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Ewcaywyn

O1 B-xpovieg Aeppoimepmiaotikég véool (XAN) kaAbmTouv éva eupl @ACHA OVTOTATWY OTTWG AUTO TEPLYPAPETAL OTNV
Ta&wvopnon tou Maykdopiou Opyaviopol Yyelag (Mivakag 1). Ztnv katnyopia auth mephapfdvovtal, pe e€aipeon 1o
TAQCATOKUTTWHA KAl TO TTAACHATOKUTTAPIKS MUEAWHA, VOCOAOYIKEG ovTdTNTEG Ol omoleg epgpavifouv KAVIKA A/Kal
epyaoTnplaky oANAOKAAUYN €T0L WOTE, APKETEC POPEC va LTTApXEl SUOKOAID w¢ TTPOC TV emakpIfr) Toug katdtaén.
INHAVTIKESG SLayVWOTIKEG TANPOPOPIEC TTPOG TNV KATEUBLVGON AUTH TIPOOPEPEL N MEAETN TWV KUTTAPWY TOU AipaTOC, TOU
MUgAoU Twv ootwv Kal dAwv Setypdtwy pe Tnv Kuttapopetpia Pong (KP) étot wote n e§étaon autn va gival amapaitntn yla
tn Sidyvwon, katdtaén kat mapakoAolOnon Twv acBevwv pe B-XAN.

Mivakag 1. Xpévia Aeupoinepnractika Neomhdouara ané B-kottapa

Ta&wopnon MNaykéopiov Opyavicpo Yysiag

B-Xpovia hepgoyevi¢ heuxatpio/Aéppwpa and pikpd AepgpokiTTopa

AgPPOTAACHATOKUTTAPIKG Aéppwia (Avoookitwpa) + Makpoogaipvarpia Waldenstrom

B-MpohepgpokuTtapikr| Aeuyaipia

Aéppwpa and KUTTapa Tou pavdiva

Olwdeg Adppwpa

MpwtomaBég deppatikd Aéppwpa amd 1o PAacTikd kévipa

Aépowpa and kUTTapa g oplokig {wvng MALT

Agppadevikd Mpewpa amd KUTTapa ¢ oplakig {wvng

IMANVIKO Aéppwpa and KUTTapa TG oplakig {wvng

Aguxapia ek TPIXWTWY KUTTAPWY

ImAnviké B-Aépgpwpa/heuxarpio, atadivopntn

Mdyuto amd pikpd Aep@okiTTapa amoé Tov epudpd Moo Tou GTANVOS

Mapodhayn Aeuxaipiag ek TPIXWTWY KUTTEPWY

KAwvika xapaktnpiotika ac@evwv pe B-XAN

OraoBeveic pe B-XAN givatl cuvABw¢ acupmTw patikol. Ta KAWVIKE TOUG EUPHMATA dpopolv TNV mapoucia AeppadevomndBelag
Kol oTTANvopeyaliag evw ocuxvh ival n evtomon toug o€ e§wAeppadevikéc Béoelc (Aeppwpota MALT) .

H cuyvotnta eppdviong Aeppadevomdbelag kal omAnvopeyaiiog oto clvolo 1550 aoBevwy, ot omoiol SiayvwoBnkav Kal
TapAKoAoLONBNKaAV Ao TNV EPELVNTIKY Ma¢ opdda Tnv Sekaetia 1995-2005 Sidetal ota Alaypdupata 1 kat 2. Arrd ta
Sedopéva autd mpokUTTEL OTL, WG TPOC TA KAWLIKA guprpata Twv acBevwv pe B-XAN umdpxel onpavtiky aAAnAokdAugn
pe e€aipeon v amoucia Aepgpadevordbelag ota Aeppwpata MALT, 610 onAnvikd Aéppwpa TnG oplaknig {wvng Kal oTnv
Aeuxatpia ek TPIXWTWY KUTTApwWY, KABWE Kal TNV amoucia omAnvopeyaiiog ota Aeppwpata MALT kat oto Aepgpadevikd
Mupwpa oplakic {wvng, evw emiong umdpxel amousia AeppadevordBelag Kot GTIANVOHEYONAC 0TO AP THG OPLOKAG
{wvng pe mpwTomadn evtomon 6To PHUeAd Twv ooTwv (MAOZMO).
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Ardgypappa 1. Suxvotnra AsupadevondBeiag og B-XAN
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*[a ¢ eneényrioei twv ouvturicewy 18€ Aidypauua 1
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Epyactnplakd xapaknplotika acOsvwv pe B-XAN

Mépav TN LoToAoYIKAG Sldyvwong Kal KATtdtaéng Twv vOowV dutwy, YeTd amod Plogia tou mdoxovioc .oTtol 1) opydvou,
onUAvTikd poAo otn dldyvwon kat Siagopik Toug Stdyvwon mailel Kal n popeoloyia Twv KUTTdpwv OTwg autd
avayvwpilovtal amd tov Alatordyo oTo eniXplopd A{HATOC, MUEAOU TWV O0TWY, TTAPOKEVTHATOGC AEPPASEVWY KATT.

ISaitepo xapakTnploTikd Twv B-XAN egival n mapoucia vocou oto dipa pe SlapopeTikn yla Kdbe voonua ouxvotntad
(Aldypoppa 3) kal pe molkidovta aplOpd maboloylkwv Kuttdpwv. H pop@oloyia Twv KUTTApwY autwyv gival cuviBwg
XAPOKTNPLOTIKA TNG vOoOoU, Xwpig OPWE 1 TAUTOTIOINGN TOUE va gival SuvaTr Aveu TG oUMBOAAC TNG KUTTAPOMETPIag pong

Kal evOEXOMEVWE KAl AMNwY peBOdwv.

Y1a B-XAN onpavtiki givat emong n yvwon tng cuxvotntag mpoooAng Tou puehol Twv ootwv (Aldypappa 4) KaBwe Kal o

TUMOG KATAVOPRG TNE 81RBnonc (eoTiokn, Stdxutn, evOOKOATTOELSIKY KATL).

Ardypappa 3. Suxvotnra Asuxaiixiic Mpooforric acBevay pe B-XAN*.

100

80

60

%

40 |

20 |

1l

* [l ¢ ene€nyrioeig twv ouvtprjoewy i8¢ Aidypauua 1.

Ardypappa 4. Suxvétnra lpooBorric Mughot twy 0oty oti¢ B-XAN*,
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* [l ¢ ene€nyrioeig twv ouvtprjoewy i8¢ Aidypauua 1.
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Khivikég epappoyég Kuttapopetpiag Porjg ota B-XAN

H epappoyn tng kuttapopetpiog pong (KP) otn perétn twv acBevwv e B-XAN €xel Toug akoAouBoug oTOXouG Zupfoin
otn Sidyvwon, Stapopikn Sidyvwon kal katdtaén Toug, mopakohoUBnon tng avtamdkplong otn Bepaneia, Tekunpiwon Tng
TAAPOUG LYECEWC e avixveuon TNG EAAXIOTNG UTTOAEIPMMATIKAG VOOGOU, KAl TIOTOTo{NoN MPWIKNG UTTOTPOTIAG TN VOOOU.
Ta Selypata Ta ormoia PEAETWVTAL APOPOUV Alfd, HUEAD TWV O0TWY, EYKEPAAOVWTLAIO UYPO, TAEUPITIKO KAl AOKITIKO LYPO,
EVALWPNMA TTAPAKEVTAHUATOG AEPHPOSEVWV KATT.

Onwg eival yvwotd pe tnv KP eival euxeprq n peAéTn peydiou aptBuol Kuttdpwy, n avaluon peydiou aptBpol Setypdtwy
Kal Kupiwg n Tautdxpovn avalftnon TnG €KEPAONC TIEPIOCOTEPWY TOU €vOG avTlydvwy oTd idla kUTtapa Kat dpa
akplBéotepn tavtomoinon ¢ vocou. ATo Tnv AN TAeUpd, uTdpxel SUOKEPELD APECNC CUOKETIONG TOU AVOoOPAIVOTUTTOU
TWV KUTTEpWV ME TN Hopgoloyia TouG.

‘Ekgppaocn Avtiiyévwv Emeaveiag ota B-XAN pe KP

Ta kOTTapa twv B-XAN ekppdlouv mav-B kuttapikoUg Seikteg ATOL HOVOKAWVIKN dvocoopalpivn empaveiag (slg), CD19,
CD20 k.Am., n évtaon Twv omoiwv Slagépel amd vooo g vOoo, OTIwE Ba avagepBei ev ouvexeia oTIq EMUEPOUG OVTOTNTEG.

Xpovia Aeppoyevric Acuxaiuia (XAA)

Ta kUttapa thg XAA mAnv twv mav-B Seiktwv ekppdlouv kat toug Seikteg CD5 (100%), CD23 (85%, StokUpavon 75-90), CD22 (40%,
SokUpavon 5-85). Ta avtiyova FMC-7 kat CD79b ekppdlovtal og pikpr cuxvotnTa (<20% kal <5% avtiotolxwd), e0pnua Tou
oUMBAMNeL ot Stagopikr Stdyvwaon T XAA amd dha B-XAN. H ékppaon tng avocooalpivig empaveiog eival aoBevrig (oto 10-
15% pin avixveuolun, pe cuyxvétnta k/A~2/1), evw aoBevig elval emiong n ékgpach tou CD20. AelkTng Ye apvNnTIKH TTPOYVWOTIKA
afa ya TN B-XAA amotelel 1o auénpévo mooooTtd EKQpaong Tou avtlyovou evepyomoinong CD38 ota KUTttapa ¢ vooou.

MpoAsupokuttapixn Asuyaiuia (NMAA)
Ektoc amd toug mav-B Seikteg, ta kUTTapad TN MAA ekppdlouv to avtiydvo CD5 o1o 20% Twv aocBevwv (16-47), To CD22
0710 50%, T0 CD11c 010 20%, evw amouotdlel n ékppaoch Tou avtlydvou CD23. Ta KUTTapa 0To GUVOANO TWV TTEPITTWOEWY
ekppdlouv evdldpeon mmpog évtovn dvocoogalpivn empaveiag pe ouxvotnta kK/A 1.7/1. H évtaon g ékgppaong Tou Seiktn
CD20 eival evdideon mpog évtovn.

Aeuponracuatokuttapiké Aéupwua (AMIA)

Mnv twv mav-B Seiktwy, Ta kKUTTapa Tou AMNA gival apvntikd oto avtiydvo CD5 (oe opdda Sikwv pag acBevav Bpébnke
BetikéTNTa 010 CD5 010 20% ~ e aoBevr Ekppaon) evw pEPouvV Katd Kavova Ta avtiyova CD38, CD22 kat FMC-7 (>70%,
70 kat >70%, avTioToiXWw ), KUTTOPOTTACCHATIKY avoooo@alpivh Kal HETPLA EVTAOH avOCsooQalpivng EMPAVEINS KABWE Kal
evbldpeon mpog évtovn ékgpaon Tou CD20.

Néppwua ané Kottapa tou Mavéoa

Y10 KUTTApA TOU pavdla n ékppach tngslg kattou CD20 eivat evdidpeon mpog évtovn. Mepiocdtepol amd 90% Twv aoBevwv
ekppdlouv évtova 1o avtlydvo CD5 evw Ta avtiyova CD22, CD23 kat FMC-7, aveupiokovtal og ouxvotnta 70%, 15% Kal
>50% avTioTolXW¢. ZNUAVTIKO TocooTd Twv doBeviv ekppdlel kal Ta avTiyova CD38 kat CD11c¢. Ta kUTTapd TNG BAACTIKAG
HOPPNE TNG VOoou eival kaTtd kavédva CD5 apvntikd.

Olwdec Néupwua

H ékppaon tou CD20 kat T slg eivatl ouvnBwg evlidpeon mpog évtovn pe K/A KAwvikétnTa 1/1. Ta kOTTApA TNG VOGOUL
ekppdlouv To avtiyovo CD10 oe avaloyia ~60% (40-75) kat Ta avtiyova CD22 kat FMC-7 og avaloyia 80% kat >50%
mepimou.

Aeppwpara Opiaknic Zwvng

Y1a KUTTapd TWV AEPPWPATWY 0plakng Lwvng (omAnvikd, Aeppadevikd, MALT, MAOZMO) aveupioketal evlidpeon mpog
évtovn ékgpaon slg kat CD20 pe oxéon k/A Khwvikétntag 1.7/1. Ze pikpd mocootd (<20%) aveupioketal aoBevig ékppaon
Tou CD5 evw ouyvh (>80%) kal évtovn eival n ékppaon tou FMC-7.

Aevyaipia sk ToixwTwv KUTtdpwy (ATK)

Ta kUttapa tng ATK ekppdlouv emiong ouvBuwg évtova to CD20 kal tnv slg kat oxedov mdvtote Ta aviydva CD22, CD25,
CD11¢, HC-2 ka1 CD103. H ékgpaon tou CD123 Bewpeital mAéov 181K Yla TO vOoNHA duTo, evw 0 SelKTNG EKEVOC TTOU EXEL
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Vv uPnASTepn edikdtnTa yia tnv ATK givat n annexin A1, n omrola mpémel va pehetdtal mdvta og cuvOuao o pe KATTOLO TTav-B
avtyévo, érmwc 1o CD20, kaBwe N annexin A1 ekppdletal TOOO amd KUTTAPA TNG MUEAIKAG, 600 KAl TNG T-AEPPIKAC OEpdcC.

Avooogaivotumnog Kat Aidyvwon

O avoocogawétumog (AD) Twy maboloyikwv Kuttdpwv Sev amoteAel ag’ eautol amdAUTo KpITHPLo Tou TIPocdloplopol TNG
eMOKPLBoUE Sidyvwonc piag AeppolmepmAaoTIKAE vooou. Ki autd yiati evdéxetal ta KUTTapa TN vooou SU0 SlapopeTikwy
Aeppwpdtwy va ekgpdlouv Toug iSloug Baoikolg avocopatvoTumikoug deikteg (Mivakag 2). Q¢ ek ToUTou, gival amoAlTwg
amapaitnto To pev Epyactriplo va éxel evnpepwOel e KAIVIKOEPYAOTNPLAKES TTANPOPOPIEC OL OTTOIEC apopolV Tov aoBevh,
0 &€ AlpoToAOYOC KATA TNV a€loAbyNon TNG AlmdvTnong TOU GavoTUmou, va «Se TNV armdvtnon MPOOEKTIKA KAl € oUYKPLoNn
pe Ta Aoumd Sedopéva Tou aoBevolc.

Mivakag 2. Mapadeiypara B-Aeppoimeprniactikiv N6owv e EK@pact) opoiwy gavotinwy

Négoot Avtiydva

Aépowpa Burkitt B-eikteg kat CD10+

Olwdeg Adppwpa

Agpowpata oplakig {wvng B-eikteg xwpig dAMoug deikteg Stapopomoinong
B-MAA

ATA

Awagopik Aiayvwon B-XAN
H Sapopikr Sidyvwon twyv B-XAN cOpgpwva pe tnv ékppaon Twv AQ Seiktwv Sidetal otov Mivaka 3.

Mivakag 3. Aiagopikri Sidyvwon B-XAN Bdoet tou Avocogaivotimou.

Néooc* Avtiyovo
5 slg 23 10 M D79 22 (038 25 M11c
XAA + aofevijc + - - - + + + +
MAA + pétpla - - - + + - - R
ANA + pétpia + - + + + + + +
AKM + pETpIA - - + + + + - -
0zA - £vovn - + + + + + - R
ANOZ - £vovn - - + AYA + - - +
INOZ + £vovn - - + + + - + +
ATK - évrovn - - + + + - + +
MALT &vrovn - - + AYA + - - +
MAOZMO &rovn - - + AYA + - - AYA

* Nia Ty eneriynon twv akpwvouwy i8¢ Aidypauua 1

Onw¢ gaivetal otov MNivaka 3 kat éxel 1dn avapepBei, kKAeldid otnv Sidyvwon kat Siagopikr Sidyvwon twv B-XAN amoteholv
Ta avtiyova CD5 (XAA kat AKM), CD10 (OZA), CD23 (XAA), HC-2 kat CD103 (ATK) kat To FMC-7 (AeUXQLpUKE AEPPWHATA)
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Yootnpa fadbpoidéynong B-XAN

Avagpoplkd pe tov Tpdmo katdtaéne-tadivopnong twv B-XAN, n opdda twv Matutes kal ocuvepyatwv Snuolpyncav
ouoTnpa Babpoldynong aglomolwvTag Tig akdAouBeg mapapétpouc: Evtaon ékppaonc slg, ékppaon CD5, CD23, FMC-7 kal
CD79b (Mivakag 4) fdoel Tou omolou emMTUYXAVETAL N AVTIKELPEVIKN TauTtortoinon TN XAA évavTt Twv Aoumwv vOowv TO00
ya SlayvwoTikoUg 600 Kal Yla EPELVNTIKOUC OKOTTOUC,.

Mivakag 4. Zootnua Babuoréynone npog Stagopixri Sidyvwon B-XAN katd Matutes.

Avogohoyikog BaBpohoyia
Agiking
1 0
slg acBevrig svdldpeon /évtovn
D5 BeTIKO apvnTIKO
D23 BeTIKO apvnTIKO
FMC7 apvnTIKS BeTIKd
CD79%b acBevéc/apvnTikd svdldpeon /évtovn
Y ovoho Babpooyiac
5 (Tumk XAA)

0-1 (dtumn XAA 1y heuxatpiko pn -Hodgkin Aépguwpa)

Ba®pohoyia Tomkn B -XAA Awmn B -XAA ANa B -XAYN
4-5 90% 71% 0.3%
3 8% 18% 3%
2 2% 9% 19%
0-1 0.3% 2% 77%

Aurhoi avocopaivotumkoi mAnBuopoi (81mAf vooog) oz acBeveic pe B-XAN

Ye meploplopévo aplBpd aocBevwv umdpyel To evdexdpevo va aveupeBel SImog eawvotumog Snhadn évag mAnBuodg
B-kuttdpwv va eival CD5+ kal évag CD5-. Ztnv mepimtwon auth anmalteital mepatépw avaiuon pe Slaxwplopd tTwv B+,
CD5+ kat CD5- kuttdpwv Kat éAeyxo¢ Tng aAnAouxiag Bdoewv mpokelpévou va SlamoTtwOel av mpoKeltal yia SlagopeTiKd
KAWVo B-kuttdpwv 1 yia tov id1o, o omoiog ekppdlel Toug uTTOTANBUGCHOUG ToU [e SlapopeTikr BeTikotTnTa 010 CD5.

MeAétn Zuvékppaong AvTiyovwv

YV KP n pelétn tng ouvékppaonc eival amoAUTw  amapaitnTn MPOKEEVOU N TAUTOTO{NoN TOUC va ival 600 To Suvatov
akptpéotepn. Me T xprion Twv VEWTEPWY KUTTAPOUETPNTWY PONG, oL orfolot €xouv TN duvatdtnta e£amAoU avooopBopIooy,
pITopoUv va HEAETNBOUV PéXPL Kal 6 avTlydva Tautoxpovwe Ot mpoTelvopevol cuvduaopol eivat: a. CD19/CD5/CD23, . FMC-
7/CD20/CD22, y. CD79b/CD19/CD23, 6. CD25/CD22/CD11¢, e. CD103/CD123/CD20, ot. CD10/CD5/CD19, {. CD19/slg k/slg A.
Quowd edv undpyet n Suvatdtnta 4 1 kal 6 OoploXpWHETWY, TOTE 0L GUVSUAGHOI UITOPOoUY VA Eival AKOMN TTIO TTANPOPOPLAKOL.
Exel mou o ocuvbudopdg Tecodpwy 1 TTEPIOOSTEPWY aVIIYOVWY gival TTOAUTIHOC, €ival n mapakoAoUBnon tng ehaxiotng
UTTOAETTOPEVN G VOGOU, OTTOU N KUTTOPOUETPIA pONG MITOPEl va eVTOTToEL TNV UMTOAETOEVH VOO O e eualoBnoia TN Tdéew 107,



Avtiyéva Emepaveiag wg Oepameutikoi Z1éxot ota B-XAN

Méxpl orjuepa ylo oplopéva avtiydva eme@aveiog Ta omoia ekppdlovtal ota AePPIKA KUTTapa Twv B-XAN €xouv mapaxdel
AVTICWHATA KAl Yla BepameuTiKoUG OKOTTOUG. ZTd AVTICWHATA auTtd mephapfdvovtal To avti-CD20 eAetBepo (Rituximab,
Fatumomab) | ouvdedepévo pe padievepyod wodtomo (' Tossitumomab, *°Y Itritumomab tiuxetan) pe eupeia epapuoyn
TOU O0TNV KAWVIKA TTpdén oe SAa ta B-XAN. To avti-CD52w (Alemtuzumab) to omoio ekppdletal ota B aA\d kal ota
T-AepPOKUTTAPA PE ONUAVTIKN EQappoyr o€ aoBeveic pe XAA. To avti-CD22 (Epratuzumab) pe epappoyn Tou oe dAa 1a
B-XAN kat 1o avti-CD23 (Lumiliximab) pe évelgn tnv avBektikr XAA.

Enmikpion

MNa ™ owotn alomoinon Twv eupnUdTwy ToU avocogalvotumiou pe KP amalteital n cwotr epappoyr] Tou cuvSuaopol Twv
untd pelétn Seiktwv. I1SLaitepa ekeivwy ol omolol pmopei va ekppdlovTal O€ TIEPLOCOTEPEG ATIO Pia UTTOKATNYOPId KUTTApWY
(mm.x. CD5+ og puolohoyikd T kal B kUTTapa, kKaBwg kat kuTtapa XAA kat AKM).

Erlong amatteitat n agloAdynon g vtaong TN EKPPaong TN BETIKOTNTAG TOU avTlydvou OTNV EMPAVELD TWV KUTTApWY
KOBWE KAl TOU TOGOGTOU TWV BETIKWV KUTTAPWV.

H onpaoia tng BetikdtnTag evdg avilydvou eKTOC amd TN oUVELOPOpPA Tou otn Sidyvwon Kat emakplfn Tagivopnon tng
vOooU d@opd Kal otn SuvatdTNTA EMAOYHC TOU WG OTOXOU Yla BEPATTEUTIKOUG OGKOTTOUC.
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