Avaokomnnon

B-Aeppwpata xapnARg Kakongiag amo pkpd Aep@okuTTapa:
MaBoAoyoavatopikn Stdyvwon Kai dtagopikn didyvwon

©cobwpa lNamaddkn

IEPIAHYH: H gvpeio opddo tov B-Aeppopdtov omd pikpd Aepgokdtrapa, 1 onoio teptAapuPavet pe-
PIKEG Od TIG GLYVOTEPO, OTMAVTOUEVEG OVTOTNTES GTNV KOONUEPIVT SIOYVMOGTIKY TPAKTIKT TOV OILLLOTIO-
Boloyoavortopov uropel va vroopadoroindei o€ tpelg facikég Katnyopieg avardyws TG TpmTonadong
EVTOMIONG TNG VOGOV: 0) TPOTOTOON AEUPASEVIKA KOl AevYoutkd B-Aeppodpoata omd pukpd Aepeoki-
tapa ) tpotonadr crAnvikd B-Aepodpata and pikpd AepeokvtTopo Kot y) tpmtonadn eEomleppadevi-
K& B-Aepoopata amd pikpd Aeppokvttapa. H opdda tov tpmtonaddv Aep@adeviKdy Kot AV OUIKOY
B-Aepgpopdtav omd pikpd Aeppokdttapa sival dtaitepa etepoyevig kot cuyva yopoktnpiletotl amod v
TOPOVGT0 GAANAOETIKOAVTTOUEVOV LOPPOALOYIKDV KOl VOGOPAIVOTUTIK®DVY YOPOKTIPIOTIKAV, ETGL MOTE
va dvoyepaivetal 1 6aPng oplobEtnon TV EEYMPIETMOY OVIOTHTOV. TNV TOPOVCA EIGTYNCT AVOADOVTOL
01 V€Ol O100EG 0L BVOGOLOPPOAOYIKOT KO/T LOPLOKOT/KVTTOPOYEVETIKOL dgikTeS, | opBoloyik xprion
TOV 0T0I®V GLUPAAAEL OVOLOOTIKG: ) GTN JLOPOPIKT d1dyveot (8.0.) peTaél TV TOKIA®Y VITOTVTIOV
TOV TPOTOTAODY AEUPASEVIKDV KOl AEVYOUK®OV B-Aeppopdtoy amd pikpd Aeppokivttapa kat B) oty
TOVTONOIN G TV GYETIKA TPOGPOTO OVAYVOPICUEVAY TPOSPOU®V (Precursor) oALOIMGEWDY, Ol 0Tl deV
apopovv o€ EkdnAa (overt) Aepedpota Kot xpnLovy Sla@opeTIKNg KAMVIKNAG Tpocsyyions. To mpwtonadn
STANVIKG B-Aeppdpato and Pkpa AepeokTTopo. apopovv: o) Kupimg 6e SLakpitég 0G0 Kl TPOCOPIVEG
OVTOTITEG Ol OTOIEG TPOTOTAOMG KOl ATTOKAEIGTIKG, OVOTTUGGOVTAL GTO GTANVA Kot B) 6Taviotepa, o€
SLOKPITEG. OVTOTNTNTEG, Ol OTOIEG £V TOVTOIG GLVNOME OTAVTOVY TPWTOTUOMG GTOVG AEUPAOEVES, OTTMG
70 TPOTOTAOEG GTANVIKO Aep@OlId10Kkd AEUP@ILA KL TO TTPMOTOTAOES GTANVIKO AEUP@UA 0td TO KOTTOPO
oV povdva. Ot vEoL 0VOGOLOPPOLOYIKOT KO/ LOPLOKOT/KVTTOPOYEVETIKOL OgiKTEG 01 00101 Og®povivTat
YAPAKTNPLOTIKOL KoM ToH0YVOIKOL TOV Tapamdvm oviothtoy cupdAiiovy ot 6.9.: o) peta&d tov Tot-
Kil@V vToTOTOV TOV TPp®TOTAOOY GTANVIKOV B-Aepoopdtov amd pikpd Aepeokvttopa Kot ) neta&d
Tp®TonafdV oTANVIKOV B-Aepoopdtov amd pikpd B-Aep@okdttapa Kot pn vEOTANCLATIKMOY AEUPOD-
TEPTAACTIKAV EEEPYOUGIDYV, 01 OTTOIEG KAVIKEL, LOPPOAOYIKE KO 0VOGOPALVOTVTIKG LHOVVTOL CTANVIKA
B-Agpopdparto amd pkpd ApUokOTTOpa OTTMG 1) EUUEVOVCH TOAVKA®OVIKY B-Aeppokvttdpwon. Téhog,
N gupeia opdda TV Tp®TonaldV eEMAEUPUSEVIKOV B-AelpopdTtov oo pikpd AEUQOKOTTOPO. LE KO-
p1o Kol Bactkd ekmtpdo®nd TG TNV Opdda TV eEOAEpPadeviKav B-Aepoopdtov and to kittapo g
opraxng {dvneg, MALT-tomov, mepthopfavet eniong 600 6rdviovg vIOGTVTTOVE, 01 0Toiol GVVHOWG ava-
TTOGGOVTOL TPOTOTAOMG GTOVG AEPPAOEVES: TO TPmTOTAOES EEMAEUPUIEVIKO Aep@olidiaKd AEppoua
(Primary Extranodal Follicular Lymphoma) kat to tpotonafés eE@iepoadevikd Apueopa amd to KOT-
tapo Tov pavdvoe (Primary Extranodal Mantle-cell Lymphoma). Me dedopévn tn StopopeTikny Quotky
16TOpio, KOl TPOYVMOGT TV VTOTHAMY TOV TPOTOTUO®V eE®AeUQdEVIKOV B-Aeppopdtov and pukpd
AEUQOKVTTOPO, EMICTLLOIVETOL 1] OVAYKOLOTITO, TNG TOAVTOPUUETPIKNG SIYVMOTIKNG TOVG TTPOCEYYIONG
oto ool g 8.8, ueta&d o) TV PLOAOYIKA Kol TPOYVOOTIKA ETEPOYEVAOV VIOTOHTOV TV TPMTOTAODOV
EOAELLPAOEVIKDV AEPPOUATOVY a6 pikpad B-Agpporvttopa kot B) g 616Kpiong Tov AEUPOUATOV 0v-
TOV and avTIdPUOTIKEG EEMAEUPAOEVIKES AEUPOVTEPTAUCTIKEG EEEPYOTIES TOV LUUOVVTOL AEUPDLOTO.

Haema 2013; 4(2): 103-116 Copyright EAE
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Ewcaywyn

Ot ta&wvopunoetg Tov voowv givat 1 YAOoo ETKOL-
VOVIOG otV 1Tpik Tpdén evd mapdiinia opifovv 1o
TAQIG10 Y10 KAVIKT EQOPLOYT OGO KOl TOPOYOYT VELS YVD-
ong. XapaktnploTiko mtopddetypo, anoterein Tagvounon
tov Iayxocpov Opyoaviopod Yyeiag (ITOY) twv Neo-
TAOCUATOV TOV AgUEIKOV Kol Alpomomtik®v lotdv,
omoia dNUOGIEVTNKE Yo TPOTN Qopd to 2001 kot ava-
BewpnOnke to 2008.2

O1 Baoikég apyég g avabewpnuévng WHO 2008 ta-
Ewodunong sivat tovtdonpes e Ti§ avtiototyes tng WHO
2001 pe tnv évvola: o) Tng avayvapiong dtakpitdv (real)
KAVIKOTa.HoA0YOOVOTOULIK®Y OVTOTHTOV e BAGT TOAL-
TOPOAUETPIKT JLOLYVAOOTIKH TPOGEYYLOT (GUVOVLUGLOG LLOp-
QOAOYIOC, AVOGOPALVOTLTIOV, YOVOTUTTOV, KAPLOTLTTOV KOl
KAMVIK®OV dedopévav kot ) g Ta&voUnong TV KaKo-
NOwv vocwv tov Aepikov iotov (KNAI) ot Bdon tov
KUTTAPOL TPOEAEVONG: DPLUO EVOVTL Awpo Kot B- Evavtt
T- évavtt NK mpoéievong.

Moiatavta, 1 WHO 2008 ta&ivopnon dapopomorei-
TOL OVGLOGTIKG OO TNV TTPOTYOVLLEVT|, ETELDN| £XEL EVODLO-
TAOOEL ONUAVTIKEG KOIVOTOUIEG Y10, TO 0OVOAO Teov KNAI,
OV TPOEKLYAY aTd TNV aAvabed®PNoN TOV ATOYE®DY Kol
Kputnpimv Yo To VoSt autd TV TeEAevToio dekoe-
tio. Xvykekpipéva, n véa tagvounon diedpove T covai-
veon oty Kotovonon g tafoeuoioroyiog tov KNAIL
EMOVATPOOIIOPICE TO, KPLTNPLA Y10 OPIGUEVES “KOAA KO-
Boplopéves” ovIOTNTEG TNG TTPOTYOVUEVNG TASIVOUNOTG,
EVOOUATOGE VEEC OVTOTNTEG KOl avERTVLEE VEEC OOWELG
Kot 10€eg oyeTlopeveg pe ) froroyio TV AEPOOUATOV.

H etepoyeviic opdda tov B-Aepoopdtov yopuning ko-
konfetog amd pikpd B-Aeppokdttapa givat éva and ta
YOPAKTNPIOTIKOTEPO TOPAUOELYLOTO EVOOUATOONG TV KoL~
votopov g avadeopnuévng WHO 2008 ta&ivounonc.
IMo TpaKTIKOHG KOl 0VGLUGTIKOVG AOYOVG, 0T GLUYKEKPL-
pévn eronynon ta. B-Aepoopoto amd pikpd AepeoxvTTo-
pa (B-AMA) dwakpivovtot 6 Tpelg evpeieg VITOOUAIES:

L. TIpotomadn Aeppadevid kot Agvyotpukd B-AMA
II. IIpotomadn cminvikd B-AMA
III. TIpwtonadn eEwieppadevikd B-AMA.

AndtEPOC 6TOXOC QVTAG TNG OUAdOTOINoNG ival 1
avadeltn TV oVGLICTIKAV (PAIVOTLTTOG, YOVOTLTTOG, KO-
pLOTLTLOG) PLOAOYIKADY OGO KL KAMVIKOTPOYVOGTIKAOV Ot~
APOPAOV LETAED TAVTOCTLOV IGTOAOYIKA VTOTOTWOV TMV
B-AMA avaldywg g tpotonafols Béong avantuéng
ToVG (AePPOOEVES EVOVTL EEMAEUPOOEVIKEG TTEPLOYES EVOL-
VTl GIAVOG).

I. Mpwtomadn Aeppadevika Kat AeUXatpka
B-AMA

To Aeppadevikd kot Aevyopicd B-AMA givat etepo-
YEVIG OpAda KAVIKOTOOOALOYOOVOTOLIKGY OVTOTHTMV, 1|

omoio TEPIAaUPAVEL OPIGUEVEG OO TIC CLYVOTEPES KO-
KkoN0elg AepPOHTEPTAACTIKEG VOGOVG GTNY KAVIKY Kol
ma0oA0Y0aVATOLKY TPAKTIKY povTivag. Ot Pacikdte-
pot ekmpdemmOoL TG opddag avtg katd WHO 2008 &i-
voi: Aeppolidtoko Aéupopa [AA (Follicular Lymphoma)],
Aéppopa omd o kOTTOPOo Tov Havdvo [AKM (Mantle
Cell Lymphoma)], Aeppadevikd Aéppmpo arnd to KOTTo-
po g opraxng (ovng [AAKOZ (Nodal Marginal Zone
Lymphoma)], Aeppomdacpoatokutrapikd Aéupopo [ATTA
(Lymphoplasmacytic Lymphoma)] kot ypovio Aeppokot-
Taptkn Aevyoupio/Aépeopo ard pkpd kottapo [XAA/
AMK (Chronic Lymphocytic Leukemia/Small Lympho-
cytic Lymphoma)]. Ot daxpitéc avtég kKhvikomadoloyo-
OVOTOUIKEG OVTOTNTEG, SloKPivOVTaL 16TOTOO0A0YOYIKA
omd T cLVIVAGHEVT OELOAOYNON «YOPUKTNPLOTIKOV
LOPPOAOYIKDV, CLVOGOIGTOYNUIKAV Kol KUTTOPOYEVETL-
KOV deIKTdV o€ 10TIKO eminedo ([Tivakog 1)3.

Mia and TIg TPOKANGELS TOV GlLLLOTOH0A0YO0VOTOUOV
0T JlYVOOTIKY povTivag TV Aepupadevikdv B-AMA
ONUEPT, EIVOL 1] OVOYVAPLOT TOV «TPOIUDV PAUPOVY
(early lesions), n omoia mpoimobétel d1e£odikn ovoco-
HOPOOAOYIKY KOl in Situ [LoPLoKT) KVTTOPOYEVETIKT TPO-
oéyywon (FISH) og eninedo 16100, £ne1dn va. dtaddOovv
og kabapd popporoykd eninedo.*

H avaykotdtmro g avoyvdpiong TV «apdiuoy fio-
Bdv» Kot TG SLapopPtKng iy vmGn G Tovg 0td o EKONAQ
(overt) Aepeadevikd B-AMA gpunvedetal oto mhaicto
™G oyvovcag dmoyng OtL To povo mov ypetdlovtal ot
GLYKEKPIUEVOL 00DEVELG Elval GTAOI0TOINGT KO OTTAT|
napakorovdnomn?®.

MNivakag 1. Avoco@aivotumikoi kat lovotumikoi Aei-
KTEG TWV B-Agppwpdtwv ané Mikpa Kottapa

Asgiktng AN XAN/AMA AMK  AAKOZ AMA
CD5 = + + = =
CD10 + - - - -
Bcl6 + - - - -
CD23 +/- + = -/+ -/+
LMO2 * ; ; ; -
HGAL *

GCET1 *

SOX11 ) ; *

LEF-1 -/+ + = = =
IgH/Bcl2 +/-  Xmavia - = -
IgH/CCND1 - = + = =
t(Bcl6) -/+ = = - -

>uvtopoypapiec: XAA/AMA: Xpovia Aepgokuttapikn Agvxaipia/
Aépowpa and Mikpd Agpgokittapa, AA: Agupolidlakd
Aépowpa, AMA: Aep@OTAACHATOKUTTAPIKO Aéupwpa, AKM:
Aépowpa ané to Kittapo tou Mavdva, AAKOZ: Aeppadeviko
Népgwpa Oplakng Zwvng

Ané Cook JR, 2013
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1. Agupadeviko Aeupoiéiakd Aéupwua

To Aeppadevikd Aepeoldtokd Aéppopa (AAA) givar
Koo Ong B-Aeppobmepmioctikny e&epyacio amd pkpd
B-Aeppoxdtropo pe S10Kpitd YopoKINPIoTIKE: o) Lop-
@oloyio (KevipokOTTapa Kot kevipoPrioteg o€ GALOTE
aAAeg avaroyieg), B) apyrrektovikn ovamTuéng (Aeppol-
S10K6 TPOTLTTO, GTNV TAELOVOTITA TV TEPUTTOGEMY TOV-
Aayotov, pe aGhhote dAlov Badupod dmbnon tov ydpov
peta&o tov veomiacpatikmv 6fov (interfollicular) kot y)
XAPOKTNPLOTIKO avocsopotvotuno (CD10+ belo+ LMO,+
GCET,+ HGAL+).

To. cuykekpLévVa YOPAKTNPIOTIKA avTIKOTOTTPilovy Tol
OVTIGTOLY0 0VOGOLOPPOAOYIKA KL OVOGOOPYLTEKTOVIKG
YOPOKTIPLOTIKA TV B-AELPOKVTTAP®OY TOL PUGIOAOYIKOD
BAaoTIKOD KEVTPOV. XE GIAVIEG TEPITTMGELS, 101G GTOV
omicBomepttovaikd ydpo, TOPATIPEITAL OTOKAEIGTIKG S0~
yvto mpotuno avamntuéng (Diffuse Follicular Lymphoma)
pe dArote GAlov Pobuov okAnipuvon. [ v tekunpi-
MG NG TEAEVTAING VTG JAYVMOONG KOt T1 d10pOPOdt-
ayvoon g amd dAreg dibyvteg B-Aeppobnepmhactikég
e€epyaoieg omo PKpA AELPOKVTTOPA, ATAPOITNTESG TPOV-
mobéoelg elvat: o) TapovGio OTWOONTOTE PIKPDY KEVTPO-
KLTTAp®V, B) BeTikOTNTA TOV AELPOUATOIDV KUTTAP®OV
670V 0gikTeG TOV fAacTtikol kévtpov (CD10, belo, LMO,,
GCET,, HGAL), y) amovcio vroieipdtov tov Sikto-
0L TOV SEVIPITIKDY SIKTVOKVTTAP®V TOV PAACTIKOV
Kkévipov (CD21+, CD23+, CD35+) kot 8) poplakr Kut-
tapoyevetikn (FISH) aviyvevon tng petdOeong t(14;18)
0€ 10TIKO eninedo.’

lotoloyikdc BabBuocg kakonBeiag AAA

M 06 TG OVGLUOTIKOTEPEG KOVOTOUEEG TG avade-
opnuévng WHO 2008 ta&ivounong tov KNAI givain ov-
vaiveon 660V apopd 6TV KAVIKOTPOYVOOTIKN o&io Kot
Bloloykn| avomopoy@ydTNTa TOV 1I6TOA0YIKOV Babpod
kakonBelog (grade) oto AA. H ouvvaiveon avt agpopd.:
1) ot oburtvén TV 16ToAOYIK®V PBobudv KakonBelog
(Grade) 1 xon 2 o€ éva (grade 1-2 FL%) Adyo ¢ anovoi-
0G OLCLALOTIKAOV KAVIKOTPOYVAGTIKOV SLLPOPOV LETAED
TOVG, 2) GTNV EMICHUOVOT TNG OVOYKOLOTNTAS IGTOAOYL-
KNG dtdkpiong peta&d Tov 16ToAoyIkaY Babudy Kokon-
Be10g 3A kot 3B AOy® T@V OVCLOGTIKOV LOPPOAOYIKAV,
OVOGOIGTOYT UKDV, LOPLUK®DV KOl KALVIKOTPOYVOCTIKOV
Slpop®V Tovg, £T01 MoTE Vo avayvopilovtal mg dtopo-
PETIKES PLOAOYIKE KO TPOYVAOOTIKA VOGOL, VIO TNV V-
vola tng ovoyétiong Tov AA Grade 3B nepiocdtepo mpo
10 ABAMK nopd mpog 1o AA Grade 3A xat, katd cuve-
TEL0, VO YPELGLOVTOL SIPOPETIKT OEPATEVTIKY AVTIUETD-
mon>’ kot 3) 6TV avayvapLoT TG TPOoYVOCTIKNG a&iog
TOV O&iKTN TOL PLOUOD KVTTAPIKOD TOAAATAAGLOG IOV
Ki67 oto Grade 1-2, vrd v évvota g embeticdtepng
Bloloywkng cvumeprpopds aobevadv Grade 1-2 pe avén-

pévo Ki-67 ovykpirikd mpog acbeveic Tov idlov Grade
0AMG pe younAo Ki-67.3

Ala@opikny AladyvwoTtikiy AAA

H diéyvoon tov AAA otmpiletor katd fdomn otov avo-
coPaVOTLTO TV B-kuttdpmv Tov fAactikov KEvIpov, o
omoiog yapoaktpilel Ta veomlaopatkd Aeppokdtrapa
CD10, bcl6, LMO,, GCET,, HGAL.** Qo1600, 1€ ded0-
péva: o) TN OTIKOTNTO 6TOVG GUYKEKPUEVOLS OEIKTEG TMV
AVTIOPUCTIKAOV OG0 KOl VEOTAUGLOTIK®V B-kuttdpov ent
avTOpaoTIKNG AepeoQd1aKN g vITepTAaciog Kot Aeppoll-
KoV AEUPAOUATOC, OVTIGTOTYMS, Kot B) Tr LOPPOAOYIKY|
«OpOOTNTOY HETAED OVTIOPUCTIKMV KOl VEOTANGLLOTL-
KOV PAACTIKGOV KEVTIP®V, N TEKUNpioT TG d1dyveong
tov AAA mpénet va otnpiletar otn cvvdvacuévn alo-
AGYNON OVOGOLOPPOLOYIKADV KO KUTTAPOYEVETIKMV Og-
dopévav omwe: o) otnv tavtoroinon CD10+ kou bel6+
VEOTAOGLLOTIKAOV AEUPOKVTTUP®Y GTO YDPO TOV AEUPOL-
déva peta&d Tov veomlaopatik®v Aeppoldimv (interfol-
licular),®® gdpnua to omoio anovc1alel ent OVTIOPAGTIKNG
Aeppolddaknc vrepnAaciog f) 0TV AvOGOIGTOYN KT ovi-
YLVELOT| KA@VIKOTNTOG GTOVG VEOTAAGULATIKOVG OO0V LTTO
NV £VVOola TEPLOPIGLOL EAAPPDV 1} KOl BOPEIDY AAVGEDY
v) ot popraxn kuttapoyevetikn (FISH) aviyvevon tng
petaBeong t(14;18) o€ 16110 eminedo 8)'° otn OeTikdTn-
TO TOV AELOOUATOIDOV KUTTAP®V GTNV OVTIOTOTTMOTIKT
nputeivi) BCL2, n omola tavtonotgiton 610 LeyaAdTEPO
apOuo tewv Grade 1-2 AAA, evd givorl Tavtote apvnti-
K1 enl avtidpaoTikng Aeppolidiaxng vrepmiaciog. Mo-
Aatavta, pe dedopévn v vmopén AAA bel2 npwteivn
apvnTiKdv, to omoia cuyvotepa apopolv oto Grade 3 Kot
g1d1kotePO 070 3B, M BeTikdT T TOV GLYKEKPILEVDV dEL-
KTOV TPENEL VO 0ELOAOYELTOL O GLUVAPTNON LLE TNV TOPOL-
ola g petdBeonc t(14;18) pue FISH n onoia eivor Betikn
Ko emt apynTikdv ot bel-2 mpoteivi) AAALT

MowkiAisgc AAA
MNawdtatpikd AAA

To [Moudrotpikd AAA evtdooetal 6T vEa Opad0 TV
oxeTlOUEVOV e TNV NAIKIO S1KPITOV TOTOV AEUPOUA-
TV OV OVOyVOP1Loe Yia Tpdtn opd 1 WHO 2008 tali-
vounon.’ Ot oviotnTEg QUTEG VITOdNAGVOVY THY VTTapén
AYVOGT®OV TPOG TO TAPOV PLOAOYIKDV TAPOYOVTOV GYETL-
Copevav pe v nAkio wov gival KaBoploTikng onuaciog
1660 otNV TafoyEvesn Kot 0G0 KOl OTIS KMVIKEG EKONAM-
GELG OPIOUEVAV EWDIKDV TOTOV AEUPOUATOV.

Ot ovoraotikég dtapopég tov Iodratpikod AAA ov-
Yp1Tikd pe to AAA Tov evnAikov cuvoyilovtol og: o)
glvar ondvio, pe cvyvotnta 3% évavtt 29% tov AAA
TV eVNAKov, B) eivar cuviBwg otadiov I katd v op-
YIKn O1dyvoon o€ avtiBeon pe T yevikevpévn vdso Tov
AAA tov eviiikov, ) givol WAGIHO akOUN Kol LE omAn
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xewpovpywkn e&aipeon Kot ta cuvHON ¥npeodepangv-
TIKG oyArota, 8) mapd v tavtoonun pe 10 AAA tov
EVNAMK@V 1GTOAOYIKY EIKOVA, SIAPEPEL OVOGOPALVOTVTL-
kG (apvNTIKOTNTO TOV AEUPOUATOIOV KUTTAP®V OTNV
QVTLOTOTTOTIKT TPWOTEIVN bel2) kot KuTTapOoyEVETIKA
[omoveio g Khoowkng 010 AAA TeV evnAikov petdde-
ong t(14;18)]. Ta dedopéva avTE LITAVICCOVTOL d10PO-
peTIKN poptlokn waboyéveon peta&d modtatpikod AAA
Kot AAA Tov evidikov.'?

MNpodpouec PAARec — AAAin situ

To in situ AAA a@opd cg totomaboroykn Evvolo
kot opietol mg N wapovoio B kuttdpmv Evtova Oetikdv
v v poteivn bel-2 péoa o éva PAacTid KEvTpo, To
omoio pe kaboapd popPoroyikd KplTnplo. gival avTidpo-
oTIKoV yopaxtipa. Ta tedevtaio avtd KVTTOPIKG oTotKEln
TOVTOTOLOVVTOL LOPLOKA ¢ KAWVIKG B-Aeppokidtrapa
kot @épovv T petabeon t(14;18). Xe opiopéveg mepuntd-
GELG, EMAYLOTA 1] KON KoL VO, LOVASTKO VEOTAAGLLOTIKO
BAaoTikd K€vtpo UmopEl va. TapaTPELTAL GTOV VIO LlE-
Aétn heppadéva.>?

O TEPITTOGELS AVTEG, EKTOG TG OPYIKA TpoTadEicog
oporoyiag «FL in situ», pépovtot onpepa otn Biproypa-
¢l @¢ “in situ involvement by FL-like cells” 1 “FL-like
B-cells of uncertain significance” kot Oswpeitot 6t1 avri-
TPOCMOTEVOVY TO IGTIKO 0VTIGTOLYO TV omavimy IgH/bel2+
KLUKAOQOPOoUVT®MV B KLTTAp®V 68 vyieic 80tec.? X pdon
TOVAGYLGTOV VTN Kot EXTL 0ovGiog EKdnNAng vOGov, Tpo-
teiveton 1 Ak TopokoAovOnon petd otadtonoinon.

2. N\eupadeviko Aéupwua amd to KUTTapo
TOU Havdva

opemvo pe v WHO 2008 ta&ivounon, 1o Agpeo-
devid Aéppopa omd to Koutrapo tov Mavoda (AAKM)
aPOPG GTNV TAELOVOTITO TOV TEPMTAOGEWDY (KAUGIKT| LLOp-
on), o€ povopopeo B Aéppopa and pikpd ko pécov
UEYEOOLG AEUPOKVTTOAPO, LLE NTTIEG OVOLUAIEG GTO TEPTYPOL-
HOL TNG TUPTVIKNG HEUPpavNg Kot yopoKkTnpileTotl omd ™
petdBeon t(11;14) oe 1060670 >95% TV TEPITTOOEWDV.

TN GLUVTPUITIKN TAELOVOTNTO TOV TEPITTOCEMV, KOl
T4 TV apyikn ekdnAmon to AAKM eivat yevikevpévo pe
TPOGPoAN AepQadEVMY KA oA Ve KaBdg Kot dtqdnon
TOV PVELOD TOV 0GTMV KOV TOV TEPLPEPIKOD aiplatog. X’
€va [KpO apBpd TEPMTMOGEDY 1) VOGOG 0pOpd TPWTO-
mafd¢ og S OGN TOV YOGTPEVTEPIKOV GLGTIOTOG VIO
HOPOT| LOVIIP®V TTOADTTOd®V, YEYOVOG GTO 0TOi0 0modide-
TOL KOIL O YOPOKTNPIOUOG TV CLYKEKPLUEVOV TEPUTTAOCE-
®V ®G TOMOTAN AepPopatddng Tolvrmodioon (Multiple
Lymphomatous Polyposis).'

Iotoloyicd to AAKM, Sakpivetal pe Bdon ) popeo-
AoYio TOV KVTTAPWOV: 0)) GTIV KAOGLKT LOPPT TTOL 0pOpdL

KOl OTNV TAELOVOTITA TV TEPITTOGEWDY, KOl ) OTIG EML-
Oeticég mowihieg (aggressive variants).!>16

A. Khaoikr popon

H «looikn popen g vOGoU KUTTOPOAOYIKA YOpa-
knpiletor and v mapovsio LOVOLOPP®YV LKPOV Kaun
HEGOV HEYEBOLC KVTTAPOV LLE NTIEG AVOUOAIEG OTO Te-
PLYPOLLLLO, TG TOPTVIKNG LEUPPAVIC Kot aovoio vdLd-
KPLTOV TUPNVIOV. XapoKTNpLoTIKO YVAOPIGHO AT0TEAEL 1|
amovcia peyahmv gvepyomomuévav B-Aepporxvttapmv
GTO VEOTAAGHATIKO dtqOnpa o€ avtiBeon pe 10 GHVOLO
TV B-AgpoopdTov and kpd AepeoKOTTopa.

MapdAinio dtakpivovtal Tpio opyLITEKTOVIKG TPOTLTO
avaTTVENG TOV AEUPOUATMOOVE TANBVGUOD OTHV KAAGIKY
popoen tov AAKM: dudyvto, o{ddeg (nodular) kot tomov
Covng pavdva (mantle zone), ta onoia cuyva dnpovp-
YoOv, o€ kaBapd 16ToA0YIKO emimedo, OEpA SlopOpPIKNg
Sayveotikng and ko B-AMA.'316 Tuykexpiuéva, oto
dudyvto mpdTLTO, TO 0Toi0 Eivat To cuvnBéaTepo, mapa-
mpettar dbyvn dMbnon and pikpd B-Aepeoxvtropa,
N omoia cvyva dukaroroyel tov amokieiopo XAA/AMA
000 Kol GAA®V B-Aeppopdtov ond tikpd AepeoKvTT-
pa. H amovcia evtovtolg avéntikdyv kévipov kabmg Kot
HEYOA®V EVEPYOTOMUEVAOV B-AeplpoKLTTAPOV 0oTEAOVV
ototyela gvdekTikd vép AAKM.

Y10 o{®ddeg TPOTLIO TAL AEUPOUATMON KOTTOPO Y-
patifouv evpeyéBelg cuppéovreg 6LoVG, £TGL OOTE VoL Ot
Katoloyeital o amokAelopds Kot apyv Aepeolidtakon
Aepompotog kabhg kot Ghiov B-AMA pe «olddeo» 1
acoPdG 0{MIES TPOTLTO AVATTLENS OGS TO AEUPAEVIKO
Aépoopa amd to Kdtrapo kot Opraxnig Zavng (AAKOZ)
Kat 1o Agppomiacporokuttopikd Aépueopa (AIIA).

Téhog to TpdTLTO TOTOL LDVNg pLavdva, To omoio &i-
Vo Kot T0 orovioTepo, yapaktnpiletat amd v Tapov-
Gl0L VTEPTANCTIKOV OVTIOPUCTIKAOV PAACTIKOV KEVIPOV
ta omoia mepiPdAlovtarl and évrova exkmTuypévn (ovn
pavoda Aoy minpovg dtdnong amd to Aépeopa. To
oLYKEKPLEVO TTPOTLTO avATTLENG Tov AAKM upeitan
HLOPPOAOYLKE £VTOVO AVTOPAOTIKY AeL@OoQdlaK vItep-
mhooio Kot propel va d10AdOet katd v adpr LoppoAo-

Y aEloAdynon.

B. EmBeTikéC moLKIAieC

L. BLaoTogdng mouciria (blastoid variant): to Aep-
QOUOTOOT KOTTOpa etval pkpod 1 pésov peyéboug e
AETTOKOKKIMON KOTOVOUN TNG ¥POHOTIVIG £T01 OOTE VOl
ppovvTon AeppoPrdotes ko yopaktnpilovror amd Wiaite-
pa. avénuévo puipod Kuttapikod ToAarAaclocpov. 1617

II. Avamhaotiki] Toukiria (anaplastic variant): ta
AELOOUOTOON KUTTOPO Elvat HEcOL 1| peydov peyébovg
[e TAEWOLOPPOVS TUPNVES UHLOVLEVO KEVTPOPAACTES 1|
OVOTAQGTIKG KEVTpoKVTTOpQ. '>16
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T6c0 1 PAOGTOEONG OGO KOL 1) AVOTANCTIKY TOUKIALD
tov AAMK yapaxtmmpilovtor ond embetucdtepn Proro-
YIKT GUUTEPIPOPA GLYKPITIKE TPOG THV KAAGIKY LOPON
o0 AAKM.'%17 X kaBapd popporoyid eninedo, n puev
BAaoTtogldng motkidia dikatoloyel Slopopikr| dtaryvmoTi-
KN 070 AEPQOPANCTIKG AEUPMLO 1) OE OVOTAAGTIKY OO
dudyvto B-Aépoopa and peydra kotrapa.

AvOGOQUIVOTUTTIKA TO AEUQOUATOS KOTTOPO TOV
AAKM, avelapt)TmOg KUTTOPOAOYIKNG TOIKIAAG, YO~
poaktnpifovtar amod: o) évtovn £kppaot Tov B-dewktodv
(CD20, CD79a, PAXS) 660 Kot avococoipivig enpo-
velog og avtifeon e ta avtictoya yvopiopata e XAA,
B) BeticodtTa otovg deikteg CDS, CD43, FMC7 kot kv-
KAltvn DI ot apvnrikdtnta otovg deikteg CD23, bel6,
CD10, DBA44 otnv mAelovotnTo TV TEPUTTOCENDY. 1€
onavieg meputtwoets, 10 AAKM givar CD5- (5-10%),'
CD23+," bel6+" ko kukdivn D1-.2° Xty tekevtaio av-
TN TEPIMTOOT TO AEUPOUATOIN KEVTPA SLVOTOV V. gfvart
KuKAivn D2+, 1 kukAivn D3+.

"Evag véog delktng pe evoeydpevn SloyvooTiKn) Kot
npoyvootikn o&ie oto AAKM eivat o petaypagids mo-
payovtag SOX11, o omoiog etvan Betikdg oe TOGOGTH
>90% AAKM, 13i0¢ og TEPMTOCEL OPVNTIKESG Yo TNV
kukAivn D1.2! Qotdco, n Beticdmo tov SOX11 kot og
dAheg kaxonBeig Aeppoimeprlootikéc e&epyacies, OTMG
10 AgppoPractikd Aépempo Kot To Burkitt Aépeopa, kd-
VELTPOQOVI TNV 0vOryKooOTnTo aE10AGYNG1G TOL TAVTOTE
670 TAAICL0 EVPELNG OVOGOUOPPOAOYIKNG KOl LOPLOKTG
KUTTOPOYEVETIKNG LEAETNG.

Kvttapoyevetikd, 1o AAKM, eriong ave&opttog
KUTTOPOAOYIKMOV TOKIAM®Y, yopoktnpiletor and ) ue-
t60gon t(11;14) og moc00T6 >95% TV TepUTTOGEOY. H
GLYKEKPILEVT LETABEDN, 1| OTTOl0 aTOTEAEL TOV E151KO Ot~
ayveOoTKO Kuttapoyevetkd deiktn tov AAKM katd v
apykn dtdyvmon, aviyvevetan pe FISH kot og eminedo
10100. H avéivon FISH anotelel peBodoroyia exhoyng
Yo TV OViXVELON TNG CLYKEKPLUEVNG LETABEDG.

To dedopéva avTd 6€ GLVOVAGHO KO LLE TIG 0VOGO-
POVOTLTTIKEG AMOKMGELG 0O TOV «KAAG1KO» Bempoevo
ovoco@avoTumo Tov AAKM 6nwc avtéc xovv texunpt-
wBel Tpdopata: 1) VIOINADOVOLY TIG ONUOVTIKES dSVOYE-
peleg ot dopoptkn dtayveotiky tov AAKM amd diia
B-Aegpoopoto and pikpd AepeokiTtopa Kot 2) Kavouv
TPOPOVT TNV AVAYKOLOTITA TNG EVPELNG ALVOCOLOPPOAO-
YIKNG (AVOGOLOPPOAYIN/VOCOOPYLITEKTOVIKT]) OGO KaUT
HLOPLIKNG KUTTAPOYEVETIKNG LEAETNG OE EMIMEDO 1GTOV KoL
T TN SyveGTIKN TPocéyyion Tov B-Aepoopdtov ornd
HIKPA 1 LeYGAQ KOTTOPOL.

3. Aeupadevikd Aéupwua amo to KUTTapo
g optakrjc {wvng

To Aeppadevikd Aéppapa amd 1o KOTTOPO TNG Oplo-

KN Lovne [(AAKOZ) Nodal Marginal Zone Lymphoma)]
glvan Tp@tonadéc Aepeadevikd B-Aépompo amd pkpd
AEUQOKVTTAPA, TO OTTOI0 LE OVOGOLOPPOAOYIKA KPLTNPLO,
(0VOGO0PYLTEKTOVIKT)/ VOGO LOPPOAOYiaL) LipEiTon deVTE-
pomadn dmbnon tov Aeppadévev and B-Aépoopa amd
TO KOTTOPO NG oplakng {dvng: eEmieppadevikd, MALT
TOTMOV N GTIANVIKO AEUQ®O arnd TO KOTTAPO TNG Oplo-
kng Lovng. EE optopov (WHO 2008), n vocog dev mpo-
ofdrlerl eEwhep@adevikods 16Tovg 660 Kol To oTARvVa.?

To AAKOZ givar omdvio ovtotnta. (1-2%) tov cvvo-
AOL TOV AEPQOUATMV, 1 OTOL0 GTEPEITAL YAUPOKTNPLOTIKOV
LOPPOAOYIKAV (LOPPOLOYLO/OPYITEKTOVIKY]), VOGOPAL-
VOTLTTIK®V, LOPLOKDV Kol KVTTUPOYEVETIKDV YVOPICUA-
TOV, YEYOVOG GTO 07010 aodideToln Kot T0 YoUNAO T0G0GTO
avomopoyoydmog katd m ddyvoon (uokg 63%).%

To Aepeopotddn kotrapo Tapovctdlovy evpl @d-
OO LOPPOLOYIKNG EKPPAOTG, CUUTEPIAAUPAVOUEV®V
UIKPOV AELQOKVTTAP®V, AEUPOKVTTAP®OV LUUOVUEVDV
KOTTApO OpLaknG COVNG, LOVOKVTTOPOELDOVS TOTOV AELL-
QOKVTTAPMV, KEVIPOKVLTTAPLKOD TOHTOL (centrocyte-like)
AELQOKVTTAPMV, TO, OTTOI0 AVOLULYVOOVTAL LE HIKPO V-
yrprTikd op1Opd peydAmy evepyomomuévmy B-kuttapov.?
H mlacpatoxuttapikn dtapopomoinon ivat cuyvo gvpn-
po 6to AAKOZ (22% £mg 36%)? kat, 6€ GLVOLAGUO pIE
NV omovcia TafoyVeIIK®V Kprmpiov yuo T d1dyveon
tov AAKOZ 660 kot T1ov AgppOTAAGHATOKVTTOPIKOD
Agpooparog (AITA), epunvedovv v woydovoa onpe-
po. dmoym Ot poL amd TG SuoYEPESTEPES SLUPOPIKES Ot
AYVOGELS KATA TN S10yVOGCTIKY Tpocéyyion Tov B-AMA
elvan exeivn peta&d AAKOZ pe mAoopatokuTTapikn ot-
apopomoinon kat AITA.2*

Tpla apyrrektovikd TpdTLTO AVATTVENG TOV AELP®-
LOTOIDV KOTTAP®V £X0vV Teptypopel: olddeg (nodular)
70 07010 EiVaL KOt TO GLYVOTEPO, TEPIAEUPOLO10KO (peri-
follicular) kot 814yv10.2 X10 0{MdEC TPOTLTO TA AEN-
QOOUOTMON KOTTOPA TEPIPAALOVY N TANPOG amoikilovy
(colonization) avtidpaoctikd PAacTkd Kévrpa Aepeolidi-
@V, OTOG AVOIELKVVETUL 0VOGOTGTOYNLKE (0TI 0loapeig
HLOPPOAOYIKG TEPUTTMOELG) OO TNV TAPOVGIO VITOAELL-
UAT®V TOL SIKTOOL TMV OEVIPLTIKAOV SIKTVOKVTTAP®V TMV
Brootikmdv kévipov (CD21+, CD23+, CD35+) kabdg kot
oV GAAOTE GALOL apBol B-kuttdpmv tov PAacTiKOV
kévtpav (belo+, CD10+, LMO2+ GCET+) evtog tov
60lov. X10 TEpePPOIO10KO TPOTLTTO, TO, AEUPMLLOTMOOT
KkOTTapa TEPPariovy, xmpic cuvnbwg va dimbovv, avti-
dpaotikd (bel2-, belo+, CD10+) Practikd kévipo, Aep-
@o1diwv, KOTA TO0 TPATLTO TG PVGLOAOYIKNG OPLOKNG
Covne. To didyvto TpodTLTO AvATTVENG YopakTnpileTal
amo TNV ToPovcio eVUEYEB@V OUAd®V AEUPOUATOIDV
KUTTAP®V, GUYVE LLOVOKVTTOPOELBOVG TOTTOV, EVAD OTTOV-
o1élovv avtidpactikd Practikcd kévtpa. Ta Tpoavagep-
0évta mpoTLTTA OVATTLENG TV AELPOUATOIDV KUTTAP®OV
UTOpEL VO GUVLTTAPYOLY GTOV 110 AEUPAUSEVAL.
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AvoGOoQAIVOTUTIKG, TO AEUQMUATOS KOTTOPO TOV
AAKOZ 61epohvtal 181K0D AVOGOPAVOTLTTIKOD dEiKTn
K0l GTNV TAELOVOTNTA TOV TEPITTOGEDV, EKTOG TNG OeTL-
komTog otovg B-deikteg (CD20, CD79a), tantomolon-
vtal og: CD5-/CD23-/CD10-/bel6-/xvkkivn D1-, Bel2+,
DMAA44-.’Eva ukpd m1ocootdo AAKOZ yapoaxtnpileton
a6 v Topovaio IgD avocospapivng (GTANVIKOG VITO-
turog Tov AAKOZ).22%

"Exovv avagepBel moikileg amorxhicelg amd Tov Oem-
pobLEVO MG «KAaGIKO» PatvoTumo Tov AAKOZ, pe v
£vvola g BeTIKOTNTOG TOV AEUPOUATOIDY KVTTAP®Y GE
GAlote GAAO TOGOGTO Ko LE TOIKIAAOVGa EviaoT) Oeti-
KOTNTOG (08 PIKPO TOGOGTO TEPIMTOCEDMV) GTOVG OEIKTEG
CD5%1 CD23 11 CD43,* IgD 11 CD10 kot omavidtepa. bel6.
AvT16 dvuoyepaivel T SLOQOPIKT SyVOGTIKY omd GANEG
«LOPPOLOYIKEY Opo1eS Kakon0elg B-Aeppotmepmhaoticég
eEepyooieg amo pkpd Aeppokdtrapa, petald GAlmV Kot
eKkeiveg mov yopakmmpilovral omd TAGGHOTOKVTTAPIKT
dwpopomoinom.

TéMog, 1dtaitepa SVGKOAN TPOKANOT GTN SLOYVOCTIKT|
npocéyyion tov AAKOZ eival 1 ektipmon tov apBpon
TOV HeYGA®Y B AeLQOKLTTAP®VY KL 1] GNUOGIN TOVG 0VoL-
QOPIKA [Le TNV TOAVOTNTO EKTPOTNG TNG VOGOV GE Sy L-
70 B-Aéppopo amd peydro depporkvtrapa (ABAMA). To
YEYOVOG U TO 00didETOL APEVOC LLEV GTNV amovcia Oeomt-
ouéVoL 16ToA0YIKOD Pabpod kakonOetog (grading), 0nmg
670 AepPO{I010KO AEUPOLLA, OGO KOl OTIV 0TOVGI0, COPME
kaBopiopévav kprtnpiov yuo v ektponn tov AAKOZ
npoc ABAMA .2 Efuepa, 61000, ivol TAE0V anodekto,
O0TL KAMvikompoyveoTikn a&io £xel LOVO 1 TopovGio V-
peyéfav opdadmv (sheets) and peydio B-kbtrapa kot oyt
70 0OAVTO T0G0GTO TOVG. 'ETO1, TEPITTMGELS [e TOGOGTO
peyddov B Agpookvttapov >20% 660 kot <20%, xopig
&vtoToLS Tapovaio evpeyebav abpoicewv, otepodvial ot
APOPGOV MC TPOC TNV TPOYVMGT Kat enifinon tng vocov.?

Naidlatpikd AAKOZ

To madwatpiko AAKOZ amotelel mowidio (variant)
00 AAKOZ Ady® TV S10KPITOV 0VOGOPUIVOTUTTIKMY,
YOVOTLTIK®V Kol KAVIKOV YOPUKTINPIOTIKAV TOV, LETU-
&V TV 0T0lmMV KoL 1| GOQNG VITEPOYT TOL GE aydpLa EVol-
VTl TV Koprtoldv (20:1).26

AdY® ™G apYITEKTOVIKNG avATTLENG TOV (TPOTLTTO
oplaxng Lovng), to Toudtatpikd AAKOZ dnpovpyet 6¢-
po S10popodIYVOCNG GO TV GTUTN VTEPTAAGIO TNG
oplakng Lovng (Atypical Marginal Zone Hyperplasia),
omoia emiong TaPUTNPEITAL GTNV TOISUKT NAIKIC KO Y0pol-
KkNpileTol avocoIoTOYNUKE 0O TEPLOPIGLO A EAAPPLOV
aAvcidwv (povortumia).”” Qot6c0, n PCR aviivon tekun-
PLOVEL GLVIOMG TOV TOAVKAWDVIKO YOPAKTNPO TNG GTUTNG
vrepTAACiag TG oplakng (OVNG G€ OVTIOOTOAN LE TNV
emPePaimon Tov LOVOKAMVIKOD YOpAKTPO TOL TodLo-
tpwkod AAKOZ. To madratpikd AAKOZ, avtibeta omd

10 AAKOZ tov evnlikov, yopaktmmpiletal omd apiot
npoyvoon pe cuvenpntikh Bepaneia.?

4. Aeu@omAaouaToKUTTAPIKO Aéu@wua

To Aepgomhaopotokuttapko Aépeopa [(AIIA) Lym-
phoplasmacytic Lymphoma)] eivor B Aépoopa and pikpd
AELOOKVTTOPA, AELPOTAACHOKVTTOEDN AELPOKVTTOPO,
TAOGLOTOKVTTOPA KO LkpO aplfpd peydlmv evepyomot-
nuévev B-Agpporxvttdpmv. H vocog dinbel cuvibmg to
HVEAD TOV 0GTAOV KOl GTOVIOTEPH TOVG AELPAIEVES KOUT
TO OTA VO, VO QEIOETAL TOV EEMAEUPASEVIKDVY TEPLOYDV.
To ATIA dev minpel kpripuo GALov B-Asppopdtov pe
SuVNTIKY TAOCUATOKVTTOPIKY] dLOPOPOTOINGT OTMG TO
AAKOZ, 1o AAA, 1o AAKM xor 1 XAA/AMA, étot
®ote 1 ddyvoon tov ATTA va tifetan €& amoxielopon.

O epiocotepeg mepimtdoetg AIIA dwytyvdokovtot
oTNV ooteopvelKn Provyia, 1 omoia yapaktnpiletot amod
dAlote GAANG éktaons B-Aepoikn Ko TAacpotokutTapt-
K1 dmbnon, pe PN KO OOTOGO aPYLTEKTOVIKO TPOTL-
o d11Bnong Vo TV EVvola TG TAPOLGING EVOLAIESTG
(interstitial) d10nong pe N yopic Tapovsio: a) olost-
dwv (nodular) aBpoicewv, B) mtapadokidddovg (paratra-
becular) avantoéng kot y) didyvng dubnong. Ta pukpd
B-Aepporvtropa avopyvoovtot pe GALoTe GALO 0plBpd
AELPOTANGHLOKVTTOEO DV AEUPOKVTTAPMOV KOl TAUGLATO-
KUTTAP®V, LLE YOPOUKTNPIOTIKT| TAPOVGI0 EVOOTUPTIVIKOV
PAS+ gykieiotov (Dutcher bodies). Ztnv mielovotnta
TOV TEPMTOCEMV, Tapatnpeital avénuévog aptdudg ot-
TEVTIK®V KuTTapoVv (mast cells), ota omoio amodidetain
EMOYOYT] TOV KLTTAPIKOV TOAAATAOGLOGLOD TOV AEUPD-
HaToG, Yopic vronTolg va Bewpovvtat deiktes gvaictn-
Tot N ewkoi ¢ vooov. [apdiinia to AIIA dvvatdv va
yapaxtnpilerol oand v Tapovsio evonobiécemv avoco-
oapivng, apLAOEIB0VGH?,

H &1dyvoon tov AIIA otv OB 6tav cuvumdpyst
IgM mopanpoteivn de dnpovpyet Waitepovg dlopopo-
SyvooTiKoOg TpoPAnpatiopovg ard dala B-AMA pe
TAOGLLOTOKVTTOPIKY dlapopomoinom, e e&aipeon T dt-
NnOnomn tov poerot and AAKOZ e TAUGHATOKVTTOPIKT
dwpopomoinon.

Avrtifeta, ) tekunpimon g didyvwong tov AlIA og
eEopvelikéc meployés (Aepeadéveg/oTAnvog) tvor 1
aitepa TpoPAnpaTIKY, AGY® TNG OMOVGIOG EWOIKMV TNG
VOGOL (VOCOLOPPOAOYIK®DV KPLTnpi®v Kot Tng aAinio-
EMKAAVYNG e OYETWLOUEVES OVTOTNTES, LLE YOPOKTPL-
otwcd mapddetypo 10 AAKOZ pe mAoopatokuTTapikn
dwpopomoinon.?*

To «KAOGIKO» KOl GUYVOTEPO TPOTLTO AVATTVLENG TOV
ATIIA 61006 AePLPAOEVEG 0POPA G LOVOTOVT dLdyVTH dt-
Nnonomn amd pwkpd B-Agppokvtropa, AUPOTAAGILOKVTO-
€101] AELLPOKVTTOPO KOLL TAOCULATOKVTTOPO LLE SLOTHPNOT|
NG PLGLOAOYIKTG OPYLTEKTOVIKNG TOL AEUPASEVEL, VIO TNV
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£VVOL0. AVOLYTOV AELPOKOATOV KOl TOPOVGIOG LUKP®DY
AVTIOPACTIKOV AePQOQSI®V KOTé TNV TOpLET TOV AEUPO-
déva..28% T dedopéva avtd dtapoporolody to ATTA amd
10 AAKOZ pe mhoopoatokvttapikn dopopomoinomn. To
TEAEVLTAIO OVTO GTEPEITAL AVOLYTAOV AEPPOKOATOV KOl
yapaxtpiletor amd v mapovcio peYAA®Y, TAPOG o)e-
30V amokicHEVTmVY and To0 AEPE@A PAAGTIKOV KEVIPOV
TV Aeppolldinyv, OTMG OmOdEIKVVETOL OO TNV TOPOL-
oo eVUEYEDDY VTOAEILUATMV TOV SIKTVOL TMV dEVIPLTL-
KOV O1IKTLOKLTTAPOV TV PAacTikdv Kévipav (CD21+,
CD23+, CD35+).

Zraviotepa, mopatnpeital acaeds olddec moAV-
HOpPO TTPOTLTO dONOTG TOV AEUEUdEVA e KATAPYT-
o1 NG PLGIOAOYIKNG APYITEKTOVIKNG TOV LE TNV vvolo
g Topovciog acapndv oloeldmv abpoicemv amd pKpd
AEUQOKVTTOPO, AELUPOTAAGLLOKVTTOEION AEUPOKDTTAPO,
TAOGLOTOKVTTAPO KOl puKkpO aptBud peydlov evepyo-
momuévev B-Aeppoxvttdpmv 1 totiokdtTopa. Xapo-
KTNPLOTIKO CNUEIDOVETOAL 1] OTOVGI0 VITOAEWLUATOV TOV
DRC avticToiya mpog Toug oA HOopPOLS cwTovg 6lovg. ™

Kat’ avaroyia tpog to AAKOZ, dev vpictatal, Tpog
70 WaPOV TOVAG)LoTOV, amodekTh uEBodog agloldynong
7OV 16ToA0YIKOV Babpod kakonOetag (grading) tov ATTA.
YUven®c, 1 O1Gyveon extponng ¢ vocov o ABAMA
mpobimofBétel v vapEn evpeyéBov opddwv (sheets) amd
peyaio gvepyomoimuéva B-kottapa, aveEaptntog Tov
OAVTOV TOGOGTOV TOVC. >+

Avocopavotomikd, to AITA €& opiopod yopoktn-
piletor omd v Topovsio KAoVIK®v B-Aeppokuttdpmv
K0l TAOGUOTOKVTTAP®V [LE TOVTOGTLO TEPLOPIGHO EAOL-
opbg alvcov. Ta B-Agppokittapa, ektdg tov B-deiktdv
(CD20, CD79a, PAX-5), cuvh0wg ekppdlovv avoco-
coapivn empaveiog/kuttaponidopotoc [gM, omavid-
tepa IgG kot omavio IgA, evd gival cuvnBmg apvnTikd
otovg deikteg CDS, CD10, DBA44, xukdivn D1, CD23,
CD43.77 Zndvia, to veomhacpatikd kbttapo tov ATTA
duvatd va epeavilouv avdpoin EKppoot VO Kot omto-
VIOTEPQ TEPLGGOTEP®V OO TOVG TOPUTAVE® deikTeg, BE-
Tovtog 0€pa dlopopikng StayveoTikng and Al B-AMA
UE TAOGLOTOKLTTOPIKT Slapoponoinon.” Etot, dedoué-
Vo TPOGPOTOV LEAETAOV AVOPEPOVTOL OTY) BETIKOTNTO TOV
B-Aepgpoxvttdpmv tov AIIA og mocootd amd 17%-43%
010 CD5, 16%-43% oto CD10 ka1 20%-58% oto CD23.%°
Evtovtotlg, mpénet va entonpovOei 0Tt otnv mAglovotnTa
tov nepimtdoemv AITA, ot deiktes avtol gite mapovoid-
Covv aoBevn| ékppao gite dev apPopoHY GTO GHVOLO TOV
AepoopaT®dnv Kuttdpwv.” Ta tpdoeata ovtd ded0-
HEVO LTTOINADVOLY TNV OVOYKOLOTNTO THG TOLOTIKTG Kol
TOGOTIKNG GUVEKTIUNONG T®V 0LVOGOPALVOTUTIKAV €l
KTOV TAVTOTE PESA 0TA TAAIGLO TNG EVOEAEXOVS OELOAD-
YNONG TNG OVOGOOPYITEKTOVIKNG KOl 0VOGOLLOPPOAOYIOG
tov B-AMK oc¢ eninedo emapkong yo a&toAdynon 16tov.

[pécpata tavtomtombnke oe Wiaitepa avEnpévo
apOpd AIIA pa eravoloppovopevn petdAraén oto

yovidto MYDS88 (MYDS8S8, L265P). Av Angbei veoyn
OTL 1| CLYKEKPIUEV HETAAAOEN TTopotnpeitan e Pikpn
oLYVOTNTA GE TEPLOPIGHUEVO 0pBpd dAlmv B-AMA, Oa
pmopovoe va BewpnBel mg £181KOG d10yVOGTIKOG dEIKTNG
vrEp Tov AITA 332

Awa@opiKn SiayvwoTtikn mpwtonabwv
Agppadevikwv Kat Aevxapkwv B-AMA

Ta B-AMA pe mpotonadn 116non tov Aepeoadévev,
KOUM TOV aipaTOg 0POpODY GE LOPPOAOYIKE, AVOTOPIL-
VOTUTIKA, KOTTOPOYEVETIKA, LOPLOKA KOl KAVIKG ETEPO-
vevn opdd@v voomv. H dtapopikr dayvaotikn (AA) tov
oAV VToTOT®V TV B-AMA givor emiBefinuévn Ad-
YO TOV AUECOV KAVIKOTPOYVOCTIKMOV KOl BEpanEVTIKOV
TPOEKTAGEMY OV CUVETAYETAL KAOE S1AyvoT| Kot 6Tnpi-
Ceton 6T0 CLVOLAGUO «YAPAKTNPLOTIKOV» TOV VITOTOTMOV
LOPPOAOYIK®DV, (VOGOLOPPOAOYIKMV, KUTTOPOYEVETIKMOV
KoL KAMVIKOV 0e00UEV@MV.

Qo61000, EVD M apy| oVTH 1OYDEL Y10, TV TAELOVOTI-
o TV AAA kon 1o AKM, 10 ontoia yapaxktnpilovror omd
€101K00G TG VOGO 0lVOGOPUVOTUTIKOVG KOl KUTTOPOYE-
VeTIKovg deikteg, oev Ppioket epappoyn oto AIIA kot to
AAKOZ pe M yopig TAacHOTOKVTTOPIKT S10(pOpOToin-
o1 T 0Toie. GTEPOVVTAL EIOIKNG KUTTUPOYEVETIKNG OV~
HoAlog KOOMOG Kol EIOIKOY 0VOGOPULVOTUTIKMY SEIKTAOV.

MMopdriinda, 1 eVPEiD AVOGOPALVOTVTIKT| LEAETT TV
B-AMA katédeiée: 1) avdpoin EKppooT ovosoPaLvoTL-
KOV OEIKTAV 01 010{01 TOANIOTEPO EDE®@POVVTO «YOPOL-
KINPoTIKOD optopévav votinwv tov B-AMA kot o
GALOVG VTOTOTTOVG KOl 2) SLVNTIKT ATOVGI0 AVOGOPOL-
VOTUTTIKAV SEIKTOV BEMPOVLEVOV MG KYOPOKTNPIOTIKAOV
Y10 GLYKEKPLULEVOLG VITOTLTTOVE.

XopoKTNPIOTIKA TOPUSELYHOTO TOV S1APOPOSLOY V-
OTIKOV TPOKAT|GEMV Y10, TOV L0 TOTOHOLOYOVATONO GTIV
TPEXOVCO JLAYVOOTIKT TPOGEYYIOT] TOV AEUPAIEVIKDOV
Kot Aevyoptkdv B-AMA anotelovv o (ntnpota AA:

o AIIA a6 to AAKOZ pe TAoopotoKuTTOpIKY S1opo-
pomoinomn AOY® NG Amovcing «EWIKOV» TOV VOGmV
LOPPOLOYIKAV, AVOGOLOPPOAOYIKMV KOt KUTTOPOYE-
VETIKOV KPLTnpiev KobdG Kot TG LOPPOLOYIKNG Kol
OVOGOMALVOTUTTIKNG OAANAOETIKAAVYNG TOVG.

* AAKOZ pe 1 yopic TAacHaTOKVTTOPIKT S10pOPOTOin-
o1 amd TN LETAGTOTIKN dtnnon Tev Aepeadévoy and
AavOavov eE@AEPAdEVIKO AP 0td TO KOTTAPO
g optlakng {ovng, MALT-tOmov Kot ToAd oraviote-
PO CTTANVIKO AEPQ®LL0. OpLakng (DG,

* AAKOZ pe ektetopévn mAoCHOTOKVTTOPIKY Slopo-
pomoinon amd d1Mbnon tov Aeppadéva and eEopve-
MK TAAGUOKOTTOO, 1] TOAAOTAOVY HVEAMLLO.

* CD10+ AAKOZ pe xategoynv olddeg mpdTumo ovd-
noéng amd CD10+ AAA.

* CD10- AAA and AAKOZ pe olmdeg mpdtumo ovd-
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nToéng.
* bel2- AAA Grade 3 omd Bel2- avtidaotikn Aepeoli-

oKn vreprAocio.

* TOVL GLVOAOL TV Agppadevikdv B-AMA e nhacpo-
TOKVLTTAPIKT S10(pOPOTOINGT A T1 GLVOTAPEN TOVG
HE S10KPLTO TAUGLOTOKVTTAPIKO VEOTANGLOL (LETOOTO
TIKN dOnon Aepeadéva omd TOANUTAOVY HVEAMLLOL
N eE®UVEMKS TAUCUOKDTTOU).

* OTNV 06TEOLVEMKT] Broyio, TAOCUATOKVTTAPIKNG dV-
oKPOGIOG 0O TNV TOPOVGT0 TG ALY D TAAGUOTOKVT-
TAPIKNG CLUVICTMGOG AEUPAdEVIKOV B-Asppopdtov
HE TAOGUOTOKLTTOPIKT] dtapopornoinon Hetd ) Oe-
pomeio pe Rituximab.

* XAA CD5+ CD23- and6 AAKM

¢ CD5+ CD23+ AAKM omd XAA

* kUKAivn D1+ ABAMA and AKM
SOVEN®G, YIVETOL TPOPOVIG 1] OVOLYKOLOTN T, TG GLUVOL-

acpéVNG aEL0AOYNONG TV LOPPOAOYIKADY (PYLTEKTOVIKT/
KUTTOPIKT) 6UVOEST]), OVOGOPAIVOTUTIKAY, KUTTOPOYEVETL-
KOV 3E00UEVOV TAVTO. GE GUVOVAGHO LLE TIG KAVIKEG TTAT-
poopieg Ko TV gvoeyduevn mponynbeico Oepaneio katd
1 Ol0YVOOTIKN TPOGEYYIoT TV Aeppadevikdv B-AMA.

Il. Npwtomadn onmAnvika B-Asppwpara anod
HIKPpA AEp@OKUTTAPA

Yta mhaicto g avabeopnpévng WHO 2008 ta&ivo-
unong tov KNAI o oriivag dmBeitar tpotonaddc and
opado B-AMA pe d1okpith] LOKPOGKOTIKY KOl IGTOAO-
YIKT| €1KOVA, YOPIC TOOOYVOUOVIKO 0VOGOPAIVOTLTTO KOl
1N KUTTAPOYEVETIKO 1] HOPLOKO TPOPIA GTO UEYUADTEPO
apBud Tev teptO®ce®V. To ASPE®UOTO 0VTA, TO OTTol0
TPOGPUALOVY OTOKAEIGTIKA KoL LOVO TO GTTANVAL LLE TT0L-
POAANAN d1BNoT TOVL PLEAOD TOV 0GTOV KOUT TOL Te-
PLPEPLKOV OILOTOC, APOPOVV GE OVO OLADEG LLE SLAKPLTY|
HOKPOGKOTIKT] OGO KOl IGTOAOYIKT] EIKOVL.

H apdtn opdda meptiapPavel 1o omAnvikd AEpempo.
g oprokng {dvng [(Splenic Marginal Zone Lymphoma
(SMZL)], mov yopoktnpiletarl amd Kexpoedn LoKPOGKO-
7Ky Kot 0o{®dOMN PIKPOCKOTIKT EKOVA, KOLT) OEVTEPT] OG-
S0 TEPLOULPAVEL TPELG OVTOTNTEG: OTANVIKO B-Aéppmpa
amd pKpa AeppokvTTapa He didyutn dunon tov epv-
0pod mohpov [(Splenic Diffuse Red Pulp Small B-Cell
Lymphoma (SDRL)], mowktiio tng Agvyoupiog oo Tpiyo-
T4 Agppoxvtrapo [Hairy-cell Leukemia Variant (HCL-
V)] ko Agvyoupio oo tpryyotd Aeppoxvttapa [Hairy Cell
Leukemia (HCL)], pe opotoyevi LOKPOGKOTIKT] Kot S1di-
YOI LOTOAOYIKN EIKOVA e TNV EVVOLOL TNG TAPOVG Stdyv-
g dmOnong Tov pvBpod TOAPOV. XtV avabempnuévn
WHO 2008 ta&wounon, to SMZL* xar n HCL* ago-
pobv o€ SLaKpTég KAVIKOTAHOAOYOAVATOUIKESG OVTOTH-
teg, eved o SDRL kot p HCL-V amotehovv mpocwpivég
(provisional) ovtotnteg Kot apopoHv 6ToVG factkovg ek-

TPOGAOTOVS TNG OUASAS TV CTANVIK®Y B-Aeppoudtov/
Aevyoiov ato&vopntev (Splenic B-Cell Lymphoma/
Leukemia unclassifiable) tng ta&vounong avtnig. >

O poehdg TV 0otdv dinbeital oty TAEIOVOTTA TGOV
TEPUTTOGEDV 00 T TPTOTOON oTANviKG B-AMA, ympig
oLms, o€ ovtibeon pe To omAnva, 181k TPATLTTO S ON-
ong 1 €101kN popeoiroyia. ‘Etot, og eninedo ooteopvet-
KNg Proyiog givar addvarn nAA peta&d SMZL kot SDRL
kot HCL-V. To yeyovdg owtd vmodnidvet 4Tt Tpog To 7o~
POV TOLAGYIGTOV, 1) 06TEOLVEMKT] Broyia dev ivar duva-
7O VO, VTOKOTOGTNOEL TNV 0&io TG GTANVEKTOUNG, OGOV
aQOpG oTNV TEKUNPIOGCT TV EEYMPICTMV VTOTVTWY TOV
npwtonafdv oTANVik®ov B-AMA e amokAgiotikn dm-
Onon tov onAnva.?

A. lMpwtomabn XmAnvika B-AMA uge O{wdeg
Mpétumo Avantvéng

1. ZMANVIKO Aépgwua TG Oplakng Zwvng
(ZNOZ)

To ZAOZ &ivai 0 KuptOTEPOG EKTPOCOTOS TMOV TPM-
tonafov ominvikdv B-AMA. H keypogidng Lokpocko-
KT EIKOVAL OVTIKOTOTTPILEL TNV IGTOAOYIKT EKQPAGCT), LLE
v évvola TG a&oAoyng, cuviBmS, EKTTLENG TOL AELKOD
TOAPOV LTLO LOPPT| EVUEYEO®V 0LOEDDY AEUPOUATOIDV
aBpoicemv, o1 omoieg PTopel Vo GUPPEOVY KOl EMLYEVDS
dmBovVv 6g GAAOTE AAAO PBabLd Tov epuBpd TOAPS. TtV
TAELOVOTITA TOV TEPUTTOGEWV, ol 0ot yapaktnpilovral
oo dipopen (S1puciKn) LOPPOAOYi. ZVYKEKPIUEVOL, Lo
eomtepn Lovn amd HKPA AELPOKVTTOPO, LLODUEVT TOL
KkotTapa g {dvng Tov povova, eparieTorl omd gupv-
tepn {ovn and péoov peyébovg KutTopkd ototyeio e
SLOVYEC TPMTOTAAGLO, TOV ULLOVVTOL TOL KOTTOPO TNG
optakng fovng tov orAnva. Ta kuttapikd ovtd ototyeio
avapryvoovtal pe pikpd aplfud peydAwov evepyomonué-
vov B-Agppokuttapov.®? Iipdoeata neprypdenkay mept-
ntdoelg LAOZ [e LOVOPAGIKT) LOPPOAOYID LE TNV Evvola
LOVOLOPQOV Kot Oyt S1pLop@ov TANBLoHOD GTOVG Aepm-
potmdelg 6Lovg. 3637

To Aeppopoatddn kottapa tov XAOZ gite meptPaiiovy
avtdpaotikd (bel2-) Braotikd kévrpa gite dinBovv mAN-
PG T0. PAACGTIKE KEVTPO TOL AEVKOD TOAPOV GTO TANIGLO
OTOIKIGLLOV TOVG, OGS OMOJEIKVOETAL GO THV TOPOVCIOL
VTOAELUATMV TOV SIKTVOL TMV HEVOPLTIKAV SIKTVOKVTTA
pav oV Bractikdv kévipov (CD21+, CD23+, CD35+)
OTIG KEVTPIKEG poipeg Tmv 0Lwv. Ze m0cooto 21-74%, o
2AO0Z yopaktnpiletorl and TAAGUATOKVTTAPIKY Soupo-
pOTOING™M VIO LOPPT] LOVOKADVIKAV TAAGLATOKVTTAP®V
TAVTOCNUNG KAMVIKOTNTOG LE TO AEUOMUOTMOOT KOTTO-
pa gite evtog g meprpepikng (dvng tov XAOZ gite oto
HeTAED TV AepPOUATOIOV 6{®V YdPO TOL oTANVA. &i-
€, TEAOG, L€ TN LOPPT| 0BpOicEMV EVTOG TOV OTOIKIGHE-
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VIOV and 10 AEUPOLE. PAACTIKOV KEVIPOV TOL AEVKOD
oApov.** 1o 1/3 10v tepumrtdcemv EAOZ pe mlacpo-
TOKVTTAPIKY] O10pOPOTOINGCT] GUVLTAPYEL LOVOKAMVIKN
IgM mopanpmteivn 6TOV O0pO, YEYOVOG TO 0TOi0, 18iMG
GTO HVEAD TV 00TOV dtkaloAoyei Tov amoxkielopd ATTA.

O avocopaivoturog tov XAOZ, o€ avtifeon e Toug
«mofoyYVOLOVIKOUG) PatvoTuTTovg Tov AAA 660 Kol TOv
AAKM, ™g HCL kot g XAA, givat yopoKTnploTikog
oYL OL®G TAPOYVOOVIKAS TNG VOGOV, AOY® TNG UTOVGi-
oG €WK®OV Tov ZAOZ deIKTdOV, TPOG TO TAPOV TOLARYL-
GTOV, KOT™ avaAOYio TPOG TOVG [N EWIKOVS GOVOTUTTOVG
tov B-AMA and 1o kOttapo g oprokrg {ovng (MALT,
AAKOZ).3? Etot ta Aeppopatddn kotrapa tov TAOZ
givar CD20+, CD79a+ 6t0 GUVOAO TOV TEPITTOCEMY,
DBA44+ ko CD27+ o€ peydio aptBud oyt 6pmg 6to 60-
volo tov mepumtdoe®v XAOZ, evd 6TV TAELOVOTNTO TV
TMEPIMTOCEMV KOl GE EMINESO 16TOV €ivaLl APVITIKA GTOVG
deikteg: CD5, CD10, CD23, bel6, CD43, CD10, CD123,
Annexin A, kvkhivn D1.333

[Topaiinia exkppdlovv cuviBwg avosEopivn ETPa-
vetog IgM ko IgD og avtiBeon pe ta vwoélouro Aeped ot
g optakns Lovng (MALT kot AAKOZ), pe e€aipeon pu-
kpo ap1Bud tepumtdcemv AAKOZ, ondnvikod vwotdTov.

Alagpopikn Aldyvwon tou XAOZ oto XmARva

H AA tov ZAOZ o10 omiiva amotehel S10yvooTIKN
mayida enedn neptropfavel eopd edoua B-AMA 6co
KO OVTIOPOUCTIKOV AEUPOVTEPTAACTIKMDV ££EPYACIOV
HE «KEYPOELON» LAKPOCKOTIKY EKOVA OGO Kot KOTEE0-
v olddeg 16TOAOYIKO TPOTLTO AVATTVENG, £TCL DOTE
va ppovvtor ZAOZ.

a. AA 2NOZ ané B-AMA

B-AMA 10 onoia g eninedo oTANVEKTOUNG HipLoV-
vtot popeoroyikd to XAOZ eivor kuping to AA, to AKM
Kat, og pikpotepn éxtoon, N XAA, n B-ITAA xat to pe-
TOGTOTIKO 6TO OTANVA eEOAELPAOEVIKO Aéppmpuo MALT
TOMOV. TNV TAEOVOTNTA TOVG, GVTA TO, AEUPDTATA Ot~
NnBobv cvvBwg devteponaddc To omAva 6To TANIGLY
YEVIKEVUEVNG VOGOV, ZTAVIK, TPOKELITOL Y10 TPOTOTOON
dmOnon tov orANva Y®Pig AEUPAdEVIKES 1 AAAES EVTO-
TOELG, EKTOG TOV HVEAOD TOV 0CTMV.

B-AMA ta omoio 5100y Tpotonadde To oTAnva Kot
avayvopilovtol orHepa oG d10KPLTES KAVIKOTaHoA0YO-
OVOTOUIKEG OVTOTNTEG UE ONAOTEPES KALVIKOTPOYVOCTL-
Kkég mpoektaoelg etvor To AA ko 10 AKM. Extog amd to
0{(hdeg 16TOAOYIKO TPOTLTO AVATTLENG GTO GIANVA, TO.
TeAevTaio oVTd Aepedpota yopaktmpiloviol cuyvd Kot
and Spactkh popeoroyia, kot averoyia tpog o TAOZ.
Qo1660, 1) EVPELD AVOGOTGTOYN KT KOUT LOPLOKT] KUTTO-
poyevetikn perétn pe FISH o€ 1otoloykég topéc omin-
VIKOVU TTOPEYYOUOTOG, LE TNV £VVOld TNG OVAdEENg TNV
TAELOVOTITA TOV TEPITTOGEMY TOV «TOHOYVOLKODY 0vO-

GOPOVOTVTLKOV KOl KUTTAPOYEVETIKOD TOVG TTPOPIA, GUU-
Bairet kaBopiotikd ot AA Tovg 0o to ZAOZ.

Méypt mpdopata, 1o EvdokorToeldko (intrasinusoidal)
APYITEKTOVIKO TTPOTLTIO d1BNONG TOVL PLEALOD TV 0GTMOV
gbempeito Taboyvopkd tov TAOZ. ITAéov, yvopilovpe
OTL TO GLYKEKPIUEVO TPOTVTO UTOpEl va mapotnpnOel
1060 o€ GALEG OUIYDG omANVIKEG KakonOelg 1) kaAonOglg
Aeppotmepmiootikég e€epynoieg 0G0 Kot 6€ TPOTOTUON
KkauM devteponadn oto orAnve B-AMA 6nmg to AKM,
10 MALT Aéppopa kot 1o AA. Avtd givat oitepo on-
poavtikd, av Anedel vToYn OTL TO AULYDS CTANVOUEYOAL-
k6 AKM pe Agvyayukn donon avayvopiletol TAéov g
drakptth ovtoTTa pE Wiaitepa e BLoAoyikn copmept-
@opa,*® cuyKpITIKG TTPOG TNV EMOETIKN CLUTEPIPOPE TOV
Aeppodevikon AKM.

B. Atapopikri didyvwon tov SAOZ amnd
avTidPAOCTIKEG B-AeupoUnmepmAQoTIKEG
eepyaoiec ue o{wdec mpdétumo avantuéng
oto omAriva

IIpdkeltatl yio: o) TNV avVTIOPACTIKN LITEPTAO-
clo TG oploknNg Zmvng Kat B) TV EUUEVOLGA TOA-
Khovikn B-Aeppoxvttapwon (Persistent Polyclonal
B-Lymphocytosis (PPBL).

1. Avudpaotikn Yrnepmhaaoia tng Oplakng Zwvng
Tou ZmAfjva

H AA g avtidpacTikng vaepmAaciog TG Oplokng
C{ovng amd 1o ZAOZ 660 Kot GAria orinvikd B-AMK ce
VAIKO oA VEKTOUNG oTnpileTal oTny TEKUNPImoT o) TOV
TOAKAWOVIKOD YOPOKTHPA TG VOGOV GE 0VOGOTGTOYT| -
K0 KoM poptaxd eninedo kat ) otnv anovcio Tov deikT
DBAA44, 0 onoiog givatr cuviBwg Betikog oto XAOZ, d-
vtote BéPata ota mAaiclo GUVEKTIUNONG TG KAVIKOEP-
YOOTNPLOKNG EIKOVOG TOV ac0evoDg.

2. Eppévouoa NMoAukAwvikn B-Agpgokuttdpwon
(ENBA)

H ETIBA egivotl omdvia Aep@odmepmlacTiky vOcog,
GyveOGoTNG 0LTIOAOYING Kol TTL0G BLOAOYIKIG GUUTEPIPOPAS,
1 omoia TPocPaiel VEES YuvaiKeS, GUVNOMG KATVIGTPLES,
o1 mtepiocotepeg e yovotumo HLA-DR7. Xapaktnpi-
Ceton KAvid amd a&loloyn oTAnvoueyaAio, AEUPOKLT-
TOP®ON, TOAVKA®VIKY IgM otov 0pd Kol QovoTLTO
[gM+IgD+CD27+DBA44- 4!

H EIIBA o10 onAjva ppeitor 1o ZAOZ vd v €v-
vota 0{dd0Vg EKTTVENG TOL AEVKOD TOAPOD LE EMLYEVN
a&oroym dmbnon tov epuBpod ToAPov. Ipdkeitor woTo-
60 Yo toAvkAovikd B-Aepporxvtropa (IgM+, IgD+) éco
Kot ThacpatokdtTapa pe koteEoynyv IgM moAvkAwviky
KUTTOPOTAOGLLOTIKY AVOGOCQALPIvVT.
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[popAnpata dopopikig dtayvmoTtikhg and to XAOZ
pmopel vo TpokOyovv kupimg oe eminedo ooTEOVE-
AMkng Broyiog AOY® TG EVOOKOATOEOIKNG AVATTLENG
B-Aeppoxvuttdpov kot 6tig 600 ovtottes.*? Qotdco, 1
GUVEKTIUNON LE TIG VITOAOTEG KAVIKOEPYAOTN PLOKES T0L-
POpETPOVG (KAMVIKO 16TOp1KO, TOAOKA®VIKY IgM otov 0po,
«khoookogy IgM+, IgD+, CD27+ patvdtumog ToAvKA®-
VIK®V B-AeLQOoKLTTAP®V LE KVTTAPOUETPiO pONG OTO Oii-
Lo KO TO HUEAD T®V 06TAOV) GUUPAALEL OLGLAGTIKA GTN
A.A. g EIIBA a6 10 ZAOZ. TTopdiinia, | amovcio
BetikotTog oto DBA.44 oto civolo tov B-Aeppikdv
otolyeimv g EIIBA, o avtifeon e tn BetikdtnTo Tou
GLYKEKPIUEVOL OEIKTN TNV TAELOVOTITA TOV TPOTOTO-
0oV ominvikdv B-AMA ot eninedo omAnvekToung Kovn
00TEOLVEMKNG Proyiag, evioyvel Tepattépm TN OLdyvVo-
on ¢ EIIBA.

B. lNpwtomaBn XmAnvika B-AMA ue didyuto
npotumo avantuéng

O1 Baoikol eKTpOCHOTOL TNG OULASUG CVTNG TV TPWTO-
mafdv onAnvikdv B-AMA a@opovv: I) otig pocwpivég
(provisional) katd WHO 2008 ovtdémrec: 1) omhnvikd
Apoopo oo pikpd B-Aepeorkvttopa pe didyvtm dmon-
o1 1oL £puBpov Toreov (SDRL), 2) mowciiia g Aevyar-
piog amo tprywtd kuttapa (HCL-V) ko IT) ot daxpirn
kotd WHO 2008 ovtotnta g Aevyonpiog and Tpryotd
kotrapo (HCL).

MNpoowpivég OvtotnTeg

1. ZnAnvik6 Néupwua amd ukpd
B-NAeugokotrapa ue diayutn 61ibnon
T0U EpuBpou moApou

To SDRL uaxpooxonixa yapaxtnpiletor oand opot-
OYEVT] EMPAVELD JIATOUNG TOV OTANVO, EVD 10TOAOYIKA
amd Sudyvtn dBnon Tov epLOBPOV TOAPOV (KOATOELN|
Kol OTANVIKEG YopdEg) He emtyev polikn dmbnon kot
atpogia TV AevKoD TOAPOL £T61 OOTE VA AmoLoldlovv
6VVNOMG 16TOAOYIKE 1| AVOCOIGTOYNULKG VITOAELLATL-
kég B-meployég tov Aevkol moApov. H Aspoopotddng
dmMbnon eivor YopakINPIOTIKA LOVOLOPOT, GE avTiDe-
omn pe t dipopen cuvnbmg popeoroyio tov XAOZ, evd
o AEUQOUATOdN KOTTOPO. Eival cLVNBME PIKPOD Koum
péoov peyéBove. Xoapaktnplotikd, o€ avtibeon pe to
2AOZ amovoidlovv: a) Practikd kévipa, ) dtapopo-
moinom TOmoL oplakng {OVNG Kot Y) TAAGLOTOKVLTTOPL-
K1 dtapopomoinon.s

Avocoictoynukd to SDRL, extég tv moav-B det-
ktov (CD20+, CD79a+, PAX5+), givat otnv mAglovot-
To TOV TEPMTOCEMV BeTikd otovg deiktec DBA44 kot
CD27 evd apvntikd otovg deikteg CDS, CD25, CD123,
CD10, CD23 kot Annexin A%

To wpodTLIO dMNONONG TOV PVEAOD TOV 0GTAOV GTNV
OB eni SDRL givat cuyvad evO0KOATOEOIKO LLE GUVOSO
gvolapeon, ovviomg, kat ordvia o{momn dmdnon. Iopo-
TL amd OpIoUEVOVG GVYYPOPEic vTootnpiletan 6Tt TO V-
SOKOATOEISIKO TPOTLTTO CVTO EIVAL YOPAKTNPLOTIKO TOV
SDRL, ta dedopéva dAAmV peretdv dev emiPefardvouy
™ Beon avtn. >

2. MoikiAia Tng Aguxaiuiag amé tpiywtd KUTTAPA

[apd ™ polixy orAnvopeyaiio 660 Kol TIC LOKPO-
GKOTIKEG KOl LOPPOAOYIKEG OUOLOTNTEG (OPYLITEKTOVIKT
avantuéng) mov yapaktnpilovv to SDRL kot tn HCL-V,
1 KUTTAPIKN Lop@oroyio Stopépet petald Tmv dVo ovto-
TV, kafhg To Aeppopatddn kottopa eni HCL-V &i-
vt ouviBog HEcov N HeYaAoL peyéBoug pe evdidkpito
NOGWOPIA0 TLPT VIO o€ avTifeon e To KoteEoyV LKpd
kotrapa g SDRL. IMapdiinia, n HCV-L yapaktnpile-
TaL 0 AVENUEVO TOGOGTO OO aEIOA0YT AEUPOKVTTAP-
pwon e ouvodo BpouPonevia.®

AVOGOQUIVOTUTIKA, TO ASUPOUATOON AEUPOKVTTOPO
g HCL-V mapovsidlovv eniong onpavTikéS OLO1OTNTEG
pe to SDRL, evd 0 poehdg tov ootdv ent HCL-V yapa-
ktnpiletar cvyva omd evOOKOATOEWDKO TPOTLITO O ON-
oG KOl 6TTaVIOTEPQ. EVOLAESO 1) 0LDES.

Alagopikn Aldyvwon Mpwtomabwv ZmANVIKWY
B-AMA pe Aidxuto mpdtumo Sinnong
0TO XMAjva

Téco 10 SDRL 660 kat 1 HCL-V mapovsialovv
ONUOVTIKEG OLOLOTNTES LOKPOOKOTIK(, CPYLTEKTOVL-
K@, 0VOCOPAVOTUTIKA OGO Kot omd TAgvpdg ddnong
oV pueroV TV ootdv. EEGAAOL 1 PoAoyikn cvume-
pLpopd Tovg avtictolyel cuVNBmE Ge NG TPOYVMOONG
B-Aeppovmepmiactikég eepyacieg ympis onUavTikég
S10.poPOTOINCELS OGOV APOPd GTN BEPATEVTIKY] TOVG
OVTILETOTLON, £TCL DGTE OO OPICUEVOVS CUYYPUPELS VL
Bewpovivtol MG £va EAGLLO OVTOTNT®V, SLOKPITMV amd TO
2AOZ, pe aAANAOKOAVTTOUEVOVG LOPPOAOYIKOVS KOl
OVOGOQOLVOTUTTLIKOVG OPOKTIPES.

Agv 1oyvet to 1610 yuo ) HCL,** 1 omoia yapaktnpi-
Cetou amd draxpir| popeoroyio Kupiws OL®S omd amodAL-
Ta SLOKPLTO 0VOGOPAVOTUTO GLYKPLTIKA TTpog To SDLR
kot T HCL-V pe ) évvouwa: 1) g Betucottag tov veo-
TAAGHOTIKOV TNG KLTTAPp®Y 6ToVG delkteg CD23, CD123,
CD25, TPAP, Annexin A,* CDI10 xat, kukAivny D1, ot
omoiot etvat apvnTikoi 6to chvoro oxedov Tov SDRL kot
g HCL-V, kot 2) g apvnrikdtntag g HCL o10 dei-
ktn CD27, o omoiog etvan Beticdg 6TV TAELOVOTNTA TOV
SDRL kot HCL-V 660 kot tov ZAOZ.

[pdopata eEGrrov dedopéva avapéPOVTOL GTHV Omo-
KAEOTIKY BETIKOTNTA TOV VEOMAAGLOTIKMY AELOIKMOV
otolyeiwv g HCL o10 deiktn BRAF w¢ éxppacn g
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£101kn g petdrhaéng BRAF V60OE.+

Ta dedopéva anTd 68 GLVOVAGHO LLE TNV TOYKVTTOPO-
meViRL KO TN LOVOKVTTOPOTEViR oL yapaktnpilovv v
HCL Bempoivtol omopaoiotikng onuaciog otn AA g
omd 1o SDLR xon tqv HCV-L, T omoio pupleiton pokpo-
GKOTIKA KOl OPYLTEKTOVIKG GTO GIAN VAL

H avaykaidmrto g dudkpiong e HCL and t1g ovto-
TNTEG QVTES YIVETOL TPOPAVIS ATtO TNV EVIEADC dlapope-
TIKN OepamenTiKy ovTIUET®TIoN.*

lll. Npwtomadn e§wAeppadevika B-AMA

Ta B-Agpoopato and pikpd Agpeoxvtrapa (B-AMA)
umopet va dnBovv eE@AeppadeviKég TEPLOYES Eite dEVTEPO-
ma0D¢ oTO TAAIGL0 YEVIKELHEVNC VOGOV £lTE TPOTOTAODC.

To mpotonadn eEwieppadevicd B-AMA apopodv
o€: ) SKPITEG KAMVIKOTOOOAOYOUVATOUIKEG OVTOTNTES
HE amOKAEIOTIKA KOl LOVO E@AEPQADEVIKT) AVATTVEN LLE
YOPOUKTNPLOTIKO TAPAOELY O TOL EEDAEUPASEVIKA AEUPD-
pata and to kotTapo ™G oprakng (dvng MALT tdnov,
T, OTTO10L AMOTEAOVV TN GUVIPUTTIKY TAELOVOTNTA TOV
npotonafdv eEmieppadevikav B-AMA kot B) Aepod-
HOTO LLE TPOTOTOOT EEMAEUPAUSEVIKT] EVIOTIOT), TO. OTTOT0L
®GTOGO GLYNOECTEPA OVATTOGGOVTOL TPOTOTAOMG GTOVG
AeLQOOEVES, OTMG TO TPOTOTAHES EEOAEULPAOEVIKO AEL-
©o1010K0 AELE®LOL KOL TO TPOTOTAOES EEOAELPASEVIKO
AEPO®UO 0O TO KOTTOPO TOV LOVOLA.

Me dedopévo 0Tt PAGIKO OVTIKEIIEVO TNG TOPOVGOG
glonynong amotelel n Stopopikn dudyvoon tov B-AMA,
dg yiveTol avaAlvTiKn avapopd otnv 1otomafoloyio Tov
MALT Aegpoopdtov. Etot, Aapfdavovtag vndymn m ond-
via Tp®ToTodn avamtuén oe eEMAEUPAOEVIKEG TTEPLO-
¥€G GAlwv B-AMA 1o omoia ppovvtatl Lop@oroyikd o
MALT Aépoopa, Osopinikay okémpa: 1) 1 ocdvtoun
avaeopd oTo TPOTOTaOEG eEmAeppadevikd Aeppollo-
KO AELO®LLO, TO OO0 ATOTEAEL SLOKPLTH OVTIOTNTO GTO.
miaioe g WHO 2008 tagivounong cuykpitikd mpog
0 AAA, ot 2) 1 avadeiln Tov S0 yvooTIKOV Toyidmv
KT TN SLYVOGTIKT TPOCEYYIOT) TOL EEMAEUPASEVIKOD
MALT Agpopdpatoc.

MpwtomaBéc Aeupo(idiako Néupwua
ToU [a0TPEVTEPIKOU SUCTHUATOS

To mpwtonabég Aeppolidaxd AELP®LLO. TOV YOOTPE-
vteptkol cvotiuotog (ITAATE) aviketl ot véa Katnyo-
pia TV oxeTIOLEV®V e E10UKEG TOMOYPAPKES EVIOTICELG
Sdwkptadv vrotintev Tov B-AMA, ot omoiot Bempeitat
OTL AMOTEAOVV TNV £KQPACT] OAANAETIOPACEDV UETAED
TOV AEUPOHOTOC KOl TOV E0KOV HKPOTEPLPAAALOVTOG
AvATTLENG TOL, VIO TNV £VVOLd EKAEKTIKOV IYOVICULOV
LETOVACTELOTG.

To TTAATZ givar oravidtoto, TpocsPairel cuviBwg
70 12/A0 ka1 omovidtepa TO VITOAOITO EVTIEPO KL EVOO-
OKOTIKA apopa gite o€ TOATOdES (GLVNO®G e ToAvE-
oTIOKN avamTuén) eite o€ dbyLTN ATOPPOKTIKY BAGPM.
e mpodoatn perétn eni 249 nepumtdcewv eniPefoid-
Onke 011 1 vocog mpooPariel e€icov ta dVo PN, EVD
n péon nukia eupdviong eivar ta 56 £tn.** Iotoloyt-
K6, voooPAIVOTLTTIKA Kot YovoTtumikd To ITAATE eivon
TOVTOGTLLO LLE TO OVTIGTOLO AEUPadEVIKO, pe eEaipeon T
0eTIKOTNTO TOV AEUPOUATOIDV KLTTAP®V TOV 6T 047
wteyKpivn, 1 omoia EMAYEL TNV EKAEKTIKT LETAVAGTELOT
OTOV EVTEPIKO PAEVVOYOVO LECH GVUVOESTG LLE TO LOPLO
npockoAAnong Mad-CAM-1 mov tovtonogital 6To oy-
ye1oko £véofniAto tov frevvoyovou.

To I[TAATZ givot oyeddv mavta, evioniopévo (6Téolo
I), o€ avtiBeon e T0 TPOY®PMUEVO GTASI0 TOL AEpUPadE-
vikoO AA Kot TNV 0pyIKT EKONAMOT] TG VOGOV, KO Yo
paktpiletor amd guvoikn Tpoyvwon (oK Kot xwpig
Oepomeia) o avtidlaotoln mpog t0 AAA, to omoio, ma-
pOTL 6LV BOE KAVIKE N0 ®OTOGO £ivor un oo, 44

Mpwtomabéc e§wAeupadevikd Aéupwua amdé
TO KUTTAPO TOU Uavéua

Yvyvotepn Béon avantuéng tov IEAKM anotelel to
€vtepo, Omov 1 vOG0G avamTHGGETOL LE TEPimOV {0 GL-
xvoTITO pE TN ovyvoTTo avanToéng MALT Aepodpotog
670 otopdyl. To cLYKEKPIUEVO AEUPMOLO AVOTTOGGETOL
HE HIKPATEPT GLYVOTNTO GTOVG EVOOKPIVELS 0OEVES Ko
Ta opBoApkd e&opTpaTOL.

Evdookomnikd to [IEAKM tov gviépov agpopd cuviBwg
6€ TOALATTAOVG TTOADTOOEG GTO EVTEPO KUY TO GTOUMYL
(moAlomAn Aeppopoat®ong toivmodiacn). To iotoroyt-
K0, AVOGOTIGTOYNUIKO 1] HOPLOKO KLTTOPOYEVETIKO TPO-
@ik KOOGS Kot ToL SNUOYPOPIKA dESOUEVA TNG VOCOL gival
TOVTOOT|UA LE TO aVTIoTOLO TOV Agppadevikod AKM.>°

Alapopiki Aidyvwon lNMpwtomabwv
EéwAeupadevikwv B-AMA

H AA tov eéohepoodevikdy (Tpotonaddv kat pn)
B-AMA omote)lel mporinom yio Tov aponaforoyoava-
topo. To yeyovog avtd cuvdéetan pe: 1) Tig LopeoAoyLKég
OLO10TNTES (APYLTEKTOVIKY AvATTLENG/KLTTAPIKT COVOE-
o1) TV TPOUVAPEPHEVTOV VIOTHTOV TV EEMAEUPAOEVL-
kv B-AMA, bing otig eE@AeQOOEVIKEG TEPLOYEG, KO
TO TOGOTIKA TEPLOPIGUEVO, GLVNOW®G, dtaryvmoTiKd alo-
AOYAGLLO VAIKO, Kot 2) TNV EVIEADG SLPOPETIKY BLoAo-
YIKT] GUUTEPLPOPE LETAED TOV VTOTHTMV QLTAV.

XopoKTNPIoTIKA TOPASEIYUOTO TOV S0YVOOTIKOV
QVTOV TPOKANCEMV TPOGPEPEL ) AA:

* MALT Aepp®atog amd 10 TPOTOTUHEG AP~
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devid Aeppolidtaxd Aéppopo (ITEAA) Aoym: o) Tov

ATOIKIGHOV TV cLVOd®V Tov MALT Aegpoopatog

AVTIOPACTIKOV PAUCTIKOV KEVIPOVY OO TO AEUQMLLOL

kot ™G andtokng olm@dovg dtapdpemong Kot B) g

KEVTPOKLTTOPOELOOVS LopPoAoYiag (centrocyte-like)

TOV AELPOUATOI®V KuTTAp®V Tov MALT Agpompo-

to¢. Evpnpo evdsictikd vép tov MALT Aspoopotog,

amotelel 1 a&loAoyn cuvifmg d1Bnon Tov mephep-

@o{1010K00 YHOPOL OO TO AEPP®LLOL, TOV ATOVGLALEL

o610 AA.

* MALT Aepoopatog ond 1o eEoieppadevicd AKM
pe oo opYLTEKTOVIKT AVATTLENG Kot

» eEoreppadevikod AA (Grade 1-2) and to AKM pe
eniong olmdec mpdTLNO AVATTVLENG.

Eniong, 1 cuccmpevplév) 0voGoHOpPOLOYIKT IGTIKN
eumetpia 66ov apopd ta B-AMA, katédei&e v amov-
ol dtaryvmotikng a&log TG «AeppoemBnitaxng aAloim-
one» vrep tov MALT Aeppdpatog oto otopdyt, Kobmg
propel va mapoatnpn el kou eni AKM o610 otopdyt kot to
évtepo Kabag kot ent tpwtomafdv eEmieppadevikdv AA
Tov Bupeocidn| adéva.’!

IpoPAruorta eniong amoppeovy amod thy up- 1 down-
regulation opiGUEVOV OVOCOQAIVOTLTIKDOV OEIKTMV
OVOAOY®G TOV KLTTAPIKOV HIKPOTEPLBAAAOVTOG OOV
avamTOGGETOL TO AEUPOUA. XOPUKTNPIOTIKO Topadety-
pa amoteAei  up-regulation tov deiktn CD10 ka1 belo
oo To AEPLPOUAT®ON KOTTOPa TOL MALT Aeppmdpotog
otav avtd dmbel to Praoctikd kEvipo (colonization) kot
Bpioketal vd TNV EXPELR TOL PIKPOTEPIPAAAOVTOG TOV
PAaoctikov k€vipov.

e TAEOV 1 OVOGOLOPPOAOYio, GUVETIKOLPELTAL
kot omd ™ popiakn kutrapoyevetikr] (FISH) avdAivon og
EMINES0 TOUMV TOPOPIVIG LLE TNV Evvola THG SUVNTIKOTN-
Tag avadelEng oto peyolbtepo apfpd tov AA kot AKM
TOV EWVIKOV TOV VOGOV KVTTAPOYEVETIKMOY OVAOUUIALDY
t(14;18) kot t(11;14), avtiotoiymg KabOMG Kot TNG IOTIKNG
aviyvevong g petabeong t(11;18) o’ éva apOpud MALT
Aepoopdrov. H tedevtaio ovt, ekt0g T0V OTL GOUPBAA-
Aetotn AATov MALT am6 ta voroumo eE@AEUPOOEVIKA
AEUOOOTO, EIVOL ATOPAGIOTIKNG CNILAGING OGOV apOpd.

oV dpeon évopén ynueobeponciog EpOGOV TOLTOTOL-
&l Toug avOektikoOg oty anAn ekpilwon tov HP vroto-
7ovg Tov MALT Aepopdparog.

Tupnepacpara - Mpoontikég

H avabeswpnpévn WHO 2008 ta&ivopnon tov KNAL
amotelel TNV EUmpaTn EKPpaom TG EEEMENG TV deBvav
avtimapabicewv Tng Tponyovpevng S0etiog 6To ydpo TV
KNALI o¢ d1e6vn cuvaiveon kot cuvepyacio Leta&d atpo-
TABOAOYOUVOTOU®V 0’ EVOG KOL KAVIK®V OULATOAIY®OV/
oykoAOYoV ag’ etépov. Ta B-AMA arotelolv yapoktn-
PLOTIKO TOPADELYLLO TG EVOOUATOONG TOV KOIVOTOULMDV
g avabeopnpévng WHO 2008 ta&vounong wg amoté-
AECLLOL TNG TOAVTOPALETPIKNG SLOLYVOOTIKNG TOVG TPOGEY-
ywong v tedevtaio 10etio. [Hopdiinia, n opdda vty
amotelel medio EVIOVOV TPOKANGE®MY Ylo. TOV oitlonafo-
A0yoavaTOpo AGY®: 1) TG TPOGPATNG TV TOTOIN GG avo-
GOPULVOTUTTIKAV, LOPLOK®V 1| KUTTUPOYEVETIKAOV JEIKTAOV,
01 070101 BEPOVVTOL «YOPAKTNPIOTIKODY CUYKEKPLUEVOV
VroTOHNTOV TV B-AMA kot duvntikd cupfdiiovy ot AA
TOVG amd GALOVG LOPPOAOYIKA KA CVOGOPOLVOTUTLKA,
opo1ovg vrotomovg B-AMA pe dpeceg KAvikonpo-yvo-
OTIKEG KoL BEPUTEVTIKEG TPOEKTAGELS, 2) TNG OTOVGIag
Tafoyvo KoV TV VToTOT®V TV B-AMA avocogatvo-
TLTTLKOV ik, 3) TG amovasiog Beomicuévav Kprtnpiov
Yo TNV TEKUNPIOOT TG EKTPOTNG TOV GLVOLOV GYESOV
tov B-AMA (pe e&aipeon to AAA) oe ABAMA, 4) g
AVayVOPLoNG TOV TPOU®V PAAPOV Kot TG ovaryKodTn-
Tag OLIKPLONG TOVG 0o Ta avtioTolyo £kdnia B-AMA
AOYO TOV AUECOV BEPATEVTIKMV 1] KAMVIKOTPOYVOOSTIKOV
TPOEKTAGEMV, 5) TOL KABOPLOTIKOV POAOL TOL LUKPOTTEPL-
BAALOVTOG GTNV ETEPOYEVELD TNG OVOGOPALVOTVTTIKNG K-
opaong v B-AMA avoldywg g 6€ong avantuéng tovg
Kat 6) g aglomoinong vEmv TANPOPOPLOV OV TPOEKL-
yav amo TN cuyypovn Proroykn avdivon tov B-AMA
OGOV 0POPA GTNV TOVTOTOINGCT] LOPLIKAV TAHOYEVETIKOV
000V MG SOLVITIK®OV BEPUTEVTIKAOV CTOYWV.

Low-grade small B-cell lymphomas: Pathology and differential diagnosis
by Theodora Papadaki

Haematopathology Department Evangelismos Hospital, Athens, Greece

ABSTRACT: The broad group of small B-cell Lymphomas comprises some of the most frequently en-
countered lymphomas in routine surgical pathology practice which can be subdivided into three main
categories concerning their primary site of involvement: a) primary nodal and leukemic small B-cell lym-
phomas b) primary splenic small B-cell lymphomas and ¢) primary extranodal small B-cell lymphomas.
The group of primary nodal and leukemic small B-cell lymphomas is highly heterogeneous with many
overlapping histological and/or immunohistochemical features. This report analyses the newly available
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immunohistochemical as well as molecular/cytogenetic markers and thear value: a) in the differential di-
agnosis between the different entities of small B-cell lymphomas group and b) in the identification of the
recently recognized precursor (early) lesions wich do not appear to represent overt lymphomas. The pri-
mary splenic small B-cell lymphomas comprise mainly distinct or provisional entities primarily involv-
ing the spleen and to a lesser extent other small B-cell lymphomas also involving primarily the lymph
nodes. In this review we present the newly defined immunohistochemical and molecular/cytogenetic
characteristics of these entities helping to distinguish between: a) the different primary splenic lympho-
ma subtypes and b) primary splenic B-cell lymphoma from non neoplastic splenic disorders mimicking
morphogically and/or immunophenotypically lymphoma. Finally the group of primary extranodal small
B-cell lymphomas, mainly represented by extranodal marginal zone lymphoma, of MALT-type, rare-
ly includes cases of primary extranodal mantle cell lymphoma as well as primary extranodal follicular
lymphoma. Given the different natural history and prognosis between the above entities a multiparamet-
ric diagnostic approach is recommended in order to differentiate between: a) these biologically different
lymphoma entities; and b) lymphoma and reactive extranodal lymphoid infiltrates mimicking lymphoma.
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