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» O dLaywpLlopog Twv Aeppwpatwy o€ YapnAng kot upnANg

KakonOeLag npotadnke apyikd otnv taévopnon tou Kieho (Kiel
classification, 1974). Ow veomntAaoiec tou Agpdikou Lotou
toélvounOnkav avaloya e Ta LOTOAOYLKA EUPNMOTO TWV
BLomTikwVv UALKWV Kol e faon to pEyedoc twv
TOLPOTNPOUVUEVWV KUTTAPWV [HLKkpad (-cytes) o€ xapnAng
kakonOeiog veomAaopata vavtt peyalwv (-blasts) oe
unAnc].

» To 1982 npotadnke n taétvounon kata Working Formulation
(WF), cupdwva pe tnv omoia ta Aepdwparta taélvopouvtayv
OVAAOYQ LLE TO OVOLEVOUEVO KALVLIKO amtoTteAeopa HE Baon TNV
emiBlwon aocBevwy IOV CUMETELXOV O€ KALVLKEC LEAETEC TNC
nponyovuevng dskaetiac. H taélvopunon auth cuvduale Kowa
TtaOoAoyoaVaTOMLKA EUPAHOTO KOl KALVLKO XOPOKTNPLOTLKAL
LETAsL TwV aoBeVWY, LLE OKOTIO TNV QVATTTUEN BEpATIEVTIKWY
aAyopiOuwv.



» Ta xapunAng kakonOetag B non-Hodgkin Aepdpwporta (BNHL)
ouvLoToUV T0 35% TwvV AeppwpATWVY. 2TNV TeEAsUTAla TaElvOuNnon
tou World Health Organization (WHO) toviletal maviwc OtL o€
KABE KALVIKN OVIOTNTA TNC CUYKEKPLUEVNC KOTNYOopLloC UTTOPEL va
napatnpnOei peyalo VPO KAWVIKNG CUMIEPLPOPAC Kot
LotoAoyikn | KAwKN e€EALEN.

» Etol, ol veomAaoiec tou Aepdikol Lotou dev taélvopouvtal TAEOV
LLE OPOUC ETILOETIKAC N ATLaC BloAoyikn g cupmepLldopac Kat ta
Bewpoupeva oto mapeABov wc B-NHL yopunAou Babuou
KakonBelac eival (Le oelpa ouyvotntoac) to olwdec Aépdwpa, n
Xpovia Aspdokuttapikn Asuxoupio/AEpdpwpa oo pkpa
Aepdokutrapa, To Apdpwpa optakng {wvng, N Asuxalpia K
TPY(WTWV KUTTAPWV Kol TO AePPOMAACHATOKUTTOPLKO AEpPwHaL
LLE TOUTOXPOVN TtOPAYWYN MOVOKAWVLKNC MpwTeivne IgM
(Lakpoodatpivatpio tov Waldenstrom).



SIPIMA B-AEMEZQMATA

CLL/SLL

FOLLICULAR
LYMPHOMA

m Diffuse large B-cell 37%

® Follicular 29%

MALT lymphoma 9%

Mantle cell ymphoma 7%

m CLL/SLL 12%

w Primary med large B-cell 3%

m High Grade B, NOS 2.5%
Burkitt 0.8%

® Splenic marginal zone 0.9%

® Nodal marginal zone 2%

Lymphoplasmacytic 1.4% !
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XopnAov BaBuou kakonBewac Non Hodgkin’s Aspdwpota

Kowad yopoKtnplotika

» Makpa emiBiwon

» Mégooc 0poc nAkiag epdavionc : 50-70 €tn

» Epudavion ouvnbwce og mpoxwpnueva otadia I, IV

» Mev uTtapxel pulikn Beparmeia, pe Ta ocnuepva dedopeva

» MBavotnta e€€ALEnc o uPnAnc kakonBelac Aspdwua,
AsvyaLpia
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Precursor B-cell neoplasm

B lymphoblastic
leukemia/lymphoma

Pre-GC neoplasms
Mantie cell lymphoma

GC neoplasms

Follicular lymphoma
Burkitt lymphoma
DLBCL(some)
Hodgkin lymphomas

Post-GC neoplasms

Marginal zone (MALT lymphoma
Lymphoplasmacytic lymphoma
CLL/SLL, DLBCL(some)
Plasmacytoma
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Entintwon kot emdnuioAoyia XAA

» H XAN elval n o kowvn Asvyotpia otic Autikeg Kowvwvieg
LLE eTNOLA emintwon 4.2:100 000.

» H enimtwon avéavetal og >30:100 000/£toC peTa TNV
nAkiat twv 80 etwv. H peon nAtkia kata tn dtdyvwaon ival
uetaéL 67-72 £tn. NMpooBailloviol cuxvotepa oL AVOPEC O€
oXEon HE TIC yuvaikec (1.7:1)

» 10% twv a.oBevwv pe XAA eiva <55 gtwv.

> YTIAPXEL KANPOVOULKN YEVETLKN TtpodLlaBeon Ue 6-9 popEC
avénuevo kivouvo epdavionc XAA ota PEAN HLOC
OlKOYEVELaC LE aioBeveic mAoxovTeC amo tn VOoo.



Atdyvwon XAA -

H duayvwon tng XAA Baoiletal ota akoAouBa KpLtrpLo:

> napouocia oto nepLPePLKo aipa 25000 povokAwvikwyv B Aspdokuttapwv/pl
ylo dtaotnua >3 pnvwv. H kKAwvikotnta tTwv KukAodopouviwv B
AEULPOKUTTAPWY TEKUNPLWVETOAL LLE TNV KUTTAPOMETPLA PONC.

> TOL ASUXOLLLLKAL KUT'EOLpOL TIou avoayvwpilovtal oTo mepLPePLKO alpa eival
XOPOKTNPLOTIKA ULIKPA wptua )\eudJOKurtapa HE pa AemTA Zwvn
KUTTAPOTIAACLLOTOG KOLL £VOL TIUKVOXPWHLOTIKO TIUPHAVA E LEPLKWC
OUCOWPEUMEVN XPWHOATLVN TIOU oTEPELTAL EVSLAKPLTOU TTUPNVLIOU.
MeyaAUtepa, atunta Aspdokuttapa  npoAepdokutTapa UNopEeL va
ovValyvweLoToUV O€ 0o0ooTo <55%.

Table 1. Diagnosis of CLL

Clonal expansion of abnormal B lymphocytes in PB
At least 5 x 10? B lymphocytes/L (5000/uL)
Lymphoid cells = 55% atypical/immature
Low density of surface Ig (IgM or IgD) with k or A light chains

B-cell surface antigens (CD19, CD209™m CD23)
CD5 surface antigen

J.Gribben, Blood, 14 January 2010, volume 15, number 2






dyvwon XAA =

» Ta kuttapa XAA cuvekdppalouv to CD5 avtiyovo kal avtlyova emupaveiog Twv
B-Aepdokuttapwyv CD19, CD20 kaw CD23. Ta enineda twv avocoodatpivwv
enipaveiog, CD20 kat CD79b £xouv xapaktnpLloTika xapnAn ékppaon
OUYKPLVOUEVA LE TwV GUGLOAOYLKWYV B Aepdokuttapwv. O kaBe KAwWvVOC
AEUXOULULKWV KUTTAPWV KPpAalel amoKAELOTIKA K Q A eAadpEg aAUoouG
avoooodatpvwyv. H dtadopikn Stayvwaon tng XAA tepthapfavel to Aspdpwpa
oplakng {wvng , To AepPomAaoUATOKUTTAPLKO AEpdwa, To olwdec Aepdwpua
Kall To Aéppwpa pavdua.

Table 2. Immunophenotypic and genetic features of other B-cell lymphomas that may be confused with CLL

MNeoplasm Slg «clg CD5 CD10 CD23 CD43 CyclinDi1 Bel-6 protein® Genetic abnormality (%) IgVH genes
CLL -+ =t + = = + = = del13g (50); del 11q (20); 50% unmutated
trisomy 12 (20); del 17p
(10)
LPL f I+ i(9:14)-FPAXER Mutated
MCL + = + = = + + - t(11;14)-BCL1R Unmutated (rarely mutated)
FL f s f t(14;18)-BCL2A Mutated, ongoing
Extranodal and nodal MZL +  —f+ = = ali —I+ - = trisomy 3; t(11;18)- Mutated, ongoing
APIZMLT; t(1;14)-
BCL10R
Splenic MZL f 8 del 7q21-32 (40) 50% mutated

LPL indicates lymphoplasmacytic lymphoma; MCL, mantle cell lymphoma; FL, follicle center lymphoma; MZL, marginal zone lymphoma; +, more than 90% positive; —/+,
less than 50% positive; and —, less than 10% positive.
*Residual GC may be + in MZL, MCL.

J.Gribben, Blood, 14 January 2010, volume 15, number 2
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Atayvwon XAA/SLL

» Me Baon tnv taélvounon tou MNaykoouiov Opyaviopou Yyeiog
(World Health Organization, WHO), to ptkpO AELpOKUTTAPLKO

Aépdwpa (small lymphocytic lymphoma, SLL) kat n XAA amoteAouv
TNV bLa voooAoyLkn ovtotnta.

> H diayvwon tou SLL amattel tnv napouvcia Aepdpadevonaderog
koit/) omAnvopeyaAiog pe napovcia B Aspdpokuttdpwv oto
nepldepko aipa <5000/pl. To SLL €xeL Tov 1610 AvOCODOLVOTUTIO LIE
™ XAA kat n dtayvwon armattel tTnv L.otonaboAoyLkn KTLHNoN Tou
npooPeBAnuevou Aepdadeva.

» H napouoia <5000 povokAwvikwyv B Aspdokuttapwv/pl xwplc
Aepdpadevonadeila, opyavopeyoAio, KUTTOPOTIEVIEC KOl KALVIKAL
CUMTTTWHOTA Xapaktnpiletol we¢ « LovokAwvikn B

Aepdokuttapwon» (MBL) kot 1-2% twv mepumtwoswyv e€eAicosTal
oe XA\ ava €10¢C.



Table 2. Staging systems for chronic lymphocytic leukaemia (CLL)
Stage Drefinition

Binet system

Binet A Hb = 10.0 g/dl, thrombocytes
=100 x 107/,
<3 lymph node regions
Hb = 10.0 g/dl, thrombocytes
=100 x 10771,

=3 lymph node regions
Binet C Hb < 10.0 g/dl thrombocytes
<100 x 10°/1

Rai system

Low risk
Rai( Lymphocytosis >15 x 1071
Intermediate risk
Rail Lymphocytosis and lymphadenopathy
Rai Il Lymphocytosis and hepatomegaly and/
or splenomegaly with/without
lymphadenopathy
High risk
Rai IT1 Lymphocytosis and Hb < 11.0 g/dl
with/without lymphadenopathy/
organomegaly
Lymphocytosis and thrombocytes
<100 x 10°/1
with/without lymphadenopathy/
organomegaly

The overall survival times included in this table were adapted and hawe
changed during the past 30 years [7].

Binet's lymphoid areas consist in: lymphadenopathy either uni- or bi-
lateral in (1) cervical, (2) axillary, (3) inguinal areas, (4) spleen, (5) liver.
Hb, haemoglobin.

Eicchorst et al, Annals of Oncology 26: v78-v84,2015
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B Xpd gendokuTTapkn Asuyopio / —

Nepdwpa anod pikpa Aspdokuttapa (B-CLL/SLL)

Kuttapo npoéAevong:

® 40-50% twv meputtwoswv 6ev epdavilovv unepUeTAAAAEELS TWV Yovidiwv
IGHV, mpoépyovtal ano to mapBevo progerminal B-kUttapo mou kukAodopetl
OoTo oipa, amowkilel to mpwtoyevec Agpdolibo n tn {wvn tou pavdua
(recirculating CD5+, CD23+, "naive" B-cells)

e 50% twv meputtwoswv gpdavifouv uneppetaldaiel twv yovidiwv IGHV,
dnAadn €xouv umnootel aviyovikn Oteyepon (peripheral blood CD5+ IgM+ B-
cells that appear to be "memory" B-cells, post germinal center B cells )

Oepaneia :

NapoakoAoUONoN 0TOUC ACUUTTTWHATIKOUC a0BeVELG

XnueloBeparneia o€ CUUMTWHATIKOUC 0.0BEVELC,
otaduo -1V, Taxeéwg moAAamAacialopeva Aepdokuttapa
(xpovoc duthaclaopou < 1 €tog)
EKTPOTN 0€ B amo peyala kuttapa Aépdwua



Kpwtnpla yia evapén Bepanceiac (evepyog voooc) /
OUAQ)LOTOV €VO OO TA TTOPOLKOLTW e

1.
2

3.
. Ekogonpaopevn | mpoodeuTikn N ocupmtwpatiky dtoykwon Aepdpadévwy (>10

6.

75

2taduo Il f IV kata Rai i} C kata Binet

MPpo0odeuTIKA MUEALKN OVERAPKELA (eyKaTAoTooNn N EMOeivwon MpoUmApXouoaC
avolLpiag ) Bpoppormneviag)

Ekoeonuaopevn 1) TPOOSEVTLK ] CUMMTWHOTIKA omAnvopeyaAia (>6 k.)

€K.)

: I'IpoocSeuuKn Aepdokuttapwon e avénon >50% o€ 2 UVEG N uno?\ovtlouevoq

XPOVOC thl\aotaouou Aepdokuttapwv (LDT) <6 pRveg. Otav o aprKoq apLOpog
TwV Aepudokuttapwy eivart <30.000 to LDT dev mpemeL va XpnOLUOTIOLELTOL WG
LovadLKOC SEiKTNC EVEPYOU VOOOU.

Autodvoon avotpio r/koL Opoppornevia, BN AVTAOKPLVOMEVN O Bepareia pe
KOPTLKOOTEPOELON, N AAAN KaBLlepwévn Bepareia

Eva N meplocotepa oo ta mMapokATw B-oupntwpara:

e AntwAsila Bapoug >10% touc teAeutaloug 6 LAVEC

e MeyaAn kataoAnR duvapewyv (katdotaon tkavotntag katd ECOG 2)

* Mupetacg >38°C yla 2 eBdopadec xwpic mapouvoia Aoitpuweng

e Nuxtepveg epldpwoclc yia Staotnua >1 piva, xwpic mapouvaoio Aolpwénc.

O amnodAutog aplOpoc Twv AsupoKUTTAPWY GE Kapia epintwon 6ev unopei va

aroteAEOEL TNV povadikn EvoeLen Beparneioag.
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Olmoeg Aspdwpa

» To Olwdec Aépdwpa (FL) amotelel to ouxvotepo tumo B Aspdwpatog
xopunAou BaBuou kakonBestag oto Autiko Koopo. MpooBalet Kupiwg
eVAALKOUC, LE SLapeon nAwkia Stayvwong ta 59 £tn, cuxvoTteEP TLG
YUVQUKEG.

» H veomhaopatikn autn unepmAaocia twv B Aepdokuttapwyv tou BAacTIKOU
KEVTPOU YapaKkTnpiletal amo olwdn apXLTEKTOVLKN Kol KUTTOPOAOYLKN
ETEPOYEVELQ, LLE TO VEOTIAAGHLATLKO KUTTAPLKO TANBUGUO va amoteAeital
OTLO £VOL Hiypa HIKPWV (KEVTPOKUTTOPO) KoL HEYAAWV KUTTAPWV
(kevtpoPBAaotec).

» Badoel tou aplBpou Twv kevtoBAactwy dlakpivovtal Tpeig TUTOL
LotoAoyikn¢ dtaPfabuionc (Grade 1-3), evw n UTAPEN ONUOVTLIKAG EKTAONG
SLaxutou otolxeiov daivetal va oXeTI(eTalL HE TILO ETILOETIKA KALVLKNA
ocuuneplpopa Tou VOO LATOC.
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OLmoeg Aepdwpa: Tumot
e Awafaduion pe BAcn To TOCOOTO TWV HEYAAWV KUTTAPWYV - Grading:

grade 1: < amnod 5 kevtpoBAdotec / MOI (pueydAo ormtiko nedio )
grade 2: kevtpoPAdotec 6 - 15/ MO
grade 3: >15 kevtpoPAdoctec/ MON
3A € MOPOUGCLO KEVTPOKUTTAPWV
3B armoteAoUpEVO MANPWC 1N KUPLwC arod kevtpoPBAdotec (= DLBCL)

® ALAKpLON ME BAON TNV APXLTEKTOVIKN - TTOO0OTO o{wdouc avantuéng

olwdec > 75%
olwbdec kat dLaxuto 25-75%
£0TLOLKA OLWOEC <25%

duaxuto 0%
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OL®moeg Aepdpwpa: KUTTOPOYEVETLKN - OYKOoyovidLa

> 210 90% Twv nepumtwoewV FL mapatnpeital pa xopokTneLoTkn
XPWHOCWHLKN avwpoAio -apotBaio avTlpetd0eon HETAY TWV HOKPWV
OKEAWV TWV XpwHoowpatwv 14 ka 18 (t(14;18)(g23;921))- mou amoteAel T
XOPOKTNPLOTLKI YEVETIKA avwUaAia Tou voorpatog. H aviipetabeon
t(14;18)(g23;921) odnyel o otevn yeltvioon tou yovidiou tng Baplag
aAvoidag tng avoocoodatpivng (IgH) oto 14923, pe tnv meploxn 18921, mou
Kwdkormolel to yovidio BCL-2 (B-Cell Leukaemia/Lymphoma 2), kal oto omnoio
ExeL amoboBel 1bLotnTta oykoyovidiou. H avtipetaBeon tov BCL-2 odnyei o€
urniepekdpaon tng BCL-2 oykompwteivng, n omola mpootateveL Ta KUTTAPA
QO TIPOYPALLUOTIOUEVO KUTTAPLKO Bavato (amomntwaon).

> Melpapata og Stayovidlakd TToVTiKLo KABwWCE Kall TO YEYOVOC TG aVEUPEDNC
Tou avacuvduaopou BCL-2/1gH o€ uyteig otnpilouv tnv unmoOeon OtL o
avaouvduaouog eival amapaitntog, aAAAd OXL Ko LKAVOC Vo ipoKaAEoeL FL
KOlL OTL EMMPOCOETEC YEVETIKEG BAABEC ammaLtoUVTOL YLOL TN LETATPOTIN TWV
KuTtapwv pe avadiataén BCL-2/1gH og kOTtapa FL.
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Olwdec Aepdpwpa: KUTTAPOYEVETLKN - OYKOoyovidia

> H t(14;18) avtipetabeon kat n ekppaocn tng bel-2 mpwteivng dev
elval 161k yLa to olwdeg Aepdpwpa yati avevpioketal o 30%
Twv dlaxvtwv Aspdpwpdtwyv and peyada B-kuttapa, os
nepLPePLKO aipa vytwv dotwv (B kUTTAPA HVALLNG) KOL OE
ovtidpaotikoug Aspdpadévec.

> Iravia petdbeon tou bel-2 yovidiou otov yeveTiko tomo eAadpwv
aAvoswv t(2;18) kat t(18;22).

» EmunAéov BAaBeg oto 90% twv FL : -1p, -6q, 10q, 17p, +1, +6p, +7,
+8, 12q, +X, +18q/dup. O aplBuoc Touc avéAvetol e TV
LotoAoylkn dtafabuion kot otnv PETATPOTIN.

» Metatponn o€ ditaxuto anod peyala B kuttapa Asudwpmpoa
(DLBCL): emutA€ov BAaBec onmwc anevepyomnoinon tov 17pl13
(yovidlo TP53), p16 kal evepyomoinon tou MYC.
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Olwdec Aspdwpa

Avocodavotunog

HLA-DR kot mavB-kuttapika avtiyova (CD19,

CD20, CD22, CD79a), BCL2+, BCL6+, CD10 +(60%), slg+ (1gM >

lgG> IgA), CD5-, CD43- kat CD11c-, mapouocia avitlyovwyv SevOpLTIKWY
KUTTAPWV Aepdoltdbiwv (CD21, CD23) kat dAAAWV N VEOTIAQCATIKWY
KUTTAPWV (T-KUTTAPWV, LOTLOKUTTAPWV )

O beiktng moAAarmAaotaopov Ki-67+ eival < 20% ota grade 1-2, > 20%
ota grade 3.

H npoyvwon tou elval ETEPOYEVAC Kal mpoodata mpoTtabnKe eva
SleBvec ocvotnua mpoyvwoTtikwy detktwy (Follicular Lymphoma
International Prognostic Index-FLIPI) yia tnv katnyoplomoinon twv
aoBevwyv pe olwdec Aspudwpa.
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FLIPI: Follicular Lymphoma International Prognostic Index

» HAwkia ( <60 vrs > 60 £1n)

» ZtadLo vooou kata Ann Arbor ( I-11 vrs HlI-IV )
> Enineda atpoodatpivne (>12 vrs < 12g /dl)

> Entinedoa LDH (¥ vs 1)

» AplOnoc Aepdadevikwyv eotiwv (< 4 vrs > 4)

NMPOINQzH
XopunAoU kKwwéuvou :  0-1 kakol TPoyvWOoTLKOL TToPAYOVTEC
EvéLapneoou KivdUvou: 2  KOKOL TpOyVWOTLKOL TIOPAYOVTEC

YynAoU KwdUvou : > 3 KOKOL T(POYVWOTLKOL TP AYOVTEC
ENIBIQZH 5ETAC 10£TAC

XopunAou kwvéuvou 91% 71%

EvéLapeoou KivéUvou 78% 51%

YynAoU kKwduvou 53% 36%
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Olwdec Aépdwpa -AUGUEVELC TPOYVWOTLKOL TTOLPAYOVTEG:

PMeydAn nAwia, 3> 9

»0TlwdNnc kat dtaxutoc apxttektovikn Aepdadeva, grade Il

PErunpooBetec kapuoTtuTilkeC avwpaAiec (del 6q, 1p, 179, petaAlagelc p53)
Hriepekdpaon yovidlwv pakpodaywv Kot SevOPLTIKWY KUTTAPWVY

»2taduo -1V, apOuoc Aspdadevikwy polwy, onpavtkn dtndnon pueiov,
napoucia oykwdoug vooou

»Kataotaon kavotntac, B-ocupmtwupota
»>Avaipia, TLDH, T b2-puwkpoodaipivn, T CA 125, unaABoupwatpio

»Avénuevoc deiktng moAAarAaotoopov ( ki 67 ) Twv KuTTApWV
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Olwdec Aepdpwpa - KAWLKNA ELKOVOL

» H duokn otopia tng vooou meplhappfavel cuvnBwe pa epiodo
QLOUTTTWHATLKAC AspdadevonaBelag npLv amo tnv epdavion B cUpUMTWHATWY
(mupetov, vuxtepvwyv ePpLdpwoewv, anwlelag fapouc), cuxva tpooBoAn
TIOAAQTIAWV AEUPLKWV OPYAVWV CUUTTEPLAALBAVOLEVOU TOU OTTARVA,
ETOVELANUUEVEC -OUXVA aTeEAELC- UDETELC, N emeloodla poodou vooou, Ta
ormtoia Suvatov va eival ite FL | petatponn oe Aépudwpa vPpnAov Babuou
KakonBeLac.

» MopOAo Tou N vVOOOC ATtovVTA EMOVELANUEVA 0T XNUEL0Beparmeia (oUBATIKA
Kol peyaBeparneia), TNV aktwvoBepareia Kat Ti¢ BLoAoyLKEC Beparelec, ol
TIEPLOOOTEPOL ATIO TOUC A0BEVELC KATAAYOUV ATIO TLC CUVETTELEQ
eTMLOEVOUUEVNC VOOOU N TNC Bepareiag, ouxva HETA ATtO LOTOAOYLKN
petatpornn oe uPnAng kakonOeLoc Aspudwa.

» H éldpeon emBiwon eivat peta€v 9 kot 10 eTwv.
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O{woec Aspdwpa - KALVIKN ELKOVOAL

» H KAWLIKA topeia TG vOoou eival cuyxva AL, TTIAPOAO TToU Ta AE P WLOTLKAL
kKOTTOpa epdavifouv eupeia e€ATAWON OTOV OPYAVLIOMO, OTIWC OTO QLU KOL TO
LUEAO TwV ooTtwv. To FL SlaylyvwoKeTol we poxwpnUevou otadiov vooocg
(otaduo Il  IV) pe yevikevpevn Aepdadevomnabela, otnv nAsoPndia twv
aoBevwv.

» Movo to 10-20% twv acBevwv Slaylyvwokovtal o apxtko otadio vacou (I A ).
» B oupmtwpota avadEPOVTOL 0TO £VA TETOPTO TWV LoOevVwWV.

» H duowkn otopila tng vOoou CUVOEETOL UE LOTOAOYLKN HETATPOT O AfpPwpa
uPnAov Baduov kakonBelag (diaxuto ano peyala kuttapa). H LotoAoyLkr auti
LLEeTaTpomn amoteAel SUCUEVEC yeyovOc Kal propel va cupBel vwplic otnv mopeia
NG VOOOU, HETA arto TTOANATTAEC UTIOTPOTIEC, N TTOTE. H cuxvotnta tNng
LOTOAOYLKNC LETATPOTING SLaPEPEL EVTUTIWOLAKA aVAPESO 0 HLAPOPEC LEAETEC,
KUHOWWOpEVN arto 20% ewg 70% Kkal elval aveEéaptntn Tou XpOVou evapénc tng
Beparmneiag.
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1 4 /
2tadlormtoinon Ann Arbor (tpononoinon 31/10/2008)

Ztadwo |
MpooBoAn piacg Aspdadevikng mepoxne N Aspdpikov opyavou (omAnv, BUpoC, SAKTUALOC
Waldeyer) 1) evog e€wAepdadevikov opyavou (IE)
Ztaduwo Il
MpooPoln duo ) meplocotEPWV Aepudadevikwy TEPLOXWV oTNnV idla TTAsupaA Tou
SLadppayHaToc ] EVIOTILOUEVN TIPOGBOAN evOC eEWAeUPAdEVIKOU OpYAVOU KOL TWV TOTILKWV
Tou Aspdadevwy (IIE).
O aplBuoG Aepdadevikwy MEPLOXWY CNUELWVETAL UE SEIKTN .
Ztaduo Il
MpooPoln Aspudadevikwy meploxwv Kol otic U0 TAEUPEC Tou SLadpayUaToC TTOU UopEl
va cuvodeveTal amod eviomLopEVn tPooBoAr e€wAepudadevikol opyavou (IIIE), omAnvog (111
S) N apdotepwv (I11E+S)

111(1) mepLOPLOUOG OTNV AVWTEPN KOLALOKI XWPO, TIAVW aTto TNV vedplkn pAERa

[11(2) eprtAokn) MUEAKWV Kat/ 1 mopaopTikwy Aepudadévwv
Ztadio IV
Exktetapéevn (moAveotiakn) mpooBoAn eVOg 1 MEPLOCOTEPWV EEWAEUPAOEVIKWY OPYAVWY UE
N xwplc ocvoxetllopevouc Aepdadevec, N mpooBoAn evog e€wAepudadevikol opyavou Ko
QTIOMAKPUOUEVWY (OXL TOTILKWV) Aspdpadevwy
A XWwpLC cupmTWHOT
B pe cupmtwpata: anwAsla > 10% ocwpatikov BApouc, TUPETOC, EPLOPWOELC
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Olwdec Aéepdpwpa - Oepaneia

> H Beparmeutikn avilpetwrnion twv a.oBsvwy pe FL e€optatal mpwtiotwd oo tnv
£KTOlON TNG VOoOoU otn Slayvwon.

» 210 10% £w¢ 20% Twv neputtwoswyV FL, mou dlaylyvwoKovTal UE TIEPLOPLOUEVN
vooo (otadio | N Il), Bepaneia ekAoync eivat n Tomikn aktwvobepaneia, pe
QTMOTEAECUA LOKPA EAeVOEPN VOoOU emLBiwon o€ ONUAVILKO TTOCOCTO
acBevwv. H mpooBnkn meploplopevng SLapKeLaC xnUELOBepameiog oToug

aoBeveic autouc paivetal OTL BEATIWVEL TIEPALTEPW TA ATTOTEAECHATA TNG
akTwvoBepareiag.

» uyvotepa to FL Staylyvwoketol og mpoxwpnuévo otadio (I R 1V) kat dev
elval duvatov va Labet pe cupPatikec BepameuTtikeg mapepBaoslc. MNna
OLCUTTTWHATIKOUG acBeveic ouviotatat armAnl mapakoAovOnaon HEXPL va
yivouv curmttwpatikoli. NMpoodata dSedopcva, opwe, deixyvouv OTL autol ot
aoBeveic mBavov va wdehovvtal armo TV MpwLpn evapén Beparmeiac.
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Olwdec Aéepdpwpa - Oepaneia

¢ Ta LOVOKAWVLKA OVTIOWHATO e avTIAEpdwHaTLKN dpadon, UE KUPLO
EKTPOOWTTO TO avTl-CD20 povokAwviko avticwpa (Rituximab), emédepav
enavaotaon otn Ospaneia acOsvwv pe FL. To Rituximab didetal we YPuxpo
QVTIOWMO LOVO ToU N o€ cuvOuaoUO HE XNUELOBepareia, w¢ Bepuod aviiowua
ouvoebepévo pe kamolo padlevepyo otolxeio (lwdlo-131 ' YTplo-90) n
ouvOeSEUEVO UE KATIOLOL AVOOOTOELVN.

e To Rituximab £xel emupEpel peyAaAeC AAAAYEC TNV AVTLUETWTILON TNE VOOOU
KaBw¢ o ouvduaouoc Tou Rituximab pe xnueloBepamneia (Rituximab-CHOP) £xel
guvoikn enidpaon otnv oAk emiPilwon Twv aoBevwyv pe FL, kATl tou Sev €XeL
emtev)Oel e AAAO BEPATTEVTIKO XELPLOUO.

e Emtiong, €xel amodelxBel o onUAVTIKOC pOAoC Tou Rituximab otn Beparmeia
ouvtnRpnonc.



Olwodec AEpPwpa — aAyoptOpoc Oeparetac

Ztado I-1l: tomkn aktivoOepaneia, mapakoAovOnon
Ztaduwo llI-1V:
e Acuuntwpatikoi acBeveig: mapakoAovOnon

< 3 AeUdPaOEVIKEG TIEPLOXEG, MaX. SLAUETPOC <7 cm, oAV < 16 cm o€ afovikn
Topoypadia, amouvcio B cUPMTWHATWY, TILECTLKWY GALVOUEVWY, AVETIAPKELAG LUEAOU,
NMPOGBOANC {WTLKWV 0PYAVWY

® JuuntwHoTiKolL aoBeveic: xnueloBepansia

HovoBepareio pe aAkuAlovvteg mapayovteg (cyclophosphamide,chlorambucil ) pe
avaloya rtoupivnc ( fludarabine, cladribrine), povokAwvika avtiowpota: Rituximab (ovtt-
CD20), Campath (avti-CD52), Zevalin (yttrium anti CD20),

ouvduaocpévn avoocoxnuetoBepancia ( R-CHOP, FCR...) +/- aktwvoBeparneia
Zuvtpnon : pe Rituximab n padioavoooBepamneia — Zevalin, Bexxar
METANOOXEVON OLLLOTIOLNTIKWV KUTTAPWV :

- autoAoyn: o€ a.oBeveic uPnAou KvdUVOU KoL UE TPWLUN UTTOTPOTA META TNV XMO
erBiwon xwpic vooco 86% otnv 10stia

- AAAOYEVNC: O€ UTIOTPOTIN) UETA ATtO AUTOAOYN HETapOoXeVon BeAtiwon Tou TocooToU
enmPlwong eAeVBEPOL UTTOTPOTIAC.



Olmoeg Appmuo — 01ayvMOGo - 6TUO0L0TOLN o

Bloyia Aepgaoéva

Ooteopvelxn Broyio

CT (rpoymAov, Bdpakog, kKotdiag )

YmvOnpoypapnua pe Gaé7 n PET-CT

[TANpNG epyaoTnpLakdg EAEYYOG

FISH : 1(14;18)(g32;921)

PCR: IGH (V-D-J) avacvuvovacuovg yovidiov [ KAOVIKOTNTO
Gene expression profiling



Olwdec Aépudwpa-Yrotumol =

e Aepdpadeviko FL

e E¢wAepdadeviko FL: ota mAailola eKTETAUEVNC-OLAoTIAPTNG
VOOOU I ooV PpWwTomnaBec AemttoU EVIEPOU, MTPWTOTIOOEC
SEPUATOC, OPXEWV

¢ NMawdratpko FL: spdaviletal evtoniopeva o Kepalr, TpaxnAo,
aAAa Kol o€ e€wAepudadevikolc LoToug (OpxELS).

Eivait BCL-2 (-) kot oto 1o 50% Twv MEPUTTWOEWV amoTteAEiTal
amo peyada kuttapa (grade lll)- mpoyvwon kaAn

¢ |n situ olwdec Aéppwpa: oe ducloloyiko Aspdadeva N Aepudiko
LOTO €va N meploootepa olidla epdavifouv KUTTAPO E
urtepekdpaon BCL-2 .

AA: TpWLHO 0TAOLO VOOOU 1 ATOLKLOMOC arto uttdpyov Aepudwpa o€
AAAO onpelo N LOTIKO avaAoyo GUCLOAOYIKWY KAWVIKWY B-
KUTTAPWYV Ttou Sev €xouv AAAeC yeveTikeg BAABeC kal dev €xouv
eEeAlyOel o AeppwpaTika.
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Olm0£g AEpPMUO -GUUTEPUOUUTIKG,

e 30% tawv NHL, 70% tov youniov Babuod kaxonbeiag NHL
e Hlxio : evilkeg ~ 60 étn, owévio o Toudd, & : @ =1:1.7

e Extetauévn vococ (otdowa I, 1V) otnv didyvoon alrd cuovnbwg ot acBeveic
EVOL OCVUTTOUATIKOL
e Evtomion: Aeppadéves, ominvag, poeroc (50% tov acbevav), aipa, Waldeyer,
o€ EEMAELPUOEVIKEC £0TiEC (0€pLAL, TEMTIKO, LOAAKE LOPLL. . ...)
TPOTOTOODGS 1] 6TA TALGIOL YEVIKEVUEVTC VOGOL
e Mcéon emPioon > 10 €m
e Kivdovvoc petatponng o€ mo embetikn popon (DLBCL, Burkitt, acute BLL)
22% ota. 5 €, 30% > and 10 €



FIGURE 3: Primary cutaneous follicular center B-cell lymphoma.
Papules and nodules in the dorsal region

FCL, cervical lymphadenopathy




Aénoopa oproxng Lovne (MZL)

XA VIKO AEp@ouo. aro to B-
KOUTTOPO OpLakNG CovNe (£ Aayvotd
AELPOKVTTOPO,)

<2 % toov NHL

Eém}»z—:u(paﬁsvmo AEpQouo amo TO
B-k0ttopo optakig Covng
EVTOTULOHEVO OTO BAEVVOYOVLO
Aeucba&evmo LOTO (MALT lymphoma)
KOIL TO OTIOLO HE TN OELPA TOU
SLaKPLVETOL OE YAOTPLKO KAl [N
YOOTPLKO

(Aéppopo MALT)
5-8% NHL , 50% MZL

Agp@aoevIKO AEp@ouo amo to B-
KOTTOPO OPLaKNG COVNG
< 1% NHL
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2ITANVIKO AEpdwpo oplaknG {wvng

» To oTANVIKO AEpdwpa opLtakng (wvng adopa 0€ pLa KALVLKN
oVTOTNTA TToU ouxva mepthapBavel to omAnva, Touc AeudpadeveC
TNC TUANG TOU OTTANVOC, TO LUEAO TWV OOTWV KOl TO TIEPLDEPLKO
aipo. Ot mepidpepikol Aepdadevec dev mpooBarloviol cuvnBwc.
H rAslovotnta Twv acBevwy €Xouv Lo AT KALWVLKI TLIOPELQ, LLE
uia Stapeon ouvoAkn emtBiwon >10 sTwv.

> ApXLKA, TtpoteiveTal mapakoAouOnaon Kat xopnynon Oepamneiog
HOVO O€ UMOLPEN CUUMTWUOTIKAC OTTANVOUEYAALOC : TOTILKA
ocUMITWMOTA (T.Y. aloBnua mAnpotNTac N AAYyoUC OTO APLOTEPO
UTTOXOVOPLO, AAYOC OTOV OPLOTEPO WO 1) EVKOAOC KOPEOUOC),
KUTTOLPOTIEVIEG TTOU odelhovTal o€ ekTeTAEVN 61NONon Tou
LLUEAOU, autoAvoon aloAUTIKN avatpia | Opoppomnevia n
UTLEPOTIANVIOMOC 1), TEAOC, nratitida C (HCV).
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2TIANVIKO Aspdpwpa oprakng {wvng (SMZL)

NeomAaoia amo B kUttapa (Mikpd > peyaia) mou reptBaiAouy Kot avtikablotouv
To BAOOTIKA KEVTPA TOU AgUKOU TtoAdOU TOU OTTANVA KOl ETIEKTELVOVTAL OTOV
epuBpO OAPO.

Avooodawvotunog : slgM+, slgD+, CD19+,CD20+,CD22+, CD79a+,

BCL2+, CD10-, CD5-,CD23-, CD43-, CD103-
3=9

Kapuotunog: del 79, 3g+

Ofoelg: omAny +/-emywplot Aspudadeveg, tOnon PUeAOL e 95% TWV MEPLMTTWOEWV,
KukAodopouUvta Aaxvwta Aspdokuttapa o 15%, +/- Anap

KAwiKn €wkova : omAnvopeyaAia +/- KUTTapOTMEeVIeC , auToavooa ¢alvopeva ,
T B2- pikpoodatpivn, LDH ductohoyikr, +/-mapampwteivn IgM

Zuxva HCV+ . § F < ,

Mpdyvwon koAn e @ Y &

Kakol mpoyvwoTiKoiL TapAlyovtEeg s - 4 }, = B ¥ . ‘ '
HETAANAEELG TOU p53, oykwdNG D e B 4 L v
vOOoOoC, Kok $UOLKA KOTAoTOOoN 3 ) . 5o |

-
”
f /’
\

del 7, unmmutated IGHV & - O ©


http://ashimagebank.hematologylibrary.org/content/vol2007/issue0801/images/large/SVL3.jpeg
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2ITANVIKO Aépdwpa opraknc {wvne

» H Bepareia tou omAnvikoU Aepdpwpatoc optakne {wvng tauvtiletol
LLE TN Xopnynon pPLumaLpivng Kot mMEYKUALWHEVNG vTEPdEPOVNC-
a ywa tn Oepaneia tng HCV, evw os pun poAuvvon pe HCV
nPOoTelveTal N omAnvekToun N N xopnynon Rituximab pvoBepamneia
N o€ cuvbuaopo pe XMO evbodAefiwc.

» H omAnvektoun poteivetal w¢ Beparmeia mpwtncC YPOUUAC OTOUG

a00eVELC LE EVIOTILOUEVN VOOO, TILECTIKA POLVOUEVA KOLL
TEPLOPLOUEVN HLRBNoN puelov.

» Qot000, n ortAnvektoun 6ev odnyel og kABapon tou pueov armo
T AepdwpATIKA KUTTAPA.



Neppadeviko Aépdwpa optaknc LWvng s

smavio 1,8% NHL, péon nAikio 50-60, @ >3
Nopovoia eEwAepudadevikol Aepdpwpatoc oto 1/3 twv acbevwv

MopdoAoyia: kUTTOpa opLakne lwvng KEVIPOKUTTAPA, KOVOKUTTAPOELDN,
dlaomaptol kevipoPAdocteg, 6nBouv tnv oplakn {wvn Kat Tnv SLAUEon epLOXN
Hetall Twv Aepudoltdiwv twv Aepudadevwy.

O¢oel : epldepikol Aspdpadevec, puehog (30%) kat aipa

KAwikl €wkova: Tomiky N ektetapevn Aspdadevomabela, kaAnl Puolkn
KaTAotaon

Tunot : opolalwv pe MALT NHL, opotalwyv pe omAnviko MZL
Avooodatvotunog: onwc MALT i omAnviko MZL

Mpoyvwon: onw¢ to omANVIKO (SMZL) aAAd xelpotepn amo ta MALT, onuavtko
TO TTOOOOTO HEYAAWV B kKuTTtApWwy, amoviouv otnv Beparmeia aAAd €xouv LPNAO
TTOOOOTO UTIOTPOTIWY, HEoN emtBiwon ~ 5€tn.



Ocparneio Asppwpdtwv oplakne (WVAC

(omAnvikov ka Aspdpadevikou)

INMANVIKO Aépdwpa :
- tapakoAoVOnNonN o€ ACUUTMTWHATIKOUC a0OEeVEIC
- OTTANVEKTOWUN O€ UTIEPOTIANVIOMO 1 MEYAAO OYKO

- XMO og 600ouUC avtevdeikvuTal N OTTANVEKTOWN KoL LE KOLKOUG
NMPOYVWOTLKOUG TIAPAYOVTEC, UTIOTPOTIN UETA OTTO OTIANVEKTOWMN

- wvtepdepovn + ribavirin oe HCV+ Aepdpwpota

Nepdadeviko Aepdwpa oplakic Lwvne :
ocuvbuaopevn XMO pe povokAwviko avticwua (R-CHOP.... )



E€¢wAepdadeviko Aspdwpa ano B-kuttapo oprakng {wvng Tou
Aepdkov LotoU Twv BAevvoyovwy
Mucosa Associated Lymphoid Tissue (MALT) lymphoma

MALT (mucosa associated lymphoid tissue)
buokOG: AsudpLkoc Lotoc BAevvoyovou oto Eviepo ( Peyer )
EMUIKTNTOC: AVOMTUCOETOL 0 BE0ELC DAEYLLOVIG, OE QTIAVTNON XPOVIOU

OVTLYOVIKOU €peBLOOU OO ULkpofLa i autoavIlyova .

> To duRBnua amoteAeitat ano popdoloyLlkd eTtepoyev HIKpA B kUTTOpQ
opLaknc {wvng (centrocytic like), povokuttapoeldn, pikpd Aepdokuttapa
Kol SLaomapTtouC avoooBAAOTEC Kol KEVTPOBAAOTEC , +/- MAaopatokUTTAPA.

» Bpioketal otnv oplakn {wvn Twv avtdpaoTtikwy Aspudolldiwv Kal
ETEKTELVETAL OTNV HEGOAEUDOSLOKN TIEPLOXN.

» XTOUC emLOnALakoUC LOTOUC, Ta VEOTTAAOHATLKA KUTTapa StnBouv to emiBnALo
oxnuatilovtag AepdoeniOnAiakec BAAPEC.



— EEmAen@adeviko AEpeopa oprokns Lovng -

MALT Aépompo ctopndyov



https://www.google.gr/url?sa=i&rct=j&q=&esrc=s&source=images&cd=&cad=rja&uact=8&ved=0ahUKEwjvn4614JTLAhUkYpoKHbZzADEQjRwIBw&url=http%3A%2F%2Fwww.kekos.gr%2F2014%2F08%2F%25CE%25B5%25CE%25BB%25CE%25B9%25CE%25BA%25CE%25BF%25CE%25B2%25CE%25B1%25CE%25BA%25CF%2584%25CE%25B7%25CF%2581%25CE%25B9%25CE%25B4%25CE%25B9%25CE%25BF-%25CF%2584%25CE%25BF%25CF%2585-%25CF%2580%25CF%2585%25CE%25BB%25CF%2589%25CF%2581%25CE%25BF%25CF%2585%2F&psig=AFQjCNF-_Mdp9KTo97D-EVcOw3B_cp6kzg&ust=1456552845382460
https://www.google.gr/url?sa=i&rct=j&q=&esrc=s&source=images&cd=&cad=rja&uact=8&ved=0ahUKEwiX1JnE45TLAhWlDpoKHY0uAwEQjRwIBw&url=http%3A%2F%2Fwww.pubcan.org%2Fcancer%2F3674%2Fextranodal-marginal-zone-lymphoma-of-mucosa-associated-lymphoid-tissue-malt-lymphoma%2Fimaging&bvm=bv.115339255,d.bGs&psig=AFQjCNHCHK98qtsJ0EDCyl0bD76NJbN7CA&ust=1456553700934112

Ermiénuiodoyia MALT Aepdpwpatwv

»>9% twv B-NHL, 50% twv NHL otopdxou
> Méon nAkio ~ 60 xpovwv, @ >3

» OE0ELG: TIETTIKO (oTOHaXO0C ~ 85%, AETTO EVIEPO KAl KOAOV
immunoproliferative small intestine disease (IPSID)/( a heavy chain disease),
nvevpovec, odBalpka s€aptipata, dSepua, Bupeosldrc, LOOTOG, GLaAoyovoL
adEveC

» ouxvn epdavion o€ AutoAvooa Voo HaATa: Hashimoto
thyroiditis, myoepitelial sialoadenitis (LESA) +/- Sjogren, lymphoid interstitial
pneumonopathy

> MIKpOPBLaKOL TTapAYOVTEC : Helicobacter pylori ( yaotpikd MALT),
Borrelia burgdoferi (6eppatikd MALT kat voooc Lyme) , Campylobacter jejuni
(Aemtto €viepo IPSID), Clamydia psittaci (odBaAuikwv e€aptnuatwyv MALT),
HCV (omAnviko kat Aepdadeviko MALT)
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Eruénuiodoyia- NaBoyeveia MALT

> Helicobacter pylori - MALT yaotpitic - Aéppwpa

Ermiotpatevon B, T Aepdokuttdpwyv otov BAevvoyovo cav dvoon armnavinon oto H.P
XpOVLo¢ TTOA/oOC B KUTTApWVY e€apTwHeEVOC Ao T4 eL8IKA avTLOPOLOTLKA
AepdokiTTopa Kol KUTTOKIVEG = avantuén maboAoyikoU KAwvou =
QVTLKOTAOTAON ToU avtldpaotikol mMAnBuopol = Asudpwpa MALT

> [evetikn anodeLlén cuoxETLonc avilyovou Kot Aepdwpatikol KAwvou:
avaAvon aAAnAouyiog yovidbiwy Ig: cwpatikn uerdMaEn (post germinal center),
T[)\OLO}J.OLTOKUTTOLDOEL&‘]C Sladopomnoinon kuttapwv (post germinal center cell),
VEEC LETAAAAEELC yovuSva lg (intraclonal varlatlon) Gson avomru&r]q
Aepdwpatog oe neptoxeq Aolpwéngc, auroavoonq KOTAOTOONG KOl TAOTN TOU
Aepdwpatoc va apapevel evtorniopevo, VDI avadiatatelc yovidiwv Ig Kowec
oe dLadopeTikouc aoBeveic.

» HP(-) MALT Asppwpata oTopdxov: emumtAcov nepLBaAlovtoAoyLKoL,
LLLKPOPLAKOL KOl YEVETIKOL TTOPAYOVTEC TOU aoBevoUC EUTTAEKOVTOL OTNV
AepudpwpatoyEveon.



~ MaBoyéveia MALT

A Recruitment of immune cells and establishment of chronic inflammatory millieu

Cytokines
e.gllb
Q ﬁ (e.g ILB) ROS production LEEEER

w8 @ o-e

T cells B cells
H. Pylon Macrophages Neutrophils
infection

B Hypothetical model of MALT lymphoma formation

Expansion of a single B cell clone
Autoantigen (e.g DNA)
LPS from from damaged cells
; in stomach
M. pylori
e = § + somatic + somatic
mutations MALT mutations

BCR
TLR
@ — @ Iymphoma —> Bt
IL6 jo8 @
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MALT lymphoma

Avoocodawvotunocg : avocoodalpivn emipaveiag IgM> IgA> 1gG, CD19+,CD20+,
CD22+, CD79a+, CD10-, CD5-, CD23-, CD43+/-, CD11c(w),
a- Bapla aAvooc (IPSID)
CD21+ kot CD35+( devdputika kuttapa)

Kuttapo apxng: KUTTapo pvnung, optaknc {wvng B kuttapo

Kuttapoyevetikn :
e t(11;18)(q21g21) = 5'API2 / MALT1 3' = evepyornoinon NF-kB
API2: avaotoAéac anontwons pEow aAAnAenidpaonc pe TNF oxetillopeveg
TIPWTELVEC
MALT1: caspase like protein
t(1;14) = vnepekdppaon Bel 10 = evepyomnoinon NF-kB
t (14;18) = amopuBuion tov MALT1=> evepyomnoinon NF-kB
Tplowpia 3

AnwAsia aAAnAiou/ petaAAaéelc p53 yovidiov, anevepyonoinon tou pl6
yovidiou



Immune

response

Acquired ¢

Helicobacter
infection

H pylori-dependent
MALT lymphoma

- Allelic imbalance

74%) - Mfethyl?tor phenotype
- Trisomies 3,12, 18

- Additional genomic abnormalities
(p53, p15, p16, Rb, Myc...)

- Telomerase activity

"

-1(14;18)(q32;q21)
- < 1% - BCL6rearrangement s « /s Transformed MALT
- 1(3;14)(p14.1;932)? DLBCL

3%  -t1:14)a22;:032) J

22% -t(11;18)(q21;q21)
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MALT lymphoma

e AlooTiopa:
o€ aAAec Beoelg BAevvoyovwy Kkat pn BAevvoyovwv (ommAnv, LUEAOC,
nrap) pEow eOKWV LToSOXEWV homing Kol poplwv tPooKOAAnoNC.
A4B7 intergrin (B kuttapa ) = MAdCAM-1 addressin (ev600nALo

oTLG TAaKeC Peyer, Aepdadevwy peoeviepiou, omtAnvikov marginal
sinus)

e KAwwkn €wkova :
H oumtwpatoloyio e€aptatal amo To macYwyVv Opyavo.

MoANarmAec e€wAepdadevikec Beoelc oe 10% acBevwv.
H dinOnon pueAou motkiAeL.
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AloyvwoTtik mpoogyyion twv MALT NHL

»lotoplko , duoikn e€€taon,

»EpyaotnpLakoc EAeyxoc (yevikn aipatoc, Bloxnuikoc,H/® Aseukwudtwy,
avoookaBOnAwon avoocoodalpvwy opou, B2- pikpoodalpivn, LOAOYLKOC

»ATELKOVLOTIKOCG ( afovikeéc Topoypadiec TpaxnAou, Bwpakoc, Kowlac)
»0OoteopueAikn Bloyia

AVOAOYWC TWV OUUMTWUATWY oTnV dtayvwon :

» eVOOOKOTILKOC EAEYXOC TIETITIKOU

» PCR/ FISH otov 1ot6 ywa Campylobacter, Chlamydia psitaci, borrelia

» Bpoyxookomnnon, US aladoyovwy adévwy, mapwtidwv, MRI odBaApikwy
KOYXWV



MALT lymphoma

2tadlomnoinon:

Aev pnopel va edpappocBdei to ocvotnua otadlonoinong Twv AAAWVY
AepPwpATWY AOYW €UNTAOKAC TTIOAAWV e€wAepdadevikwy BEcewv.

[MoAAEC eoTiec pEoa oto OLo Opyavo (Oonwc olaloyovol adevee, dEpua) dev

avtLotolyoLv anopaitnta os SLaomaptn vooo.

¢ [la To Aépudwpa oTopdxou xpnotpormnoleitat n Revisional version of
Blackledge staging system Lugano 1993 r} TNM eadv yivel Stepebvnon pe
eVOOOKOTILKO UTIEPNXO

Mpoyvwon

e kaAn, 5 etc emPBiwon 95%

e SUOUEVAC : mpoxwpnueva otadla, dSuopevec IPI, BaBoc dtnbnong yaotplkou
TOLYWHATOC, Ttapoucia abpoiocewv B peyaAwv KUTTAPpWY



//—\ e
O¢epamneia Asppwpatwv oprakng {wvng |

MALT Aépdwpa

e EfapTwHEVO AMoO HKpOBLa —povieng evronion :
Helicobacter pylori : PPl + apofukiAivn 1 kAapuBpopukivn + petpovidaloAn X
14 np.

I'IapaKo)\ouencr] breath test /2-3 pnvec, yaotpookonnon-PloPiec/6 pivec x 2
XpOVLa, HETA/ £TOC

avtoxn ota avtiBlotika: t(11;18), H.Pylori(-), ektetauevn voooc
Chlamydia psitacci : 60€ukukAivn
Borellia borgdoferi : 6ofukukAivn i apo&ukuAivn

® Mn e€apTWHEVO ATIO HLKPOBLA — LOVIPNG EVTIOTILON : XELPOUPYLKN adaipeon
(TTAfv Tou yaotplkoL Aspdwpatoc) ) Tomikn aktivoBoAia n xnueloBeparmeia

® EKTETOMEVN VOGOG - UMOTPOT — OVTOXN OTA QVTLBLOTLKA:

- povoBepareia pe AAKUALOUVTEC TTAPAYOVTEG, HOVOKAWVLKO QVTIOWHO EvavTl
CD20, avaloya moupivng - cuvbuaopevn xnUeLoBeparmeia
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e S WA

A

AR,
%

r

u
o
>
C;

<

r

| 4

ENQONO, OPLOKNG

A




Az udorAaopatokuTtapiko Aépdwia (EPL)/

Waldenstrom poakpoodatpwvatpio

e NeomAaopa arno B pikpd kUTTOpa, TAACHATOKUTTOPOELON AepdokuTTOpA KOl
MAQoHOTOKUTTOPO TToU ouvnBwc dtnBel Tov puelo, +/- Aepdadévec, onAnva

e EvAAlkeg ~ 60 etwy,

® yeveTIKN tpodLlabeon o 20% (veotepec nALKieg)

o I> 9

e guxva HCV+

® O£0€LG: LUENOC, OTIANY, Aepdadevec, TepldePLKO alpa, EEWAEUPASEVIKEC
€0TLEC

Waldenstrom pokpoodatpivaipia (WM):
Nepdwpa LPL pe 61nBnon puehol twv ootwv Kat IgM povokAwVLKN
MPWTELVN



AepdOTTAAGHATOKUTTAPLKO Aépd WA (EPL) /"

Waldenstrom pakpoodatpivatpio —KALWVIKN ELKOvVA

aduvoapia , KOTtwon oXETLWOUEVN LE TNV avalLuLia
QVOAOYwWCE TOU ITOCOOTOU KOl TWV (PUOLKWV LOLOTATWY TNC MAPATTPWTEIVNG :

untepyAootnta (30%) : emBpaduvon tTng pong alpatoc = oyatpio .otwy
alpoppayiec BAsvvoyovwy
kpuvoodatpvatpia (7-20%) : kabilnon mMopaAnPwTELVNG , o€ XAUNAEC OEPLLOKPACILEC,
ot UIKPA ayyela - Reynaud, woyatpio §€ppatoc akpwy, ayyelakn mopdupa,
apBpltic.....
outoavooa ¢avoplevVa: aUTOAVOOHN QLUOAUTIKA avatpio, OpopBornevia
neplpepkn veuponadeta (10%) aocObntikol > KvnTlkoU TUTIOU
lgM €vavtl yAukompwteivng cuvdedepévng e pueiivn (MAG

YuxpoouykoAAntivn : aLpoAuTiky avalpia amd Ppuxpod aviiowpa €vavit tou | L
EPUBPOKUTTAPLKOU AVTLYOVOU

SLatapayEC TNG aLLooTaonG : N MaPATPWTELVN AETOUPYEL ooV AVAOTAATHC TTAPAYOVTIWY
NMNEEWC, OULUOTIETAALWY PE ATOTEAECUA OlLLOPPOYLKY) SLaBeon
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I\eW&uqutKé Aepdwpa (LPL)/
“Waldenstrom pokpoodaipvatlpio

e Avooodatvotunog : slg, +/- clg ( IgM > IgG >IgA), mav B avtiyova
(CD19,CD20,CD22,CD79a), cuyxva CD25+,CD38+
To MAo.opotokuttapa ivat CD 138 +
® NMpoéAeuon: MPOSPOLO KUTTAPO NMAACHATOKUTTAPOU
e KuttapoyeveTtikn: OV UTIAPYXOUV ELOLKEC XPWHUOOWULKEC BAABEC
t(9;14) = IGH/ PAX5, del(6q), tplowpuia 4
e EmBiwon : 5-10 xpovia
¢ Kokol mpoyvwoTLKoL apAYOVTEC:
LEYAAN NALKLO, KUTTOPOTIEVLEC,
duowkn kataotaon, del (6q)
T B2 wkpoodaipivn
HeyoAo % avoocofAaoctwv.




Az pudorAaopakutrapkd Aéupwua (EPE)/

Waldenstrom poakpoodatpwvatpio

Oepaneia :
° OCUUTTTWUOTLKOL : tapakoAovOnon
° CQUUMTWUOTLKOL UE:
- onpavtikn Aspdpadevomnabdela , ormAnvopeyaia
- B ouptwpata (mupetocg, anwAsla Bapouc, epldpwoeLq)
- KUTTOpOTIEViEC ( RBnon pueAov, autoavoaoia)
- oUVOpopO UTIEPYAOLOTNTOG

-OonUela N CUUITTWHOTO nepLdEPLKAC VEUPOTIABELOC Ko
Kpuoocboupwatutaq avtipetwnifovral pe mAacpadaipeon (IgM ev6ayvsta|<r|
- aueon adaipeon napanpwtswnq) Kol XnMeEloBeparneia povoBepareia n
ouvbuaopevn: aAlkuAlouvtec mapayovieC (chlorabucil, cyclophosphamide),
avaloya Tmoupivng (fludarabine, cladribrine), povokAwvika avtiowpata
(Rituximab)

AUTOAOYN LETOHUOOXEUCH UE OLPXEYOVOL QLLLOTIOLNTLKA KUTTAPOL:
o€ aoBeveic pe avOekTIKn) VOCO



