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Iepiinyn

H cvomuotikn ayyeutido eivor pio QAEYLOVOONG dATOPOYN TOV OLULOQOPOV OyYEI®V TTOV
umopel vo emmpedoel ayyeia dtpdpwv peyeddv, oe ddpopa OPyavo KOl GLUGTHUATO TOL
oMUOTOG, cvumepAapPavopévoy tov veppav. H veppik] mpooPoAr oty cuoTnUOTIKA
ayyeutido Umopel vo. mPokaAEceEL ¥povia. veepikn PAAPM Kot vo odNYNoEL GE VEQPIKN
avemdpkelon. H ocvotnuotikny oyyeutido umopel vo ennpedost to. VEQPE Kupiog HECE
VEKPOTIKNG OTEPALATOVEPPITIONG, L0 PAEYLLOVI] TOV LUKPDV ALLOPOP®V OYYEIDV TWV VEQPOV
nov givar vevBuva Yo T OMONo”M ToL aipATog, £iTE HEC® VEPPIKNG OVEMAPKELNG, OV
TPOKVTTEL OO GOPapn KOl TOPUTETAUEVT] PAEYUOVT] Ko UTOPEl vo 0dMyNnoel oe poviun
veppkn PAAPN, YvOoTH O¢ Xpovia veppikn vococ. Ot KOPLot TOTOL GUGTNUATIKNG OYYEUTIONG
OV GLVOEOVTOL LLE T1 XPOVIL VEPPIKT VOGO gival n ayyettda Tov pikpav ayyeiov (ANCA —
ayyeitoa), n vocog Goodpasture kot 11 ol®ong moAvaptpitida. Ta cuVOTEPU CLUTTMOUOT
VEQPIKNG TPOGPOANG otV ayyeutdo eivor 1 opotovpio, 1 Tpwteivovpio, To oidNua, 1M
VIEPTOOT), 1 KOTTMGN KOl 1 OTOAEW copatikod Bapovs. H didyvoon g ayysutidog pe
VEQPIKY EUMAOKY] Tpaypotomoleitor HEG® €VOG GLUVOLAGHOD KAMVIKOV —EUPNUATOV,
OLLOTOAOYIKAOV €EeTACEW®V, €EETAGEMV OVP®VY, Kol OPOUEVEG QOopés, Proyia veppov. H
Oepancio eoptdtar amd v cofoapdtmra TG vOcov kot mEpAauPdvel T xoprynon

KOPTIKOGTEPOEWMV KOl 0VOGOKATACTOATIK®V, KaBmG Kot arpokdbopon.

A€Eg1g — KAEW1d: cuoTHOTIKY ayyeuTda, veepikr] mpocsPoir], ANCA — ayyeiitda, ypdvio

VEQPIKN VOGOGS, VEQPIKN OVETAPKEL
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Abstract

Systemic vasculitis is an inflammatory disorder of the blood vessels that can affect vessels of
various sizes in various organs and systems of the body, including the kidneys. Renal
involvement in systemic vasculitis can cause chronic kidney disease and/or renal failure.
Systemic vasculitis can affect the kidneys mainly through necrotizing glomerulonephritis, an
inflammation of the small blood vessels of the kidneys that are responsible for filtering blood,
or through renal failure, which results from severe and prolonged inflammation and can lead
to permanent kidney damage, known as chronic kidney disease. The main types of systemic
vasculitis associated with CKD are small vessel vasculitis (ANCA), Goodpasture's disease, and
polyarteritis nodosa. The most common symptoms of renal involvement in vasculitis include
hematuria, proteinuria, edema, hypertension, fatigue, and weight loss. The diagnosis of
vasculitis with renal involvement is made through a combination of clinical findings, blood
tests, urine tests, and sometimes, a kidney biopsy. Treatment depends on the severity of the
disease and includes the administration of corticosteroids and immunosuppressants, as well as

hemodialysis.

Key words: systemic vasculitis, renal involvement, ANCA - vasculitis, chronic kidney disease,

renal failure
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Elwcayomyn

H ayystitida avtimpoconevel o €1epoyevn opdda dtatapoydv mov yopaktnpilovior amd
QAEYHOVY] TV  a1po@opwv  oyyeiov, emmpedlovtag Spopa  GLUGTHUOTO  OPYAV®V,
ovureptlappovouéveov tov veppdv. H veppikn tpocBoAr otnv ayyetitioo omoTeAEl GNUOVTIKY
SyvOoTIKY Kol OepamenTiky TPOKANoN AOY® TOV TOKIA®V KMVIKOV EKONADCE®Y KoL TNG
mhavotntog cofapng voonpotrag kot Ovnoipdtnrag. IloAdég emdnpuioAoykég peréteg Exovv
dei&et OTL 1 veppikn TpocPoln epngaviletol 68 GNUAVTIKO TOGOGTO 0CHEVMV L€ GUGTNUOTIKY
QYYEUTION, GUUTEPAOUBOVOUEVIG TG KOKKIOMAT®OONG pe moAvayyeutda (Granulomatosis
with Polyangiitis, GPA), tn¢ pikpookomikng molvayyetitidog (Microscopic Polyangiitis, MPA)
KOl TNG NOCWVOPIAKNG KOKKIOUATOong pe moivayyelitido (Eosinophilic Granulomatosis with
Polyangiitis, EGPA). To pdoua Tov vEQPIK®OV EKONADGEMY KVUAIVETAL OO OGVUTTOUATIKES
AVOUOAIEG TOL OVPOTOMTIKOV GUGTHLOTOS £MC TAYEDS TPOOIEVTIKT] CTEPAUATOVEPPITION Kot

xpovia veppikn voco (Chowdhury, 2024).

H duyvoon g veppwng  ayyeutdog  omoutel  ovommuotikny  a&loAdynom,
CLUUTEPAOUPAVOUEVIG TG KAWIKNG  EKTIUNONG, TOV  EPYOCSTNPOKAOV EPELVAV, TMOV
OTEIKOVIOTIKOV UEAETOV Kot NG Proyiag veppov. Blodeikteg Ommg ta avTiondeTEPOPIAIKA
KutTopomAacuatTikd aviicopata (Anti — Neutrophil Cytoplasmic Antibodies, ANCAs) ko ta
enimedo ocvpmAnpopatog Ponbodv ot ddyvoon kot TaSvounon g ayyeuTdag mov
oyetiCetor pe ta ANCA (ANCA — Associated Vasculitis, AAV). Aneikoviotikég néodot, Ommg
10 vIEPMYOYPAPNLE VeQPoD, N afovikn topoypaeio (Computed Tomography, CT) kot n
payvntikn ayyswoypaopio (Magnetic Resonance Angiography, MRA) mapéyovv moAOTULES
TANPOPOPIES GYETIKA LLE TN GLUUETOYN TOV VEPPKAV ayyeiwv. H Broyia veppod mapapével
TOAOTIHO  gpyoAeio katd tnv dwdwacic g Odyvemong, Tov TPOGOOPIGUO  TOV
16TOTAOOAOYIKOD TPOTUTTOL KOl TNV Kobodnynon tov Oepamevtikdv omoedcewv. To
IOTOAOYIKA EVLPNUOTO, OVAAOYO HE TNV LROKEINEVN dtodkacio TG ayyeutdoag, cvvnbwmg
TEPIAAUPAVOVY  VEKPMTIKY] OTEPAUATOVEPPITION HE OCYNUO TUICEANVOL, OVOGOAOYIKN
OTEPAUATOVEPPITION 1) OTEPAUATOVEPPITION TOV TPOKOAEITAL OMO AVOGOGLUTALYLLOTOL

(Chowdhury, 2024).
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Ot oTpatnyIKég dtoelplong yoo T VEQPPIKN oyyeltida mePIAaUPAvVoOLV o OEMIGTNOVIKN
TPOGEYYIOT, OV TEPIAAUPAVEL OIVOCOKOUTAGTOATIKY Oepameio, VTOGTNPIKTIKN PPOVTION Ko
Oepaneio TV cuvvoonpotntev. H Bepaneia ekhoyng cuyvd amoteleitor amd vyniég d0oELg
YAVKOKOPTIKOEW®OV 0 GLVOVAGUO HE  OVOCOKOTOOTOATIKOVUG Topdyovies, Omwc N
KUKAOQPOGQaUidN M 1 Prtovdipudunn, avaioyo HE TOV VROTOMO TNG OYYEUTIONG KOl TNV
coPapotnta g vocov. H Bepameio cuvtipnong otoyedel oty enitevén vepeons g vocov,
eAayloTOTOIOVTOG TTopdAAnAa v todwodtnto Tov oyetileton pe ) Bepameio. Tlpdopateg
TPO0O0L GE OTOXEVUEVES Bepameieg, cuumepAapPavorévey TV VEOV BLOAOYIKGOV TapayOvVTOV
KOL OVOGTOAE®MV LIKPOV HLOPlV, TPOGPEPOLY TOAAE VTTOGYOUEVEG EVOAAAKTIKEG ADGELS Y1 TNV
avlextikn 1 vrotpomidlovsa voco. Q61dG0, 1 BEATIGTONOINGCT TOV BEPUATEVTIKOV CYNUATOV
amoutel TPOCEKTIKY €EETAOT TNG AMOTEAEGUATIKOTNTOG, TNG ACPAAELNG KOl TOV UELOVOUEVOV
TopayovVTOV TOL 000evohs. ZUUTEPOUCUATIKA, 1) VEQPIKN TPOGPOAn otnv  ayyeutida
OVTITPOCHOTEVEL 0L TOAVTAOKT] OAANAETIOpaoT) HeTa&h TG 0vOGOAOYIKNG amoppvBong, g
QYYEWKNG QAEYLOVIG KOt TNG PAGPNS TV TeMK®V opydvov. Mo TeKUNPLOUEVT TPOGEYYIoN
7OV va TEPIAAUPAVEL TNV EyKaipn avayvdpion, TNV akpip didyvmon kat Tnv eE0ToUKELIEVN
Oepaneio eivar ovclooTikng onpaciog yio T PEATIOON TV ATOTEAECUATMOV KOl TOV LETPLACUO

TOV LOKPOYPOVIOV VEQPIKOV EMTAOKOV 6Ta TpocPefAnuéva dtopa (Chowdhury, 2024).

H napovoa petamtuyiokn epyacio otoyedel vo TOPEXEL L0 TEKUNPLOUEVT] ETICKOTNON
™G VEQPIKNG TPOGPROANG o€ JAPOPES HOPPEC TNG ayyeutidog, oivoviag EUQoon o€
OAOKANPOUEVES TPOGEYYIGELS Y1 TN SLAYVEOGT KOl TN St EipLo.
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Ke@dlaro 1: Zvotnpotikég ayyetitioeg

O 6po¢ GLOTNUOTIKEG OaYYEUTIOEG TEPAAUPAVEL piot OPAO0, OVTOAVOCM®Y OUTOPUYDV TOV
yopoktnpilovtal amd PAEYHOVH Kot VEKP®OT TV apodpwv ayyeiov (Binda et al., 2018) mov
umopel va odnynoet oe ouvleteg datopayés mov meplopilovral oe £va Opyovo 1 SVVNTIKA
neptlopPavovy moAlamAd dpyava Kot cvothpate. H etnota cuyvdtra eeavions ayyeitidoug
elvarl 40 €wg 60 mepumtwoelg ava 1 ekatoppdpro atopa. Ot maboyevetikol punyaviopol g
CLOTNUOTIKNG oyyeUTong eivat akdun v HEPEL AYyVOGTOL MG TTPOG T YEVETIKT ToVG Paon. Ot
neAéteg ovoyétiong oe enimedo yovidiopatog (Genome — Wide Association Studies, GWAS)
AVTITPOCHOTEVOVV TIG KUPLEG QOKIUEG Y10 TV OVOYVAPLOT] TWV YEVETIKMV TPOTOTOUGEMY GTHV
ayyeitida, Kot Exouv emdeiEel Eva YoVIOLaKO GLGTATIKO € TOAAES ayyelitidec. Q6TOG0, Tapd
TIG VEEG TPOOJOVE GTNV KATAVONOT| TNG YEVETIKNG PAong tov ayyeutidmv, n maboyéveld tovg

etvar axoun ev pépet ayvoorn (Ralli et al., 2020).

Méypt onepa, yio I TEPIGCOTEPES OO TIC TPOTOYEVEIS CLGTNUOATIKES Ay YEUTIOES dEV LITAPYEL
001 pio TPATLTN SOKIUT, OVTE GLYKEKPLUEVA dlaryveoTikd Kprthpia (Sag et al., 2017), pe
JIyVOOT VO, TPOYLOTOTOLEITAL GLYVA OPOV OTTOKAEIGTOVV GALEG KATOOTAGELS, OES0UEVOL OTL
01 QyYEUTIOEG UTTOPEL VAL EXOVV EOKA KO U] — EOTKE PAEYHOVDOT CUUTTOLOTO TOV TPETEL VAL
INeBovV vTdyM Yo TNV emitevén TEAKNS dtdyvwong (Sangolli and Lakshmi, 2019) (Ewova 1).
H 1péyovca épeuva €xel emkevipwbel oe véa mpoTOKOAAO droyeipiong Kot BepamevTikég

OTPOTNYIKES TOV GTOXEVOLY HOKPOTPOOesa 6T BEATIOON TOV OTOTEAEGUATOV TOV AcGOEVDV

(Ralli et al., 2020).
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. Symptoms of vasculitic syndrome

Limb claudication

Purpura/ Ecchymosis
Vesicles/ Bulla << = | Absence of pulses
Hematuria u Arterial bruit
Hemptysis Aortic dilatation
Splinter hemorrhages Asymmetric BP
Ocular symptoms Nodules/ L}Ioar: L
(Uveitis/ Episcleritis) Livedo reticularis
Mononeuritis multiplex l
Gangione ool A N
l Microaneurysms <
Large Vessel Vasculitis
A N
Small Vessel Vasculitis |
A N
Medium Vessel Vasculitis l Kawasaki Disease
2 Fever for > 5days
Henoch Schonlein purpura Conjynctivitis
Arthralgia/ Arthritis o Gervical adenopathy
»| Abdominal pain Rash ’
Palpable purpura Mucositis
Bloodydiarrhoea Coronary artery aneurysm

I Urticarial vasculitis Polyarteritis nodosa

Arthralgias
#| Urticaria Livedo reticularis
Pruritus Nodules
.| Neuropathy
= S 7 Hypertension
Micoscopic poiyangitis Rg‘r)xal involvement
Pulmonary involvement Testicular pain

Renal involvement
With ANCA positivity

Cutaneous Polyarteritis nodosa

Granulomatous polyangitis
Fever
Sinusitis/otitis/oral uicers Subcutaneous nodules
Hemoptysis > Myalgia
Subglottic/ tracheal/ Arthralgia

endobronchial stenosis
Renal involvement

Eosinophilic granulomatous polyangitis

Asthma/ Atopy/ Pulmonary infiltrates
» Neuropathy
Eosinophilia

Ewova 1: AlyopiBuog mpocéyyiong cvuntopdtov oty ayyelitdo (Ralli et al., 2020)

1.1 Ta&ivopnon

Ot cvotpotkég ayyetitideg opilovtal MG GLGTNUOTIKEG AGHEVEIEC TOV AHLOPOP®VY Ay YEI®V,
OV TOEIVOLOLVTOL KUPIMG amd TN SIAUETPO TOL ayyeiov mov emmpedlovv (UiKpo, pecaio,
peydao N petaPfanto) (Schnabel and Hedrich, 2018) (Ewoéva 2). Katd v meptypaen twv
SOTACEDV TOV ayYeEi®V, 1 EKEPOUCT «HKPO 0yYElo» LTOOEIKVIEL TIC apTNPIES, TO TPLYOEION
ayyeio, To EAePidlo Kol opiopéveg OAEPec, TO «uecoio ayyelo» VTOJEKVIEL TIG KOPLEG
oA VIKEG apTnpleg Kot OAEPEG KAl TOVG aPYIKOVG KAAGOLG TOVG KOl TO «UEYAAO ayyeio»
VTOOEIKVUEL TNV 0OPTH] KOl TOLG KLPOLG KAGdovg ¢ (Jennette et al., 2013). Al
YOPOKTNPLOTIKAE TOV YPNCLOTO0VVTAL Yo TV TaStvounon sivat ot mpwtomadeic Evavtt Tov
JELTEPOTOODY HOPPAOV, TO YOPAKTNPIGTIKA TOV PAEYHLOVOODOV dNONUAT®V, 1| CLGYETION LE
OVTIOVOETEPOPIMKA KLTTOPOTAACUATIKA avTiIo®poTo Kot ot dtapopetikoi thmot ANCA, 1

TOPOVGio 1 ATOVGia VOGOAOYIKAOV evamoBEécemy Kot ot yeveTikég mapaiiayég (Rahmattulla et

4
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al., 2016). Ext6¢ amd TIc moAOopYoVIKEG CLGTNUOTIKES Oy YEUTIOES, TEPTYPAPOVTOL Ko AAAOL
TOUTOlL AYYEUTIO®V, GLUTEPIAAUPBOVOUEVOY TOV OYYEUTIOMV UEUOVOUEVOV OPYAVOV, TOV
ayyeuitdv mov oyetilovtal e e101KEG VITOKEIIEVES ALTIEG KO TV ayYEUTIO®V IOV oyeTilovTal

ue cvotnuatikd voonpata (Ralli et al., 2020).

Small vessel vasculitis

Immune complex vasculitis
Schonlein Purpura (HSP)

Vasculitis of : sculit
medium-sized vessels i + Hypocomplement

Panarteritis nodosa (PAN) 1
Kawasaki disease (KD) r 1

el el ot : arterioles venules

T

ANCA-associated vasculitis

10
nal

Large vessel vasculitis

Takayasu arterilis

Ewova 2: Ta&wvounon mpotoradonv ayystitidov (Ralli et al., 2020)

1.2 Emonuoroyia

H ebpeon axpifdv emdnUoOAOYIK®OV OE0OUEVOV Y10 TIC GUOTNUOTIKEG oyYEUTIOES €lval
EMTOKTIKY Y10 TOAAOVS AOYovs. H katavomon tov mpotimov e vosou givar Bepelmong yo
TOV TPOYPOUULOTIGUO TOV VANPECLOV VYEINS, Kol TO EMONUMOAOYIKA oToryeio 1 To oTotyeio
EMOYIKOTNTOG ol WITopovGaY Vo Eval CIUAVTIKA Yo TNV KoTavonon ¢ mafoyEvelng Kot Tov
POAOL TOGO TMOV HOAGUOTIKOV 0G0 Kol TOV TEPPAALOVTIKOV mopaydviov. Emumiéov, n
oLYKPLON TNG CLYVOTNTOG TNG AyYeUTdnG petalld dlapopeTikadv TAnbvoudv Bo propovoe vo
BonBnoetl 6ty KaTavONoN TOV YEVETIKOV Topayovimv kivdvvov (Watts and Robson, 2018). H
EMONUIO0A0YIO TV KUPLOTEPMY GLOTNUOTIKOV ayYEUTIO®V Tapovctdletal otig eikoveg 3,4,5

kot 6 (Watts et al., 2022).
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Ewova 3: Taykdopia enintmon yryoavtokuttopikng aptnpitdoc. (o) H yryavrokvtrapwn apmpitida
eppavifetor cvyvotepa og minbvopovg Bopelag Evpomaikng kataymyng. (b) Allayn enintmong g
YLYOVTOKVTTOPIKNG aptnpitidag. H yryavtokuttopikn aptnpitida yiveTol otadtakd AydTtepo Guyvn, e
KOPOE®MGN TG EMTTOONG TG YOpm oto 1900 (Watts et al., 2022)

Incidence per 100,000 children
aged <5 years

0 400

Ewova 4: Tlaykoouia enintmon vocov Kawasaki. H vocog Kawasaki epgaviletat cuyvotepa oty
Avatoiun Acia, Wwitepa v lanwovia, ) Notwa Kopéa kot v Kiva, pe oyxetcd ion Katavour oe
omotadnmote GAAn eployn (Watts et al., 2022)
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Ewodva 5: Taykoopa enintoon ayyeitdag nov oyetileton pe 1o ANCA. Ot d16popot vdTumot TG
ANCA — ayyelitioag 0eiyvouv SlapopeTIKE TPOTLTO EUPAVICTC 6TOLE TANOVGHoVE. o Tapdderyua,
o Notia Evpdnn kot v lamwvia, n pikposkomiky moAvayyetitida ivat To cuyvi and v
KOKKI®UATWOOT] [LE TOAVOYYEUTION, EVD GTOVG TEPIGGOTEPOVS TANOVGOVGS, 1) KOKKIMUATWOGCT LE
TOALOYYEUTION ELvat 1) O KON Hop@1]. H NoGtvopiAky KOKKI®UATOOT e ToALayYEUTION Elval M
AMyoTepO cuyvh and Tig TpelS Kataotdoels (Watts et al., 2022)
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Prevalence per 100,000 persons

0 700

Ewova 6: [Toykocua enintoon tov cuvdopopov Behcet. To cvvopopo Beheet eppaviletor mo cuyvd
KOTO KOG TOL apyoiov dpopov Tov petaliov petad g Mecsoyeiov kot g Kivag (Watts et al.,
2022)

1.3 Ayyevitioa peydrov ayyeiov

1.3.1 Aptmpitida Takayasu

H aptmpitda Takayasu (Takayasu Arteritis, TA) elvar pio cuGTNHATIKY] QAEYLOVOONG
Katdotoon mov ennpedlel peydieg aptmpieg, OT®MG M AOPTH, Ol KUPLOL KAAOOL NG Kot Ot
nvevpovikég aptnpieg (Di Santo et al., 2018). H TA eivon kupiwg pua dtatapoyn mov ennpedlet
veapég EVIIMKES Yuvaikeg, Kot epeavifetonr Kupimg otn devTepn kot tpitn dekaetia tng Lmng
(Tombetti and Mason, 2019). Eivor pia acvvibiom ayystitda peydriov ayyeiov mov
neprypaenke apykd otnv lamwvio kot Bepndnke yio peydlo ¥povikod SLAGTNLO 1] TO GUYVN
ayyeutda otov TAnfucud aclaTikng Kataywyns. Méypt onuepa, o VYNAOTEPOS EMUTOAAGLOG
mov meptypapetor eivar oty lomwvia (40 avd exatoppdplo), av Kot SIPOPES EPELVEG £YOVV
Bpet vyNAOTEPO EMIMOAACUO G LKPES OUAOES aTOU®V appikavikig (108 avd ekatoppvplo)
Kot actotikng kotaymyns (71 avd ekatoppdplo) (Gudbrandsson et al., 2017). H enintwon oe
Evponaikéc meployéc etvar oxedov 1 — 2 avd exatoppopilo ava étog (Ralli et al., 2020). H TA
elval o vooog pe onuovtiky voonpotnto. H Bvnowpomra eivor oxeddv 5% ota 10 ypdvia kon
ayyilel éog 10 27 % ot MO GOoPapEg HOPPEG TNG, EVA Ol KOOMUEPVES dPACTNPLOTNTES
drakvPevovrtat 1o 74% twv acBevadv (Mason, 2010). Ta otepoeidn elvar n kOpla Oepameio yio
mv TA. TIpdcOeta, yio TV enaywmyn Deeong uropet va xpnoyoromodyv avocoKaTasTAATIKOT
TAPAYOVTES, OTWG 1 KVKAOP®SPoion N N alaberompivn, ko wg Bepaneio cuvnpnong propel
va. ANeBovv vtoyn ot youniég 0ol otepoeldmv kot pebotpeatng (Langford et al., 2017;
Nakaoka et al., 2018).
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1.3.2 TINyavtoxvttopikn aptnpitidn

H yiryavroxvtrapikn aptnpitda (Giant Cell Arteritis, GCA) etvon pio. GLGTNUATIKT 0VTOAVOOT)
V060G oL YopokINPifeTon amd KOKKIOUOTMOON QAEYHOVH TOV UEYOA®V KOl TOV HEGOI®V
aptpov (Younger, 2019). H GCA meprypdonke yio mpdtn @opd 1o 1890 amd tov Hutchinson,
0 0moiog TNV OPIGE OC PAEYLOVMON KPOTOQPIKN opTnpitida mov ométpene Evav actevn va
popéoel To KaméAo Tov. Apydtepa, o Horton kot ot cuvepydteg tov mepiéypayoav v GCA wg
o dwakpty voco (Horton et al., 1932). Zto Avtikd Koopo, 1 GCA eivar n mo ouyvn
TPOTOTOONG cLoTNKY ayyelTda oe acbeveic avo Tov 50 etov (Jennette et al., 2013). H
oLYVOTNTO ELEAVIONG NG elval peyardtepn ot Bopeia Evpdnn, wiaitepa otig Zkavovafikég
YOpeS ka1 o€ acbeveic okavowaPikng kataywyng (Brekke et al., 2017). H péon nlkia givon ta
70 €1, pe TG yuvaikeg va ennpedlovrol tepiocdtepo and toug avdpes. H emintwon g GCA
o€ aoBeveic nlkiag avo tov 50 etov elvar 27 mepittoocelg ava 100.000 dtopa, av Kot 0vTog
0 apBuog avapévetror va avéndel oto gyydg péAlov Adym g ynpovong tov minbvopod. H
GCA etvor g omavia katdotaon oe tAnbvcpodc un — Evponaikng kataymyng (Ralli et al.,
2020). H Ovnowomra g GCA eivor avénuévn oe ouykplon pHe 10 yevikd mAnbvopo. H
gykalpn ddyvoon kot n Eykapn Evopén g atpikng Oepameiog pe omd Tov GTOHNTOC
npedvilorlovn eivar vyiotng onpaciog Kabohg dwakvPedeton n anoiea opacne. Emni tov
TapOVTOG, Oev LITdpyel Kapio EvOelEn 6tL 1 LYNAN 6061 EVOOPAEPLOV KOPTIKOGTEPOEWDDV Eivarl
KOAVTEPT OO TO. OO TOV GTOUATOS GTEPOELON] GTOV TEPLOPIGUO TNG UelONG TNG OpaoTG. XE
TEPUTTAOCELS OTIG OTOIEG Ol TAPEVEPYELEG TNG TPEOVILOAOVNC vtepPaivovv 1o KEPOOG amd TNV

xopnynon g, uropet va ypnoyomrondel pebotpegan (Chacko et al., 2015).

1.4 Ayyeutioo pecaimv ayysiov

1.4.1 Ol®mong moivaptnpitida

H ol®ong moivaptnpitda (Polyarteritis Nodosa, PAN) eivan pio ondvia ayyetitido mov
YOLPOKTNPILETOL A0 VEKPOTIKT PAEYLOVAOIN TPOTOTOINGT| TOV HECOIMV KOl LIKPDV 0PTNPLOV
TOV POV, €101KE og dlakAadmaoelg ayyeiov (Jennette et al., 2013). Ot alhowdoelg g PAN
KOTOAYOUV GTOV CYNUATICUO UIKPOOVELPVUOUATOS, PNEN aveLpOGULOTOS HE opoppayia,
Opoupwon ko, emopéveg, wyopio 1 Epepaypa tov opyavov (Ralli et al., 2020). H PAN
TEPLYPAPNKE Yo TPAOTN popd to 1852 amd tov Karl Rokitansky. To 1866, o dpog «olmdong
nweplopnpitdooy mpotddnke and tovg Kussmaul kor Maier yia va opicovv o olidia mov
aviyyvevovtal ot pecaiov peyébovg aptnpieg (Tesar et al., 2004). Méypt Tic apyég g

dekaetiog tov 1990 o 6pog PAN ypnoytomotodvtay yio vo bodei&el dopopeTikoh TOTOVG
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AYYEUTIONG, TOL TOPO OVOUALETOL GYETILOUEVT] LLE TO OVTIOVOETEPOPIAKO KLTTOPOTANC LOTIKO
avticopo (Antineutrophil Cytoplasmic Antibody, ANCA) ayyetitioa (ANCA — Associated
Vasculitis, AAV). H PAN pmopet va gival 10tomadne 1 pmopel vo cuvoéetal Le LOADGLOTIKN
aitoloyia, 6mwg pe tov 160 ¢ nratitdag B (Hepatitis B Virus, HBV) kot pe tov 16 g
avOpomvng avocoavendpkeloag (Human Immunodeficiency Virus, HIV). H PAN mov
oyetileton pe tov HBV givan mAéov omdvia LeTd TV €QoproY TPOTOKOAA®Y EUPOMAGLOD Kot
Vv emAoyn tpotévtwv aipatoc. [pv and tov epPfoiacpd évavtt tov HBV, mdve and to éva
tpito Twv acbevav pe PAN ftav emiong Oetikol otov HBV: Avtdg o apBudg éxer mhéov
pewbel oto 5% otig avemtvypéveg yopeg (Ralli et al., 2020). Ztmv Evpdnn, 1 enintoon g
PAN ava €toc xopaivetoar and 0 émg 1,6 mepumtooels / exotoppdplo dropa, £mcing Kot o
emmolacpoc 31 mepumtmoelg / exatoppdpilo dropa. H évapén g vooov gival cuvBmg peta&y
mg 4" ko 6™ dexaetiag g (ong, Ko omavia emnpealel madd. EmmAéov, mapovsialet
vrepoyn otovg avopes (1,5:1) (Hernandez — Rodriguez et al., 2014). Ta yAvkokopTikoedn eivat
n wopw Ogpameio yioo v PAN pe vpeon oto 50% twv meputtdocewv. [Ipdcobeta, pe
CLUUTAN PO U KVKAOQOGQadiny, 1 Veeon ayyilel to 90% tov teputtdoewv (Howard et al.,

2014). Téhog, n HBV — PAN anottei copminpope avtukov eappakov (Ralli et al., 2020).

1.4.2 N6ocog Kawasaki

H voocog Kawasaki (Kawasaki Disease, KD) elvar pio cvompotikny oyysloky vocog mov
empedler pecaio xor pikpd ayyeio (Dietz et al., 2017). H KD egivaw ovviBog
oVTOTEPLOPILOUEVT] KOl 1 LYNAOTEPT cvyvOTNTO EREAVIleTOol 08 OO KAT® TV S €TOV
(Nakamura, 2018). Eni tov mopdvtog, 1 KD avayvopiletor o¢ cvomuoatiky ayysutido pe
wwaitepn TPOTIUNoN OTIS oTEPOvIaieg aptnpieg. XTig ydpeg Tov AvTikoy KOGHOL gival 0 To
oLYVOG AGYOG Kapdlokadv vocsmv oto tadld. H artiodoyia g KD dev givar amoldtwg cagng,
TapA TO YEYOVOG OTL 1 TPOSPUTY £pevva £xel emkevipwOel ota aitia kol oTig BepamevTikég
otpatnywés (Greco et al., 2015). H KD opiotke v mpodt) @opd and tov Kawasaki otnv
lamovia ™ dekaetio Tov 1960 (Kawasaki, 1967), kot otn cvvéyela €xel texunpunbel oe
OPKETEG YEMYPAPIKEG TTEPLOYEG. L& XDPES TG Bopetoavatoiikng Aciog, OTmg yio Tapdostypia,
otV Kopéa kou otnv larwvia, n teptrypapopevn enintoon g KD givor moAd vymidtepn, o€
oVYKPIoN HE 0LTH TOV AVTIKOV yopov. [a mapddstypa, n cowpevtiky| enintmon g KD oty
lamovia etvar 1,5 / 100 ayopro ko 1,2 / 100 kopitoia nhkiog 10 etov (Nakamura et al., 2018).
To «ypvod mpdtLVIO» Yoo T Bepameio g KD eivor vynAn 66on (2 g / kg) evoopréProg

avocoopaipivng (Intravenous Immunoglobulin, IVIG), yopnyooduevn ce ddotnua 8 — 12
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wpov. O otod)0c TG Bepameiag eivat ) GVOGTOAN TNG TPOAGOOV TWV AVOUUADV TNG GTEPAVIOIOG
apmpiag. H amoteleopatikomnra g IVIG mbavog éykeitonr otnv evepyomoinon twv
AVAOPLULOV HVEAOEDV OEVOPITIKDOV KLTTAP®OV TOL Ttopdyovv wtephevkiviy — 10 (Interleukin —
10, IL — 10), ot pvOuion tov T — puOICTIKOV KVTTAP®Y KOl 6TN HEIMON TNG TOPOY®YNS
kvtokwvav (Burns and Franco, 2015). Extog and IVIG, cuvictdtal vymArn 6661 acmipivng, av
Kol 0EV VTAPYOVV OTOVKElD Yol TEPULTEP® HEIMON TOL KIVOVVOL Yo OVELPVCUOTO TNG

otepaviaiog aptnpiog (Dietz et al., 2017).

1.5 Ayyeuitioo prikpov ayysiov

1.5.1 ANCA ayyetitida

1.5.1.1 Opiouéc — Emdnuoloyia

H AAV sgivon pio katdotaon mov yopoktnpiletor amd VEKPOTIKY QAEYUOVI] TOV HKPOV
ayyelov ko avénuéva eminedo kvkhogopodviov ANCA. T v AAV €xouvv opiotel
OPOPETIKEG  KOTNYopies: KOKKlopdTmon pe  molvayyeutdo (Granulomatosis  with
Polyangiitis, GPA), pikpookomikny moAvayyestitido (Microscopic Polyangiitis, MPA) kot
NOCWOEIMIKY  KokKlopdtwon pe moAivayyeutida (Eosinophilic  Glanulomatosis  with
Polyangiitis, EGPA) (Iannella et al., 2016). Ztmv Evpdnn, n MPA, n GPA ko1 1 EGPA éyouvv
gmow mocootd emintoong 2,4 — 10,1, 2,1 — 14,4 xou 0,5 — 3,7 avd exatoppdplo dropa
avtiotorya Kot emmolacpd AAV 50 — 180 avé exatoppdpro (Watts et al., 2015). H péon nixia
évapéng g vocov elvar ta 60 £, kot givor EAa@pdS o cuyvn o€ avopes. Ta Se1 m0GooTd
emPioonc yio MPA, GPA xov EGPA extipdvtor oto 45 — 76%, 74 — 91% xou 60 — 97%,
avtiototya (Robson et al., 2015). Xta modid, n AAV €xet vynAotepn GuyvOTNTA VOGIPOTNTOG,
vrotpomng Kot PAAPNG, o€ chykpion pe evidkes acBeveic pe AAV. H vmoylottidikn otéveoon,
0 TVPETOC KOt TO 1oYOUKO KOWAaKO GAyog gival Ta O GUYVE OVOPEPOUEVO CUUTTMUOTO GE
Toud1oTPIKOVG 0oBevelg, evd M HLoAylo Kot 1) TEPLPEPIKT] vevpomabdeio eivar Aryotepo
ocvvnBwouéva (Lee et al., 2019). v meproyn tov Kavkdcov, n enintoon e AAV eival
ovykpiowyn, ov kot ovyypoves HeAétec oe mAnBuouovg un — Evpomaikng xoataywyng

vrodnAmvovy pkpdtepn enintwon (Ralli et al., 2020).
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1.5.1.2 KlivoraBoloyixés mopalloyég

MIiKpOGKOTIKY TOAVAYYELTIOO0

H MPA cgivor po vekpoTikn ayyetitidoa mov emnpedlel kuplog to pukpd ayyeio (Tpryoion,
QAPid N aptnpida), ennpedloviag TOAAATAG Opyova, OTTMC TO VEPPA KOl TOVE TVEDLOVEG
(Kallenberg, 2014). H vekpmTikn onelpopotove@pitidn ival ToAD cuyvn, VO omovctalel n
KOKKIOUOTOINS @Aeypovny. H xotdAAnin dwdyvoon tg MPA veioctator 6tov vmdpyet
GLGTNUOTIKN VEKPOTIKY ayyettda tov pikpov ayyeiov (Small Vessel Vasculitis, SVV) yopig
oTOl(EL0 KOKKIMUOTOO0VS PAeyHovis. H veppu mpoosPoin elvar mapovca oyeddv oto 100%
tov  oocBevoov pe MPA  wor  yapoktnpileron omd  vekpwTik©, pauci — immune
onelpapatoveppitida e oynuoa nuoeivov. To molvtiudtepo epyodreio v T ddyvoon
napopével n veppikn Poyio. Ov acBeveic pe evepyd voco £xovv ovviO®G TUNUOTIKA
OTEPAUATIKT] VEKPOON YOPIG ONUOVTIKE EVOOTPLYOEWN VIEPKVTTOPIKOTNTO, OdppNEN ™G
Kéyog Tov Bowman kot cuyvég mepiomeipapotikés omonoelg Asvkokvttdpov. H kivikn
nopeia g MPA yopaktnpiletor and @dacelc o&elag vosov kat npepiag. Ot ekdNA®OGEIS TOV
OLPOTOMTIKOV GUGTNUATOS TEPIAOUPEAVOLY TNV OALYOLPiQ, TNV OLLOTOVPI0 KOL T U1 — VEQPIKN
npwteivovpia. H pauci — immune orgpapatoveppitidoa eivar n wo ko] artio g RPGN pe
TOAD YP1yopN EKMTOOT NG VEPPIKNG Asttovpyias. H emdeivoon g veppikng Aettovpyiog
oLYVE PEPEL KOKT) TPOYV®OT|, Le VYNAO Tococtd ESRD kot Bvnopodttog (Binda et al., 2018).

Koxkxiopdrmon pe molvayysiitidon

H GPA eivor pio vekpoTikng KOKKIOUOTMOONG QAEYLOVH] TOV GLVNOMG EUTAEKEL TV OVAOTEPN
KoL TNV KOTOTEPN avamveLoTtikny 000. H didyvoon tg GPA etvon kKatdAAnAn dtav vrépyovv
OTOLEID VEKPMTIKNG KOKKIMUATMOOVS PAEYHOVIG TOV GuvodeveTon amd vekpmtikn SVV. H
duyvmon g vevikevpévng GPA amautel tn cvppetoyn evog eEmavamvenoTtikod opydvov (Yo
TapAdELY O, VEQPPA, Oépua 1} veuptkd cvotnua) (Sinico and Meroni, 2013). To yopaktnpiotikd
yvopopo ™ GPA givat n KokKIopat®dOoNg eAEYHOVY e TOTKY 16Tk BAAPT Tov pmopel va
Bpebel oV avdTEPT KO KOTOTEPT OVOTVELGTIKY] 000, KOOMOC kol ot veppd. H veppkn
averapkeln givor cuyvn kot 1 Topeia givon yevika dvcoiwvn. Edv dev avtipetomiotel £ykopa,
n RPGN pmopel va odnynoet oe ESRD 6& moAd cuvtopo ypovikd ddotnua. e optopévoug
acBeveig amorteiton opokdBapon katd T Sudyveon. EmmAéov, m veppikr| mpocsPoAr
ovvoéetar pe avénpévn voonpotta kot Bvnoipotta. Aryodtepo ouyva o acbeveic pe GPA n

VEQPPIKN VOoOG Umopel va tapovstaotel o¢ vroeio i xpovia veppitida (Binda et al., 2018).
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H®owo@iKi] KOKKIOPAT®O 1LE ToAVaYYELiTIO0N

H EGPA avtumpoconedel povo 10 10 — 20% tov acbevov pe AAV ko avtipetoniletor og
EeXmP1oTN OVTOTNTO. OTIG TEAEVLTOIEC KOTEVOVVTIPLEC 0ONYIEC KOl OTIC MEPIOTOTEPES KMVIKES
dokiuég (Watts et al., 2015). H maBoroyia thg EGPA eivon mopdpoto pe vt tov GPA ko
MPA, aAAd pe EMKPATNON NOGIVOPIAKNG dONoNS 1 / Kol KOKKI®UATDOIOLG PAEYLOVIG KOt
Myotepo ovyvol eEmTPLY0eldels TOAAATANGIOGHOT KOl GTEPOUATOEDN VEKP®ON. AV Kol
Mydtepo ovyvn kol cofapr] amd 0,1t ot dAheg poppég AAV, o1 veQPIKEC EKONAMGELS
eupavitovratl 6to 25% tov aclevav pe EGPA kot xopaivoviot amd pepovopéves avmpaiieg
oV ovpomomTikoy cvotiuotoc ¢ RPGN. Ze acbeveig pe EGPA, 1 Ogtikdtnta tov ANCA
rkopaiveron and 30 £og 70% arrd cuvnBmc mapatnpeitar Aydtepo cvyva amod 0,tt o 0cOevelg
ue dAreg popeég AAV (Groh et al., 2015). Ado peréteg delyvouv 6T 1 Beticodtta tov ANCA
oe acbBeveic pe EGPA oyetiletat pe vynAdtepo emmoracpd TG VEPPIKNG VOGOL, KoBMS Kot
TNG TVELLOVIKTG alploppayiog, TG SEPLATIKNG TPOGPOANG KOt TNG TEPLPEPIKNG VELPOTADELNS.
Amd v dAA Thevpd, n apvnTikdtnta Tov ANCA og acBeveic e EGPA cuvdéeton oteva pe
KopdloK TPOGPOAN KoL pn — apoppayiky) tpocsPoAir tov mvedpova (Sable — Fourtassou et al.,

2005; Sinico et al., 2005).

1.5.1.3 Armodoyixoi mapdyovees — Maboyévero
O Kk0prog maboyevetikdg mapdyovtag ot AAV givar n aAAnienidpaon petald g ékbeong oe
TEPPUALOVTIKOVS TAPAYOVTES KO TNG YEVETIKNG TPOAAOESG. AVTICOOTA TOL GTOXEVOLY TNV
Aevkokvttopikn) mpoteivdon — 3 (Proteinase 3, PR3) ot ™ pvehodmepolerddon
(Myeloperoxidase, MPO) eivat xowvd ot AAV. H PR3 — ANCA egivan e€apetikd gvaicOntn
vy GPA, 6vtag napovsa oto 80 — 95% tov neputtdcewv (Tracy et al., 2019). H Betikotta
MPO — ANCA éyet mapatnpnfet 6to 40% tov nepurtdcemv EGPA kot ndvo and to 70% tov
acBevov pe MPA. Qotdc0, vadpyovv apvntikéc meputtdoelc ANCA. Méypt onuepa, Exovv
avayvoploTtel Tpelg ToAAG vocydevol Plodeikteg yia T ddkplon TV actevav pe AAV kot
un — AAV- n CXCLI13, n petodrompmteivdon uitpac— 3 Kot 0 10TIKOG OVOGTOAENS TNG
petoArompwteivdong — 1 (Monach, 2014).

MoAvopatucot kKot teptfariovicol mapdyovieg £xovv cuoyetiotel pe tnv AAV (Lazarus et al.,
2016). H ypovia emaen| pe to mopitio oyetiCeton pe puo avénpévn mbavotra ovémtuéng AAV.
Ymotifetor 6t oavTtd cupPaivel EXELON TO TUPITIO EXAYEL L0 CIUAVTIKT GAEYLOVMOTN OTOKPIoN

mov Oleyelpel TN UETAVAGTELOY] TOV OLOETEPOPIAMY KOl TNV TOLTOXPOVN OVATTUEN
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OVTICOUATOV EVAVIL TOV CLOTOTIKOV TOV O0LOETEPOPIA®Y. H pvikn petagopd ToL
Staphylococcus aureus €xel emiong yivel amodekt| o¢ mOBavO «deVTEPO YTUTNUO» TTOV Eivat
ATOPOATNTO YL VO, GTIACEL 1] Avoyn, SLVUPBdALovTOG oty vrotpomy acbevav pe PR3 — AAV
(Salmela et al., 2017). O poprokdg pyuntiopdc peta&d ¢ PR3 kot tumudtov tov
Staphylococcus aureus amocoenvilel avt TV cvcyétion. Emmiéov, n peiowon 1ov 10606100
VIOTPOTNG UE ovTIPLoTIKN TPpoPOAALN emPBePardvel avtd ta evpnpatoa. H odvoeon peta&d twv
hooéewv kot g maboyévelng g AAV éyel emiong vroompybel amd v mapovcio
OLTOOVTICOUATOV EVOVTL TNG OXETILOUEVNG HE TO AVCOCOUO HEUPPOAVIKNG TPMTEIVIG — 2
(Lysosome — Associated Membrane Protein — 2, LAMP — 2), mov givor mopdpota pe to ouip

Baktnprakng tpockdAinong (Ralli et al., 2020).

O perétec GWAS éyovv emPePormdaoet to poro v ANCA oty naboyévera tng AAV. O Lyons
Kot ot cuvepydteg tov (2019) anédetéav 6Tt to anti — PR3 ANCA oyetileton pe to yovioro HLA
— DP, ta yovidia mov kmdtkomotovv drpa — 1 — avtiBpoyivn (SERPINAT) kot to yovidio PR3
(PRTN3), evd 10 anti — MPO ANCA oyetileton pe to yovidro HLA — DQ. Qg ek tovtov, ovty
N ueiétn emPePainoe Tig yevetikég dakpioelg petald g GPA ko thg MPA oyetikd pe tov

opotumo ANCA (Lyons et al., 2019).

1.5.1.4 KJviké, yapoxmpiotixd
AOY® ™G eUTAOKTG TOAAATA®Y 0pYavmV, 1 AAV Ttapovctdlel pio TotKIAil GUUTTOUATOVY, [LE
T0L 0 KOWA va, TEPLAAUPAvVOVY KOT®oN, ammdAELD cOUATIKOV Bdpovg kot Topetd (McGovern
et al., 2023). H évapén tg vooov cuvnfwg yapaktnpileton amd pvitida, typopitida, KoKovyio
Kot apOparyia. Ta TPOSPOLO CLUTTMOUATE GUYVE TPONYOVVTOL TOV TVEVLOVIKOD — VEPPLKOD
oLvopouov Katd efdopdoeg | pnves. H AAV éxovv ovopaotel Tveupoviko — ve@pikd cOVOpoo
yti wpokoAel vevpovikn aipoppayio kot oapoatovpio. EmmAéov, n péon otitida ko M
dTapoyn TOV PVIKOV KOAT®V 6TOVS EVIAIKEG elval Kovd yapaktnpiotikd T GPA. And v
A mievpd, n EGPA cuvnBwg mopovcidletorl pe depratorloyikég EKONADGELS, TEPIPEPIKN
Nocwoedia kot dodua. Ymhpyovv moAlol Tumotl acvuvidiotwv tapovsidcewy oty AAV. Ta
™ GPA, &yovv meptypael mepmtdoelg Kapdlakmv appuiudy kot pvokapditidos. Emiong, ot
BipAoypapia Exovv avapepHel TEPUTTOGELS YOTTPEVTEPIKNG VOGOV TTOL oyeTileTan pe v AAV,
coumepthappavopévng e AAV mov ppeiton ™ @Aeypovmon voco tov gviépov (Ralli et al.,
2020). H mvevpovikn arpopparyio kot n o&eio veppikr PAGPN ivon deikteg cofapng ayyetitioong

Tov evéYEl LYMAG Kivouvo voonpotntag Kot Bvnodtroc. Xe TEPIMTOOELS ToyElng
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TPOOSEVTIKNG CTEPOULOTOVEPPITIONG, Eivan amapaitnTo va extedectel Ployia kat va Eekvioet

KLTTOPOTOEKT Bepameia vYMANG — 060 (Lamprecht et al., 2018).

Edwotepa 660V apopd ta veQpad, M EVEPYN VEQPIKN ayYEUTION o)eTIleTON GYEDOV TTAVTO LE
UIKPOOKOTIKN arpatovpion kot mpwteivovpio. H tayéme eEeMooouevn onelpopotoveppitidn
(Rapidly Progressive Glomerulonephritis, RPGN) gpopaviletatl oto 80% tov atépmv katd tnv
TPOTN EUPAVIOT, cvyvh xopis copntopata. Ilepitov 10 30% tov acBevidrv pe RPGN
napovotdlovv ESKD, mov amoutodv Oepameion kdbapone. Emiong pmopel va eppaviotel
NTOTEPT VEPPIKY TPOGPOAN pe arpatovpion Kot TpoTeivovpia. 0AAG pe otabepn veQpPikn
Aertovpyio, mov ocvyva evtomiletan Otav ot acBeveig mapovoidlovv eEmvePpikn VOGO

(McGovern et al., 2023).

1.5.1.5 Méyvewon

AOY® TG 1N — EWOIKNG GUUTTOUATOAOYIOG, TNG EAAEWYNG KAVIKNG VITOWING KOl TG OmOLGiog
kabopiopévaov kpumpiov yio ™ odyveoon g AAV, o610 €va TPITo TOV TEPUITAOCEWDV
TopaTnpeital onuovtikd kobvotepnuévn Sdyvoong Yo TEPIGoOTEPO amd 6 UNVES, UE
ONUOVTIKO avtikTumo oto pakpompdbeopa amotedéopato (McGovern et al., 2023). H AAV
pmopei cvvnBmg va VITOTEDEL O TEPIMTAGELG LE YOPAKTNPIOTIKEG KAMVIKEG EKONADGELS, OTWS
TVPETOC, OAAOLOOT TOV VEPPAV, EPYACTNPLOKOT OEIKTEC PAEYUOVIG KOl VOGOG TOV OVAOTEPOV
Kol KATOTEPOL avamveLoTikoy cvotnuatoc. H GPA kot 1 MPA éyovv cuvinBmg vrepkeipeva
ocountopata. o mapddetypa, ov acBeveic pe GPA ovyvd exdnidvovv eEmayyelokég
KOKKIOUOTOOES PAAPES, ot omoleg dev mapatnpovvtar oe acBeveig pe MPA. Emumiéov, n
EUTAOKN TOL QLTIOV, TNG LOTNG Kol TOL AoV £xel avapepBel cuyvotepa oe acBeveic e GPA,
o€ ovyKkplon pe acbeveic pe MPA. Xvvolkd, 10 ANCA Ba umopotoe va tavtomomBel pe
péBodo tov avocoeBopiopol M pe evOupkn avocompospoenTiky] dokipacio (Enzyme —
Linked Immunosorbent Assay, ELISA) pe avtiyovikovg otdyovg 1o MPO — ANCA kot PR3 —
ANCA, ko1 ddyvoon va yiver pe m ypnon Proyiag veppov, potng ko tvevpova (Ralli et al.,
2020). Ac onuewwBel 011, o1 Eupeceg doKpacieg avocoPOopiooy givor AyOTEPO YPNOULES

AOY® TG YounAotepNS evatsOnaciog kot eWdwoTnTAg ToVg (McGovern et al., 2023).

To PR3 — ANCA pe xvtrapomhiacpatikd (cytoplasmic, ¢) — ANCA eivon tomikd mopdv 6to
80% tov acbevav pe GPA, evd 1o mepimupnvikd (perinuclear, p) — MPO — ANCA &ivan o
ovyvo og acBeveig ue MPA. Eniong, mepimov 10 40% tov acbevov pe EGPA gival Oetikoi oto
ANCA (ocvvfwg MPO — ANCA), pe ) veppikn mpocsfoin va gpeaviletal povo oto 15%

avTOV TOV 0cdevov. EXTog and 10 d10yveooTiko Toug poro, ot Tithot ANCA deiyvouv kamota
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OLOYETION UE TN OpacTNPOTNTO TNG VOGOV Kol HETPOVIOL GUOTNUOTIKE KATd TNV
napakoAovOnon aclevaov pe AAV. Oplopéva apuoKka, OTmG 1 TPOTLABEIOVPAKIAN Kot M
KOKOtvn, etvan tkavd vo avénoovv ta kuklopopovvta ANCA kat, o¢ ek tovtov, Ba mpénet vo
Aoppdvovtar vroyn katd ™ dweopiky ddyvoon g AAC. Eivol onpoavtikd va onpetodet
OTL, T0L OVOETEPOPIAQL, TOL LOVOKVTTOPOL, TO AELPOKVTTAPO KO TO CUUTANPMLO, WITOPOVV ETIONG

va gumAakovv oty maboyévela e AAV (McGovern et al., 2023).

1.5.1.6 @cpancia

H avénuévn kv voyio kKou 1 €ykaipn odyvaoon givor (oTIKNG onuaciog yio tnv Ko
ékPaon g veppikng ayyeutwoc. H éykapn Oepomeio g AAV — RPGN umopet va
OVTIGTPEWYEL TN QAEYLOVI] KOL TN VEPPIKY OVETOPKELL, OTOTPEMOVTOAG TN LN — OVOGTPEYIUN
BAGPN tov veppdv (McGovern et al., 2023). H Ogpancioa g AAV ta&ivopeitar cg 600
Katnyopieg: ™ Bepaneio emaymyng Veeong kat ) Bepaneio cuvtnpnong g veeong (lannella
et al., 2016; McGovern et al., 2023). Ot ovotdoelg tov Evponaikod Xvvdéouov yio tnv
avtipetonion tov Pevpotiopov (European League Against Rheumatism, EULAR) (2016) yw
™ Bepaneia g AAV, cuvicTovv ®¢ Bepamein emaymyns VPEONS, GE TEPUTTMOGELS UE U —
amelAntikng  AAV, 1 yopnynomn YAUKOKOPTIKOEW®V kot gite pebotpeldne, eite
HUKOMOIVOAMKNG HOPETIANG. ATO TV dAAN TAgvpd, o€ acBeveic Tov avarnTOcGOLY GOPaPES
emmlokéc opybvav, o¢ BOepoamcio emayoyng Veeong mpoteivetal €vag  cuvOLACUOG
YAVKOKOPTIKOEWADV Kol €ite KUKAOQPOoQaUidng, eite prrovpdumne. Evag cvvdvacuocg
YoUNANG 06omg yAvkokoptikoedmv Kot gite peBotpeatng, aloberonpivng, prrovSiudunng M
HUKOPOIVOAKNG LOQETIANG eivan amapaitntog yia tn Oepaneio cuvtpnong g veeong (Yates

et al., 2016).

Ogponcio emayoyns VQeoNg

['a 40 xpovia, | Tomkn Bepameio TOL ¥PNGYLOTTOLEITAL Y100 TNV EXAYMYN VOEONG 6€ achevelg
pe AAV ftov 1 KUKAOQOGEAUIOT Kol TO KOPTIKOGTEPOEWY. Q0TOC0, 1 PLTOLEIUAUTY
ypnowonotleitor mAéov Kou ¢ Oepomeion mTPAOTG — YPOUUNG, ©OF EVOAAUKTIKY) OTNV
Kukhopwoeauion. H kokhopmopapion yopnyeiton eite evéopAéPia 1 amd to otopa yuou 3 — 6
UNveS. AmO Kooy, ot dV0 0001 YOpNYNOoMNG €IVl OTOTEAEGUATIKEG, OV KOl 1 EVOOQAEPLa
yopnynon (d6om 7,5 — 15 mg / kg, mpocappoocuévn yuo tv nAkio Kot T veppikn Asttovpyio

Kk@Oe 2 — 3 gfdopddeg) emrpémel yaunAotepn abpoiotikn £kbeon kot towotnTo (ArydTepn
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poAvvon ko kokondewn). H Ogpomeio emoywyng veesong pe prrovéipudunn (téooepic
evdopAEPieg Sooelc Tov 375 mg / m? yopnyovuevec k6Os efdoudda 1 SV0 evoAEPiec SdoE1g
tov 1 g yopnyodueveg pe dtopopd 2 efdouddwv) TPoTIUATOL EVOVTL TG KUKAOPMGPALIONG G
€PNPOVG, TPOEUUNVOTOVGLOKES YUVOIKES, AVOPES [LE TPOPANLLATA YOVILOTNTOS, EVTOON dTOLA
peyaAdtepng nAikiag kot acBeveic pe Oetikodtnta PR3 — ANCA. Q61600, 11 KOUKAOQOGPOUIOT
UTOpel aKOUO. VO TPOTIUATOL GE TMEPIMTMOGELS GOPapNS VEPPIKNG dvciettovpyiog, KoOdC
VILAPYOLY AlydTEPA SedOUEVA OKIUMV TOV VL VTOSTNPILOLY TN PLITOLEWAUTN GE AVTAV TNV

vroopdda acBevayv (McGovern et al., 2023).

H evopréfro pebuimpedviCohdvn ypnoiponoteiton pe KUKAOQ®MGOapion 1 prrtov&iudumn yo
vOGOoUG oLV givol amEMNTIKES Yoo Tar Opyava 1 ) o1, akoAovBovuevn ond 10V GTOHATOG
xopnynon mpedvilordvng (Eexvavtog and 1 mg / kg). H vynin d6om npedvitoAdvng cupfdriet
oTOV Kivduvo HOAVVOTG Kot TPOGPATES LEAETEG £xoVV deiEet OTL Lol o ypryopn Helwon g
TPedVILOAOVNG €lVOL OTOTEAEGLATIKY KOl EMTPENEL TN UEIWON TOV TOGOGTAOV poAvvong. H
afakomdvn (évag avtaymviotnc tov vrodoyxéo CSa) €xel mpocpota amodetyfel OtL glvan
OTOTEAECUOTIKY] EVOAAOKTIKY TNG TPeOVILOAOVNG. Avti M Ogpameion Oyt pdvo emitpémet
onuavtikn peiwon ot ypron npedviCoAdvng, aALG Kot ETOEIKVOEL peyolvtepn PeAdtioon g
avéktong tov GFR og acBeveig pe AAV. T'o dropa pe coPapdtepn veppikn vOGo 1
TVELHOVIKT opoppayio, mpémer va Anedel vdym n extéleon avroiiayng midopotoc. H
avToAlayn TAdopoTog ogv Bedtidvel ) Ovnoywomra 1 ta mtocootd ESKD og 6Aovg toug
acBeveig pe AAV, aAld pmopel va oeeAncetl toug acbeveig mov mapovsialovtol pe cofapn
veppikn dvoiettovpyia (kpeatvivn > 500 mmol / It) § onuovtkn Tvevpovikny aoppayic

(McGovern et al., 2023).

To MMF &ivan évag GAAog mBavOc mapdyovtog emay®yng VOECNG OTOV YPNCLOTOIEITOL LE
VYNAEG 0OGELS KOPTIKOGTEPOEW DV G acBeveic pe AAV mov dev amartovy Bepamneio kOaponc.
To MMF oyetileton pe vynAotepa emakoAovfo TOGOGTA LVTOTPOMNG, EMOUEVOS Bempeital
Oepaneio devTEPNC — YPOUUNG TTOL TPpoopileTar yio acheveic GTOVE 0TOIOVE AVTEVOEIKVLTOL 1|
PLITOVEAUT) 1 M KUKAOPOGQAUIOT, kaOdg kot ywo acBevelg pe yopnAdtepo kivovvo
vrotpomng (Yo mapddetypa, pe MPO — ANCA). O o16)0¢ g Bepoaneiog emaymyng vpeong
elvan 1 emitevén plog Pertioong ko otabepomoinong g veppikng Aettovpyioc. H vpeon and
RPGN vroompiletarl omd v amovcio 1 T Helwon TS TpmTEIVOLPIog Kot TNG OoToupiog,

KaBdg kot pe apvntikd anotedécpata ANCA (McGovern et al., 2023).
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Ogpoameio cuvTPNONGS TS VPESNS

Agdopévou 0Tl 01 VITOTPOTES elvan cvyvég oe acbevelc pe AAVY, kpivetar avaykaio 1 ypron
TOPOTETAUEVIG OVOGOKATAOTOANG. META TV emaywyn VPEOTG, Yio TN SaThpnomn TS VPESNS
N Oepameio TPOTNS YPAUUNS TeprlapPavet eite evioAEPia prrov&ipudunn gite kadnuepv omd
tov otopatog alabetonpivn. H prrovéipndumn oc Bepancio cuvtypnong (0,5 — 1 g kébe 4 — 6
UNVeES Yo, 2 £11) poTipdron Evavtt g alabelonpivng o acbeveig e vmotpomalovoa voco i
v6co PR3 — ANCA kot o€ evmabeic nhkiopévous. H avocokatacstaltiky Oepaneion cuvinbmg
ovveyiletat yio TovAdylotov 2 11, cLVNO®G e amd TOL GTOUTOG YOPNYNON YOUNANG dOONG
KopTiKooTeEPOoeW®V. H amdovpon g Bepaneiag avédvel Tov kivouvo vmoTpomng, e101KOTEPO
o€ TEPIMTAGELG emavepPdviong Betucov tithov ANCA petd and Ogpaneia emaymyns veeong,
apywns vécsov PR3 — ANCA, 16toptkod TponyoOUEVNS VITOTPOTNG, ELTAOKNG TOV ATV, TNG
pHTNG KO TOL AQOV Kot amovoiag cofapng veppikng ayyetitidag. H taktikn poakpoypodvia
napakolovOnon elvar amapaitntn yio v groyiotonoinon g toéudtntag mov oyetiletan pe
N QUPUOKEVTIKY] ay®Yyr], TV afloAdynon g opactnpldtrag g VOGO, TV aviyvevuon
TPAOUNG VITOTPOTNG KOL TNV AVIUETAOTICT) TOL ALENUEVOL KIVODVOL KOPOLOYYEIOKT|G VOGOL Kol

KaxonBelag Tov mapatnpeitan oe vTovg ToVg acBeveic (McGovern et al., 2023).

Ocpaneio VTOTPOTNG

[Tepimov 10 50% tv acBevav pe AAV Ba vrotpomidcovy evioc tov tpatev 7 etdv. H vocog
PR3 — ANCA oyetiletan pe peyaddTtepo Kivouvo voTpomng, o€ cLYKPLon Ue 1 voco MPO —
ANCA. Zg mepmt®OceES VEPPIKNG LIOTPOmNS, N Proyia veppov elvar ypnown yuw v
emPePainon g evepyol vocov. H Bepaneia mpdg ypopupung etvar n eraveicaywyn vyming
d00MG KOPTIKOGTEPOEWMOV Le prrovéuaunn, wwitepa o€ acbeveis otovg omoiovg €xet
TponyovpeEvmg yopnynbel kvkiopwoeouidn. H vynAdtepn ocopevtikny ékbeon oty
KUKAOQOS@apion avédvel Tov kivovvo kakonelog (1dtaitepa ToV Kapkivov NG ovpoddyov
KOGTNG), Kol ¢ €K TOVTOL, Ba tpémel va Aappdvetal veoyn otav eEetdleTon 10 evoeYOUEVO
EMOVOLUUPOVOLEVOV GYNUATOV KUKAOPOCEALIONG Yo vToTpomidlovca vOGo. e acheveic pe
avlektikn voco (gite katd ™ ddyvwon N Katd tnv vrotpomy)) pmopel vo ypnoyomombet
oLVVOLACTIKTY Bepomeia e KUKAOQOGEAUION Kol prrovSiudun. o pikpég vToTPoTEG OTTOV eV
emnpeaovrol Khpla dpyava, 1 adENon TG SO0 TOV KOPTIKOGTEPOEWSDV 1) TPOSHNKN / aAloyn

d00omMg €vOG amd TOL GTOUATOG OVOCOKATACTOATIKOD mopdyovia (alabsiompivny, MME,
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pebotpelarn) umopet va glval emapkng, ov kot 1 pebotpeldn dev eivor ac@aing oe acHeveic

HE onuavtikn veepikn dvciettovpyio (McGovern et al., 2023).

O1 avOGOKATACTOATIKOL TAPAYOVTES TOV YPTOUOTOI0VVTOL GLVIOMC Yia T Oepaneia g AAV

napovotdloviat v cuvtopio otov Iivaka 1.
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[Tivaxog 1: AVoGOKOTOGTAATIKOT TOpAYOVTESG TTOV XPNOLLOTOI0VVTOL cUVROmG Yo T Bepaneion Tng AAV (McGovern et al., 2023)

Hapdayovrac Mnyoviopoc Aéon Hoapevépyereg
Aot poNG Stof3
Avmgheoviing rapiyovias scraontioon, ven consones ppon
[pedvilorovn OVOGTOAT] TOV TOAALOTANGLOGOD 1 mg / kg / nuépa (néyioto 60 mg) P 1?’ i ) W , PovS
, KOTOKPATNON VYP®V, VTEPTACT,
TOV AELPOKVLTTAPOV ]
KOTOPPOKTNG
Aolpmén, Katastodn Tov LoD TV
AMOMOTIKOG TOPAYOVTOG, 7,5 — 15 mg / kg, evéoprefing, 0TV, crsu?omm’, vavna, susrf)g,
, , , . , OLLOPPOYIKT KVoTiTdO, aA®TEKia,
Kvrkhopmopapion OVOLGTOAN] TG QVTLYPAPHG TOL TPOCAPUOGHEVO Y10, TNV NAIKI Kot TN ] , ) ,
, , , avénpévog kivovvog kakonOetag (1daitepa
DNA veppikn Aettovpyia (6 — 10 dooelg) , , , ,
KopKivov TG 0vpoddyov KOoTNG, £4v 1
cOPEVTIKN 600 gival > 20 g)
Ipo — @6 AMKOY
p(? paproKo HDKO(WWO Heov ®eponeio emaymyng veeong: 2 -3 g/
0&€0g, avaoToAn TG cuvbeong , . ,
, , nuépa, o 2 — 3 droupepéveg 00GELG , , ,
VOUKAEOTIOI®V YOLOVOGivTG, , , , Aolpmén, Katastoln Tov LLEL0D TV
MMF , B¢pamneio cuvtpnong g veeong: 1 — ) , ) )
0T0YEVLOVTAG GTOV , , ] 00TMOV, VaLTio, S1ApPoLa, TEPUTOYEVEDT
, 2 g/ muépa amd to 6TOUN OE 2
TOAALOTAAGIOGUO TV ) .
j dtopepéveg 600ELG
AELPOKVLTTAP®V
Aolpumén, KotaeToAn ToL HLELOD TMV
IIpo — papuaxo g 00TOV (101K G€ aVETAPKELL TNG S —
Alabetonpivn usplcamonoPpivng, OVOLOTOAN T,OU 1 -2 mg / kg aré to oTopa ;{seukorpavcs(pspdc’mg mg GSLOTEOUpLV}/ng),
KUTTOPIKOV TOAAUTANGLOGUOD, duappota, Toykpeatitido, nratotodikdTnra,
WOiTEPO TOV AEUPOKLTTAPDV KaxonBeia (U — peAavV®TIKOG KopKivog Tov
OEPLOTOC UE LOKPOYPOVIO. XPTOT))
Aot AT AOU
) L Méyiotn 660m 25 mg efdouadioimg (?luwﬁn, 1’<ar(’xcro 1 TOU Hve OD,T(DV
Avaroyo puAAKoD 0&€og, ] S o 0GTMV, VAVTiO, EUETOG, NTATOTOSIKOTNTA,
, , , (amd to oTOUA T} EVOOUVIKE) UV 5 mg , ] )
MebBotpe&dtn OVOGTOAN TNG oVVOEo g TV L, , TVELUOVITION, TEPATOYEVEGT], VEQPIKN
i . | @VAAKOV 0&E0¢ efdopadiaimg (og i ) ) )
Baoewv movpivng Ko woprudivig L ATEKKPLOT], AVTEVOEIKVLTOL EAV 1 KPEOTIVIVY|
SLOQOPETIKN LEPQ) . .
0po? gtvar > 150 micromol / 1t
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MovokAmvikd avticopa anti —

O¢pamneio emaywyng vesong: 2x 1 g
evooprefing pe drapopd 2 gfdouddwmv

Aolpwén, avtidpaon &yyvong,

0VOETEPOPIAMV

oTOHO

Prrov&ipapmm CD20, eEaviinon B — KuTtipov n4 x 375 mg / m? sBSol,L'aSuxicog onSersponsv’ioc, vnoyau’ua(stpmpwa’mia,
®gpamneio cvvtpnong s veeong: 0,5 eEaobevnuéveg anokpioelg epporiov
—1 gxéBe 4 — 6 pveg yua 2 €
Avactohéag Tov vodoyéa CSa, 30 mg 560 Qopéc TV MEPQL omd To
ABaxomdvn OVAGTOAN TNg Ynueotaiog Tmv [MBovn dataporyn TG NIATIKNAG Agttovpyiog
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1.5.1.7 Ilpdyvawan

H veppum mpdyvmon kot 1 emiPioon tov acbevovg eEoptdvTon amd TV £KTOCT TG VEPPIKNG
avemdpkelog katd tn dwdyvoon. Ta tpéyovta BepamevTiKd GYNUOTO ETITPETOVY TOCOGTA
vepeong 80 — 90%. Qotodco, n Bvnopdra 6to TpdTo £10G ToL 10% efaorovBel va vapyet,
Koplmg Aoyw g to&ikotntag ¢ OBepameiag. H xukhopwoeopion kot ot vyniég 66celg
KOPTIKOGTEPOEW MV GYETILOVTAL [LE VYNAL TOCOGTA AOIUMEEMY KO LITOYOVILOTNTA. AVGUEVT
amoteAéopato epeavifovtar cuvnbmg oe dtopa mov mapovoidlovv kpeatvivny opov < 500
micromol / litre, pe 10 90% va emPrdvetl aveEdptnta Tng vePpikng Asttovpylog. Xe acbeveic pe
TPOYOPNUEVT] VEPPIKT] OVETAPKELX, | BvnondtnTa £vOG £ToVg ayyilet o 25% Ko 1 Tpdodog
oe ESKD 10 25 — 50%. H veppw) 1otoroyia uropet va mpoPréyet v emPioon oe anovoio
ESKD. Ot ac6eveig mov dtatnpotv > 50% @uc1oloyikd orelpdpato Tapovstalovy KoANTeEPN
Set veppikn| emPimon, evod avtol pe > 50% onepdpota pe ckANpvvon mopovctdlovy mo
dvopevn Setn veppkn emPioon. H mpowun dibdyvoon kot 1 Pertiotomoinon g xpnong
SLUPATIKOV TOPayOVI®V, KaODS Kot 1) xprion vedtepav Bepaneidv, odnyel o€ PEATIOCEL GTNV

emPioon kot otov kivovvo mpoddov oe ESKD (McGovern et al., 2023).

1.5.2 Ayyeiitida pe avticopoto Evovtt TG PaciKng GTEWPAATIKNG LERPPAVIG

1.5.2.1 Opiouog — Emionuioroyio.

H ayyeiitida pe aviioopata Evavtt g Pacikng onepapoatikng pepPpavng (anti — GBM) givan
po. vOooG T®V WIKPOV ayyeiov mov mepAapPavel To CTEPOUOTIKA TPLYOEWN ayyeia
TPOKAADVTOS TAXEMS TPOOSEVTIKY] VEQPIKY OVETAPKED 1 / KOL TO TVELHOVIKE TPLYOEON
TPOKOAMVTIOS TVELHOVIKY owpoppayia. H  tovtomoinomn twv  kukho@opolviemv Kot
EVOTOTIOEUEVOV AVTICOUATOV EVOVTL TOV OVTLYOVOV NG Pactkng pepfpdvng etvar éva tomikod
evpnua otnv anti — GMB ayyetitioo (McAdoo kot Pusey, 2017). O 6pog «vdécoc Goodpasturey
YPNOUOTOIEITOL EMIONG YO VTN TN OlaTapayY], OTMS TEPLYPAPNKE Yoo TPMOTN Popd to 1919
a6 tov Ernest Goodpasture (Henderson, 2009). H enintwon ¢ anti — GBM ayyetitidog
e&akolovbel va elvar acapng, pe v enintwon otovg Evponaikovg mAnbuopong va givar < 1

avd ekotoppvplo TAnbvcopov / étog (McAdoo and Pusey, 2017).
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1.5.2.2 Aitiodoyixoi wapayovteg — [laBoyéveio,

H GBM eivai éva coumieypo popiov KoAlaydvov tomov IV, mov 10 kabéva amoteAeitor amod
TPUTAG EMKOELD TPOTOUEPT TV 0AVGId®V a3, 04 Kot a5. X anti — GBM ayyetitida, 0 616x0g
NG AVTOAVOONG amOKPIoTG EXEL TEKUNPL®OEl ¢ un koAdayovikdg (Non — Collagenous, NC1)
topéng g a3 aivcidac tov koAdayovov tomov IV (a3[IVINCI). H moapovsio avtod tov
OVTLYOVOL OTO OTEPOUOTIKA KOl KUWEAMOIKA TPLYOEWN UTOPEl VO TPOKOAEGEL VEPPO —
Tvevpovikd onuele kot cvopntopate (Gulati and McAdoo, 2018). Ot EA ka1t EB éyovv
TavTonom el g ot 6o KVPLOL EMITLOL TOL AVTOAVTICHOUOTOS EVTIOS TOL AVTOAVTIYOVOL, Ol
010101 TVTIKG ATOUOVAOVOVTOL EVTOS TV U — KOAAXYOVIK®V TOUEWDV TNG TPUTANG EAIKOG TOV
a3, 4 kot 5 aivcidov. EmmAéov, ta T — xOttapa cvppetéyovv oty naboyévela tng vocov. Ta
T — wottapa pmopel va mopéyovv KutTopouecoAafoldevn onelpopatiky PAAPN Kot to
onepapoatikd T — Aeppokdttapo pmopodv va PpeBodv oe deiypata Proyiag veppold mov

Aappdvovtar and aceveig kKatd v o&eia eaon g vocov (McAdoo kot Pusey, 2017).

1.5.2.3 Khvikd yopoxtnplotixd,

Ot acbBeveic ovvnBog mapovcialovion pe amdtoun Evapén oAryovpiag 1 avovpiog.
Emumpdobeta, pmopel vo mapoammpndel aipatovpio. Znv mpoypotikdtnto, T0 Mo GLYVO
ocountope (90% tov meputdce®V) ivar N Toayx®g TPOOdELTIKY| onelpapatoveppitdo. H
nvevpovikn oupoppayio eviomiletoar oto 40% g 60% tov acBevov, eved pmopel va
TOPOVGLOCTEL KPOTEPOG APOUOC TEPIMTMOGEWV LE LOVO TVEVUOVIKY dlatopoyn. Av kol
TVEVLOVIKT] aupoppayio pmopel va etvar pkpn, cuyva eivar cofopn kot ametAntikn yo ) Con

(Ralli et al., 2020).

1.5.2.4 Aicyvawon

H avayvopion tov aviicopdtov anti — GBM givor Oepelidong yio m didyvoon. Ag onuetmdel
OTL, TO. AVTICOUOTA UTopoLV va Bpebodv atov opd N evamotedeiéva 6tov 16Td e N XOPIg
évoeldn  koyeldwkng owoppayiog. To aviioopata anti — GBM  avayvopilovrot
YPNOUOTOIOVTOS EVEDUIKEG OVOGOAOYIKEG OOKIUES 1] TPOGOL0pIGHoVS PBopiopod (McAdoo
katl Pusey, 2017). H mo gvaicOntn dokyun eival 1o Western blotting, eved pio evoOAAOKTIKN
doxyn etvar 0 €upesog avocoPBoPIGIOG YPNOLOTOIDMVTOS PUGIOAOYIKO VEQPIKO 10TO, 0V Kol
pmopel va odMnyNnoel e yevdmg apvntikd arotedéopota. Eivar onpoavtikd vo vroypappuotet

ot 6Yed6v 10 10% TV TEPMTOGE®V dEV EKPPALOVY KUKAOPOPOVVTO OVTIGOUATO LE TOVG
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TOPUOOGLOKOVS TPOGOIOPIGHOVG. EMOUEVMS, Ol OPOAOYIKEG HeBddovg Oev Ba mpémer va
YPNOUOTOLOVVTOL OO UOVEG TOVS Y10, T OLAYVMOT], EOIKA OTAV LITAPYEL TPOCPAGIUOTNTA OE

detypa veppov (Gulati and McAdoo, 2018).

1.5.2.5 O¢paneio

H Swyeipion yio v amopdkpovorn tov Tafoyoveov ovToovTIcOUITOV Teptlaupdvel v
TAOGLOPAIPEST], KOL Y10l TOV TEPLOPICUO TNG TEPULTEP® TOPAYWOYNS CVTOOVTICOUATOV KOl TOV
TEPUOTIONO TNG  QAEYUOVIG TOV  OpYOveV T  YOPNYNOYN KOPTIKOGTEPOEWOMV KOl
KuKAopwoeapiong (Rovin et al., 2019). H avocompocspdpnon umopet va aivetor kaAdbtepn
Yy TV amofoA] TV TaHoyOVEOV CVTOOVIICOUATOV OO TNV OVTOAANYY TAAGUOTOC, OAAA
ypnowonoteitor povo oe pikpés oepég (Biesenbach et al., 2014). Emnpocheta, opiopéveg
peAéteg €yovv mpotelvel TN YPNON  PLTOLEWAUTNG, HVKOPOIVOMKNG HOPETIANG Kol
KuKAooTopivng mpdcheta ¢ Khaotkng Oepaneiog (Touzot et al., 2015), evd oe emAeypéveg
TEPIMTOGELS Umopel va, amaitnOel vTooTPIEN 0pyavmVY, OT®S Yo TapPadELlyra apokdbapon.
Ot ev MOy Bepameies (TAAGLOQAIPEST], GTEPOELDT KOl OVOGOKATAGTOATIKOL TOPAyOVTES) £)EL
detyBel OTL BEATIOVOLYV GNUOVTIKA TV TPOYVAOGT), LLE TO TOC0GTO SETOVG emPimong va Eemepvdl
10 80% Ko Ayotepo amd to 30% tov meputtdcemv vo amortel pokpoypovia Bepomeio
kdBapong (Ralli et al., 2020). ITapaAinia, n vrotponn eivar acvvnBioT) Ko epeavileton og <
3% tov acBevov. H vrotpom) cuvdéetal [Le TOVS VOPOYOVAVOPOKES KOl TOV KATVO TOV
TGLYAPOV, Kol MG €K TOVTOV, 1) TPOANYN AVTAOV TOV ToPayOdVTOV Kvodvou eival amapaitnt

v 1N 6oty oyeipton (Gu et al., 2016).

1.5.3 Kpvoopoiptvarpikn ayyetition

O xkpvocoapiveg (Cryoglobulins, CGs) eivor avticopato mov koabildvovv in vitro og
Oepuokpacieg < 37°C wor dwwhvovtor petd v emoavodépupavon. H kpvooeooapivorpukm
ayyetitoa (Cryoglobulinemic Vasculitis, CV) givat pia popen| ayyeutidog mov tpokaieitor amd
mv evanobeon CG ota apopdpa ayyeia (Desbois et al., 2019). H ta&vounon tov Brouet, pe
Bdon v mapovcia avocosEAPIVAOYV, KATNYOPLOTOLEl TNV VOGO Gg Tpelg voTtvmovs: (1) v
Kpvooseapvorpion tomov — I mov mepthapPdvel povokAmvikég ovococ@opiveg, cuvnOmg
avococ@apivn M (Immunoglobulin M, IgM) kot Aydtepo ovyvd IgG 1 IgA, (i1) v
Kpvoopapvoio tomov — I won (iii) v Kpvocseoaipvaipio tomov — III, ot omoieg

KaTNyoplomolovvion ¢ MKTES Kpvoopopivaipieg (Mixed Cryoglobulinemia, MC), kafmg
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nephapPavovy dvo tHmovg avocoopaptveav (cuvibwg IgG ko IgM). H MC tomov — 11
TEPAAUPAvEL v TPOTLTTO LOVOKAMVIK®V KOl TOAVKAMVIK®OV 0vosoopoptvev, eved 11 MC

tomov — I meprapPfaver molvkhovikés IgM kan IgG (Ralli et al., 2020).

H xpvoocoaipvarpio tomov — I aviimposmnedetl oyedov to 15% tov nepmtocewv CV kot
oxetiCetar ovyvd pHe pHOVOKA®VIKY yoppomdOelon axkabopiotng onuaciog (Monoclonal
Gammopathy Undetermined Significance, MGUS) «xot pe Aep@OTOALOTAUCIUCTIKES
dtapayéc, 0TS To puédmua 1 to Aéueoua B — kuttdpov. H MC oyetiletar pe o1dpopeg
datapayéc, 101aiTEPA ALTOAVOGH VOSTILOTA, OTTMG TO cHVOPOUO Sjogren Katl 0 epLONUATOING
AOKog, KaBd¢ kot pe Aolpwén amd tov 10 ¢ nratitdag C (Hepatitis C Virus, HCV) 71
kaxonfeeg B — xuttdpov. Amd dAeg Tig kpvooparpvaies To 50 — 60% eivan tomov I ko o
30 — 40 % etvon tomov 111 (Silva et al., 2019). Erniong, nepimov 10 10% tv neprmtdcewv MC
Bewpodvton Wronabeic, pe 10 106061t va avéhvetar 610 25% oe HCV — apvnrucovg acBeveig
(Desbois et al., 2019). Xvvoikd, n CV givar acvvBiot, oAdd 1 gpedvior| g pmopel va
VIOTIUN Ol AOY® TOV SUPOPETIKAOV KAMVIKOV CUUTTOUATOV oL oV givar €10kd yio CV. Ta
VEQPIKE GUUTTOUOTO GLVNO®MG avomTOGoOVTAL KATd Tn OldpKelo 1 Alyo HETA Amd TIG
OepUOTIKEG  €KOMAMGELS Kot  Tapovcstalovior pe mowkilovg Pabuods  HKPOGKOTIKNG

apatovpiog, veEpTaong, TpoTeivovplag kot veppikng avemdpkelag (Ralli et al., 2020).

O emmolacpog €xel ektiunBel oe oyeodv 1/100.000 dropa, gaiveton mo cuyvr o€ acbeveig
niiog 45 — 65 etdv, pe vynrotepn enintwon o€ yvvaikeg (Terrier et al., 2013). H Bepaneia
G CV e6T1dlel 0TO VTOKEIPUEVO GUUTTMOUATO KO TPOYLOTOTOLEITOL LOVO GE CLUTTOHATIKOVG
acBeveic. Ov emhoyég Oepameiag meprlapPdvovv otepoetdr], OoAdopion, Aevoildouion,
Boptelopiumn M aAkvlwtikods mapdyovieg yuoo acBeveic pe poéhopa. Xe acbeveic pe
poakpoceopvarpio Waldenstrom, n Poprtelopipnn ypnowonoteitor cuyvd g Bepomneio —
npotg Ypouune. H Bepaneia g IgG MGUS meptlapfavel gapproka Tov HUEAMDUATOS, EVOD M
Oepancio e I[gM MGUS mepihappaverl ™ prrov&ipndumn. TEAoc, 1 aviodloyn TAGGUATOC
TPOoOoPIleTOL Y10 TEPUTTAOGELS UE GOPAPES VEQPPIKEG EKONAMOELG 1] EKTETAUEVT] VEKPOGCT TMV

Kdto dxpwv (Muchtar et al., 2017; Sidana et al., 2017).

1.5.4 Ayyetitida avocosparpivng A / ITopevpa Henoch — Schoenlein
H ayyetitida avosoopaipivng A (Immunoglobulin A Vasculitis, [gAV), yvoot Kot oG mopeipa
Henoch — Schonlein, sivor pio pAeypovaomg kotdotoon mov emnpedlel piKpd apo@dpa

ayyeia, eAePiowa 1 appidwa (Heineke et al., 2017). Eivon o mo cvyvdg TOmOC modtortpikng
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ayysutidog, n oroia eivar cuviBwg KaAonONE Kot avTomePLOPLOUEVT), EVED GTOVG EVIAKEG Etvor
acvvNOoT, aAAd cuyva yopaxtnpileton amd Toyeio kKAMvikny tpoodo (Gonzalez — Gay et al.,
2018). H enintwon g IgAV katd v moudwkn nikio kopoiverot amd 3 éog 28 avd 100.000 /
€106, Kuping petald twv nukiov 4 kot 6 etov (70 ava 100.000), evéd otov eviAiko TANOLGHO,
n ovyvotnta gpedviong givon mepimov 1,4 avd exotoppdplo evihkeg (Watts and Robson,
2018). H évap&n g IgAV otoug evihikes eivor mo cuyvr| 6toug avopeg (62%) kot £xetl peom
nAia évopéng ta 51 €t (Audemard — Verger et al., 2017). H IgAV ekdnidveton 6o 95% toov
TEPIMTOCEWV UE deppatikd e&dvinua. Ent mAiéov, n dwtapoyr epgoviletar pe po Tomky
TPLIO0. CUUTTOUATOV TOV APOPOVV TO HVOCKEAETIKO, VEQPPIKO KOl YUGTPEVIEPIKO GVGTNLLA,
eV MyOTtEPO GLYVA Umopel vo TEPIAAUPAVEL TO OVATTVELGTIKO 1 TO veELPIKO cvuotnua. Ocov
apopd ta veppd, 1 veppikn TpocsPoin (veppitida IgAV), etvar cuvnlwe acvUTTOUATIKY KoL M
LIKPOGKOTIKNY optortovpio €ivat To o cuyvo onueio e avdivong ovpmv akolovbovpevn and
mv mpoteivovpia pe amovcio ownuatog (Ralli et al.,, 2020). Ot katevBuvtipleg odnyieg
npoteivouy TN YpNomn omd TOL GTOUNTOS GTEPOEWMV Yo NMIEG HOPPES, GTEPOELDN GLV
alafelompivny M HUVKOQOIVOAMKN HOQETIAN 1 KUKAOQ®GEAUION Yo HETPLEG HOPPEG Kot
OTEPOELDN GLV KUKAOPWS PO Yo coPapéc poppég IgAV (Oni ko Sampath, 2019).

1.5.5 YROGUUTANPOUATOUIKT] KVIOWTIKY oy YEUTION

H vrocvpninpopotopikn kvidmtikn ayyeuitida (Hypocomplementemic Urticarial Vasculitis,
HUYV), mov ovopdletan emiong kot anti — C1q ayyetitida, etvor piot 0vtodvoot) KaTdoTos IOV,
EKTOG amd CLOTNUOTIKG onpeia, yapokmpiletor omd  HoKpoypoOvie Kvidwomn e
VTOGLUTAN pOUOTALLLiN, OO oTEpapatovePpitda, apbpitda / apbparyia, payoeiditida N
vrotpomalov kotmakd dAyog (Ozen et al., 2010). Ot Tvevpovikég eKONADGELS, OTWS YPOVIX
amoppaktikn Tvevpovorddsio (Chronic Obstructive Pulmonary Disease, COPD), eivat cuyvd
TOPOVCEG KOl OVTITPOCMTEVOVY Uil CNUOVTIKN ottic voonpotntag Ko Ovnootntag. Agv
VIdpyoLvV StBESI LoVadTKE dedopéva emmoAlacpov kot exintwong e HUV. Mo coundwkn
peAétn mov 01eényon peta&y 2000 ko 2015 og oyedov 1,5 exatoppvplo ATopa aveéQepe LOVO
16 acbeveic pe HUV, xupiog yovaikeg. Xe oot T peétn, n ovyxvotnta epedviong nrav 0,7
vl eKaToppdp1o, Yopig ouykekpiévn nAkiaky tapaiiayn. H péon niio Evapéng nrav ta
51 étn, t0 M0c006T0 S€T0V¢ eMPiwong Ntav 92% Kot to Tocootd 10eT00g emPiwong Mrav 83%
(Sjowall et al., 2018). AcBeveig Tov omolwv ta eminedo GLUTANPOUATOS OPOV TAPAUEVOVY
@uoloAoykd cvvnBwg mapovstaloviol pe avtomeplopllOpevn dloTapay] Kol OTOLTOVV

erdyiot) M kaBoAov Bepameio. To avtuoctopvikd givol 10 TPOTILAOUEVO GAPHOKO Yo TN
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Oepancio acOevdV e OEPUOTIKES EKONADGELS, EVM TO LT GTEPOEION AVIUPAEYLOVDOT PAPLLOKOL
(Non — Steroidal Anti — Inflammatory Drugs, NSAIDs) pumopovv va ypnoipomombodv yuo tnv
CUUTTOUATIKY avakoveion g apbpadyiog. H veppikn mopovcioon sivar cuvibmg nocovog
onpaciog, oAAG propel va yperaotel Oepaneio KaBapong. And v dAn TAevpd, 1| ATEANTIKY
vy ™ (oM TPOSPOAN TOV TVEVHOVIKAOV 1] GAA®V 10TOV amortel e101kEG Oepameieg Kot Evrovn
avocokataotoAn. Katd cuvéneia, n dwoyeipion g HUV mpénel va eEatopkevetol avaroya

He T1g KMvikég exdnimaoelg tov acBevn (Ralli et al., 2020).

1.6 Ayyelitioa petafintov ayysiov

1.6.1 Nocog Behcet

H véoog Behget (Behcet Disease, BD) givot pio suotnuotikn oyyetitidoo pe pacelc EEapong Kot
Veeong, dyvootmg aitoroyiag. H acBévela meprypaonke yoo mpdtn @opd amd tov Hulusi
Behget to 1937 (Alpsoy, 2016), kot yopaxtmpiletor amd emavorapfovopevn epedvion
OTOUATIKOV a@BmOdV eAk®dVv, 0BoAKOV PAABOV Kol EAKOV TOV YEVVITIKOV OpYAvVOV.
[Ipdcbeta yopaktploTikd TEPLaUPBEVOLY KapdloyyELOKES, VEVPOAOYIKES, OEPLOTOAOYIKES Kot
yootpeviepkég ekdnAmaels (Greco et al., 2018). H BD éyet pelembei o moAhovg minbucpoig
Kot ToPoLGAlel LEYAAN SOKOUAVOT), LE DYNAOTEPO TOCOGTA VO GLVOVIOVTIOL GE YDPES TNG
Avatolkng Mecoyeiov. O maykoouog emmoAacuodg eivor 10,3 / 100.000 dropa, o
OLYKEVTPOTIKOG emmoracpog eivarl 119,8 / 100.000 karoikovg otnv Tovpkia, 31,8 / 100.000
Katoikovg otn Méon Avartoin, 4,5 / 100.000 katoikovg otnv Acia ko 3,3 / 100.000 kotoikovg
omv Evpdnn (Maldini et al., 2018). Ztig Evponaikég ydpeg, vymAotepog mmolaciog
evtomiletar ot votoe Evpann, vroompiloviag 6t 1 BD elvar omopadikn petald tov
mAnBvopov Bopelosvpomaikng kataywyne. H yevetikn mpodidbeon g BD €xet e€etaotel kot
&xet avapepbet 6T oyetiCeton pe to HLA B*51 (Wallace, 2014). H kolykivn givor n Oepameio
TPMOTNG YPOUUNG Yot PAEVVOYOVOOSEPUATIKES EKONAMGELS, TAPOLO AVTA OV LILAPYEL KopLiol
EVOEIEN NG OMOTEAEGLOTIKOTNTAG TG 0€ oTopaTikd EAkn. H wtepeepdvn (Interferon, IFN) —
o — 2a, n alaBerompivn kot ot avaoTtoreig Tov Tapdyovta vékpwong 6ykov — o (Tumor Necrosis
Factor — o, TNF — o) cuvictovtot yio evoodepuotikes BAGPeC Tov PAevvoydvov (Hatemi et al.,

2018).
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1.6.2 X0vopopo Cogan

To ovvopopo Cogan (Cogan Syndrome, CS) givor pio acuviO16T) GUGTNUATIKY OYYEUTIOON,
AyvooTNG TPOEALELONG, OV TEPLYPAPNKE Yo TPMTN Gopd to 1934. MeTo&d TV TUTIK®OV
onueiov meptlopfavoviot o oQOUALIKA Kot To aKOLOTIKA — aBovcaio cvuntodpata. To CS
emnpedlel kupimg veapovg evihikec. H évapén tng vocov €ykettor cuvinbmg o€ dtopa nAkiog
Kéto tov 30 g1V, yopig Wiaitepn emkpdtnon petabd Tov 000 ELA®V. Xt PipAoypagio
&xouv avaeepbel Myotepo amd 250 nepintdoelg Kot oyxeddv dheg mephapupavay Kavkdoiovg
acbBeveig (Iliescu et al., 2015). H dwayeipion tov CS npocappdletot oty KATdoToon TG VOGOV
Kol 6T0. GLUTTOUATO TOV acBevovs. Ta oPBaipkd copmtdpato cuvHBS avTamokpivovTol
KOAG e 0PBOAUKES GTOYOVES GTEPOEOMV 1| TOTLKN YOPTYNGON ATPOTIVIG, EVD GE TEPITTAOGELG
KOVGTIKMV GUUTTOUAT®V, GUVIGTATOL 1] YOPTYNOT CLGTNUATIKOV 6TEPoedV (1 —2 mg / kg

/ muépa tpedvitoadvn) (Ralli et al., 2020).
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Ke@draro 2: Xpovia ve@pikn vO60G 6TIS GUOTIUOTIKES Oy YELTIOES

2.1 Illog N ayyeuitidon ennpedlel TOVG VEQPPOVG

H ayyeiitido pmopel va emnpedoet coPapd ta veppd, Kupiowg HECH QAEYHOVIG TMOV
onelpopdTOV (ayyeion Tov EIATPApPOLY TO aipa ota veppd). H katdotaon avtn eivon yvoom
WG OTEPAUATOVEPPITION KOl UTOPEL VO TPOKAAECEL TPOTEIVOLVPiR KOl arpatovpio, KoOMOS To
OTEPAUATA YAVOLV TNV KOVOTNTO VO AETOVPYOVV omoTd. Ot KOPEG EMATOOEL NG

ayyeitdog ota veppd teptlapfavovv (Rowaiye et al., 2015):

1. Neppwr| BAAPN (omepopoTovepitidn): GAEYLOVY| TOV CTEPAUATOV TOV VEPPDV TOV
LELDOVEL TNV IKAVOTITO TWV VEPPDOV VAL PIATPEPOLY TO TAPOUTPOTOVTO KOl TO VYPA

2. Tlpmteivovpia kot opaTovpio: doppon TPOTEIVOV Kol Alos@opioy 6to 00Opa AOY®
BAGPNG TV omEpapdTOV

3. Neppwn averdapkea: cofapn PAAPN tov veppdv mov pnopetl vo amoitel Oepomeio
KGOapong N akdpHo Kot LETOUOGYELGT VEPPOV (GOPOPES TEPUTTMCELS Oy YEUTIONG)

4. Yméptaon: avénon g apnpaknig Tieons Adym g dloTapayng TG PONG TOL OiOTOG
KOLL TNG KOTOKPATNONG VYPOV KOl AALTOV

5. Ovpopio: GLGGOPELON TOPATPOIOVIOV GTO Oipa AOY® AdLVOUING TOV VEQEPOV Vo,

QUATPAPOVY OTOTEAECUATIKA TIG TOEIVEG

2.2 ZooTNRoTIKY) OYYEUTION KOl TOYEMS EEEMcoopevn
OTELPUNATOVEPPITION

2.2.1 llpotomadng cLGTNUATIKN yYEUTION

Onwg mpoavaeépOnke, ol mpwrtoyevelg ayyeutideg eivar omdvieg acOéveleg mov GuviHBmGC
TPOGPAAAOVY TOALATAG CLGTHHOTO OPYAVAV, YapakTNPilovTal amd EAEYUOVY] KOl VEKPMO
TOV po@opmv ayyeimv kot Ta&vopobvtol cOUeoVe HE To péEyeBog Tov EUTAEKOUEVOL
apopdpov ayyeiov (IMivakag 2) (Jennette et al., 2013). H mo wowvr vmoopddo g
Tp®TOoTaohg ayyeltdag ival 0 VTOTOHTOG TNG AYYEUTIONG TOV HWKPOV oyyeiov, 1 AAV, n
omoia wapovoidlel emintwon 19 ava ekatoppvplo TAnBvcpov, e KopHewon v 6" kot 7"
dekaetio g Lone. H veppikn mpocPoin eivarl cuyvn kot epeaviletoar oto 80% twv acbevav
pe AAV. H veppir| ayyeutido avimpooonevel o cofapr] EKOA®GN TS VOGOV, TOL TUTTIKA

eEeMooetar oe nuépeg N efoopnddeg oe ESKD. H mpodyn avayvopion kot 1 Bepamneio givon
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{otikng onuaciag yu tn dtatnpnon e veppikng Asttovpyiog (Ilivaxoag 3) (McGovern et al.,

2023).

[Mivaxog 2: Ta&vopnomn g TpoTonadods GUCTNUATIKNAG oy YEUTIONG COLE®VA LE TO HEYEDOG TmV
apopopov ayyeimv (McGovern et al., 2023)

Epnhoxi) ayyeiov Yvoyétion pe ANCA

Mn - ovoyétion pe ANCA

Koxkiopdtoon pe molvoyystitido

(voxKimpdtwon Wegener)

Mikpd oyyeio MucpocKomK?ﬁ no?»uawstinéia
Hoowopuikn kokkiopdtoorn pe

moAivayyetitda (cvvopopo Churg —

Strauss)

Ayyeutido pe ovTIcOUOTO EVAVTL TNG
Boctkng omelpapaTikng HepPpavng
Ayyeuitido IgA (Henoch — Scholein
TopeHPa)

Mkt Boctkn Kpuooeapvoluio

Meoaio ayyeio

OLmdng moAvaptnpitidn
Noéoog Kawasaki

Meydro ayyeio

Iyoavtokvttapikn aptmpitida
Apmpitda Takayasu

[Tivakag 3: Awdyvoon ayyeutidog (McGovern et al., 2023)

‘Otav vrdpyer vroyia ayyelitidag 0o mpémer va Aapfdvovrar vwoyn Ta axérovla:

o  Aowméelg, kokonelo Kot ayyeUTIdn UITOPEL VoL ELPAVIGTOVV LE TOPOUOLN CUUTTMLOTO

H RPGN kot Oetikd omoteréopoara ANCA pmopel vo ep@oaviotodv o€  AOLUMOOM
gvookapditida, kakonbela kot Aoipwén and HIV

O1 KOKKIOUOTMOES KATAGTACELS, OTMS 1| GLUATIOON Kol 1 GOPKOEId®OTN, UTopovv va
U000V TNV KOKKIOUAT®OON UE ToAVvayYeLTIdn (KokKimpdtwon Wagener)

O1 Tvevpovikég BAAPES KoL 1) apoppayio T@V TVELUOV®VY UITOPEl Vo EIval AGVUTTOUATIKES,
EMOUEVMG €AV VITAPYEL VITOYia ayyelTdag Oa Tpémel va extedeotel akTvoypaeio Bdpakog
O e€etdoeig aipotog v ANCA, 1 katapéTpnon nocswopiiey, ta avitoopata anti — GBM,
0o dsDNA, ot kpvocaipiveg, ot avococpapiveg kar ta C3 / C4 eival ypioa yo
duakpion tov artidv g RPGN

H apatovpia, n mpoteivovpio Kot To ekpayeio epuOpmdv aOGEUPIOY TNV MKPOGKOTN O
00poV VTOdNAGVOLY otelpapaTikn apoppayia kot RPGN og acBeveig pe o&egia 1 o&eia mpog
xpoVIo veppikn AN

H Buoyia veppdv pall pe tnv onTIKN LIKPOGKOTIO KOL TNV HKPOCKOTIO, 0voGsopHopIGHov
glvar o1 Tomikég Paoikég dayvmoTikég dokypég yio v RPGN

O1 Mopméelg mpémel va, amokAgioviot Tpv amd v EvapEn ovoGoKUTAGTAATIKNG Oeparmeiog
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2.2.2 Awtieg g tor€wg eEEMOCOUEVNG OTEPAUATOVEPPITIONG

OMot o1 TOmOL ayyetitidog TV pKpoOV ayyeiov propei va tpokarécovv RPGN, av kot 1 AAV
etvar M mo xown ortio. H xkAvikn mopeion g RPGN mpoxvmtel amd pio xopoktnpioTikn
VTOKEIUEVT 1OTOAOYIKY] O1001KOGToL PAEYHOVIG TOV CTEPAUOTIKOV TPLYOEWMV Kol VMO0V
VEKpOONG, Tov odnyovv oe pnEN g GBM «kar e€mtpryoedn moAlomAaciacpd (emiong
YVOoTdg ©¢ oynuotiopnds muoeAnvov [Ewova 7al). H afloddynon 1ov  KAMVIKOV
YOPOKTNPLOTIK®OV, TNG TOPOLGIOS KOL TOL TPOTOTOV TMV OVOCOAOYIKMV EVOTODEcEDY OTA
omelpdpota Kot e oporoyiag g KukAopopiag Tov aipotoc (ANA, ANCA, avticopoto anti
— GBM, pevpatikol mapdyovteg, GUUTAN PO 0POV, KPLOGPApiveg) ival amapaitntn yio v
ta&vopnon kot ) ddyveon g RPGN (Ilivaxag 4). Ze nepurtdceig AAV, 01 0VOGOAOYIKES
evamobécels oto veppd amovclalovy, OMUIOVPYDOVTAG Mo EUEAVICT) «pauci — immune»
(Ewdva 7b). O mo omdvieg artieg RPGN mepidapfavoovv v anti — GBM ayyetitida, v
ayyetitoa [gA kot v Kpvoseapvarpkn ayyetitda (McGovern et al., 2023).

Ewova 7: (a) RPGN pe e&mtpryoetdn molhamroctacud (oynuatiopds nuoeAnvov), (b) «pauci —
immune» 6t VEQPE AOY® amovciag avocoroyikav evarofécemv (McGovern et al., 2023)
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[Tivakag 4: Awgpopikr ddyvmon e RPGN (McGovern et al., 2023)

AAN (R {
Néoo Opolroyia AlLreg OwayvooTIKES | Avoco@Bopiopig KoKKLbLOTa c n:ollio,“::):‘:foli T;"
5 ANCA doxipég VEQPAV " " 1l , THET0S
opyavav
Kochoud,m)csn pe , Apvirixoc (pauci Avti, ’m'm], X(iuu()g,
ToALAYYEUTION (KOKKIOUATOON PR3 > MPO - _ immune) Noat apBpdoelg, oépua,
Wegener) TIVEVLLOVEC, TEPLPEPIKA VEDPO
A ¢ i ApbBpd oé
MikpooKomik ToAvoryyettido MPO > PR3 - PYITTHROS (pauci O , PIPLICEL, gpu’a, ,
— immune) TVEVLLOVEC, TEPLPEPTKOA, VELPQL
Hcocswocplhmj KOKKlO,)},ldT(DGn ’ Apvirikoc (pauci Asieufx, napupspmfi vevpa, ,
pe moivayyetlitido (cVvVOpopo MPO > PR3 Hoocwoeindia immune) Nat oti, poTn Kot Aapog (pvikol
Churg — Strauss) TOADTTOOEC), LVOoKAPSiTION
30% Betu .
. Avti ti— r 1 1gG
Anti — GBM ayyetitida (emdioyn pe VHOWH ant POLIEN 78 On Ayloppayio 6TOVG TVEDLOVESG
GBM ot GBM
AAV)
K i C3
Mkt Bacikn , poocpatpime, . IgG, IgM, IgA, ) Aépua, apBphoerc,
KpvoceapvorLio 100% apvnzuch C4, pevnotoediig Clq, C3,C4 Ox TEPLPEPIKA VELPOL
pvocoaiptvatp TapéyovTac q, L5, pLpep p
Ayyetitida IgA (H h —
Szgf)g;ir?nip(p(bpj;oc 100% apvnrtikn - IgA O Aépua, évtepo, apOpaoelg
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2.3 ANCA ayyeuition

H AAV gival o omdvio GuoTNHOTIKY 0uTodvoon vOGog Tov emnpealel Kpol m¢ pecaion
peyébovg ayyeio kot yopoknpiletol amd oVTOOVTICOUATE EVAVIL TOL KUPLOV GTOYOL TV
TPOTEIVAOV TOV OVOETEPOPIAMV* TNG AEVKOKLTTOPIKNG TpwTeivaons — 3 (Proteinase 3, PR3) kot
™ pverovmepoledaong (Myeloperoxidase, MPO) (Kitching et al., 2020). H AAV
TEPAAUPAVEL TPEIG KAVIKA OlOKPITEG OHAOES: TNV KOKKIMUATMOYN HE TOALAYYEUTION
(Glanulomatosis with Polyangiitis, GPA), v pikpookomiky] moAvayyetitioa (Microscopic
Polyangiitis, MPA) kot tqv noocwvo@iliky kokkKiopdtoon pe molvayyeutido (Eosinophilic
Glanulomatosis with Polyangiitis, EGPA) (Almaani et al., 2021). Yrdpyet 2,7 opég avénuévog
kivovuvog Bvnopdmrag omd oleg Tig artieg petald tov acbevov pe AAV g cOykpilon e TOV
vevikd minBovopo (Tan et al., 2019). Av kot o1 kapdlayyelakés TadNoeLg Kot 01 AOUMOEELS etvan
ONUOVTIKOl Topdyoviec mov cupPBdriiovy Gtov mpdwpo Bdvato, n apylKy TAPOLGIN Kot N
cofapdmTa TG VEQPIKNG GLVCAEITOVPYIOG EIVOL Ol TTLO GNUOVTIKOL TPOYVMOTIKOL TOPEYOVTES

Bvnowotrog (Solans — Laque et al., 2017).

2.3.1 Enintoon g xpovios veppikns vosou otn tpoyvacn g AAV

H ovyvomrta kot n cofopdmra e veppikng tposPoArng O10pEPouV avarlOYa LE TOV KAVIKO
eowvotumo kat v oporoyio tov ANCA. Iloapd 1t Peitioon tov mpooeyyicewv yio v
TPOKANGN Kot TN ST )pnon NG VPECNS, TO TOGOGTO VEPPIKNG VOGOoL TeEMKoV — otadiov (End
— Stage Kidney Disease, ESKD) mapapéver vynio. AcOeveic e cvotuatikés poppés MPA
kot GPA, mov yapaxtmpiloviar amd mpocsPoin ToAAdV opydvav, tapovsialoviar pe MPO —
kot PR3 — ANCA «ot pe veppikn mposforn mepimov 90 — 100% ko 50 — 80%, avrictoya
(Kitching et al., 2020), ev®» ot acBeveic pe EGPA €yovv onuaviikd yopnAdtepo mTOGOGTO
veppikng mpooPorng (=25%) (Kronbichler et al., 2020). Tvmwkd, ot acBevelg pe AAV
TapoLcslIlovy  KAWVIKY  €KOVA  Toy€wG  €EEMOGOUEVNG  GREPOUATOVEPPITIONG Kot
avtipetonilovv tayeion EKTTOON NG VEEPIKNG Aettovpyiag, mov amoutel dpeon évapén
Oepameiog dloTpNoNg TG VEPPIKNG AELTOVPYIOG Y10l TNV OIOPLYT TG TPOAOOL TNG VOGOL GE
ESKD (Odler et al., 2023).

Eivar gvpémc avayvopiopévo 0Tt 11 EKTTOOT TNG VEQPPIKNG AETovpYiog KATO TNV OpYIKn
napovcioon oyetileTon pe ™ petdfoon arnd v o&eio veppikn PAAPN ot xpdvia vEQPIKT VOGO
(Chronic Kidney Disease, CKD). Emopévog évag Pacikcdg Bepamevtikdg otoxog eivar  m

avaoyeon g TPoOdoL NG VEPPIKNG PAAPNG Ady® evepyol ayyeutidog, Kot ¢ €K TOVLTOV, N
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eMiteLéN TG OMOKATAGTAONC TNG VEQPIKNG Asttovpyiag. Eva epyaleio yia tnv mocotikomoinon
™G VEQPIKNG aviamokplong eivor {oTikng onuoaciog Oxt povo ywoo tnv a&loAdynon g
OepameVTIKNG OVTOTOKPIONG, OAAG KO Yo TV Topoyn KaBodNyNnong yio LEAAOVTIKEG KAVIKEG
dokyée. Qotdco, M ovoyétion Tov  Pabpov avdkopyng pe  Ppoyurpdecpo ko

paxponpofeopa aroteAéopata amortel akpipeic opiopovg (Ewkdva 8) (Odler et al., 2023).

Renal response in ANCA-associated vasculitis

-
Assessment

Definiton (real-time vs. prediction)

@ Traditional biomarkers

Y O

Serum ANCA Hematuria
creatinine + proteinuria

@ Novel biomarkers

Sustained low

eGFR

e
Y

A% [ slope

) Renal
Kidney =

= = replacement response ( & A% ) 2 ”i

ey surrogate markers thera| \ o Sl i
« eGFR Py XY g agiull [
JEemaftii | 0 W o S e S S S S RO
« Proteinuria Testing existing Multiomics
« Histopathology Death from markers discovery
* Biomarkers kidney failure | | [TTTTTTTTTToITTTooTTommTommoommeomooomees
*« BVAS @ Histopathology

""""""""""""""""""""" Baseline
Datasets @ /' classification
« Clinical trials Kidney \
« Real-world data transplantation = bRiir;Jz;\ted Atificial
intelligence
J

Assessment of kidney outcome

Short-term — : : Assessment of end-points?

Time (months)

Ewova 8: Optopdg kat a&toddynon g veppikng omdkpiong otnv AAV (Odler et al., 2023).

2.3.2 Neoppikn anokpion otn AAV

21t AAV €yovv ypnoiponomBet dtdpopot opiopol g kKAvikng anokpions. H otabepomoinon
TOV EMIEOOV KPEATIVIVIIG OpOV KOl 1) EMIALON NG VEQPIKNG atlpatovpiog Bewpovvial wg
deiktec eAéyyov ¢ eAeypovig TV veppmv. Ot katevBuvinpieg odnyieg tng Negpukn Nocog:
Beitioon tov Ioykéocpuwv ExBdacewv (Kidney Disease: Improving Global Outcomes,
KDIGO) (2021) mepi kAvikn TpaKTIKNG Yo T Sl EIPLon TV GTEPAPATIKOV TadncemVv opilet
™ VeepIK Vepeon ¢ otabepd 1 BeATioUEVo exTinOUEVO pLOUO olEPARATIKNG S ONnoNg

(estimated Glomerular Filtration Rate, eGFR), evd n mapovacia aipatovpiog kot mpmteivovpiog
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umopet va BewpnBodv ¢ deikteg evepyod vOGoU 1 xpoviog Tapeyyvpatiknig PAaPne (KDIGO,
2021). Ao v dAAn TAevpd, ot doKiun “Prrov&uaunn yio tn Oepaneio thg Kokkiopdtwong
Waneger kot g Mikpookomikng [ToAvayyetitidag” (Rituximab for the Treatment of Wagener’s
Granulomatosis and Microscopic Polyangiitis, RAVE), n onoia emikevipdbnke o€ acOeveic pe
AAV kot veppikn TpocPoAn, 1 veppikn Deeon opiotnke o¢ otabeponoinon 1 Pertioon Tov

EMMES®V KpeATVivig opol kal vroympnon g opotovpiog (Geetha et al., 2016).

2.3.2.1 Xpovixd onueio. aci0ddynon tov axoteléouarog

H a&oroynon tov tehkdv onpeiomv mowkidiet petald tov peietdv. Mia tpipnvn émg e&dunvn
a&lohdynon g SpactnpldtTag TG VOGO ¥pNnoyLonoteital cuviiwmg yio T Slepevvnon TG
OTOTEAECUOTIKOTNTAG TOV TOPAYOVI®OV TOL TPOKOAOVV V@eom, m omoio o mpémer va
nepthopPdvel dtapopéc oty taxhTNTa SPAoNg TOV JPOP®V BEPATEVTIKOV TOPAYOVI®OV
(Gopaluni et al., 2019). 'Evag tétoto¢ mapdyovtag eivor | prrov&ipdunn rituximab (Rituximab,
RTX), ko1 1 yevikn memoifnon eivor 6t1 m évapén g dpdong g eival mo apyn o€ cHykpion
pe v kukAopwoeapion (Cyclophosphamide, CYC) 1 ta yAvkokoptoedr| (Glucocorticoids,
GCs) (Kronbichler and Jayne, 2015). Qotoco, ta GCs e cvvdvaoud pe m RTX €xovv
TapOUOl. KAVIKY oamotedecpatikoOtnto o€ aobevelg pe AAV pe veppikr| mpocsfoAr|, o€
ovykpion pe ta GCs oe cuvovacud pe  CYC (Farrah et al., 2021). EminAéov, o acOeveig pe
coPapn AAV, n mpowyn andcvpon tov GCs pmopet va elvar e€icov amoTeAEGHATIKY GTNV

veeon, Onwg n Tpotuan epovrida (Pepper et al., 2019).

> Sokun AD VOCATE, oo0gveic pe veppikr; voco kot eGFR <30 ml / min / 1,73 m? kot
mv évapén mov Erapav afokomdvn Tapovsicocay EAAPPDS KABVOTEPTUEVT ATOKATACTACT] TNG
VEQPIKNG Asrtovpyiog apécms HeTd TV Evapén tng Bepaneiag, 6e GUYKPIOT LE TV OUAd TNG
npedvilovng. Qotdco, 1 1010 opdda onueiwoe peyardtepn Pertimon tov eGFR 1600 oT1g 26
000 ka1 ot 52 gfdopnadeg mapaxorovdnong (Jayne et al.,, 2021). Avty n moapatipnon
apeopntel v dmoyn 0Tt amoutovvtar vyniée dooelg GCs yoo v avoyoition TtV
QAEYLOVAOIDV 00MV TOV 001 YOV GE EMOEIVOGT NG VEPPIKNG Agttovpyiag. Eivar onpovticd
va onuewwbet 611 To C5aR 1, 10 omoio givar 0 61dy0¢ ™G afakondvne, otnv AAV exppaleton
and  OpKETOVG PacIKOVG UECOAUPNTEG TNG QAEYHOVNG, OGULUTEPIAAUPOAVOUEVOV TV
HOVOKLTTAP®V, TOV HOKPOPAY®OV KOl TV 0VOETEPOPIA®V, Kol avTd Umopel va eEnynoet v
KOADTEPT SVVATOTNTO OVAKTNONG TNG VEPPIKNG AElTovpYiag e ovTd Tov Tapdyovto (Stewart

etal., 2019).
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2.3.2.2 Syetkduira. t)G 0moKoTAGTATHS TS VEPPIKIG AEITODPYiac

H Paocwm veppikr Aettovpyion eivor éva onuoavtikd 0épuo kotd tv aflohdynon tov
amoteleopudTmv. [IoAAEG Tuyaiomomuéveg KAMVIKES doKIUEG Exovv amokAeioetl acOeveic pe AAV
le o coPapn veppikn dvciertovpyia kotd v Evapén. H dokiun RAVE anékieioe acOeveic
pe kpeotiviv) opod >4 mg / dl (353,6 pumol / 1), mapodro mov Bpébnke oe avtovg TOVG doBeVEIC
napopota Pertioon tov péoov eGFR (RTX: +8 ml / min / 1,73 m?, CYC / AloBsionpivn
[Azathioprine, AZA]: +7 ml / min / 1,73 m?) peté and 18 prvec mapaxorovOnong (Geetha et
al., 2015). Avtifeta, ot dokyn RITUXVAS mov ovppeteiyov acbevelg pe AAV pe mo
TPOYOPNUEVT] VEPPIKT ducAelTovpyia TapatnpnOnke o péon avénon tov GFR xatd 19 ko
15ml/min/ 1,73 m tov 12° pva oe acBeveic mov éhaPav eite RTX 1 CYC/AZA, avtictoryo
(Jones et al., 2010). Opoiwc, otn dokiuy ADVOCATE mov mepihapfove acBeveic pe mo
coPapn veppikn dvcAettovpyia deiyOnke peyarvtepn Pertioon tov pécov eGFR og avtovg
tou¢ acbevelg, og ohykpion pe acbeveig pe kKaddtepn veppikn Asttovpyia (Jayne et al., 2021).
Avto deiyver v mBovotnTo MO £VIOVNG OMOKATAGTAONG TNG VEPPIKNG Agrtovpyiog o€
acBeveig e mo evepyd / coPapn epeavion g vocov katd v Evapén. EmnpdcOeta, n niwio
eoaivetor va Sadpopartiler  kaboplotikd poAo otV TPOPAEYN NG ATOKOTAGTAONG TNG
VEQPIKNG AelTovpyiog, He TNV avaKopy” vo givatl o éviovn og modloTpikovg acheveic kot
veapovg eviikeg (Calatroni et al., 2021). Ot aAloyég omn veppikn Aettovpyia mov €xouvv

napatnpn el o€ dbpopes dokipég cuvoyilovtan otov [ivaka 5 (Odler et al., 2023).
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[Mivakag 5: ZOvoyn tov aAlaydVv TG VEPPIKNG Aettovpyiog o€ acbeveig pe AAV ov mapatnpndniay o didpopeg dokiuég (Odler et al., 2023).

\% £ Exrti Mg
Kiviki doxpn , , , ’s'rpncn , Kﬂ,lmml , frirpncn
, i O¢gpoaneio (0oOeveig Métpnon OTOTELECLOTOS KOTE, APOVIKOD onpeiov OTOTELEGOTOS GTO
(ap1Opoc acBeverv
¢ AAV) LE VEQPPIKT| VOGO) 0TOTEALECLATOG ™mv apyIKi) T0V TEMOG TNG
" mapovcioon 0m0TEALECLATOG TapaKoLoVON oG
45 (28 — 64) évavt 44
TMokpkn £ : 3
CYCLOPS B * ;‘“:V” SOV”:‘ZTT‘OD ¢GFR (ml /min/ | 32 (15— 52) évavti 29 Hves (30— 63)
(n = 149) 025 zm" ve 1,73 m?) (18 — 48) o 40 (28 — 60) &vav 50
MYCYC MMF évavti CYC (n | e¢GFR (ml/ min/ 51 (29 —92) évavt 51 } ,
1 +4 +4
(n = 140) = 81) 1,73 m?) (31 -79) 8 witves 68+ 4 évavr 68
RITAZAREM RTX pewopevn évavat Kpeatwvivn opod
tomi d6om GC (n= | " nop 92,5 (37,1 - 472 4 yive 97,3 (42 - 542
T 000N unveg
(n=188) 88) (umol /1)
RITUXVAS RTX évavti CYC/ eGFR (ml/min/ | 20 (5—44) évavti 12 (9 12 whve 39 (20 —45) évavt 27
(n = 44) AZA (n = 44) 1,73 m?) ~33) HITVES (12— 47)
RTX ¢ Y
RAVE SVOVILEYCT | GER (ml/min/ | 41,4 £33 évavn 504 + , ,
(n=102) AZA (n=51 yw 1,73 m?) 13 18 punveg 49+3,4 évavti 57+£3 4
KGOe opada) ’ ’
MEPEX EvdopAéfioa MP Kpeoatwvivn opod | 718 (498 — 1.566) évovti , 198 (172 —225) évavtt
12 pnve
n=137 évavt PLEX mol /1 754 (500 — 1.669 HIVES 199 (177 - 224
W
PLEX évovtt pn — 327 (206 —491) évavt
PEXIVAS PLEX (n = 691) Kpeatwivn opod 336(209 - 495)
M P~ i )
(n="704) wmil,mg;;m gzgv(rri _ (umol /1) 320 (190 — 480) évavtt
N 69P) 335 (219 — 502)
26 £pSodde +2,9+1,03 évovt +
ADVOCATE TMpedvicovn évovtt | eGFR (ml/min/ | 45,6+ 2,36 évovet 44,6 HE58S 5,8+ 1,04
=330 ' 1,73 m? +2,42 +4,1+1,03¢ +
(n ) afakomdvn ,73 m?) , 52 epSopadec , . ;(EBI sovsavn
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-70+£9,5% £ —-63
312,2 (11 - 5.367) 26 £Bdopddeg i ;;V(y“v“
0
ACR ' 432,9 (20 — :
UACR (mg/ g) svown6 :63( 0 — T T——
' HAOES +9,8%
-64+£5,7% £ - 67
Avahoyia MCP— | 947,8 (160 — 6.525) 26 epdouadec i ? 98:/“”“
1 mpog kpeatvivn évavtt 983,8 (138 — = 2
i - 71 £5,9% évavti— 73
(pg/ mg) 6.145) 52 gfdopdideg . 6.0%
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2.3.2.3 Zofopotnto. veppikne vooou Kal Hoakporpobeaun éxfaon

Daivetar mpoeavég 6t ou acbevelg pe mo cofapn ko o&elo veppiky voco pmopel va
®@eANBovV amd o o embetiky OepamevTikn TPocEyyion, Onwg n TAacpaeaipeon (Plasma
Exchange, PLEX). Ztn doxyun PEXIVAS, ta didpeca enineda kpeatvivng opov ftav 3,7 mg
/dl (327 pumol / 1) xou 3,8 mg / dl (336 pmol / 1) yia Tqv opdda mov vroPfdrrovtoyv oe PLEX
Kot TV opdda — eEAEyxov, avtictorya. [lepimov to 30% twv acbevav glye eninedo kpeatvivng
opo¥ > 5,7 mg / dl (500 umol / I) | vroPA”OnKav oe Bepancia kaBapong. H ESKD ftav pépog
T0V TPMTELOVTOS cLVOETOV amoteAéopatog kot cuvéPn oto 28,4% kot 10 31,0% TV
nepmtcewv. To kKOHplo telkd onueio, petd and mepinov 3 £ mapoakorovdnong, £de1ée v
dupeon emidpaon g PLEX otoug TitAovg avticopdtov: éva 0epameutikd amoTéAEGO TOV
nopaTnpNONnKe amd o Tpde Kiodog otddia g Oepanevtikng mapéuPfaong (3 upveg) (Walsh
et al., 2020). EmmAéov, n doxyu MEPEX, mov nepilapPave acBeveic pe kpeoatvivn opod >
5,7 mg / dl (500 pmol / 1) katd v évapén, Bpike eniong wa guepyetikn emnidpaon g PLEX
omv ESKD otoug 3 ot 12 piqveg (Jayne et al., 2021). Zoumepoacuatikd, o opiopodg g
VEQPIKNG ovTamoOkpiong ot AAV mokiAlel PETOED TOV KAVIKOV SOKIU®OV Kol KOVEVH
TUTOTOMUEVO, OMOOEKTO HOVTELO Ogv LIAPYEL TOL va opilel v TPOPAeEYN NG VEQPIKNG
ékPaongc. 'Etot, 0 avtiktumog g amoKatdotaong g VEQPIKNG Asttovpyiog Kot 0 100vikdg

xpOvog (3 unveg évavtt 6 1 12 unveg) mapapévovy tpog a&tordynon (Odler et al., 2023).

2.3.3 Neppikoi O&ikTEC TOV YPNGLOTOIOVVTOL Y10 TV EKTIUNGT TNG VEPPIKNG ATOKPIONG GTN
AAV

2.3.3.1 Hopadosioxoi deiktec opod: Kpeatvivy koa Poduos omeipapomixic Suidnone

Av kot o taxeio abEnom g Kpeatvivig opol tpofrénet ypdvia veppikn PAAPN oe acBevelg
pue AAV, n ypnon Kpeotvivng opov €xel TEPLOPICUOVE. Apykd ivor dwaitepa petafANTN
HETOED TV atOp®V, KaOdg ennpedletol omd d1dPpopovs TAPAYOVTES, ETOUEVOS OTALTOVVTOL
emovoLlopUPovOlEVES UETPACEIS Yo TNV EMOANOELON UM QUGIOAOYIKAOV OTOTEAEGUATOV.
EmumAéov, n kpeatvivn) opov Bewpeitar Oyipog deiktng veppikng dvoiettovpyiog. Amd v
GAAN mAevpd, M extiunon Tov pvOpov orepapatikng omnong (Glomerular Filtration Rate,
GFR) elvar mo axpiPng, kabng meprhapfaver ailec petafintég (KDIGO, 2013). Emupdcbera,
v v TPoPAeym g e£EMENS veppikng vocov e ESKD, pia mpdceatn debvng cuvaiveon
TPOTEWVE T YpNon vrokatdotatmv mov Paciloviar otov GFR, 6mwg yio mapdostypa, tov
dwtnpovpevo yapnid GFR 1 v mopatetapévn mocootiaio peimwon tov GFR (Levin et al.,

2020). Evtovtolg, avtd to vrokatdotato umopel vo givol moAD peTafAntd peTaED TOV
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mnBvopodv acBevarv CKD pe dtopopetikonc pavotHmoug g vOsov, Kabde Kot LETOED TV
aTOU®V. g €K TOVTOV, OEV £YOVV JOKILOOTEL EKTEVMG GE PEYAAES KOOPTEG aoBevmv pe AAY,

KOl UTOPEL VoL amatovy emikvpmon kot iocmg tpocappoyn (Odler et al., 2023).

2.3.3.2 Hopadootoxol deixtec obpwv: Aiuarovpio kot Hpwteivovpio

Awatovpio

H awpatovpio eivar xopakmplotikd yvopiopo g VEQPIKNG Tpocfolng oe acbevelg pe AAV.
[Topd tn S10y VOO TIKY Kot KAVIKE OTHLOGT0 TG, 1) XPNOOTNTA THG OTN TPOYVOOT| TG VEQPPIKNG
éxPaong elvar dwpopovpevn. Opiopéveg PEAETEG TOPATPNONG EXOVV OVOPEPEL CLGYETION
petalld tng eUUEVOLGOS OUUOTOVPIOG KOl TOL DYNAOTEPOL KIVOVVOL VEPPIKOV VTOTPOTMV
(Rhee et al., 2018) 1 emdeivwon g veppung Aettovpyiag (Lv et al., 2017), evd Ghleg pehéteg
Ogv EVTOMIGOV GLOYETION UETOED TNG VEQPPIKNG Acttovpyiog €vo €tog petd amd Oepameio
emaywyng ™mg veeong (Chen et al., 2014). Av n awpatovpio givor onueio cvveyllopuevng
OTEPAUATIKNG QAEYUOVIG 1| OMADG oLVEREWL TNG YPOVIeS PAAPNS mopapével éva avorytod

gpotnpa wov Ba mpémetl va dtepeuvn el and mpoontikég peréteg (Geetha et al., 2012).

Mo perén mov pekétoe Proyieg veppdv petd amod dtapeco xpovo 130 nuepav £de1&e yaunin
cuppovio pe KAvikd vmomtn evepyd voco, n omoio Ppénke povo oto 41% tov acbevov
(Chapman et al., 2022). I[Tio onpavtikég mAnpoeopieg unopel va oyetiCovrar e aAlayEc ot
coPapotnta g arpatovpiog (ONANST GTO TOCOGTO TV OLVGLOPPIKMOV EPVOPOV ALOCPULPI®Y
[Red Blood Cells, RBCs]), kot wg ek tovtov, amoitobvior mpodcheteg HeEAETEC TOL va
OlEPELVOVY TNV TTOCOTNTO TNG OUUOTOVPIOG OC UEPOG TNG VEPPIKY OVTOTOKPIONG Kol NG
ouoyETIoN g pHe ™ veeptkn €kPacm. o 10 okomd avtd pmopovv va ypnotpomombovv
OVTOUATOTOMUEVEG OOKIUEG (KOTAUETPNOT OUULOGOAIPIOV 1] KUTTOPOUETPIOt PONG 0VP®V) 1|
UIKPOOKOTIKES OOKIUEG (OTTIKN UIKPOOKOTIM, LKPOGKOTIN avTifESTG PACNC) Yo TNV avdALGT
00pOV, KaONDS Kol KPOGKOTIKEG OOKIUES Yo TOV EVTOTIGHO duopopeikdv RBCs (Fogazzi and
Delanghe, 2018). ITapdia avtd, o opiopéva KEvipa, N SBectudTTO TG HWKPOGKOTIOG
00pOV KOl TOV TLTOTOMUEVOV TPOYPUUUATOV VEQPPOLOYIKNG ekmaidevong eivar cuyvd
TEPLOPICUEVA.  XVVETMG, OMOITOVVIOL TPOCTADEIEC YOO TNV TLTOMOINCT OVTAOV TV
npoceyyicewv aSloAdynong g apatovpiog yio v mapoyn peyardtepng axpifetog (Odler et
al., 2023).
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Ipoteivovpia

opeova pe tig korevbovrnpieg odnyieg g KDIGO (2021) mepl KMVIKNG TPAKTIKNG Yo TV
OVTILETOTIOT CTEPAUATIKOV TadNcewV, 1 eLIéVovLca TpmTeivovpia Bewpeitan Evag ek
xpoviag veppikng PAAPNG oe acBeveig pe AAV (KDIGO, 2021). Xe acBeveic pe CKD,
BapHtnra g Tpwteivovpiog oxetiCeton pe mo dSvopev veppikn ékPaocn, aveldptnta and v
apywn tiun tov eGFR (Turin et al., 2013) kot eivar 16vPOG TPOYVOSTIKOS TOPAYOVTOS TNG
ESKD. X¢ acOeveig pe AAV, o Babudg e mpoteivovpiag umopel va mokidietr (Hilhorst et al.,
2013), pe Tic LEAETEG TTOPATNPTOTG VO, ETOEIKVOOVVY pia OTIKN cuoyETion HeTa&d ¢ Pactkng
TPOTEIVOVPLOG Kot TNG VEPPIKNG EkPaonc. Xtov avtimoda, dAheg HEAETES OE €xOVV EVTOTIGEL
oNUaVTIK cvoyétion peta&d g eppévovcag mpoteivovpiag, g ESKD (de Joode et al.,

2013) kot Tov gpdvov veeong oe drapopeg Tiég eGFR (Rhee et al., 2018).

Yopeova  pe MV 10TomafoAoylkn  ToSvOpNnon Kol TNV WOPOLGIOt M omovoio
OVOGOGUUTAEYHATOV, ExovV TTapatnpn el dtapopéc oty éktacm g npwteivovpiog (Tampe et
al., 2021). Avti n ovoyétion puropel va eEnyndet ev pépet amd v avaroyio TV QUGIOAOYIKOV
onelpapdtov. Qotdco, 1 To&KdTNTO TOL TPOKUAEL 1| TPpOTEIVOLPIL GTA GOANVAPLO pTopel va
ovuPdAdel dueca otn didpeon tvwon Kot T COANVOPLIKT OTPOPia, Kol KOTé GUVETELN GE TTLO
dvopevn veppikn €kPaon (Zeisberg and Neilson, 2010). Avtd pmopet eniong va eEnyet — ev
pépet — 1 oxéon Hetadd g EKTOoNG TS TPOTEIVOLPING KOl TNG IGTOTAOOAOYIKNG TASIVOUNONG
nmov mapotnpeitar oty AAV. Q¢ ek To0TOV, M TOLTOYXPOVY €EETAON TOV OAAAYDV GTNV
TpoTEIiVOupia Ko oty totomtaforoyio umopel va ypnotpedoel og a&lomotog deikng otnv
EKTIUNON NG VEQPPIKNG avTOTOKPIONG KoL, KOTA GLVETEWN, TNG TPOYVAOONG TNG VEPPIKNG

ékPaong (Odler et al., 2023).

2.3.3.3 BaOuoloyia Spactnpiénrac ayyerindac Birmingham

H PaBpoioyio dpactmprotrog ayysttoog Birmingham (Birmingham Vasculitis Activity
Score, BVAS) eivar éva emucvpopévo epyaieio yuoo v a&loAdynon g opactnplotntog
SPOP®V GLGTNUATIKOV QyYEUTIO®WV, TO 0moio amoteleiton omd Pabporoynuéva otoryeio Tov
dwupovvtal oe evvéa ocvotnuota opydvav (Suppiah et al.,, 2011). Ta veppikd otoryeia
nepLoUBavouy TNV Tapovsio VIEPTAONC, TPMTEIVOVPING, OLUUTOVPIOG, EMIMESN KPEATIVIVIG
opoVl ywpiopéva oe Tpelg opddeg (1,41 — 2,82, 2,83 — 5,64 kot >5,66 mg / dl) kot adénon g
Kkpeatwviving opov katd > 30% M peiwon g kdBapong kpeatviving katd > 25%. Ola avtd to

veppika otoryeia oyetiCovron pe evepyo ayyeutida. AALOYEC G TOVAAYLGTOV EVO GNLLOVTIKO
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veppko otoryeio g BVAS ypnoyomotovvron ite yio v meptypaet TG VEPPIKNG TPOSPOANG
elTe Y100 TOV OPIGUO TNG VEQPIKNG LTOTPOTNC. 20TAG0, eV TOPEYOLV AEIOMIGTEG TANPOPOPIES
Yol TN SPACTNPLOTNTO TOV PAEYHLOVOIMV dEPYACIOV OE EMINESO 10T0V. EmmAov ) ypnomn g
BVAS — ¢ mpog v aviyvevon mg veppikng aviamodkpions — umopel va givorl meplopiopévn
o€ O1Popa KAVIKA oeVApLa, OTmG 0 TEPUTTOGELS 0EELNG VEQPIKNG PAGPNS, Tapovsio ypdviag

1oTIKNG PAGPNG N v vtdpyel eEwveppikn apatovpio (Odler et al., 2023).

2.3.3.4 ANCA

Toco o1 Prodeikteg aipotog 660 Kot ot ProdeikTes OVP®Y TOL AVTAVAKAOVY AVOGOAOYIKEG KOl
QAEYLOVAIELC dlepyacieg oTo VEPPA LITOPEL va. Elvat ONUOVTIKEG EVOIALAKTIKEG AVGELS YL TNV
a&loAdynomn g veppikng avtamoxkpiong oe acbeveic pe AAV. Av koar to ANCA €yel na
adtapeepn T dyveootikn afia oe mepumtdcelg AAV, o porog Tov ®¢ Plodeiktng otnv
a&loAdynom Tov KvdhHvov LIOTPOTNG NG VOGOV glval dpopovpevoc. Mo petd — avaivon
dwmiotwoe 0Tt gupévovta Betikd 1 avéavoueva eminedo ANCA oyetilovtor pétplo pe
peAlovTiKég vrotponég TG vosou (Tomasson et al., 2012). [Tapdra avtd, Bpédnke 6TL acbeveic
pe Betikomnta PR3 — ANCA mov éhafoav Oepameio pe RTX giyav vynmAdtepo kivovvo
VROTPOTNG, eV M omovsia Betikdmrtag PR3 — ANCA oyetiovtav dwitepa pe KoTdoTooN
yopic vrotpony (van Dam et al., 2021). Eivar evdiapépov 6t pia avénomn tov tithov PR3 —
ANCA mpoéPiene €101Kd TV VITOTPOT TG VOGOV o€ acbevelg pe Bacikn veppikn Tpocsfoin
N xoyehdwn opoppayio (Fussner et al., 2016). Xe pia GAAN avdivon 166 acBevov e AAV
(104 pe veppn| mpooPoin kot 62 pe pun — veppikn voco), o Kemna kot o1 cuvepydteg tov
(2015) mapatypnoav 11 @opéc vymAdtepo kivdvvo yia emokdiovdn vrmotponr, 1n omoia
oyetilovtav pe avénomn tov ANCA og dtopa e VEQPIKT VOGO, EVA NNTAV AYOTEPO TPOYVOGCTIKN

oe acbeveig pe un — veppikn voco (Kemna et al., 2015).

Edv avtég o1 mapatnpnoeilg prmopel va kabopicovv v maboyéveia oo ANCA ota veppd 1
elval ovvénela vog o coPapovs PaIVOTOTOL AyYEUTIONG Tapapével acopss. Emmiéov, enl
TOV TTOPOVTOG OEV VIAPYOLV UEAETEG TTOV VAL EXOVV OLEPEVVNOEL TNV TTOPEiD TV TITA®V TOV
ANCA Kot Tov avtikTumo ot veepikn| Asttovpyio Kotd v mapoakorlovnon. Emmpocheta, ot
titAhot ANCA pmopovv va ennpeactovv omd ™ pefodoroyio ¢ aviyvevong ovVIICOUATOV,
CLUTEPTAAUPOVOLEVOD TOV TOUTTOL AVAALGNG, TOV OpioVL OViYVELOTG N TG KAAVYNG EMTOTOV
(Morris et al., 2021), yeyovog mov pmopei va EXEl GNUOVTIKY ET{OPACT] GTN YPNCIULOTNTA TOV
ANCA og Prodeiktn amodkpiong. Emopévog, n avénon tov tithwv ANCA pmopel va amortel

oTEVI] KMVIKN TOpaKoAoVON G, aAAG eV Elvart GapEG AV TO ELUEVOVTO VENUEVA ETITEDA TOVG
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N o1 aALOYEC 6TOL EMIMESE TOVG PETA TNV ETAYMYT VOEGNG LTOPOVV VO, XPNCUYLEVOVY MG OEIKTEG

veppikng amokpiong (Odler et al., 2023).

2.3.3.5 Néoi ocikrec — sCDI163 ka1t MCP — 1

Apxetol ToAAE VTOGYOUEVOL JEIKTESG, OTMEC GVGTATIKA TOV GLUUTANPMOUATOG KO TPMTEIVEG Ko
YNHEOKIVES 00pwv, £xovv diepeuvnBet Ta tedevtaio ypdvia (Morris et al., 2021). Eva and avtd
T popro. — deikteg etvar 1o drtodvtd CD163 obpwv (soluble CD163, sCD163), wo pepfpavikn
TPOTEIVN TOV EVIOMILETOL TNV EMPAVELN TOV LOVOKVTTAP®V KOl TOV HOKPOPAY®V, 1 0moia
amodelyOnke Ot oyetiCetan pe ™ dpaoctnprotra g veppikng ayyeudtwdoag (O’ Reilly et al.,
2016). EmimAéov, n mpocOjkn tov deiktn evepyonoinong T — kuttdpwv sCD25, 1660 ot ovpa
660 Kol 6Tov 0pd, umopet vo fondnoel oty £yKaipn avoyvoplon ToV acOEVOV LE VEPPIKN
BAGPN, kabdg M aviyvevon opiopévov acevav umopet vo unv givar dvvatn Otav petpdton
povo 1o sCD163 twv ovpwv (Dekkema et al., 2019). Kabdbg T povoxdtrapa dwadpapartitovv
KpiGo pOAO TNV GAEYLOVT OTO VEQPD, GALOL BlodeikTe Tov avtikatonTpilovv T Asttovpyia
ToVg £youv a&loAoynOel oe aobeveig pe AAV. Meta&d dAl®V, N YNUEIOTOKTIKN TPOTEIVI TOV
povokvttépwv — 1 (Monocyte Chemoattractant Protein — 1, MCP — 1) éyet amoderyfei 01t etvon
évag xpNoog OelKTNG Yot TOV EVIOMICUO TNG VEQPIKNG TPOoSPOAng Kot TV a&toddynon g
AVTOTOKPIONG. € Ui TPOSPUTY VAALGT, Ol TEPLOTOTEPOL 0td Tovg acbeveig pe AAV mov
avéntvéov ESKD eiyav gvdidkpireg dwapopéc oto yovioro MCP — 1 mov oyetiloviav pe
vyniotepa emineda MCP — 1 ovpwv. Qotdco, avtol ot deikteg ypetdlovior meportéPm
EMKVPWOOT, EOIKA GTO TAOICIO NG VEPPIKNG OVIOTOKPIONG, 1| Omoio TPMTO, Omontel TV
KOTOVONOT TOL POAOL TOVLG GTNV AVATTLEN TNG VEPPIKNG VOGO og acbeveig pe AAV (Jonsson

et al., 2018).

2.3.4 TIpoPreyn avaktnong g veQpikng Aettovpyiog HECH OELYLLOTOG VEQPIKOD 1GTOV

2T1G TEPIOGATEPEG MEPUTTMOELS, T OAMOTEAEGLOTA TNG Plroyiog veppov divovy mAnpopopies yia
T1G SUVATOTNTEG OMOKATAGTOONG TNG VEPPIKNG Aettovpyiag. Mia avdivon 55 acOevov pe PR3
— ANCA kot 74 acBevov pe ayyelititoa MPO — ANCA amokdAvye 6t o1 acOeveig pe ayyetition
PR3 — ANCA e&iyav mo ovyvd o&eleg PAGPeS (0TIOKN OTELPALATOVEPPITION KOl GTEIPOLATIKT
VEKp®OoT)), evd ot acBevelg pe ayyettioa MPO — ANCA mapovcialav mo cofopés PAGPeg
(01éyvTn oTmEPAUATOVEQPITION, CTEPAUATOCKANPOON Kot odpeon ivoon) (Vizjak et al.,
2003). To terevtaio eEnyel emiong v TaxOTNTO EKTTOONG TNG VEQPIKNG AEITOVPYIOG KOl TNV

emakdAovOn avdppwon oe opwopévovg acbBevei pe ayyertwva MPO — ANCA, mov

43

Institutional Repository - Library & Information Centre - University of Thessaly
06/09/2026 10:30:10 EEST - 216.73.216.250



ToPOVCIACeETal LE LI OPYE TTPOOSEVTIKN LOPPT) CTEPOLATOVEPPITIONG OV YopoaKTnpileTal
OO TEPLOPIGUEVT] VEPPIKT OYYEUTION KOl EMIKPATNON CTEPOUUATOCKANPMONG TN OTIYUN NG
Bloyiag. H omelpaloaTookANp®on avTItpoGmOTEVEL U — avaoTpEWIun BAAPT, aAld Tapd TV
emkpatnon avtdv twv Prapav, ot mepiocodTepol acbeveic (73%) oe avt) T peAétn
napovciocav avtondkpion otn Bepaneia, pe Pertioon tov eGFR > 25% kot onpovtikn

peiwon g tpwteivovpiag otovg 6 unveg (Trivioli et al., 2021).

2.3.5 Evnuepopéveg katevbovtmpieg oonyieg (KDIGO) yua ) dwayeipion g AAV

To 2021, donpocievdnkav ot katevBuvtipieg oonyieg tng KDIGO mepi kKMVIKNG TPOKTIKNG Yid
™ Stayeipion tov onepapotikdv voowv (KDIGO, 2021). Awd ) dNUocicuor| Toug, GNUOVTIKY
dedopéva oyetikd pe v AAV mov £xovv yivel dtabfécipa A a&ay, yeyovog mov 001 yNce GtV
avafedpnon avtg g odnyiag. Towe n mo onuavtiky eEEMEN NTav 1 £YKPLOT TOL OVAGTOAEN
t0v vrodoyéa CSa (afaxomdvn) and v Yanpeoia Tpoeipwv kot Gapudkmv tov Hvouévov
[MoMtewwv (Food and Drug Administration, FDA) kot tov Evponaiké Opyaviopd @appakov
(European Medicines Agency, EMA) ¢ copuminpouatiky Oepancio oe «standard of care»
Oepaneio g AAV. Avt 1 e&€MEn oyetileton dueca pe ™ de0TEPT CNUAVTIKY OVAOLOUEVT
npocéyyion ot Oepaneio tng AAV, kot Guykekpluéva, ot pelmon TS cLoTNUATIKNG £KBeoNg
OTO YAVKOKOPTIKOEWN. AV Kol TO TeEAevtaio elval mPoEavdg €mBLUNTO, OEOOUEVOV TOV
BpoyvrpodBeopumv Kot LakpompdOEGUOV EMTAOKOV TOV YAVKOKOPTIKOEW®V, £ivol AydTEPO
capég oot acBeveic yperdlovratl afakomdvn TPOKEUEVOD VA ETTPATOVY YOUUNAITEPES OOCELG
yYAvkokoptikoewav. EmmAéov, avty m véa Oepameio mpocHBitel onpaviikd kOGTOG ©TN
Oepamneia, TapdAinia pe v EAAewyn pakpompdbesumv dedopévav acpdietag (Floege et al.,
2024).

H mo onpavtikr] evmuépoon oty Katevbuvinpla odnyio apopd v emaywyky Bepameia.
Ewwotepa, m obvotaon 9.3.1.1 mov oavagépsr 10 €&Ng: «Q¢ apyikn Oepormeio TS
veogupaviouevns  AAV  ovvietatar n  ypnon  YAVKOKOPTIKOEIOWYV O  GOVOVAOUO  UE
Koklopwopaouion 1 prrovéucury (1B)» dev dAhate, aAld pe PBdon v Tpdoeatn HEAETN
LoVAS (Low — dose glucocorticoid VAsculitis induction Study), n ocv{jmon diver tdpa
LEYOADTEPN EULPOCT) GE LI TTO YPNYOPT| HEI®ON TNG 000NS TV YAVKOKOPTIKOEW®V. H pedétn
Tuyaonoinoe acbeveig pe AAV oe Myn petopévng 60ong tpedvilordovng (0,5 mg / kg / nuépa)
M vymAng d6om mpedvilordvng (1 mg / kg / nuépa) ovv 4 doeig Tov 375 mg / m? / efdouada
prrov&pdumne. Ta amotedéopata £6e1&av OTL N LELOUEVT SOOT) YAVKOKOPTIKOEW®DV 001 YNOE
o€ TOPOUOI0 TOGOGTO VPEONG, OAAL GE HEWUEVT cLyvoTNTa GoPapmdv Aondéewmy. ‘Evag

TEPLOPICUOG TNG HEAETNG NTav OTL cvumeptédaPe pnovo ldnmveg acbeveig kupiwg pe MPO —
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ANCA ayyetitida (Furuta et al., 2021). Qot600, avtd To ddouEva VTOSTNPILOVV TN «UEIWUEV
3001 YAVKOKOPTIKOEOMVY», OT™G ypnotipomodnkay otn dokiun PEXIVAS (Plasma Exchange
and glucocorticoids for the treatment of ANCA — Associated Vasculitis) (Walsh et al., 2020).

H mo onupaviikny oAldayn ot Oepomeio emaywyng g AAV eivar 1 dwbecipudtro g
afakomdvng yio T AAV (Ewdva 9). Avo eheyyOUeVeG, Le EIKOVIKO PAPUAKO, TUYOUOTOMUEVES
dokég (Randomized Controlled Trials, RCTs) pedétmoav v apaxondvn oe acBeveic pe
AAV. Mia and 11 RCTs (Aoxiuny ADVOCATE) dev elye coPapéc pebodoroyikéc avnovyieg
(Jayne et al., 2021), ardd n GAAn RCT (Aokiur) CLASSIC) giye vymAid To60ooTo £yKATAAEYNG
kot dAha&e to a priori mpwtedov amotédecpo (Merkel et al., 2020). H Befardmra tov
OTTOOEIKTIKMY OTOWYEI®MV Y100 TOPATETANEV] VPESN Kol GOPapég avembounteg evéPyeleg
Babuoroynnke g pétpia, aArd 1 Befardtnto TV oTOTXEI®V Y100 AOUMOEELS KOl O10KOoTT) AOY®
avemBountov evepyeldv fadporoyndnke oc xaunin. Ta evprjpota tov peketdv vrootnpilovv
O0tL acbevelg pe avénuévo kivouvo ToEIKOTNTOG GTO YAVKOKOPTIKOEWN €ivar mbavd va
w@eAnbovv mepiocdtepo amd v afakondvn. Emumiéov, o post hoc avdivon acbevov pe
yapnAd GFR (< 30 ml / min / 1,73 m?) mpdteve peyoldtepn avéktmon tov GFR pe
xopnynon afokondvng oe oOykpion pe t Oepaneio pe yAvkokoptikoedn (Cortazar et al.,

2023).
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Diagnosis of AAV

Disease assessment

!

Induction of remission

!

Rituximab + (glucocorticoid taper or avacopan)
OR
Cyclophosphamide + (glucocorticoid taper or avacopan)
OR
(Rituximab + Cyclophosphamide) + (glucocorticoid taper)

Consider plasma exchange*

Disease control
‘on drug’ remission

Maintenance

Continue Switch to azathioprine

rituximab Taper glucocorticoids
Stop Taper

rituximab azathioprine

| ‘Off drug’ remission |

Ewova 9: TTpaxtucd Oepanevticd oynua yio AAV (Floege et al., 2024)

H dwopdym e€axorovbel va mepiPairet v a&ia kKot ) ypnowodtta g PLEX o¢ acOeveic pe
AAV pe coPapn kivikn mopeio. TIponyovpévms, n €pappoyr avtig Tng TPOKTIKNG MTaV
younAn, pe v PLEX va ocvvictdtor oe acBeveic pe emineda kpeativiviig opov (Serum
Creatinine, SCr) > 3,4 mg / dl (> 300 mmol / 1), oe acBeveic mov yperdlovion Oepomeio
kdOapong, oe acbevelg pe toxémg avgovopeva emineda SCr M oe acleveic pe didyv
KOWeMOIKT atpoppayio kot vro&apio. Qotdc0, pio HETA — AVOAVGT| TOL TPOYLLOTOTOOTKE
10 2022 xaténée oto cvumépacua g ypnowodmrag g PLEX (peiwon g veppikng
OVETAPKELOG OTOVG 12 pnveg), €vavit Tov avénuévou KOGTOVG Kol TOL KIVOUVOL GoPapmv

howoéewv (Walsh et al., 2022). I1pog to mapodv, n taktikn ypron s PLEX dev cuvictdron
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y10. acOeveic mov mapovsidlovy GFR <50 ml / min / 1,73 m?, aAlé pmopei va Asttovpynost o€
acBeveic pe mo coPapéc ekonrmoelg (SCr > 3,4 mg / dl [> 300 mmol / 1], edikd €dv eivan
OALYOVPIKOT) 1 G€ EKEIVOLG e KLWEMIIKT apoppayio Kot VIToEaiLio, 6ToVG 0moiovg 1) TpdUN
Ovnowotmrta eivar vynAn. H PLEX Ba mpénel emiong va ypnoylomoteital o acbevelg pe
oLVVOOTPN] KOTAGTOOT £VOVTL TNG OTEPAUATIKNG Bactkng pepPpdvne (Glomerular Basement
Membrane, GBM). Avtiotpdéowg, dev amouteiton yio ) Oepameion TnG S1dyvTNng KLYEMOKNG

apoppayiog pe arovoio vroéopiog (Floege et al., 2024).

H Bepameio cuvipnong dev £xel aALAEEL OTIC EVUEP®UEVES KaTELOVVTIPIEG 00T Yieg ToV 2024
kot n ovotaon 9.3.2.1 efokorovBel va avapépel 10 e&Ng: «Meta v emaywyn Dpeoyg,
ovviotatal Gepameio oovtipnong ite ue prrovlyudunn eite ue alobelompivy kou YounAés 0ooeig
ylokokoptikoeiowv (1C).» Toéco oo v alaberompivn 660 kot yio ™ PLtov&dunn, M
evnuepopévn Kotevbovnplo odnyio avaeépetl o PéErtiom odpkelo Oepaneiog petaly 18
UNVOV Kot 4 €TOV LETA TNV EMAYOYT VPECNS. 26 PAPLLOKO GLVINPNONG, 1 prrovpdunn propel
va yopnynbei oe ot0bepd oynua N HeTd Vv enavepedvion tov CD19p B kuttdpmv 1 / kot tov
ANCA, pe tm docoroyio pe Paon tov apBud tov B — kuttdpwv vo odnyel oe Aydtepeg
gyyvoels Kot dpa yauniotepo koéotog (Walters et al., 2020).

Axoun ko og acBeveic mov vroPdArovtal ce Oepameio veppikng vrokatdotaons (Renal
Replacement Therapy, RRT), n e€oveppikny AAV pmopei kot vrotpomdoet, kot n veeon Ba
npénel vo kobepwbel pe Bepaneion cuvtipnong. Xe acbeveic pe veppikn avemdpkela, anti —
MPO Betikomnra Kot amovcio. eEOVEQPPIKOV CUUTTOUAT®V, UTOPEl vor unv oamorteiton
paxpoypovie fepameio cuvipnong. e oVt TNV TEPIMTOON, 1N AVAYKN KOl 1 SIOPKELL TNG
Bepamneiog cvvimpnong mpémetl va aSloAoyeitol 6 aToUIKO minedo. Ao v dAAN TAELPA, dEV
VILAPYOLY VEEG TANPOPOPiEG OV va KaBodnyohv Tig KMVIKES Tpooeyyicels oe acOeveic e
vrotpomalovcsa N avlektik AAV 1 oe acbeveig PHeTd amd UETOUOGKELCN VEPPOL: OC €K
T0UTOV, TO TEPIEXOUEVO TNG KoTtevBuvtiprag odnyiec Tov 2021 dev éxet tpomomtom et (Floege

et al., 2024).
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2.4 Ahheg ayyEUTIOES KOL TPOGPOAT] TOV VEQPAOV

2.4.1 Nocog Behcet

H voocog Behget pumopel va emmpedoet ta ayysio tov veppov. Me Bdon pio €KTEVIC
avackomnon g veepikng mpooPoing oty BD, n veppikn mpocforn oty BD eivan
ovyvoTepN amd O,TL EXEL AVUYVMOPLOTEL, 0V KO TIG TEPLOCOTEPES POPES ivan Nmiag evong. H
apvA0EIdwon givarl devtepoyevng oty aveEédeyktn eAeypovn ™ BD, aAAd dev eitvar t0c0
EUQOVIG M TIdOMG oxéomn petasd e BD kot dAAwv veppikodv PAafav. Mio petd — avdivon
am6 tov Akpolat kot Tovg suvepydteg Tov (2002), doov apopd v veppikn tpocsBoin otn BD,
amoKAAVYE TANOOPO KAVIKOV KOl ONUOYPaEIK®V TANPoeoptdv. To nAikiokd €0poc Tmv
acBevav pe onelpapatoveppitida Bpédnke va etvar 13 — 70 etdv ko 10 HEGO YPoviKd 1ot
amo T ddyvoon e BD éwg v avdmrtuén onepapatoveppitidag ntav ta 8 £ (omd 2 unveg
émg 22 étn) (Akpolat et al., 2002). H onepapatikn vécog pmopel va gival clomnAn kot vo
evromotel Toyaia. X BD pmopet va avartuybel kdbe tomog 1otonaboroyikng alioimong,
OALQ 1) CTEPOALOTOVEPPITION LLE CYNUA LGOPEYYAPOL KOL 1) VOCOGPALPIKT) ve@pomdBeia IgA

etvar iowg ot mo kowvoi tomot (Ozen, 2010).

H devtepomadng apviocidwon frav po onuavtiky emmiokn mov £xel Ppebel oe acbeveig pe
BD (aviyvevon widiov apviogidos tomov AA). H enintwon g devtepoyevoig aprvrogidmong
éxel pewwbet pe v kaAdtepn dwxeipion g vosov. H avtdpactikn apviosidmon pmopel va
Oewpeiton éva axdun yopoknPloTikd mov vrootnpiler v dnoyn o6t 1 BD sivor pa
QVTOPAEYHOV®OONG VOsoc. H veppukn ayyslokn vocog givol omdvia aAAd SNUOVTIKO YEYOVOG
ot BD. H mo xown veppikn ayyslokn vOcog eivat o avedpucua Tng VEQPIKNG aptnploc.
Evdoveppwkd avevpioupata, otévoon e veppikng aptnpiog kot Opoupwon g veppikng
eAEPag Exovv emiong meptypagel. EmumAéov, n vréptaon givar cuyvr| HeTaED TV aclevav pe
avebpuouo 1M otévoon G veppikng aptnpiag. H veppikn vocog (apvAosidmon M1
onelpapatoveppitidoa) 1N GAAn peifova ayyelokn eumioky] eivolr mopovoeg o€ OAEG TIg
nepmtocelg Opoppwong g veppikng eAéPac. Emopévmg, €dikd ov acBeveic pe BD kot
vePPwokd ovvdpopo Bo mpémer va ehéyyovion ywoo Opoupfwon g veppikng AEPOC.
Aloonueioto eivor 011 o1 acBeveic pe ayyelakn €UTAOKN €VEYOLV LYNAO Kivduvo Yo
apviogidwon, N omola umopet va avtikatontpiler v cvoyétion petaéd Tov dV0 aVTOV
YOPOKTNPLOTIKAOV KOl TNV Topovsio eAeypuovic. TEAOG, ot cwlnvaplakég diapeceg PAaPeg, av

Kol omavieg, Exovv meprypapei ot BD (Akpolat et al., 2002).
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2.4.2 Ayyetitido devteponadne oe AoipmEn, KoKonOelES Kol pap oKL

Ymhpyet Evoag onUovTiKos aptipog ONUOGIELUEVOV Kol TIOOVMOG TOAADY LN — ONUOCIELUEVOV
TEPIMTMOCEWMY GLVOPOUMOV  AYYEUTIONG 7OV OVOTTOCCOVTOL GE GLVOLACUO HE O1dpopeg
homéelc, kaxonbeleg kot edppoka (Fain et al., 2007). Xtig nepiocdTepes amd oVTEG TIg
TEPWTMOOCELG, 1) oy YEUTION TEPLOPILETOL GTO EPLA Kol 1} VEPPIKN TpocPoAn eivar omavia (Wiik,
2005). Zroug modtatpikovg acbeveic n ayyeutida mov oyetileton pe Aoipnmén ivor mo cvuyvn
amo v ayyeitda mov oyetietan pe kaxonbeieg kot edppoka. H PAN mov oyetiCeton pe 1o
avtiyovo g mratitdag B euminter og ovt) v komnyopio agol eivor pio vOGOG mov
npoKoieitor and to emavelokd aviryovo g nratitdog B (HBsAg). Ot acOeveic pe PAN
TAPOLGLALOVTOL GLYVA LLE AVEVPVCUATO TNG VEPPIKNG aptnpiog kot vréptacn. Evrovtolg, n
PAN mov oyetiCetan pe to HBsAg teiverl va eapaviotel, ybpn oto mpoypdupota epfoilocon

(Ozen, 2010).

H ayyeiitida mov oyetileton pe ta pappaxa faciletor oty ypovikn oyéon Hetald e KAviKa
ELLPAVOVS QY YEUTIOOG KOL TNG XOPNYNONS PapUAK®V. Eva Tumikd mapddetypa ivat  suoyEtion
¢ TpomuAbetovpaxiing pe v AAV. H Bepaneia ¢ oyxetilopevng vocov N 1 eEdAeym tov
eoppdrkov cuvnbmg odnyel o voydpNoN NG ayyetdag. v AAV mov oyetiletan pe ta
(QAPLLOKA, 1) SIAPKELD TNG OVOCOKATOCTUATIKYG Oepameiog Oa mpémet va eitvar oAy pikpdTepn
amd ot oL yopnyeitar oty tpwtomadn AAV, ko n pakpoyxpdvia Bepaneio cuvnpnong g

Veeong umopel va punv givon amapaitn (Gao and Zhao, 2009).

2.4.3 Ayyetitoa mov oyetiCeton pe GAreg achéveteg

2.4.3.1 Ayyetitido wov cyetiletor pe acOEVEIES TOV GVVOETIKOD 1OTOD

[ToAAég pevpatikés mabnoelg cuvdéovial Pe TNV ayyeUTION. X& EVAAIKEG, 1| PEVUOTOELONG
ayyeutida givorl iomg 1 o Kovn ayyeltidn, eved avtn 1 acévela ivorl eEopetikd omavia ota
ond1d. Amd v AN TAEVPA, GTOVG TALAATPIKOVS AGOEVEIS 1) TTLO KOV PELUATIKY VOGOG givat
0 GLGTNUATIKOG epLONUATOING AVKog (Systemic Lupus Erythematosus, SLE) mov oyetiCeton
pe ayyeutido kol veepikn mpocsfoin). Eivor pia avtodvoon vocog mov emnpedlel ta ayysia
HECH TV avosoovumAeyudtov. Xe evilkeg acBeveig pe SLE mapotnpeiton Evog aptOuog
OAAOLOCEDV OTA VEPPIKA ayyeio, OmmG oavtéc mov oyetilovralr pe TG evamobécelg
OVOGOCLUTAEYUATOV OTA ayyelo Kot T U — QAEYHOVAOON VEKPOTIKN ayyetonadeia. Ta veppd
umopet emiong vo eumiékoviol pHécw OpouPmTikng pikpoayyelondOelag, n omoia eivor &va
otoyeio tov SLE mov oyetiCetor pe opapatikés ocvvémeleg. Ot UIKPOayYElomoOnTIKEG

OAAOLOCELG £XOVV (OC ATOTEAEG L KAVIKE YOPAKTNPIOTIKA TOPOUOLNL LE OVTE TOV OLLOAVTIKOV
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ovpalutkov cuvopopov. H mlacpapaipeon kol 1 yoprynon Proroyikdv mopoyodviov eival

evepyeTIKEG o Tétoleg mepumtmoelg (Ozen, 2010).

2.4.3.2 Ayyetitidoo mov cyetiletol e mEPIOOIKE EUTOPETO. GOVOPOLO.

Tig televtaieg dekaetieg, ol avtoPreypuovmoelg vocol (Autoinflammatory Diseases, AIDs)
£XYOLV KEVTPIGEL TO EVOLOPEPOV TOV LLTPIKOV TOUEN, G TPOG TN ANYN TANPOPOPUDY GYETIKA LE
10 unyoviopd g eAeypovis. Ot AIDs etvar g opdda acBeveidv mov yapaktnpilovrotl omd
ATPOKANTO PAEYLOVAOIN EMEICOSI0 KOL TNV EALELYT ALTOOVTICOUAT®V. Ol TEPICCOTEPES OO
TIG 0aP®G KaBopiopéves aohéveleg avtg ¢ opuddag eivat ot povoyovidiakég achéveleg dmov
vapyel vepmopaymyn wrephevkiving — 1 (Chae et al., 2008; Samuels and Ozen, 2006).
[Switepo evdlapépov mapovctdlovy ctov Topéa TG VEPPOAoying, KaBDS cuvoéovtal e
coPopn vePpPKn VOGO Kol OELTEPOYEVN] CUVLAOEIOWON: KOTOGTAGES 7OV UTOPOvV v

TpoAneBovv pe v Kataotodn g eAeypovg (Ozen, 2010).

2.4.3.3 Owoyeviic Mecoyeiaxoc Topetog

O owoyevig pecoyelakoc mopetdg (Familial Mediterranean Fever, FMF) eivon pion AID mov
npokoieitor amd petodddéels tov yovidiov MEFV mov odnyovv ce eldttopo oty mopivn
(Samuels and Ozen, 2006). Avtég o1 petaArdéerc oyetiCovron pe avEnpévn napaymyn IL — 1
KOl [0 EVICYLIEVT] ERLQLTN omdKPloT ToL avocomointikov cuotiuatog (Chae et al., 2008).
Kavikd, o FMF yopaxtpileton amd cvviopeg kpicelg mupetod kot opocitido palli pe
avTpdvta VYNANg ofelag — edong. H opocitida pmopel va exkdnimBel o¢ kothiakd dAyog
(meprrovitida), movo oto omnbog (mievpitda) N apbpitda. I[ToAhol epsgvvntég €xovv
EMKEVIPMOEL TNV OVOYVOPLION TOV KAVIKOV ETTTOCEDV TNG PAEYLOVIG TOL oyetiletal e
petoArdéelg oto yovioro MEFV. O FMF eivat puo avtocopiky vmolemdpevn vocog Kot ot
acBeveig pe FMF mopovcidlovtot pe WWnAég GLYKEVIPMGELS PAEYHLOVOODOV dEIKTOV o&glag —
@AaoNG Kot TPocsPoin dpopwv opydvmv, 1 omoia cyetiletal pue ™ eAeypovn (Samuels and

Ozen, 20006).

H veppum mpooPorny otov FMF pmopel va gumintel o pio amd 115 Tpelg karnyopies:
OELTEPOYEVIG OUVAOEIOMOT], CUUTTOUOTIKY CTEPALATOVEPPITION Kol PAAPES TV VEPPIKOV
ayyeiov. H devtepomadng apviocidwon pumopel va eppoaviotel oe acbeveic mov agpnivovton
yopic Oepomeio. H yprion KoAyikivng amotpénet v REAVIoT 0EVTEPOYEVOVS OUVAOEId®ONG

KOl ETOUEVAOS OVTITPOCMTEVEL TN HOVAIIKN VEPPIKN VOGO Tov Umopel va, TpoAngbei pe éva

50

Institutional Repository - Library & Information Centre - University of Thessaly
06/09/2026 10:30:10 EEST - 216.73.216.250



eONvo @dpupaxo. Ot acBeveic pe FMF ka1 veppikny mpocsfoiny mapovoidlovion povo e
TPOTEIVOLPIN 1] LE VEPPWOGIKO GUVOPOLO, EVM CTAVIN TAPATNPEITAL ALUATOVPIN KO VTEPTOOT
(Ozen, 2010). Xe pia morvkevipikn perétn and v Tovpkio mov mepthdpufove evilikeg kot
Tod1aTPIKoVS 0o0evelg e apvrogidwon, to 32% tov acbevav Tapovcioce TpmTeivovpia, TO
40% tov acBevov mopovoiace veppwoikd cvvopopo kot 28% twv acbevov mopovcioce
veppikn avemdpkelo. ['a Toug acBevelc mov avErTuEoy vEPpIKn aVETAPKELN TEMKOD — GTOSI0V,
ot 58 vmoPANOnkav og apokdBapon, ot 17 vwofindnkav ce meprrovaikny kabapon kot ot 14
Ehafav  pooyevpa veppov. Ag onuewwbel 0T, 1 KOAykiv) mPEmMEL VO oLVENIOTEL OE
OTOTEAECULATIKEG OOCELG LETA OO TN LETAUOGYEVGT VEQPOV SLOPOPETIKA UTOPEL VOl ELPAVICTEL
OVTOPACTIKY]  OUVAOEIOMOT  GTOV  LETOUOGYELUEVO  VEQPO Kol  GAAD  Opyava,

ocvumepthappavopévng g kapdidg (Tunca et al., 2005).

2.4.4 YTOGLUITANPOUATOKT] KVIOWTIKY] oy yEUTION

H vrocupminpopotaipiky kvidoTikn ayyeitido Evag TafoAoyikdc 6pog mov cuoyetileton pe
TOV KAMVIKO 0po Tayéwg e€ehacopevn veppikn avemdpketa. Eivar pia devteponadng vocog oe
TApOYN TOV CTEPOUOTIKAOV TPLYOEOMV TOV YopakTNPILETOL LOPPOAOYIKA OO EKTETOUEVO
OYNUOTICUO MUICEANVOL, KOl OVTITPOCMOTEVEL TOV MO EMBETIKO QOIVOTLTTO TNG GLVEYOVG
onelpapatikng ereypovie. To 6tdd0 g evepyohs eAeyHOVIG GLuyvE akoAovBeitol amd v
AVATTUEN VOKVTTOPIKAOV KOl VmOMV NUIGEANVOV. AVTO givarl KAVIKE onpovtikd SOt ot
WOOEIS NUIGEANVOL OVTITPOCOTEVOVY £VOL GTAOL0 TNG VOGOV TTov givarl mavo vo unv pmopel
va avtamokpdel oe avoocokotaotoATiky Oepancio. Ot veppikés mabNoelg, €KTOC amd TV
OTEPAUATOVEPPITION E YN NUGEANVOV, TOV UTOPEl VO TPOKOAEGEL TAYXEMG TPOOOEVTIKT
veppkn avendpkewo (Rapidly Progressive Renal Failure, RPRF), mepihappdvovv v ofeia
Opoupotikny pikpoayyslondOeia, v abnpoepfolikn veppikn voco, v ofeio. GOANVOPLOKT
vékpwon, v ofelo SIAUESN COANVAPLOKT VEPPITION, TNV ofeia VEKP®OT TOV PAOLOV TV
VEPPOV KOl TNV  €0TIOKN  TUNotik  omepapoatookAnpovven  (Focal — Segmental
Glomerulosclerosis, FSG). H omnepopatoveppitido pe oyquo MuceAnvov pmopel vao
ta&wvoundel oe 4 tOHmOVG, Ot 0moiol TaPOVGIALOVY JAPOPETIKEG CLYVOTNTES OVAAOYO LLE TNV

nAwlokn opdda (Shankar and Uday, 2012).
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[Tivaxog 6: Ta&vopnon tng onepopotoveppitidog pe oynuo nueednvov (Shankar and Uday, 2012)

Tomog orelpapatoveppitidoag Xovopopo Hlwwoxn potipnon
Tomog 1 Anti — GBM -
THmog 2 Avococoumieypa [Two xown oto TodLd
Tomog 3 Pauci — immune [Two xown oTovg eviAkeg
Tomocg 4 ®eTIKT VOGOC G€ OITAO aVTICOUA -

2.4.5 Anti — GBM

Avti 1 dlatapay] UTopel va TapovslaoTel LOVO LE GTIEPAUATOVEPPITION. AVALOYO LE TNV

mapovcio. M amovcio. veEEPKNG mPocPoAng, m dwTapayn emonpoivetor g GOVOPOUO

Goodpasture kot voécog Goodpasture, avtictoryo. Extyudror 0t m ev Adym dtatapayn

avTmpocneveEl Ayotepo omd 10 20% twv nepurtddcemv RPGN, pe toug pikpotepng — nikiog

acBeveig (< 30 etov) va eivan mo mbavd va eppavicovv chvopopo Goodpasture, eved ot

peyoAvtepng — mnlkiog acBeveic (> 50

onepapatoveppitda (Shankar and Uday, 2012).
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Enihoyog

H veppucr mpocsPorn eivar cuyvi) o€ 0mO0ONTOTE HOPPY] GUGTNUOTIKNG OyYEUTId0S. AVTég
neptlopufdvouy v KAacwkn olddn moivaptmpitda, TV kokkKiopdtoon Wegener, v
UIKPOOKOTIKT ToAvopTnpitda, to ocvvdpopo Churg — Strauss, v mopevpa Henoch —
Schonlein kot v puKt) Kpvoseopivaipio, peta&d aAlmv. Emiong n dsvtepomadng ayyeutida
0€ PEVUATOAOYIKEG OlTOPOYEG, OMMOC 1 PELUATOEWNG apbpitida, pmopel vo odnynoel oe
veppikn mpocPoin. H ayyeutido pmopel vo odnynoet oe veppikn mpocsPoAn pe TOAAOVS
tpomovc. H cvppetoyn tov pecaiov — peyé0oug aptnplov etvar yopokTnplotikd g KAUGIKNG
ol{ddovg moALAPTNPITIONG. ZVYKPITIKA, To HKpOTEPA ayyeia — OAePid, Tpryoedn ayyeia,
aptpidle — ovvNOOG EUTAEKOVTOL OTN MKPOOKOTIKY ol®don molvaptnpitido kot Tnv
KokKliopdtwon Wegener. e autd T0 TAOIG10, TO KUPLO 0pnua givorl pio €G6TIOKN VEKPMTIKT
OTEPAUATOVEPPITION, GLYVA LE EULPAVT] CYNUATICUO NUIGEANVOL. YTOPYOLV TOAAL GTOotyEl
OV VTOINAMVOLY VEKPOTIKY CTEPAUATOVEPPITION OTOVGIN OVOGOAOYIKMV eVamTofEcE®V,
avTikoTonTpilovtag OTIG MEPIGOOTEPES TEPUTTMOOCELS M0 GULGTNUATIKY OyYEUTON. XTOLG
acBeveic mov M vocog meplopiletar ota VEQPA, OTN GLVEXEWD OVOTTOGGOVV GUGTNLOTIKE
gupnuata, Omwc Tvevpovikés PAAPes, kKupimg oty Kokklopdtwon Wegener. Ot acOeveig pe
TEPLOPICUEVT] VEPPIKT] TPOGPOAT GLVIO®G £X0VV KUKAOPOPOVVTO AVTICHLOTO TTOV GTPEPOVTOL
EVAVTIOV TOV AVTLYOVOV TOV KUTTOPOTAAGLOTIKOV OVOETEPOPIA®Y, EVPNLLOL TOV TOPOTNPEITOL

Kupimg 61NV KokKlopdtmorn Wegener Kot 6TNV PKPOGKOTIKT) TOAVAPTNPITION.

H veppum mpooPoin oty cvomuotikn ayystitoa amotelel pio moAd cofapn emmloxn,
KaBmG 1 PAEYLOVY| TOV dLoPOP®V ayYei®mv 6T VEQPPE pmopet va odnynoet o€ coPapn PAAPN
N akoun kKot veppikn avemdpkewo. H éyxaipn ddyvoon ko Oepancio elvar kpicya otovyeio
v TN Otayeipion g vOGOU KOl TV OTOTPOTN LOVIL®OV EMITTOCEMV TN VEQPIKN Agrtovpyia.
Méow xatdAAnAwv Oepomevtikdv mapepfdoewv, OnOC 1 YPNON KOTOCTOATIKOV Kol
KOPTIKOGTEPOEW MV, Elval duvatov va eleyyOeil n eAeypovn Kou va Bedtimbel n Tpodyvoon tov
acBevov. Qot060, 6€ MO GOPRUPES TEPUTTAOGELS, UTOopel vo amattnOel To evtoTikn vrooTpien,

omwg Bepameio KAOAPONG 1 LETAUOCYEVOT) VEQPOVD.
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