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[ToOdoKANON

Ayanntoi ZuvAadeAgol,

To EMN\nviké KoAAgyio Ne@poloyiag kai YnepTtaong (E.KO.N.Y), oe cuvepyacia

pe Tnv EAAnvikn Etaipeia AvocooAoyiag, oTto nAQiclo Tou mpoypduuatog Tne
2 uvexi¢ouevng Eknaideuong, dlopyavwvel To 18° 2 euivapio pe O€uya «AvocoAoyika
npoBAApaTa otn veppoAoyia», otn BaciAitoa peRevwv (Eevodoxeio Casa La
Mundi), 2 - 4 Maprtiou 2012. :

H Ogpatoloyia Tou Zepivapiou gival NOIKIAN Kal ENIAEKTN KAl ANOCKOME( W
KaAUWel TNV napoUca yvwon Kal NPAKTIKA GTO NAQICIO Tou avwTépw B€uaTog. TOo
ol OpIANTEG Kal Eionyntég 600 Kai ol Mpoedpol Twv AIGAEEEWV Kal TwV 2TPOYYU
TpaneQiwv €ival JIOKEKPIUEVOI CUVADEAPOI ToU xwpou Tng NeppoAoyiag,
MaBoloyiag, Tng Avocoloyiag kal dAANwV EIBIKOTATWV. Kal EEEIBIKEUCEWY TNG KAIVI 2
laTpikng EmotAung. .

2.0G NPOCKAAOUME va AABETE PEPOG OTO 2ZEPIVAPIO KAl VO OUUUETACXETE EVE
O€ Jia Onuioupyikn avraAlayn andyewv. Me Tov TpONO AUTOV, NICTEUOUME OTI TO
2 epIvaplo Ba €xel TNy avTioToixn EMITUXia NPONYoUUEVWY EKONAWOEWY Tou E.KO.N.Y.

MapdAAnNAa e TO eMoTNPOVIKG NPAOYPaApUa Ba EXOUUE TNV EUKAIRIA VA YVWPICOUNE

Kal TIG OMOPPIEG TwV [MpEREVV. ‘

O lMNpdedpog Tou E.KO.N.Y.

Fewpylog Bépyoulag



ENIOTNUOVIKO NEOYPAUUA

NMapaockeun 2 MapTtiou 2012

17:00-18:20 Eyypa@ég - NMpocéAeuon

18:20-19:15 Z1poyyUuAn Tpdaneda
Avocoloyikn npoogyyion otn Aidyvwon Twv Zneipayartonadeinv
Mpoedpeio: A. Aypa@i®dtng, A. Xar{nyiavvakog

OpIANTEG:
18:20-18:40 A. Mnaxapdkn: Avoco-naboyEveia TwV OneIpapaTonadeiny
18:40-19:00 . KapayiavvonouUAou: Avoco®Bopiopdg - AvocoioToxnpeia
19:00-19:15 ZulATnon
19:15-20:10 Z1poyyUAn Tpdanela

Neppikd voonpata and AucAeiroupyia TnG eVAAANAKTIKAG 000U
TOU ZUPNANPWHATOG
Mpoedpeio: A. Migpidng, M. Xar¢noTuAiavol

19:15-19:35 A. F'eppevng: Ne@pikd voonuata cuvdedUEVA PE TNV EVAANAKTIKA 000
TOU ZUPNANPWHATOG

19:35-19:55 K. AéAtag: Oikoyevng peoayyeiakn C3 Negppimida

19:55-20:10 2udntnon

20:10-20:20 AidAgipgpa

20:20-20:50 AIGAeEN

O€epaneuTIKA OXAPATA AVOCOKATAGTOAAG

Kal AOIJWEEIG UETA TN VEQPIKN JETAPOCXEUCN
Mpoedpeio: E. Wnuévou, T. Natoe

OpiIAntng: . MucepAig

20:50-21:20 AIGAeEN
EpBoAlacuog oe acBeveig ue xpovia vePpikn avendpKeia
Mpoedpeio: A. Aiapavrénourog, X. Kopwvng
OuiNATpia: M. Kavapiou

21:20-21:30 XaipeTiopoi enichpwv - Evapktipia TEAeTN
Mpoedpeio: I'. BéEpyouAag, A. ABS€Aidou
21:30-22:00 AIGAeEN

pePBeva: o TeEAeUTAIOG NAPADEICOG
Mpoedpeio: I'. BéEpyouAag, A. ABSeAidou
OuiAAtpia: E. TooukaAda

22:00 Ae&iman

Zapparo 3 MaprTiou 2012

09:00-09:30 AIGAeEN
Ne@pimida ZEN - OepaneuTikEg eEENIEEIG
Mpoedpeio: M. Znpoyidvvng, A. BAaxdkog
OpiAnTng: A. MnoUunag

09:30-10:45 X1poyyUuAn Tpanela
MaBoyéveia kai Bepaneia IgA ongipapaTtovePpiTidag
Mpoedpeio: N. NikoAakdkng, A. Z10UANG

OpIAnTEG:
09:30-09:50 A. Kippigng: KAivikn napouciaon IgA ZN. H yeveTtikn Bdon Tng IgA veppondbeiag
09:50-10:30 M. Zrapou: AvoooyeveTikn naboyévela kal Bepaneia IgA XN
10:30-10:45 2ulATnon



10:45-12:00

10:45-11:05
11:05-11:25
11:25-11:45
11:45-12:00

12:00-12:15
12:15-13:30

12:15-12:35
12:35-12:55

12:55-13:15

13:15-13:30

13:30-15:30
15:30-16:30
16:30-17:00

17:00-17:30

17:30-17:45
17:45-19:20

17:45-18:05

18:05-18:25
18:25-18:45
18:45-19:05
19:05-19:20

19:20-20:15

19:20-19:40
19:40-20:00
20:00-20:15

20:15-21:10

20:15-20:35
20:35-20:55
20:55-21:10
21:10-21:25
21:25
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ZTpoyyUAn Tpdanela

Oikoyevng, NpwTtonadng kal deuteponadng ETZK
Mpoedpeio: Z1epy. KanouAag, I. Zrepavidng
OpIANTEG:

K. KoA\6g: Oikoyevng ETZK

M. Kahievtgidou: Mpwtonabng ETZK

Z. Karooudag: Asuteponabng ETZK

YuZntnon

AidAeippa

ZT1poyyUAn Tpdanela

MeTtapbéoxeuon veppoU ané Tn okonid Tng AvocoAoyiag

Mpoedpeio: M. BapAa-AeuBepiwdtn, M. Avdong

OpIANTEG:

M. ZnuponouAou - BAdxou: AVOCOYEVETIKA GUCTAPATA OTN JETAUOOXEUON VEQPPOU
A. Tapdon: Mnxaviopoi andppiyng VEPPIKOU JOOXEUUATOG.

O pdAog TNG PUOIKAG avooiag

K. ®oupTtoulvag: MNopeia kal NpoonTIKEG TNG AVOCOKATACTOAAG

OTn JETAPOOXEUON VEPPOU

ZuZntnon

‘EkTakTn M'evikh ZuvéAguon

EAagpu levpa

AIGAeEN

Avooonevikég ayyelimndeg: Aidyvwon, Alagopikh Aidyvwon
Kal OEPANEUTIKA QVTIMETWNION

Mpoedpeio: M. Mnoupa, Xp. Xar¢ndnunTtpiou

OpiIAnTAG: E. KouAoupidng

AIGAeEN

MAacpa@aipeon - NMAacuadepaneia
Mpoedpeio: A. I'pékag, E. Mpaya
OpiIAnTAG: I. KaAeBpdooyAou

AidAgippa

Z1POYYUANn Tpanela

Aiepelivnon niOavAag oneipapaTovePpiTidag oTo VEQPOAOYIKO 1aTPEIO
Mpoedpeio: A. Anuntpiadng, IN. Koukoudng

OpIANTEG:

X. Mnavtng: (I5ionabng) ZN and evandBeon YovokAwVIKOU KAACUATOG
(Ox1 MuéAwpa kal Apulogidwaon)

A. ABdeAidou: Alapopikn Aldyvwon Taxéwg e§eNlooouevng =N

B. Pwpa: Enaveppdvion N PETA TN VEQPIKN PETAPOOXEUON

K. TacionouAou: ONA wg anotéAeopa o&eiag =N

Zulntnon

Z1poyyUAn Tpdanela

Aguteponabeiq onelPaAPATOVEPPITIOEG

Mpoedpeio: M. Koupéra, M. MadapAéyAou

OpIANTEG:

K. Zrapartélou: OEU Neppimdikd Zuvdpopo-MeTaroipwdng =N
M. KaAavtin: Asuteponabng MepBpavaidng N

>udntnon

Z1pOoYYUAn Tpanela

Aldyvwon ZN pe NAeKTPOVIKO HIKPOOKOMIO

Mpoedpeio: I'. KapkaBéAag, E. Kavakng

OpIANTEG:

M. Aapdapdvng: N6oog AenTng oneIpapaTikng pepBpdvng
. Anpag: AvoooTakToeIdNg Kai lvidoeidng XN

>ulntnon

Zupnepdopara - MpoonTikég

AnoxaipeTioThiplio Aginvo
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Anpntpa Mnaxapdkn
Ne@poAdyog, EmpeAntpia A” NeppoAoyikoU Tuauartog, B ™ MponaideuTikn MaboAoyikn
KAivikha Maveniotnpiou ABnvwyv, Maveniotnuiako Mevikd Noookopegio «ATTIKON», ABhAva

O1 Xneipapatoveppitideq (ZN) anoteholv €va onpavtikG aitio Xpoéviag NeQPIKhg
AveNApPKEIOG NAYKOOUIWG, TO TPITO KaTA o€Ipd YETA TOV Zakxapwdn AiIaBnTn Kal TNV APTNPIAKN
YnépTaon oTov avanTuyPEVO KOOUO0. AVOCOAOYIKOI UNXavIoUOoi NpwTooTaTouv oThv NaBoyEvela
Kal otnv eEENIEN TNG VEPPIKNG PAAPRNG Kal ENOPEVWG N OAOEvVa auEavopevn KaTavonon auTwv
OUVTEAEI oTnv €&eUpPECN MIO AMOTEAECUATIKWVY MPNXAVICUWY AVAXaAiTiong TNG VEPPIKNG
duoAeitoupyiag. O okondg Tng Nnapouciaong eival va napateBoulv ol OTOIXEIWIEIG avTIOPAOCEIQ
kal Ta vewTepa dedopéva otnv avoconaboyeveia Twv XN.

O1 ZN ekdnAwvovTal KAIVIKA PE nokiha cuvdpoua - Mepovwpévn Aiuatoupia n/kai
NeukwpaTtoupia, Ne@piTidIkd cuvdpopo, Neppwolkd cuvdpopo, O&eia kar Xpdvia Neppikn
Avendpkela, Aptnpiakn Ynéprtaon - Ta onoia unayopevovtal and TNV UMOKEIYEVN
naBoAoyoavartopikn BAGRN, Bdcel Tng onoiag npokUntouv dUo Kupiwg katnyopieg ZN: O1 un
PAeypovwdelg (Noocog EAaxiotwv AMNoiwoewv, EoTiaokn ZngipapatookAnpuvon  Kail
MepBpavwdng ZN) kai o1 PAeypovwdelic (IgA Neppondbeia, Metaloipwdng XN,
MeuBpavounepnAacTikn kal Taxéwg EEgNiooduevn). H avoocoloyikn BAGRN cuvdEeTal e TNV
TOnoypa®ia oxXNPATiopoU TwV avoCOCUPNAEYATwV AOyw TNG OOUNG TOU ONEIPAPATOG, MNX
unoeniBNNIaKEG evanoBEoeig Oev €pXovTal O€ ENAPN PE Ta PAEYPUOVEOON KUTTAPA TOU QipaTog
AOYW NApePBOANG TNG BAcIKNG HEPRBPAVNG Kal TNG JOVOSPOPNG PpOopPdc Tou Npdoupou.

H anwAe&ia Tng IkKavéTNTAG TOU AVOOIAKOU CUGTAPATOG VA avayvwpigel «To id10» and To «un
id10», dGNAAdN N ANWAEIQ TNG «AVOXNG TOU EQUTOU» KATEXEI KUpiapxn BEon otnv naboyEveia
TWV autodvoowv voonudTtwv. H pngn tng avoxng eival duvartdv va npokuyel and evooyevn
aimia (MOAUPOPPICUOI TwV Popiwv I0TOoUPRATOTNTAG, TOU CUPnAnpwuaTtog, Twv Toll- like
Receptors, Twv puBUICTIKWV AEUPOKUTTAPWY Kal KUTTAPOKIVWYV) 1/ kal eEwyevn aimia (AOIHWEEIQ
andé Baktnpia, 100G, €kBeon e XNUIKOUG NapAyovTeG Kal pdpuaka). Kevrpikd poAo otnv
avoolaknandvinon diadpapaTidel pia unooudda Twv T AeppokuTtdpwy (TA), Ta T BonOnTikd
(Th - Thelpers CD4 BeTikd), Ta onoia avaAdywg Tou nePIBAANOVTOG TWV KUTTAPOKIVWV KAl TOU
MIKpoBiakoUu napdyovta, B8a diapoponoinBouv oTi¢ unoouddeg Thil kar Th2, agou
avayvwpioouvto avTiyovo and Ta  «AvTlyovonapoOucsIaoTIKG KUTTapa» (Makpo@dya Kai
OevOPITIKA KUTTAPA) MECW TOU MEICOVOG CUPMAEYMATOG ICTOCUMPPBATOTNTAG Kal EIOIKWV
OUVDIEYEPTIKWV popiwv. Ta kUTTapa Th1 napdyouv IFN v, IL-2 kai TNFa kai péow autwv
gevepyonololv Pakpo®dya, endyouv avridpacn eniBpaduvopevng unepeuaicbnaoiag Kail
dleyeipouv Ta BA otnv napaywyn avTiocwudTtwy Nou cUVOEOUV TO CUUNANPWUA, JE OTOXO TNV
oywvonoinon Kai TNV ¢ayokuTTdpwaon (MaAaidTeEPa anokKAAOUUEVOG OPOUOG «KUTTAPIKAG
avooiag»). Ta Th2 kUTTapa ekKpivouv TIG KUTTApoKiveg IL-4, IL-5, IL-10 kai IL-13, npodyovTtag
TNV napaywyn avrticwudtwv IgG ta onoia dev ocuvdéouv cupnAipwpa kal IgE (dpduog
«XUMIKAGavoaoiag»). Mpoo@dTtwg yiveral Adyog yia Ta KUTTapa T pubuioTIKd pe poAo
avocoegniThpnong kai Th17 ta onoia eival npd&evol avocoAoyikng BAARNG.

2TNV «XUWIKN» avocia oxnpaTti¢ovial avoCOCUUNAEYUATA €vaAvTl EVOOYEVWV VEPPIKWV
avTiyovwv n eEwyevwy, Ta onoia eite oxnuaricovral «in situ» €ite nayi®evovral oTo oneipapa.
Evepyonolgital otnv cuvéxeia avoooloyikn BAGBN YEow TOU CUPNANPWUATOG, TNG EKKPIONG
KUTTAPOKIVWYV Kal QUENTIKWY Napayovtwy Kal NPoceAKUoNG GAEYUovwdwv KUTTdpwv (IgA N,
MepBpavwdng 2N). And Tnv dAAn nAeupd oTic QAeypovwdelg =N (ue Mnvoeldeiq
oxnpaTiopoug kar MepBpavoingpnAaoTikn ZN) n KUTTapIKA avooia diadpapaTiel Kupiapxo
poAo. O1 duo avoooloyikoi dpduol aAAnAoenINAEKOVTAl Kal S1adpapaTi(OUV CUYKEKPIUEVO
pOAo otnv nopeia piag ZN.



©a yivel avapopd Kal 0E VEWTEPEG YVWOEIG avooonaboyévelag onwg o poAog TNG
evookuTTdpiag petaBifaong onpatog péow MTOR kal STATS, tou NFKB, Twv devOpITIKWV
KUTTAPWYV TOU VEPPOU, TOU EVOONAACUATIKOU SIKTUOU KaBwG Kail Tou unodoxea Tng Birauivng D.

BIBAIOFPA®IA
1) An Update On Glomerulopathies- Etiology and Pathogenesis. Edited by Sharma S. Prabhakar. Published

by In Tech 2011

2)S-L Yu, W-P Kuan, C-K Wong, EK. Li, L-S Tam. Immunopathological Roles of Cytokines, Chemokines,
Signaling Molecules and Pattern-Recognition Receptors in Systemic Lupus Erythematosus. Review Article.
Clinical and Developmental immunology 2012, Article ID 715190, 14 pages

3) AWS de Souza, DM Junior, JAP Araujo, TTT Catelan, W de Melo Cruvinel, LEC Andrade, NP da Silva.
Immune System- Part lIl. The delicate balance of the immune system between tolerance and autoimmunity.

Review Article. Bras J Rheumatol 2010; 50 (6): 665-94.
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NOZHMATA TON NE®PQN AMNO AYZAEITOYPIIA THZ ENAAANAKTIKHZ OAOY
TOY ZYMNAHPQMATOZ

Avaortdoiog E. l'eppevng

KabnynTtng - Aleubuvtng, Epyaoctipio Avocoloyiag - loToocupBaTtdétntag,
Tunpa latpikng - Maveniothpio ©ecocaliag

Opiopéva veppikd voonuaTa Xxapaktnpi¢ovTal anod YEVETIKEG Kal ENIKTNTEG SIOTAPAXEG,
nou ennpeddouv apvnTikG Tn pUBPICN TNG EVAANAKTIKAG 00U, oTOX0G TNG onoiag &ival o
NEPIOPICPOG TNG EVEPYONOINCNG TOU GUUNANPWHATOG OTNV MNPOCTATEUTIKA YIA TOV OPYAVIOUO
dpdon Tng Kal n diIdcwon TwV IBiwV KUTTAPWV ano TIG SUCHEVEIG CUVENEIEG TNG AVEEEAEYKTNG
€EENENG TNG. ZTa voonpaTa auTd nepiAapBdvovTal apevog To ATUMO AIJOAUTIKO OUPAIUIKO
ouvdpopo (atypical hemolytic uremic syndrome, aHUS) kai a@eTEPOU N VOOOG TWV MUKVWV
evanoBeoewv (dense deposit disease, DDD) h peuBpavolnepnAAcTIKN CNEIPAUATOVEPPITIOA
Tunou Il (membranoproliferative glomerulonephritis, MPGN 1), ka@wg kai n npdoeara
avayvwpliopévn oudda Twv Asyopévwy C3-ongipaparonadei®y. X’ autn TNy TEAeUTaia opdda
katatdoocovTtal MPGNSs, Koivd XapakTnpIoTIKO Twv Onoiwv €ival N Napoucia JEUOVWPEVWV
evanoBecewv C3, xwpig dnAadn Tautdxpovn evandBeon IgG. Opiopéveg and Tig C3-
oneipapaTondOeleg €xouv Ta TUMIKA IotonaboAoyikd eupnuarta tng MPGN |, evid o€ AMeg n
MECQYYEIOKN Kal eMuePPpavikn evandBeon Tou C3 dev cuvodeUeTal and Tn XapAKTNPICTIKN
unepnAacia Tou pecayyeiou. Avtifera, n evandBeon Tou C3 gival AiyoTEPO EkOECNPACEVN
oto aHUS, 6nou o1 BAGREeG evroniZovTal oTo evd0ONAIo Twv JIGAOBISIAKWY APTNPIWV KAl TWV
VEPPIKWV apTNPIOAIWV, UE ANOTEAECHA TNV UNEPMNAAGIA TOU TOIXWUATOG TOUg, Tn Bpduwon
TOUG Kal, TEAIKA, TNV anokOAANon Tou evooBnAiou and Tn Bacikn PepBpdvn Tou oneipduaTog
Kal TN pikvwon Tou TEAEUTaiOU.

2TIG YEVETIKEG aANAYEG NMOU XapaKTNPIdouv OAA auTd Ta VOoNaTa, cuyKaTaAéyovrai: (a)
METAANAEEIG anwAeiag TnG AsimoupyikdTnTag (loss-of-function mutations) Twv yovidiwv Twv
PUBUICTIKWV Napayoviwv Tng €vVAAAAKTIKNG odou H kai |, kabwg Kal TnG pubuIoTIKNG
pepBpavikng npwteivng MCP (CD46), (B) avadiatd&eig Tng eEQIPETIKG QUVAUIKNG YEVWUIKNG
NEPIOXNG TOU YOVISIOKOU OCUMPMNAEYPATOG TwV PUBUIOTWV TNG €EVEPyornoinong Tou
oupnAnpwuartog [regulator of complement activation (RCA) gene cluster] eni Tou
xpwpoowuaTtog 1932, ol onoieg yeimvidZouv Pe 1o yovidlo CFH kal KwdIKonolouv TIG NEVTE
OXeTIZOPEVEG e Tov napdyovta H npwreiveg CFHR1-5, kai (y) peTaANG&eig avgnong Tng
AeiToupyIkoTNTag (gain-of-function mutations) Twv yovidiwv Twv napayéviwv C3 kai B.
AVANOYEG YEVETIKEG OIATAPAXEG TWV NAPAYOVTWY TNG EVAANAKTIKAG 000U €XEI NapaTnPnOEi
OTI ouvOOEUOUV TN YEPOVTIKN EKPUAION TNG WXPAG KNAIGOG Kal TNV €MIKTNTN HEPIKN
ANInoduoTpogia, KATaoTACEIG NMou, o€ AANOTE AANO BaBud, cuvundpxouv N eNINAEKOUV Ta
napandvw VePPIKA voonpata. Or enikTNTEG dIATAPAXEG TNG EVAAANAKTIKNG 0dolU nou
napatnpouvTal oTa VEPPIKA VOONUATa, cuvicTavral KAt apxhv otnv napoucia Tou C3-
vEQPITIKOU napdyovta (C3NeF), n onoia xapaktnpicel kupiwg Tn DDD. O C3NeF eival
auToavTiowpa, nou decueUETal YE TNV EVAAAOKTIKN KouBeptdon Ttou C3 (C3bBb) kai
napeunodicel Tn didonacn TnG. AeUuTEPEUOVTWGS, QUTOAVTICWHATA EVAVTI TwV Napayoviwy B,
H kai | avixveuovral, eniong, cuvnBéoTepa oto aHUS. Koivo anoTéAeopua Tng napouaciag OAwv
QUTWV TWV YEVETIKWV KAl ENIKTNTWV dIATAPAXWV €ival N anwAEIa TNG NPOCTATEUTIKAG YIA TA
KUTTapa TOU OpyavicpoU GUGCIOAOYIKAG pUBUIoNG Kal N, wG € AuTNG, aveEEAEYKTN AeIToupyia
TNG EVOANQKTIKAG 000U, Nou KATaAAYEl oTNV avdanTuén Twv EKACTOTE IOTIKWV BAABWV.

To peydAo €Upog TOU PAIVOTUMIKOU naBoAoyikoU Kal VOGOAOYIKOU (AcuATog, Mou
EKONAWVETAI WG CUVEMEIQ AUTOU TOU KOIVOU NMABOYEVETIKOU UNXAvIoPoU, Gaiveral 0Tl GXETICETAI
ME TN JIAPOPIKN ICTIKN EKPPACN TWV YEVETIKA AANOIWPEVWY PUBUICTIKWY NApAyovIwy TG
€VAANAKTIKNG 080U, YE TN CUPPON TWV YEVETIKWV BAABWV Kal Tn cuvUnapgn Toug PE TNV
NapouUcia auToavTICWHPATWY, AANG Kal PE TIG NEPIOXEG TWV NPWTEIVWV Nou ennpeddovtal and
TIG QVTIOTOIXEQG YEVETIKEG AAAYECG (MEPIOXEG OUVOEDNG [E TNV KUTTAPIKA PEUPREAVN N MEPIOXEG
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nou euBuvovTal yia Tn pubuioTIKN dpdon). H anokdAuywn, ndviwg, TnG SUCAEITOUPYIAG TNG
EVAMAKTIKAG 030U TOU CUPNANPWHATOG WG TOU UMOKEIEVOU NABOYEVETIKOU UNXaviopou OAwV
QUTWV TWV QAIVOTUMIKA ETEPOYEVWV VOCNUATWY, €XEl 0ONYNCEl 0TV avdnTugn BIOAOYIKWV
(PApPAKWY MOU avTaywviZovTal Tnv evepyonoinon Tou, o€ d1dgopa oTdadid TNG, N SOKIPJACTIKN
XPNoN TwV onoiwv €xel dWOoEl EvOaPPUVTIKA anoTeAéoATa.
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MEMONQOMENH, MEZAITEIAKH C3 ZMEIPAMATOMNAGEIA, AOIrQ METAANAZHZ
ZTO ONIAIO CFHR5 ZE 136 AZOENEIZ AIMO 21 KYMNPIAKEZ OIKOIENEIEZ

KAINIKA XAPAKTHPIZTIKA KAl NE®PIKH METAMOZXEYZH ZE 12 AZOENEIZ

KwvoTtavrivog AéAtag!, Kwvotavrivog Bookapidng', MNavvng ABavaciou?,
Fewpylog Kupiakidng®, MixdAng Zapp6g?, AAKng Migpidng*

1. Kévipo Epeuvwv Mopiakng latpikng kal Epyactipio Mopiakng kai latpikAg MeveTikng,
Tunpa BioAoyikwv Emotnpwyv, Mavemotipio Kunpou

2. Tunpa Negppohoyiag, MNevikd Noookouegio Aeukwaiag

3. NMapaokeuaidelo MeTapooxeuTik Kal Xeipoupyiko Kévrpo, Aeukwoia

4. Innokparteio Noookopeio, Aeukwaia, Kinpog

To 2009 £yive yia Np®TN Qopd N avayvwpion piag KAIVIKNG OVTOTNTAG NMOU XapaKTnpIZoTav
and KANPOVOMUIKA pepovwuévn peocayyeliakn C3 onelipauatondOeia nou oQeINOTav O€
METAANOEN oTo yovidlo CFHR5, nou epnA€ékeTal oTn pUBUION TNG EVAAAAKTIKNAG 000U TOU
ouunAnpwpatog (Gale et al, Lancet 2010, Athanasiou et al, Clin J Am Soc Nephrol 2011).
AuTO ENETPEWE TNV AvadPOUIKA Kal NpoonTIKh didyvwaon peydAou apiBpol acBevav ol onoiol
nponyoupevwg napépevav adidyvwoTtol wg alwTalyikoi acBeveiq nou napouciacav
MIKpOQIuaToupia Kal NPoodeUTIKN XPOVIa VEPPIKA avendpKela KaBwWG Kal/n veppondbeia
TENIKOU oTadiou.

'EXOUPE CUUNANPWOE! PIa AenTopEPN HEAETN 136 aoBEVWY OTOUG OMoioug EvTonicaue pia
OUYKEKPIPEVN PETAAMAEN Tou yovidiou CFHR5 (68 dvdpeg kal 68 yuvdikeg) and 21
€AMNVOKUNPIAKEG olkoyEveleg. ONol oI aoBeveiq Epouv pia IBPUTIKN PETAANAGEN nou eivail
dinAaclaocpog Twv gwviwv 2-3. To 90% Twv QOPEWV MNAPOUCIACTNKE ME 10TOPIKO
MIKpoaigouToupiag. 24 acBeveic SnAwoav eniong eneicodia JAKPOOKOMIKNG alpgaToupiag otnv
NapouUGCia MUPETIKWV KATAOTACEWV OAAG 1IBIQITEPWG PETA and AOINWEEIG TOU AVWTEPOU
avanveuoTiKoU cuoTnpaTtog. Autd Ta engicddia eugavi¢ovral va €ival noAU diakpItd Kal
XAPAKTNPIZoUV TNV anWAEIa VEPPIKNG AEITOUPYIAG OE PETAYEVECTEPO OTAdIO oTN {WwN TOUG.
MeTd tnv nAikia Twv 50 e1wv, 30 and Tou 61 Popeig avenTugav NpwTEivoupia Nou Toug
nPodIEBECE OE XPOVIa VEPPIKN VOO0, KUPIWG oI AppPeVveg (24 dvdpeg, 6 yuvaikeg, p<0,001).
TeAikd oT1ddio veppondBeiag avantuxOnke o€ 19 Qopeiq Tng YETANNAENG, 16 Avdpeg kal 3
YUVQAIKEG, eV N avdAuon eniBiwong TG VEPPIKNG Aeiroupyiag katd Kaplan-Meier, emiBeBaiwoe
Tnv NOAU peyalutepn npodidBeon Twv avdpwy, p<0.0023.

Avdpueoa otoug 19 aoBeveig nou avénTugav TeAIkS o1ddio veppondBbeiag (13 eival ev wn),
ol 12 déxBnkav 14 ve@pikd pooxeuuata katd Tnv nepiodo 1987-2009 pe e&alpeTikd
anoTteAéopata. Auo acBeveic 0exOnkav Kal OeUTEPO POoxeuua. 9 acBeveic diateAoUV KaAd,
1-23 xpodvia apyotepa o€ TPINAG OXNUA AVOCOKATAOTAATIKNG Bepaneiag. Avadpopikd
dlanioTWVoUE 6T dUo acBeveig dEXxONKavV JOOXEUPA and TN PNTEPA TOUG N oroia eniong ATav
POPEAG TNG METANNAENG, AAAA €iXE POVO UIKPOOKOMIKA alyatoupia Katd Tnv neEPiodo Tng
METapOOoXeUONG. AuTh N dwPEd VEPPOU Oev PAVNKE va ENNPEACE TN AEITOUPYia TOu VEPPOU
™G unTépag. EnTtd dAAoI acBeveig npoxwpnoav o€ aigokdbapaon n nepitovaikn kabapaon.

H avayvwpion autig TnG vEag oIKoyevoug veppondBeiag Aoyw peTala&ewv oto CFHRS,
avoiyel kaivoupyloug opifovTeg ava@opika Pe Tn didyvwon Pe HeOSOOUG JOPIAKAG YEVETIKAG,
ENITPENEI KAIVOUPYIOUG Kal MOAU evOIAPEPOVTEG GUCXETIGHOUG NABOPUCIOAOYIKAG GUONG Kal
UNOOXETAI KAAUTEPEG KAl MIO ANOTEAECHATIKEG OEPANEIEG OTO PEANOV.
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OEPAMNEYTIKA ZXHMATA ANOXOKATAXTOAHZ KAI AOIMQZEIX
META TH NE®PIKH METAMOZXEYXZH
Fpnyoépiog E. MuogpAing

NeppoAdyog, Aieubuving E.Z.Y., Xeipoupyikn KAivikn MeTapooxeuoewv A.MN.0.,
«IMMNOKPATEIO» N'evik6 Noookopgio ©ecoalovikng, ©ecoalovikn

O1 otéxol TNG oUYXPOVNG AVOCOKATACTAATIKAG Bepaneiag o€ acBeveiq ue VEQPPIKO POOXEUPA OEV
neplopi¢ovral NAéov OToV €AEyXO Twv €neicodiwv O&giag andppIyng TOU HOOXEUUATOG, OAAG
nepIAapBAvouy Tnv peiwon TG VEPPOTOEIKOTNTAG, TNV EAATTWON TWV PETABOAIKWV dIATAPAXWV, TNV
peiwon TNG MBavAeTNTag KakoNBeIag KaBwG eNicNg Kail TNV EAAXICTONOINGCN TOU KIVOUVOU TWV AOINWEEWV.
H npdéodog nou éxel yivel Ta TeAeuTaia xpovia doov apopd TNV avOCOKATACTOAA ATAV NEAyUATIKA
onpavTtikA. MNa oxeddv dUo SeKAETIEG, 01 AVACTOAEIG TNG KAASIVEUPIVNG (KUKAOCMOPIVN KAl TAKPOAILIOUG)
ATAV 0 KOPPOG TNG AVOCOKATAOTAATIKAG Bepaneiag. QoT6c0, N VEPPOTOEIKOTNTA KAl N VEUPOTOEIKOTNTA
TwV Napayoviwv auTwv MNePIOPIZEl onPavTIKA To BepaneuTikd Toug GAcpa. H panapukivn kai 1o
€BepONIHOUG anoTeAOUV TA VEWTEPA AVOCOKATACTAATIKA UE pNXavIopd dpdong nou gival dIaQOPETIKOG
anod ekeivov Twv avacToAéwv TnG kaloiveupivng'. To Mycophenolate Mofetil (MMF) kai To vatpiouxo
AAag Tou puko@aivoAikoU o&€og (EC-MPS) €xouv avadeixBei wg eVAANTKTIKEG AUCEIG TNG alabeionpivng
(AZA), Noyw TG PIKPOTEPNG ENINTWONG TOUG OTNV  €puBponoinon Kal puehonapaywyn, oe oUyKpion PE
Tnv agaBelonpivn®®. TENOG, T JOVOKAWVIKA AVTICWUATA €VavTl TwV UNOJOXEWV TNG IVTEPAEUKIVNG-2
(basiliximab kai daclizumab) avacTéAAouv Tov NOAAANAQCIACUO TWV EVEPYOMOINUEVWY, Kal OXI TWV
adpavay, T-AEPPOKUTTAPWVE Kal aoKOUV €101 EKAEKTIKA OVOOOKATAOTOAA UE NIYOTEPEG NAPEVEPYEIEG
o€ oUyKpIoN PE TNV avTIBUPOKUTTAPIKN opaipivn (ATG).

MoA\G and Ta véa avooOoKATAOTAATIKA (QAPUAKA MOU XPNOoIPonolouvTal o€ AAMNTEG VEPPIKOU
pooxeupaTtog Sl1aB€Touy in vitro dpacTIKOTNTA EvaVTI CUYKEKPIPMEVWY NABOYOVWY HIKPOOPYAVICHWY,
gvioxuouv Tn Opdon dIa@OpwV AVTIMIKPORIGKWY napayoviwy, N nNapoucidfouv XAPAKTNPICTIKEG
aMnAenidpdoelg Pe avTipikpoBiakoug napdyovreg. Ta MMF kar EC-MPS pnopei va ackouv
npooTaTteuTIkn dpdon €vavtl TnG Pneumocystis carinii. O1 0o auTtoi napdyovTeg evioxUouv €niong Tn
Opdon TnG yKavolkAoBipng kal napouciddouv éviovn avTi-IKA dpdon Katd Tou 10U TNG avlpwnivng
avoooavendpkelag Tunou 1(HIV-I). O1 uwnAég duwg ddoeig Tou MMF €xouv CUOXETIOTET e algnon TnG
ouxvoTNTag TNG €V Tw BABEI AoipwEng and kuttapoueyaloié (CMV). H enintwon Tng Aoipwgng and Tov
16 TOU anAoU €pnnTa o€ AMNTEG VEPPIKOU pooxelpaTog ntav napduola oe acbeveig nou €éAaBav MMF
Kal oe 6ooug éAaBav AZA™®. Ye pia avadpopikA woTOcOo PEAETN NAIDIATPIKWY ANMTWV VEPPIKOU
pooxeupaTog n xpnon MMF cuoXxeTioTnKe e onpavTika UPNASTEPO NOCOCTO AOIHWENG 10U aveUEUAOYIAG-
{wompa (P = 0.026)'°. H Rapamycin napoucidZel 1oxupn in vitro JuknTokTOvo dpdon évavtl Tou
Cryptococcus neoformans kai £vavTl ApKETWV NABOYOVWV PUKNTWV OE PETAOOXEUPEVOUG AOBEVEIG.
Qo1600, dev eival yvwoTd av N avOCOKATACGTAATIKN dpdon TNG o€ AANTEG OOXEUPATWV EENEPVA Thv
avTiguknTIaoikn dpdon TnG. O1 NePICCOTEPES PEAETEG TwV MTOR inhibitors (rapamycin kai everolimus)
€X0UV Yivel o€ ouvdUaOoO PE KUKAOoTopivn. H Xxprnon Twv napayovTwy auTwv EXEI CUCXETIOOEI PE peiwon
TNG ouUXVOTNTAG EUPAVIoNG o&giag andppiyng xwpic Tov emnAéov Kivouvo Tng CMV Aoiuwéng'15. Aicel
va onpelwBei 611 To everolimus €xel Ioxupn avacTaATIKn dpdon oe AeuPoUnePNAACTIKA VOCO PETA TN
peTapdoxeuon npokahoupevn and Tov 10 Epstein-Barr®. e 3 Tuxaionoinuéveg, JINAEG-TUPAEG,
ENEYXOWEVEG E EIKOVIKO PAPHUAKO PEAETEG, N ANOTEAECHATIKOTNTA TOU basiliximab oe AMMnTeG vEPPIKOU
pooxeupaTog dev JIEPEPE and €KEIVN TOU €IKOVIKOU Qappdkou'” . H anoteAecpaTtikOTNTa TOU
daclizumab éxel a§iohoynBei o€ 2 TUXQIOMNOINUEVEG, ENEYXOUEVEG WEANETEG OE AANTEG VEPPIKOU
pooxeupaTog. Mia apepikavikn JEAETN'® Bprke cuykpioiua nocootd Tng CMV véoou, eva pia eupwnaikh
UENETN? onpEiwoe PIKkpOTEPN cuxvAaTNTa PPAviong Tng CMV vdoou o€ oUykpion e Tov ATG. Or ENETEG
Mou TEKUNPIWVOUV Thv enaveupdavion HCV Aoipwéng oe acbeveic nou Aappdvouv daclizumab anépepav
QVTIKPOUOUEVA anoTEAECUATA. AUO PEAETEG ACBEVWV PE NNATIKNA UETAPOOXEUON anéTuxav va dei§ouv
Kdanola enintwon Tou daclizumab otnv enavep@dvion Tng Aoipwing HCV?'22) evwy o€ AANeG €Xel
avaQepOei UYPNAOTEPO MOCOCTO UMOTPONWV GE AANTEG NNATIKOU POOXEUPATOG nou €Aapav
daclizumab?324,
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JUMNEPACHATIKA, N avayvwpion TwV POVADIK®WV XAPAKTNPIOTIKWVY TwWV AVOOOKATACTAATIKWV

napayovtwv padi ge 1o EENICCOPEVO PACHA TWV EUKAIPIAKWV AOIMWEEWY (ONWG AUTEG EKONAWVOVTAI
o€ kaBopiopéva Xpovikd dIaoTAPATA PETA TN UETAUOOXEUON) CUVEICPEPOUVONUAVTIKA oTn dIaPOpPIKN
S1dyvwon, TNV QVTILETWNION, KAl TNV NPOPUAAEN TwV AOINWEEWY OTOUG AVOCOKATACTAAUEVOUG ACOEVEIG.
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EMBOAIAZMOI ZE AZ©ENEIZ ME XPONIA NE®PIKH ANEMNAPKEIA

Mapia I'. Kavdpiou

Maidiatpog - AvocoAdyog ZuvTtovioTpia Aleu@uvipia Tunuatog AvocoAoyiag -
lotocuuBatétntag, Eidiké Kévipo & Kévipo Avagpopdg yia MNpwTtonabeiq
Avoooavendpkeleg - Maidiarpikn Avoooloyia, Noookopegio Maidwv «<H ArIA ZODIA», ABnva

EuBoMia kai o poAog Toug

O avBpwnivog opyaviopdg, O6nwg kal KABe opyaviopog avanTUoCEl APUVTIKOUG
pgnxaviopoUg npooTtaciag evdvria oe naboyova yrautév otoixeia.  To avBpwnivo
avooonoinTiIKG cUoTnpa, TO Mo EEANIYUEVO AUUVTIKO GUGTNUA, aVAYVWPIEI CUYKEKPIPEVEG
OUCIEC OTOUG EMITIDEPEVOUG HIKPOOPYavIopoUug, Ta avTiydva, Ta onoia neplopidel Kal
eEoudeTepwVel. AUTO EMITUYXAVETAI UE MOAUNAOKOUG pnxaviopoug npdoAnyng, enegepyaciag
Kal avayvwpiong TwV avTiyovwy, WOTE va evepyonoinBouv Ta NpWTnG YPAPUNG Kai Ta €101KA
OpaoTIKA KUTTaPA kal va napaxBouv ol KATAAANAEG N €IDIKEG N €I0IKEG OUCIEG (MPWTEIVEG
OUUNANPWPATOG, XNUEIOKIVEG, KUTTAPOKIVES, AVTIOWUATA) yia TNV AVTIHETWNICN TOU Onolou
nadoyovou.

O1 gpBoAliacpoi, wg péco npo@UAAENG and Aoluwdn voohuarta, €ival and TG nio
QNOTEAECUATIKEG MEBODOUG €AEYXOU TwV VOowV Tou avBpwnou. O npwTol guRoAiacpoi
MIMNBNKav TN QuoIKkn Aoiuwén. Katd Tnv apXIkn NnpakTikA Tou gpBoAlacuou, o Jenner Kal o
Pasteur dev €ixav yvwon Twv avooonavincEwWY Kal TwV NPOCTATEUTIKWVY Unxavicuwy. Ouwg,
N yv@oNn TwV avOCOAOYIKWV PNXAVICUWY MOU €UNAEKOVTAl OTNV EMITEUEN EMITUXNPEVWV
€UPBOANIaCUWY, EXEI KNIVIKA onpaacia Kal X anAwg BewpnTikO evdiapépov. BonBdel To yiatpod
OTO va xpnaolyornolei cwoTd Ta eYROAIa Kal va EMITUYXAVEI TNV KAAUTEPN AvVOOCIaKA andvinon
TPOMOMNOIVVTAG TN ACINWEN, WOTE va pnv eKONAwOET vooog. O de oxedIaopoOg Twv EPBOAIwY
QMocKOMEN 0TNV ENITUXN NPOCTAGIA £VAVTI CUYKEKPIPEVWY AOINWEEWY NdN nNpiv and Tnv nAIKia,
oTNV ornoia To VAMIo, N YEVIKOTEPQA TO ATOUO, KIVOUVEUEI VA VOONOEI and AUTEG.

O1 yvwoelg Twv otadiowv and Tnv npdcAnyn TOU avTiyovou HEXPI TO TEAIKO dPAOCTIKO
avoooikavé npoidv Tpononolei kal €§eNicoel TNV KABNUEPIVA MPAKTIKA, €101 WOTE va
npooPAEnoupe oe e§apavion Aoipwdwv voonudTtwv Kai Bgpanegia AAMwv. Me TIg Npoddoug
TnG Blotexvoloyiag Exoupe PeTaBei and Tnv enoxn Twv ePBOAIwV PE Toug e§acOevnuévoug n
VEKPOUG UIKPOOPYQAVICHUOUG N Ta OXETIKWG "akatépyaoTa” TOEOEION, OE EKEIVN TWV POPIAKWS
kaBopiopEvwv NpoiovTwy. EninAéov avapéveral, ota ndn anodedelyueva NPOoeUANAGoOVTa
and voooug euROAIa, va NnpooTeBoUV VEQ PE BEPANEUTIKEG EQAPHOYEG. ANG TOUG NOAOUG
napdyovTeg Nou eNNPEAZouV Tn dNpIoupyia evog eNITUxNEVou euBoAiou, eival adlEUKPIVIOTO
noiég eival o NpwTelwV kal kaBopioTikég. Eival n emAoyn Tou KaTAAANAOU NPOCTATEUTIKOU
avTiyévou; Eivar n 0d6g €1c6dou ToUu avtiydvou, n ddon, TO OXAPa avoconoinong, ol
BoNBNTIKEG - EVIOXUTIKEG OUGIEG - POPEIG Tou avTiyovou; Eival, TEAog, o TpdMnog Pe Tov onoio
TO avoolakO undéoTpwua Tou gpPolialopevou Ba kabBopicel Tnv emITuxnpévn N Oxi
avoocoandvinon oTo UROAIO;

Ano 1a NpwTa PEAETNBEVTA Kal aglonoinBévTa «NpoidvTa» TOU AvooiakoU CUCTANATOG gival
TA AVTIOWMATA KAl OTIG YVWOEIG Jag yI’ auTd oTnpixOnkav ol ENITUXEIG EPBOANIACHOI yIa MOANEG
OeKageTieG. H avmicwuaTikA andvrnon Tou GUOIoAOYIKOU atéuou, 0 TUNOG TWV avTIOWPATWV
nou napdyovral ota did@opa €idn Twv avTiyovwy, N NAIKia oTnv onoia o dvBpwnog &ivail
Qavoo0iKavog Kal N NadnTIKn avoconpooTacia TOU VEOYVOU Kal TOU JIKPOU BPEPoug kaBopioav
€V NMOANOIG TO OXNPA EPPONIACUWY.

Ta epBoAia nou xpnoiyonololvTal €ival aNoTEAECHA NOANWDV SIOPOPETIKWY ENEEEPYATINV
TWV PIKPOOPYAVIOUWY KAl TWV avTlyovwy Toug. EmdidkeTal n Tpornonoincon Tng dopng Twv
avTIyOVwV, TWV CUVOEDEPEVWV E QUTA POPIWY KAl TOU GXNUATOG TwV EUROAIACUWV, UE OKOMNO
va EMITEUXOEI anoTEAECUATIKA avooodIEyEPon, oTaBEPnN avocoandvinon Kai avOCOAOYIKNA
pvipn. ANa epuBONIa nEPIEXOUV TpononoiNuéva, KAaTaAMNPAwG enegepyacpéva, avtiydéva Tou
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MIkpoopyaviopou (n.x. TETAvou, dIPOePITIdAg), AANa cuvdUacud avTiyovwy Tou BakTnpiou (M.Xx.
TO AKUTTAPIKG TOU KOKKUTN), GAAA NEPIEXOUV OAOKANPA VEKPG BaKTAPIa (M.X. TO OAOKUTTAPIKO
€UBOAIO TOU KOKKUTN), AANG NEPIEXOUV EENCOEVNEVOUG JWVTEG UINPOOPYAVIOHOUG (N.X. EKEIVO
Tou Bacecille Calmette-Guerin - BCG, n.x. INapdg, noAuopueAimidag). Ta "¢wvra epRoAia” ival
nio anoteAeopatikd and 1a "vekpd', SUWG NPOCOXN, EXOUV NEPICCOTEPEG NAPEVEPYEIEG KAl
avTevdeiEelc.

O1 epBoANiacpoi anookonoUv TNV €NITUXN NEOCTAGCIA €VAVTI CUYKEKPIPJEVWY VOONUATWYV
ndn npiv and Tnv miBavn nAikia véonong and Ta avTioToIXxa VOCAUATA N/KAl GE CUYKEKPIPEVEG
NAaBoAOYIKEG KATAOTAGCEIG. AKOUN, onPavTIKOg €ival 0 pOAOG TOUG OTO VA NPOOTATEUCOUV
€unaBeig opddeg NANBUcPOU N aoBevwv and AoIHWEEIS, OTIG OMnoieg €ival IBIAITEPWG EUAAWTOI.

AcbBeveig pe Xpovia Neppikin Avendpkela (XNA) kal eypBoAiacuoi

O1 aoBeveig ue VEQPIKN AVENAPKEIQ £XOUV AUENPEVO KivOUVO yia AoIWEEIC and NoikIAia
MIKPOOPYQVIOU®YV, IDIAITEPWG and TOV NVEUUOVIOKOKKO Kal Tov 10 TnG nnaTindag B, yia Toug
onoioug Kal anaiteital npootacia (nivakag). O1 acOeveiq pe TeEANIkS oTAdI0 VEPPIKAG VOGOU, GE
OXEON PE TOUG (QUOIOAOYIKOUG, NapouciddouV PEIWPEVN aVTIOWPATIKA andvinon. AKOPN
UNAPXOUV PEAETEG NOU DEIXVOUV ENNPEACHEVN TN AEITOUPYia TOCO TwV T AEUPOKUTTAPWY 600
Kal TwV avTlyovonapOoUCIAoTIK®WY KUTTApwV. Na va gival 0 anoTeEAECPATIKO TO EUBONIACTIKO
NEOYPAPPa cuvIoTATal, AP’ EVOG va EQAPPOLETAl GTA APXIKA O0TAdIAa TNG VOCOU, IDIAITEPWG AV
undpxel NPOONTIKN XPOVIAG AvOOOKATAOTOANG N PETAPNOOXEUONG Kal, a®’ €TEPOU va
AapBdavovtal un’ éyiv ol IB1IaITEPSTNTEG TNG NpwTonaboug voéoou kal TG Aoipwéng and tnv
onoia xpeldZeTal NpooTaacia.

Mivakag: Odnyieq yia eyBohiacuoug oe AcBeveiq pe XNA i und Aipokdapon

EupoAio ZUoTAVETAI AvtevdeikvuTal
Hnartimdag B X
pinng (TIV) X
MveupoviokOKKoU X
pinng (LAIV) X

AvdAloyeg odnyieg e EKEIVES yIa TO YEVIKO NANBUGCUO,
AapBdvovtag un’ dyiv TUXOV CUVUNAPXOUCEG KATAOTAGCEIG

AN\oi gpBoAiacpoi

Na Toug dMoug evOEIKVUOUEVOUG YIa TO YEVIKO MANBUCUO euBoAiacuous v uNdpxouV
I010ITEPEG OUCTACEIG. AUvavTal va YiVOuv EKTOG EEATOUIKEUPEVWY NEPINTWOEWV.

Mpocoxn Kai I81aITEPEG 0dNYIEG IGXUOUV YIa TOUG UETAUOOXEUPEVOUG VEQPOMNABEIG, apou
€ival akoun NEPIOCOTEPO AVOOOKATACTAAPEVOI CUYKPIVOUEVOI [ €EKEIVOUG HPE Xpovia
VEQPONABEIQ, o€ N OxI aipokdBapon. IdiaIrépwg avapepeTal n yaoTpevTepiTida and Rota 16
yla Tnv onoia xpeidZetal npootacia pe augnuévn €voeign ota vania kai naidid.

EpBoAiacpuog €vavTi TOU NVEUROVIOKOKKOU

O epBohiacpog €vavtl Tou MNveupoviokokkou pe 230Uvapo NoAucakxapidiko eUROAIO
(PPV23 - Pneumo 23 n Pneumovax) ouvioTdTal oTouG acBeveiq pe xpovia VEPPIKA
QVENAPKEIQ, VEQPPWOIKO oUVOPOPO N UYETAPOOXEUON VEPPOU, OnNwg Kal 6’ OAOUG TOUG
OVOOOKATAGTAAUEVOUG JE AUENPEVO KiVOUVO YIa NVEUPOVOKOKKIKA AOIUWEN Kal TIG ENINAOKEG
TNG. ZnuelwveTal Og, 6T anod TIG VEPPIKES NABNaoeIg To Ne@pwoikd ZUvOPOOo Eival EKEIVO UE
TOV MEPICCOTEPO KiVOUVO YIA NMVEULIOVOKOKKIKEG AOINWEEIG.

17



O epBoAiaopdg yia kdnoloug anod Toug acBeveiq pe XNA, dnwg Kai yia ekeivoug und
aipokddapaon, ival AiyOTEPO anOTEAECHATIKOG CUYKPIVOUEVOG UE TWV AVOCOENAPKOUVTWY
avOpwnwv. ZTIC NEPINTWOEIC AUTEG TO EPPBOAIACTIKO oXNua eEATOUIKEUETAI KAl YIA va EMITEUXOET
n eNBUPNTA NPOCTAGCIa YNOPEi va XpeIacBoUv NEPICCOTEPEG N UWPNASTEPEG OOCEIG EPBOAIOU.

Ta avriowpata nou dnuioupyouvtal JeTd 1o epROAIo PPV23 diatnpoUlvTtal O NPOCTATEUTIKA
enineda eni 5eTiag. Opwg, o naidid < 10 xpoOvwv Kal 0Toug acBeveiG Nou napaTnpeital
au&nuévn peiwon Twv ENNESWV TwV AvTICWUATWY, N €ival und avoooKATAcTOAA cuvicTdTal
enavepBoAiacpog otnv 3etia. Maidid nou €xouv ePPoAiacTei ye enTadUvauo GUZEUYPEVO
QVTINVEUPOVOKOKKIKO €uBOAio (PCV7) oe nAikia pIKPOTEPN Twv 2 €TWV, PJNOPOUV va
epBoAiaocTouv pe PPV23, étav cupnAnpwoouy Ta 2 €Tn Kal o€ dIAoTNua = 2 YAVEG PETA TNV
TeAeuTaia d6on Tou PCV7. AvTioToIxn NPAKTIKA I0XUEI yIa TA VAMIA NOU €XOUV EUBOANIACTEI PE
10 118Uvapo n 13dUvapo cudeuypévwy Avt-Pn epoAIo. Akdun, undpXouv OTOIXEIa yia TO OTI
0 ouvdUaoPOCg Tou 230Uvapou NOAUCAKXAPIBIKOU EUPBOAIOU UE Ta culeuypéva PBONIQ, UNopEi
Va NPOCPEPEI ENINMAEOV NPOCTATIA.

EuBoAiacpog yia Tnv Hnartimida B

O epBoAliacpog yia Tnv Hnatimda B cuviotdral yia 6AouGg Toug veEPPONABEIG Toug
unown@Ioug yia aigodidAucn, npiv To TENIKO oTddio TNG VEPPIKNG vooou. Na Toug unod
aipoKkdbapon Kal TOUG avOCOKATACTAAPEVOUG ACBEVEIG, cuvIoTATal UPNAOGTEPN NOCATNTA
€UPBOAIoU N NEPICOOTEPES DOOEIG.

Edv 10 gpBoAhiacTikd oxnua apxicel npiv Tnv €vapgn Tng aipgokddapong, o acbevng Ba
NPEENEl va CUPNANPWOE! TO NPEOYPAPPa PUe auénuévn doooloyia, WOoTE va UnNdpXel IKavn
avoooyovikétnTa. H didpkeia TNG avooonpooTaciag eKTiATal 0TI EMTUYXAVETAl oT0 75% -
97% 6owv AapBdvouv uPnAOTEPEG BOCEIC Kal eV NnapaTtnpouvTal cnuavTikeG HBV AoluwEeig
o’ ekeivoug pe enineda avti-HBs avTicwpdtwy (Abs) = 10mIU/mL.

> € aoBeveig, oTOUG OMNoioUG XPEIAZETAI N YVWOoN TNG AVOCIAKAG TOUG KATACTAoNG yid TNV
NEPAITEPW KAIVIKN QVTIJETWMION KAl aywyn, CUVIOTATAl EPYAcTNPIAKOG EAEYXOG 1-2 YNveg PeTd
TNV OAOKANPWON TOU €UROANIACTIKOU OXNPATOG, WOTE VA EKTIMNOEI N avocoonpooTacia Toug.
> e aoBeveiqg pe TiTAoug a-HBs Abs < 10mIU/mL cuviotdral enavepBoNIacuog Kal ENAVEAEYXOG.
AcBeveig nou dev avantioouv avticwuata Ba npénel va eAéyxovtal yia HbsAg kal, €dv 10
anotéAecpa eival BeTIkG, Ba npénel va AGBouv Tnv avTioToIXn avTi-IKA aywyn Kal va
npo@uAaxBouyv ol oikeiol. EAv To anotéleopa eival apvnTiké 6a npénel va BewpnBoulv coBapd
unownaoiol yia HBV Aoiuwén, va evnuepwBoUV yia TIG NPoPUAAEEIG, Kal o€ NePINTwon EKBEONG
oToV 10 XpeIddeTal npoPUAagN pe €181KN (unepdvooo) yia HBV y-cpaipivn.

AkOunN, ol acBeveic o aiyokd®apon Ba Npénel va eAéyxovtal avd €10G Kal va yiveral
avapvnoTIkn 860N TNV NEPINTWON NoU To anoTeAécpaTa Twv avti-HBs avTicwudtwy givai
<10mlU/mL.

AvTiypiniké EpupoAio
O1 aoBeveiq pe coPapn xpdvia VEPPIKN VOO0 AVAKOUV O’ €KEIVOUG YIA TOUG OMoioug
XPEIAZeTal NpooTacia kai and Tn ypinn. Opwg, Nnpocoxn. ZuvicTdrtal To eURONIO pe wvTavod

adpavonoinuévo 16 (TIV) - 6xi To eyROAI0 pe Zwvtavo, eEncBevnuévo 16 (LAIV), To onoio Kal
avTeVOEIKvVUTAL.
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MONAAIKA NMPOIZTOPIKA EYPHMATA TA TPEBENA MAPTYPEZ TOY NAPAAEIZOY

Euayyelia TooukaAda

AvanAnpwTpia Kabnyntpia, MewAdyog - BioAdyog - Ap. NaAaiovtohoyiag,
Touéag MNewAoyiag - Tunpa Mewloyiag A.MN.O., ©scoalovikn

Movadikd eupnpata QEPvouv dIaxpoVviKd 6To pwg Tnv npoicTopia Twv MpeRevwv. MpwTa
o yiyavtag Twv Aunghiov 200.000 eTadv, SNAadn €vag dacoPIog HECHNIKAG EAEPAVTAG BEPUWDV
KAIUATWYV, Tou €idoug Elephas antiquus FALCONER & CAUTLEY, 1847, pe Uyog 0TOUG WHOUG
navw anod 4 PETPa PE XAPAKTNPIOTIKOUG €UBEIG XaAuAlddovTeG. AKOAOUBWS ol YiyavTeg
paoTtédovteg Tng MnAidg 3.000.000 eTwv, dnAadn TepdoTia eniong dacopia NnpoRookKIdwTA
Tou €idoug Mammut borsoni (HAYS, 1834), pe Uyog 3,5 pétpa kar Bapog 6,5 Tdvoug, nou
€ixav xauNiédovTeg Kal ota dUo cayodvia: JEYaAUTEPOUG GTO NAV®W Kal MOAU PIKPOUG OTO KATW
oayoOVvI- XapaKTNPIOTIKO Nou eEEAeIPE Pe TNV eEENIEN. To NPpwTo euydpl XAuAIoOOVTWY Nou
avakaAuQOnke 1o 1997 €ixe eviunwolako peyebog (unkog 4,391.), evw To deUTEPO ZEUYAPI
Tou 2007 akOun peyaAuTepo unkog (5.02u.). Eivar o1 yeyaAUTEPOI TOU CUYKEKPIPEVOU €iIO0UG
nou BpEBnKav OTOV KOOHO, YEYOVOG NMouU KaTaxwpnOnke oTo BIBAIo Twv pekodp Mkiveg 2011.

O1 paoTtédovTeg padi ue dAa {wa deixvouv Tnv eikdva Tou NAapeABOVTOG TNG NEPIOXAG TWV
"peRevidv Nou ATav NoAU dIAPOPETIKA and Tn onUEPIVA: To NnalaionepIBAAlov nepieAduBave
axaveig ektdoelg cadvag pe nAoucia Kai nukva ddon 6nou d1adPapaTioviav OKNVEG Nou
geunvéouv Kivouvo. Meydha capko@dya alAoupoEIdn e TEPACTIOUG NPIOVWTOUG KUVODOVTEQ
(naxaipddovTeg), apKoUdEeg, AUYKEG, ayploBnpia kuvnyouoav Ta qutopdyad, PETAEU Twv
onoiwv PIVOKEPOI, INNAPIA, TAMPOI NoU EVTONICTNKAV NPWTN Gopd oTnv EAAAda (cuyyeveic e
TOUGQ PIVOKEPOUG WE KOAOPRN npofookida), PBooeldn, eAa@OEeIdN Kal aypidxolpol Mnou
nepinAaviétav otnv nepioxn npiv 3.000.000 xpdovia. Ta anoTeAéopaTa TwV EIKOCAETWV
EPEUVWV Kal avaokapwv Tou AlNO ota 'peReva napExouv eEQIPETIKA ONUAVTIKES MANPOPOPIES
yla To YEWAOYIKG NapeABAV TNG NEPIOXNG, yIa Ta €idN NoOu TNV KaTolkoUuoav, yia TNV KaTaywyn
kal €EENIEN TOug, yia To nePIBAANOV oTo onoio {oucayv, yid TIG KANPATIKEG CUVONKEG Nou
nEOTIHOUCAV Kal yIa TN YEWYPAPIKNA Toug eEANAwon: €va NoAU NAoucio oe BAGoTNoN Kal VEPO
nepIBAaMov «Mapadeicou». H YeAETN Twv anoAiBwudtwy divel véa didotaon otn cUvOETN
eikéva Tng Puoikng loTopiag T6éo0 TNG nepioxng, 6co kai Tng NA Eupwnng. H onoudaidétnta
TWV NAAQIOVTOAOYIKWV EUPNUATWY TEIVEI NPOG TNV KATEUBUVON yia Th dnpioupyia kal opydvwon
€vOg noAuduvapou Kévtpou kal Mouaceiou MNaAalovToAoyiag, To onoio 6a anoTteAécel Thv
€EENEN TOU onpepivou Mouaoegiou To onoio €AKel Ta TEAeUTaia €Tn TO EvOIAPEPOV TOU EUPU
Kolvou, anoAapBdvel To evolapEpov TG d1EOVOUG ENICTNPOVIKNG KOIVOTNTAG KAl TUYXAVEI
MEYAANG npoBoAng and Ta eBvika kai diebvh MME.
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NE®PITIAA ZEA - ©EPANEYTIKEZ EZEAIZEIZ

Anpnatpng Mnouunag

Kabnyntng Maboloyiag, MaboAoyikn - Peupatoloyikn KAvikn,
Maveniotnuiako Mevikd Noookopegio HpakAeiou, KpATtn

E. Kpacouddkn, I'. MngpToidg

Mepinou 50% Twv acBevwv Pe cuoTnUaTiKO £puBnuaTwdn AUKo (ZEA) 6a epgpavicouv
vEQpPITIOa. H veppiTida au&dvel Tn BvntdTNTa KAl TOV KiVOUVO YIa VEQPIKN AVENAPKEIA Kal
kapdiayyelakn véoo. H Unap&n onpavTik®v d1a@opwyV oTNV AVTIUETWNION TNG VOOOU OE
ouvduaopd e Tnv npdéoeaTtn dnuocieuon peyAAwv PEAETWV PE agidnioTa dedouéva,
anoTéAecav To €vauopa Tia Jia npoondBeia d1Iatunwong CUVAIVETIKWY 0dNYIWV BACICUEVWV
o€ eVOEIEEIG Kal ENi anouciag Toug oTN yVWPN EISIKWV.

[’ autd 10 okond cuykaAéoape oudada 30 e1dikwv PeupatoAdywv, NeppoAdywv Kal
MaBohoyoavatdpwy naidwv kal evnAikwv. Me peBodoloyia «AeAwv» diatunwdnkav 14
epwtnoelg (Mivakag 1) yia Tig onoieg €yive cuoTnuaTikA BIBAIOYPAPIKN €PEUVA.

Mivakag 1: EpwtApara

1 Ailayvwon. lNoieg givar o1 evOeiEeIg kal n BEATIOTN XPOVIKN NEPIOSOG yia Bloyia veppou
o€ acBeveiq pe EN; Yndpxel d1apopd o€ oxeéon pe aoBeveiq ue AAAN VEPPIKN vOOO;

A&ioAoyion Tng katdtaing ISN/RPS 2003. lMoia n npoyvwoTikn a&ia Twv
anoTeAecPATWV TNG VEPPIKNG Bloyiag;

-A€iKTEG €veEPYOTNTAG / XPOVIOTNTAG, OMEIPAUATIKN  KUuTTapofpiBeia, Pabuog
owAnvapodidpeong diNBnong

Yndpxel KaAN cUCXETION PETAEU TwV PIOXNPIKWV EEETACEWV 0POU (ENAVAAaUBAVOUEVEG
METPNOEIG KPEATIVIVNG, KABapon KpeaTivivng kal PXA), Tou opoAoyikoU eAéyxou (anti-
3 dsDNA, anti-C1q, C3/C4), Tng €&€1aong Twv oUupwv (YEVIKN oUpwV, UIKPOOKOMIKNA

€EETAON, KUTTAPOUETPIO PONG, UMOAOYIOUOG MNPWTEIVOUPIAG) Kal Twv diapopwv
Bloé)f_llKTd)v Tng vooou (NGAL, dAAol) e Ta eupnuaTa TG VEQPIKNG Broyiag otn veppimda
TOU AUKOU;

4 | ©gpangia. lNMoleg o1 evOEIEEIG yIa EvapEn avoooKATACTAATIKNG Bepaneiag;

Moia gival Ta CUYKPITIKA OTOIXEIA yia Ta o@EAN Kdl TOUG KIVOUVOUG TwV NAPaKATw
OepaneuTikwv NapepBdcewy, avaloya Pe TNV IOTOAOYIKN TAEIVOUNON TNG VEPPIKNG
vOoovu;

5 -Xpnon_ YAUKOKOPTIKOEIDWY (BIaQOPETIKEG SOCONOYIEG Kal TPOMOG XOPnynong),
avaoTOAEWV KAAGIVEUPIVNG, agadeionpivng, KUKAOGWOPAUIdNG, UUKOPAIVOAIKOU
o&€og, IVIG, nA\acuagaipeong, BIOAOYIKWV MNApayovTwy.

6 Mwg opideTal kaAUTEPa 0 BEPANEUTIKOG GTOXO0G TN VEPPITIOA TOU AUKOU;

-UEPIKN N MANPNG avTandKkpion, XpAvog avTanokpiong, SIAPKEIa UPEONG, AVOEKTIKA vOOOG

ZupnAnpwuaTiKn Bgpaneia otn ve@pitida Tou AUKou. [loia €ival Ta oToIXeia yia 1a
OQENN Kal Toug KIvOUvoug and TIG akOAOUBEG CUPNANPWUATIKEG Ogpaneieq otn
7 | veoppinida Tou AUKoU;

-ACE-inhibitors/ARBs, diITtTavBpakiké vaTpio, EAeyxog Aimdiwyv, XaunAn déon acnipivng,
USPOEUXAWPOKIVN

MapakoAoUdnon TnG e§ENIENG TNG VOOOU pE SIAPOPES HEBOGDOUG.

8 | ZUykpion PETAEU BIOXNUIKOV EEETACEWY, OPONOYIKOU €AEyxou, €EETAONG OUPWY,
BIodEIKTWY KABWE Kal TNG ICTOAOYIKAG EIKOVAG GE NEPINTWON eNavAAnNyng Tng Blowiag

9 Mola gival n npoyvwoTIKA a&ia Twv BIoXNUIKWV EEETACEWY, TOU OPOAOYIKOU EAEYXOU
NG €EETAONG TWV OUPWV, TwV BIODEIKTWV OPOU/oUpwV GTN VEPPITIOA TOU AUKOU;
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Xpovia ve@pikn vOooG Kal VEQPPIKN v6oog TeAIkoU otadiou (ESRD) oto ZEA.
10 Yndpxouv dIaGOpPEG ot emiAoyn Tng Bepaneiag (cupnepidauBavouevay Twv

Bepaneiwv UNoOKATAGTACNG TNG VEPPIKAG AEITOUPYIAG) OE CUYKPION UE AOBEVEIG XwPIg
SEN;

Ta avTipwo@OAINISIKA avTiowuara Kai o Veppog oto XEA. MNMwg al\dlel n
1 npdyvwon Kai n Bepaneia pe Tn napoucia avTipwo@OAINISIKWY AVTICWUATWY OTOV 0pO

N IGTOAOYIK®WV OAAOIWCEWY GTO VEQPPO OPEINOUEVEG GTO AVTIPWOPOAINISIKG CUVOPONO
0€ aoBOevVEig Ye VEQPITIOO TOU AUKOU;

Ne@piTida Tou AUKOU Kal €yKupgoouUvn. [Nola €ival n BEATIOTN QVTIUETWNION TNG
12| veppimidag Tou AUKOU o€ £yKUOUG acBeVEig (Ue Upeon N €Eapon TG vOoou KaTtd Tn
OIdPKEIa TNG EYKUPOOUVNG);

Ta anoteAéopata TNG €PEUvag Napoucidodnkav oTnv oudda n onoia dIaTunNwoeE TIG
odnyieg. O1 odnyieg npoTeiveral va avakoivwBouv npoocexwe o€ Eupwnaikd Peupartoloyikd
kal NeppoAoyikd neplodikd kai ivail o1 §ng (Mivakag2):

Mivakag 2: ZuvaiveTikéG Odnyieg

Evoeigeig yia apxikn ve@pikn Bioyia.
-2.€ aoBevEig PJe onuEgia VEQPIKAG CUPPETOXNG, ONwG npwTeivoupia = 0,5 g/24wpo
1,3 | oe enavahauBavoueveg PETPAOEIG, IDIWG e cuvodd ONEIPAUATIKA AlaTouUpia.

-Eival avaykaia, dedouévou OTI OTIG NEPICOOTEPEG MEPINTWOEIG TA KAIVIKA N
gpyaoTnplakd dedopéva dev unopouv va NPoBAEYOUV e akpiela Ta eupnuaTa TNG.

MaBoAoyoavaTtopiKn €KTiNON TNG VEQPPIKNG Bloyiag.

-2uviotdtal n xpnon Tou ISN / 2003 RPS cuothpartog ta&ivépnong e okonod tnv
2 | aEloAGynoN TwV CREIPAPATIKGY AAAYWDV, TWV SEIKTWV EVEPYOTNTAG/XPOVIOTNTAG TNG
vOooU Kabwg Kal Twv owANVapodIAUECWY Kal ayyeIakwy BAaBWV nou oxeTi¢ovTal
ME Ta avTIQWO@OANINISIKG avTIoWPATA/aAvTIPWOPOAINISIKO CUVOPOLO.

EvOei&elq avoOOKATAOTAATIKNG AywynAG Kal OEPANEUTIKA oTPATNYIKA OTN
VEPPITIOa TOu AUKOU.

“Evapén avoookaTtacTaATikng Oepaneiag avdloya HE TO aAnOTEAECUa TnG
OlayvwoTiKAG Bloyiag. O1 avocoKaTAoTAATIKOI NAPAYyOVTEG GCUVIOTWVTAl OTnV
veppimida otadiou NIA A A / C (= V) kai IVA, n IVA / C (£ V), kaBwg eniong kai atn
veppondBeia otadiou V, 6tav n npwteivoupia unepPaivel To 1 g/24wpo napd Tn
Xopnynon avacToAéwv Tou G&ova pevivng-ayyeIoTEVOIVNG-aASOCTEPOVNG.

-O BepaneuTikGg OTOXOG Eival N HAKPOXPOVIa dIATNENCN TNG VEPPIKNG AEIToupyiag,
N NEOANYN TV EEGPCEWV TNG VOOOU, N ArNo(UYN TwV NAPEVEPYEIWY TWV PAPHUAKWY,
KaBwg Kal n BeAtiwon Tng noidéTnTag {wng. ZKonog, N NANPNG ANoKATaoTacn Tng
VEQPIKN AeToupyiag pe npwteivoupia <0,5 g/24wpo kal puoiooyiké n otaBepo PEA.
-H avtanokpion otn Bgpaneia opideTal wg n peiwon TouAdxioTov Katd 50% Tng
npwrteivoupiag n n ota@eponoinon n avgnon Tou PXA, kal eniTuyxAveral o€ 6 €wg
12 pnveg petd Tnv évapén Tng aywyng.

4,6,9

©¢epaneia eVNAIKwV JE VEQPITIOA Tou AUKOU

ApxIKn Bepaneia

-Ze aoBeveig pe veppinda 1aENG llla or lllac (V) kai 16Eng IVA n IVA/C (£V)
OUVIOTATAI WG APXIKN BEpangia 10 YUKOEAIVOAIKG 0&U (MPA) (mycophenolate mofetil
[MMF] n mycophenolic acid sodium [eMPA] ce 1coduvaun 66cn) N xaunin
evOOPAERIa DOoN KUKANoPwaopauidng (CY) (cuvolikd 3g), dedouévou Tou uynAou
5 | Noyou anoteAecpaTikOTNTAG/TOEIKOTNTAG MOU  €XOUV, OE OuvdUAoUO UE
YAUKOKOPTIKOEION.

-O1 aoBeveiq pe SUOPEVEIG NPOYVWOTIKOUG Napdyovreg (oegia emdeivwon Tng
VEQPIKNG AEITOUPYIAG, PNVOEIDEIG OXNUATIOHOUG N IvddNn VEKpwon), TiBevTal oe
napdpoia aywyn, wotdéoo n CY unopei va xopnynBei  unviding oe uynAOTEPEG
dooeig (0.75- -1g/m?) yia 6 pufiveg n ané 1o otépa (2 éwg 2,5 mg/kg /nuépa) yia 3
MAVEG.
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-MNa va au&nBei n anoteAeopaTikGTNTA KAl va PEIWOOUV Ol BPOICTIKEG NAPEVEPYEIEG
TWV YAUKOKOPTIKOEIOWYV, XOPNYEITal TAUTOXPOVA PEOUANPEDVICOAOVN (3 CUVEXOUEVEG
woelg IV 500-750 mg) kar otn cuvexeia npedvi¢évn and 1o otoua (0,5 mg/kg/nuEpa)
yia 4 €Bdouddeg, ye otadiakd pelouuevn d6on (Ewg < 10 mg/nuépa) o€ 4 ewg 6
pnveg. MNa acBeveig nou n Bepaneia pye MPA kai CY anoTtuyxdvel, €ite AOyw pn
avtanokpiong N AOyw aveniBuuntwy evepyeiwv, npoteiveral aAhayn andé MPA ce CY
n ané CY oe MPA n rituximab.

-2 ve@pimida TaEng V pe veppwoikou emnedou npwreivoupia, To MPA (MMF d6on:
3g/npepa) oe cuvduaouod pe Npedvi¢ovn anod 1o otoua (0,5mg/kg/nUEpPQ), PNopei
va xpnoigonoinfei wg apxikn Bepancia. H CY, o1 avaoToAeiq KaAcoiveupivng
(kukhoonopivn, tacrolimus) n To rituximab cuvioTwVTal WG EVAAAKTIKEG ENIAOYEG OE
MEPINTWOEIG N AVTANOKPIONG.

-H alaBeionpivn (AZA) unopei va xpnoiyonoinBei evaA\akTika Twv MPA n CY, og
EMIAEYUEVOUG A0BDEVEIG XWPIG OUCUEVEIG NPOYVWOTIKOUG NapdyovTeg Kal éTav Ta
napandvw @Appaka avrevoeikvuvTal, dev gival avektd n diaB€oiya. H xpnon
alaBeionpivng CUVOEETAI PE HEYAAUTEPO KivOUVO UNOTPONNG,.

©¢epaneia ocuvtApnong

-2e aoBeveic nou napoucidlouv PBeATiwon, ouvioTdTal CUVEXION TNG
QAVOOOKATAOTAATIKNG aywyng €ite ye MMF (apxikn déon 2g/nuépa) n e AZA
(2mg/kg/nuEpa) yia TOUAAxIoTov 3 Xpovia, o€ cuvduacud HE XapnAn docn
npeoviZovng (5-7,5 mg/nuépa) e oTadiakn SIaKOMN TOUG

-O1 acBeveig nou avranokpiBnkav otnv apxikn Bgpaneia pe MPA cuvexidouv Tnv
idia aywyn. EEaipeital n nepintwon eykupoouvng, ondTe Kai yivetal aA\ayn oe AZA
npiv and Tn cUNNyN.

-Q¢ Bepaneia cuvtnpnong oe veppiTida TAEng V xpnoipgonoloUvTal Ol aVACTOAEIG TNG
KAAGIVEUPIVNG

ZupnAnpwpuaTikn gpaneia otn ve@piTida Tou AUKOU

-Xpnon a-MEA n ARBs ce acBeveic pe npwreivoupia (>0.5g/24wpo) n unéptaon
-Xpnon otativiv oe gppévouca duchimdaiyia (target LDL-C 2.58 mmol/L [100
mg/dL]).

-H udpo&uxAwpokivn Pelwvel TIG EEAPTCEIC TNG VOCOU Kal NEPIOPICE] TIG VEPPIKES Kal
kapdIayyeIakeS BAABEG

-Xpnon aKeTUAOGAAIKUNIKOU 0E€0G o€ aCBEVEIG PE avTIpwOPOAINISIKA avTiowuaTa,
Xopnynon cuunANpwdTwy acBeoTiou kal Birauivng D kal avoconoinon pe pn-{WvTeg
MIKPOOPYAVICHOUG PEIMVOUV TN CUVOCNPOTNTA

-MBavn xpnon avTiNNKTIKAG aywyNng & EUPEVOV VEPPWOIKO cUVOPOUO e aA\Boupivn
opou <20g/L n napouacia avTipwoPONMIDIKWV AVTICWPATWY

8,9

MapakoAoUOnon Kal NPéyvwaon TnG VEPPITISag Tou AUKOuU.

-O1 acBeveig pe evepyod veppimda npenel va aglohoyouvTal TOKTIKA, UE KaBOoPIoHS
O€ KABE enioKewn ToUu cwpaTIKoU BApOoUG, TNG APTNPIAKNG MIECNG, TNG KPEATIVIVNG
opou, Tou eGFR, Tng aABoupivng opou, TnG NpwTEivoupiag, Tou IZAPATOG oUpwY
(Mikpookonikn extipnon ), Twv C3/C4/anti-dsDNA avTiowpaTtwv Tou 0pou Kai Tng
YEVIKNAG qipaTog.

-To Nimidaiyiké NPOo@iA Kai Ta avTipwo@OAIMISIKA AvTIOWUATA NPENEI va PETPWVTAI
oTnv apxn Kai va napakoAouBouvTal Kkatd nepiodoug.

-ANayEG oTnv KpeaTivivn opou (eGFR), npwreivoupia, enineda aipocpaipivng Kai
oTNV apTNPIaKN niecn anoteAoUv NPOYVWOTIKOUG NAapdyovTeEG OTh VEQPITIOA TOU
AUKou.

-O1 eMoKEYEIG NpENEl va npoypappaTi¢ovTal kKABe 2 pe 4 €BSoOUAdEG yia TOUG
NPWTOUG 2 €wG 4 YNVEG PETA Tn diIAyvwon N TNy €Eapon Kal 0Th CUVEXEIQ avAAoya
ME Tnv avrandkpion otn Bgpaneia. H napakoAouBnon Twv VEQPIKWV Kal
eEWVEPPIKWV EKONAWOEWV TNG VOOOU MNPENEI VA YIVETAI KAOE 3 €wg 6 PNVEG TAKTIKA
Kal KaB'dAn Tn diapkeia Tng Zwng Tou acBevoug.
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-EnavdAnyn tng Blowiag npéEnel va yiveTal 0 CUYKEKPIYEVEG NEPINTWOEIG, ONWG OE
emdEeivwon N o€ UN avTanoKpion CE AVOCOKATACTAATIKOUG N BIOAOYIKOUG NAPAYOVTEQ
(anoTuxia peiwong Tng Nnpwteivoupiag katd TouhdxioTtov 50%, enipovn NpwTeivoupia
8,9| yia xpoviko didoTnua PEYaAUTEPO Tou evOg €Toug Kai/mn emideivwon Tou GFR ), n og
unoTponn yia va Katadelxbei n aAkayn otnv IoTOAOYIKA TAEN, TOug OEiKTEQ
EVEQYATNTAG/XPOVIOTNTAG, TNV MPOYVWON KAl YIa TNV avixveuon MV naBoAoyIKwv
EUPNPATWV.

Avniyetwnion ESRD oTtn ve@pitida Tou AUKou.

“ONeg o1 p€BodoI unokatdotacng TnG VEPPIKAG AeiToupyiag pnopoulv va
xpnoiyonoinB®ouv oToug acBeveig ue AUKo. QoTO00, UNAPXEl QUENPEVOG KiVOUVOG
MoOIUWEEWV YIa TOUG A0BEVEIG o€ NEPITOVAIKA KABaPoN UNG AVOCOKATACTAATIKN Aywyn,
10| Kal ayyelokwv BpopPWoEWY 0TOUG ACOEVEIG PE aVTIQWOPONMISIKA aVTICWHATA.

-MeTapdoxeuon cUCTAVETAI OE ACOEVEIG XWPIG N Ye xaunAou Babuou evepydTnTa yia
TOUAAXIOTOV 3 PE 6 PAVEG KAl PUE TN XPNoN JOOXEUUATOS anod {wvta 60Tn. ANapaitntog
0 EANEYXO0G YIa aVTIQWOPOAIMIOIKG avTIoWUaTa AOYWw CUCXETIONG UE AYYEIAKES BAARBES
OTOV JUETAPOOXEUBEVTA VEPPO.

Ne@ppondabeia oxeTi{OpUEVN PE TO AVTIQWCPOAINISIKG cUVOpouo oTo ZEA.

11 . . . . .
2uvioTaTal Iaywyn Pe udPoEUXAWPOKIVN, avTiIAIONETANAKA A AVTINNKTIKA

Ne@piTida Tou AUKOU Kal EyKupoouvn.

-2uviotdTal o€ aoBeveig ye UPeon Tng vooou, NpwTeivoupia <0.5 g/24wpo Toug
nponyoupevoug 6 pnveg kai eGFR >40ml/min. ®dpuaka nou pnopolv va
xpnoigonoinBouv gival n udPoEUXAWPOKIVN KABWCS Kal JIKPES 06ong npedvicovng, AZA
N avaoToAéwv KAAGIVEUPIVNG, Onou KpIOei anapaitnTto, evw Ogv anaiteital aAAayn Tng
12| aywyng ek Twv npoTtéPpwv. TO AKETUAOCAAIKUAIKO OEU WEIDVEI TOV KivOUuvo
NEOEKAQUYIaG. ZuVIOTATal EKTIUNON Twv acBevwv KABe 4 €Bdouddeg and €idIkG
naBoAdyo Kai yuvaikoAdyo.

-2 € nepintwon €§apong Tng vooou katd Tn dIAPKEIQ TNG EYKUPoOoUvNg, N Bepaneia
eEaptarar andé TN coBapdTnTa AQUTAG KAl AvTIUETWNIZETAI YE TA NpoavaPePOEvTa
@adppaka n pe IVIG, avoconpoopdpnon h nAacpapaipeon.

AvTigeT@MION TNG VEQPPITIOAG oTa naidid.

-H veppimda Tou AUkou ota naidid, CUYKPITIKA JUE TOUG EVANIKEG, €ival MIO ENIOETIKN Kal
napouca cuvnBwg anod Tnv apxn g vooou. QoTt6oo, n didyvwon, n Bgpangia kai n
napakoAouBnon gival idia Pe Twv EVNAIKWV.

-Eival anapaitntn n cuvepyaoyia pe €181IKO-evNAiKwv TOCO yia Tnv agioAdynon Tng
BOepaneiag 600 kal Tn BEATIOTONOINGN TWV PJAKPONPOBECUWY ANOTEAECUATWY.

EAnioupe 611 autég o1 odnyieg Ba BonBrnoouv otnv BEATIOTN BEpaneia TNG vEPPITIdOAG Tou
2EN 1600 oT1a naidid 660 Kal 6TOUG EVNAIKOUG.
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KAINIKH NMAPOYZIAZH KAI FENETIKH BAZH THZ IgA ZMEIPAMATONE®PITIAAZ

Anuntpiog Kipuighg
Eniotnpovikég AieuBuvting Movadag Xpéviag AipokaBapong, «EuayyeAiopog», Bépoia

I. KAivikn napouciaon Tng IgA oneipapyaroveppitidag

H IgA veppondBeia (IgAN), eival n cuxvoTepn NPwTONAONG oneIPAPATOVEPPITIOa o€ OO
TOV KOOUO. XTO ONTIKG PIKPOOKOMIO, N €IKOVA PNOPEI va MOIKIAEl and ANIa PJECAYYEIAKN
UNEPTPOPIa €wg eEWTPIXOEIBIKA UNEPNAQCIa TwV CNEIPAPATWY, JE OKANpuvon Kal diduecn
ivwon. ZTov avoocopBopIiopd n vOoOG XapaKTNpIiZeTal and PECAYYEIQKESG evanoBEoelg IgA,
Kupiwg noAupepouqg IgA (plgA) Tunou IgA1, nou ocuxvd ouvodeletal and evandBeon
napdyovra C3 Ttou cupnAnpwparog, nponepdivng kal IgG. Qotdoo, ival ocnpavTikd va
ouveIdNTONOINCOUPE OTI, AV KAl Ol JECAYYEIAKESG evanoBEcelg IgA gival anapaitnteg yia Tn
didyvwon tng IgAN, n didyvwon Tng IgAN dev gival unoxpewTikn o€ k&Oe dTouo pE
peoayyelakég evanobéoeig IgA. ‘ETol, IgA evanoB€oeig napatnpeital eniong o€ ATopa Xwpiq
€VOEIEEIG VEQPIKNG VOOOU, O ouxvOTNTa Mou Kupaiverar and 3 €wg 16% EmnAgov,
evanoBeoeig IgA avapEpovTal kal o€ AAEG HOPPEG OMNEIPAPATOVEPPITIOAG, I81aITEPA TO VOOO
Aentng Baocikng pePBPAvNg, Tn VEQPITIOQ Tou AUKOU, TN VOOO EAAXIOTWV OANOIWCEWYV, KAl TN
dlaBnTIKN veppondBela.

H IgAN eugavideTal oe onoladnnote nAiKia, aAAd cuvnBwg n nAIkia €vapgng eival otn
deuTepn N TPITn dekaeTia TNG wng. Ta dppeva dropa Ndoxouv cuxvoTepa and Ta BnAea, ot
avaloyia 2:1. O1 nepiccdTePOl acOeveiq pe IgAN gupavidouv PIKPOOKOMIKA alpaTtoupia Pe A
Xxwpi¢ nnia npwreivoupia. Mepinou 1o 40% Twv acBevwv €xouv €NeIcOdIA YAKPOOKOMIKNG
aipaToupiag, Nou PEPIKEG POPEG ENovTal AOINWEEWY, cUVNBWG TOU AVWTEPOU AVANVEUCTIKOU,
€va Qaivouevo yvwoto wg "oup@apuyyimikA' aigatoupia. AMEG AOINWEEIG, ONWG Tou
YAOTPEVTEPIKOU N TOU OUPOMOINTIKOU CUCTAPATOG €X0UV €niong avapepBei OTI unopei va
nponyouvTal TNG JAKPOOKOMIKNG aipgaToupiag. H npwTeivoupia gival cuxvA Kal ynopei va
Kupaivetal ané nnia npwTeivoupia p€xpl VEPPwoikd cuvdpopo. TENOG, n enaveppavion IgAN
OTO VEQPIKO POOXEUUA €ival KOIVA, EUPNPA NOU UNOONAWVEI pIa AAOV CUCTNUATIKA VOCO.

H IgAN BewpouvTav yia peydAo xpoviko didotnpa KaAondng vooog. ZNPePa gival capeg
o1 10 30 - 40% Twv acBevwv Pnopei va avanTu&el VEPPIKN avendpKeIQ PE CNPAVTIKEG
KOIVWVIKO-OIKOVOUIKEG ouvéneieg. 2Tn AuTikn Eupwnn kal Ti¢ Hvwpéveg MNoAiTeieg Tng
AuepIkng 10 7-10% Twv acBevwv o Bepaneia UNOKATAGTAONG TNG VEPPIKAG AEITOUPYiag
ndoxouv anod IgAN. H coBapdtnta Twv IGTOAOYIKWV AAAOIDCEWY, €I0IKA n dIAXUTN
UNEPNAQCTIKN OMNEIPAPATOVEPPITIOA, Ol EVTOVEG KAWIKEG CUUPUOEIG, Ol IVOKUTTAPIKOI
MNVOEIBEIG OXNPATIOUOI, N ONEIPAPATIKA UAAivwon Kal okAnpuvon, KaBwg kal didpeon
owAnvapiakn BAABN anoTeAoOUV KAKOUG NPOYVWOTIKOUG OEIKTEG TNG VEPPIKNG AEITOUPYIAG.
Mépa and Tn BapuTnTa TWV ICTOAOYIKWV AAOINCEWY, N €NiPovn alpaToupia, N NPwTEivoupia
ndvw and 1-2g/d, n pegiwon Tou pubpou oneipauaTikng diNnBnong (GFR) katd Tn oTiyun Tng
d1Idyvwong Kal N apTnpIiakn unéptacn oxeTi¢ovral eniong Pe SUCPEVN EKBAcN TNG VEPPIKAG
Aeitoupyiag. MNMapdAo Nou APKETEG EPYACTNPIAKEG EEETACEIG EXOUV avapePBET va oxeTiCovTal
ME TNV KAIVIKA €KBacn, HEXpl onPEPa Kavevag BIOAOYIKOG OEiKTNG eV €XEl ANODEIXTEI OTI
pnopei va npoPAEwer agidniota Tnv €kBaon Tng IgAN.

Il. FeveTikn Bdaon Tng IgA ongipapaTovePpiTidag

H 1oxupdTepn €VOEIEN OTI YEVETIKOI MAPAYOVTEG EVEXOVTAI TNV AvdnTugNn N Kal Tnv €EENIEN
NG IgAN npogpxeTal and neplypapeg oikoyevousg IgAN, evw NpOoQaTeEG PEANETEG OEIXVOUV
OTI TOOO Ol OIKOYEVEIG 600 Kal 01 oNopPadIkEG pop@PeG IgAN €xouv KoIVOUG PNXaviopoug
naboygveiag kai napodpola ekBaon. H IgAN dev akohouBei To kKAaciké povoyovidiakd mpoTuno
kAnpovouikoTnTag Tou Mendel. To noAUNAOKO NPOTUNO YEVETIKAG NpodidBeong Tng IgAN
avtavakAdTal oTiG NoANaNAEG 0doUG Nou ePNAékOvTal oTNV avooonaBoyévelid Tng, dSnAadn
OTIG NMOANANAEG OIAKPITEG AVOOOAOYIKEG OIATAPAXEG MOU OXETICOVTAl PE TNV AVWUAAN
unepnapaywyn kai Tnv aneAeuB€pwon NG BAevvoyovikng plgA1 otn cucTnuaTikn KukAogopia
Kal, EVOEXOUEVWG, AANEG AEITOUPYIKEG AVWHAAIEG TwV NPWTEIVWV, NOU OXETICOVTAl JUE TNV
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npodidbeon oTn pecayyeiakn evandBeon plgAl. Enopévwg, eivar mbavé o1 ol aoBEVEIEG MOU
OXETICOVTAl PE YEVETIKEG MAPAANNAYEG OTIG KaBopiopeveg yovidiakeég B€oeig IGAN o€
oupBaivouv Pe TNV KAAGCIKN PJop®n TNG avTikatdotaong, EAAEIYNG N NpooBnkng Bdong n
Bdoswv, nou ennpeddouv Tn doun Kai AsiIToupyia Twv NpwTeivwv. AvTiBeTa, gaiveral oTi ol
YEVETIKEG napaAhayég Tng IgAN €xouv Tn pop®n aAAnAiwv nou npokunTouv and
MOVOVOUKAEOTIOIKOUG MOAUMOPQICUOUG (single-nucleotide polymorphism, SNP) ce pn-
KWOIKOMOIOUUEVEG MEPIOXEG, N OE KWOIKOMOIOUUEVEG MEPIOXEG, Mou odnyolv oTnv
Tpononoinon TnG PETAYPAPIKAG dpacTnPISTNTAG KAl 0TV AanWAEIa TNG oTaBePdTNTAG TOU
mMRNA kal, cuvenwg, o€ YETABOAA TOU EMNINEDOU EKPPAONG TNG KWOIKOMOIOUUEVNG NPWTEIVNG.
Qaiveral 611, 6nNwG Kal o€ NOAA AAa noAunapayovTikd voonuata, kar otnv IgAN n
nNPodIA0eoN TwV ATOUWY yIa vOONoN MPOKAAEITAlI 0€ ohuavTikG BaBuo and apKETEG YOVIOIAKEG
NEPIOXEC NMOU 0dNyoUV OTIC NPWTOYEVEIG AVOCOAOYIKEG aVWUAAIEG Mou napatnpouvTal oTnv
IgAN. KdBe yovidiakn B€on pnopei va gu@avioTei Ye diapopeTikd Babud enikpdtnong o€
OIOPOPETIKEG PUAETIKEG N €OVIKEG OPAdEG. EvTouTolg, ol NapaANay€G O AUTEG TIG KUPIEG
YOVIOIOKEG BECEIG EVOEXOUEVWG OEV Eival APKETEG yia TNV avanTugn kai Tnv eEENIEN TnG IGAN.
[Ma Tnv ekdNAwon TNG vooou NiBavwe anaiteital Kai N CUVEICPOPA anod €va duvnTiKA PJEYAAO
apiBud TPOMOMOINTIKWV YOVIDIwV PE HPIKPN YEVETIKA dPacTIKOTNTA AAAG UuWnAO NocooTd
enikpdtnong. O1 dideopol cuvduacpoi Twv aAANAiwV oTIG YOVIOIOKEG aUTEG BEaEIG paiveTal
OTI KpURovTal Nicw Toug dIAPOPETIKOUG PaIVOTUNOUG TNG VOCOU (avanTtugn kal eEENIEN TG
vOoou, DIAPOPEG OTNV KAIVIKN €IKOVA, IOTONABOAOYIKEG KATNYOPIES, coBapdTnTa TG vOCOU,
TNV avtanoékpion TG NPWTEIVOUPIAG OTOUG AVACTOAEIG TOU PJETATPENTIKOU EV{UPOU KAl OTOUG
unodoxeiq Tng ayyeloteveoivng I, kKAn.) nou napatnpouvtal otnv IgAN. Na Tn eAETN acBeveInv
ME NOAUNAOKN YEVETIKN NPodIdBeon, €xel anodeIxOei T N BEATIOTN NPOCEYYIoN ival n avaAucn
0 ouvduaopodg avaluoewv ouvdeong (linkage), cuoxétiong (association) kal aAAnAoUXIoNG
(sequencing).

MeExpl Twpa, dUO BACIKEG NPOCEYYIOEIG EXOUV XPNOIPOMOINOEI GE YEVETIKEG UEAETEG OTNV
IgAN: a) avaAuoelg ouvdeong oAOKANPoU Tou yovidiwuaTog (genome-wide linkage analysis),
pia peBodoAoyia nou €xel XPNoIPONOINBE Ye EMITUXia yia TOV NPOGSIOPICUS TWV YOVISIaKWY
B€oewv yia Tnv NpodidBeon n Tn voonon and BAciKEG acBEveleg, B) avaAUOEIG CUCXETIONG
unoyneiwv yovidiwv, MOU KUPIWG XPNOIPOMOIEITAl yia TNV avayvwpion YOovISIakwV
NOAUMOPPICUWYV PE PETPIA YEVETIKN OPACTIKOTNTA AAAA UPNAN EMIKPATNON.

AvaAUceIg oUvdeonG OAOKANPOU TOU YOVISIDHUATOG

MévTe pEAETEG OUVOEONG OAOKANPOU TOU YOVISIWPATOG €XOUV ONPOCIEUDET UEXPI onpEPQa
[Gharavi et al, 2000; Bisceglia et al, 2006; Paterson et al, 2007, Feehally et al, 2010]. Ano T1g
TECOEPIG NPWTEG TEKUNPIWONKE N YEVETIKN ETEPOYEVEID TwWV OIKOYEVEIWY ME IgAN Kal
NPOEKUWAV TPEIG YOVIDIOKEG BECEIG MOU OXETICOVTAl PE TNV vOoOo: n 6922-23 (IGAN1), 4926-
31 (IGAN2) ka1 17q12-22 (IGAN3), evw Ta dedopéva £D0€i§av evOEXOUEVO PONO Kal yia TIG
O¢oeig 3p24-23 kal 2g36. Eivar evdiapepov 6T n aTnv TEAeuTaia 6€on evronidovTal Ta yovidlia
COL4A3 kair COL4A4, peTaA\AEEIG TwV onoiwv evEXovTal oTNV NaBoyEveia TnG vOOOU TNG
AENTAG BACIKNG PEPBPAVNG, EUPNPA MOU EVOEXOUEVWG ohuaivel unonAnBucpd Tng IgAN nou
aMnAokaAUNTETAI PE TN VOOO AeNTAG BACIKAG PEPBPAVNG. TENOG, N TETAPTN avAAUCN MOU €YIVE
o€ pia oglpd acBevwv pe IgAN ané Tnv Tpdneda DNA oneipapatove@pimidwyv Tou Hvwpévou
BaoiAgiou (UK Glomerulonephritis DNA Bank), £0€1&e OT1, peTa&u TOU CUCTNPATOG PEICOVOG
iotooupBatotntag MHC, Tnv 1IoxupdTtepn cuoxeTion pe Tnv IgAN epgdvioe o cuvduaopog DQ
kal HLA-B. EvtouToig, uéxpl onuepa Oev €Xel KON TEKUNPIWOET 0 NABOYEVETIKOG POAOG TWV
avTioToIXWV YoVvIdiwv nou evroniovTtal oTIC YOVIOIOKEG AUTEG BECEIG, YEYOVOG Nou anodideTal
€V UEPEI OTIC PAIVOTUMNIKEG DUCKOAIEG TNG NABNONG, TNV NAPOUGCIA TNG YEVETIKNG ETEPOYEVEIQG
Kal Tnv naBoyeveTikhn cupBoAn un-kwdikonoloUpevwy alAnAiov npodidBeong. TEAog,
nPOo@ATA, OE UIA HEAETN cUVOECGNG OAOKANPOU TOU YyovIdIwuaTog dIEENXOn o€ NANBucpoUg
KIVECWV Kal eupwnaiwv acBevwv pe IgAN [Gharavi et al, 2011] evroniotnkav névre B€oeig (3
oto MHC oT1o xpwudéowua 6p21, pia koivh diaypapn CGHR1 kar CFHR3 oT1o xpwudowpua
1932 kai pia 6€on oTo xpwudowpa 22912) nou oxeti¢ovral pe Tnv IgAN kal egnyoulv 10 4-7%
TNG YEVETIKNG ETEPOYEVEIQG TNG VOCOU.
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AVaAUGCEIG GUOXETIONG UNOYNPIWV YOVISiwv

O1 avalUoelg CUCXETIONG unoywneiwv yovidiwv €EeTAlouv NOAUPOP@IoPOUG OE
OUYKEKpPIUEVa yovidia, Ta onoia emAéyovTal BACEl Yiag a priori undBeong OXETIKA PE TOV pONO
Toug otnv naboyéveon Tng ndbnong. O1 avaAldoeig auTtou Tou €idoug eival euaiodBnTeEG o€
peyAalo BaBud otoug unonAnBuouoUG Nou EMIAEYOVTAl Kal €ival ENIPPENEIG o€ AABN oTnv
a&loAéynon Twv anoTeAecPATwV. AUTO €XEl WG AMOTEAECPA TA aANOTEAECouATaA and TIG
NEPICOOTEPEG PEANETEG AUTOU TOU €idoug va unv eniBeBaiwvovTal and AANEG JEAETEG, YEYOVOG
nou B€Tel und auPioBnhTnon TNV aglonioTia TNG PeBodoAoyiag NoU XPNOCIUOMOIEITAI O° AUTEG.
To idlo 1oxUel Kal yia TIG JEAETEG TNG IGAN auTou Tou €idoug, KaBwG evw NOAG unoywneia
yovidia €xouv npotabei, yia Tnv avauign Twv nepiccdTepwy otnv naboyévela 1ng IgAN dev
undpxouv TEKPNPIWPEVA OTOIXEIQ EVW TA NEPICOOTEPA aNd AUTA PEAETAONKAV OE OXEoN
nepioodTePO pe TNV eEENIEN TG IGAN napd pe Tnv npdkAnon Tng. EMNAEov, o1 NEPIOCOTEPEG
and TIG PEAETEG AQUTEC NTAV XAPNANG NoIGTNTAG KAl XAUNANG OTATIOTIKAG I0XU0G, KAl CUVENWG
Ta eupnuata NTav oxedoOv o€ OAEG TIG NEPINTWOEIG AUPICBNTOUPEVNG KAIVIKNG aglonioTiag.
Katd ta teAeutaia 15 xpdvia, dnpocielBnkav nepiocdtepeq and 120 YENETEG CUOXETIONG
unoyneiwv yovidiwv yia tnv IgAN, 39 (31%) and Tig onoieq €&€tacav YeVETIKOUG
NOAUHIOPPIOUOUG OE OXEON WE TV NPOodIdBeon yia Tn vooo, 40 (32%) oe ox€on Pe Tn Baputnta,
Tnv €EENIEN Kal TIG EMNAOKEG TNG vooou, kal 44 (35%) oe ox€on Kal pe Ta duo. To €va TpiTo
and OAeG aQUTEC TIG MEAETEC aAPOPOUV MOAUMOP@ICPOUG TOU OUCTAPATOG PEVIVNG-
ayyelotevoivng-aAdooTtepovng (RAAS). ‘Eva B€ua noAwv peAeTwv ATav o pOAog Tou
NOAULOPPICHOU eloaywyng/diaypa®ng (I/D) Tou peTatpenTikoU ev{UOU TNG AYYEIOTEVOIVNG-
| (ACE) otnv ekdnAwon n/kal eEENIEN Tng IGAN.'ETol, undpxouv NoAUdpIOUES UENETEG MOV EiTE
unooTNPIdouV EiTE anoppPIiNTouv TN CUCXETION TOU aAAnAiou D pe Tnv €EENIEN TNG VEPPIKNG
vooou. MNpoéo@aTteg PeTa-avalUoelg €Xouv KaTaAn&el oTto cupnépacpa ot To aAnAio D &g
ouoxeri¢eTal ge TNV EENIEN TNG VEPPIKNAG vOoou o€ aoBeveig pe IgAN. Ouoiwg, avTikpoudueva
anoTeAECPATA NPOEKUYAV and PEAETEG AANWV yoVvISiwv Nou KwAIKOMOIOUV NPWTEIVEG TOU
RAAS, énwg 1o ayyeiotevoivoyovo (AGT) kal o unodoxeag Tunou 1 Tng ayyelotevoivng I
(ATR1), kabwg kai Tng pevivng (REN) kai Tng cuvBdong Tng ahdootepovng (CYP11b2).

IgAN Consortium

2710 NoAukevTpikO IgAN Consortium cuvepydZovTal kEvrpa and Tn Feppavia, Tnv ItaAia kai
Tnv EANGSQ, pe okond Tnv avdAuon cuvdeon OAOKANPOU TOU YOVISIDUATOG, MouU BewpnOnke
n nio NPOoeOPN NPOCEYYIoN yia Tnv avayvwpion yovidiwv npodiddeong otnv IgAN. H
Biotpdnela tou Consortium nepiAapBAvel HEXpI TWPA YEVETIKO UAIKO and 72 yevealoyikd
OévTpa, 166 T1pio, 1,085 acbeveic kal 1,125 avTioToIXIOPEVOUG PAPTUPEG. EKTOC and Tnv
avdAuon ouvdeong, To Consortium XpnoIPonoIEi ENIONG YEAETEG GUOXETIONG UNOWN@iwv
yovidiwv o€ olkoyevn Bdon, pJe okond Tnv avakdAuywn uneuBuvwv yovidiwv Kal yia va
NAPaKap@OoUV OUCKONIEG EYYEVEIG OTN YEVETIKN avAAUCN MOAUNAPAYOVTIK®WY NABNCEWV ONwG
n IgAN. O1 yeAETEG ouvdeong avedeiEav OTI ol NEPIOXEG 4g26-31 kar 17q12-22 gugavidouv
TNV IOXUPOTEPN OUVOECN, TOCO KATA TNV PN-NAPAPETPIKA avAAuon (BEATIOTEG TIpEG p=0.0025
kal p=0.0045, avTioToixa) 600 Kal KaTd TNV NoAunapayovTikn multipoint napaueTpikn avaiuon
(kopueaia score LOD=1.83 (0=0.50) kai LOD=2.56 (0=0.65), avTioToixa). OI NEPIOXEG AUTEQ
ovopdotnkav deutepn (IGAN2) kai Tpitn (IGAN3) yovidiakn B€on unown@la va NePIEXE! TA
aimoAoyikd yovidia n Ta yovidia npodidbeong Tng oikoyevouqg IgAN. EninA&éov, n npocBnkn
VEwV oIkoyevelnv IgAN onpaivel 0TI evOEXOUEVWG OTO JEANOV Ba PNopPECOUV va evTonicbouv
Kal AAEC XPWUATOOWHIKEG MEPIOXEG, MOU NPOG To Napov dev €dwaoav onpavTikd LOD score.
2 € KABE NepinTwon, Ta EpNATa auTd eVIoXUOUV TV BEWpPIa TNG YEVETIKAG ETEPOYEVEIQG ETAEU
Twv olkoyevelwv IgAN.

H avdAuon Twv yvwoTwy yovidiwv nou evronidovTal oTig dUo auTeg BEoEIg, 0dnynoe aTnv
avayvwpion duvnTikd unevBuvwv yovidiwv, énwg Ta yovidia TRPC3 (transient receptor
potential channel 3), ivtepAeukivng-2 (IL-2), kar ivtepAeukivng-21 (IL-21), nou BpiokovTtal otn
O€on 4g26-31, Kal Ta onoia eVOEXOUEVWG EVEXOVTAI OE YEYAAO BaBud otnv avicopponn
avoolakn andvinon Th1/Th2 nou €xel napatnpnBei otoug acBeveiq pe IgAN. EmnAgoy,
gvTonioTnKe OTI NIBavwg Ta yovidia Tng deakeTuAdong 5 Tng 10Tdvng (histone deacetylase 5,
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HD5) kai Tng ykpavouAivng (granulin, GRN), nou BpiokovTtal otn B8€on 17g12-22, kai Ta onoia
€EVOEXOUEVWC EVEXOVTAI OTNV anoppUBuicn TNG avooIakAG andvTnong, nicng CUCXETICovTal
pe Tnv IgAN.

O1 UENETEG OUOXETIONG UNoWN®iwv yovidiwv o€ olkoyevn Bdon, nou BpiokovTal oe eEENIEN,
QVAPEVETAI VO MNAPEXOUV PIA AEATOPEPN EKTIUNON TNG KATAVOUNG QUTWV TWV UNoWNnQpiwv
YOVIOIOKWY MOAUPOP@ICHUWVY KAl TNG KAIVIKNG TOUG onuaciag. ETol, yéxpl onpepa, HEAETABNKE
0 poAog nou nai¢ouv otnv npodidBeon yia IgAN opiopévolr Th1/Th2/Th3/TR TUnol
KUTTAPOKIVWV TWV AEUPOKUTTAPWVY KAl TwV POVOKUTTAPWY/ PaKpo@Adywv. H peAETN Tou
duvnTIkoU pPuUBPICTIKOU POAOU TwV YOVIOIOKWY MOAUMOP@ICUWY OTNV napaywyn Twv
KUTTAPOKIVWV EDEIEE OTI UNAPXEI GUOXETION TOU MOAUPOP®ICHOU TNG IVTEPPEPOVNG-Y (IFNY) e
Tnv npodidBeon otnv IgAN kai 611 To enavaAnnTikd aA\nAio 13-CA kAnpovopeital katd
npoTipnon otoug acBeveiq pe IgAN. Me avdiuon aAAnAouxiong BPEONKE CUYKEKPIPEVA OTI
Undpxel andAUTN CUCXETION PETAEU Tou enavaAnnTikoU aAAnAiou 13-CA kal Tng napaAAayng
A Tou yovidiakoU noAupop@icuou +874T/A (rs2430561) otnv apéowg Napakeiyevn oto 5°
dKpo Tou pIKpodopuPodpou nepioxn. Eival de evdiapépov 6T n napariayn +874A BpEOnke
Va OXETICETAI E TNV PETAYPAPIKA KATAGTOAN TNG SPACTNPIOTNTAG TOU NPOAYwYyEQ TOU Yovidiou
™¢ INFy, €Upnua nou eivar cupBartd pe Tov yvwotd polo Tou napdyovia NF-kB otn
METAypaPIkn puBuion Tou yovidiou Tng INFy. H napouacia Tng napaAhayng +874A gubuveral
yla Tn xapnAn napaywyn tng IFNy Kal npodiab€Tel oe EMAEKTIKN avooliakn andvtnon Th2. H
napoucia autng TG NapaAAayng otoug acBeveig pe IgAN unopei va eubuveral yia Tnv KAIVIKA
évapén Tng voéoou. H avicodponn auth Th2 napaywyn KUTTAPOKIVWV CGE ANAVINON OE
AOIUWEEIC TOU QVWTEPOU AVAMNVEUOCTIKOU WMOPEI va anoTeAEi onuaAvTiKO NAaBOyYeVETIKO
napdyovta otnv IgAN. H kuplapxia Th2 KuTTapokIvwv Ynopei eniong va egnyei Tnv avwpaAia
otnv IgA1 yAukoluhiwon nou napartnpeital otoug acBeveiq pe IgAN patients kal Tov
OXNUATIONO KUKAOPOPOUVTWY avococupunAeyudTtwy IgA1-IgG.

>upnepaopatikd, 1o Eupwnaikd IgAN Consortium €xel evronioel péxpl onuepa dUo
yovIBIaKEG B€oelg (4926-31 kal 17g12-22), evw nponyoupevn PENETN eixe avadei&el Tnv NpwTn
yovidiakn B€on Tng IgAN (6g22-23). H ueAETN evieXOUEVWVY VEWVY BECEWV CUVEXIZETAI, Kal
undpxel N NpoodokKia OTI JE TN XPNOoN TEXVOAOYIOV UYPNANG anddoong 6a npokuyouv
QVAAUTIKEG MANPOPOPIEG YIa TOUG NAOOYEVETIKOUG pnxaviopoug Tng IgAN.

Zuuyngpdaopara

H pikpookonikn aipatoupia kar n AAAoTe dAAou BaBpou npwTeivoupia oe acBeveig Nou
dlavuouv Tn d€uTtepn €wg Tpitn dekaeTia TNG {WNG TOUG, ANOTEAOUV TIG OUXVOTEPEQ
ekdnNAwoelg Tng IgAN, Tng cuxvoTePNG NpwTtonadouq oneipapatovePpitidag. Engicddia
MOKPOOKOMIKAG QlaToupiag, Nou ouxvd €novTtal AOINWEEWY, apTNPIaKN UnNéPTacn Kai Xpovia
VEQPIKA vOOOG ouxvd cuvodeUouv TNV KAIVIKA €IKOva TnG vooou. MeTa&u dMwv, TOc0 n
PIAVOTUMIKES O1IAPOPOMOINCEIG UETAEU TwV acOevwv aAAd Kail Twv diapépwv NANBUCPWY, 600
KQl N OIKOYEVNG EKONAWON TNG VOOOU, ANOTEAOUV I0XUPEG EVOEIEEIG OTI YEVETIKOI MAPAYOVTEG
nai¢ouv poAo T6co oTnv NPOdIABESN yia TN VOGO OGO Kal yia Tnv eEENIEN TNG.

H yeveTikn npodidBeon yia Tnv ekdnAwon TnG IgAN akoAouBei €va MOAUNAOKO YEVETIKO
npoTuno. To nmio meavd kKAnpovopikd npotuno Tng IgAN aiveTal 6T €ival n auTOoWUATIKA
Kupiapxn KANPovouikoTNTa Pe ateAn dIeiIcOUTIKOTNTA, NEOTUNO NMou €gnyei Tnv napoucia
aoBevwv o€ dIAPOPEG YEVIEG KAl KAADOUG TNG id1AG OIKOYEVEIQG, ONWG Kal TNV Unap&n gpopewv
TnG vooou. H ateAng dieicdutikétnta Ba pnopouce va eEnynBei and Tnv avdykn napouaciag
NPOCOETWY YEVETIKWV /KAl NEPIBAMOVTIK®WV NAPAYOVTWY YIa TNV KAIVIKA €KOAAWON TNG
vooou. Méxpl onuepa, d1IAQopeg opddeg kal To Eupwnaikd IgAN Consortium €xouv
avayvwpIioEl APKETEG YEVETIKEG B€oelg. Ta NpwTa auTtd eupnPaTa €Xouv dNPIOUPYAGCE! TNV
NEOOCOOKIa OTI Ol EKTETAUEVEG YEVETIKEG PMEAETEG Mou dieEAyovTal PJE Th XPAon guaiocOnTwv
TEXVOAOYIOV UWNANG anddoong Ba eNITPEWPOUV OTO HEANOV VA ANOKAAUPOET 0 NABOYEVETIKOG
punxaviopég Tng IgAN pe nepIoodTEPEG AenToPEPEIEG. EMNAEOV, n yvwon nou Ba npokuyel Ba
BonBnoel oTnv avadeign SuvNTIKWVY OTOXWV yid TOV NPOANMTIKG EAEYXO, TNV NPOANYN Kal TNV
g€ykaipn didyvwon TnG vOoou, KaBWG Kal oTnv €QAPUOYN MEPICOOTEPO EIBIKNG Kal
anoTeAecpaTIKNG Bepaneiag.
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ANOZOrENETIKH NMPOZEITIZH IgA ZN

Mapia Zraupou

Maidiatpog, Emperntpia A°, B Mavemotnuiakn Maidiatpika KAivika A.l.6.,
Mavemotnuiakoé Meviké Noookopeio ©ecaalovikng «AXENMA», ©ecoalovikn

H IgA veppondbeia (IgAN), nou ovoudZeTal kai vdoog Tou Berger', eival o nio cuxvég
TUnog npwrtonabouqg xpdviag oneipaparondOeiag, Ye NAYKOOUIA KATAvouN, Kal anoTeAEl
onPavTIKN aitia Xxpoviag VEPPIKNG vooou. EpgavideTal cuvnbwg pe onopadikn popen av Kal
€XOUV NEPIYPAPEI MEPINTWOEIG NOAWV acBeVwY oTnV idia oikoyévela. H olkoyevAag pop®n Tng
VOOOU €XEl HEAETNOEI 0E MOANEG OIKOYEVEIEG avd ToV kKOOUO (ApEPIKN, FaAAia, Kavadd, ITalia,
AuoTpahia kar AiBavo)?3.

KatatdooeTal oTIG YEVETIKA MOAUNAOKEG VOOOUG, KABWG OEV UNAKOUEI GTO NEOTUMO TNG
KANPOVOUIKOTNTAG TwV vOpwY Tou Mendel. AvtiBeta npoodiopiceTal and Tn dpdon NOAAANAWY
yovIdiwV PE N Xwpig TNV enidpacn NEPIBAAOVTIKWY napayoviwv. H yeVETIKA NOAUNAOKAOTNTA
™G IgAN €&nyei Tnv €TEPOYEVEIQ TNG KAIVIKNG €IKOVAG KAl TNG NpOyvwong kabwg eniong T
dla@opd eniNTwong TNG vVOOOU OTIG SIAPOPES PUAEG (UWNAN OE KAUKACIOUG Kal AcIdTEG,
XAPNAA o€ paupoug Kai Ivooug)®. MpoBAnpaTa ava@opikd Pe TNV NPOCEYYIoN TNG YEVETIKAG
Bdong tng IgAN o@eidovTal oTn PeyAAn €TEPOYEVEIQ TNG VOGOU Kal oTnv ENAEIYN PN
enepBatikwyv peBOdwv, Nou Ba NTav agIdNIOTEG OTOV EAEYXO PEAWV OIKOYEVEIWV OE KivOUVO
yia IgAN. EminA€ov o1 NEPICOOTEPEG UEAETEG, MOU EXOUV ONUOCIEUTEI, JEIOVEKTOUV AOYW UIKPOU
apiBuou delypdTwy Kal NpoRANudTwyv peBodoAoyiag.

H akpiBnig artia avantugng Tng IgAN eival dyvwoTn. Qg KUpIog NaboyeVveTIKOG PNXAVICUOG
€uAviong Tng véoou, Bewpeital n diatapaxn Tng YAukoluAiwong Tng IgA1 avocoopaipivng,
YEYOVOG NOU NPOAYEI TO OXNPATIOUO Kal TNV evand0eon avOCOCUUNAEYUATWY OTO HECAYYEIO
XWPEO TOU ONEIPAPATOg. AUTO €XEl WG AMOTEAECHA TNV NMUPOBATNON TNG PAEYUOVWOOUG
andvinong JeE TEAIKN ouvénela Tn vePpikn BAABRN. O1 pnxaviopoi nou eunAEKOVTal GTNV
evanobeon Tng veppitoyovou IgA Kai Tou avococuunAEypaTog TG IgA (UNoyAUKOZUAIWUEVN
IgA1+avtiowpata IgG évavTi Twv YAUKavWV Tou oUVDETIKOU popiou Tng IgA1) ival dyvwoTor®.
Méxpi onuepa €xel BpeOei onuavTikog apiBuég yovidiwv, SIaTAPAXES TWV OMoiwv OXETiCovTal
ME TNV eupAvion, Tn Bapid NPOyvwaon Kai TNV unotponn Tng véoou. Ta yovidia autd cuvdEovTal
ME pnxaviopoug nou napepfaivouv a) otn pn €181KN Kal €10IKN avooiakn andvinon B) otnv
naBoAoyikn yAukoCuAiwon Tng IgA1 y) otnv napaywyn npwreivwv Pe avTipAeypovwdn Kal
avocoppuduIoTIKA dpdon &) otnv EuPAvion NPWTEIVWV NOU UNEPOPACTNPIONOIOUVTAl GTOUG
VEQPOUG acBevwv Pe IgAN Kai €) 0To oUCTNUA PEVIVNG-aYYEIOTEVOIVNG.

>Tn pn €8Ikn avoolakn andvinon oe acBeveig pe IgAN napeuBaivouv yovidiakoi
noAupopo@iopoi: a) Twv toll-like unodoxéwv (TLR). MNMapatnpnBnke OCUGCXETION TWV
NOAUNOPPICU®WV TwV Yovidiwv Tou TLR9 kai Tou CD14 ue tnv emideivwon Tng IgAN 78, B) Twv
Fc unodoxéwv. O1 Fc unodoxeic Bpiokovtal otnv EMQAVEIA TWV KUTTAPWY CUVOEOVTAI E TO
Fc TuApa Twv avocoo@alpiviyv nMPodyouv Tn  (PAYOKUTTAPWON, arnopakpUvouv Td
avooOOUMNAEYUaTa, EEacpaAifouv To prAvupa kal pubuidouv TNV avooiakn andvinon. MeAETEG
TWV OUO AEITOUPYIKWY NOAUPOPPICHWY Tou yovidiou Tou FcaRI(CD89) Tng IgA avocoopaipivng
unodeIkvUOUV 0TI €Xouv ap@IAeyduevn dpdon otnv IgAN 19 O1 noAupop@iouoi Twv Fc
unodoxéwv Tng IgG avoocooaipivng, onwg Twv FcyRIIA, FcyRIIIA kar FcyRIIIB (CD16)
OXeTiCovTal Ye TNV €KONAwoN Kal Tn BapuTtnta Tng IgAN "', y) Twv Hopiwv NPOooKOAANGONG.
Ta pépia npookdOANoNG ekppadovTal oTa KUTTapa Tou evooBnAiou Kal naipvouv JEPOg oTnv
evepyonoinon AEUKOKUTTApwV-evO0ONAiou. ToAupop@iopoi Twv yovidiwv Twv Hopiwv
npookoAnong E-selectin (SELE) kai L-selectin (SELL) oxeTtidovTtal pe avdnTtugn kai Kakn
npdéyvwon Tng IgAN 213, §) Twv NPOPAEYHOVWOWV KUTTAPOKIVWV. MeAETEG Oeixvouv OTI
noAupop@iouoi Twv yovidiwv Tng IL1B kal IL1RN cuoxeTtidovTtal ye augnuévn mobavoTnTa
avantugéng IgAN ota naidid. Eniong ¢aiverar 611 n napoucia npwteivoupiag otnv IgAN
ouoxeTi¢eTal pe Tnv €k@paon Tng ILTA kar 611 n diadikacia eEAAeIyng (eniNEdWoNG) TwV
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NnodoKUTTApwWY ouvdéeTal Pe Tnv IL1B™. €) Twv unodoxéwv Twv XnHeIOKIV@V. O
MoAupop@iopdg CCR5-A32 1ng xnueiokivng CCR5 odnyei otnv napaywyn €vog pn
AEITOUPYIKOU UNOJOXEA UE anoTEAECUa avenapkn xnuelota&ia. O Mo nAvw NOAUPOPPICUOS
ouvdudletal pe apyn €EENEN TG IgAN o€ TENIKG oTAdIO XPOVIAG VEPPIKNG AVENAPKEIAG Kal
KaAUTEPN emBiwon 1516,

2€ 6T apopd Tnv €I0IKN AvVOsia AuTn EVEPYOMOIEITAI PJECW TNG NAPOUCIAoNG TOU AvTIyOVOU
and 1a devopITIKG KUTTapa (avTlyovonapouciacTiKA KUTTapa TnG pn €10IKAG avooiag) ota T-
Aep@okuTTapa. Me Tnv €1dIkn avooia eEac@alieTar €10Ikn  andvrnon, JECw Napaywyng
QvTICWUATWY, PE TN cuvepyacia Twv T kal B-Aep@okuttdpwy, PEYAANG SIAPKEIAG KAl PE
avoolakA pvaun. Ze 6T apopd Tn oxéon Tng €10IKNG avooiag Ye Tnv IgAN é€xel BpeBei 6T n
€KONAWOoN TNG Kal N EEENEN TNG OXETICETAI UE MOAUPOPPICHUOUG TWV YOVISIWV TwV KUTTAPOKIVWV
IFN-y, IL-4, IL-10, TGF-B, TNF-a 4, Twv yovidiwv Twv avTlydvwy Tou JEI(OVOG CUCTAUATOG
lotooupBatétnTag, HLA-B, HLA-DRA, HLA-DRB1, HLA-DQA, HLA-DQB "7, Tou yovidiou nou
kwdIkonolei Tov unodoxea Tng IgA avocoo@alpivng Kal Tou yovidiou nou ennpeddel Tnv
METAOTPOPN TNG TAENG TNG avocooaipivng IgA péocw avadidtagng.

H diatapaxn 1ng yAukoZuAiwong Tng IgA1 avocoo@aipivng gival 0 KUPIOG NaBOYEVETIKOG
pNxaviopog epeaviong Tng IgAN. Av kal n diatapaxn autn  ival eniktntn €xel BpeBei, 6T ol
noAupop@iopoi CIGALT1 kal STEGALNAC2 Twv yovidiwv Twv evZUUwY YOAAKTOJUATPAVOPEPACN
Kal CIOAUATPavo@EPACN avTioToIXa, NoU naipvouv uEpog otnv O-yAukoluAiwon oxeTiovTal Je
TNV ekdNAwon kal npdyvwon Tng IgAN 181920,

H uteroglobin (UG) gival npwTeivn pe avocopuBuIoTIKA Kal avTIPAEYHOVOON dpdon eVw
napoucidadel UPNAN CUYYEVEIQ PE Tn QIMNPOVEKTIvN. MeTtaavaAloelg, napd TG apxikd
AUPIAEYOUEVEG EKTIUNOEIG, E0€IEAV OTI 0 MOAUUOPPICHUOC Tou yovidiou G38A nou KwdIKONOoIE(
Tnv  €KKkpion Tng uteroglobin (UG) dev ennpeddel Tnv evandBeon Tng IgA kai dev oxeTideTal
oUTE PE TNV EKONAWON AANd oUTE e TNV €EENEN TNG IgAN 21,

H megsin kai n mucin gival 3Uo NpwTeiveg e anoppuBuIoTIKO POAO Kal €£XOUV TAUTOMOINOET
oToUG VePPoUqg acBevwv pe IgAN. Meléteq Twv MoAupoppiopwv SERPINB7 222324 1oy
yovidiou Tng megsin kar MUC20% Tou yovidiou Tng mucin €dei§av augnuévn nibavodtnTa
€KONAWONG KAl KAKNAG npoyvwong Tng IgAN.

TéNog noAupop@iopoi Twv yovidiwv TOU CUCTAPATOG PEVivNg-ayyeloTevoivng naiouv
onpavTikd poAo otnv €EENIEN Tng IgAN. Zuykekpipyéva PENETEG €0€1Eav NwG ATOMA TNG
aolatikng QUANG e yevotuno DD, nou ek@pdlouv peyaAltepn OpacTnpIidTNTA TOU
METATPENTIKOU EVEUPOU, €X0oUuV auEnpévo KivOuvo ekdNAwONG Kal KakNg eEENIENG TN vooou?s.
> € avtiBeon KAuKAGoIOl NMouU EKPPACZOUV TOV MIO NAVW YEVOTUMO €XOUV KAKN €EENIEN QNG OXI
auénpévn mBavoTnTa ekdnAwong Tng IgA%”. EminAéov aoBeveig pe DD yevéTuno dev anaviouv
anoTEAECUATIKA O0Tn BEPanEia e AVACTOAEIG TOU PETATPENTIKOU £vEUOUZ.

2 UPNEPAOPATIKA QaiveTal NWG NOAUPOPPICHOI YovISiwv Popiwv Nou oxeTiovTal TOoO0 JE
TNV AvocoIakn andvinon Tou opyavicpou 000 Kal Ye To cUCTNPa PEVIVNG-AYYEIOTEVDIVNG,
€UNAEKOVTAI OTNV EKONAwON Kai oTnv Npoyvwon Tng IgAN. MNepeTaipw €peuva ndvw oto B€pa
auté mbavév va avadei&el véa dedopéva otnv naboyéveia Tng vooou, otn diIdyvwon PE N
€ENEUPATIKEG TEXVIKEG, OTNV MNapakoAouBnon Twv acBev@wv Kal oTnv QVTIMETOMNION JE
e&aTopIkeupévn Bepaneia.
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O1 BAevvoyovol egEaopali¢ouv NpooTacia NPwTNG yPapung pe Tnv IgA avocoogaipivn.
Mia ekTeTapévn HEAETN yovISiwv nou €yive oTnv lanwvia €3€1EE OTI UNAPXEI CNUAVTIKN OXEoN
avdueoa otnv IgAN kai otov noAupop@ioud PIGR A580V Tou yovidiou nou KwdIKOMOIEi ToV
unodoxéa Tng IgA avoooo®aipivng. Zuykekpipgéva o unodoxeag PIGR petagépel Tnv IgA Tou
0poU d1d PEoou Tou enBNAiou TwV BAEVVOYOVWY, IE EVOOKUTTWON, OTIG KPUNTEG TOU EVTEPOU,
OTO avanveucoTikG oUoTNUA Kal GToug CIEAOYOVOUG adEVEG. Alatapaxn Tng ékppaocng Tou PIGR
€XEl WG ANOTEAECHA PEIWPEVN EKKPIoN TNG IgA pe cuvodd augnon Tng IgA Tou opou puovo ota
novTikia kar 6xi otoug acBeveiq. O noAupop@ioudg PIGR A580V qaiveral nwg ennpeddel Tn
ouvdeon Tng plgA pe Tov unodoxéa PIGR.H idia oudda epyaciag napatnpnoe GUoXETION TOU
noAupop@iopou IGHMBP2 pe Tnv IgAN o€ acBeveiq udvo opIoPEVWV PUAETIKWV NANOBUCUWV.
O nio ndvw noAupop@ioudg ennpeddel Tnv class-switching recombinant yia Tnv napaywyn
™™g IgA.
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OIKOrENHZ EXTIAKH KAl TMHMATIKH ZNEIPAMATOZKAHPYNZH

Kwvotavrivog A. KoANI6g

Enikoupog KaBnyntng Maidiatpikig - Maidiatpikng NeppoAoyiag A.MN.6.,
«IMMOKPATEIO» N'eviké Noookouegio ©eaoalovikng, ©ecoalovikn

Eicaywyn

O1 KANPOVOUIKEG HOPPEG TOU VEQPPWOIKOU CUVOPOHOU BewpouvTal onavieg, Opwg 3-6% Twv
NEPINTWOEWV VEPPWOIKOU CUVOPOLIOU €XOUV €vav adeA@O pE To idlo npoBAnua. Kard tnv
TEAEUTAIO OEKAETIA PEYANEG PENETEG OE NAIDIA UE KOPTIKOAVOEKTIKO VEPPWOIKO GUVOPONO
anekAAuyav TNV oNPacia Twv YEVETIKWV OIATAPAXWY OTNV NABOYEVECN TWV NPWTEIVOUPIKWV
ONEIPAPATONABEINV Kal €XOUV CUMBANEI onuavTikA oTnv kKatavoénon TOU OUYYEVOUG Kai ToU
BPEePIKOU veppwaikou ouvopduou (NX) KaBwG KAl TOU OIKOYEVOUG VEQPWOIKOU OUVOPOLOU
nou gp@avi¢etal otnv NAIdIKN, TNV EPNPIKN Kal oTnv eVANIKN {wN.

Méxpl oTIyuNng, JETAANAEEIG o€ enTd yovidia €xouv evoxonoinBei yia Tnv eupavion un
OUVOPOUIKOU VEQPWOIKOU ouvdpouou. NPS1, NPS2, NPHS3 (PLCE1), CD2AP, ACTN4,
PPR6, INF2. Ané Tnv AAAN PEPIA, O CUVOPOUIKEG HOPPEG (QUTEG Mou ekONAwvovrtal oTa
nAaioia ouvdépdpou), nou gival AIyOTEPO GUXVEG, OPeilovTal o€ PETAANAEEIG Yyovidiwv nou
kwdIkonolouv peTaypadikoug napdyovteg (WT1, LMX1B), cuotatikd TnG BACIKAG MEMBPAVNG
Tou oneipdpatog (LAMB2, ITGB4), A\ucoowuikeég (SCARB2) kal UITOXOVOIOKEG MPWTEIVEG
(COQ2, PDSS2, MTTL1) ka1 €va yovidio nou Tpononolei Tnv doun Tng xpwuativng (SMARCALT).

KAIVIKO XQpaKTNPIOTIKO QUTWVY TWV OIKOYEVWV LOPPWV VEPPWOIKOU OUVOPOLOU Eival OTi
eival KOPTIKOQVOEKTIKA, €xouv ouvnBwG I0TOAOYIK  €IKOva EOTIakric kai  TUnuaTIKNAG
oneipauarookAripuvong (Focal segmental glomerulosclerosis, FSGS) ri didxutng puecayyeiakng
okAripuvong (Diffuse mesangial sclerosis, DMS) kai ouvriBw¢ dev unotporiddouv UeTd TNV
UETaQUOOXEUON VEPPOU.

Moieg AeiToupyieg ENNPEAZoOuUV Ta yovidia OTO OIKOYEVEG VEQPWOIKO oUuVOPOLIO;

O1 BAGBeg ota yovidia ennpeddouv T PETaypapn yovidiwy 1 TNV SUVAPUIOAGYNoN TWV KPICIWV
AEITOUPYIKWV SOV TWV MOOOKUTTAP®V, CUPNEPIAAUBAVOUEVWY TOU OXICHOEIOOUG SIapPAYUATOG
(slit diaphragm, SD), TOU KUTTAPOCKEAETOU TNG OKTIVNG KAI TWV CUUNAEYUATWV MPOCKOANONG.

Moieg NpwTEivEG KWSIKOMOIOUV Ta yovidia rnou euBUvovTal Yia TO OIKOYEVEG VEQPPWOIKO
ouvOpouo;

O1 KUpleg NPwWTEIVEG NMou napatnpouvTal o€ PETAAAEEIG yovidiwv nou npokaAouv
OIKOYEVEG VEQPWOIKG GUVOPOUO, Eival Ol NAPAKATW:

e veppivn: yovioio NPHS1

e 1odokivn: yovidio NPHS2

e npwrteivn nou oxeri¢erai e 1o CD2 (CD2AP): yovidio CD2AP ri NPHS3

e dApa-actinin-4: yovidio ACTN-4

e pwreivn Tou yovidiou Tou dykou Tou Wilms: yovidio WT1

e Aauivivn B2: yovidio LAMB2

e pwTEIVN TOU NapPodIKoU urnodOoXEa TOU dUVANIKOU TwV KaTIOVIwV (transient receptor
potential cation 6): yovidio TRPC6) kai

e npwreivn TnG pwooAindonc Cepsilon: yovidio PLCE1

O1 nio ouxveg uetarrdéeic apopouv 1a yovidia NPHS1, NPHS2, WT1 kai LAMB2.

O Mivakag 1 deixvel kal dAAa yovidia nou euBUvovTal yia TO KANPOVOUIKO-OIKOYEVEG
VEQPWOIKO cUvOpouo. To ouvolo Twv yovidiwv pnopei va ta§ivounBei o€ 6 katnyopieg,
avaloya UE TIG MPWTEIVEG MoU KWOIKOMOIOUV.

O katnyopieg npwreivwy nou KwdikonolouvTai givai:

Q) NPWTEIVES TOU OXIOLOEIOOUG dIaPEAYLATOG

B) ouoTaTikd TOU KUTTQPOOKEAETOU TNG aKTIvng

Y) NMUPNVIKEG MPWTEIVEG

0) NpwTeivVeG TNG BACIKNG UEUBOAVNG TOU OMNEIPAUATOG
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&) LITOXOVOIAKEG NPWTEIVEG
OT) AUCOCWUIKEG MPWTEIVEG
MeTal\a&eig oTnv ve@pivn

H veppivn anoteAel Tnv npwTn diapepPpavikn npwTeivn Tou oxIoPogIdoug diIa@EdyuaTog
nou avakaAu@Onke 1o 1998. O1 yeTaAAGEeIg oTnv VEQPIVN BPEONKAV APXIKA OTO CUYYEVEG
VEQPWOIKO oUvOpopo @IvAavOIKOU TUNOU: VEQPWOIKG cUVOPOUO MOU EKONAWVETAI GTOUG
npwToug 3 PAVEG TNG {wNG PE EYAAUTEPN cuxveTnTa oTnv PIvAavdia. ZuvoAikd, HETAANGEEIG
NG vePpivng €xouv Bpebei o1o 39-56% Twv aoBeVWV nou EKONAWVOUV VEQPPWOIKO CUVOPOLIO
OTOUG MPWTOUG 3 UNVECG TNG wiig.

MpbéopaTteg PEAETEG ExOuV Oei&el OTI HETAANAEEIG TNG VEPPIVNG UMOPEI VO NPOKAAEGOUV,
EKTOG and CUYYEVEG VEQPPWOIKO oUVOPOUO, AVOEKTIKG OTA KOPTIKOEION VEQPWOIKG GUVOPOO
ue evapén arnv naidikn nAikia.

MeTaAAda&eig otnv nodokivn

To NPHS2 yovidio evronioTnke To £€10¢ 2000 O€ OIKOYEVEIQ NEPINTWOEIC NPWIKNG EVAPENG
KOPTIKOAVOEKTIKOU VEQPWOIKOU GUVOPOUOU NOU €ixav NpwIun €vapgn kair KANPovouikéTnTa
ME TOV QUTOCWUATIKG UMOAEINOUEVO XAPAKTAPQ.

O1 peTaAG&eig oTn NodOoKiVN TUMIKA MPOKAAOUV KOPTIKOAVOEKTIKO VEPPWOIKO OUVOPOLIO
otnv Bpe@IkN Kai naidIkn nAikia, UNopei OPJwS va NPOKAAECOUV CUYYEVEG VEPPWOIKO
oUvdpopo. ZxedOv 6hol ol acBeveig pe dUo naboloyikEG PeTAANAEEIQ oTo yovidio NPHS2
€X0UV Ta NAPAKATW XAPAKTNPIOTIKA:

a) avantuooouV VEPPWOIKO aUvOPOWOo Npiv and Tnv NAIKia Twv 6 ETwv

B) eppavicouv wg eni To NnAgiotov FSGS

y) OEV QvTanokpivovTal GTNV avOCOKATACTAATIKN Bgpaneia

O) kaTaAnyouv o€ TENIKOU oTadiou Xpovia VEPPIKN avendpKeIa npIv and To TEAOG TNG NPWTNG
dekagTiag Tng wNng

€) €X0OUV PEIWPEVO Kivduvo yia unotponn FSGS petd and perapydoxeuon veppou (8% o€
oxgéon e 33% og 151onabn FSGS)

‘Exer BpeBei o1 o1 uetaAAdéeig Tng nodokivng euBuvovral yia 10 40% Tou OIKOYEVOUG Kali
yia 10 6-17% TOU 0ropadikoU KOPTIKOQVOEKTIKOU VEQPWOIKOU ouvOpduou. Eniong xel BoeBsi
0TI OTO VEQPWOIKO OUVOPOUO MoU EKONAWVETAI UETAEU 4 LUNVAV Kal TOU MNPWTOU ETOUG TNG
qwric o1 ueTtaAAdéeig otn nodokivn napatnpouvrai oto 1/3 Twv acBevayv autwv.

Avdloya pe 1o €idog TNG PETAANAENG, N EvapEn Tou VEPPWOIKOU cUVOPOUOU  PMNOpPEi va
gival npwiun n éyipn. H mio ocuxvi petdA\aén (uéxpl 32%) eival n R138Q, evw n noikiAia
(variant) R229Q (avTikatdoTtacn Tng apyivivng pe yAoutapivn otn B€on 229) aveupiokeTal o€
nepinou 4% Tou nAnBucpou TNG Eupwnng.

Eivai onuavtiké va toviotei 611, 6tav n variant R229Q ouvduaortei pe pia naboAoyikn
UETAAAQEN (OUVOETOG ETELPOLUYWTNG), UNOPEi va npokaieoel FSGS otnv evriAikn qwri.
MetaAAa&eig oto yovidio PLCE1 (NPHS3)

O1 peTaAG&eig yovidio PLCE1 kAnpovopouvTal, 6nwg Ki o JETAAAEEIG vEQpPIVNG Kal
nodokKivng, JE TOV AUTOCWHATIKO UNOAEINOMEVO XapakTNpa. EKdnAwvovTtal Pe I0TOAOYIKNA
€lkéva d1IAXuTNG pecayyelakng okAnpuvong (DMS) kai éxel BpeBei T o€ KANOIEG NEPINTWOEIG
napaTnpEitTar andvrnon otn Bepaneia Pe KUKAoomnopivn.

MetaAAa&eig ota yovidia ACTN4 kai TRPC6

O1 ueTaAAdéeig autég gival onavieg, KA\NpovopuoUvTal UE TOV QUTOOWATIKO EMIKPATOUVTA
XapakTApa Kai ekdnAwvovtal pe FSGS. EkdnAwvovTtal kKupiwg YeTa&u TnG veavikng kai
evriAikngG {wnig. To yovidlo ACTN4 kwdikonolei Tnv dApa-actinin-4 kai 1o yovidio TRPC6
Kwolkonolei €vav diaulo acBeoTiou, Tov NAPodIKG uNodoxEa Tou SUVAPIKOU TwV KaTIOVTWV
(transient receptorpotential cation 6). e petaA\G&eig and ACTN4 n npwTteivoupia eueavideTal
oTnv 2" SeKAETIa TNG wNG, EVW o€ PETAAMGEEIC and TRPC6E Tnv 3" ue 4" dekaeTia TNG {wNG.
MeTtaAAda&eig oto yovidio WT1

To yovidio WTT (Wilms tumor 1) xpeiddetar yia Tov QUOCIOAOYIKO OXNUATIOPO TOU
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OUPOYEVVNTIKOU UCTNATOG (VEPPOG, YOVADECS) KAl TWV HECOONANIOK®WYV 10TWV. O HETOANGEEIGQ
Tou yovidiou WT1 kAnpovopouvTtal PJE TOV AUTOCWHATIKO ENIKPATOUVTA XAPAKTAPA Kal
npokaholv FSGS n DMS, evw ocuxvd eugavidovtal ota nAagiola ouvOpOuwV, Onwg To
ouvdpopo Dennys Drash (dppev weudogpappoditiopdg, npoioloa oneipapatonddeia Kai
oykog Tou Wilms), 10 oUvdpouo Frasier (dppev weudoepappodiTiouds, npoioloa
onelpapaTonddeia kar yovadoBAdotwpa) kar WAGR (Wilms tumour, Aniridia, Genitourinary
anomalies, mental Retardation).

MeTaAAda&eig Tng Aapivivng B2 (yovidio LAMB2)

H Aauivivn B2 anoteAei ouotatiké TnG Baocikng peuBpdvng Tou oneipduarog. Ol
METAANAEEIC AUTEGQ KANPOVOPOUVTAl YE TOV QUTOOWMATIKO UMOAEINOMUEVO XAPAKTAPA Kal
npokaAoUv To ouvopouo Pierson nou cuviotatal oe VEQPwOIkG cUvdpopo pe DMS kal
OPOAAUOAOYIKEG DIOTAPAXES, ONWG PIKPOKOpIa.

FeveTikn diEpelvnon AoOEVWV JE KOPTIKOAVOEKTIKO VEQPWOIKO oUVOPOoo

Tpia kUpia kpithpia Ba npéensi va AauBdvovral un’oyiv yia Tnv YeVETIKN dIEpEUvNON
QoBeVOoUG UE KOPTIKOQVOEKTIKO VEQPWOIKO OUVOPOLO:

a) n nAikia KaTtd Tnv €vapén Tou VEQPWOIKOU oUVOPOLIOU

B) n napoucia eEWVEPPIKWY EKONAWCEWV: OTIC MEPINTWOEIC QUTEG TO KOPTIKOQVOEKTIKO
VEQPWOIKO 0UVOPOLIO EKONAWVETAI OTa rnAqiola diIapdpwVv cuvePOLWV

y) 0 10TOAOYIKOG TUMOG TNG VEQPIKNG BAAGBNG: FSGS ri DMS

Eival onuavTikd va TovioTei 6Ti 01 KNIVIKEG Kal BIOXNPIKEG EEETACEIC NPEMEI va NponyouvTal TOU
YEVETIKOU €EAEyXOU Kal Ba npénel va nepIAaPBAvOUV EAEYXO yia: OPOAAUIOAOYIKEG aVWUAAIER,
au@iBoAa yevvnTikd 6pyava/dppev WeUBOEPAPPODITIONOG, dUoNAQCIa OVUXWVY, OKENETIKEG
avwHAaAieg, VEUPOAOYIKG cupnTwuaTa Kal BpouBonevia. H xwpa and Tnv onoia npogpxeral o
acBevng Ynopei va NpocavaTtoAioe! yia TNV EMIAOYN TOU YEVETIKOU EAEYXOU: OI UETAANAEEIC TOU
yovidiou NPHS1 gival mio ouxvég otnv @ivAavdia, eV N cUXVOTNTA TV JETAAAEEWV Tou yovidiou
NPHS2 eival peyahutepn o Eupwnaioug kal Toupkoug acBeveiq napd o acBeveig and Tnv Acia.

‘Ouwg, o€ UEPIKOUG AOBEVEIG UE KOPTIKOAVOEKTIKO VEQPPWOIKO OUVOPOLIO, O YEVETIKOG
EAeyxoc Oev anokaAuntel ueTaAAdéeig o€ yovidla nou ivar yvwoto o1 eubuvovTtal yia To
VEQPWOIKO oUVOPOWO. ZTIG NEPINTWOEIG AUTEG, AV Kal Pia dvoon aitioAoyia n pia cUveeTn
YEVETIKA KANPOVOUIKOTNTA PNOPEI va €ival uneUBuUVEG, n cuvexI{OPEVN TAUTOMOINON VEWV
B€oewv yovidiwv (loci) o€ OIKOYEVEIEG UE KOPTIKOAVOEKTIKO VEQPWOIKO OUVOPOUO, OEIXVEI OTI
undpxouv NPOCOETEG YEVETIKEG QITIEG MOU AKOUN JEV €XOUV TAUTOMOINOEI.

MeTapdoxeuon VEQPOU 0€ KANPOVOMIKO VEQPWOIKO GUVOPOHO

Agv undpxer onuavtikog Kivouvog unoTponniG TNG NPwTonadoug VOooU OTO KANPOVOUIKO
VEQPPWOIKO oUVOPOWO0. AUTO €XEI PAVEI O APKETOUG acBeveiqg e FSGS nou kAnpovopegital pe
TOV QUTOVOMIKO EMIKPATOUVTA XAPAKTNPA KAl O ACOEVEIG PE VEPPWOIKG cUVOPOoO oTa nAaicla
OuUVOPOUWYV: VEQPWOIKG oUVOPOUO nou cuvdudletal e To yovidlio WT1, véoog Schimke,
ouvopopo Galloway, ocuvdpouo Pierson kai vocog Charcot-Marie-Tooth. ‘Ouwg, pepikoi
acBeveiqg epgpavi¢ouv NpwTeEivoupia PYETA TNV YETAPOCXEUON KAl QUTO UMOPEI va OPEINETAI OE
avTiIowpaTa, 6Nwg avTIoWUATA AVT-VEPPIVNG OTO GUYYEVEG VEPPWOIKO GUVOPONO PIVAAVOIKOU
TUMNOU Kal avTIcWPaTa avTi-nodokivng, 6Tav autd o@eileTal oe JETAANAEEIC MOOOKIVNG.
Tuunépacua

KAIVIKO XapaKTNpIOTIKO TWV OIKOYEVWY OPPWV VEPPWOIKOU ouvOpaOLIoU gival OTi gival
KOPTIKOQVOEKTIKd, ouvnOwc ekONAWvovTal e ICTOAOYIKN eiIkova FSGS n DMS  kai cuvnibwg
O€v unoTpomdfouv UETA TNV UETAUOOXEUON VEPPOU. TouAdxioTov 66% Twv MNEPINTWOEWV
KOPTIKOQVOEKTIKOU VEQPPWOIKOU OUVOPOLIOU KATd TO MPWTO £TOG TNG {wiiG opeilovTal o€ kdnoia
YEVETIKI VOOO, LIE MO OUXVEG UeTaAAdéelG oTa yovidia NPHS1, NPHS2, WTT1 kai LAMB2.

Or1 peraAAdéeic Tou yovidiou NPHS1 gival uneUubuveg yia TIG NEPICOOTEPEG MEPINTWOEIG
OUYYEVOUG VEQPWOIKOU OUVOPOLOU, EVW o1 UETAAAdEEIG Tou yovidiou NPHS2 eival uneuBuveg
YIQ TIG MEPICOOTEPEG MNEPINTWOEIG KOPTIKOAVOEKTIKOU VEQPPWOIKOU CUVOPOLIOU MoU ELPAVICETAI
UE npwiun evapén.
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Iia tnv yevetikn diepelvnon acBevous UE KOPTIKOAVOEKTIKO VEQPWOIKO ouvOpoLo Ba
npénei va AauBdveral uri’oyiv n nAikia Tou aoBevouc, n napouoia EEWVEPPIKWY EKONAWCEWV
(woTe va diayvwoTei KAnoio cUvOPOLIO MoU WNMOPEI va CUVUNAPXEI), KaBWG Kal O ICTOAOYIKOG
TUnoG TG veppikng BAAPng (FSGS ri DMS).

lNapd TOV YEVETIKO EAEYXO, OE UEPIKOUG QOBEVEIC LUE KOPTIKOQVOEKTIKO VEQPPWOIKO
ouvdpouo dev anokaAunTeral kdnoia yvworn UeTdAAaén, npdyua nou onuaivel 6T undpxouv
QKON MPOCBOETEG YEVETIKEG QITIEG MOU AKOUN OEV EXOUV TQUTOMOINBE.

Mivakag 1. KAnpovouIKEG HOPPEC VEQPPWTIKOU GuvOpOuoU.

Fovidio Locus KAnpovouikétntTa ®@aivétunog n cuvopouo
AD/AR
MpwTeiveg Tou diappayuarog
NPHS1 19q13.1 AR CNS, pivAavdikou TUnou
NPHS2 1925-31 AR CNS, SRNS, FSGS
NPHS3 (PLCE1) 10923 AR SRNS, DMS
(d1axUTN peCAYYEIOKN OKANPUVON)
CD2AP 6q12.3
TRPC6 11921-22 AD SRNS evnAikou évapgng pe FSGS
ZUOTATIKA TOU KUTTAPOOKEAETOU TG AKTIVNG
ACTN4 19913 AD SRNS oyiung évapéng
MYH9 22q12.3 FSGS oe Appikavo apepikavoug
INF2 14932 AD SRNS otnv epneia (FSGS)
Mupnvikég NPwWTEiveEG
LMX1B 9934.1 AD AuoTpogikoi dvuxeg, anovuca h
duonAaaoTIKA enyovaridoa
SMARCAL1 2035 AR AvoocoooTikn ducnAacia Schimke
WT1 11p13 AD >U0vdpopa: Dennys Drash, Frasier,
WAGR

Mepovwpuévn FSGS kai DMS
MpwTeiveg TNG BacikNng HEUPPAVNG TOU CNEIPAUATOG

LAMB2 3p21 AR > Uvdpopo Pierson

ITGB4 17925.1 AR EnidepudAuon bulosa

MiToxovOIaKEG NPWTEIVEG

coQ2 4g21-g22 AR Avendpkeia COQ10, SRNS npwiung
€vapgng, e N XwpIg EyKePaAopuondadeia

PDSS2 6921 AR Avendpkeia COQ10, Zuvdpopo Leigh kai
SRNS

MTTLA mtDNA 2 U0vdpopo MELAS. Kwgpwon kal FSGS

NAUCOCWMIKEG NPWTEIVEG

SCARB2 4q13-21 AR MudkAovog kal VEQPIKN avendpkela

AD: enikpatouca KAnpovouIkoTnTa AR=uUnoA€INOEVN KANPOVOUIKOTNTA
CNS: ouyyeveg vEQPWOIKO CUVOPOLO

DMS: d1dxutn pecayyeiakn okKAnpuvon

FSGS: eomiakn Kal TUNPATIKA ONEIPAPATOOKANPUVON

SRNS: KOpTIKOAQVOEKTIKO VEPPWOIKO GUVOPOO

(Mivakag e Tpononoinon ano 1iG BIBAIOYPAPIKEG avapopEes 17 kai 27)
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EZTIAKH TMHMATIKH ZMNEIPAMATOZKAHPHNZH / MOAOKYTTAPOIMAGEIA;
KAINIKH NOZOZXZ 'H IZTOAOIKH BAABH;

Mapia KahigvtZidou

NegppoAdyog, EnipeAntpia A° Movadag TexvntoU Neppou,
evik6 Noookoueio KaBdaAag, KaBdaha

H npwtn €ikdva €0TIOKAG TUNUATIKAG oneipauatookAnpnvong (ETZK) nepiypdgnke 1o 1925
ano Tov Fahr o€ eVANKEG aoBeVEiG pe VEQPWOIKG cUvOpPoUOo Pe Evav agloonueiwTa akpIpn
TPoNo. ENicnpave npwigya Tnv GUCXETION TNG VEAG auTng BAGRNG pe Tnv voéoo eAaxioTwv
aMoiwoewv (EA) Kal eionyaye Tov 6po AINoEIBIKA VEQPwon Pe ekpUAIon (degeneration)™®. H
MEAETN OUWG evog dANou naBoAoyoavatduou Tou Arnold Rich 1o 1957 €uele va nepiypdyel
oapeoTepa TNV IoToAOYIKN BAGRN o€ BIoYieg vEKPpWY NAIdIWV HE VEPPWOIKO GUVOPOUO Nou N
ApXIKN Toug dIdyvwon NTav vOoog EAaxioTwv aAoINoewy. AOyw Tou €idoug Twv Topwy (ano
6Ao 10 ve@PO) dlanioTwaoe Kal dlIaTuNWOoE Th CNPAVTIKA NapaTApnon TNG oKANPNVoNg Twv
NAPAPUENK®V VEQPWVWVA. Mapadd&wg n peAéTn auth dev NPokdAeoe 1IBIaiTepn aioOnon.
To gvdlapépov avalwnupwinke dUO dekaeTieG oxeddv apyoTepa dTav naboAoyoavaTtéuol
(Jack Churg, Rene’e Habib kai Richard White) Tng International Study of Kidney Disease in
Children (ISKDC) napouciacav gupnuata Bioyiwv naidiwv JE VEPPWOIKO cUVOPOUO KaTd Ta
€Tn 1966 ewg 1969. MepiEypayav TNV CUYKEKPIYEVN AUTA JOPPN ICTOAOYIKNG BAARNG Kail TN
diaxwploav wg &exwpliotn vooo,®4, Katd tTn dekaeTia nou akoAoubnoe To evOlapEPov
€0TIAOTNKE OTIG dlaPOopEG METAEU Tng ETZK kal véoou EA oe aoBeveig pe veppwolko
ouvdpopo. ApXIoE va YiveTal eupaveg 0T n Npoyvwon TnG ETZK ATav yevikd ¢TwxoTePN Kal
n oAIKN/UEPIKA andvtnon oTh Bepaneia Ye KOPTIKOGTEPOEION ATav ANiyOTEPO cuxvn. ApyoTepa
ota 1980 n cunTnon enavéKkapye divovTag OPWG TwPA EUPACN OTIG OUOIOTNTEG PUETAEU TWV
OUO0 vOowv. ZTn OEKAETIO AUTN avayvwpileTal N ETEPOYEVEIA TNG ICTOAOYIKNG BAABNG TnG
vooou, nou Oev NePIAAPPBAVEI anapaitnTa aAAOIWCEl OKANPNVoNg / UaAivwong Twv
napapueNikwv veppwvwy (Rich) alA\d nepiypd@ovtal kar BAGBEG pe S1aPOPES OXETIKG YE TNV
€VTONION TOUG OTO OMNEIPAPa Kal TNV NoIoTNTa Twv €vOO/eEWTPIXOEIDIKWY PETABOAWY. Oi
Schwartz kai Lewis® g1odyouv Tov 6po «KUTTapIKA» Jop@n TNG VOOOU [E eVOO,/EEWTPIXOEIDIKA
unepnAacia (NapOuoIEG NAPATNPACEIG Eixav NEPIYPAPET vwpitepa and Toug Churg® et al To
1970 ka1 Velosa® et al To 1975). MeTd TNV avayvwopion TG VEQPPONAOEIag OXeTICOUEVN UE TO
ouvOpopo TNG €NiKTNTNG avocooloyikng avendpkeiag (HIV- nephropathy) opioBnke kai n
«PIKVWTIKA (collapsing)» pop@n Tng vooou®.

Me Tov 6po ETZK oI KAIvikoi ve@poAdyol ovoudlouv To KAIVIKO oUvOPOPO Mou
xapaktnpideral and aipvidia Evapg&n npwTeivoupiag, cuvnlwg VEPPWOIKOU eMNESOU, 0idNua,
unoAeukwpaTivaigia kar unepAimdaipia. O na@oAoyoavaTtopol opiCouv pIa HOP@N ICTOAOYIKNG
BAABNG nou xapakTnpieral and NEPIOXES ECTIAKAG TUNPATIKAG CKAAPNVONG TOU OMEIPANATOG
kal oUvINENG Twv NPOCEKBOA®WV TwV MNOOOKUTTAPWY KAl PN ONUAVTIKA €vandBeon
avoocoo@aIpIV®V Kal cuunAnpwpatog®9. Mapartnpeital Aoindv 1o 0§UPOPO [ia ETEPOYEVAG
opAada VEPPIKAG vOoou va neplypd@eTal and Pn  €10IKA CUPNT@OPATA Kal and Jia Koivn
IoTOAOYIKN BAABN NAEIddAg VEPPIKWV VOONPATWV npoodidoviag €vav JIKTO OpIouO
«KAIVIKONaBoAoyoavaTouikoU» cuvOPOUOU NOU CTEPEITAI OTOIXEIO EIOIKOTNTAG.

Ti eival n ETZK; Eival npwTtapxikh ekdnAwon Uiag I8IKNG VEQPIKAG vOoou; YNEP autng
TNG ANOYNG CUVNYOPEI TO YEYOVOG OTI JEPIKOI aoBeveig (1IB1aitTepa naidid) napoucidZouv pia
XAPAKTNPIOTIKA KAIVIKN Jop@n TNG VOOOU PE yprnyopn NPOoodEUTIKA PEIWON TNG VEPPIKAG
Aeitoupyiag. EmnpdcoBetra n oAoéva au&avouevn yvwon OTIG YEVETIKEG METAAAAEEIQ
OXETICOPEVEG PE TNV EP@AvIon 1Id1onaboug ETZK unodelkvUel évav AUECO Kal GUYKEKPIUEVO
NaBoyeveTIKO pnxaviopyd NPOKANONG TnG avTioToIXNG 10TOAOYIKAG BAABRNG o€ €IOIKEQ
nepintwoelg. H ETXK gival opiopévn yop®n 1oTodoyikng BAABNG nou cupBaivel yerd and

SIEyEPON EIBIKWV AVOCOAOYIKWY UNXAIVIOPWY KAl KATEUBUVETAI and NoIKIANIQ NaB0oYEVETIKWV
armiwv; H dnown autn Ba ynopouce va evioxuBei and Tnv napatnpnon 61 n ETZK pnopei va
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gival «kaAondng» wg KOPTIKOEUAIoONTN NEPIOXN AKOAOUBOUNEVN QWG OE PEPIKEG NEPINTWOEIG
Kal and enopevn KopTikoavlekTikn Oladikacia. Eivalr pia n nepioodtepeg véool; H
NapaTNPOUPEVN ETEPOYEVEIQ OTIG KAIVIKEG EKONAWOCEIG, TNV MOPEIA KAl OTIG ICTOAOYIKEG BAAPBEG
unodeIkvUEl iowg Ot oTo pdopa Tng ETZK nepidauBdavovtal nepiocoTepeG and pia voool. Eival
Tautéonun n €EENEN TNG vOoOoU eAAXIOTWV AOIDCEWY; XTa apxikd otddia n ETZK kai n
véoog EA BewpnBnkav Tautdéonueg and apketoug epeuvntégt 12, Agdopéva  nou
unooTnpifouv To POVTENO TNG eviaiag vooou gival: a) n andvrnon acBevwv pe ETZK otn
Bepaneia e KopTIKOOTEPOEIDN(® B) dev €xouv OAOI ACOEVEIQ PE VEQPPWOIKO GUVOPOUO
avOeKTIKO 0Tn XOPNYNCN KOPTIKOGTEPOEIDWY OKANPNVTIKEG AANOINGCEIG OTN Blowia veppou+13
y) acBeveiq pe Tnv idia yovidiakn PETAANAEN napoucidlouv aAOIWCEIG OoTn Bloyia nou
Kupaivovtalr ané Tn vooco EA ewg tnv ETZK &) acbeveiq pe apxikn didyvwon vocou EA
gugavitouv ETZK apyotepa €) acbeveiq pe ETZK kal unotponidfouca AeukwuaToupia YETA
andé peTapdoxeucn n Bloyia pooxeuuatog anokaAuntel vooo EA. Eival véoog Twv
nodokutTdpwv; O KoIvOG NapovopaoTAg OAwv Twv «napailaywv» Tng ETZK eival n BAGBRN
TwV NodoKUTTApwVE® %18 ia nou ol IoToAoyIKEG BAABEG Dev eival anapaitnTa TUNPATIKEG N
€0TIAKEG N aKOUA Kal oKANPNVTIKEG) KAl UNOPET va Unv apopouv HOVO To oneipapa aAAd Kal
10 dIdueco 10168, "Evag evaAAAKTIKOG TPOMNOG Katavénong Kal Tagivounong Tng 1dionaboug
ETZK eival va tnv Bewpnooupe wg nodoKUTTAPONndABEIa Nou avagEPETal  KUpiwg o€
d1adIkacieg vooou Kal Oxi oe naboAoyoavaTouikd eupnuata. Eivai n ET>K 10 kKoIvo TENKS
govondT Tng oneipauaTtikng BAABNG; O1 okANpNVTIKEG PAABEG EKNPOCWNOUV CNEIPAUATIKEG
OUAEG nou pnopei va naparnpnBoulv o€ NAEIAda  VEQPPOAOYIKWY  VOowv(Xpovia
onelpapatoveppimda’®, veppondBeia pooxevpatog??, ano@PAkTikn  oupondBeia®?
dpenavokuTTapikn vooog??, xpdvia IgA, vocog Fabry, ouvdpopo Alport kai Téoa dAAa).
>uvenwg n ETZK pnopei va BewpnBEei TO KATAANKTIKO 10TONAOOAOYIKG ovondATl dIapopwy
NAaBoYEVETIKWV Pnxaviopwyv. Me auth Tnv eppnveia n 1dionadng ETZK pnopei va unodnAwvel
dia N NEPICOOTEPEG NEPINTWOEIG VEPPIKOU VOCNUATOG OTIG OMOIEG TO APXIKO €pEBIoUA yIa
XpOvia NPOOJEUTIKN CMEIPAUATIKA OKANPNVoN OgV €XEl AKOUA TAUTOMNOINOEI.

‘Omi dev katavooUue NANPwG cuvnBifoupe va 1o Ta&ivopoUue Kal 6o0o nio Aiya yVwpifoupe
yla Tn aitia Kai Tn guon Tou TG00 NIo AeNTOPEPNG €ival n Tagivounon. To idio epapudleTal Kal
OTNV CUYKEKPIPEVN «vOo0» TnG ETZK. H tagivéunon Tng eivar pikth énwg kai o opiopog Tng.
Mia aimioAoyikn kal n deUTepn BaciZOPeVN oTa IoTONABOAOYIKA EupnuaTa.

H amoAoyikn ta§ivéunon tng ETEXK oUpgwva pe 6oa npoava®epOnKav eival mTOAUNAOKN
Kal JEPIKEG @OPEG odnyei Ot oUyxuon piIa MNOU NAPATNPEEITAl PEPIKOG Pabudg
AANNAOEMIKAAUWNG PETAEU TwV dIapOpwV KatnyopimveEs19),

H aimoAoyikn Tagivéunon yiveral Bdon dyvwoTtwy, yVwoTwV N UNOTIBEUEVWV AITiLV wG:
1) MpwTonaBdng n 18ilonadng ETZK (dyvwoTo aiTio)

2) Aeuteponabng ETZK (wg andvtnon oe aiTia oneipapaTikng unepTpogiag/unepdinbnong n
nPoNyouuEVNG VEPPIKNG BAABRNG).

3) ANa yvwortd aitia ETZK 6nwg To&iveg, YEVETIKEG HETARBOAEG, AoINWEEIG Kal aBNpo-EUBOAIKNA
vdo0G.

H ioToAoyikn Tagivounon nou iIoxuel TOCO yia Tnv npwTtonadn éco kai yia Tn deuteponabn
ET2ZK Baocicetal otoug 10TONABOAOYIKEG UOPQEC TNG vOOOU MPE Tn Pornbeia onTikou
JIkpookoriou. MNpoTrdOnke and pia oudda naBoAoyoavatopwy HE 1I81AITEPO EVOIAPEPOV TNV
ET>K oto MNMavenmotnuio Columbia 1o 2004, Baci¢ouevn otn dieBvn BiBAIoypagia Tnv euneipia
Kal TN yVWon TOUG PE OTOXO va Opicel Pe PEYAAUTEPN akpiBela pia «oTabepn», enionun
ioTona®ooyikn Ta&ivéunon tng ETZK dieBvwg9.0pigetal wg €EAG:

1) Khaoikn popen ETZK (un €181kn, n nio cuxvd dianiotwpévn popen (NOS: not otherwise
specified FSGS). Xapaktnpi¢etal and €0TIOKA TUNPATIKA CKANPNVON ANPWTAPXIKA TwV
NAPAPUEAIKWV ONEIPAudTwy, NNia JECAYYEIAKN unepniacia kKal duvnTika and andéepagn
TOU TPIXOEIDIKOU auAou and evanoBéaoeig uaiivng%?4, Anoucia avoocoevanoBécewy, EKTOG
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ané evanéBeon IgM kai Cz oTIG GKANPNVTIKEG BAARBEG. ZTO NAEKTPOVIKO PIKPOOKOMIO
napartnpeitar diIdxutn cUvVTNEN TwV NOSOEIdWV NPOCEKBOAWY.

2) Kopugaia popoen (tip lesion FSGS). H nepioxn BAABNG evronideTal otnv KOPUPN TOu
oneipduaTog KovTd otnv évapén Tou eyyug cwAnvapiou. Mpénel va anokAeIoOEi n pIKvWTIKA
pop®n BAGRNG. H evandBeon IgM kai Cz kail o1 BAABES Twv NOSOKUTTAPWY ICXUOUV Kal yia
auTi Tn popen. Adyw Tng KaAUTEPNG NPOyvwong TnG (AIyOTEPO ouxvh eEENIEN o€ TEAIKO
oTAdIo xpoviag veepikng vooou TZXNN) kal euvoikng andvinong otn Bepaneia pe
KOPTIKOOTEPOEION BewpEiTal OTI N oPPN autn IGTOAOYIKNG BAARNG UNopEi va gival npwipo
o1ddio ETZK o€ PePIKEG NEPINTWOEIG N MOIKIAI TG vOoou EAR29),

3) MepinuAaia popen (perihillar FSGS). MepinmuAaia okAApnvon kai uaAivwon o€ ndvw and
50% Twv TUNPATIKG OKANPENVTIKWV onelpaudtwy. MNMpénel npwTa va anokAeIcBoUv n
KUTTAPIKN KAl PIKVWTIKN pop@n. Eival n xapaktnpioTikn BAARN Tng deuteponaboug ETZK.
Ta eupnpaTta Tou avocopOopIopoU Kal NAEKTPOVIKOU UIKPOOKOMiouU €ival dpola Pe TnG
KAQOIKNAG HOPPNG.

4) Kuttapikn popen (cellular FSGS). Xapaktnpidetal and Tnv Napoucia TOUAAXIOTOV EVOG
oneIPAUATOG YE EVOOTPIXOEIDIKN UNEPNAAcCia nou kataAauBAvel Tov TPIXOEIOIKG AUAS. ZTa
unoAoina oneipAuaTa UNopei va napatnpouvtal aAAOINCEIG KAAOCIKAG pop®ng. H didxutn
ouvTNEN TV NodoEIdWY NPOCEKBOAWY ANOTEAET TUMIKO EUPNPA. H KOpU@aia Kal N PIKVWTIKA
HOoPeN NPEMEI va anokAEIGOOUV av Kal MoAAoi naBoAoyoavatopol BEwPoUv OTI N KUTTAPIKN
Kal N PIKVWTIKA Jop®n €ival pia 1IoToAoyikA BAGRN.

5) PikvwTikn popen (collapsing FSGS). H popen autn diakpiveral and Tnv KAACIKN AOyw TNG
ouunTwong (pikvwong) Kal ocKANPNvVong OAOGKANPOU TOU oNEIPAPATOg Kal OxXI and tnv
TUNUATIKA TNG evténmion. AuTn n nio coapn pop@n I0TOAOYIKNG BAARNG (18ilonabng n
oxeTigopevn pe HIV) ouvodelveTal ocuxvd and Bapu VEPPWOIKO CUVOPOPO cuvhOwg
avOEKTIKO OTn XOPNYNoNn KOPTIKOOTEPOEIdWY, ypryopn e&ENIEN VEQPIKNG vOCOU Kal
OUXVOTEPN EUPAVICN OTOUG EyXPWHOUG. AOyw Tng 181aiTepng naboAoyiag Kal KAIVIKAG TNG
€EENENGPY pepIkoi gpeuvnTéG unooTnpidouv TNV dnown OTI N PoPPA auTA NPEnEl va
ovoudAdeTal PIKVWTIKN onelpapatonddeia (collapsing nephropathy) kar 6x1 va Bswpeital
popoen ETZK.

Mpéner va enionpavBei 6T OAeg oI Napandvw POPGEG Napd TNV ICTOAOYIKA TOUG
ETEPOYEVEIQ PoIPAZoVTal £va KOIVO XapAKTNPICTIKO TO OMoio €ival n ayvwoTou aimiohoyiag
OOUIKEG METAPBOAEG TWV NOOOKUTTAPWY. EVIOXUTIKO onpeio TNG ouykeKpiuévng Ta&ivounong
anoTeAEi N napatnpnon OTI TA IGTOAOYIKA EupNUATA BIOYINV AGOEVWY NOU £XOUV UNOTPONIACEI
META and peTapdoxeuon gival cuvnBwg duoIa UE EKEiVa NMPIV TNV PETAPIGOXeUON®®, BewpeiTal
auTtovonTto OTI IGTOAOYIKEG BAABEG OPEINOUEVEG OE AANEG NPWTONABEIG VEPPIKEG VOOOUG
€X0uV anokA&IoBei wg diIayvwoTikn MBavotnTa, Omi To péyebog Tou deiypaTog TG Biowiag
gival IkavonoinTiké Kal n euneipia Tou NaBoAoyoavaTOuUou ENAPKNG.

H ouoxétion petay Tng napandvw I0TOAOYIKNG TA§IvOUNoNG Kal NaBOYeEVETIKWV
pnxaviopwv, cofapdtntag  BAABNG Twv MOJOKUTTAPWV Kal  duvatotntag €MAOYNG
BEPAMNEUTIKWY OTPATNYIKWV NAPAUEVEI AP@IoBNTACIUNG. AvTiOeTa n didkpion HETAEU
npwtonadouq kar deuteponabouq ETEK napauével ouciacTikn pia NoU N NPWTN cuvABwG
ouvoe€Tal e DIAPOPETIKN KAIVIKN EIKOVA, NopEia kal avtandkpion oth Bepaneia. H anouacia
OIKOYEVEIOKOU I0TOPIKOU Kal napayoviwy nou cUpPBAAAouv otnv au&non oneIpauaTikKng
unepdINBnong, n aipvidia Evapgn vEPPwOIKOU TUNMOU NPWTEIVOUPIAg YE NEPIPEPIKO oidnua
KQl UNOAEUKWPATIVAIYIA, N ypriyopn PEiwon TNG VEQPIKAG AEIToupyiag kKabwg kai n mbavn
andvtnon oTn XopNynon KOPTIKOEIDWY €ival XapaKTNPIoTIKA TNG npwTonadoug ETZK®0), F1o
NAEKTPOVIKO PIKPOOKOMIO N S1IAXUTN oUVTNEN TwV NOJOEIBWV NPOCEKBOAWY OTNV NPpWwTONadn
MOpP®N €PXETAI OE AVTIOEON [IE TOV ECTIAKO KAl TUNPATIKO XAPAKTAPA KAl TNV aucTnPn evionion
TNG OTIC NEPIOXEG TNG OKANPNVTIKAG BAARNG oTn deuTEPONABN op@Pn TNG vOoou®324, MoANEQ
QOopEG n Oldkpion PETAEU Twv OUO PoPPWV €ival OUCXEPNG [PIa MOU UndpXouv Cnpeia
aMnAoenikdAuyng. H ohoéva au&avopevn PEAETN KAl EPEUVA TWV OIKOYEVWV JOPPWV TNG

41



ETZK é€xouv nepiopioel onpavTikd 1o pdopa Tng npwtonadboug ETZK kal v Ol OIKOYEVEIQ
MOp@EG Bewpeital OTI dev anavToUv oTNV AVOCOKATACTAATIKA aywyn €xouv RBpeBei Tunol
YOVISIGKWY JETAAGEEWY Nou avTanokpivovtal e authe,

H ETZK guBuiveral yia 10 7-20% Twv NEPQINTWOEWV 1010Mabous VEQPWOIKOU cuvdpduoU
o€ naidid kar evANKEGP?, X1ig HIMA PEANETN Blowidv evNAKwV PE 1IDI0NABEG VEPPWOIKO
oUvOpouo METAEU Twv €TV 1995-1997 anokdAuwe 611 n ETZK Atav To cuxvOTEPO QiTIO PE
avahoyia 35% Twv MEPINTWOEWV OTOUC AEUKOUG aocBeveic kal ndavw and 50% Twv
NEPINTWOEWY OTOUG EYXpwHoUuct?). Zuupwva pe dedopéva Tou USRDS (United States Renal
Data System) n ETZK €ival To mo ocuvnBeg aitio npwtonaboug oneipapaTikng vooou nou
odnyei oe TIXNNEGY, MeTa&U Twv eTwyv 1980-2000 napatnpeital algnon TG cuxvotnTag TNG
ETZK wg aitio TXXNN ané 0,2% o€ 2,3% Twv nepINTOoewV (aUnon kKatd 11 @opEq). MehéTeg
0€ AMNEG EUPWNATKES XWPEG EUPAVIZOUV HIKPOTEPA NOCOCTA ENINTWONG TNG VOooU©E836:37),

O1 enikpaTéoTePEG NABOYEVETIKEG Bewpieg NepIAAPBAVOUV:

A) BAABN otn BioAoyia, Asitoupyia, dopn Twv NOSOKUTTAPWY ano:

eveTikoUg napdyovTeg/UeTAAAEEIG, Nou odnyoUuv o UETABOAEG POPIaKAG SouNng Kal
avadiopydvwon KUTTAPOOoKEAETOU TNG dINBNTIKAG OXIOKNG, oUVTNEN, EEAAEIYPN TwV NOOOEIdWYV
NPOCEKBOAWY, anokOAANon and Bacikn YEPBPAVN KAl CUPPUOEIG TwV NOSOKUTTAPWY PE TNV
KAwa Tou Bowman!16:38:39),
To&IkoUg NapdyovTeg, IOYEVEIG AOINWEEIG, IoXaluia.
B) Mapoucia otnv KukAo@opia napdyovia o onoiog PETABAAANEl TN pop@oAoyia Kal Tn
AEITOUPYIKOTNTA TWV MNOSOKUTTAPWY KAl MPOKAAEI EKAEKTIKA au§non Tng d1anepaToTNTAg TWV
onelpapdtwyv. H Bewpia autn 1oxdel duvnTikA o€ PEPIKEG NEPINTWOEIG unoTponng Tng ETZK
OTO POOXEUPa Kal gvioxUeTal and Tnv €uvoikA gnidpacn Tng nNAacua@aipeong Kai
avooonpoopPOPNOoNG oToug aoBeveig auTougho,

H npoodeuTikn puon Tng vooou, (kataAnyovtag ewg TZXNN), o unoTponiddwy XapakTnpag
NG 1I01QITEPA OE NEPINTWOEIG VEPPIKNG PJETAPNOOXEUONG, 0OONYNOE OTNV avAykKn €UPECNG
IOXUPWYV KAIVIK®V KAl IGTOAOYIKWV MPOYVWOTIKWV JEIKTWV. Evag and Toug nio onuavTikoug
KAIVIKOUG NpOoyvwoTIKoUG JeikTeG anoTelei o BaBuog npwreivoupiag katd Tnv €vapgn Tng
véoou. To 50% Twv acBevwv pe npwTeivoupia ve@pwaoikou Tunou Ba kataAngel oe TEXNN
oTa endpeva 6-8 xpovia evw yia TOug PN Bepaneuduevoug acBeveig To dIdoTNUAa EAATTWVETAI
o1a 3-6 xpovia®h. Mapoucia padikng npwreivoupiag (>10g/nuépa) NPOoRAENEI WIa NIO KAKONBON
nopeia pe Tnv NAEIOVOTNTA TWV acBevwv va katainyel oe TIXNN ota 3 xpdvia“?. AvtiBeTa
10e1hg ve@pIKN eniBiwon ndvw and 80% napatnpeital o€ acOeveig e Pn VEQPWOIKOU TUNOU
npwreivoupia®). H kpeaTivivn opou katd Tnv £&vapgn Tng vOoOU OXETICETAI AVTIOTPO(A PE TNV
didpkela eEENENG o TIXNNH42) H €BvIKOTNTA (MaUpN QUAN) GaiveTal va €Xel eNidpacn oTn
ouxvoTnTa UPAviong Kal Tnv Taxutnta €EENENCHY. O 10XUPOTEPOG OPWC NPOYVWOTIKOG
deikTng eEakoAouBei va napapével n andvinon otn Bgpaneia aveEApTnta and Ta I0TOAOYIKA
eupnuara. AcBeveig o1 onoiol emtuyxdvouv Ugeon Pe Tn Bepaneia n vooog eEelicoeTal o€
TXXNN o€ nocootd AiyéTeEPO and 15% 4449, And Ta 1I0ToAOYIKA EUPNATA N Napouaia dIGUEoNG
ivwong oxeTideTal pe pTwxOTEPN NPSYVWwone). MapodAo Nou N GUOXETION PETAEU IGTOAOYIKWOV
€UPNUATWV Kal NPOYVWwong Napauévn aca®ng, N KUTTApIkoU Kal pIKvwTIKoU Tunou ETZK
QaiveTal va oxeTidovtal Je pTWXOTEPN NPAYVWoNH“7:49),

AnoteAei npOKANCN n Neplypaen Bepaneiag piag vooou nou dev gival vooog.lNapauével
0UOIaoTIKAG onpaciag n SIdKpIon Twv OEUTEPONABWY JOPPWY TNG VOCOU WId NMOU AUTEG KATd
Kavova Oev AvTanokpivovTal oTn XOPAynon AavooOKATAOTOATIKNG Bgpaneiag. TMa Ttnv
npwTonabn Yop@n TnG vOooU NAPAPEVEI AU@ICBNTACIUO av n Ta§ivounon TN eival XpAoiun
yla TNV €MAOYN BEPANEUTIKWY OTPATNYIKWV.

O1 acBeveig avripeTwni¢ovral ye did@opa GApuaka / ueBddoug d10TI undpxel EANEIYN
ENAPKWG TEKUNPIWPEVWY PMEAETWV. H BEPaneUTIKA NPOCEyyion TNG UE KOPTIKOOTEPOEION Kal
QAvVOOOKATAOTAATIKG pApuaKa €xel Bdon pévo av Bewpnooupe 6T N vOoOG EXEI AVOOONOYIKO

42



unoépabpo (Oewpia Tou Shalhoub (1974): koivdg NapovouacTAg N NOSOKUTTAPIKA BAGRN Adyw
dlatapaxng Asiroupyiag Twv T-AeP@oKUTTApwV)1549), H anotuxia duwg TNG aywyng autng
UNodEIKVUEI OTI DUVNTIKA CUPPETEXOUV Kal AAAOI UN avOCOAOYIKAG GpUONG NAPAYOVTEG.

H apxikn gpneipia Tng avmipetwnmong 1ng ETZK pe KopTIkooTEPOEIBN UNNPEE ANOYONTEUTIKA
HE avapepdueva NocooTd NANPoUG UPeong KATw and 20% oTIG NEPICOOTEPEG PEAETEG. Agv
anoTeAei €KNANEN OTI O VEQPOAOYOI apPXIKA unAp&av €nIQUAAKTIKOI oTn Xxopnynon
KOPTIKOOTEPOEIOWV N AVOOOKATACTAATIKNG BEpPAnEiag OoToug EVAANIKEG, ME MOCOOTO TWV
€EVNAIKWV va AQPBAVOUV KOPTIKOOTEPOEION MOAU PIKPOTEPO aNO TO AVTIOTOIXO TWV NAIBIWV
(33% €vavmi 90%)9. MeTd 10 1980 enikpdTnoe Wia Mo aiciodogn oTdon [ia Mou OTIg
NEPICOOTEPEG PEAETEG NAPATNPENBONKE NocooTd Upeong Ndvw and 30-40% pe Tn xophynon
Bepaneiag®. Mpdoeata dedopéva unooTnpiCouv 6Tl AKOUA Kai n 1Id10NadNg PIKVWTIKA Jopen
nou BewpEiTal KOPTIKOAVOEKTIKA 0TNV NPAYUATIKOTNTA UNOPEI va anavinoel 6Tn OEPANEUTIKA
@5%2) H BeAtiwon Tng andvinong otn Bepanegia oxeTidetal PYe Tn PeyaAUTtepn JIAPKEIQ
XOPNYNONG TV KOPTIKOOTEPOEIdWV. TO MOCOOTO AUTOUATNG UPECNG Eival JIKPOTEPO aAnod
6%®3.

> € aobeveiq YE PUOIOAOYIKA N PN VEPPIKN AEITOUPYia Kal NPWTEIVOUPIa PN VEPPWOIKOU
eniNESoU eV OUVIOTATAI N XOPAYNON KOPTIKOOTEPOEIDWY / AVOOOKATAGTAATIKNG AYWYNG JIa NOU
O¢ev gival ouvnBeg va egeliooetal n vooog oe TXXNN. Na 6Aoug Toug acBeveic pe npwtonadn
ETZK ouviotdral n xoprynon avacTOAEWV PETATPENTIKOU EVZUOU AYYEIOTEVOIVNG / AVACTOAEWV
unodoxewv ayyeiotevoivng (MEA/ ARB) eite Aaupdvouyv €ite OxI QvOCOKATAGTAATIKN aywyn.
evikd p€Tpa dnwg NEPIOPICPOG AAATOG, PUBUIoCN apTNPIAKNG NiEcNG, XOPNyNon UNOAIMISAIMIKAG
aywyng ouVICTWVTAL.

"o Toug acBeveig pe vepPwaikoU TUNOU NPWTEIVOUPIa N apXIKA NPOCEYYIoN NEPIAAPBAVEI
XOPNyNon KOPTIKOGTEPOEIDWY AAG 0 DOKIHOG XPOVOG kal D0CoAOYia DEV £XOUV AKOUA KABOPIOTE.
And TIG NEPICOOTEPESG PEANETEG MAPATNPEITAI UPEON PE PEYAAUTEPO dIACTNUA XOPNyNong,
TOUAGXIOTOV 4 pnvav kal d6on npedviZovng 1mg/KBZ/npépa (uéyiot ddon 60 - 80mg/nuépa®+59.
€ NEPINTWOEIG PN andvinong (avBEeKTIKOTNTA OTN XOPNYNON KOPTIKOOTEPOEIOWV) N GUXVWV
UMNOTPOMNWV 0 CUVOUACUOG KUKAOCMOPIVNG Kal XapnAwV 06cewv NpedviZovng Bewpeital dOKIUOG
HIa Mou UndpXel JEYAAUTEPN EUNEIPIA KAl ENAPKEIG KAIVIKEG UENETEQ®ESN, Av undpxel avTEVOEIEn
XOPNYNOoNG KUKAOOMOPIVNG GANG QvOCOKATACTAATIKA pAPHUAKA (TAKPONIOUG, UUKO(AIVONKO OEU,
OEPONIIOUG, HOVOKAWVIKWV QVTIOWHUATWY) £XOUV OOKIUAOTEI AANG N KAIVIKN EUMEIRIQ KAl Of JEAETEG
eival nepiopiopéves. O pOAOG TNG NAACUAPAIPESNG Eival NEPIOPICUEVOS KUPIWG OTIG NEPINTWOEIG
unotponng ETZK perd and petapdoxeuon n o€ NEPINTWOEIG CORAPWY EKONADCEWV TNG VOOOU,
padikng NpwTeivoupiag aveEAPTNTWG XOPNyNoNG AVOCOKATACTAATIKNG Aywyng Kal Grou Ta enineda
TOU «KUKAOQOPOUVTOG Napdyovta» aveupiokovTtal 191aiTepa uwnAd®es), Auth Ba npénel va
€QAPPOLeTal UE oUYXPOVN aVOCOKATACTAATIKN aywyn. NEWTEPEG UNOOXOUEVEG MEANOVTIKEG
Oepaneieg nou apopouUV NAPAYOVTEG PE IVWOOAUTIKEG IBIOTNTEG (MPPEVIOOVN, O€IalONIBIVEDIOVN,
pooiyNTagévn)e8) avricwia évavT Tou napdyovra vékpwong dykou (TNF-a) Tnv: aviaNipoupdunn
Kal TN xopriynon YaAakTodng BpiokovTal o€ nelpapanksd otddio®?),

H aAnBivii npdod0og oTa eNOPEVA XPOVIA AVAPEVETAl OTN BACIKN EPEUVA ECTIACKEVN OTN
YEVETIKN Kal naBo@uaciooyia autng TNG NOAUNPOCWNNG «MOOOKUTTAPIKAG» VOCOU Napd otn
OOKIUN TwV EKACTOTE VEWV PAPPAKWY PE TNV eAnida mOavng avianokpiong. Hon €xel yivel
BOeapaTtikn npdodog otov Topéa TnG Tautonoinong Tng ETZK pe yevetiké undéotpwua. H
Tautonoinon dAMwv napayovTwy nou NPodyouv Tnv NpwTeivoupia, Tnv BAARN, anoppuBpuion,
anodiopydvwon Twv NodOKUTTAPpwY anoTeAE avau@iBoAa Tnv nio UNOCXOPEVN NPOCEYYIoN
yia Tn Bepaneia Tng ETZK Baci¢éuevn otnv aimiohoyia kal 6x1 oTnv ukaipia n toxn.

H npwtonabng ETZK anotelei yia Toug oUyxpovoug VEQPOAdYyoug évav AaBupivoo Pe
NOANEG €10600UG Kal pia pévo BNIBepn €£080. H npwiun napgéuBacn kai n NAAPNG yvwon Twv
S1adpopwVv Tou anoTeAei Tov NoAundONTo pito TNG ApiAdvng.
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AEYTEPOMAGHZ EZTIAKH TMHMATIKH ZMNEIPAMATOZKAHPYNZH

Znupidwv Katocoudag

NeppoAdyog, EnipeAntng A~ NeppoloyikoU Tunpatog, B * MponaideuTikn MaboAoyikA
KAvikin Maveniotnpiou ABnvwv, Maveniotnuiakoé Mevikd Noookopegio «<ATTIKON», ABAva

H Eomiakn TunuaTikA ZneipapatookAnpuvon (ETZK) gival pia ouxvi oneipapatikn BAABN
(6x1 vOo0G) nou ekdNAWVETAI HE NPWTEIVOUPIa N VEPPPWOIKO cUvEPOUOo Kal EuBUVETal yia TO
10-30% TV xpdéviwv oneipapatovePpiTidwv. Aimoloyikd n ETZK tagivopeital wg npwronadng,
OIKOYEVNG Kal deuTePONAONG.

H deuteponadng ETZK unopei va npokAnBei ano noikiAa aitia, Onwg I0YEVEIG AOINWEEIG
(nx HIV, napBoiol, nnartitida B), To§ikh dpdon papudkwv (napidpovdrn, IvTEpPePSVN, Npwivn,
otepoeIdn avafolikd), kakonbn voonuata (Aéupwpa), naxucapkia, dPENAVOKUTTAPIKA
avaipia. Qotéoo n nio cuxvh popen deuteponaboug ETZK eival n €§ ungpdinBnoewg. Auth
NPEOKUNTEI AMNo pia og1pd NPOCAPUOCTIKWY NXAVICUWY TOU VEQPOU OE KATACTACEIG ANWAEIAG
VEQPIKNG pAlaG (VEQPWVWY), ONwCg O©e povnpn VEPPO, HETAPUOOXEUUEVO VEQPO,
KUGTEOOUPNTNPIKN MANVOPOUNON, YEVETIKEG OUOMAACIEG TOU VEQPPOU, XEIPOUPYIKEG
enePBAceIg oToV VEPPO, ANWAEIQ VEQPWVWY ano AMEG onelpauatonddeieg kAn. H peiwon
TNG VEPPIKNG PAZag, aveEapTATWG aITiag, NPOKAAEI avTipPoMIoTIKA, EvOOoNEIpapaTikn algnon
TNG UudPOOTATIKNG MiEoNG Kal MOavwg euBUveTal yia TNV €KONAWON TWV ICTOAOYIKWV
alMoiwoewv Tng ETZK. Ta TeAeuTtaia xpdvia onpavTikn augnon napouciddel n ETZK nou
oxeTideTal pe TNV naxuoapkia. MeipapaTikeG Kal KAIVIKEG JEAETEG £0€1Eav OTI N Naxucapkia
€nAyel TNV oNEIPAPATIKN unePdINONoN YECW NOIKIAWVY NABOYEVETIKWV PNXAVICUWV, OXI TANPWG
KATAVONTWV aKouN.

O11oT0NOYIKEG EKONAWOEIG TNG ETZK dev BonBouv oTov diaxwpioud YeTa&u npwtonaboug
kal deuteponabouc popeng. BAABeg cuvnyopnTikég deuteponaboug ETZK ano unepdinénon,
€ival n napouacia dlIoyKWUEVWY ONEIPAUATWY Kal N akavovioTn cuvingn Twv nodokuTTtdpwy. H
dlapopikn didyvwon Baci¢eTal KUpiwg oTo IOTOPIKO (OIKOYEVEIOKO, PAPUAKA, XPAON OUCIWV)
Kal TIG KAIVIKEG eKONAWOEIG. Alpvidia évapén veppwaolkol cuvdpouou Oe veaph nAikia
ouvnyopei unép npwtonabouq ETZK, evw pn ve@pwolkoU TUMOU AEUKWMPATOUPIA ME
NPOOJEUTIKA augnon autng, Xxwpig va cuvodeUeTal akOuN Kal o Bapid AeUKwuaToupia, ano
UNOAEUKWATIVaIYia Kal oidnua cuvnyopei unép deuteponaboug ETZK.

H didkpion peta&u npwtonaboug kar deuteponaboug ETZK eival BepeNiwdng KaBwG n
OepaneuTIKN TOUG AvTIHETWNION JlIAPEPEI PICIKA. H XpAon avoooKATAGTAATIKWY PAPPAKWY
anoteAei Tnv Bdon Tng Ogpaneiag yia Tnv npwTtonadn ETXK, evw otn deuteponadn ETZK n
avTiyeTWNIon BacideTal 6To YNAOKAPICHUA TOU CUCTAATOG PEVIVNG-AYYEIOTAGIVNG Kal GTNV
ano@uyn n eEAAeIPn TN KUPIAG aITiag nou TNV NPokaAEei. ANa PETPA yIa TNV AVTIUETWMION
Tng deuteponaboug ETZK gival n puBuion TG apTnPIakng nieong, N NPOANWN KAl AVTIKETWNION
TNG NAXuoapKiag kal n Bgpaneia Tng unepAINIdAIPIag Pe oTaTIVEG.

Idiaitepn avagopd yiveralr otnv ETZK Tnv oXeTIiZOPEVN PE TNV NAXUCAPKIa KaBwg auTth
AapBavel pyopen emidnpiag Ta TeAeuTaia xpovia. H e§€NEN npog TEXNA eival cuxvi Kai n
avtanokpion Tng oTo pnAokdpioua Tou dagova PA eival pévo pepikn. H anwAeia Bapoug (Ue
diaira N xeipoupyikn eneppacn) EO€IEE va PEIWVEI OCNUAVTIKA TNV AEUKWPATOUPIO aKOPN Kal
O€ NAXUCAPKA ATOUA PE AANEG HOPPEG OMEIPAPATOVEPPITIOAC. MNpooPaTeq PEAETEG £De1Eav
6Tl 0 cuUVOUACHOG PEIWHPEVNG VEPPIKAG JAZaG KAl NAXUCAPKIag, MPOKAAEi cuvepyikd duopevn
enidpaon otn vePpIKn AeIToupyia.
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ANOZOrENETIKA ZYZTHMATA ZTH METAMOZXEYZH NE®POY

Mapia ZnuponouAou - BAdxou

ZuvtovioTpla - AieuBuvtpia Tunpyatog Avocoloyiag - lotooupBatéTnTag,
M.F.N. <ANEZANAPA», ABnva

H petapdoxeuon oxeddv KAOe €idoug {wvTog opydvou n 1oToU, NMou Katd kavova
npogpxovtal and YEVETIKA dIAPOPETIKOUG O0pyaviopoug (aAopeTaudoxeuon), evw Eekivnoe
apxika oav neipapatikn diadikacia avdykng, BEwpPEiTal CNUEPA WG ANOTEAECUATIKOG TPOMOG
Bepaneiag yia TNV QvTIUETWNION TNG AvendpKelag TEAIKoU otadiou OlapopwVv opydvwyv
(veppou, nnarog, kapdidg, Nveuudvwy). H and pakpou eniAuch Twv XEIPOUPYIKWY BEUATWV
KaBwg Kal o1 EEENIEEIC TNG TEAEUTAIOG OEKAMEVTAETIAG OTNV AVOCOAOYIA, TNV AVOCOKATACTOAN
aA\d Kal Toug JIAPOPOUG TOUEIG TNG IATPIKAG YEVIKOTEPA, €XOUV CUVTEAECEI WOTE N
METAPOOXEUGN OPYAVWV Kal I0TWV Yia BEpAneuTIKOUG OKOMNoug va anoTeAei dIEBvwg
KaOnpEPIVA KAIVIKA NPAKTIKA, JE WEYAAO NOcooTo enimuxiag. Ouwg, napd Tnv TepdoTia npdodo,
0 KUPIOG MEPIOPICUOG YIa TNV EMITUXN €KBacn diag PETAUOOXEUONG KUPIWG VEPPOU Kal OE
MIKPOTEPO BaBud Twv AAAWV cupnaywv opyAavwy, gival avoooAoyIKn andvtnon Tou AnnTn
EVaVTI TV KUTTApWV Tou dOTN.

H Bdon yia Tnv évap&n Tng €181KNG avooiakng andvinong , JETA Tnv €icodo evog avTiyévou,
gival n avayvwpion and 10 avoolakd cUoTnua Twv «JIKWV» Tou anod Ta «EEva» OTOIXEIa
(aMoavayvwpion). ZTIG JETAUOOXEUCEIG OPYAVWY N I0TWV, N AvayvwpIon TwV avTiyovwy Tou
pjooxeuuatog (aAAoavTiyova),and To avooliakd cuoTnua Tou AANTn, wg &Evwv yia Tov
Opyaviopo, OIEYEIPEI TOUG PNXAVIOUOUG andppiyng, PE AMOTEAECHUA TNV AMWAEIQ TwV
pooxeupdTwy. H andéppiyn Tou aAopooxelpaTog ival yia nepinAokn diadikacia otTnv onoia
EUNAEKETAI TOOO TO KUTTAPIKO GCO0 KAl TO XUPIKG OKEANOG TNG AvooIakng andvtnong. Metd tnv
anokpunToypd@naon Tou avepwnivou yovISIWPATOG NPOEKUWAV vEa dedoPEVA, oNUAVTIKA yia
Tov Topéa Tng Metaudoxeuong, e@Ooov NapatnpnOnke OTi MOAU PEYAAN CUYKEVTPWON
YEVETIKOV MOAUPOPPICUWV (ONA. YEVETIK®WV dIAPOPWYV), EMIKEVIPWVETAl OTA yovidia nou
KwAIKOMNOIoUV yIa JOpIa Mou €UNAEKOVTAI OTIC AVOOOAOYIKEG avTIOPACEIG NOU NupodoTouvTal
METG Tnv €icodo €vog al\oavTiydvou OTOV opyavioud (avTiyovornapoucliacTIKd uopla,
UNodOXEIG, HECOAAPBNTEG TNG AVOCIAKNG andvinong, cuvoIEyEPTIKA popIa, K.A.M.).

H avocoandvrinon Tou EgvIOTN OTIC UETAPOOXEUCEIG OTPEPETAI £vVAVTI MOIKIAAWY aAvTIyOVwY,
Ta onoia KwdlikonolouvTal and NepIccoTePOUG and 40 yeveTIKoUg TONOUG KAl CUVICTOUV Ta:

A) Zuothpara Meidovog loTtooupuBaréTnTag ota onoia avAkouv

a) Ta GUCTANATA TWV EPUOPOKUTTAPIKWV AvTIYOVWY Kal KUpiwg To cuctnua ABO, av Kail
onuepa o ppaypog Tng ABO acupBaTtédtnTag YNopei va avTieETwNICOET OTIG JETAUOOXEUOEIG
VEQPWV HE OUYKEKPIUEVOUG XEIpIOUoUG (xopnynon avti - CD20 pPOVOKAWVIK®V
QvTICWUATWV, NPOoPOPNCN CUYKOANTIVMV),

B) Ta avmiyova Tou Meidovog ZupnAéyupatog lotooupBarétntag (MHC Major
Histocompatibility Complex.) yvwotrd otov dvBpwno kai wg HLA avtiyéva (Human
Leucocyte Antigens) Ta onoia diakpivovtal o Ta&ng | (HLA- A,-B,-C) kai Tagng Il (HLA- DR,-
DQ,-DP). O kevtpikdég polog Twv HLA popiwv otnv andppiyn Tou acuUpBartou
AaA\OPOOXEUUATOG KaTd Tn d1adikacia OEPANEUTIKNG PETAPOCXEUONG OPEINETAI TOOO OTO
BioAoyikd Toug poAo (MHC nepiopiopdg), 660 kal oTov EQIPETIKG UEYANO MOAULOPPICUO
nou eu@avi¢ouv Pe anoTéAecpa tn PeyAAn noikilopop®ia Tou nAnBucpou. O Babudg
oupBarotntag d6Tn-AAnTn wg Npog 1a HLA -avTiydva ival o KUpIog YEVETIKOG NapdyovTag
yla Tnv anodoxn aA\oyevwyv 1I0TWV Kal opydvwyv. Ocov apopd Ta VEQPIKA PHooxeUuaTa, ol
NEPICOOTEPEG MONUKEVTPIKEG PEAETEG, JOAOVOTI T ANOTEAECUATA TWV PETAPOOXEUCEWV
NMOIKIA\OUV PETAEU Twv SIAPOPETIKWV KEVIPWYV (av Kal €xouv BEATIWOEI apKeTd PE Ta
VEOTEPA AVOOOKATAGTOATIKA (@APUAKA) OUCXETICOUV TNV KAAUTEPN €nifiwon Tou
pMooxeUpaTog PE Tov BaBud TnG cupBatotntag wg npog 1a HLA avtiyéva. O oxeTIkOg
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Kivduvog anwAeiag pooxeupatog o HLA acupBatédtnta 80Tn-AnNnTn, napapevel katd 25%
nepinou peyaAuTtepog anod o1 oe HLA- A,-B,-DR cupBaTtoug 00TEG-ANNTEG. Z€ pia npdopaTn
ONPAVTIKN NOAUKEVTPIKNA PEAETN DIANICTWONKE Pia oTATIGTIKA NOAU onAvTIKA €Nidpacn TG
HLA cupBatotntag otnv enifiwon Tou pooxeupaTtog (p<0.0001), kaBwg kai 611 n enidpaon
Kal TWV TPIWV YEVETIKWV TOnNwv HLA-A,- B,- DR eival icodUvapn kar abpoioTtikh. Ouwg ,
MOAOVOTI undpxouv dlapwvieg yia Tn onuacia TnG HLA cupBatdtntag, n emidoyn Tou
KaTaAAnAGTEPOU  OOTN-AAMTN  BacideTal, katd npotepaidétnta, otnv HLA-A,-B,-DR
ouupartoTnTa.

B) Zuotnpara EAdcoovog loTocupBarétntag rnou eivar:

a) Ta avniyéva EAdcoovog lotooupBarétntag h mH avriyéva (minor Histocompatibility
antigens, mHags). Ta mHags dev anoteAouv €va gviaio cuoTnpa, aAAd eival pikpd nenTidia
€VOOKUTTAPIKWY MPWTEIVWV, NMOU CUVOEOVTAl KAl MApoucIAlovTal ECW CUYKEKPIMMEVWYV
HLA popiwv. Eival dnA. aAoavTiyéva nou avayvwpifovtal TOoo PE ToV AUECO TPOMo
avayvwpiong 000 KAl wg KAAooIKa avTiydva Kal unopouv Kal autd va npoKaAouv
al\oyeveig avTidpdoelg. Méxpl onuepa eAAXIOTEG NPWTEIVEG €xouv avayvwplobei wg mH
nentidia (n.x HA-1 wg HA-8. H-Y avtiydévo Tou @uUAou, n pitoxovoplakn npwteivn MTF, n
B2 - pikpooaipivn K.a ). H kKAIvikA onuacia Twv mHags otnv enifiwon Twv VEQPIKWV
pooxeupdTtwy dev €xel enBeBaiwbei, pe e&aipeon To avtiyévo Tou GUAoU H-Y (yuvaikeg
AMATPIEG VEPPIKOU JOOXEUATOS and dvopa 6OTN £Xouv Au§nuévo Kivouvo andppiyng Tou
MOOXEUPATOQ).

B) Ta non-HLA MIC A,MIC B yovidia (MIC - Major Histocompatibility Complex class |

chain-related)
Ta yovidia MICA kai MICB Bpiokovtal otnv MHC nepioxn ,kovtd otov HLA-B yeveTikd TONo
Kal KwOIKOMOIOUV EMIPAVEIAKES YAUKONPWTEIVEG, Nou EKPPAZOVTAl OTNV EMIPAVEIA MOIKIAWV
KUTTAPWYV, CUPNEPIAAPBAVOUEVWV TwV EVOOBNAIOKWY Kal ENIBNAIKWY KUTTApwV. PaiveTal
611 puBpidouv Tn kKutTapoTo&ikn dpdon Twv NK kal Twv CD8+ kuttdpwv, epdcov gival
ouvOETeG Tou enaywylikoU NKG2D unodoxéa. Aedopgvou 61 Ta MIC yovidia gugpavidouv
UWnAS noAupop@iopd, npdo@ata eAvNKe OTI EUNAEKOVTAI KAl OE UNXaviopoug andéppiyng
epooov €101k ahoavTicwpata Evavt MICA kar MICB aAnAopdp@wv avixveuovtal cuxvda
OTOV 0PO PETAUOOXEUUEVWV AOOEVWV

Y) OIkoyévela and OXeTIKA MOAUPOPPIKA avTiydva nou ek@pddovtal oto €vOOONAIO -
€véoOnNiakad avtiyéva (AECASs), unopei va endyouv XupikoU TUnou anoppiyelig. H kAIVIKn
onuaocia Twv AECAs €xel NepIypaQei O UETAPOOXEUCEIG OEPPATOG, VEPPOU, Kapdidg,
nveupdvwyv Kal naykpeatog and HLA cupBatd ddtn, nou KatéAn§av o€ anwAeia Tou
MOOXEUUATOG.

0) EI81ka 10TIKA avtiyéva pn noAupop®ikd (Bipevtivn, kKoAayovo V, K-al ToupnouAivn,
unodox&ag Tunou | Tng ayyeiorevaivng ll).

KIR unodoxe&ig Twv QUCIKWV KUTTAPOKTOVWV KUTTApwV

Mia véa oudda NoAUPOPPIKWY YovISiwv Nou (aiveral va naidel onpavTikd poAo otnv
avoolakn andvtnon eivar n oikoyévela Twv KIR (Killer Immunoglobulin -like Receptors)
UNOJOXEWV (EMAYWYIKOI KAl AVACTAATIKOI) TWV (QUGCIKWV KUTTAPOKTOVWV KUTTapwv (NK
KuTTdpwv). O1 unodoxeic autoi ekppddovtal otnv enipdvela Twv NK aA\d kal KUTTapOTOEIKWV
T AeppokuTTApwy Kal pubpicouv Tn Aeiroupyia Toug. Or avacoTtaATikoi KIR wg cuvdETEG EXOUV
enitonoug HLA 1d&ng | popiwv (kupiwg HLA-C) i popiwv Tunou 1agng |. H avayvwpion anod
Ta HLA 1d&ng | popia Twv enaywyikwv KIR unodoxéwv endyel Tnv NK dpdon, evw, avTtiBeta
avayvwpion Twv avacTaATik®wv KIR Tnv avactéMel. Or KIR unodoxeig xapaktnpi¢ovtal anéd
YOVIBIaKO NOAULIOPPICHO KAl TO PENEPTOPIO TOUG DIAPEPEI PETAEU ATOUWY, OTOIXEIO MOU KAVEI
noAU mBavév ol SIaPoPES TOUG VA GUVOEOVTAI UE KAIVIKEG KATAOTACEIG OMNOU UMEICEPXOVTAl
al\oyeveic avmidpdoelg. TeAeutaia undpxel Peydlo evdlapeépov oto poAo Tng NK
JEcOAaBoUEVNG aANOAVAYWPIONG OTIG JETAPOOXEUOEIG.
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MEeANOVTIKEG NPOONTIKEG

Mpooeara 10 evOIaPEPOV TWV EPEUVNTWY ECTIAZETAI TN DIEPEUVNON TOU POAOU Kal AAAWV
YEVETIKWOV MOAUPOPPICUWY, ONWwG MNOAUPOPQICUOI TwV YovIdiwv TwVv KUTTAPOKIVWY,
NOAUNOPPICUOI TwV YoVISiwV Popiwy TNG GUOIKAG avoaciag, MOAUPOPQICHOI TwV YovISiwv nou
EUNAEKOVTAI OTO PETARBOAIOUO CUYKEKPIMUEVWY AVOCOKATACTAATIKWV N XNUEIOOEPANEUTIKWV
Papudkwv, Nou Mavd va nai¢ouv KAnolo pOAo oTnv EKBacn TV PETAPOOXEUCEWY. To Nedio
auTod, JONIG EXEI APXIOEl va EPEUVATAI,CUVEN®G TA ANOTEAECUATA TwV JIAPOPWV LUEAETWV €ival
OUXVA QVTIKPOUOUEVQ.

2TN ONPEPIVA EMNOXN Ol UNEPOUYXPOVEG, AQUTOUATOMOINPEVEG, PEYAANG KAIMOKAG Kal
duvatotnTwyv TeExVoAoyie¢ nou avantuxdnkav (DNA microarrays, DNA microchips,
Pyrosequencing, K.a.) pag divouv Tn duvaTtotnTa YEAETNG TNG MOPIAKAG BACNG KAl EKGPACNG
TV YovISiwv Kal Twv NpoidvTwy Toug. BERaia epdoov undpxouv nepinou 1600 yovidia nou
NICTEUETAI OTI EUNAEKOVTAI OTNV AAAoavayvwpion Kai Tn pUBUIoN TNG Avooiakng andvinong
(puoikn kar €10IkA) kal pe OedoPEVO OTI MOMAG and autd eu@avidouv €va Pabuod
noAupop@IcpoU, anaiteital n avéluon peydAwv opddwv acBevwv yia Tnv agioAdéynon Kal
IEPAPXNON TwV MAEOV EVOEIKTIKWV KAl MPOYVWOTIKAG ONPAciag yia Tn PETAPOOXEUON
QAVOOOYEVETIKWV OEIKTWV.
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MHXANIZMOI AMOPPIWHZ NE®PIKOY MOZXEYMATOZ.
O POAOZ THZ ®YZIKHZ ANOZIAZ

Aikartepivn Tapdaon

BionaBoAdyog, Aleubivipia TuAapatog Avoooloyiag-lotoocupBartdérTntag,
leviké Noookopeio ABnvwyv «O EYAITEAIZMOZ», ABnva

Mapd Tnv TEPAcTIa NPOODdO CTOUG TOPEIG TNG XEIPOUPYIKNG TEXVIKNG KAl TNG CUVTNPNONG
TWV HOOXEUPATWY PJEXPI TN OTIYUN TG TONOBETNONAG TOUG 0TO AANTN, O KUPIOG NEPIOPICUOG YIa
TNV ENITUXN €KBaon pIag HETAPIGOXEUONG VEPPOU ival N Avooiakn andvrnon Tou AANTn €vavTl
TWV KUTTAPWV/10TWV Tou 86T, To avooiakd cUoTNua, TO OMoio €xel avanTuxBei pe okond va
Olakpivel Ta «id1a» dnA. Ta dIKA Tou and Ta EEva OTOIXEIQ, OTN NEPINTWON TWV PYETAPOOXEUCEWV
€MITEAEI TN A€ITOUpYia TOU, PE TO VA avayvwpidel Kal va KAaTaoTPEPEI Ta EEva KUTTapa Tou doTN.

H andppiyn Tou pooxeupaTtog Ta&ivoueital ue BAon TN XPOVIKN OTIYUA TNG EKONAWONG TNG
META TN peTapOOoXeUCn o€ ungpo&eia (o€ AenTd Ewg WPEQ), o&eia (o€ PEPES WG BOOUADEQ),
eniBpaduvopevn o&eia (UETA Toug 3 UAVEQ) kal XPOvIa (O€ PNVEG Ewg Xpovia). Mnopei akdun
va TagivounBei pe Bdon TIG NaBO@UGCIONOYIKEG UETABOAEG (SiduECN-KUTTAPIKOU TUMOU,
ayyelakn, evooBnAiou-avTiowuaTtoeEAPTWPEVN), TN BaputnTa (UE BAcn Tn pAgyPovN Kal BAARN
TWV 10TWV, ONwg autn BaBuoloyeital katd Banff), Tnv andvinon otnv Bgpaneia (avroxn n pn
OTa YAUKOKOPTIKOEIDN), TNV Napoucia n anoucia VePPIKAG SUCAeIToupyiag (0&gia n UNOKAIVIKN
anoéppiyn, AavTioToIXa) Kal TEAOG TOUG avOOOAOYIKOUG PNXAVIOPOUG (QUOIKA 1 €nitnTn
avocoandvtnon).

‘Onwg anedeiEav Ta npwta neipduara Tou A. Mitchinson oTig apx€g Tng dekaeTiag Tou ‘50, ol
avooOoanavtNoEIG EVaVTI TwV AAOAVTIYOVWVY EUNAEKOUV TOOO TN XUUIKA (QVTICWUATOEEAPTWHEVN)
600 Kal TNV KUTTAPIKA avoaia.

KuTttapikou Ténou anéppiyn

H nio cuvnéng popen o&giag andppiwng apxicel dtav Ta aloavTiyova (MHC uopia, avtiyéva
Tou 2Zuothuatog ABO Ttwv EpuBpokuttdpwy, evdoBnAiakd avtiyova, EAdoccova AvTtiyova
loTooupBaTOTNTAG) TOU POOXEUPATOG / BOTN NapouaciddovTtal and Ta avTlyovonapoucIiacTIKA
kutTapa (APCs) d6Tn n AnnTtn Kai avayvwpicovtal and 1a T Aeu@okUTtTapa Tou AAnTn (pdaon
guaicOntonoinong). Ta aMoyeva MHC pdpia napoucidlovral MNPOKEIYEVOU  va
avayvwpicBouv andé ta T KUTTapa Tou AANTn pe 3 Tponoug: H dpeon avayvwpion,
nepiAauBavel Tnv avayvwpion and 1a T kUtTapa Tou Anntn, dBiktwv MHC popiwv ndvw ota
APCs ToU pooxeupaTtog/d0Tn, Ta onoia eival cuvdedepéva pe nentidia. O TPONOG AuTdg
napouciaong eival povadikég yia Ta EEva MHC pépia. H éupeon avayvwpion nepiAapBAavel
Tnv enegepyacia Twv MHC popiwv Tou 86Tn and Ta APCs Tou AANTN KAl OTN GUVEXEIQ TNV
napouciacn Toug, ocuvdedepeva pe Ta MHC pdpia Tou AdnTn, ota T KUTTapa Tou AAnTN.
Yndpxel kal n npIduecn avayvwpion, katd Tnv onoia Ta APCs Tou AMnTn napaAapBdvouv
aBikta MHC pdépia Tou 841N Kal Xwpig enegepyacia Ta napoucidadouv ota T KUTTapa Tou AnmTn.
Ta kaAutepa APCs cival Ta wpipa Aevopimikd kuttapa (DCs), aAd kal Makpogdya, B kuttapa
kal akéun gvooBnNANIakd kal enIONAIOKA KUTTAPA TWV VEPPIKWY CwANvapiwv pnopouv va
napoucidoouv avTtiyova ota T KUTTapa. X1a apXIkd oTddia eNIKPATEl N duecn avayvwpion Kal
y1 autod euBUVETaI yia TNV o&gia andppiyn, apyoTepa, kabBwg e§apavidovtal Ta APCs Tou ddTn,
EMNIKPATEI N EUPECN Avayvwpion Nou euBUVETal yia TNV Xpovia anoppipn. Ta wpiya DCs
MJETAVACTEUOUV anod TO HOCXEUUA OTA OEUTEPOYEVN AEUPIKG Opyava (ENIXwPIOl AEPPADEVEG,
onAnvag) kar kabweg ekppdalouv aloyevh MHC poépia, Ta onoia avayvwpidovtal wg E€va,
dleyegipouv TNV gvepyornoinon Twv napBévwv T KuTTdpwyv, Ta onoia gvepyonolouvTal,
noAAanAaciddovtal Kai dla@oponoiolvral O€ MOIKIAOUG KUTTAPIKOUG MAnBucpoulg, nou
NapdyouVv XapaKTNPICTIKO NPO®IA KUTTAPOKIVWV. Ta evepyonoinuéva aAodpacTikd T KUTTapa
EMICTPEPOUV OTO PUOOXEUHA KAl TO KATAOTPEPOUV dueoa (dpaoTikh gdon). H katactpopn
TOU PooxeuuaTog anod Ta T KUTTapa eMITEAEITAI €ITE P€ow AUEONG ENAPNG UE Ta EMONAIAKA
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KUTTOPQa TV OWANVApIiwyV, iTe €W dPAONG TOMIKA NAPAYOUEVWY KUTTAPOKIVWV (M.X. 1L-2,
IFN-y, TNF-B, o onoiog éxeI dueon KUTTapoTo&Ikn dpdon oTa KUTTaPa TOU JOCXEUUATOG).
Mnopouv akéua va KataoTPEWOUV TO YOOXEUPA EUPECA EVEQYOMOIMVTAG PAEYUOVWON N
KUTTOPa TOU ayyelakou evdobnAiou. H T-kuttapoTo&IkOTNTa emTeAEiTal KUpiwg and CD8+ T
kUTTapQ, (e MHC-I nepiopiopd), Evw o€ PEPIKEG NEPINTWOEIG cUPBANMouUY kal CD4+ T kUTTapa
(Me MHC-II nepiopiopd). AANOI UNXAVICUOI MOU CUMPPETEXOUV €ival n unepeuaiodnaia
eniBpaduvopevou Tunou (DTH) kal N avTIcwPATOEEQPTWHEVN PECW KUTTAPWY KUTTAPOTOEIKOTNTA
(ADCC).
AvTiICWHATOEEAPTWHEVN (XUMIKN) anéppiyn

Ta teAeuTaia xpovia, Exel anodeixOei 6T Ta avTiowuaTta (abs) eival cNUAvTIKoi JECOAARNTEG
o&eiag kal xpodviag andppIyng, NEPAvV and TOV ICTOPIKO TOUug POAO oTn NPOKANCh unepogeiag
anéppiyng. Ta abs avmdpouv pe avtiydva Tou ayyelakou evooBnAiou, npokalouv
gvepyonoinon TNG KAAcolkng 0dou Tou cupnAnpwuatog (C), akoAouBoulpevn and Taxeia
evoayyeiakn BpouPwon, CUCCWPEUCN AIMOMETAANIWY KAl VEKPWON TOU AyYEIOKOU evOOONAiou.
H avtiowpatoeapTwuevn andppiyn €xel YeVIKOTEPA XeIPOTEPN MPOYVWON Kal anaiTei
SlIaPOPETIKOUG BepaneUTIKOUG XEIpIopoUg and Thv T-KUTTAPOEeEAPTWEVN. XapakTnpiletal O
ano Tnv evanéBeon Tou napdyovta C4d tou C ota nepiowAnvapiakd Tpixoeidn (PTC).
Ynepo&eia andéppiyn

OoeileTal o€ NPOCXNUATICUEVA AVTIOWHATA. ZAPEPQA, N UNEPOEEia andppiyn AGYw avTi-
ABO avTiowpdTtwv dev anoTteAei KAIVIkG npoRAnpa 16T SOTEG-AANTES EMIAEyOVTal PE BAon TNV
ABO cupBatétnta. EmnA€ov yiveTal NPOUETAPOOXEUTIKG, avadntnon IgG avTiowpdaTwy oTov
opd Tou AANTn, (Ta onoia avanTtucocovTal Adyw nponyoUpevVNG guaicOnTonoinong, nou
ouvnbwg oPeileTal o€ NponynBeiceq YETAYYICEIG QiPATOG, PETAPNOOXEUCEIC N MOANANAEG
KUNOEIQ), PE TIG OOKIPAGIEG AVIXVEUONG KAl TAUTOMOINONG KUTTAPOTOEIKWV AVTICWUATWV KAl JE
Tn doKipacia 1oTIKNG diacTaupwong dOTN-ANNTn (cross-match).

O&eia anéppiyn
XapakTnpi¢etal and o&gia QUCAEITOUPYIQ TOU YOOXEUPATOG KAl cUVNBWG GUVODEUETAI ANO

napouacia otov 0pd €I0IKWV €vavTi Tou 84Tn avTicwudTtwy (Donor-Specific Antibodies-DSA)
abs &vavt evO0ONNIaK®V avTiyOovwy TOU HOOXEUNATOG.

Kevtpikd péAo naidouv 1a T Aeu@oKUTTAPA, anavtwvTtag o€ aAoavTiyéva (6nwg €ival Ta
MHC popia) nou BpickovTal ota evOoBNAIaKA KUTTAPA TWV AYYEIWV KAl 0Ta NAPEYXUUATIKA
KUTTapa. Ta evepyonoinuéva T KUTTapa €iTe NPokaAoUV AUECN KATAGTPOPN TWV KUTTAPWVY TOU
MOOXEUPATOG EITE NAPAYOUV KUTTAPOKIVEG MOU NPOCEAKUOUV Kal EVEPYOMOIOUV PAEYUOVWON
kUTTapQ, Ta onoia NPOKAAOUV VEKPWGN. ZUPUETEXOUV OE TGO Ta BonOnTikd CD4+ 600 kal Ta
KuTTapoTo&IKd (CTLs) CD8+ T AgpgokuTttapa. ApyoTepa PETA TNV avdnTugn TNG XUMPIKNG
avooiag cupBANOUV Kal Ta avTICWPATa £vavTi avTiyovwy Tou ayyeiakoUu TOIXWPATOG, Ta onoia
€vEPYONOIOUV TO CUPNANPWA ENITEIVOVTAG TNV ayyelakn BAGRN (VEkpwaon Tou evooBnAiou).

EmBpaduvouevn o&eia

ExkOnAwveTal o€ ANATEG UE UYNAN ANAVTNTIKOTNTA €VAVTI TOU JOOXEUWATOG N GE ANATEG NOU
AapBAvouv peIwPEVEG OOCEIC AVOOOKATAOTAATIKWY. Eival coBapn kal cuxvd KataAnyel oe
ANWAEIQ TOU JOOXEULATOG.

Xpovia anéppiyn (Xpovia veppondadeia Tou aAopooxeUuatog-CAN)

AnoTteAei TNV KUPIa atia OYIUNG anwAEIAG TOU JOOXEUPATOG Kal XapakTnpiZeTal and ivwon
TOU VEQPIKOU napeyxupaTog. Augnuéva enineda npooxnuatiopévwy avti-HLA abs aAAd kai
de novo napayopévwy abs €vavtl Tou 80Tn (DSA) €éxouv cuoxemioBei pe Tnv CAN, LOAOVOTI
dev avixveuovTal NAvia oTov 0pd PETAPOOXEUPEVWY MOU UNECTNoAV Xpovia anéppiyn. H
@AeypovA Kal n enakdAoudn avaddpncn Twv 1I0TOV odnyoUv oTnV anoKAAUWN KPUUUEVWV
autoavTiyévwv N kabopIoTwy Toug, Ta onoia o€ cuvduaouod PE TO KATAAANAO nepPIBAAAOV
KUTTOPOKIVWV, ENIPEPOUV ANWAEIQ TNG NEPIPEPIKAG AVOXNG KAl EVEPYONOINCN TWV PUNXAVICUWY
XUMIKNG KAl KUTTAPIKAG avoooandvTnong EvavTl TwV auToavTiyovwy auT®v (QuToavocia). X1n
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d1adikacia auTtn cnPavTikog ival o poAog Tng IL-17 (dieukoAUvVEl TNV evepyonoinon Twv 0dwv
ivwong kal Tnv avantuén autoavtiowpdTtwy). Qotdco, anaiteital NEpAITEPW €PEUVA YIa va yid
Va TEKUNPIWOEI 0 NABOYEVETIKOG POAOG TWV AUTOAVTIOWPATWY KAl N KAIVIKN TOUG XPNOIPOTNTA
¢ OEIKTEG XPOVIOG andppIYng.

Ayyeiakn anéppiyn (Aptnpiitida n Evéoaptnpiitida)

AvTI-HLA avmicwuarta, T- KUTTapoe&apTwUeEVN KUTTAPOTOEIKOTNTA €vavti minor MHC
avtiyovwv, NK kuttapa kai IFN-y nai¢ouv mavév poAo otnv npocfoAn Twv ayyeiwv. Eival
QVOEKTIKN O0TA YAUKOKOPTIKOEION KAl anaiTei Bepanegia Pe avTIAEPPOKUTTAPIKAG aQvTIoWPATa.

O poAoGg TNG PUCIKAG avooiag oTnv andéppiyn

loTopikd, 0 POAOG TNG PUOIKAG avociag oTnv PeTapdoxeuon apxi¢el To 1994, pe Tn
dnpocigeuon TwV EUPNPATWV TNG KAIVIKAG SOKIUNG Tou Movdaxou, n onoia npoTeivel 0TI n BAARN
and Tnv Ioxaiyia/enavaiydtwon (Ischemia/Reperfusion Injury-IRl) Twv veppikwv
aMopooxeupdTwy Sivel TO Evaucpa yia Tnv o&gia andppiyn Kal CUPPBAAAEI oTnv avanTugn Tng
xpoviag anéppiyng. AUTEG Ol KAIVIKEG NapaTnpnoelg odnynoav oto va diatunwbei n “Oewpia
™ng BAABNG”, n onoia cupPwVei kal Pe Tn “Oewpia Tou KIvdUvou” TNG Mantzinger. Katd tn
“Bewpia TNg BAGBNG” o1 dpaocTikoi peTaBoAiteg Tou o§uyovou (Reactive Oxygen Species
- ROS), o1 onoiol napdyovtal Adyw Tng uno&iag (enireivovTtal and Tnv Yuxpn 1oxaiuia Tou
MOOXEUPATOG) NPOKAAOUV BAGRN Tou aANopooxeuuaTog (mou AauBdvel xwpa oto dOTh Katd
Tn OIAPKEIQ TOU €YKEPOAIKOU Bavdtou Kal oTo AANTh KAtd Thv €navaiydtwon Tou
MOOXEUPATOG), N onoia odnyei og evepyonoinon TNG GuUOIKNG avocoandvinong. H IRI apxicel
ME dueon o&eldwTikn eniBeon Twv ROS oToug 10ToUg, N onoia odnyei oTnv napaywyn Twv
DAMPs (Damage-Associated Molecular Patterns), nou ynopei va ekkpivovtal ané kUtrapa
EAAQPWG KATECTPAWPPEVA MOU E€XOUV UMNOCTEI Stress, va aneAeuBepwvovtal and anontTwTikA N
VEKpwUEVA KUTTapa (n.x. HSP72, HMGB1) n va napdyovTal and KatecTPaupEVA CUCTATIKA
NG BepgNiag ouaiag (n.X. UGAOUPOVIKO, PIUNOVEKTIVN, BeIkn nnapivn). H diacuvdeon Twv
DAMPs pe Toug Toll-like receptors (TLR-4 kal TLR-2) Twv dwpwv AeVOPITIKWV KUTTAPWV
(DCs) 0dnyei o€ wpiuavon Twv DCs (96TN kal AATn) KAl JETAVACTEUON TOUG OTOUG ENIXWPIOUG
AeP@AdEVEG. NMpdopaTeg YEAETEG E€xouV O€iEel OTI n evepyonoinon (UEow dlacuvdeong PE
DAMPs) kai dAMwv KuTTdpwv TNG QUOIKNG avooiag, onwg NK, NKT kal T yd Kuttdpwv
oupBdAAel eniong otnv wpipavon Twv DCs. Ta wpipa DCs napdyouv npo@AEYUOVWOEIQ
KUTTaPOKIVEG, o1 onoieg BonBouv otnv euaicOnTonoinon Twv NapBevwy T KUTTAPwY Tou AT
kal odnyouv oTnNV avdntugn TNG €NIKTNTNG AvOooandvinong, EVW TAUuTOXpova KabioTouv Ta
OpaoTikd T KUTTapa avOEKTIKA OTOUG KATAOTAATIKOUG UNXaviopoug Tou EEVIOTA, UE TENIKO
anoTtéAecpa Tnv o&eia andppiyn Tou pooxeupatog. Ouoiwg, n dilacuvdeon Twv DAMPs pe
Toug TLRs Twv evO0ONAIOKWV Kal ALiwV YUKWV KUTTAPWV TwV AYYEIWV TOU PJOOXEUPATOR,
odnyei o evepyonoinon Toug kai Xpovia andoppiyn, Adyw abnpookANPwong TOU YOCXEUUATOG.
Tautéxpova kal dA\a KUTTapa TG QUOIKAG avoaoiag, onwg Makpopdya, OudeTepO@IAa,
Hwoivopiha kar NK kUtTapa, dinBolv TaxEwg To JOOXEUNA, WG andvinon o€ GAEyUOvVWON
pNvUpaTa Kai NPoKaAoUv akopn peyaAuTepn BAARN Tou AANOUIOCXEUNATOG, EITE PE TOUG OIKOUG
TOUG MNPOQPAEYLOVWOEIG PUNXavICPoUG, €iTE €vioxUovTag Th dpdon Twv AaAAOOPACTIKWV T
kuttdpwv. Id1aitepa Ta NK kUtTapa nicteveTal 6T cUPBAAOUV oTnv VEQPIKN BAARN pECW
napaywyng KUTTApOKIV@WV Nou SIEUKOAUVOUV TNV PAEypovwdn diadikaacia.

EmnAéov n 1oxaiyia/enavaigdtwon TOU POOXEUPATOG MPOKAAEI EveEpyomnoincn Tou
CUUNANPWMATOG, PEOW TNG EVAANAKTIKAG Kal KUpiwg TnG 0dou Tng Aektivng (MBL). H IRI
odnyei oTnv napaywyn Twv napayoviwv C5a kar MAC (C5b-9), nou €éxouv dueon ToEIKOTNTA
oTa VEQPIKA cwAnvapia. Mpooeata €xel anodeixOei OTI uNAPXEl CNPAVTIKA EVOOVEPPIKN
napaywyn C3 and ta aMopooxelpuata, Ta enineda Tou onoiou e§aptwvTal and Tov Xpovo
WUXPNG IOXAIJiag. ZnPavTikog €ival eniong o pOAOG TwV KUTTAPOKIVWYV, dedopEvou OTI N
napaywyn Toug eNAyeTal and TNV €VEPYOMOINCN PETAYPAPIKWY NApAyoviwv Adyw Tng
Ioxaipiag. H IRI endyel eniong Tnv napaywyn Tou GUCTAPATOG TWV XNMEIOKIV@V KAl EVEPYONOIET
TOV KaTapPdKTn TNG NA§NG.
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«Eykardoracn» (“Accomodation”) Tou pooxelpaTtog

Ta teAeuTaia xpdvia £xouv NPAYUATONOINBE ENMUXWG PETAPOOXEUCEIG and ABO-acuupBaTtoug
VEQPOUG, EPAPUOLOVTAg NPOUETAPOCXEUTIKA MAACUA@Aipecn N avoconpoopopnaon yia TNV
agaipeon Twv QUOIKWV abs (avT-FABO ouykoAAnTiveg) kai Tnv amnotponn unepogeiag
anéppiyng. MeTd Tnv petapdoxeuon Ta enineda Twv abs enavépxovTal, MOAEG POPES OE
uwnAoug TiITAOUG, Kal Napd Tnv evepyonoinon Tou C dev napartnpeital BAARN Tou vePpikoU
gvooOnAiou. H kartdotaon autn anodidetal o€ «gykatdoTtacn» eviog Tou veppou. O
MNXAVIOPOG QUTAG TNG EVEPYETIKNG avTidpaong dev gival yvwoTog (eiTe dev evepyonolgital
nANnpwg 1o C 1N 10 evOoONAI0 avanTUCoEl NPOCTATEUTIKOUG PUNXAVIOUOUG).

TéMNog Oev yvwpidouue yiaTi o€ ONAVIEG NEPINTWOEIG, OPICUEVOI AANTES EUPAVICOUV PUOIKA
avoxn NPog To HOCXEUNA, TO OMOIO AEITOUPYEI XWPIG AVOCOKATAOTAATIKN Bgpaneia. Enopévwg,
N NAAPNG anoca@nvion Twv NAaBOoYEVETIKWY UNXAvIoPWY TNG andéppiyng, 6a Bonbnoel otnv
avanTtugn 1IdIKwv BEPANEUTIKWY NAPEPPRACEWY KAl OTN PEIWON TNG KAAOOIKAG AVOOOKATAOTOANG
ME TIC YVWOTEG NAPAVEPYEIEG (QUENPEVN CUXVOTNTA KAKONBEIWV KAl AOINWEEWV).
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MOPEIA KAI MPOONTIKEZ THZ ANOZOKATAZTOAHZ XTH METAMOZXEYZH NEDPOY

KwvoTtavrivog @oupTtolvag

AvanAnpwtng Kabnyntng MNMaboloyiag - Neppoloyiag, NeppoAoyiké Kévtpo -
Topéag MaboAoyiag, Maveniotnuiako Mevikd Noookopeio Matpwyv, MaTtpa

Ta BepaneuTIKA NPWTOKOANG AVOCOKATACTOANG OTN VEQPIKA PETAPOOXEUCN €XOUV YVWPICE! pia
aloonpeiwtn €EENIEN, TG00 avapopikd e TIG Bepaneieg enaywyng (induction therapies) éoo kai Tig
Oepaneieg ouvtnpnong (maintenance therapies), €xovrag peinoel SpapaTikd Ta N0COOTA EUPAVIONG
o&eiag andppiyng kal €xoviag au§noel Tnv eNiBiwon TwV PJOOXEUPATWY KATA TA NPWTA €TN PYETA TN
VEPPIKA JETAPOOXEUON.

Qo1600, N PaKPOXPOVIA ENIRIWON TWV VEPPIKWY PHOOXEUPATWY JEV EXEI YVWPICEI TNV AVAUEVOUEVN
npoodo Kal n KUpIa aitia TNG anwA&Iag Toug (EKTOG Tou BavAaTou Tou ANATN PE AEITOUPYWV PJOOXEUNQA)
gival n xpévia ducherroupyia (Chronic Allograft Nephropathy, CAN). Av kal katd Tnv nponyouUpevn
dekagtia n CAN OXETIOTNKE PE MOIKIAO aVOCGOAOYIKA KAl N avoooAOYIKA aiTia, Ta oUyXpova ENICTNPOVIKA
Oedopéva enavapépouv TN BePeNIOON CNPAcia TNG AVOCOKATAGTOAAG TNV Jakpoxpdvia eniBiwon Twv
VEQPIKWV PHooxXeupdTwy. Mpdoeara, o 6pog CAN avtikatactaBnke otn d1eBvn BiIBAIoypagia pe Tov
naBoAoyoavatopikd 6po IF/TA (Interstitial Fibrosis/Tubular Atrophy) nou nepiypdgel KaAUTEPQ TIG
NaBoYeVETIKEG AAMNOIWCEIC Nou odnyoUv o€ pia PAANOV pn avacTpéwiun BAABN Tou veppikou
HMOOXEUNATOG,.

Ta avoookaTacTaATIKA NPWTOKOANG OTOXEUOUV OTN PEIWON TNG AVOCOAOYIKNG andvTnong Tou AnnTn
€vaVTl TOU HOOXEUNATOG, AAAA SUCTUXWG EXOUV MOIKIAEG AVENIBUPNTEG EVEPYEIEG KAl UNOPOoUV va
00NYACOUV O€ KATACTACEIG UNEP-AVOCOKATACTOANG HE aUENCN TwV AOINWEEWV (EUKAIPIAKWY Kal Jn) Kal
Twv veonAaciwv. H eniteugn Tng avoooloyikng avoxng (immunologic tolerance), xwpig Tnv avdaykn
XPNONG AVOOOKATACTAATIKWV PAPUAKWY, AnoTeAEl TOV eUCERN NGB0 GowV EUNAEKOVTAI OTN VEPPIKN
peTapodoxeuon. Av Kal MoAAoi Bewpouv Tnv eniTeUEN TNG PAAAOV ouTomMIKA, NPocpaTa BIBAIOYPAPIKA
Oedopéva Oeixvouv OTI UNOPEI va EMITEUXOEI OE CUYKEKPIUEVOUG ACOEVEIG KAl UNO GUYKEKPIUEVEG
npoUnoBEceIg.
©¢epaneieg Enaywyng

Katd ta npwta xpovia, n pévn Bepaneia enaywyng ntav n evOoPAERIa xopnynon PeyaAwv d6cewv
KOPTIKOEIOWYV. TN CUVEXEIQ XPNOIUONOIMBNKAav JOVOKAWVIKG avTiowpaTa €vavtl Tou unodoxea CD3
(OKT3) kal noAukAwvIKa avtiowpata and opd aldyou (ALG, ATG) n kouveNiou (thymoglobulin), aA\G
napoucialav apKeTEG CORAPEG aveNIBUUNTEG EVEPYEIEG KAl MOAAG and auTd €Xouv anocupBEi. Z1a TEAN
NG deKkaEeTiag Tou 90, Ta HOVOKAWVIKA avTiowpaTta £vavTi Tou unodoxEa TG IVTEPAEUKivNg-2 (anti-CD25)
€de1§av agloonpeiwTn aoPAAEIa Kal PEIWON TNG CUXVOTNTAG EUPAVIONG O&EIag andpPIYng Kal EXouv
EUPEWG UIOBETNOEI WG and Ta NEPICOOTEPA PETAPOOXEUTIKA KEVTPA, TOUAAXIOTOV YIQ TOUG ACBOEVEIQ
XapnAoU avoooAoyikoU Kivouvou. MNMapdAa autd, NoAAd KEVTPA CGUVEXICOUV va XPNOIYOMnololV wg
Oepaneia enaywyng, Tnv thymoglobulin (o€ noikiAeg dd6o€ig), €10IKA yia acBeveiq au§nugvou
avoooloyIkoU KIvOUvou, aAAd Kal o€ NPwTOKOAG ano@uyng/andoupong Twv KOPTIKOEIdWV. ANa
(GAPPAKA MOU €XOUV Xpnolponoindei eival To povokAwvIKG avTicwpa €vavtl Tou unodoxéa CD-20
(rituximab, Mabthera®) To onoio napouciace au&npévn cUXVOTNTA OEEIag andPPIYNG KUTTAPIKOU TUMOU
Kal TO HOVOKAWVIKO avTiowpa £vavti Tou unodoxéa CD-52 (alemtuzumab, Campath 1H®) 1o onoio
OXETIOTNKE PE AUENPEVN EUPAVION AOINWEEWV.

O¢epaneieg Zuvrnpnong

Ano 1o apxIKd «anAoikd» oxnua nou nepieAdUBave POvo KOPTIKOEIDN Kal alaBelonpivn, nepAcape
otn dekaetia Tou ‘80 oTa TPINAG OXAPATA Pe KUKAOOMOPIVN (QvAoTOAEQG KAACIVEUPIVNG) Kal 0Tn DEKAETI
Tou ‘90 ue tacrolimus. Kartd tnv idia dekaeTia, n aZaBeionpivn avtikataotddnke pe 1o MMF, évav ectépa
TOU POUKO®aIVOAIKOU o&€wg (MPA) evw oTo TEAOG TNG OEKAETIAG €UPAVIOTNKE O NPpwTog M-TOR
avacoToAEag (sirolimus). 11 apx€g TG NponyoUlEeVNG SEKAETIAG pPavioTnke Eva véo MPA napdywyo
(enteric-coated MPA) kal €vag véog m-TOR avactoAéag (everolimus). ETol o1 enINoyEG noikidouv, aANG
NAPAPEVEI TO EPWTNA YIA TO MOIO €ival TO KAAUTEPO AVOCOKATACTAATIKO NPWTOKOANO. Ta puéxpl ohuepa
KAIVIKG dedopéva aduvaTtolv va dWooUV NEICTIKEG anavtnoelg, Adyw Twv dIa@opwy otV ENIAOYN TwV
acBevwy TWV PEYAAWV KAIVIKOV PEAETWV (MOIKIAOG AVOGOAOYIKOG KivOUVOG, JIa(OPIKES NAIKIEG,
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OIAPOPETIKEG PUAEG KAM). H nio cuyxpovn peydAn kKAIVIKN pHeNETn (ELITE-Symphony study) deixvel 61
yla TouG aoBeVEic e XapnAd avocoAoyikd KivOuvo, ToO avoooKaTaoTAATIKO NPWTOKOANO HE cuvOUAoPd
MMF, kopTIKOEIBWY Kal xaunAn ddon tacrolimus aiveral 6TI UNEPEXEI EvavTl Twv cuvduacuwv MMF
Kal KOPTIKOEIDWV WUE KUKAoarnopivn 1 sirolimus. Ta napandvw dedopéva duwg, OV anokAEiouv Tn xpron
Twv M-TOR avacToAéwv, o1 onoiol paiveTal va OxXeTi¢ovTal Y KAAUTEPN PAKPOXPOVIa AEITOUPYia TOu
VEQPIKOU POOXEUPATOG Kal PEIWPEVO KivOUVO €UQAVIONG VEONAACIWV Ot OCOUG acBeveiq Oev
napouciddouv aveniBUUNTEG EVEPYEIEG Kal unopouv va Ta avexBouv. Eniong n xopriynon Tou tacrolimus
OXETIZETAI JE QUENUIEVO KivVOUVO €UPAVIONG 0aKxapwdn SIARATN YETA TN VEPPIKNA UETAPOOXEUON EIBIKA
o€ naxuoapkoug acBeveig, N acBeveiq pe BeTikd olkoyevelakd 10TOpIkG. To nio npdo®aTto
QAVOOOKATACTAATIKO PAPHAKO MOU €XEl NPOCTEDEI OTO ONAOGTAGCIO TNG AVOCOKATAGTOANG OTN VEPPIKN
ueTapdoxeuon gival To belatacept To onoio anoteAei avacToAéa TnG 060U cuv-di€yepong (co-stimulation
blocker) ocuvdeduevo otov unodoxéa CD80/86. Av kai xopnyeital pévo evOoPAERIa oe unviaia Bdon,
autd pnopei va BonBnoel otnv KAAUTEPN cuppdpwon €10IKA oTa naidid KAl oToug €PNROUg
ve@ponaOeiq. Ta KAIVIKG anoteAéopaTta PeTd and NEVIAETH NAPAKOAOUONaoN eival AKPwG IKAVOMOINTIKA,
al\d Oev Ba Npénel va xopnyeital oe acOeveiq xwpig avTiowpaTta Evavti Tou 10U Epstein-Barr, Aoyw
au&nong Tou KIVOUVOU EPPAVIONG AEPPOUNEPIAACTIKWY VEONMAACIWV.

Ta NpwTOKOANG anoPUYNG/andoupcong TwV KOPTIKOEIDWY Baaci{ovTal 0T CUCCWPEUMEVN EUNEIPIa
and TIg aveniBupnTeG OPAOEIG TOUG (00Td, depPaTIKEG BAAREG, unépTtacn, abnpwpudTtwon KAn). Opoiwg,
Ta Nio NpéoeATa NPOTABEVTA NPWTOKOAAG ANOPUYNG/andouponG TWV AVACTOAEWV TNG KAACIVEUPIVNG
oTtnpiovTal oTn duvNTIKA XPOVIA VEPPOTOEIKOTNTA TOuG. NapdAa autd, chugpa napaTnpeital yia JAAov
avandvrexn avgnon TNG ouxvoTNTag EPPAVIONG XPOviag andéppiyng oPEINOPEVNG OE AvTIoCWUATA
(antibody mediated rejection) kal Ta cUyxpova enioTnpovikd dedopéva unooTnPidouv 0TI auTO OPEINETAI
KUpla oe U0 AGYOUG: TNV KAKN CUPPOPPWON TNV AVOOOKATACTAATIKA aywyn Kal oTnv Tdon Peiwong
TNG CUVOAIKA XOPNYOUPEVNG AVOCOKATAOTAATIKAG aywyng (steroid/ calcineurin sparing protocols).

NewTepa (und €épguva) AVOOOKATACTAATIKA

O1 0TOXO0I TNG EPEUVAG OXETIKA UE TNV AVEUPECN VEWV OVOCOKATACTAATIKWV PAPHAKWY EMIKEVTPWVOVTAI
népa and tTnv anoteAecuatikdTNTa, oTnv €UKOAOTEPN docoAoyia Toug, TIG AIYOTEPEG aveENIBUUNTEG
EVEPYEIEG KAl TNV Ano@uyn veppoTo&KkOTNTag. To voclosporin anoTeAei €va véo avdloyo TNng
KUKAoonopivng aAAd napouciddel AiyoTepn VEQPOTOEIKOTNTA Kal BPIOKETAI OE KAIVIKEG UENETEG PAONG
IIl. O1 NnpWTEG PEAETEG DEIXVOUV NAPOPOIa anoTEAECUATIKOTNTA GE oUYKpPIon WE To tacrolimus, aAAG
AyoTEPN ENINTWOoN cakxapwdn dlIaRNTN PETA TN PeTApdoxeuon. To sotrastaurin eival o npwTog and Tou
oTéuaTog avacToAéag TnG nPwTeiVIKAG Kivdong C nou oToxelel oTnv anevepyornoinon Twv T
AEUPOKUTTAPWY, EVW TO POPIO tofacitinib anoTteAei Tov NpwTo and Tou oTOPATOG AVACTOAED TNG KIVACNG
JAK3. Kal Ta dUo dokiudlovTal o€ KAIVIKEG JEAETEC pdong .

Fevéonua (generic) avoooKaTaoTAATIKA

To au&nuévo KOOTOG TNG AVOOOKATAOTAATIKAG aywyng kal n dia Biou xopnynon Toug, aAAd Kail n
KaTdpynon TwV NATEVTOV MNOAWY NPWTOTUNWV AVOCOKATACTOATIKWOV PAPPAKWY, OE CUVOUACHO UE Jia
O1EBVN NONITIKA PEiwong Twv danavwy UYEiag, €Xouv avakivAcel To B€ua TnG avTikatdoTaong Toug e
yevéonpua 1a onoia gival @OnvoTepa katd 20-30%. H Eupwnaikn Etaipeia Metapooxetoewv (ESOT)
€XEl NPOCPATA ONPUOCIEUCEI TIG CUCTACEIG Kal TIG EMQPUAAEEIG TNG OXETIKA E TN XPACN TWV YEVOONLIWV
PAPUAKWY OTOUG YETAPOOXEUPEVOUG aoBeVeiQ. Av kal n NONITIKN TNG Eupwnaikng Evwong oxeTikA pe
Tn Blo-lcoduvapia €xel yivel nio anairnTikn (eUpog diakupavong 90%-111%) noANG and Ta yevéonua
QAvoooKaTaoTAATIKA Oev NANPoUV AUTEG TIG VEEG NPoUnoBEcelg (EUpog diakupavong 80%-125%) kai ol
Bio-Icoduvapieg Toug €xouv yivel o€ uylgiq udpTupEeG. H emtponn Tou ESOT dev gival avTiOeTn otn xprion
TOUG aAAG cuvioTd augnuévn enaypunvnon Kai cUXvA JETpNoN Twv BEPANEUTIKWOV eMNEdWYV (Gnou eival
duvard), KaBWG Kal OTEVA CUveEPyacoia Kal evnuEPWon, OXI POVO Twv acOevwv aAAd Kal Twv
(PAPPAKOMOIWY YIa TNV ano@uyn SUCAPECTWY CUVEMEIWDV.

Avocoloyikoi Ppayuoi

Mapadooiakd, ol avoooAoyIKoi @payuoi Mou anékAeiav Tn VEPPIKA PETANOOXEUoN ATAv N
acupBatétnTa otnv opdda aipatog petagu O6TN Kal AMnTn Kai n BeTikA doKipacia cross-match. Znuepa
Kal Ta dUo dev BewpouvTal andAUTEG AVTEVOEIEEIG Kal NON epappolovTal NPWTOKOAAA yia {WOEQ
pETApOOXeUOEIG Ye aocupBaTn opdda aipatog pe Tn Bondeia avooonpoopd@nong kal NPWTOKOAAG
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anguaicOnTonoinong e cuvouaoud NAACHAPAIPEONG, AVOCOO®aIPivNg Kal rituximab e anodekTd
anoteAéopaTta. MapdAa autd Ba npénel va TovioTel 0TI Ta NPWTOKOAA auTd oxeTidovTal e augnuévo
Kivduvo, OxI povo o&eiag andppIiyng, aAA Kal UNEP-aVOCOKATAOTOANG Kal OEV UNAPXOUV UAKPOXPOVIa
anoTteAéopata and TNV EQpAPPOYN TOUG. ZTOUG acBeveic autolg, n XprAon evog VEOU OVOKAWVIKOU
QvTIoWPATOG €vavTi TOU cupnAnpwpaTtog (anti-C5b, eculizumab) @aiveral va peidvel Tov Kivouvo Tng
o&eiag anéppiyng and avticwpuara.

Avocoloyikin Avoxi

H veppikA PeTapdOoXeUon XwPIG TNV avdykn Jakpoxpoviag XpAon avooOKATAGTAATIKAG aywyng
nPoUnoBETel TNV eNITEUEN TNG AVOCOAOYIKAG avoxng (operational tolerance). Av kai Ta NPwTOKOAG auTd
€QApPOovTal HOVO OE NMOAU EEEIDIKEUPEVA UETAUOOXEUTIKA KEVTPA KAl TA AVAKOIVWOEVTA anoTEAECUATA
KpivovTal dkpwg evOappuvTikd, apopouv NoAU pikpd apiBud auoTnpd enINeyUEVWY acBevwy kal Ba
npPENEI NPOG To Napdv va BewpouvTal NEIPAPATIKA.

JUPNEPACPATIKA, N AVOCOKATACTAATIKN Bgpaneia otn PeTapdoxeuon veppou €xel dlavUoel pia
Aaunpn nepiodo Npoddou and TNV NPWTN VEPPIKN PETapdoxeuon 1o 1954 peta&u povowoyevwv dIBUUWV
(xwpig avoooKaATAGTOAN), OTIG VEPPIKEG JETANOOXEUOEIC UETAEU «acUuBaATwV» dOTWV OTIG EPEG PAG PE
UNEPEVTATIKA AVOCOKATAGTAATIKA OXAPATA. Ta VEWTEPA AVOCOKATACTAATIKG PAPUAKA €XOUV UEIWNTEI
SpapaTikd Ta enelcddia o&eiag andpPIYng Kal £XOUV BEATIWOEI TV BPaxuxpovia NiBiwon TwV VEQPIKWV
MOOXEUPATWV. Ta VEWDTEPA KAl NIO OTOXEUPEVA PAPUAKA Nou SoKIUAZovTal, iowg BEATIOCGOUV NEPAITEPW
TA HAKPOXPOVIA ANMOTEAECHUATA KAl VA PEIWOOUV TIG AVENIOUUNTEG EVEPYEIEG TNG AVOCOKATAOTOAAG. H
avdanTtugén avoooAOyIKAG avoxNng kal n S1IaTAPNON TwV VEPPIKWV HOOXEUPATWV XWPIG TNV avAykn
(PAPPAKEUTIKNG AywyNG OUVEXIZel va anoTeAel Tov euceRn N6Bo Gowv acxoAoUvTal PYE Th VEPPIKN
peTapdoxeuon. H nAnpng katavonon Twv NABOYEVETIKWY AVOCOAOYIKWV UNXAVICHWY NouU avanTicoovTal
KaTd TN VEPPIKNA PeTaudoxeuon Ba BonBnaoel otn eNiTeUEN Twv NAPANAvVW CTOXWV.
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ANOZOIMENIKEZ AITEITIAEZ: AIATNQZH, AIA®OPIKH AIATNOQZH
KAl ©EPANEYTIKH ANTIMETQMIZH

Ap. EuotdBiog Kouloupidng

MaBoAdyog - NeppoAdyog, Alcubuvtig NeppoloyikoU TuAuarog,
levik6 Noookopeio Képkupag, Képkupa

O1 avooonevikEG ayyelTIOeg nepIAapBAvouV oudda ayyenTidwv ol onoieg NpooBdalouv
MIKpoU peyéBoug ayyeia onwg apTnpidia, TPIXOEIdN Kal QAERIdIa PE XAPAKTNPICTIKO
naboloyoavaTtopiké eUpnua TNV NAPOUGIa VEKPWTIKWY AAAOIDNCEWY XWPIG OUWG EVANOBETEIG
oTig BAGBeg avocoo@aIpIivVV KAl CUPNANPWUATog  (pauci immune). H  €Aeyn
QAVOOOCUMNAEYUATWY OTIG NPOKAAOUEVEG ICTIKEG BAABEG OPEINETAI GTO YEYOVOAG OTI O EV AOYW
ayyelTIOEG NpokaAouvTal and evepyonoinuéva noAupop@onipnva AEUKOKUTTAPA Ta onoia
AINBoUV TO ToiIXwua Twv NPOCcRERANPEVWY ayyeiwv. H evepyonoinon Twv NoAupopponupnvwy
anodideTal oTNV NApoucia oTov 0pd TWV ACOEVWV AVTI-KUTTAPONAACUATIKWY AVTICWUATWV
yvwot®v wg ANCA (Anti-neutrophil Cytoplasmic Antibodies)®. Mepinou 10 % Twv
avooonevikwv ayyentidwv dev napoucidlouv OeTikd ANCA yrI’ autd kal neplypd@ovtal wg
ANCA negative o€ avmidiacToAn pe T1Ig ANCA positive®.

O1 yvwOoTOTEPEG VOOOAOYIKEG OVTOTNTEG MOU APOPOUV AYYEITIOEG MIKPWV AyYEIWwV gival n
MIkpookonikA noAuayyelitig (Microscopic Polyangiitis, MPA), n kokkiwudtwon Wegener
(Wegener’s Granulomatosis, WG), n aMepyiKA KOKKIWPATOONG ayyeliTg (Allergic
Granulomatous Angiitis, AGA), n nopgupa Henoch-Schonlein, n nop@upa Tng 1dionaboug
KPUOOo@aIpIvaIUiag Kal n SepPATIKA AEUKOKAQOTIKA ayyelimida. And TIG v AOyw aQyyeNTIOEG
QUTEG MOU OTEPOUVTAI AVOCOEVANOBECEWV (pauci-immune) Kal cuvdoEovTal NABOYEVETIKA UE
Tnv napoucia ANCA eivar n kokkiwpdatwon Wegener (WG), n aMepyIkn ayyelimida n cUvopouo
Churg-Strauss (CSS), n pikpookonikn noAuayyelimda (MPA) kal n JIKpOoKOMIKA ayyelmda nou
evroniZeral pévov ota vedpikd oneipdparta (renal-limited vasculitis, RLV)®.

O1 avooonevikEG ayyeliTideqg anoTeAolv opdda acbeveldyv Pe UWNAG nocooTtd
OvnoiudTnTag, n KokKIwpdTwon Wegener xwpic Bepaneia odnyei oto BAvaTo o€ Xpovikd
didotnua 4 eRdoUGdWY £wg 5 UNVVE®., H BepaneuTIkn EQapuoyn TNG KUKAOPWOPAUIdNG oTny
avTIETWNION TNG KOKKIwPdTwong Wegener and Toug Novack SN et al® kai Fauci AS et al®,
10 1971, AMa&e pIdika Tnv €EENIEN TNG vOooU aAAA Kal TN BEPANEUTIKN QVTIMETWNION TWV
AVOCONEVIKWV ayyenTidwv ol onoieg peTatpdnnkav and OavatnPopeg o€ XPOVIEG
unoTponidouceg vooouq. H clyxpovn BEPANEUTIKA QVTIUETWNION €XEl WG ANOTEAECUA TNV
Ugeon Tng vooou o nocooTd > 90 % kai 5-etn enifiwon o€ nocooTd 75 %, napd Tauta Ta
NooooTd unoTponwv Kabwg Kai n voonpdtnta Kai BvnolydTnTa Nou OXETICETAI PE TNV
epappolduevn Bepaneia napapévouv oto 50 % nepinou evrdg 5-eTiag®”. H BgpaneuTikni
QVTIMETWOMNION NPENEI va gival Gueon Kail va anoBAEnel o€ dUo oTéxoug: 1. Tnv eniTeugn apxIkNg
avtandékpiong Tng vooou Kal 2. Tn diatnpnon Tng vOoou o€ UPEoN.

Eneidn ta péxpl Twpa EUPEWG XpNnaluonoloUpeva BEPAneUTIKA oxnuaTa NneEpIAauBAavouv
TN XOPNYNoN KOPTIKOEIOWV KAl AAKUAIOUVTWV NapayovIwyv npenel napAdAAnAa va AapBaverai
MEPIUVA MPOG TN KaTeUBuvon TNG HEIWONG TWV NAPEVEPYEIWV aAnd Ta GAPUAKA MoU
xpnoiponolouvtal. Mpog Touto Kpivetalr eniBeBAnPEVN N NPOonABEId NPOCGAPUOYNG TWV
OePANeUTIKWY NPWTOKOAWYV oTn BapuTnta TNG VOOOU [E OTOXO T PEiwon TNG EKBEONG Tou
acBevoug oTnv EQappolOPeVN aywyn Kal Tn JEYAAUTEPN duvaTth avtanokpion otn Bepaneia
ME TO HIKPOTEPO KivOUVO NMAPEVEPYEIWV.

H ektipnon tng Baputntag Twv ayyentidwv kKal Ta B€PAnNEUTIKA NPWTOKOAAA MOU
XpnoipyonolouvTal chpepa, d1IEBVWG, BacidovTal OTa aNOTEAEGHATA CUVEPYATIKWV HEAETWV MOU
dlevepynBnkav pe xpnuatodotnon Tng Eupwnaikng Evwong und tnv eniBAewn kal kaBodnynon
NG Eupwnaikng Opdadag MeAetng Twv AyyenTidwv (European Vasculitis Study Group, EUVAS)
kal BpiokovTal avnptnugva oto diadiktuo otnv dieuBuvon: www.vasculitis.org.
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Ta epappoldueva BepaneuTIKG OXAPATA EXOUV EV OUVTOMIO €XOUV WG EENG:

1. Eniteu&n U@eong oe NePICTATIKA NMou Oev AvTIMETWNICOUV APECO Kivouvo Tng {wng TOUG:
Xpnoigonoigitar n kukAopwaopauion (CYC) and tou otouparog oe d6on 2 mg/kgBZ
nUEPNGCiwG N o evOOPAERIa £yxuon KATA WOEIG KABE 2-3 eRdouddeg oe ddon 15 mg/kgBZ.
MapdAAnAa xopnyoUvTal KOPTIKOEION and Tou oTépaTog (NPedvioAdvn) o ddon 1 mg/Kg
BX/24-wpo Tnv npwTn €Rdoudda Kal oTn cuvexela otadiakn peiwon ota 0,25 mg/Kg BX/24-
wpOo PEXPI TNV 8" eBdoudda. H cuykekpiuévn Bepaneia xopnyeital JEXPIC ENITEUENG UPEDNG
Karl yia 3 €ni nA€ov Pnveg nNpog otabgponoinon. Zuvnbwg emTuyxdveral UQecn eviog 3-6
pnvav. Metd Tov 6° pnva edv dev emITEUXBOEi U@eon npénel va aA\A&el To BepaneuTiko
oxnpa (ueAétn CYCLOPS®).

2. ©gpanegia cuvtnpnong: Xopnyeital alabesionpivn (AZA) and 1o otéua oe déon 2 mg/Kg
BX/24-wpo. MapdAAnAa xopnyeital kopTmi¢dvn and Tou otoéuatog (nNpedviddévn n
npedvifoAovn) oe d6on Touhdxiotov 10 mg npePNGiwG yia Toug 3 npwToug pnveg. H doon
NG KOPTICOVNG PEINVETAI oTadIaKA oTa 5 mg nuepnoiwg PeTd Tov 15° unva tng Bgpaneiag.
H didpkeia Tng Oepaneiag cuvtnpnong anoTeAei NTOUPEVO TEKUNPIWONG HEXPI CAPIEPQ.

3. ©epaneia unotponwv: Ol Yei(OVEG UNOTPONES avTIPETWNIZovTal avAAoya PE TN pAcn TNG
Bepaneiag. Edv xopnyeital CYC au&dveral n d6on N PEIWVETAI TO HEGODIACTNHA XOPNYNONG
Twv Woewv. EAv xopnyeital AZA aAl\aletar oe CYC. MapdAAnAa au&dvetar n d6on NG
KopTIZovng katd 0,5 mg/kgBZ. O1 eAdCCOVEG UNOTPONES AVTIUETWNICOVTAI KAT apXAg PE
augnon Tng déong NG KoPTILOVNG KaTd 0,5 mg/kgBZX kal oe nepinTwon pn avranokpiong
au&dveral n dGoN TOU AVOCOKATACTAATIKOU papudKoU NMou XPNoIonolEiTal oThy napouca
@aon (CYC n AZA) rn ue alayn Tng AZA oe CYC. Edv napd Tauta dev eAEyXETAI N UNOTPOMA
xpnoipgonoloUvTal eVOAAKTIKEG Bepaneieg nou nepiAapBdvouv Tn xopnynon Rituximab,
Mycophenolate Mofetil, Leflunomide, 15-deoxyspergualin k.q.

4. ©gpangia PapeiwVv NEPICTATIKWYV Kal aocbevv pe Taxéwg e§eAiooouevn
oneipaparovePpimida: YnoloyiZeral 611 o1o 70 %, NEPINOU, TV AVOCONEVIK®Y AYYENTIOWY
OlanICTWVETAl NPOCROAN TWV VEPPWYV. X a0BevVeIc e coBapn NPocBoOAN TwV VEPPWY,
kpeaTivivn opou > 500 pmol/L (5,65 mg/dl), napd tnv epappoldpevn aywyn nocooto 50%
neEPINOuU KaTaAnyel o€ aiyokdBapon ce OIdpPKEIa €vOG ETOUG. ZTIG NEPINTWOEIG AUTEQ
EQAPUOLETAl N KAQGIKN aywyn KUKAOPWO@auidng kar NpedvioAovng and Tou oTOUATOG
aAAG Tautéxpova cuvioTdTal N Epapuoyn enTd (7) cuvedpi®V NAACHAPAiIpECNS KATA TIG
npwteg 14 nuépeg Tng Oepaneiag. Metd 10 6° pfAva Bgpaneiag €’ éoov 0 acBevng
napouciddel Upeon xopnyeital AZA (2 mg/kg/BZ nuepnciwg) kar npedvi¢oAdvn and Tou
OTOPATOG CUPQWVA UE TO KAAOIKG oxnupa Bepaneiag. To ev Adyw BepaneuTikd oxnua
OUYKPIVOUEVO PE TNV EVOOPAERIa xoprynon PYeBUA-npedviCoAdvng (1 gr nuepnoiwg) yia 3
pNveG €0e1&e OTI evw dev BeATIwvel Tnv eniBiwon Twv acBevwv o€ 12-unvn Bdon €xel
EUEPYETIKA €nidpacn oTn d1Idowon TNG VEPPIKNG AEITOUPYIAG Kal PEIDVEI OPACTIKG ToV
ap1Buo Twv acBevwY Nou e&eAicoovTal o€ TENIKO 0TAdI0 VEPPIKAG avendpkeliag [59% vavTi
43% (95% ClI 4-40%, p=0,008), ueAéTn MEPEX®).

5. Xpnon AlyoTepPO TOEIKWV QapuAKwv: H avaldntnon anoTEAECUATIKWV QAPUAKWY HE
MIKPOTEPO KivOuvo napevepyeiwv and tnv CYC yia Thv QvTIHETOMNION NMIGTEPWY HOPPWV
NG vOoOoU KaBWG Kal yIa NEPINTWOEIG Nou dev pnopei va xopnynBei CYC n napouaciddovral
OUXVEG UNOTPOMEG, 0dNynoe oTn xpnon Tng pebotpe&dtng (MTX) Kal TNG HUKOPAIVOAATNG
(MMF). H MTX xopnyeital ce d6on 15mg/eBdopdda pe otadiakn avgnon ota 20-25
mg/eRdopada pexpl Tnv 12" efdoudda, otaBeponoinon Tng d6ong péxpl Tov 10° unva kai
oTn couvéxela otadiakn dlakonn pexpl 1o 12° pnva Bepanciag. H ouykpion 1ng
anoteheopaTikdTnTag TnG MTX o€ ox€on pe Tnv CYC £3€1E€ 0TI cAPWG UCTEPET AAAG UNOpPEi
va anoTeAEcel EVAAAKTIKN eMAoyn Bepaneiag o€ NMIEG N EVIONICUEVES HOPPEG TNG VOGOU
(ueNéTn NORAM(9). To MMF xopnyeital o apxikn déon 2.000 mg nuepnacing, and Tou
OTOMATOG, PEXPI 12 uAveg otn cuvéxela peiwveral ota 1.500 mg npepnoiwg péxpl Tov 18°
MAVa Kal oTn cuvEXeIa Pnopei va peiwdei n ddon ota 1.000 mg nuepNciwg PEXPI Tov 42°

60



pAva. H cUyKpIon TOU CUYKEKPIPMEVOU OXAPATOG WE TO KAOOIKO oxnpa CYC-AZA £30¢iEe oTi
n MMF uoTepei otnv npoAnyn Twv unotponwv [HR = 1,69 (95 % CI 1,06-2,70, p=0,03),
peAéTn IMPROVE(] napapével duweg wg 10Xupn €VAMAKTIKA AUCN OE MEPINTWOEIG
To&IKOTNTAG N avtevdeiEewv Tng CYC.

6. XpAon AEUPOAUTIKOV QpAPUAKWV WG ApXIKA Bgpaneia Ueeong: H avayvwpion Tou
nadoyeveTikou poAou Twv ANCA OTIG OVOOOMEVIKEG ayYEITIOEG 0dAYNCE GTN XpNnon
(PAPPAKWY NOU PEIWVOUV ToV apiBud Twv B Aeu@okuTTdpwy oTo NEPIPEPIKO ailia Ta onoia
WG YVWOTOV anoTEAOUV NPOSPOUOUG TwV NAACUATOKUTTAPWY Kal ETCI JEIDVETAI N Napaywyn
Twv ANCA. Z1a nAaicia autng Tng AOYIKNG xpnolpgonoindnke 1o Rituximab wg apxikn
BOepaneia oTnv QVTIMETWNION TWV AVOCONEVIKWV ayyenTtidwv. H xphon Tou gpapudkou
a&lohoynOnke og dU0 NPOOPATES TUXAIOMOINUEVEG NPOONTIKEG KAIVIKEG HEAETES (RCTS) TNV
RITUXVAS study!'? kai Tnv RAVE study!'® kai a&lohoynBnke o€ oUykpion e TNV eVOOPAERIa
N and Tou otépaTog xopnynon CYC. Ta anoTteAéopaTa Twv €V AOYW PEAETWV €DEIEQV OTI TO
Rituximab &ev ucTepei o€ ANOTEAECUATIKOTNTA EVAVTI TWV KAQOIKWV OXNUATWV Bgpaneiag
TOUuvavTiov NAPOoUCIAZel HEYAAUTEPN OPACTIKOTNTA GTNV AVTIUETWMION TWV UNOTPOM®WV TNG
vooou. Mapd tauta dev unnp&e onuavTikh diapopd PeTa&U Twv dU0 oXnPdTwv oThv
EUPAVION PEICOVWV NAPEVEPYEIWY Kal €Ni NMAéOV N gupdvion augnuévng ouxvoTnTag
ouunaywv Kapkivwv otnv oudda Tou Rituximab dnuioupyei eUAoya epwTthpaTa yia tnv
aoc@dAela TNG ev Aoyw Ogpaneiag.
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NMAAZMA®AIPEZH - MAAZMOGOEPATEIA

lwavvng K. KaAeBpbéooyAou

NeppoAdyog, Aleubuvtiag Neppoloyiag E.Z.Y., A" MaBoAoyikin KAivika A.l.6.,
Mavemotnuiakoé Meviké Noookopeio ©ecaalovikng «AXENMA», ©ecoalovikn

H Oepaneutikn nAacua@aipeon eival eEwowpatikn PuéBodog n onoia pnopei va
XPNOoIYOnoINBei  yia TNV anopdkpuvon PEYOAOUOPIAKWY EVWOEWV and To NAAGHA, ONwg
QUTOAVTICWHATWY KAl QVOCOCUUNAEYUATWY EITE YIA TNV NPOCGONKN NApayovIwy nou eANeiNouV
and 1o NAdoua, 6nwg n npwrtedon nou diacnd Tov napdyovta von Willebrand. EminAéov,
napeppaivel oTnv avocoppuBuion Tou opyavicuou, JE TNV a@aipeon Twv SIAPNECOAARBNTWV
PAeypovng. O1 oucieg nou anopakpuvovTal Pe TNy uEB0dO, €ival QUTOAVTICWATA PE HOPIAKO
Bdpog andé 150.000-970.000 Daltons n kukAo@OPOUVTA AVOCOCUUNAEYUATA, UE HOPIAKO
Bdapog andé 500.000-3x108 Daltons kai Ta onoiad, Adyw Tng evandBeong kal KABNAwoNg Toug,
NPOKaAoUV I0TIKEG aANolwoelg. O1 oucieq NoU a@aipoUVTal, EXOUV OXETIKA NAPATETAUEVO
Xxpovo nuiceiag {wng kKal auté kabioTd duvaTh TNV PAPPAKEUTIKN NapépBacn otny evoIAUESN
nepiodo.

O1 nabnoeig, oTig onoieg evoeikvuTal N NAACUAPAipESN, oUPPWVA PE TNV AJEPIKAVIKN
latpikn ETaipeia, diakpivovTtal o€ TEGOEPIG KATNYOPIEG:
Tunog l:.. naBnoeig oTig onoieg anoTeAei Bepanegia ekAoyng, 6Nwg oTnv BPOPRWTIKN
OpopBonevikn nopeupa.
Tonog ll: nepidapBdavovTal ol NaBNoeIg oTig onoieg ol dlabEaiueg evoei&eig cuvnyopoUlyv yia
anoTeAecpaTikdTNTa TNG PEBGDOU, ONWG OTNV TAXEWG EEENICCOPEVN ONEIPAPATOVEPPITIOA
(nponyeital cupBatikn Bgpaneia).
Tunog llI: avhkouv o1 NaBNCEIg, OTIC ONOIEG TA ANOTEAECPATA TNG NAACUAPAipeCNG eV €ival
IKAVOMOINTIKA, ONWG OTOV CUCTNPATIKO €puOnuaTtwdn AUKO.

Tonog IV: evrdooovtal Ta voonuara, ota onoia n aia Tng nAacpa@aipeong dev EXEl
anodeIxOei o€ ENEYXOUEVEG HENETEG, ONWG OTNV PEUPATOEIdN apBpiTida.

Texvikn: O1 yepPpAvEG NOU XpNOoIPonoIoUvTal, O TPIXOEIDIKA PiATpa e didpeTpo 270-370 v,
€iVal KATAOKEUAOPEVEG anod NOAUPEPICUEVEG OUTIEG, OnwG polyvinyl alcohol kai polysulphone.
O1 népol oTIg PEPPBPAVEG €xouv dIdueTpo 0,5mu, woTe va eunodideTal N YETAKIvNoN TwV
aipgoneTalinv. MNMaboAoyikd cuoTatikd Tou NAACPATOG, uwnAoU poplakou Bdpoug, Onwg
NapanpwTeiveg Kal AINONPWTEIVEG, PNOPEI va MEPIOPICOUV TNV ANOTEAECUATIKOTNTA TNG
dINBnong Kal Katd cuveneia TG nAacpagaipeong. Ocov de apopd TIC KPUOCPAIPIVEG TUNMOU
I, Ta yépIa Twv onoiwv diaAuovTal oe Aiyoug BaBpoulg KATw TNG PpUCIOAOYIKNG BEPPOKPACIiag
owpaTog, MNopei va kabiZavouyv eni Tng pepPPAvVNG, AuEow JETA TNV €000 TOU AiUATOG OTO
@iATpo. TMa TG NEPICOOTEPES UEUPBPAVEG dlaxwpiopuoU NAGoUATOG, Eival ApKETA, pia oTaBepd
pon aiparog peTa&u 50 kai 80 ml/min.

Ayyegiakn npoconélacn: O1 NEPIPEPIKEG PAEREG UNOPET va xpnaoiponoinBouyv yia NapakevTnon.
Tig NEPICOOTEPEG POPESG OUWGS, XPNCIPONOIOUVTAl KEVTPIKOI KABETNPEG yIa TNV MPoonéAacn
MEYAAwvV ayyeiwv. Auto €ival anapaitnto, Adyw TnG naparteTapévng Bepangiag kai Tou
ouvduaopol He aigokdOapon, O MEPINTWOEIG MOU CUVUNAPXEI VEPPIKA avendpKelqa,
OedopEvou OTI Ta TPIXOEISIKA PIATPa YNnopoUV va AEIToUpyNnoouv Pe pubuoug pong aipaTog,
péExpr 300ml/min.

AvTinnkTIKN Bgpanegia: Qg avTiNnKTIKN Bgpaneia XpNoIPonoIEiTal N KAQooIKA nnapivn, oE
apxikn d6on 2000-5000 1U kai cuvduddeTal pe ouvexn xopnynon nnapivng 300-1200 IU/h.
Eniong, yia Tnv dievépyeia Tng peBAGB0U, £XOUV XPNOILONOINBET Kal xapnAou poplakou Bdpoug
NNapiveg.

Yypad avrikatdotaong: &€ NoAAd KEVIPA wG Uypd avTikatdotaong Tou nAdopaTog,
xpnolgonolgital To didAupa avBpwnivng Aeukwuativng 4-5% kar anaireital Id1aitepn Npocoxn
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oTnV avanAApwon NAEKTPOAUTWV, ONWG TOU KaAiou, yia Thv anouyn appubuinv Kal Tou
aoBeoTiou NPog ano@uyn ueAviong TETaviag, IBIAITEPA EQOCOV XPNalonololvTal KITPIKA WG
avTinnkTikA Bgpaneia. Xpnoiponoieital fresh frozen plasma (FFP), wg uypd avrikatdoraong,
O€ A0BOEeVEIQ: PE EAATTWPEVOUG NAPAYOVTEG MMEEWG, MPWTEIVWV NAACPATOG Kal ONou undpxel
avTévdeiEn anoudKkpuvong avocoopaipivwy. H CUYKEVTPWON TwV avocooQaIpIV@V OTO diua
META and pia cuvedpia NAacpaeaipeong, eivar napanAavnTikn KaBATI 01 AvOoCoCPaIPIVES
€l0€pxovTal and Tov eEwayyeiakd XWPo OTov ayyelakd pe pubud 1-3% avd wpa, PE
anoTéAecpa TNV au&non Toug eVvTOg EIKOCITECOAPWY wPwV. Edv o pubudg napaywyng Twv
avocooQaIPIVWV €ival JETPIOG, KABNUEPIVEG NAACPAPAIPETEIG YIa 3 NPEPEG, UNopouv va
apaipgcouv 10 70% TOU apxIKoU QopTiou, evw 5 cuvedpieg Bepaneiag oe didotnua 7-10
NUEPWY, Pnopei va agaipécel To 90% Tou apxikou popTiou TOuG.

©OEPAMNEYTIKH MAAZMA®AIPEZH ZE NE®PIKEZ MAGHZEIZ

1. anti-GBM oneipapartove@pitida (Goodpasture syndrome)

H vdoog opeileTal 0Ta KUKAOPOPOUVTA AUTOAVTIOWHUATA EVAVTI EVOG JOVOUEPOUG NENTIOIOU
TnG a-3 aAUCOU, OTO PUN-KOAAAYOVO TUApa Tou KoAayovou IV, To onoio €ival To KUpIo cuoTaTIKO
™G Bacikng pePPBPAVNG TOU ONEIPAUATOG. ZE PIa TUXAIONOINUEVN PEAETN, CUYKPIONKav Ta
anoTeAEcPATa TNG AVOOOKATACTOANG (prednisone, cyclophosphamide), pe Tnv cuvduacpévn
OepaneUTIKN AVTIUETWMION, NOU NEPIEAAUBAVE AVOOOKATACGTOAN Kal NAacpagaipeon. Bpebnke
OT1 01 a0BEeVEiG TNG dEUTEPNG OUAdAG, EiXaV HEYAAUTEPN EAGTTWON TWV KUKAOPOPOUVTWY anti-
GBM avriowpdtwv Kal pIKPSTEPN ouxXVOTNTA €UPAVIONG TEAIKOU OTAdIOU VEQPIKNG
avendpKelag. ZTIG NEPINTWOEIG MOU N vOOOG ouvodeUETal and VEPPIKN aVENAPKEIQ, MOANEG
MEAETEG ava@Epouy, OTI eival anapaitntn n APech epappoyn algokdbapong Kai n engiyouca
QavOOOKATAOTOAN G€ cuvOuacuod Ye NAacpagaipeon.

2. anti-ANCA ongipapatove@pitida

To 40-45% Twv acBevwv pe TAXEwG €EENICOOUEVN ONEIPAPATOVEPPITIOA, €uPavidouv
MNVoEIBEIG oxnuaTiopoUug Kal napouciddouv n oxi evanoBeoelg (pausi-immune RPGN).Ol
NePICOOTEPOI ACHEVEIG EXOUV KOKKIwPATwon Wegener rn JIKPOOKOMIKA NOAUAPTNEIITdA. XT0
80-90% Twv NEPINTWOEWV, undpxouv KukAopopouvta ANCA, katd Tng pueholnepo&eiddong,
N TNG NPpWTEivAong-3, Ta onoia cupBAarAouv oTnv NaBo@uaioloyia TG TAXEWG EEENICOOUEVNG
oneipapaTovePpimdag. And nPOcPaATn NOAUKEVTPIKA PEAETN TG European vasculitis study
group, @AvnKe OTI N NAacpapaipeon, wg NPOcOeTn Bepaneia, Exel NOAU KAAG anoTeAécuaTa,
1I010iTEPaA yia TNV avdKTnon TNG VEQPIKAG AEITOUpyiag.

3. ZuoTnuaTikOG epuBnuaTwdng AUKog (ZEA)

>1ov ZEA, 0 oxnuatiopog in situ avocooupnAEYUATWY Kal N evand8ecn KUKAOPOPOUVTWY
avTIoOWPATWY, €voxonololvTal yia TIG VEPPIKEG BAABec. H OegpaneuTtikhn napgufaocn pe
nA\acpa@aipecn  €xel WG aMOTEAECUA TNV  ANOPAKPUVON TwV  KUKAOQOPOUVTWV
QUTOAVTICWPATWY KAl AVOCUUNAEYUATWYV. ANG TUXAIOMOINUEVEG PEAETEG, OUWG, OEV NPOKUMTEI
OUCTNUATIKO OPENOG, AKOUN Kal 6Tav N NAAoPa@aipecon cuvOUACZETAl UE AVOCOKATACTAATIKN
Bepaneia. e HEPOVWUEVEG NEPINTWOEIG, OUWG HE EEENICOOUEVN VOCO KAl VEPPIKA CUMUETOXN,
nporteivetal wg Ogpaneia, 6nwg o€: a) eykupocuvn B) OpouBwTikA Bpouonevikn noppupa,
nou oxeri¢etal he Tov ZEA kal y) avTipwo@oAinidiké cUvdpopo.

4. ©poupwTiKN BpopBonevikn nop@upa (©6IN)

H ©6I1 eival yia ano@pakTIKA pikpoayyeiondbeia Kal XapakTnpideTal ané cucowpeucn
aipgoneTaAiwy, aipdAucn, BpopBonevia Kail Ioxaigia opydvwy. Zuvnbwg, HPEYAAa noAupepn
von Willebrand cucowpeUovTtal Adyw EANEIYNG N AEITOUPYIKNG AVENAPKEIAG TNG NPWTEAONG
ADAMTS-13, ue ouveneia Tov oxnuaTiopd BpouBwyv, TNV KATAaoTPoPn evO0BNAIAKWY KUTTAPWV
Kal TNV evepyonoincn Tou cupnAnpwpatog. Mpiv Tnv epapuoyn €yxuong FFP i tnv xpnon
nAacpagaipeong, n BvntdTnTa avepxdtav oT1o 93 %, evw oNPePa N BvnTdTNTA KUPaiveTal and
9-46 %. ZTIG NEPICOOTEPES UEAETEG, N NAACPAPaipecn BPEONKE OTI ival N MO ANOTEAECUATIKN
Bepaneia. H €yxuon nAdopatog eival anoTeAeCPATIKN yia TNV NPAANYN UNOTPOMNWY COE ONAVIEG
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OIKOYEVEIG pop@PeC BpouBwTikng BpopBonevikng nopeupag. Me Tnv nAacpagaipecn
xopnyouue peTtallonpwteivdaon ADAMTS-13 1 agaipolpe Ta avTiowpata Katd Tng
pMeTaAonpwTeivaong. H uéBodog eival anapaitntn, e KaBnuepivh BAcon, EWG OTOU 0 APIOPOG
TWV aipgoneTalinv avéABel otig 100-150.000/mm? kai dev undpXouv OToIXEid aldAuong.

5. Kpuoogaipivaigia

2 XeTiCeTAI UE AEPPOUNEPNAAOTIKEG SIATAPAXEG, AVOCOAOYIKEG NABNCEIG KAl IOYEVEIG AOINWEEIQ
(1G1aitepa pe nnatimda C). Xapaktnpi¢etar and pepPpavoinepnAacTikn €§16pwuaTikn
oneipapaTovePpimnda pe unevooBnAIaKEG evanoBeoelq. H nAacuagaipeon wg dinAn dinbnon
N avooonpoopo®non anaiteital oTig eEAPOCEIG TNG CUCTNPATIKAG ayyelTidag, otnv o&eia
VEQPIKA avendpkela, oto cUvdpopo unepyAoidTnTag, otnv o&eia veupondBela Kal OTIG
OEPUATIKEG EEEAKWOEIG. H nEB0SOG Unopei va epapuooTEi he NOAU KOAG ANOTEAECUATA XWPIG
TN XOPNyNncoh avOoCOKATAOTAATIKAG Bepaneiag.

6. IgA veppondaBeia kai Henoch - Schonlein nop@upa

H nAaopagaipeon €xel epApPUOOCTEI PYE OXETIKA KOAG ANOTEAECUATA OTOUG ACBEVEIQ PE
npwtonadn IgA, epdoov cuvundpxel TaXEwG eEeNICCOPEVN onelpauaTovePpitida n Henoch -
Schonlein vegpimida.

7. MoAAanAouUv HUuéAwpua

>e nocootd 30 - 60% n ve@pIkA SUCAEITOUpPYia oPeINeTal OTN veE@PONABeIa and KUAIVOPOUG
eAAQPWV aAUCEwWV. H vepIKn avendpkela €ival n mio Koivh aitia 8avdaTou kal akoAouBouyv ol
Moipwéelg. O cuvduaopog NAacua@aipecng Kai XxnueloBepaneiag cupBAAAOUV GTNV yphyopn
MEIWON TWV KUKAOQOPOUVTWV NAPANPWTEIVOV Kal peiwvouv Katd 50% Ttnv avdykn
aigokdabapong.

8. Ne@pikn petapdoxeuon - ABO acupfartétnta

Algvepyeital nAacpagaipeon (KAaoikn, dINANG dinbnong, avooonpoopoenaon) U0 €wG
TEOOEPIG OUVEDPIEG NPIV arnod TO XEIPOUPYEIO, AKOAOUBEI onAnveEKTOUN KAl cUVOUACZETAI IE TNV
xopnynon rituximab kar avocoogaipiviv (IVIG). Z1ig nepintwoeig ABO acupBarértntag, o
Kivduvog XUPIKAG andppiyng gival upnAOTEPOG OTIC dUO NPWTES EROOPADEG.

9. Metrapdéoxeuon pye Crossmatch OeTik6

Ta npwTtéKoAa anguaioOnTonoinong nepiAauBdvouv cuvduacud KAACIKNG NAAoUa(aipeong,
avooonpoopd®nong Kal evOOPAERIAG xoprnynong avocoopaipivwyv. MNapdho 611 €xouv
XPNOoIYonoINOEi peYAAEG OOOEIG AvOCOoPaIPIVWYV, GpaiveTal OTI N nAacpa®aipecn givail n nio
agioniotn pEBodog aneuaicOnTonoinong Kal N €QpApUoyn TNG €xEl WG AMOTEAECUA Tn
XAUNAOGTEPN COUXVOTNTA ANOPPIYNG TOU POOXeUpaTog. Eneidn ol acBeveig nou €xouv
aneuaicOnTonoinBei Bpiockovral oe UYPNAOG Kivouvo andppiyng, N NAACPAPAipESN CUVEXIZETaI
KaTd Tn JIAPKEIa TNG £BOOPAdAC PETA TN PETAPOOXEUON.

10. EoTiakA TUNUATIKNA onelipapatookAnpuvon (FSGS) - Ynotponh YETA Th METAMOOGXEUCN

H ouxvotnta eueAviong TNG vOCOU OTO PJOOXEUPA Kupaiveral and 15 €éwg 55%. To nocooTo
pnopei va augnBei oe 80% oTo endpevo poéoxeupa. H KAaoikn nAacpagaipecn Kai n
avooonpoopOPNoN €XOUV XPNOIYOMNOINBEI PJE ENITUXIA yIO TN PEIWON TNG AEUKWUATOUPIAG.
Xwpig Bepaneia, 1o 50-80% Twv acOEVWYV, ANOpPINTOUV TO JOOXEUUA OTOV NMPWTO XPOVO PETA
TN JETAPOOXEUON.

11. Anéppiyn VEQPIKOU HOOXEUUATOG

H eupdvion Tng andppiyng Aoyw acupBatétntag HLA avtiowpdTtwy noikiNel and 5,6 - 23%
METAEU Twv peTapooxeuBeviwy. H Bepaneia BacideTal oTnv nAacuagaipeon og cuvduacpud
JE ouyxoprnynon KUKAOPwoPauidng pe HEBUANPedVICOAGVN 1 kal avocoo®alpivng. O apiBuog
TwV NAacua@aIpEcewy eEapTdTal and TNV KAIVIKA andvTnon Kal kaBopidetal and Tnv anofoAn
TwV OUPWV Kal TNV KPEATIViVN TOU 0poU.
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«IAIOMAGHZ» ZMNEIPAMATONE®PITIAA AMNO ENAMOGEZH MONOKAQNIKOY
KAAZMATOZ (OXI MOAAANAOYN MYEAQMA 'H AMYAOEIAQXZH)

Xpnhotog Mnavtng

NegppoAdyog, EnipeAntng B, Mevikdé Noookopeio ©ecoalovikng «I". [TAMANIKOAAQY»,
©&eocalovikn

Eicaywyn

O1 Dr. Bence Jones kai William Macintyre nepiéypawav 10 1847 ota oUpa evdg acBevoUg
ME 00TIKA AAYN Kal 0I3NUATA YIa NPWTEIVN PE IBI0UOPPEG IDIGTNTEG GCOV ApOoPd TN SIGAUTOTNTA
™G Katd Tn B€ppavon. MoOAg To 1962 dianmioTwBnke OTI To «AeUKwua Bence Jones»
anoteA&ital and KAAoPATa EAAPP®WY AAUCWV JOVOKAWVIKWY aVOCOCPAIPIVAV.

KdBe quaioloyikn avocoopaipivn anoTeAeital and dUo eAa@pEg kail dUo Bapeieg aAlooug.
O1 ehappEG aNUoelg cuvdgovTal e DICOUAPIBIKOUG BEGHOUG LE TIG Bapeieg aAlooug (apEow
META N Kal KaTd Tn SIdPKEIa TNG oUVOEONG TwV TEAEUTAIWY) OXNPATICOVTAG TO NANPEG POPIO
TOU QVTIOWUATOG, MOU €KKpiveTal katémyv and To nAacupatokutrapo. lMNa va eival
anoTEAECHATIKN N cUVOEON TWV avTICWUATWV €ival anapaitnto va napdyovTal ol EAAPPEG
aAUOEIG O€ JIKPN NeEpicoegla o€ oxéon PE TIG Bapeieg. 'ETol TO YIKPO NAEOvaoua UNopei va
EKKPIVETAI WG EAEUOEPEG ENAPPEG AAUCOI 0TO NAdoUA. Z€ AeNTOUEPN EAEYXO 0pOoU N oUpwv
(PUOIOAOYIK®WV aTOUWV KATadeIKvUeTal n Unapgn noAU PIKPNG NocdTNTag EAAPPWY aAUowy,
NoAUKAWVIKWOV B€Rala. O KukAo@opoUuoeq eAappPEG GAUCOI anopakpuvovTal and Tnv
KUKAOQOPIa UECW TWV VEQPPWV. Z€ avTiBeon Pe Ta NANPN POPIa TV avTICWUATWY, Ol EAEUBEPEG
eNAQPES AAucol dinBouvTal EAeUBEPa and TO Oneipaua. TN CUVEXEIQ ENAVAPPOPOUVTAl OTO
€YYUQG €0MEIPAPEVO CWANVAPIO PECW TWV EIBIKWV UNOSOXEWV TOUG, TNG JEYAAIVNG Kal TNG
KoupniAivng. MeTd Tnv evOOKUTTAPpWON Toug and Ta cwAnvapliakd KUTTapa udpoAuovTal and
Ta AucoowpaTiakd €vqupa oe auivog&éa. H diadikacia Tng enavappd®nong oTo €yyug
owANvApIO PNopPEi va KopeoTei éTav dInBeital onuavTikn NocdTNTa EAEUOEPWV EAAPPWV
aAlowv (6Tav undpxel unepnapaywyn Toug OTa nAdicla PIag NAACPATOKUTTAPIKAG
duoKpagciag). e auth Tnv NEPINTwon o1 €AeUBePeEC aAUGCEIG Mou dlapeUyouv TnG
enavappoenong anoBdaAlovTtal ota oupa Kai avixveuovtal wg AeUkwpua Bence Jones.

O1 KuKAOpOpPOUCEG EAaPPEG AAucol (N Kal onavioTepa Bapeieg) unopei avaloya e TIG
(PUCIKOXNUIKEG TOUG IB1IOTNTEG va evanoTeBolv oe dIAPOPOUG IGTOUG NPOKAAWVTAG AVTIOTOIXEG
KAIVIKEG EKONAWOEIG. Ta onelpapaTika TRIXOEIdN anoTeAoUv cuxvh BEon evandBeong TETOIWV
NABOAOYIKWV TUNPATWY PIAG HOVOKAWVIKAG avocoo@alpivng. Me BAon Tn pop@n nou €xouv
Ol EVANOBECEIG AUTEG OTO NAEKTPOVIKO MPIKPOOKOMIO Pnopouv va dlaxwploTouv o€ dUOo
KATNYOPIEQ VEPPIKWY NAONCEWV: TNV NPWTN KATNyOopia avAKOUv Ta VOoNuaTa oTa onoia
oxnpari¢ovtail vidia, 6nwg TNV ApUAOEIBWoN N JIKPOCWANVAPIA ONWG TNV KPUOCSQAIPIVAIYIa
N TNV AvOCOTAKTOIOIKN onelpapaToveppitida (nou Ba avantuxBouv and AAAo opIANTN). Tn
OelTEPN KaTNyopia anapTidel n vooog and evandbeon PovokAwVIKoU KAAoPATog, oThy onoia
NapaTNPoUVTal KOKKWONG EVANOBECEIG. Z€ ONAVEIG NEPINTWOEIC JOVOKAWVIKEG EVANOOETEIG
napaTtnPouUVTal Kal G€ NAPAYWYIKEG ONEIPAPATOVEPPITIOEG.

No6ocog and evan60eon HOVOKAWVIKAG AVvOooopalpivng

‘HoNn ano 1o TéAog Tng dekaeTiag Tou 1950 eixav napatnpnBei oe acOeveig pe noANanAoUv
HUEAWPA  aAAOIWCEIC Mou npocopoialav dlaBnTIKA  ONEIPAPATOCKANpUVON Kal Ogv
npocAduBdvav 10 €pubpd Tou Koykd. To 1974 dSiamoTtwOdnke o611 anoteAouTtav anod
EVANOBETEIG TUNUATWY HOVOKAWVIK®WY AAUCWYV, Kal To 1976 €yive n enionun nNepypa®n g
véoou. O1 evanoBgceiq pnopei va anoteAouvtal and eAa@peG aAlooug (véoog and evandbeon
eNapPWV aAuowv, light chain deposition disease, LCDD), Bapeieg aAuooug (véocog and
evanodBeon Bapgéwv aAUcwv, heavy chain deposition disease, HCDD) r kai and ta dUo (vOoog
and evandBeon eAappwv Kal Bapewv aAdowv, light and heavy chain deposition disease,
LHCDD). H véoog and evandBeon Bapéwv aAUocwv gival eEaIpeTIKG ondvia Kal kKabwg T0c0 n
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KAIVIKA 000 Kal N I6TOAOYIKN EIKOVA €ival NAPOPOIES, Ol TPEIG NAPANAVW KATACTACEIG TEIVOUV
va g&erddovral wg eviaia vooog und Tov 0po «vOCOG and evanodbecn POVOKAWVIKAG
avoooopaipivng» (monoclonal immunoglobulin deposition disease, MIDD).

EmdnpuioAoyia

H vdoog and evandBeon povokAwvikng avoocoopaipivng (MIDD) pnopei va cuvodeueTal
and AAeg eKONAWOCEIG NOAAANAOU PUEAWUATOG N AAANG AEUPOUNEPNAACTIKAG VOOOU N va
anoTeA&i TNV JovadIkn EKONAWON TNG UNOKEIPNEVNG MAACPATOKUTTAPIKNG OUCKPAGIAG MOU EXEI
oav anoTEAEcHa TNV Napaywyn TnG ToUu JOVOKAwVIKOU kAGopaTog. H MIDD napatnpeital oto
5% Twv vEKpOWIWV acOevwV Pe NOAANAOUV HUEAWHA (EVW avTioToixa o€ 11% Twv acBevwv
ME NMOANaNAoOUV PUEAWPAO aveUupioKeTal «npwTonadng» (AL) apuAogidwon). H MIDD éxel
NEPIYPAPEI OE Eva EVIUNWOIAKA PEYANO EUPOG NAIKIWV (28-94 £€Tn), MG eppavideTal cuvnbwg
o€ dTopa peyaAuTepng nAIKiag (UEoog 6pog 56 £Tn). MNapaTnpeital pia eAa@Ed uNEPOXn oTOUG
Appeveg. Aev €xel avaPepOEei DIAPOPETIKA CUXVOTNTA TNG O€ KAMOIA €OVIKN N QUAETIKA ouAda.
‘Exouv avakoIvwBei péxpl oTiyung ndvw ano eikoot NEPICTATIKA vOoou and evanoBeon Bapéwv
aAUowv (HCDD), al\d ekTipudTal 611 n véoog €ival oTnv NPAayuaTikdTNTa CUXvOTEPN KAl N
S1dyvwon Tng dIapeUyel OTIC NEPICOOTEPES NEPINTWOEIG.

loToAoyIKnh €1K6vVa

H nio ouxvin naBoAoyoavatopikn €ikéva €ivar auth Tng ofwdoug oneipauaTonddelag Ye
dlatapaxn TNG CNEIPAUATIKNG APXITEKTOVIKNG AOyw evanodBeong AUop@ou ewaivOPIAOU
UNIKOU. Ta oZidia autd evroni¢ovTal oTo JECAYYEIO, anoTeEAOUVTAl and POVOKAWVIKEG AAUCOUG
Kal BePéNia oucia kal pnopei va cuvodelovTal and AMiad UnePnAAcia Twv PJECAYYEIAKWY
KUTTdpwv. H 6An eikéva npocopoiddel autn Tng dIaBnTIKAG ONEIPAPATATOOKANPUVONG, AAAd
N KaTavoun Twv odidiwv gival OXETIKG opoidpop®n YEoa oTo id1o oneipaua, Ta odidia dev gival
apyupOPIAa Kal € ouvodeUOVTal And oNPAVTIKA UAAIVWON TwV NPOCAywywv apTnpidiwv. X&
npwipa otddia pnopei va aveBpebei anAwg pia dielpuvon Tou YECAyyEiou kal ndxuvon TG
Baoikng pepBpavng. Mo XapaKTNPICTIKEG €ival O AVTIOTOIXEG EVANOBECEIG KATA UNKOG TNG
€Ew PEPIAG TNG CWANVAPIAKNG PEURPAVNG, KUPIWG OTO dnw €0NEIPAPEVO cwANvApIlo, oTNV
aykUAn Tou Henle kai PEPIKEG POPES GTO aBPOICTIKG CWANVAPIO. ZNUAVTIKN €ival N EKPUAION
TV OWANVAPIGK®WV KUTTAPpWYV, aKOUA Kal 0 Npwipga otddla o€ KAMoloug acBeveiq. e
npoxwpnuéva otadia naparnpeitar ocnuyavtikn didueon ivwon. O1 aptnpieg, Ta aptnpidia Kai
Ta NEPICWANVAPIAKA TPIXOEION PNOPEi va gu@aviouv eniong evanoB€CEIG aVTiGTOIXA NPOG
TNV BacIkn Toug PePRpavn.

O avoooo@opIoPog N N AvoooicTOXNUEIO anoKaAUNTel TN GUCN TwV EvanoBEcEwVY Kal Tn
MOVOKAWVIKN @UOoN TOUG. ZUvNBwG NPOKEITAIl YIa K EAAPPESG aluooug (80%), evw otn ondvia
HCDD vyia y, a n u Bapeieg ahtooug. O1 owAnNvapIoKEG EvanoBECEIG KUPIapXoUVv oTo Anw
owAnvdApio Kal oTnv aykuAn Tou Henle, avixveUovTal OpwG Kal oTo €yyUG. 2€ AoOeVEIG Pe
olwdn onegipauaTtookAnpuvon, o avocoPBopiopdq gival cuvnbwg BeTIKOG KATd UAKOG TNG
ONEeIPAPATIKAG BACIKAG PEPPBPAVNG Kal O PIKPOTEPO BaBud ota olidia autd kaB” autd. Tunikd
0 avoooPBopIoUOG gival EVTOVOTEPOG 0Ta CwANVApPIa and OTi oTo oneipaua, napd Tnv Unapén
ONPAVTIKWV EVANOBECEWV OTO NAEKTPOVIKO MIKPOOKOMIO. AUTO UMOPEI va OPEINeETAlI OE
TOMIKOUG NapAyovTEG NOU NapePBaivouv oTn cUvOECN TOU AVTICWHATOG WE TIG EVANOBETEIC.
OEeTIKOTNTA NapaATNEEITal ENiong KATd PNKog TNG kdwag Tou Bowman kai ota ayyeia.

27O NAEKTPOVIKO PIKPOOKOMIO 01 evanoBEaelg evroni¢ovTal unevooONAIakd KaTd PNKOG TNG
OMNEIPAUATIKNAG AYKUANG, KATA UNKOG TNG £Ew PEPIAG TNG BACIKAG HEPRPAVNG TwV CWANVAPIwV
Kal oto peodyyelo. MpokeiTal yia AenTEG KOKKWOEIG NUKVEG (electron dence) evanoB€aoelq.
MaBoguaioAoyia

H MIDD anotelei pia cuoTnuaTikn vocoo nou NpooPBAAel NoANG dpyava Kal Kupiwg Toug
VEQPOUG. H povokAwvIKA avocoopaipivn evanoTiBeTal oTiq BACIKEG PEUPPAVER, OTIG EAACTIKEG
Kal oTIG KOANaYOVEG iveg. Onwg npoavagepObnke n MIDD diapgpel and Tnv apulogidwon
kaBboov TO POVOKAWVIKO KAdopa Oev evanoTiBetal ypaupikd Snuioupy®vtag Ividla
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(apUANOEIBER), NG oXnNUATICOVTAG N OPYAVWMUEVEG, APOPPESG KOKKWOEIG evanobéoelg. H
dlagopd autn anodideTal otn dIAPOPETIKN OOUN TOU EKACTOTE JOVOKAWVIKOU KAAGUATOG NMou
TOU NPOGCOidEl DIAPOPETIKES PUCIKOXNMIKEG IBIOTNTES, NOU KaBioTouv duvaTtn Tnv evandbecn
TOU PE TOV €va and Toug dUOo TpOnoug. EKTOG and 1a XxapaKTNPIoTIKA TOU JOVOKAWVIKOU
KAQouQATOG, UNOPEI Kal O1 TOMIKEG 10TIKEG CUVONKEG va kabopidouv Tn pop@n nou Ba Adouv
0l evanoBEcelq oe KABe acBevn: oxnuaTiopog vidiwv (AUUAOEIdWON) N KOKKWOEIG
evanoBéoeig (MIDD). O uovOKAWVIKOG NANBUGCHOG TwV NAACUATOKUTTAPWY aVIXVEUETAI MOAU
€UKOAa OTO PUEAS Twv acBevwyv otnv MIDD ce avtiBeon pe Toug acBeveig e AL-apulogidwon.
MOavoAoyeitar Aoindv ot yia va ekdnAwBei n MIDD anaiteital peyaAUTeEPOG OYKOG
MOVOKAWVIKWV (VEOMAACHATIKWVY) NAACPATOKUTTApwY and omi otnv AL-apulogidwon. e
avtiBeon pe Tnv AL-apulogidwon, otnv MIDD eivar ocuxvétepeg ol k dAucol (80%). Eivai
EVTUNWOIOKA €MioNG N ENIKPATNON TNG ondviag unokatnyopiag Vv Tou HETaBANTOU TUAPATOG
TWV K aAUowv. MNMaBoloyikd pEyeBog Twv EAAPPWY AAUCWY NAPATNPEITAlI OTO €va TPITO TWV
nepINTwoewv. Exouv kataypagei napddo&eg avTikaTaoTACEIG APIVOEEWY OTA JOVOKAWVIKA
KAdopaTa, nou Pnopei va aAAadouv Tnv oTEPEOOOUN TOUG Kal NPodIaBETOUV TO OXNPATICUO
UdPOPOPwWY dECUWV PUETAEU TOUG N PE TIG BEPENEG NPWTEIVEG Tou dIdPecou 10ToU. Exel eniong
evoxonolnBei avwpaAn YAUKOZUAIwoN Twv PJOVOKAWVIKWY aAUowv. Evdiagépov eival eniong
OT kdnolol acBeveiq nou €énacxav and NOAAANAOUV PUEAWUA PE PUGCIOAOYIKOU PEYEBOUG
MOVOKAWVIKEG AAUCOUG Kal OEV €iXav OTOIXEIO VEQPIKAG CUPPETOXNAG, Nnapouciacav MIDD,
61av 10 NoANanAoUVv pUEAWHA unoTponiace YETA and xnueloBepaneia ye JeEAaAAAvn Kal
EKKPIVE NAEOV OAUCOUG JE DOMIKEG avwPaAieq. KaBdoov n peAQaAdvn Unopei va NpoKaAECEI
METOANAEEIG oTa yovidia nou Kwdikomolouv TIG avocoo@aipiveg, pnopei n MIDD va
NEOKAABNKE and éva PETAAAYUEVO VEONAACUATIKO KAWVO.

‘Eva xapaktnpioTikd Tng MIDD eival n eviunwolakn cuykévipwon BeuéNiag ouaia oTo
O1dpEeco 10T6. H evandéBeon Twv eAa@pwv aAUCwV oTo YECAYYEIO dIEYEipEl TNV DIEUPUVON TOU
Kal oTnv cuvaBpoion eEwKUTTApIag BepéNIag ouaiag, nou odnyei TN 0TO GXNUATICUOS 0lIdiwv
kal TEAIKG oneipapaTookAnpuvong. Ta odidia autd anoteAouvtal and katd Ta AGAAa
(PUOIONOYIKA doWIKA cuoTaTika Tng BgpéNiag ouaiag. H npocOnkn HOVOKAWVIKWV EAAPPWV
aAUowv ané acbBeveig ye MIDD o KAOANEPYEIEG PECAYYEIOKWY KUTTAPWVY MPOKAAEI TNV
napaywyn KUTTAPOKIVWV Nou npodyouv Tnv ivwon, onwg o TGFR kai o PDGF. ‘ETol Ta
MECAYYEIQKA KUTTapa dleyeipovTal va napaydyouv nNpwTeiveg TNg BePéNAg ouciag, Oonwg
KOAAQyOvo VI, Aapivivn Kal QIUNPOVEKTIvN.

KAivikn giIkéva

Av kal n MIDD anotelei pia cuotnuatikn voco, a@ou ol evanoB€oelg evronidovTal og
d1dpopa 6pyava NPOKAAWVTAG AVAAOYEG KAIVIKEG EKONAWGEIG, TUMIKA Ol NMPWTEG EKOSNAWCEIQ
NPEOEPXOVTAl and Toug VEPPOUG. H VEQPIKN CUPPETOXN anoTeEAEl €va oTaBepd eUpnua oTnv
MIDD kai ouxva 1a enakdAouba TnG Kupiapxouv oTnv KAIVIKN €iIkova. ‘Etor dev eival ondvio
€vag veppoAdyog va B€Tel Tn S1Idyvwon TNG UMNOKEIUEVNG NMAOCUATOKUTTAPIKNG OUCKPAGIag.
H Tunikn KAIVIKA €lkOva €ival auth TnG TaxEwg €EENICGOUEVNG ONEIPAUATOVEPPITIOOG: To
OUVONO OXeOOV TwV AcBeEVWV €PPAVICEl ENNPEACUEVN VEPPIKA AEITOUPYIQ, €VW OTIG
NEPICOOTEPEG NEPINTWOEIC O PUBUGG EMNIdEiVWONG TNG €ival ypNYyopog Kal anoTeAE Tov KUPIO
AOGYO yia TNV napanopnn Tou acBevoug otov €101kO. EKTOG and tTnv ennpeacpévn vEPPIKN
A&IToupyia, TNV KAIVIKA €IKOVA XAPAKTNPICOUV N AEUKWUATOUPIA, N JIKPOOKOMIKA algatoupia
Kal N unépTacn. 1o €va TPITO Twv acBevwy N NpwTEivoupia gival veQpwoikoU eNNEdoU,
wOoTOO0O0 OTO €va TETAPTO TWV NEPINTWOEWV €ival pIkpdTEPN Tou 1g/24h. H Baputnta Tng
AEUKWUATOUPIOG OE GUGCXETICETAI YE TNV MNAPOUCIa 0{WOOUG OMNEIPAPATOCKANPUVONG Kal
UMopEi va ugiotaral napd TNV anoucia cNPAvTIKWV CNEIPAPATIK@OV AANOIWCEWY OTO OMTIKO
HIKpookomio. H aABoupivn Kai o1 JOVOKAWVEG EAEUOEPEC EANAPPEG AANUCEIG Eival Ol KUPIAPXEG
nPWTEiveEG oTa oUpa. H unap&n Tng aABoupivoupiag kai Tou VEPPWOIKOU GUVOPOOU OTPEPOUV
Tn dIAYVWOTIKA OKEWYN Pakpid and Tn veppondBeia and KuAivopoug (6Tav €xel TeBei Ndn n
d1dyvwon Tou NoANanAoUV PUEAWPATOG). EninAéov n nocdTNTa Twv EAEUBEPWY EAAPPWV
aAUowv ival cuvnbwg PIkpoTepeg otn MIDD and 611 otn veppondBeia and KUAivdpoug.
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MikpooKoniKA alpaToupia NapaTnpEiTal 6Toug PIcoUg NEPINOU acBeVEig, N0cooTO UYPNAOTEPO
and 611 Ba NEPIPYEVE KAVEIG yIa WIa ONEIPAPATOVEPPITIOO YE NMIa POVOo Napaywyikd oToIXEIa.
Ynéptaon avapEPETal 0TOUG PIcOUG NEPINOU acBEeVeig (E§apTdTal OpwG Kal and TNV nNAIKia Tou
aoBevouqg). Mnopei woTdéco o1 evanoBECEIG Twv AvVOCOO@AIPIVWV va €ival TEAEIWG
QOUMNTWUATIKEG KAl va anoTeAOUV TUXAIO VEKPOTOMIKO eUpnpa.
EEwveppIkéG EKONAWOEIG

O1 ouxVOTEPEG EEWVEPPIKEG EKONAWOCEIG NpogpxovTal and kapdia (21 %), To nnap (19%)
Kal Ta NEPIPEPIKA veupa (8%). H kKapdiakn CUPPETOXN EKSNAWVETAI WG KAPSIOPEYAAIa,
appubuieg, dIaTapaxEg aywyludTnTag Kai cup@opnTiKA Kapdlakn avendpkela. H aneikovioTikh
dlgpelvnon KaTadelkvUel DIACTOAIKA QUCAEITOUPYIO AVTIOTOIXN PE QUTAV NMOU NApaATnEEiTal
otnv Kapdiakn apuAoeidwon. O nnaTtikég evanoBEoelg anoteAolv oTtaBepd eupnua.
KupaivovTal and yoAig unoonpaivoPeVEG Nou NepIopidovTal oTa NNATIKG KOANOEIdN Kal oTn
Baoikn pePBPAVN TwV XOANPOPWV XWPIG CUVODEG NAPEYXUUATIKEG BAABEG Ewg BapUTaTEG UE
€vtovn dIdTaon Kal NOAANAEG PNEEIG TWV NNATIKWY KOAMOEIDWV. ZuvNOwe EKSNAWVOVTAl WG
NNaTopEeyaAia Ye PETPIa Tpavoauivacaiyia, aAAG unopei va napatnenBei kal onuavTikh NNaTikA
avendpkela kal nuAaia unéptaon. EvanoB€oeiq pnopei va napatnpnBouv kal Katd PNKog Twv
VEUPIKWV VWV, OTA XOPEIOEIDN NAEYUATA, OTOUG AEUPADEVES, OTO PUEAS TWV OOTWV, OTO
ONANva, OTO YAOTPEVTEPIKO CwANva, ota evOOKOIANIOKA ayyeia, oToug NvVeUPOVEG KAl OTO
O€ppa. EKdnAwvovTal wg NEPIPEPIKN VEUPONABEIQ, YAOTPEVTEPIKEG OIATAPAXEGS, MVEULOVIKA
0¢idia, apBpondBbeia Tou TUNOU TNG apuAogidwong kal EnpopBaipia-EnpocTopia.
>1n véoo and evandbeon eAaPpwv Kal Bapewv aAUowv ol evanoBEcelg pgavicovral nio
EKTETAUEVEG OE OXEON PE AQUTEG NOU ANOTEAOUVTAI APIYWG and eAaPPEG aAUooUG, aAAd n
KAIVIKA €IKOva O€ (aivetal va dlapEpel onpavTikd. H KAIVIKA eikdva Tng ondviag vooou ano
evanoBeon BapEwv aAUowv €ival eniong Nnapduola, o€ autn gival WG CUXVOTEPN N MAPOUcia
UNEPTAONG KAl JIKPOOKOMIKNG AIATOUPIAg KAl onavioTEPEG Ol EEWVEPPIKESG EKONAWOCEIG.

Zx€on ME AANEG NAACUATOKUTTAPIKEG OUOKPAGIEG

Me Bdon Ta naAaidtepa diayvwoTiKA KPITNPia, NoOAanAoUV JuéAwpa dlaylyvwoKovTav GTo
40-60% Twv nepintwoewv MIDD, evw 6nwg npoavagepdnke MIDD napatnpeital ato 5% Twv
VEKPOWIWV acBevwv PE noAAanAouv puéAwpa. Onwg kar otnv nepintwon TG Al-
apuiogidwong, €1ol n MIDD anotelei cuxvd Tnv NnpwTn ekdNAwon nou odnyei otn didyvwon
TOU NOAANAOUV JUEAWUATOG o€ NpwIho otddio. H MIDD pnopei va epgavioTei eniong ota
nAaioia véoou Tou Waldenstrom n xpoviag Ae@oKUTTapIKNG AEUXalliag.

> € éva onpavTiko NocooTo NepINTWoewv N MIDD anoTeAei TNV povadikn KAIVIKA EKONAWGN
TNG NAPOUGIAG TOU PWVOKAWVIKOU KAAOUATOG, VW Ta eNNeEda Tou oTov opd (<3g/dl) kal Ta
oupa (<1g/24h) kaBwg Kal To NOCOCTO TWV NAACUATOKUTTAPWY GTOV HUEAS Twv 00TWV (<10%)
gival xapnAdTePa and To anaitoUuevo yia va TeBei pe Ta naAaidtepa dlayvwaoTIKA KPITAPIA N
Oidyvwon Tou noAanAoulv puehwuatog. ETol autd Ta nePIoTATIKA XapakTnpiddtav otn
BiBAIoypagia wg «dlonadng» MIDD ota nAaicia povoKAWVIKAG yappandOegiag ayvwoTou
onuaociag (monoclonal gammopathy of undetermined significance, MGUS). Onwg kai otnv
«dePovwpévn» MGUS, unopei kal HeETd and napatetapévn napakoAouBnon (>10 €mn) va unv
undp&el petdntwon o€ enionpo NoAAanAoUv pughwpa. Me Bdon BE€Raia Ta vEa diayvwoTIKA
KPITAPIA yIa TO NOAAANAOUV HUEAWUA anaiTeiTal pévo Unap&n YOVOKAWVIKOU KAACUATOG GTOV
opd n T1a oupa (avegdptnta and Ta enineda Tou), NAPOUGIA POVOKAWVIKOU NAnBucuou
NAQOPATOKUTTAPWV (Kal NAAl aveEdpTnTa and TO NOCGOCTO TOUG) KAl MPOCBOAN opydvou
OTOXOU (ONw¢G n VEQPIKA avendpkela) yia va TeOei n didyvwon. Me Bdon autév Tov opicuo n
d1dyvwon Tou noAAanAoU PUEA®PATOG Ba pnopoUce va TeOEi €K TwWV UCTEPWV OTNV
NA€IOVOTNTA TwV ONPOCIEVPEVWY NEPICTATIKWY pe MIDD Ta onoia eixav XxapaktnpioTei (Ue Bdon
Ta TOTE dIAYVWOTIKA KPITAPIA) WG «NpwTonabn» ora nAaicia MGUS. Kai autd yiaTi JOVOKAWVIKO
kAdopa avixvevetal oto 85-90% Twv nepinTwoewv pe MIDD evw HOVOKAWVIKOG NANBUCHOG
NAQCPATOKUTTAPWY AVEUPIOKETAI EMIONG KATA KAVOVA O0TO HUEAOYPAUA N TNV OCTEOMUEAIKNA
Bioyia. EninAéov kai oo 10-15% Twv NEPINTWOEWV ONou deV AVIXVEUETAI JOVOKAWVIKO KAGOUA
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oTov 0p0 h oTa oUpa n enikpaTouoa dnown gival 0TI AuTd UPioTaTal (MPOPAVWS APOU AANIWG
nwg Oa eixe evanoteBei oToug 10TOUC), aANG dev aviXveUETal EiTE yia TEXVIKOUG AOyoug E€iTe
€neidn kataBoAideral n evanoTiBeTal 6TouG IGTOUG NOAU ypryopa YETA TNV napaywyn Tou. ETol
O€V NPOKAAEI €KMANEN TO YEYOVOG OTI OTNV TEAEUTAIO KATATAEN TNG EMITPONNG £pyaciag uno
Tov O1EBvN opyavioud uyeiag n MIDD katatdooeTal 0Ta NAACPATOKUTTAPIKA VEONAdoaTa.

Aidyvwon

H unévoia unapgng MIDD npénel va TiBeTal oe kAOe acBevn pe VEPPWOIKO cUVOPOUO N
TaXEWG €MOEIVOUPEVN VEPPIKN AEITOUPYIA N UNEPNXOYPAPIKA €UPNPATa SIACTOAIKNG
OUCAEITOUPYiag TNG ApICTEPNAG KOIAIAG KAl Napouacia JOVOKAWVIKOU KAACUATOG GTov 0pd 1 Ta
oupa. O idiog cuvduaoudg napaneunel BERaia kal otnv AL-apuAogidwon, duwg oe autnv
napaTnPouUVTal cuXvOTEPA A-EAAPPEG AAUGIOEG EVW N UNEPTACN ONWG Kal N alpaToupia dev
anoTeAoUv ouxvo eUpnua.

H didyvwon tng MIDD T1iBeTal katd kavova and Tov veppoAOyo PE Tn VEQPIKN Bloyia (eg
IGTOAOYIKN €1IKOVA). Tnv unévola Tng vooou Pnopei BERaia va B€oel n avixveuon JOVOKAWVIKOU
kAdouaTog otov 0pd N ota oupa Twv acBevwyv. O1 EAeUBEPEG EANAPPEG AAUCEIC TWV OUPWV
eu@aviouv EeExwPIOTEG 1I010TNTEG OcOV aPopd Tn OIOAUTOTNTA TOUG Of OIAPOPEG
Oepuokpaacieq: 6tav Beppaivovtal otoug 60°C kaBiZdvouv aAAd otoug 100°C kaBioTavTal
OIOAUTEG €K VEOU. AUTN N IBIAITEPOTNTA AMOTEAECE TN BACN YIA TNV AVIXVEUON TOU «AEUKWUATOG
Bence Jones». H Odokipyacia autn ouwg Oev €ival apkeTd euaioBbntn, agou otnv
NEAYPATIKOTNTA AIYOTEPEG AN TIG MICEG HOVOKAWVIKOUG EAAPPES AAUCOUG EUPaVICouV auTAv
TNV 1I01AITEPOTNTA, VW N doKIYacia Kabiotatal BeTIKA pdvo Tav aneKKPivovTal CNPAVTIKEG
NnoooTNTEG EAEUOEPWV EAaPPWV aAUowV oTa oupa. Na autoug Toug Adyoug eV anoTeAET
nAéov pEBodo emAoyng. O1 Talvieg Nou xpnoigonolouvtal Katd TNV avAAucn TNG «YEVIKNG
oUpwv» €XOUV €niong xaunAn guaicOncia écov apopd Tnv avixveuon eAa@PWV aAUcwvV
(avaAoya pe To NAEKTPIKO TOUG POPTIO KAMOIEG AAUCO! avTIOPOUV HE TIG TAIVIEG KAl KAMOIEG
Ox1). XaunAng euaicbnaiag BewpolvTal ENINAEOV Kal N cuvVABNG NAEKTPOGOPNCN MNPWTEVWOV
opoU Kal oUpwv Kal &€ CUCTAVETAI MAEOV N XPAon Toug oTa nAaicla Tng digpelvnong WIag
niBavng onelpapaTovePpitidog. Tn péBodo emAoyng anoTeAei MAEovV N aAvixveuon Tou
MOVOKAWVIKOU KAQOUATOG OTOV 0pO N Ta oUpa HE EEEIDIKEUUEVEG TEXVIKEG ONWG ME TNV
avoooKaBnAwon.

Mpéyvwon

H nopeia Twv acBevwv pe MIDD noikiAel onpavTikd, KaBWG ol EEWVEPPIKEG EvANOBETEIG
TOU PJOVOKAWVIKOU KAAOPATOG UMOPEI va €ival TEAEIWG acupnTwuaTiKEG N va odnyouv o€
oNUAVTIKN QUCAEITOUPYIa TwV OPYAVWV OTOXWV Kal TEAIKA oTo BdvaTto. H eniBiwon KupaiveTal
and éva pnva €wg Oéka €Tn and Tnv Evapén Twv cuPNTWPdTwY YE PEon eniBiwon Ta TEcoEpa
€Tn. XTn peYaAUTEPN dNPOCIEUPEVN GEIPA NEPICTATIKWV N eMIBiwon avepxdtav oTo 66% oTo
nNpwTo £10G KAl 010 31% oTa OKTW £TN. OI pIcoi NEPINOU acBeveiq eviAxOnKav o EEWVEPPIKN
KdBapon oTtn dIdpKeIa TNG NapakoAoudnong. AveEApTnTol NapAYOVTEG NOU CUCXETICOVTal JUE
VEQPIKA Npoyvwon ATav n nAikia kai o BaBudg EKNTwong TNG VEPPIKAG AEITOUpYiag katd
didyvwon. H peyaAUutepn nAikia, onpavtikd €NNPEACPEVN VEPPIKN AEITOUPYIa KATd Tn
d1dyvwon, N TEKUNPiwon cuvundpxovtog NOANANAOU HUEAWUATOG Kal N UNap&n EEWVEPPIKWY
EKONAWOEWV CUCXETICOVTaI PE XEIPOTEPN €MIBiwon Twv acBevwv. Onwg Kal oTnv NePiNTwon
TNG apuAogidwong n xpeia N un eEwvePpIKAg kABapong dev ennpeddel oNPAVTIKA TO
nPocdoKIuo eNBiwong (a@ou ol EEWVEPPIKEG EKONAWOEIG €ival AQUTEG Nou KaBopidouv Tnv
npdyvwon).

AvTigeTwnion

H avmipyerwnion tng MIDD eival SUcKoAN. Agv UNAPXOUV TUXAIOMNOINUEVEG PMEAETEG, OANG
ol acBeveig qpaiveral va wpelouvTal and Ta XNPEIOBEPANEUTIKG OXNPATA MOU XpnalonolouvTal
OTIG AAAEG NMAACPATOKUTTAPIKEG OUCKPAOGIEG. ZTOX0G TNG Bepaneiag eivalr n peiwon Tng
napaywyng Tou JOVOKAWVIKOU KAAopPAToG. MNMévte and okTw acBeveig e kpeaTivivn opou KATw
ano 4 mg/dl katd Tnv €vapén Tng xnpeioBepansiag otTabeponoiNBnkav, eV EVvEa and Toug
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EVTEKA ME MPEYAAUTEpPOU PBaBpoU €KNTwon TNG VEQPPIKAG AEIToupyiag eviaxdnkav o€
eEwveppikn kABapon. H €ykaipn didyvwon Kal évap&n Tng Bepaneiag €ival cuvenwg NoAU
onpavtikn. QoTdc0o €XOUV NEPIYPAPEI NEPINTWOEIG OTIG OMOIEG Ol 0WOEIG AANOINCEIG OTO
MEOCAYYEIO Kal 01 EVANOBECEIG TWV EAAPPWV AAUCWV UNOXWPENOAV Kal JETG and Jakpoxpovia
xnueloBepaneia, KaBWG Kal acBeveiq oTOUG onoioug N VEPPIKN AelIToupyia BEATIWONKE o€
T€T010 BaBPG Nou anoyaAaktioTnkav and Tnv eEWVePPIKN kGBapon. YNooTpoen TwV ICTIKWY
€EVANoOECEWV EXEI NEPIYPAPET YETA aNOG EVTATIKA XNUEIOOEPANEIQ Kal PJETAPOOXEUON PUEAOU
TwV 00TWV. AgV €XEl WOTOOO TEKUNPIWOEI av n evtaTikA xnueloBepanegia oe cuvduacuod Pe
METAUOOXEUON PHUEAOU TWV OCTWV UMEPTEPEI £vavTi TNG cUPBATIKAG XNPEIoBEpaneiag.

Yndpxouv Aiyeq avapopég acBevwv nou unoBAABnNKav o€ VEPPIKA PETAUOOXEUON. ZTIG
NEPICOOTEPEG aNd AUTEG TIG NEPINTWOEIG N vOOOG UNMOTPONIAcE OTO POCXEUUA (o€ 5 and 7
acBeveiq otnv peyaAuTtepn oelpd). H unotponn ekONAWONKE Pe NPWTEIVOUPIa, UNEPTAoN Kal
NPOOJEUTIKA EMOEIVOUPEVN VEQPPIKN avendpKela. Na autd 1o Adyo, katd avaloyia Npog Toug
aoBeveig pe enionuo NOAAANAOUV PHUEAWMPA, N VEQPIKN YETAPOOXEUCN CuUVioTATAl JOVO OE
aoBeveig nou n vooog Bswpeital iaBeioca petd and evraTikn xnPeioBepaneia Kal yETapdoxXeuon
MUEAOU TwV OCTWV.
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AIAOOPIKH AIATNQZH TAXEQZ EZEAIZZOMENHZ ZNEIPAMATONE®PITIAAZ

A@poditn ABdeAidouU
EnipeAaTtpia A” Neppoloyikou Tunpatog, Meviké Noookopegio MpeBevwv, MpePeva

H Taxéwg eEeNicodpevn onelpauatovepitida (TEXN) gival éva kKAIVIKO cUvOpOoUo To ornoio
€EKONAWVETAI PE CTOIXEIQ oNEIPAPATIKNG vOoou and Ta oUpa Kal NPoodeuTiKA emdegivwaon TNG
VEPPIKAG AEITOUPYIAG OE OXETIKA OUVTONO XPOVO (NUEPES, EROOPADES N PNAVEG). Me AAa Adyia
n oneipapaTikn BAGRN eival Tdéco o&gia kal coBapn WOTe N VEQPPIKN AeIToupyia eMOEIVOVETAI
EVTOG NUEPWV N EBOOUAdWV.

O ndoxwv and TEXN €ival duvatd va NPocEADEI €iTe wg ENEiyov VEPPOAOYIKO NEPIOTATIKO
ME EIKOVA OUPAIYIKNG CUVOPOUNG OTA NAQICIa PN AUTONEPIOPICOPEVOU VEPPITIOIKOU GUVOPOLIOU
nou odnyei TAXEWG OE VEPPIKN aVENAPKEIQ EITE PE TAXEWG ENIOEIVOUEVN VEPPIKN AEITOUpPYia
oTa nAaioia diepelivnong eEWVEPPIKNG VOOOU (MOAAEG and TiG pop@EG TEZN cuvodelouv Thv
KAIVIKA €£IKOVA CUCTNUATIKWY VOOWV AVOCOAOYIKNG aITioAoyiag).

To xapaktnpioTikd 10ToAOYIKG €Upnua Tng TEXN €ival n ANiydTEPO N NEPICCGOTEPO
EKTETAPEVN NAPOUGCIA TWV PNVOEIBWY OXNPATICHWY. H dnpioupyia Twv PNVOEIBWY GXNPATICHWV
anoTeAel pia pn €18IKN anokpion otn cofapn BAGRN Tou TOIXWHUATOG TOU OMEIPAUATIKoU
TpIX0€1d0oUg. OnoiadnnoTte diIdonacn GTN CUVEXEIQ TOU TOIXWATOG TNG OMNEIPAUATIKAG BACIKNG
MEUPBPAVNG €XEI WG AMOTEAECHA TNV £/0000 KAl CUCCWPEUCN NPWTEIVIKWV MPOidvTwy Kal
Ivwdoyovou otnv Kaya Tou Bowman, pye anotéAecpa 1o oxXnuatiopo IVIKNG, TNV MPOCEAKUCN
KAl OUCCWPEUCN HAKPOQAywv Kal T AEPPOKUTTAPWV Kal TNV aneAeuBEpwon npo-
QAEYHOVWOWV KUTTAPOKIVWY ONwg n IvTEPAEUKivn 1 kal o TNFa. Autd 1o 01dd10 TnG evepyou
PAEyPOVAG akoAouBeiTal and To OXNPATIOPO APXIKA KUTTAPOIVWOOUG Kal TEAIKG Ivwdoug
pMNVoEeIdoUg oxnuaTiopoU. ZnuavTikog €ival oTo oTddlo autd o POAOG TWV AUENTIKWV
napayoviwv Twv IVoBAAcTwV, Nou odnyouv o€ NoANAnAaciacud Twv IVOBAACTWVY Kal CE
evandBeon kKoAhayovou. O oxnuatiopog Twv IVOWV PNVOEIdWY OXNUATIOUWY Bewpeital
onuavTikég yia Tnv eEENIEN Tng TEZN kaBwg oTo o1ddio autd Bewpeital AiydTepo miBavn n
avtandéKpion 6TV AVOCOKATAGTAATIKA aywyn.

MapoAo nou €xouv npotabei didpopeg katatd&eig Tng TEZN @aiveral 6T eNIKpATESTEPN
gival auth nou katatdcooel Tnv TEXN o€ 4 Tunoug, e Bdon 10 pnxaviopd NPOKANCNG TNG
ongipapaTikng BAAPNG:

-Tunog I: MepiAapBdvel TN véoo nou OQEIAETal OTO oXNuaTioyd Kal Tnv evanodbeon
QVTICWMPATWV EVAVTI TNG CAEIPANATIKNG Bacikng pepBpdvng (avt-GBM) n énwg gival euputepa
yvwoTtn Tn véoo Goodpasture.

-Tunog IlI: Apopd Tnv avococupnAeyuatikng aimiohoyiag TEZN, av kar o TUnog Twv
AVOCOOCUPNAEYUATWY OeV €ival TIG NEPICOOTEPEG (POPESG JIAYVWOTIKOG OUYKEKPIYEVNG
Ol1aTAPAXNAG. ZTIC MEPICOOTEPEG NEPINTWOEIG TA AVOOOAOYIKA Kal IOTOAOYIKA €upnuata
KatadeIKvUOUV TNV UMOKEIMEVN cuoTnuaTikn vooou (ouvnBéotepa IgA veppondbela,
METAAOIJWON ONEIPAUATOVEPPITIOA, CUCTNPATIKGO €puBNUATWON AUKO Kal onavidtepa
MEUBPAV®ON ONEIPAUATOVEPPITIOA).

-Tunog llIl: Avagépetal otnv TEZN xwpi¢ avocoevanoBECEIG oTnv onoia napaTtnpeital
VEKPWTIKA  ONEIPAPATOVEPPITIOA aAd EAAXIOTEG N KOBOAOU avOCOEVANOBETEIG OTN EAETN
ME TOV avoooPOOoPIoUO N TO NAEKTPOVIKO PIKPOOKOMIO. H NAgiovéTnTa TV AoOEVWV NAOXEI
ano ayyelimda pe Berikd ANCA e Tn yop@n povo VEPPIKNG NPOCROANG, KOKKIWPATWONG
Wegener n pikpookonikng ayyelimdag. AoBeveic pe TEXN xwpig avoocoevanoBEcelg Kal
apvntikd ANCA €xouv avTioToixn KAIVIKN €IKOva, eupnuata and Tn Pioyia ve@pou Kal
npoyvwon.

-Tunog IV: 'Exel xapaktnpIoTikA Twv TUNwv | kai lll kal and opiopévoug EpEUVNTEG KAAEITAI
Kal VOoOG «dINAOU QVTICWUATOG».
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TENOG 0 6p0og 1IB1I0NABNG XPNOIPONOIEITAl YIa VA NEPIYPAYE! EITE AVOCOCUPNAEYUATIKNG
aimioAoyiag aimiohoyiag TEXZN nou dev katatdooeTal o€ Kapia and TIG ENIPUEPOUC YVWOTEQ
katnyopieg eite TEEZN xwpig avoocoevanoBeoeig kai ANCA apvnTikd.

H éykaipn didyvwon Twv acBevwv e TEZN pe Tn BonBeia BIOXNUIKWY KAl AVOCOAOYIKWV
egetdoewv kal BEPRaia Tnv KaTtd TO duvaTtdv TaxuTtepn dlevéEpyelia Blowiag vepou eival
€EQIPETIKA oNPAVTIKA yia TNV APeoN BEPANEUTIKA TOUG QVTIMETWNICN YE TN XOPNyNon Tng
KATAAANANG AQVOOOKATACOTAATIKNG aywyng PE coBapég mBavoTNTEG yia UNOCTPOPN TNG
VEQPIKNG BAABNG Kal avaKkapyn TNG VEPPIKNG AEIToupyiag.
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EMNANEM®ANIZOMENH ZMNMEIPAMATONE®PITIAA
META AINO METAMOZXEYZH NE®POY

Baoihikn Paopa

Eidik6g Neppoloyiag, Emperntpia B NeppoloyikoU Tunparog,
eviké Noookopeio MNpeBevwv, MpePeva

Mavw and 10 43% Twv PYETAPOOXEUBEVTWY NAPOUCIAZEl AeUKwuaToupia Tng Tad§ewg 1o 1
gr/24wpo  kal and autoug 1o 13% eugavilel npwTelvoupia veppwoikol cuvdpdpou. Or nio
KOIVEG QITIEG EJPAVIONG NPwTElvoupiag UETG T UETAPGOXEUON gival: “xpdvia andppIPn/xpévia
VEQPONABEIQ TOU PJOoXeUPATOS”, unoTponiddouca N vEoeEUPavIZOPEVN ONEIPAPATOVEPPITIOA
Kal VEQPOTOEIKOTNTA and avacTOAEIG KaACIVEUPIVNG.

YnotponidZouca BewpeiTal N oNEIPAPATOVEPPITIOO N onoia gugavi¢etal otov 18ayevn
VEQPO Kal unoTponiddel Kal oTo péoxeupa. Epgavidetal cuvnbwg TiIg NpwTeG £ROOUAdES UETA
Tn peTapooxeuon. De novo i veogppavi¢duevn ovouddeTal n ongipapaTonddeia nou
eppavi¢eralr oto pOoXeupa kal gival SIaPOPETIKNG NABOAOYIKAG ovToTNTAG and Tn vdco nou
odnynoe Tov aobevn oe veppondBeia TeEAIkoU otadiou. Epgavideral TouhdxioTov €va xpovo
META TN peTapOoXEUON.

H unotponiddouca kalr n de-novo oOnEIPAPATOVEQPPITIOA OUXVA CUVUNAPXOUV WE
ONEIPAPATIKEG EKONAWOEIG OEiag N xpdviag andppiwng, yia autd To Adyo n TEAIKA didyvwon
anoTeAei pia npokAnon.

Ma didpopoug AGyoug N akpIBNG cuxvoTNTa EPPAVIONG CNEIPAPATOVEPPITIOAG PETA TN
peTapooxeuon dev ival yvwotn. 'Evag onuavTikog AOyog ival n ENAINNG napakoAoubnon Tou
acBevoug 660 apopd TNV EUPAVIoN VEPPIKAG OUCAEITOUPYIAG TOU JOCXEUUATOG KUPIwG €va
XPOVO PETA Tn peTapdoxeuon. H eppdvion npwteivoupiag cuvnBwg oxeTideTal Pe xpodvia
anoppIyn /xpoévia veppondOeia Tou HOOXEUPATOG Kal yiIa autd To Aoyo de dievepyeital Bioyia.
Akoéua ouwg Kkal av dievepynBei Blowia dg Ba yivel avocopBopIiopdg, oUTE EKTIUNON PE
NAEKTPOVIKO PIKPOOKOMIO PE anoTEAECUA va dia@uyel n naBoAoyoavaTouikn didyvwon.

H npwtonabng vocog nou odnyei o TEAIKOU oTadiou VEQPIKA avendpKela o€ PYeydAo
nocooTd acBevwv gival dyvwotn. Autd cupBaivel yiati autoi ol acBeveiq éTav npocépxovTal
€X0UV UIKPO PEYEDBOG VEPPWY, UE aNOTEAEOUA va pn dievepyeital Bioyia. Etol, eivar dyvwoTo
av n oneIpapaTovePPITIda Nou gugavieTal YeTA Tn PeTaudoxeuon gival unoTponiddouca n
VEOEUPAVICOUEVN.

O1 KUPIOTEPEG OMEIPAPATOVEPPITIOEG NMOU UNOTPONIAZOUV GTO UOCXEUPA €ival: N ECTIAKN
TUNPATIKA, N JEPBPAvWONG, N IgA veppondBOeia, n pepPPAVOUNEPNAACTIKA KAl TO IBIONABEG
QIMOAUTIKO GUVOPOLIO.

Ev o1 Nio cUxVEG veoupavICOPEVEG €ival: N €OTIAKN TUNUATIKA, N PepBpavwdng, n anti-
GBM og acbeveig pe ouvdpopo Alport kar n npokaAoupevn and GAPPAKa BpouBwTikA
MIKpoayyeIondbEeia.

Av kal €xel QuENOEi N eniBiwon TwV VEPPIKWV JOCXEUUATWY Ta TEAEUTaIa Xpdvia, N €£i0000G
VEWV QVOCOKATACTAATIKWV PAPPAKWY OV QAIVETAl va €XEl ENNPEACEI TN PUCIKNA NOPEia TG
€NAvePQaviCOPEVNG OMEIPAPATOVEPPITIOAG PETA  Tn PETAPOOXEUON. YNAPXOUV OPKETEQ
MEPOVWPEVES AVAPOPEG YIA EMITUXN AVTILETWMION TNG UNOTPOMIAZOUCAG N TNG VEOEUPAVICOUEVNG
ONEIPAPATOVEPPITIOAC AANG XPEIGZOVTAl IEYANEG MOAUKEVTPIKEG UEAETEG.

H Odla@opikn didyvwon kal ol napdyovieg KivoUvou yia Thv €naveupavi¢opevn
oneipauatovePpiTida Ba npénel va enavanpoodiopicBouv yia va undp&el kaAuTepn diIAyvwaon
Kal EMITUXNG AVTIJETWMION TNG OMNEIPAUATOVEPPITIOAG MOU EUPAVIZETAI JETA ANO PETAPOOXEUON
VEQPOU.
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OZ=EIA NE®PIKH ANEMAPKEIA QZ ANTOTEAEZMA O=EIAZ ZMNEIPAMATONE®PITIAAZ

Kapuev TacionouAou

EnipeAnTtpia B~ NegpoloyikoU TuAupatog, Nevikd Noookopgio ©ecoalovikng
«I". MAMANIKOAAQY», ©ecoalovikn

Eicaywyn

H o&eia ve@pikn avenapkeia wg anoTéAecua o&eiag oneipapaTovePPITIOag AVTIOTOIXE( O
nepinou 10% Twv NEPINTWOEWY OEgiag VEPPIKAG avendpkelag'. H cuxvotnta Tng €ival
napopola otnv Eupwnn kai Bépeia Auepiki? ev® €ival nio ouxvn ota naidia® kal otoug
nAIKIOPEVOUG . H éykaipn avayvwpion gival onpavTikn KaBwg n Bepaneia pnopei va odnynoel
o€ NAAPN aNoKATACTAoN TNG VEPPIKAG AEITOUpYiag

H o&gia ve@pikn avendpkela unopei va eugavideTal €ite npwiya Katd tnv didyvwon TG
vOOOU EITE oTNV NopPEia piag Ndn yVwoTNG CNEIPApaTOVvEPPITIOAGC.

Mv 1 ZneipapatovePpitideg nou ynopei va gggavifouv ONA

MeTaAOIMWONG ONEIPANATOVEPPITIOO

ZNEIPAMYATOVEPPITIOEG CUCTNHATIKWV VOONUATWV
>uoTNUATIKOG £puBUPATWONG AUKOG (XEA)
MeIKTh Kpuoo@aipivaipia
Mop@upa Henoch - Shonlein

MpwTonadng oneipapaTovePpiTIdEG
IgA oneipapatovepitida
MeoayyeioungpnAAcTIKA CNEIPAPATOVEPPITIOQ
Noooc eAaxioTwv aAAOIWCEWY
EoTiakn TunuaTikn oneipapaTtookAnpuvon
Meppavaong oneipauaTovepda

MaBoyévia

O1 pynxaviopoi nou epnAékovtal otnv NpokAnon ONA otnv o&gia oneipapatoveppitida ival
noAunapaywvTikoi (Mv 2 ). O napadocliakdg unxaviopodg unéubuvog yia Tnv peiwon Tou GFR
gival n anéepagn Twv CNEIPAPATIKWV TPIXOEIBWV AOYW EI0PPONG Kal NOAanNAaciacuou
KUTTAPWV, KUPIWG OTIG KEPAUVOROAEG NEPINTWOEIC «NAPAYWYIKNG OMNEIPAUATOVEPPITIOAG>.
Opwg, €ivar NAEov ca@Eg oTI undPXouv Kal AAAOI JNXaviouoi Nou gaiveralr va nai¢ouv
onPavTikd POAo®, yeyovog nou eEnyei Tnv avavTioToixeia PETAED TwV EUPNUATWY TNG VEPPIKAG
Bioyiag (cuunepiAauBavopuEvou Kai To NMOCOCTO TWV CAEIPAUATWVY PE JNVOEION OXNUATIOUOUG),
TNV VEQPPIKN AEITOUPYia KaTd TNV JIEVEPYEIQ VEQPPIKAG Blowiag Kal Tnv TEAIKN €KBacn Tng
VEQPIKNG AeiToupyiag®. ‘Etol, n BAIBN Twv €VOOONAIOK®WY KUTTAPWV MNPOKAAE( Tnv
aneAeuBEpwon evO0ONAIivNG Kal PEiwon TNG napaywyng Tou povogeidiou Tou aldwtou (NO),
YEYOVOG Mou €xel WG anoTéAeopa Tnv peiwon Tou GFR’. H aipoogaipivn gival 1oxupdg
O€0PEUTIKOG napdyovTtag Tou NO, €101 n napoucia Tng oTa cwAnvApIa PaiveTal va NPOKAAE(
ayyeloouonacn Twv ayyeiwv TNG JUEAWDOUG POoIpag PE anoTEAECHA TNV JUEAIKN unogia kal
TEANIKWOG TNV 0&gia owAnvapiakn vékpwon?®. ‘Evag dA\og pnxaviopdg ¢aiveral va gival n
aneuBeiag ToEIkN dpdAon TwV EPUBPOKUTTAPWYV KAl TwV CUCTATIKWV TOU, KUPIWG TNG aipng ota
owAnvaplakd KUTTapa.
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Mv 2 Mnxaviopoi nou evoxonolotvtal oThv NPpokAnon ONA oTIG oneEIpaaTovEPPITIOEG

Ano@pagn Tou auloU TwV ONEIPAPATIKWY TPIXOEIDWV AOYW PAEYUOVAG

Avwualieg Tou ayyeiakou Tovou
aneAeuBepwon evdOBNAIiVNG ano TO KATECTPAPEVO EVOOONAIO
pelwpgvn napaywyn NO
eykAwBiopodg NO (nx ano Tnv aigoogaipivn)

ZwAnvapiakn To&ikéTnTa (aipoogalpivn, EAEUBEPO GiIdNPO)

Aigyvwon

H didyvwon Tng oegiag oneipapatoveppiTidag Ye N XwPig cucTNPATIKA ayyeimda npénel
va An@Bei ndvra unéyiv otnv diapopikn didyvwon Tng ONA. To 1oTopIkd,n KAIVIKA €§€Taon
Kal JIa o€1pd Ao EPYACTNPIAKEG KAl AKTIVOAOYIKEG EEETACEIG MPOCPEPOUV ONUAVTIKA OTOIXEIQ
oTnv diIdyvwon woTdéoo OTav autd Ta oToixeia dev odnyouv otnv EEkABapn anokAAnyn Tng
airiag Tng ONA n ve@pikn Bloyia gival anoAUTwG anapaitnTn.

loTopik6-KNivika guphuarta

270 10TOPIKO Npénel va avaldntnBolv OTOIXEID yia Napoucia epnupétou, niBaving
npéopatng Aoipwéng, apBpalyiwv, pualyinv, eEavOnudtwv, €EEAKWOEWV OTOUATOG,
QIJONTUCEWV.

Tuniké o1 acBeveig napouacidlouv
- OAlyoupia, evioTe avoupia
- apTNPIaKN unépTacn
- MIKPOOKOMIKN aipatoupia
- AEUKwpaToupia
Epyaotnpiakog éAeyxog
H g&€raon Twv oUpwyv €xel 101aiTEPN onuacia oTnv diIayvwoTIKA NPOCEyyion.

Ta @péoka oUpa MPEMEl va (PUYOKEVTPOUVTAl O XAUNAEGQ oTpogeg (1500) kal va
e&eralovral oTo PIKPOOKOMIO avTiBETNG pdong. EVOEIKTIKA TNG oneipapatikng BAARNG €ivai n
napoucia cnuavTikou apiBuou SUCPoPPWV EPUBPOKUTTAPWY Kal aKAvBOKUTTApwWY KaBWG Kal
N NApouGia EPUOPOKUTTAPIKWY KUAIVOPWV.

Oplopéva gpyacnplakd eupnuarta eival xpnoiga 16co yia Tnv didyvwon 6c0o Kal yia ToV
anokAegiopo aMwv aimwv ONA. (BAEne Mv 3)
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Miv 3 Epyaotnpiakd eupnuara otnv digpguvnon nibaving ONA ané oneipapgaroveppitda

Ei0ika

ANCA

Anti dsDNA
Anti Sm

C3 vepImdIKOG
Mapdyovtag

Mn €181ka

JupnAnpwpa
XapnAod C4 quaoiohoyikd C3

XapnAa C3, C4

XaunAoé C3, puciohoyikd C4

Kpuoopaipiveg

AlpaToloyikoG €Aeyxoq

©poppokuTTdpwon
©popponevia, Aeyponevia

OEeTIKEG KAANIEPYIEG

2UoTNPATIKNA ayyeitida
YEA
YEA

MYZN TtUnout

MeIKTh Kpuoo®aipivaipia
SEN

YEA

Meikth Kpuooaipivaiuia
MYZN TUnou 1

OoOMZx

MYZN TUnou 2

Méavwg ZEA

MeIkTh Kpuoo@aipivaiyia

Moéavwe ZEA, OMAZ
(xapnAd enineda)

Ayyeitida
YEA

OMZ, kupiwg evdokapdiTida

2 EN-ouoTtnuatikog epubnuatwong Aukog, OMZ-o&eia ueraloiuwdng oneipauaroveppitida, OM22-oéeia
UETAOTPENTOKOKKIKN ornelpauaroveppitioa, MYZN-uguBoavounepnAaoTiKn OneipauTovePpiTioa

AnNEIKOVIOTIKOG EAEYXOG

O unépnxog veppwv gival anapaitntog yia Tov nNpocdiopioyd Tou apiOuou Kai Tou
MEYEOBOUG TWV VEPPWV, TOU NAXOUG Kal TNG NXOYEVEIQG TOU QAoioU KaBwg Kal yia Tov
anokA&lopo Tng andepagng. Ztnv ONA opelNduevn o€ 0&gia onEIPAPATOVEPPITIOQ 01 VEQPOI
gival cuvnBwg QuUGCIOAOYIKOU N EAAPPWSG AuEnuEvou PeYEBOUG, JE auEnPEvn NXOYEVEID WG
€vOEIEN PAEYUOVNG.

H akmivoypapia 6wpakwg gival ndvia anapaitntn. Mnopei va undpxer eiIkGva NVEUUOVIKOU
010NuaTog N eVOEIEEIG NVEUPOVIKAG aloppayiag n nveupovikoU anootnaTtog.O diaxwpiopog
TOU MVEUPOVIKOU OIBNPATOG Kal TNG NVEUUOVIKNG algoppayiag anoucia aigéntuong Pnopei
va gival SUcKoAn Kkal va anaitei Tnv dievepyela a§ovikng Topoypagiag. H agovikn Topoypagia
gival anapaitntn étav undpxel €voeiEn UNap&ng NveupovikoU anocTAPATOC.

O unépnxog kKapdiag Kal Kupiwg o dioicopdyiog (AOoyw peyaAUTepng euaicOnaoiag) eival
pia anapaitntn e&€raon é1av undpxouv evoeigelg evookapdiTidag
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OZ=EIA METAAOIMQAHZ ZMNMEIPAMATONE®PITIAA (OMAX)

H peTaloipwdn oneipauaTovePpitida euevidetal YeTd and PaKTNPIAKEG, IOYEVEIG,
NAPACITIKEG Kal PNKNTICIOKEG AolpwEelg. H OMAZ perd ano Aoiywgn pe B aiOAUTIKO
OTPENTOKOKKO TNG OAdAg A(O&Eia HETAOTPENTOKOKKIKA ONEIPAPATOVEPPITOA-OMXY) anoTeAei
TNV KAQOGIKN Pop®n, woTdéco N OMAZ UETA ano OTAQUAOKOKKIKEG AOIMWEEIG cuvavTdTal
€niong o€ onPavTiko NocooTd. KAaoOoIKA Ta cupnTwuaTta TnG o&eiag oneipapatoveppimidag
eU@avicovtal HEPIKEG ERBOOUADEG PETA TNV AOINWEN, WOTOCO 0 XPOVOG EUPAVICNG MOIKIAAEI
avdaAoya Je Tov TUNo Kal To aiTio TNG Aoipwéng.

EmdnpuioAoyia

H OMZX gival n KAacoikn poppn OMAZ woTOc0 N cuxvoTNTA TNG EXEI JEIWOEI oNPavTIKG
Ta TeAeuTaia TpiIdvTta €tn. ZTnv AuTIKN Eupwnn €xel oxedov eEaAeIPBOEei oTnv NaidIkn NAIKia Kal
ouvavtdTtal Kupiwg o€ M0 PEYAAEG NAIKIEG OuvNBWG OE OuVOUACPO MPE OCAKXAK®ON
d1apNATN,UNoBPeWiIa,xpdvio AAKOOAIGHO N xpron evOOPAERIwY ouaiwv. QoTd00 n cuxvoTnTa
™ng OMXX napapével OXETIKA UWNAN OE QVAMTUOOOUEVEG XWPEG, OPIOUEVEG (POPEQ
Aappdvovtag evonuikn popen. H OMXX euBuvetal yia 1o nepinou 21% Twv NEPINTWOEWY
elcaywywv naidiwv e ONA oTig avantucodueveg xwpegt. 'ETol, and 1a 472000 NepINTWOEIQ
OMZXX /étog Ta 456000 (96,6%) Kataypd@nKaVv GE AVANTUCCOPEVEG XWPEGS.

To nocooté acBevwv pe OMZE pe ONA nou xpndel anokatdoTaon TNG VEPPIKNG
Aeiroupyiag eival SUKOAo va NpodIopIoTEi AOyw TO OTI APKETOI Eixav nMdTEPA onpeia Aoipwéng,
wOoTOO0O0 eKTIPATAI OTI €ival KATw and 5%.

Onwg €xel npoavagepBei, n OMZZ epeavi¢etal cuvnBwg PeTA and Aoiuwén pe B
QIJOAUTIKO OTPENTOKOKKO TNG 0Adag A. O Xxpovog EupAviong TG 0§eiag vePPITIOAG NOIKIAAEI
ano 1-3 eRdopdadeg peTd and AoipwEN avwTéPou avanveuoTIKoU £wg 3-6 BOoPAdeg PeT and
depuaTiKA Aoipwén.

H vdoog pnopei va epueavioTei €ite Pe To KAAGOIKO VEPPITIOIKO cUVOPOO (aipgaToupia e
evePYO i¢nua oUpwv MNPWTEIVOUPIa Mou Jnopei va €ivar Kal o€ eninedo veEPPWOIKOU
ouvdpOuoU, 0idNPA, APTNPIAKNA UNEPTACN, EMNPEACKOG TNG VEPPIKNG AEITOUPYIAg, OAlyoupia)
N YE NMIOTEPN €1KOVA (UOVO PAKPOCKOMIKA alyaToupia).

H nopeia Tng OMZX kal n cuxvoTnTa €UPAVIONG dIAPOPWV CUPNTWUATWY TnG €ival
OlapopEeTIKA oTa naidia and o1 oToug NAIKIwPEVoug (Mv 5).

Miv 5 KAivikég ekOnAwoelic OMIX og naidia Kai NAIKIWUEVOUG

Maidid (%) HAIkiwpévol (%)
Aipatoupia 100 100
MpwTtevoupia 80 92

O1dnua 90 75

Ynéptaon 60-80 80-85
OAlyoupia 10-50 58

Kapdiakn avendpkeia <5 43

AlwOaiuia 25-40 70-80

H BapuTtepn KAIVIKA €IKOVA OTOUG NAIKIWPEVOUG PAIVETAI VA OXETICETAI NEPICOOTEPO E TNV
ouvunap&n eniBapuvTikwy napayoviwy (d1aBATNg, kapdiayyeliakn vocog) and OTl PJE Thv
BapuTtnTa Tng id1ag TNG vOooU (0POAOYIKA Kal IGTOAOYIKA).
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Bioyia veppou

H Bioyia veppou dev gival anapaitntn otnv NAgioyn@ia acBevwv pe OMZZ 6nou undpxel
TO 1I0TOPIKO TNG NPOo®ATNG AOINWENG, N 0&Eia ENEAVION TWV CUNNTWHATWY Kal N ypAyopn
ugeon.

Bioyia ve@pou npénel va dieEAyeTal GNou To I6TOPIKOG Eival acAPES, TO CUPNARPWA ival
(QUOIOAOYIKO N NAPAPEVEI XaPNAS yia ndvw anod 6 eBdouddeg, eni Nnapoucia cnuavTikou
BaBuou npwtelvoupiag 6nou undpxel GUVEXICOUEVN ENIOEIVWON TNG VEPPIKNG AeIToupyiag dIoTI
pnopei va avdeiel Tnv napoucia Napaywylikng OneEIPAPATOVEPPITIOAS PE MNVOEIDEIG
OXNUATIOPOUG NouU anaitei Nio eNIBETIKA avTILETWONION.

H noAU augnpévn oneipapaTikn KutTapoPpibeia oxeticetal pe Tnv peiwon Tou GFR,
xaunAotepa enineda C3 kal au§nuéveg, E€VTOVEG UMOENIONAIOKEG €vanoBEcEIC nou
naparnpouvTal oTov avocoPOopIoPd KaBwg Kail Ye pia nio Bapeld KAIVIKNA gikova. H unapén
OOoBapwWV CWANVAPIAKWV Kal SIAUECWY AANOINCEWV OXETICETAI JE TNV EMIBEIVWON TNG VEPPIKNG
Aeiroupyiag™. H napatetapévn avoupia, népav Tng WIdg €ROOPAdAC €XEI CUOXETIOTE HE
peoayyeidAuon'.

O&cia JETAAOINWING ONEIPANATOVEPPITION GE OTAPUAOKOKKIKEG AOINWEEIG

2TIG AVANTUYUEVEG XWPEG Ol OTAPUAOKOKKIKEG AOINWEEIG euBUVOVTal YIa TPEIG POPESG
nepioodTEPEG NEPINTWOEIG OMAZ ano oTl 0 OTPENTOKOKKOG OTOUG NAIKIWUEVOUG AoBeveig'?.

H kAaooikn pop@n oTa@UAOKOKKIKNG OMAZ, 18iwg ano xpucifwv OTAQpUAOKKOKKO  gival
napopola Pop@oAoyikd e autiav Tng OMZX (S1dxutn evOOTPIXOEIDIKN unepnAacia,
evanoBeoeig IgG kal C3 kal Evioveg unoemBNAIGKEG EVANOBETEIG).

Qot600 undpxel Kal pia AAAn napaiayn TnG oTapuAOKOKIKKAG OMAZ, nou cuvavtdral
Kupiwg og acBeveig dvw Twv 60 €TWV KAl 6NoU 01 Ol TPIXOEIDIKEG EVANOBETEIG NEpIEXOUV IgA
€iTe WG Povadikn €iTe wg KUpIa avocoo@alpivn padi pe IgG kar C3 n pévo pe G313 Auti n
popen OMAZ cuvavTtdtal cuxvoTePA GE AOIUWEEIG ANo XPUGCI{wTa OTAPUAOKOKKO avOEKTIKO
otnv PeBIKIAivn (MRSA) Kai Tov eENIBEPUIKO OTAPUAOKOKKO avOEeKTIKO oTnv peBIKIAivn (MRSE).
O ocakxapwdng diIapATNG eival onpavTikodg NapdyovTag Kivouvou.

O1 aoBeveig epgavidouv coBapn €KNTwon VEQPPIKAG AsiToupyiag (o&eia n TaxEwg
eEehNloowpevn) aipaToupia, AeukwpuaTtoupia kai unéptacn. O PY€cog 6pog ePPAvIoNg TNG
VEQPIKNG NPOCBOANG ano TNV EPeAvicn TG Aoipwéng gival 4 BOoPdAdeg. H veppikn npdyvwaon
d¢ev eival kaln, pe povo 10 20% nepinou Twv Twv acBEVWY va €xouv NANPN anokatdotacn
NG VEQPPIKNG AEITOUPYIag Napd TNV OTOXEUPEVN avTIBIWTIKN Bgpaneia.

OMAX oTtnv o&eia evdokapdiTida

O xpuoifw oTaPUAOKOKKOG aanoTeAei MAEOV TNV cuxvoTePN aiTia o&eiag evookapdiTidag
H veppikn npooBoAn cuvavtdral oTo €va TPITO TwV NEPINTWOEWV Kal OPEIAeTal og o&gia
OWANVAPIAKA VEKPWON WG AnoTEAECHUA oNYNG n o&eiag kapdIaKNG avendpkelag, o ToEIKATNTA
ano avTIBIWTIKA (auivoyAukodideg) n oe OMAX H eugpdvion OMAZ aiveral va gival cuxvoTtepn
OTOUG XPNOTEG EVOOPAERIWV ouciwv. Exel BpeBei 611 40-70% Twv XPNoTWV EVOOPAERIWY
ouoclwv e o&eia evookapdiTida evoeExeTal va epgpavioel OMAZ.

H veppikn npocBoAn eugavideTal peTd ano nepinou 6 €Bdouddeg ano Tnv €vapgn Tng
AoipwENG Kkal  nmEPINAPPBAVEI JAKPOCKOMIKNA alpatoupia AeukwpaTtoupia (moAU condvia
VEQPWOIKG cUVOPO0), OAlyoupia, EKNTwoN TNG VEPPIKNG AEIToupyiag.

Mop@oAoyikd npokeITal yia SIAXUTN NapAywyIkKn oneIPAPaTovePPITIda, NOU UoIAZEl e TNV
OMz%.

Ig A ongipapaTovePpiTida

H ONA otnv Ig A veppondBeia cuvavtdtal o nocooTd 10% €wg kal 25% Twv acBevwv
KaTtd Tnv nopeia Tng vooou'4.

H Taxeia, avegnyntn eneideivwon Tne vEPPIKNG AsiToupyiag pnopei va cupBei otnv Ig A
ONEIPAPATOVEPPITIOA PE N XWPIG TNV NAPOUCIa JAKPOOKONIKAG alpyaToupiag. H veppikn Bioyia
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gival anapaitntn eav n ve@pikn Aeitoupyia dev BEATIWVETAI PETA ANO CUVTNPNTIKA aywyn Kal
dlaKonn VEQPOTOEIKWY PapUAKwV.

Auo EEXWPIOTEG IOTONOYIKEG OVTOTNTEG PNOPEi va BpeBouv 1) o&eia cwAnvapiakn vEKpwon
ME AiYEGQ ONEIPAUATIKEG AANOIWOEIG 2) N NAPAYWYIKN CMNEIPAPATOVEPPITIOA PE PUNVOEIDEIQ
OXNuaTIoPoUq.

H o&eia ocwAnvaplakn vEKpwon ocuvavTdatal Kupiwg Katd tnv OIdpKela neicodiwv
MOKPOOKOMIKNG alatoupiag cuvnBweg JETA ano eneicddio nupeTou. H BaputnTta TNG VEQPIKNG
BAGBNG noikiAAel, and pikpn, Napodikn augnon TNG KPEATIVIVNG 0pouU PEXPI OAlyoupikn ONA.
H teAeuTaia ouvavtdral Kuping o NAIKIWUEVOUG UNEPTACIKOUG acOeveiq pe IgA.

loToAoyIKAG uNdPXoUV COBAPESG CWANVAPIAKEG AANOIWOEIG EVW OI OMEIPAUATIKEG AANOIWOEIG
Oev dlakaloAoyouv Tnv enmdeivwon TNG VEQPPIKAG AeIToupyiag.Yndpxel €va onpavTiko aplOuo
owAnvapinv ano@paypéva ano puBPOKUTTAPIKOUG KUAIVOPOUG, PE OTOIXEIQ CWANVAPIAKNG
VEKPWONG.H aiyoo@aipivn kKal AANEC OUCIEG Nou aneAeuBepwvovTal ano Ta EpuBPOKUTTapPA
€xouv aneuBeiag ToEikn dpdon ota cwAnvdpia'®.

‘Exel BpeBei 611 n dIdpKEIa TwV ENEICODdIWV YAKPOCKOMIKNG AIATOUPIAG OXETICETAI UE TNV
npoyvwon Tng VEPPIKNG AeiToupyiag.H didpkeia Tou eneicodiou ndvw ano 15 pépeg, 18iwg oe
NAIKIWPEVOUG A0BEVEIQ EXEl HEYAAUTEPO KiVOUVO N VEPPIKN AEITOUPYIa va Punv anokataocTadei
nAnpwg'e.

H napoucia pnvoeidwv oxnuatiopwy €xel BPebei o€ NocooTd €wg Kal 25% Twv Biowiwv
Kal N Napoucia TOUG €XEl CUCXETIOTEI PE XEIPOTEPN NPOYVWON CE OTI APoPd TNV VEPPIKN
AeIToupyia ano AANEG OMEIPAPATOVEPPITIOEG PE PNVOEISEIG oxnuaTiopoug.'” H napouacia
KUTTAPIKWV UNVOEIdWV oxnuaTiopwyv o€ 10% -20% Twv oneipaudtwyv o€ cuvOuacpo PE TNV
Taxeia peiwon Tou GFR kal Tnv au§nuévn npwtelvoupia gival €voeiEn dpacTIKNG vOoouU nou
xphiel enBeTikn Bepaneia

MeuBpavwdng oneipapaTovePPitida

H napaywyikn aAayn nou va npokaAéoel ONA otnv peuBpavwdn oneipayaToveppitida
eival eEaipeTikda ondvia'® kai 1éTe npénel va avadntnBei dA\o aiTio (cuoTnuaTiké EpubnuaTWdN
AUKO, AoipwEn).

To Bapu veppwolkd cUVOPOO NMou NapaTnPEiTal cuxva Pnopei va npokaléoel To idio ONA
(BN napakdTw).
MeuBpavounepnAacTikn oneipagarovePpitida (MYZN)
1d1onabric MYXN

>Tnv nAsioynaia Twv nepinTwoewv N MYZN Ta cuxvoTEpa €upnpaTa gival N ASUKwUAToupia,
TIG MEPICOOTEPES POPEG OE EMMEDO VEPPWOIKOU CUVOPONOU KAl N JIKPOCKOMIKN alaToupia.

>tov TUunou TMYZN n apxikh eupavion o&Ewg vePPITIDIKOU cuvdpOPoU PE alpaToupia,
naBoAoyiko iZnua oUpwv, UNEPTAcn, OAlyoupia Kal EKATWOoN VEPPIKNG AEITOUPYIag apopa To
10% pe 20% TwVv NEPINTWOEWV KAl KUPIWG EVNAIKEG EVW OTOV TUMOU 2 (VOOOG MUKVWV
evanoBEcewv) autd 1o NocooTd eTavel o€ 20% pe 40%. H taxeia eEEAeIEN TNG VEPPIKNG
BAGBNG €x€1 CUOXETIOTEI KAl UE TNV NAPOUGIA UNVOEIBWV OXNPATICUWY oTnv Blowia
MeIKTA Kpuoo@aipivaipia

H veppikn npooBoAn gival cuxvn oTnv PEIKTA kpuooeaipivaipia Tonou 2 pe MYZN TUnou
1 va gival n o cuxvn oneipauatikn BAARN. EKNTwon Tng VEPPIKNG AEIToupyiag Ba eugavioel
oTnv Nopeia Tng véoou nepinou 1o 25% Twv acBevwv evw n €vapgn pe oAiyoupikn ONA
ouvavtdral o€ nepinou 5% Twv NnepINTWoewv. To 80% Twv NEPINTWOEWV UE VEPPIKNA NPOCBOAA
eu@avidouv coapn aptTnpiakn uneéptacn. To PYOVOKAOVIKO PEUNATOEION NapdyovTag nou
aveupiokeTal gival cuvnbwg 1o IgMk.

To oneipapa eupavicel €vrovn diINBNon Kupiwg and povokUTtapd. O unoevooONAIaKES
evanobéoeig Kupiwg IgM eival évToveg, Je anoTEAeCa TNV NANPWON TOU TPIXOEIDIKOU auAoU
o€ NEPINTWOEIG o&giag emdeiviwong TNG VEQPIKNG AEITOUPYiag. e nepinou €va TPITo TwV
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NEPINWOEWV CUVUNAPXEI AYYEITIOA PIKPWY AYYEIWV UE CUCTNUATIKEG EKONAWOEIG.

H peIkT Kpuoo@aipivaipia TUnou 2 gival n cuxvoTEPN VEPPIKNA EMIMAOKN TNG ACINWENG PE
Tov 10 TnG nnatimdag C, énou ndvw ano 90% Twv nepimtwoewv €xouv HCV-RNA BeTikd. Ol
acBeveiq pe onpavTikA  VEQPPIKN NPOoBoAn npénel va avTiyeTwniwTtal  €MOETIKA
(NA\aopapaipeon, KUKAOQWOPAWidNn, KOPTIKOOTEPOEION) WOTOCO AUTO EYKUMWVEI KIVOUVOUGQ
oToug acbBeveig pe nnatimda C.

ONA oT1ov cuoTnpaTiké €puBnuaTwdn AUKo (XEA)
H ONA pnopei va epgavioTei 610 ZEA €iTe wg NpwTn EKSNAWON EITE OTNV NOPEIa TNG vOCOU.

Qg npwtn ekdnAwon Tng vooou n ONA eival ondvia (1-2%) kal cuvodeuétal ano BaplEg
eEWVEPPIKEG EKONAWOEIG. H ONA oTIG NEPINTWOEIG QUTEG OPEINETAI O) OE BapEia oneipauaTikn
BAGBN n onoia ocuxvd cuvodeueTal and oxnuaTtiopo BpopPwv oTa TpIXoeidn Kal B) o€
enikpdtnon Bapeiag diapecocwAnvaplakng BAABNG pe nmdtepn oneipapatikn BAARN.

>Tnv Aoxeia Kal JeTA TNV Texvntn diakonn Tng kunong n ONA unopei va anoTteAécel Thv
nPwTN ekdNAwon AavedvovTtog ZEA.

>Tnv nopeia Tng vooou ol acBeveiq pe ZEA pnopei va epgavidouv emideivwon TG VEPPIKNG
AeiToupyiag padi e AAEG CUOTNPATIKEG EKONAWOCEIG WG ANOTEAECHA TNG avadwnApwong TG
véoou. Mop@poAoyIkd unopei va undpxel JETANTwoN o€ Pia BapUTtepn kaTtnyopia (nx,ano Tnv
katnyopia Il otnv katnyopia IV, onaviotepa lll). Znaviwg acBeveiq pye ZEA pnopei va
EUQavicouv ocupnTPaTa BPoPPWTIKNG PIKpoayyelondbeiag nou Bupidouv BpopBwTIKN
OpouBonevikn nopepupa (BpouPonevia, alPOAUTIKN avaipia, onacpoug, emdeivwon TNG
VEQPIKNG AEIToupyiag.
Mop@Upa Henloch Shonlein

H eppdvion o&€wg veppimdikou cuvdpouou oTnv nop@upa Henloch Shonlein gival cuxvn,
10iwG OTOUG EVAANIKEG wOoTOCO Ta nocooTd oAlyouplkng ONA eival pikpd. Ta oToixeia nou
XapakTnpi¢ouv Tnv BapuTtnTta TNG VEPPIKAG NPOCBOANG a@opouv TNV au§non Tou JECAYYEIOU
Kal TNV €KTacn Twv PNVoeIdwv oxnuaTiopwy. H BapuTtepn npocBoAn xapaktnpidetal ano
€vtovn KuTTapoBpiBela (noAupop@onupnva, AEP@OKUTTAPA, POVOKUTTAPA, Hakpopdya),
augnon TwV YECAYYEIOKWY KUTTAPWY, VEKPWTIKA CMEIPAPAOVEPPITIOA UE NAPOUGIA UNVOEIdWV
OXNPATIOPWY OTIG NEPIOCOTEPEG NEPINTWOEIG

2TIG UNOTPONEG TNG VOOOU, MOU Eival CUXVOTEPEG OTOUG EVAAIKEG MAPATNPEITAI CUXVA
emdeivwon TNG VEPPIKAG AEITOUPYIAG KAl TWV ICTOAOYIKWY EUPNPATWV.

ONA o710 VEQPWGIKO GUVOPOUO

H ONA eu@avi¢etal wg eNINAOKN TOU VEPPWOIKOU cUVOPOUOU M0 GUXVA and OTl YEVIKA
unoAoyiceTal.2e SIAPOPEG PEAETEG TO MOCOOTO NAIBIWV KAl EVNAIKWYV PE VEQPWOIKO OUVOPOUO
kal onpavTikG peiwpévo GFR @Tdvel ewg kal 30%. O1 napdyovTeg NouU €XOUV EVOXOMOINOEi
nepIAapBAvouv xopriynon CUYKEKPIUEVWV (Gapudkwyv (MZA®, dioupnTikd), BpouBwon
VEQPIKNG GAERAG, N ypnyopn eEEAEIEN TNG NpwTOoNadn vocou.

ANMEeG popeg n ONA eugaviCetal o NEPINTWOEIG 1810NaBoUG VEPPWOIKOU cuvdpolou
XWPIC TNV Mapoucia Kavevog ano TOuG MPoavapepOEvVTEG MApdyovieG. € AQUTAV TNV
nepinTwon onpavTtikd pOAo Qaivetal va nai¢ouv ol alodUVAUIKESG DIATAPAXEG.

Y€ pia avadpopikn avackonion 75 nepiotatikwv ONA o€ veppwalkd cUvdpopo’ ta kupla
XAPAKTNPIoTIKA ATav 1) ol NnEPIcoOTEPOI acBeveig NTav dvw Twv 60 €TWV YE APTNPIAKN
unéptacn 2) dev unnpxe opBooTaTikn undtacn 3)ta duo Tpita ntav AvOpeg 4) unnpxe coapou
BaBpou npwtelvoupia (Ndvw ano 8 g/24wpo), UNOAEUKWUATIVAIYIa KAl EKGECNUACUEVO oidnua
5) 0 p€cog 6pog ep@dviong ONA ntav 4 €Bdouddeg ano Tnv Evapgn TnG vOOOU EVW OTOUG
NEPICOOTEPOUG AGOEVEIG N VEPPIKN AEITOUPYIa anokaTaoTAOnKe PeTd anod 7 eBOOUAdEG.

H ONA pnopei va eugavioTei kal vwpig otnv Nopeia TNG vOoou PE ypryopn anokatdotacn
TNG VEPPIKNG AEIToupyiag Kupiwg o€ naidid. To nocootd naidiwv pe cofapn ONA nou xpndel
anokaTAacTacn TNG VEPPIKNG AEIToupyiag gival JIKPOTEPO and auTd TwV JEYAAITEPWY NAIKIWV.
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To 85% Twv NEPICTATIKWVY VEPPWOIKOU cuvdpduou pe ONA a@opoulv Thv vOoOo EAAXICTWY
AA\OIWCEWV.

MaBouoioloyikd gaiveral va undpxel onuavTikn dlatapaxn TNV oneIpapaTikn dinbnon
Kupiwg AOyw peiwong Tou cuvteheotn diNBnong (Uf) evw @aiverar 6T n vEQPIKN pon
nAdopatog (RPF) gival uoioloyikni?’. H BAAGBN Twv NodokUTTApwY (TUEN Twv NodoeIdwV
npooekBoAwV) ennpeddel Tnv diINBnon oe kABe eninedo Tou 3INBNTIKOU @paypoU kabwg autd
Ta KUTTAPa NPOPEPOUV JOUIKN oTaBePATNTA OTA TPIXOEION, dIATNPOUV TNV AKAIPAIWTNTA TNG
Baoikng pePPBpAvNg Kal napdyouv NPwTEivEG Nou nepIAauBdavovTal oto oxIoTo didepayua. H
OUYKEVTPWON UYPOoU UYNAAG NPWTEIVIKAG NEPIEKTIKOTNTAG OTO OIAUECO VEPPIKO I0TO EXEI WG
anotéeopa 1o didPeco oidnua. H BeATiwon Tou SIAPECOU OIOAPATOG PaiVETAl VA EMITUYXAVETAI
KUpiwg Pe TNV BeATiwoN TNG NPpWTEIVOUPIAG.

H nAeiopneia Twv acBevwyv pe ONA otnv vooo eAaxXioTwv aANOIWCEWV EXEI AANOIWOEIG
o&giag owAnvapIakng vEKpwaong oTnv Bioywia veppou Pe dIATacn Twv cwANvVaping, anwAelia
TNG YNKTPOEIONG MApUPNg KABWG Kal Napoucia MPWTEIVIKWV KUAVOPwWV €VTOG TwV
owAnvapiwv.

H Bepaneia ouviotatal oTnv XpAcn AvOOOAKTACTAATIKWV (ApUAKwv, dlaThpnon Tou
acBevn EUOYKAIUIKO KAl TNV CWOTN XpNon SIOUPNTIKWV XWPIG va NPOKANBEI unooykaiyia.
Tuuyngpdopara

H ONA wg anotéAleopa o&eiag oneipapatovedpitidag eival oxeTika ondvia. Mnopei va
EUQAVIOTEI €iTE WG NPWTN €KONAWON TNG vOOOU €iTE oTnv MNopeEia pIag dlayvwouEvNg
oneipapatoveppimdag. O1 ynxaviopoi gival €ife avoooAoyIKoi €iTe un avocoAoyikoi. Otav Ta
aitia dev Pnopouv va npoodiopicToUV PE caPnvela n Blowia veppou ival anapaitnTn.
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OZY NE®DPITIAIKO ZYNAPOMO - METAAOIMQAHZ ZMNMEIPAMATONE®PITIAA

Kupiakn Zraparéou

NeppoAdyog, MBA, AicuBuvtpia Neppoloyikng Movadag,
KAivikn «KYANOYZ ZTAYPOZ», ABnva

To 0&U vepITIOIKG cUvdpouo €ival éva ano Ta NEVTE KAIVIKA cUvOpoua ONEIPAPaTIKNG
BAABNG (VEPPWOIKO, VEPPITIOIKO, TAXEOG EEENICOOHEVN CMEIPAUATOVEPPITION, ACUUNTWHUATIKNA
aipgatoupia, xpovia ve@pikn avendpkeia). MepidauBdvel unéptaon, oidnua, alyatoupia Kai
€vioTe AeUKWUATOUPIO KAl EKNTWON VEPPIKNG AeIToupyiag TauTideTal O ouxvad Pe Tnv o&eia
onelpapaTovePpPiTida. To o&U veppITIdIkO cUVOPOUO AnNOTEAEI TNV TUMIKN €KPPAch TNG PETA-
OTPENTOKOKKIKAG KAl PETA-OTAPUAOKOKKIKNG  OMEIPAPATOVEPPITIOAG aAAd Oev  eival
nadoypwpoVvIKS yia auTéG KaBWG anavtdTal Kal € GUCTNUATIKA voonuaTa, nop@upa Henoch-
Schonlein, XEA, Wegener, ayyelimnideg, Goodpasture, aMd kal npwTtonabeiq
onelpapaTovePpPITIBES, IgA ve@pondbeia, 1d1onabng pepBpavo-unepnAacTikn =N.

EkTOG and 10 oTPENTOKOKKO Kal KAl TO GTAPUAOGKOKKO MOU €ival Ta cuxvoTepa naboyova,
TA NEPICOOTEPA YVWOTA Bakmpia aAAd Kal 10i kal JUKNTEG KAl NapdoiTa KaBwG Kal KATAOTACEIG
6nwg n Aoipwdng evOokapdiTIg, N onyailyia Kal ol KOAMOKOIANIOKEG BaABIOEG OxeTiCovTal Pe
UETA-AOIUWOEIG ONEIPAPATOVEPPITIOEG.

H «kAaoikn» o&gia PETA-OTPENTOKOKKIKN onelpauatoveppitida (OMZZN) akoAouBei pe
didoTtnua 7-15 nuepwv Papuyyikn n dePPATIKA AoipwEn ota naidid, OPEIAETAI GE OTEAEXN TNG
opadag A Tou NUoyodvou CTPENTOKOKKOU KAl N €NIMTWON TNG YEIWVETAI OTIG AVANTUYPEVEG
XWPEQG. AvTIBETA, TIG TEAEUTAIEG DEKAETIEG au&dvovTal ol PETA-AOIMWOEIG ZN TwV EVNAIKWV PE
ouxvOTEPA aiTIa TO OTAPUAOKOKKO Kal Toug 100G Twv nnamtidwv kar HIV, 18iaitepa av
OUVUNAPXEI avOooKATAoTOAN AOyw AAKOOAIGHOU, Kippwong NNATog h cakxapwdn diaBATn.

H o&eia peTa-Aoipndng ZN Bewpeital avocoAoyIkd voonua Kal nepIAaUBAvel evepyonoinon
TNG XUMPIKAG Kal TNG KUTTAPIKAG Aavooiag JE pnxaviopgd npokAnong Tn dnuioupyia
AVOCOCUPNAEYUATWY PE TO BAKTAPIO Kal TNV evandBecn Toug oTo oneipapa. AKOAOUBEI
gvepyonoinon TNG KAAQCIKAG Kal TNG €&VAAAKTIKNG odoU TOUu CUPNANPWHATOG, Kal
aneleuBépwon IL2 kal IvTeppepdvng - v, napaywyn IL-1, TNF-a, kar TGF-B.

H 1oToAOYIKN €KPpPAcn TwV PETA-AOINWOWY OMNEIPAPATOVEPPITIOWY OIaKPIVETAl CE Tpia
npoTuna:
1. O&gia evdoTpixoeldIkn - e§IdpwpaTikn ZN (dInBnon ano noAupop@onupnva AEUKOKUTTAPA,
“humps” kal oxnuaTiopog “starry sky”).

2. Evdo kai eEw-Tpixo€idikn N PeETA PNVOEIdWY OXNPATIOP®WYV (OIAUECO 0idNua, GAEYUOVNA,
CWANVAPIaKN aTpo®ia Kal PNVOEISEIC OXNUATIOUOI) Kal

3. MepBpavo-unegpniaotikn ZN (“OINAA napu®n” Tng Pacikng pePBPAvNg, “humps” kai
evanéBeon C3).

H ékBaon Tng VEPPIKNG VOCOU Kal N JaKponpoBeoun npdyvwaon MOIKIAAEI avAAoya PE TO
naBoyovo, TIG ICTOAOYIKEG BAABEG Kal TNV TAXUTNTA AVTIMETWMIONG TNG NpwTonaboug 0Tiag
™G QAeypovAg. H naidikn OMXZEN katd kavéva Bswpeitar kahonbng vécog. H peta-
OTPENTOKOKKIKA KAl N JETA-OTAPUAOKOKKIKA ZN (EvOOTPIXOEIDIKN-EEIOPWATIKNA), AuTOINVTAI
EVW N eEW-EVOO-TPIXOEIDIKN PE PUNVOEIDEIG oxnuaTiopoug XN edv Oev OepaneuBei, NPOKaAei
ivwon Kal TUNPATIKA ONEIPAPaTOCKANpUvVOoN.
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AEYTEPOMAOHZ MEMBPANQAHZ ZMNMEIPAMATONE®PITIAA

Mapia Xp. KaAavtin
NeppoAdyog, EmpeAntpia B *, M'evikd Noocokopeio Apgiooag, Augicoa

Qg pepBpavwdng onelpauatovePpimida (MG) opideTal n un GAEYPOV®ONG GMEIPAPATIKA VOCOG
AVOGCOAOYIKNG apXNG, MOU XapakTnpi¢etal and S1IAxXuTn Kal opoloyevA ndxuvon TnG BAcIKNG
MEUBPAVNG TOU ONEIPAPATOG, OPEINOPEVN OTNV UNOEMIONAIOKN EvaANABECN AVOCOCUUNAEYUATWV.

H véoog KAIVIKA €KONAWVETAl PE VEPPWOIKO oUvOpouo (~75% Twv acBevwv) Kal
aipatoupia (~50%), evw oe pIKPOTEPO NocoaTo (20 - 30%) Pe peTpiou Babuou npwTeivoupia.
Tunikd epavietal oe eVANKEG, NPOCRANEI Nepinou o€ idla avaloyia dvOpeg Kal yuvaikeg
Kal anoTEAEI TO GUXVOTEPO AITIO VEPPWOIKOU CUVOPOHOU O aoBevVeiG dvw Twv 60 eTwv. Eival
1I010iTepa ondvia og Naidid kal dtav diaylyvwokeTal otnv naidikn nAikia gival, katd kavova,
OeuTepPONAONG oTa nAaicla cucTnPaTIKoU VOONUATOG.

2TIG NEPICOOTEPEG nepINTwoelg MG dev avayvwpileral ocapng aimioAoyikog napdyovtag
Kal n vdoog xapaktnpiZetal wg 131onadng. AvtiBeTa, oTo ¥4 nepinou Twv NEPINTWOEWY, N VOCOG
ouvduddeTal e AoipwEn, veonAacia kal auTodvooa voonuaTa n e €KBeon o€ GAPPAKA Kal
AAAoug TOEIKOUG NApAyoVvTEG, ONOTE XaPAKTNPIZETAI WG deUTEPONAONG.

O1 Moipwéeig nou cuvnBéoTtepa cuvduddovtal pe MG eival ol nnatimdeg B kai C, n ehovoaia,
n oU@IAIG (OUYYEVAG N deuTEPONAONG), N PIAapiacn, n oXICTOCWWIAcn Kai N Aénpa.

€ acBeveiq peyaAuTtepng nAikiag, To ouxvoTepo aitio deuteponaboug MG eival Ta
veonAdopaTa, Pe TN PePida Tou AEOVTOG VA KATEXOUV 01 OTEPEODI OYKOI TOU MAXEOG EVTEPOU,
TOU nNveupovog, Tou paoTtou kKal Twv veppwv. H MG wg napaveonAacuaTikn ekdnNAwon
dlaylyVWOKETAl, ENIONG, OE PEAAVWUATA, CAPKWHATA KAl JECOONAIOUATA. 2TIG AIUATOAOYIKEG
KAKONBEIEG (AEPPWPATA, JUEAOYEVEIG KOKONBEIES, BupwuaTa), eniong cuvavtdaral n MG, aA\d
o€ UIKPOTEPN ouxvOTNTa O€ GUYKPIoN PE AANOUG TUMOUG OMEIPAUaTiKAG vooou, Onwg n
MEPBPavOUNEPNAACTIKA ONEIPAPATOVEPPITIOA KAl N EGTIAKA TUNUATIKNA OMNEIPAPATOCKANPUVON.

H deuteponabng MG anoTeAei ouxvh PoOPPN VEPPIKNAG CUUPETOXNG CUCTNHATIKWV
VOONUATWV QaVOOOAOYIKAG apxNng, ONw¢ O OCUCTNPATIKOG €pubnuatwdng AUKOG, N
peupaToeIdng apBpimida, n aykuAonoinTikn onovOUAiTIda, TO cUvdpopo Sjdgren Kal N PIKTA
vOOO0G TOU OUVOETIKOU IoToU. AvagépovTal, eniong, otn BiBAloypagia, nepiotatikd MG o€
aoBeveig pe ANCA vekpwTIKn oneipayatoveppitida, Bupeoeidimda Hashimoto, capkoegidwon,
NMOAUKUGTIKA VOOO TWV VEPPWVY TUNOU eVNAIKwV, vOoo Kimura kal GAAa cuoTnuaTIKA VOohaTa.

DaPUAKEUTIKEG OUCIEG MOuU evoxomnolouvtal wg aiTia deuteponaboug MG eivar n
NEVIKIN\apivn, Ta AAaTa Xpuoou, N KANTOoMnpEiAn Kai un oTEPIVOEIdN avTIPAEYPOV®OON, Onwg n
SIKAOQaIVAKN, KeTOMpo@aivnkal @aivonpogaivn. H xpdvia €kBeon oTtov udpdpyupo
(eEmayyeAuaTikoi xwpol, XpNon KAAMUVTIKOV KAl QAPUAKEUTIKWV OKEUAOPATWY) NPOKAAE(
onelpapaTikn BAARN, Kupiwg pe Tn poppn MG.

H didyvwon Tng uepBpavwdoug oneipapaTovePpiTidagouvioTaTtal oTny IoXuph unowia anod
TNV KAIVIKN €IKOVA Kal aTnv ICTOAOYIKN enIBeRaiwon pe Tn Bloyia veppou. X e KABE nepinTwon
dIayVWOTIKAG NPOCEyYIong, eival {wTiké va nicTtonoinOei n 181onadng 1 n deuteponabng popen
NG vOOOU, WOTE VA OXEDIAOTEI N KATAANAN BepaneuTikn avTiyeTwnion. H deuteponadng MG
pnopei va anoTeAel TN povadikn eKONAwon TG NpwTonabouc vooou. XapaKTnpIoTIKA, UNopEl
va anoTeAei Tn povadikn EKPPAcn TOU cUCTNPATIKOU £pubnuatwdoug AUKOU aKOpa Kal yia
xpovia. Eniong, pnopei va nponyeitar pnveg n akéua kair xpovia TnG €kONAWONG
VEOMNAQCMATIKOU VOONATOG,.

> € kGOe aocBevn pe MG eival anapaitnTn N KaAA ANyn 1I6TOPIKOU Kal N VOEAEXNG KAIVIKN
€€€raon. Z1ov NapakAIVIKO EAeyxo nepIAauBAavovTal o 1I0AOYIKOG EAEYX0G Yia NNaTimdeg B kal
C, o npoodiopiopdg C3, C4, ANA, anti-DNA kal AAAwV avoCoAOYIKWV SEIKTWY Kal TECT yid
€\ovooia, @IAapiacn, oxioToowuiaon, 6Nou UNAPXEl 1I0XUPN KAIVIKA unowia kal evOnuei n
v600G.

86



> e aobeveiq dvw Twv 50 gTwv, €ivalr anapaitnTog 0 NPOCdIOPICUOS UITWTIKWV OEIKTWY, O
€NEYX0OG TOU BWPAKOG PE anAn akTivoypagia n kal a§ovikn Topoypagia Kal 0 EAEYXOQ
NeNTIKOU. X€ YUVaikeg avw Twv 40 eTwv pe MG eival anapaitntn n dIEvEPYEIQ pacToypagiag.

H Oepaneutikh avripetwnion TnG MG ouvioTtatal oTa YeEVIKA UMOCTNPIKTIKA HETPQ
QVTILUETWMNIONG TOU VEQPPWOIKOU cuvdpopou Kal oTnv €10IKA, avdloya TnG Jopeng Tng vOoou,
(PAPUAKEUTIKN aywyn. Ztnv 1I81onadn MG, epappdlovTal NOIKIAG AVOCOKATAGTAATIKG oXApaTa.

>1n deuteponabn popen, n Bepaneia gival aImoAoyIkn, avaloya To NPWTonabEeg aiTio. XTIG
NEPICOOTEPES NEPINTWOEIG deuTEPONABoUG MG, n BEpaneuTiKA QVTIUETWMNION TOU AITIOAOYIKOU
napdyovta odnyei oe UPEoN TNG AEUKWPATOUPIaG. Zndvia, UNopEi va XpEeIaoTei evioxuon TG
Oepaneiag Ye avooOKATACTAATIKA aywyn.

H napakoAoubnon Tng nopeiag Twv acBevwy e deuteponadn MG, IdIKd oTnv nepinTwon
TwV vEONAAoUdTWYV, €ival EEQIPETIKA oNUAVTIKA yIATI N UNOTPOMNA TNG CMEIPAUATOVEPPITIOAG
ouvdudZeTal Je unoTponn TNG vOoOU KAl avTioTpopa.

JupnegpaocpaTikd, n avayvwpion kail didyvwon Tng Oguteponabols PopEeNng Tng
MEUBPavWdOUG onelpapaTovePpiTidag eival {wTIKAG onpaciag yia Tn BEPANEUTIKA NPOCEYYIoN
Kal Tnv Npdyvwon TN nopeiag Twv acBevwv. Ecpaiuévn didyvwon 1dionaboug MG pnopei
va odnynoel oe kaBuaoTepnuévn didyvwon NAEIAdAC voonudTwy, aANd Kal o€ €NIKiVOUVEQ
OepaneuUTIKEG EMAOYEG.
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H NEOPOTMA®OEIA THZ AENTHZ BAZIKHZ MEMBPANHZ

MdavOog Aapdapdvng
AleuBuvtng Neppoloyikou Tunpatog, Mevikd Noookopeio MpéRecag, MpéRela

EmdnpioAoyia

H veppondBeia Tng Aentng Bacikng pepBpdvng (Thin Basement Membrane Nephropathy,
TBMN), n onoia ava@éperal Kar wg vooog TnG Aentng Bacikng pepBpdavng n kaAonobng
OIKOYEVNG alpaToupia K.a., €ival pia oxeTikd ondvia diatapaxn. ANoTeAEi TO Mo Koivo qiTio
EMIPUEVOUOAG MIKPOOKOMIKAG alpaTtoupiag o€ naidid kalr evANKEG. AxkoAouBouv n IgA
veppondBeia kai 1o o. Alport. H TBMN nou npocBdAAel TouAdxioTov T0 1% Tou yevikou
nANBucopuoU, gival pyia un NPoodeuTIK®WS eMISEIVOUPEVN dlaTapaxn nou naparnpeital dia Biou
KQl OXETICETAI UE OIKOYEVEIAKO I0TOPIKO. MePIypAPNKE yia npwTn gopd npiv anod 80 nepinou
xpdvia, wg pia Idoiun gopen aiyoppayikng veppimidag™. Apydtepa @Avnke, OTI MOANEG
NEPINTWOEIG ME AUTA TNV avwduvn WPIKPOOKOMIKA alyaToupia PE TNV KaAn npdyvwon,
peTaBiBAaZovTal KANPOVOUIKWG.

KAIVIKEG EKONAWOEIG

To kUpio xapakTtnpioTikd Tng TBMN €ival n pIkpookonikA aigatoupia, eniyévouca n
dlaAeinouoa, nou katd kavéva avakaAunTeTal Tuxaia oe e§€taon poutivag. Qg eniyévouca
aiyaTtoupia opicetal ekgivn nou eugavi¢etal TOUAAXIOTOV U0 POPEG PYECA o€ OUO Xpovia (2).
H TBMN eival cuxvd olkoyevng d1aTapaxn PE OIKOYEVEIOKO 10TOPIKO alpatoupiag oto 30 -
50% Ttwv nepinTwoewv. MAviwg pe BAon TIG AVAPEPOPEVEG CUXVOTNTEG EMIPNEVOUOAG
aiyaroupiag Twv diIayvwopEvwy PE Bloyia nepintwoewv Aenthg GBM kal Tou autocwpaTikou
unoAeinépevou o. Alport, n ekTip@Pevn cuxvotnta gival 1 -10%®. daiveral 611 anoTelei To
KUPIO QiTIO TWV NEPICCOTEPWV MNEPICTATIKWY MOU XAPAKTNPIZovTal WG KAAONBNG OIKOYEVNG
aiyatoupia. AcBeveig pe TBMN €xouv cuvnBwg eKTOG and TNV aipaToupia kai pikpou Baduou
NPWTEIVoUPIa YE PUOIOAOYIKA NAVTA VEPPIKN AEITOUPYIa, KATA € TNV ICTOAOYIKN EETAON UE
TO NAEKTPOVIKO UIKPOOKOMIO NApouciAdouV opoliduop®n AENTUVON TNG BACIKAG OMEIPAPATIKAG
peuBpavng (GBM) (eikdva). H cuoxémion peta&u unotponiddoucag 1dionaboug aipgaTtoupiag
kal Aentng GBM avaQEpBnke yia npwTn popd o€ PEAETEG BIOWIWV VEPPOU PE NAEKTPOVIKO
piIkpookonio 1o 19730, H tunikn 1otona®ooyikn gikova, n opoidpop®n dnAadn AénTuvon Tng
GBM, unopouce va napatnpnBei eniong kai ota apxikd otddia Tou o. Alport, yeyovog nou
unodnAwve OTI oI NaBoyeveTikoi pnxaviopoi Twv dU0 auTwv nabnoewv PNopei va
AAAANAOEMIKAAUNTOVTAL.

FeveTikn

O ouMhoyiouég autdg dIEUKPIVIOTNKE oTa TEAN Tng dekaeTiag Tou 1990, oe yovidiakd
eninedo, 6tav avakaAueOnkav Ta yovidia Tou Tunou IV koAayévou CHOL4A3, CHOL4A4 kai
CHOLA4AS5 kai Bp€BnKe, 0TI TOGO 0TO PUAOCUVOETO X OGO Kal OTO auToocwuaTiké o. Alport, Ta
yovidla autd éxouv unooTei ueTalGEeic*d). Mapoduoleg peTalG&elg ota idia autd yovidia,
CHOL4A3 kai CHOL4A4, napatnpouvtal kai otnv TBMN ©. Eni Tou napévtog 10 40% 6Awv
TwV NePINTWoewV TBMN €xouv GUOXETIOTEI PE TIG ETAANAEEIG OTA WG Avw yovidia, aAAd
NAPAPEVEI NPOG DIEUKPIVION TO KATA NOCOV YUVAIKES Xwpig HETAAaEN Tou yovidiou CHOL4A5
punopouv va avantu&ouv Tunikn TBMN, kal autd 81611 peTdAagn oto CHOL4AS €xel TauTioTel
pE To X @uAooUvdeTo o. Alport. O acBeveig nou ndoxouv and TBMN pnopouv Tautéxpova
va BewpouvTal Kal WG QOopEeic Tou o. Alport autoowuaTikoU UNOAEINOUEVOU XAPAKTAPQ,
€POOOV ONwe NPoavaPEéPONKE, YETAAGEEIG Kal oTa dUo yovidiakd aAnAia Tou CHOL4AS3 i
Tou CHOL4A4 npokaAoUv 1o oUvdpopo autd. Or peTaANGEeIg pnopolv va apopouy &iTe Ta
OUo aAM\nAia Tou 18iou yovidiou (n.x. Tou CHOL4A3 n tou CHOL4A4) ondte npodkeltal yia
OMOCUYWTEG, €ITE YETAAMAGEEIG OTO €va POvVo aAANAIO Twv dU0 Ouwg yovidiwv (kal Tou
CHOL4A3, kai Tou CHOL4A4), ondTte NpOKeITal yia JIKTOUG eTeEpoluywTeg. lNepinou 40 - 50%
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TWV ETEPOUYWTWV POPEWY TwV PETAAGEEwY CHOL4A3 n CHOL4A4, og OIKOYEVEIEG E O.
Alport, napouciddouv pikpoaiyatoupia®. To kupiétepo elpnpa otnv TBMN €ival n eniyévouca
MIKpookonikn alyatoupia. O1 nepiocoTEPOI acBeveiq napouciddovTtal Yovo HE algaToupia,
XWPIC eNNPOcOETa cUPNTWUATA N NPOOJEUTIKN EMBEIVWON NPOG VEPPIKA AvENAPKEIA, N
didyvwon dg yiveral cuvnbwg o€ Tuxaio ENeyxo. H nAikia katd Tnv onoia emiteAeital n didyvwon
NOIKIANEI EUPEWG and TN BPePIKN PEXPI TNV NAIkia Twv 86 eTwv®. XT1a naidid, n vePPIKA
AsiToupyia diatnpeital oTabepn, evw OTOUG EVANIKEG €XEl avapePOEi, oE PIKPO NOCOOTO
BEPRaia, €EENEN oe veppikn avendpkela. H ava@opd autol Tou NocooToU VEQPIKNG
avendpKeIag avrtavakAd, iocwg ev pEPEl, TN duokoAia dla@oplikng didyvwong and To
QuUTOOWMATIKO N QuUAocUvdeTo X 0. Alport n mBavd and veogppavicBeioa emnpdoBeTn
VEQPIKN v6oo. Katd napdpolo Tpdno n SuckoAia atn dia@opikni didyvwon NPokUNTEl Kal and
TUxOV enicupBaivouca anwAela Tng akong oe TBMN®. Ze evihikeg ue TBMN €xel eniong
dlayvwoBei unéptaon og Nocootd 11 - 31%, NoAU dpwg ondvia oe naidid®. H eppnveia Té€Toiwv
anoTeAecudTwy gival SUCKOAN, n gpedvion ouwg unéptacng o€ naidid pe TBMN unopei va
givar anin cuuntwon gpgdviong 18lonaboug unéptacng. H npdyvwon tng TBMN &ival yevikd
dpiotn.

Ne@pikn Bioyia

270 KOIVO PIKPOOKOMIO (PwTOVIKO), IoTOAOYIKEG eEeTATEIG Blowiwv TBMN deixvouv oxedov
(QUOCIOAOYIKA onEIpApaTa, Pe ovadiko eUpnpa NMia uNEPNAQCIa TV PJECAYYEIOKWY KUTTAPWYV
Kal TOU JECOKUTTapiou matrix. MEPIKEG POPEG PE EIDIKEG XPWOEIG YNOPEI va napatnpnOei
MOAIG unoconpaivépevn Aéntuvon Tng GBM, unodnAwvovTtag €101 Thv avAykn NEPAITEPW
€EETAONG PE NAEKTPOVIKO PIKPOOKOMIO. Me Tnv nAIkia pnopei va Bpebei, oe nocooTo 5 - 25%
TWV NEPINTWOEWY, ECTIAKN CMNEIPAUATIKA OKAAPUVON Kal cwAnvapliakn ivwon?. ‘'OAeg auTég
Ol IOTOAOYIKEG AANOIWOEIG MOU NapatnpouvTal oTo KOIVO PIKPOOKOMNIO eV €ival e10IKEG. KaTd
Kavova o AUECOG avocoPBopIouOg anofaivel apvnTIKOG YIa AviXVEUGN avocoopaIpIVWV Kal
OUMNANPWHATOG, EPIKEG OUWG POPEG OE TUNPATA TOU PJEcAyyEiou, mapaTtnpouvtal ixvn IgM
n C3 n onaviwg IgG N IgA. Z10 NAEKTPOVIKS PIKPOOKOMIO GaiveTal n TUMIKN gikéva Tng TBMN,
dnAadn n Aéntuvon Tng GBM (eikéva), dev eival Opwg duvaTtdv va yivel didkpion Yetagu Tng
TBMN kai Tng Aenthg GBM Twv apxikwv otadiwv Tou o. Alport. To ndxog Tng GBM noikiAAel
QUOIOAOYIKA e TNV NAIKIa kal To pUAo. H Aéntuvon Tng GBM otnv TBMN €ivarl opoiduopon,
YEYOVOG Mou Tn dlaxwpilel and acOEeVEIG Nou EXOUV ECTIAKN AEMTUVON, ONWG MOANEG POPEQ
napaTtnpeital o puoiohoyikd naidid’ i o acBeveig Ye vooo Twv EAAXIOTWV AANOIWCEWY Kal
0€ KAMNOIEQ ANNEG HOPPEG onEIPAUATOVEPPITIDWV2. To péoo NAxog oToug APPEVEG EVANIKEQ
€ival 370 £ 50 nm kai oTIg evhAIkeG yuvaikeg 320 £ 50 nm. Zta naidid 1o ndxog Tng GBM eivai
150 nm katd Tn yévvnon, 200 nm oTnv NAIKIa TOU NPWTOU ETOUG, MPOCEYYIZEl O€ TO NAX0G TWV
evnAikwv oTnv nAIkia Twv 11 eTwv(d."Eva Bacikd pwTNUA, MOU WG EK TOUTOU NPOKUMTEL, Eival
nwe PNopei kanolog va kabopioel Ti cuviotd Aéntuvon Tng GBM. O T1.0.Y. €xel npoTeivel wg
OpIO YIa TOUG EVNAIKEG Ta 250 nm kai yia naidid nAikiag 11 -12 e1cdv Ta 180 nm4. tn TBMN
TO KUpIo €Upnya gival 611 n GBM gival AenTuopévn oTa NEPICOOTEPA GMNEIPANATIKA TPIXOEION
kal 61 Katd Bdon dev undpxouv AAAa chuavTikd naBoAoyikd eupnuata. To ndxog tng GBM
ota dia@opa dtopa pe TBMN noikiAel. 10 50 % TOUAGXICTOV Tw CNEIPAPATWY NAPATNPEITAl
avwpaAn Aéntuvon Tng GBM. Ze enmpépoug TUAPATa auTAg napartnpeital otolBadwtn eupavion
N EMNIPEPOUG NAXUVOEIG, EUpNPA TUMIKO Tou o. Alport. To gpaivopevo auTo UNopEi va KaTaoTAGCEI
npoBAnuaTikn Tn didkpion peta§u tng TBMN kai Tou o. Alport, kKaBwg n avdAuon pe 10O
NAEKTPOVIKO PIKPOOKOMIO 0Ta apxIKA oTddia Tou o. Alport anokaAunTtel napduoia ouoidpopen
AénTtuvon Tng GBM. ESW ouvenwg ¢aiveral n duckoAia diapopodidyvwong peTagu TBMN kai
o. Alport, kKaB’ 6Tl OUTE PE TO NAEKTPOVIKO MIKPOOKOMIO UNOPET va TEKUNPIWOET n didyvwon.
21n d1dkpion peTa&u tng TBMN kai Twv npwigwv otadinv Tou o. Alport cUBAAAEl cnuavTiKd,
Katd Tn Bloyia ve@pou, N avoooICTOXNMIKN  EKTIUNON Twv aAUcewv a3-a5 Tou Tunou IV
KOAayovou, KaBwg ouvnBwg o1 aAUCEIC QUTEG €iTE anoucidouv NAVTEAWG, EITE KATAVEUOVTAI
KaTd avwpaio Tpdnotd,
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Etepoduyeg peTald&eig nou Bpednkav oe acBeveiq pe TBMN egival napOuoleg Kal o€
MEPIKEG MEPINTWOEIC TAUTOONPEG UE €EKEIVEG MOU NPOoodlopioTnKav Oe AoBEeveiq pE
QUTOOWMATIKO UnoAeIinopevo o. Alport. A§loonuegiwTo €ivar o1 o1 idleq PETAAMAEEIG o€
OIAPOPETIKA PEAN TNG idIAC OIKOYEVEIQG UMOPEI VA €XOUV WG ANOTEAECHA DIAPOPETIKEG KAIVIKEG
ekdNAWoeIG®. ©a ATav NoAU evdiapépov va yivel kKatavonTtA n aitia TnG NapPATNPOUPEVNG
SIAPOPETIKAG KAIVIKNG NOPEIag TETOIWV acBevwY Pe eTEPOUYEG PHETAAMAEEIG oto CHOL4A3
kal CHOL4A4. Méxpi onuepa OpwG €XOUV NEPIYPAPET HEPIKEG POVO PETAANAEEIG, WOTE va
gival aduvarog o dlaxwpIouog Twv dU0 AuTwV OVTOTATWV BACEl Tou yovoTtunou. Ta yovidia
auTd €ival NoAU peydAa o€ pEyebog, Pe anoTEAECHUA O NPOCdIoPICUOG HETAAGEEWY va gival
duokoAog. H TBMN eivar pia diatapaxn 1Tng TpIHEPOUG IcopopPng a3:a4:a5 Tou Tunou IV
KoA\ayovou. ©a pnopoloce, wg €k TOUTOU, va AvAPEVETAl OTI YEPOVWHEVN PETANNAEN o€
onoiodnnote and Ta aAMnAia yia Ta Tpia autd yovidia va gixe wg anoTéAecua NapopoIo
(aivoTuno, epocov OAa NPocBdAiouv Tnv idia TpiuePn NpwTeivn. H Tpéxouoa, dpwg, Kolivh
€nioTNPoVIKN drnown gival 611 yévo petalldgeic oto CHOL4A3 n oto CHOL4A4 odnyoulv oe
TBMN. Yndpxel BERaia n mBOavotnta va ugiotatal Pe KANPOvouikA peTaBifaon kai
@uAoouvdetn X TBMN. KAIVIKEG PHEAETEG MOuU €yivav Mpiv TO NPOodIopPIoud Tou yovidiou
CHOLA4AS5, ¢deiEav Tnv Unap&n TéTolwv NepINTHoeWV?. IXETIKA NPpOo@ATa avapéPOnKe &I
B6a pnopouce va ugiotatal yovidlakn olvdeon PETAEU peEPIKWY nepinTwoswyv TBMN kai
CHOL4A51®, Eival noAU onuavTikd va anavinBesi autd 1o €pWTNPA PE MNIO EKTETAPEVEQ
yovidlakég avaiuoelg Tou CHOL4AS5 oe dtopa pe TBMN, nou dev Ogixvouv CUCXETION E TO
xpwudowpua 2. NMoAAEG oikoyéveleg e TBMN dev deixvouv cUvOeon UE TOUG TOMOUG TWV
yovidiwv CHOL4A3, CHOL4A4 n CHOL4A5(9. Autd unopei va anodoBei oe moANoug
napdyovTeg. 210 yovidio CHOL4AS5 Tou pulocUvdeTou X . Alport €xel Bpebei upnAog apiBuog
de novo peTaAldGEewy, yeyovog To onoio Ba pnopouce KAAMIOTa va cuuBei kal ota yovidia
CHOL4A3 kai CHOL4A4®0, e eTepdluyouC QOPEIQ €XEl ENioNg avagepBEei avenapkng
OIEIOOUTIKOTNTA TOU YOVISioU wg NPOog TV EUPAVIoN TNG alpaToupiag, Yeyovog Nou Pnopei va
OUOKOAEWEI TIG avaAuoelg yovidiwv. TeheuTaia Bewpeital mOavo, OTI YEPIKEG NEPINTWOEIQ
TBMN ogeilovTtal o€ HETAANAEEIG o€ KAMOIO AANO, AyvwoTO €ni TOU NApOvTog yovidio. Mevikwg,
n autoowpaTikn un e&elicodpevn TBMN nepihapBdvel eTepdluyeg PETANNAEEIGQ €iTE OTO
CHOLA4AS €ite oto CHOL4A4, evy N OOZUYWTIKA A N PIKTA ETEPOLUYWTIKN EXEI WG ANOTEAECHA
QUTOOWHATIKO UnoAeinopevo o. Alport, To onoio BERala xapaktnpiZetal and emdeivwon TG
VEQPIKNG AeIToupyiag. Katd napduolo T1pono, o€ eTEpOLUYO yuvaika Pe JETAANGEN Tou yovidiou
CHOLA4AS5 10U X XpWPOoowUaTog, JNopEei va NpokUYEel GpaivoTunog napopoiog e 1ig TBMN.
TouTo Ba ynopouce va e§nynBei d1d Tou «O0COEEAPTWIEVOU ANMOTEAECUATOG», CUPPWVA JE
TO 0Moio N anoucia €vog QUGIOAOYIKOU aAANAiou odnyei oTnv PEIWPEVN NApAywyhn Tou
TpINEPOUG a3:a4:a5 kal otn Aenth GBM, eva n anwAgia kal Twv 300 aAMnAiwv EXEl WG
anoTéAeopa TNV EAAEIYN TOu TPIPEPOUG a3:a4:a5 kal To 0. Alport. YNndpxouv NAvTwg avapopEeg
OTI EVOEXOUEVWG WIA PEPOVWHEVN ETEPOLUYOCG UETAAAEN oto CHOL4AS kai CHOL4A4, unopei
va NPoKaAgoel o. Alport nou Ba ekdnAwOei oe peydAn nAikia.

Ala@opikn diayvwon TBMN kai cuvdpopuou Alport

H apxikn didyvwon tng TBMN €xel Tn ducKkoAia 611 npenel va diagopodiayvwobei and
apxikou otadiou o. Alport, To onoio €xel napopola eupnuarta. H diagopikn didyvwon YeTagu
auTwV Twv dUO NaBncewv eival IBIaITEpa PEYAANG chuaciag, Adyw TNG SpapaTiKA dIAPOPETIKAG
€kBaong. Tunmikd KAIVIKG eupnuata Tou o. Alport, énwg Bapnkoia n anwA&ia TNG aKoNg,
PAKOKWVOG Kal coBapég BAGBES TG apXITEKTOVIKAG dopng Tng GBM eugavidovral katd
npwTtov otnv epnpeia. MeydAn onuacia yia Tnv npwipgn didyvwon Tou o. Alport €xel n
Ta§Iivéunon Tou OIKOYEVEIaKOU I0TOPIKOU. MNepinou 95 % Twv yuvalkwv opewy Tou . Alport
€X0UV alpaToupia, aANd napd Tauta Oev gival SuvaTov va dlaxwpIcTouv anod ekeiveg ue TBMN.
Mavtwg, av and 1o 10ToPIKG €ival yvwoTn Kal o€ AMOUG acBeVEIG N anwAEIa TNG AKONg, O
QAKOKWVOG N N appIBANcTposIdondbela, unopei va TeBei n undvola Tou pUAOCUVIETOU X O.
Alport. EAv n didyvwon Tou dev gival capng, Npénel va yivel Bioyia veppou, Pe eEETaon oTo
NAEKTPOVIKO PIKPOOKOMIO KAl AVOOOIGTOXNUIKA avdAuon yia Tng aAlcoug a3 - a5. Mdavtwg, n
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AvVOCOICTOXNMIKN avAAuon PNopei va dwWoel O PEPIKEG NEPINTWOEIG WYEUDWS APVNTIKA
anoTeAeéopaTa epooov exel pavei o1 nepinou 20 % Twv NEPINTWOEWY AUTOOWHATIKOU o. Alport
kal To 30% TwvV NEPINTWOEWY YUVAIKWOV POPEWV TOU PUAOCUVOETOU X o. Alport, ekppddouv
XauUNAG N akéun Kal QUOIOAOYIKA €nineda Twv AAUCEWV auTwv. MEVETIKEG avaAuoelg Ba
unopoucav va dIeukpivicouv Tn diIdyvwaon kal Ba ATav Euxng €pyo va PNnopouace va yivel autod
ano@euyovtag Tn Bioyia ve@pou, SucTuxXwG Opwg avdiucn Tou DNA dev gival akéun YEVIKWOG
d1aB€aiun.

Avtipetwmon tTng TBMN

Méxpl onpepa dev undpxouv ca®n BepaneuTIKA NPWTOKOAAa yia Tnv TBMN. Av kai
YEVIK®G, N KATACTAON AuTh €XEl KATd Kavova eEalpeTikn €KBacn, WOTE va PNV PNopei va
BewpnBei wg NdBnon. ©a npenel va TovioTel 0TI iowg dev gival NAVTOTE KAAONONG Kal NWG
éxel avapepOei emdeivwon®?. To katd NOcoV TETOIEG NEPINTWOEIG anoTeAoUv npdyuat TBMN
n o. Alport, To onoio diEpuye Tng diIdyvwong, anoTeAei ndvra SIAANPA yia TOuG KAIVIKOUG
ylaTpoug. Ze onoladnnoTe NEPINTwon, acBeveic oToug onoioug TiBeTal n didyvwon Tng TBMN,
npénel va napakoAouBouvTal yia Tuxov eupdvion unépTacng, NPwTEivVoupiag N VEPPIKNG
avendpkelag. Tote Oa npénel va avTigeTwni¢ovTal avaAdywg.

Eikdva e NAEKTPOVIKO LIKPOOKOMIO VEQPONAOeiag AenTrig Bacikig onelpauanknic ueupodvng (TBMN).
(A) ®uUCIOAOYIKOG VEQPOG JPPEVOG EVIAIKQ OTOV 0Moi0 PaivVETal LIE OUOIOLOPPO NAxoG n Baocikn
oneipauatikn uepPBpdvn (GBM), nou Bpiokerar uera&u Twv BupidwTwv evO0BNAIOKWY KUTTAPWVY Kal TwV
nodoeIdwv ekBAaoTricewv Twv nodokutrdpwyv. (B) Ztnv TBMN, n GBM dev napouoiddel kauia douikn
avwualia, eival SUWG XapaKTNPIOTIKA AENTA, EXOVTAG UEPIKEG POPEG TO LICO MEPIMOU NAxXog and Tov
PUOIOAOYIKO VEPPO.
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INIAOEIAHZ - ANOZOTAKTOEIAHZ ZMEIPAMATONE®PITIAA

Fpnyoépiog MNewp. Anpag

NegppoAdyog, EnipeAntng B, A” Mponaideutikn MadoAoyikn KAvikn A.T.S.,
Maveniotnuiako Mevikd Nocokopegio ©eocalovikng «AXEIMA»
Eniotnpovikég Zuvepydrtng A.M.6., ©scoalovikn

Ta oneipapaTikd TPIXOEIdN anoTeAoUV WIa EUVOIKNA TonoBeaia yia evandBeon NabBoAoyIKWV
npwteivav. O1 IVIDIGKEG oneipapaTonddeleg anoteAoUv voonpaTa ota onoia avixveuoval
€vanoBEoelg IVIDIwV oTa VEPPIKA OMEIPAPATA PE TN XPAON TOU NAEKTPOVIKOU UIKPOOKOMIoU
(HM)'2,

Ta voonuaTa ota onoia aveupiokovTal EEWKUTTAPIEG EvanoBETEIg IVIBiwv OTO oneipapa
Ta&lvopouvTal T6oo e Bdon Tn cucTacn Twv vISiwv, 660 Kal e BAon Tn xpwon epubpou Tou
Kovykd34. ©eTikn otn xpwon pe epuBpd Tou Kovykd eupavidetal n apuloeidwon, eved
QAPVNTIKEG N KPUOGPAIPIVAIMIA, OI IOVOKAWVIKEG YAUUANABEIEG, N IVIDOEIONG - AVOOOTAKTOEIONG
onelpapatovePpitic (ZN) kal diIdpopeg AMeG, 6nwg o ZEA®S. And vidia koA\aydvou
eu@avicovtal ol npwTonabeiq ZN Kupiwg pecayyelakeG Kai n d1aBnTikn veppondBbela, evw anod
KUKAOQOPOUCEC NPWTEIVEG napouciddovtal Ol KPUOOPAIPIVAIUIEG, Ol POVOKAWVIKEG
yaupandBeleg, n auuloeidwon, n IVIBOEIBNG - avoooTakTOEIONG N Kal SIAPOPEG ANEG, ONWG
0 ZEN5S,

2uvnlwg, evanoBEoelg POVOKAWVIKOU KAAouaTog avoooo@aipivng odnyolv ce duo
KaTtnyopieg voonpdTtwy pe Bdon to HM. H npwTtn kKaTtnyopia nepiAauBdvel voonuara pe
OXNPATIOPO opyavwuEVwY IVISiwV Kal npoeEdpxouca Tnv apuAogidwon (AL kal AH), aAAd kal
VOONPATA PE OXNUATIONO OPYAVWHEVWY HIKPOOWANVAPIWY, CUUNEPIAAUBAVOPEVWY TNG
KPUOOQAIPIVAILIKNG Kal avoooTakToeldoug N8, H deltepn katnyopia xapaktnpideral ané
MN OPYaVWUEVEG ONEIPOEIDEIG NUKVEG evanoBeoelg oto HM. AuTég evronidovTtal KaTd PAKOG
TWV BACIKWV PEPPBPavWV o€ MOANOUG IoToUG, IBIAITEPa 0TO VEPPO kal KaBopidouv pia voéco nou
KaAgiTal onpepa vooog evanoBeong PovokAwVIKNG avocoopaipivng (NEMA). Ze PEPIKEG
NEPINTWOEIG, EPPAVICOVTAl AVOCOCOUPNAEYPATIKOU TUNMOU EvaNOBECEIG O ONoieg napatnpouvral
o€ KataoTdoelg unepnAacTikng ZN7.

H pn-apulogldikn 1vidoeIdng kKal avoooTakToeIdNg (Iv-Av) oneipapaTonddeia anoTeAel veo
MEANOG TwV IVIDIOKWY ONEIpauaTonanelwy, nou xapaktnpideral and eEwKuTTApIa evanoBeon
pN S1IOKAQSIZOPEVWV PIKPOIVISIWV KAl MIKPOCWANVAPIWY OTO PECAYYEIO KAl OTA TOIXWUATA TWV
onelpapaTikwy TpIxoedwv'2. O1 lv-Av oneipapaTondbelieq XxapakTnpidovtal avTiotoixa and
IVIDOEIDEIQ KAl PIKPOOWANVAPIOKESG EvanoBEcelg, ol onoieg dev dIaBETouv Tnv dopIkN B-
OloKAAdwon Tou apulogidoug, and To onoio diakpivovTal EUKOAA AQEVOG AOYW TNG
MEYOAUTEPNG NAXUVONG TWV IVIDIWV KAl AQETEPOU TNG APVNTIKOTNTAG OTN XPWon UE EpUBPO
Tou Kovykd?4.

Apxikd, n Iv-Av ZN, npo 35e€tiag, apopouce APUAOEIOIKOU-TUMOU OMEIPAPATIKEG
€VanoBEoEIg, EVW) OTN CUVEXEIQ APXIoAV VA EKTUNICGOVTAI TA KAIVIKG kal TaBoAoyoavatouikd
eupnuaTa oe aoBeveiq Ye veEPPwoikd ouvdpopo (NX), ondTte Kal kKaBopioONKe n €vvola TG
OVOOOTAKTOEIDOUG onelpapaTondtelags®.

Eival apgiAeyduevo péxpl onuepa €dv ol Iv-Av oneipapatondbeieg, diaxwpicovtal oe duo
VOOOMOYIKEG ovTOTNTEG' 2. ApXIKA BEwPNBNKE OTI O IVIDIOKEG EvaNOBETEIG oPeilovTal o€
(PUOIKOXNUIKEG UETABOAEG TOU ONEIPAPATIKOU NEPIBAAOVTOG KAl N €vvola TnG TAKTOEI50UG XN
XPNOIYOMOIEITal KAT' avaloyia TNG YPAUMIKAG KPUGTAAWGNG TNG aipjoogaipivng St.

H wvidoeidng (lv) N xapakTtnpidetal and pikpoividia diapéTpou 12-22nm, Ta onoia
diaTiBevTal atdKTwg, evwy otnv avoooTakToeidn (Av) ZN Ta upikpoividia givar yeyaAuTepaq,
>30nm, kai diatiBevral napdAAnAa. Z1o HM T1a pikpoividia 1ng Iv N @aivovTal eniong va
O1a0€Touv auAd, dnwg Kai Tng Av ZN kai n dtaktn diappuBuion 6To XWPEO aPopd To PIKPOTEPO
MAKOG Kal Ndxog Tougs.
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H ouxvétnta 1ng Iv-Av EN ekTipdrtar and 0,5 €wg 1,5% ToU CUVOANOU TWV VEPPIKWY
Browiwv24. Eival dpwg noAu niBavo, 1o nocooTtd auTd va UNoeKTIUATAl HE OedOUEVN TNV ENNEIYN
napaTnNENTIKOTNTAG OTIG JIAPOPECS ICTOXNUIKEG XPWOEIG YIA APMUAOEIDEG, KOBWG Kal EAEYXOU
pe HM. Mnopei va eugavioBei oe peydAo eupog nAikiag, and Tnv epnpeia €wg 86 €Twv,
ouVNBWE BPWG epgaviZetal and 55 €wg 65 TV, O avapopég Npoodidouv EANaPPA UNEPOXN
g Iv ZN oTIg yuvaikeg kal Twv avdpwv otnv Av ZN2311:12,

H Iv-Av ZN nepikAeiel €va peydAo @Aopa KAIVIKWOV €KONAWOEWV Kal IGTOAOYIKWV
eupnudTwy, nou diapkwg dlieupuveTtal. EkdnAwveTtal ndvra pe AeUKwpaToupia, cuvnbwg
VEQPWOIKOU €NIMEDOU, PIKPO N UAKPOCKOMIKN AIaToupia, apTnpiakn unéPTacn Kal Taxeia
emndeivwon Tng VEPPIKNG AeIToupyiag (o€ nocooTd 70-80%). To 50% Twv acBevwv PpOAvel o
TENIKOU oTadiou xpévia veppikn voco (TZXNN) o€ duo xpdvia’-245,

And Tov opoAoyikO, avoooAoyikd EAeyxo cuvnBwg Ta anoTteréopara (RF, ANA, ANCA, anti-
GBM) givar apvnTikd Kal TO CUPMNANPWHA GUCIOAOYIKO.

>Z1nv Iv ZN, n evanéBeon avocoo@aipivng gival cuvnOwg NoAUKAWVIKA (Kupiwg IgGa), aAAd
onopadikd kal povokAwvikn (IgG1, 1gGs). O1 oneipauatikég PAABEG apopouv Kupiwg
pjeoayyelakn unepnAacia, pepPpavoinepniaoctikn (MY) N, eved XN pe pnvoeldeiq
oxnuaTiopoug epgavidetal oe nocootd 30% nepinou Twv Blowiwv Pe Iv ZN. MeAETeg
avoco@Bopiopou  katedelgav npwtioTwg IgG evanoBeceig Tng unoopddag v4 pe
nPoeEApPXoUca PYECAYYEIQKN EVTONION. ZTOV avocopBopiopd aveupiokovTal kupiwg Cs Kal
1gG, yeyovog nou TG evoxonolei wg duvnTiIKA NPpOdPOUES OUTIEG yia IviIdloyéveon. H avelpeon
NG IgG4 oTa piIkpoividia pnopei va dieyeipel TNV eVAAAKTIKA 000 TOU CUUNANP®UATOG Kal
€€nyei Tn oneipapatikn BAGRN nou enipépel AeukwaToupia. And Toug veppoug anavTtatal NX
ME alpaToupia, unépraon Kai Taxéwg e&eAiocduevn (TE) ZN. EEwveppikn ekdNAwon (IVIDOEIDWV
€vanoBEcewv) anoTeAei n evOO-NVEUPOVIKN alpoppayia Xwpig cuvnbn cuoxETion TG vOoOU
ME AEPPOUNEPNAACTIKEG KATAOTACEIG. 2TIC UNAPXOUCEG avapOpEG OEV aAveUpioKovTal
povokAwVIKEG evanobéoeig IgGk og >15% Twv acBevwv. Onwg npoavadépdnke, oo HM Ta
Ividia diaTiBevral atdkTwg Kal n SIGUETPOG TOUG KupaiveTal JeTa&u 12 kal 22nm. To pgyebog
Tou IvIdiou and povo Tou dev eNApPKEi 0To dlIaxXwpPIoUO TNG Pn-apuloeidikng Iv ZN and tnv
apuloeidwon'.

>1mv Av 2N, n evanéBgon avocoo@aipivng givar cuvnlwg povokAwvikn (IgGk n IgGy). Or
oneIpapPaTikeg BAAREG apopouv pia drunn pepBpavadn (M) =N kar MYZN, evw n veppikh
npooBoAn nepiAappBavel N ye HIKPOOKOMIKA alyaToupia kal unépraon. And TIG EEWVEPPIKES
EKONAWOEIG, €vTONicONKAV MIKPOOWANVAPIA OE AEUXaAIPIKG AEP@okUTTapa. H Av ZN
OUOXETIOONKE PE AePPOUNEPNAACTIKEG KATACOTAGEIG, UE CUVNOECTEPEG AVAPOPEG YIa XpOvia
AEUQOKUTTAPIKNA Aguxaipia (XAA), To non-Hodgkin’s Aéppwpa (NHL) kal pia JovoKAwVIKN
yapuandBeia adieukpiviotng onpaociag (MFAZ). Xtnv Av XN n ve@pikn Bloyia KaTadeIKVUEI
MZXN, n onoia cuxvd CUCXETICETAI PE TUNUATIKA PYECAYYEIQKN unEPnNAacia f evtonicpévn
MYZN. O1 oneipoeideiq evanobecelg IgG kar C3 napatnpolvtal KaTtd JNKOG TwWV TPIXOEIDWV
TwV BACIKWV YEPPBPAVWY, KOBWG Kal O PJeoayyelakoUug Xwpoug. And pia avagopd ot 23
acBeveig, 6nou n didyvwon BacioTnke oTn dopIKN gupAvion Twv evanobecewv, IgG
MOVOKAWVIKEG EVTOMICEIG (K O€ €NTA Kal A o€ €& nepioTaTikd) onueiwdnkav o 13 and Toug 14
aoBeveiq ye AvZN kal pévo oe évav and Toug evvéa acBeveig pe IVIN'. Kdnoia
KUKAO(POPOUCa POVOKAWVIKA avococpaipivn avixvelBnke o€ pévo €81 and Toug 14 acBeveiq
pe AvZN. Anoé Toug 14 acBeveiq pe AvZN, €& eppdvicav XA, évag eixe AePPOKUTTAPIKO
Appwpua and pikpd B-kuttapa kai Tpeig eixav MIAZ !,

YuoxéTion Tng Iv-Av N pe nnatimda C kar HIV éxel eniong avapepBei'.

>1nv apuAogidwon (AL TUnou), Ta Ividia givar pikpdtepa (diapgrpou 8-15nm), diatiBevral
atdKTwG, N evandbeon PYOVOKAWVIKNG avooooPaipivng apopd eAAPPEG aAUCOUG (KUPiwg A),
Ol OMNEIPAUATIKEG evanoBEcelic eEoppwvtal and 1o PECAYYEIO KAl N VEPPIKA NPOCROAN
nepiAauBavel Bapu NZ, anoucia unépracng Kai aiyatoupia. Ztnv AL apulogidwon undpxel
ouCTNPATIKA VOOOG YE evanoBeon IVISiwV Kal N vOOOG CUOXETICETAI 0APWG PE HUEAWUA.
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H npdogaTtn euneipia Tng KAIViKing pag ndvw otnv Iv-Av N BaciZetal o€ Tpia nepIoTATIKA,
nou VoonAeUBnkav To 2° eEANVO TOU NPOoNYOULEVOU £TOUG, WE EIKOva Bapéog NZ kal TEZN:

1° nepioTaTike: dvopag 72 eTwv NPoonABe pe emdeivwon NZ yvwoTtou ano dietiag (A=3,5—
18gr/24wpo), oidnuatog ava odpka, nma XNN (oupia: 100, Scr: 1,9mg/dl kai xaunAn All=
85-115mmHg). H Bioyia ve@pou, nou dievepyndnke TéTE, Napouciade evandOeon Apoppng
QKUTTAPIKNG ouciag, n onoia opoiade pe AUUAOEIDES, NG anéRn apvnTiKN GTN XpWon e
€puBpPO6 Tou Kovykd. EAGUBavE pApUAKEUTIKN aywyn e KopTIOvn + KUKAOGMopivn Kal PETA
kopTiIgovn + MMF (eni dieTia). loTopikd KaAonBoug oTEvwong XoAnddxXou Nopou Kai méavo
Ca nnartog kal Ca oupdg naykpEatog (— aneikovioTikn didyvwon pe MRI-MRCP 1o 2007).
‘Eyivav 1é1€ 6 KUKAOI XnpeIoBepaneiag kal akTivoBepaneiag, pe eEapavion Twv AneIKOVIOTIKWY
eupnudtwy (— agaipeon stend), Ewg Tng TEAeuTaiag voonAeiag. O acBevng TEBNKe o€ aywyn
ME 3 Woelg KopTIZovNG (Solu Medrol 500mg/nu x3nuepo) Kal 3 WOEIG KUKAOPWopapidng (avd
pnva, Endoxan 500mg) kail oTn GUVEXEIQ p.0. Xoprynon kopTigovng (tb Medrol 16mg 1x2) kai
KUKAOQwopauidng (50mg x2) pe otadiakn eAATTwon cUuewva Pe Tnv nopeia Twv WBC. Ano
TNV NAEKTPOPOPNON AEUKWUATWV OUPWV AVIXVEUBNKAV A eAAPPEG AAUCOI, XWPIG AANO
naboloyikd edpnpa and Tov avocoloyikd €heyxo. O acBevig pe aABoupivn opou: 1,4gr/dl,
AeUKwWPa oUpwv: 32gr/24wpo kai Cler: 20ml/min evtdxOnke oe NpoOypAUUa EEWVEPPIKNG
kdBapong katd Tn didpkeia TG 45nuepng voonAeiag Tou. O KUBoG Tng Bloyiag veppou
oTAANONKE yia é\eyxo pe HM, dnou aveupeBnkav SIanAEKOPEVA KAl ATAKTWG SIATETAYPEVA
Ividia, Siapetrpou  15-25nm  unoemBnAiokd, unoevdoBNAIOKA Kal KATd WNAKOG TwV
OoneIPaPaTiKwy Bacikwv pepppavwv. And 1o HM 1€0nke Aoindv n didyvwon Tng Iv ZN. O
a00evNng KaTEANEE PETA and Sipnvo, aduvatwvTag va eAeyxOei To Bapu NX.

2° ngPIoTATIKG: Yuvaika 64 eTwv NPoonABe pe Taxeia emdeivwon and unvog, yvwotng XNN
(Scr:1,5—4,5mg/dl) kai Bapgog NZ (A:4,5gr—12gr /24wpo), yvwoTou anod e§apnvou. lotopikd
onANvIKoU AaxvwTou Aeppwpatog (non-Hodgkin) and 10eTiag, pe Bepaneia Mab-thera (3
KUKAOI Npo 5eTiag kal 6 npo SIETIAg), TO onoio and EAeyxo PE OOTEOUUENIKN Bloyia BpiokeTal
o€ Upeon. AlevepynBnke onAnvekToun npo 45 nuepwv. And 10 Aoind ICTOPIKG avapEPOVTAl
XpOvIo dlappoikd cUvdpouo and JIETIag e DIEVEPYEIQ KOAOVOOKONNONG Kal apvnTiknA Bioyia,
oakxapwdng dIaBATNG and €TOUG, APTNPIAKN UNEPTACN and €TOUG Kal 0ZwdNng BPOYXOKNAN.
H aoBevng epgavidel otn dINAn Bioyia veppou, nou dIEveEPYNONKe TOCO Npo Bunvou, 6co Kal
KaTd TN VOONnAEia TNG o€ pag evandBeon APop@eNg EWCIVOPIANG OUCIAG OTO PUECAYYEIO PE
naxuvon Twv Baocikwv peuBpavwv. H iotoxnpikn xpwon pe epubpd Tou Kovykd anéRn
apvnTikn, €vw O TOPEG avooo®Bopiopol aveupédBnoav HECAYYEIQKEG Kal KUPIwGg
MePBpavikEg (unevdoBNAIaKEG) evanobéoelg IgG avoooopaipivng kal C3 cUPNANPWUATOG.
>Tnv npodoaTtn Bioyia aveupednoav 27 vePpikd oneipduata, 9 and Ta onoia ATav NANPWG
oulonoinuéva. O éAeyxog pe HM avedei&e IVEIN. 'EAaBe Bepaneia pe 3 woeig kopTiddvng
(Medrol 500mg) kai 3 woelg KuKAopwopauidng (Endoxan 500mg) kai oTn cuvexela TEOBNKE 6
MNveg, pe Tn otadiakn diakonn, o€ tb Medrol 16mgx2 kai tb Endoxan 50mgx2. H acBevng
EVTAXONKE Kal BpioKETal PEXPI CAPEPA OE NPOYPAUUA EEWVEPPIKNG KABAPOoNG, NAPOUsIALEl
€nelocodia e XapnAn apTnpiakn niecn kai 0ev AapBAvel kapia avoooKaTaoTaATIKNA Bgpaneia.
3° neproTaTiké: yuvaika 51 eTwv npocnABe e emideivwon yvwotou NX (3,5gr— 18gr/24wpo)
ano €Toug, und GAPPAKEUTIKN aywyn PE KOPTIZOVN Kal KukAoornopivn (tb Medrol 16mgx2 kai
tb Neoral 100mgx2) kai enideivwon yvwotng XNN ané €rouc (Scr: 1,5—4mg/dl kai Clcr:
78—20ml/min). And 10 AoInd 1I0TOPIKG avadEpovtal cakxapwdng d1aBnTng Tunou 2 and
10¢grtiag, apTnpiakn unéptacn and 15¢etiag, unepAimnidaipia, unoBupeoeIdioudg and 20eTiag
Kal JETABOAIKG cUvOpoo. AN TOV avoooAOYIKO EAEYX0 OEV AVEUPEBNKE KATI TO NABOAOYIKO,
€KTOG anod €va A JOVOKAWVIKO KAdopa oTa oupa. And Tn Bioyia veppou avapepeTal evandbeaon
NWOIVOPIANG  AKUTTAPIKNG dAPOP@NG 0uciag oTo PECAYYEIO. TNV  AVOCOICTOXNUEIQ
evTonioOnkav €vTOVEG HECAYYEIOKEG Kal evOoOnAIakeég evanoBeécelg IgG kar Cs. Ta
MOPEPOAOYIKA Kal aVOOCOIOTOXNWUIKA €upnuata ATav oupBatd pe €éviovn unePnAACTIKA
avOCOCUPNAEYUaTIKOU TUNou XN, oTnv onoia NAapéXeral n eviinwon OTI CUVUMNAPXEI
evanoBeon ouciag, apvnTIKNAG oTo EpuBPO Tou Kovyko, ev €idel opyavwuEVWY EVANOBECEWV.
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H €&€taon pe HM avédeige Iv N, pe draktn didtagn vidiwv (diapérpou 12-23nm) oTo
MECAYYEIO KAl KATA PNKOG TWV ONEIPAPATIKWY BACIK®WV pePBpavwy. H acBevng unoBAnBnke
oe 3 woeig Medrol 500mg (14, 15, 16/9/11) kai 3 woeig Endoxan 500mg (14/9/11 n 17,
12/10/11 n2"kai115/11/11 n 3") kal oTn CUVEXEIQ TEBNKE O€ per 0s KOPTICOVN+KUKAOGCMOoPIivN.
H aoBeving napouacidlel onpepa XNN 3ou-4ou aradiou (Scr: 2,5mg/dl - Clcr: 28-32ml/min kai
N: 3,5gr/24wp0).

2Tn dIAyVWOoTIKA NPOCEyyIon N avelpeon eEWKUTTAPIAG EvandBeong IVISIwV apvNTIKWV oTh
xpwon Pe pubpod Tou Kovykd KaTeuBuvel otn SIEPEUVNON YIA JOVOKAWVIKN yauuandBegia n
Kpuoo@alpivaiuia, ol onoieg apou anokAeioBouv, n didyvwaon odnyei otnv 1010nadn [v-Av N8,

H didyvwon Twv Iv-Av oneipauatonabeiwv Bacidetal otnv e&€Taon pe HM, n onoia npénel
va dievepyeital oe acBeveig pe atunn MEN N MYZN, kabwg Kal 0” EKEIVOUG JUE YOVOKAWVIKEG
evanobéoeig oTta onelpduaTa. Agiypa veppikng Bioyiag and kABe acBevn e oNEIPAPATIKA
vOOoO npéenel oTnv KaB’ nuépa npd&n va eEeTAZETAl YA AVTI-K KAl QVTI-FA QVTICWUATA EAAPPWV
aAuowv. O1 evanoB€oeig nepiopiovral oxedOV AnoKAEICTIKA OTOUG VEPPOUG, EVW UNAPXOUV
ava@opEG Mou unooTnpiouv TN cucTnPaTikA @uon TnG vooou, ONwG N MNEPIYPAPA
eEwvePpIkwV evanobéoewv 13,14 kal n unoTponn PeTd and VEPPIKN PeTaUOoXeuon®”.

AoBeveig pe IVZN, ouvhBwg €xouv @TwXN andvinon OE KOPTIKOEION, ouvnén
QAVOCOOKATACTAATIKA (Apuaka N Kal unofoAn o€ nAacpa@aipecn, PE €AATTWON TNG
AeUKwaToupiag POAIG Kal YeTd Biag oto 10% Twv acBevmve. Mdavw and 50% Twv acBevwv
pe IVIN @Bdver oe TEXNN oe Aiydtepo and 2 xpdviaz+1516. MeipauaTikéq PENETEQ
unodelkvUouv KaAUTepn andvtnon otn Bepaneia pe Retuximab'™.

H BapuTtnta Tou NZ Kai Tng unéptaong nPodIKAdouv TaxuTepn eNISEIVWON TNG VEPPIKNG
A&IToupyiag, Nou o€ NOANEG NEPINTWOEIG EENEPVOUV Ta NpoavapePOEvTa nocooTtd' 18,

H &vragn oe npdypaupa eEwveppikng kdBapong Npoacdidel avdAoyn Nopeia pe auth Twv
AMwv ZN kal TOANEG popEg divovTag Aucn e eniBpdduvon Tou NA, otadiakn EAATTwoN Kal
dlakonn Tng dioupnong. Eni epgpavicewg TEEZN, Oepaneia pe woeig KopTiddvng Kal
KUKAOQWOQaUidNg unopei va BonBnoouv o€ nocootd 30-50%'34.

AvTIOéTwg, otnv Av 2N, Ta KOPTIKOEIDN Kal Ta ouvABn avooOKATAOTAATIKA (ApuaKa
npocEPepav PePIKA N NANPN Ueeon Tou NX o€ MOAEG NEPINTWOEIG, JE NAPAANAN BeATiwon
TWV AIATOAOYIKWV NapapéTpwy. H eniBiwon Twv acBevwy gival napopola otoug 2 TUnoug XN,
€V T0 N0000TO KATAANENG o TZXNN Teivel va gival pIkpdTEPO oTnv oudda Tng Av XN, Katd
TN HETAPOOXEUON OAOI 01 aCBEeVEiG unoTponiacav and evandBeon vidiwv, 1IS1AITEPA 01 ACOEVEIG
ME EUPPEVOUCA MOVOKAWVIKN yappandBeia, pe pubud €knmtwong Ttou GFR epgpavwg
BpaduTtepo™.

BIBAIOTPA®IA

1. Korbet SM, Schwartz MM, Lewis EJ. Current concepts in renal pathology. The fibrillary glomerulopathies.
Am J Kidney Dis 1994; 23: 751-765.

2. Brady HR. Fibrillary glomerulopathy. Kidney Int 1998; 53: 1421-9.
. Schwartz MM et al. Immunotactoid glomerulopathy. J Am Soc Nephrol 2002; 13: 1390-7.

4. Fogo A, Qureshi N, Horn RG. Morphologic and clinical features of fibrillary glomerulonephritis versus
immunotactoid glomerulopathy. Am J Kidney Dis 1993; 22: 367-377.

5. Korbet SM et al. Immunotactoid glomerulopathy. Am J Kidney Dis 1991; 17 : 247-257.

6. Rosenmann E, Eliakim M. Nephrotic syndrome associated with amyloid - like glomerular deposits. Nephron
1997; 18: 301-8.

7. Esparza AR, Chazan JA, Nayak RN et al. Fibrillary (Immunotactoid), glomerulopathy: a possible role for
kappa Light Chain in its etiology and/or pathogenesis. Am J Surg Pathol 1991; 15: 632-43.

8. Alpers CE, Smith KD. Cryoglobulinemia and renal disease. Curr Opin Nephrol Hypertens 2008; 17: 243-249.

9. Schwartz MM, Lewis EJ. The quarterly case: Nephrotic syndrome in a middle-aged man. Ultrastruct Pathol
1980; 1: 575-82.

w

96



10.

11.

12.
13.

14,

15.

16.

17.

18.

19.

Alpers CE. Fibrillary glomerulonephritis and immunotactoid glomerulopathy: two entities, not one. Am J
Kidney Dis 1993; 22: 448-51.

Bridoux F, Hugue V, Coldefy O et al. Fibrillary glomerulonephritis and immunotactoid (microtubular)
glomerulopathy are associated with distinct immunologic features. Kidney Int 2002; 62: 1764-75.
Ferrario F et al. Fibrillary and immunotactoid glomerulopathies. Ren Fail 1998; 20: 801-8.

Sabatine MS, Aretz HT, Fang LS et al. Images in cardiovascular medicine. Fibrillary Immunotactoid
glomerulopathy with cardiac involvement. Circulation 2002; 105: e120-1.

Strom EH, Hurwitz N, Mayr AC et al. Immunotactoid-like glomerulopathy with massive fibrillary deposits
in liver and bone marrow in monoclonal gammopathy. Am J Nephrol 1996; 6: 523-8.

Pronovost PH, Brady HR, Gunning ME et al. Clinical features, predictors of disease progression and
results of renal transplantation in fibrillary/immunotactoid glomerulopathy. Neprhol Dial Transplant 1996;
11:837-42.

Iskandar SS et al. Clinical and pathologic features of fibrillary glomerulonephritis. Kidney Int 1992; 42:
1401-7.

Collins M, Navaneethan SD, Chung M et al. Retuximab treatment of fibrillary glomerulonephritis. Am J
Kidney Dis 2008; 52: 1158-1162.

Rosenstock JL, Markowitz GS, Valeri AM et al. Fibrillary and immunotactoid glomerulonephtritis: Distinct
entities with different clinical and pathologic features. Kidney Int 2003; 63: 1450-1461.

Czarnecki PG, Lager DJ, Leung N et al. Long-term outcome of kidney transplantation in patients with
fibrillary glomerulonephritis or monoclonal gammopathy with fibrillary deposits. Kidney Int 2009; 75: 420-
427.

97



Eupetnpio INpogdpwv - OuIANTWV

ABdeAidou AppodiTn
EnipeAnTpia A" NeppoAoyikou Tunparog,
"evikd Noookopegio MpeBevay, MpePeva

Aypapiwtng ABavdoiog

Aieubuvtng NeppoloyikoU TunpaTog,
"evikd Noookopegio «AZKAHIMIEIO» BouAag,
Abnva

Avdong MauvAog
AiguBuvtng Movddag Texvntou Neppou,
"evikd Noookopeio XaAkidag, XaAkida

BdpAa - Aeubgpiwtn MapiyoUAa
BionaBoAdyog, AleubuvTpia AvocofioAoyikoU
Tunpartog, Mevikd Nocokopeio -

Maieutnpio «<EAENA BENIZEAQY», ABriva

Bépyoulag Mewpyiog

Ne@poAdyog, AloiknTng MNavenioTnpiakou
"evikou Noookopeiou ©ecoalovikng «AXEIMA»,
©ecoalovikn

BAaxdkog Anuntpiog

AvanAnpwTig KaBnyntig Mabooyiag -
Neppohoyiag, YneuBuvog NeppoAoyIKNG
Movdadag, B MponaideuTikn Madoloyikn KAIvIkn
Maveniotnpiou ABnvwv, MavenioTnuiakd Meviko
Noookopegio «<ATTIKON», ABriva

leppevng Avaotdoiog

KaBnyntng - Aieubuving, Epyaotnpio
Avoooloyiag - loTooupBaroTnTag,

Tunpa latpikAg - Maveniothuio ©eccaliag

Fpdaya Eipnvn

NeppoAdyog, Enikoupn KaBnyntpia latpikig
>x0Ang Maveniotnpiou ABNvawv,
Mavenmotnuiakn Ne@poAoyikn KAIVIKN,
Noookopeio «<APETAIEIO», ABriva

[pékag AnunTpiog

KaBnyntg NaBoAoyiag - NeppoAoyiag,
Aigeubuvtng A’ MponaideuTikng Madoloyikng
KAivikng A.M.6., Maveniotnuiako Mevikd
Noookopeio ©ecoalovikng «AXEMA»,
©ecoalovikn
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Aapdapavng Maveog
Aieubuvtng NeppoloyikoU Tunuatog,
"evikd Noookopegio MNpéRecag, MpéPReca

AéAtag KwvoTavtivog

KaBnyntng Mevetikng, Aleubuvtng Kévrpou
Epeuvwv Mopiakng latpikng, Tunua BioAoyikwv
Eniotnuwyv, Maveniothpio Kunpou, Kunpog

Anpag Mpnyépiog

NeppoAdyog, EnueAntng B', A" MponaideuTtiknh
MaBoloyikn KAivikn A.IM.6., MNaveniotnuiakd
"evikd Noookopeio ©ecoahovikng «AXEMA»
Eniotnpovikog Zuvepydng A.MN.©., ©ecoalovikn

Anuntp1adng ABavdoiog

Enikoupog KaBnyntig Neppohoyiag A.MN.O.,
AigeuBuvtng MaboAoyikol TunpaTog,

["evikn KAivikn ©eccalovikng, ©eccalovikn

Alapavténoulog ABavdaaciog

Au. Kabnyntng latpikng ZxoAng Maveniotnpiou
ABnvwv, 1. AleuBuvting Ne@poAoyikoU Tunuartog
"evikd Noookopegio MNatpwv «All0OX ANAPEAZ »,
Mdtpa

Znpoyiavvng Mavog

NeppoAdyog, 1. Aileubuvting Ne@poAoyIKAG
KAIvIkng M'evikd Noookopegio ABnvwv

«I". TENNHMATAZX», Mpoéedpog Etaipeiag
Aiddoong Innokparteiou Mveupatog, ABrva

KaAavtZn Mapia
NegppoAdyog, EmueAnTtpia B,
"evikd Noookopeio Aupicoacg, Augioca

KaAeBpoooyhou lwavvng

NeppoAodyog, AieuBuving Neppoloyiag E.Z.Y.,
A’ TMaBoAoyikn KAivikn A.MN.S., Maveniotnpiakd
"evikd Noookopeio ©ecoahovikng «AXEMA»,
©ecoalovikn

KahigvtZidou Mapia
NeppoAdyog, Emperatpia A" Movdadag Texvntou
Neppou, evikd Noookopeio KaBdAag, KaBdAa



Kavakng EuBupiog

AieuBuvtng Neppooyikng KAIVIKAG,
["evikd Noookopeio ©ecoalovikng
«AlrlOZ MAYNOZ», ©ecoalovikn

Kavapiou Mapia

Maidiatpog - AvocoAdyog

>uvTtovioTpia AleubuvTpia

Tunuatog Avoooloyiag - loTooupBatdTnTag,
Ei01k6 Kévtpo & Kévtpo Avagopdg yia
MpwTtonaBeic AvocoavendpKeieg -
Maidiatpikin AvocoAoyia,

Noookopeio Maidwv «H ArA ZO®IA», ABnva

KanouUAag Z1épylog

KaBnyntg MaboAoyiag - NeppoAoyiag,
A’ NMaBoAoyikn kAivikn A.1.0.,
Maveniotnuiakd evikd Noookopeio
Beooalovikng «AXEIMA» Bgooalovikn

KapayiavvonouAou Mewpyia

AieuBuvTpia EXY, Epyaotnpio MevikiAg
MaBoAoyiag - MaboAoyikn Avatopikn A.M.O.,
Maveniotnpiako Meviké Noookopegio
©eooalovikng «<AXEMNA», ©eccalovikn

KapkaBéhag Mewpyiog

KaBnyntnig MNaboAoyikng - AvaTOUIKAG
Epyaotipio eviknig MaboAoyiag,
MaBoAoyikng - AvaTopiking A.MN.e.,
Maveniotnuiakd evikd Noookopeio
©eooalovikng «AXEINMA», Beccalovikn

Kartooudag Znupidwv

Ne@poAdyog, EnmpeAntng A" NeppoAoyikou
Tunuatog, B Mponaideutikn MNMadoAoyikh KAvIKA
Maveniotnpiou ABnvwv, MavenioTnuiakd Meviko
Noookopegio «<ATTIKON», ABriva

Kipuigig Anpntpiog
Eniotnpovikog AleuBuvtng Movadag Xpoviag
AlpgokdBapong, «EuayyeNiopog», BEépola

KoAA6g KwvoTavTivog

Enikoupog KaBnyntig MaidiatpikAg -
Maidiatpikng Nepporoyiag A.MN.S.,
«IMMNOKPATEIO» "eviké Nocokopeio
©eooalovikng, ©ecoalovikn

Kopwvng Xpnotog
AigeuBuvtng Movadag Texvntou Neppou,
"evikd Noookopegio Aeukdadag, Aeukada

Koukoudng Mapdoxog
AigeuBuvtng Neppoloyikou Tunuatog,
"evikd Noookopegio KiAkig, KIAkiq

KouAoupidng Euotdbiog

MaBoAdyog - NeppoAdyog,

AigeuBuvtng Neppoloyikou Tunuartog,
"evikd Noookopeio Képkupag, Képkupa

Koupéra Kotaidvn Mavayiwta
AigeuBuvtpia Ne@poAoyikou Tunuarog,
["evikd MNavapkadikd Noookopegio TpinoAng,
TpinoAn

Mnavtig XprioTtog

NeppoAdyog, EnpeAntng B,

"evikd Noookopegio ©ecoalovikng
«I". TANANIKOAAQY», ©ecoahovikn

Mnaxapdkn Aauntpa

NeppoAdyog, Emperitpia A" Neppoloyikou
Tupnuartog, B' Mponaideutikn MaboAoyikn KAvikn
Mavenotnpiou ABnvwv, MavenioTnuiakd Mevikd
Noookopegio «<ATTIKON», ABriva

Mnoulunag Anpyntpng

KaBnyntg MNaBoAoyiag, MNaboAoyikn -
Peupatoloyikin KAvikn, Maveniotnpiaké Mevikd
Noookopeio HpakAeiou, KpAtn

MnouUpa Mavayiwta

Ka®nyntpia MaBooyiag - KAivikng Avocoloyiag,
B’ MaBoAoyikn KAiviki A.M.6., «INMMNMOKPATEIO»
"evikd Noookopeio ©ecoalovikng, ©ecoalovikn

MuogpAng M'pnyépiog

NeppoAodyog, Aieubuvtng E.Z.Y.,

Xelpoupyikn KAivikn MetapooxeUoewv A.lN.6.,
«IMMNOKPATEIO» "eviké Nocokopegio
©ecoalovikng, ©ecoalovikn

Naroe Taicip

AieuBuvtng NeppoloyikoU Tunuarog,

"evikd Noookopeio ©ecoalovikng

«[". MTAMNANIKOAAOQY», ©ecoalovikn
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NikoAakdkng Nik6Aaog

MaBoAdyog - Ne@poAdyog,

1. Aieubuvtng Ne@poAoyikoU Tunuarog,
"evikd Noookopeio PeBupvou, Kpntn

MaZapAdéyhou MixdAng

EnipeAntng NeppoAoyikng KAIVIKAG,

"evikd Noookopeio ©ecoalovikng

«ArIOZ MAYAOZ», Mapdptnua «H MANATIA»,
Beooalovikn

Mepidng AAKNG
Aieubuvtng NeppoloyikoU TunpaTog,
«InnokpdTelo» Noookopeio Aeukwaoiag, Kunpog

Pwpa BaoiAikn

Eidikdég Neppoloyiag, EmueAnTtpia B
Ne@poloyikou Tunpatog, MNeviké Noookopeio
IpePevwv, MNpePevd

Z10UAng ABavdoiog

NeppoAdyog, Aileubuving E.Z.Y .,

A’ TMaBoAoyikn KAvikn A.MN.S.,
Maveniotnpiako Mevikd Noookopegio
©eooalovikng «AXEINMA», Beccalovikn

ZnuponouAou - BAdxou Mapia

> uvTovioTtpid - AleuBUvTpia TPAPATOG
Avoooloyiag - loTooupBaréTnTag,
M.I.N. «<xAAEZANAPA», ABrva

Zrapartélou Kupiakn

NeppoAdyog, MBA, Aleubuvtpia Ne@poAoyIKNG
Movddag, KAivikn «<KYANOYZ ZTAYPOZ»,
ABriva

Z1auou Maipn

Maidiatpog, EnipeAnTpia A, B” Maveniotnpiakn
Maidiatpikin KAivika A.M.0., Maveniotnpiakd
"evikd Noookopeio ©ecoahovikng «AXENMA»,
©eooalovikn

Zrepaviong lwdavvng

AvanAnpwTnig KaBnyntig MaboAoyiag -
Neppohoyiag, Aieubuving Ne@pPoAOYIKNG
KAivikng MNaveniotnpiou ©€ccaliag,
MavemoTtnuiako Mevikd Noookopegio Adpioag,
Ndpica
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Tapdon - ZageiponoUAou Alkatepivn
BionaBoAdyog, AieubuvTpia TunpaTog
Avoooloyiag-lotocupBartéTtnTag,
"eviké Noookopeio ABnvwv

«O EYAITEAIZMOZ», ABriva

TaocionouAou Kappuev

EnipeAntpia B NeppoloyikoU Tunuarog,
"evikd Noookopeio ©ecoalovikng

«I". TTAMANIKOAAQY », ©ecoahovikn

TooukaAd Euayyehia

AvaninpwTtpia KabnyAtpia,

ewAdyoq - Biohdyog - Ap. MaAlaiovtohoyiag
Touéag MewAoyiag - Tunua MewAoyiag A.M.6.,
©ecoalovikn

®oupTouvag Kwvortavrivog

Avaninpwtng KaBnyntig MaboAoyiag -
Neppoloyiag, Neppohoyikd KévTpo -
Touéag MaBoAoyiag, Maveniotnuiakd Mevikod
Noookopeio MNatpwv, MdTpa

Xatgnylavvakog Anuntpiog
NeppoAdyog, Aieubuving Neppoloyikou
Tunpatog, Mevikd Noookopeio MeAiooiwv
«AMAAIA DAEMINIK», ABriva

XatgndnunTtpiou Xpnotog

AigeuBbuvtng Movadag Texvntou Ne@pou
kal Tunparog MNepitovaikng KaBapong,
"evikd Noookopegio =aveng, =aven

XatZnoTtuhiavoU Mapia

KaBnyntpia Maidiatpikng - AvoooAoyiag,

B’ Maveniotnpiakn Maidiatpikn KAivikh A.MN.0.,
Maveniotnpiaké Mevikd Noookopeio
©eooalovikng «AXEIMA», Becoalovikn

Wnpévou Epaopia

EnmpeAntpia A" Neppoloyikou Tunuatog,
["evikd Noookopegio ABnvwv «<AAEZANAPA»,
ABnva



EuxapioTieg

H OpyavwTtikn Enirponn tng 18" Eniotnpovikng EKSNAwong Tou

E.KO.N.Y. euxapioTei Bepud yia TN CUPPETOXNA TOUG TIG NAPAKATW ETAIPIEG:

ABBOTT LABORATORIES
ASTELLAS PHARMACEUTICALS
DIOPHAR
GENESIS PHARMA
MEDIPRIME
ROCHE HELLAS

ENOPAZIZ
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Aiya Aéyia yia ta NpeBeva

21a voTioduTika TNG Makedoviag, o vouog IpeRevav eival
and Toug VEGTEPOUC apoU CUYKPOTNBNKE JOAIC TO 1964. Méxpl
TOTE, KAMOIa KOUWATIA TOU undyovTav oTo Voo Aapiong Kal
AM\a o1o vopo Kolavng. O vopuog KaTéEXel MOANG... pekop! Eival
0 Mo KPUOGC TOU XEILWVA, UE XAPNAOTEQEG BEPIOKPACIEC KATA
Tov lavoudplo. Eival o nio apalokatolkNPEVog VOUOG E HOAIQ
42.500 katoikouc. Eva n éktaon Tou kataAapBavel 1o 1,7% tng
EMGSag, 0 nANBuop6g Tou ayyilel ONG To 0,4% Twv EAAAV@V.

AIOIKNTIKA, 0 VoG nepieAduBave Toug dripoug Bevrliou, épyiavng, I'peBevy, Aeokdmng,
HpakAewTwv, ©eddwpou Zidka, Kooud AirwAoU kail Xaciwy Kai TIc KovotnTeg Tng ABSEANAG, ToU
AoTolkou, Tou MecoAoupiou, Tou MepiBoAiou, TNG Zauapivag, TN XuiEng kal Twv IAnnaiwy.
MpwTeUouscd Tou Kal SIoIKNTIKO KEVTPO TNG NEPIOXAG Eival N NOAN Twv peREVWV.

Xwpig €viovn Biopnxavikn i nAnBucpiakn avanTugn, pe Tov napadoaciakd 1péno {wng va
JIATNPEITal WG CAPEPQ, O VOUOG IMpeREVWV NPENEI va NEpNPAVEUETAI yIa TO NWCS Ol AvBpwnol Tou
Couv o€ appovia Pe Tn eUoN, AoKWVTAC TN YEWPYIA Kal TNV KTNVOTpo®ia. Av eNICKEPOEITE Ta
I"oePevd, akidel va XopTACETE TNV ENAPN UE TN PUOCN, TIC EKKANCIES KAI TA UOVAOTAPIA, TIC ABANTIKEG
dPACTNPIOTNTEG KAl TNV UMEPOXN TOMIKA Koudiva.

‘Orav Bpebeite €dw, a&icel va yvwpioeTe Ta Kounatcapoxwpla kKai Ta BAaxoxwpla pe Tov
napadoolakd Tpéno (wNng Péoa otn gpuon. A&iCel akdun va eNICKEPOEITE Ta NOAG YEQUPIA TOU
vopoU, Ta NoTApIa Kal TIC MAQYIEC Tou, 6Nwg eNiong va anoAauceTe WAPEUA NECTOOMAG Kal rafting.

Agio eniokeyng eival To Mouceio Puaoiknic loTopiac MnAéag Tou T. Afuou HpaKAEWTWY e
KUpIa EKBEPATA TOUG PEYOAUTEQPOUG MNAYKOOMIWG XauNbdovTeG pactodovTa 3.000.000 1wy,
unkoug 4,39u. kai 5.02u.nou kataxwpendnkav oto BIBAo Twv pekdp Mkiveg 2011.

2TIC WNAGTEPEC NMAQYIEC Tou Opoug Aiyyog, BpiokovTal ol EyKATACTACEIC TOU XIOVOOPOMIKOU
kévTpou TG BaoAitoag. Evag and Toug AGyouc Nou To €XEl KAVEI ayannTo gival To MOAU GIoPPO
TONio NMou 7o NEPIBANEI, AAG Kal TNV €IOUANIAKNA dladpopn JECW TNG onoiag PTAVEI KAVEIG oTa
2246 LETpa, avapeoa and navuynAa pOPnoAd Kai paupdneuka. Av gioTe AATPEIC TNG GpUONG Kal
eV 0ag eVOxAel n andotacn aveReite npog TNV nepioxn Tng BaAia KAAvTa kal av To ENITPENEI O
kaIpog, Pneite otov E6vIkG Apupd kKal BaupdoTe To EKNANKTIKO TOMio, e To APKOUDOPEUA, TIG AIUVES
DAEYKQA, T ONAVIA HAUPOMEUKA KAl TO KOKKIVOMEUKA Kal T 0OUNOAC.

=gvodoxeio “Casa La Mundi”

2 € JIa an’ TIG MO XAPIOPATIKES YwVIEC TNG [ivdou,
a&ENEPAOTNG OUOPPIAC Kal yonTeiag, oe uwoueTpo 1300.
Bpioketal To Casa la Mundi. 'Eva &vodoxeio pavepnig
ungepoxng, NoAU kovtd oto EBvikd Xiovodpouikd Kévtpo
BaolAitoag, Tn Bahia KaAvta, Tn Zauapiva, 1o MepiBoAI, Tnv
ABOENG kal AANG ovopaoTd BAaxoxwpla. XTnv kapdid Tng Mivoou, oE pia atéAEInTN MNyN pUCIKoU
nAoUTOU, MPOCPEPEI OTOV EMICKENTN TNG MEPIOXNAC, £VA XWPO MOU VA IKAVOMOIEl OAEG TIG ANAITACEIQ
TOU GUYXPOVOU aTOUOU, YIa Va AnoAaUBAVEl UE YaArvVN Kal AoPAAEID TIG XAPES TOU Bouvou.

Baaihitoa - FpePevd, T.K. 511 00, TnA.: 24620 25555-6-7-8, Fax: 24620 28137
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JANSSEN-CILAG

GAPMAKEYTINH A E0.E

A EIPHNHE 56, 151 21 NEYKH, ABHNA
THA. 210-6160061, www. Janseen.com.gr

EPRHEP/ADY/MP 011152010

mediprime
IYN-NMPONBHIH TOY EPREX ETH NEDPOADIA
KYTIPOY 8, 141 22 HPAKAEID ATTIKHE

T210.2837.640, F 210.2837.450
WWW.MEDIPRIMEGR - INFOMEDIPRIME GR
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AEHMA: ToorelosToc 1T AT
BELMIKH: Ariqpoy 17, Mukain 3




Opyavwon:
EANHNIKO
KOAAETIO
NEDPOAOMIAL
EYMNEPTAIHE

Opydvwon - Mpapuarteia

Free spirit

Getting you therel

Becoalovikng 12, 153 44 Mépakag
TnA.: 210 6048260, Fax: 210 6047457, E-mail: mschismenou@free-spirit.gr
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