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THE MATURE T-CELL LYMPHOMAS
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Aeppwpata ano T kuTTopa

Aepdwporta and npddpopa (dwpa) T kOTTOPO:

* Mpodpopo T —AspdoBAaotiko Aépdwpa / Asvyatpio (Precursor T — lymphoblastic lymphoma /
leukaemia)

NAepdwpota and wpipa (mepipepika) T kUTTAPA:
o Acpdwpa/Asvuyatpia evniikwyv amo T — kottapa (Adult T — cell ymphoma/leukaemia)

o E&wAepdadeviko Aepdwpa pwvikov tumou (Extranodal Natural Killer / T — cell lymphoma, nasal
type)

 T—Aepdwpa cvoyxetlopevo pe evtepomnabdela (Enteropaphy type T — cell lymphoma)

* HnatoomAnviko T — Aépudwpa (Hepatosplenic T — cell lymphoma)

o T—Aépudwpa tumov urtodeppatitidac (Subcutaneous panniculitis like T - cell)

o AvamAaotiko Aépdwpa amnod peyala kuttapa (Anaplastic large cell lymphoma)

* Mepldeplko T — kutTApwWY PN poodlopl{opevo niepattepw (Peripheral T — cell lymphoman NOS)

e AyyeloavooofAaotiko Aepdwpa (Angioimmunoblastic T-cell lymphoma)



T kot NK
Asppwpata

" KAWVLIKQ VEOTTAQLOOTA TTOU TtPOEPYOvVTAL oo ta T

Aepdokuttapa kat NK kUttapa os duadopa
otadia tng dwadopomnoincng toug

H o ouxvn T AepdoinepmAaoTIiki e€epyaoia
elval to T mepipepko Aspdpwpa (NOS), to
olyyeLoavoooBAaoTtiko Aspdpwpa kot to T-
OVOTTAQLOTLKO AEpdwpaL.

H entimtwon twv T kat NK Aspdwpdatwy
apouoLAleLl oNUAVTIKA Stakupovon HETagy
SLaLpOPETIKWV YEWYPAP LKWV TIEPLOXWV.

Ta T Aspdwpata eival cuxva otnv Acia, Agpiki
kot tnv Kapaipikn, mBavwe Adyw €kBeong o€
OUYKEKPLUEVOUC LOUC, OTIWG O LOG Epstein-Barr
(EBV) ko 0 10¢-1 tng avBpwnivng Asvxapiog T-
kuttdpwv (HTLV -1)



T-NHL

e Ta Aeppwpoata T-KUTTAPWV AVILITPOoWTEVOLV Tiepimou to 10-15%
OAwv twv NHL

* H akpfric dtayvwon kat N yvwon Tou UTTOTUTIOU €Lval CNUOVTLKH VLA TN
NEOYvVwon Kal tn Bepansia

* H duayvwon amattei totoAoyikn Brodia kat Tov anapaitnto
EPYOLOTNPLOKO KOL OTTELKOVLIOTLKO EAEYXO



T-NHL

Ta cupntwpota Twv T-NHL mowkiAAouv avdAoyo e TOV UTOTUTIO

Kowvd onpela Kol cupmtwpata neplthappavouv

= Konwon,

" Aepdpadevonabeia

" AeppOTiko e€avOnua

" B-GUUMTWHATA: VUXTEPLVEC EPLOPWOELG, KVNOLO, TTUPETO Kol anwAeLa Bapouc

* Tevika, Ta mepLPeptkd T AEpPWHUATO EXOUV XELPOTEPN IPOYVWOT KL eV
olvtamokpivovtal KaAa otn Ogpareia onwe ta B Aspupwpuata.
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Ann Arbor Staging Nes VT
I  Single LN region /R hid
IT One side of diaphragm o,
III Both sides of diaphragm s
IV Disseminated PN

.

'I.-: -l |

A No systemic symptoms

B Fever, night sweats, weight loss

E Extralymphatic site (A
S Splenic disease |

DY




International
Prognostic

Index (IPI)
score

[Mpoyvwon

One point is assigned for each of the following risk factors:

Age greater than 60 years

Stage lll or IV disease

Elevated serum LDH

Performance status of 2, 3, or 4

More than 1 extranodal site

0-1:low, 2:low intermediate, 3:high intermediate, 4-5: high



MNeplpepko Aepdwpa T-Kuttapwv, OxtL SLadopeTIKA KaBopLlopevo
(PTCL not otherwise specified-NOS)

To ntepLdepko Aspdpwpa T-kuttapwv NOS eival o o koo tunog PTCL kot meptAapavel pa opada

LELKTWV VOOWV T-KUTTAPWYV TOU SEV KOTNYOPLOTIOLOUVTAL OE KOVEVAV OItd Toug AAAOUG UTIOTUTIOUC TOU
PTCL.

ArtoteAoUV 10 34% Twv WPLUWV T-AepdwHATWY 6TOV AUTIKO KOOMO, TIpooPaAAouv cuvrBwc eVAALKEG, EVw N
avoAoyio avépwv:yuvalkwyv gival ntepinov?2:1 .

H dtapeon nAkia mpooBoAnc eival ta 60 £€tn. H ouvnBEotepn KAWLKH Tapouciaon eival YEVIKEVUUEVN
Aepdadevonabdela.

2/3 twv aocBsvwv £xouv sEwAepPdadEVIKN) VOGO TIOU adopa KUPLWC 0TOV OITARVA, ATIOP, HUEAO TWV 0CTWV
Kol To SEpua.

B CUMTTTWHOTOL CUVAVTWVTOL OTOUC HLOOUC aoBeveic, repimou 10 70% autwv MApouotAleTol He
TIPOXWPNHEVO KALVLKO oTadLlo, evw To 30% E£XEL KaTAOTAON LKAVOTNTOG 22.

JUXVA EPYOOTNPLOKA EUPAHATA artoTeAOUV N avapia, n Opouponevia kat n nwotvodAia. Atbnon puelov
TWV 00TWV napatnpeitat oto 25-30% kot awv€npévn LDH oto 50%.



MNeplpepko Aepdwpa T-Kuttapwv, OxtL SLadopeTIKA KaBopLlopevo
(PTCL not otherwise specified-NOS)

* MoAAEC dopEC n drdyvwon Twv aacBevwv avtwv kabuotepel, kKaBwc pmopei va
euPpavicOoUV PE YEVIKA CUUTTTWHOTA, TIOPOVEOTIAACGUOTIKEG EKONAWGCELC, Slatapoaxn

NG NTATIKAC BLOXNMELOC KOL TIEPLEPYECG EVTIOTILOELC VOCGOU.

e Aev givatl omavia N ePdAvVIoN CNUTTWHATWY KoL EUPNUATWY CUMPATWY UE
OLLLOPAYOKUTTOPLKO CUVOPOLLO.

e Autn n opada PTCLs Oewpeitat emBeTIKA Kal ylo TouG aoBeveic tou elval emIAEELLOL
yla evtatikn XMO, xpnotpomnoteital to oxnuo CHOEP kat akoAouBel avtoloyn

LETAMOOXEVUON OLUOTIOLNTLKWY KUTTAPWV



Mepldpepko Asppwpa T-kuttapwy, oxt SLapopeTKA
kKaBoplopévo (PTCL not otherwise specified-NOS)




Mivakag 1. KAivikogpyaotnpiakda XapakTnpIioTika

AyyeLoavoooBAAOTIKO T-Aepdwpa AoBeviv e AILT
Xapaktnpiotika Zuyvotnta (%)
KAivika Xapaktnplotikd
HAwio epdaviong 60-70 eTwv, ULKPN UTIEPOXN TOU  Tevika cupmtouata 50-80
' ' (MUPETOC, VUKTEPIVEC EQIOPWOEILC,
appevo’q puAOU. , , , anmwAela Bapoug, Kvnopog)
H Boyia Aspdpadevoc B€tel tn dtayvwon Fevikeupévn Aep@adevonadeia 85-100
To Seppatikd e€avOnpa sival pn L8ko6 Zmnvopeyahia 50-75
_ TR, Hmatopeyahia 25-70
B g *r Ny Aeppatiké e€avOnua 40-60
| MAELPITIKA 1} AOKITIKF) GUANOYT) 15-20
Epyaotnpiaxka Xapaxktnpiotika
Avaipia 45-90
Ocetikry Apeon Avtidpaon Coombs 30-75
Agppokuttaponevia 20-50
Hwaowogihia 30-50
Opoppomnevia 10-20
Ynepyappaogaipivatpia 50-85
. - a MNaBohoyika Aeppika kUTTapa oto aipa 10-30
Ewkova 1. lotoloyikdg Tumoc Il ayyeioavoooBAactikou Aep- Au€nuévn LDH 50-80

@WUATOG UE EKOECTHACUEVN AyYEIQKN UTIEpTTAOGia Kal guvo-
50 AirjBnon ano dtuna AepgokUTIapa. Xpwaor) aipatofuiivng-
nwaivnc, peyéBuvan X2.5 (€ 1diow apysiou).

I.A. NaykaAng et al



AyyeloavoooBAaotiko T- Aepdwpa

To aWELoavoooB?\aotLKo Aeppwpa T-kuttapwy (AITL) avunpocwneua nepinov 1o 1-2%
TWV Asud)wp.atwv Kot €ivalt ToAU ouviOwE EMOETIKO, v KoL EXouv Tteplypadel
TMEPUTTWOELG UTOMATNG UTIOXWPNONCG.

30-40% twv acBevwv pe AILT propet va taBei pe XMO epodou (CHOP, CHOEP).

Erti umotpor¢ A avOekTIKAC vooou, 30% iaon HeTA amod Bepanceia StAcwonc Kot
OLUTOAOYN HETAUOCGXEUON.

5eTA¢ cUVOALKA emiBiwon eivo poAig 30%.




AvarAaotiko Aepdpwpa oo peyala kutrapa (ALCL)

1- 3% twVv Aeppwpatwv o€ eVAALKEG Kot HETOEL 10 kat 30% OAwV TwV AepPWHATWVY OE
nodLa

2uvnNOwc n vooocg Bpioketal o Aepudpadeves alAa pUmmopel va yivel StnBnon kot
eEwAenPadEVIKWY OpYyAVWV.

Xwpiletal o dU0 KUPLOUC unou’mouq HE BAon TNV Mapoucia 1 TNV anovoio Hog mPwTteivng
TTOU OVOMAeTOL: aVATAQLGTLKA Kwaon Aepdwparoc (ALK) H ékdpaon tng ALK oto ALK+ ALCL
elvalL anore)\eoua KUTTOPOYEVETIKWVY akua)\twv LE 0uxvorspn v t(2;5)(p23;935), mou
dEpouv THAMA ToU Yovidiou tTnc ALK uno tov €Aeyxo emaywyEwv AAAwV yovidiwv.

Ot aoBeveic pe ALCL ALK(+) €xouv cuvnOwc¢ KaAn avtamokpLen otov cuvOuaoHO
xnueloBepareioc CHOP ko prmopouv va eTituxouv pakpoxpovia deon n Beparela.

OL aoBeveic pe ALK(-) ouvnBwc umotpornialouv Kat pmopet va xpetalovtal o enOeTIkn
Oepamneia, onwc xnuetoBepamneia vuPnAng d6onc Kol LETAUOOXEVON

ALK (+) ALCL ouvnOw¢ mpocoBaAAel mawdia kot veapoU¢ eviAtkeg, ALK (-) ALCL sivan o
OUXVO o€ acBeveic >55
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Anaplastic Large Cell Lymphoma -primary cutaneous

* [loTEVETAL OTL TTPOKELTAL YLOL EVOL TILO APYA AVATTTUGOOMEVO Aspudwpal
Kol ouvnBwc evtomiletal oto HEPUQL.

* MoAovott 1o Aspdwpa eivat cuvnBwc ALK apvntiko, n mpoyvwaon
elval olpKETA KOAR

* 10% twv primary cutaneous ALCL tpooBaAlouv Aepdadevec n aAAa
opyaval Kol tUTO LOOOUVOMEL LE GUCTNUOTLKA VOOO



Anaplastic Large Cell Lymphoma -primary cutaneous




Nasal, Natural Killer (NK)/T-cell
Lymphoma

* To NK /T Aéudwpa evtomiletal opXLkd 0TO OTTAQXVLKO KPAVLO, T PLVLKA
TLEPLOYXN KOl TOUC TTapapEILVIOUC KOATTOUG OV KOl UTTOPEL val e aVLIOTEL KOl O€
AAAeC BEoELC OTIWC TO HEPMA, N YOOTPEVTEPLK 080C KoL OL OPXELC.

* [ToAU omnavio, <1,5% OAwv TwV AeudWHATWVY
* MoAU emiOeTIKO, KOKN avtanokplon otn Oepaneia, peon emPiwon 14 pRveg

* Evudaviletal cuxvotepa otnv Aclo Kot Tn AaTvikn) APLEPLKE Kol OXETLIETAL ME
tov 10 Epstein-Barr (EBV).

e JuVNOwWC ouvioTwvTal CUVOVAOUOC Beparteiac HE aKTVOBoALa Kot
XNHELOBepameia



NK-Aspudwpa pwvodpapuyya

Erika Reategui Schwarz Journal of Investigative Medicine

Joshi S et al, Otolaryngology 2012, Vol 2(4): 123



[Mepypa@nKe yia TTpwTN Qopa otnVv lattwvia 1o 1977 kal cuvdEeTal
AITOAOYIKA PE TOV avOpwTTIVO T-Agp@oTpoTiko 16 HTLV-1 (Human T-cell
lymphotropic virus type I)

O 16¢ HTLV-1 petadidetal y€ow 0eEOUAAIKAG ETTAPNG, TOKETOU,
METAYYICEWV AiMATOG, KOIVWYV BEAOVWYV KAl HNTPIKOU YAAOAKTOG

H véoog evonuei otnv lammwvia, oTi¢ xwpeg TNG KapdiBIKAg, 0TV KEVTPIKA Kal
avaTtoAikn AQpIKn

H péon nAikia gueaviong tng vooou 60 £€1n Kal n vOOOG €ival EAIPETIKA
oTravia oTa TaIdid. Ol TTEPITOOTEPOI POPEIG TOU 10U TTAPA TO OTI Eival
TTpooReBAnpévol, Trapapévouv Oia Biou agUPTITWHATIKOI. MeTd atmd TTOAAEG
OekaeTieg -péon Aavldavouoa Trepiodog eTwaong mepitrou 30 £Tn- Yovo
Eva JIKPO TToo00TO TTEPITTOU 5% Oa avatrtugel véoo ATLL (trepitrou 2.1%
TWV YUVAIKWYV Kal 6.6% Twv avdpwv).




OL kUpLeg B€oelg mpooPoAnc tng ATLL ival to aipa, o
MUEAOC TWV 0OTWV Kal To dEppa

To 6€pua amoteAel TNV Mo Kowvn eEwAspudadevikn B€on
ouppeToxng (>50%) (wg dtaxuto amodpwAildotiko
g&avonua, BAatidec n olidia).

OL dAAec B€oelc mpooBoAnc eival oL Aepdadéveg, o
OMANvac, To AMAP, oL TVEUUOVEC, TO YOLOTPEVIEPLKO
ocVotnpa (w¢ draBpwoelg, EAkn R oykopopodn BAALN), ot
odpOaApoi kat to KNZ




T-AspdoPAaotiko Aépdpwpa




lotiko Looduvapo tng T-oéeiag AcpudoBAacTtikng Asuyarpiog.

To 70% twv aoBevwv epdavilel Stevpuvon HECOBWPAKIOU OXL OLWC TOOO
EKTETAMEVN 00N oto npwtomnabéc B-NHL pecoBwpakiov.

xS0V mavrote unapyel kat SiOnon pueAou kat o vPnNAS MocooTo Kol tPooBoAn
tou KNZ. ZrtAnvopeyoAia ~ 50% Twv MEPUTTWOEWV

Ta KUTTapa ovarmtuooovToL SLAXUTA Kal EXOUV AWPOUC XaPaKTNPES Kat unAo
Seiktn moA/ocpov.

OL aoBeveic AapBavouv Bepamneia akppwe tdla pe avtnv mov epappoletar mni T-
OAA n omnola meplAapBavel kot tpopulaktikn Bepameia tov KNI.

ETti utoTpOTNC TNC VOOOU, KATL TTOU CUMPBALVEL CUXVA, £VOL TOOCOOTO A.oBEVWYV UTopEl
va ETURLWOEL HOKPAV XWPLC vOoo av uttoAnBel os aAAOyEVH HETAUOOXEUON
OLLLLOTIOLNTIKWV KUTTAPWV.




Enteropathy-
Associated
Lymphoma

® Auto 1o Aépdpwpa T-KUTTAPWV
oxetileTol e KOLALOKAKN, (xpovia
EVTEPLKN Slatapayr mou tpoKaAeital
ano vnepevatodnaoia otn YAoutévn
Tou BplokovTal oTo oLtadpl, TN olkaAn
Kall To KpLBapt).

® Ta cupmTWHATO CUVAOWC
nepAapfavouv MGVo oTo CTOMAXL,
anwAewa Bapoug, apoppayia
YOOTPEVIEPLKOU R dLatpnon tou
EVTEPOU.

-old Hispanic woman with history of coronary arterial disease presented with dull
abdominal pain and weight loss for ~2 weeks.
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HrotoonmAnviko Aépudwpa

® Amotelel e€OPETIKA OTIAVLO Kol ETILOETIKO Aspdwpa TTou MTPOooBAAAEL apXLKA TO ATAP
N omAnva o€ veapd cuvnOwc dtopa 20-30 eTwv.

® MMpodlaBeoikol mapayovtec: IONE, avoocokataoctoAn (AYn avoocoKaTAoTAATIKWY
/UETOLOCYXEUON)

® H Oepareia yla aoBeveic pe NAToomMANVIKO Aspudwpa T-KUTTAPWV TEpLAaBAVEL
XNUeLoBepareia pe Baon tnv avBpakuKAivn KoL, CE OPLOUEVEC TIEPUTTWOELC,
LLETALOOXEVON



Acppatika T Aspdpwpota

Ta tpwtonadn dsppatikd Aspdpwpoata and T Aspdpokitrapa = 80% TwV MPWTONAOWV SEPUATIKWV
Aspdwpdtwy.

Eudavitovrat apyika oto dEppa kat dev 6tnBouv aAla opyava opd LLOVOo GE TIOAU TIPOXWPNUEVE oTAdLA.

" 60% amno avta adopad tn Zroyyostdn Mukntioon (£M), vooo xaunAnc kakonOsLag e mocooto

eMIPLWONC OCUYKPLOLUO TOU YEVIKOU TANBUGHOU ota oAU apxLkd otddla, Omou Kal oL Ospareieg
OTOXEVOUV To HEpUaL.

2Ta XOUNAN G KakonBeLlac avkouv
" n Aspdpwpatoednc BAatidwon (2n o ocuxvotnta),
" 1o npwtonaf<c Scppatiko avanAaotiko Aépdwpa CD30+

® kot to unmodeppatiko T Aspdpwpa TuTov untodeppoartitidac pe aff ¢awvotumno.



Aceppatikad T Aspdwporta - Ospamneia

OL 0LVOOOTPOTIOTIOLNTLKOL TTOPAYOVTEC, OTIWCE N LVTEPPEPOVN KOl TA VEWTEPO
petwvoeldn (bexarotene), emldpEPOUV LKAVOTIOLNTIKEC CUVOALKEC AVTATIOKPLOELC, WG
povoBeparneia [ o€ cuvduacouo e pwrtobepaneia.

Emti amtotuyiag, xapnAéc 60oelg pebotpetatne

OL acBeveic mou dev avtamokpivovtal AapuBavouv xnuetobepaneia He ypriyopEeS Kat
KOAEC OLVTATTOKPLOELG, ULKPNC OMWE SLAPKELAC KAl e coPapr ETUTAEOV
OVOCOKOTALOTOAN.

Mo tnv epuBpodepkni popdn tng ZM Ko to cUvépopo Sezary (SS), n
gEwowpatikn pwradaipeon, Lovn rp oe cuvdua oo HE XanAn 60aon vtepdepOVNG
N bexarotene, cuviotatal w¢ Bepareio ekAoyNC



2rtoyyostdénc Mukntiaon

>

® OLmneplocotepol aoBeveic epdavilouv KAWIKA KNALOEC
N 6tnOnpévec mAakeg (>60%).

® Turkd o acBevic pe M ExeL LOKPOXPOVLEC (oo VEC
£w¢ xpovia), Alyeg N moAAaAEC MAAKEC Ttov potalouv
LLE Tou ek{Epatoc N tn¢ Pwpiaonc aAld cuvnOwce oe
onuela tou dev ekteiBevtal otov nALo.

Ewova 1. Khagokn] ZM (apyegio latpeiov Agppwpdatwv-No-
goKouEio A. Zuyypocg).



Mycosis Fungoides




2Uuvdpopo Sezary (SS)

Noooc nmou yapaktnpiletat ano tnv KAaoolkn tplada:

® cpubpodepuia o £ktaon 280% NG EMLPAVELOC TOU
oWHaTOC,

® AepdadevonaBeia

® kukAodopouvta atuna Aspdokutrapa HE
eykepaloeldeic mupnvec (kuttapa Sezary) o€ mocooto
>5% twV AP OKUTTAPWYV TOU aipoToC.

OL aoBeveic pe SS spudavidouvv epuBpodeppia pe Asmti
OLTLOAETLON, KVNOMO, TIOU £ival eviote BaoAVLIOTLKOC,
ovuxoduotpodia Ko aAwmnekio. Ot TTAAAUEC KoL TO TIEApOTA
elval ouvnBwc MEMAYUOUEVO UE PWYLLEC

Ewkova 5. Ynepkepatwarn kal amohemaon ota Xépia acBevoug
pe Zovbpopo Sézary (Apyeio E§wtepikoUu Alpatoloyikou la-
Tpeiou - Aaiko levikd Noookopeio).




Nepdpwpatoetdnc BAatidwon

® H Aspdwpatostdnic BAatidbwon elval Eva atumo
AEUPOUTIEPTIAOLOTLKO, GUXVA QLUTOTIEPLOPLI{OLEVO
VOO HE SEPUATIKEG BAATLOOVEKPWTLKEG
BAatidec, MAAKEG f} Kaw olidLaL.

® H vOooC MOLKIAEL OO TNV OLUTOMATN UTTOXWPNoN
Twv BAaBwv, cupBatni pe kaAonon tpoyvwon TG
VOoOU, HEXPL TNV ETipovn €kBuon BAaBwv enti
Xpovia.

® Mapad tnv KaAonBn KALWLK TTOPELA, N LOTOAOYLKN
gtetaon Heiyvel peyaia, atvna Aspdokitropa tTa

) . Ewxdva 3. Aepgwpartoeidng Bhatidwon (apyeio latpeiou Aep-
orowa EK(I)p(!(OUV CD30+ ewpdatwv-Nogokopeio A. Zuyypoc).



TUMoUV UNOSEPUATIKNAG AYYELLTLOOC
T-nepLdpepko Aépdpwpa

InAavio voonua pe emBeTikn pooBoAn Kot taxsia
avantuén

H npooBoAn neprlopiletal oto SEppa Kot T EEAPTANATA TOU
Aev utapXEL ANMOTEAECHATIKI Ogpamneia

H npoyvwon gival Suopevig

Avtoxn otn xnueloBepaneia

NpoowpLveg avtanokpioelg e pn dietodutikn B-
aktivofBoAia

Méon eruBiwon 12-14 prveg




2 UMTTEQPAOMATIKA. ...

Ta T-NHL atmroteAouv otravia AEJ@WUATA TA OTTOI0 QWG EXOUV XEIPOTEPN
TTPOYVWON atro Ta AEJ@wuaTa B KUTTAPIKAC TTPOEAEUONG

AlayIyVWOKOVTAI O€ TTIO TTPOXWPENMEVO OTADIO KAl £XOUV OUXVN
ECWAENPADEVIKI TTPOCROAN (OEPUA KAl TTETTITIKO CUCTNHA)

ATTaiTouv €mMOETIKN BepaTreia kal uttoTpoTTialouv ocuyva
H Bepatreia Twv mTepicootepwy T-NHL -pe e€aipeon ta ALK+ pe low IPI-
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