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Ynev0vvn ofAoon Tov GuvTaKTY
Befouwve o giuor ovyypapeas avtig e TToylokng epyaciog kai otl kabe fonbeio v omoia
ELYO YLOL TV TPOETOLUATLO THGS, EIVAL TAPWS AVOYVWPIOUEVH KOL OVOPEPETOL TTHV TTOYIOKT]
gpyooia. ETiong Exw avapépel TiS OToleS TNYES OO TIG OTOLES EKOVA. YPHON OEOOUEVWV, LOEDV 1]
Aéewv, eite owTES avapépovtal axpifag eite mopappoouéves. Exions fefarcove ot ovty n
OITAWUATIKY] EPYOCIO. TPOETOYUATTHKE OO EUEVO. TPOCWTIKG, ELOIKG VIO TIG OTOUTHOELS TOD
TPOYPOLUUOTOS OTTODODYV TOD METOTTTUY10KO0D OITADUOTOS E10TKEVANS 0T Neppoloyikny Dpovrida,

¢ latpikng Zyolng tov [ovemotnuiov Adpioog.
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Hepiinqyn

O mpwtonabdeic omelpapatonddeles, Ppickovial avipeso oto KuPLo aitio Tov 0dNyodv og xpdvia
VEQPIKN VOGO TEMKOV 6Tadiov (XNNTL) kot o€ vrootipién pe pebddovg eEmvePPIKng KAOUPONS.
Q¢ mpotonabdeic opilovtal ot datapoyés Tov apopobv To oTeipapo Kot teplopifovial o aTod.
21 TepoVGO LETATTLUYIOKT EpYacio oavolbovUE TG KUPLES TpmTomadelg onelpapatonddeieg mov
avapépovtor ot Piproypaeia: IgA NeppormdBein, Mepppavadn Neppomdbein, NoOcGOC
Ehayiotov AAMowwcewv, Eotiokn Tunpatikn EnepapatockAnpovver, MepuPpoavodnepmAactikég
N xor Tayéwg E&ehooopevn EN. H moapodoo petomtuylokn epyocio €(el ¢ GKOMO Vo
TOPOVCIAGEL TO. CUYXPOVO GUOTAUOTO TOEWVOUNONG TMV OTEWPAUATIKOV ToOCEOV Kol va
avoAvoel T Tpwtomadeig onelpapatonddeie. X10 TAAIGIO VTG TNG LETATTLUYIOKNG EPYACIOG,
avVOoKOTNoaUe otV vadpyovca Piproypaio, T0 mTOOOELGIOAOYIKO UNXAVIOUO, TIG KAWVIKEG
EKONAMGELG KOl TIC cLYYPOVES BepamevTikég maperPdoels yio Kabe tpmTonadn oreipapatonadsio.
H tpéyovca ta&vounon tov mpoTonabdv OREPAUOTIKOV VOCOV 7OV  YPNCULOTOIEITOL
BPAoypapikd, Pacer g 1otomaboloyiknig ewovag, @aiveron mmg Ponda oy peAétn kot
TePLYpaPN TG KOs VOooLoyIKNg ovtotntag. 261060, 01 cuveyeic e€eAitelg kot Ta véa dedouéva,
EWVIKA OG0 aeopolY TOV TOHOPLCIOAOYIKO UNXOVIOUO, EMPAALOVY TNV OVAYKN Yo TNV

avabem®pnon g TaEVOUNONS AVTNG, TPOKEEVOD VA O1UCPAMOTEL 1) BEATIOTN KMVIKN TPOKTIKY.

Aééeig  Kheww: mpotomadng onepopotonddeo, onepopotoveppitioo,  tavounon

OTEPAULOTIKOV TadNcEDV
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Abstract

Primary glomerulopathies are among the main causes leading to end-stage renal disease (ESRD)
and support with renal replacement therapy. Primary glomerulopathies are defined as disorders s
involving the glomerulus and limited to it. In this thesis, we analyze the main primary
glomerulopathies reported in the literature: 1gA nephropathy, membranous nephropathy, minimal
change disease, focal segmental glomerulosclerosis, membranoproliferative glomerulonephritis,
and rapidly progressive glomerulonephritis. The purpose of this postgraduate dissertation is to
report on contemporary classification systems of glomerular diseases and to analyze primary
glomerulopathies. In this postgraduate work, we reviewed the existing literature, the
pathophysiological mechanism, clinical manifestations, and modern therapeutic interventions for
each primary glomerulopathy. The current classification of primary glomerular diseases used in
the literature, based on histopathological findings, appears to assist in the study and description of
each entity. Continuous developments and new findings, especially those concerning the
pathophysiological mechanism, make proper classification necessary for ensuring optimal clinical

practice.

Keywords: primary glomerulopathy, glomerulonephritis, classification of glomerular diseases

Institutional Repository - Library & Information Centre - University of Thessaly
05/09/2026 14:44:03 EEST - 216.73.216.250



Vi

Institutional Repository - Library & Information Centre - University of Thessaly
05/09/2026 14:44:03 EEST - 216.73.216.250



Hivaxag Zvvtopoypo@rav
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KED®AAAIO 1: Ewayoym

O 6pog omepapatovePpitida LITOONADVEL PAEYUOVT] TOV VEPPIKOD OTEPApatos. QoT060 OV
TapoLG1ALovV OAEG 01 CTEPAUATIKEG TOONGELS VITOYPEMTIKA GTOLYEIL PAEYLOVAOIOVG OlEPYOTiOg
omv totoroyiky] e&étaon. Kdmolor pelemntég vmootpilovv 0Tt 0 0pOg GTEPAUOTOVEPPITION
TPENEL VO 0modideTal POVo G€ EKEIVEG TIG OTMEPAUATIKEG TOONGELS OV TaPoLSLAlovy cTolyEin

Preypovig.

Amo Vv dAAN, o1 mpwtonadeic omepapatonddeiec, TpokaAoHvTol cLVIOWS aTd SOTAPAYES TNG
OVOGOAOYIKNG QOKPIoNG HE EMOKOAOVON Tapaymyr] AEYHLOVMDOOLS HIKPOTEPIPAAALOVTOC. AVTO,
UTOPEL VO OIKOLOAOYNGEL TNV YPNON TOL OPOV CTIEIPAUATOVEPPITION V1o OAEG TIC TAHOAOYIKEG
KOTOOTACELS, 7OV TPOGPAAAOVY TO. OTEPAUATE KOl TV OVO VEPPOV. Av kol o1 Opot
OTEPOUOTOVEPPITION KOl CTEPAUATOTAOELN, YPNOYLOTOOVVTIOL HE TOPOUO0 TPOTO, O OPOg

OTEPOUOTOVEPPITION GUVAVTATOL TTIO GLYVE ot PifAoypaeia, paAlov Ady®m cuvnOetag.

Yrdpyoov mOAAGL Kputhiplo  KOTATOENG TV omEPOROTIKOV  mobnoemv. [loAAég @opég
tavopovvion BAcel TOV KAWVIKOV EKONADCE®V KATO TNV ddyvmorn g vocov. M cuyvi
dlakpion, Paciletal oToV av EKONADVOVTOL LE VEPPOGIKO 1] VEPPITIOWKO 6UVOpoo. To veppwaoikd
ovuvdpopo, yopoktnpiletor amd mpwteivovpion (peyardtepn tov 3.5g/24mpo), pE GLVOOO
vrooABovpvaipio, vrepAMmdopiog Kot Tepeeptkd oidnua. O 6pog vepprTidkd cHVOPOUO apyIKd
YPNOOTOIOVTAY Y10, VO TEPTYPAWYEL TOL OTUELDL KO TOL CUUTTAOUOTA TOV GYETILOTOV HE PAEYLOVT|
TOL OMEWPAUOTOS, ONMG HOKPOOKOTIKY] 1 HIKPOGKOTIKN OUATOVPic. ZvYvE GLVLTAPYEL
TPOTEIVOLPLD, APTNPLUKT] VIEPTACT KOt EMOEIVOCT VEPPIKNG Agttovpyiac. Q6TdG0 avTd T dVO
GUVOPOLLA GLYVA CAANAETIKAADTITOVTOL. X€ KOTOLES TEPUTTMOOELS 1] KAVIKY] EKONAMOT, Hopel vo

BonOnoet oty d1dyvmon g vrokeipevns onelpapatiking PAAPNS.

Ot olyypovol HEAETNTEG TOV  OREPOUATIKOV TAONCEOY, GLUEOVOLV OTL TPEMEL Ol
onepapotonddeieg va dakpivovial oe mpoTonadeis (dtav 1 vOGOS TpokaAeitatl omd mapdyovteg
EVTOG TOL VEQPPOV, OV GLYVA &ivar dyvootol 1 wWomadeic) Kot oe devtepomabeic (omod 1
OTEPOUOTIKT VOGOG GYETILETAL LE GLGTNUATIKA VOGT|LOTO, OTTMG Y10l TOPAGELY O O COUKYAPDONG
JSwfNTng Kot 1 ApLAOEId®ON). ZVVETMG, 1| KATATOEN TV GTEPUUATIKOV ToONGEMV TPETEL VAL
Aappéver vedyy v mbavn aitodoyia, Kot 1 KAOE VOGO VoL VTTOKATIYOPLOTOIEITAL GE TPOTOTOOT|

Kot OEVTEPOTOOT LOPOT).
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H mo cuyvd xpnoyomolovpevn Kotdtaln Tov GIEPOUATIKOV Tadncewy onuepa, Paciletal oty
1oToma0oA0YIKY €wOVa o€ detypo Poyiag veppod, oNAodn oto €VPNUOTO OO TO OMTIKO
UIKPOOKOTIO, OV CLUTANP®VOVTOL omd TV €Eétacn avocoPOopioplod Kot  tov EAEYXO LE

NAEKTPOVIKO LKPOGKOTIO.
Ot xatevBuvipieg 0dnyieg KDIGO, avagépouv g mpotonadeic omelpapatonddeies, Tic ENG:

e [gA NeppondaBeio (Immunoglobulin A Nephropathy - [gAN)

o  MeuBpavmnong NeppondBeia (Membranous Nephropthy - MN)

e Noocog Ehayiotov AAMowwcewv (Minimal Change Disease - MCD),

e  Eotiokn Tunpartikh Znepapoatoskinpovon (Focal Segmental Glomerulosclerosis-FSGS)

e Awpecorafovpeveg omd 0VOGOGLUTAEYLOTO Kol OLUEGOAABOVUEVES OO TO GUUTAN PO
onelpapotondoeleg ue nepppavoimepmAactikd TpdTLITO (membranoproliferative
glomerulonephritis - MPGN)

e  YmelpopoatovePpitido HE aviioopato Evavilt g Poacikne peuPpavng (anti-glomerular
basement membrane - anti-GBM)

e  ANCA-ayyetitidoo mov meplopiletor 6To veppo

Mo aitonafoyevetikny katdtalr, mov TEPAAUPAVEL TV 1GTOTAOOAOYIKY EIKOVA GE GLVOVOCUO
HE T KAMVIKEG ekOnAmaoelg €xel Tpotabel amd T Mayo Clinic/Renal Pathology Society. (Sethi et
al., 2016) ITeprhappdver Tic e£Nc kot yopies:

e  Avocoocvumieypatikny ongpapoatoveppition (Immune-complex GN)

e  Avocomnevikn onepapatoveppitda (Pauci-immune GN)

o Zrepoapotoveppitda pe avricopota anti-GBM (Anti-GBM GN)

o XrelpopaTovePpiTida Le LOVOKAWVIKY ovocospatpivn (Monoclonal Ig GN)

e (C3 onepaparonddeia (C3 glomerulopathy)

Avm N Katdraln eTvporoykd gival cmwotn kabmg TEPAAUPAVEL LOVO TIG CTEPALATOVEPPITIOES
pe vmepmAociocc  KLTTAP®V TOL GRIEWPANOTOS /Kot domMOnon amd Asvkokvttapd. QotdGo dgv
neplopfPaver  évav  aplBpd vrepmiactikov  (C4, IgM  omepopatoveppitida) kot pn-

vrepriaoctik®v (MCD, FSGS, MN) onepapotikdv tabncewv. Kabmg mAéov elvar amodextd ot

2
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1N AVOGOAOYIKY OOKPIOT EUTAEKETOL GTOV UNYAVICUO TaHOYEVESTG KOL OVTMOV TOV VOCULATOV,
TOPE TNV OTOVGI0 EIKOVOAG PAEYHOVIG GTO OTTIKO HKPOCKOTIO, OVTES Ol TOONGES Umopohv va
ocoumEPUNPBOVY OTIC GTEPOUATOVEPPITIOEG. AL N HopPN KaTATAENG Ogv dtaympilel Tig

npwtonadeic amd Tig devteponabeig popeéc (Couser & Johnson, 2014).

I tov G6KOTOVE AVTAG TG EPYAGING YPNOOTOOVUE TV KAACIKN 16Tomafoloyikn Ta&vounon
(KDIGO, 2021) yio. va availvcovpe Ti¢ tpotonadeis onepapatonddeies. Avapépovpe Tig Pacikég
OTEPOUOTIKEG TOONOELS, e ERPacT otV avdAvon g Tpwtoradovg tovg popens. Opilovpe mg
TpOTONAfElS, TIC OTEPAUATOTADEIES TOV TAPOVGIALOVLY SUTAPUYES TOV AUPOPOVV TO GTEIPOLLOL KO

nepropilovrol o€ avTod.
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KE®AAAIO 2: Nooog Elayictov ALLordce®v

H Noéocog Elayictov Allowwcewv (Minimal Change Disease - MCD) omotelel v 7o
ocuvnoicpévn ation veppmotkob cuvopopov oto Todld (tepimov 10 80%) evd avevpioketon 6€
1060070 10-20% 6T0Vg EVAAMK®V LE VEPP®GIKO cuvdpopo. H ovopascio g mpoépyetot amd v
IGTOAOYIKN NG €KOVA. 6TV Proyio ve@pov, omol o, GIEPAUATO AmEKOVILOVTAL PLGIOAOYIKE M
0YEO0V (PLGLOAOYIKA GTO OTTIKO UIKPOOKOTIO, EVA GTO NAEKTPOVIKO LUKPOGKOTIO TTapoTnpEiTON
AL GOUELOT, ATOTAATVVGT KOl TEAMKE EEAAENYT TOV TOOOEWMV TPOGEKPOADV. Xg oYEomn e
T LVIOAOITA AT VEQPP®SIKOD cLVOPOLoL, 1 MCD anavtd otnv Oepaneio pe KOPTIKOGTEPOELON,
eV €xel KoAOTEPN TPOYvmon oty €EEMEN NG VEPPIKNG VOoov. QoT1dG0, €101KE GTOVG
nAopévoug acheveic, pmopet va mpokorésel oEeia veppikn BAAPN kot Opoupdoelc, odnydvTog
o€ ovénuévn Bvntotmro. ‘Eva peydro mocootd acBevav pe MCD gpgavifovv vrotpomn g vocov,
KafoTdOVTOG ovayKaio TNV XpNon TOALOTA®Y KOKA®V Ogpomeiog e KOPTIKOGTEPOEION 1 OKOWM
KOl TNV avAaykn YpNong EVOAAOKTIKOV OVOGOKATACTOATIKOV Oepameidv mov oyetilovion pe

avemBounreg mapevépyeteg (Vivarelli et al., 2017).

2.1 Emonuolroyio
‘Epevva tng International Study of Kidney Disease in Children (ISKDC) onpeuwwvet to 77% tov
OO TPIKOD TANOBVGHOV OV EUPAVILEL VEPP®OIKO GUVOPOLO, EXEL GOV VTTOKEIEVN 1GTOAOYIKN
dyvoon v MCD. Xta peyoAdtepo moudid T0 T0G00TO OVTO HEIDMVETOL TPOOJIEVTIKA aryyilovTog

10 50% otig nAkieg 8-16.

H enintoon mg MCD ota mawd kopoivetor ond 1.2 émg 7 véeg meputtooces ava 100.000
minBvopov. H enintoon g MCD gtvon 1/1.000.000 mAnBvcpod oto Hvopévo Baoiielo, evad
27/1.000.000 otic HITA. Ta otoyeia tng enintowong oe TANBLGHOVG evAiKwV dev gival emapKn
(International Study of Kidney Disease in Children, 1981; Vivarelli et al., 2017).

H vdoog elayiotomv arroidoewv anoterei o 10-15% TtV TEpTOCEDV TPOTOTAOOVS VEQPPOGIKOD

ovvopouov otovg evidikes (Waldman et al., 2007).
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2.2 Avtiohoyio
Y11g mepiocdtepeg mepimtwoelg 1 MCD eivor i 10omabng. H devteponadng MCD khwvikd dev

dwpépet amd v Tpwtomadn. At devtepomadotc MCD avapépovtal GTOV TUPOKATE® TIVOKOL.

[Tivakag 2.1: At devtepomafoc MCD

Ddappoka MEA®, wtepeepovn-A, Aibo(ondvio aito, cvovnBwmg mpokaAel Sidpeon
veppiTda), TapoSpaivn, ovIPloTikd (AUmIKIATVY, prpopumikivn, keeeiun),
YPLGOG (omavio aito ouvnwg TPOKOAEL Hepppovmdom

OTEIPALOTOVEPPITION), VOPEPYLPOG

Alepyloyova IMopm, voyuog evtdpov, okdvn

Ayotoroyikég Todnoelg Aéuoopo Hodgkin, non -Hodgkin, Agvyoipia, opo@ayokvttapikd

GUVOPOWO, LVEAOOVOTAUGTIKG GUVIPOLLOL

Oykol copmaydv opyavmv Yuvnbmg tov mveduova, opbootypoeldovg, — Bduwmua, VEQPOKLTTIAPIKO
kapkivopo (mo omdvia: Toykpéatog, UaoTOD, 0VPOdOYOL  KOGTEWMC,

®oNK®V)

Ao Avocomoinon

H avocoioyikn amdkpion (OmmG yio mopdderypo o€ AOWUMEES N ATOMIKES AVTIOPAGELS) £)EL
OUCYETIOTEL PE TNV EUPAVIOT, OALA KO TIG LToTpoméC TG MCD. Xta moudid, ol TEPIGGOTEPES
eEapoelg eppaviCovior petd amd Aoiumén Tov aAVAOTEPOVL OVOMVELGTIKOV, UE TIG TEAELTOIEG
avapopés va deiyvouv cvoyétion kol pe tov SARS-Cov-2. AcBeveic pe 16topikd artomiog,
Bpiokovton og peyoivtepo kivouvo va epgavicovy MCD, evd 1 ékBeon oe adlhepyloydva pmopel
Vo TUPOSOTNGEL VIOTPOTY| NG VOGOL. AVTOC 0 KAMVIKOG GUGYETIGUOG 0odnyel omnv glcaymyn
dtpoeng ywpic ariepyoyova otovg acbeveig pe MCD, eved e dlouta ympic yAovtévn ko

Bepaneio amgvotsOnromoinong umopel va 0dNyNGOVY GTNV PEIMOT TNG TPOTEIVOLPIOGS.

Yrivieg mepumtdoelg kAnpovopikng MCD éxovv avapepBei, aAld eivor to mo mBave va
opeilovtal oe vmokeileveg UETOAMAEES GE YOVIOWL TOV KMOKOTOOVV TIS TPWOTEIVEG TV
SWPPAYUATOV TOV EVOLIUECOV GYIGUAOV TOV TOSOKVLTTAP®V. YThpyovv kot GAAa yovidwo kot
aAAAa Tov €xovv cuoyeTioTel e Tov aénuévo kivovvo yio MCD (Chehade et al., 2013, Dufek
et al., 2019).
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2.3 MoBoyéveon

Mopadociakd, 1 MCD Bewpeitoar vOG0G avosoA0YIKNG apyng, OTNV omoia To kKukhopopovvto T-
KOTTOPO.  OmEAELOEPOVOVY  TOAPAYOVTEG TOV OLEAVOLYV TNV  SWTEPOTOTNTO  GREPOUUOTIKOD
dMONTIKOY PPOYUOD OTIG TPAOTEIVEG TOV TAACUOTOG OAAALOVTOG TN JOUN TWV TOSOKVTTAPWV.

Q061660 0 akpiPnc unyavicpds maboyéveong dev ival TANPOS KATOVONTOS.

H vr60eom 6t MCD eivar o vooog mov ogeireton ot dtatapoyn tov T-kuttdpov, Bacileton
otV é\ewym evamdBeons OVOGOCVUTAEYUAT®V GTO GREIPOUO, TNV AQUEST OTAVINGY OTO
KOPTIKOGTEPOEIDN, TN cLoYETION Le To Aépoopa Hodgkin kot v mapatpnon 0t n veeon cuyvd

ocvvdvaletan pe TV mapodo TG Aoipméng amd hapd.

2.3.1 Kvkho@opovvteg lapdyovreg
Opiopéveg kvtokiveg £xovv Tpotabel w¢ KuKAoPopovvTeg Tapdyovies , Onwg n IL-4 ko n IL-13.
e kamoteg peAéteg oe Lma, &xel Ppebet 6T IL-13 N n IL-4 umopel va odnyncovy oe avénomn g

TpoTEIiVOLpiag Kot EAAEYN TV TPoseKPOADY TV modokvttapwv (Kim et al., 2017).

To emineda ¢ IL-4 kon g IL-13 givor vymAdtepa o€ mOdLA LE VTOTPOTMY TOL VEPPOGIKOV
OLVOPOUOV, GE GYEON UE TO PVGLOAOYIKA TTondld 1 avTd oL Ppickovtol 6 VPEOT), KATL TOL deV
Vet yia 6Aovg Tovg acbeveic. H IL-4 kot ) IL-13 moapdyovtol Katd TV avoGoA0YIKY 0mdKPIoT
tov Th2, mov oyetileton pe v atomio. Kvtokiveg amd dailo T wvttopo umopel emiong va
eunmAéxovron. H IL-7 xou n IL-23 amd ta mpoeAieypovoon Thl6 kottapa eival vynidtepn oe
acBeveic ue MCD, og oyéon pe v opdda erEyyov, Ommg kot 1 avaroyio Th17:Treg. Avtiy 1
avaAoyio ETOTPEPEL GE PLGLOAOYIKE emimeda Katd T Oepameia, evioydovtog v vodeom OTL N
MCD ogeiletar og datapoyn TV tpopreypnovodwv Thl7 kuttdpmv Kot TV ovosopLOGTIKGOY
Treg. AAleg mpopAeyovadelg Kutokives 0mmg 1 IL-8 ko o TNF-A, umopet va mailovv poro oty
nafoyéveon g MCD (Liu et al., 2011, Garin et al., 1997, Koukouritaki et al., 1999).

O porog TV HKPOPLIKAOV TPOTOVTIOV 1OG KUKAOPOPOVVTEG TAPAYOVTEG EIVaL EAKVGTIKOG AOY® TNG
GLGYETIONG UETAED AOUMEEMVY TOV OVATEPOL OVATVELGTIKOD Kol VITOTPOTTAV TNG VOcov. Avo toll-
like receptor(TLR) tikd v Paxtnproxd cHumroko mov cuvoéovtar pe Toug vrodoyeic TLR-3 ko
TLR-4 t®v modokvttépmv Kot TpokaAodv mpoteivovpia ota {da, xopig va £xel amoderyel n

GLGYETION AVTAOV TOV EVPNUATOV 6ToVS avBpdmovg (Ishimoto et al., 2013).
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2.3.2 Avclrertovpyia TOOOKVTTAP®V

Ytoug acbeveic pe MCD, katd v vrotpom g vOGoL Ta TodokvTTapa EUPOVICovY ddpopeg

LOPLOKES AAALYES.

Xe kamowovg acbeveic pe MCD, 10 CD80 vrepek@paletal 6Ta KOTTAPO TOV GTEPANOTOS (Kuplmg
oTo €vooONAlaKd OAAG Kol GTO TOSOKVTTAPA) €V Ol TEPLoGOTEPOL aobeveig pe MCD €youvv
avénuévo CD80O ovpwv, oe oyéon pe acBevelg mov mAGKOLV OO AALEC CTEPAUATOTADEIEC.
O¢pamneia Evavtt tov CDE8O, &xel 0dnyNoeL 6€ VPeST TS VOGoL 6€ 2 acBeveic pe avénuévo CDRO,

yopic va &xel amotéleopa o€ acbeveic pe FSGS (Cara-Fuentes et al., 2020, Gonzalez Guerrico et

al., 2020).

H yAvkompwteivn Angptl 4 éxer mpotabei 6t oyetiCeton pe v mpwteivovpio oty MCD, ywpig

avto vo emPePardvetar and peyoivtepeg perétec (Clement et al., 2011; Cara-Fuentes et al., 2017).

[Tepapatikég peréteg deiyvouv Tov pOAO TOV C-mip TOV TOOOKLTTAP®Y GTNV TPWOTEIVOLVPIN Kot
Vv modokvttapikn PAAPN. To c-mip eumodilel v pwcpopviimon g veppivng. Qo1600 TO C-
mip ov&avetar ota modokvtTapa 160 otnv MCD 060 kol o€ GAAEG GTMEPAUATOTAOEIES KOt O

pOAOG TOL Oev €xel drevkpviotel (Zhang et al., 2010).

2.3.3 O péiog T®V B-KuTTApOV

H omdxpion tov acBevdv oto anti-CD20 povokimwvikd avticopo Rituximab, odnyel oto
ovumépacuo 0Tt Ta B-kbttapa eumiékovion otn maboyéveon g MCD. Xe pepikovg acbeveig
Bpébniav avticopata Evavtt g veppiving otnv kuklogopio aAAd Kot oto oneipapa. Q6T6G0 0
akping poAog tov B-kuttdpov eite péow G €Kkpong avticoudTov, &ite pécm g

aAnieniopaong pe o T-kOtTOpa TOpoapEVEL VIO dlEPEDVIOT).

Ev xotax)eion, or unyoviopol tg modokvtronddeiog otnv MCD givor dyvootol. Oa mpémnet va

gpevvn et Tog petappalovral ta melpopatikd dedopéva oe (da, oTov avOpmTvo veppod.

2.4 lotomaBoroyia,

Onwg avagépbnke kot tapamdve, 1 MCD élafe 1o Ovopa g AdY® TV EAI(ICTOV 0ALOLOCEMY
o010 omTikOd piKpookoOme. ‘Hmieg ohlayég OmM®G UECAYYEWNKT VIEPTANGIO. UTOPOVV VoL

napatnpenOovv omdvia. ZTov avocopBopiopd, avocoseapiveg Kol EVATODEST) GUUTANPOUATOG

7
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ocuvavtavtol ondvia. H evandBeon 1ov cuUTANpdHOTOS, v LITdpyEL, EVIOTILETOL OmOKAEITTIK
0T0 pecdyyelo. YTapyel €vo pkpOd mocootd acbevov mov epgavifovv evamdbeon IgM, mov
avayvopiletol omd KAToovg KAVIKOOS 10Tpods GV Lo, VOGOAOYIKT] OVTOTNTO SOPOPETIKNG TNG
MCD yvoom og IgM veppomdBeia, 1 omoia oyetileton pe yepodtepn mpdyvwon. Kdamoteg
avapopég meploTatik®dv Exovv eviomioel Clq evamobicelc, mov oyetiCovion emiong pe xepotepm

TPOYVAOGT), 0dNywvtag oty ovtotnto Clq veppomdOeia (M0 avaAvTIKG GTN CUVEXELD).

210 NAEKTPOVIKO LKPOGKOTIO EIVOL YOPAKTNPIGTIKT] 1) SLAYVTN COUPLOT|, ATOTAATLUVGT] KO TEAKE
eEdhelyn TV TOO0EWAV TPOcEKPOA®Y. AV KOl 1 GUUELOTN TOV TOJOEW®OV TPOGEKPOADY
evtomiletan o AAAeG TAONGEIS TOV TPOKAALOVY VEPPMGIKO GUVIPOLLO, 1| EALEWYT) OALOIDGEMY GTO
OTTIKO [KPOOSKOTIO gival Tafoyvoukd g MCD. H Bacwmn pepfpdvn etvatl guoiodoyikn Kot dgv

evtomilovton evomofécelg o avt).

2.5 Khvikn gkonimon

H oeia eppavion 010npotog, 1o omoio eival o £VIovo ot KAT® GKpo., Vol TO TPMTO GOUTTMLO
¢ MCD. Kdmowot acOeveig eppavifovy mepikoyyikd oidnpa. To oidnpa propei va etvor amd fmio
¢wg ocoPapd (avacapka, TAEVPITIKEG GLAAOYEG, aokitng). O pnyoavicpdg onuovpyiog Tov
oNUaTog dev elval TANnpwg katavontds. H khaoikn memoidnomn 0tL opeileTon oty peimon g
WOUMOTIKNG TEONC, £PYETAL VO CUUTANP®OEL amd TV VITOBEGN TG EMAVAPPOPNONG TOVL VATPIOV

0TO GIT® GOANVAPLO0.

To xotaxd Gryog kou M vavtio givar cvyveg ekdnincels otnv MCD. O moévog cuvinbog sivar
BuBrog kot opeideTon otov ackitn kot TV €viePKn vroopdtoor. O movog vmoympel pe ™
xopnynon aifovpivne. ZoPapdc mdvog oty Kotkia pmopel va opeiletor oe meprrovitidoa 1 ofeia

TOYKPEATITION.

H aptpoxn mieon cvvnBog eivar puoioroykr. X1o 20% tov acbevav pmopel va exdniwbel
vréptaot. Ot acBeveic avapépovy a@p®OT ovpa. AtydTEPO GLYVE CLUTTMOWUATH TEPIAALUPAVOLY
T1G AeVKEG Ypappés Tov oviywv (Muehrcke Lines) , mov oyetiCovrotl kot pe meptddoug KAVIKNG

vrotpomns. Ot eviilikeg pumopetl va mapovsidoovy CavBopata kot EovOeldopoto €0KE ot

BAépapa.
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H «0Op1a ekdnAwon g MCD givat to veppmaoikd cuvopopo (Aevkmpatovpio, VITooABovpvatio,
vrepAMmdapio Kot oidnpa.) XopakInpioTikn eival 1 Tp®TEVOVPIo VEPPOGIKOV ETTEGOL, TOV GTA
moud1d opiletar wg mpmteivovpia peyolvtepn and S0mg/kg/Mmuépa evd GTovg €PMPOVE Kot TOVG
eviAKeg, opiletatl ¢ peyaivtepn amd 3.5g/Mmuépa. Xty MCD 1 npmteivovpia sivor palikn ko
eKAEKTIKT] oAfovpvovpio. XTn HKPOOKOTNGN TOL Oeiylotog oVpv UTOopel va €VIOMIGTOOV
KOAMVOPOL LOAIVIG KOl MTTDON COUATIO, EVED PKPOGKOTIKNY otpatovpio cuvurdpyel oto 20% tmv

oclsvav.

H vrooABovpvorpio opileton cav arfovpivny opod <2.5g/dl. To oidnua cvvibwg avarntdiccseTon

o€ TWES aAPovuivng opol pikpotepeg tav 2g/dl.

H vrepAmdoipio mopovcsidletor pe avénuévn oAkn yoAnotepoin kot avénuévn LDL. Ze
eppévovcsa mpwteivovpia mapotnpeitor kot avénorn tov Tprylvkepdiov ko g VLDL. H
vrepMIO i OPEIAETOL GTNV AVENUEVT GVVOEGT YOANGTEPOANG KO TPIYALKEPLOI®V, TN LELOUEVT
dpdon ™G Mop®TEIVIKNG Autdiong Ko v petouévn ékppaocn tov PCSK9. H vrephmdopia

VTOYWPEL LE TNV VPEST TNG TPOTEIVOLPLOG.

H veppucm Aertovpyio cuvinBwg mapapével puoloroykn eved 1o 25% tov acBevav gpeavifovv
ofeia veppikn PAaPN (ONB). Tlapdyovteg kivovvov yio ONB etvar ) mpoyopnuévn nikia, to
16TOPIKO LIEPTOOTC Kol TO 6oPapd veppwaoikd cuvdpopo. H ONB pmopei va opeideton og peimon
gvooayyelokov Oykov. And to 60% tov Poyiwv veppov acBevav pe MCD xor ONB,
dwmotoveTon ofelon coinvaplokn PAAPN, mwov vrovoel wyoytio, ympig vo etval Katovontog o
punyovicpog mov T mpokaAel. Mia vedbeon etvon 6Tt 1 MCD mpoxodel Tomiky) anedevbépwon

gvoodnivng-1 mov mpokadel ayyetoocvonaon (Meyrier & Niaudet, 2018).

‘Hmo vrovatpuonpion eivar cuyxvn oTig vmotpomés kot pmopel va etvar yevdovmovaplopio mov
opeidetar oty vrepAurdaipio. To olkd acPéotio opov pmopel va givor petwpévo Adym g

vrooABovpvarpiog. To ovicpévo acPéctio cuvnBmg eivat PLGLOAOYKO.

Ot hopdéelg etvar cuyvn €mMmAOKN VD 0 UNYXOVICUOG TPOKANONG Tovg molkidel. Mmopel va
opeiAovTal TNV OLGAEITOVPYIO TOV CLUTANPMOUOATOS, EWVIKA TNG EVOALAKTIKNG 000V, GTIG ATMOAEIEG
péocw TtV obpmv Tov mapaydviov B ko I, omv vmoyoppoceapwvolpio kor  6To
avoGoKATAGTAATIKO @optio. [Tvevpovia, ovporoipwén, Kot tepttovitiod Exovv avapepbei. Kvpiot

AOLOYOVOL TAPAYOVTEG EIVOL O GTPEMTOKOKKOG TNG TVELUOVIOG, O OUOPILOG Kot TO €. coli.

Institutional Repository - Library & Information Centre - University of Thessaly
05/09/2026 14:44:03 EEST - 216.73.216.250



O oVVOLOGHOG TNG VIEPTNKTIKOTNTOG Kol 1] VITOYKaliag av&dvovy Tov kivouvo Bpopfmcemv. Ot
Opoupdoelg eivar mo cuyvég 6TOL EVIAIKEG TaPA oToVg TadtaTpkovs acbeveic (Kerlin et al.,
2014). O kivovvog etvar pkpdtepog omd avtdv o1 HePPpavadn orelpapotoveppitidos. Kiwvikd
EKONAMVETAL LE TVELHOVIKT EUPOAT], OpduPwon veppikng eAERaC, TepLpeptkr| EAEPKN OpouPwon

Kot o omdvia pe aptplokég Opoppoceig (Carpenter et al., 2019).

2.6 Awgyvoon kot d10@opiki) drdyvmon
H MCD egivon 0 mo xowvdg T0mog 1010maf00¢ VEPP®MGTKOL GVVOPOLOD GTO TAdLd, Kot Yo avTd TO
Adyo M Proyia veppov dev givan eE€taon povtivag otig nAkieg kdto Tov 10 etdv. Qotdco, av
vdpyovv evoeiEelg mov dev elval TVMKEG TG VOGOV, OTTMOC 1 LIEPTACT], Ol EPVOPOKVTTAPIKOL
KOAWVOPOL, M UIKPOOKOTIKN OUOTOUPi, 1)  EMOEIVOON TNG VEPPIKNG AEovpyiog M M un

OVTOTOKPIOT GTO KOPTIKOGTEPOELDT|, TOTE TO EVOEXOUEVO TNG Proyiag Ba mpémetl va exTiunOel.

Ytovg eviMkeg, 1 Proyia veppod eivar amapaitntn yuo vo tebel n teEMkn d1dyvoon, evod etvon

OTOPOiTN TN 1 TPOCEKTIKN EPUNVEIN TV KMVIK®OV KOl 10TOTAOOLOYIKOV EVPNUATOV.

Av évag aoBevNig e UGLOAOYIKA GTEIPALOTO, OEV OTTOVTA GTIV AVOGOKATACTAATIKNY Oepameia, Oa
TpEMEL Vo d1epeLVNOEL TO EVOEYOUEVO TNG YOVIOLOKTG VOGOV, TOL OYETILETOL e HETAALAEEIS TV
TOOOKVTTAP®V. X& KAMOOVE 000eVEIC e €0TIOKY TUNUATIKY omelpapatookAnpovven (FSGS)
umopel va unv evtomileTon 6TO GLYKEKPIUEVO OTEPANOTO TOV EANeONcay kotd TV Ployia n
wotohoyin PAGPN. Tpdypatt vedpyet wa cvveyduevn cvinmon yo to av 1 MCD ko n FSGS
etvar d1LPOPETIKEG OVTOTNTEG, M AV ATOTEAOLV TNV 10100 VOGO G€ dpopeTIKG GTAdWL EEEMENG.

AcBeveic pe MCD avBektikn 6t0 KopTiKooTtepoeldn, epeoavitovv cvyvé FSGS og emavainmrikég

Browyieg.

2.7 E&&MEn
H avtépam veeon g vocov, ce modid kot EVAMKES e VEPwokd chvopopo kot MCD, eivan
onavwo. H évapén Oepameing pe KopTiKOoTEPOEWN GLVNOMS 0dNYel oty VEEoN, Kot maipvel

TEPLOCOTEPO KAPO GTOVG EVAAIKEG Omd TaL Toudld. Zta odud, to 50% eppaviCovv veeon otic 8
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nuépeg amd v évapén g Bepamneiog, evd ot evilikég ypetdlovtal Tave amd 2 PRveg KoTd HEGO

opo.

To 75% tov acbevdv (TodaTpik®v Kot evnAikov) Bo Topovoldcovy po 1 TeplocdTePES
VIOTPOTEG. LTOVG EVIIMKEG, Ttepinmov to 45% Ba eppavicovv VTOTPOTY|, Kot £vo TOGO0TO €€ AVTOV
Oa sivor eéoptdpevol amd T KOPTIKOGTEPOEWN (ONAadn Ba epgovicovy VTOTPOTN KOTA TN

duapkewn Tov tapering) (Waldman et al., 2007).

H vrotpom pmopel va gppavictel omoladnmote otiypr] Hetd t odyveoon, axopa kot 15 €t
apyotepa. Qo1060 acbeveic oe Veeon Yy TAve omd S5 ypdvia Exovv pelUEVN THavVOTTO VO
vrotpomidoovy. Xe avtiBeon pe v FSGS, n veppikn Aettovpyia mopapével QUGIOAOYIKT GE

acBeveic pe MCD péoa otnv mépodo TV povmv.

2.8 O¢gpameia

H Bepaneio meptlappdvel TNV avILETOTION TOV VEQPPOGIKOD GLVIPOLOV, GUUTEPTAALPAVOUEVIC
pa dloutag YopUnAng og vaTplo yuo va ereyydet o meprpepikd oidnpa. Ta dStovpntikd amopedyovot
oT0o OOl doTe va. Uy UHEwOel o gvdayyelakog Gykog, aAAd YPNOUYLOTOOVVTIOL GUYVA GTOL
evihkes. o aoBeveic mov eivar avBektikol ota dSoVPNTIKA, Elval LYV 1 EVOOEAEPLa yoprynon

aAPovpivng, xopis va £xet amoderyBel n ypnowotta g (Ho et al., 2019).

H yopynon mPOQLAGKTIKNAG OVTIINKTIKNG aywyne mpénet vo eéetaotel oe acbevelg pe
vrooABovpvarpio (aABoopivn opov <2g/dl), ewdwd oe acbevelg pe mopATETAUEVO VEPPOGIKO
ovvopopo. ‘Eva mpotewvdpevo oyfua mepiapfdver v yxpnon XMBH 71 xovpapwvikdv
AVTUINKTIKOV 060 1) aABovpivn etvon <2 g/dl, ko ahdayn oe aomipivn, 6ty avénbei n akfoopivn
opov. [t v yp1on twv NOACs vrdpyovv eAdytota 0ed0pEVaL, dALE SEGOUEVOL OTL O UNYXOVIGUOG
dpdiong Tov mepthapPdvetl Ty cvvdeot pe v oAPovpivn, kabictavtor AydTEPO AMOTEAEGLATIKA

kaBdg Oa anekkpivovror ota ovpa (Medjeral-Thomas et al., 2014, Lin et al., 2020).

Ye mepintmon ofelag veppikng PAAPNG, N Bepameia etvar vrootnpiktiky. AcBeveig pe oeia

veppikn PAAPN mov dev vroywpel mpénet va emaverEyyovtal pe véa Proyia.

H vrepAimdopio avripetoniletor kuplog 6Tovg EViAIKES Kot 1 otativ givan Oepameio ekAoyng.
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Av kot évo pkpd mocootd acbevov, Bo Tapovoldosl auTOHOTN VQEST), M UN YopNYyNon
OVOGOKOTAGTUATIKNG ay®yng £xel eavel 6t oyetiletor pe avénuévo kivouvo ofelag veppikng

BAGPNG Ko avBekTIKOTNTOG OTO KOpTIKooTEPoewd| (Maas et al., 2017).

2.8.1 KopTtikootepoerdn

To KOPTIKOGTEPOELON ATOTEAOVV TNV TO EVPEWS YPNOOTOIOVUEVT] apyiKY| Bepameio g MCD.
O peléteg otovg eviAikeg sivar meplopiopéveg Kor ovyvé to oynuato Koabopilovtar amd
EMTUYNUEVES OEPATEVTIKEG TPOCEYYIGELS GE TAdiOL [LE VEQPPMGIKO GUVOPOLO, 0V Kot cLVIOWG 1

doom elval EAAPPOS YOUNAOTEPT.

H andxpion omyv Bepancio kabvotepel o€ oxéon pe Ta ool pe Eva HEGo ypOVo VPESNS va gival
Kopaiveral otig 10 efoopdoeg kot to 25% va unv emrvyyavel veeon petd omd 3 mg 4 uveg (Szeto

et al., 2015).

Av ko dgv vapyel coeng ENYNOT Yoo TOV AOY0 TOL Ol EVIAIKEG 0V amokpivovTon To 1010 01N
Oepamneio, swdletal 0T opeileTor oV YoUNAdTEPT d00M 1 0TV Un ddyvwon FSGS oty apyikn
Blowyia.

H Ogpameia pe vynAn 8001 KOPTIKOGTEPOEWD®V ivat 1| TpoTEWVOUEVT apyikn Bepameio Tng MCD.
H 060m elvar Img/kg avé nuépa pe péytoto ta 80mg/muépa 1 2mg/kg kdbe 2" uépa (ne péyioto
120mg/d), yia 4 efdopadeg katd eAdyioto Kot 16 efdopddeg oto péyioto. Metd tnv Deeon Tpémet
va yivetal tapering yuo 24 gBdopdades. To BEATIOTO oynua tapering 6GTovg EVAAKESG LETE TV VPECT

dev etvan cuykekppévo. evikd mpotetvetan | évapén tov tapering apod £xet emtevyBel n vVeeoT).

Av 0 ac0gvnc dev €xetl avtanokpBei oty Bepaneio petd omd 12 pe 16 gfdopddec, mpémet va yivetan

yoviorakog Ereyyog yio. FSGS 1 axdpo ko emavoinmtiky| froyio.

Ot ondvieg votpoméc mpémel va. Bepamehovtal Tov 1010 TPOTO TOV AVTILETORICTNKE KOl GTNV

TPOTOOAYVOOT).

Av Kol TO KOPTIKOGTEPOELDN OMOTEAOVV laitepd omotehespoTiky Oepameio, 1 pokpoypovia
yopnynon tovg oyetiletanr pe avemBounteg evépyeles. 'Emg kot to 90% towv acBevov mov
AopPEvouy KOPTIKOGTEPOEDY| Yo TEPIGGOTEPES amd 60 MUEPEG AVOPEPOVY TOLALYLIOTOV LU

AVETBOUNTT EVEPYELD, LLE TN O GLYVN VA omoTeAEL TNV ahENOT TOV Phpovg. AALES avemBOUNTEG
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evépyeleg mepAapPdvovy puikn advvapio, dtotapay Tov HITVOV, KATAPPAKTN, VIEPYAVKALUIA,

YOYLOTPIKEG EKONAMGELS KOl 0GTEOTOPMOT| LLE TOUOOAOYIKA KOTAYLOTAL.

2.8.2 Avaotoleic Kaloivevpivng
Mo peyddn toyoomomuévn PeAETn cuvékpive TV evOoEAEPLa yopriynon pebvimpedvilolovng
mov akoAovfeitol amd Tov GTOUATOC YopnyNnom tacrolimus ce oyéon He TN Yopnynon amd Tov
otopatog TPedviLoAovig, mg apykn Beponeia yio tny MCD. H pelétn avt anédeiée mapopoto
TOGOGTA VPESNG KO VTOTPOTNG AVALESO OTIG OVO OUADES, LLE TNV TPESVILOAOVT VL EXEL XELPOTEPO
wpopil avemBountov evepyeiov (Li et al., 2017). H povoBepamneio pe tacrolimus kot 1 amopuyn
KOPTIKOGTEPOEWMY €Yl amodelyDel €mMioNg OMOTEAECUATIKY] OE  TUYOOTOMUEVES UEAETEG
(Medjeral-Thomas et al., 2020; Patil et al., 2019). H yopnynon tacrolimus pmopei va eivor diaitepa

YPNOUN o€ acOeVEIG TOV AVTEVOEIKVLTOL 1] YOPNYTOT] KOPTIKOGTEPOEWODV.

2.8.3 Mvuko@aivoiikn Mo@etiin

To MMF ¢éyel emiong dokipaotel ocav evoAlokTikn) Oepameia yioo ™MV omo@uyn HeydAng ddong
KopTikootePoe®mV. 'Exer ovykpiBel n yopniynon MMF pe younin 066on mpedvilordvng
(0.5mg/kg/muépa) oe oxéon pe t cvvnbiouévn d06om, YopPIic va mapovctaletal Waitepn dapopd
OT0 TOCOGTH VITOTPOTNG KO VPEST] AALA Kol YOPIG Vo QAivETOL 1O10HTEPO ATOTEAEGLLO GTO TPOPIA

TOV oVETIOOUNTOV EVEPYELDV.

2.8.4 Kvkhopoo@apnion
H xvrxhopmwopopion propet eniong va ypnopomomBet og apykn Oepaneio av Kot 0gv vVapyovV
TUYOLOTOUMUEVES LEAETEG Y10l TNV ATOTEAECUATIKOTNTOG TNG. Mmopel var elval amoTeAecHATIKN G
acBevelg mov dev omacyoAel M emidpacrm omnv yovipdtnTe Kot G6Tov HaKpoypdvio Kivouvo

avantoéng kaxondewog (Rémy et al., 2018).

2.8.5 Rituximab
To Rituximab &yet ypnoyomomOet va Bepaneio TpdTNG YPAUUNG 0 HKPO aptBid acevdv 6Tovg
0moil0VG AVTEVIEIKVUTOL 1] YOPNYNON KOPTIKOGTEPOEW MV, [e KoAn avtamokpiorn (Fenoglio et al.,
2018). Na onuewwbet 611 o1 aceveig e vepwoikd cOVIPOUO TPETEL VO AAUPAVOLY EVIGYLUEVN

doon rituximab, KaOdG GUVOEETAL LE TIG TPOTEIVEG TOL OPOV.
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2.8.6 Ogpameio VTOTPOTAOV

AoV dwmotwbel 1 VTOTPOTN VEPPMOOIKOD EMUTESOV TPMTEIVOLPING, Ol BEPUTEVTIKEG EMAOYEG

elvatl ToAAEG Ko pémet va, e€aTopkevovTon Yo Tov kabe achevn.

Ot  oavaotolel  kadowevpivng  (kvkhoomopivy  kor  tacrolimus)  €yovv  mapopoo
OOTEAECULATIKOTNTA, EMAYOVTOS VPEST 6T0 75% TtV 060gvmv, 0AAE 1 vToTpOTN £ivatl GLYVN KATA
™ pelowon g 06ong M T Owkomn Ttov Qapupdkov. To tacrolimus mpotipdtor omd TNV
KukAoomopivn Adym tev avemBountov evepyswwv (Li et al., 2007). Apywn d6om 0.05 €wg 0.1
mg/kg pe otodyo eminedwv tacrolimus otov opd 4-8ng/ml, wpoteivetal, £101kd oe véovg acbeveig
Y d10TPNON TNG YOVILOTNTOS, EVA Elval aGAAES KATA TN KUN oM Kol YoAovyio (Bramham et al.,
2013). H 0601 g xvkAocmopivng ivan 4-6 mg/kg/muépa pe otdéyo emmédov 150-200ng/ml. Ta
KDIGO mpoteivouv n Bepaneio pe CNI va cvveyiletor vy 1-2 €, av kol pepwkoi acbeveig

amoutovV HEYOADTEPT) OLOPKELD, .

To rituximab pmopel va HEDMOEL TNV GLYVOTNTA VTOTPOTAOV KOL TNV OVAYKN YOPNYNONS
KOOMUEPIVIG OVOGOKATOOGTUATIKNG Oy®YNS, €WIKA o€ acbeveic mov OSvokoAehovtal HE TN
ovppopewon (Kronbichler, Gauckler, & Bruchfeld, 2019). O péoog ypdévo vmotpomng vmd
rituximab avépyetor otovg 18 unveg (Guitard et al., 2014). Xe acBeveic pe cvyvEC VTOTPOTES

TPOTEIVETAL 1] YOPNYNON TOV avd eEGUNVO.

H yopriiynon wvkhopwoeapiong p.o vy 12 gpfdouddec oe d6on 2-2.5mg/kg/muépo emdyet
HaKportpOBeS U VPEST) GTOVES EVIIMKEG. AV ATOPOCIGTEL 1] Y0P YNOT KUKAOPOGQALUIONG, TPEMEL O
acBevng va evnuepwBel yio v duvatodTNTo KOTAWLENG OTEPLATOC 1} apimV TP TV Evapén g
ayoyns. [ evdopAéPia yoprynon kKuklopmaoeapiong, n apyikn 66on sivar 0.5g/m2 kébe pnva

kot mhavn avénon oe 1g/m2 avédroya pe Tov aplipd TV AELKOKLTTAPWV.

Apxetéc peréteg £xovv anodeifel v anotedespotikdmta Tov MMF yia enitevén vpeong ko
etvat yevikdg koAl avektd. Agv evdeikvutal o€ vEES Yuvaikeg AOY® TOL KIVOUVOV TEPATOYEVESTG

(Waldman et al., 2007).
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KE®AAAIO 3: Eotwoki Tpunpotikn Xreipopatookinpuven

H eotwokn tunpatikny onepapatockAnpovveon (Focal Segmental Glomerulosclerosis-FSGS),
amoTeLEl 16TOAOYIKO TPOTVTIO GTEPOUATIKNG PAAPNG TOL AVTUTPOCOTEVEL TNV TEAMKT KON 000
g eEGAeyY”N G TV TOdoKLTTAPWV. MTopel va etvar Tpmtomabng (1dt1omadng) N devteponadng oe

dupopa voonpata (D’ Agati, Kaskel, & Falk, 2011; Rosenberg & Kopp, 2017; Chun et al., 2004)

Nopic oy mopeia ™G VOGOV, TO TPOTLTO TNG CMEPAUATOCKANPVVONG £lval €0TIOKO, ONANOT|
TEPIAAUPAVEL TN LELOYN QIO TOV CTEPAUATOV, KOl TUNUATIKO, OnAadn apopd Evo LEPog Tov Kabe
onepapotog (D’Agati, 2008). Oco mpoywpder n vocog, 1 PAdPec yivovror odyvteg kou
oloomepapatikés. Av kou n FSGS eivor vrehBovn povo pikpd mocootd T0L VEQEPOGIKOD
oLVOpPOLOL oTa TodLd, omoteret aito 610 35% ToL TPOTOTAHOVS VEQPPWGTKOD GLVIPOILOL GTOVG
evihkes. Emiong amotelel pia and tig kOpieg attiec mov odnyei oe XNNTX otig HITA (Kitiyakara,
Eggers, & Kopp, 2004).

H FSGS mpoxolieitor amd d1dpopovg mafoyeveTikoug Unyovicpons, KAmolol amd Tovg 0moiovg
eLQavifovtol e CLYKEKPIUEVOLG 16TOA0YIKOVS LTOTVTTIOVS. H mpwtomadng FSGS mioteveTon 011
dlopecorafeitor amd KUKAOPOPOVVTEG TOPAYOVTEC. XTO. OUTIL TOL TPOKAAOVV OEVTEPOTOOMC
FSGS, mepirappdvovior yevetikég moapaihoyés TOOOKVLTTAP®V KOl OTOVKElOV NG POCIKNG

pepPBpdvne, 1oyeveig Aotuméelc, ToEIKOTNTA amd QAPLOKO Kol GALA.

Ye Oheg g popoéc g FSGS, n BAGPN mov mpokaAeitor ota modokvTTOpa, UETAPAAAEL TNV
KUTTOPIKT GNUOTOSOTNGT KOl 0VOOLOPYOVAVEL TOV KUTOGKEAETO TNG OKTIVIG, 0ONYOVTAS TEAMKA

OTNV GUVTNEDN TOV TOS0EWBDV TPOGEKPBOADYV.

3.4 Awyvoon
H dudyvoon g npotorabods FSGS tifeton dtav cuvumdpyel KAVIKA VEQP®GIKO GUVOPOLO
(ovykekpyéva pe vwooABovpvarpio) Kot ddyvTn GVVINEN TEOV TOJS0EW®OV TPOGEKPOADY G
Broyia veppol, yopig va pmopel va amodeyBel aAin artio FSGS (Kidney Disease: Improving

Global Outcomes (KDIGO) Glomerular Diseases Work Group, 2021).

H npotonadng FSGS, pali pe v MCD amotelodv Tic KOpieg artieg 1010mafos veppmotkoh

oLVOPOLOL Kot avagépoviat ot PifAloypaia wg tpwTonadeic modokvtTondbeleg. e oyéon He
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v MCD, 1 FSGS oyetiletar pe peiopévn amdkpion 6to 6TEPOELIN Kot AVENUEVN LETATTMOT O
XNN kot cvvenmg £xetl kabepwbei va Bewpovvtar dvo drapopetikég ovtotntes. [lapd Tig KAvikég
avTtég dapopéc, 1 MCD kot n mpwtonadng FSGS pmopel va amotehovv ta 000 GKpa [og eviaiog
VOGOAOYIKNG OVTOTNTOG, UE TNV TPATY VO OVIUIPOCMOTEVEL TNV KAADTEPNG TPOYVMONG Kol TN
devTEPT TN YEPOTEPNG TPOYVMOo™ kotdotoon (Maas et al., 2016). Avtd vrootnpiletor Ko omd to
YEYOVOG OTL 6€ EMOVOANTTIKES Proyieg acBevav pe MCD mov ueavicay VTOTPOoTny, S10TIGTMOVETL

otoroywkd mpotumo FSGS (Waldman et al., 2007).

3.5 MMaBoyéveon
Onwg ka1t n MCD, étot ko 1 mpwtoradng FSGS eaivetar 011 opeiletanr o€ KUKAOPOPOVVTEG
TAPAYOVTEG OV Ogv £YovV TowTomomOel axopa. AAOYEG ot SWTEPUTOHTNTO TOL TPLYOELOKOV
QPOYHOV, UTOPEL VO 00N YNGOLV GE AMAVTNOT GE YVUKEG OVGIEG TOV dPOVV GTO TOSOKVTTOPO KO

00MYyovV 6€ cVLVTNEN TV TOd0EW®V TpocekPormv (Deegens et al., 2008).

Tnv vtdbeon TV KVKAOPOPOUVI®OV TapayOVI®MV EVIGYVEL TO YEYOVOS OTL Kamolol acOeveig pe
vrotpony] ™G FSGS petd oamd petopdcoysvon emtvuyydvovv tnv DEECT TOL VEQPPOGIKOD
ovvopOoL pe Bepamevtikn TAacpaaipeon 1 avocompocspoenon (Dantal et al., 1998, Savin et
al., 1996). Qot6c0 KavEVAG amd TOV KUKAOPOPOVVTIEG TOPAYOVTIEC OV £YoVV gpguvnbel Katd
KOpoOG O 0 SAVTOC VITOJOYENS TAAGUIVOYOVOL TG ovpoktvdons (suPAR), to CD-80 11 i
CLCl, dev &povv amodeyBel 0Tt av&avouy v d1afatdTNTO TOL GTEPALOTIKOD TPLY0eovs (De

Vriese et al., 2021).

Xta aitie g dgvtepomafovg LopeNg TS VOGov, mepAaUPavovTol SOMKESG Kot AEITOVPYIKEG
JTOPAYES TV CTEPAUATOV (0TS LEWOUEVT VEQPIKT LALa, APTNPLOKT VITEPTACT] 1) TOYLCOPKIA,)
yevelg dopaéelg (CMV, HIV k.a.) kot edppaka 0nwg n npoivn, 1o Alblo, 1 wvtepeepdvn K.a.).
Yta yevetwkd aitio tng FSGS, cuvavtape petaddaéelg g ohveong SopKdY Lopimy Tov paryprob
TOV GRELPAUATIKOD TPLYOEWOO0VS, ONAOON UETAAAAEELS TOV QUPOPOVV TN VEQPPIVT, TN TOd0GTvN Kot

v a-oktivn-4.

H FSGS, pmopet vo ekdnlwbel ko pe amovcio veppwoikod cuvopduov, 1 amovsio dudyvtng
oLVTNENG TV TOSOEWMV TPOGEKPOAMV, Y®PIC va pmopel vo TouTomomOel YEVETIKO 1) dEVLTEPOYEVEG

aito. Avti n popoen avagépetot g FSGS ayvootov artoloyiog kot dtapépet amd Ty TpoTomadn
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1660 TOOOLOYOOVATOUIKA OGO Kot KAVIKE yio. avtd Kot avoyvopiletol og EExmplioty ovioTnTa
(Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases Work Group,
2021).

3.6 Emoénuolroyia
H enintwon g FSGS dwpépel and yopa oe ydpa. Mia avdivon g enintoong XNNTX oe
£€00po¢ FSGS otig HITA o¢ o mepiodo 21 etmv £€de1&e avénon katd mepimov 2% evd v avédeite

¢ TV KOpo TpwTomadn onepapatonddeia mov odnyel oe XNNTZX (Kitiyakara et al., 2004).

Av ko1 M TPAYUOTIKY TITTOON £lval OVGKOAD Vo KOBOPIoTEL AOY® TOV TOTIK®OV TPOKTIKMOV GTIC

Bloyiec veppov, d10paiveTol TMG GUVOAIKA 1] EMITTMOOT TNG AVEAVETOL LE TN TTAPOSO TOL YPOVOUL.

H mpotomadng popen| eivor EAdyiota mo cuyvi 6Tovg AVIpeG GE OXEOT LE TIG YOVOAIKES, EVO 1|
enpavion XNNTZ og éoapog FSGS, etvar 1.5 pe 2 popég mo cvyvn otovg dvipes. [lpooPaiiet
O GLYVE EVIAIKES Kol oS e APPIKOVIKOOUEPTKAVIKT KaTaywyn moapd otovg Kavkdsiovg 1
tou¢ Actdtec. Avtd mbovodg vo oyetileTon pe To. YOVIOIOKA OiTlol Kol TNV TOpovsio. TV

petoArdEemv e amoAmonpmteiving L1 (APOL1) otov agppoapepikavovg (Genovese et al., 2010).

3.7 Khwvikn ekdnroon

Ot aoBeveic pe mpotomadn FSGS, ekdnlodvovv tumikd veppwoikd cHVOpouo Kot cofopr|
vrooABovpvarpio. H devteponadng popen exdnioveto pe yapnAdtepa enimeda aifovpvovpiog
Kot LUGLOAOYIKN aAPovpivn opoVl, evd ot acBeveic pe yeverwkr FSGS, napovsialovv moukiiov
Babuov mpwrteivovpio ko emineda aAPovpivng opot (De Vriese et al.,, 2018). H vréptaon
avevpioketor oto 30 pe 65% tov acBevov pe FSGS  «katd ™ otyun g dudyvoonc.
Miukpookomikn| apatovpio evroniletal 6to 30 pe 75% tov achevdv evd emNPeacuévn VEQPIKN
Aerrovpyia oto 20-50%. H mpwteivovpio pmopel va kopaivetor amd 1 €wg kot 30 ypoppdpo
pépa ko etvar ovvnbog pn ekAektikn. To emimeda TOL GLUTANPOUOTOS GTOV 0pO &ivor
@LO0A0YIKA. Mepcég popég ot acbBeveic pumopel vo gpeaviCouv ylvkolovpia, poceatovpia 1
dTOpay OTN CLUTVKVMOGT TOV OVPOV TOV PAVEPDOVOLV AEITOLPYIKN cwAnvaplokn BAAPN kot

onepapotonddeio.
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Ta drapopetikd 16ToA0YIKd TTpdTLTE. TG FSGS, nmopet vo exdnAmvovtan pe dSopopetikd KAVIKA
yapoktnprotikd (D’ Agati et al., 2004). AcBeveig Tov 16TOAOYIKA TOPOVGIALOVY TN TOPOAAAYT LUE
aAAloimon kopueng, epeavitovy kKAvikn ewova wov opotalet pe T MCD. EpgaviCovv cuyvé o0&y
VEQPP®GIKO cVVOpPONO, Paputepn TPOTEIVOLPIR Kot AyOTEPO YPOVIO. COANVAPIOKT KOl SLAUECT)
BAGPN o€ oyéomn pe v FSGS ywpig e1dwkovg yapaktipeg (NOS). O kutrapikdc Tomoc eppaviletol
emiong e vymAodTepa eMineda TPOTEIVOLPING KO LEYOADTEPT EMMTMGN VEPPWOGIKOD GLVIPOLOL
oe oyéomn pe v NOS FSGS, evd o pikvortikdg TOmog peaviCel kot EKTTOON VEQPIKNG AEITovpYiag

(Stokes et al., 2004; Stokes et al., 2006).

3.8 Awayvmon kot d10.@opiki) drdyvmon
H 61byvoon ¢ vocov tifeton pe Broyio veppol, EKTOC amd TV TEPITTOON TNG YEVETIKN LOPON.
KafBmg o1 1610A071KEG AALOIDGELS EIVOL TTIO EQPAVELG GTA GTEIPALATO TOV AVELVPICKOVTAL GTNV EV
T BdBel TEPLOYN TOV PAOLOV Ko EWOIKOTEPA GTNV GLUPOAN LE TN LVEADON Hoipa, UTOpEl va unv
aropovmbobv oty Proyia veppov. Eva peydro detypa pe mepiocotepa and 20 onelpdpoto propet

va Bondncovv oty ddyvoon.

Axopa kot 0tav 1 froyia veppov eniPePardoel TO 16TOAOYIKO TPOTLTO, TPEMEL VAL YIVEL 1] d1AKPIoT
o€ TPOTOTOON Kot dEVTEPOTOON, LE TPOCEKTIKY KAVIKOEPYAOTNPOKY] CUVEKTIUNGN. € YEVIKEG
YPOUUES, 1 OeLTEPOTOONG HOPON TOPOVCIALETAL UE  YOUNAOTEPO EMImEdD TPWTEIVOLPIaG,
HUIKPOTEPT EMIMTOON LOooABov Voo Kot oty Proyia veppod pe pkpdtepo Pabuod cvvinéng
TOV TOO0EWOV TPOoceKPoADY. Xe vEéoug acbevelg KAt Tov 25 etmv, Kot €101KE 68 aVTOOS UE
YVOGTO KANPOVOUIKO 1GTOPIKO, OV TPEMEL VO, TOPIAEITETAL O YOVIOLOKOG EAEYYOG Y10 LETOAAAEELS
TOV YOVIdiov ¢ Todocivng, e a-axtivine-4 kot tov Aowmadv vrevbuvev yoviduwv (Groopman et

al., 2019; Yao et al., 2019)

3.9 IotomaBoroyia

Ot wotonaforoyikég ekdnadocelg g FSGS sivar aitepa etepoyeveic. Mua iepapyikn taStvounon
TOV 10TOAOYIKOV TOPUAAAYDV UTOopel vo, €@aploctel TOGO 6TV TP®TOTOdN OGO Kol GTNV

devtepomadn pope1]. Ot LopPES TEPTYPAPOVTOL GTOV TOPAKAT® TIVOKAL.
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[Tivaxag 3.1: IotomaBoroyucot Tomot FSGS

MEPHIYAAIOY | Tunuotikp okKAfpuven He vorivoon mov | Zvvhbwg devtepomadng
TYIIOX eVTOTLETOL GTNV TEPLOYN] TOV OYYEWLKOV
ToAOV/amovaio KUTTOPIKOV Prapav,
oAlolwong  Kopueg M PIKVOTIKNG
oAloiwong
KYTTAPIKOX | 'Evo tovAdylotov omeipopo pe TUNUatikn | Xovibmg tpotomadng
TYIIOZ EVOOTPLYOEIOIKT LIEPKLTTAPOPpifela  TOV
EMQPEPEL  OmMOQPOEN TOV  OVAOD  TOV
TPL0EWoVg  /amovoion  aAloiwong NG
KOPLPNC N PIKVOTIKOV OAAOIDGEDY
AAAOIQXH TovAdyiotov o tunuotiky PAGPn oty | Tovnbog mpotomabne ue ofeia
KOPY®HX TEPLOYN TOV OVPIKOV TOAOV EVAVTL TOV €YYOG | Evapén VEQPOGIKOD GLVIPOUOV
EOTEPANEVOL  GOANVOpiov -  omovoio
PIKVOTIKOV GAAOLUDCEMY
PIKNQTIKOX | TovAdyiotov o0 omepapatiky  aykoAn | Ipotonadng 7N devtepomadng,
TYIIOZ TapoVcldlel OAKN PIkKvmoT Kol COUMTOOT | GoPapd VEPPMOOIKO GHVOPOLO Kol
TOV TOYOUATOV TNG ONB, Kvpimng 6€ APPOALEPTKAVOLG,
YEPOTEPN TPOHYVOON
FSGS XQPIX | Amovsio OA®V TV GAA®V TOTWV H mo ovyvq mapoarloyr - o€
EIAIKOYZX TPOTOTAON 1 OELTEPOTOON
XAPAKTHPEZ
(FSGS NOS)

3.9.1 AALeS 16TOMOYIKES HOPPES 610 Phopa T FSGS

Yndpyovv GAAeg 2 10TOAOYIKEG TOPUAAAYEC TOV GLYVA GULUTEPIAAUPAVOVTIOL GTO QAGHO TNG

FSGS: avt pe d1dyvm pecayyetakn vrepriacio kot Clq veppomddeto.

3.9.2 FSGS pe o1ayutn HecayyEloK) VIEPTAQGia

H FSGS pe d1dyvt pecayysiokn vrepriacio £xet tic PAdPeg g FSGS og éva povto yevikevpévng

LECAYYEWKNG VREPTAAGIOG. XTOV  0vOco@OHOPIoUd VTAPYEL CLVNOMG OdYLTN LEGAYYELOKT
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evamoOeon IgM pe dtpopov Pabupov evandBeon C3. To NAEKTPOVIKO HKPOGKOTLO TOPOVGIALEL
dudyvtn oVVTNEN TOSOEWMV TPOceEKPOADY. AVTOC 0 VTOTLTOG evTomileTol OXEOOV AMOKAEIGTIK
o€ véa mandid (Southwest Pediatric Nephrology Study Group, 1983, International Study of Kidney
Disease in Children, 1981).

3.9.3 Clq veppondOsra

H Clq veppomabeia yapakmpiletar and ypoon v Clq otov avocso@Bopiopd, Tapovsio Tukvoy
evamofEéce®mV 0T0 NAEKTPOVIKO HUIKPOOKOTIO Kat vprjpata copPatd pe FSGS 1 MCD oto ontikd
HUIKPOOKOTIO, HE 010pOpov Pabuov kuttapofpibeia. Zuvnbmg cuvurdpyet evamdbeon kot ALV
avocosapvav (kuping IgG) kabiotdvtag anapaitnto Tov amokAEIGHO GAA®V VOGOAOYIKAOV
OVIOTHTOV, O®G 1 VEEPITION TOV AVKOL X& o peétn meplotatikav Clq veppomadeiog, TOAAEG
TEPWTMOOELS AmoTEAOVV LOTVTO TpwTontadove FSGS 1 MCD, evd oe dAlec onuewdvetal

Womafng olapesorafodpevn omd avococvurAsypota onepapatoveppitida (Vizjak et al., 2008).

H dbdyvoon g Clq veppordBelag Paciletar 610 avoGoioTOAOYIKO €0pnua £VTovng, Kuplmg
pecayyewkng ypoong v 1o Clq oe acBevelg yopic evepyd XEA 1 pepppoavoimepmioctikng
onelpopotoveppitioo. To 10TOAOYIKG €LPNUOTA, Ol KMVIKEC EKONAMOCELS Kol THovdOG ot
unyovicpoi taboyéveong eivar etepoyeveic. Yapyoovv d0o KOpleg KAMVIKOTOOOAOYIKES VITOOUAOES.
H mpot amoterel modoxvtromadeia pe yapaktnprotikd MCD 1 FSGS kot mapovcidleton pe
VEPPWOIKO GVHVOPOLO, GLYVE vIToTpomalwv. H debtepn mowiAdel amd un omelpapatiky] PAGPN £mg
OlPOPES  MOPPES VIEPTAONCTIKNG  OMEPAUOTOVEQPITIOONG  Olapesorafoduevng  amd
OVOGOGLUTAEYLATO. KOt EKONADVETOL KVPlmG [ xpodvia veppikt| voco. Ta KAvikd amoteléopata
etvar mowida. O acBeveic pe veppmoicd civdpopo kot vepporddeio Clq, wiaitepa exetvor pe
FSGS, mapovoidlovv cuyvd kaxn avtamdkpion ot Bepaneia pe Koptikootepoedn. Acbeveig pe

MCD 1| vepmAaGTIKY GTEPALATOVEPPITION £XOVV KAADTEPT) TPAYVOOT), LLE KAADTEPT] S10TPTON
™G VEQPPIKNG AetTovpyiog.

3.10 Iopeia Nécov

H pvoum e&€MEn ¢ vocov mowkilel. AcBeveic pe mpotonadn FSGS mov dev avtamokpivovtan
ot Oepamneio, odnyodvTol 6€ GTAdI0KN AVENCT TG TPMOTEIVOVPIOG KOl GE XPOVIL VEPPIKNG VOGO.

H avtépot veeon givor ondvia (Cattran & Rao, 1998).
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Optopévo emdNUOAOYIKA, KAVIKE KOl IGTOAOYIKA EVpNRUHOTO KATA TN didyveon Ponbovv oty
TPOPAEYM NG Hokpoyxpoviag mopeiag Tov acBevav pe FSGS. Ou Agppoapepikavoi pe FSGS
eppavifovv mo ypnyopn eEEMEN oe XNNTZX o€ oyéon pe dtopa dGAlov euiov. Mewwpévo GFR,
peyoAvtepov Pabuod mpmteivovpio Kot LEYOADTEPO TOGOGTO S1dpeong tvmong kot ™ Prowyia,

npoPAémovv Tayvtepn eEEMEN T voosovu (Rydel et al., 1995; Wehrmann et al., 1990).

Ievika, ta amotehécpata eival Ta KOADTEPA Y10 TOPAAAOYT] LE OALOI®MOT KOPLONG Kol XEPOTEPT
YL TNV PIKVOTIKY Tapoiioyn g tpotonabods FSGS, pe evowdpeco amotéhespa oty FSGS
NOS (D’Agati et al., 2004; D’ Agati et al., 2013).

‘Evag Boaocikdg mpoyvootikdg mapdyoviag g Tpdyvmong eival n VQeon ¢ TpoTeivovplog.
[TAnpng veeon T0V vePpwokoh cvvopopov oyetiletanr pe eCapetikny veppik emPimon oe
oVYKPIoN HE OGOVE dev mOPoVGLaovy VEeoT. AkOUN Kol acBeveic e pepiKr] VPECT TOL
VEPPWOGIKOD GHVOPOLOV, TOPOoVSdlovy YapunAotepo mocooto epeaviong XNN (Troyanov et al.,

2005).

3.11 Ogpancia
[Ipwv v évapén tov Bepamevtikov TAdvov yio tnv FSGS, etvar oxompo va opiotet n 0peon ¢
npoteivovpioc. O vEog optollog g Hepkng veeong (Leiwon g Tpoteivovpiag katd 40% 1 Kdtw

and 1.5g/Mmuépa) edvnie ¥poiog oty TpdPAEYN TG TPOYVOGNG.

Av ko1 n FSGS gtvor ouyvn otovg evilikes, Alyeg KEVIPIKES TUXOMOTOMUEVES LEAETES VITAPYOVV
vyt Bgpaneia e, Qotdco, Aol ot achevelg paiverar va Bonbodvior amd TV VTOGTNPIKTY|
Oepaneio (avactoreig tov aova PAA, kth). H Bértiom Bepamevtikn avtipetdmion dgv £xet
optotel. Ev pépet avtd oyetileror pe v pe v ovaykn yuo S1dkpion g TpoTonadong and Tig

deuTEPOTADEIC LOPPEG KOBMG KOL TNV AVOYVAOPIST) TV YEVETIKAOV TOPUAALYDV.

Ievikd, 1 xop1yNoN OVOGOKATAGTOATIKNG ay®YNG TpoTeiveTol Yo T Oepameia Tov acBevov pe
npotoradn FSGS, evd avtifeta otovg acbevelg pe mpoteivovpia pun veppmoikoy emmédov,

yevetun 1 devteponadn FSGS dev amorteitat.

Ta KoptiKooTEPOEWN QaiveTal va avEAvouV TV TBAVOTNTA VOECNG TNG VOGOL Kol Bewpovvtal 1)

Oepaneio mpd™G Ypouuns (Goumenos et al.,, 2006; Pei et al., 1987; Banfi et al., 1991). H
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npotevouevn Bepaneio cuppwva pe Tig 0dnyieg g KDIGO, nepihappdvet tnv yopnynon vyniov
d00EMV KOPTIKOOTEPOEWMV, Le Tpedvilovn oe doon 1mg/kg (uéyiotn 66on 80mg) v nuépa, 1
o€ mopnuepo oynua pe 06om 2mg/kg (uéyiom 66on 120mg) yio tovAdyiotov 4 BSopddeg pExpt
™V TANPN Veeon Kol pe péytotn owdpkeln Tic 16 gfdopddec. Tuvnbwe ot acbeveic mov Oa
avtomokplBovy oty Oepameio pe KopTikostepoedn Ba epeavicovv peimon g TpmTeivovpiag
TP TV Whpodo twv 16 gfdouddwv. Eniong dev amatteitor va mopapeivouv oe vynAn d0om
KOPTIKOGTEPOEWMY Kot Y Tic 16 gfdopndadeg, av n mpwteivovpio emyuével 1 av ot acBeveic
eUQavicovy avemBounteg evépyelec. Xtnv ovvéyelon akolovbel tapering, pe peiowon g d6ong
pedvilovng katd Smg ava 1-2 gfdopnadeg, oe ypovikd ddonua 6 punvav. Av 1 vocog givor
avOEKTIKT] OTO KOPTIKOGTEPOEWN 1 0 acbevng epgavicel To&ikotnto, 1 Oepamncion mpémel va
dlokomel Kot v ypNoonomOel EVOALOKTIKY] 0VOGOKOATACTOATIKY Oy®wyn OTMC Y10 TOPAOELY Ol

aywyn pe avaotoieig kKadowvevpivng (CNIs).

e aoBeveic pe FSGS avBektikn ota Koptikogdn, cvviotatal 1 xopnynomn CNIs (kvkioomopivn
kot tacrolimus). ' T KvKAOGTOPiv, 1 dOoN elvan 3-Smg/kg/muépa doupepévn oe 6Ho dOCELS, 1
tacrolimus o€ 6601 0.05-0.1 mg/kg/d dwapepévo og 600 0OGELS, PE EVTATIKT TOpaKOA0VON oM TV
EMITES®V TOV PAPUAK®V, Y10, Vo omo@evyBel n veppotolikdtnta. H didpketa aywyng pe CNIs,
TPEMEL Vo Ol0pKeL TOLVAGIoTOV 6 unveg, Tpv Bewpricovpe OTL Oev vl OMOTEAEGUOTIKA. X€
acBeveic pe peptkn 1 odkn veeon vwo CNIs, n aywyn mpénel va drapkel TovAdyotov 12 pnveg
v va amo@evyBovv ot vrotponéc. H aymyn mpénet va avabempnbel av o asbevig mapovoidoet

nrdon eGFR<30ml/min/1.73m? .

Ta avdioya Tov pukoeatvolikod o&éog (MMEF kot pukoeatvolikd o&0) éxovv ypnoyorombel o
dubipopeg un ereyyopeveg peréteg oe acbeveig pe FSGS (Choi et al., 2002, Cattran et al., 2004,
Gipson et al., 2011).

H m\acpagaipeon mov ypnoylomoteital o€ GUVILAGUO WE TNV OVOGOKATOCTOATIKY OY®OYN GE
acBevelg pe vrmotpormn ™ FSGS petd v petopdoygvon, oev €xel pehetndel oe acbevelg pe

FSGS.

To rituximab &yet emiong ypnoponombei e acbeveic mov dev amdvincav o dAlec Bepameieg 1
nrav eaptdpevol amd ovTéG, Kot PoiveTon va £l KOADTEPO AMOTEAEGUOTO GTOVG 0COEVELS e

koptwkoeEaptopevn FSGS (Kronbichler et al., 2013, Fernandez-Fresnedo et al., 2009).
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H Bepancio tng devteponabovg FSGS, Baciletar otnv avtipetdnion Tov vrokeipevou attiov. O
POAOC TNG OVOCOKOTUOGTOATIKNG oywyng otn devteponady FSGS dev €xst amodeybel. H

VTOCTNPIKTIKN Oepameio TPEMEL va, Yopnyeital yio Ty TpdAnym ¢ Tpoddov oe XNN.

Ot yevetikég popoég g FGSG, dev gaivetol vo. avTomokpivoviol 6TV 0VOGOKOTAGTOATIKY

aywyn.

3.12 Metapooyevon

[Tepimtov 10 30% tOv acBevaov pe mpotomadn FSGS mov efeliccovror ce XNNTZ o
petopooyevoval, Tapovstdlovv LToTPoTn 6To pOGyEL L. Ot TaPdyovTeS KIvOHVOL Y10, VTOTPOTH
wepAapBavouy v veapn nAkio Evapéng g vocov kabmg kot T cofapr TpmTeivovpia LE Tayeia
eEEMEN oe XNNTZ. Ot acOeveig mov £xovv yaoel 10N pocyevpa Adym vrotpomng e FSGS, etvan
0€ HEYOADTEPO KIVOLVO VO ELPAVICOVY LITOTPOTN Kot G€ EMOUEVT peTapoOoyevon. H avtipetdmion
NG VIOTPOTNG GTO HOCYELLO TTepAapPdvel cuvedpieg TAacpapaipeong, xopriynon Rituximab,
VYNAOV 00GEMY KOPTIKOGTEPOEWMV Kol yopnynon ovactoréwv tov dEova PAA (Weber et al.,

2021).
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KE®AAAIO 4: MegpBpavoong Nepporadero

H Mepppoavmndng Neppordbeio (MN) amoteret voGo Stapesorafodpevn and avosocUUTALY LT,
Katd TV omoia evamotiBevtatl avococpaipives (Ig) G Kot mapdyovteg TOL GLUTANPOUATOS, KLPIWG
N KOl OTOKAEIGTIKA GTOV VTOEMONAOKO y®dpo KAT® amd To. modokvttapa. H evamdBeon avtm
odnyel o avénon TG ONEWPAPATIKNG OamepatdTTag Kot PAAPN TV TOSOKVLTTAPWV,
TPOKAA®VTOG TPWTEIVOUpia Ko mlavdg veppwoikd cvvopopo (Francis et al.,, 2016, Ronco &

Debiec, 2015)).

H npotonadng MN eivar o avtodvoon voécog mov meplopiletonr 6to vePpd KAt TNV OToia
TOPAYOVTOL CVTOAVTICOUOTO EVOVTL EVOOYEVDV OVTLYOV®VY oL vTomtilovTon 6ta modokvTTapa. To
75-80% twv acbevov pe MN mapovoidler v npotonadn popen. Eivar n mo ocvyvr attia
TPpOTOTABoHg VEQPP®SIKOD GVVOIPOIOL G€ aoBevels e nAkia peyaidtepn Tov 60 1OV, ®GTOCO 1
nAio epeaviong motkilel Ko pmopel vo exdniwbel axopa ko og epnpovg (Ayalon & Beck Jr,

2015)

Alpopeg kataotdoelg unopel va oyetiCovrar pe v MN, kdmoleg and Tig omoieg pmopel va
OTOTEAODV KOl TO OITIOAOYIKO TOPAyovTO OV TN TPOKOAEL. AVTEG avaPEPOVTOL LE TOV OPO

devtepomadeic popeég e MN.

O 06pog pHeUPpavmdong, aVOQEPETOL GTNV TAYVVGCT] TOV TOYYDIUTOS TOV CTELPULUTIKMOV TPLYOEWDDV
010 onTikd piKpookomo. Eni tov mapodviog 1 MN dlaytyvadoketor kopimg amd v eE€taon pe
avocopBopiopd kot v e€€tacm pe MAEKTPOVIKO UIKPOOGKOTIO, 7OV omekovilel dbyvteg
AEMTOKOKKIDOES vmoesmONAokéS avocoevamobécelc. Xvvemdg m  MN  oamotedel o
wotonafoAoyky] duyvoon, o€ acbevelg pe mpoteivovpia, mov  yopoaktnpiletor  amd

avocoevamobEcelc, ywpis mapovsio VIEPTAAGING | PAEYLOVOOIDV 0ALOIDOCEMV.

4.4 TloBoyéveon

‘Hon and mopatnpnoelg poviéAmv oe mepopotolowa pe veppitida Heymman, avaodeiyfnke n
ONUOGI0 TOV OVTOAVIICOUATOV EVOVTL €VOG £VOOYEVODS TOPAYOVTO TMV TOOOKVLTTAP®V TV

empoov (Beck Jr & Salant, 2014).
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Ytov QvOpwmo, T0 TPAOTO €VOOYEVEC OvTlyOvo Tov Ppébnke OTL umopel voo ouppeTéxel otV
TPOKANGON NG vOcov eivar M ovdétepn evdomentiddorn (neutral endopeptidase-NEP) mov
EVOYOTOLEITO Y10 [t GTTAVIOL LLOPPT| TG VOooL o€ veoyvd. H NEP givon pia mpoteivn mov vdpyet
(UOIOAOYIKA OTO TTOJOKVTTOPO. XTNV WOWI{TEP OLTH TEPITTOON, M UNTEPA TOV VEOYVOD
napovciole EAleyn ¢ NEP ko xotd  Odpkelo mponyoOUevng KONong VIECTN
evatodntomoinon amd v evéonenTidacn Tov uppvov. Etot oty emdpevn Kimon to avTicouoTo
OEpYoVTOL HEG® TOV TAOKOUVTO, TTPOGOEVOVTOL GTNV EVOONEMTIONCT] T®V (PLGLOAOYIKDOV

TOOOKVTTAP®V TOV EUPPHOL Kot dSNUOVPYOVV BVOGOGLUTAEYLOTA TpOKAA®VTOG TN VOco (Debiec

et al., 2002).

Metd and avti) TV apyikn EVOEEn g VaPENG AvTLyOV®V oL EKPPALOVTOL OO TO TOSOKVTTOPM
otV avOpomvn MN, dopopd dAla avitydva-ctodyotl £xovv tovtorombel. To Kupiopyo cOoTHA
avtoavociog mov eumAékeTon oty Tpwtonadn MN, oyetilel pe oVTOAVIIGOUOTO EVAVTIL TOL
vrodoyEa NG PwoeoAnaons A2 tov modokvttdpmv (Phospholipase A2 Receptor-PLA2R).
Kvrhopopovvta aviicopata évavit tov PLA2R, evtonilovtat 6tov opd tov 75-80% acBevav pe

npotonadn MN (Beck Jr et al., 2009).

To avticopota givon kopiog 1gG4. Avtd ta 1gG4 anti-PLA2R avtoavticopata givol kavd va
001 YNOOLV GTNV EVEPYOTOINGT TOV GULUTANPOUOTOS HEGH TNG 0000 NG AEKTiVNG, Y®pig va

amokAgieTon 1 EvEPYOTOINGN Kol TV AAL®Y 00MV Tov cuumAnpouatoc (Haddad et al., 2021).

210 20% tov nepmtdcewv mpotonafovg MN mov dev oyetiCetan pe ta anti-PLA2R, €yovv
avayVoOPLoTEL S1apopa GAAL avTlydve 6TOYO0L TOL 031 YoVV 6 VITOTOTOVG TG MN e dopopeTiKd
eowotvono. ‘Eva té€toto avtydvo oyetiletan pe 1o popro s Opoppoornovdivnig(THSD7A). H
nopovcio Tov anti-THSD7A avticopatog aviyvevetoar 610 5% 1oV TEPITOCEDV TPOTOTUOOVG

MN (Tomas et al., 2014, Iwakura et al., 2015).

To NELL1 (Neural EFFL-likel) etvor éva axdpa avirydvo otdyog mov cuvvoéetan pe I1gGl
aVTOOVTICOUATA Kot avevpiokeTal oe acbeveic pe MN, ®otd660 10 1/3 0VTOV TV TEPIMTOCEDY

oyetiCeton pe vrokeipevn KakonOela (Caza et al., 2021, Sethi et al., 2020).

2ty pepPpovodn orepopotonddeio mov oyetiCeton pe tov ZEA 1) v nratitido B, Osmpeitor 611
N mayidevon aviydovov vroemnAlokd oty Pockny pepPpdvn kKot o in situ oynuaticpdg

OVOGOCLUTAEYUATOV HECH GVUVOESTG TNG WE OVTICOUOTO TG KukKAopopiag, odnyel omnv
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EVEPYOTOINGT TOL GUUTANPONOTOC Kot To oynuaticpd tov C5b-9, pokardvioag TpoTeivovpia.
AxoLovBel 1 emay®yn TOPAYOYNG CVENTIKOV TOPAYOVIOV, KUTTOKIVAOV Kol LOPimV Tov 001YOUV
oV mapaywyn eEokuttaplag Bepéhog ovoiog kabde kol mhyvvons g Pacikng pepPpavng.
[Mopopola avénon mapatnpel Kot 6tov S1dpueco ympo. Telkd amotédleoua TG OANG diepyaciog

elvan 1 tvoon.

Ye Oheg ™G popeég v MN, n BAAPN TOV TOSOKVLTTAP®OV KOl TOL GRIEPOLATIKOD (POYLOD
dmOnong mapapével, 6Go 1 ONUIOLPYIO AVOGOGVUTAEYUAT®V VTOETIONALIKA EVEPYOTTOLEL TV 000
TOV  GLUAANPOUOTOS. XTIS  TpoTomabelc  popeés, M Vmapén TV KLUKAOQOPOLVTI®MV
avtoavticoudtov, kabopilel v evepyodotnta g vooov. MOvo av 0T TO. QLTONVTICMUATO
petwbovv 1M kot e€apaviotovv (gite petd and Bepameia, eite avtdpota), umopel va emrevydet
KAMVIKT Dpeon. Av 11 avoGoAOYIKY] Vpeon TtponynOel g ektetapévng PAAPNG ota modokvTTOpO,
vrdpyel mBavoOTNTO 0loMG TG VOGOUL, av Kot 1) TPOTEIiVoupia pumopel var empeivel yio pnvec. Av
®oTO00, N PAAPN TOV TOSOKVLTTAP®V Elval EKTETOUEVT Kol 1| TPpOTEIVOLPin OeV Uelwbel mopd v
OVOCOAOYIKY] VQECT, TOTE UMOpel VO OKOAOVONGEL OMEPAUATIKY] GKAPLVOT], COANVOPLOKN

atpopio Kot O1dpecT tvoon.

4.5 Emdénuoioyio
H MN pumopei va mpocBaiel o€ omotadnmote nAtkio kot OAeg T1g puAES. H mpotomadng popen g

elvatl Svo POPEG O GLY VI GTOVG AVIPEC OE GYEOT UE TIG YOVOIKES, Kol 1010UTEPOL GTTAVIN GTO TOOLA.
H npwtonadng MN mpocfariet kupimg otnv 4" kou 5" dekaetio g ong Kot efvor n o Guyvn
a1tio. VeEpPmGKoy GLVOPOUOL GE Un SaPnTikodg eViAKeG. Xt Toudld eivar o cvuvnoiopévn N
devtepomadng popen kot cuyvotepa sivor devtepontadng oe Aoipwén HBV. H etfola enintwon
avépyetal og 8-10 mepiotatikd ava 1 ekatoppdplo TANOBLGHOV OTIC SVTIKEG YDPES. AV KOl EXEL
avapepOel cvoyétion pe opiopévo HLA tdéng II yovidwa, mov pumopel vo vTOdEKVIEL YEVETIKN

npodidfeo|, N tpwtomadng MN dev givor Tumkd pa owkoyevig vooog (Xie et al., 2020).

4.6 Khuviki] Exkoniloon
2t mieoymoeio (70-80%) tov acBevov n MN  ekdnAdvetol pe VEQPOGIKOD GUVOPOLO. XTO

VIOAOITO TTOGOGTO, UMmopel va ekONA®OE e OACLUTTOUATIKY] AEVKOUATOVPIO U1 VEQPOGIKOD
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EMMESOV, TOV UTOPEL v TpoMYElTOL PUNVEG, aKkOun Kot ypovia, ¢ ddyvoong (Burbelo et al.,

2020).

H pwpookomikn| aotovpia avevpioketal o €vo mocootd 30-40% tov acBevav. H mapovoia
€PLOPOKLTTOPIKAOV KVAIVOPp®V €ivarl omdvie Kot cLVROMG CLVLTAPYEL KOl KAmOwL GAAN
vrepmAaoTiky TaboAoyio 6to omeipopa. Znv tpomtomadn MN, o oporoyikog EAeyxoc yio anti-
PLA2R givan Oetikog oto 75-80% TtV mepmTOCE®Y , EVO TO ETUTEOA TOV GUUTANPOUATOS GTOV
opoO givor ouVNOMS PLCIOAOYIKA TOPE TNV EVEPYOTOINGT TOL EVOOOTEIPAUATIKA. AALOL 0LVOGO-

oporoykoi deikteg Onwg T ANA, ANCA, RF cvviBwg givor pucsroloyikoi.

Katd ™ otiypn g d1dyvoong, to 10-20% tov acbevdv mapoustalel opTnplokn LIEPTICT), YOPIg
Vo, ENNPEACTEL I VEQPIKT Agttovpyia. e m0c0oTO HKpdTEPO TOL 10% GUVAVTATAL ETOEVOUET
veppikn Aettovpyia kotd TN Odyvwon. H vaéptaon oe cuvovacud pe petwpévo eGFR katd
dyvoon, evromilovtal cuvnbéotepa o€ peyardtepovg achevels. Ot emmAOKES TOL VEQPP®GIKOD
ovvopOoL (duoiutidopio, Aoméelg , OpouPoepufoikd Kot kapdiayyelokd copufPdaupoata) uropet

VoL ELEAVIGTOVV VOPIC otV mopeia Tng vOoOV.

4.7 IotomaBolroyia

To mpdTO0 10TOMOBOAOYIKO €Vpnua otnv MN  eivalt 0  OYNUATIOHOS  LITOEMIONAOKDV
avococvumieypatov IgG kot 1 Topovsio. COUTANPOUATOC KOTE UNKOS TNG EMPAVELNS TOL
TPLYOEWKOD TOYYMDUATOG, EVA TA CTEPAUATE QOIVOVTOL PUGIOAOYIKE GTO OTTIKO UIKPOGKOTIO.
AxoAovBoV aALOIDGELS TOV TOJSOKVTTAP®V, evamdBeon vEAG eEOKVTTAPLOS OVGIOG AVALEGO GTA
OVOGOGLUTAEY AT, KO Téyvven TS Pacikng pHepppavne. e KAmoleg TePTOCELS EVIOTILETON

E0TIOKY OTEPALATOCKANPVVOT), GOANVAPLOKT oTpoPic akdpo Kot didpeon tvoon.

210 OMTIKO HKPOGKOTIO, GTO OPYKE GTAOW, TO GTEIPApO Kol O SIIUEGOS 16THG amekovilovTon
(QLOIOAOYIKA Kot M ddyvoon tifetor and Tov avocoPBopIGUd Kot TO NAEKTPOVIKO UIKPOGKOTIO.
1o emopevo otddo g MN, mepihapfdvetor pia opotoyeving mdyvvon g Pacikng pepppdavng,
TOV EVTOTILETAL GTO OTTIKO LUKPOGKOTIO LLE T XPNOT YPDOOTG OUATOELAIVIG-N®GTivNG. XTn XpdOoT)
VITpKoy apyvpov amekovilovtat TpocekPorEc TG Pacikng LepPpdvng LETOED TV evamoBicemy,
Tov Sivouv TNV EVIVTIMON 0JOVIMTNG TOPVENS. Agv VRAPYEL OTMEPOUOTIKY Odmbnon ond

AgvukokvTTOpa Kot vrepmAocio Tov pecayysiov oty mpwtomadn MN. H mapovsic cuvodod
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vrepmAaciog oto pecdyyelo oxetiCetan pe devtepomadn MN, 6nwg Yo TapAdEly Lo TNV VEQPITION
Tov AOKov TaENng V. Xe acbevelg pe Poapld mpwteivovpio, Pmopel vo. GUVLTTAPYOVY TEPLOYES
€0TIOKNG oKApvvong mov va opowdlovv pe FSGS. Avtol ot acbevelg cuvnbng mapovsialovv
tayeio emdeivoon kot dev amavtovv otn Bepaneia. Omwg kot oe TOAES GALAEC OTEIPOUOTIKEG
nabnoelg, pmopel vo evtomiletan coinvopodidpeon PAGPN kol 1 coPapdtnta g oxetileTon pe

NV TPOYVOON TNG EMOEIVMOONG TNG VEQPIKNG AEITOVPYIOG KOl TO ETITEDO TNG TPMOTEIVOLVPLOG.

Xtov 0vocoPOopIcUO OUMIGTMOVETOL 1] TOPOLGI0 AETTOKOKKIMOMV VITOEMIONAIIK®OV EVATOOEGEDV
kuping [gG4 ko C3, katd unKog ) Pactkng pepppdvng otov ydpo Katmhev TV TOd0KLTTAP®Y.
Octikn ypoon v [gA 1 IgM, 11 onuavtikny Ypdon 6To HEGAYYELD, VTOONAMVEL VEPPITION TOL
AOKov 1 dAleg devtepomtabeig popeég (Jennette et al., 1983).

H moapovsio tov C3 mbavotata avtavakid v evepyodtata e vOGov, pe evepyd evamdeon Ko
oynuaticpd avococvumieypatwv. Emiong ypodon yuu C5b-9 umopel va givon Betikn, kdtt mov
e€nyel ko Tov wpotewvdpuevo maboyevetikd unyovicpd pécm tov C5b-9 (Cybulsky et al., 1986,
Cybulsky et al., 2000). O¢tikr| ypoon v Clq elvar ondvia oty tpotoradn MN (<20%) kar
ovvnBwg avevpioketon oty oyetilopevn pe XEA MN (Jennette & Hipp, 1985). H mapovcia
Betucng ypdon yia C4 xopis va cuvumdpyet C1q eivar yapaktpiotikny g tpotonadovg MN (Val-
Bernal et al., 2011).

Emiong n avayvopion tov avttyovov-6TtOY®mV ETITPEMTEL TV 0VOGOIGTOAOYIKY] TUTOTOINGT TMV
Boyiov pe MN. Ta mapdderypo n xpoon ywo. PLA2R otig evamoféoelg avocsocuumieypdtov,
etvan éva axopa otoryeio mov Ponba o ddkpion g mpwTonadovg amd devteponadeic MN

(Hoxha et al., 2012, Larsen et al., 2013).

2T0 MAEKTPOVIKO UIKPOOKOTIO  YOPOKINPIOTIKY —elvar 1 aveDPEST]  VTOETONAOKDOV
avocoevamofécemv. H mapovsio vrevdodniiokmv evamofiécemv 1 COAVOIIKTVOTOV EYKAEIGTOV

etvat evogKTIKn LeUPPavdIOVS VEQPITIONG TOL AVKOV.

H vooog ta&wopeitar oe 4 16t0A0YIKA oTAOW. XTO 0TAd10 [ mMOpatnpodvIol HOVO TUKVEG
VROEMIONAOKES avocoevamobBEécels, cOVINEN TV 00DV TPOGEKPOADY e EAAYIOTES AAAAYEG
omv Pacwr pepPpdvn. Zto otddio II mpoe&dpyovv ot mpooekPorés g Pactkng pepPpdvng
petalld TV 0vocoevarmofécmy, Tov avTIGTOYKEl TNV 000VIMOTH TaPLPN N omoia propel va yivel

0paTH KOl GTO OTTIKO HKPOoKOT0. 210 6TAd10 11 mapatnpeital cuvévaon towv TpocekPormy g
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Baotkng pepPpdvng yOpw amd Tig eVOmOBECELS KOl TEAIKO EVOMUATOON OVT®V VIO TNG. XTO
otado IV mapamnpeiton amoppdenon Kot e€apAvion TOV TUKVOV EVOTODECEDY Kol TapOLGio
YOV TEPLOYADV OTIS 016G BEGELS, L TOPAAANAT ELEAVION OKOVOVIGTNG TéYLVONG TG POGIKNG

HEUPPAVIC KOl GTEVOGT] TOV GLAOD TV TPLYOEODV.

Av kot ot Topamdve PAdPeg avtikatomTpilovv v dtdpkeld TG VOGOV, ot OAAAYEC OVTEG TNG
Baocwn peuppdvng oev eaivetar vo cuvovdaloviol Pe TIG KAMVIKEG EKONAMOELS TN GTIYUN TNG

ddyvoongc.

4.8 Awdyvoon

Y& acOevn pe mpotsivovpia, Oetikd anti-PLA2R avtisodpota kot eGFR>60ml/min/1.73m?, amd
OTLYW] TOV TTAPOVCIALEL apVNTIKO EAEYYO Y10 ALTOAVOGO. KOl AOTLMON OiTloL Kot £XEL ATOKAEIOTEL
TO £vogYOUEVO NG Kakonbelag, dev amonteital n oevépyela Proyiag yio v emPePaimon g

duyvoong (Bobart et al., 2019).

Eniong o€ acbeveig mov 1 Proyia avrevdsikvotot (Ty o€ TEPUTTOGELS TOV Eivar adVVOTY 1] O1OKOTY|
NG OVTIMNKTIKNG ay®wyns) M oyvmon umopel va 1ebel pe eumotooivn ov mopovotdlel Oetikd
oporoyiko €reyyo ywo anti-PLA2R 7 anti-THSD7A. Qot6c0 1 amovsio OeTikod amoteAéouaTog

Y10l VTA TOL AVTICOUATO, OEV amoKAEiEL TNV ThovoTNTa TpwTOoTadovc MN.

O devteponabeic MN amotehovv to 20 pe 30% OA®V TOV TEPMTOCEMV, LLE TO TO0 GLYVA aiTla

va eprhappdvovy tov ZEA, v nratitda B, ta kakondn vedmlacpa kot o gaproKa.

4.9 E&&éaen
H i mopeio Ty MN mowcider. H avtodpatn vepeon g mpoteivovpiog cvpPaivel oto 30% twv
acBevav. Ot yovaikeg pe mpoTeivovpios UN-vEPPMOOIKOD EMMEOOV KOTA Tr Odyvmor &yovv

peyoAvtepn mbavotra avtopatng veeong (Hladunewich et al., 2009).

[Mopadociokés KAVIKES TapAPETPOl OTTMG N VEPPIKN Asrtovpyio Kot 1) ERUEVOVCA TPpOTEIVOLPia,
oyetiCovron pe v mopeia g vocov kot pmopei va fondncovv oty ta&vouncn tov aclevov o
YOUMAOV, pecaiov kol vVYNAoD kwwddvov yio mpoéodo oe XNNTZ. 'Eva poviého mov €xel

ypnoworombei, ypnoyomotel TNV apykn KABapon KpeatTviving Kot TV KOUmOAN mov akoAovOel
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0T O€ GUYKEKPIUEVO YPOVO, KaBMG Kot TN yoUnAOTEPT T TPOTEIVOLPING TOV £xEl onueIwOEt

0TO GLYKEKPIUEVO Ypovikd ddotnua (Cattran et al., 1997).

To povtéro deiyvel 6TL acbeveic pe Puoloroyikn Kabaporn kpeatviviig oty d1dyvmaon, 1 onoia
napapével otabepn Yo 6 pMves Kot TpoTEivovpio YaunAdTepn TV 4g/Muépa, Exovv KaTm arnd 5%
mBavotta emdeivoong. e avtohg amatteitan povo cuvtnpntiky Oepaneio. Avtibeta acbeveig pe
mpoteivovpia 4-8g/Muépa oto 1010 ypovikd otdotnua, Exovv 55% mbavotmra vo avartdéovv
XNNTZ evd o€ avtoig Tov £yovv mave omd 8g/Muépa 1M mhavotnTa ETOEIVOONG KUUATVETOL OO

66 ¢ 80%.

O tithog tov anti-PLA2R «katd ™ didyvoon unopet va fondnocet omnv pdyvoon, av kot dgv Exel
evoopatmdel mnpwg ota poviéda mpoPreync. H mapakolovdnon tov ovIiCOUITOV 0VTOV
umopel va dlayvacel v mpotonadn popen e MN, va tpoPAEyel molog umopel va peavicet
avtopatn veeon, va Pondnoel otnv moapakolovOnon g evepydTNTOg TG VOGOL, OTNV
avTamokplon oty Bepaneio, koD Kot 610 ToTE TPEMEL Vo, petmBel ko va drakomel | Bepameio
(De Vriese et al., 2017). 'Evag younAdg i petovpevog tithog anti-PLA2R otov 0pd, oyetiletan pe
peyorvtepn mbovotnta avtdpatng kot oMkng veeons. (Jullien et al., 2017, Rodas et al., 2019).

Avtiotoyd, €vag vynAdg TITAOG OVTICOUAT®V KATd TN Olyveon 1 £€vog TPOOJELTIKA
av&avorevos, VTOVoEl 0Tt Ta KAViIKd cvurtodpato 0o cuveyilovv vo veicTovTal 1| aKOUo Kol Vo
emdevowbovv oto emouevo odotnuo. To anti-PLA2R dev umopodv va ypnoipomombodv cov
delkng amd péva tovg, KaOMDEC 01 KMVIKES TOPAUETPOL OTWG TO EMMESO TN TPWTEIVOLPIAC, T
aABoopivn opod kol M veppikn Asrtovpyia, TPEMEL Vo EMNPEACOVY TNV OTOGACT Y. TNV

OepamevTIKn TPOGEYYION.

H moapovoia ypdviov arrowwcemv 610 detypa g Poyiag (OTEPALOTOCKANPUVOT|, OLUUECT|

tvoon, ayyswoxn vococ) oyetiletan pe Tty tpdyvoon).

4.10 Inpoocio T VPGS
Ynotpormn petd amd mANpn veeon, cvpPaivel oto 25 pe 40% tov teputtdcewv MN, yopic va
umopei va mpoPrepbei to ypovikd dtdotnuo mTov pecorafel. Ymotponn £xet avapepel péxpt ko

20 étn petd Vv TpdOTN VeEST. Q6TOG0 01 TEPIETOTEPOL OCHEVEIS LLe VITOTPOTN UETE IO TANP
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Vo, eLeaviouy HOVO TPMTEIVOVPIN UN-VEPPOOIKOD EMmESOL Kat Ba dtotnprcovy otabepn|

VEQPIKT Agttovpyia pe tn cvvinpntiky Oepaneio kot povo (Ponticelli et al., 1992).
Avtifeta 10 T0600T0 VITOTPOTNG o€ achevelg pe peptkn Veeon PTAvVEL akopo Kot to S0%.

H 10etng veppn emPimon oe acBeveig pe olkn Hoeon givar 100%, oe acBevelg pe pepikn veeon
otavel To 90% eva e acBeveic ywpig Veeon oA 45%. Qg oAk Veeon opileTon 1 peiwon g
mpoTeivoupiog oe katm amd 0.3g/Muépa , VA N LEPIKN VOEST MG 1 Helwon TS TpwTteivovpiag o€
Myotepo amo 3.5g/Mmuépa ko peimon katd 50% amd v peyardtepn T me. Nedtepa dedopéva
delyvouv 6t 1 ddpKeln TNG VOESNG, £t VTN eivar avTOpOTY €ite PeTA amd BepamevTiKng aymyn,

oyetiletan otevd pe to pakponpdecpo amotéreoua (Troyanov et al., 2004, Cattran et al., 2017).

4.11 O¢gpamnsia

H ocvvmpnrikr Bepancio tng MN otoyevel 61OV €AEYX0 TOL OONUOTOS, TNG VTEPTUONG, TNG
TPOTEIVOLPIOG Kot TNG VIEPAUTIOOUING, OTWG OTO VEQPP®MOIKO GULVOPOLO OTOUCGONTOTE
artoroyioc. o acBeveic pe mpoteivovpio peyaldtepn and 1g/Mmuépa o GTOXOG TG OPTNPLUKNG
nieong etvar 125/75mmHg. AvactoAeig Tov petatpentikod VOO0V KOl avOCTOAEIS TOL VTTOJOYEN
NG AYYEIOTEVGIVIG, LELOVOLV TNV TPOTEIVOVUPia Kot kKaBuoTepoHY TNV TPHOAO TNG VEQPIKNG VOGOU.
Axopo kot ot acBevelg yapunAod kvodvov yio eEEMEN ¢ vocov (mpwteivovpio <4g/muépa),
pEmeL v AapBavouy avacstoAels Tov dEova, Kabdg auTd TpocsPEPOVY ETUTAEOV VEPPOTPOCTAGIO
ue eAdyroteg avemBounteg evépyeteg. O acbeveic mpénet va akoAovBovv pa dlouta YoaUnAin o€
vatpro (1.5-2g/Muépa) yuo va €xouv 10 HEYIOTO OMOTEAEGHO OO TNV (PNON TOV CLYKEKPIUEVOV

QOPULAKOV.

Otav n mpoteivovpia etvor veppmaokov eTEOO, LITAPYEL CNUAVTIKY AOENCT] TOL KOPILOYYELKOD
kivouvov eved cuviBog cuvumdpyet ko vrepamdoyio (Lee et al.,, 2016). Av xor dev €yet

amodelyBel, mpoteiveton n yopnynon otativng pe otdyo g peimon g LDL<100mg/dl.

e veP®GIKO GUVOPOLO TOL TOPAUEVEL, 0K o8 £d0poc MN, vtapyet avénuévog kivouvog yo
Opoppospporucd yeyovorta (Barbour et al., 2012). H vrooAPovpvaipio @aivetor va omotehet mo
1oYLPO TPOYVAOSTIKO JelKTN Yoo TV epPavion Bpopfoeppforikdv copuPopndtov, oe oyéon Le TV
npwteivoupia, kot avédvetar dpapotikd o emimeda adPovpivng opov <2.5g/dl (Lionaki et al.,

2012). Ta OpopPoepuporkd yeyovorta speavilovior cuvnlmg HEGO GTOVS TPAOTOLG 6 UAVES amd TN
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Syvawon, aAAG puropel va epeavicTodv akopa Kot Péypt To. 2 £tr. H TpoQUACKTIKY vTITNKTIKY
aywyn, eaivetot va fondd oy mpootacio and Oavacyio Opopfoepforikd encicddio oe acbeveig
He veppmaoikd cOvopopo o€ £6apog MN, ywpig erakdrovdn adénomn Tov apopparykod Kivdhvou

(Sarasin & Schifferli, 1994).

Q¢ avoooKATOGTOAN £XOLV y¥pNoomombel S1popa GYALOTO TOV UTOPOLY VO UELDCOVY TNV

npoteivovpia oe acheveic pe MN.

YVYKEKPEVT] OVOCOKOTOGTOATIKY] aywyn Ogv mpémel vo, yopnyeitar, €ktdg av o achevig
TapoVC1dCeL MOV, VEPPMGIKOL EMITEIOL TPMTEIVOLPID. LEYAADTEPT TV 4Z/MUEPA Kol EPOCOV
n mpoteivovpia dev €xel pewbel  maveo oamd 50% amd 1o baseline, péco ce 6 pnveg

TOPOKOAOVONONG Kot VA Yopnyeital 1 HEYIOTN aveKTY] avOVLTEPTUGIKY KOl OVTITPOTEIVOLPIKN

aywyn.

AAo kpuiplo. Tov amoutovy TayvTEPN TOpEUPacn pe aymyr|, €ival 1 mapovsio coPfapadv Kot
ATEMNTIKAOV Yo T (0N CVUTTOUATOV, TOV oYETILOVTOL [LE TO VEPPWOGIKO chVOpPOLOo, ) 1 adénon
™G TWNS kpeatvivng mave and 30% péoa og 12 pnvec. Emiong, moAd vynAd eninedd otov anti-
PLA2R otov 0po, umopet va. onportodotovv v avaykn toyvtepng topépPaong (Kanigicherla et

al., 2013).

4.11.1 Koptikootepoeron

Tpewg toyomomomuévee KAMVIKEG MEAETEG OTIC OMOIEC YopNYNOMKOV KOPTIKOGTEPOEDN OE
neplotoTikd mpwtomafodg MN, dev amédeiEov paxkpompdbecpo O6perog oty peiwon g
TpOTEIVOLVPLOG, TNV TPAOJO TG VOGOL Kat TNV vepptkn Asrtovpyia (Cattran et al., 1989; Cameron

et al., 1990).

[N avtd N xpnom KopTKooTEPOEW®V Gav povobepaneio yioa Ty MN dgv cuvietdroai.

4.11.2 AAKVAMOTIKOL TOPAYOVTES GE GUVOVUGUO NE KOPTIKOGTEPOELON

Ye acbeveic pe evoldpueco kivouvo Yo Tpoodo TG VOGOV, £XEL TEPLYPAPEL OPENOG LLE T XOPTYNONS
woewv pebumpedvilorovng 1g evoopréPa yia 3 pépec otV apyn Tov Tov akolovbeiton pe amnd
10V oTopaTog mTPedvitovn 0.5 mg/kg/d Y 27 nuépeg. Avtdg o KOKAOG, yivetar Ttov 1°, tov 3° ko
tov 5° uva g ayoyns. Tov 2°, 4° kot 6° punqvo, otov acBevr yopnyeitoan Oepameio pe p.os

OAKLMOTIKO Topdyovid (KUKAOQ®SQauion 1 yYAopapfouvkiin).
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Olucn n pepwcn Voeon Exet mapatnpndei oto 80% tv acbevdv mov akorovOncov owtd To Gy,
HE KOADTEPO OMOTEAEGUO O OYEON HE TNV Ooudoo eAEyyov otnv omoio yopnyovtav HOVO
VTOOTNPIKTIKNY Oepameio. Atyeg avemBOUNTES EVEPYEIES aVOPEPONKAV GE VT TN HEAETN, OV Kot

10 30% TV acbevav, eppdvice vrotpont| péoa o 2 £t (Ponticelli et al., 1995).

Emne1on T amoteléopota 6ToL GYNIATO TOV YPNGIULOTOINCAY KUKAOQ®OCOOUION NTOV TAPOUOLL e
aVTA TOV YPNOLOTOINCAY YA®PAUPOVKIAN, TPOTIUATOL 1] KUKAOP®GPAUION AGY® TOV KOADTEPOL

TPOPIA ac@aAreiog TOV PopUAKOL.

YUVOmTIKA, 1M KUKAOQ®MOQOUION ©€ oLVOLACUO HE KOPTIKOGTEPOEWDN, @aivetonr vo &ivan
OTOTEAEGLATIKY GE A0HEVEIC e TPOTEIVOLPIN VEQPPOGIKOD ETTEOOV TOL OPEILETOL GE TPOTOTAON
MN, e0kd av cvvodevetar amd datnpnuévo GFR katd v évapén g Bepaneiog. Avtdc o
oLVVOVACUOG UTOoPEl Vo EIvol AmOTEAEGUATIKOC aKOpO Kol 68 ac0eVElg e EMMNPEACUEVT] VEPPIKN
Aertovpyia, oAAG T Ogdopéva oev etvar 1000 evBoppuvtikda. H mbavommrta epgdviong
AveEmMOOLNTOV EVEPYEIDV AVEAVETOL EVD 1) TOOVOTNTO OPEAOVS LEIDVETOL, E0IKA G€ aobevelg e

npoywpnuévn veppikn voso (GFR <30 mL/min/1.73m2) (du Buf-Vereijken et al., 2004).

Ot avemBOunteg evEPYEIEG TNG HAKPOYXPOVIOS YOPNYNONS KLKAOQP®GPOUIONG, TEPAaPavouy
avénuévn evaictncio oe Aoméelg, avarpia, Opopupomevia, vavtio, ELETOVE, GTEPAITNTO Kol GE
BaBog ypovov kakondeles. [ avtovg ToVg AGYOC 1 XPNON CAKLMOTIK®OV TAPAYOVIWOV TPETEL VO
nepropileton o€ aobeveic pe avénuévo kivovvo Tpoddov S vOGoL 1 He dSuvnTIKA Boavatneopeg

EMUTAOKEG TOV VEQPOGIKOD GUVOPOLLOL.

4.11.3 AvaocTtoleic KOAGIVELPIVIG

Meléteg mov ypnowonoincav avactoAels kaiowvevpivng(CNI), ) xvkAoomopivn kor Tto
tacrolimus, &deiéav peiwon g tpwteivovpiag. Av Kot T0 TOGOGTO VROTPOTNG Eivar Guyvo petd
a6 cvvtoun odpkewn Bepaneiog (6-12 pnveg), n yopnynon pHkpng d6ong cvvrnpnong CNI ya
LEYOAVTEPO XPOVIKO S1AGTNA HUopel va datnprioet PLepikn Veeon ¢ vocov. Kapia peiétn mov
neperdPave Ta CNI, dev €xet emPePardoet 6t 1 peiwon g tpoteivovpiag, LetdveL THY TPOHOSO
™G EKMTOONG NG VEEPIKNG Aertovpyiog. Ot avemBOunteg evépyeleg g YopNynong Toug,
neplopPavouv Kuplog v veepotolikdtnra, 101KA av 1 Oepomeio dev EeKva pe pikpOTEPT OGN

péypt va emttevyBotv ta enineda tov CNI otov opd. H mbavotnta veppoto&ikottog twv CNI
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aLEAVETAL OGO LEIOVETOL 1 VEQPIKT AEITOVPYIO Kol OTOV GLUVVTTAPYEL GTOLXELD dtdipeons PAAPNS

oV Ployia oe cuvdvacud pe PAAPN ¢ Pacikng pepPpavng.

4.11.4 Mvuko@orvorkn) Mo@etiin
Meléteg mov ypnoyomomaooy TV puko@atvoAky poeetiln (MMF) oe acbBeveig pe MN,

TOPOVGINCAY OVTIPOUTIKA OTOTEAEGUATO. € oL omd TIG EVOAPPUVTIKEG LEAETEC, OV KOl 1) OPYIKN
aVTOTOKPIoN NTOV VYNAT (€ GLVOLAGUO LE YOPNYNON TPESVILOVIG), 1| VTTOTPOTT] TOLG ETOUEVOVG

unveg ayyiCet to 50% (Dussol et al., 2008)

Ye obykpon pe ™ KukKAoQooeauion, to MMF dev  avédeille «xoaAdtepn TOGOGTA
OMOTEAECUATIKOTNTOG 1 avOoyNG Tov pappdaxov. Eniong n mpocsdnkn tov MMF ce Oepaneio pe CNI

dev Pertidvel 10 Tocootd Twv vtotpontdv (Branten et al., 2007, Nikolopoulou et al., 2019).

4.11.5 Rituximab

"Eva icavomomtikd mocooto 0peons s Taéng tov 60-70% oe acbevelg mov avtipetomicTnKay e
Rituximab, odnynoce oto oYedlOGUO TLYOOTOMMEVNG MEAETNG Y Vo 0EOAOYNOEL TNV
aroterecpatikotnTo Tov Poapudkov (Fervenza et al., 2008, Ruggenenti et al., 2012). Eniong to
Rituximab @dvnke va 0dnyel o€ peimon tov emmédwv anti-PLA2R otov opd, mov amoterel Betid

mpoyvmotikd ototyeio (Beck Jret al., 2011).

H npdt perém mov odykpve v Bepaneio pe rituximab 6e€ GuVOLAGUO LE TV GUVTNPNTIKN
Oepancio oe oxéon pe v cvovinpNTiky Bepaneio pLovo, dev KoTdpepe va amodeiEel TV enitevén
VOECNG GTOVG TPAOTOLVG 6 UNVECS, av Kot 00N ynce o€ peiwon tov anti-PLA2R otov op6. Z1o follow
up ®wotdc0, Pavnke 0Tt giye emrevyBel Voeon petd amd 17 pnveg, oto 65% TV acbevav Vo
ayoyn pe rituximab, oe oyéon pe 10 34% tov acbevov mov avtipetonioTnKov UdvVo pe To

cvovmnpntikd pétpa (Dahan et al., 2017).

H peyoivtepn toyoomompévn eleyyopevn perétn  yuw v mpotornadn MN ftav n peiém
MENTOR (Membranous Nephropathy Trial of Rituximab), mov cyedidotnke yuo va eAéyEet tnv
vrdBeon Ot 1o Rituximab dgv givar KOTOTEPO TNG KLVKAOGTOPIVIIG GTO VO EMPEPEL KO VO
dTnpNoEL OAMKN 1 LEPIKT VPeoT TG Tpateivovpiag (Fervenza et al., 2015, Fervenza et al., 2019).
To 60% twv acBevdv oty opdda tov Rituximab ep@dvicav olkn N pepikn Veeon otovg 24
Hveg, o€ avtifeon pe v opdda g KuKAOGTOpiving Tov eppavice Hovo To 20%, amodetkviovTog

TNV VIEPOYN TOL rituximab cg avTd T0 YpoviKd Thaicto. Xtovg 12 unveg elye emrevyBetl Veon 610
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60% tov acBevov vrod Rituximab oe oyéon pe 10 52% oacbevov vmod Kvkhoomopivr,

OTOOEIKVOOVTOG TNV UN-KOTOTEPOTNTO TOV.

YVVOTTIKA T amoteAécpata TG HEAETNG avédeitav OTL To Rituximab Mtav tovAdyictov 660
OMOTEAEGUATIKO OGO KOl 1) KUKAOGTOPivn otnv emitevén ¢ veeong, oxetiletal pe yapunAotepo
KIVOLVO VIOTPOTNG, HE KOAN dtaTnpnon g Kabapong kpeatvivng otovg 12 puiveg Ko Atydtepeg

avemBOUNTEG EVEPYELEG.

4.12 OgpamevTikoi XT1o)01
H enitevén eite minqpovg eite pePKNg VOEONG TOL VEPPMOGIKOV GLVOPOLOL GUVOEETOL LE TNV
dTpNon G VEPPIKNG Aettovpyiag Kot TV Kabvuotépnon g Tpoddov NG VEQPIKNG VOGOU GE
acBeveic pe MN. H vrootpiktikn Oepancio mpémel va yopnyeital oe 6Aovg to acbeveic. Avt
nepthapPavet dStovpntikd, avlvmeptactkn aymyn (avaoctoieic Tov aova PAA), avtimidaipikovg
TOPAYOVTEG KO TPOTOTOINGN TOV TPOTOV (WNG, LE TEPIOPICUO TOV AANTOC KOl TN SLOKOTI TOL

KOTTVIGLOTOC.

H amdgaon yuo v évapén g avoGoKaTAGTAATIKNG Oy®YNS, Uropel va kabodnynOel amd v
Katataén Tov acbevav avaroya pe Tov Kivouvo yia tpoodo e XNNTZ. Av Kot 1 Topapovn g
TpoTEIiVoLpiag Bempeital 0 KOPLOG TaPAyoVTag TOL GYETILETAL PE TN TPOO0OO, 1| VITONAPOV VO,
0étel tovg acBeveic o Kivouvo Omd EMTAOKEC TOL VEPPMOGIKOD GUVOPOLOL Kol TPEMEL VoL
ocvvunoAoyiletar Yoo T OepamevTiKy TPOGEYYIoN. ZTOV TAPOKAT® Tivake ocvvoyiletor 1
OepamevTiKn TPOGEYYIoT avdAoyd e TNV TPOTEIVOLPia, TNV aABOLUIVI 0pOV KOl TO EMITEDO TMV

anti-PLA2R.
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Zyuo 4.1: AhyopiBpog Oepamneiog MN

OEPAMNEIA THZ MEBPANQAOYZ NEDPITIAAZ ANANOTA
ME TON KINAYNO NPOOAQY THZ NOZOY

GAot oL aoBeveig

Ynootnpiktikn Oepaneia:
AN<125mmHg
a-MEA, oapravn, Swovpnukn aywyr), otartivn
neploplopds g Swatpodukric mpdohnne dhartog

XAMHAOY KINAYNOY ENAIAMEZOY KINAYNOY YWHAOY KINAYNOY
Suatnpnuévo GFR Swatnpnpévo GFR pewpévo GFR r/kat Uprot >8g/d
Uprot<3.5g/d Uprot 4-8g/d napé t PéAnotn napd mv PEATIOTN UTOOTNPLKTIKI
Salb>3g/dl vnootnpiktikf Bepaneia Bepaneia yua 3-6 prjveg
Agupntwpatuxol +/- PLA2R-ab>150RU/mL +/- PLAZR-ab>150RU/ML
rituximab f CNI rituximab f

I
I
I
: kukhodwodapibn/koptikootepoeibry

napakoholBnon - - - - - -- i

Ye yevikéc ypappéc mpoteiveton eEQUNVN mePiodog mapakolovONONS VIO TN GLUVTINPNTIKY
Oepaneio. Ze avtn pmopel vo meptAapufdvetal n xop1yNon TPOPLANKTIKNG OVTITNKTIKNG Oy®YNS
oe mepimtoorn vmooAfovpvoriog pe yopnAd arpoppayikd Kivovvo, OmwG mEPEYPAPNKE
napanave. Xe aobevelg pe vynmhov Pabuov mpoteivovpic (>8g/Mmuépa), pe  oLVOSO
vrooABovpvanpia, kot avénuéva  emimedo  anti-PLA2R  otov  opd, M évapén g

0VOGOKOTAGTUATIKNG AY®YNG UTopel Kot vo Eekvé vaopitepa.

o acBeveig evoiduecov kivouvov mpoteivetoanw M yopnynon eite rituximab, eite CNI. O
GLUVOLUGHOG OAKVAMTIKOV TOPAyOvVI®OV KOl KOPTIKOGTEPOEW AV, £ival OTOTEAECUOTIKOC OF
acBevelg evoldpesov kot vYNAoL KvoHvov. Qotdco avtd To GYNUE GUVOEETAL He aVENUEV

TOEIKOTNTA.
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H peiwon tov emmédwv anti-PLA2R otov 0pd, pmopet va gpeaviotet mpv v Bedtioon g
TpoTEIVOVPiog Kot TG oAfovpuivng opov, pHe TIG TPAOTES KAMVIKEG ekdNAmdoelg PeAdtioong va
EULPAVIOTOOV 3 pe 4 uveg apyoTepa. TNV TEPITTMOT TOL 0 ACHEVIHG TOPOLGLALEL AVTIGTAOT GTNV
ayoyn N epeavicel coPapég avemBOunteg evépyeieg, umopel va xopnynoei devtepo Bepomentikd
oynuo. [davikd, mpémel va pecorafet dtdotnua 2-3 unvav avapeoa otic Bepaneiec doTe vo pmopet

TO OIVOGOTOUTIKO GUGTNLLO VO, AVOKAUEL

Acbeveic pe onpavtikd petwpévo eGFR<30ml/min/1.72m?, sivat Aydtepo mdavd vo, anavTicovy
OTNV 0OVOCOKOTOOTOATIKY aywyn. Ewdwotepa, av cuvvumdpyovv evdeiéelg tvoong omd v
otomaforoyikn €wova 6to delypa Proyiag, n cvvimpntikny Oepoameio amotedel v KaAdTEPN

EMAOYN Y10 ALTOVG,.
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KE®AAAIO 5: MguPpovodmepmlaoTiKEG ZaEIPUPNATOVEQPPITIOES

5.4 Opwopdg ko KatdToén
H Mepppavobmepmnraotiky Xnepopatoveppitido (Membranoproliferative glomerulonephritis -
MPGN) omotehel TpdTLUTO GREPAPATIKNG PAAPNG TOL TpoépyeTar amd TV VIEVOOOMALKY Kot
LECAYYEWOKY] EVATOOEST AVOCOGLUTAEYLATOV 1] KOl TOPAYOVI®V TOV GUUTANPAOUOTOS KOl TOV
TPOIOVTOV TOVG, Holl LE VTEPTANGTIKES AAAOLDCELS OTO GTEIPOLO. AVTO TO 1GTOAOYIKO TPOTVTO
dev amotedel (o eviaio voocoloyikn ovrotnra. [a ovtd cvvnbog avaeépeton, poll pe v
VTOKEILEVT] QUTIOAOYIKT] VOGO, OTMC Y10l TOPAOELYLO, CTEWPAUATOVEPPITION OIOUECOAAPOVLEVT

Omd OVOCOGULUTAEYLOTO, CTEPOUHOTOVEQPITION He povokAwvikny Ig xor C3 omepaparonddeia

(Sethi et al., 2016).

[MaMétepa 1 MPGN katoataccdtav e TOmoVG avaioyo ta doptkd yopoktnpiotikd. H MPGN
tomov [ yapoakmpiletar omd v TOPOLGIN LEGAYYEINKADV KOt LITOEVOOINAMOKDV evamoBicewv, 1
tOomov Il amd pecayysiokn Kot EVOOUEUPPAVIKY] TAPOVGIN VTEPTLKVOV EVATOOEGE®Y KO 1) TUTTOV
I amd v Tapovsio vIEVEOONAIK®V, SIUEUPPaVIK®V, VToEMONAOKOV evarobécemy. QoT1060,
UEPIKEG  TEPWTAOOCELS TOPoVGioloy TOCO OVOGOGLUTAEYUOTO OGO Kol TOPAYOVIEC TOL
CUUTANPOUATOC, EVD GAAEG LOVO TOPAYOVTES TOV GCUUTANPMUATOS KOl GUVETMG TPOTAONKE VEO

ocvotnua Tavounong.

H xotdraén g Mayo Clinic yuo t1i¢ MPGN, 115 dtokpiverl fAcel Tov 000 YeVIKOV TaHOYEVETIKMV
UNYOVIGUADV, GE OVTEC TOL TOPOVCIALOVY EVATODEST] OVOCOGUUTAEYUATOV 1 LOVOKAOVIK®OV
AVOGOCQUIPIVAV, LE 1 YOPIS TNV TOPOLGIN TOL CLUTANPMOUATOS KOl GE AVTEC TOVL 1) vVOTOBeon

TAPAYOVTOV TOV GUUTANPOUATOS OPEILETAL GE OVGAEITOVPYI TNG 000V TOL GLUTANPDLOTOC.

To mpdtvomo PAAPNg MPGN, pe BAAPN devtepomadn) oe evamdBeon avVOGOCLUTAEYUATOV GTO
oneipapa, propet vo opeileton 6€ KUKAOQPOPOVVTO 0VOGOGVUTAEYUATO AOY® YpOVIaG AoTmwENG 1)
oLGTNATIKNG avTodvoons vocov. H MPGN e evamd0ect| 0vocosQaptvdv Kot GOUTANPOLOTOG

pmopet va mopatnpnel kot 6To TAAIGI0 LOVOKAMVIKNG YOUUOTAOE0G.

210 OMTIKO WKPOGKOTIO, 1] VAEPTAAUCTIKY] CTLEPAUATOVEPPITION, POIVETOL GTNV APYIKN PACT LE
dmON oM 0VOETEPOPIA®Y TTOL AKOAOVOEITAL OO LOVOTOPNVA GAEYLOVAOOT KOTTOPO. ZTNV PACT TNG
EMOVAMONG, TO TPOVUATICUEVE LEGAYYELNKE KVTTOPO KOl TO €VOOONAL0 TAPAYOVY LECHYYELOKN

Bepéha ovoia. Qg anotédespa , moybveton 1 Bactkn LepPPavn Kot To GTEPALATO ToPOVSIAlovV
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AoPot epedvion, tomikn g MPGN. H dapecorafodpuevn and avococvopmiéyuata MPGN,
dwpoponoteital and v MPGN pe povokAwviky evondbeon kabmg 6t TpdTn ot evarmodécelg
otov avocopBopiopd eivar molvklomvikég eved otn devtepn eivarl povokiovikéc. To C3 elvan

emiong ouvNOWS TPV, VITOSEIKVHOVTOC TV EVEPYOTOINGT TN 0000 TOV GUUTANPOUOTOC.

H MPGN nov dwapesorafeitot amd To GOUTANP®UN Kot OPEIAETOL GE S1TOPAYT) TNG EVOAALOKTIKNG

0000 TO CLUUTANPOUATOC, EIVOL TO GTAVIOL OO TNV SIOUECOAABOVUEVT] QIO 0LVOGOGUUTAEYLOTOL
MPGN.

Eniong vrdpyer maboyevetikdg unyaviopndg otov omoio avevpioketar tpotumo PAang MPGN
IGTOAOYIK(A, YOPIS TNV TOPOVCit. OVOCOCLUTAEYUAT®OV 1) TNV &vamddeon GULUTANPOUOTOG.

Yuvnwg oyetiCeton pe xpovia Bpopmtikn pikpoayystonddeia 1 ypovia evoodnitakn PAGLN.

5.5 Emdnuoioyio

H MPGN egvtomiCetor 6A0 Kol 6TOVIOTEPO GE YMPES TOL OVOATTLYHEVOL KOGHOV, THAVDG AOY®
eEAAEYNG TOV AOUOODV VOS®V, 0ALE TAPAUEVEL GLYVY] GE ACHEVEIC [LE VEQPOGIKO GUVIPOLO Ko
YOUNAO KOWV®OVIKO-01KOVOUIKO status otnv Notwo Apepikn, Acia kot Agpikn. H enintwon g otig
YDPEG TOL AVETTLYUEVOL KOGUOV ivat Atydtepo omtd 1-2 mepmtdoelg ava eKOToppp1o TAnducpon
avéd étoc (McGrogan, Franssen, & de Vries, 2011). Mobvo oto 4-5% tov derypdrov Boyiag

veppov ue MPGN, 1 vroxeipevn mdnon eivan C3 onepapoatonddeia.

5.6 Khwvikn ekdnrmon kot IotomaBoroyio

5.6.1 Xyetilopevn pe AotpmEerg
Xpdvieg oyevelg AoudEelg Onmg avtég amd toug 1006 ¢ Nratitdas C kot g nratitdog B,
amotelovv cuyva aitic MPGN diapecolafovpevng and avocosuUTAEYHOTO (KPLOCOUIPIVIKES
onepapatoveppitdeg). Zndvia, 1 MPGN propel va evtomicobei oe acOeveic pe o&egla Aolpwén ond

hantavirus (Rennke, 1995, Johnson et al., 1993, Mustonen et al., 2001).
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Xpovieg Paktnprokéc Aoyméelg pmopel va mpokarécovy MPGN Adym cuveyolg aviryovaipiog,
Omwg Yy mopAdelyua AOWMEES amd GTAPLAOKOKKOLS, HLKOPBoKTNPidlo g Qupatioong,

oTpentdKOKKoVS Kol AAAa (Marini et al., 1976; Okada et al., 2016).

5.6.2 Xyetlopeveg pe avTo0vocio

H MPGN ovvavtdrtor cvoyvd ce acBevelg pe avtodvoco VOOSTLOTO, OTMG Yol TAPAOELYLO GE
acBeveic pe cvomuatikd epudnuotddn Avko (XEA), pevpoatosdn apbpitda (PA), tpotomabdég
ouvdpopo Sjogren, vOGOUS TOL GLVOETIKOV 10TOV Kot 6T voco Graves. To peyaAdtepo mocootod
acBevov pe mpowtomadég cuvopopo Sjogren kol omepapaToveppitidn, epeaviCovv tomov I
HOVOKAMVIKY] Kpvocaipvopio kot younAd emineda C4. Amotedel éva amd to cvyva aitio
Kpvooepowviopiog pun oepelopevng otov HCV (Zand et al., 2014, Cortez et al., 1995, Maripuri et
al., 2009, Anand et al., 2015). Zrov avoocpBopiopd €yovpe 1o Aeyouevo full house npdtumo pe
Betucn ypoon ya IgG, IgA, IgM, Clq, C3, ¥ Ko A aAOGOoVE Tov avevpioKovTal GLYVE, E0IKE GE

£00pog ZEA.

5.6.3 XyeTilopevn HE HOVOKAMVIKT 0VOGOGQaLpivn

2TIC HOVOKA®VIKEG  youpomdOeleg meprhapfdvovtor ot dwtapoyéc katd T omoieg B
AELQPOKVTTOPO. 1M TAACUOTOKVTTOPQ, EKKPIVOLV  HOVOKAMVIKY — 0VOGOSQAPivI.  XTOLG
neptocotepovg acbeveic pe MPGN mov ogeidetanr 6e avt) ) Olatopayr, Oev etvar dvvorn
OTOLOVMOT] LOVOKAMVIKNG 0QoPiviic 6TOV 0pO 1} GTA OLPA LE TNV KAUGTKY] NAEKTPOPOPNON Kot
avVOCOKOONA®GON VA amovotdlovv Kokon0n aatoAoYIK( VOGLOTO OTMG AEUP®LLO, TOAAATAO

puélmpa kot pokpocsorapvorioo Waldenstrom.

g QUTEG TIG TEPIMTAOGELS YPTCLUOTOLEITAL O OPOG LOVOKAMVIKY YOLUATAOE VEQPIKNG CNULAGTNG
(monoclonal gammopathy of renal significance -MGRS) (Sethi et al., 2011, Nasr et al., 2009,
Leung et al., 2012).

21 Proyia veepol, 1 CTEPAUOTIKY EVATODEST] LOVOKAWMVIKTG 0vocos@atpivig odnyel cuviBmg
oe tpotvno MPGN. O avocopBopiopds eivor Kaiplog onpoasciog yio m dtdyvaeon Kot avadetkviet
LECOYYELOKT] KOl EVOOTOY®UOTIKY EVOTOOEST HOVOKAMVIK®OV 0VOGOSOUIpveV, o cvyvd 1gG.

Kémoteg popég pmopet va avevpioketar pepovoévn evamofeot eELapp®V 0AVCOV.

OMot o1 acBeveig pe MPGN mov oyetiletan e LOVOKAWMVIKT 0vOGOoQUIpivn TPETEL VAL EAEYXOVTOL

Y10, VTOKEIUEVES TAOCUATOKVTTAPIKES 1 B-AELOPOKVTTOPIKEG SVOKPAGIES.
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H MPGN pe pepovopévn evamobeon C3 pepikés popég evromiletar o £00.(p0G HOVOKAMVIKNG
yvoppomadewg. O ovoco@Boplopds pe e0KEG TEYVIKEG Umopel Vo, amokoAVYEL evamoOfeo
LOVOKAMVIKTG 0LVOGOGOALPIVIIG TOV OVTIGTOLEL GTNV LOVOKAMVIKY] TPMTEIVI TOL OTOUOVOVETOL
Kot 6tov 0po. Efvatl onpovtikd autég o mepummtmaoelg va unyv Aapfavoovv Aavlacuéva tn didyvmon
mg C3 onepapatoveppitidooc, kabmg oyetilovtolr pe TAAGHATOKVTTOPIKES OLOKPACIEG Ko

Aepoopota.

5.6.4 MPGN dwupecorafovpevn oo T0 GOUTANPONO.

H MPGN odiapecorafodpevn amd 1o COUTANPOUO €ival TO TO KOO 1GTOAOYIKO TPATLTTO TOV

avevpioketor oty C3 onepaporonddeio. AvaQEPETUL AVOAVTIKOTEPA TOPAKATO.

5.6.5 MPGN ympig evomd0eon avocoo@aipivi|c 1] GUUTANPONATOS
Yrepdpato pe HePPPavoDTEPTAAGTIKES AAALOIDGELS Y®PIS TNV eVamODEST] AVOGOGEAPIVOVY 1|

TOPAYOVIWOV TOV CUUTANPOUATOS, UTOPEL va avevpiokovTal oty OpouPtikng pikpoayyslonadeia.

5.6.6 Xmévia aitio MPGN
AMo omavie aitia. MPGN  mepih@foov v MPGN  oyetilduevn pe kpvotvwdoydvo

(Cryofibrinogen-related MPGN), tv C4 onepopotonddeio kot Tnv OREPALATOTAOEN

koAlayovov tomov III (Collagen type III glomerulopathy).

5.7 Khavikogpyaotnprokog ‘Ereyyog
O éheyyog Tov acBevov ue MPGN, mtpénet va yiveton pe Baon v autio Tov vroyolOpooTe, TIg
KAMviKEG exkdnidoelg kot ta evprpota ot Proyio. To youniod C3 kot C4 otov opd, eivar Tumkd
™G gvepyomoinong g KAOGIKNG 0000 TO GULUTANPOUATOS, OMWG GTNV GIEPULUTOVEPPITION
dwapecorafoopevn amd avococvpmiéypoto. Xopnid C3 pe @uoworoywd C4 vrodeikviet
avVOUOAEG 6TV EVOALOKTIKY] 000. AVTA TO. EDPNUATO GE GLVOVAGCUO LLE TNV IGTOAOYIKY| EKOVQL

BonBovv otV mepartépm diepedvnon.

5.8 Ogpamncia,

H Oepancia npénet va oyedialeton pe Bdon v vrokeipevn ndonon.
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H Oepamneio g oxetilopevne pe povokiovikn oeapivy MPGN givor mepimhokn| kot e&aptdton
a6 Tov TOTO TG avocsoopalpivie. e acbeveic pe IgM ypnoponotodvton ta oyfuata Oepamneiog
OV XPNOOTOLVTAL otV pakpoceaptvarpio. Waldenstrom pe Rituximab. TTo evrotkd
oynuata teptlapfavoov bendamustine pe Rituximab 1 bortezomib kot Rituximab pe 1 yopig

de&apebalovn.

lN'o oaocBeveic pe un-IgM  povoxklovikée mpwteiveg yopnyeitor  cuvinpnTikny Kot
OVOGOKOTOGTOATIKY] Oy®YN UE KOPTIKOGTEPOEWN (LELOVOUEVE 1] GE GUVOLOAGUO LE OAKVAMTIKO
Tapayovta), OaAdopion Kot puKo@avoMkn HoeetiAn. Evaliaktikd, véeg avapopég detyvouv Ott
N ovretomon pe  oynuota  Rituximab-bortezomib-oeEopuebalovn,  KukAoPoo@opion-
bortezomib-de&apefalovn, OTMS ¥PNGILOTOIOVVTOL KOl GTO HVEAMLLA, 0ONYOVV GE LEPTKT| 1] OAKN

veeon g Tpoteivovpiog (Gumber et al., 2018, Guiard et al., 2011, Zand et al., 2021).

Agv vrapyet 1oyvpn €voeiln ya v Begpomeia Tov acbevav pe Wwonadn MPGN cOhppova pe ta
kpurnplo KDIGO 2021. To koptikootepogdn £xovv ypnoporombel evpémg wg povobepaneio 1
o€ oLVOLACUO HE AAAO 0vOoOKOTAGTOATIKA. Kuttoto&ikoi mapdyovteg €xovv ypnoiomomei
YOPIC EVIVTOCIOKE OTOTEAEGLOTO KOl HE ONUOVTIKEG avemBOUNTEG evépyeleg. Ol avaoTOAEIS
KaAcwvevupivng, Exovv ypnoonombel eniong oe peréteg mov £0€1&av peimwon e TpmTeivovpiog

o€ acBeveic pe 10omadn MPGN. Ta dedopéva yia ) xprion MMF givon mepropiopéva.

Ov xatevBovimpieg oonyieg KDGIGO 2021 avayvopilovv dvokoMo otnv epunveio tov
dedopévov, Kabmg oTig LEAETES TTOV £ytvay TPV TNV EVOPEN YOPNYNONG AVACTOAE®MY TOL AEova
PAA, 10 ctatiotikd anotéieopa dev umopet va a&toloynet. To mo onuavikd epnddio oe avtég
T1G peréteg givatl o capng KaBopiopdg ToL VTOKEIEVOL TABOYEVETIKOD UNYAVIGILOD TOL 00N YNCE
omv MPGN. H npaypatikd dionadng MPGN sivor oavidtotn wdnorn 6toug eviMKeg. LVEN®G
kot ta kKprrnpe KDIGO yuo v npowtoradn MPGN Bacilovtot g yopunAng Totdtntos 0e00uéva,

TNV KAVIKN EUTEPLO KOL GTNV YVOUT| EOTKOV.

Ot acBeveic pe puotoloyikn veppik Asttovpyia, yopic evepyod inpa ovpwv, xopic Tpmteivovpio
VEPPMOIKOD EMMESOVL, OVIETOMILOVTIOL PE TO CLVTNPNTIKE HETPE Kot yiveTonr choTOOM Yol

taxTikéd follow-up.

Ye aobeveic pe veQpwOKO GOVOPOUO Kol OTNPNUEVT] VEQPPIKY Agtovpyio, UTOPOLV Vo

OVTWETOMOTOVV pe v Bepomeion mov yopnyeitan oty mpwtomadn FSGS, pe mpeoviovn
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Img/kg/mpépa (Léytotn d06om 60-80) ya 12 pe 16 fdopddeg kot av o acbevig avtamokpibel, va
TPOYOPNCEL 6€ oTAd0KO tapering pe Oepameio kabe 2" uépa yio 6 pe 9 punveg. Av dev onpelmdel
30% peimon g mpowteivovpiog petd amd 12-16 gfdouddeg m mpedvilovn daxomtetar. Ot
avaoTOAELG KaAovevpivng pmopobv vo yopnynbovv oe acbeveic mov dev amavtodv ota

KOPTIKOOTEPOELN, N 6€ acbeveic mov dev Ta avEyovTaL.

Acbeveic pe emnpeacpévn veppiky Asttovpyio (eGFR<60ml/min/1.73m?), pe f yopic veppmotkd
oUVOPOUO, OAAL YOPIG TAPOLGIO UNVOEW®OV CYNUOTICUAOV 1 £VTOVNG SWIUECNS  veong otV
Boyio veppol, kot gvepyd inuo ovpawv (>10 dvouopea epvBpd kom) pmopovv va Adfovv
Oepancio e KOpTIKOOTEPOEWT| OTTMOG avapépdnke mapandve. ['a acheveic mov dev pmopovv va
AdPouvv avt) ™ peYEAn d0om KopTiKoosTePoE, 1 Bepancia pe MMF (oe cuvdvaoud 1 oyt pe
pkpn 66on mwpedvilovng (10mg/muépa) v 6 pe 12 pnqveg, amotehel eVOAOKTIKY AVon. Av dgv
vrdpéerl Bertioon Tov eGFR, ¢ mpmteivovpiog 1 g apotovpiog oe 6-12 pnveg, mpémet va tebet
TO EVOEYOUEVO ETOVAANYNG NG Proyiag veppoD Yo Vo EMOVOTPOCOIOPICTEL 1| EVEPYOTNTO KO 1|

YPOVIOTNTO TNG VOGOV.

Av n emoavoinmTikny Poyio dsigel kupimg ypdvieg PAGPec ywpic pecayyelakn vaepmhiocio M
EVOOTPLYOEWIKN VIEPTAOGID, OV YOPNYEITOL EMUTAEOV OVOCOKOTOUCTOATIKN aywyn. Av Oeifet
oToyEin evepyol oTEPAUATOVEQPITIONG, TpoTEivETOL 1| Yoprynon oynuatog Rituximab (1g v 1M
kol ™ 15" pépa) 1 KukAoewoeauiong 2mg/kgmuépa v 3 pe 6 unveg. O acBeveic mov dev
amavtobv ovte oe avth T Bepameia, Bewpovvior avBektikol Kot cuvioTatol 1 KON TNG
OVOGOKOTOGTUATIKNG OYWYNG, 1| GUVEYION TNG CLVINPNTIKYG Bepameiag Kol 1 TopATOUTY| Yo

LETOLOGYEVLGT] VEPPOD.

O1 acBeveic pe Taxemg eEgMocopevn VOGO Kol TOPOLGIio UNVOEWD OV GYNUATICUOV, Oepamedovtot

pe moels kopTilovng mov akolovbeitan amd KOPTIKOGTEPOELDN P.O. KoL KUKAOQ®OCPOOLLION.

Acbgeveic pe eGFR<30ml/min/1.73m? xon coPopny didpeon ivoon, sivor omibavo va meeAnfody

amd TNV 0VOGOKATOGTAATIKY Oy®YN.

5.9 Kpvoo@aipivolpiki] 6TEPORaTOvEPPITION
Orkpvocsparpiveg givar avosoopapivec mov kabavouv og yauniés Oeppokpacieg kot dtaAdovot

otav Eovaleotabovv. Xvvnbwg evtomiloviar o€ £€00.pog AOUMEEWV, OVTOAVOC®YV VOSUAT®V,
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LOVOKAMVIKNG YOUUATAOENG OAAL OE OTAVIEC TEPITTMOOCELS Umopel va etvar kot Womabeic. Ol
TO TOPOTAVE it UTopovy va mopovctdcovy pe MPGN pe evoobniiaxés evamobicelg mov

oyetilovtal pe KPLOGPAPIVEG.

O kpvoopaipiveg katatdocovtol o 3 Tomovg. H tomov 1 kpvooparpvarpio yapaktnpiletat and
Vv Ymapén LOVOKAMVIKNG 0vOGOGPOIPivNg, KUPIG OG OMOTEAECHO OLOTOAOYIKNG KOoKONOE10C.
Xe amovcio KakonOewag, tiBeton n d1dyvowon MGRS . H kpvocoaipiveg eivar cuvnBmg IgM 1 1gG,

oA pmopet va gtvon emiong IgA 1M ehappéc dhvoot.

Ymv tomov Il pikt xpvocseapvopia, vrapyet piEn povoxiovikng IgM pe pevpatoeon
wapayovta vavtt g toAvkAwvikng IgG. o cuyvd tpokaieitonl amd ypdvieg AotumdEels, Kupimg
HCV «at1 onavidtepa HBV xow HIV . Emiong pmopei va vrdpyer o vndpfabpo avtodvosov

voonuatog( Kupiwg oto chvopopo Sjogren).

Ymv tomov Il pkty kpvocseapvorpia, vadpyovv moivkiwvikée IgG ko IgM. Tl cvyvd
avevpioketor oe acBeveig pe hoipméEn HCV, og ypdvia AEYLOV®ON Kol dLTOAVOGO VOGTLLOTOL

(ZEA, Sjogren) kai o AeppobmeEPTAACTIKEG Kokon0eteg.

To cOVIPOUO TNG KPLOCPUPIVOLLING EKONAMVETOL LE TNV EVATOOEGT OVOCOGLUTAEYLAT®V OTO
TPLYOELON KOl LIKPAL apTNPLOALOL KO KATTO10G pOPEG GE UIKPES apTnpieg. Ot o mOAAES TEPITTOGELG
ocvvdéovtar pe ™ Aoipwén and HCV, omod ta avococvoumiéypato amoterovvion amd HCV, anti-

HCV IgG «a1 povokiwvikn IgM anti-IgG (tomov 11 gkt kpvooepoapivarptio).

H chvikn ekdndwon, mepiropfdvet advvapio , yniaentd pn mtopeupikd e£dvOnua, cuLIETPIKN
apOpodyio, TEPPEPIKT VEVPOTAOELD KOl VEQPIKT) GLUUUETOYT]. AAAEG EKONADGELS TTEPAAUPAvVOVY
N VEKP®ON 10TMV, GLUPOPNTIKY] KAPOLOKY| OVETAPKEL, TVEVLOVIKG dmMONULOTO, Kol LEGEVTEPLO

woyopio.

AvtiBétog ot acbeveic pe kpvoooapvoartio tomov I givar cuvnBwg acvuntopatikol. H veppum
npocPoin apopd 10 20-60% tv acBevdv Kot KOPoiveTol amd UIKPOGKOMIKY| apatovpio £mg

VEQPPMGIKO GUVOPOLLO.

Amd ta epyactnplokd evprjpota Exovpe xauniod C4 pe euoiodoyko | Nma petwpévo C3 ko Oetid
pevpatogdn mapdyovta. Xto 40% tov acBevav pe Pkt kpvoseapvoiio torov 11 1 tomov 111

KPLOGQAPIVEG OEV aVIYVEDOVTOL GTOV OPO.
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21t Proyia veppod, cuvnBmg avevpioketon tpdéTvro MPGN 610 80% TtV 0c8evdv. Xt0 0omTiKd
HIKPOGKOTIO TO, EVPNLLOTA TOV TOPATEUTOVY € Kpvoopapvalukn MPGN etvat o peyaldtepog
apOUOC HOKPOPAY®V GE GYXECN UE TIG VITOAOUTEC VTEPTANCTIKEG CTEPOUUATOVEPPITIOEG KOt 1)
napovcio. OpouPov mov oynuatifovror omd kpvocealpiveg mov €xovv  kabildvel. Xtov
avoco@Bopiopd vapyet d1dyvtn evamodeon IgM oTic TpLY0ldIKEG 0YKOAES KOl OTO NAEKTPOVIKO
HIKPOGKOTIO PaivovTal bITogvooONAakég evamoBEseLs, e TO YoPaKTPIOTIKO TPOTLTTO SOKTVALKOD

OO TLTTMLLOLTOG,

Ot acBeveig pe Pkt kpvoseopvaipio Kot nio voco, Tumikd dev ¥p1lovv 0VOCOKOTAGTOATIKYG
aywyns oAl Bepameia ¢ vrokeipevng vocov. Qotdco acbeveic pe Tayéwg eEeMocoOpevn Kot
OTEANTIKT KPLOCQOUPIVOLIO 0TS Y1 TOPAOEY O TOXEWDS EEEAMCCOUEVT] CTEIPOLOTOVEPPITION,
coPapn TEPLPEPIKT OYOIN, YOOTPEVIEPIKN ayyeutda, ayyeutidoo tov KNX kot kopdiokn
OVETAPKEIL TPEMEL VO OEPAmEVOVTOL LE OVOCOKOTOGTOATIKA OVEEQPTATOL TNG OUTOG TNG
Kpvooeopvolpiog. Av 1 vocog stvar ameintikny ywo T {01, GTNV 0VOCOKOTOGTOATIKY Oy®YT|

npooTtifeton kot Oepanmevtikn mhacpagaipeon (Fervenza et al., 2020).
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KE®AAAIO 6: C3 Zaaipopoatonddsio ko Nocog Iukvev
Evamo0éocov

Ot onepapatonadeieg mov oyetiCovran pe v evonddeon tov C3 KAACHOTOS TOV GUUTANPOUATOG,
yapoktnpilovioar amd v evepyomoinon G evoAAakTIKNG 0dov. Ot C3 omepapotonddsieg
neptlopfavoov v voéco mokvov evamobécewv (Dense Deposit Disease-DDD) kar ™ C3
onepopotoveppitido (C3  Glomerulonephritis - C3GN). H evorlhoxtiky 080¢ tov
CLUTANPOUOTOC gvepyomoteitanl pécw g C3 kovBeptdong, mov oynuotiCetor 6Ty KuKAoPopia
Kol odnyel ot dudomaot tov C3 og C3a kot C3b. Xt cvvéyeia daondral to C5, oe CS5a ko CSb,

oynpoatilovrog to telkd soumioko PAaPng (C5b9).

H mopatetapévn evepyomoinom g eVOALIKTIKNG 0000 TOL GUUTANPOUOATOS, OPEIAETOL Eite OE
avtoavtioopato katd g C3 kovPeptdaong (vepprroyovog mapayoviag C3NeF) eite otov

napayovta H (CFH) mov cvoppetéyel otnv adpavoroinon tov C3b.

H ovvoeon tov C3NeF pe v C3 kovPeptdon, eumodilel v dpdomn Tov adpavomomTdV Tov
evlOOoV Kot 00MYEl OTN TOPOTETAUEVT) EVEPYOTOINGT] TOV KOl GTNV £vATOHEST T®V TAPUTAV®
OLOTOTIKOV HecayYElOKd Kot vrevoodniakd oto oneipapa. O CFH puOuilel v adpavomoinon
tov C3b, pe amotéAespa TV adLVOLI TOPOY®YNG TOV, €T AOY® GUYYEVOUS EAAEIYNG, £lTE AOY®

YOVIOLOK®V HETOAAAEEMV.

H DDD, eivat amotéleopo g Un avoesTOANS TG EVOAOKTIKAG 0000 TOV GUUTANPOUATOS GTIV
Kukhoopia, kot oyetiCetar pe @uoloroyikn opactnporte tov CFH. H amovoio mukvov
evamobBécemv oyetiletar ocvyvotepa pe Svolettovpyio. TOL EAEYXOL  EVEPYOTOINGONG TNG

EVOALOKTIKNG 0000 GTO GTEIPOLLL.

6.4 Klviki ekonimon
Ytnv DDD katd ™ dudyveon, oxeddv 6Aot ot acBeveic mapovsidlovv mtpmteivovupio Kot cuviBmg
apatovpia. Ilpmteivovpia veppwoikoh enurédov mapovoidletar ota 2/3 tov achevov (Meri et
al., 1992). IToArol acBeveig eppavifovior pe 0&EL vePPLTIdKO GUVOPOLO. e UEPIKES TEPITTAOCELS
pmopei va ekdnhwBel pe ofeia veppikn PAAPN. H emmpeacpévn veppikr Asttovpyia eivor cuyvi

Katd ) ddyvoon Wiaitepa og evilikes. H véptaom sivan emiong ocvuyvn 1060 katd T d1dyvmon)
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660 kot 610 follow up. Zrovg picovg tepimov acbeveis, n Khvikr ekdiwon g DDD akoiovBel

Kkdmola o&eio Aolpuwén.

Ot aoBeveic pe DDD pmopet va gpgavicovv vipoulev otov fuho tov opBaipov. Ipoxerton yo
MTOTPOTEIVIKES evamobécelg mov meptlapfavovy ototyeio Tov cvumAnpmpatog (Savige et al.,
2016). Atlyor acBeveig pe DDD €yovv emiktntn poikn Autodvotpodio, Lo KATACTOON KATO TNV

071010 SMGTMOVETOL OTDOAELN MTMOOVG 1GTOV OO TO TPOCMOTO, TO, AKPO, KO TOV KOPUO.
To 50% twv acBevav pe DDD guepavifovy XNNTZE péoa og 10 ypovia amd m didyvoon.

H C3GN avayvopiotnke ©¢ Eexmploti oOVTOTNTO TPOCPATA, OTOTE KO 01 KAVIKEG EKONAMCELS 0EV
elval 1660 KOAG opwopéves. Xe o yoAAkn épevva, 10 27% tov acbevov mapovotdlovv
VEPPWOGIKO GUVOPOUO, T 2/3 Tapovctdlovy HIKPOGKOTIKY ootovpia kot to 1/3 mapovsialet
VIEPTAOT KOTA TN S1IYVMOT. X€ 0T TN GEPE, 01 acheveic Exovv Tapoolo Kivovuvo Tpodoov ce

XNNTZ, pe tovg acheveic pe DDD (Servais et al., 2012).

H CFHRS veppondBeia eivon pua popen t C3GN mov ogeiietal o petdAhaln Tov yovidiov mTov
Kwowonolel Tnv tpwteivn 5 tov mapdyovta CFH kot amavdtal kupiog oe Kdmplovg acbeveic. To
KOPLO KAWVIKO YOPOKTNPIOTIKO GE VEOLG 0o0eVveic efvat 1 LIKPOOKOTIKY| aptatovpial, 1 omoia ivot
napovca 6to 90%. H mpoteivovpia ko n emdevopévn veppikn Aettovpyia yivetal o cuyvn, Le

TNV TAPO0O0 TS NMKIOC.

6.5 Epyactnproka evpijpoata
Xopnda enineda C3 otov opd avevpickovtor 6to 80 % twv acbevav pe DDD kot 610 50% t0ov
acBevov pe C3GN. Zmv C3GN 1o C3 eivar cvvibmg eucloloywkd. Emiong ta otoryeld g
KMo 060V Tov cvumAnpopotog Clq kot C4 givor cuvnfog puctoroyikd. Ot Tepiocdtepot

acBeveic pe DDD, €yovv Betikd C3NeF otov opo.

6.6 IetomaBoroyia

To yapaktnpiotiko g C3 onepapatonddeiag, etvar | tapovsio C3 (mov cuvnbmg avevpiokeTat
pe avticopa yuo 1o C3) oto oneipapo, Katd Tov avosopopioud. LTig TEPIGGOTEPES MEPUTTMGELS

10 C3 avevpioKETOL GTO TOYMUO TV TPYYOEWDDV KOl GTO UEGAYYELD. XE UEPIKES TEPITTAGCELS,
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kupiog otnv DDD, to C3 pmopel va avevpebet kot otnv kdwyo tov Bowman 1 6t coAnvopilok

Baown pepPpdvn.

¥to omukd pikpookoémo, ot PAdPec  mowidovv. Kot otig Vo,  daxpivovton
nepppavodmepmAacTikég oAAayEC, avénorn TG pesayyelokng Oepédog ovoiag kol vVIepmANGiaL.
YUVENMG EVIOTILETOL TAYLVOT TOV TOYOUATOV TOV TPLOEWMV Kol EIKOVO SITANG TOPVONC. X
acbBeveig pe C3GN, 10 71% mapovoidlel pepPpavodmepmiactikd npoTumo. AMAES TEPITTAOGELS
umopel vor ekONA®BoHV pe HEGAYYEINKO VITEPTAACTIKO TPOTLTO KO EVOOTPLOYEDIKT) VITEPTANGIAL,
G omoTéELES O TNG OMONGNC Ao pakpoPdya Kot ovdeTtepOPiia. Kdmoleg popéc 1 evdoTpryoctdkn
vepmlocio pmopel va  emnpedost Oho TOL OMEPAMOTO, OIVOVTOG TNG E€WKOVO  dAYLTNG
EVOOTPLYOEIKNG VIEPTAAGTIKIG CTEIPAUATOVEPPITIONS TOL TLTIKA OVEVPICKETOL GE aeBevelg e

LETOAOILMOT CTEPAUATOVEPPITION.

210 MAEKTPOVIKO pkpookomo, N C3 omepapatonadeio pmopel vo epeaviCetor d1opopeTIKeg
EIKOVEG, WOTOGO TO MAEKTPOVIKO HIKPOCKOMO €ival Kol ovtd mov pmopel va Béoel kar v
duyvoon. E€ opiopov n DDD rmapovsialetl opotoyeveic viépmukveg evomofécelg mov divouv v
EVIOTTOON TOUving, ol omoieg KataAopudvouy v orelpapotikny Pactkr] pepppavn. Mepikéc popég
aVTEG Ol OAAOYEG Hmopel vo gtvol TUNUOTIKEG HECOH, OTO OTElpaa, KoO1oT®VTOG SVGKOAN N
dyvoorn. Xmnv C3GN moapatnpodvtol S1AcToPTES OKAVOVIOTEG LEGOAYYEINKES, EVOOUEUPPUVIKEG

N vevoonAokég evamobéoelc acfevEéoTepng NAEKTPOVIKNG TUKVOTNTOG,.

Kémoieg popéc n didyvoon g C3 onepapatoveppitioag oev eivar toco Eekdbapn, 101K av dgvV
etvan pepovopévn n evamdbeon C3 pe v TumIKN ELPAVIOT) GTO NAEKTPOVIKO HWMKPOCKOTLO. €
acBeveilg mov gpeaviiotav v tumiky| ewovo e DDD 1 C3GN, aAAd pe mapovcsio pikpng
TPOCHTNTAG OVOGOGOUPivY 6T oTTelpdpLata, umopel va ivar S0GKOAN 1 dtopopikn ddyvoot. To
o onuovTkd kprrnpro etvar n mapovcio C3 ypodong pe €viacn tovAdyiotov Katd 2 Pabuotg
peyoATEPN Omd omolodNmote AGAAO otoyelo  avevpioketor o6tov  avocopBopiopd. Avtd

avaPEPETOL oav omepapaToveppitida pe kopiapyn C3 xpoon.

6.7 Oepameia

H Béitiom Bepameio yio 10 C3 onepapatonddeio mopapével pun kobopiopévn. Emmiéov oe

noAAEG perétec 1 DDD nepilopfavotav otic MPGN. H Begpaneio mepthappdvel avacstoreic Tov
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d&ova PAA, kopTikooTepogdn Kot OAAL OVOGOKOTOGTUATIKA, OVTITNKTIKG Kol TAACUOPAIPEST).
e duapopeg pekéteg to MMF, gaivetatl va eivan amotedespotikd oty C3GN. Ot acBevelg pe
VEPPITOYOVO TTOPAyoVTa, Eivol o TOAVO VoL ATOVTIGOVY GTNV 0VOGOKATOGTOAY] GE GYEGT LLE TOVG
acBeveig epeaviouv yevetika aitia duoiettovpyiag tov copminpoupatos. Ta KDIGO, tpoteivouv
mv PBértiotn pvBuon g apmplokng wieong oe acbevelc pe mpoteivovpia move omd
500mg/mpépa Av evtomiletar @Aeypovy oto delypo g Poyiag 1 emdeivoon g VEQPIKNG
Aertovpyiag, mpémel va yopnyeiton mpedvilovn 1 MMF. Xg coBapn voco e mpoteivovpio Tave
amd 2g/Muépa Kot TpoodevTikn avénon g kpeatwvivng, ta KDIGO, tpoteivouy tnv yprion ®cemv

puebvinpedvitlorovng (Goodship et al., 2017).

Ye uepwkég meputwoelg C3 omepoapotondderog, vmapyer evoamdBeon C3 mov odnyst otnv
evepyomoinon tov C5. 'Etor €yet mpotabei m ypnon anti-C5 oavticopotog eculizumab wg
Oepamevtikn emioyn (Bomback et al., 2012, Ruggenenti et al., 2019). Metd ™ yopnynon
eculizumab kdmolor acOevelg mapovsiocay KAVIKN PEATioon Le VTOY®OPNON TO. PAEYUOVIG OF
ermavoAnmtikny Poyio. Ot acBeveic pe tayéwe eEeMoocopevn vOGo Kol UNVOEDEIS GYNUOTIGHOVG,
etvai o mbavo va aravtioovv oto eculizumab. Qot6co to KDIGO, avagépovv 0Tt Ta dedouéva

dev emapkovv yia yopnynoel oc Oepameio TPOTNG YPOUUNG.

H petapdoyevon veppol amotedel po Aoyikn emAoyr], dedouévou OTL 01 TEPIoCOTEPOL AoHEVEIC
etval Toudid. 261000 1 EXAVEUPAVION TNG VOGO TAPAUTNPEITOL GTNV TAEIOVOTNTO TOV 0GOEVAV, LE
TO0 TOCOGTO VTOTPOTNG TNG VOGOV GTO MOCYELMO Vo givorl omd Tto LYNAOTEPA HETAED TMV

npwtonodmv onepopatoveppitidmv (Regunathan-Shenk et al., 2019, Ham et al., 2018).
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KE®AAAIO 7: IGA NegppordOsera

H veppomdberor IgA (IgAN) omotedel pHECOYYEWOVTEPTAAGTIKY] OTEPUUOTOVEPPITION TTOV
yapoktnpiletal amd dudyvtn pecayyelokn evanddeon g IgA. H IgAN, eivar povadiky| avopuesd
oV onepapoTonddeiec, Kabdg dokpiveTor and TV Tapovsio. OeTIK®V 6TovV avosoPhopicoud
evamofécemv ,evd dgv €xEl KOMOWO YOPOKTNPIOTIKO 16TOTAHOAOYIKO €VPNUO GTO OTTIKO
pikpookomio. H IgAN amoteAel to mo cuyvo TpoTumo omelpapotikng PAEPNS otov duTikd KOGLO.

Etvar mBavo n IgAN va punv amotedel pol GUYKEKPUEVN OovTOTNTA OAAG Vo Elval amdvtnon o€

dpdpovg unyovicpovs PAAPNC.

7.4 Avtwodroyio kol Tafoyéveon
O unyoviopdc maboyéveonc g vooov 0gv etval Yvwotog, aAld oyetiletan pe 1o poplo g IgAl
avococPaipivng. Zrov avlpomvo opyaviopod gvromilovron 2 tomor g IgA, n IgAl xoun IgA2. Ta
TAOGLOTOKVTTAPO TOV PAEVVOYOV®V TOL YOGTPEVIEPIKOV KOL TOL OVOTVELGTIKOD TOPEYOLV Kot
TOVG 2 TOTOVC, EVA TO, TAUGLATOKVTTAPO TOV LVEAOD T®V 0GTMV TTapayovy povo v IgAl. HIgAl
oV PpickeTON OTNV KLKAOQOPID. PUGIOAOYIKA, €IvVOL OLTH TOV TOPAYETAL OO TOV HVEAD T®V

00TMV, Eval LOVOUEPNG KO ATOLOKPVVETOL OTO Tr KUKAOPOPio 6TO Nap.

>mv IgAN, to popto g IgA mov avevpioketal 6To HEGAYYEIO TOV GTEPALATOS EIVOIL 1 TOAVUEPNS
IgAl. H vk ovoyétion ™¢ epedvione g IgAN petd amd AoiHmEn Tov aveTépov
OVOTTVELGTIKOV, VITOONAMDVEL TNV GUUUETOYN TOV PAEVVOYOVOV TTOL UTOPEL VO atOTEAOVY oTuEia
€16600V aVTIYOV®V KOl TNV U1 QUCIOAOYIKT EVEPYOTOINGCT] TOL OVOGOTOWTIKOY GuoTuatog. H
napay®wyn g molvpepwng IgAl yivetaw ond mhoopatokdTTapo TV PAEVVOYOVOV TOV
OVOTVELGTIKOD M TOV YOOTPEVTIEPIKOL PAEVVOYOVOL, €T OO TANGUATOKVLTTOPN TOL EYOLV

petaxwvnOei oto pueld tov ootmv (Suzuki et al., 2008).

H onuovpyic g moivpepwng IgAl opeiletan xvpiog oty maboroywn yoroktolviimon
apvoééov oty mepoyn ™ Covng petofAntomrog tov popiov g IgA. H maBoloyum
yoroktolvAimon o@eidetar oty pelopévn opactpdtta tov evidpov P1,2-yoroaktolvd-

TPOVOQPEPAOT TOV AEVKOKLTTAP®V.

H vroyoiaktoloiiopévn IgAl(galacotse-deficient IgA1-gd-IgAl) avococ@apivn odnyetl oty
ovvoeon g pe aAdeg IgG M IgA avocoopalpives kot ) dnuovpyia avococvumieypdtov. H
evamobeon g moivpepikng IgAl oto pecdyyeio opeidetar oty Vmapén vrodoyéa pe vyMAN
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ovyyéveln yio v gd-IgAl, pe amotélecpa TV €vePYOTOINGCT TOV GUUTANPOUATOG KOl TNV

pecayyelokn vrepmiacio (Suzuki et al., 2009).

H mapovcia tov C3 o115 avocoevanobéselc 6to veppikd 16to, ywpig v mapovsia IgG ko Clq
KAMIoUaTOG, KatomTpilel TNV €veEPYOTOinoT TG EVOALOKTIKNG 0000 TOV GUUTANP®UATOS. Q6TOGO
QoiveTol vo GLUUETEYEL KO 1 000G TG Aektivig. H evepyomoinom g C3 kovPeptdong odnyei otnv
Tapaymyn Tov kKhacpdtov C3a kot C3b kot otn ovvéyeia tov CSa ko tov C5b. To Cha €yet
ONUOVTIKES YMUEIOTOKTIKEG WO10TNTEG KOl TPOGEAKVEL PAEYUOVDOT KVTTAPO, LE OTMOTEAECUO TNV
TOPUYMYT] KUVTTOKIVOV KOl 0VENTIKOV TOPOyOVT®V TOL 00N YOUV GTNV UECAYYEWKY] VTEPTAAGIN

KoL TNV ETOKOA0LOT aVvATTLEN GKANPLVTIKOV OAALOIDGE®V.

H evondBeon g molvpepwkne IgA oto pecdyyelo  tomkd  axoAovbOeitor  amod
pecayysrobmepmiactikn onepopotonddeio. H avantuoén g onepapatonddeiog dev amottel tnv
evamdfeon ko IgG kol copumAnpodpatog, oAl ov givor mapoévia Kot To 000 OVTA GTolYElQ,
oyetilovton pe peyolvtepn onepopotikn PAAPN. H evandBeon copuminpoduotoc agpopd kupimg
010 C3 yopig v mapovcio Clq. H evepyomoinon tov cuouninpdpotog yivetol pécm e 0000 g

AEKTIVIG Kot TNG EVOAAAKTIKNG 0000 TOV GUUTATPMLOTOG.

Ta yeyovota mov akoAovBovv v evamdbeon g moAvpeptkng IgA, odnyovv oe 16TomafoA0YIKY
BAGPN mov ta&voueitor pe to ovotnua MEST-C.Metd v evandBeon g, n moivuepikn IgA
OUVOLETOL KOl EVEPYOTOLEL TOL LECAYYELOKA KVTTAPA, TPOKAAMVTOS TNV EKKPIOT YNUEIOTAKTIKAOV
KOl TIPOPAEYLOVAOI®MY TOpayOvVI®mV, Ol OTOoiol OpPOVV TOTIKA OTO OTEIPOAUM, O0ONYDVING OE
pecayyeokn vepriacio (M) kot mpocerkbovv pAeypovddn kottopa (E). Zrdvia odnyodv omnv
onuovpyia unvoewdov (C) oynuatiopdv. Avtol ot tapdyovieg diEpyoviat TS Pactkng LepPpavng
(GBM) ka1 emnpedlovv v Agtrtovpyio TV TOS0KLTTAPMOV KOl TV LEUPPOAVIKT domepaTOTNTA.,
avédvovtag v ombnon g moivpepikng IgA, odnyodviag oe PAAPn kol €oTOK
onepapotockAnpoven (S). EmmAéov, ot kuttokives mov mpoépyovrtal amd onesipapo, pali pe myv
noivpepkn IgA mov dmBeital, pmopovv va 0oMmyodv oe PAEYLOVT Kol tvedon TV COANVOPIOV Kot

10V Otdpesov ydpov (T).
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7.5 Emodénuoroyia
H IgAN e&ivor n onepapotonddeio e T mo GLYVH ETATOOY, OTIS YOPES OV 1 Proyia veppov
etvar dtadedopévn. O pubudc enintwong vroroyiletar oe 2-10 avé 100.000 avOpwmo-étn. O

EMTOAAGLOG TNG VOGOL givar vymAdTepog oe actaTikovg TAndvouovg (Schena & Nistor, 2018;

McGrogan et al., 2011).

7.6 Khvikég exonroocelg

Y10 40-50% tov acBevov pe IgAN, n mpoO™ KAvik) exdnAwon yivetor pe €melcdo10
HOKPOOKOTIKNG apatovpiog, Katd tn ogvtepn oekoetion g (oM. Ta ovpa pokpockomikd
ocuvnBmg eaivovior  koEé, kot Oyl kOkKva. Mmopel va cuvumapyel omloyyvikd diyos. H
aatovpion akoAovbel cuvnOwC évag emel0d10 AOIHMENG, GLYVA OVMOTEPOV OVOTVELGTIKOD 1|
HEPIKEG POPEC TNG YOOTPEVTEPIKNG 000V. H apatovpia eivon opati péca oe 24 opeg omd v
évapén tov cLUTTOUATOV NG AoTHmENG (KAtt mov T Olapoponotel omd TNV UETAAOLMOIN
OTEPOUOTOVEPPITION OV pecorafel oot 2-3 efdouddmv). H pokpookomikny opatovpio
ovvNO®G amodpdpel avtopata PEca o Alyeg NUEPES. 20TOCO AVAIESH OTO ETEIGOOI0 EMUEVEL M

UIKPOGKOTIKN OULOTOVPiaL.

210 30-40% tov nteprttdcewv g IgAN, evtomifovtal petd v toyoic aveLPEST] MKPOGKOTIKNG
aatovpiog, pe N yopic oaApovpvovpio mov cuvnBmg eivor <2g/Mpépa, € OGVUTTMOUATIKOVS

acBeveic.

Av ot acBeveig pe fma [gAN, tavtonomBodv pécw Proyiog veppov, n 20eg tpdyvmon yuo v
veppikn Aettovpyia stvon e€opetikn, aArd to 5% 0Oa katadn&er e XNNTZ. o avtd to Adyo

aroteiton pokponpdOespo follow up (Knoop et al., 2017).

Xravio Tapatnpeital TpoTEivovpla YOPIG LIKPOGKOTIKY] aptatovpic. Av Kot tpoTeivovpia akOpa
KOl VEQPOGIKOL EMITEOOV UTOPEl va. evTomioTel, €101k o€ acBeveic e appOBuotn véptaon M
ONUOVTIKN TOYLoUPKic, TO VEQPOGIKO GUVOPOUO givat 101aiTep OTAVIO KOl AveELPIoKETAL LOVO
010 5% OAwv tov acBevav pe IgAN. To veppmoikd cvvopouo umopel va epeavictel vopic o
vOG0, LLe ELAYIOTEG OTEPAUATIKEG AALUYES (O€ AVTES TIG TEPUTMGELS PUmopel va cuvurdpyet I[gAN
kot MCD) 1 pe evepyd pecayyelodmepmAacTikny onepapatoveepitida. Evailaxticd, uropei va

OTOTEAECEL EKONAWMGT TPOYMPNUEVNG CTEPAUOTIKNG VOONG.
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H o&ela veppikn PLAPT etvar ordvia oty IgAN kot ekdnAodvetatl 610 5% OAOV TOV TEPUTTOCEMV.
Q061660 glvar cuyvoTEPT 0 PEYOADTEPEG NAIKIES Ko pumopel va amotelel KAVIKY eKONA®oN akdpLo
kot 610 40% twv acbevov pe IgAN ko nhkio peyodvtepn twv 65 etwv (Sevillano et al., 2019).
To 1060016 TV acBevdv Tov odnyNONKay oe XNNTZ ftav moAd vynAdtepo 6ToVG 0lGbeVEIS TTOL
elyav ekdnAdoet o&ela veppikn PAAPN. Ydpyovv 3 unyavicpoi mov odnyovv oty avdmtuén ONB.
Mmnopet va. vrdpyet ofelon cofapn avocOAOYIKY| Kot QAEYHOVOONG PAAPN HE VEKPOTIKY
OTEPOUOTOVEPPITION Ko dnpovpyio unvoeldmv oynuaticpov (crescentic IgAN). EvoAlaktikd 1
ONB pumopet va gppaviotel pe Nmo onepopoatiky) PAAPN, otav m owpatovpio, odnyel oe
coAnvaplokn andepaln and gpvBpoxvttapa. O Tpitog UnYavicpos, aeopd 6 NMMKIOUEVOLG
acBeveic, omov 1 xpovia IgAN mpodwbétel yio ONB  péow d1000pmv eKADTIKOV  TopaydvTmV

OT®G Y10 TOPASELYLOL 1) ETOYOUEVT) AtO PApUaKa oSeio diapeon veppitioa.

AcBevelg e eyKateoTnUéVN XPOVIOL VEQPIKYT] VOCO KOl VITEPTACT KOTA TN O1yvwon, Umopel va
eppavifovv IgAN. Avtoil ot acBevelg ocuvnbBwg sivar peyolvtepor kot mBavoétTo 1 vOGOC

TPOVTNPYE AL TAPEUEIVE AOIAYVOOTY.

7.7 IotomaBoroyio

Ymv e&étaon avocopBopicpod M duyvtn evomdBeon IgA oto pecdyyslo omotelel TO
XAPOKTNPIGTIKO Yvopiopa g vocov. To C3 KAAGHa TOV GUUTANPOUATOS GLVVTTAPYEL 6TO 90%
TV neputtocemv. Eniong pnopel va avyyvevovtar IgG kot IgM. H IgA pmopet va evorotiBeton
TAGL OTIG TPYYOEOIKES AYKOAES, £va TPOTLTO OV avayvepiletal mo cvyvd oty IgA ayystitidoa
Kat ov cuvumdpyet oty IgAN, cvvdéetan pe mroydtepn tpdyvmon. Mecayyelokn evondbecn Tov
C5b-9 mapammpeitar emiong. Qotd6G0, OTOYEWL €VEPYOMOINOMG TNG KAMGIKNG 0000 TOL

cuUTAN PO LATOG OTIMG evanobéselg Clq amovsidlovv amd v Proyia oe acBeveic pe IgAN.

Ot 0ALOIDGELG GTO OTTIKO LIKPOGKOTIO TALPOLGLALOVV LEYAAN £TEPOYEVELD KOl OV cuayeTilovTat
TOMOYPAPIKA pe TS evamobécels g [gA. Mmopel va vdpyel PLGIOAOYIKT OPYLITEKTOVIKT] TOV
OTEPALOTOC, LECAYYEWNKT VIEPTAACICL, OLAYVTN 1] EGTINKY KOl GE CTAVIEC TEPMTMOGELS UTOPEL VoL

AVOYVOPLOTEL ECTIOKN TUNUOTIKY VEKPOTIKT] GTEPALATOVEPPITION.
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2TIG TUTIKEG TEPWTMGELS, YopakTnpiletar omd avénoT TOV KLTTAPOV TOL HEGAYYELOL KOl TNG
pecayyelokng Oepélog ovolag, He QUOIOAOYIKA TPLyoeldr|. EotTiokn TUNUOTIKN M CQOIPIKY
OTEIPOLOTOCKAPVVGOT] VITOSEIKVVEL TNV YPOVIOTNTO TNG VOGOV, Xg 1pdvia VOGO, 1| GAEYLOVT TOVL
SIIUEGOV YDPOV KoL TOV COANVAPIDV, UTOPEL VO 00N YNOEL G SAUEST (VOGN KOl GOATVOPLOKT|
atpo@ia, pe Vo TPOTLTO TOV eV SLOPEPEL AT AAAEC OTEPAUATOTAOEIEC OE TPOYDPNUEVO GTAD10.
Ye pepéc mepmtmoelg pumopet va cuvomdpyovv 1 IgAN pe MCD, omo¥ 1 €wkdvo 6T0 OTTIKO

HUIKPOOKOTIO pOIVETOL PUGIOAOYIKN eV avaryvmpilovtot evamoBioelg IgA otov avococspBopiopod.

H popeoroyia PBonbd otmv mpdyvoon towv acbevov. H katdtaén Oxford (MEST-C) mov
avoldnke xou mopamdve, eivor gupémg omodektr| (Trimarchi et al.,, 2017). H xatdrtaén
avayvopilel 5 gupfuate 610 ONTIKO KPOGKOMO, TNV Hecayyewky vrepmiacio (M1 otav
vrdpyel, MO 6t etvan amovoa), v evdotpryoedikny vreprmiacio E1), v eotiaxn oxinipuvon
(S1),tpetg Baburovg cwinvaplokng atpo@iag Kot ddpeong tvwong (TO,T1,T2) ko tpeig Pabuotg
unvoewav oynuoticpov (CO0,C1,2).

H 1otohoyikn ewova oe acbeveic pe ONB pmopet va epgoavilel coinvaploky ondepaén omd
epvBpoxvTTopa pe ofela coAnvaplaky PAAPT, VEKPOTIKY OTEPAUATOVEPPITION, 1| TOPOLGIN

UNVOEW DOV GYNUOTICUOV,

270 NAEKTPOVIKO LKPOCKOTIO, avayvopilovtor mukveg evamobéoelg IgA oto pesdyyeto. Tvmikd,
ol evamobéoelg mepopilovtor oto pecdyyero, oAAG umopel vo  eviomilovion Kol Og
TOPAUESOUYYELOKES TEPLOYES, OTMC KOl VITOEMONAaKE Kol VIEVOOONALaKd. Xt0 1/3 TV achevov,

Ba vapyel Aémtuvon g Pactkng nepppavnge.

7.8 Awgyvoon
H 616yvoon e IgAN (6mmg kot g IgA ayyetitidag) arartel tnv avedpeon IgA oto pesayyeo,
omoTe dev pmopel va amokAelotel yopic ™ devépyeta Proyiog 660 Tumikd kot ov givor ta vroAoTo

KAVIKA guprpLotaL.

Mo onpavTIKY S10popikn d1dyveoon mov mpénet va, yivel eivorl o) and v IgA petaioypmon N
(IgA-dominant acute postinfectious GN - APIGN) omv omoio m IgA eivar m wvplopym
avoGooQaIpivn Tov gvamotifetan 610 oneipapo. Zuvnomg epeavifeTol HeTd omd CTUPVAOKOKKIKN

Aotpwén kot o daPrng amotelel 1yLPO Tapdyovta Kivduvov. Xe oyéon pe v IgAN, ot acbeveig
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pne APIGN, eivor ocvvnBwog peyoidteport oe nikio kot 1 voécog exdnimvetar pe ONB,
TEKUNPIOUEVT] GTAPVAOKOKKIKY AOIH®EN, YOUNAG eminedo GUUTANPOUOTOS GTOV 0pd, d1dyvTN
OTEIPOLOTIKT EVOOTPLYOEOIKN VtepmAacion kot Tpoeldpyovoa dOnon amd ovdetepdPIAa GTO
OTTIKO UIKPOOKOT10, 7o £viovn ypwon yw C3 oe oyxéomn pe IgA. Avti n vosoroyikr| ovtotnTtd

oyetiCeton pe mrtoyn tpdyvoon (Nasr & D'Agati, 2011).

7.9 E&EmEn Nocov

H ovvoAium npodyvaoon e [gAN mowkidel kon e€optdtal omd T KAVIKEG EKONADGCELS TN VOGOUL.
Ye éykapn duwyveoon, povo to 5% tov acBevov Bo avamtdiovov XNNTE petd amd 20 €

(Berthoux et al., 2011, Reich et al., 2007).

To eme160d100 LOKPOGKOTIKNG oupLatovpiog 0ev oyeTilovtal Le YEPOTEPT TPOYVMST. AVTO Umopel
va, 0QeIAETAL GTO YEYOVOG OTL QLT Ta EMEICOS10. GLUPATVOLY UOVO GTO TPAOTO GTASN TG VOGOV,

omoTe Kol o1 aobeveic evromilovtal vopitepa.

O xivovvog yio XNNTZ dev eivan eviaioc. Onwg kot og kébe omeipapatonddeia, 1 vaéptaon, N
TPOTEIVOLPIN, O HEWWUEVOSG PLOUOG OTEPAUATIKNG OmONoNg ot ddyvmon oAAG Kol To
IGTOAOYIK( EVPNLOTO CTEPALATIKNG Kot Oldpeons tvowong oyetilovtot e mtoydTtepn TpoOYvVOoT).
Qotoco, oe follow-up, povo m vréptaomn kol n mTpwteivovpia, eivor otabepol TpoyvmoTikol
TapAyovieg yio v emdeivoon. O kivovvog emdeivoong givor yaunAdg otav 1 mpoteivovpia
napapével kdto amo 0.2g/mpépa pe puooroyn| aptnprokn mieorn (Berthoux et al., 2011, Reich
et al., 2007, Szeto et al., 2001, Gutierrez et al., 2012).

Av n Povyia veppov emPePoardoet IgAN oe acBevelg pe Mmoo voso(OnAadn HEHOVOUEVT
LIKPOGKOTIKY otpatovpio, pkpov Pabpod mpoteivovpio 1 Kot amovsion TG, Kot GUGLOAOYIKO
eGFR), n emtaemg pe dekaetg mpdyvomon etvar kodn. Qotdéco 10 40% tov acBevov Ba
avantiéovy avEavopévn tpmteivovpia, kot to 5% Ba mapovcidost ttdon tov GFR g avtd 1o

YPOVIKO dtdoTne, KoBeTOVTG Wlaitepa onuavtikd to otevo follow-up.

Ta wtonaboroywd evpnuata (MEST-C) oe ocuvvovaoud pe TG  KAMVIKEG €KONADGCELS

npoocdopilovv v mpdyvwon g vocov (Barbour et al., 2016, Barbour et al., 2019).
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7.10 Ogpomneio

Ot aoBevelg yapunAov kivduvov pe ELACCOVES AVOUAAIEG GTNV YEVIKT 00pwV, pLGtoAoyikd GFR,

yopig vaéptaon ypnlovv novo omopadikod follow-up yia peydro ypovikd dotua (10 £tn).

Ot aoBeveig evoldpesov Kivouvov, e GNUOVTIKY TPOTEIVOVPia, VTEPTACT, oTabepn Heimon Tov

GFR, ypnlovv yopnynong pe vrootnpiktikn Oepomeio.

Ot acsBeveic vynAol kivovvou pe tayeia éxntoon tov GFR ypnlovv mo embetikng Oepamneiog pe

OVOCOKOTAOTOATIKA.

7.10.1 Ymootnpwtikn Oepameio

H yprion tov avactoréwv tov dEova PAA oe acBeveic pe IgAN amotehel v TpdTN YPOUUN
Oepamneiog yo T pOOUIONC TN OpTNPLOKNG TTiEoT S, cVUEmVa e pedéteg (Praga et al., 2003; Coppo
et al., 2007). Avadpopikéc HeAéteg VITOdEKVVOOVY OTL 0 Kivouvog g emdeivmong IgAN peidveton
ONUOVTIKA, OTAV 1 TPOTEIVOLPIN LEWDVETOL GE AYOTEPO amd 1g/Muépa KATL TOL EMTLYYAVETOL AT
T QAPUOKO TOV OVOCTEALOLY TV (GEOVO, G€ GOYEON WHE TOIW VTOAOMES KOATNYOPIES

avOLTEPTAGIK®V.

H yopriynon towv SGLT2 avactorémv €xel AdPet €voeitn oe acbeveig pe IgAN, kabbg pavnke
ONUOVTIKN UEIDMON OTO TPMOTEVOVTO KATUANKTIKG GMLLELD TOV 0LPOPOVV TNV VEPPIKN AEtTOoVpYin GE

puerétec (Wheeler et al., 2021).

AMec Oepomevtikéc mapepPdoelg mov peAet®vIo, TEPIAOUPAVOLY TOV SUTAO OVOCTOAEN T®V
VTOJOYEMV  OYYEWOTEVOIVIG Kol €vOOOMAIVING KaBMOG KOl  QOPUAK®V TOL OVUGTEAAOLV TO

coumAnpopa (y iptacopan)

7.10.2 Av0GOKOTOOGTUTAIKI] y®YN
opeova pe tic 0dnyieg KDIGO tov 2021, 1) Ogpameio [le KOPTIKOGTEPOELDT TPEMEL VO, YOpNYEiTOL

og acBeveic vYNAOL kivduvou pe Tpwteivovpia peyaidtepn tov 1g/Muépa, apov xet emrevydel 1
BEATIOT aymyn pE To GUVTNPNTIKG PETPA, Yo 3 pe 6 PVES Kol LETA ammd EVOEAEYT EVNUEPWOOT
TV acBevov Yo v mlavota emmiokov (Kidney Disease: Improving Global Outcomes
[KDIGO] Glomerular Diseases Work Group, 2021). IIpog to mapdv dev €xet amodetybel n vepoyn

TOV  OYNUOTOG 7oL  TEPAOUPAvEL  EVOOPAEPIL  yopNYNoN MOCEMV KOl POS  YOPNynom
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KOPTIKOGTEPOEIODV, GE GYECT) LE TN LEUOVOUEVT] YOPTYNON amtd TOL 6TOpATOG TPedVILoAOVNG (Lv
et al., 2017). H Bepoaneia Eexivd pe 1mg/kg/muépa yio dvo Pveg Kol 6T GUVEYELL LELDOVETOL KOTA
0.2 mg/kg/muépa kabe piva. H younin o6on pebuinpedviCordovng 0.4mg/kg/muépa pe tapering

oV OloPKEL bUNVEC.

Emiong ta kpitiplo avagEpouv 0Tt To. KOPTIKOGTEPOELIN TPEMEL VOL YPNCUYLOTOLOVVTOL LE TPOGOYN
oe aoBeveic pe mayvoapkio (BMI>40kg/m2), GFR<30-50ml.min/1,73m2), XA2, devtepomadn|

[gAN, evepyo mentikd £Akog 1 youyTpiky voco.

[TAnpng ekdNA®on vePpwGkoy cuvopduov pmopel va gpeaviotel oe acBeveig pe IgAN omov
ocvvumapyel kot MCD. Xg autéc TIG TEPMTMOEI TO VEQPPMOIKO GULVOPOUO &ivar GuvnOmG
KOPTIKOELAioONTO Ko YopnyovvTal VYNAES OGELS KOPTIKOGTEPOED®V , Owg Ba yopnyoHtay 6Tnv

MCD.

Mo eVOAAOKTIKY] TTPOGEYYION TNG YOPNYNONG KOPTIKOGTEPOEWMV givar 11 Bovdevoaion, 1 omoia
YOPNYEITOL GE LOPPT EVIEPIKNG OMOSESUELOTG O€ 0.60eVEIG EVOLAIETOV KivOUuVOL. Apa TOTTIKE Kot
HEWOVEL TNV TTPpOTEIVOLpia, dwtnpovioag v veppikn Aettovpyia (Fellstrom et al., 2017). Xe

LEPIKEG YDPES ExEL TAPEL EVOEIEN YL TN Yopnynon Kot 6€ acheveic vymiov kivovvou pe IgAN.

2V onavia tepintmon g taxEms eEeMoocouevng IgAN pe unvoedeic oynUaTIGHOVE, 0 Kivouvog
eEEMEng oe XNNTZ emtdooel v yopNynon OVOGOKATOCTOATIKNG aymyNG. [ToAAEG popég M

Oepaneio cuvdvdaletar pe TAacpapaipeon Kot kokAopwaopopion (Roccatello et al., 2000).

7.10.3 Aldeg Ocpomevtikég mapeppaoceis oty eehmocopevny IgAN

H apvydoiektopn peudvetl m cuxvotnto ELOAVIONG ETEGOdIMV apatovpiog, Otav To EnEIGOOA
avtd cvoyetilovtor pe apvydaiitida. Xe OAOVS Tovg LTOAOITOVG acbeveic dev cuvictatal cov
nponmtikd pétpo (Kidney Disease: Improving Global Outcomes (KDIGO) Glomerular Diseases
Work Group, 2021).

7.11 Metapdoyevon

Ot acBeveic pe IgAN amoTeAobV 1BOVIKOVG ANTTES VEQPPIKAOV LOCGYEVUATOV KOODS etvar oyeTikd

véol kol e Alyeg cuvoonpdttes. AvapopEg delyvouy g To LOGYELLLO OV EMNPEALETAL TO TPDOTAL

10ém, av n IgAN elvar n TpoTonadg VOGOS, OV KOl 1| VTOTPOTN GTO HOCYXELUO 00TYel o€
57

Institutional Repository - Library & Information Centre - University of Thessaly
05/09/2026 14:44:03 EEST - 216.73.216.250



emtayuvopevn amoppirtiky dwdwkacio. H pecayyeiokr evandbeon IgA vrotpomdlel oto 60%
TOV UETOUOCYEVUEVOV acBevav pe mpotortadn voco IgAN (Floege & Grone, 2013). Ot
evamobéaelc avtég pmopel va ival kaionbeig Ppayvmpdbespa kot dgv GuVIEOVTAL e QAAAYES GTO
ontkd pikpookomo. H IgAN vrotpomidlet 610 30% tov {OVTov HeTaLooyevoemV Kot 610 23%
TOV TTOUOTIKOV, Yopic avtd va aAralet v 106t emPioon tov pooyedpatog Kot ot 2

nepumtdoels. H (ooa petapdoygvon dev Tpénetl va amoboppoveral.

Agv véipyovv ded0UEVA GYETIKA LLE TNV LELMOT] TNG VITOTPOTNG TNG VOGOV HETA OO LETAUOTYELCN
HE TOVLG VEOTEPOVG OVOGOKATUOTOATIKOVG mopdyovies. QoTtOGO 1N HoKpoypoVie yopnynon
KOPTIKOGTEPOEWMY Kot M xprion MMF o610 avocokotactMktd oynua, oxetilovrol pe kaAvtepa

aroteAéoparta (Clayton et al., 2011; Von Visger et al., 2014).

e aoBeveic pe emPePforwpévn vrotpormn g IgAN, cuviBwg BelticTonoEITON 1) VTOGTNPIKTIKY
Oepaneio. Av M VTOTPOTN GTO HOCYELUO EVTIOTILETAL HE UNVOEDEIS GYNUOTICHOVS M Tayein
emdetvoon g Aettovpyiag tov, yopnyeital Bepaneio OTMC Kol 6TV TPMOTOTAON LOPPT, XOPIg

evOupPLVTIKA amoTELEGLOTOL.
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KE®AAAIO 8: Toyéong E€ghooopevn Xrelpoapnatove@pition,

Ymyv tayéog eEelMooduevn omepopatoveepitido (Rapidly Progressive Glomerulonephritis-
RPGN), n veppin PAaPN eivor t660 o&eio kot coPapr), TOV 1) VEPPIKN AEITOLPYIL EMOEWVDOVETOL
paydaior e doTnuo nuepdv N efdopadmv. Xvxvd o 6pog RPGN, ypnowonoleital yuo va
neplypayel v ofelo emdeivmon TG VeQPIKNG AEITOLPYIOG TOL GLVOEETAL LE TO LOGTOAOYIKO
TPOTLTO LE TOPOVGIO UNVOEWDV CYNUATIGUAOV. Ot UNVOEWElG oYNUATIGHOT OTOTEAOVY HOPOT|
eEOTPLYL0EIOIKNG VItepTAaciog otov Ydpo Tov Bowman, kot amotelodvtol amd 2 TovAdyloTOV
oTiyoug KLTTapP®Y. XTN ddKasios OMNoVPYINg TOV GLUUETEXOVY KLTTOKIVES Kot ovEnTiKol
napayovies. H priién tov omelpopotikod @paypod mov TpokaAeitar omd 0EEWOMTIKEG 0VGieg Kot
TPOTEAGES, 00N YEL TNV £1G0J0 TOV LOKPOPAY®V 6TO ¥®dPo Tov Bowman kot tov ToAAamTAc1oc o
tovc. Ot priéeig mov cvpPaivouy oty kKéwyo tov Bowman odnyoldv 6e TEPICTEPAUATIKT QAEYLOVT
HE OMOTEAEGUO VO TPOCEAKDOVTOL Kol GAAD QAEYHOVAOdN KOTtopo kot tvoPAdotes. H
KutTapoPpibela 6e GLVOLAGUS e TNV evamdBeon WIKNG, «eykAwBilovvy TO oeipapLa, 0dNYMOVTOGC
otV OlKoTN NG omepapatikig dmonong. H éyxapn €vapén ovooOoKOTAGTOATIKNG OY®YNG
UTopel va. amoTpEYEL TNV ETOKOAOLON LETATPOTN TOV UNVOEW DV CYNUATICUOV GE WVAOOELS KO

TNV OVAOTTOINGN TOV GTEPANOTOG,
H RPGN yowpileton o€ Tpelg tomovg pe Pdon ta evpnuata otny e€étacn avocsophopicpo.

O mpdtog THmog (mov mepthapPdvetl to 15% tov mepmtdcewv) yapoktnpiletal and v Tapovsio
AVTICOUATOV KaTtd TG Pactkng pepPpdvng (anti-GBM). 1o 50% avtov tov acBevdv cuvomapyet

TVEVLLOVIKT] GLUUUETOYT Kot TOTE avaeEpeTal cav cuvopopo Goodpasture.

O 6e01ePOC TOTOG OV APOPE 6TO 25% TOV TEPMTAOCEWDYV, EKONADVETOL GTO TAAIGLO 1310TAB0VG
(IgAN, MPGN) 7 devtepomafotg omepapatonddeiog (my XEA kot peTOAOU®ONG) Kot

yopoktnpiletor amd evandOeon avoGOCLUTAEYUAT®V VITEVOOONALOKA.

O 1pitog TOmog mov agopd o 60% yopaktnpiletor omd v EAdeym evarobécemv kot anti-GBM
AVTICOUATOV Kot avoaeépetal g ovoconevik) RPGN. To 80% avtdv tov acBevav gpeavifovv

ANCA Betikm ayyeuitido.
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8.4 Anti-GBM ocrneipapatove@pitioa kot oOvopopo Goodpasture

H anti-GBM onepapotoveppitido kot to suvopopo Goodpasture, opeiloviol 6€ anToavTicmua
IgG évavti tov evog kKapPo&uikol dkpov g a3 aivcidag tov koAlaydvou IV, 1o onoio anoteAel
oLoTATIKO TG PACIKNG HEUPPAVIG TOVG OTEIPALTOC Kot avapépeTal oav aviryovo Goodpasture
(Saus et al., 1988). To koAlayovo tomov IV gumepiéyetar oe OAeC TIC Bactkég pepPpavec Kot 6Tovg
TEPLGGOTEPOVG 16TOVG OmoTEAEITOL QIO TPIUEPT] OLO ADGOV al Ko pag a2. X Bactkn pepPpdvn
TOV TPLYOEWOVS TOL OTEPAUOTOC Kol OTIG KOYEADES , amoteAeital amd aAvcovg o3 kol od
(Aumailley, 1995). Mepikéc @opéc ocvvumdpyel dactavpovpévn avtidpaon tov anti-GBM
AVTICOMOTOG UE TN Pacikn HEUPPAVT KOL TOV TVELHOVIKOV TPLYOEWMV. L& OLTH TN TEPIMTOON
exOniovetor pe veppikn] PAEPN Kol mvevpovikn aoppoyion pe apldmTLoN (TVELHOVOVEPPIKO
oVUVOPOUO) TTOV OvaPEPETOL MG cVVOpouo Goodpasture. XTnv mopay®yn TOV CVTOAVIICOUATOV
eumAékovtan to T-AeppokHTTOPa TOV EVEPYOTO10VVTOL OTd TO VTEVBVVO AVTIYOVO KOl 001 YOVV GE
napaywyn anti-GBM and B-Aepgokvtrapa. Me T 6hvEEoT avTiyovov avTioduatog oty Pactkn
HeUPBpévn evepyomoleiton T0 GUUTANPOUA Kot TopdyovTal TpmTedoes. Emakdiovbo eivon n pnén

TOV TPLYOEOKOV NOLOD KoL 1) dnpovpyio unvoedmv oynuaticpov (Cui et al., 2015).

8.5 Avocomeviki RPGN

H avocomeviknn RPGN (pauci-immune RPNG) umopel va gppaviotel oe acbevelg pe 1 yopicg
CUOTNUOTIKEG EKONAMGELS aYYEUTIONG Kol OPEIAETAL GE OVTICOUOTA EVAVTL TOV CLGTOUTIKMOV TOV
Baocwkdv wokkiov twov ovdetepdpiimv (AntiNeutrophil Cytplasmic Antibody-ANCA). H
napaywyn v ANCA odnyel o€ gvepyomoinomn AEVKOKLTTAPMOV Kol LOVOKVTTAP®V Ue TPOsPoAn

TOV TOYMUATOG LIKPAOV ayyeimv kot BAAPT Tov evoodnAiov (Jennette & Nachman, 2017).

H xokkiopoatddng noivayyeutdo (Granulomatosis with polyangiitis-GPA) , n pikpookomik
noAvayyeltda (microscopic polyangiitis - MPA) kot m Moowo@uikn KokKioudtoon e
noivayyeutda (Eosinophilic granulomatosis with polyangiitis - EGPA) amotehobv ayyetitideg
pKpav ayyeiov mov aviikovv oto edacpa Tov ANCA Betikdv ayysutidov kot mpocsBaiovv
noAlamAd cvotiuato (Jennette & Thomas, 2015). Ztn mepintwon mov OeV GLVLAPYOLV
CUGTNUOTIKG GUUTTOUOTE OYYEUTIOONG OVOQEPETOL O AYYEUTION TTOV TPOCSPAALEL LOVO TOVG

veppovg 1 Wionadng RPGN.

60

Institutional Repository - Library & Information Centre - University of Thessaly
05/09/2026 14:44:03 EEST - 216.73.216.250



Ta avtiyova otoyol tov ANCA givon | mpoteivdon 3 (PR3) ko poedovmepoeddon. (MPO).
H avénuévn ékppaon tov ANCA oaivetar va oyetiCetor pe gvepyomoinorn ovdetepopilmv amnd
100g N GAla epebiopotd HECH KLTTOKIVMOV, TOV TPOCKOAAMVTIOL GTO £VOOOMANKA KOTTOPO Kot
amelevfep@VOLY HECOAAPNTES TG GAEYUOVIG TPOKOAGDVTAS PAGPN oTO Tolymua TV ayyeiov
(Jennette & Falk, 2014). AcOeveic ue ANCA Ogtikn ayyetitida epgavifovv ovénuéva enineda tmv
TEMK®OV TPOIOVIOV TNG EVVOAIKTIKNG 0000 Tov cupmAnpopatog( C5a, CSb, C5b9). H eugdvion
ayYEUTIONG HETA Omd YPITA®ON CLVOPOUN UTOPEl va Oelyvel OTL o EAEYUOVAOONG avTidpaon
amoTEAEL TO EVOLOUO Y100 TV EVEPYOTOINGT TV OLOETEPOPIL®Y Kol TNV gupdvion tov ANCA

(Falk et al., 1990).

8.6 Kiwvikn ekdnimwon RPGN

Ot acBeveig pe RPGN mapovcidlovv cuvime veppitidkd chHVOPOLO Kol TPOOJEVTIKY EMOEIVOON
vePpikNg Aettovpyiag. Ot ekONAMOELS eivat KOWVES Yo TOVG 3 TUTTOVG, MGTOGO UTOPEL VOl O1PEPOVY

0TI CUOTNUOTIKES EKONADGELC.

To 50-70% twv acBevov pe ovvopopo Goodpasture, mopovoidleror pe oeia guedvion
TVELLOVIKNG apoppayiog kot veepikng PAAPNG. Ta copmtdpote cuvibmg TponyodvTal HePKES
ePOoNAOEG N UVES, OAAG UTOPEL VO ELGAVIGTOVV Kol HEGH o€ MUEPeG N o€ Pdbog unvov. H

TVELLOVIKT] apoppayio pmwopet va eivot LEPOVOUEVT 1] VO GUVOTTAPYEL LLE VEQPIKT PAGLN.

Ot aoBeveic pe anti-GBM omepapatoveppitioo umopel va mopatnpnioovy okovpa ovpa 1
aipatovpia, oAAG 1 TPO0d0G Ge oAtyovpia elvar TOGO Tayein 6 QTN TN EAGT TOL UToPEl va PNV
yiver avtianmt 1 aAdayn tov ypopatos. To 1/3 towv acBevdv mapovcidletor pe HEPOVOUEVN
OTEPALATOVEPPITION Y®PIC TVELHOVIKT] GUUUETOYN. ZE OAVTOVG TOLG acbeveis AOym EAlelyng
CUGTNUOTIKOV  cLOUTTOpdtov, dwyryvookovtar  kabvotepnuéva, mapovcidloviag 1MoM
gykateoTNUEVN Ve PAGPN Katd tn ddyvoon. H mtpdodog g veppikng PAaPNg eivar tayeia.
Amd v yevikn ovpwv evtomileTon arpatovpio, petpiov Pabpod mpwrteivovpio Kot mopovcia
dvopope®Vv epuBpmv pe epuBpokuTTaptkods KVAIVIpovs. Ot veppoi cuvinBwg xovv PLGLOAOYIKO

péyebog, oAl pmopet va ameucoviCoviot Kot S10yKopEVOL.

H avocomeviky RPGN ekdnAdveror cuvinbmg og vepprtidikd cOVOPOLO OV GLVOJIEVETAL omd
TOAVGUGTNUATIKEG EKONAMGELS ayyeltdag Omwg avopelio, KatafoAr), TUPETOC KOl OTMAELL

Bapovg. H vooog ekdnimvetan kKupimg oe dtopo nikiog 65-75 etdv, ahdd umopei va ekdnimOel
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o€ onowadNTote NAkio. Ot KAwvikég ekdnimoelg g ANCA ayyetitidog mokiAovy, avaioya pe to
TOV TUTIO TNG Oy YEUTIOOG Kot Ta. Opyova Tov Ba emnpedost. H veppikn coppetoyn ival cuyvh oty
GPA a1 v MPA evd givon ondvio otnv EGPA (Duna et al., 1995; Lhote & Guillevin, 1995). H
awatovpio, 1 wpoTeivovpia Ko 1 veppikn PAGPn meprhapfdvovior otig mo cuvnoUEVES

VEQPIKEG EKONADOEL,.

Ymv RPGN mov ogeileton o€ GAAEG OTEPALATOVEPPITIOES, TOL CLUTTONATA EVOL KOWA e TNV

vevBuvn omepapaTOVEPPITION OTTMOS EYovV avapepHel Tapomdvo.

8.7 Awayvmon
H 61dyvoon tiBeton pe v Proyia veppov. H dwayvomotikn tpocéyyion mepthapufavel evoeheym
OVOGOAOYIKO EAEYYO KO EWOIKA TOV TPOGdopioid TV avticopdtwv ANCA. Tapdtt n tapovsia
ANCA gtvor Tomikod yapaktnpotiko g avocsonevikng RPGN, to 74 tov acBevav pe anti-GBM,
onelpopatoveppitioa xovv Betikd ANCA (Jennette, 2003). H diaxvpavon tov tithov tov ANCA
oyetileton pe T dpacTNPOTNTA TNG VOGO KOl YPT|CUYLOTOIEITOL Y10, TOV EVIOMIGUO TWV VTOTPOTAOV

Kol Tov EAeyx0 avtoamdkpiong ot Oepameio.

8.8 IotomaBoroyia

To yopoakTPIoTIKO VPN EIVOL 1) TAPOLGIK UNVOEWDDOV CYNUOTIGUAOV GTOV Y®Po Tov Bowman,
oe mePocOTEPA Omd TO HGA OTmEPALOTA 0T Proyio veppov. v ayyeutdo evromifovrot
QAEYLOVAOELS Kl VEKPOTIKEG AALOIDGELS GTO, GTEPAUATO KOl GTO TOTYOUO TOV TPLYOEWKADV
ayyeiowv. Ot unvoedeic oynuoticpol amotehovy U €01KN avtidopacn o€ ddpopa epediopata mg
amotéleopa e PAAPNG g axepadtag ¢ Pacwkng pepuPpdvng. H apywkn odon évrovng
KuttopoPpibetog kot eAeypovig (kvttapikol pnvoewels oynuaticpol) akoAovBeitor amd v
avdntuén tvoong (voodelg pnvoewdeic oynmuoatiopol.) H mapovsio Kuttopik®dv CYNUOTIGULOV

oyetiCetot pe KOADTEPN omdvtnon oty Bepaneio, 6€ oXEON LE TOVG WVMOELS.

Ytov avocopbopiopd Stokpivovior KaAVTEPO TO. YOPOKTNPIOTIKE Tov KEBe TOmov RPNG. H

napovcio anti-GBM pe ypoppikn evamdfeon katd unkog g facikn pepPpdvng cvoyetiCetan pe
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anti-GBM ka1 cuvdpopo Goodpasture. Xe peydlo moc0ctd GUVLTAPYEL YPUUUKT evandbeon C3,

evd 010 1/3 avevpioketon evamobeon IgA kot IgM.

2TV 0VOGOTEVIKY| GTEPAUUATOVEPPITION, OO VTOINAMVEL Kol 0 OPOG, OAMIGTOVETOL ATOVGIN
AVOGOCQUIPIVAOV KOl KAUGUAT®OV TOV GUUTANPOUOTOS HE GLUVOOO vmorn oI TEPLOYN TV

unvoewwv oynuatiopmv (Berden et al., 2010).

8.9 Mpoyvoon
H moapovcio unvoeddv oynuaticp®y 6€ TeEPIGGOTEPO OO TO, G GTEPALATO, O CNUAVTIKOG
Babuodg ivwong, n oAryovpia ,n coPapn emxiPapvvon g VEQPIKNG AElTovpyiog Katd Tn o1dyveoon
Kol M ovaykn vroot)piEng pe eEmveppikn] kdBoporn amoTeEAOVV SUCUEVELS TPOYVOGTIKOVG
mapayovteg yo TNV e£EMEN g anti-GBM onelpapatoveppitidag. O acheveic pe ayyertida Kot
mapopolag Papvtnroc veppikn PAAPN Exovv KaAvtepn THAVOTNTO VO AvTOTOKPBoUY otV 1010
0vVOoOKOTAGTOATIKY] ay®yn. Oco vopitepd Eekvioet 1 Bepamreia, tOG0 peyorvtepn 1 mbavotnto

va avaktn0el 1 veppikn Asttovpyio.

>10ov6 acbeveig pe avosomevik RPGN, n mpocfoin Tov avamveuotikon, 1 EUUEVOVCO TVEVLOVIKT
BAGPNn kar m mapovoio anti-PR3, cuvvoéovianr pe dvouevéotepn mpdyvoon. [Mapdyoviec mov
oyxetilovian pe v mpoodo oe TEXNN, meptroppdvouvv tn cofoapr] veppikn dSucAettovpyio o1
dldyvmon, tn un avtomdkpion oty Bepaneio , TIg TOALUTAEC VITOTPOTES Kol TN LEYOADTEPT NAKiO
(>65 etdv). Qotdc0o, axdpa Kot ot acheveig mov ypedotnioy Bepaneio eEmvePpikng KaBapong
Katd ™ 01dyvmon, uropel va tapouctdcovy BeAtioon g veppikng Aettovpyiag Hetd t Oepaneia.
Ot acBevelg pe MPO-ANCA éyovv kahdtepn mpdyvmon o€ oxéon He avtovg mov Eyovv PR3-

ANCA. H petapodoygvon veppov dev avievdeikvotor og aobeveig pe ANCA ayyeutido.

8.10 O¢gpameia
H Ogpancic ¢ RPGN pe mopovcio anti-GBM, apyiler dpeca pe 1 Poyic veppod Kot
TEPLOUPAVEL TAAGUOPOIPESN YOl TV OTOUAKPLVOY] TV KukAoeopovviwv anti-GBM, kot
EMOETIKT OVOCOKATOCTOATIKY Qly®YT| LE KUKAOP®GPAUION KoL KOPTIKOGTEPOELDN. XTOVG 0ohEVELg

LLE VEQPIKY] OVETAPKELDL KO OLULOTTTVOT|, AVTILETORILOVTOL ETELYOVIMG e TAACUAPAipEST). AvTOD
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OV TOPOVGIALOVY UEUOVAOUEVT) VEPPIKT OVETOPKELN HE avayKn eEmveppikng kdBapong, oev
ypovv emBetikng Oepamneiog, KaOdg dev avapévetor | aueon Petiowon tng vepikng Asttovpyiog
Kot ot Kivéuvol amd v eueavion avembountov evepyeimv eivor moAd coPapoi (Johnson et al.,

1985).

Me ) emitevén veeong, dev yopnyeitar cuvtnpnTiky Bepomeio, eved mapakoiovdeital otevd M
veppkn Asttovpyia ko o tithog aviicoudtov anti-GBM otov opd. Av guepavicovv vrotpomnn,

avTipetoniletol Tov {010 TPOTO TOV AVTIUETOMIGTIKE KOl GTNV TPMOTOSAYVOOT).

H avryetomon mg avoconevikng ANCA ayyeutidoag mepthapPaver Oepomeio emaywyng yio
emitevén TG VPEONC Kol OTN OLVEXEW Yopnynorn Oepameiog cuvimpnong Yy AmoTPomN

VTOTPOTTADV.

H Bepancio emaywyng mepiiapfaver doelg peBuiAmpedviCoAdvng evoopiefing mov axolovbeiton
amd KUKAOPOGPALION EVOOPAERImG G€ punviaieg 00GE1g 1 amd Tov otopaToc. Televtaia, Waitepa
OMOTEAECLLATIKT] QOIVETAL VO VO 1] YOPNYNON KOPTIKOEW DV G GLVOLOGUO pe Rituximab, g101Kd
o€ aoBeveic mov gpeaviCovy NmdTEPN VOCO 1] AVTEVIEIEELS YOPYNONG KUKAOPOGPALIONG, KOl TO
oynuo owtd amoterel Bepameio mpog ypouung (Pepper et al., 2019). H mAacuapaipeon £xet
évoelln oe aobeveic pe mOAD coPapn VEQPIKY OVETAPKED KATO TN OlAYVMOON UE OVAYKN

eEmveppikng kdBapong N o€ acHEVEIC [Le TVELLOVIKT oLopparyia.

H 6gpancio. cuvtipnong neprapfaver alaberompivny, MMF 1 Rituximab (Jayne et al., 2003). ¢
nepintwon vrotpomne, n O6mown cvpPaiver oto 20-25% twv acbevav, yopnyeitor ek véov 1
Bepaneio mov ypnowonombnke g Bepdmeva enaymyns. Oa mpémel va AdPovpe VoY ™
GLVOMKT] 0061 TG KUKAOP®SPapidNg oty omoia £xet extedel o acBevig. To Rituximab @aiveton

va givan n o arotedecpatiky Oepaneia otig vrotponég (Falk & Jennette, 2010).
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KE®AAAIO 9: Emiloyog

H tpéyrovca taivounon tov apoTonadodv omelpouatonodeidv Pacetl g 16TonafoAoyIKng
EIKOVOG OV Ypnoonoteital cuyvotepa PiAoypapikd, Bonbd oty peAétn kot mTePLypaer| TG
kd0e vocoroyikng ovtotntoc. Ta véa ototyeia Tov TPOKLTTOVY O T1 GUVEXOUEVT] EPELVA, EIOIKE
Yo TOVG TABOYEVETIKOVS UNYAVIGLOVG, 00N YOOV GTNV KOAVTEPT KATAVONOT TWV CTEIPOUOTIKMV
nafncewv Ko v otoxevuévn Bepameion tovg. Qo1dG0, e Ta VEQ EVPNLATO, TPOKVTTOVV VEOL
vdTLTOL GE NOT YVOOTEG TabNoelg 1 avayvopilovior véeg Eexmplotéc ovtotTes. Avtd, av Kot
odnyel oV KOAOTEPN KATAVONGT TOVS, SOLVGYEPOIVEL TNV LEAETT] TOV LITAPYOVTIMOV SEOOUEVAOV TNG

BMoypapiog kKot v e€aymyn cvopmepacudtomv, kabmg ot opiopol petaArovTal GLUVEYMG.

ATO TIC VOGOAOYIKEG OVTOTNTEG TOV avaAVONKOY TOPATAVE €ival ac@UAEG VoL TOVUE OTL GTOVG
evMkeg, av kot wwitepa omdvieg, ol mpotonabeic omepapatonddeieg 0dnyobv Guyvh o€
XNNTZ, «abotdviag 1witepa  onuoviikn v dvvotdtto  opbnig  ddyvemong Ko

OMOTEAEGLATIKNG OVTILETMTLONG,

Me v mpod0o ToL ¥pAVoL Kot TNV Katavonon TV TafopucioloyiK®V S1EpyasLdY oL Kpvovtol
miocw amd kdbe drotapoyn, TPOKLITEL 1| AVAYKN avaBeDdPNONG TG TPEYOLCAS 1GTOTOOOAOYIKNG
TaSvopmons. Xe KAmoovg TOHTOVE TPOTOTOOOVS GTEPAUATOVEPPITIONG, Omov 1 ottion péypt
TPOGPATO AVOPEPOTOV MG 1010TOONG, HE TNV OHAELKOVOT TOV TOHOYEVETIKOV UNYAVICUDY TOL

00MYyoVV o€ KaBe KAMviKo-1oTomaforoyikn PAEPN, avTtdc 0 Opo¢ Hotdlel TAEOV TOPOYNUEVOC.

Mo mapaderypa n FSGS avagépetor o évov @OvOTUTTO SPOPETIKAOV SOTOPAYDV, LE
SPOPETIKOVS TABOYEVETIKOVG UNYAVIGHOVG, KAVIKES EKONADCELS Kot amdvinon oty Bepameia.
H npotonadne FSGS cvykatoréyetoar mAéov oTic modokvttonddeieg Kot KMvikd yopoaktnpileton
amod TNV TOPOLGio VEPPMOOIKOL cuvopduov oe acbBeveic pe  FSGS mpdtumo o610 omtikd
LKPOOKOMO, KOl OdyuTN OMOMAGTUVGT TOV TOJ0EWAOV TPOCGEKPOADY GTO MAEKTPOVIKO
pikpookomo. Apa n FSGS, eivar iotomaBoroywkn PAGPN, kot Oxt cvykekpyuévn vocsog. TToAlég
vevetikég BAAPeg mov evromilovtal 6T TOSOKVTTAPA, £XOVV OVAYVOPICTEL GE UL KOl EVIAKEG.
H mopovcia g apoliprotein-L1(APOL1) aAAiiwv, oxetiCovion pe avénpévn €kepact Tov
APOLLI , og acBeveic pe appikavikn Kataywyn Kot avEdvovy katd 17 eopég tov kivovvo yio FSGS

vrodnAdvovtag TV vmapén cuykekpévng popeng FSGS mov ogeidetan 6to APOLL (Heymann
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et al., 2017). O nepurtddoelg FSGS, o1 onoieg dev ekdnhdvoviol pe VEQPMGIKO GHVOPOLO OAAG
10ToT000AOYIKE  eVTOTILETOL OMOMAGTLUVOT TOV TOJ0EWOV TpoceKPormv, oyetilovior pe
deutePomadEic LOPPEG TG VOGOL (OTT™G Y10 TapAdELy Lol 6€ aptodvvapikeés aAlayég) (Sethi et al.,

2015).

H avakdioyn 611 o1 tepiocotepor acbeveic pe MN mapovctdlovv KUKAOQPOPOLVTO AVTIGOUOTO
OV GTOYEVOVV EMTOTOVS GVYKEKPIUEVAOV TPMOTEIVOV TOV TOOOKVTTAP®V, DVTOONADVEL VTOAVOOT)

dwtapoyn (Beck et al., 2009).

‘E& dwpopetikoi 1otomaforoywkoi vrotvmor  IgA veppomdbeiog €yovv TovtomomBel o
YPNOOTO0VVTAL Yo TV KoTdTaln Kot T Tpoyvmon tng vocov. Méypt mpdspata 1 MPGN
Ta&vopovTaV 6€ 3 TOTOVG AVOAOYOL LE TOL EDPNUATO GTO NAEKTPOVIKO UIKPOOKOT0. 2GTOCO 0VTY|
N ta&vounon €xel eykatorerpdei, ko TAEov taSivopeitanl avaioya pe Ta EvpuaTe 6TV €EETAON

avoco@Bopiopov (Sethi & Fervenza, 2012).

Yvvenwg, mAéov avayvopileton koau 1 MPGN o¢ 1ototaboroyikd mpdtumo PAGPng, Oyt wg
OLYKEKPIUEVN VOOOG. TTOALEC TEPIMTMOELG UNVOELOIKNC CTEPALATOVEPPITIONG, ATOdETYONKAY TMG

nrav ANCA Betikn ayysttida pe koplapym v veppikn coppetoyn (Berden et al., 2010).

EmnAéov, évag aplfuog omdviov mpowtomabdv omelpopatonadelidv, cuvilme yavetol oTig

SLPOPETIKEG TASIVOUNGELS TTOL YPTCUYLOTOIOVVTOL.

Me avtd T dedopéva pua arttoraboyevetikn Katdtaén icwg fondnoet otnv koAvtepn taSvounon
peAlovtikd. IIpoxkAnon amotelel n omdmepa GLGYETIONG e TNV 16TOTAOOAOYIKY E1KOVE, TOV

nailel onuovtikd poOA0 TNV BepameLTIKY ETAOYY).
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