KateuBuvtipleg 0dnyieg yla tnv aviypetwriton twv ANCA oxeTl{OpeVWY
Ayyeutidwv pe vedppikn mpooBoAn
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“ATTIkOV”, latpikn ZxoAn, EQviko kat Karmodiotpiako lNaveniotruto Anvwv, ASniva

Eloaywyn

OL ayyeutidec ulKpwv ayyeiwv TepAapBdvouv o opadoa mMabnoswv auToAvoong
attoAoyiag, mou xapoktnpilovral ano vekpwtikh GAEYHOVH TWV UKPWV ayyeiwy (aptnpLoALa,
TPLX0ELSN Kal PAePBLdLa) Kot pikpr 1 KaBoAou evamdBeon avOCOCUUITAEYLATWY OTO TOlXWHA
Twv ayyeiwv (avooomevikég). Ol OVOOOTEVIKEG QyYeUTWOEC TwV UIKpWV ayyeiwv
TMEPLAOUBAVOUV TNV GUOTNUATIKY KOKKIWUATWON e moAvayyetitidba (granulomatosis with
polyangiitis, GPA), tn pKpookoritk ToAuvayyeLitidba (microscopic polyangiitis, MPO) kat tnv
NWOWOPIALKA  KOKKIwWHATWon Me moAvayyelitida (eosinophilic granulomatosis with
polyangiitis, eGPA). TUTIKA, N EVEPYOC AVOCOTIEVIKA AYYELITLOA TWV UIKPWV ayYELwY OXETIeTOL
ME KUKAOOPOUVTA QVIIOWHATO EVOVIL OTOWXElWV TOU  KUTTOPOMAQOHATOC TWV
oubetepodilwyv (anti-neutrophil cytoplasmic antibodies, ANCA) oe mocooto 90% (1) twv
acBevwv kat yla to Adyo autod, n GPA, n MPA kaln eGPA ovopalovtal ayyeuTtioeg oxeTL{OUEVES
pne ANCA (ANCA-associated vasculitis, AAV) (2).

Aldyvwon
MNAtE UMOMTEVOUMOOTE T Stdlyvwon

YroyaZopaote tnv GPA ) tnv MPA og aoBeveig mou mapouctldovtal e 1 XwPLG cUCTNOTLKA
CUMMTWHATA (TUPETO, amwAeLa Bapoug, kakouxia kat apBpadyieg) pall e KAWVIKEG eVOELLELg
omnelpapatovedppitidag (aLLaToupia OTELPAUATLKAG TIPOEAEVONG, TIpwTEivoupla, emibeivwon
vePpPLKNG Asttoupylag), TpooBoAr avwTePNG  KATWTEPNG AVATIVEUCTIKAG 060U 1 TTOAAATTAN
povoveupomnaBela. H umoia evioyUeTOL ONUAVIIKA €AV UTIAPXEL EPYOOTNPLOKN OVIXVEUGN
ANCA otov 0p6 Tou acBevolg. Mepikoi aoBeveic umopei va mapouoLldoouv eKENAWOELS TTOU
neplopilovtal og Eva HOVo Opyavo, OTWE oL VeEdpol 1 N avwTePN avamveuoTikr 080G Kal oTn
OGUVEXELO N VOOOC UTtopel va pooBaMet KL GAAa Opyava, evw ot £Vo UTIOCUVOAO acBevwy n
vooog Oa meploploTel og éva povo Opyavo (Ty. ayyeltida meploplopévn otoug vedpoug).

ErmuBeBaiwon TtTng Stdyvwong

H Sdtayvwon t¢ GPA kat tng MPA otnpiletal oto cuvduaouo XOPAKTNPLOTIKWY KAWIKWY,
£PYAOTNPLAKWVY KOL ATEIKOVIOTIKWY upnUatwy. H elpeon BetikoL tithou ANCA unootnpilet
Loxupa, aAAa dev emPefatwvel T SLAyvwaon kKaBwg UTIAPXOUV 0POAPVNTLKEG AVOCOTIEVLKEC
ayyetitdeg (3), omwg emiong kot Pevdwg Betikd oamoteAéopatoa. H BloPia ToU
npooBeBAnuévou LoTol 1 opyavou (vedpog, dEpUa, TVEULOVAG) TIOPAEVEL N EVOEIKVUOUEVN
uéBodoc yla va tebel n opLoTiki Stayvwon.

Oepamneia
H onpaocio tng mpwung rapupfaong




Y& KAWLIKNA €lkOVa cupPatn pe ayyeltida pikpwy ayyeiwv, mou ocuvdualetal pe Betikd ANCA
gvavtl tn¢ puelolmepoteldaong (MPO) i tng mpwrteivaong 3 (PR3), n avapov) tng
Stevépyelag Bodlag 1 tou moplopatog authg Sev TpEmel va KaBuotepel tv €vopén
Beparneiag, WSlaitepa oe acbeveic mou embewwvovtal TaXEw, kaBwWG auto pmopesl va
o6nynoeL og pun avaotpEPLueg xpovieg PAABEC.

Nowouc acBeveic OspansUouus;

OL a.oBeveig pe ANCA oxeTL{OUEVEC ayYELTIOEC IPEMEL va OVTLUETWTTI{OVTAL O ELSLKA KEVTPQ
Ue eumelpia otn Slaxeiplon toug. AvoookataoTaAtiky Oepaneio cuviotatal oxedov g GAoUG
Toug aoBevelg pe evepyd GPA 1) MPA. MNapakdtw MapouoLaleTal n BepameuTIKr) TIPOCEYYLON
oe aoBeveig pe vedpikn mpooPoln.

OEPATEUTIKA OXApOTO

H Beparmeia tng GPA kat tg MPA meplAapBAvel avoooKaTaoTOAR Kal anoteAeital and duo
MEPN: LA apXlkn $Aon TOU OTOXEVEL oTNV €maywyn tn¢ Udeong (induction) dnAadn tnv
KATAOTOAN TNG GAEYUOVAC KOl HLa EMOUEVN TIOU ATOCKOTEL otn dlatipnong tng Udeong
(maintenance) 6nAadn tv MPOANYN Twv UMOTPOTIWV.

Q¢ 0deon opiletal wg n amouasia evepyol vooou (6nAadn, n anouaia KAWVIKWY ekdNAWoEwV
Tou anodidovtal oTn cuvexllopevn evepyn ayyetitida). MARpng Udeon S onuaivel OTL OAEC
Ol TIOPAUETPOL EXOUV ETILOTPEWPEL OTNV APXLKN TLUN, KABWG eVOEXETAL VAl UTIAPYXEL KATIOLOU
BaBuoL pn avaotpéPiun BAGPN, ou pokANBnKe kaTd TNV MePLodo ¢ evepyol GAeyuoVC.
Jtnv mepintwon tng vedplkng mpooBoAng n Udeon neplhappavel otabepomnoinon n BeAtiwon
™¢ vedplkng Astoupylog pe amefdptnon amd evdexouevn alpokabopon, efaAewpn tng
OTIELPOUATIKAG aLUaTOUpiag kat OAwY TwV e€WVeDPLKWVY EKSNAWOEWV.

Apxkn Bepareia

e TAUKOKOPTIKOELSN : 3 CUVEXELC NUEPNOLEG WOoEeL peBUA-Tipedvilohdvng 500-1000mg,
akoAoUBwG mpebviloAovn amod otopatog 1 mg/kg yia 1 prva pe otadlokn peiwon ota
5 mg/d otoug 6 unveg (Mivakag 1).
KAI
o KukAhopwodauidn (CYC) 15 mg/kg iv tig eBdopddec0, 2, 4, 7, 10, 13 (ko 16, 19, 21,
24 av kplBsl amapaitnto) (4)

H
e Rituximab (RTX) 375 mg/m? eBdopadiaiwg (4 S6oelc) i 1 g/15 nuépec (2 560o¢Lc) (5)
H

e  Juvbuaopog RTX + CYC umopet va xopnynBel os coBapn vedpikn mpooBoAn, (L6iwg
av PR3 +). Itnv mepimtwon auth xopnyeital petwpévn doocoloyia CYC:
o CYC 2 860¢1g twv 15 mg/kg (sBdouddeg 0 kat 2), 6tav xopnyeitat RTX 375
mg/m? x 4 §6osLc (6)
o CYC 500 mg kaBe 2 efSopadeg (ouvoAkd 6 560¢Lg), Otav xopnyeital RTX 1g
x 2 860t



Mivakoag 1: [lNpotewvousvo oxniuo tapering KopTIKOEIOWYV O OOVEVH HE MPWTOEUPAVIIOUEVN 1)
unotpornialovoa GPA n MPA. Meta tnv eBéouadoa 22 n Oepancia eéatouikevetal ue Baon tov aodevn

Kat to kevtpo.(7)
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e Ta oxnuata pe RTX mpotipwvtatl oe edrfoucg i veapol¢ evhiAlkeg (yla tn Statrpnon
yovipotntag), PR3 Betikoug aoBevelg, nAlkiwpévoug acBevelc Kal LOTOPLKO VOOOU HE
moAAamA£g umtotpomég (LWBiwg av PR3 +) (8,9)

e H yopnynon CYC MpoOTIUATOL Of MEPLMTWOELG Pe coBapr MPooBoAn {WTKWY 0pyAvVwv
Omwg 1.x o ooPapn vedpikn mpooPfoin (biwe av Cr > 3.9 mg/dl) kabwg ta dedopéva yla
™ Xprion tou RTX otoug aocBeveic autol¢ eival meploplopéva (5)

MpocBnkn nAacpadaipsong:

e e ooPapn MVEUNOVIKN oupoppayia e urtofuyovalpia - KaOnuepveg ouvedpleg

£W¢ TNV amodpopr tng alpoppayiag

e e ouvumopén ANCA kot anti-GBM avtiowpdatwyv (oUvdpopo alknAosmkailudng)—>
KaOnuepPVEG ouvedplieg yia 14 nuéEpeg N PEXPL VOl LNV aviyvelovtal Ta anti-GBM

avtiowpata (10)

o Je ooPapn vedpikr) mpooPoln (taxéws e€eAlooduevn onelpapatovedpitida - TEZN)
A Cr>5.7 mg/dl kaL oAyoupia = 6-7 cuvebdpieg o 14 nuépeg (60ml/kg) (11)

Av o0 aoBevng alpoppayel i Bploketal o kivbuvo alpoppaylog, N AVIKATACTAGCH TOU

OYKOU TpETEL va yivetal pe FFP.



Oeparneia cuvtipnong

Rituximab

Av €xeL mponynOBel apyikn Bepameia pe CYC, tote 4 efSouddec Yetd tnv teAeutaia 66on CYC
- yoprynon RTX 500 mg T nuépeg 0, 15 kat Toug uiveg 6, 12, 18 (12)

Av €xeL mponynBel apyikn Beparmeia pe RTX, 1ote 4 unveg petd tnv 1n d6on RTX = xopriynon
RTX 1000 mg touc prvec 4, 8, 12, 16 (13)

Ye aoBeveig pe unotpondlovoca i PR3-ANCA vooo, evdexouevn napdataon tng Bepamneiog
ocuvtipnong pe RTX yia @AAoug 18 unveg (14)

H
AlaBOsiompivn

1.5-2 mg/kg/day otabepr) yio ToUAd)LOTOV £va XpOvo oo tn Sldyvwon Kot akoAoUBwg
peiwon 25mg kabe 3 pnves. H Beparmeia pe alabelompivn pmopel va enektabel £wg kat 4
xpovio. petd tn Stdyvwon (1,5-2mg/kg/d yia 18-24 pnveg, petd peiwon tng 60ong oto
1mg/kg/d péxpt ta 4 xpovia HETA TtV SLdyvwaon Kal KAtormv peiwon 25mg kdbe 3 urveg) (15)

FAUKOKOPTLKOELSN

5-7,5 mg/d yia 2 xpovia Kot katomy peiwon 1mg kabe 2 pnveg

Yrotponidlouvoo vOoOC:

Q¢ unotpony] opiletal n emavepdavion onpelwv | CUPMTWUATWY gvepyol ayyelitdag oe
OTIOLOSATIOTE CUCTNA OPYAVWY UETA TNV eMiteuén Udeonc, amovaia GANG attiag. H empovn
Betikwv ANCA otov 0p0, n avénor] Toug A n Betikomolnon Toug amoteAoUV EUECES eVOEEeLg
TOavr¢ 1 UEANOVTIKNG UTIOTPOTING Kol SEV TIPEMEL val ATMOTEAOUV KPLTHPLO yia t ARdn
BepaneuTikwy anodpaceswy, YwPig avtiotoLya KAWVIKA EUpHUATO.

H Bepamnela tng unotporidloucag vOoou TEPAAUPAVEL TNV EMAVAXOPNYNON EMAYWYLKNG
Beparneiag, kata npotipnon pe RTX, evw npénel va anogevyetal n xopriynon CYC eldika av n
aBpolotikr §6on Eemepva ta 36 g, Aoyw uPnAol KivdUvou avantuéng kakornBeLog oto HeAAoV.
(5,13,16)

AvOEeKTIK) VOOOC:

H voooc opiletal avBektikr av tapd tn Aqn tng evdedelypévng Beparmeiag yia LKavo XPOoVIKO
Staotnua (6 pnveg n 3 pnveg os aocBevn e€aptnuévo amno alpokdbapon):

e To i{nua oUpwv apapével evepyod Kal n vedplkn Asttoupyia TPOOSEUTIKA LELWVETAL.
e  Emuovni N véa epdavion eEwvePppLkwv ekENAWOEWV.

ITnv nepintwon auth Kal eddoov enavallohoynBel n vooog (evoexopévwg pe véa Bloyia
vedpou), cuviotatal n xopriynon Bepaneiog pe RTX av n apxikn Bepaneia nepthapupave CYC
i to avtiotpodo, n/kaL avénon tg 86ong twv yAukokoptkoeldwv. Eival mpodaveg otL n
TMPOYVWON TNG OVOEKTIKAG VOOOU €lval XELPOTEPN EVOVTL OUTHG TwV aoBevwv Tou
avtamokpivovtal otnv apxLkn Bepareia.



Y& 0.0Beveig Mou Petd amo 3-4 prveg evdedelyuévng Beparmeiag mapapévouy eEapTWEVOL OO
alpokaBapaon kal §gv £xouv eEWVEPPLKEG ayYEUTIOIKEG EKONAWOELG CUVLOTATAL N SLOKOTIN TNG
QVOOOKATAOTAATIKN G Beparneiag (17).

Fevikég odnyieg

Ytoug acBeveic mou Ba AaBouv Bepaneia e YAUKOKOPTIKOELSK amatteito:

MpodUAaén yla ooteonopwon e acBéotio Kal Brrapivn D
Faotpomnpootacia
Ytevn mopakoAolBnaon tng YAUKOING tou opou

2toug acBeveig mou Aappdvouv Bepaneia pe KUKAopwodapion:

MpotipoUpe To ev8odAEBLO oXNUa TO OTolo £XEL TNV (8LA AMOTEAECUATIKOTNTO Kol
ONUOVTLKA LKPOTEPN GUVOALKA 800N

Meiwon og 500 mg/m?BSA og eGFR < 30 ml/min/1.73 m?

Ye aoBeveic > 60 etwv, xopnynon 12.5 mg/kg

Ie aoBeveic > 70 etwv, xopriynon 10 mg/kg

MpodUAaén yla Pneumocystis jirovecii pe kotplpo&aloin 480 mg 3 popég/eBdouada.
H 86on t¢ kukAhodwodauidbng mpemel va mpooappoletal wote WBC>3000 oe
Staotnua 10-14 pépeg LETA TN XOPHYNON TNG

Ze aoBeveic avamapaywylkng nAkiag mpémel va yivetal oulntnon ywa katauén
wapiwv/onépparog ) yovadonpootacia (leuprolide)

YToug aoBeveig mou Ba AdBouv Beparmeia pe rituximab:

Opoloyikog £Aeyxoc yia HBV kaBwg to Rituximab v mpémel va xopnyeitol os
acBeveic HbsAg n anti-HBc BeTlkoU¢ Xwpig ouv-xoprynon tng oxeTkng Bepamelog
Aoyw Ttou KwwdUvou emavevepyomoinong Tou U Kal duvntikd Bavotndopag
nnatitdag.

Mpodulaln yla Aolpwén amd Pneumocystis jirovecii pe kotplpuofaloAn 480 mg 3
dopéc/eBdopdda yia 6 pAveC TOUAG)LOTOV

Neotepeg Oeparneieg

To Avacopan, €vag eKAEKTIKOC AVOOTOAENG TOU KAAOUATOG C50 TOU CUUITANPWHATOG,
TIOU XOpNnYElTaL amd Tou OTOPOTOG 0 CUVOUOOUO LE TNV KAAOLK Bepameia Kal
ETUTPETEL TAXUTEPN HElwan TNG 600NG TWV YAUKOKOPTIKOELSWV Kol TpWLUN Slakomn
TouG. H mpooBnkn Tou MapPAyovIa QUTOU, CUCXETI(ETAL PE PEYAAN HElWOn TNG
00poloTtikng 860NG TwV YAUKOKOPTLKOELSWY, HIKPOTEPN CUXVOTNTA OVETLOUUNTWVY
gvepyelwy, Taxutepn BeAtiwon tng vedpkng Aettoupyiag kat uPnAotepn mbavotnta
TOPATETAPEVN G UdESNC OTO TENOG TOU MPWTOU £TOUC, 0 oUYKPLoN Ue aoBeveig mou
Sev ehappavav to pappako auto (18).

Metapooyxeuon

Ot aoBeveic pe ANCA oxetlldpevn ayyeLtida pmopouv va eivat urtoP Lol yla HeTapooXeuon
edbdoov napéABeL Slaotnua = 6 purveg o MARpn Vdeon. H pakpoxpodvia £kPach Twv acdevwv
outwy 6e Sladépel amo avt aAAAwv acBevwv pe aAa aitta XNNTZ (19). Tuxov mopapovn
BetikoU tithou ANCA Sev amotelel avtévSelén yla TV LETAPOOXEUDN.



Mpoyvwon

H GPA kat n MPA oxetiovtal pe onuavTtikn voonpotnta Kat Bvnolpuotnta. OL acBeveic mou be
Aappavouv Beparmeia €xouv mooootd Bvntotntag 90% evidg dUo etwv. H pakpoyxpovia
eruBiwon oe aoBeveig pe GPA kat MPA £xel BeAtlwOel Spapatikd PeTd Tig mpooBrkeg CYC kot
RTX oto Bepamneutiko oxnpa. Qotdoo, ol acbeveig pe GPA kalt MPA e€akolouBolv va €xouv
£wg Kat 2,7 popég uPNAGTEPO TOCOOTO BVNTOTNTAC O GUYKPLON HE TO YEVLKO MANBUGUG. Ot
KUpLeG attieg Bavatou oe acBeveig pe ANCA oxetilopevn ayyelitida elval eTUTAOKEG amd TV
0VOOOKATAOTOATIKY Oepaneia  (kuplwg Aolpuwéeelg, KakonBeleg), emmAoOKEC amd TNV
UTtOKELEVN VOOO (T.X. vEDPLKA QVETIAPKELD, TIVEUMOVLKN OVETAPKELA) KOl KopSLayyeELOKnA
vooo (20).
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