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2UOTNMOTIKEC AYELTLOEC

e Opada aUTOAVOOWYV CUCTNHATIKWY TTOBNCEWV UE KOWO
XOPOKTNPLOTLKO TN GAEYLOVH OTO TOLXWHA TWV OLLOPOPp WV
ayVELWV

* QAeypovwdelc BAABec alpodopwv ayyeLwV - OTEVWON 1 KoL
anodpoén Twv ayyeELwV- avamtuén Loxokwy BAaBwv otouc
LoTOUC KoL oTa Opyoava




KATATAZ=H AITEIITIAQN

Immune complex small-vessel vasculitis
Cryoglobulinemic vasculitis
IgA vasculitis (Henoch-Schonlein)
Hypocomplementemic urticarial vasculitis
(Anti-C1q vasculitis)

Medium-vessel vasculitis Anti-GBM disease
Polyarteritis nodosa | |
Kawasaki disease

ANCA-associated small-vessel vasculitis
Microscopic polyangiitis
Granulomatosis with polyangiitis (Wegener)
Eosinophilic granulomatosis with polyangiitis (Churg-Strauss)

Large-vessel vasculitis
Takayasu arteritis
Giant cell arteritis



MNyaviokuttapikn N Kpotadikn aptnpitida

H yiyavtokuttaplkn n kpotadikn aptnpitida gival
ayyeLTida tov mMpooPAAAEL TS apTnPLEC LEYAAOU Kol
LLECOU peyebouc, o€ atopa > 50 eTtwv

H o ouxvn cuotnpatikn ayyetittda otnv 3" nAwia

H enminmtwon avéavetoal pe TNV nAKial Kot KopupwveTaL OTNV
8n dekaetia.

Etnowa enimtwon:
18 veec meputtwoelg ava 100000 mAnBuopou (HMA)

25 veec meputtwoelc ava 100000 tAnBucopou (B.
Evpwrnn)

6 veeg mepuTtwoelg ava 100000 tAnBuopou
(MeooyeLog)

[uvaikec/Avdpec: 3.7/1



Kpotadikn aptnpitida

K/E:

KepaAaAyia: 80-90%

[evika cupmtwpoata: 80-90%
Peupatikn moAvpuadyia: 40%
XwAotnta yvabou: <50%
Alatapaxeg opaong: <20%
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Awayvwon: Blodia kpotadlkng
aptnpiog (mapouvaoia
VLY QVTOKUTTAPWV)



KPANIAKH APTHPITI2
(mtpooBoAn kKAASwV £Ew kapwTidac)
*KedaAaAyia
*XwAotnta K. yvadou
*AloTapPaXEC OPAONC
* loxauLkeG ekdnAwoelg KNZ

(oTtOVOUALKEG, BOOLKEC

2Y2THMATIKE2Z EKAHAQZEIZ
Mupetog, dpikia
Avopetia, anwAela Bapoug
NUKTEPLVEC EPLOPWOELC
KataBoAr, konwon
KataBAuwpn

AOPTITI2
XWAOTNTA AKPWV
PEYMATIKH MOAYMYAATIA AcduyLn vOaoC
AAyOG WKNG & TIUEALKNG {wvng dawdpevo Raynaud
Mpwwn duokaupia AVEUPUOHQ. QLOPTAG
AVETIAPKELO QLOPTHC




Aptnpitiéa Takayasu

«Aoduyun vooog»

Xpovia, eotlakn, AEYUOV TWV HLEYAAWV QYYELWVY,
KUPLWC TNC AopTNC Kal TwV KUPLWV KAAOWV TNC, N
omola oOnyeL o€ tayuvaon, lvwon, otevwon Ko
SLAOTOON TOU TOLYWHATOC TWV OYYELWV Kol OXNUATIOLLO
BpOouUBwV Kol AVEUPUCLLATWV

2UXVOTEPEC ayYeLlTLOeC TNC MotdLKAC NALKLOLC
* Kawasaki

* Henoch-Schonlein

* Aptnpitidba Takayasu



Aptnpitéa Takayasu

KPITHPIA ENEPTOTHTAZ APTHPITIAAZ
TAKAYASU (Kerr JS et al, 1994)

2UOTNMOTIKEC EKONAWOELC (TUPETOC, LUOOKEAETLKOL TTOVOL) UN
OXETLW(OMEVEC HE AAAa altia

AUénon TKE (>20 mm/h)

EkdnAwoeLC avveLaKr']q chatuiaq N dAeyuoving (dtaAeimouvoa
)(w)lornra ustwar) N Katapynon twv o@uéewv), ¢ucr| porta,
aWELaKoq novoq (Kapwu5UVLa) Stadopa aptnplaknq

nieon¢ peta€V avw N/KATW AKPWV

TuTka ayyeloypadLka svpnpato

Eupavion n eribeivwon 2 n mepLOCOTELWV
EkONAWOEwWYV SeiyvelL «EVEPYO VOOO»




Olwdn¢ moAvaptnpitida

KPITHPIA TAZINOMHZHZ OZQAOYZ NOAYAPTHPITIAAZ (ACR)

1. AnwAewa Bapoug

AntwAela Bapouc >4 kg, un odpeldopevn o dlarta rj AAAOUC TP AYOVTEC

2. AwiktuwTtn nteAiwon

ITIKTOC SLKTUWTOC TUTIOG OE TIEPLOXEC TOU SEPHUATOC TWV UEAWV ] TOU KOPUOU

3. NMovog oToug OPXELG

Movoc A evalocBOnoia otoug O6pxeLg, tou Sev oPpeilovtol og AOLUWEELS, KOKWOELG 1] AAAQ allTla
4. Muadyieg

ALOXUTEC LUAAYLEG (EKTOC atO TOUC HUC TNC WULKAC Kol TUEALKNC {wvnc) A puikn aduvapia
gualoOnoia Twv HUWV TWV KVALWV

5. Movo- 1} toAu-vevponadeia

MovoveupomnaBela, moAuveupondBeLla fj TOAAATTAR LOVOVEU poTtaBeLa

6. AwaotoAkn rtieon >90

AUEnon dlaotoAkng tieong > 90 mm Hg

7. Av0&non oupiag R KpeaTvivng

AU€&non ouplac >40 mg/dL ] kpeatwivng >1.5 mg/dL pun opelopevn o aduddatwon f anodpaén

8. 16¢ nnatitdag B

OEeTLKO aVTLYOVO emidaveiag ) aviiowpa otov opo

9. Ayysloypadikd svpipata

Aveupuopata r amodpAelc omAayXVIKwV aptnplwy (otnv aptnploypapic) un opellopeva o
aptnplookAnpuvon, wopuikni SuomAacia A GAAa pun dpAeypovwdn aitia

10. Bloyia Kokklokuttopa Kol povormupnvo AEUKOKUTTOPO OTO TOLXWHA TWV ULKPWY A LEGOU
HLEYEBOUC apTNPLWV. MNa tv dtayvwon: 3 anod ta 10 kpuripla.



ANCA Ayyeutidec

* EmutoAaopog ANCA-ayyeutidbwv: SuTtAdoLog OTOUC
Eupwrniaiouc oe ouykplon pe pn Evpwmnaiouvg (104 vs 52
niepuntt/1.000.000)

e Enitmtwon ANCA-ayyeutidwv otnv Evpwrnn: 13-20
neputtwoelc/1.000.000/£to¢

Wats R, Nephrol. Dial. Transplant. 2015

Enintwon/

AAV 1.000.000/£to0C¢
(Bopera Evupwnn, UK)

GPA (Granulomatosis with
Polyangiitis)

MPA (Microscopic
Polyangiitis)

21.8

6.5



ANCA Ayyelitideg

35

——MPA
30 +— -
GPA

25

20

10

Per million population

0 1+ —— 1 T 1 1 T T 1
<15 1624 25-34 35-44 45-54 55-64 65—-74 75-84 =>85
Age (years)

e Avbpec: yuvaikec=1.5:1.0

o [evetikol koL tepLBaAAovtikol mapayovteg (AoLUWEELC,
dappaka, dloéeidlo TupLTiov) CUUETEXOUV OTNV NoBoyEVELD



ANCA-ayyeiiTideg: NMaboyéveon

Etiologic factors Genetic factors
= HLA genes
= CD226
= PTPN22 Environmental
= /10 factors
= CTAL4 = Silica
; \ / Drugs
?ZC;TZUS = Propylthiouracil
i E-coh’ » | AAV |- » Hydralazine
) 4 » D-penicillamine
Lo cumoney / \ « Minocycline
Cells Molecules
= Neutrophils = ANCAs
= B cells = Complement
Pathogenic factors GEls




ANCA (antineutrophil cytoplasmic antibody)

* Ileprypopn pe paon o TpoTLVTO TOV AVOGOPOOPLGNOV:
¢ - kutTapomiacpatikd (cytoplasmic, c-ANCA)
« - meputvpnvikd (perinuclear, p-ANCA)

P P-ANCA
-
-
1)




ANCA (antineutrophil cytoplasmic antibody)

AvVTIyova: TTPWTEIVEC TWV aloUPOPIAWY KOKKIWV TWV
OUQETEPOPIAWV:
- pwreivaon 3 (c-ANCA)
- MUEAOTTEPOLEIDAON, AOKTOPEPIVN,
kKaBewivn G, eAaoTtdon (p-ANCA)

Kokkiwpatwon tov Wegener: c-ANCA oto 80-90% (anti-PR3 +)
Muwkpookorikn toAvayyeitida: p-ANCA 40-70% (ovti-MPO+)
N ontaviotepa c-ANCA



ANCA AITEIITIAE2

e KOoKKLwUATWON HE TtoAvayyetitida
(Kokkiwpatwon Wegener)

* HwoVOPLALKN KOKKLWUATWON UE
rnioAvayyetitida (Zuvépopo Churg-Strauss)

* MKPOOKOTILKN TIOAUAyYELITIOA



Kokkiwpatwon Wegener

> Xopaktnpilletal amo VEKPWTLKN  KOKKLWHATWSON
dAeypovn, ayysuwtida HKpoU Kol pecaiou peyeBouc
ayVELWV, KoL £0TLOKN VEKPWTLKN
oTelpapatovedppitida.



Kokkiwpatwon tou Wegener

Mupetoc, moAvapOpalyiec / apBpitda

AVWTEPO AVOTIVEUOTLKO: TIUWONG pLvoppoLa, oo W
PLVLKA EAKN, TTOLPOAPPLVOKOATIITIOO x )

KatwTtePO avamveuoTLKO: BAXaC, aLUOmTUON,
duomvola

Nedpoi: PKPOTKOTIKY atuaToupia, Tpwteivoupio | | |

7 ’ ’ 7 7 | |
(~80% vedplkn tpooBoAr LUE EUPOC VOTOU ATO | & /90
[ 1 I f K iy ||
urtoookouvoa dAsyuovi ewg TEZN) "

Wegnor s granulomatous usually alfects the
T Fespiratory iract {sinuses, mose amil
tracheal, lungs and kidneys, Mot gl paticnis
will have wll the sites aTTectel.

ontavia deppatikn topdupa Kot TToOAAATTAN
Lovoveupitda



Kokkiwpatwon tov Wegener

Awayvwon: KAwwkn vrnoia, epyaotnp. EAeyxoc (Oeikteg
dAeypovng, svpnuata Zretpap/dac, c-ANCA+) ameLKOVLIOTLKOG
(a/o mapappLviwy, Bwpoka)

p—

84

2uvnOwc amatteiton oy ia

Oeparmeia: KOPTIKOOTEPOELON), OLVOOOKATOOTAATIKA



ANCA AITEINTIAE2

> MwKpookomiky moAvayyewtida: ayysutdo HIKpWVY
ayVELWV TOU TIPpooPaAAeEl Kuplwg TOouC VeppoUC
(£mvebpovecg, depua, apBpwaoelg) pLe eVpoC VEDPLKAC
VOoOU amo VePptdlkO  olvOpopo MHE N
entnpeacpevn GFR ewc TEZN;

AJA Wegener — TIVEULOVLKN VOOO /
nopappLvokoAmitida
> Churg-Strauss: ayyettda LULLKP WV ayVELWV

ouOoXETWOUEVN UE TTEPLPEPLKN NwaolvodLAia, acOBpua Kot
aAAepyLkn pvitda, veupovika StnBnuata, SEpUATIKA
nopdupa, MoAAatAn povoveupitida



Ayyelitidec oXeTI{OMEVEC LE AVOOOCUUTTAEYHATOL

e JuvOpopo Goodpasture (avti-GBM abs)

* IgA ayyelitda (Mopdpupa Henoch-Schonlein)

* Kpuoodaplvalpkn ayyetitida

* YITOOUUMANPWMATALULKA KVIOWTLKA ayyeLitida




Ayyetititéa Henoch Schonlein

* Avutodvoon avveumSa arno unepevalcdnoia, enavouevn amno v IgA kat
xapaKtanZousvn aro mop¢uPLKO e§avOnua KUplwe oTa KATW AKPQ,
KOLALOLKO Ttovo 1 vedplkn mpooBoAn kot apbpitida.

e 13.5 neputtwoelc/100.000 mAnBucpou
e Juxvotepa ota adld, aAAA Kol o€ EVAALKEC

AIATNQZTIKA KPITHPIA MOP®YPAZ HENOCH-SCHONLEIN

A) AMEPIKANIKO KOAAETIO PEYMATOAOTIAZ (ACR)

HAwia aocBevoug <20 etwv

 WnAadnti nopdpupa

*  KolALaKOG TOVOC 1] YOLOTPEVTEPLKN OLLpoppayia

* EEwayyeloKka 1 mepLOyYELAKA KOKKLOKUTTOPO 0T Blodia
Mo TNV SLdyvwon amottouvtol 2 1 TEPLOCOTEPO KPLTNPLAL.

Chapel Hill Consensus Group
e 1. Ayyelitida pikpwv ayyeilwv pe evamnobeoelc IgA



Noooc Behcet

1. Ynotporuaovta €Akn (adOeg) touv otopato
(93-100%), touldlotov 3-4 popEg/ETog. Bl

uice SENal L ce
* Oculo — Oro - Genital
syndrome
« Tx: steroid

2. Yrnotporualovta £AKN YEVVNTIKWY OPYAVWV.
3. MpooBoAn twv opOaApwv (50-79%): Payoeiditida,
emuunmedukitida, EAKOC KepaToeldoUC, UTTOTIVO, XWPLC aywyn
urnopet va odnynoeL otnv tupAwon.

4. Asppotikec BAaPec (30-65%): Olwbdeg

epLONUa, e€avBnua mou polalet pe akun, YeuvdoBulakitida,
UTTEPEPEDLOLUOTNTA TOU SEPUATOC

5. ApOpitisa-apBpalyiec (30-50%).

6. I'IpooBoM tou KNZ (10-30%): punviyyosykedaAitida, mapeon KpavIoKwV
VEUPWV,

7. I'I%ooBo)\n avveuuv BpopPodAepitidec, aptnplakec OpouBwoslg,
apTNPLOKA aveEUpUOoUOTA.



http://www.care.gr/search/?q=%CE%AD%CE%BB%CE%BA%CE%BF%CF%82
http://www.care.gr/search/?q=%CE%B5%CE%BE%CE%AC%CE%BD%CE%B8%CE%B7%CE%BC%CE%B1

Yrotponalovoa MoAuxovdpitida

2TIAVLOL LUTOAVOCN GUOTNHATLKI VOOOC TTOU Yapoaktnplletal
aro vnotporiialovia emelocodior PAEYUOVAC TV XOVIpLVWV
LloTwV (WTWV, PVOC, Adpuyya-tpaxeiag-fpoyxwv)

Entimtwon: 3.5 véeg neputtwoetc/1.000.000/£to¢
Mo ouyvn nAkio epdavionc: 5" dekaetia

Avoloyia avdpec: yuvaikeg 1:1.5



Yrotponalovoa MoAvxovdpitida

* OYZ. dAsypovn Tou MTEPUYLOU Tou WTOC (50% w¢ mpwtn
ekdnAwaon, 90% cuvoAlka)

+* MPOZBOAH PINOZ -
«  OAeypovr pwikol xovdpou (25% wc 11 Stdyvwon) |

« Xpovia pAeyuovi- Kataotpodn TS PLVIKAC 5 %\
vedbupac/ «epurrmioetdncr» (saddle-nose) apapopdwon tne
PLVOC

> ANATINEYZTIKO
* @Aeypovn tng yAwttidag, tou Aapuyya Kot Twv uro-Fr

ETUYAWTTIOKWY LOTWV— OTEVWOELC (EMeilyovoa
TpOXELOOTOUI)

* (DAeypovn Tou XOvOpou TNC TPaXELOC KAl TwV Bpoyxwy =
WWwWONG OUVOETIKOG LOTOC = OTEVWON aEpodOpwV odwv -
anodpaén aspaywywyv, pnén, epduonpa, TVEULOOWPAKOLC



Ayyeutidec oXeTL{OMEVEC HUE TILOAVO ALTLOAOYLKO
napayovta

e Ayyelitida oxetllopevn pe pappoka (r.x. udbpaiadlivn)

e Ayyeltida oxetilopevn pe Aotpwéelc (nmatitida B kat C,
evookapoitda, cUPLAN, K.

e Ayyeltida oXeTW(OMEVN LE VEOTIAQCLOTOL



