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KOYT2ZOYBEAHZ IQANNH2
AieuBuvTtnc E’ NaboAoyiknc KAIVIKAC
XPIZTOMNOYAQOY EYPYAIKH
Eidikeuopevn laTpocg



[Tapouca vOoocg

AoBevnc 79 etwv TpoonABe oto TEIT (12/16)
AOYW EUTTUPETOU £WC 0:38.5C aTro unvoc.

Ta TTUPETIKA KUPATa ATAV KaBnuepIva, ouvnBwg
KATA TIC BPadIVEC WPEC KAl ouvodeuovTaY ATTO
PPIKIA KI EQIOPWON.

Tautoxpova, TTapouaciage aiobnua KaTaoAng,
HUQAYIEG UNPWV KI ATTWAEIQ CWHATIKOU BAPOUG
TePi Ta 2Kg (YEVIKA CUUTITWHATA).

[10 TO AOYO auTO, N a0BeVAG €ixe EKTINNOEI ATTO
1I010TN 1ATPO KI €ixe AABElI TTANBwpPa avTIBIOTIKWY
(apOGUKIAAIVN/KAaBouAaviko, KAapIBpopukivn,
KEQopavion, auikaagivn ki ogeATauIBipn), Xwpig
KAIVIKA) QVTOTTOKPION.




ATOHIKO avauvnoTIKO

[Tpoo@ata dlayvwobev (Trpo 9/unvou) Kai
X€IpoupynBev dINBNTIKO KapKivwua aplioTepoU
UAOTOU, JE OUOTOIXOUG AEMPADEVEC EAEUBEPOUC
0INOnonc (Baoel IoToAoyIKAG), grade Il, otadio
T2NoMx.

H aoBevng €ixe avTINETWTTIOTEI € HOOTEKTOUN
(03/16) k1 EkTOoTE EAQUPBAVE P.0. AVAOTOAEQ
apwpataonc (AetpolOAn).

ATTOQPOKTIKO OUVOPOUO (ATTIOG-UETPIAG
BapuTtnTag) KAl VOGOG UIKPWY OEPAYWYWYV,
APXOHEVA OTTO £TOUG, UTTO QYWY UE
EIOTTVEOMEVO B2-01eyEPTN (IVOOKATEPOAN).

QupeocidiTida Hashimoto (euBupocidIKkn)
Oarteotrevia yvwotn armo 2/etiagc (DEXA OM2)



ATOUIKO avauvnoTIKO
ApPTNPICKN UTTEPTACN UTTO QPAOOITTIVN,
BaAocapTavn, VEUTTIBOAOAN
YTrepAImdaiyia utrd atopacTarivn
KaTtayua Aekavng (1rpo S/eTiag)

2 KWANKOEIOEKTOUN O€ veapn NAIKIQ

2.TN POAPMUOAKEUTIKN TNG aywyn
TepIAapBavovTay, £1Tiong, TTavioTTpaloAn
KI OKETUAOOOAIKUAIKO OCU.

AAKOOA (-), K&TTvVIopa (-), aAAepyieg (-)
EtrayyeApa: 0aokaAa CwypagIkng



KAIVIKN €€€Ta0N

« ZWTIKA onueia:

All: 100/60mmHg, SpO2: 93% (Fi02:21%),

HR:88bpm, 0: 36.6C (Ayn TTapaKETAPOANG)

 E&ttaon ava cuotnua:

-KEPAAN/TPAXNAOG: KOPWTIOEG XWPIG PUONUA, KPOTAPIKEG
oPUloUTEC AUPW

-TIVEUMOVEG: A.Y.0MOTIMO, QUOIOAOYIKO AUPW (apXIKA)

-KapdIa: S1, S2 pubuikoi, Xwpic euonua

-kolhia: M,E,A, (+) evTepIKOI fxoI, NTTap OpIaKA YnAa@pnTo,
avwouvo, OTTANV aynAaenTog

-AKpPA: MNPIaiEC YNAA@PNTEC APPW

-ANE: TTpooavatoAiopévn (x3), 100kopikn YE (+) PTK
AUPW, EYKEPAAIKEG TUCUYIES K., TETPAKIVNTIKI ME
OMOTIMN MUIKA 10XU O€ Avw Kal KATW AKPA, QUCIOAOYIKN
alocOnTkoTNTA.



ATTEIKOVIOTIKOC EAEYXOC

« Kara 1n diayvwon tou Ca paoTtou, n acBevnc €ixe
uttoANBei oe C/T Bwpako¢ oTa TTAaiola oTtadloTroinong,
n otroia avédeice acar) olwodn aAloiwon d:6mm oTo
OECIO NECO TIVEUMOVIKO TTEDIO KI OAIYAPIOuOUC
AEPPAdEVEC EWG 1.3Ccm OTO HECOBWPAKIO.

* AIYEC NUEPEC TTPO TNG EI0AYWYNG TNG, UTTOPANONKE €K
véou o€ C/T Bwpakog (11/16), TTou avedeice TTOANATTIAEG
0lWOEIC AAAOIWOEIC OE AUPOTEPA TA TTVEUMOVIKA TTEDIQ,
N MEYAAUTEPN EK TWYV OTTOIWV OTO OECIO NECO AORO
(0:6mm), etTitacn Tou JIAUECOU TTVEUNOVIKOU OIKTUOU,
EVW ETTAVEAEYXONKAV Ol HECOBWPAKIKOI AEUPADEVEC.

« ETmTiong, dievepyndnke aTtov idlo xpovo C/T AKK xwpig
TTaBoAOYIKG EupruaTa.
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EpyaoTnplakoc EAeyX0C

DuoIoANoyIKEC 1N nuépa

TIMEG VOOonAe&iag
WBC 4-10.000/uL 15.050/uL
NEU 2-7.700/uL 11.260/uL
EOS 40-400/pL 2.140/uL
Hct 37-51% 28.5%
HGB 12-17.5g/dL 9.1g/dL
MCV 80-98fL 80.3fL
MCHC 32-36g/dL 32g/dL
PLT 150-400.000/uL  |720.000/uL
AEK 0.5-2% 1.53%
TKE 0-20mm/hr 114mm/hr




EpyaoTnplakoc EAeyX0C

DuoIoANoyIKEC 1N nuépa

TIMEG VOOonAe&iag
UREA 10-50mg/dL 40mg/dL
CREA 0.6-1.4mg/dL 0.7mg/dL
Alb 3.5-5g/dL 2.6g/dL
GLOB 2.3-3.5g/dL 3.2g/dL
SGOT 5-371U/L 161U/L
SGPT 5-401U/L 151U/L
ALP 35-1291U/L 611U/L
vGT 7-491U/L 201U/L
LDH 0-225IU/L 1811U/L
CRP 0-0.5mg/dL 13.8mg/dL




EpyaoTnplakoc EAeyX0C

H yevikn oUpwyv avedeige povo Aiya epubpa (10-15
K.0.TT), XWPIG AeUKWHA KI N JIKPOOKOTTIKA €6ETAON OEV
gixe eupnuara evepyou 1Inuarog (duouoppa RBC,
EPUBPOKUTTAPIKOUC KUAiVOPOUQ).

O1 kapkivikoi ogikteg (CA 15-3, CA 125, CEA, CA 19-9,
NSE, 2m) Arav apvnTikoi.

O 10Aoyikog €Aeyxog (HBV, HCV, HIV) nrav apvnTikoc.

ATIO TOV avoooAoYIKO éAeyxo, Ta ANA nTav apvnTika,
Ta C3, C4 evTOG PUOIOAOYIKWY Opiwv KI 0 RF augnuevog
(145 IU/mL 1-20 IlU/mL), evw Ta AoItTrd atroteAeopata
avapévovmv.

ETrionc apvnTikGG nTav o MIKPORIOAOYIKOG EAEYXOG VIO
B3-Koch (Mantoux, Quantiferon), Syphilis (RPR),
Echinococcus (Abs) kai FA yia Mycoplasma, Legionella,
Leptospira, Leishmania, Brucella, Coxiella, Bartonella,
Toxoplasma, Aspergillus, Rickettsia.



EpyaoTnplakoc EAeyX0C
* H nAekTpOo@pOPNON AEUKWUATWY ATTOKAAUWE augnon TNG
IgE (1601U/mL,0-1001U/mL), ue @UOIOAOYIKEC TIC AOITTEC
OPaIPiVEC...

" HAcnTpogdpnan
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MogoTIKOC RpooSiopiopdc
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2 UMTTANPWHATIKOC EAEYXOC
« 270 TTAQioIa dlgpeuvnong, dedouevng TnG Tpiwneiac TKE
Kal TG opBoOxpwuNG avaiyiag, dlevepynodnke Biowia
KPOTAWPIKAG apTNEIag, N OTroia ATAaV apvNnTIKH.
* AOYW TNG EYMEVOUCAC NWOIVOPIAIAC KAl TOU TTUPETOU,
TpayuaTtotroindnke OMB:

-0l KUTTAPIKEG OEIPEG AVTITIPOCWTTEUOVTAI PE DIATAPNON TNG
BACIKAC APXITEKTOVIKNC.

-TTAPATNEEITAI AUCNON TWV WPIMWYV KUTTAPWY TNG MUEAIKAC
o€IPAC KI augnon Tou apiBuou TwV NWOIVOPIAWV.

-MOKPO@AYQ I0TIOKUTTAPA UE EPUBPA aluOCPaipIa, UE
OTOIXEIO AIJOPAYOKUTTAPWONG KATA TOTTOUC.

-QTTOUCIa JETAOTATIKNG VOOOU.

-ZUMTTEPOOHA: NTTIO UTTEPKUTTAPIKOC HUEAOC OTTWC
TTAPATNPEITAI ETTI AOINWEEWV KAl AOITTWV PAEYUOVWOWV
KATAOTACEWYV ME PAIVOUEVA NTTIAC AIOPAYOKUTTAPWONG.



2 UMTTANPWHATIKOC EAEYXOC

« EmmAfov, £yive BpOoyxXooKOTTNON Kl ATTO TO
BpoyxokuWeAIdIKO EkTTAUpa (BAL) e0TAAN KUTTOPOAOYIKNA
£CETAON TTOU ATTERN ApVNTIKN KAl KAAAIEPYEIQ TTOU ATAV
apvnTikn yia B-Koch, PCP kai yuknteg (avartrtuen ovo
(PUOIOAOYIKNG XAWPIdAC AVWTEPOU AVATIVEUCTIKOU).

e TEMNOG, AOyw TOU TTpOOPaTa xelpoupyndevroc Ca yaoTou
Kal TNG UTTOVOIAGC Yia B'/TTaBeic eVTOTTIOEIC OTOUG
TTveupoveg, dievepynonke PET-CT tTou aveEdeIge
TTaBoAoyik) TooAnwn 1nG 18FDG 01O peyaAuTepoO ATIoO TA
TTOAAQTTAG olwdn diIndruara otov AAA (SUVmax:1.4). To
eupnua NTav TTAEOV cUPPBATO PE PAeyuovwON OTOIXEIQ.
ETriong, mapatnpnOnke acbeveoTtarn TpocAnyn o€
MIKPOUG JaoXaAlaioug AENPAdEVEC APIOTEPA, EUpNUA
AM@IBOAOU acloAOYNOEWG. ZUVOAIKA TO EUpruaTa
ATTOMAKPUVAV TO EVOEXOUEVO VEOTTAACOUATIKAC VOOOU.






[Topeia vooou

« Karta tnv mapapovn 1nG otnv lNadoAoyikr) KAIVIKA KiI evw
n dlEpEUVNON €CEANICOOTAV KAl TO EUTTUPETO TTapouaiale
MEPIKN UQPEDN UTTO vatTpogeEvn (wg eTTi TOavouU
VEOTTAQOUATIKOU TTUPETOU), N A0BEVIC TTOPOUCIaoE

AIPVIOIWG: @
-
D

H1twon akpwv TTOOWV APPW
Hltwon akpag xeipag decia
M TTa100noia oTa KATW AKPO
£WC TO ETTITTEQO TWV CPUPWV




[Topeia vooou

[Map&AANAQ, ENPAVICE ATTIA AVATTVEUOTIKN £TTIOEIiVWON
UE EKTTVEUOTIKO CUPIYUO TTOU OEV TTPOUTTHPXE KATA TNV
£10AQYWYN TNG KI avaykn o¢uyovoBEPATTEIQG UE PIVIKI
KAVOUAQ.

Ooov apopd Tov epyaocTnPIaKO EAEYXO, ONUEIWONKE
emmitaon TnG nwaolivoiAiag (EOS: 2.550/ul) kai Tng
avaiyiag (Hct:22%), xwpic onueia atTwAEIac aigarog Kal
TTEPAITEPW AUCNON TWV OEIKTWV PAEYUOVNG
(CRP:18.5mg/dL).

[Tpo¢ atrokAeIouO oceiag TToAuppIloveuPITIOAC,
dievepynOnke ONI Tou dev aveEdeIce TTaBoAoyika
eupnuarta oto ENY.

2.TO0 ONUEiO auTo, AOYW TNG AVATIVEUCTIKNG ETTIOEIiVWONG
Tpayuarotroindnke eravaAnmTikry C/T Owpakog n oTroia
€iXe 0a@PWC TTI0 TTABOAOYIKA €upruaTa.
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[Topeia vooou

e 2TO ONMEIO AUTO TTAPAAGBAME TA UTTOAOITTO
QTTOTEAEOMATA TOU AVOOOAOYIKOU EAEYXOU, £VA €K TWV

OTTOiWV NTAV KaBOoPIOoTIKO Yyia TN didyvwon. ..

p-ANCA Os1ika 1:640
MPO:28.1 (0.1-25U)



[Topeia vooou

« Me ouvagioAdynon Tn¢ KAIVIKAC €IKOVAC, TWV
QTTEIKOVIOTIKWY KI EPYACTNPIAKWY EUPNHUATWY,
TEONKE N OI1IAYyVWON TS NWOIVOPIAIKAG
KOKKIWMATWONCG JE TToAuayyeiimida (EGPA),
a@ouU N aocBevn¢ yac TTAnpoUCE Ta KPITAPIA TOU
Auepikavikou KoAAeyiou PeupaTtoAoyiag (1990)
TTou Ba TTaparteBouv OoTn CUVEXEIQ.

* 2NUEIWVETAI OTI EIXE ATTOKAEIOTEI N UTTOTPOTTN TNG
TTPOCPATA XEIpoUupyNnOeioag VEOTTAQOMATIKAG
VOOOU KaBwC KI N TTapouadia Aoiuwdoucg aiTiou
TTOU VO OXETICETAI JE TNV KAIVIKNA EIKOVA.



[Topeia vooou

AedoPEVNC TNG TAXEIOC KAIVIKNG ETTIOEIVIIONG, EVIVE
AuEDN Evapen aywyng ME evOOPAERIO KOPTIKOEION)
(apXIKA TPEIC WOEIC NEBUATTPEDVICOAOVNG TwV 500 mg Kail
otn ouvexela IV mpedviCoAdvn 62.5mg/d).

H kAIvikiy BeATIiwoN ATav QUECN PE UPEDN TOU TTUPETOU,
QVATIVEUOTIKA BEATIWON KI UTTOXWPENON TWV TTVEUUOVIKWYV
dINBnuAaTWYV oTnNV a/a Bwpakog.

[MapdAANAa, TTapatnenOnke BeATiwon Twv
EPYOOTNPIOKWY TTAPAPETPWY ME UTTOXWPENON TNG
nwaoivo@Aiag (EOS:0%), Tng avaipiag (Hct:30%) kai Twv
OeIKTWV PAeyuovns (CRP:1.17mg/dL).

AVTIOETWG, N VEUPOAOYIKN CUUTITWHATOAOYIO ATAV TTIO
avOeKTIK) oTn BgpaTreia Pe TTIo Bpadcia avaoTpoPn TwWV
VEUPOAOVYIKWYV EAAEIMHATWV.



[Topeia vooou

e 2Tn OUVEXEIQ, EYIVE HETAPOPA TNG aoBevoUcg OTNn
PeupartoAoyikn KAIVIKA TOU VOOOKOUEIOU Pag, OTToU
oAOKANPWONKE N dIAYVWOTIKI TTPOCTTEAQCN ME TNV TTAEOV
KOBOPIOTIKN €€ETAON TTOU ETTICQPEAYICE TN d1AYVWOnN TNG
EGPA...
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2. UOTNMATIKEC AYVEITIOEC

* 2UCTNUATIKA AYYEITION €ival Pia KAIVIKO-
TTaBoAOYaVATOUIKI) OVTOTNTA TTOU
xapaktnpiletal atro eAsypovwon dINénon
KOl KOTOOTPO®N TOU TOIXWHATOC TWV
ayyeiwv (aptnpiec, PAEBREC, TpIXOEION), HE
QATTOTEAECUA PEPIKN 1N TTANPN aTTOPPOAC
TWV AYYEIWV KI I0XAIMIO TWV AVTIOTOIXWV
OpPYAVWV.

« H didyvwon tn¢ ayyelimdac ouvnbwcg
mlavoAoyeital o€ OAOUC TOUC a0BeVEIC e
QOIEUKPIVIOTN OUCTNUATIKI VOOO.



2 UOTNMUATIKEC AYVYEITIOEC
* YTTApXOUV, OJWC, OPICUEVA KAIVIKA EUpNMOTA,
TTou uttooTnpidouv Tn diIayvwaon TS ayyeiTidac.
o AuTa TTEPIAQUBAVOUV:
» WYnAapntn tTToppupa
» [lveupovika dinBnuara (10iwg JHETAVAOTEUTIKA)
» MIKpOOKOTTIKN alyaToupid
» [MoAuveupiTida
» Xpovia @AEyuovwon TTapapPIVOKOATTITION
» AvecnynTa IOXAIMIKA ETTEICODIA



NMPQTOINAGEIZ AITTEINTIAEX

AVVEITIOEC HEYAAOU PEYEBOUC AYYEIWV

- Kpotagikn aprnpitida
- AptnpiTida Takayasu
AVVYEITIOEC HETAIOU > HIKPOU HEYEOBOUC ayyEiwy

- Olwdnc¢ moAuaptnpiTida (PAN)

- N. Kawasaki

AVVYEITIOEC HIKPOU > JECAIOU HEYEOOUC ayYyEiwY
- ZUuvbpopo Churg-Strauss (CSS)

- Kokkiwparwon Wegener (WG)
- Mikpookotrikn moAvayysiimida (MPA)
AVVEITIOEC HIKPOU HEYEOOUC AYYEIWYV
- AsppaTikn AsukokutTtapokKAaoTIKn ayyeiiTida (LCV)
- Nopgupa Henoch-Schonlein (HSP)
- Kpuoo@aipivaidikn ayyeiiTida




AEYTEPOIIAOEIZ AITEIITIAEZ

-Baktnplakeg -loyeveic (HCV, HBV, HIV, parvo)
-PikETOol1EC -2UQIAN

-2EN -N6ooc AdapavTtiadn-Behcet
-PA -2UvOpouO Sjogren

-0QAAOTTOUPIVOAN -udpaAadivn
-BgloupakiAn -KOKKAIVN, QUN@PETAMIVES

-Aepowpara (LCV) -AeuXaIdia €K TRPIXWTWV KUTTAPWYV
-MDS -OUMTTAYEIC OYKOI




Ayveiméeg
UEYOALY QYYEIGV
AQETN

KpoTaikn apmpiméa
Aptnpiméa Takayasu

AWVEITIGES
LECQIV ayYEV

ADTNRIEC

Oobng ToALGRTEIMIE
Noooc Kawasaki

AYYEITIBES

HIKQV QyYEI@Y

Apmpibia - Tpiyosidn ayyelg
Kokxiwparwon Wegener
Luvépopo Churg-Strauss
MikpookoTTikn TToALaYYEIMEa
Noppupa Henoch Schonlein
Kpuogpaipivalpikr) ayyeimsa
AEUKOEUTTAPOKACOTIER ayyelTad



POTENTIAL MECHANISMS OF VESSEL DAMAGE IN
VASCULITIS SYNDROMES

Pathogenic immune-complex formation and/or deposition
IgA vasculitis (Henoch-Schonlein)
Lupus vasculitis
Serum sickness and cutaneous vasculitis syndromes
Hepatitis C virus—associated cryoglobulinemic vasculitis
Hepatitis B virus—associated vasculitis
Production of antineutrophilic cytoplasmic antibodies
Granulomatosis with polyangiitis (Wegener’s)
Microscopic polyangiitis
Eosinophilic granulomatosis with polyangiitis (Churg-Strauss)
Pathogenic T lymphocyte responses and granuloma formation
Giant cell arteritis
Takayasu arteritis
Granulomatosis with polyangiitis (Wegener’s)
Eosinophilic granulomatosis with polyangiitis (Churg-Strauss)
Source: Adapted fromm MC Sneller, AS Fauci: Med Clin North Am 81:221, 1997.



ANCA
Anti-Neutrophil-Cytoplasmic-Antibodies
To 1982 trepiypapnkayv yia TpwTn ¢opa avTicwuaTa
EVAVTI AVTIYOVWY OTO KUTTAPOTTAQC O TWV
TTOAUUOP@OTIUPAVWV.

To 1985 ta ANCA ouvdébnkav pe tn vooo Wegener
(Granulomatosis with Polyangiitis, GPA).

ApPKETA XpOvIa apyoTepa ouoxetioTnkav kal ye Tnv MPA
(Microscopic Polyangiitis), Tnv EGPA (Eosinophilic
Granulomatosis with Polyangiitis), aAAd kai ye TNV
ANCA(+) ayyeiimda 1Tou evToTrifeTal HOVO OTOUG VEPPOUC
(renal-limited-vasculitis, RLV).

2Nuepa n avixveuon Twv ANCA €xel yivel Baoiki oTn
diayvwon Twv ANCA(+) ayyentidwv, av Ki 0 pOAOC Toug
oTNV TTaB0oYEVEIQ TOUC eV £XEI TTANPWC ATTOCAPNVIOTEI.



ANCA

« AUo péBodol xpnoiuoTrolouvTal EUPEWC dIEBVWC YIa TNV

avixveuon Twv ANCA:

» O EuUNECOG avooOoPOOPICHOG O AEUKOKUTTOPA

oTtaBepotroinuéva Je aAkoOAn (p-ANCA, c-ANCA).

» H ELISA (Enzyme-Linked-Immunosorbent-Assay) ue n

xpnon edikwy avtiyovwy (MPO-ANCA, PR3-ANCA).

H uEBodoc¢ avixveuong ue avooo@Bopiouo ival TTIo
euaiodbntn, evw n ELISA eivai 1o €10IKH.
Ta MPO-ANCA kai PR3-ANCA 1n¢ ELISA £xouv cagpwcg

uwnAOGTEPN €IIKOTNTA KAl BETIKN TTPOYVWOTIKA Agia ATTo
1a p-ANCA kai c-ANCA 1ou avooco@Bopiouou.

[auTO, N KOAUTEPN TAKTIKI €ival va yiveTal EAEYXOC TOU
OEiYMATOC YE AVOOOPBOPICHO KI OTAV UTTAPXEI OETIKO
aTToTEAEOMA, auTO va emmieBaiwveral ye ELISA.



ANCA

* Ta duo avriyova-otoxol oTic ANCA(+) ayyelTideg ivai:
» H mpwreivaon-3 (PR3) n c-ANCA
» H puehoutrepoeidaon (MPO) 1 p-ANCA

« Kal Ta dUo avixveuovTtal €ite oTa aloupOPIAa KOKKIO TwV
TTOAUMOPUOTIUPAVWY EITE OTA AUCOCWHATA TWV
LOVOTTUPAVWV.

o 2nueiwvetal Ot Ta p-ANCA utTopEi va oTpEPovTal Ki
EVAVTI AAAWYV avTIYOVWYV €KTOC TG MPO, O01TWg
AQKTOQEPPIVN, KaBewivn, EAacTdaon, B-yAukoupovidaon.

« Emiong, p~-ANCA ptropei va raparnpnBouyv Kal o€
aAAgg voooug (IONE, autodvoon ntrariTidq,
(PAPMOKEUTIKA AYYEITIOA, PEUMATIKEG VOOOUG).

* [a 10 Adyo auTto Ta p-ANCA €xouv HIKPOTEPN £I0IKOTNTA
oe oxéon Me Ta c-ANCA yia Tnv UtTapgn ayyelitdac.



p-ANCA
Perinuclear Antineutrophil

Cytoplasmic Antibodies
EGPA, MPA, RLV

c-ANCA

Cytoplasmic Antineutrophil
Cytoplasmic Antibodies
Kokkiwudtwon Wegener



ANCA

H acia Twv ANCA o1n didyvwon Jiag ayyeiTidoag
eCapTAaTAl O€ NEYAAO BABUO aTTo TNV KAIVIKNA £IKOVA TOU
aoBevouc.

[TapOAo TToU dEV TTEPIAQUBAVOVTAl OTA dIAYVWOTIKA
kKpirnpia Twv AAV (ANCA-Associated-Vasculitides),
ATTOTEAOUV BACIKA OUVIOCTWOA OTN dIAYVWON.

(Qo1600, 60N dlayvwaoTiKA agia KiI av €xouv Ta ANCA,
MOVO N I0TOAOVYIKN €TTIBERAiWON TNG VOOOU PTTOPEI va
OIKAIOAOYNOEI TN Xoprnynon TG HaKPOXPOVIAG TOCIKNAG
QYWY TTOU ATTAITEITAL.

O1 TTEPICOOTEPOI €I0IKOI CUMPWVOUV OTI N Bepartreia
UTTOPEI va apxioel eAv N KAIVIKN €IKOva gival coapn, Ta
ANCA(+) kI n Bioyia yivel To TaxutePO dUVATOV.



Kokkiwpatwon Wegener (GPA)

NEKPWTIKF KOKKIWHATWONG AYYEITION, XAPAKTNPIGOUEVN
AT TTPOCBOAN TWV AVWTEPWYV KAl KATWTEPWY
QVATTIVEUCOTIKWY 00wV, Nadi NE AVOOOTTEVIKN VEKPWTIKI)
OTTEIPAUATOVEPPITIOA.

2.€ MIKPO TT0000TO (20%) evdeExeTal va atrouoialel n
VEQPIKN TTPOCBOAN (TTEPIOPICUEVN HOPYPN).
XAPOKTNPIOTIKA N TTPOCBOAN TOU aVWTEPOU
QAVATIVEUOTIKOU (95%) pe uTroTpoTTiagouca
TTAPAPPIVOKOATTITION, XPOVIQ PEGN WTITION, EGEAKWOEIG
KOl TTOAUTTOOEG TOU PIVIKOU BAEVVOYOVOU WG Kal
OIATPNCN TOU PIVIKOU OIaPPAYHATOG, PE ATTOTEAECHA
TTapauopPwaon TNG PIVOC.

2uoxetion ue c-ANCA (PR3-ANCA), TTou €ival BeTIKa o€
88% eTTi TTVEUMOVOVEPPIKOU OUVOPOUOU EvavTl HOVO 55%

OTNV TTEPIOPIOUEVN HOPPN (AVEU VEPPIKNG CUPMETOXNG).



Kokkiwuatwon Wegener (GPA)

Aveu BepaTreiag £xEl KAKN TTPOYVWON, ME KUPIEC QITIEC
OavAartou TNV AvaTIVEUOTIKN AVETTAPKEIQ (OIAXUTN
KUWEAIDIKN algoppayia) N 1N VEPPIKN AVETTAPKEIQ
(TAXEWC ECEANICOOUEVN OTTEIPAUATOVEPPITION).

H ocuvOuaaoTIKN QVTIMETWTTION ME YAUKOKOPTIKOEION KAl
KUKAOQWO@auidn €xel aAAacel pIdiIka TNV KAIVIKNA TTOPEIq,
ETMITUYXAVOVTAC TTANPN UQEan OTo 75% Kal ONUAVTIKNA
BeAtiwon oto 90%.

QoT1600, 50% TWwV acbevwy Ba TTaPOUCIACEl KATTOIO
ETTEICOOIO UTTOTPOTTNG, VIO TO OTTOIO XOPNYEITAI EK VEOU
OVOOOKATAOTOATIK aywyr.

MaAIoTa, N ouxXvOoTNTA TWV UTTOTPOTTWYV £XEI CUCXETIOTEI
OETIKA PE TO XPOVIO ATTOIKIOUO TWV PIVIKWY KOIAOTITWV
atrd Staphylococcus aureus.



MikpookoTTIKr) TToAuayyeiiTida (MPA)

NEKPWTIKA ayyeiTida pe eAaxioTn i kKaBoAou evatrdBeon
QVOOOOUUTTAEYUATWY, TTOU TTPOCRAAAEI HIKPA ayyeEia
(TpIXOEIdN, apTNEIdIa, PAERidIa).

[TepIAQUBAVEI VEKPWTIKI OQVOOOTTEVIKI)
otreipapaTove@pitida (80-90%) kail TTvEUNOVIKA
Tp1xo<IdiTIda (10-30%), pe TOAvV) CUMMETOXN KI AAAWYV
ouoTnuaTtwy (0Epua, NEZ, TINZ).

2.€ 710% Twv aoBevwyv aviyvevovrtai (+) p-ANCA n MPO-
ANCA.

H emmiTrTwor) Tng Ogv gival cagng Aoyw Xpoviag
KATAYPOAEPNG TNG ATTO KoIvou PE TNV olwdn
moAuapTnpiTida (Polyarteritis Nodosa, PAN), Tn¢ otroiag
Oewpeital TTapaAiayn.



MikpooKoTTiKA TToAuayyelTidoa (MPA)

AlOKPIVETQI OTTO TNV 0CWON TTOAUOPTNPITION HE

Baon TNV TTPOCBOAN PIKPOTEPNG OIAUETPOU

ayyslwv KAl TNV atroucia cuoxETiong ue HBV
Aoipwan.

Alakpivetal amro Tnv EGPA pe Bdon tnv atrouaia

NWOIVOPIAIaC.

AlgkpiveTal atro TNV KokkKiwpatwaon Wegener e

Baon TNV atTouCia KOKKIWHATWY OTOUG

TpooReBAnuéEvouc 1I0TOUC.

Oeparreia rapopola pe Tnv Wegener, aAAd kal

otnv MPA gival ouxvEg Ol UTTOTPOTTEG, OTTWCG O€

OAEG TIG AYYEITIOEG TTOU OXETICOVTAI [E
TTVEUUOVOVEQPPIKO OUVOPOUO.



EGPA

H nwaoivoIAIK KOKKIWPATWON JE TToAuayyEliTida
(Eosinophilic Granulomatosis with Polyangiitis), TraAid
ovopagopevn auvopopo Churg-Strauss ) aAAEpYIKN
KOKKIWHATWON, €ival pia TTOAUCUCTNUATIKA OIaTapaxN
xapakTnpI{opevn atrd aAAepyIKn pIviTida i AoBua Ki
geceonuaopEvn nwaoivogiia (EOS>1500/ulL).
MpooPdaAAel pikpou-peoou peyEBoug ayyeia, gival n o
omravia atro Tic ANCA(+) ayyeliTIOES, e ETTITTOAAOUO
17.8/1.000.000 ka1 dev £xel QUAETIKA TTpoTinon (A=I").

‘Exel yeon nAikia epgeaviong ta 40 £7n ki €ival ApKETA
OTIavia o€ akpaieg NAIkieg, oONAadN o€ TTaIdIA-EPNBOUg
KOBWC KAl 0€ ATONa Avw TWV 65 €TWV.

2.€ 40-60% Twv TTEPITTTWOEWYV aveupiokovTal ANCA(+),
Tou oTnV TTAsioywneia arroteAouv MPO-ANCA/p-ANCA,
evw o€ 2.5% trpokeiTal yia PR3-ANCA/c-ANCA.



EGPA

 H 1TpwTN TTEPIYPAPN AYYEITIOIKOU OUVOPOUOU EYIVE ATTO
Touc Kussmaul kail Maier 1o 1886 KI agopouce TNV
«olwon 1TEPIAPTNPITIdOAY, N OTToIa TTPOCEPAAE ayyeia
MEOOU PEYEBOUC Kal TTPOKAAOUCE OUXVA TO OXNMUATIONO
UIKPOOAVEUPUOUATIWV.

« [1a 1a emmopeva 100 xpovia OAa Ta VEQ TTEPICTATIKA
AYYENTIOOC KaAouvTav «0lwon¢ TEQIAPTNPITION», AKOUN
KI av Ogv TTAnpoucayv Ta KPITAPIA.

* To 1930 mepiypaPnke n KoKKiIwpatwon Wegener kai 10
1940 o Davson ava@QEpbnKke o€ «uia UIKOOOKOTTIKN
Hop@n olwoouc TTEQIAPTNPITIONC, Uia CUCTHUATIKN
ayyelTioa Tou oUuvoOEUETal ATTO VEKPWTIKN
OTTEIPAUATOVEPPITIO», AUTAV TTOU CNUEPQA ATTOKAAEITAI
MIKPOOKOTTIKA TToAuayyeiiTida (MPA).



EGPA

 To 1951 o1 Jacob Churg kai Lotte Strauss, 1aTpoi 010
“Mount Siani Hospital” Tn¢ N€éac Yopkng, avagepbnkayv
o€ « 13 aobBeveic ue yia aouvnBioTn Lopen ayyeiindac, n
orroia xapakrtnpi{orav arro a) I0Topiko acbuarog, )
NwWaIvo@iAia aTov 0poO Kai ToUC I0TOUC, V) VEKPWTIKN
ayyeiitida, d)Kokkiwuarwdn eAsyuovn». Tnv ovoyaocayv
«OAAAEPYIKN KOKKIWHATWONY.

« TeAikd, 10 1954 o1 Churg ka1 Godman trpoTeIvav TN
OUOXETION METAEU TNC «AAAEPYIKNAC KOKKIWUATWONG», TNG
Wegener kai MPA (1TTou orjuepa KatataooovTal OTIC
AAVs) kal Tn diagpopoTroincn Toug atrd TNV KAAOIKA
olwdn TrePIaPTNEITIOA.

« AkoAouBnog n petovouaaoia Tou ouvopouou Churg-
Strauss o EGPA 10 2012.



Jacob Churg and Lotte Strauss

In 1951, Churg and Strauss described 13 patients with asthma, eosinophilia, granulomatous
inflammation, necrotising systemic vasculitis, and necrotising glomerulonephritis.



[TaBoyéveia

o AIOTAPAXEG KUTTAPIKNG KOl XUMIKAG aVOOiag

» H ouppeToxn TG XUMIKAG AVOoiag UTTOOEIKVUETAI ATTO
Tov TTaBoyeveTikO poAo Twv ANCA kaBwg K1 aTro Tnv
uTTEPYaNaoc@alpivaipia (10iwg aucnuévn IgE kai IgG4).

» ATTO TNV GAAN TTAEUPQ, TO OKEAOG TNG KUTTAPIKNAG AVOTiag
OUMMETEXEI HEOW TNG AUZNMEVNS dpaaTNPEIOTNTAC TWV Th2
KAl TNG MEIWMPEVNG TWV Treg AEN@OKUTTAPWV.

» H TTapoucia xapakTnpIoTIKWVY aTOTTIAG UTTOONAWVEI TNV
augnuevn 0paoTNPEIOTNTA TwWV Th2 KUTTAPWY, UE
amroteAeopa mapaywyn IL-4, IL-5 kai IL-13, TTou etTGyouv
TNV TTapaywyn EOS atrd Tov pueAo kal Tnv TTapaywyn IgE
Q1O TA TTAQCUATOKUTTAPA.

» [MapdaAAnAa, TTapaTtnpeital yeiwon Tou apiuou Twy Treg,
Ta otroia Trapayouv IL-10 kI €xouv pOAO OTOV TTEPIOPICUO
TNG auToavoaoiag (KATaoTAATIKA T Aep@okUTTapQ).

» H mmapoucia KOKKIWPATWY gival atroteAeopa TG Th1
QvoOiag.



ANCA

H PR3 ki n MPO aveupiokovtal ota aloupOo@IAa KOKKia

KOl Ta AUCOOWMATA TWV UN OIEYEPUEVWYV OUDETEPOPIAWYV
Kal JOVOTTUPAVWY, OTTOU TTAPAMEVOUV ATTPOCITA ATTO TA

QUTOQVTIOWMATA TOU OPOU.

Ortav, 6uwg, Ta OUDETEPOPIAA KaIl TA JovoTTupnva
dieyepBouv amrd tov TNF-a i tnv IL-1, n PR3 ki n MPO
METAKIVOUVTOI OTNV KUTTOPIKN MEMBPAVN, OTTOU UTTOPOUV
va avTidpacouyv Je Ta ecwkuTtTapia ANCA.

TOTE TO OUDETEPOPIAQ ATTOKOKKIWVOVTAI KOI TTAPAYOUV
OPAOCTIKES PiCEC OEUYOVOU KOl TTPWTEOAUTIKA £vCuua
TTOU TTPOKOAOUV 10TIKA BAGRN.

ETITpOo0eTa, T EVEQYOTTOINUEVA OUDETEPOPIAQ
TTAPAYOUV TTPOPAEYUOVWOEIC KUTTAPOKIVES, OTTWG IL-1
Kal IL-8 TTou evioxuouv Tn @Aeyuovn.



ANCA

« EmmrA€ov, ol TTPOPAEYUOVWOEIC KUTTAPOKIVEC
EVEPYOTTOIOUV TNV £KPPACN CUYKOAANTIKWY HOPIWV OTNV
ETTIPAVEIQ TV evO0OBNAIOKWY KUTTApWYV, OTTw¢ ELAM-1
(Endothelial cell-Leucocyte-Adheral-Mollecule-1), TTou
ETTAYOUV TN OUYKOAANON TWV OUDETEPOPIAWY OTO
evO0OBNAIO Kal TNV ETTAKOAOUBN PAEYPOVI TOU ayYyEIOKOU
TOIXWMATOC.

* H mapaywyn mrapayovta B, trpotrepdivng kair C3 atrod 1a
EVEPYOTTOINUEVA OUDETEPOPIAQ CUVETTAYETAI TNV
EVEPYOTTOINON TNC EVOAAOKTIKFG 000U TOU
OUMTTANPWHOATOG. 2€ TTEIPAPATIKO ETTITTEDO EXEI
atrodeIxOei 0TI 0 avaoToAéag Tou CHa uttodoxEa
(CCX168) ptropei va avakowel TV Aeypovwon
diepyaoia (MeAETN CLEAR).
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[TaBoyéveia

 Qdpupaka

» H ouoXETion Ye Ta avTIAEUKOTPIEVIA
(MovTeAOUKAOTN, CAPIPAOUKAOTN) KA TO
MOVOKAWVIKO avTiowpa evavtl TG IgE
(opaAICoupapTn), JGAAOV O@EiAeTal O€
«QAIVOpEVO atrokaAuywng» (unmasking effect)
TNG VOOOU AOYW TOUTOXPOVNG PEIWONG TNG
O0O0O0AOYIOC TWV CUCTNMATIKWY KOPTIKOEIOWV.

e EVETIKOI TTAPAYOVTEG

» 2uoxETion ue Ta aAAnAia HLA-DRB1*07 kai
HLA-DRB4 Ttou ugiCovog GUUTTAEYUATOC
loTooUMBaroTnTac |l.

» [MoAupop@iopoi Tou yovidiou TnNG IL-10 (SNPs)
exouv ouoxeTiotei ue ANCA(-) EGPA.



KAIVIKN €IKOVO

A) MNpodpoun @acon (2"-3" deKAETIA): ATOTTIA,
aAAepyIKNA pIviTIOQ, AoBOua.

B) HwoaoivoiAikn gaon: nwaoivo@iAia
(EOS>1500/uL) 010 TTEPIPEPIKO Qipa KI
NWOIVOPIAIKA 0INBNGN TTOAAWY opyavwy, 10iwg
TWV TIVEUMOVWY Kal Tou NE2.

) Ayyeiimdikn @aon (31-41 0eKaETIq):
OUCTNHATIKA AYYENTION TTOU TTPOCBAAAEI ayyeia
MIKPOU Kall HEOOU peyEBOUG Kal CUVOOEUETA
ATTO AYYEIAKN KI EGWAYYEIOKI KOKKIWHATWAN.
[Napouacia yeviKwy CUUTITWHATWY, OTTWG
TTUPETOGC, ATTWAEIO BAPOUC, aioBnNua KOTTWONG
KI apBpaAyiec.



3 Clinical phases

e Late onset
allergic rhinitis
and atopy*

¢ Lasting for >10
years
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KAIVIKN €IKOVO

 AVOTTVEUOTIKO oUOTNHO

» AoOua Traparnpeital oto 90% Twv acBevwy Ki
gival 1o kupiapyo eupnua otnv EGPA. Mtropei
va TTPoNYEiTal TNG AYYEITIOIKNG ACNG €WC Kal 8-
10 €1n.

» H TTapateTapevn xopnynon KOPTIKOEIOWYV VIO TOV
EAEYXO TOU AOOUATOC EVOEXETAI VA OCUYKAAUYEI
ETTI HAKPOV TNV ekdNAwon Tnc EGPA.

» EmImTAEoV, HETAVAOTEUTIKA/TTOPOOIKA TTVEUUOVIKA
doINGnuara f 6fol, TTAEUPITIKEC CUAAOYEC (OuxVa
NWOIVOQPIAIKEG), EWC KAl KUWPEAIDIKN algoppayia
UE AINOTITUON PTTOPEI VO TTapaTnEenOouv.



KAIVIKN €IKOVO

» 2€ 70-80% OUPPETOXN TOU AVWTEPOU AVATTVEUOTIKOU
UTTO HOP®PI AAAEPYIKNG PIVITIONG, PIVIKWY TTOAUTTOOWYV,
XPOVIAC NEONC WTITIOAG. UTTOTPOTTIAlOUCOG
TTAPAPPIVOKOATTITIONG.

» QoT1000, o€ avtiBeon pe Tnv Wegener, gival 0TTavieg ol
VEKPWTIKEC BAABEC TOU pIVOPAPUYYA KAl TOU PIVIKOU
gla(ppaypmog TTOU TTPOKOAOUV TTAPANOPPWON TWV

oMWV

 Aéppa
» Eival 1o eTTOpevo o€ ouyxvoTnNTa TTPOCRAAAOUEVO
ouoTNUA PETA TO AVATTIVEUCTIKO.

» ‘Ewg kail 2/3 Twv aoBevwy TTapouciagouV OepUATIKEG
BAGBEG TTOU TTOIKIAOUV ATTO UTTOOOPIA OGIdIa OTIG
EKTATIKEG ETTIPAVEIEG TWV AKPWYV £WG KNAIOOBAATIOWOEG

ggavbnua r ynAaenTn mopeupa.



KAIVIKN €IKOVO

 Neupiké cuoTnua

» To NMNZ TTpooBaAAeTal 010 75% TWV aoBevwyY
UTTO Jop@n TTOAAQTTANG UOVOVEUPITIOOG )
OUMMETPIKNAC TTOAUVEUPOTTABEIAC, TTOU UTTOPEI VO
ouvoOEUOVTal ATTO VEUPOTTABNTIKO GAYOC.

» O€eTIKN oUOXETION TNG TTPOCPBOANG Tou INNZ e
ANCA (+), apou yecoAafei unxaviopog
ayyeiTidac.

» 2Traviotepn N cupueToxn Tou KNZ w¢
UTTAPAXVOEIONC N EVOOEYKEPOAIKN alpoppayia,
EYKEPOAAIKO EUPPAKTO N TTAPAAUCH KpaVvIaKoU
VEUPOU.



KAIVIKN €IKOVQ

 KapOlayyelakoé ocuoTnua

» H TTpo030AN TOU aTTOoTEAEI Mia ATTO TIC
ooapoTepeg ekdNAwaelg Tng EGPA, agpou
gubuveTal yia TO AMIOU TWV BavdaTwy amo ™
vOOO.

» H vOooc¢ utropei va ekONAWOBEI wW¢ NWOIVOPIAIKN
HUOKOPOIOTTABEIQ, TTEQIKAPOITION, BAABIOIKN
QVETTAPKEIQ I appubuia.

» 2UOXETICeTal hE uwnAoTEPEC TINEC EOS oT0o aipa,
agou yia va 0IndnBei o pUOKAPDIAKOG I0TOC
ouvnNOwc artraiteital iy EOS>5000/pL.

» AvTiOeta, n Ttapouaia (+) p-ANCA peiwvel TV
moavoTnTa KapoIakNS TTPOCTROANG (apvnTIKNA
OUXETION).



KAIVIKN €IKOVQ

 Neppoi

» 2UupueToxn oto 20% Twv aoBevwyv uTTdé popPn
avoooTTeVIKN VEKPWTIKACS Z/N (pauci-immune G/N).

» H EGPA cival n ANCA(+) ayyenTida Je To JIKPOTEPO
TTOOOOTO VEPPIKNG CUPMETOXNG, apou otnv MPA n
TTPOCRBOAN TWV VEQPWYV gival oxedOV KOBOAIKN Kal aTN
Wegener agopd 10 80%.

» 270 NUIOU TWV TTEPITTTWOEWYV OIAOPAMNEI WC TAXEWC
ecehNlooopevn Z/N ue atmotoko ONA, evw OTIC UTTOAOITTEC
WG MEMOVWHEVN TTPWTEIVOUPIA JE MIKPOOKOTTIKN
alJaToupia Kal 1o KaAonon tropeia.

» 2.€ OAeC TIC TTEQITTTWOEIC aveupiokovTal (+) p-ANCA,
a@oU ueocoAaBei unxaviopodc ayyeiiTidac.



KAIVIKN €IKOVO

 [OOTPEVTEPIKO CUCTNHA

» [1poo oA WS NWOIVOPIAIKA YOOTPEVTEQITIOO N OTTOIA
eKONAWVETAI Pe KoIAlakd GAyoc (60%), didppola (35%) i
YOO TPEVTEPIKNA aAloppayia.

 MUOOKEAETIKO CUCTNHO
» AIGAXUTEC MUAAYIEC, METAVOAOTEUTIKN TTOAUOGPOPOAyia 1] Ki

aAnBnc¢ apBpitida utropei va TrapouciacTouv o€ 40-50%
TwWV aoBevwyv oTnNV ayyenTidikn eaon.

* AgpadevotTadeia

> 2¢€ 30-40% TTapaTnPEEITAl NWOIVOPIAIKA
Aeu@adevoTTABEIa, TTOU a@OPA KUPIWC TOUC TPpaXNAIKOUC

KOl JaoXaAIdioug Aeu@adEVEC 01 OTTOIOI UTTOPEI VO
PTACOUV O€ DIAUETPO £WC 3cm.



Symptoms of EGPA

Tiredness, feeling unwell & &
Fewers — = |

Sinus problems, nasal blockage

Muscle and joint aches Asthma, lung infiltrates

Heart problems

"Pins and Needles”
Merve damage



Diagnosis criteria

» The presence of four or more of these criteria
Sensitivity 85%, specificity 99.7%

Asthma

* a history of wheezing or the finding of diffuse high pitched wheezes
on expiration

Eosinophilia of >10 % on differential white blood cell count

Mononeuropathy (including multiplex) or polyneuropathy

Migratory or transient pulmonary opacities detected
radiographically

Paranasal sinus abnormality

Biopsy containing a blood vessel showing the accumulation of
eosinophils in extravascular areas

American College of Rheumatology (ACR)



Five-Factors Score (FFS)

Revised (2011) Five-Factors Score (FFS)

1) HAIKIa>65 €1n

2) Kapdlakn aveTTapkeia

3) Neppikn avemmapkela (Cr>1.7mg/dL)

4) 2UPMETOXN YOOTPEVTEPIKOU

5) Attoucia cuppuetoxnNc ENT (Ear-Nose-Throat)

 H mapouadia evog rapayovTta divel Eva Babuo.
 Ta FFS kupaiveral atmo 0 £wg 2.

 FFS=0: kavévacg TTapayovTtag

 FFS=1: €évacg rapayovrtag

 FFS=2:0U0 N TTEPIOCOTEPOI TTAPAYOVTEC




O@¢epaTtreia-oxNua epodou

H Baoikr) BepatreuTikn ouvioTwoa yia Tnv EGPA egival Ta
OUOTNUATIKA YAUKOKOPTIKOEIDN, ouvnBwc Trpedvifovn
oe 0oon 0.5-1mg/kg (avaAoya pe T BapuTtnTa).

2€ 0030pr) VOOO [E 0&eia TTOAUOPYAVIKH TTPOC[B0AN,
xopnyeitar ueBUATTPEOVICOAOVN O€ WOEIG (1gr NUEPNTIWG)
ETTI TPEIG NUEPEG, akoAouBoupevn atro TNV aTrd TOU
OTOUATOC AYyWY).

H TpedviOvn JEIWVETAI OTAOIOKA £€WC TTANPOUG
OlaKoTTNG o€ 12-18 unvec.

[1p000ONKkN KUKAOPWOo@ANidNg oc cofapr) vooo.

2 UYKeKpIuEva, yia FFS>2 ) yia FFS>1 kai trpoo3oAn
Kapolayyeiakou ) KNZ.

MaAioTa, £xel TTpoTabei ouyxopnynon KUKAOGWO@auiong
Kal yia FFS=0 6T1av Ta p-ANCA ¢civai (+), Adyw Tou
UYNAOU KIVOUVOU VEQPPIKNG CUUUETOXNG, TTEPIPEPIKNG
VEUPOTTABEIOC KI IOTOAOYIKA TEKMNPIWMEVNG AYYEITIOAC.



O@¢epaTtreia-oxNua epodou

YTTapyouv 0UOo OXNUata xoprnynong KUKAOQWao@auiong,
TO ATTO TOU OTOMATOC 0€ OOOoN 2mg/kg/nuEpa Kal To
unviaio evOoPAERIO oxApa ae ddon 1g/m?.

H pnviaia evoo@AEfia eyxuon UTTEPTEPET WG TTPOG TN
HIKPOTEPN OUCXETION PE ETTITTAOKEG ATTO TNV OUPOOOXO
KUoTN (aigoppayikr KuoTiTidoa, Ca KUoTNng), aAAa exel
OUOXETIOTEI JE OUXVOTEPEC UTTOTPOTTEC.

2NUEIWVETaI OTI N Xopnynon BelikNG pepkatToaibavng
(Mercapto-ethane Sulfonate, Mesna) kata Tnv £€yxuon
XPNOIYOTIOIEITAl VIO Va pelweal N MOavoTNTA ETTITTAOKWY
aTTO TNV OUPOOOXO KUCTN.

Etriong, AOyw Tou KIvOUvou cofapr¢ MUEAOKATAOTOANC,

eMIRAAAETAI TAKTIKA TTapakoAoubnon twv WBC, woTe va
givar >3000/puL.

H d1apkela xoprynong KUKAOQwa@apiong eival 6-12
UNVEC.



O@epaTtreia-oxnua ocuvtnenNong

A@pouU eTTITEUXOEi N UPEON TNG VOOOU HE TO APXIKO OXAMa
(TTou dlapKei 6-12 unveg), akoAouBei N Bepartreia
ouvTiPNONG TTou TTEPIAQUBAvVEl AlyOTEPO TOEIKA
OVOOOKATAOTOATIKA @APUAKA.

KaTtd 10 oxnua ouvtipnong Ta YAUKOKOPTIKOEION)
LEIWVOVTAI OTAOIOKA €WC TTANPOUC OIAKOTING, EVW
TapaAAnAa xopnyeital alabeiotrpivn (AZA) i
uebotpecarn (MTX).

[1po TNC xopriynong AZA opeilel va eAeyxOei 1o €viupuo
uEBUATpavo@epaon TnG Beiotroupivng (TPMT), woTte va
atroPeux0ei coapn TocIKOTNTA ATTO TO PAPUAKO.

2 NUEILVETAI OTI TO £EVCUMO QUTO, TTOU EUBUVETAI VIO TO
HMETABOAIOUO TG AZA, avetrapkei TTANpwe o€ 1/300 ki
eupiokeTal o€ €voela og 10/100 aroua.



OepaTtreia-oxnuUa ocuvtnenong

H pebotpecarn utropei va XxpnoihoTroindei we
Oepartreia ouvripnong evaAAakTIkG o€ doon 20-
25mg/edouada.

Qotéo0, N AZA cival BgpaTreia eKAOYNC, €V HEPEI
AOYW TNC eVOEXOMEVNC TTPOKANONG TTVEUUOVITIOAC
atrd TN peBoTpecarn, n otroia Ba gival UOKOAO va
OIaKPIBEI ATTO TIC TIVEUMOVIKEC EKONAWOEIC TNG
EGPA.

ETtriong, n MTX dgv TTPETTEI va Xopnyeital o€
aoBeveic e XNA 1ToUu €oxuv GFR<50mI/min kaBwc¢
KQl 0€ aoB¢eveic JE NTTATIKA VOOO.

To oxAua ocuvtpnong ocuvnlwcg diapkei 12-18
UAVEC, AAAQ PUTTOPEI VA TTAPATABEI O€ TTEPITTTWON
TTOAAQTTAWY UTTOTPOTTWV.



OepaTtreia-eVAANAKTIKOI TTAPAYOVTEC

* Ag@Aouvopidn: avaoToAEac TG ouvBeoNC TTUPIUIOIVWV,
XPNOIUOTTOIEITAI OTO OXNMUA ouvTnENONG (EVOAAOKTIKA TNG
AZA  MTX).

* MetmroAiloupapTrn (anti-IL-5): povokAwvIkKO avtiowua
evavtl NG IL-5, ye epapuoyn oTO UTTEPNWOIVOPIAIKO
oUvOPONO KAl 0TO ooapo doBua o€ unviaia utTodopPIa
xopnynon (100mg/ ynva). H FDA £0dwaoe £ykpion yia
xprnon otnv EGPA og d6on 300mg/unva. Zuvnowg,
XPNOIMOTTOIEITAl OTO APXIKO oXNUa padi pe TTpedviCovn
via FFS<2 (61Tou dgv evdeiKvUTAl KUKAOPWOPANION).

* Prrougipaputrn (anti-CD20): povokAwviko avtiowua
EVaVTI TOU avTiyovou emmigaveiac CD20 twyv B
AEPPOKUTTAPWY, TO OTTOIO £XEI NON £yKplon yia Tnv MPA
kal T Wegener. XpnOIUOTTOIEITAI O€ QVOEKTIKN N
uttotpotrialouca pop@n EGPA pe BeTika atroTeAéouara.



OepaTtTeia-eVAANAKTIKOI TTAPAYOVTEC

Yépoguoupia: xprnon oTo UTTEPNWOIVOPIAIKO
ouvOpopo. ‘EXel BETIKG atroTeAeauaTa Kal oTNV
EGPA kal AiyOTEpEG TTAPEVEPYEIEG OE OXEDN UE
AAAQ KUTTOPOOTATIKA.

OuaAioupautrn (anti-IgE): TToAAEC avapopEc
Yia BETIKA aTTOTEAETUATA, OAAG KOl VI
oupueToXn oTnv airlotraboyevela 1ng EGPA
(TTIBavOov AOYyw TAUTOXPOVNG MEIWONG TWV
KOPTIKOEIOWV).

IVIG: TTOAAEG ONPOCIEVOEIG OXETIKA e BEATILWAN
avOEKTIKNG VOOOU UE TTPOCBNKN OTA KOPTIKOEION
uWwnAwWY 000EWV eVOOPAERIAC Y-O@alpivnc.

MuUKO@QIVOAIKO O&U: TTEPIOPICUEVN EUTTEIPIO
(case reports).



[TapakoAouBnon

* H mmapakoAoubnon Twv acBevwy PETA TNV ETTITEUEN TNC
UQEONC YIVETAI ava TPIMNVO Kal BacileTal OTIC
OKOAOUBEC TTOPAUETPOUC:

» 2UUTTTWHAOTOAOYIO (TTUPETOC, dUCTIVOIA, BXOC, TTAPEDN
VEUPWY, KATT.)

» ApiBuoc EOS oTo TTeEpIQePIKO aipa

» AANeC apxika TTaBoAoyikéc TTapapéTpouc (CRP,TKE,IgE)

» Nepikn Asitoupyia (Yevikr oupwyv, Tiuy Cr opou)

» 2TTIPOUETPNON

*  2NMEIWVETAI OTI TA AKTIVOAOYIKA EUPNUATA EVOEXETAI VO

TTAPAUEIVOUV AQUETARBANTA A VO UTTOXWPNTGOUV TAXEWG
META TNV £vapcn TWV YAUKOKOPTIKOEIOWV.

 H mapapovn (+)ANCA cival, pev, eVOEIKTIKN UTTOKEINEVNC
AavBavouoac vooou, aAAd dev agloAoyeEiTal aPeauTnC WG
KPITAPIO VIO EVTATIKOTTOINON TNG BeparTreiac.



[1poyvwaon
2.NUAVTIKN BEATIWON TNC £EKBaong META TNV €1I0AYWYH OTN
OEPATTEUTIKA QAPETPA TWV YAUKOKOPTIKOEIDWYV Kal TWV
OVOOOKATAOTOATIKWV.

2.TO TTAPEABOV n voooc¢ rrav BavaTtn@opog yia To GUVOAO
Twv aocBevwy (aveu Bepartreiag).

MAAIOTQ, TO NUIOU KATEANYE EVTOC TPIMAVOU ATIO TNV
Evapen TNG ayyelmodIKNC eaonc.

To 1990 n 5/emic BvnTtoTnTa Tav 25-45% yia FFS>1,
EVW O€ TTPOOPATEC MEAETEC N BvNTOTNTA £XEI MEIWOEI O€
14% vyia Tnv idla opdda acBevwv.

[TA€ov, TO OUVOAIKO TTO00O0TO €TTIRBIWONG avépxeTal o€ 70-
90% vyia TNV TTEVTAETIA, EVW KI N TTO100TNTA {WNC EXE
onuavTikn BeATiwonN.



[1Tpoyvwaon

« Ta ouxvotepa aitia Bavartou gival ETTITTAOKES TNG
AVVEINTIOIKNG ¢ACNC TNG VOOOU Kal
TEPIAauBAavouy:

» Kapdiakn avetrrapkeia, OEM
» EyKe@aAIkn alyoppayia

» Aloppayia YaoTPEVTEPIKOU
» Ne@ppikn avetTapkela

» Status asthmaticus



AvakepaAaiwon

 H aobevnc uag...

> loOTOPIKO ACOUATOG/EKTTVEUOTIKOU CUPIYHOU

> Mepirpepikn nwaoivo@iAia (EOS: 2.550/uL)

» MoAAQTTAR pOVOVEUPITIOX

» MetavaoTeuTika olopop@a dindrnuparta (Ro Bwpakog)

> Bloyia veupou: ayyeliTida Tou HIKPOU peyEBoug
ayyEiwv

> MapappIVOKOATTITIO

!

5/6 kpiTRpia yia EGPA



AvakepaAaiwaon

|Revised (2011) Five-Factors Score (FFS) \

2) Kapdiakn avetrapekia

3) Neoppikn averrapkela (Cr>1.7mg/dL)

4) 2UJMPETOXI YOOTPEVTEPIKOU

AnAadn, n aocBevnc pacg exel FFS=2.




AvakepaAaiwaon

Apou éNaBe Tpeic woelc 500mg peBuATTpedVICOAOVNC Kl
cekivnoe n ouotnuartikr xopnynon IV mpedviovng
62.5mg/d, n aoBevr ¢ peTapEPONKE oTn PeupaTtoAoyikn
KAIVIKN.

Me Bdon 10 FFS, €yive €yxuon Tou 19V oxruaToC
KUKAopwao@apidong (800mg) pyadli ye Mesna, 10 OTT0iO
akoAouBnoav AAAa £€1 oxnuata o€ ynviaia Baon.
Etriong, kata 1n voonAcia 1ng EAae (oOAevOPOVIKO 0¢U
Yia TTPOANWN TNG OOTEOTTOPWONG ATTO TV TTAPATETAMEVN
Xopnynon KopTIKOEIdWYV, OEOOMEVNC TNG TTPOUTTAPXOUCOC
OOTEOTTEVIAG.

ATTO TNV PeupaTtoAoyiky KAIVIKR €€AABE pe odnyia yia
Anwn peBuATTpedviCoAdvne 40mg/d (tb Medrol 16mg, 1-
1-1/2) ka1 TTPOQUACKTIKH OO0 KO-TpIogaloAnc yia PCP.



AvakepaAaiwon

e 2NMEIWVETAI OTI KATA TNV €000 TNC ATTO TO VOOOKOEIO
uac n acBevnc rapouaciade OEIVWUEVO aicOnua
QAINWOIWY TWV AVW Kal KATW aKpwyv, dUuoXEPEIa
QAUTOECUTTNPETNONG AOYW TITWONG TWV AKPWYV XEIPWYV KI N
opBooTtarnon nrav duoxepPr¢ e duvaTtoTnTa adiong
HOVO Aiywv Bnuatwy.

e MeTd amrd £¢1 uAVEC, KATA TNV £yXUON TOU TEAEUTAIOU
OXNMUATOC KUKAOPWOPAHIONG, N VEUPOAOVYIKN EIKOVA NTAV
OaAPWG PEATIWHEVN.

* 'Hrav TTAEOV QUTOECUTTNPETOUMEVN, £BAdICE e BakTnpia
KI N MUIKN 10XUC TWV AV AKPWV £iXe €TTAVEAEDEI O€
TETOIO BABPO WOTE va PUTTOPEI va VTUVETAI JOvVN TNG,
akoun kai va (wypagifel. E¢akoAouBouoe va
UTTOAEITTETAI O APIOTEPOG AKPOG TTODAC.






AvakepaAaiwon

e 2TO ONUEIO AUTO, £YIVE OIOKOTINGC TNG
KUK)\ocpwo(papléng KI évapgn agabelotpivng
(oxnua ouvtApNong), Evw oTadIOKA PEIWONKE KI
n 000N TNG HEBUATTPEDVICOAOVNC (TTAEOV
AapBavel tb Medrol 4mg/d).

* )G TTApPEVEPYEID TNG AVOTOKATACGTAATIKNG AYWYNG
AVOAQEPETAI VA TTAPODIKO PUKNTIACIKO £5avBnua
TWV PNPOYEVVNTIKWY TITUXWV, TO OTTOIO
QVTIMETWTTIOTNKE ETTITUXWC ME TOTTIKA aywyn.

* H aoBevnc e€akoAouBei va TTapakoAouBeital ava
3/unNvo oTa TOKTIKA PeupaTtoAoyika latpeia Tou
VOOOKOWMEIOU MAG KI €ival g€ TTOAU KOAN KAIVIKI)
KaTaoTaon.









[TooBAnuartioyoi
2TNV aoBevr) pag n EGPA ekdnAwOnNKe €1 UNVEC META TN
diayvwon Tou Ca pyaoTou Kal yaAlota o€ ATuTrn NAIKia yia
TNV ENPAVION TNG VOOoOoU (>65 £€Tn).
[TPOKUTITEI TO EPWTNHA AV UTTAPXEI CUCXETION METALU TOU
VEOTTAAOUATOC TOU JaOTOU KAl TNG EKONAWONG TOU
AVVEINTIOIKOU OUVOPOUOU.

27N BiIBAIoypagia avagEpovTal TrepImTwoeic EGPA
oxemifopevec e NHL kal peAavwypa.

YT1Tapyel dnuoaoiveon yiag oTraviag TrePITITwong acBevoucg
UE VEOTTAAOUA HaoToU XeElpoupynBEVTOC TTPO S/ETiag, N
oTToia BewpPEiTO EAeUBEPN VOOoOU. H aoBevic 10nXBn
AOYW TTOAAQTTANC HOVOVEUPITIOAC YE ooBapn nwaivogiAia.
Apou 1€0nke n diayvwon Tn¢ EGPA kI n aocBevnc EAafe
aywyn JE TTPedVICOVN KI £€1 OXNUATA KUKAOPWO@AMidNC,
TEAIKA KATEANEE AOYW NTTATIKWY KAl TTVEUUOVIKWYV
METAOTACEWYV ATTO TO VEOTTAQC Q.



[TpoBAnuaTIOUOI

H mrepimmrwon tng aocbevoug pag, Ye mmoavov
TapaveoTTAaocuartikr ekdnAwon EGPA og £€dagocg
XEIPOUPYNBEVTOG VEOTTAAOUATOG HOCTOU KAl HOANIOTA PE
KaAN €KBaon £l 101AITEPO KAIVIKO EVOIQPEPOV.

AMWOTE, OV gival AlyeG Ol TTAPAVEOTTAQOUATIKEG
QUTOAVOOEC OIATAPAXEC TTOU NON YVWEICOUUE, OTTWC
HEPBPavVWONG OTTEIPAUATOVEPPITION, OEPUATOUUOQITION,
QUTOAVOON AIJOAUTIKI avaldia Kal 6pouoTrevia.

XAPOKTNPIOTIKA TTOU TTPETTEI VO EYEIPOUV TNV UTTOWId
gival n atutrn NAIKia epeaviong, n Taxeia egeAIgn Kal
ouxVvda n avroxn otn ouvnon Beparreia.

2T0 JEAAOV EVOEXETAI VO ONUOCIEUTOUV KI GAAQ TTAPOHOIX
TTEPIOTATIKA TTapaveoTTAaouaTikng EGPA ki n TTpokAnon
gival 0 KAIVIKOG 1aTPOG Va gival KOXUTTOTITOG OTTEVAVTI OTIG
«OUUTITWOEIGY, Ol OTTOIEG EVOEXETAI VO KPUOUV
TTABOYEVETIKOUC UNXAVIOUOUC.






