AYVYENTIOEC



OpIoPOC :

+

s KAIVIKEC OVTOTNTEC 01 onoiec xapakTnpidovTal ano
napouoia PAEYHOVWOWV AEUKOKUTTAPWY OTO
TOIXWHA TWV Ayyeiwv JE anoTeAeoua evepyo BAABN,
IoXaIJia Kal EVIOTE VEKPWOTN TOU TOIXWHATOC

R E|va| 6uvaTov va npooBAnesl on0|06nn0Ts ayyeio,
KaTa TPOMO GUVEXN N TUNMATIKO



> UVENMEIEC TNC PAEYHOVNC TOU TOIXWHATOC

+

s E€aoBevion Tou ayyeiakou ToixwuaTog
( pné&n - aiyoppayia rn aveupuoua )

m Ano@pa&n Tou aulou PE 1oxaidia N Kal VEKpwaon
TWV I0TWV, Ol OMOIO! AINATWVOVTAl ano TO
NpooBal\OPEVO ayyeio









= Avaloya HE Tnv ovrtoTnTa OlapePOuUV

1,

To peyeboc Tou NpocBaAAOpEVOU ayyeiou
O TUNOC TOU ayyeiou

H B€on Tou ayyeiou OTOV Opyaviouo

To €id0C TOU OUPPEOVTOC ASUKOKUTTAPOU
O TUNocC TnS naboAoyoavaTouikng PAaABNG
O naBopuacioAoyIKOC UNXAVIGHOC

EVIOTE 0 OTOXOC TNC avooosnlesor]q EIVCII LHOVO Ta
CIYYEICI AN\OTE N ayyeiakn BAaBn avanTuooETdl oav
LEPOC HIAC NIO CUCTNUATIKNG VOOOU



Taiwvounon ayyeutio®v

+

m [Ipotonadeic — Asvtepomadeic

N UE KPLTNP10:

To péyeboc Tov KVpiwE TposPariopevov ayyeiov *
Tov tOmo ¢ IIOA BAAPNC

Tnv kvpiapyn TepLoyn) KAVIKNG EKOPACTC

Tov ewxalouevo [IOD unyoviopo *

YV V VYV V

N LE GLVOLAGLOVS KPLTNPi®V



Talivounon ayyeutio®v pe Kprrnplo 1o pueyedog
TOV TPOSPUALONEVOV AYYELMV

Relationship between vessel size and classification

Arteriole/ Small Medium Large
capillary venule artery artery artery

Takayasu's arteritis
Giant cell arteritis

Classic polyarteritis nodosa
Kawasaki disease

Wegener's granulomatosis
Microscopic polyangiitis
Churg-Strauss syndrome

Cryoglobulinemia
Cutaneous leukocytoclastic vasculitis

Henoch-Schonlein purpura

© www.rheumtext.com - Hochberg et al (eds)




Capillary
Arteriole Yenule

Large to Small artery

rnedium-sized
artery

I b

Cutaneous leukocytoclastic angiitis

Henach-Schinlein purpura and essential
cryoglobulinemic wasculitis

Microscopic polyangiitis (microscopic polyarteritis)

Wegener's granulomatosis and Churg-Strauss syndrome

Polyarteritis nodosa
and Kawasaki dizease

Giant cell {temporal) arteritis
and Takayasu's arteritis




TABLE 143.1 CLASSIFICATION OF SYSTEMIC VASCULITIS

Dominant vessel

Large arteries
AA

Meadium arteries

Small vessels and medium arteries

Small vessels (leucocytoclastic)

Primary

Giant cell arteritis
Takayasu's arteritis
Classical PAN

Kawasaki disease
Wegener's granulomatosis*

Churg-Strauss syndrome*
Microscopic polyangiitis*

Henoch-Schonlein purpura
Cryoglobulinemia

Cutaneous leucocytoclastic angiitis

Secondary

Aortitis associated with RA
Infection {e.q. syphilis, TB)

Hepatitis B associated PAN

Vasculitis secondary to RA,
SLE, Sjégren’s syndrome
Drugs

Infection {e.g. HIV)

Drugs’

Hepatitis C-associated

nfection

* Diseases most commonly assocated with ANCA (antimyeloperoxidase and antiproteinase 3 antibodies) and a significant risk

of renal involvement, and most responsive to immunosuppression with cyclophosphamide

t For example sulfonamides, penicilling, thiazide diuretics and many others

PAN, polyarteritis nodosa; RA, rheumatoid arthritis; TB, tuberculosis

O www.rheumtext.com

Hochberg et al (eds)




O1 npwTtonabeic ayyelTIOEC €ival ornavieg
OVTOTNTEC

+

m Me €Eaipeon :
1. TNV KpoTaPIkn apTNPITIOa OTOUC NAIKIWPEVOUC Kal

2. TNV OEPUATIKI AEUKOKUTTAPOKAAOTIKN ayYeliTIda



Ouwc...

O1 CUOTNUATIKEC aYYENTIOEC Eival ouxva coBapd
vOOnUaTd.

EVIOTE £XOUV MOAUOPYAVIKN NMPOCGROAN
N KEpauvoBoAo KAIVIKN NMOPEIQ,
Kal guxva anopaivouv Bavatnpopeg

anaiITwvTac aueon avayvwpion kai Bgpaneia.



= O1 kivduvol yia Tov appwoTo ekONAwvovTal

+

* Eite oTnv o&eia ¢paon (ano Tnv vooo n Tnv
Bepaneia )

*  Eite otnv acon ocuvtnpnonc (ano tnv Bspancsia )

* Kal navra ano Tnyv unoTponn Tng vooou, Tnv
anoppaén n Tnv dlacnaocn Tou ayyeEiou

( Noooc — pappako — { ouAn })



AvaBswpnon ovopaTtoAoyiac 2012

International Chapel Hill Consensus Conference (CHCC)

m Churg - Strauss Syndrome....> Eosinophilic granulomatosis with
polyangiitis (EGPA)

m MPA+ EGPA + GPA ....> ANCA — associated vasculitis (AAV)

m Henoch-Schonlein purpura ....> IgA vasculitis

m Essential cryoglobulinemic vasculitis ....> Cryoglobulinemic vasculitis

s Hypocomplementemic urticarial vasculitis (HUV) ....> HUV (anti - C1q
vasculitis)



+

s H diayvwon Twv ayyeliTidwv ival
ouxva duoxepnc, Aoyw TN TEPAOTIAC
MOIKINOLOPPIAC TWV OUVNTIKWV KAIVIKWV
EIKOVWV* Kal TNC unap&énc HIgNTwWV.*

* 11.x 0lwonc noAvaptnpitic



TABLE 155.4 SYSTEMIC INVOLVEMENT IN VASCULITIS

Musculoskeletal:

Arthralgias, myalgias, arthritis, myositis

Renal:

Hematuria, proteinuria, azotemia, hypertension

Gastrointestinal:
Colic, hemorrhage, ulceration, perforation

Puimonary:
Infiltrates, pleuritis, nodules, asthma

Neurologic
Neuropathy, cephalagic stroke

Other:
pancreatitis, pericarditis, myocarditis

O www.rheumtext.com - Hochberg et al (eds)



TABLE 143.7 VASCULITIS MIMICS

Multisystem disease

nfection Subacute bacterial endocz
Neisseria

Rickettsiae

Malignancy

Other
Occlusive vasculopathy

Embolic Cholesterol crystals
Atrial myxoma
Infection
Calciphylaxis
lhrombotic Antiphospholipid syndrome

Procoagulant states

Others

Severe Raynaud's
Acute digital loss

Buerger's disease

Angiographic

Aneurysmal Fibromuscular dysplasia

Neurofibromatosis

Occlusion Coarctation




KAIVIKEC EKONAWOEIC EVOEIKTIKEC AYYENTIOWV

+

'OTav ouvunapyxouv CUCTNUATIKEC EKONAWOEIC *

3
£UPNUATa nou unodnAwvouv OUCAEITOUpPYIa
opyavou n opyavwv kai on ayyeioppiBouc

N
OTav UnNapxouv Kanoia agpodpa GuvnyopITIKA
eupnuaTa vyia ayyeiméda *.

* kal IAAIOTa OPIOLIEVEG



>UCTNMATIKEC EKONAWOEIC ayYENTIOWV

I Avopetia, kataBoAr duvapewy, NUPETOG, apBpalyieg, aTtuno
KOIAIQKO CI)\YOC;

Kal KUpIiwg

su(pc'lwon UNEPTACNC,

vs(pler]q OUCAEITOUPYIAG HE EVEPYO inua oTa oupa
e€avonuartoc N

VEUPOAOYIKWV EKONAWOEWY

..0 dPPWOTOG LIE AYYENTIOA EIVAI 110 EMNPEACUEVOS
aro Tov dppwoTo LE dAAo avoooloyiko voonua



>(Podpa GUVNYOPITIKEC EKONAWOCEIC VId
ayyelTida

+

1. [MoAAGNAN UOVOVEUDITIG
(ouxva unodeikvuel Ol pe eEaipeon Tov ZA)

2. YnAaontn nopoupa

(unokpunTel ayyeliTida ano unepeuaiodnaoia, n padi Je EPNAOKN
opyavou, IgA ayyeiimida n MPA )

3. AunoAo nveupova — VEQPOU

(evdexeTal va unokpuntel GPA n ouvopopo_Goodpasture rp MPA
aA\@ anaiTeital npoooxn yia Aoipwén, ZEA, EuBoOAIKN VOGO
K.Q)







H a&ia Tou 1oTOpPIKOU

+

= 2nuacia Tne nAIKIac kar Tou uAou *
m KAnpovopiko (unooupnAnpwpuarikec, Behcet)

m ATOMIKO av. (ZEA, PA, HCV, kakonBegieg aipaTtog n
ouPNaywv opyavwy)

m ANwn gapuakou (ayyenTideC ano unepeuaiodnaia)



2012UpToDate® Demographic characteristics of 807 (3 Evport To PowerPoint & Print B Email
patients with vasculitis
-_——— N e e

Disease category Peg::se(;.t d"::th dhillseeaar;:%zsa:t Percent female

Polyarteritis nodosa 15 48 38
Churg-Strauss syndrome 3 50 37
Granulomatosis with polyanaiitis 10 45 37
(\Wegener's)

Hypersensitivity vasculitis 12 47 54
Henoch-Schonlein purpura 10 17 46
Glant cell arteritis 26 69 79
Takayasu's arteritis 8 26 86
Other vasculitis, type unspecified 16 44 59

Data from: Hunder GG, Arend WP, Bloch DA, et al. Arthritis Rheum 1990, 33:1065,




H aia Tov epyacTnpiakmv EUpnHATOV

+

m [€VIKQ : avaipia, Aeukd, NWCIVOPIAG,
au&non OEIKTWV (PAEYHOVNC

m EVOEIKTIKG GUUMETOXNG OpYavwV :
VEVIKN OUPWV, KPEATIVIVN,
NNAaTika kar puika evuua,

a/a Bwpaka, AeIToupyikog eAeyxoc avanvonc CTs,
Us, MRI, HMT'.

m E101ka : ANA, ANCA, Co), C3, C4, RFs, Kpuoomaipivec,
ACA, HCV, HBV, HIV, IgE, IgA,

...... Xprioya yia arokAgiouo aAAwv ovrorntwy ¢ AA



EpyaoTnpiakoc eAeyxocC

+

MCV : 84 fl, MCH : 28pg, MCHC : 33,6 g/dI.
[MoAup : 34%, Aepo : 17%,
Baoeo® : 6%.

AlgoneTahia: 316.000/ul
TKE : 80 mm /1h CRP: 132 mg

AEK : 1%, Coombs ! (-)
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Eidika epyaoTnpiaka

+

= AuTOaVTIOWUATA

m Biowiec

m Ayyeioypagieg



ANCA

Ta ANCA eival kuping IgG autoavTiowuaTa evavTi d1apopwv
OUOTATIKWV TWV KOKKIWV TWV OUBETEPOPIAWY MOAUHOPPONUPIVWY
KAl TwV AUCOOWUATIWV TWV JOVOKUTTAPWV.

>XETICOVTAl I0XUPA HE TIC AYYEITIOEC TwV PIKPOU PEYEBOUC ayyEiwv
(Wegener'’s, CSS, M) ".

>TOYXO! KUPIWC : n MpwTteivaon 3 c - ANCA
(KUTTaponAaouaTIKOC (pOOPICHOC)

kai  n Muelounepo&eidaon p - ANCA
(NepINUPNVIKOC (POOPICHOC)

AEUTEPEUOVTEC OTOXOI :  €AacTacn, AaktoPepaon, kabeyivn G K.a

* TlaBoyeveTika ()









CANGCAYERSENEHANCAY NEGH GRAINE
MPO

WG(GPA)  70% 25%




EpyaoTnpiaka eupnuaTa

+

m Bioyieg

Eival To ouoiwdeaTEPO OTOIXEIO YIa TNV £dpaiwaon TNG
d1ayvwonc TWV ayyenTidwv.

MeyaAn onpaocia exel n Blowia va AnpBei and nacxovra 10To
Kal Ol « TUPAQ »

Eival 0I’]|JCIVTIK(') TO Bsiyua va €ival eupeyeDEC, Kara'/I/I/Ma

IGPUEVO Kal OUVTRPUEVO, va EXEl An@Bei kaTa Tnv o&gia (paor
TNC vOOOU XwpPIic napeupaon Ospansiac

.............. eival anapaitnTn n Biowia oTnv ayyeiTida ?
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EpyaoTnpiaka eupnuaTa

O1 ayyeloypaPiec

Eival noAUTINEC oTNV dIAYVWon TWV ayyenTiOwV PJeyalou
Kal JEOOU PEYEBOUC ayyeiwv

Eival avavTikataoTaTec otnv diayvwon Tne Takayasu,

gival MOAUTIHEG yia Tov eAeyX0 TNG kolAiac otnv Or1 kai
LUMopoUV va OTOXOMOINOOUV anueia Biowiac.

Eival akaTaAAnAeC yia Tov EAEYXO TWV aAyYENTIOWV TWV
HIKPWV ayyYEiwvV



AyyeioypaPiec

O1 cuuPBaTIKEC ayyeloypagiec ival no euaiobnTec, aAAa
eival napepBaTike (eEnwduvec, duvnTIKA ENIKIVOUVEC aAAG
NPOGITEC).

O1 CT kar o MRI ayyeioypaieg ival pn NapeupaTikeg,
deixvouv snm)\sov TO NAxoG Kal Tnv KCITCIOTCIO[] TOU
ayyeiakou TOIXWHATOG, WG Kal TNV aIHaTwon Kal Tnv
KATAoTAGN TOU apdEUOHEVOU OpPYyavou.

To PET scan dsixvel 0Aa Ta avwTePw AAAG o€ OAO TO owa
wC Kal To Babuo pAsyupovnc. (akpiBo, ducnpoaiITo )

Ta US NApEYOUV n)\npocpoplsq yia 1o TOIXWHQ, Tnv pon n TO
aveupuopa TwV NPOCITWV ayyeiwv n.X. KpoTapIkeS, aopTr)

(cn<|v6uvc1 avwduva, Xwpic akTivoBoAia N TOEIKOTNTEC,
(pTNVA, NPOCITA)



Renal arteriogram in polyarteritis nodosa

Renal arteriogram in large vessel polyarteritis nodosa showing
characteristic microaneurysms (small arrows) and abrupt

cutoffs of small arteries (large arrows).
From: Rose BD. Pathophysiology of Renal Disease, 2d ed, McGraw-Hill,

New York, 1987,







+

m [laBoyeveon ayyenTidwv

EIKAOIEC....



YNOKEIPJEVOI UNXAVIOUOI avooiac

I 1. Aiatapaxn TnG KUTTApIKNG avoaiac
Me OXNUATIONO KOKKIWPATWV
(Wegener, Churg Strauss, Takayasu,kpoTagikn)
2. AiaTapaxn TnG XUPIKNG avoaiac

a. Me oxnuaTiopo ANCA auToavTIowHATwV
(Wegener, Churg Strauss, MPA)

B. Mg oxnuaTlopc') avooooupn)\syuchov

( kpuoopaipivaipiag, noppupag HS, ol €€ unepeuaiobnaiag n ol
OEUTEPONABEIG AEUKOKUTTA OK)\C]OTIKEC; {Tou 2EA, TnG PA Tou SS n
¢ O eni HCV AoumEnq}f

3. Zuvduaopoi



+

H aimioAoyia Twv ayyenTidwv €ival ayvwoTn

'Exouv diaTtunwoel 3 Bewpieg yia va sEnyréoouv yiaTi ol
BAaBec evroniovTal OTIC OUYKEKPIMEVEC BETEIC :

H kaTavopun Tou uneubuvou avTiyovou

O poAog Tou evdoBnAiou (pHOpIa NPOCKOAANCNG, EKKPION
NeNTIBIWV r) OpHOVWYV, UNAPEN KUTTAPWY avTIOPWVTWY HE
Ta PAeypovwon KUTTApa )

O pOAoG TwV dOPWVY UNo To EVO0BNAIO
(avTiyovonapouaiaon, npopAeypovwoeic d1aBiBacTeC)

>uvOuacol.



VASCULITIS PATHOGENESIS

Endothelial call activation

Disease specific mechanisms
1IL-1, IL6,

= ¢ [mmune comple
rriming

inflammatory * ANCA
milieu

activation TNF

{+ Endothelin IL-
Interteron 7y

morphologic changes
~ Vasculitis <
Vessel inflammation

and necrosis
¢ \White blood cell

attraction, binding
i ['y'l C r:‘[h-‘ e
radicals

gen pre santaton

cell {surrounded by necrosis

< . ‘ ; 'I Vascular smooth ‘nu-»;"lgl
Primed white blood cell ~ L T A5 R

Endothelial cell 7
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ANCA-CYTOKINE SEQUENCE THEORY

2. Primed and apoptotic PMN EC-adherent PMN

Endothelial cells (EC): silent

4. PMN activated by ANCA

_
\-\ /(—r /

/\NLM“( ;

W e _%LI

ad endothelial cells

© www.rheumtext.com - Hochberg et al (eds)




SCHEMATIC REPRESENTATION OF THE PATHOGENESIS OF LCV

Antibody bound to antigen form Release of vasoactive amines, including Increased vascular permeability results Deposited immune complexes induce
circulating immune complexes histamine, increases vascular permeability | in immune complexes lodging between platelet aggregation and activate
endothelial cells complement

//"_ ~\I
|I’ .I

‘ /
"A ./'

=

Polymorphs are attracted to the site by Polymorphs cannot phagocytose the This leads to increa vascular Mononuclear cell inflammation perhaps
chemotactic complement components complexes and release their lysosomal permeability, edema and hemorrhage follows that of polymorphonuclear cells
enzymes causing damage to the vessel wall

y www. rheumtext.com - Hochberg et al (eds)




+

AvveliTIOEC ue NpooPoAn ayyeiwv
ueyalou peyebouc



KpoTagikn aptnpiTidoa n
[yavTokuTTapikn aptnpiTida (GCA)

+

< KOKKIOpaTwdnc navapTnpiTic TNG aopTnC Kai
TV PEICOVWV KAAOWV TNC, UE NPOTIUNCN OTOUC

£EWKPAVIAKOUC KAGOOUC TWV KapwTidwV

< 2Uxvd NPooBalAel TNV KpOTAPIKN apTnpia.

Apeooc Kivouvoc TUPAWONC, €av nNpooPAnBei n
o(pOaAuIkn apTnpia

< 2uyva ( 40- 50 % ) ouvodeusTal ANO PEUPATIKN
noAupualyia



[IlyavTOKUTTApPIKN apTnpITIC

m [1pooBalel atopa >50 etwv (MHIM 72) T/A : 2/1
s H ouyxvotepn npwTtonabng ayyelitidoa ( 1/1000/y ).
m JUXVOTEPN OTOUC 2KavoivaBouc

s MoAovoTi xapaktnpileTal ano npooBoAn Twv
apTnpPIakwv KAadwv nou ek@uovTal ano TO aopTIKO
TOE0, exel anodelxBei TeheuTaiwe (MRI, PET) npwiun
npooBoAn Tng aoptnc (80%).{owiua aveupuouaTa
109,



AyvwoTou aiTiohoyiac

>TnVv naboyeveon eUNAEKOvVTaAl NAIKIA, YEVETIKOI
napayovtec (HLA yovidia kAaonc II), diatapaxeg
KUTTApPIKNG Kal XUMIKNG avooidg.

Ioyeveic kal xAapudiakec AoIHwEEIC* Exouv
gvoxornoinOsi 0TI NUPOdOTOUV TNV VOOO OFE YEVETIKA
npodiatedeipeva artopa.( HZV ;)

KAIVIkKG ek@paleTal e eva paAopa EKONAWOEWY ano
TNV KPOTAPIKN apTNPITIOA PEXPI TNV PEUNATIKN
noAupuaAyia.



KMVIKEC EKONAMGEIC KPOTOPIKTC
OPTNPITIONG

m  Kepahalyia (75%) (TUnNIKa EVTONIOMEVN
OTOV KPOTa®pO Kal avBeKTIKN 0Ta avaAynTika)

s AlgAeinouoa YwAoTnTa TNC yvadou
s Auocaiobnoia TpIxwToU TNG KEPAANC

m JUOTNUATIKEC ekONAwOeIC (50%) (NUPeTOC™, avopetia,
kaTaBoAn duvauewv, anwAeia Bapouc, anaviwg MAA )

m  OpBaApikec ekdnAwoelc ( 15 - 20% )
s ExdnAwoeic peupaTikng noAupuaAyiac (40-50%)

m  ApBpIKeC eKONAWOEIC AKPWV



AANEC KAIVIKEC EKONAWOEIC

+

= AlgAeinouca xwAotnta akpwv (3-15%)
m Aveupuoparta. Aiaxwpiouoi.
m AEE

m 2Navia : Novoc otn YAwaoaoa r oTo (papuyya,
SIADH, Bapnkoia, ducapBpia, JECEVTEPIKN I0XAlMIA.

Bnxac un napaywyikoc (10%)



KAMvika onuetoa

+

m AnoO TIC KPOTAPIKEC APTNPIEC
(euaiobnoia, 0x0|vos|6nq N KouBoAoyoeidnc
dIauoOpPWan N EKNTWON OPIEEWV )
m Ano Touc opOaApoucg

m AnoO TO PuookeAeTIKO (eupnuata PI)

m Ano Ta peyaha ayyeia ( ENAePn oPiCewy,
puonuaTa)



© www.rheumtext.com - Hochbere et al (eds)
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Epyoactnploxd svpnuota

+- Avaiuia opBoxpwun, opOoKUTTAPIKN
s OpoupokuTTapwon

s Au€&non TKE, CRP *

m  YnoAsukwuaTivaipia

= Bioxnuikec diatapaxec nnatog ( ALP )

= XapakTnpIoTIKr au&non Tng IL—6 MouU akoAoUBEi N NpPoBAENEl
Tnv 6pacTnpIOTNTA TNG VOOO.*

= Anoucia auToavTIoWUATWV



Aworyvootika Epyoaieia

+

= Doppler kpoTa@ikwv aptnpiwv { naxuvon
ToixywpaToc (halo sign), otevwaoeic, anoppageic } *

= Ayyeioypagia, MRI Ayyeioypaia,

m FDG-PET ( avadeikvuel 80% npwiun aopTiTida )



O www.rheumtext.com Hl.‘m‘lli\‘l';', el al (eds)









ITAA 6T0U¢ NAKIOUEVOUC

+

KpoTtagikn aptnpiTiC *
dupaTioon *

[veupovikn €PBOAN
Kapkivwpa naxeoc evrepou
AlIUATOANOYIKEC KAKONBEIEC
[MUpeTOC ano papuaka

V VYV V VYV VY V

* BIOL|JICI KPOTAPIKNC Kal s)\syxoq NTUEAWV, YCIGTpIKOU
UYPOU Kal oUpwV Yia B-koch, gival UNoxpewTIKEC EEETADEIC
OTOUC NAIKIWUEVOUC



Kpirmpio tactvounong KpoTopikng
aptnpitidac (ACR)

I 1. HAikia >50 £1n

2. Mpooeatnc evap&nc evroniopevn KepaiaAyia
3. EuaioBnoia | eknTwon oPpUEEWV KPOTAPIKWY apTNPIWV
4, TKE > 50 x1A./ 1" wpa *

5. XapakTnpIoTIiKn Biowia KpoTagIknG YE navapTnpeiTida, JE UNEPOXN
LOVOKUTTAPWV N KOKKIWHA KE yIyavToKuTTapa kai 01acnacn 0w
eAaoTikoU nNeTaiou.

AnarrouvTal = 3 yia euaiodnoia 94% kai €101koTnTa 91%

* Fav n TKE avrikaraoTaBel Lie ywAoTnTa yvaBou r yAwooac n evaiobnoia

Iy TALT rernAad s criasQnaiAa OLO0L vAar i N1rATATA O 7104



Aptnpitidoa Takayasu

+

< 2Nnavia KOKKIwPaTwdnc GAEYPovn TNC dopTNnG
Kal Twv Pellovwv KAadwv TN, UE anoTeAeoua
NPOKANON OTEVWTIKWV BAABwV N onaviotepa
aveupuopaTtoc (30 % ).

MpooBalAel acBeveic kKaTw TwV 40 ETWV, KUPIWC
yuvaikec (7/1), aoiaTikng kataywync.



©2012 UDTODB'[8® Distinguishing features of giant (5 Export To PowerPoint =8 Print B Email

giant cell versus Takayasu arteritis
L e B B Wy e

Finding Giant cell arteritis Takayasu arteritis
Female-to-male ratio 3.2 TR
Age at onset »50 years <40 years
Ethnic ancestry European Asian
Histopathology Granulomatous inflammation Granulomatous inflammation
Primary vessels involved External carotid artery branches Aorta and branches
Renovascular hypertension Rare Common
HLA association HLA-DR4 HLA-BwS2
Course Self-limited Chronic
Response to corticosteroids Excellent Excellent
Surgical intervention needed Rare Common

Adapted from Miche!, BA, Arend, WP, Hunder, GG, Clinical differentiation between giant cell (termporal) arteritis and
Takayasu's arteritis, 7 Rheumatol 1996, 23:106,



KAIVIKEC ekdnAwoelc Takayasu

A. ZUOTNHATIKEG

Kakouyia 30 %
MupeTOC 25 %
AnwAeia Bapoug 20 %
B. Ayyelakeg

Ayyelaka qpuonuarta 80 %
Alapopa Al avw akpwv 50 %
XWAOTNTA AKPWV 30 - 60 %
Zahn 35 %
YnepTaon 33 %
AlaTapaxec opacnc 30 %
Avendapkela aopTng 20 %

A.E.E 10 %

— b ] ] A e -_—



TABLE 150.1 COMMON SYMPTOMS AND SIGNS IN TAKAYASU'S ARTERITIS

Symptom/sign Japan' India®
(n=52) (n =106)

ratigue/constitutional 27

Weight loss 9
Musculoskeletal 6 5
Claudication 13 -
Headache 31 44
Visual changes 6 12
Syncope dizziness 40 26
Palpitations 23 19
Dyspnea 21 26
Carotidynia 21

Hypertension 33 /7
Bruit 35
Decreased pulses 62 —

Asymmetric blood pressure - -

© www.rheumtext.com

China’ Korea'
(n=530) (n=129)

34

11

25 21

- 60

10 20

14 36

- 23

11 42

5

60 40
58 3

37 55

Hochberg et al (eds)

USA*
(n =60)
43

20

Mexico*
(n=107)

/8
22
53
29
57



CLASSIFICATION OF ANGIOGRAPHIC FINDINGS
IN TAKAYASU'S ARTERITIS

Type | la
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Kpuripia ta&ivopnong aptnpitidog Takayasu
(ACR)

. HAikia evapénc <40 €mn

. XwAOTNTA AKPWV

MelwPEVOC GPUYHOC OTNV Hia N TIC dUO BpayxIovIEC apTnPIEC
Alapopa cuoToAIknc AM >10mmHg oTa avw akpa

. ®Uonua unokA&Idiwv apTnpiwv N KoIAIaKNG aopTnc

: Aanploypaclen oTsvcoon aopTNC N KUpIwWV KAGdWV N HEYyaAwV
apTnPIOV akpwv*

O\U'I_-D-SJUI\JI—*

AnairouvTal 2 3 yia euaicbnoia 90,5 kai e1dikoTnTa 97,8

* ox1 aBnpwuariknc QUoewe, N FD n aAAng guonc



+

AvveliTIOEC ue NpooPoAn ayyeiwv
UECOU pEyeBoUC



OCwong moAvaptnpition 1
KAooikn olmong moAvaptnpitidoo (CPAN)

s NekpwTIKN PAEYHOVI TWV APTNPIWV , XWPpIC
NpoofoAn oneipapaTwy, N ayyelitida apTnploAiwy, N
TPIXOEIOWV 1 PAERIBIWV.

m JuvnOwc eival 1010nabng, aAAa onavia oxeTi(ETAl YUE IOYEVEIC
Molpwéeic (HBV, HCV) i pe aipatoloyikec nabnoeic (ATK) n
€ival ouyyevne.

m XapakTtnpileTal ano (PAEYHOVI] TWV ayYEiwV PE
avanTuén Kal anoTeAeoua



s NOOOC PE TEPAOTIA KAIVIKI MOIKINOJOP@Ia Kal
dlayvwaTIkr OUCKOAIa

+- 2UXVa EXEl O&gia N unoeia evap&n PE CUOTNMATIKEC
eKONAWOEIC.

= Anoucia kabodnynTIKWV EpyacTNPIaKWV EUPNUATWV
(N.X auTOaVTICWUATWY)

m [11Bavo aiTio MAA.



KAIVIKEC ekOnAwaoeIC Ol

2UOTNHATIKEC (NUPETOC, anwAela Bapouq) 80 %
NeuponaBeia ( noAAanAn povoveupiTidaq, 75 %
noAuveuponadesia )

ApBpalyiec / Mualyieg 60 %
AeppaTikec ekdnAwoelc ( AIKTUWTH 50 %
neAiwarn, €Akn, wnAapnTn nopeupa )

Ne@pikn npooBoAn ( au&nuevn KpeaTivivn, 50 %
aigarToupida, oxl evepyo idnua )

MpooBoAn yaoTpevtepikoU (10XAINIKOG 40 %

KOIAIGKOG MOvVOC)
YnepTtaon 35 %



ATANY .}}:L'lllll’«L X[.com H-'..}:lkl‘.-'_ (| ll| {CUS)




{ -l

W W '."-.:'ll ’
cumiexi
LL.COTN I‘i‘ l
lochbe
Ccly




www.rheumtext.com - Hochberg et al




Kptrmplo tactvounoeng oCmoong
nolvoptnpitdoc (ACR)

~|—1. AveEnyntn anwAeia 2B > 4 Kgr
2. AKTUWTN NeEAiwon

3. Euaiobnoia N novoc oTouc OpXEIC

4. Mualyiec, puikn aduvayia

5. MovoveuponaBeia N noAuveuponabsia

6. MpwToeppavidopevn dlaoToAikn uneptaon AM>90 mmHg
7. Aug&non oupiac >80 mg/dl, | kpeaTivivhc >1,5 mg/dl

8. Mapoucia Aoipwénc HBV

9. XapakTnploTIKG apTnpIoypadIka EupnuaTa

1

0. Biowia pikpou N geoou PeyEBOUC ayyEiou, JE NApouaid
NMOAUHOPPONUPNVWYV

AnaiTouvTal =2 3 yia euaiobnaoia 82% kai €101koTnTa 87%



Noéooc Kawasaki

ApTnpiTida n onoia NPooBAaAAEl peyalou, PeEcaiou
Kal JIKPOU PEYEBOUC apTnpieC KAl CUVOOEUETAl ano
gUNUPETO PAEVVOOEPUATIKO AEPPADEVIKO
oUvOpPOLO.

O1 oTepaviaiec npoofallovTal cuyvda
Evdexetal va npooBAnBouv n aoptn N PAEPEC

>uvnBwc npooBaiAel naidia



~(I=JUS =0 1 elyl | 1) Kawasaki el ¢ ||
™ <=o1 (] |I]1) (1) Kawasaki (1967)

T

AVEENYNTOC NUPETOC = 5 NuEPWV
kar =4 ano
1.  Ap@oTtepOnAgupn eniNepUKITIOA

2. BAGPeg BAevvoyovwv 0TOPATOC, PE OIBNUATWON KOKKIVA XEIAN, EVIUEVO
(PAPUYKA, KAl YAWCOAa oav (pPAaouAd.

3.  EpuBnua nahapwv r neEApaTtwv ry oidnua oTnv o&gia ¢pacn kai NEPIOVUXIKN
anoAenion oTnv anoBepancia

4.  ToAUpopgpo €EavBnua
5 Avwouvn TpaxnAikn Aeppadevonabeia ( >1,5 cm)

n* 6. Aveupuoua oTepaviaiag aprnpias















© www.rheumtext.com - Hochberg et al (eds)



© www.rheumtext,com - Hochberg et al (eds)



+

m Ayyelimidec pe napoucia ANCA
AuTOAVTICWUATWV



XapaxkTnpioTika ANCA ayyenuTtidwv

ANCA

IoToAoyIKN
Eikova

AvwTEPO
AvanveuoTIKO

[veupovec

Neppoi

O@OaApoi

80-90% C-ANCA

Nekp. Ayy.
MIKpWV ayyeiwv

NEKPWOEIG

MapapivokoAniTI

Bapnkoia

Ainénuata
>nnAaia
Aipoppayia

EoTiakn TUNU.
VEKP. OMEIPAM.
(avooonevikn)

EniokA. ZKAnpiT.
OrmcBoROARIKA

70% P-ANCA

Nekp. Ayy. Mikpwv

ayyeiwv
'OxI KOKKI®UATa

Ainénuata

Aipoppayia
[veupovikn ivwaon

EoTiakn TUNY.
VEKP. OMEIPAM.
(avooonevikn)

+/-

50% P-ANCA

Nekp. Ayy. Mikpwv
ayyeiwv

Hwaivo@IAiKn
dINénon

AANNEPYIKN PIVITIC
Pivikoi moAunodeg

AcOpua
Ainénuata

EoTiakn TUN.
VEKP. OMEIPAM.
(avooonevikn)

+/-



Kokkiouatwon Wegener’s
Kokkiopdtmon pe moivayyetitioo (GPA)

+

> KOKKIOPAaTwONG PAEYHOVH HUE VEKPWTIKN
KOKKIWUATWON ayyelTidd, n ornoia NnpooBalel Tnv
avWTEPN KAl TV KATWTEPN AVANVEUCTIKN 000 Kal
ENIVEUETAI JIKPA Kal JEGOU PEYEBOUC ayyeia
(Tpixoeidn, PAeBiIdIa, apTnpioAia Kal apTnpIEC)

> 2uxva ( 50% ) ouvodeUETal ano VEKPWTIKN
oneipaparoveppiTida (Ennpealel Tnv npoyvwon).

> XapakTnpileTal ano Tnv Tpiada : npooBoAn HIKpoU
ayYEIOU — KOKKIONATWONC (PAEYHOVI — VEKPWON.



+

Emonuioroyia

H cvyvotnta tnc vocsov givail 6 -10/1.000.000/ €roc
‘Evapén otnv 5" -6" oekoetia

EAdy16tNn vIepoyn avopukon GUAAOL

Meyartepn enintmon 6tovg Kavkdoiovg

2VVEIGPEPOLVV TTEPIPAALOV (TTLPITIO), YEVETIKOL
moapdyoviec ( HLA yoviowa DP ) kol AowwmEerc.



INDIVIDUAL ORGAN SYSTEM INVOLVEMENT
IN WEGENER'S GRANULOMATOSIS

Episclentis | S W ¥ Viestibular/auditory

Hhunitis/sinusitis |
Septal perforation
Saddle nose

Oral and nasal ulcers

Pulmonary infiltrates ¢
Nodules

Pleunsy

Myalgias
Arthritis/arthralgias

Peripheral neuropathy

Mass lesions due to WG

¢ Brain * Breast i
nodules
JICers

e (Gangrene
* Lung * Parotid e ’

' A Yactato
¢ Henal * Hrostate

e Orbit  * Ovary @7 \
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20VN0EIC EKONAMGELS OO
TO OVOTEPO OVOTTVEVGTIKO

2UXVa EVAPKTNPIEC

'EAKN PIVIKOU PBAEVVOYOVOU N QINATNPEC

PIVIKEC EKKPIOEIC

Xpovia IypopiTida n appoTePOnAEUpn HECN
QTiTIda ( >3 Pnvec )

YnoyAwTIOIKN OTEVWON TPAXEIAC

Epinniogidnc napapop@pwaon PUTNG






20VNOELS EKONAMGELS Ao
TO KOTOTEPO AVOUTVEVGTIKO

+

= AKTIVOAOYIKO €Upnua olou N KOINOTNTOC N
oTabepou dINBNUAToC 0TOUC NVEULOVEC

m 2TEVWON TPAxeiac n Bpoyyou



i M HSbLaAg”Z
"™ 1193 : : Oct 21 9
LY 18«1 : =y

FOV 36 :0ce :
STND

ooooo

ARRER AR AN

-------------------------
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2uVN0EIC EKONAMGELC

+

[MPOZQr10

OnigBoBoABIKN pAeypovwdnc pala (MRI)



m: 18 514

IFOV 15 . Oce

ETL/ ]
E]

v 120

A 150

dhualt Head

U mr
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EkdnAwoeic ano aAAa cuoTnuaTa
+ Agpua : 33-46%

m  OpBaluoi (32-52%). emnspukiTioa, EMokANPITIOq,
a/(Afyp/r/cSa KEPATITION, EAKOG KEPATOEIOL], PayoEdITIoq,
ayyeitioa g (pidag . AaKpUOKUOTITIOq, 0aKpUppold,
auplyyio.

m  Neupiko ouornua (20-50%) : noAAanAn povoveupitioa,
ayyeirioa KN2, nayuunviyyirioa

m ApBpikec ekOnAwoeic (60-70%)






e bt L%
TAME A E/& .
» ~A L ~d arti\ Aty

W AN
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Kpitnpia Ta&ivopnonG KOKKIOHATWONG HE
noAuayyeliTidoa (GPA) n (Wegener's) (ACR) *

~|—1. dAeypovn pivoc-oTopatoc ( Enwduva N avwduva EAKn OTOPATOC N
NUWOEIC N AINATNPEC PIVIKEC EKKPITEIC)

2. MaBoloyikn a/a Bwpakog pe dindnuarta, odia r] KOINOTNTEC

3. MaBoAoyiko i(nua oUpwv (CNeIpapaTikn aiydToupia n
gpuBpokuTTapIKoi KUAIVOpPOI )

4. Blowia PE KOKKIOUATWON (PAEYUOVH OTO AYVEIO N NEPIAYYEIAKA
Anairouvrar 2 2 kpirrjpia yia evaionoia 88% kai ei0ikornta 92%

* Ta koirripia kaBiepwbnkav To 1990, ripiv TnNv avakainyn twv
ANCA avriowudtwv. Zruepa olor ayeoov ol aoBeveic (95%) e
EVEPYO VOOO

gupavicouvv ANCA avriowuara ( C-ANCA : 70% P - ANCA : 25% )



Enil amovciog Broyiog

Eav exoupe BeTika C-ANCA kai Eva pe dUo euPETa
KPITRPIa £XOUME OIAYVWOT UNEP KOKKIWHUATWOOUC
ayyenTioac Je

eualobnaoia 88% kai €101kOTNTA 92%



+

Aiayvwon
= KAIVIKN €IKOvVa
m ANCA
= Bioyia

[poyvwon

Xwpic Bepaneia 12 pnvec

Me Bepaneia, upeon
80%, unoTporiec 50%,

5eTnc eniBiwon 75%.

Oepansia
(3-6 Hnvec)
Mpwiung vooou

[EVIKEUPEVNC VOOOU
ANEIANTIKNG VOOOU

Oepansia uPeonc
(2-5 €1n)



MikpooKoOniKn NOAUAYYEITIC
n Mikpookonikn noAuaprtnpitic (MPA)

= NstleKr'] ayyelimida e )\iyo N kaBoAou avoookabilnua, n
onoia npooBaiAel Ta YIKPA ayyeia (Tplxoslén, PAeBIdIa N
apTnpIoAIq)

M , akoAouBouv depua
( 60% ), nepipepika veupa ( 60% ) kal oYIOTEPA O
MVEULOVEC.

m  JUYXVN €lval N EUPAvion VEKPWTIKNG ONEIPAPaTovePpiTidag
( TEZ pe pnvoeldeic oxnuUaTiopouq)

m JUxVva ep@avideTal kal nveupovikn TpixoeldiTic ( 10% oav
OiNnoAo NVEUPWV — VEPPOC )



Mikpookonikn noAuaptnpitic (MPA)
Jr (ouvexela )

> ®apuaka (ny npornuABEIOUPAKIAn ) Kal YEVETIKOI NAPAYOVTEG
(HLA yovidoia DQ) npodiaBeTouv yia TNV €u@gavion Tnc vooou.

> Ta p-ANCA @aivetal va £xouv naboyeveTikn onuaacia *

> MeNETEG £xouV OEIEEl TNV OWIUN NPOOPOAN Tou
avanveuoTIKoU Kal ) vOOOG NPEMEl va avTiJETwni¢eTal oav
GPA ( Eival To guxvOTEPO AITIO KUYEAIOIKNG Aloppayiag oToug
EVNAIKEC EVW EVIOTE NPOKAAEI MVEUMOVIKN IVWON).



>vvoporo Churg Strauss (EGPA)

+

= AyyelTIdOa PE XapakTnpioTIKn dInénon ano
NWOIVOPIAQ, OXNHUATIONO KOKKIWUATWV Kal
VEKPWOEWV, N onoid NPooBAAAEl Kupiwe Ta MIKPOU
Kal JECOU PEYEBOUC ayyeia ToU avanveUuoTIKOU
OUOTNMATOC Kal OUVOOEUETAl ano NwalvoPIAia Kai
aoBua



To ovvopouo Churg Strauss (EGPA)
(AAAEPYIKT) KOKKIOUATOGT) KO OLYYEUTION)

+

¢ [MpooPalel KUpiwC TOUC NVEUUOVEC KAl TO Ogpua,
alM\a kar  onolodnnoTe Opyavo.
(kapdlayyelako, YAOTPEVTEPIKO, VEPPOUC, VEUPIKO)

MpokeiTal yia onavia NoAucucoTNUATIKR VOOO, Mou
XCIpCIKTI’]pICETCII ano pivitida, acbua Kal
OnNUAvTIKN I’](DOIVO(pI)\ICI UE PAKpoOOoupTn  Kal
1010ppuUBUN Mopeia 3 PACEWV.



Emonuioroyia

+

v 2uyxvotnta: < 10% Twv ayyenTidwv

v Meon nAikia npooBoAnc 50 €1n ( £xEl OPWC apxioel
VOPITEPA )

v AvOpEeC Kal yuvaikec npooBaiiovTal €€ ioou

v 2navia n npoafoAn avw Tou 650U £TOUC



KAvikn eikova

+

Mpodpoun ¢paon 20-30 TV
(aTonikn OspUATITIC, AAAEPYIKN PIVITIC, AoBua)

HwoivopIAIKn ¢paon 30-40 eTQV

(au&non NWGIVOPIAWY, dINénon NVEULOVWY  Kal
YAOTPEVTEPIKOU)

daon ayyelTidoag 40-50 €TQOV

(eg@avion ayyeimidag HIKPOU-JETOU HEYEBOUG ayyeiwv, HE
£VOO Kal EEWAYYEIaKA KOKKIWUATA, CUOTNHATIKEG EKONAWOEIC)



KAviknf ekovo (ovvéxeia)

= AMEPYIKN PIVITIG — PIVIKOI NOAUMODEG - NAPAPIVOKOAMITIOEG HE
£NINAOKEC NMOU ANAITOUV NapeUPACEIC.

s Aegpua
MpooBaleTal ota 2/3 Twv acBevwyv otV TPITN PACH.

WnAapnTn nopgpupa

KnAidoBAaTIdOwdn e€avOnuaTa

Alyoppayikec BAGReC

XapakTnpioTiKa enwduva deppatika kar unodopla odia
OTIC EKTATIKEG EMIPAVEIEC TWV AKPWV TUMIKA OTN Blowia

NSRRI



KAviknf ekovo (ovvéxeia)

+

m AoOua

> AnOoTeAEl TNV Kupiapxn kai ouxvotepn ekdNA\won (> 95% )

> 2uvnBwc nponyeital kata 8-10 £1n

> Eival ouxva ooBapo anaiTwvTac KopTIKOEION MoU apxIka
OUYKaAUNTouV TnVv evapén Tou CSS.

> 2Uxva eu@avilel e€apon Pe TNV EKONAWGN TNG ayyelTidag



K?LlVlKﬁ ELKOVO. (GDVéXSlOL)

+

Mepipepikn veuponabeia (75%)
EikOvec  povoveupiTidac 1 moAAanmAnG  povoveupiTidag N
noAuveuponabeiac

MPpoOBOAN YAOTPEVTEPIKOU OTN (PAcn TnG ayyelTidag
(koIANlako¢ novog 59%, diappola 32%, aipoppayia 18%)

MUOOKEAETIKEG  €KONAWOEIG  (MUAMYiEG,  HETAVAOTEUTIKEG
noAuapBpaAyiecq)

M 00530)«] kapdiac (nepikapdiTic 32%,ZKA 47%,Epppaypa
Huokapoiou

Ne@pikn) npooBoAn (15-84% ot dIAPOPEC OEIPEC)



ALY VOGO TIKEC OVGKOALEG

Eneidn o1 OUVIOTWOEC UMOPEI VA EPPAVIOTOUV PEPOVWHEVA

Eneidn o1 CUVICTWOEC JMNOpPEl Va ePPavioTouV PJE MOAAA Xpovia
dlapopa

Eneidn o1 xapaktnpioTikeg MOA BAABEC” anavtwvTal Kal o€
aM\a voonuata ( n.x oTnv NWoIVOPIAIKN NveUpovia )

Eneidn n nveupovikn npooBoAn pnopei va anouaialel

KOKKIWPATWON, AayyelTi, NwaoIvogIAid.



Epyaotnplokd evpnuoata 6to CSS

__{_

N

LN X X X X X X « X

HwoivopiAia 5.000-9.000/ml
OpBoxpwun opOOKUTTAPIKN avaipia
'EkdnAn auvé&non T.K.E

A\EUKOKUTTAPWON

Auénon tnc IgE (dpacTtnpioTnTa VOOOU)
KukAogpopia avoooCUUNAEYNATWV
Ynepogaipivaipia

Mapouaoia RFs

BAL ouvnyopnTikO >33%, OXI £101KO
ANCA



H axtivoypagia O0mpakoc 6To CSS

Mapodika nveupovika diNdnuara

> UMMETPIKEG OKIAOEIC KEVTPIKA N NEPIPEPIKA

EikOvec TUNou Zapkoeidwong (nMUAec+ivwon)

Eikovec e diaueon npooBoAn rn 6{ouc

EIKOVEG E KOINOTNTEG

Eikdvec pe nuAaia adevonabeia

MAeupITIKEG oUAOYECG( 30% => NWOIVOPIANIKO €EIdpWHA)

XapakTnpPIOTIKEG EIKOVEC NVEUPOVIKAC ayyeliTido¢ otnv HR CT nveupovwy



H noBoroyoavatopio oto CSS

T

HwoivopIAIka dinbriuara

[EPIOXEC UE VEKPWOT

Hwaoivo@IAIK ayYelTIC HIKPWV apTnpIoV Kal PAERwV
Meplayyeiaka kal dIaPeETa VEKPWTIKA KOKKIWUATA

HwoivopIAIKn Aep@adsvondabeia

H avoixTrj Blowia rnveupovos aroTeAEl Tnv eEETaon avapopdc.
1apoyxIKn ouxvd OEV Eival O1ayVvVwoTIKT).



Kputipia dtdyvmong cuvopopov Churg
Strauss (ACR 1990)

+

AcbBua

HwaoivogiAia (>10%)

Neuponabeia

MeTavaoTeuTIKA OINONUATA NVEUNOVWY
MaBoAoyia anod napapivioug KOAMOUG

Biowia pe eEwayyeiakn nwaoivo@iAikn dinénon

Mapoucia 4 ano Ta 6 &xel euaicbnoia 85% kai
€101KOTNTAa 99,7%.

[looooxn 1a ANCA Oev ouunepiAauPavovrar ora
Kkpitrnpia (60-70%)









+

m AyyeliTIOEC JE evanoBeon
AVOOOCUMMAEYNATWV



[Toppvpo Henoch — Schonlein
(IgA Ayvyetitic)

= Ayyelimida n onoia xapaktnpileTal ano evanoBeoeig
AVOOOOUMMNAEYUATWY MOU NEPIEXOUV avocoo(palpivn
IgA ( unotunoc IgAl ) ota pikpa ayyeia (Tpixo€idn,
PAEBIOIa N apTnpPIOAIQ) TWV OPYAVWY OTOXWV.

m Tunika npooPBalel To deppa, TIC apOPwWOEIC, TO
EVTEPO KAl Ta oneEipapaTa.

m 2UXVva akoAouBei Aoipwén n Anwn ¢papuakou



+

s Eival n ouyxvoTtepn pop®n ayyelitidac ota naidia pe
enintwon 140/1.000.000/eToc , oTa onoia
ouxva autoiartal ( og 6-8 w), aA\a ato 30%
unoTponiadel.

m AnoO TIC OUXVOTEPEC AYYENTIOEC HIKPWV AYVEIWV
oTouc evnAikec ,(A/T 2/1), ue coBapn evioTe
vePpikn npoafoAn.(XNA 15%)

s Auénueva enineda IgA atov opo euPavidouv 50%
TWV AoBeVWV.



TABLE 153.1 HENOCH-SCHONLEIN PURPURA, CLINICAL MANIFESTATIONS

% at onset

Purpura {nl platelet count) 50
Subcutaneous edema 10
Arthritis (large joints) 25
Gastrointestina 3C
Renal 7
Genitourinary (ddx torsion) ?
Pulmonary (T co) ?
Pulmonary hemorrhage ?
CNS (headache, organic brain ?

syndrome, seizures)

100

(J

Ln

20 20-51
60-8
85

10- 50

2~ 35
95
0

-
-

7

r

-
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% during course

are, may be fa

are, may be fatal



AyYEUTIC TNG KPLOCOULPIVOLULOG

+

AyyeliTida nou xapakTnpileTal ano evanobeoeig
AVOOOOUMMAEYUATWY MOU NEPIEXOUV KPUOOPAIPIVEC
oTa pIkpa ayyeia, (dnA. Tpixosidn, GAeLIdIa N
apTnpIoAia)

>UVUNApYouVv Kpuoopalpivec aTov OpoO.

>uvnwc npooBaliovTal depua (90%), apBpwaoelC
(50%), veupa kal oneipauaTa



+

m 21avia voooc TnG peonc nAikiac (~ 50 €tn, /A :
3/1)

s EninAekel Tnv xpovia nnatimida C ( ~ 90% ) n
onaviotepa 1o SS ) Tov 2EA kal akoAouOei
eniBeTIKN nopeia o€ 30% Twv acbevwv.

s H evanoBeon Twv avooooUUNAEYUATWY, HECW TOU
unodoyxea Clqg, nupodoTel TNV XnuUeIoTagia
NOAUHOPPONUPNVWY Kal AEUPOKUTTAPWY, UE
anoTeAeoua BAABN TwV HIKPWV ayYEiwV.



AyYEUTIC TNG KPLOGPOUPTVOLULOG

+

(Agv £govv cuopemvnbel Kprmplo)

s JoTopiko *

= [loppupiko eEavBnua

m [lapouacia kpuoagaipivaipiac (Tunor II kai III)
s KatavaAwon cupnAnpwpuartoc (C4)

= Bioyia Ye (pAeypovr) HIKPWV ayyeiwv, Y€ napouaia
£vanoBeoewVv OTO TOIXWHA TWV AYYEIWV

* Syeon e HCV, SS, SLE.



Tunol KpuooPpaIPIVWV

Tunoc I

Tunoc II

Tunoc III

MoVOKAWVIKN
avoooapaipivn IgG n
IgM (Xwpic dpaon RF )

MoVOKAWVIKN)
avoooogaipivn (Ue
dpaon RF) evavri
NOAUKAWVIKNG IgG

[MOAUKAWVIK)
avoooogaipivn (e
dpaon RF) evavri

[MoAAanAouv pueAwpa
N Waldenstrom

Xpovia nnatitida C
SS
2EA

Xpovia nnatiTida C
SS
2EN
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AYYEITIOEC HE NPOGLROAN ayyeiwv
MOIKIAOU PEYEBOUC



+

20ovoporo Adapovtidon*-Behcet**

AuoTagivounTo oUVOPOUO HE MOAUAyYEIiTIdA, MOU
XapakTnpi¢eTal anod unoTponiafouoeg EEEAKWOEIC OTOPATOC,
(TouAdaxioTov 3 /€T0G), UNOTPONIATOUOEG EEEAKWOEIG EEW
YEVWNTIKWV OpYavwv, opOBaAUIKEG )\agsq, (ouvnBwg
payoeidiTida), I'IOIKI)\EQ OEPHATIKEG BAABEG, BPOUBWOEIG Kal
npoofoAn apBpwoswyv, nenTikou kal KNZ.

MpokeiTal yia 1810ppubpo voonua, ayvwaoTou aiTioAoyiag, oTo
LETAIXUIO AUTOAVOOOU Kal GUTocp)\syuovwéouq vOOOU.

* EAAnvac opBaluiarpoc  ** Toupko¢ Ogpuaroloyoc



Anavtartar Kupiwg o Anw kal Meon AvaTtoAr) Kal
AvaToAikr) Meooyelo

( MaAioc dpouoc Tou peTa&iou )

Ynapxel oagnc yevetikn npodiabeon ( HLA-B5 n
HLA-B51 )

'Exel napatnpnBei €kdnAn PUAETIKR dlapoponoinon
TNC KAIVIKNG €IKOVAC.



+

m IoTonaBoloyika : XapaktnpileTal ano
2uxvn N OnuIoupyia aveEUpUCUATWV.
m A/T : 2/1. HAkia npooBoAnc 31 4" 10€Tiaq.

m [lopeveTal Ye EAPOEIC KAl UPEDEIC Kal OUXVA
UQUETAl AUTOPATWC PETa 20€Tia



TABLE 151.1 FREQUENCY OF THE CLINICAL MANIFESTATIONS OF
BEHCET'S SYNDROME AND THE INTERNATIONAL STUDY GROUP
DIAGNOSTIC CRITERIA

Manifestation Frequency (%)

Oral ulcers 97-99
Genital ulcers ~85
Skin lesions

Papulopustular lesions ~85

Erythema nodosum ~50

Pathergy reaction ~60 (Mediterranean countries and Japan)
Uveitis ~50
Arthritis ~50
Subcutaneous thrombophlebitis 25
Deep vein thrombosis ~5

Arterial occlusion/aneurysm ~4
CNS involvement ~5
Epididymitis ~15

Gastrointestinal lesions 1-30 (more prevalent in Japan)

In the absence of other clinical explanations, patients must have:

e Recurrent oral ulceration {apthous or herpetiform) observed by the physician
or patient recurring at least three times in one 12-month period

and two of the following:

e Recurrent genital ulceration

e Eye lesions: anterior uveitis, posterior uveitis, cells in the vitreous by slit-lamp
examination or retinal vasculitis observed by an ophthalmologist

e Skin lesions: erythema nodosum, pseudofolliculitis, papulopustular lesions or
acneiform nodules in postadolescent patients not on corticosteroids

e Patherqy read by a physician at 24-48 hours

© www.rheumtext.com - Hochberg et al (eds)
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Kpttipia o1ayvmong cuvopoLLov
Adopavtidon-Behcet (eivorl kKhvikd)

= YnoTtpomnalouoec EEEAKWOEIC OTOUATOC
Kal TouAayioTov 2 ano Ta 4

1. Ynotponialouoeg eEEAKWOEIG EEW YEVVNTIKWV
opyavwv

2. O@OaAuIkn NpooBoAn

3. Aepuariko €Eavlnua

4. OeTIKO Pathergy test



AepLOTIKN AEVKOKVTTOPOKAAGTIKN Oy YEUTIC

+

N/
0‘0

, XWpPIC oUOTNUATIKN ayyelTida n
OMEIPaPATOVEPPITIOA












TABLE 155.5 EVALUATION OF THE PATIENT
WITH CUTANEOUS VASCULITIS

1 History:

Infections?
Drug ingestion?
Prior history of one of the 'associated' disorders?

Are there systemic symptoms?
2. Physical examination:

General appearance

ype of skin lesion
3. Skin biopsy:

Immunofluorescence is optional, perhaps useful when considering IgA disease
4, Laboratory studies:

Necessary:

Complete blood count

Urine analysis, test of renal function

Chest radiograph

Test for collagen vascular diseases — ANA, anti-Ro{SS-A), rheumatoid factor, etc

Hepatitis B surface antigen, hepatitis C antibody

Tests for paraproteins, cryoglobulins, cryofibrinogens, etc
When appropriate or under special circumstances

Total hemolytic complement

Circulating immune complexes

Sedimentation rate

Anticardiolipin antibody

Blood cultures

© www.rheumtext.com - Hochberg et al (eds)



2VGTNUATIKEC VOGO GUVOOEVOUEVES ATTO
AEVKOKVTTOPOKANGTIKT] OLYYEUTION

I > AANEC npwTONaBEIC ayyelTIOEC :
(GPA,PAN,MPA)

> AN\a auTodvooa voonuaTa :
(SLE, RA, SS, AepuaTOHUOGITIC)

>  NolNwEEIC :
(HBV, HCV,HIV,EBV,CMV,Parvo-B19,- Baktnpiakeg NM, %,
PIKETOIWOEIC)

> MNapanpwTeivaipiec :
(Kpuoopaipivaipia, Makpoapaipivaipia, Kpuoivwdoyovaipia)

> Ailagopa :

(I®ONE, CA, Zapkoeidworn, KuoTikr) ivwon, Avenapkela C2,
Avenapkela al-avtiBpuyivng, @. )



AgvTEPOTODEIC AYYEUTIOES VOCTILATOV TOL
GUVOETIKOV 10TOV

+

m >uvoualouv KAIVIKG Kal I0TOAOYIKG EupnuaTa
ayyenTioac Je Kanola TeKUnpIwPevn diayvwon
VOONMATOC TOU GUVOETIKOU I0TOU






com - Hochber



[IpOyvoon ayyeutiomv

+

[MoAU kaAn oTnv ayyeliTida ano
unepeuaiodnaia

>uxva kaAn otnv GCA kai otnv HSP

Em@uAakTikn otnv PAN, TNV EGPA kai otnv
GPA



[IpOyvmon ayyetitiomv

ALDELN AR VORSREN N AT I NS 15220

OCwonc noAuapTtnpiTida 60 — 80

Churg — strauss 60
Kokkiwpatwon Wegener ( GPA) 75

Mikpookonikn noAuayyeritidoa 85
(MPA)

Moppupa Henoch - Schonlein 95

[IlyavToKuTTapIKn 98
Takayasu 80 — 90




[uvaika 58 eTwv

m [1IpocEpyeTal AOyw NUPETOU ano 3unvou.

s O NUPETOC (38 39 ° C), nTav Kuplwq
anoyEUNATIVOC Kal OUV05€UOTCIV ano KepaAaAyia,
auXevaAyia kal pn napaywyiko pnxa.

[MpOOKOUIOE NPOC(ATO, EKTEVI EPYACTNPIAKO
eAEYX0, Mou avadeikvue NPoodeUTIKA EMOEIVOULEVA
: avaipia, auénon Twv OEIKTWV TNE (PAEYHOVNC Kal

NnIEC diaTapaxec TNS NNATikNG Bloxnueiac.



+

m H avTikelpevikn €EETaon KATa Tnv €il0aywyn Tng,
ONwC¢ Kai N KabnuepIviy AeNTOUEPNC AVTIKEILEVIKN
€€€TAON KATA TNV VOonA&ia TG NTav apvnTIKi).

Aev sppavile @euyaleo e€avOnua kata Tnv €€apon
TOU MUPETOU.



+

EpyaoTnpiakoC EAEYXOC

Ht : %, Hb: gr/dl, MCV : 90,5 fl, MCH : 28,4 pg.
Aeukd: 7.230/ uL , Oudet: 72 % , Aép@o: 18 %, Movo : 8 %.
AIJOTTETAAIA : / uL

PT:14 25sec, APTT : 37,26 sec,INR : 1,26
TKE : mm

CRP: mg/I

BioxnUIKOC EAeyXOC: ATTIQ augnon Tpavoapivacwy (SGOT: 42,
SGPT : 34), ALP : , AEUKWUATIVEG : g/dl, LDH : U/,
pePPITIVN - ng/ml

["evikr) oupwyv : K.O



+

m EkTeVNC epyaoTnpIiakoc EAeyXOC NpoC TNV
kaTeuBuvon Aoipwénc (0To VOOOKOWUEIO pHac Kal oTo
IVOTITOUTO Pasteur), nAnpng avoooAoyikoG EAEYXOC,
US kapdiac kal KpoTapIKwv apTnpIiwy, OAOCWHN
a&ovikn TopoypaPia kai BIowiec KPOTAPIKNG
apTnpiac, NNAaToc kai 00TEOUUEAIKN, aneBnoav
apvnTIKA.






