudion, n153Ma

H = ] a a s a a . . v dl
ATUILAZINADLY LASLINYIARYIEATUARATUINGN (intravenous pulse methylprednisolone) Iu@mw

o v a

M&aiin1z rapidly progressive glomerulonephritis (RPGN) Ainulglulsa AAV nsliinisshwusesAudszaes
Amunzanlunsalndnnzani@enlutsn (pulmonary hemorrhage) wisanTgiiladuvad (heart failure)

udnsiveevaeniion uazedunmsulsiveadentunsdiinsanuuaeinundeatudiaslsa PAN

'
a

eusudeigUieandanunsunmdgiveinglsadauar sunfadusely

NUITUNNGAIINTIIA U VRINITANLIAARAFERSNIEUTLANALNN (secondary vasculitis)
u nsfadedeuiuiaudae Tasanglusedfianudndudesdueinagidudu dun nsnea
tuberculin skin test wazawaessdvanilensravfalsauds, msnsemmeslugaanse, nismsraily
FIDID1ANITUNENTIV Streptococcal serology, hepatitis B virus (HBs antigens, anti-HBs antibodies,

kay anti-HBc antibodies), hepatitis C virus (anti-HCV antibodies) WHudy

asu

v

91nswazoInIskanivedlsavasadensniaulunniianuvainnaietusgivauinvesiaenident

% =%

gnvihane uazkansEnuINNITEnLauTio e o eedunaviliunmddauaindalsaiilunildunisidade

[ |

wenlse toun giheniidymidGess, seunds iudulionmsiansvemaiseTorsiiiaunilagliansnesuiy
Toannlsalalsanila wu seslsaniamils, faun1udd, Unds, Uianes, araduden, melaveuwmiles vise

amgladniau lasanzlednaifenuansrinisdnaulusisnie Wy ESR uag/v3e CRP guiaUnd 2z

v
U Aa A Y = [

atuayun1sidadelsatunniu viddsiidesisseiuaus loun n1sitdadesenlsafianaiionnisideunuy

nasnuNedawsiiduladunseduihliiAnnnzvaendondniaurianiend lnendnnisidedelsangud

1% [

NdAy Ao dnwuzidwizueinaarlsnindionisuazenshanuauiodslylaienisenin “pattern

recognition” FaufunausinIsItadevedlsaviaeniiondnausiiamie q Meligauainisdudunisidade

o o

NABIDIAYNITAINTIINITIFINY WNDM AL AUIVDINADALADANINITONLEU LaL/M3DNSANTULBLNDES
ATIVNINGTEINeN Asfiddyigatunuaiienduiidalunsidadelsaliegneiued iedunisinudime

lunsannissniauveaaeniion nstesiueieisene  gnvhaivednnns uaglinssnuussAudseaes

£%

Mnzan nmsihseTainzunndouniainmlsa wagensinafswesenagiiauiunldlunissnw

U



304 From Primary to Tertiary Care: Collaboration for the Best Outcomes

19Na1SH1090

1.

10.

11.

12.
13.

14.

15.

16.

17.
18.

19.
20.

21.

Sivaraman V, Fels EC, Ardoin SP. Vasculitis syndromes. In: Kliegman RM, St. Geme JW, lll, Blum NJ, et al, editors.
Nelson textbook of pediatrics. 21st ed. Philadelphia: Elsevier; 2020. p. 1316-8.

Sag E, Batu ED, Ozen S. Childhood systemic vasculitis. Best Pract Res Clin Rheumatol 2017; 31: 558-75.

Jennette JC, Falk RJ, Bacon PA, et al. 2012 revised International Chapel Hill Consensus Conference nomenclature of
vasculitides. Arthritis Rheum 2013; 65: 1-11.

Cabral DA, Ozen S, Morishita KA. Vasculitis and its classification. In: Laxer RM, Lindsley CB, Wedderburn L, Mellins ED,
Fuhlbrigge RC, editors. Textbook of pediatric rheumatology. Eighth ed. Philadelphia: Elsevier; 2021. p. 451-5.

Petty RE. Vasculitis in infancy, childhood, and adolescence. In: Ball GV, Fessler BJ, Bridges SL, editors. Oxford textbook
of vasculitis. 3rd ed. Oxford: Oxford University Press; 2015. p. 283-98.6. Gross WL, Trabandt A, Reinhold-Keller E.
Diagnosis and evaluation of vasculitis. Rheumatology (Oxford) 2000; 39: 245-52.

Foster HE, Brogan P, editors. Paediatric Rheumatology. Oxford: OUP Oxford; 2018.8. Maningding E, Kermani TA.
Mimics of vasculitis. Rheumatology (Oxford) 2021; 60: 34-47.

Watts RA, Robson J. Introduction, epidemiology and classification of vasculitis. Best Pract Res Clin Rheumatol 2018;
32: 3-20.

Shavit E, Alavi A, Sibbald RG. Vasculitis-What do we have to know? A review of literature. Int J Low Extrem Wounds

2018; 17: 218-26.

Rawlings CR, Fremlin GA, Nash J, Harding K. A rheumatology perspective on cutaneous vasculitis: Assessment and

investigation for the non-rheumatologist. Int Wound J 2016; 13: 17-21.
Pugh D, Karabayas M, Basu N, et al. Large-vessel vasculitis. Nat Rev Dis Primers 2022; 7: 93.

Bossuyt X, Cohen Tervaert JW, Arimura Y, et al. Position paper: Revised 2017 international consensus on testing

of ANCAs in granulomatosis with polyangiitis and microscopic polyangiitis. Nat Rev Rheumatol 2017; 13: 683-92.

Damoiseaux J, Csernok E, Rasmussen N, et al. Detection of antineutrophil cytoplasmic antibodies (ANCAs):
A multicentre European Vasculitis Study Group (EUVAS) evaluation of the value of indirect immunofluorescence (IIF)

versus antigen-specific immunoassays. Ann Rheum Dis 2017; 76: 647-53.

Salvador F. ANCA associated vasculitis. Eur J Intern Med 2020; 74: 18-28.

Kitching AR, Anders HJ, Basu N, et al. ANCA-associated vasculitis. Nat Rev Dis Primers 2020; 6: 71.

Granata C, Damasio MB, Zaottini F, et al. Imaging of childhood vasculitis. Radiol Clin North Am 2017; 55: 1131-43.

Weinrich JM, Lenz A, Adam G, Francois CJ, Bannas P. Radiologic imaging in large and medium vessel vasculitis.
Radiol Clin North Am 2020; 58: 765-79.

Guggenberger KV, Bley TA. Imaging in vasculitis. Curr Rheumatol Rep 2020; 22: 34.

Hocevar A, Tomsi¢ M, Perdan Pirkmajer K. Clinical approach to diagnosis and therapy of polyarteritis nodosa. Curr
Rheumatol Rep 2021; 23: 14.
McCrindle BW, Rowley AH, Newburger JW, et al. Diagnosis, treatment, and long-term management of Kawasaki disease:

A scientific statement for health professionals from the American Heart Association. Circulation 2017; 135: €927-e99.



Approach to Systemic Vasculitis: Rheumatology Perspective 1515101 moqné' 305

22.

23.
24.

Ozen S, Pistorio A, lusan SM, et al. EULAR/PRINTO/PRES criteria for Henoch-Schonlein purpura, childhood
polyarteritis nodosa, childhood Wegener granulomatosis and childhood Takayasu arteritis: Ankara 2008. Part II: Final
classification criteria. Ann Rheum Dis 2010; 69: 798-806.

Ozen S, Sag E. Childhood vasculitis. Rheumatology (Oxford) 2020; 59: iii95-iii100.

Cannon L, Wu EY. Recent advances in pediatric vasculitis. Rheum Dis Clin North Am 2021; 47: 781-96.



