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MaBoAoyoavariduog Ateuduvrpla latpikoU Kevipou AGnvwv

OpLlopog

Ta npwrtonabn yaotpikd Aspdwpata opilovrol cov AsUPWUATA AVATTTUGOOUEVA EEAPXNG
otov otopaxo’. OlooSATOTE LOTOAOYLKOG UTIOTUTIOC UIMOPEL va TtapouoLaoBel otov oTtopaxo
oAAd oL duo kUploL LotoAoylkol UTOTUTIOL, O T000OTO >90% TWV MEPLMTTWOEWV €lval
efwhepdadevikad Aspdpwpata and tnv oplakn {wvn tou Aspdikol oTtol tou BAevvoydvou
(MALT Aepdwparta) kat Staxuta B-kuttapikd Asppwpata and peydio kutrapo. Avaloyo pe
TO KUTTOPO MPOEAELUONC TO AgpdwpaTa Tou otopdyou dlakpivovtal og B kal T Aepdpwpoato
Ko elvat oxedov amokAelotikd Non-Hodgkin Aepdwpata.

Emuénuoloyia

Enintwon

To yaotplkd Aépudwpa amotehel mooootd 5%-10% OAwv TwV YOOTPLKWY KAKONBELWV Kat n
EMIMTWON TOU QUEAVETAL TTAYKOOWULD, YEYOVOG OpeNOUEVO €V HEPEL otnv PBeAtiwon Ttwv
SLoyVWoTIkwy peBOdwv. Mooootd 30%-60% Twv MPWIONABWY YooTpIKwY AEUPWHATWY
elvat MALT Aspudpwpota kol ta Aoutd esival mpwtonabn yaotplkd Sldyxuta B-Kuttaplkd
Aepdwpota amd peyddo KUTtopo. YmApXeL onuaviiky SlakUUovon otnv eNUTTwon Tou
yaotpikol MALT Aepdwpatog To omoio ev pEPEL pOvo oxetiletal pe T Aolpwén amo
EAwoBaktnpiblo Tou muAwpou (Em).

MALT Aéudwpa otopdyou

O duoloAoyIKOC YaoTpLlkOg BAevvoyovog Sev TmepLléXel AEUPLKO LOTO, £TOL O AVTLOPACTIKOG
Aeudkog 1oTto¢ o aut tn B€on eilval emiktnTto¢ Kal odpelAeTal Katd Kuplo Adyo otnv
pakpoxpovia Aoipwén amno En?.

H mukvotnta Kal n avixveuoluotnta tng Aolpwéng and Em pewwvetal otn Slapkela eEEALENG
Tou Aepdwpatog and tn xpovia yaotpitida. Exel dewxBet otL to En eival mapov oto 90% twv
neputtwoewv MALT Aepdwpatog evtomilopévou otov PAevvoyovo kal uttofAevvoyovio
XLTwva KoL To T0o00TO auto médTel Pfabulaia oto 76% otav MpooBAAAETAL 0 eV Tw Babel
umoBAevvoyoviog xltwvag Kat To Em eival mapdv povo oe 48% twv MEPUTTWOEWY OTAV TO
Aépdwpa emekteiveTal mEpav Tou umtoBAevvoyoviou XITwva.

lotoAoytKkn €wkova tou MALT Aspdwpatog

Ta kUTTapa Tou Aspdwpartog StnBouv yupw amd ta avtidpaotikd Aepudolibia, eEwTepIka TG
Statnpoupévng Lwvng tou pavdva tou Aspdolldiou pe ewova eEAMAWONG TNG OPLAKNAG
{wvng tou Aepdolidiou. Kabwg n PAAPn emekteivetal, T VEONMAQAOUOTIKA KUTTOPO
SloBLBpwokouy, emolkilouv Kol TEAOG KATAOTPEPOUV HEPLKA N T TIEPLOCOTEPO QMO TA
Aepdolidloa koL to dawopevo oautd amokaleitat Aspudolidlakog  emoikiopde. Ta




XQPOKTNPLOTIKA VEOTMAQOUATIKA B-kUTTOpa TNG 0plakng {wvng Lolalouv UE KEVTPOKUTTAPO
KOL 0 OPOG «KUTTAPA TUTIOU KEVTPOKUTTAPWY» £ival 0 KATtoAANAOTEPOC yla thv meplypadn
TOUu veomAaopatikol otolxeiou tou MALT Aepdwpatog. Ot aBpoioelg KUTTAPWY HE
TIEPLOCOTEPO Kal SLAVYEG KUTTApOTMAaoua odnyolv oTnV HOVOKUTTAPOoELld eudavion. Ta
veomlaopatikd B-kUtrtapa tng oplakng {wvng potalouv oAU pe pikpad Aspdokuttapa. H
TAQoPaTOKUTTAPLKN Sladopomoinon elval ocuxv Kal PMopel va elval Kal mpoéxouoa HE
OXNMOTLONO cwpatiwv Dutcher.

JuvnOwg UTTAPYEL ULKPOG APLOUOC LEYOAUTEPWY KUTTAPWYV TIOU PolAlouV PE KEVIPOPAAOTEC
1 avoooPBAAoTEG. Ta AepdwUATIKA KUTTOpa S1NBoUV Kal KOTACTPEPOUV TO YOOTPLKO ABEVIKO
emOnALo (BoBplwv - adeviwv) dnuloupywvtag £Tol Ti¢ AepudoemniBnAiakég BAdBecg, oL omolec,
otav eival TuTkEG, adopolv ot Tpla N TMEPLOOOTEPA VEOMAACUOTIKA KUTTApPA TOU
Slatapdocoouv | KotaoTtpédouv To adeviko emBAAL0 Ue ouvodo NWolvodIAn ekpUALon TwvV
ETUONALOKWY KUTTAPWV.

Avoooiotoxnueio MALT Aepdwpoarog

O avooodalvoTuTiog TwV KUTTAPWY Tou yaoTplkol MALT Aspdpwpatog eival mapoOUoLlog Ue
€Kelvo Twv B-kuttdpwv TnNG oplakng wvng Kot eivat Betika (+) ywa to panel twv B detktwv
(CD20 +, CD79A +, BCL2 +, CD5 -, CD10 -, CD23 -, CD43 +/-, CD11 +/- aoBevwg) KoL TUTILKA
ekppalouv avoooodatpivn IgMkat Alydtepo cuyxva IgA i IgG kat omavia IgD. O mepLoplouog
Twv_gladpwv oAVCoEwv Twv avocoodalplvwyv eival eudaveéCTEPOG O KUTTAPA E
mAaopotokuTtaplkn Stadopormnoinon.Ewdikog deiktng yia 1o MALT Aépdwpa v uTtApyEL
mpoG to mapov. Ot AgpdoemiBOnAiokég BAABec avadelkviovtal HE AvVOCOXpwWon E&vavtl
KepaTwvwy, Ta 6g SevOplTIKA KUTTApA TwV AepudollSiwv avadelkviovtal e Ta AVILoWUOTO
CD21, CD23 r CD35 ta omoia PonBolv tnv avadelEn kot Twv PAACTIKWYV KEVIPWV TWV
Aepdoldiwy, Wblaitepa oe mepumtwoelg mou ta Aspdolibla €xouv teAeiwg emolkloBel kal
avtikotaotabel ano ta KUTTapa tou AeudwHATOG.

Mopuakn Brodoyia MALT Aspdwpatog

Avo eival oL KUPLEG KUTTOPOYEVETIKEG avVWHAALEG TTou mapatnpouvtal oto MALT Aéudwua.
H mpwtn kot ouxvotepn elval n ypwuoowulokr petaBeon t (11;18). H Seltepn Kot
onaviwotepn eival n t (1;14), péow TN omolag yivetal petadopd tou yovidiouv bcl-10 kovta
OTOV EMOYWYEA TOU YoviSiou Twv Bapelwv aAUCEWV TWV avoooodhalplvwV, UE ATTOTEAECUA
v unepékdpaon NG bcl-10 mpwrtelvng otov mupnva. Oeswpeital OtL n petadopd TG
npwteivng bcl-10 otov muprva ival autr mou aokel tnv oykoyovo enidpaon. H t (11;18)
dalvetal OTL €Xel KAWIKN onuooia Kal £T0L N mapoucia unmepapiBuwy avilypdadwv Tou
MALT1 otnv onoia odnyel, cuvbualetal pe e€EALEN 1) utoTpoTt TOoU Aepudwpatoc. AcBeveig
ol omoiot epdavitouv Aépdpwpa pe tnv t(11;18) €xouv PeELWHEVN TBAVOTNTA AVIATIOKPLONG
otn Bepanceia ekpllwong Tou Em Kal otnv MepiMTwon mou apxlka avranokplBolv, ToTe T
Aépdwpd toug €xel augnuévn mubavotnta va umotpomidosl. Me Bacn ta vedtepa autd
KUTTOPOYEVETIKA SeS0Uéva MPOTEIvETAL TO €€C LOVTEAO yla TN YEVECN TWV AEUPWUATWY
TOU OTOMAXOU. 2TO HOVTEAO aUTO Slakpivovial SUO OYKOYEVEDELG: LA AVILYOVOEEAPTWHEVN
KoL pia avtiyovoaveéaptntn. H avtiyovoefaptwievn eival EKelvn otnv omola MpwIooTatel
To Em kal kata tnv omoia n Aolpwén amo Em nmpokalel evepyomnoinon twv T-AepudokuTrapwy
KOL OTn OUVEXELX evepyomoinon kot moAAamAaclacpd Twv B-Aepdokuttdpwyv to omoia
mapayouv vtepAeukivn 4, wtepAeukivn 10, CD40OL kal AGAAEG KUTTOPOKIVEG. XtnVv
avTtlyovoaveEaptntn 066 tov KUpLo Adyo mailel n t (11;18) kat katd Seutepo Adyo n t (1;14).
Quokad elval duvatn n UETAMTWON TNG AVILYOVOELAPTWILEVNG OTNV OVTILYOVOOVEEAPTNTN
ddon yéveong tou Aepdwpatog omote tote Sev apkel n Bepamela ekpilwong ywa va
TiPpOoKaAEoEL uTtooTpodr Tou Aspdwpartog Kot xpeltaletal xnueloBepamneia. Ol mapdyovieg ol
omolol emnpealouv TNV avtanokplon otn Beparmeia ekpilwong tou EAkoPaktnpldiov tou
TIUAWPOU elval To oTASL0 ToU AeuPWHATOC Kal N tapouoia tng Stapetabeonc t (11;18). Ta



vPnAOTEPA TOCOOTA AVIATIOKPLONG TOPATNPOUVTOL OE APXIKO OTASLO TNG VOCOU Kal OTav
amouolalel n t (11;18). (Ixnuatikn Ewova 1)
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Nivakag 1. XelpLopog tou yootpikol MALT Aepdwpartog

EnmiXwpia — CucTNHATIKA
oradionoinon

Hp expi{won |

EvaAAakTIKN
OYKOAOYIKNR Ogpaneia

Faotpko Aépdwpa: LotoAoyikr £KBeon — LOTOAOYLKN SlayvwoTikn Slepyaoia

To apxkd dLayvwoTikd Selypa cuvnBwe avTMPoowneVETAL Ao UIKPO aplBuo BloPlwy (2-
5), e amotéAeopa va Suoyepaivetal n apxkn SLAyvwon Tou yaoTplkoU AepdwHOTOC.
Eneldn to yoaotplkd MALT Aéudpwpa telvel va eival TOAUECTIOKO Kal UMOPEL va GUVUTIAPXEL
Kol pe pia ouvictwoa SlaxUtou B-kuttapikoU Aepdwpatog anod peydAa kuttapa (DLBCL)
TIPETEL VAL YIVETAL XOPTOYPAPNON TOU OTOUAXOU, HETA TNV PWTN SLAYVWOon Kal TPV TtThv
Bepameia pe mMoAAamAEG Bloieg, TO0O amd evSOOKOTIKA UTomteg BEoslg aAAd Kol amo
LOKPOOKOTUKA PUCLOAOYLKO BAEVVOYOVO Ao OAEC TLG TIEPLOXEC TOU OTopAXoU. Omola gival n
SewypatoAnio amd Tn YopToypadnon Tou OTOUAYOU OTnV_apxlki otadlomoinon Ttou




Asudwpatog Ba mapapeivel n dia kot Ba akoAouBnBei 1o (610 MpwTOKoAAO oTLg SLadoyLKEC
ev800KOTROELG TApakoAoUONoN¢, oUTWE WOTE VA ETULTPATIEL N LoTOAOYIKA oUyKpLon3.

Ortav etetaletal pla yaotpkn Boia pe mukvo Aepdoeldeg SinOnua Kupiwg amoteAoVEVO
amo HKpoL pey€Boug AspdokUTTapa To MPpwTo Brpa yla tov maboloyoavatopo eival va
Kavel tnv Stadoptkn Stdyvwon Petafl avildpaoTiknC Kol VEOTTAOOUOTIKNG enefepyaaiag.
Eddoov o dunbnua tautonolnBei cav vEOMAACHATIKO gival amapaitnTo va dlakpivouue Tov
unotuno tou Aspudwpatog (MALTvsnonMALT -Aépudpwpa  xapnAng kakonBetag vs uPnAng
KokonOelag Aépudwpa) Kat va eKTLUnoou e TNV Em Aolpwén. Ma tn dtadopikn SLayvwon HLag
Bapelag dAeypovwdoug 6Bnong and éva MALT Aépudwpa, potddnke va LopdoAoyLKO
cuotnua SltaBabuiong tou Aepdikol Sinbrpatog o mévte Babuideg and toug Wotherspoon
Kall ouvepyadteg to 19934, Autd 1o cUotnua SLoBABULONG OVTIKATOMTPIEL TIG SLAYVWOTIKEG
SuokoAiegc TNG «ykpL» lwvng, n omoia avtumpoowneleTal and tou¢ Babuoug 3 (Vmomnto
dunNénua, mbavov avtldpaoctikd) kat 4 (umomrto SOnupa, TOAVOV VEOMAACUATIKO).
Evtoutolg, o ocuvduaouog tng popdoloyiag kal tou avooodalvotumou pag Bonbaesl va
EeMepAOOUPE TIC OLOYVWOTIKEG SUOKOAIEG OTIC TEPLOCOTEPEC TMEPUTTWOELS. H poplakn
avAAuon TNG B-KUTTOPLKAG HOVOKAWVLKOTNTAG ETUTPEMEL TNV aodoin emBeBaiwon TG
LOTOAOYLKAG SLayvwong LOAOVOTL LOVOKAWVLIKA B-kUTTapa pmopet va mapoatnpenbouv Kat o
MUN-vEOTIAOOUATIKEC Agpdoilmepmiaocie¢ mou powdlouv pe MALT  Aépdwpa  A/kot
MOVOKAWVLIKA B-kUTTtapa pmopet va mapapévouv oe MALTAspdbwHATA AKOUN KAl PUETA TNV
TAAPN WoToAoYLKN Udeon’.

Awadopikr Stayvwon avtidpacTtikoU-veormAaopatikol Aspudoetdol thORpatog

To ouyvotepo Sadopodlayvwotikd Sidnua sival petafl En AspudoliSiakng yaotpitidac Kat
yaotpikol MALT Aspdwpatoc. Ta popdoloyikd Kpltipla to omola mpenel va AndBouv
ur’oYilv elvat: n moootnta Kal n popdoloyilkn ouvBeon tou Aspdoeldolg SinBApoTog
KOBWC KOl N MApousia KAl Ta XAPAKTNPLOTIKA Twv AepdoemibBnAlokwy PAaBwyv Kal Twv
Aepdolsiwv.

NOZOTHTA:

To KUPLO KPLTNPLO TIOU €VIOYXUEL TNV _Sldyvwon Ttou Asudwuatog eival moootikd. To
Aeudoeldeg diNBnua TPEMEL va eival TTUKVO, LIE OVILKOTAOTAON TOU UECOAEUPOUSLAKOU
XWpou amo AsudokuTtopa, otav undpyouv Aspudolidia.

AEMOOENIOHAIAKEZ BAABEZ:

Ot AspdoemiBnAlakég PAABEC mpémel va eival KAAOIKEG KOl VO QVIUTPOCWITEUOVTOL Ao
S1nBnon kat pepkn Kataotpodr Twv adevikwy Sopwv and abpoioelg >4-5 vEOMAACUATIKWY
KUTTAPWV Kal va Unv pokeLtal yio PeudoemiBnAiokég BAAPeG.

AEMOOZIAIA:
MNna va mpokettal yia MALT Aéudwpa Ta VEOTTAOCHOTIKA KUTTAPO TOU AEUPWUATOG TIPEMEL
va emolkifouv ta BAAOTIKA KEVTPA Twv avildpaoTikwv Aepudolldiwv, HOAOVOTL aUTO TO
XQPOKTNPLOTIKO €ival SUokoAo va ektiunBel otn Blodla koL oe MEPUTTWOELS SLAYVWOTIKAG
afeBatotntag, eival avaykaia OeUTEPn YAOTPOOKOMNGN WE €KTETOUEVO PloPloko
SelypOTIONO.

H ANIXNEYZH TOY Ent

H mpooektikn ekTipnon tng Em Aolpwéng eival onuavtikn yia tTnv Bepamneio kal n LoToAoyikn
£€kBeon evoc yaotpikou MALT Aepdwporog TpEMeL vo  TeplkAeiel to  Emstatus. H
goldstandard &layvwotikn Sokipacia ival n wotoloyla. To Enstatus mpemet va eAeyxBei kat
0f MePUITWOELS UPNAAG KakonBelog Aspudwudtwy, avefdptnta TNg TMOpoUsioc oyt




younAng kakonBstac MALT cuviotwoag, SLOTL £xel omodelyBel OTL OPLOUEVEC TTEPUTTWOELC
DLBCL pmopet emiong voL urtootpéPouyv LETA TnV ekpilwon tou Er.

Itadlonoinon MALT Aepdwpatog

MNpoéodata avabswpnuéveg ESMO kateuBuvtipleg obnyieg yla tnv KAWIKAR otadlomoinon
TOoU yaotplkoU MALT Aspdwparog akodouBouv th ouvnBn extipnon mou adopd OAa ta
AEUDWHATO E BLOXNILKES KOLL OTTELKOVIOTIKES EEETAOELCS.

To EGILS oUudwvo (EuropeanGastro-IntestinallymphomaStudyGroup) umodelkvUel va pnv
yivetal ooteopuehikn Boyia SLOTL n dt1BNon Tou pueAol eival omavia Kal amoSelkvUeTal
OE TIPOXWPNHEVO OTASLO TNG VOOOU £KTOG av ammoteAel oTadlo tng vooou. H ooteopUEAIKN
Boyia evdeikvutal oav LEPOC TNC EMAVEKTINGONG Tou otadiou mpLv TN XnueloBeparneia oe
QVOEKTIKEG TEPUTTWOELS oTnV Hp ekpilwon’. O mapdSo£oc TPAMOC SLoTIOPAC TOU YOOTPLKOU
MALT Aspdwpartog ivat o Adyog tou yiati n Ann-Arbor otadlomoinon yla ta Aepdwpota
Sev elval n katdAAnAn yia tn xopnynon Beparmeiag Kot yla Tig emAoyEG mapakoAouBbnonc.
KaAUtepa to oTddlo ektipdtal pe Thv otadlonoinon tou Maplolol n omola mpotdbnke anod
To EGILS kal n omola amoteAei tponomnotnuévn TNM otadlonoinonmou Aappavel vr’'oPv
mge:

1) to BABoc Tou GYKOU OTO EVTEPLKO TOlYWHA

2) TNV £ktaon TwV AsuPadeVIKWVY LETAOTACEWY Kall

3) Tov €181k0 TPOTO Stacmopdcs.

ZTpaTNYIKN TTapakoAovOnong

H totoAoyikn eKtipnon tng amavinong otnv Em ekpilwon yivetol petd 6-8 Bdouddec e
EMOVOANTITIKY €vO0OKOTNoN MeTA tnv _aviBoaktnpowdiakn Bepameio.Ed’ocov emiteuyBel
ekpllwon mapokolouBoupue to MALT Aéudwpo ava 6unvo LE xaptoypadnon Tou 6TOUAXoU
pe moAamAd PBoPlakd Selypata uéypl TANpouc Udeong Tou oe Suo  SLadoyIKEC
ev&OOKOTINOELG KOL LETA OO aUTO, To SLdotnua Tng sTiolag mapakohouBnonc Bswpsitat

z—:nagKégg.

Zvotnua otodoyikng Swapaduong oe MALT Aépdwpa petd  ekpilwon TOU
EAwkoBaktnpidiou (Opada GELA 2003)*°

2€ oUyKpLon Ue Ta teploodtepa e€wAeudadevikd kot Aepudadevikd AeudwuoTa, TO YAoTPLKO
MALT Aéudwua Slabétel Tnv povadikdtnta va mapakoAouBeital Ye tnv Lotonmaboloyikn
g€€taon. H ektipnon tng andvinong tou MALT Aepdwpatog otny ekpilwon tou En Baoiletal
oTn oUYKPLON TNG LOTOAOYIKAG €LKOVAC TWV apXlkwv BloPwv pe tig Bloieg peta Beparmeia.
Elb1kd olotnua Stapabulong peta Beparmeia £xel mpotabei and tnv opdda GELA (Groupe
d'Etude des Lymphomes de [I'Adulte) pe okomd vo umapxel Kowrn yAwooa JeTafl
MaBoAoyoavatopou kot KAWIKwY eMITPENOVTOG TN OUYKPLON TWV OES0UEVWV OE KALVIKEG
peAétec. To avwtépw ovotnua dafadulong, otnv LOTOAOYLKN €E£TOOn HE TN Xpwon
Alpatofulivng-HwaolvngAaupavel v’ oPty Tpelg mapapetpous: To KUTTapLlkO SBnua, Tig
AepdoerBnAtakég BAABEC Kal TG OTPWHATIKEG aAAOlWOoELS. To clotnua dtapfabuiong GELA
Slakpivel TIg popdoloyIKEG elkoveg Tou MALT Aspudpwuatog HETA ekpllwon Oe TECOEPLS
katnyopieg.= (Nivakog 2).

GELA Z0otnua Stafaduong

MARpng totoAoyikn anavrnon:

Audotepa to veomAaopatiko Aspdoeldeg diBnua kot ot AepdoemiBnAiakég BAaBeg £xouv
mAApw¢ e€adavicBel. Mapatnpolvral TEPLOXEC «KEVOU XOpilou» HE OUVOBEG UTIOOTPODEC
OTPWUATIKEG AAAOLWOELG.



MYavn eAdyiotn UMOAELUUATIKY VOOOG:

Mikpég oloeldeic abpoioelg Aspudpoeldwy KUTTAPWY TTAPATNEOUVTAL OTO £V Tw PABEeL xoplo
oe emadn pe TNV PAevwoyovia puikn otifada kol cuvodelovtal amd UMOCTPOdEC
OTPWHATIKEC aAlowwoel. H Plodoyilky onuacia tou ehayxiotou autol Aeudoesldolg
mAnBuopol eival aBéPfatn, aAlda mbavotepa eival xwpic kAWK onupacia. H avwtépw
popdoAoyLkn elkOVa TwV BloPLwV PETA TNV eKpilwon Tou EM OTLG TEPLOCOTEPEC MEPUTTWOELG
odnyeital os mMAnpn Udeon kat Sev £xel anodelyBel va amoteAel KOKO TPOYVWOTLKO oToLXE(O.
Autn n katnyopla mBavotepa cuvdualetal Kal he KAWIKN TIARpn Udeon Kal Sev xpelaletal
nepatépw Bepameia. H poplakn Bloloyio oe autrhv tv Katnyopia &ev €XeL TPOKTLKO
amotéAeopa.

AVTQMOKPLVOUEVH UTTOAELUUATIKY) VOOOG

Mapapével UTOAepaTKO Sldxuto oloeldéc Aéudwpa pe ouvodo OUwG Tapoucia
UTIOOTPODWY OTPWHOTIKWY OAAOLWOEWYV. I AUTAV TNV Katnyopia n afloAoynon yivetal ot
oUYKPLON UE TNV LOTOAOYLKN €lKOVA TNG apXkng Blowiag. H katnyopla autn Bewpeltal otL
amoteAel ékdpaon HeEPKWE €EEALOCOUEVNC QATMAVTINONG KAl EMUTPEMEL TNV avaPoAn tng
anodacng yla SeUTEPNCS YPOUUAG XNUELOBepareia.

Kaupuioa aAAayn

To Aépdwpa TAPAUEVEL, TTOPOUOLO UE AUTO Tou SlayvwoBnke otnv apxkn Boia xwpig
OUVOOEC OTPWUOATIKEG OAANOLWOELS EVOELKTIKEG QVTAMOKPLONG TOU AgpdpwUATOC OTNV
ekpilwon tou Em. H eudavion twv onueiwv umootpodng Tou AeUdWUATOG UMOPEL va
emBpaduvbel oe UEPIKEC TIEPUTTWOEL YlO HEPLKOUC UAVEG UETA TNV eKpilwon tou Em.
Evtoutolg, n amouocia umootpodric oe moAlamA£c enmavalnmikeg Blopieg sivol €vdelen
avoykaotntac deUtepng YpaUngXnUeEloBepamneiag. Itnv mepimtwon tTng un aAAayng tTne
vooou, £bOCOV  TTAPOUEVOUV Ol UOKPOOKOTUKEC OAAOWWOELS,  elval avaykoia  n
¥nueloBsparmneia. ¥TNV MePMTWon OUWS TOU UOVO  LKPOOKOTILK VOOOC amodelkvUETaL, N
xnueloBeparneia Ba umopovoe va avaBAnOei yia 24 unveg uetd tnv ekpilwaon tou Em.

Nivakag 2. Itpatnylkn mapakoAouBnong MALT Aspdwparog ULETA TRV eKpilwon Tou
eAwoBaktnpiéiov
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XepLopog avalwnipwong tTou Asupwpatog

Av LeTd TNV otoloyikn mANpn Udeon Slayvwobel avalwnipwon Tou AeUPWHATOC OTLG
enavaAnnrikeég Blodieg mapakoholBnong pe Em (+), amotuxnuévn ekpilwon Bewpeital
mbavotepn Tapd TPOAYUATIK emavodoipwén. Oa mpémel va Aapfdvetal ur'oPv, n



mBavotnta opaApatog delypatog o pia eppévouca vooo UETA ekpilwon, €8KOTEPA av
otnv Blodia mapakoloBnong dev Stayvwobel kapia alhayn otnv €lkOvVa Tou AspudwUaATOC.
EvtoUtolg, OAeg ol peléteg Seiyvouv pia TAON TWV TMEPUTTWOEWY AUTWV HUE LOTOAOYIKN
avalwnupwaon va udlotavtal mepaltépw UPeon XwPIg CUUTANPWUATLKY Beparmela, Yyeyovog
To omoio dwaloloyel TNV ouvéxlon NG otpatnywkng «Watch-and-Wait», eddoov Sev
amodelkVUETAL TPOOSEUTIKA VOOOC.

NapakoAovOnon acOevwv pe cuvexn MARPN Udeon

MpokKelpévou va TaUCEL KATIOLO OTLYMI N ev80OKOTIKA tapakoAouBnon acBevwv os Udeon
META avtiplotiky Oepameio mopoapével Bépa avolktdo yla oulntnon. Mpog¢ to mapdv
umootnplletal n ouvéxlon tng €TROLAG EVOOOKOTIKNG TOpaKoAoUBNONG HETA TNV TIARPN
Udeon Kol QUTO ylati eKTOC amod TNV TOavotnTa evog AeudWUATOC VO UTIOTPOTILACEL R Kol
va ektparnel mpog DLBCL umdpyel kot o 6mAdacia avénuévog kivbuvog acBeveig pe MALT
Aépudwpa vo avamtuEouv YooTpLlko adevoKapKIiVWHO 0 GUYKPLON LE TO YEVIKO TTANBUOUO.

Awdyuto B-kuttapiko Aépdwpa and peyaia kutrapa (DLBCL)

H Aolpwén amo Em eivat Alyotepo cuyvr ota DLBCL pe 1 xwpic ouvodd cuviotwoa XoUNnANg
kokonBetag MALT Aepdwpatog Kol To mooootd tng Aolpwéng, epooov dev cuvumapyet
ocuvioTwoa MALT Aspdwpartog, kupaivetal and 25%-38% evw elval HeyaAUTEPO v UTTAPXEL
auTn n ouvictwoa. Auto urmtodnAwvel OTL Peplkd DLBCL pmopei va mpoéABouv petd amo
Xpovio ETt (+)MALT Aéudwpa.

loToAoyLKN ElKOVa

Ta veomAdopata amoteAovvtal and Slayuteg abpoioelg peydAwv Aepudoeldwy KUTTAPWY e
BAaotikn petatporn, 2 e 4 GopEG HEYOAUTEPWY Ao Ta GUGLOAOYLKA AEpUdoKUTTAPA TIOU
ouxva 6tnBoLV Kal KATACTPEDOUV TIG YAOTPLKEG adeVIKEG SoUES. Mooooto 30%-50% nepimou
Twv mpwrtonabwv yaotpikwv DLBCL cuvdudlovtal pe xaunAng kakonbelag ocuviotwoo
tonmou MALT. H Siwadopomnoinon petalu ektpanévtog MALT Aeudwuatog kot g€apxng
npwtonafoug yaotpikol Slaxutou B-kuttapikol Aeudwuatog amo peyala kuttopa dev
£XeL KAWVIKN onpooia 81Ot kat ot Suo ovtotnteg cupmnepldpEpovral mapopola. Ta Siayxuta B-
KUTTOPLKA Aepdpwpota ano peyaha kOTTapa to omnola £xouv MpoéABel and ektporny MALT
Aepdwpdtwy gival yopaktnplotikd Bel-2 (-) kat CD10 (-) aM\d, oe avtiBeon pe 1o MALT
Aépdwpa cuvnBwg ekdppalouv Bel-6.

Inaviotepa npwtonadr) yaotpika Aepdwpora

Aépdwpa pavéua. Mpwtonabwg avamtuéng Tou 0To OTOMAXO £ival eEALPETIKA OTIAVLA Kall
ouvnBbw¢ o otopaxog MpooPBdlietal os acBeveic pe ekteTapévo Aepdadevikd Aéudwpa
povdua f pe moAAarAn Aepdwpatwdn moAumodiaon Tou evtepkol cwAnva. MIKpOGKOTUKA
o Asepdwpatwdng mMANBUoPOS Hipeltal to MALT Aéudwua pe kKUpla Sladopd tnv anouacia
MEYAAWY KuTTapwv. Mpokettal SnAadn yla éva povouopdo VEOMAACUATIKO Aepudwuatwdn
TANBUOPO. O KUPLOG ALTLOTIAOOYEVETIKOC TTAPAYOVTAG TOU AgdWHOTOC Tou pavdua gival n
unepékdpaon tng KukAivng D1 Adyw TG XOPAKTNPLOTIKNAG XPWHOOWULAKNG SLaueTdBeong
(11;14). Yrapyetl SuvatoTnNTa AVIXVELONG TNC MTPWTIEIVNG AUTHG O LOTOAOYLKO eminmedo otov
TIUPAVA TWV VEOTTIAQCUOTIKWY KUTTAPWY KOL TO YEYOVOG QUTO €xel LSlaitepn SlayvwoTikn
onuaocia mpokewévou va Slakpivoupe To Aépudwua tou pavdua amd To oAU NILOTEPO
BloAoywad MALTAéudwua.

Népdwpa Burkitt. Mapatnpeital toxupn LoToAoyLKr cuoXETLon LE Tov L0 Epstein-Barrkupiwg
otnv evinukn popdn tng vooou. Mpokettal yla €éva e€0LPETIKA ETOETIKO TUTIO AEUPWUATOC
MIKPOOKOTIKA Ttapatnpeital €vag povouopdog BAACTIKOC VEOTMAACUATIKOG TANBUOUOG



UEoou peyéBoug o omoliog xapaktnpiletal and eCalpetikd uPpnAo Babud moAlamAaclacuol
KOlL, OVOUEVOUEVQ, €alpeTkd UPNAG aplBuo anontwong. O Teleutaiog euBUVETAL yla TV
EIKOVO. TOU €vaotpou oupavol (“starrysky”) mou mapatnpeitol otov TUMO QUTO TOU
Aepdwpatog Aoyw eL0pong peyahou aplBpol pokpodaywv. Ta pakpodaya spdavilovral
TIPOKELUEVOU  va  QIIOMOKPUVOUV  TA  QTIOMTWTIKA ~ UTIOAE(HHOTA  TWV — TOXEWG
TIOAAQTTAQLGLO{OEVWY VEOTIAOOUATIKWY KUTTAPpwWVY. Ta veOomMAQOUATIKA KUTTAapA ekdpalouv
Ta avtiyova CD10, CD20 kat Bcl-6 aAAd oxL to Bcl-2. Ixeddov 100% mMocooTd Twv MUpHVWY
elvat Betko (+) yla o Selktn KuTtapLlkou MoANamAaciacpou Ki67.

T-kuttopkO Aépdwpa. Ta mpwtonabn yaotplkd T-KUTTApIKA Aepdwpata elval omavia Kot
gtepoyevr. H T-kuttaptk Asuxatpio/Aéudwpa Twv evnAikwyv omavtatal o TEPLOXEG UE
evinuIkA Aolpwén amo tov W ¢ avBpwrvng T-KUTtaplkng Asvyatuiag 10¢ 1 (HTLV-1). Ta
Aepdwpatika kuttapa ekdpalouv To paneltwv T-KUTTAPKWY SelKTWV. To cuvnBéotepo amno
Ta T-Aepdwpota elvat ekeivo TIou oxetiletal JE eviepondbela
(EnteropathyAssociatedTCellLymphoma-EATL). Autd ta Aepdpwpata pnopel va cupBoulv kot
omopadIKa €KTOC KOWAOKAKNG. Ta T-e€wAepdadevikd naturalkiller/T-Aepdwpata (NK/Tcell)
pwikoU tumou (EBV+) pall pe ta T-kuttapikd Aspdwpoto mou cuvdualovial UE TNV
evteponabela ekdppalouvv amod kowou To avilyovo CD56 (NCAM1) kal KUTOTOEIKA HopLa,
onwg GranzymeB, TIA-1 kal mepdopivn €KTOC amod toug T-KUTTaplkoUC deikteg. Apa, n
mapoucia | n amoucia tou U tou Epstein-Barreival avaykaia ylwa tn SLakpLor touc.
Mepkad amd ta umoAouma Aspdwpata €ivol Mopopol PE To TEPLPEPIKA T-KUTTAPLKA
Aepdwpata mou Bpiokoupe otou¢ Aepdadéveg Kol 0 AUTA CUUTEPIAAUBAVETAL KAl TO
ovamAaotiko Aéudwpa and peyaia KUTTapa mou ekdpalel TNV avormAooTiky AU WLLOTIKA
Kwaon (ALK+). Ta ALK(+) Aepdwpato ekppalouv emmAEOV TO OVTLYOVO €VEPYOTOINONG
CD30. Eival onpavtiko va yvwpiloupe otL N ALK ouclaotika Sev ekdpaletal o KavEva AAAO
TUTO A UPWHATOG, HE TN omavia e€aipeon OPLOPEVWY LEYOAOKUTTAPIKWY B-Aepdwpdtwy pe
avamAaoTikn popdoAoyia kat tou mMAacpapAactikol AeudwuaTtod.

Mpoyvwon Kal TPOoYyVWOoTIKOL MaPAYOVTEG

To Ann-Arborouotnua otadlomoinong dev sivol eUkoha €hapUOCLUO OTO YOOTPEVIEPLKA
Aepdwpata, yUauto €xouv mpotabel evaAAakTikd cuotpata otadlonoinong. To cuotnua
“Lugano” tou 1994 eivar tpomomoupévo Ann-ArborolUotnpo otadiomoinong evw To
“Paris” ouotnua otadlomoinong tou 2003 elvat tpomomoincn tou TNMouoTAUATOG
otadtonoinonc®. To Paris-TNMoUotnpa otadlomoinong AapBdvel ur’ogiv: 1) to Pdbog
dBnong tou oykou, 2) tov aplBuod twv Aepdadévwy kat 3) Ty £ktacn tng S1nbnong twv
ETUXWPLWV LoTWV amod To Aépdpwpa.

Ta MALTAspdwpata €xouv Kaln puoikn mopeia kal n ekpilwon tou Em odnyel og mAnpn
Udeon og mMooooto 60%-100% twv acBevwv n omolia TolkiAAeL and 4-6 Bdouadeg £wg 18
pnveg. Neputtwoelg pe tn Stapetdbeon t(11;18)/BIRC3MALT1 ouvdudlovtal pe avtiotaon
otnv En ekpilwon. Ta mpwtomnabn yaotpikd didxuta B-KuTtapkd Aspdwpata anod peydla
KUTTOPO  QVTLUETWT{OVTOL XELPOUPYLKA, He akTwvoBepameia kal xnueloBeparmeia oe
Stadopouc cuvduacououg. Npoodata npotdbnke o Siebvrng Slayvwaotikog deiktng (IP1) mou
daivetal va amoteAel To ONUAVTIKOTEPO KALWVIKO TIPOYVWOTIKO cuotnua yla ooBeveic pe
Aéudwpa. Auto To KAWVIKO oUOTNUO QTTOTEAEITAL OO TIEVTE EEXWPLOTOUG TIOPAYOVIEG TIOU
nephappavouv nAikio peyoAltepn amo 60 €tn, auénuéva emimeda  YOAOKTLKAC
6eldpoyevaong opou, xaunAo PerformanceStatuskatd WHOouunep\apfavopévng Kat tng
B-cupntwpoatoloyia¢ tou acBevolg, mMpoxwpnuévo otddlo TG vOoou Kol TPooBoAn
oA armAwv eéwAepdadevikwy BEgewv (Aoumog Mentikdg owAnvag, LUEAOC Twv ootwv). To
Tpormnomnolnuévo IPlouotnua meptlapBavel GAOUC TOUG AVWTEPOUC TIOPAYOVTEG EKTOC OO TOV
tehevtaio (tnv mpooBolin moAAamAwv e€wAepdadevikwy BEaewv) Kal To scoretwv aobevwy



mowkiAAeL amd 0-4. Me tnv availuon acBevwv pe Pacn to IPlobotnua mopatnpnbnke
ONUOVTLKOG GUVOUOOUOG UETaED TOU TpOomomolnuévou IPlouoTAUATOC Kal TOU TTOCOooToU
emPlwonc Twv aodevwv™.

JupnepaopaTa

lotoAoyLkn €KOeoh - CUCTAOELG

1) Avaykaia n aviyvevon tng Em Aolpwéng tou otopdyou pe dapfaduion tou Em doptiou.
Mpémnet va avadEpetal n tonoypadio mpooBoArg ToU OTOUAXOU, KABWG Kal v TIPOKELTAL YLO
OPXLKO N TIPOXWPNUEVO 0TASLO TNG VOOOU OE XELPOUPYLKA MAPACKEUACHATAL.

2) Avadopd oToAoylkoU TUTOU AgUPWUATOC LE TNV OVAUEVOUEVN Yyl TOV TUTO
avooolotoxnueia.

3) Avadopa Babuol kakonBeiag tou Aspdwuarog yo TNV umoBondnon Twv KAWLKWV-
EVOOOKOTIWV.

4) Avaykaldtnta HopLaKNG aVAAUCNG UTIAPXEL OE OPLOUEVEG TIEPUTTWOELG TLY. OTO EUUEVOV
avOekTikO otnv ekpilwon tou Em MALTAéudwpa yia va kabBoploBel n mpoyvwaon tng
eAelBepng vooou emiPBiwaong Kal To eVEEXOUEVO CUUTANPWHATLKAG XNHUeloOepaneiag.

5) O €Aeyxog Tou oU Epstein-Barr £xeL mpoyvwoTtikn onpoaocia otoug dtadopoug TUTIOUG
AepdwudTwy.

6) H mapapovr B-povokAwvikotntog Hoplokd Sev emBAAAEL epaltépw Bepameio mAvToTE.
e aUTAV TV mepimtwon Oa mpenel va ylvetal cuvduaouog LLE TNV LOTOAOYLKN E€LKOVA,
ovapovn Kal mapakoAouBnon.

7) Ot BaBuideg 3 kat 4 oto mevrapfadulo cvotnua Safabuiong Twv Wotherspoon Kkat cuv.
1993 cuvodelovtal ano mneplypadikr €kBeon pe to onpelo mMpooBoAng Tou otoudyou, Ta
QMOTEAECUATA TNG AVOCOIOTOXNUELOG KOl EVOEXOUEVO HE CUUMANPWHUATIKI TN HOPLOKN
BlroAoyia kaBwg kat pe TNV UNOSeLén yia véa evbooKOmNnon e eKTeTauevn SelypotoAnia.
8) Xt Poliec peta ekpilwon tou Em kot otn OSLAPKELD TAPOKOAOUONOHG TOUC
akoAouBouvtal ot koatnyopiecGELA 2003 «kat avadépovtal to statustou Em, ta
QMOTEAETHATA TNG AVOCOIoTOXNMEIAG KABWC Kol Ta AnmoTteAEoUATA OUYKPLONG LLE TNV OPXLKN
Bloyia.

9) Itnv mopeia mapakoAouBbnong Twv AspUPwWUATWY Eival anapaitnTn n CUCXETION Kal O
ouvbUaOUOG EVOOOKOTILKNG-LOTOAOYLKAG ELKOVAC KAl KAVIKWV SES0UEVWV.
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