AIAINQ2TIKH NMPOZEITI2H
AIFTEIITIAQN

—eKAPOAKNC ANUNTEIOC
EmTipeAnNTNG B
AEOUATOAOYITAC-APOOSICIOAOYIAC

3.1T.T.N.H, / ‘




ARTHRITIS & RHEUMATISM

Vol. 65, No. 1, January 2013, pp 1-11

DOI 10.1002/art.37715

© 2013, American College of Rheumatology

Arthritis & Rheumatism

An Official Journal of the American College of Rheumatology
www.arthritisrheum.org and wileyonlinelibrary.com

SPECIAL ARTICLE

2012 Revised International Chapel Hill Consensus Conference Nomenclature of
Vasculitides

J. C. Jennette,' R. J. Falk,! P. A. Bacon.” N. Basu,” M. C. Cid,* F. Ferrario.” L. F. Flores-Suarez.” W. L. Gross,”
L. Guillevin,” E. C. Hagen,’ G. S. Hoffman," D. R. Jayne,"* C. G. M. Kallenberg,"* P. Lamprecht,"

C. A. Langford,”” R. A. Lugmani,"* A. D. Mahr," E. L. Matteson,”® P. A. Merkel,"” S. Ozen,” C. D. Pusey,”
N. Rasmussen A. J. Rees' D. G. 1. Scott.2 U, Specks,'® J. H. Stone, K. Takahashi.2* and R. A. Watts™




MEINEO©OZ AITEIQN

A Large Vessels B Medium Vessels C Small Vessels
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AopTh Kail KUplor  Meoaiou peyéBoug apTnpieg Mikpa ayyeia, TTou
KAddol TTOU opidovTal WS Ol KUPIEC opifovTal W¢ Ol HIKPEC
OTTAAXVIKEG ApTNPIEC KAl Ol EVOOTTAPEYXUMATIKEG
KAAGdol Toug apTnpPIiEg, apTnpIdAiq,
TPIXOEIDN Kal
Jenette 2013 QAERiIdIO




Renal artery

Lobar/lobular artery

Arcuate artery

Interlobular artery

Arteriole

Glomerulus

Large Medium-sized Small
vessel vessel vessel
vasculitis vasculitis vasculitis
A4 A4 y VL
Granulomatous Granulomatous Necrotizing Necrotizing
arteritis in a arteritis in a arteritis without arteritis with
patient >50 patient <50 MCLN syndrome MCLN syndrome
Giant cell Takayasu Polyarteritis Kawasaki
arteritis arteritis nodosa disease
y A4
Immune complexes Circulating ANCA
in vessel walls with with paucity of vascular
IF immunoglobulin staining IF immunoglobulin staining
v
Other sources Cryoglobulins IgA-dominant SLE or Vasculitis with Granulomas Eosinophilia,
for immune in blood and vessel wall rheumatoid no asthma or and no asthma and
complexes vessel walls immune deposits arthritis granulomas asthma granulomas
Other Im Cryoglobulinemic H-S Lupus/Rheumatoid Microscopic Wegener’s Churg-Strauss
Cx vasculitis vasculitis Purpura vasculitis polyangiitis granulomatosis syndrome




Table 2. Names for vasculitides adopted by the 2012 International
Chapel Hill Consensus Conference on the Nomenclature of
WVasculitides

Large vessel vasculitis (LVV)
Takayasu arteritis (TAK)
Giant cell arteritis (GCA)
Medium vessel vasculitis (MVV)
Polvarteritis nodosa (PAN)
Kawasaki disease (KD)
Small vessel vasculitis (SVV)
Antineutrophil cytoplasmic antibody (ANCA )—associated vasculitis
(AAV)
Microscopic polyangiitis (MPA)
Granulomatosis with polyvangiitis (Wegener’s) (GPA)
Eosinophilic granulomatosis with polyangiitis (Churg-Strauss)
(EGPA)
Immune complex SVV
Anti—glomerular basement membrane (anti-GBM) disease
Cryoglobulinemic vasculitis (CV)
Ie A wasculitis (Henoch-Schonlein) (IgAWV)
Hypocomplementemic urticarial vasculitis (HUV) (anti-Clq
vasculitis)
Variable vessel vasculitis (VVV)
Behcet’s disease (BD)
Cogan’s syndrome (CS)
Single-organ vasculitis (SOV)
Cutaneous leukocytoclastic angiitis
Cutaneous arteritis
Primary central nervous system wvasculitis
Isolated aortitis
Others
Vasculitis associated with systemic disease
Lupus vasculitis
Rheumatoid vasculitis
Sarcoid wvasculitis
Others
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




Ayvelimida peydAwv ayyeiwv (LVV)

Aptnpitida Takayasu (TAK)

[ IyavTokutTapIki apmpitioa (GCA)

AyyeliTida Tou mpoaBaAel peyaAeC
apTnpiec o guyvd amoé dAAEC ayyeliTIOEC,
AopTi| Kal KUplol kAdool. Kafe peyéBoug
APTNPIEC HTTOPE VO CUHETEYOUY

Aptnpimida, uxva KoKKIWuaTwong, Tmou
TIPOGRAAE! KUpiWC TNV OPTH Kal/f TOUC
Kupiou¢ kAdoouc Tc. Evaptn auvibwc oe
aoBeveic < 50 eTwv

ApTnpiTIoa, GUXVA KOKKIWUATWONC, TToU
TIPOGBAAE! KUpIWC TV 0opTH Kal/f TOUC
Kupiou¢ KAdouC T, i€ TTpoTilnan Yia Tou¢
KAGOOUC TNC KApWTIOAC KAl TwV OTTOVOUAIKWY
APTNPIWV. 2UXVA TTPOTRAAEI TNV KPOTAIK!]
aptnpia. Evaptn ouvnBwc ae aobeveic > o0
ETWV KQI GUYVA OXETICETaI [IE PEVNQTIKN
TIOAULUQAYia






Meoaiou peyéBoug ayyelitida (MVV)

OCwonc moAuapmpitioa (PAN)

Nooo¢ Kawasaki (KD)

AyyeliTida Tou TPoaPAAEl Kupiwg pecaiou
HEYEBOUC apTnpiEC TTOU opilovTal WE o
KUpPIEC OTTAQYXVIKEC ApTNPIES KAl OI KAdDoOI
Tou¢. KaBe peyéBoug aprnpia propei va
OUHHETEXEL AVEUPUTHATA KOl OTEVWOEIC
@Aeypovwdoug apxi¢ gival guyvd

NEKPWTIKN apTNPITIOA TWV HETWV 1 JIKPWV
apTNPIWY, XWPIC aTTEIPANATOVEPPITION N
ayyeimida o aptnpIoAia, 1y TPIXOEION,
(AEPiOIa, kal n otToia O€ OYETICETAI E avTI-
OUOETEPOPIAIKG KUTTAPOTTAACHATIKA
avriowpara (ANCA)

ApTnpiTida o oxeTiCeTal e 10
BAevvodepUaTIKO AePadEVIKO GUVOPOLO Kal
TTIPOCRAAEI KUPIWC eadiec Kal LIKPEC apTnpiec.
OI oTeQaVIaieC apTNPIEC TUUHETEXOUY OUYVA.

2 UvnBw¢ Taparnpeital o€ veoyvd Kal pikpd
Taidid



Fig. 35-24 Polyarteritis
nodosa with multiple
leg ulcerations.




Diagnostic criteria

* Presence of fever for at least 5
days + four of five criteria:

— Bilateral bulbar conjunctival
injection

— Oral mucous membrane changes

— Extremity changes
— Polymorphous rash

— Cervical lymphadenopathy




AyyeliTidec iIKpwyv ayyeiwv (SVV)

Ayyslimida TTou TpooBAAsl Kupiwg HIKpd
ayyeia, TTou opifovTal w¢ o1 HIKPEC
EVOOTTAPEYXUHATIKES ApTNpPiES, apTnpIdAia,
TPIXo£10N Kal PAeBidia. MTopsi va
OUMHMETEXOUV HECAioU HEYEBOUC apTnpisg
Kal @AEReg

ANCA-oxeTI{OueVeC ayVENTIOES

AyVelTIOO aVOoOGUUTTAEYUATWY

NeKPWTIKA ayyelTidoq, Ye eAdxIoTn rj kKaBoéAou
EVATTOBETN AVOTOCUUTTAEYUATWY, TTOU KUPIWE
TTpoaBAAel HIKPA ayyeia (Tpixoeldr, PAeBidiq,
aPTNPIOAIQ, KAl MIKPEC ApTNPIEC), OXETICETAI HE
ANCA (pughoutrepoceidaong MPO iy
TTpwreivdong 3 PR3). Na mmpoadiopiletal n
BeTikoTNTa TWV ANCA X MPO-ANCA, PR3-
ANCA, ANCA-apv.

AVVEITION e LETPIEC EWC EVTOVEC EVATIOBETEIC
OTO TOIXWHATA TWV QYYEiWV amo
avoo0aPaIPiVEC Kal/i auoTaTikd Tou
OUUTTANPWHATOC TTOU APOPOUV KUpiwe OTa
LIKPd ayyeia (Try TpIxoe1dn, QAepiia,
apTnPEIOAIC Kal IKPEC apTNpIEC).
2TIEIPAUATOVEPPITION TUXVI



ANCA-IXETIZOMENEX ATTEITIAEY
MIKPOQN ATTEION

MIKPOOKOTTIKE TTOAUQYYEITIOO

KokkiwpdTtwaon Je TToAuayyelitida
Wegener's (GPA)

HwoIvo@IAIKH KOKKIWUATWON HE
TToAuayyelimida Churg-Strauss (EGPA)

NEKPWTIKN ayyelimida pe eAdxioTa rj KabdAou
QVOOOOUUTTAEYUATA, TTOU TTPOCRAAEI KUPIWC HIKPA
ayyeia (Tpixoeidn, @ARidIa i aptnpidAia). Mtmopei va
CUVUTTAPXEl VEKPWTIKI apTneiTida MIKPWYVY Kal JECAiwyY
aApTNPIWY. H VEKPWTIKA CTTEIPAUATOVEPPITION €ival TTOAU
OUXVI. 2UXVA TIVEUHOVIKH TPIX0EIDITIdA. ATToUuoa Hia
KOKKIWHATWONG QAEYUOVN.

NEKPWTIKIN KOKKIWHATWONG GAEYHOVT TTOU CuVhBwg
TTPOCRAAEI TO AVWTEPO KAl KATWTEPO AVATTIVEUCTIKO, KAl
VEKPWTIKA ayyEeITIOa KUpiwg oTa HIKPA Kal Jeodia ayyeia
(Trx TpIX0EIOn, PAEBidIa, apTnpidAia Kal QAEREC). 2uxvd
VEKPWTIKA OTTEIPAPATOVEPPITIOA.

[MTAouo1a 0€ NWOIVOPIAQ VEKPWTIKI] KOKKIWHATWANC
(PAEYUOVH] OUXVA JE CUUMETOXN TOU QVATIVEUGTIKOU, Kal
VEKPWTIKA ayVYEeITIOA TTOU TTPOCTRAAEl KUPIWE HIKPA Kal
Ueoaia ayyeia, TTou oxeTiCeTal Je AoBua Kai
nwaoivo@iAia. Ta ANCA 1o ouxva i
OTTEIPAUATOVEPPITIOAC.




Inflammation Blood vessel
Area Lining







The skin rashes of Churg-Strauss
syndrome




ATTENTIAEY MIKPQN ATTEIQON

YXETIZOMENEYX ME ANOXOLYMITAETMATA

NOooc¢ avTiowHATWY KAtd TS BACIKNC
MEUPPAvVNC Twy oTTelpapdTwy (anti-GBM)

Kpuoo@aipivaigikn ayyeitida (CV)

IgA ayyeliTida Henoch Schoenlein (IgAV)

YITOOUNTTANPWHATIVAIMIKE KVIOWTIKA ayyelTioa
(HUV, anti-C1q ayyelitidoa)

Ayyelimida trou TTpocBAAsl Ta TRIXOEION TOU
OTIEIPANATOC, TOU TIVEUNOVA 1) KAl TwV dUO, HE
evamobeon otn Baoikn uepBpdvn avti-GBM
QUTOAVTICWHATWYV

Ayyelimida pe avoooevaTtoBEOEIC KpuoOoPaIPivNC
TToU TTPOCRAAAEI MIKPA ayyeia (Kupiwg
TpIX0€Idn), @A£BidIa, Kal apTnpIoAid) Kal
OXeTiCeTAI e KpUOo@aipIvaldia. To dépua, Ta
OTIEIPAUATA KAl TA TTEPIPEPIKA VEUPA
OUMHETEXOUV OuxVd

AyyEeliTIOa, Je TTPOELdpXouoa TNV evamrobeon
IgA1T avOoWwV CUMTTAEYHATWY, TTOU TTPOCRBAAAEI
HIKPpA ayyeia (Kupiwg TpIXoe1dn, eAeRBidia, i
apTNPEIOAIA). 2UXVA CUMMETEXEI TO OEPUA KAl O
YAOTPEVTEPIKOC CWARVAC, KAl CUuXVA TTPOKAAEI
apBpiTida. MTTopei va eg@avioTEi
OTTEIPANATOVEPPITIOA DUCBIAKPITN ATTd TNV IgA
VEQPOTTABEIa

AyyeliTida TTou cuvoOeUeTAl ATTO KVidwon KAl
UTTOCUNTTANPWHATIVAIMIA Kal eTTNReAlel TA
HIKpA ayyeia (TTX TRIXO0EeI0n, @AeRidiq,
aApTNPEIOAIA) KAl OXeTiICeTal e avTI-C1qg
AVTICWHATA. ZTTEIPAUATOVEPPITIOA, apBpiTIda,
QATTOPPAKTIKI] TIVEUHMOVOTTABEIa KOl OQOAALIKI
@AeyHOV gival ouxvdad,



Cryoglobulinemic vasculitis

« Systemic vasculitis associated with
cryoglobulinemia

» Hepatitis C (5%)

* Clinical manifestations

— Purpura, arthritis, peripheral neuropathy,
glomerulonephritis (membranoproliferative GN)

— RF, cryoglobulin, hypocomplementemia

 Treatment
— Interferon-o.and ribavirin for HCV infection
— Glucocorticoids : transient response




Fig. 35-19 Henoch-Schénlein purpura.



Fig. 35-21 Urticarial vasculitis.




AyyeliTida troikiAou peyeéBoug  AyyeliTida 61ToU dev UTTAPXEI ETTIKPATWY TUTTOC OYYEIOU

ayyeiwy

Noao¢ Behcet (BD)

2Uvdpopo Cogan (CS)

TTOU TTPOGRAAAETAI KOl PTTOPEI VO ETTNPEALE!
OTTOI0UdNTTOTE HEYEBOUC (MIKpOU, HETOU, MEYAAOU) Kal
TUTTOU (apTnpieg, PAEREC Kal TPIXOEIONR)

H ayyelimda Tou apatnpeital o€ aaBeveic pe vooo Behcet
XAPOKTNPI(ETaI ATTO UTTOTPOTTIA(OVTA GTOUATIKA Kal/r) YEVVNTIKA
a@Bwan £AKN Tou ouvodelovTal atTo OEPUATIKEC, OPBAAUIKEC,
apBpIKEC, yaaTpevTEPIKES, Kail/f) Ao T0 KN2 @AeyHOVWOEIC
BAdBeC. Ayyelimida UIKpwy ayyeiwy, BpouBwTIKn ayyelimda,
BpouBwon, apTnpiTIda, Kal apTnPICKA aveUpUOUATA UTTOPOUV
va Trapatnpnéouv

Ayyelimida TTou TTapaTnpeiTal og aoBeveic e auvopopo Cogan.
To aUvopopo Cogan xapaktnpietal amo GAeyHovwdEIC BAAREC
TOU 0QBaAlOU, aupTTEPIAAUBAVOUEVWY TNE DIAUETNC
KEPATITIOAC, PAYOEIDITIONC, KaI ETTITKANPITIONC, KOl TOU £0W
WTOC, CUPTTEPIAQUBAVOUEVNC TNE VEUPOAIOEBNTAPIOC ATTWAEING
akon¢ kal aiBouadiag duaAeitoupyiac. Or ayyyelTIOIKEC
ekONAWOEIC uTTopEl Va TrEpIAaUBAvOUY apTnpITIda (UIKPWY,
HEOWV 1} HEYAAWV ApTNPIWY), AoPTITIOA, AOPTIKA aveupuauaTa,
Kal BaABIdiTIda TS aopTiC Kal TNE HITPOEIBOUC
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Anterior uveitis and hypopyon




'
Cogan’'s Syndrome
Cogan's syndrome generally results in hearing loss,
dizziness and vision difficulty.

ePamAssist.com



AANNEL MOPOEY AITEITIAOY

Ayvelimda oXeTI{OHEVN HE CUCTNHATIKO
véonua

AyvyeliTidoa oXeTi{Opevn HE TTIBavni aiTioAoyia

AyvyeElimida sevdg opydavou (SOV)

Ayyelimda TTou oXeTiCeTal YE | JTTOPET va gival
OeuTEPOTTABN G Ot (va TTpOKAaAgiTal ATrd) JHia
cuoTnuaTtik voéco. To évoua (n didyvwon) Ba
TTPETTEI VA £XEI Eva TTPOBea 6p0O TTOU Ba
TTpoodIopilel TO CUCTNHATIKO vOonua (TTX
PEUNATOEIONC ayyElTIOA, ayyelTioa Tou AUKOU
KATT)

AyyeliTida TTou oXeTiCeTal hE JIa TTIBAv €10IKN
aiTioAoyia. To évopa (n diIayvwaon) Oa TTpETTEl
va @Epel Eva TTpdBeua épo TTou Ba
TTPoCdIopPilel T CUCXETION (TTX HIKPOOKOTTIKNA
TTOAUQYYEINTIOO OXETICOMEVN HME udpaAadivn,
ayyelnTioa oxeTiCouevn e NITaTiTioa B,
KPpUoo@AIPIVAIMIKE AayyEeliTIOa OXeTICOPEVN ME
nITaTiTida C KATT)

Ayvelimda oe apTnpieg Kal AERBec KABe
HeEy£€B6oug ot £va Opyadvo Kdl Osv TTapoucIAlel
XAPAKTNREIOCTIKA TTOU UTTOONAWVOUY OTI ATTOTEAE]
TTERIOPICHEVN EKPPAC HIAC CUCSTNHATIKAC
ayvyeliTidoag. To Svouda Tou opydvou Kal o TUTTOg
TOoUu ayvyeiou Oa TTpETTEl va TTEpIAQUBAvOvVTAl OTO
OVOoHA (TTX DEPpHATIKI] AayyeliTioa HIKpov
ayveiwv, ayyeliTida dpxeog, ayvyelitTida KNZ). H
KATAVOMUR TNS ayvyeliTidac JTTopEei va sival
HOVOECTIAKI Il TTOAUECTIAKR (DIAXUTN) EVTOC TOU
opydvou. Mepilkoi aocBeveic TTOU ApPXIKA
SI1IayvwoOnkav e AEO Oa avattTtuZouv
TTEPLAITEPW EKONAWOCEIC TN VOO OU TTOU
OIKaloAoyoUvV TOV £TTAVATTRPOOCOIOPRITOWNO TOU
TTEPLICTATIKOU WS HIA OUCSTNHATIKR ayvyeliTioa
(TTX QEpHATIKI apTnEeIiTIoa TTou apyoTepd yiveTal
CUCTNUATIKN olwdnNg TTEpIapTNRITIOa KATT)



2Y2LTHMATIKH 2 YMMETOXH

Opyavo
[ EVIKQ CUMTTTWMATO

[1veUOVEC

Neppoi

MuoGoKeAETIKO cuCTNMA

[1ETTTIKO oUCTNUA

Neupikd cucTnua

ZUNTTITWMO

[TUPETOC, KATARBOANR, ATTWAEIQ
CWHMATIKOU Bapouc

AucTIVOolQ, QIMOTITUCN,
TTVEUMOVITIOA

AlgaToupia, AsUKwHaTOURIA,
oIONMATA, UTTEPTACN, OZcia/
XPOvId VEQP. AVETTAPKEIA
ApBpaAyiec/ apBpiTida
KOIAIOKO AAYOC, AINATNPES
KEVWOEIC

[lepipepIKn HOVOoveURITIOQ,
TTPpooRoAn KN



ﬂpouﬁohq oV uvw'rspuw avVaTIVEVOTIKAY 00chv
16iwe oy coxkiwparwoy Wegener (WG),

kai ot vooo Churg-Strauss (C5)

® Erigtaly, rapappivoxodnitifa, Kogwon

¢ ey wrimba

Hpoa[iohq mg K(xpﬁmg
* 0zu6ng nouapenpiivida (ON)
o Tondayxn, M
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