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Ayyeutioes-Opronog

o IIpokerton yio ETEPOYEVI] OULAON CVOTIUOTIKOV
VOOT|ULATMV, TTOL £YOVV MC KOO YVOPIGUA TT
PpAgypovmon omdnon kot PLaPN Tov ayyELeKOU
TOLYMNOTOG.

o AmoTéAEGUO TNG PAEYUOVNC EIVOL 1) ATTOPPOEN TOL AYYEIOV
KOl KOTQL GUVETELO, 1] IOYULULO KOL VEKPOOT] TG
aPOELOUEVTC TTEPLOYNG / OPYAVOL.



AYYEUTIOES

ANEURYSM
FORMATION
(Angiogram showing
"String of beads")

l
HEALTHY BLOOD VESSEL

Inflammation Fibrinoid necrosis

Diameter
reduced

AFFECTED BLOOD VESSEL Fibrin deposits



Ayyeritoec-Tacivounon
H ta&ivounon tovg sivor mpofAnuatikn Aoy

*TNG ETEPOYEVELNG TNG UTIOAOYIOG TOVG

*TNG AAANAOETIKAALYNG TNG KMVIKNG EIKOVAC KO TOV EPYOGTNPLOKDV
EVPNUATOV HETAED TOV OLAPOPOV LOPPDV OLYYEUTIONC

*TOV OTL OEV VTLAPYOVV TOBOYVOUOVIKE EPYOGTNPLOKA 1] KAVIKA EVPTLOTOL
Y10, TN O YV®OT) TOLC.

Kpimipwo xatatadng:

*MéyeBoc tov mpocPairlouevav ayyeimv
*EVTOMIGUEVES 1] GLGTNUOTIKES

[ Ipwtonabeic 1 devtepomabeic
*ANCA +/-



Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schénlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis
Polyarteritis Nodosa [ Anti-GBM Disease |
KawasakiDisease

A

|

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis

) Granulomatosis with Polyangiitis
' (Wegener’s)
Large Vessel Vasculitis Eosinophilic Granulomatosis with Polyangiitis
(Churg-Strauss)

Takayasu Arteritis
Giant Cell Arteritis



Ayyeritioec-Kmvikn eikova

Headache

Polychondritis

Nasal crusting Otitis media

Sinusitis E{aras:he|
Persistent rhinorrhoea earing loss
Otorrhoea

Purulent/bloody discharge

Nasal ulcers Neck ache

Oral ulcers Stenotic lesions

Hoarseness Dyspnoea
Cough Haemoptysis
Stridor Nodules
Wieezing (tumour-like

lesions)

Large airway
inflammation Cavitations

in nodules

Alveolar opacities
Urticaria

Pleuritic pain
Haematuria Pleural based lesions
Red cell casts
Other casts

Proteinuria Leucocytoclastic

angiitis
Tender nodules

Livedo reticularis

Polyarthralgia
Polymyalgia



Ayyeutioes-Emonuioroyia

Enintwan/106
nAnBuaopov

[IlyavToKuTTapIkn aptnpitida 60-270
Olwdnc noAuapTnpiTida 2,4-9,0
Mikpookonikn noAuayyelitida 3,3-11,6

Eidoc ayyeimndag

Kokkiwparwaon Wegener 2,8 -10,6
>uvdpopo Churg-Strauss 1,1-2,7




Ayyeritoec-Tacivounon

Meyara Ayyeia
["tyavtokvttapikn Aptnpitioo
*Aptnpitioo Takayasu

Meoaiov peyé@ovg ayyeia
*OCwong IToAvaptnpitig
*Nocog Kawasaki

Muwkpov peyéfdovg ayyeia

‘Méow avosocvumieyudtov (topevpo Henoch-Schonlein, ayyetitida
KPLOGPLOPIVOLLIOG, VITOGUUTANPOLOTOLULKT-KVIOWOTIKT )
*ANCA-oyeT1i{Oueveg aryyeutidoeg (KPOGKOTIKT TTOALAYYEUTION,

KokKiouatmon Wegener, nociveiiikn] KOKKI®LOTOONS TOAVAYYEUTION-G.
Churg-Strauss)



I'tyavrtokvTTOopilkn Aptnpitiod-
Kpotagu) aptnpitiod

2VOTNUATIKT] KOKKIOUOTMONC YIYOUVTOKLTTOPIKY] TAvopTpition
Mecoaiov kot peydiov peyebovg aptnpieg

IIpocPBdirel Kupimc Tovg KAGOOVE TOL AOPTIKOV TOEOL, 1010UTEPMS OGES
aPTNPIEC ALATOVOLY TO €M KPOAVIO, TOV OVYEVO KOL TO AV® AKPOL.

2VUGTNUOTIKG GUUTTOLOTO
2VVOPOLO PEVUOTIKNG TTOALLVOAYIOG
HAwkio cuvnBwg >50 gtov

["vvaikeg 3 popéC cLyVOTEPO TOV AVTPOV



Giant cell arteritis (GCA) can alternatively be called cranial
arteritis or temporal arteritis, reflecting the most commonly
affected vessels.

GCA is the inflammation of the lining of the arteries and is
a relatively common vasculitis among older adults.

perfical temporal artery
Common symptoms of GCA include blurring or loss of
vision, headaches, and jaw pain. Other areas such as the
head and neck can also be affected by GCA.

' . . Normal Temporal Artery

Internal carotid
artery

Left commg
carotid artery

Histologically, the tunica media
thickens and the lumen narrows due to
tunica interna fibrosis. Inflammatory
cells can be seen invading the tunica
media, especially lymphocytes and
eosinophils. Giant cells can occasionally
be seen populating areas around the
internal elastic membrane.



Kpoto@ikn aptnpitioa
Klvikn eikovo,

YVGTNUOTIKG COUTTONRATO

2SVUTTOUOTO OYETILOUEVA LE TNV TPOGPOAN TOV AYYELMV TNG KEPUANS
*ExonAdcelc mpocPoinc eEmxpaviakmVv ayyeimv

*ExONA®GEIC TpoGPoANC EVOOKPAVIOK®DV Ay YEIDV

2LUUTTOUOTO GYETICOUEVA LE TNV TTPOSPOAN EEMKPAVIOKOV UPTNPLOV

(10-15%)



Kpoto@ikn aptnpitioa
Klwvikn eikovo

YVOTINUOTIKO COUTTONATO

*EVKoAN KOT®oT, Kakovyio

ITvpetdg (50%), suvNBm¢ dekatikn TLPETIKT Kivnon-eviote 39°C
*Nvuytepvd plyn, 1OpOTEC

*Avopeia, anmAigia Papovg

*Pevpatikn moivpvoiyio oto 40-60% (ovokopyio Kot GCUUUETPIKES
LVOAYIEC KEVIPOUEATKMV LLMOV TOV OYEVO, TOL MOV Kl TG TLEAOV-
GUUTTOUOTO TTOV PEATIOVOVTAL YOPOKTNPLOTIKE LE TNV doKN o).

*BvaicOncia tov poov otny ynAdenon-Kain Lok 1oy0g



Kpoto@ikn aptnpitioa
Klwvikn eikovo

Exoniaocels npooPfoins eEMKPUVIOK®OY ayyei®v

‘Kepararyio (77%)

*Kpotapikég aptnpies: 0O10yKoUEVES, evaicOnteg oty ynAaenon,
KOoUPOAOYOEWELS, ACPUYLLEC

*Atodeimovoa yoAOTNTO TNC KATO YvABoU (Katd TN O1dpKELN TNG LAGNONG
1 ™G opiiog)

["ayypotv®on EAkn YADCGHC

*[16vog 6TOV KOV TIKO TOPO KOl TNV KpoTapoyvadikn dpbpwon
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K1) apTNPIiTL

Kiavik

Kpotapt




Kpoto@ikn aptnpitioa
Klwvikn eikovo

ExonA®ocelc mpoofoing EVOOKPOVIOK®OV OYYEL®MY

*Authonio, PAepapdnTmon

* At®Aela TNG OpOOTG (TOPOOTKT), LOVIUTY, LEPIKN 1] TANPNG)
*Opiotikn TOpAmon (5-25%)

Exoniaocels mpoofoins ayyeimv, EKTOG TOV KEPUMKOV

*AopTi] Kot KAAOOL 0VTNG (CTEVOGEIG-OVEVPVGLLOTOL)
2 tepavioio ayyeio
*Evtepikd Epneppaxto,

*AloAeimovoa yOAOTNTO,



Kpoto@ikn aptnpitioa
Epyootnplokd svpiuoto

*  Avinuévn TKE
¢  Avénuévn CRP
e Avauia, OpopPorxvttdpmon

Buovia kpotagikic aptnploc-Ietoroyikn eEétaon
¢  KokKloUat®ong @AEYLOVT) Kl TAYLVGT OAOKAT|POV TOL ALY YELOLKOV

TOUYOLLOTOG
e Tlapovcia yryavtokuTttapmv



Kpotagukn aptnpitiod
Awayvootika Kprrpua (3/5 €v0160.91%)

H\ucla évapéne > 50 etav

[Ipdopatn kepaiadyio

EvaicOncia otnv ynidenon 1 peioon 1 €€0@Aavien Tov GOUYUOU NG
KPOTOPIKNG apTnplog

TKE > 50mm (1 dwadeimovoa yoAldtnta TG KAT® yvabov,
evaisOnoio 1 mapovcio 6L®V GTO TPLYMTO TNG KEPAANC)

Bloyia aptnplog Le mpo€youca, LoVOKLTTOPIKT] 1] KOKKIOUOTMON

omMOnon



Aptypitioa Takayasu

Xpovia PAEYLOVDONC ATOPPUKTIKY] apTnplomdoeia
[IpocPdirel TNV aopT] KO TOVS REYAAOVS KAAOOLS TNG
>uvnbom¢ veapég yovaikeg 10-30 etov

Ano Avatoir), Me&uko

Ayvootn arttorafoyEvelo

Koxkiouatmoeic BAAPeS, cuvnOmg TUNUOTIKES



Aptypitioa Takayasu




Aptypitioa Takayasu
Klwvikn eikovo

Apykn) 9aon (reypovardng)
I'evikd countOpata (Topetog, avopetia, apOparyies, Loalyiec)
2 VYVA OEPUUTIKES EKONADMGELS (0L0OEC epLON LD, EAKT] KVTLUOV)

*Alaprel unvec- yxpovia HEYPL va eKONAmBEL amo@pakTikn ayyelondoeia



Aptypitioa Takayasu
KMviKn eikova

Agvtepn @aon (ayysiokn)

*[oyoUkEC AALOIDGELS AVD AKPOV (OAAEITOVGO YOAOTITO-LOVOIAGLLOTO)
“TAryyoc Bécemc, AmoBvuikeg KplGelC, VEUPOLOYIKA GUUTTOLOTO
(tpocBoin cmovovAOPaGIKNC KL £6M KAPMTIONC)

*Aptnproxn vEptacn (oTéEvmon BmPaKIKNC, KOIWAOKNC aoPTNG, VEPPTKNG)
*Avomvola Kt oupdmrvuon (TpocBoin Tvevpovikng aptmpiog -50%)
[IpocPoin kapoidc (oteaviaio vOGOC, LLoKapOiTION)

[IpocPoin peceviéprlag aptnpiog (KotMakd aAyn, oldppota, 1oyoLio-
QLLOPPALYiO TETTIKOV)



Aptypitioa Takayasu

Epyootnplokd sopiuota

e  AvEnuévn TKE, CRP

Op0Oypwun, opbokvtTapikn avaiuio

* Apmproypapio (ctévmon/dtdtacn)

CT, MRI, ¥Ynowoxn ayysioypagio



L

Aptypitioa Takayasu

AL0YVOOTIKA KPLTHpLa
(TovAayiotov 3 amo 0VTA)

‘Evapén vocov < 40 etmv

AwaAeimovca yoAotnTo 6€ > 1 axpa

Mewopevoc cpuypog Bpayloviov aptnpiac- «as@uyun vocoo»
Awapopd >10 mm Hg cvotoMknc mieong netadd Tv AKpmv
dvonuata o€ VTOKAEIOLO apTNPia 1) KOWAOKT] 0OPTH

2TEVOOT 0PTNG N KAAO®V TNG Y®pic AAAN attio



Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schénlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis
Polyarteritis Nodosa [ Anti-GBM Disease |
KawasakiDisease

A

|

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis

) Granulomatosis with Polyangiitis
' (Wegener’s)
Large Vessel Vasculitis Eosinophilic Granulomatosis with Polyangiitis
(Churg-Strauss)

Takayasu Arteritis
Giant Cell Arteritis



Oloong morvaptTnpition

[ToAVGLGTNUATIKY VEKPOTIKN AYYELTION

Meoaiov kot pikpov peyEbouvg aptnplov

BAd&Bec tunuoatikég, cuvnlmc oTIC OIOKANOMGELS TMOV
ayyEI®V

2uvn 0w, AEN npocfdirel Tovg mvedUOVEC

AvVOpEC > YUVOIKES

40-60 stV



Olmong morvaptnpiTioo
Klvikn eikovo

['evikd cvuntopato (mupetodc, KataPoAr], anmieio Bapove, LoaAyieg,
apBpadyiec, viéptaomn oe pecnika dvopa BETovy TV vVIToyia)
>uvnbelg TpOmoL EKONAMGNG TNG VOGOV

. ITupetdc ayvdotou artioloyiog

. IIpotomadng veppondbeia

. Atoumm vOG0G NG KOIAAC

. ZVVOLOGUOC TTOAVVELPITIONC-TTOAV LVOGITIONG



Oloong morlvaptnpitiod
Klvikn eikova

MvookereTIKO XVoTNO
*ApOpaiyiec, acvouuetpn torvapOpition
*MvaoaAyieg

Neogpot (85%)

*Y TEPTOGT), AELKOUOTOVPIO, atpoTovpio

[Tapovacia epuOPOKLTTAPIKOV KLAIVOP®V (CTEPALUOTOVEPPITION)
*XNA autia Oavdtov 610 65% TV acbevov

IemTiko Xoomua (50% )
*KotAllako aAyog, Toumaviouog, 101m¢ LeTd Ta yevpoto (KotAtdyyn)

*H npocBoin apopd 1060 610 avdTEPO, OGO KAl TO KOATOTEPO TEMTIKO
M
GUGTN O,



Oloong morlvaptTnpition
Klvikn eikovo,

IIpooBoin kaporag (40%)
‘Euepayuo, Kopolokn avVETAPKELL, TEPTKAPOITION

Aeppotikég ekonimoerg (20-50%)

*nlaopntn mopipa, TETEYELEC, EAKN

* AIKTV®TN TEAMOMOT

*En®mouvol vtodoplot 6ot (Katd UKog TV oyYEimV 1] LELOVOUEVOL)

Nevpwko Xootnua

IIeprpepikn vevpitida (50-70%)-moALATAN LOVOVELPITION 1)
rovovevpomddeio,

[IposPoin KNX (10%)-keparadyia, vrapoyvoeONc apoppoyio



OClmong molvaptnpition
Klvikn eikovo,




Olmong morvaptnpiTioo
Epyoaotnplokda eopiuoto,
Hopokiwvikég e€eTdoels

Avénuevn TKE, CRP, avouia, Aevkokvttdpwon, Opoupoxvttapmon,

Oetikd HBSAQ
HMI
Buoyia tdoyovioc opydvoo

Ayyeloypaopio,



Nocog Kawasaki

O&D eumdpeTo PAEVVOYOVOIEPLATIKO TOAVGVGTNUATIKO GOVOPOLO
Bpéon kot pkpd oot

Avyevikn Aepeaosvorddeia

Ep0Onuo otoépatog Kot yelémv

Ep0Onua 0£pratog Kot amoAETIoN TOAQUDY
Emumepukitioa

AvevpOCULOTO GTEPAVIOI®V Oy YEI®V



Kawasaki disease

palms/soles . aneurysms



Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schénlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis
Polyarteritis Nodosa [ Anti-GBM Disease |
KawasakiDisease

A

|

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis

) Granulomatosis with Polyangiitis
' (Wegener’s)
Large Vessel Vasculitis Eosinophilic Granulomatosis with Polyangiitis
(Churg-Strauss)

Takayasu Arteritis
Giant Cell Arteritis



AVTIOWHATA EVAVTI KUTTAPOTTAGOUATOC
oudeTepo@iAwyv (ANCA)

Avixveuon

@ > £* J e AvVooOQOOPICHOC
Y L Sy (c-/p- ANCA)
¥ |
'H;» | e ELISA

Anti - PR3
Anti - MPO

oW
-

C-ANCA P-ANCA




ANCA Ayyeritiogg
v . Rt KokkiwpdTwon pe TroAvayyeiinda
(GPA-Wegener)

= AVWTEPO/KATWTEPO AVATTVEUCTIKO

- ZITEIPAUATOVEPPITIOO
XWPIC avOCOCUUTTAEYHaTa
- C-ANCA = 80-95%

MIKpOOKOTTIKI] TTOAUQYYEIITIOA
(MPA)
- Mveuyovikn aigoppayia
- LITEIPAUATOVEPPITIOO
XWPIC avOCOCUUTTAEYHaTa
- p-ANCA = 50-75%

e ZXUvbBpopo Churg-Strauss

- HwowvogiAia

-AcBua

- NMveupovikég dinBrnoeig

- AyYEiiTIOa HIKpWV ayyeiwv
- p-ANCA = 40-60%




Kokkiopatmon Wegener

I'evika copuntOpOTO
c-ANCA (80-95%)

[IpocPoin av@OTEPOL AVATVEVSTIKOD (YPOVIO KOTOGTPOPIKT
TOVKOATITION, YPOVIOL PIVITION, EEEAKMGT) PIVIKOV KOl GTOLOTIKOV
BAevvoyovov, EQUTOEIONG LT, OPMONC LECT OTITION, EAATTOGCT] OKOTC
KOl KOP®ON).

[IpoGPoAn KATOTEPOV AVATVELGTIKOV (CLLOTTVGT), P1y0s, dOVoTVOLX)

Tunpoatikn eotiokn ongipapatove@pitioa (85%) (apatovpia,
TPpOTEIVOLPla, OLONUATO GOUVPDV, VEPPIKT AVETAPKELX)



Kokkiopartoon Wegener




Kokkiopatmon Wegener

Awayvootika Kitpuo
(2/4 €v0160.81%)

M1iKpOoKOTIKT] oupaTovpia
dAeyuovn pvoc-GTOUATOC-PTVOPAPUYYOL
[TaBoroyikn) RO Owpakog

[HaBoAoyOUVOTOUIKA: VEKPOTIKN 1] KOKKIMUOTMOONG PAEYLLOVY



Noocog Churg-Strauss

ANAEPYIKN Oy YEUTION KOl KOKKIOLUATMOO
P — ANCA (40-60%)

Iotopiko coPapov doOnatog | arllepylog
Hoowvo@ihio 6to Tep1eepko aiua

IIpocBoin Kupimg TV TIVELHOVEOV



Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schénlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis
Polyarteritis Nodosa [ Anti-GBM Disease |
KawasakiDisease

A

|

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis

) Granulomatosis with Polyangiitis
' (Wegener’s)
Large Vessel Vasculitis Eosinophilic Granulomatosis with Polyangiitis
(Churg-Strauss)

Takayasu Arteritis
Giant Cell Arteritis



IHopevpa Henoch-Schonlein

Ayyetitioa and vrepevoucOncia

2ouvnbwg oo 4-17 etov

70% evandBeon avococarpivng IgA ko C3

Emoyloxn eupavion (kvpimg tmv avoién)

Ayvootn arttoAoyio (AoumEeC Kol aAlepYIKOl
TOPAYOVTEQ)

Blroyia 0éppotoc: eiova KuTTopOoKAAGTIKNG Oy YEUTIONC
2uvnOwg avtoidton oe 6-12 gfoouaoeg



IHopevpa Henoch-Schonlein

KAwvikn tetpaoa:

1. ¥Yniaent mtopeipa
2.  ApBpitda (80%)

3. "Hmoa veppitidoa

4. Taotpeviepikéc ekonimaoels (70%)



IHopevpa Henoch-Schonlein
Awayvootika Kprripua
(2/4 gvonc0. 81%)

Yniaepnt mopeupa, yopic OpouPomevia

‘Evapén vocov <20 etmv

Kotmoko aAyoc-apoppaytkn oldppota

AmMONGN apTNPoAi®V Kol LETOPLYOEIOTKDOV PAEPLOLOV

a0 TAVLOPPOTVPT VA



Figure |. Example of Henoch-Schonlein purpura




Diagnostic Approach to Small Vessel Vasculitis

Vasculitis suspected (lung-renal
syndrome, purpura, neuropathy)

l ,

ANCA associated Not ANCA associated

l ,

Granulomatous IgA deposit

|
' '

Yes No

Y v
Asthma/eosinophilia Cryoglobulins

| |
' '
Yes No Yes No

l l — l

CSS WG Cryoglobulinemia Other




IIpoyvoon ayysutiomv
IIocoot0 Setovg emPimong (%)

0lwdnc noAuaptnpiTic
YUvOpopo Churg-Strauss 60
Kokkiouarwon Wegener /0

AyyeliTic unepeuaiodnaiac 85
[op@upa Henoch-Schoenlein -~ 98
[IYaVTOKUTTAPIKN apTnpITIC 100
AptnpiTic Takayasu 80-90




I'evika OgpamevTiKG péca

Oteia paon EvaAAakrikn
* ETMITEVEN UQEDNC ME:
KUKAOQWao@apidn kai Trpedvi(oAdvn

* ' DOEIC: PEBUA-
mhebuLoNGn f Thacucedipson ™ Methotrexate (MTX)
® Mycophenolate (cellcept|)
®aon ouvInpnong ® Cyclosporin A (Cy-A)
* mpedvioAovn kal alabelotpivn 2 | eflunomide ( Arava)

ETIC UTTOTPOTIEG - |V|(_3
* a0Enon TPedVIZOAGVNC 1 ® Anti-CD20
ETTavodo¢ aTn BepaTreia UPeong = Anti-TNE

ToEIKOTNG: AsUKOTTEVIA, AOCIHWEEIC,
QIJOPPAYIKN KUTTITIC, VEOTTAAOHATA




S VOVOTTTIKC

Etepoyevnc opdida oyeTIKA OTTAVIMV VOST|LATMOV

Avcyepng tacvounon

DAeypovadng dmonon ayyelov- 6TEVOGEL/ AVEVPLOUATIKES OLUTAGELS
[Ipwtomabeic-ocvtepomabdeic

2VUGTNUOTIKG GUUTTOUOTOL

AMNAOETIKOAVTTOUEVT) KAVIKT EIKOVO-TOAVGUGTNULATIKT] TPOGBOAN
20y VA OLAYVMOT) £ OTOKAEIGLLOV

Oepameia PLe KOPTIKOELON-KVTTOUPOCTATIKS,

Xyetikd koA tpoyvoon- ANCA ayyeuitidoec £xovv tn dLvGUEVEGTEPT
TPOYVOGOT (TVELULOVOVEPPTKO GUVOPOLO)



Evyoploto !

Ol

Karm Nnoi, Ehapoviioog Aakomviag




