KateuBuvtipleg odnyieg yla tnv aviyuetwrnion tng Anti-GBM vocou
(Noéupplog 2023)

Zuyypadeic: KahoyepomouAog Métpog, Alovakn Zodia
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1. Elocaywyn

H vooo¢ pe avtlowpata £vavtl TG Baclkng OMEIPOUATIKAG pepBpavng (anti-glomerular
basement membrane - anti-GBM) eival pla omavia ayystitida Twv UIKPWV ayyeiwv pe
enintwon 0,5-1 TEPUTTWOEL avd  eKATOMpUpLo TANBuouo [1]. Mpokaleitalr amo
OQUTOQVTIOWHATA €VAVTL TOU U KOAAQyoviKoU TURUatog tng aAucidag a3 tou KoAAayovou
tomovu IV [2]. H anti-GBM vbooog mapouotdlel pio Sikopudn NALKLAKI KOTOVON, LE Lo oA
otn veapn nAkio n omoia adopd AvIpeg, TMOU ekSnAWvVouvV cuvnBWE Kol TVEUUOVLIKA
alpoppayia Kot pa SeUTEPN ALXUN OTNV KTN €wG TNV 0ydon dekaetia, mou adopd yuvalkeg
[3,4]. O neplocotepol aoBeveig (mepimou 1o 90%) Mapouctdlouv KAWVIKA XOPAKTNPLOTIKA
TaxEwg efeAlooopevnG  omelpapatovedpittdag, n omola ovopdletal  anti-GBM
omnelppatovedpitda [3,5], evw otav ekdnAwvetal Tautoxpova Kal KUPeALSIKN atlpoppayia
(25-60%) ovopaletal cuvdpopo Goodpasture. H pepovwUEVN TIVEUOVLKY TIpooPoAr sival
onavia [1].

2. Auayvwon

Note UMOMTEVOLLOOTE Th SLdyvwon;

Y& OAoug Toug aoBeveic pe vedplttdikd cuvdpouo, dNAadn OMEPAUATIKY alpaToupia HE A
XwpIg EkmTtwon tou pubuol omelpapatikng dindnong, kat olaitepa o€ AUTOUC UE TOXEWCS
e€elloodpevn onelpapatovedpittda n/kal cupntwpatoloyia kuPeASIKAC alpoppaylag.
ErmutAov, ta akdAouBa KAWLIKA oevapla Ba PENEL va eysipouv UTIOYPIEG yla pia AlyoTtepo
Kowvr) mapoaAlayn tng anti-GBM véoou:

e  AoBevelg Ue CUCTNUATLKA CUUMTWUOTA OTIWE TTUPETO, ATWAELX BApOUC, Kakouxia Kal
apBpalyieg, oL omolol pnopel va £€xouv kol cuvunapyouoa ayyelitida oxeTl{Oevn Ue
ANCA avtiowpata [6].

e AobBeveic pe vedpwolkd clvEpouo, oL omoiol mapouolalouv TaxEwe eEEALGCOUEVN
onelpopatovedpitida og cuvduaouod pe pepppavwdn onelpapatonddela [7].

e AcbBeveic pe atumn popdn anti-GBM vooou, oL omolol £XoUV apvNTIKA OVTLOWUATO
oTov 0p0d Kal Alyotepng vedplkng Baputntag vooo, xwplg UNVOoELSElG OXNUATIOUOUG
otn vedpikn Boyia [8].

e ANmreg vedplkoU pooxeupatoc pe ouvdpopo Alport, mou epdavilouv vedpltidiko
oUVEPOUO KOl TOXEWC e€eAlOOOUEVN oTtelpapatovedpitida oTo pooyxeupa [9-13].

EruBeBaiwon TtTng Stdyvwong

H Sltayvwon tng anti-GBM vooou mpolnoBetel aviyveuon twv anti-GBM avtiocwpdtwy eite
oTov 0po eite otn vedpikn BoPia. Oa mpémnel va Slevepyeital BoPia vedppol, ektog edv
UTIAPXEL AVTEVOELEN, SLOTL N akpifela TnG opoloyLkng emuPePfaiwong motkiAel [4,6]. EmutAéov,
n Bloyia vebpol MapEXeL ONUAVTIKEC TANPODOPLEG OXETIKA HE TNV EVEPYOTNTA KOl TN
XPOVLOTNTA TNC VOOOU, Tou UTopel va BonBrioel oto oxedlaoud ¢ Beparmneiag evw amokAsiet
QAAEG OTIELPOUATLKEG TTABN OELG.



3. Ogpanscia

H onpaoia tng mpwipng mapéupaong
H éykalpn Stdyvwon kot Bepameutikn napepBacn sival kaboploTikol mMapdyovieg yla Tnv

QvTamoKpLon ot Bepameia Kal Tn HaKpompoBeoun mpdyvwon tTwv acbevwv pe anti-GBM
vooo [1], 5e8opévou Tou yeyovoTog OTL N vOoog odnyel taxutata o un avaotpéPLueg BAAPEG
ota pooPBeBAnuéva dpyava.

Noloug acBeveic Ospanelous;
Zekwvape Bepamneia oTLq €€ ¢ MEPUTTWOELG:
® Jg ONOUG TOUG 00BEVELG e TIVEUHOVLKE aLpoppayia, aveEdptnta ano Tnv mapousia
Ko/f TN coBapotnta tng mPooBoArg Twy vedbpwy.
e 3t OMhoug Toug aoBeveic pe vedplkry mpooPolr) mou 6e ypelalovral AEON
alpokaBapon.
H anddaon yia Bepaneia oe aoBeveic mou mapouvolalouv ofela vedppikr PAABN e€aptwuevn
and alokdBapon Xwplg mveupoviky aldoppayia eivat o §UokoAn, kaBwg umdpxel TTOAU
XOUNAR TUBavotnTa VeEDPIKNG OVTATIOKPLONG, €LOIKA €AV O Q0BevinC €XeEL UNVOELSELS
oxnuatiopolg oto 100% twv efetalopevwv otn vedpplky Blogia onelpopdtwyv [14].
MikpOTEPNC SLAPKELOG BEPATEUTIKA OXAMOTA WIMOPEL va SOKLUOOTOUV OTIC TIOPOKATW
TEPUMTWOELG:

e AcoBevelg pe eotlakn HNVOelSIK OMelpapatiky PAABn os cuvduaouod pe ofeila
ocwAnvapLakn BAABN otn vedbpwkn PloPia [14].

e AgBeveig pe anti-GBM vooo mou €xouv Betikd ANCA avtiowpata Kol KAWVIKA onueia
OUOTNUATIKAG ayyeLitdag [6].

Oepaneutikd oxuata
OepameVoVe TOUG TApOMAVW acBeveic pe anti-GBM voco pe  ouvduoouo
KukAodpwodapidng, yAukokoptikoeldwv kot mAaopadaipeong [6,15,16].

o KukAopwodapidn - and tov otopatog aywyn pe 2 mg/kg/d yia 3 priveg
o Melwon ddong kata 25% yla acBevelg nAwkiag >60 €tn | oe acbeveig pe
EMNPEACUEVN VEPPLKA AelToupyia cUUdWVA LE TOV MAPAKATW TIVOKA.

Mivakag mpooapuoyng amd Tou oTtopatog 86onG KukAopwaodauibng oe emnpeacuévn

vedpLkr) Asttoupyia

KaBapon kpeatwivng (e€lowon Cockroft-Gault) Kukhopwaodapidn and ToU
otopartog (mg/kg/npepa)

>100 2

50-99 15

25-49 1.2

15-24 1

<15 n e€aptnon and ewvedpikn kabapon 0.8

o T nuépeg NG mMAaopadaipeong, xopnyoUpe TNV KUKAOGwopapidn HeTtd
ocuvebpla.



o Meilwon 86ong (N kat Slakomn tng Bepameiag) oe nmepMTWOoELS eUdAVIONG
Aeukomeviag. MapakoAolBNGON He YeVIKA aAlMOTOC TOUAAXLOTOV KABe 2
efdouadec.

o Heunepla yia tnv anoteAeopatikotnta tTng evodpA£BLag kukAodwapauidng
elval mepLlopLopévn.

o TAukoKopTIKOELS — MeBumpebviloAovn evbodAeBiwg yla 3 nUEPNOLEC SLOSOXLKEG
6060¢1¢ (15-20 mg/kg pe péylotn 86on 1 g) KaL otn CUVEXELD OO TOU OTOHATOC
npevLllovn pe 86on 1 mg/kg pe péylotn 86on ta 80 mg.

o Meiwon g 66ong ota 20 mg/d otig 6 eBSoudadec.

o Ztadlakr Pelwon Kol SLOKOT) 0ToUG 6 UAVEG.

e MAaocpadaipeon — Kabnuepwég ouvedpieg pe avradloyy 40-50 mli/kg 6avikou
Bapoug owpatog e 5% aABoupivn péXpL Ta anti-GBM avtiowpata va pnv sivat
aviyvevuotpa (cuvnbwg 2-3 efdouadec) [4,14].

o Ot péBobdol macpadaipeong pue dpuyokevtpo 1 pe Slaxwplopod pe diktpo
elval e€loov anoteAeopatikég [17].

o e aoBeveic pe mpoodatn Plogia vedppou | kuPeASIKA alpoppayio va
npootiBetal 1-2 Aitpa ppéoko katePpuypévo MAGopa avti yia aABoupivn oto
TéAo¢ tn¢ maopadaipeonc.

EvaAAQKTIKA oxpata
To rituximab kalL to mycophenolate mofetil (MMF) eivat svoAlaktikéc Beparmeieg mou

umopoUV va  xpnolpomownBolv oe aoBeveic mou Tmopouctdlouv Sducavelia otnv
KukAodwodauidn. Qotdéco, cuvnBwg &g XpnoluomoloUPe aUTOUE TOUCG TIOPAYOVIEG WG
Beparneia MPWTNG YPAUUNG AOYW OVEMAPKWY OTOLXELWV YLA TNV ATIOTEAECUATIKOTNTA TOUG
[18-22].

e Xopnyoupe 1 g rituximab ywa 600 600¢elg. e aoBeveic mou umofdaAlovial o€
TAaoHadaALPETELC YOPNYOULE TO rituximab peta tn cuvedpia kabwg amopakpUVeTaL
Katd tn SLAPKELA TNG. AvaoTEAAOU LE TIG cuvedpleg yla 48 wpeg, WOTE va eTUTPEPOUUE
™ 6éopeuon Tou rituximab amd ta B kUTTapa mpwv amnod tnv enduevn Bepamneia
mAaopadaipeonc.

NapakoAolOnon Tou tithou Twv anti-GBM avtiowpdtwy

Ta enineda Twv avilowUATwy anti-GBM Ba mpénel va mapakoAouBouvtal eBdopadlaia yia
TIG TPWTEG 6 EBOOUASEG LEXPLVA LNV AVIXVEUBOUV o€ 500 SLOSOXLIKEG LETPHOELG. 2T CUVEXELDL
napakolouBoulpe ta emineda kabe deutepn efSopada yla téooeplg BSOUASEC KAl €Av
TIOPAUEVOUV N avixveUoLua, TtapakohouBoU e ta emineda pia popd to pAva yla €L URVeC.
ErumAéov, eAéyxoupe Ta emineda aviloWUATWY €AV 0 a.0B0evr¢ epdaviosl KAWIKA onueia mou
UTIOSNAWVOUV UTTOTPOTTH.

AcBeveic pe eppévovra anti-GBM aviiowpata HETA TV apXiki Bepaneia

H avBektikn anti-GBM vodoog elval onmavia (<10%) [23]. H BéAtiotn Slaxeiplon tétolwv
aoBevwv Sev eival yvwotn Kal ta dedopéva meplopl{ovtal O€ PLKPEC OELPEC TTEPLOTATIKWY
[21,24]. Qotooo, 6e ypetdlovtal OAoL oL aobeveic pe UTIOAELOpMEVOUC TitAoug anti-GBM

ovtlowpatwy aAlayn otn Bepaneia evw n Beparneia Ba mpénel va e€atopikeletol pe Bdaon
NV KAWVLKA ELKOVO TOU aoBevoUg.

e Je aoBeveig pe enipova uPnAd titho aviiowpdtwy (mou avbaipeta opiletal wg To 3-

TAACLO TOU QVWTATOU opilou Tou ¢uactoAoyikol fj uPnAdTepPoU) ToU 8 UELWVETAL

Tapa TNV Kabnuepvr macuadaipeon kat Bepamneia pe faon tnv kukAopwodauisn



yla TouAdxLotov 800 £wg TPeL eBSOUASEC Kat TIou €xouv evdeifelg ouvexl{OUevng
vooou Spactnplotnta (dnAadn, cuvexllOUevn TIVEULOVLKN atpoppayia Kot/ evepyn
omnelpapatovedpitida), unopei va xopnynOsel rituximab. H avaykn ywa mepattépw
KaBnuepvy mAaopadaipeon Tépav Twv TEcoApwvV eRdouddwv Ba mpémel va
enavektipatal, laitepa oe aobeveig mou &ev €XOUV QVAKTAOEL TN VEPPLKN
Aettoupyia €va pnva HETA amo thv €vapén tne Bepameiag Kal Sev £X0UV IVEULOVLKNA
alpoppayia.

e e o00Beveig pe emipovo uPnAod TitAo avilowpdtwv Tou umofdallovial o€
alpokaBapaon, Sev €xouv TIVEUHOVIKN alpoppayio kot €xouv Blodia vedpol mou
Selxvel uPnAO TOCOOTO MNVOELSWV OXNUATIOUWY f/KOL EKTETAUEVN OALPLKA
OTIELPOUATOOKANPUVON KAl SLAEDH (vwon, LELWVOUE Th Bepameia kot cuveyilou e
va mapoakohouBol e Ta emnineda anti-GBM avtliowpaTtwy.

e e aoBeveic pe emipovo TITAO QAVIIOWHATWY UETA amd TPELG £WC TECCEPLS UNAVEG
Beparneiag pe kukhodwodauidn mou £xouv avaktnoel vedplkn Asttoupyla Kal sival
oe KaAn kAwwn katdaotaohn, oaAldloupe Oepaneia and kukAopwodapién oe
rituximab. Edv To rituximab &gv eival Stabéoipo, yopnyouue alabelompivn (1 €wg 2
mg/kg nuepnoiwg) N mycophenolate mofetil (MMF, 1000 mg 800 dpopEg Thv NUEpQ),
Ta omoia eival Alyotepo Toflkd amod tnv KukAodwodauidn kot cuvexiloupe T
Bepamneia ylo €€l €wg evvéa PNveg. Zuvexiloupe va TopakoAouBoUpe TETOLOUG
a0Bevelg yla onpeio KAWVLKNAG UTIOTPOTIAG 1 alEnong Twv anti-GBM avTlowWUATwWV.

Oepaneia cuvtripnong thg Vdeong
OL uTtoTpoTiEG eival aocuvnBLoTeg otnv anti-GBM vooo Kot wg K Toutou AE yopnyouUpe

Beparneia cuvtrpnong otoug acBeveig autolg (Lovodaaotkny vooog) [14,25-28].

AcBeveic pe unotpondlovoa VOGO

Av Kall OL UTIOTPOTIEG €ival acuvrnBLloteg otnv anti-GBM vooo, ta dedopéva dev emapkouy
yla va tpoodLloploTel pe aflomiotia n cuyvotnta toug [6,14,25-28].

e Ol KAWVIKEG UTIOTPOTIEG €lval TILO OUXVEG o0 aoBeveig mou eival emiong ANCA
BeTIKol, OTOUC OTIOLOUC EMAVEVEPYOTIOLEITAL N AVOCOTEVIKA ayyeLTda Kal OxL N
anti-GBM vooog. Zuvnbwg, n emavaAnTuikn vedpikn Bloia eival amapaitntn ya
TNV LoToAoyoALKn emBeBaiwaon TNG UMOTPOTING KAL TNV EKTLLNONG TNG EKTACN TNG
gvepyoU VOOOU 0TO VeEDPLKO LOTO.

e YTApXeEL TO EVOEXOUEVO TO TOCOOTO TwWV A0BEVWY TIOU UTOTpOoTLAlouV va glval
vPnAGTEPO O KATVIOTEG I aoBeveig TTou £xouv £kBean og udpoyovavBpaKeg oTo
€MAYYEAUA TouG. DAoL ot aoBeveig e anti-GBM vooo Ba TpETEL va améXouV oo
TO KAMVIOUO Kol vo armodeUyouv TEToleg ekBEoelg [29,30]. Ze emiPBefalwUEVES
TMEPLMTWOELG UTtoTpornialovcag anti-GBM vooou, emavalapBavoups tTnv apxLkn
Bepanéla pe mAaocpadaipeon oe ouvbuaopd HE YAUKOKOPTLKOELSN Kol
KukAodwapauidn.

EL81kéc katnyopieg acBevwv
e AocOeveic pe Oegtikd ANCA kot anti-GBM avtiowpata. Oa TpEMEL va

avTileTwrilovtal Pe TV apxiky Beparmeia yla anti-GBM vooo Kal 0Th GUVEXELD
va Aappavouv Bepameia cuvtipnong onwg ot ANCA-oXeTI{OUEVEG ayYELITLOES,
AOYyw cuyvwv urotponwv. EmumAéov, ol acBeveic pue Betikd ANCA kot anti-GBM
OVTLOWHATA £XOUV YEVIKA KAAUTEPN TPOyvVwon amd tou¢ acBeveic mou €xouv
povo Oetika anti-GBM avtiowpata. Eotl otav €xouv €€apTWHEVN OO
awpokdaBapon vedpiky BAABN katd tn Sidyvwon, Oa mpémel va Aappdavouv



onwodnnote Bepaneia ylati €xouv peyaAlutepn mBavotnta anefdptnong ano
auToUG e LoVo BeTikd anti-GBM avtiowpata [6].

e Anti-GBM vOc0G 0 cUVSUAOUO HE MEUPpavwdN omelpapatonddsia. Aivetal
Beparmeia 6mw¢ otn anti-GBM vooo, xwpig va unmtdpxel KaAr vedplkn mpoyvwaon
[31].

e Anti-GBM voocog otn vedpwkn PBuoYia, xwpic aviyveuon anti-GBM
OVTLOWUATWVY. ALaKPIVOULE SUO EPUTTWOELG:

o AobBeveig pe atunn anti-GBM vo00, XwpIg VEUOVIKA CUUMETOXH Kol
AT VEPPLKN CULLLETOXH, XWPLG UNVOELSELG OXNUATIOMOUG. A€ XOpnyoU e
0VOOOKOTAOTOAN, €KTOGC €Av Uumapxel emibeivwon NG VePPLKAG
Aewtoupyiag [8].

o e aoBeveic mou éxouv tumkn epdavion anti-GBM véooou kal Sev
avixvevovtal avtiowpota, Bepanevoupe e tnv 6la Beparmeia 6mMwg os
ooBeveig pe BeTikd avtiowpata. Ta avilowpata evavtl tng GBM eival
ouvnBwc IgG, pe Tig umokatnyopieg IgG1 kat IgG3 va kuplapyoLv. Exouv
eniong avadepBel oMAVIEC TMEPUMTWOELS TOU adopolV OVILOWHLATA
avoooodalpivng A (IgA) kal 1gG4, ta omola &gv aviyvelovial UE TIG
ouvnBelg Sokaoieg ELISA [32-33]. Evalhaktikég uéBodol avixveuong
anti-GBM avtiowudtwy (€upecog avooodpBoplopog, Western blot) Ba
nipemnet va Sokualovral epooov eival SlabEaieg.

Epguvnrikég Bepamneieg

e Avooconpoopodnon. MeAéteg mapatpnong Selyvouv pn KOTWTEPOTNTO OO0V
adopa TNV ATMOTEAECUATLKOTNTA TN AVOOOTPOCPOhNONG OTNV OMOUAKPUVGT TWV
anti-GBM avtlowpatwv o oxéon Ue TIC AAAeg pebBodoug mAacuadaipeong,
£XOVTOC TO TTAEOVEKTN A TWV AlyOTEPWYV AVEMLOUUNTWY evepyeLwv [34,35].

¢ Imlifidase. To évlupo amnolkoSounong IgG mou mpogpyetal armo Tov Streptococcus
pyogenes (imlifidase [IdeS]) elval pla avacuvduaopévn mpwtedon KuoTeivng mou
Slaoma kol TG TECOEPLG uToKATNYOoPLleg TG avBpwrmivng 1gG o Bpalvopata
F(ab')2 kat Fc, avaotéAlovtag tnv €€apTWUEVN QMO TO CUUMANPWHA KAl TV
€EQPTWHEVN ATIO AVILOWATO KUTTOPOTOSIKOTNTA. H amoTEAEOUATIKOTNTA KAl N
aodalela autol Tou mopayovia afloloynbnkav o pia peAétn paong 2a pe 15
aoBeveic pe kukhodopolvta aviliowpata anti-GBM kat eGFR <15 mL/min/1,73
m2 mou é\aPav pia edpamo 6on imlifidase (0,25 mg/kg). ONol oL acBeveig
g\aPav emiong Oepameia pe kKukAopwodapidn kot yAUKOKOPTIKOELSH. H
miacpadaipeon  mpaygotonow)Bnke  pOVO €AV T QUTOQVILOWUOTA
enavepdavidovrav. Kata tnv évapén, 10 acbeveig Ntav efaptwpevol amo
alpokaBapon kot évte eixav eGFR petalu 7 kot 14 mL/min/1,73 m2.E&L acBeveig
Atav eniong ANCA Betikol. 2toug €€L unveg, 10 and toug 15 acbevelg (67%) Sev
Atav e€aptwpevol amd aluokabapaon, mTocooTo PEYAAUTEPO O GUYKPLON HE ML
LOTOPLKN KoOpTN (18%). AvadépBnkav oktw coPapé avemBUUNTEG eVEPYELEG
(ouumepthappavopévou evog Bavdtou), av kat kapia dev aflohoynBnke wg
TBavwe oxetllopevn e tn Bepaneia [36].

4. Metapdoxeuon

® (L aoBeveig¢ pe xpovia vedplky vooo tehkol otadlou eival umodrndlol ya
HeTapooxeuon. Noapd to yeyovog OtL Sev umtdpyouv dedopéva yla Tov L8aviKo



XPOVO UETOUOOXEUCNG, TOL TIEPLOCOTEPA KEVTPO ATALTOUV TOUAAXLOTOV 6 MAVEG 1N
OVIXVEUOLHWY EMMESWY anti-GBM aVTIOWHATWVY TPV amd TN UETAPOOXEUCH
vedpou.

® Humnotporn tng anti-GBM vooou oTo HOoXeU LA eival oTt@via kot n emBiwon tou
HooxeLpatog ival mapopola pe acBeveig mou eixav IgAN [37,38].

® De Novo anti-GBM v6c0 0To HOOYEU O UTTOpPEL va ePdavIOTEL OE UIKPO TTOGOCTO
aoBevwv pe puloouvdeto cuvdpopo Alport [9-13].

® OL aoBevelg pe LOoTOAOYLKA TEKUNPLWHEVN anti-GBM vedpitidba AapBdvouv tnv
16La Bepamneia pe Toug aobeveig pe puoikolg vedpoucg [9-13].

5. Npoyvwon

Aedopgvng tng avtoneplopllopevng duong tng anti-GBM vooou, ol acBeveig mou emiBlwvouv
TOV TPWTO XPOVO UE KOAR vedpikr Aettoupyla €xouv kaAr €kBaon. H emiBiwon Twv acbevwy
Kal n €kPacn tng vedpikng Aswtoupyiog cuoyetilovtal otevd HE TO BabBud vedplkig
SuoAettoupyiag kata tn dtayvwon [3,44,45]. OL acBeveig pe pEtpla €wg ooPapr vooo mou ¢
xpetaovral alpokaBapon Katd tn SLayvwon YEVIKA avtamokpivovtal otn Bepaneia, evw N
Udeon Slatnpeltal KOTA Tn Lakpoxpovia mapakoAoldnon. AvtiBeta, pikpd MocooTtd acBevwv
Ttou XpeLdlovtal apeon alpokdBapon PeAtiwvouy tn vedpikr toug Asttoupyia [14,39,40].
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