XaunAou BaBuou
kKakonBeiac Non-Hodgkin
AEPHPWUATA
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O 5LaWPLOUOC TWV AepdwUATWY o€ XapnAAC Kat ulnAAC

kKakonBeloc mpotabnke apyika otnv taétvopunon tou Kielo (Kiel
classification, 1974). Ot veomAaoiec tou AspudikoU Lotou
Taélvoundnkav avaloyo PE TO LOTOAOYLIKA EUPNMOTA TWV
BLOTTTLKWV UALKWV KoL LE Baon To HEYEDOC TWV TAPOTNPOUMEVWV
Kuttapwv [Hkpa (-cytes) oe xapnAnc kokonOelac veomAaoporta
gvavtl peyaAwv (-blasts) og upnAnc].

-

>To 1982 npotaBnke n taéivopnon kata Working Formulation
(WF), cuudpwva pe tnv omola tat Aspdpwpata toétvopouvay
avAaAoya LLE TO AVALLEVOUEVO KALVLKO amoteEAeopa PE Baon TNV
emBilwon aocBevwy Mov CUMUETELXAV O KAWVIKEC LEAETEC TNC
nponyoupevncg dekaetiac. H taévopnon avtn cuvduale Kowva
aOoAoyoavoTOULKA EVPRHOTA KOl KALVIKO XOLPOLKTNPLOTLKA
HeToll Twv aloBevwy, LE OKOTIO TNV AVATITUEN BEpATMEVTIKWY
aAyopiBuwv.
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" >Ta xapunAic kakorBstac B non-Hodgkin Aepdwpota (BNHL)
ouvLoToUV 10 35% TwvV AsppwpaTwy. 2TnV tTeAevtaila tasélvopunon
tou World Health Organization (WHO) toviletal navtwc OtL o€ KOs
KALWVLKN OVTOTNTA TNC OUYKEKPLUEVNC KATNYOPLAC UTTOPEL VOl
nopotnenOel peyalo eUPoOC KAWVIKAC cupmtepLdopac Kot
LotoAoyikn N KAwikn €€€EALEN.

>ET0oL, ol veoTtAloLeC TOU AgpdLKOU LoToU Hev TaflvopuoUVTaL TTAEOV E
OpouC eTOETIKNC N NTILAC BLOAOYLIKNC cupmepLlPopPaC Kal Ta
Bewpovpueva oto mapeABov wc B-NHL yapnAou Babuou kokonBetloc
elval (pe oelpa ovyvotntac) to olwodec Aspdwpa, n xpovia
Aspdokutrapikn Asvuyoupio/Aépdwpo amo pkpa Aspdokutrapa,
10 Aspdwpa opraknc wvne, n AESUXOLLULOL EK TPLXWTWYV KUTTAPWV
Kol TO AERPOMAQCHOATOKUTTAPLKO AEpP WA LE TAUTOXPOVN
nopoywyn LOVokKAwVLIKNC mpwTteivne IgM (pakpoodatplvatpio tou
Waldenstrom).



CLLU/SLL

FOLLICULAR
LYMPHOMA

m Diffuse large B-cell 37%

® Follicular 29%

MALT lymphoma 9%

Mantie cell ymphoma 7%

mCLL/SLL 12%

» Primarymed large B-cell 3%

m High Grade B, NOS 2.5%

Burkitt 0.8%
m Splenic marginal zone 0.9%
® Nodal marginal zone 2%

Lymphoplasmacytic 1.4% !
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XapnAov Baduov kakonBetoc Non Hodgkin’s Aepdpwporta

Kowvad yopaktnplotika

>Mokpa emiBiwon

>MEeooc 0poc nAtkiac epdavionc : 50-70 €tn
>Eudavion ouvvnBwc oe npoxwpnueva otadia i, 1V
>Aev utapyeL pLlikn Beparmeia, e Ta onpeplva Sedopeva

>MMBavotnta e€eAenc o uPnAnc kakonBeLac Asppwpua,
Asvyatpuio
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Hodgkin lymphomas CLUSLL, DLBCL(some)
Plasmacytoma
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" Enimtwon kat emSnuooyio XAA

>H XAA elvatl n o kotvi Asvuyarpia otic Autikec Kowwvieg pe
eTnola enintwon 4.2:100 000.

>H enimtwon avéavetatl og >30:100 000/£toc peta TNV NALKLO
Twv 80 eTtwv. H peéon nAwkio kata tn dtayvwon eivat petaéu
67-72 €tn. NpooBailovtal cuxvoTteEPA Ol AVOPEC OE OXEON UE
TLC yuvaikec (1.7:1)

>10% twv auoBevwyv pe XAA etvatl <55 stwv.

>YTapxeL KANPOVOULKN YEVETIKN TtpodLabeon e 6-9 popEc
avénuevo kivbuvo spdavionc XAA oto LEAN HLOC OLKOYEVELOLC
e aloBeveilc MAOYOVTEC Ao TN VOoo.
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CAdyvwon XAA -

H dtayvwon tng XAA Baoiletal ota akoAouBa kpLthpla:

> mopouoio oTo T[Epl(bEleO alipa 25000 povokAwviKwv B Aspdokuttapwv/ul yio

Gtaotnp.a >3 unvwv. H KAwVLKornra TwV KUKAodopouvtwv B Aepdokuttapwy
TEKULNPLWVETOL LE TNV KUTTAPOLLETPLA pONC.

> T ASUYOULULLKAL KUTTOp O TTOU avolyvwpLl{ovTtal oTto TEPLEPLKO aipa ival
XOPOLKTNPLOTIKA ULKPO wpLlpa Aspdokuttapa e pa Aemtn {wvn
KUTTOPOTIAQCLLOTOC KOl EVOL TTUKVOXPWHATIKO TTUPAVA UE LEPLKWC OUCOWPEVMEVN
Xpwpativn mou otepeital evdlakpLtov mupnviov. MeyaAutepa, atuna

Aepdokutrapa N MPoAepudoKUTIOPO MITOPEL VA OLVaYyVWPLOTOUV GE TOCOCTO
<55%.

Table 1. Diagnosis of CLL

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

B-cell surface antigens (CD19, CD2049m CD23)
CD5 surface antigen

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



Eltkovec AepudoKUTTAPWYV KOl TIPOAEUDOKUTTAP WV




—Atayvwon XAA =

> Ta kuttapa XAA cuvekdpalouv to CD5 avtiyovo Kol avilyova enipoveioc Twv B-
Aepdokuttapwyv CD19, CD20 kot CD23. Ta emimeda Twv avocoodapvwv
emiidpaveiac, CD20 kot CD79b £xouv xapoaktnpLotikad XootnAn ékdpaocn
OUYKPLVOUEVA HE TWV PucLloAoyikwy B Aepdokuttapwy. O kaBe KAwvoc
AEUYOULLLLKWV KUTTAPWV eKPPAlEL TTOKAELOTIKA K B A eAadpEC aAUGOUC
avoocoodalplvwv. H dtadopikn dtayvwon tnc XAA ntepthappBavel to Aeppwpa
opLaknc (wvne , To AepdomMAAOUATOKUTTOPLKO Aspdwpa, TO 0lwdeC ApudwUL KoL
10 Asppwpa pavdua.

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

Neoplasm Slg clg CD5 CD10 CD23 CD43 CyclinD1 Bcl-6 protein®  Genetic abnormality (%) IgVH genes
CLL + =+ + = + + - - del13g (50); del 11q (20); 50% unmutated
trisomy 12 (20); del 17p
(10)
LPL | f+ t(9;14)-FPAX5R Mutated
MCL + = + = — + + - t(11;14)-BCL1R Unmutated (rarely mutated)
FL | [+ | t(14;18)-BCL2R Mutated, ongoing
Extranodal and nodal MZL + =+ = - —f+ —I+ - — trisomy 3; t{11;18)- Mutated, ongoing
APIZ/MLT; t(1;14)-
BCL10R
Splenic MZL | 4 del 7g21-32 (40) 50% mutated

| PL 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.
*Hesidual GC may be + in MZL, MCL.

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



S Adyvwon XAA/SLL

>Me Baon tnv tafwvopnon tou NMaykoouov Opyaviopou Yyetog (World
Health Organization, WHO), to pikpo Aspdpokuttapiko Aepdpwpa
(small lymphocytic lymphoma, SLL) kat n XAA amoteAouv tnv dta
VOOOAOVYLKN ovToTnTa.

>H diayvwon tou SLL amattel tnv napovcia Aspdpadevonadeioc ko /n
onAnvopeyoaAioc pe mopouocia B Aspdokuttapwyv oto mepLPePLKO
alipa <5000/pl. To SLL €xeL tov 1610 avooodatvotuto pe th XAA Kat n
Slayvwon amnottel tnv totonmaBoloyLkn eKTipnon tov npooBePAnueEvou
Aepdadeval.

> H napouvoio <5000 povokAwvikwv B Aspdokuttapwv/pul xwpic
Aepdadevonabera, opyavopeyaAio, KUTTAPOTTEVIEG KOl KALVLKOL
OUUTTTWHLOTA XapoKkTnpilletol we « povokKAwvikn B Aspdokuttapwon»
(MBL) kot 1-2% twv TepLmTwoewyV e€eAioostal o XAA ava £10c.




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

Binet system

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

<100 = 10°/1
Rai system

Low risk
Rai0 Lymphocytosis >15 x 107/1
Intermediate risk
Rail Lymphocytosis and lymphadenopathy
Rai Il Lymphocytosis and hepatomegaly and/
or splenomegaly with/without
lymphadenopathy
High risk
Rai II1 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 have
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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"~ Nepdwpa ano pkpd Aspdokutrapa (B-CLL/SLL)

Kuttapo npoéAevonc:

e 40-50% twv neputtwoewv dev epdavilovv vneppetaAdaelc twv yovidiwv IGHV, mpogpyovtal amno 1o
nopBgvo progerminal B-kuttapo mou KukAodopel oto aipa, armnotkilel to mpwtoyeveeg Aepdolidlo i TN
(wvn tou pavdva (recirculating CD5+, CD23+, "naive" B-cells) —> yeipotepn npoyvwon

e 50% twv meputtwoswv epdavilovv uneppetalldtelc twv yovidiwv IGHV, dnAadn €xouv umooTel
avtyovikn Steyepon (peripheral blood CD5+ IgM+ B-cells that appear to be "memory" B-cells, post
germinal center B cells )—> kaAUtepn npoyvwon

e AoUceveic ue ékppaon tnc¢ ZAP70 ocuvAdwc¢ bev €youv umepuetalddéelc twv yovidiwv IGHV —>
XEPOTEPN TPOyVwon

e AoUceveic ue xaunin éxkeppaon tn¢ ZAP70 ocuvidw¢ Eyouv uneppuetaldagelc twv yovidbiwv IGHV —>
KOXAUTEPN tpoyvwon

Oepansia :

MapakoAoUOnon oTouC ACUUMTWHATIKOUC aoBeVELC

XnHeEL0OepaAMEiO O CUUMTWHATIKOUC aLoBOeVELC,
otaduo -1V, taxewg moAhamAacialopeva AepdokutTapa
(xpovoc dutAactlaopou < 1 £€to¢)
eKTPOTN 0€ B amo peyaAa kuttapa Asppwua
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Kpttnpieryia evapén Oepaneiag (evepydg vooog) TOUAGXLOTOV £V OUTTO TOL TTALPOLKALTW:

1. 2tado Il A IV kata Rai f C kata Binet

2. Mpoodeutikn HUEALKN avENAPKELA (eykataotaon N entdeivwon nmpolimapXouvooc
avatuiac n 6poupormneviac)

3. EkoeonUoopEVN N TIPOOSEVUTLKN | CUMMTWHATIKA omAnvopeyaAia (>6 €k.)
4. EKOEONUOOMEVN N TIPOOOEVTIKA N cuUMTWHATIK dtoykwon Aepdadévwy (>10 €k.)

5. Mpoodeutikn Aepdokuttapwon pe avénon >50% o€ 2 MAVEC 1] UTTOAOYL{OUEVOC
Xpovoc dumAaclacpou Aspdokuttapwv (LDT) <6 pivec. Otav o apxlkoc aplbuocg
TwVv Aepdokuttapwy givorl <30.000 to LDT dev mpeMeL val XpNOLLOTIOLELTOL WG
Lovadlkoc OeiktnC evepyol vOoOu.

6. Autodavoon avotpia n/kol 6popponevia, U AVTANOKPLVOMEVN o€ Beparmelo P
KOPTLKOOTEPOELON, N AAAN KaBLEpWUEVN Bepareia

7.'Evol 1] TEPLOCOTEPQA ATIO TOL MOPAKATW B-cupmtwpata:

e AntwAewa Bapouc >10% touc TeAsvutaiouc 6 LAVEC

e MeyaAn kataBoAn duvapewv (kotaotaon tkavotntac kata ECOG 2)

e Mupetoc >38°C yua 2 eBdopadec xwpic mapouvoia Aotpwénc

e Nuytepvec epLdpwoslg yia dtaotnua >1 punva, xwpic mapouvaoio Aotpwénc.

O amoAutocC apLlOUAC TwV A OKUTTAPWVY CE Kapia mepintwon 6ev pnopei va
artoteA£0EL TNV povadikn €véelén Bepamneiac.



e :

SRR B

i

= 62&)6@ AEPUPWHA- Famcular lymphom

> To Olwbeg Népdwpa (FL) amoteAel to ocuxvotepo TUT0 B Aspudpwpatod
xapnnAoU Babpou kakonBelac oto Autiko Koopo. MpooPaletl kKuplwg
evnNALKouc, pue dlapeon nAkia dtayvwong ta 59 £tn, cuxvoTEPQA TLC YUVOLLKEC.

> H veomAaopatiki auth vnepridacio twv B Aepdokuttapwyv tou BAaoTiKoU
KEVTPOU Yapoktnpiletol amo olwdn apXLTEKTOVLKN KAl KUTTOPOAOYLKN
ETEPOYEVELQ, UE TO VEOTIAAOUOTLKO KUTTAPLKO MANOUOUO va armoteAELTaL Ao
gva pilypa pkpwv (Kevtpokittapa) Kot LEYOAAWV KUTTAPWV
(kevtpoBAdotec).

> Baoel Tou aplBpou twv kevtofAaotwy OLakpivovtol TpeLC TUTOL LOTOAOYLKNG
StaBabuionc (Grade 1-3), evw n UMaPEN ONUAVTIKAC EKTAONC dLaxutou
otolxeiov daivetol va oxetileTal e Lo EMOETIKA KALVIKA cupunepidopa Tou
VOO MATOC.
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Olmoec Aépdwpa: Tumo

e Awofaduion pe Baon To MOCOOTO TWV HEYAAWV KUTTAPWV - Grading:

grade 1 : < ano 5 kevtpoPAdaotec / MO (peydAo omtiko medio )
grade 2: kevtpoPBAdotec 6- 15/ MOl
grade 3: >15 kevtpoPAaoctec / MOI
3A LE TOPOUCLA KEVTIPOKUTTAPWYV
3B armoteAoupevo MANPWCE N Kuplwg amo kevipoBAdotec (= DLBCL)

e Alakplon HE BAon TNV APXLTEKTOVIKA - TTOCOOTO o{wdoug avantuéng

olwdec > 75%
olwbec Katl dLayuTo 25-75%
goTlaKA olwoEC <25%

dlayuto 0%



Grade 1
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56" 60% TV HEPUttwoewv FL mapatnpeltol pia XopoKTNPLOTLKE XPWHOCW LK)
avwpoAia -apotpaia avtipetadeon pHeTadl TWV HOKPWV CKEAWV TWV
Xpwpoowpatwyv 14 kau 18 (t(14;18)(g23;921))- mou amoTeAEL TN XAPAKTNPLOTLKN
VEVETIKN avwHaAla Tou voorpatoc.

> H avtipetaBeon t(14;18)(g23;921) odnyel og otevn yeltvioon Tou yovidiou TNC
Baplac advoidac tnc avoooodatpivne (IgH) oto 14923, pe tnv eptoxn 18921, mou
kKwdkomolel to yovidlo BCL-2 (B-Cell Leukaemia/Lymphoma 2), koL oto omoio €xeL
arnodobel 1bLotnta oykoyovidiov. H avtipetaBeon tou BCL-2 obdnyel o¢
urtepekdpaon tn¢ BCL-2 oykompwTelvng, n omola MPooTATEVEL TOL KUTTAPO OO
TIPOYPOLULUATIOLLEVO KUTTAPLKO Bavarto (ammomntwon).

> Mepapata o SlayovidLlaka ovTikia KoBwc Kal To YEYOVOC TNC oVEUPEONC TOU
avaouvduoopou BCL-2/IgH og vyieic otnpilouv tnv umoBeon OTL 0 OVACUVOUAOUOC
elval amapaitntoc, aAAd OXL Kalt LKOVOC va TIPoKAAEoEL FL Kol OTL EMMPOcOeTEC
YVEVETIKEC BAABEC amattouvTal yLoL T LETATPOTIN TWV KUTTAPpWV ME avadiataén BCL-

2/lgH og kuttapa FL.
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Olwéeg Afpdwa: KUTTOPOYEVETLKI) - OYKOyovidia

>H t(14;18) avtipetabeon kat n ekppoon TnC bel-2 mpwteivne dev
elval elOkN yla to olwdec Aepdpwpa yiati avevpioketal oto 30% Twv
Srayutwv Aspdwpdtwv ano peyalo B-kuttapa, oc mepLPEPLKO
aipa vywtwv dotwv (B kuTTOpO LVANG) KOL OE AVTLOPOOTIKOUG
Aepdadévec.

>3navia petabeon tou bel-2 yovibiou otov yevetiko tomo eAadpwv
aAUoswv t(2;18) ko t(18;22).

> EmunAéov BAaBec oto 90% twv FL : -1p, -6q, 10q, 17p, +1, +6p, +7, +8,
12q, +X, +18q/dup. O aplBUoC Touc avavetal LE TNV LOTOAOYLKN
SdtaBabuion kat otnv HETATPOTN.

> Metatponin o€ diaxuto ano peyala B kuttapa Aépudwpa (DLBCL):
eriumAeov BAABec onwe anevepyonoinon tov 17pl13 (yovidio TP53),
pl6 koL evepyomoinon tou MYC.
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Olwdec Aépdwpa

Avooodavotumo g

HLA-DR kat mavB-kuttapikda aviyova (CD19,

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

1lgG> IgA), CD5-, CD43- kait CD11c-, mapouoio avTlyovwyv SeVOpLTIKWY
KuttapwVv Aepdoltbiwv (CD21, CD23) kat AAAWV LN VEOTIAQLOLATIKWV
Kuttadpwyv (T-KUTTAPWYV, LOTIOKUTTAPWV )

O Seiktnc moA\amAaolacpov Ki-67+ eival < 20% ota grade 1-2, > 20%
ota grade 3.

H nipoyvwon tou €lval ETEPOYEVNC Kal tpoodata tpotadnke eva OLeBVEC
ocvotnua npoyvwoTtikwv detktwv (Follicular Lymphoma International
Prognostic Index-FLIPI) yia tnv katnyopLonoinon tTwv a.cBevwv pe olwoeC

AEpdwpaL.
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FLIPI: Follicular Lymphoma International Prognostic Index

>HAwio (<60 vrs > 60 £€tn)

>Jtabélo vooou kata Ann Arbor ( I-11 vrs HHI-IV )
>Enineda atpoodatpivng (>12 vrs < 12g /dl)
>Enineda LDH (4 vs)

>ApLOpoc Aepdpadevikwy eotiwyv ( < 4 vrs > 4)

NMPOINQ2H
XopnAov Kwwvduvou :  0-1 kakol TpoyvwOoTLKOL TTIAPOYOVTEC
Evoilapecou Kivduvou: 2 KoKOL TPOYVWOTLKOL TTaPAYOVTEC

Y¥nAou Kwduvou : > 3 KOKOL TIPOYVWOTLKOL TTAPAYOVTEC
ENIBIQZH 5ETNG 10eTNC

XopnAou kiwvdéuvou 91% 71%

EvéLapeocou Kwvdéuvou 78% 51%

YynAou kKwéuvou 53% 36%



Olwoéec Aspdwpa -AUCHEVELG TTPOYVWOTLKOL TTAPOLYOVTEC:

>MeydAn nAwia, 3> ¢

> Olwbénc kat dlayutoc apxtektovikn Aepdadeva, grade

>EnunpooBetec KapuoTtuTilkeC avwpaAiec (del 6g, 1p, 179, petaAacelc p53)
>Ynepekppaon yovidlwyv pakpodaywyv Kot SEVOPLTLKWY KUTTAPWV

>3tabo -1V, aplBuoc Aspudpadevikwy palwv, onpavtikn 6tnnon puelov,
nopouvcia oykwdouc vooou

> Kotaotaon Lkavotntac, B-ovumtwpata
> Avatpia, LDH, b2-pwkpoodatpivn, CA 125, vmaABoupvoruio

> Avénuevoc deiktng moAAarmAaoctoopoU ( ki 67 ) Twv KuTTtApwv
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Olwdec AMéudwpa - KALVIKA ELKOVOL

> H ¢puoLkn otopia tng vooou mepthapBavel cuvnOwe pLa mepLlodo LCUTTTWHATIKAC
Aepdadevomabelac npLv amo tnv epdavion B cupntwpatwy (mupetou,
vuxTEPWVWV ePLdpwoewyv, anwAelac Bapouc), cuxva tpoofoAn noAAamAwyV
AEUDLKWV OPYAVWY CUUTIEPLAALBOVOLLEVOU TOU OTIANVA, ETTAVELNNUUEVEC -OUXVA
ateAel- UPEOELG, N emelcodLa TTPoOdoU VOOoOoU, Ta omoila duvatov va eival ite FL

N Hetatpomnn o€ Aepdpwpa vPnAov Babuou kakonBelac.
> [NapOAO 1OV N VOOOC armovta emavelAnUUEVA otn xnUeloBepameia (cupfoatikn

Kol peyoBepareia), Tnv aktivoBepareia Kot T BLoAoyikeg Beparteieg, ot
TEPLOCOTEPOL ATTO TOUC 0.oBeVELC KATAANYOUV ATIO TLC CUVETIELEC ETILOELVOULLEVNG

VOOOU N TN Beparmeiog, ouxva HETA Ao LOTOAOYLKN PeTaTpor) o€ uPnANg
kKokonBeLac Aspdwpa.
> H diapeon ermPiwon eivat peta€v 9 kat 10 stwv.
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L Olwoec AMéudwpa - KAWVIKA KOV
> H KALVLKN TTOPELOL TNG VOOOU ELvVOlL CUXVA NTILA, TTAPOAO TTOU TOL AE P W LLATIKAL
kuttapa epdavilouvv supela eEATTAWGCN OTOV OPYOVLIOMO, OTIWC OTO CLlpal KAl TO

LLUEAO TwV ootwv. To FL dtaylyvwoketal we mpoxwpnuevou otadiov voooc (otadlo
11l A 1V) pe yevikevpevn Aepdadevonabela, otnv mAsloPnoia twv aoBevwv.

> Movo 10 10-20% twv aacBevwv Slaoylyvwokovtal o apxtko otadio vooou (I i 11).
> B gupmTWHATA AVAPEPOVTOL OTO EVO TETAPTO TWV a.ocBevwv.

> H puolkn Lotopia TNC vVOoou cUVOEETAL UE LOTOAOYLKA HETATPOT O AW
vPnAovU Badpou kakonBelac (drayxvuto anod peyaia kuttapa, DLBCL). H totoAoyikn
QUTN PETATPOTIN amoTeAEl SUCUEVEC YEYOVOC KoL UTTOPEL VoL CUUBEL VwpLc oTNnV
TOPELA TNC VOOOU, LETA ot TIOAAQTTAEC UTTOTPOTIEC, 1] TTOTE. H ouxvotnTa TNC
LOTOAOYLKNC HETATPOTING SLadEPEL EVTUTIWOLAKA AVAUETO 0 SLadPOPEC LEAETEC,
KUMOWOREVN armo 20% ewc 70% ko elval aveéaptntn Tou XpOVoU £vopeénc TNG
Beparneliac.
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2tadwo |

MpooPoAn piac Aspdadevikng mepoxneg N Aepdkov opyavou (omAnv, Bupoc, daktuAloc Waldeyer)
N evoc e€wAeudadevikov opyavou (IE)

2tadwo

MpooPBoAn dUo 1 eploocoTEPWV AepuPAOEVIKWY TIEPLOXWV oTNV Ldla TTAeUPA Tou SLadppAyUaTOoC N
EVTOTILOLLEVN TIPOCPOAN €VOC e€WAEUPAOEVIKOU OpYAVOU KOL TWV TOTIKWV Tou Aspudadevwy (IIE).
O aplOuog Aepdadevikwy MeEPLOXWV CNUELWVETAL e OeikTn .

2taduo Il

MpooPoAn Aspudadevikwyv meploxwyv Kat otic SUo MAEUPEC Tou SLadpAyHATOC TTOU UTOPEL val
ouvodevETOL ATTO evtoTlopEVn MpooBoAn eEwAsudadevikov opyavou (IIIE), omtAnvoc (I11'S) R
apdpotepwv (I11E+S)

111(1) meploplopOC oTNV OVWTEPN KOWALOKN XWEA, TIAVW aro TNV vedpikn PAERa
111(2) epmAokn MueAKwWV Kat/ i mMopoopTikwy Aepdadévwv

2tado IV

Ektetapevn (moAveotiakn) mpooBoArn evoc N MeEPLOCOTEPWV EEWAEUPADEVIKWV OpYAVWV HE N XWPLC
ouvoxetlopevouc Aepdadevec, N pooPoAn evoc eEwAeuPadeviKoU opyAvVoU KOl OTTOLAKPUOUEVWVY
(OxL ToTikWV) Aspdpadevwv

A xwplc oupmtwpata

B pe oupmtwpato: anwAsto > 10% cwpatikov Bapouc, MUPETOC, EPLOPWOELC
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- Olwodec Aspdwpa - Oepaneia

> H BepamevTIKN AVILLETWTILON TWV alcBevwy pe FL e€aptatal mpwtlotwe amo tnv
£KTOLON TNG VOoou otn dlayvwon.

> 210 10% £w¢ 20% Twv TepTTwoewy FL, tou SloylyvwoKkovTal LE TIEPLOPLOUEV
vooo (otadio | N 1l), Oepamneio ekAoyng €iva n TOTLKNA oKTIVOOEpaTELQ, LIE
QATMOTEAEOUA LAKPA eEAeVOEPN VOOOU eTiBlwon o€ ONUAVTIKO TTOCOOTO ALloBEVWV.
H nipooBnkn meploplopevnc SLApKeLOC XNUELOBepareiac otouc aobeveic autouc
daivetol OTL BEATIWVEL TIEPALTEPW TA ATTOTEAEOUATA TNC aKTLVOBEpameioc.

> Yuyvotepa to FL dtayyvwoketat o mpoxwpnpevo otadio (Il A V) kat dev elval
duvatov va Labet pe cupBatikec BepameuTikeC tapeUPaoeLC. MNa
OLCUTNTTWHOTIKOUC aoBevVeLC cuvioTatatl armAn mapakoAoUOnon HEXPL va Yivouv

ocunttwpatikoi. NMpoodata dedopeva, Opwc, Selxvouv OTL auTol ol aoBeVELC
riiBavov va wdelovvtal amo TNV MpwLun Evapén Bepameioc.
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- Olwoec Aspdwpa - Oeparmneia

e To HOVOKAWVLKA avTlowpata HE avTiAepdwpatikn 6paon, LE KUPLO EKTIPOCWTIO
10 avtl-CD20 povokAwviko avticwpa (Rituximab), emédepav enavaoctoon otn
Bepamneia aoBevwv pe FL. To Rituximab &idetatl we Puxpo aviliowpa Lovo Tou N
o€ cUVOUAOUO UE XNHUELOBepaTieia, wC Bepuo avtiowpa ouvoedeuEVO PE KATIOLO
padlevepyo otolxeio (lwdlo-131 n'Ytplo-90) n ouvdedepevo pe kamola
avoootoéivn.

e To Rituximab €xeL emipepel peyalec aAAayEC 0TNV OVTLULETWTILON TNE VOOOU
kKaOwc o ouvbuacopoc tou Rituximab pe xnueltoBepamneia (Rituximab-CHOP) €xel
guvoikn enibpaon otnv oAkn erPBiwon twv acBevwyv pe FL, katL tou dev €xeL
eTULTEUXOEL e AAAO BEpATIEVUTLKO XELPLOUO.

e Erniong, exeL amodeyBel o onpavtikog poloc tou Rituximab otn Bepaneia
ouvtnpnonc.




_ Qwésq Aepdwpa — aAyoptBpoc OEpanetac™

2tadio I-1l: tomkni aktwvoBepaneia, mapakoAovOnon
2taduo lI-1V:

e Acuvuntwpatikoi aoBeveic: mopakoAovOnon

P

< 3 AepudadEVIKEC TTEPLOXEC, MaXx. SLAUETPOC <7 cm, omANV < 16 c¢cm o€ afovikr Topoypadlia,
amoucia B CUPMTWHATWY, TILECTIKWY PALVOUEVWY, AVETTAPKELAC LUEAOU, TTPOGBOANC (WTLKWV
OpYyAVWV

e JUMMTWHOTIKOL a0OeVELC: xnHeELoBepaneia

novoBeparneia pe aAkuAlovvteg tapayoviec (cyclophosphamide,chlorambucil ) pe avaioya
novpivng ( fludarabine, cladribrine), povokAwvika avtiowpata: Rituximab (avti-CD20),
Campath (avti-CD52), Zevalin (yttrium anti CD20),

ouvduaouevn avoooxnmuetoBeparneia ( R-CHOP, FCR...) +/- aktivoBeparneia
zuvtipnon : ne Rituximab i padloavoooBepareio — Zevalin, Bexxar
MeTOUOOXEVON QULHOTIOLNTIKWY KUTTAPWV :
- autoAoyn: o€ acBeveic uPnAou KlvOUVOU Kall LLE TIPWLULN UTTOTPOTIN HETA TNV XMO emtiBilwon
Xwpic vooo 86% otnv 10etia
- dAAOYEVNC: O€ UTTOTPOTIN UETA ATIO AUTOAOYN LETOpMOOXEVON BeATiwon Tou mocootoU emiPpilwong
eAeVBOEPOU UTTOTPOTINC.
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Bloyia Aeppaocva

Oocteopvelkn Broyia

CT (tpoynAiov, Ooparkog, KotAiog )
2mwvOnpoypdenuoa ue Ga67 n PET-CT

[TANpNG epyaoTnpLoKOg EAEYYOC

FISH : t(14,;18)(g32;q921)

PCR: IGH (V-D-J) avacuvovacpovg yovioimv
Gene expression profiling

/

OLlmoeg AEpOONO — OLAYV®OOT] - GTAOLOTOING

\

KAOVIKOTNTA

>4



L OTweG Aéud:wua-YE&un?f

o Nepdadeviko FL

o E¢EwAepdadeviko FL: ota mAaiolo ekTeETOpEVNC-OLAOTIAPTNC VOOOU ) OOV
NPWTONoBeC AemToU EVIEPOU, MPWTOTMOOEC OEPUATOC, OPXEWV

e Mawdiatpko FL: spdaviletal eviomiopeva o€ kepaAn, tpaxnAo, aAAd KalL o€
eEwAepdadevikolc Lotou g (OpXELS).

Etvat BCL-2 (-) kot oto 1o 50% Twv MEPUTTWOEWYV ATTOTEAELTAL ATIO PEYAAQL
kuttapa (grade lll)- mpoyvwon KaAn

e In situ olwoéec Aspdwpa: os pucloloyko Aepdadeva N AeUPLKO LOTO €va N
neploootepa olidla epdavilouvv KuTTAPO LE LTIEPEKDPaon BCL-2 .

AA: TTPWLHO O0TAOLO VOOOU 1 ATOLKLOMOC ato umtapyxov Aepudpwpa og aAAo
ONUELO N LOTIKO aVAAOYO GUCLOAOYLKWY KAWVLIKWV B-kuttapwyv mouv Sev
£XouVv aAAeC yevetikec BAaBec ko Hev €xouv €eAlxBel oe AspdwpaTiKA
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OLmoeg AEpnemuo -COUTEP UG ULUTIKO,

e 30% Twv NHL, 70% Twv XapnAou BaBuou kakonBeiag NHL
e HAIKia : eviAikeg ~ 60 £1n, omavia o€ TTadid, & : @ =1:1.7

o EkTteTaueEvn vooog (atadia lll, V) atnv diayvwaon aAAa ouvnBwg ol
aoBeveic gival GO’UU'ITT(JL)U(]TIKOI

o Evtomion: Aep@adeveg, oTrANvVag, JUEAOC (50% Twv aoBevwy), aiua,
Waldeyer, o€ eGWAEUPAOEVIKES ETTIEG (OEPUA, TTETTITIKO, HOAOKA POPIA..)
TTPWTOTTAOWC N OTA TTAAICIA YEVIKEUPEVNC VOOOU

e Mcon emBiwon = 10 £€1n
e Kivouvoc pyeratpotmic o€ o emoeTikn yopen (DLBCL, Burkitt, acute BLL)
22% ota 5 €1n, 30% > atmd 10 £€1n
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FiGUuRe 3: Primary cutaneous follicular center B-cell lymphoma.
Papules and nodules in the dorsal region

FCL, cervical lymphadenopathy



~ Aénpopa oprakns covng (MZL)

o XmiNVIKO AEp@opa and to B-kutTtopo
oploKnNG Covne (= Aoyvotd
AELQOKDTTOP)

<2 % tov NHL

o ECoien@uocviko Afpemuo oo 10 B-
KOTTAPO OPLOKNG LMOVNG EVIOTILGHEVO
oto BAevvoyovio Aepudadeviko LOTO
(MALT lymphoma) kot to omoio pe tn
OELPA TOU SLOKPLVETOL OE YOOTPLKO KOl
LN YOLOTPLKO

(Aéppopo MALT )
5-8% NHL , 50% MZL

o Agn@PaoeviKo AEpemuao. amo to B-
KOTTOPO OPLOK™NG COVNG
< 1% NHL
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“IMANVIKO Aépudwpa oplakic Lwvn

>To onMANVIKO Aspudwpo oplakne (wvne adopa G€ pLa KAWVIKN ovTotnTa
nou ovyva nepthapBavel to omtAnva, touc Asepdadevec tnc nUANG Tou
OoTtANVOC, TO MUEAO TWV OOTWV Kol TO TtEPLPEPLKO atpa. Ot
nepldpepikol Aepdadevec dev npooBarrovral cuvnbwce. H
NMTAELOVOTNTO TWV A0OEVWV EXOUV HLOL NTTLA KALVLKN TTOPELD, UE pLaL
dtapeon ouvoAlkn eniPBlwon >10 eTwv.

>ApYLKQA, TIpOTELVETOL TTApakoAoUBOnon katl xoprnynon Oepamneiog povo
o€ UTAPEN CUUIMTTWHATIKNG OTTANVOMUEYAALAC : TOTILKA CUMITTWHLOTA
(rt.x. aloOnua mAnpotntoc n alyouc 0To aploTtEPO LTTOXOVOPLO, AAYOC
OTOV OPLOTEPO WO I EUKOAOC KOPECLLOC), KUTTAPOTTIEVLEC TTOU
odeilovtol og ekteTapevn 6tnOnon tov puelov, avtoavoon
olLlpoAUTIKN avotpia n OpopBomnevia n UMEPOTANVIGUOC N, TEAOC,
nrotitida C (HCV).



-/__-—» —_— TR /

ZTANVIKO Aspudwpa oprakic Lwvne (SMZL)

NeomAaotia ano B kuttapa (Hkpa > peyala) rmou nieptBailouyv kot aviitkabilotolv ta
BAooTtika KeEvTpa Tou AseukoU 1toAdoU Tou oA VA Kol ETEKTELVOVTOL 0ToV EpUBPO

TOADO.

Avooodatvotunoc : sigM+, slgD+, CD19+,CD20+,CD22+, CD79a+,
BCL2+, CD10-, CD5-,CD23-, CD43-, CD103-

d=9

Kapuotunog: del 7q, 3g+

O£oelg: onAnV +/-emxwplot Aspdpadévec, S1Onon pUeAol o 95% TWV MEPUTTWOEWV,
KukAodopouvta Aaxvwtd Aspdokuttapa o 15%, +/- nnap

KAwLKn ewkova : omAnvopeyaAia +/- KUTTOPOTEVIEC , auTodvooo GaLlvOpEVa ,
B2- wkpoodatpivn, LDH ducloroyikn, +/-mapamnpwrteivn IgM

Juxva HCV+

[Mpoyvwon KoAn

Kokol mpoyvwoTikol mopalyovTeg SOV D @ o uf ) _
HeTaAAaéeLg tou p53, oykwdng ; o ¢ , <o ."‘5
vVOOOC, KOKN) GUOLKI KOTAOTOON & OV e g
del 7g, unmmutated IGHV @ - W ,f...> @ ' A


http://ashimagebank.hematologylibrary.org/content/vol2007/issue0801/images/large/SVL3.jpeg
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2NANVIKO Aépdwpa oplaknc {wvng

>H Beparela tou ontAnvikou Aspdpwpatoc oplakne (wvng tavTileTol
LLE TN Yopnynon pluraBipivnc Kot mEyKUALWHEVNC tWvTEPPEPOVNG-
a ywa tTn Bepamneia tnc HCV, evw o€ un poAvvon pe HCV
nPoTelveTaL N oTANVeKTOUN N N xopnynon Rituximab pvoBeparmeia
N o€ ouvduvaouo pe XMO svbodpAepiwc.

>H omANVEKTOMNA TIPOTELVETAL WC Beparteia MPWINC YPALKUAC OTOUC
aoBevelc pe EVTOTILOMEVN VOOO, TILECTLKA POLVOLLEVAL KOLL
neploplopevn 6tNOnon puelou.

>0ot000, N ontAnvektoun 6ev odnyet oe kaBapon tou pueAoU amo
TA AP WHATIKO KUTTOPA.
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“Aepdadeviko Aspdwpa oplakng Lwvne
smtavio 1,8% NHL, péon nAwkia 50-60, @ > J
Nopovoia eEwAepdadevikol Aspdwpatoc oto 1/3 twv aocBevwv

MopdoAoyia: «kUtTapa o0pLaknG (wvnG KEVIPOKUTTAPA, HOVOKUTTAPOELON,
dlaomaptol kevipoBAdotec, 6wnBouv tnv oplakn {wvn Kat tnv Slapeon nepLloxn
HeTaEU TwV Aspudpolldiwv Twv Aepdadevwv.

Ococlc : teplpepikol Aepdadevec, pueloc (30%) kat aipa

KAWLIKRA elkOvaL: ToTikn N ekTteTopevn Aepdadevomabela, kaAn uolkn KataoToon
ToOmou : opotalwv pe MALT NHL, opotalwv pe omAnviko MZL

Avooodoatvotunoc: onwc MALT 1 omAnviko MZL

Mpoyvwon: onwc 1o oANVIKO (SMZL) aAAa xewpotepn amo ta MALT, onpavtko
TO NTOOO0OTO MEYAAwWV B Kuttapwyv, amaviouv otnv Beparmeia aAld €xouv uPnAo
TTOOOOTO UTTOTPOTIWY, MEoN emBiwon ~ 5€tn.



Ocpartcia AspudwHATWVY 0pLaKnS LwVAC

(omAnvikoU kot Aepdpadevikou)

2NTANVIKO Afpdwpa :
- mTapakoAoUOnonN o€ ACUUTMTWHATIKOUC aoBeveic
- OTTANVEKTOUN O€ UTLEPOTIANVIOUO 1 MEYAAO OYKO

- XMO o€ 6oouc avtevdeikvutal N OTIANVEKTOUN KOL LLE KOLKOUC
NIPOYVWOTLKOUC TTOLPAYOVTEC, UTTOTPOTIN META OO OTIANVEKTOMN

- vtepdepovn + ribavirin oe HCV+ Aspdpwpata

Nepdpadeviko Aspudwpa optaknc {wvne :
ouvouvaopevn XMO pe povokAwviko avitiowpa (R-CHOP,... )
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“E€wAepdadeviko Aépdwpa and B-kitrapo oplaknc {wvng Tou
AepdLkou Lotou Twv BAEVVOYOVWYV
Mucosa Associated Lymphoid Tissue (MALT) lymphoma

MALT (mucosa associated lymphoid tissue)
duokoc: Aepdikoc Lotoc BAevvoyovou oto evtepo ( Peyer)

EMLKTNTOC: avaTUOooETaL o€ B€0elc GAEYUOVNC, OE ATTAVTNON XPOVLIOU
OLVTLYOVLKOU €PEOLGHOL ato pHikpofia R autoavtlyova .

> To dNOBnua amnoteAeital oo LopPOAOYLKA ETEPOYEVN MIKPA B kUTTOpQ
oplaknc {wvnc (centrocytic like), povokuttapoeldn, pUikpa Aspdokutrapa
Kol Staomaptouc avoooBAAOTEC Kol KEVIPOPBAAOTEC , +/- MAQCpATOKUTTOPA.

> Bploketal otnv oplakn {wvn Twv avtldpaotikwv Aepudolldiwv Kal ETEKTELVETOL
otnVv LecoAepdolldLakn meploxn.

> YTOUC eTONALOKOUC LOTOUC, T VEOTIAQOHATIKA KUTTapa StnBouv 1o emBnALo
oxnuatilovtoac AepdoermiOnAiakec BAaPec.
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MALT Aépneopo otopnayov
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—EmidnuioAoyio MALT Aspdwpatwyv

-

> 9% twv B-NHL, 50% twv NHL otopayou
> Méon nAkia ~ 60 xpovwv, @ > &

> €0l TIEMTLKO (oTtopaxog ~ 85%, AEMTO EVTEPO KOl KOAOV
immunoproliferative small intestine disease (IPSID)/( a heavy chain disease),
nvevpoveg, odpBaApka e€aptnuata, deppa, Bupeoeldng, LaoTOC, oLaAoyovol
adEVEC

> guxvn epdavion o€ AUTOAVOOoa VOO MOTa: Hashimoto
thyroiditis, myoepitelial sialoadenitis (LESA) +/- Sjogren, lymphoid interstitial
pneumonopathy

>  MKPOPLOKOL MAPAYOVTEC : Helicobacter pylori ( yaotpikd MALT),
Borrelia burgdoferi (6epuatiko MALT kot voooc Lyme) , Campylobacter jejuni
(Aemtto evtepo IPSID), Clamydia psittaci (opBaAuikwyv e€aptnuatwyv MALT),
HCV (omAnviko kot Aepdpadeviko MALT)
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f“”'ETt/lSI‘] utoAoyia- NaBoysvera MALT

> Helicobacter pylori - MALT yaotpitic - Aepdwpa

Emiotpatevon B, T Aepudokuttapwyv otov BAevvoyovo cav avoon armavinon oto H.P
XpOvLoC TIoA/oOC B KUTTAPWYV £EapTWHEVOC OO T4 ELOLKA AVTILOPACTIKA
Aepdokutrapa Kol KUTTOKIVEC =avantuén naboAoyilkoU KAwvouv =
avtlkataotaon Tou avidpaotikol mMAnBuopou =Asudwpa MALT

> [eveTIKN AnOdELEN OCUGXETLONG OVTLYOVOU Kot AEpdWHOTIKOU KAWVOU: avaAuon
aAAnAovyiac yovidiwyv Ig: cwpoatikn petalloén (post germinal center),
nAoopatokuttaposldne dtadopomoinon kuttapwv (post germinal center cell),
veec petaAdaéelc yovidiwy g (intraclonal variation), 8eon avamtuénc Asppwpatoc
0€ TEPLOYEC AOLLWENC, aUTOAVOONC KATAOTOONC KAl TAoN Tou AepudwHOTOC VA
nopapEVEL evtoTitopevo, VDI avadiatatelc yovidiwv Ig kowveg oe SLaPOPETIKOUC
aoBeveic.

> HP(-) MALT Aepdwpoata otopaxou: snumAeov nepfaillovioloyikol, HikpoBLakol
KOl YEVETLKOL TTApAYOVTEC TOU acBevou eumAekovTal otnV AepUPWUOTOYEVEDN.



laBoyevera MALT

A Recruitment of immune cells and establishment of chronic inflammatory millieu

Cytokines
e.gll6 '
(e.g IL6) ROS production S

%%6 2 0-0

. _ T cells B cells
M. Pylori 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
== N . + somatic + somatic
BCR mutations . MALT mutations
TLR — —> DLBCL
@ @ O Iymphoma
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MALT lymphoma

Avooodarlvotunoc : avoooodatpivn enidpaveiac IgM> IgA> 1gG , CD19+,CD20+,
CD22+, CD79a+, CD10-, CD5-, CD23-, CD43+/-, CD11c(w),
a- Bapua aAvooc (IPSID)
CD21+ ko CD35+( devdpltika kuTTAPQ)

Kuttapo apync : KUTTapo Uvnune, opLtakng (wvng B kuttopo

Kuttopoyevetikn :
e t(11;18)(q21q21) =5'API2 / MALT1 3' =evepyomnoinon NF-kB
API2: avaotol€ac anontwonc pHeow aAAnAenidpaonc ne TNF oxetllopevec
NMPWTELVEC
MALT1: caspase like protein
t(1;14) =unepekdppaon Bcl 10 =evepyomnoinon NF-kB
t (14;18) =amopuBuion tov MALT1=¢evepyomnoinon NF-kB
Tplowpia 3
AntwAewa aAAnAiov/ petaddagsic p53 yovidiov, amevepyomoinon tou pl6 yovidiou



H pylori-dependent
MALT lymphoma

- Allelic imbalance

740/0 - Mfethylf;ltor phenotype
- Trisomies 3,12, 18

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

- Telomerase activity

Immune — — ‘-—'

A t(14;18)(q32;21)
Acquired .. .. - t(14;18)(q32;q
cqu ed Bs?;:;:ﬁ:lsal - < 1% - BCL6rearrangement s « /' 0) Fanstomac waty
MALT Auwm . -1(3;14)(p14.1;932)? DLBCL
"~ disease

Helicobacter

e _
3% -t(1;14)(q22;932) J

22% -1(11;18)(q21;921)
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MALT lymphoma

P

e Aloomopa:
o€ aA\ec Beoeilc BAevvoyovwy Kat pn BAevvoyovwv (oTtAnv, LUEAOC,
nnop) HECW €ELOLKWV umodoxewv homing kal poplwv mMpookoAAnonc.
A4pB7 intergrin (B kUttapa ) = MAdCAM-1 addressin (evboBnALo
oTLC MAAKeC Peyer, Aepdadevwy peoceviepiou, ontAnvikou marginal
sinus)

e KAwvikn ewkova :

H ountwpatoAoyia eéaptatal oo To TAoXwV Opyavo.
ToANamAEC e€wAepdadevikeg Beoelc o 10% aoBevwv.
H 8tNBnon puehou MoLKIAEL.
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Alayvwotikn npoocsyyion twv MALT NHL

> |oToplKO , PuUOLKN €€€TOION,

> Epyootnplakoc €Aeyyoc (vevikn aipatoc, floxnukoc,H/® Asukwpdatwy,
avoookaBnAwaon avocoodalpvwyv opou, B2- Likpoodalpivn, LOAOYLKOG

> ATELKOVLOTLKOC ( aéovikeC Topoypadiec TpaxnAou, Bwpakoc, KoALlag)
> QoteopueAkn Bloyia

AVOAOYWC TWV CUUMTWHATWY oTtnv dlayvwon :

> eVOOOKOTILKOC EAEYXOC TIETITIKOU

> PCR/ FISH otov woto yia Campylobacter, Chlamydia psitaci, borrelia

> Bpoyxookomnnon, US cladoyovwy adevwy, napwtidbwv, MRI opBaApikwy
KOYXWV
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MALT lymphoma

2tadlonoinon:

Aev punopetl va epappocBel to cuotnua otadlomnoinonc Twv AAAWV AEUPWHLATWV
AOYw guTAOKNC TTIOAAWV e€wWAepudadevikwy Beoewv.

[MoAAEC eotiec peoa oto 16lo opyavo (omwc oladoyovol adevecg, Oepua) dev
QVTLOTOLYOUV armapaitnta o€ dtaonoptn vooo.
e [wa to Aspdpwpa otopayouv xpnotpomotleitat n Revisional version of

Blackledge staging system Lugano 1993 n TNM eav yivel Stepevvnon UE
£VOOOKOTILKO UTTEPNXO

Mpoyvwon
e KkaAn, 5 etnc emPiwon 95%

e duopevnc : mpoxwpnueva otadla, duopevec IPI, BaBog 61nBnonc yaotpikou
ToL{wHaTOoC, tapouoia abpoloewv B peyaAwv KUTTAPWV
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Oepancia Asppwpatwyv oprtakne {wvne |

MALT Aspdwpa

e E¢aptwpevo amno pkpopia —povinpne eviomnion :
Helicobacter pylori : PPl + apofuktAivn 1 kKAapuBpopukivn + petpovidaloAn x 14
nH.

I'IapaKo)\OUGnon breath test /2-3 pnRvec, yaotpookonnon-pfloPiec/6 pAvec x 2
Xpovia, HeTA/ €10¢

avroxn ota avtiBiotika: t(11;18), H.Pylori(-), ektetouevn voooc
Chlamydia psitacci : 60€ukukAivn
Borellia borgdoferi : 6oéukukAivn 1 oplo&UuKUALVN

e Mn eéaptwpnevo amo KPORLO — LovAPNG EVTOTILON : XELPOUPYLKN adaipeon
(TTANV TOU yaoTplkoU AEpPWHATOC) 1 TOTILKA aKTVOPOoALa N xnueloBeparmeia

e EKTETAMEVN VOOOC - UTTOTPOTI — OVTOXN OTO OVTLBLOTIKA:

- povoBeparmeia pe AAKUALOUVTEC TIAPAYOVTEC, MOVOKAWVLIKO OaVIloWHO €vavTl
CD20, avaloya rtoupivne - cuvduaopevn xnUeLoBeparmeia



AERQOO LA OPLOKNS EOVRS—
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AcpdONMAACUATOKUTIAPKO Aéppwud (LPL)/
Waldenstrom pakpoodarpivatpio

e Neomhaopo amo B pwkpa KUTTOPO, TAQOUOTOKUTTOPOELON AgpdokuTTopa Ko
nAaopatokUutTapa mov ocuvnBwc dtnBoulv tov puelo, +/- Aspdadevec, ommAnva

EviAlkeg ~ 60 eTwyv,

yeVETIKN MpodLlaBeon oe 20% (veotepec NALKLEC)

3>9

ouxva HCV+

O£oeLC: LueAOC, oAV, Aspudadevec, mepldepko alpa, EEWAEUPAOEVIKEC
g0TlEC

Waldenstrom pakpoodatpivarpio (WM):
Aepdwpa LPL pe 6inBnon puelou twv ootwv Kot 1IgM povokAwVLIKA
npwrteivn




P

» AspdomAacpatokuttapiko Aépdwpa (LPE)/~==" --

Waldenstrom pakpoodaripivotpio —KALVIKN ELKOVOL

aduvapia , KOmwon oXETWOMEVN UE TNV avaluia
QVOAOYwWCE TOU TOCOOTOU KOl TWV (PUOLKWV LOLOTATWV TNC MOPATTPWTEIVNCG :

untepyhowotnta (30%) : smifpaduvon tng PoNnc ailpatoc —> LoYOLULa LOTWV, KOl OLLOPPAYLEC
BAevvoyovwv

kpuvoodarpvarpia (7-20%) : kabilnon mopanpwIteilvng, o€ YoUNAEC OEpUOKPAOLEC,
oTal UIKpA ayyeia = Reynaud, loxatuio S€ppatog akpwy, ayyslakn mopdpupa,
apBptrLc.....
ovtoavooa GpalvopevVa: AUTOAVOON ALMOAUTLKA avaluio, BpopBormnevia
nepldpepkn vevponmadeta (10%) awoBntkol > Kvntikou TUTIOU
lgM €vavtl yAukompwTteivng ouvdedepevng pue pueiivn (MAG

PuxpoouUYKOAANTivnl : OLMOAUTIKA — avolpia oo Ppuxpd aviiowpa €voavit  tou | [ oL
£pUBOPOKUTTAPLKOU OVTLYOVOU

SLaTapoX£EC TNC ALUOOTAONG : N TIAPATIPWTELVN AELTOUPYEL OOV AVOLOTAATHC TTOLPAYOVIWVY
NNéewC, OLUOTIETAALWY HE ammoTEAEOUA aLpoppayLkn dtabeon
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AgpdoriacpotokuTtaptké Neppuwig (LPL) .~

“Waldenstrom pakpoodatpivatpio

e Avooodawatunog : slg, +/- clg ( 1gM > IgG >IgA), nav B avtiyova
(CD19,CD20,CD22,CD79a), cuyvd CD25+,CD38+
Ta MAacpatokuttapa eivol CD 138 +
e NMpoéAeuon: npodpopo KUTTAPO MAACHUATOKUTTAPOU
e Kuttapoyevetikn: 6ev uTtapXouV ELOLKEC XPWHUOOWULKES BAABEC
t(9;14) =IGH/ PAX5, del(6q), tplowpia 4
e EmBiwon : 5-10 ypovia
e Kakoi mpoyvwoTtikoi mapayovTec:
LEYAAN NALKLO, KUTTOPOTIEVLEC,
duolkn kataotaon, del (6q)
B2 nkpoodatpivn
neyalo % avooofAaotwv.




AspdonAaopakutrapikd Aépdwpa (LPL)/

Waldenstrom pakpoodarpivatpio

Oepaneia :
° QOUUMTWUATIKOL : mapakoAovBnon
° QUUMTWUOTLIKOL UE:
- onuowvtikn Aspdadevonabela , omAnvopeyaAia
- B ovuptwpuata (mupetoc, anwAesla Bapouc, epLdpwaelc)
- Kuttaporeviec ( Sinbnon puekov, avtoavoaoia)
- oUvOpouO uTtEpYAOLOTNTOC
-onUELa 1 oupnTwpaTa TIEPLPEPLKNC VELUPOTIAOELOC KoLl Kpuoocbatptvatutaq
avtipetwriilovral e mAaopadaipeon (IgM svbayyelakn - auson adoipeon
MOPATIPWTELVNG) Kol  XNMELoBepameia povoBeparmeia N 0uv6ua0uevn

aAkuAlovvtec napayovtec (chlorabucil, cyclophosphamide), avaloya moupivng
(fludarabine, cladribrine), povokAwvika avtiowporta (Rituximab)

AUTOAOYN HLETOUOCXEUCN LE APXEYOVA OLLLOTTOLNTLKA KUTTOPO:
o€ aoBeveic pe avOeKTLKN VOOO



