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Mepidepika T Asppwpata

Ta riepipepelakd Aepdwpata T-kuttapwyv (PTCLs) artoteAovv pia opada
OTIAVIWV AAAQA ETIOETIKWV AspPWPATWYV TIOU TIPOEPXOVTAL arto Ta T KUTTapa.

Ta Aepdwpata T-KUTTAPWYV avTIpoowrieLouy Tiepitov To 10-15% OAwv Twv
un-Hodgkin Aeppwpatwyv (NHL)

H katdtaén twv AepdwpaTtwy autwy Yivetal wg Aepudadevika, eEwAeudPadeVIKA
Kal Aevxalpuika H akplpng diayvwon kat n yvwon tou vrtoturtov PTCL eival
ONUAVTIKEG Yyl TN TIPOyvwon Kal tn Beparteia

Ta PTCL eival orntavia otic Hvwpeveg MNoAlteieg katl ivat riio ouvneiopeva otnv
Aocia, tTnv Adppikn Kat tnv Kapaifikn, rmbavwg Aoyw €kBeong oe
OULYKEKPIPEVOUCG LOLG, OTIWG O 10G Epstein-Barr (EBV) kat o0 10¢-1 g
avBpwrivng Asvxapiag T-kuttapwv (HTLV -1).

Ta PTCLs epdpavifovtal ouvnbwg oe atopa nAkiag avw twyv 60 €Twv, av Kal
UTIOPOULV VA €UPAVIOTOLV OTIOIAdNTIOTE OTIYHN KATA TNV EVNALKIWON, Alyo TIlO
OLXVA O AVTPEG



Av Kal Ta onpeia kKat Ta cvprttwpata Twv PTCL rtokiAAovy
AvAAoya PE TOV LTIOTUTIO, OPICPEVA KOLVA CNUELA KAl CLUUTITWHATA
TwV aoBevelwv TiepAapavouyv KOTtwaon, avwduvn SIOYKwon oTo
Aalpo, otn paoxaAn N otn PouvBwvikn xwpea (AOyw VoG
SLOYKWUEVOL Aepdadeva), e€AvOBNUA, VUXTEPIVES EDLOPWOELC,
KvNopO, TIVPETO Kal arnwAela Bapoug (B-ocuvumrtwpata)

[‘evika Ta Ttepldeptka T Aepdpwpata 6ev €XOLV TOCO KAAN
TIPOYVWOoN KAl OUTE AVTATIOKPIvovTal TOOO KAAQ ot Bepartela
Oonw¢ ta B Aepdwparta.

Ol veeg Beparteieg O€ixvouv KATIOIA ATIOTEAECHUATIKOTNTA OTN
Ocpareia aocBevwyv 1ov €xouvv oplopevoug vrtoturtovg PTCL kat
AAAEC TIBaveC BeparieleC PEAETWVTAL OE KALVIKEC OOKLIUEG.



Mature T-cell and NK-cell neoplasms

T-cell prolymphocytic leukemia

T-cell large granular lymphocytic leukemia
Chronic lymphoproliferative disorder of NK cells
Aggressive NK leukemia

Systemic EBV-positive T-cell lymphoproliferative disease of childhood
Hydroa vacciniforme-like lymphoma

Adult T-cell leukemia/lymphoma

Extranodal NK/T-cell ymphoma, nasal type
Enteropathy-associated T-cell lymphoma
Hepatosplenic T-cell lymphoma

Subcutaneous panniculitis-like T-cell lymphoma

Mvycosis fungoides

Sézary syndrome
Primary cutaneous CD30-positive T-cell lymphoproliferative disorders
Lymphomatoid papulosis
Primary cutaneous anaplastic large cell lymphoma
Primary cutaneous yé T-cell lymphoma
Primary cutaneous CD8-positive aggressive epidermotropic cytotoxic T-cell lymphoma
Primary cutaneous CD4-positive small/medium T-cell ymphoma

Peripheral T-cell lymphoma, NOS

Angioimmunoblastic T-cell lymphoma

Anaplastic large cell lymphoma, ALK positive

Anaplastic large cell ymphoma, ALK negative



2VUUTITWUATA KAl onuela

Ta nmpwTta cuprttwpata ota PTCL mmolkiAAouv avaloya pe Tov
UTTOTUTIO TNG VOOOU.

Erteldn ot Aepdpadeveg eunmAekovTal oLXVA o€ dLIAPOPEC TIEPIOXEG
TOL CWPATOC, TO TIO KOO onueio ota PTCL eival evag
OLOYKWHEVOCG, avwoduvog Aepdadevag oTto AAlpo, otn paoxain n
otn BouPwVIKN XWPEA, AKOUA KAl KOVTA OTA AUTLA ] TOLG AYKWVEG.

AuTd Ta Aepdwpata ertnpealouy ertiong dladopa opyava Tou
owWpATOC, CLUTIEPIAQUBAVOPEVOL TOL HUEAOD TWV OOTWV, TOU
NTIATOC, TOL OTIANVA, TOL OTOPAXOUL KAl TOL OEPUATOC.

AAN\Q cuuTTTWPATA PTIOPEL va Ttepthapfavouy (B-ovurtwpuata) :
Nuxteptveg edpldpwoelg, INMupetog, ArtwAela Bapout, KVNOUOG



e Ta rmaBoAoyika KUTTpa o€ TToAAoUG vTtoturtoug PTCL
pvotalouv. Ermopevwe, n akplPng olayvwon PYropel va
ATIALTEL TN XPrNon MPOCOETWYV OLAYVWOTIKWY EEETACEWV,
OTIWG £EETAOCELC AlpATOC, a&ovikn Topoypadia, PET,
LayvnTIKN Topoypadia, Kat Bloyia HuEAOL TWV OCTWV.

e H akpifBng dtayvwon eival arnapaitnTn yia va yivel cwotn
OeparievTIKN AVTIPETWTTLON.



2Tadlortoinon

e FEival ertiong arapaitntn N otadlorioinon yia Tn cwoth
Oeparieia Kat poyvwon TG vOoou

>Tadlo | - H voooc BplokeTal og Evav POvo Aeudpadeva 1 TIEPLOXN
Aepdadeva 1, oe Opyavo eKTOC aro evav Aepdadeva
(eEwowpaTikn) aAAa dev £€xel eEamwOel oe aAAa 6pyava 1
Aepdadevec.

>tadto Il - H voooc BplokeTtal og dUO 1 MEPLOCOTEPEC TIEPLOXEC
Aepdadevwy otnyv idla mMeupa Tou dlaPppAyuaToC.

>tadwo Il - H voooc BplokeTtal oe Tieploxec Aepudpadevwy Kal OTIC
OUO TAEUPEC TOU dlapPAYHATOG, HE N XWPIC HEPLKN CUMMETOXN
eEwAeudpadevikoU opyavou 1 B€onc Mavw 1 KATw aro TO
dladppayua.

>Tadto IV - H voooc Bpioketal oe TIOAAEC TIEPLOXEC AEUPADEVIKEG
Kal EEWAEUPADEVIKESC TIEPLOXEC, OTIWC O MUEAOC TWV OOTWV.



OePATIEVTIKEC ETIAOYEC

CHOP (cyclophosphamide, hydroxydoxorubicin [doxorubicin],
Oncovin® [vincristine], prednisone)

CHOEP (cyclophosphamide, hydroxydoxorubicin [doxorubicin],
Oncovin® [vincristine], etoposide, prednisone)

EPOCH (etoposide, prednisone, Oncovin® [vincristine],
cyclophosphamide, hydroxydoxorubicin [doxorubicin])

Hyper-CVAD (cyclophosphamide, Oncovin® [vincristine],
Adriamycin® [doxorubicin], dexamethasone); “hyper” refers to
“hyperfractionation of the dose,” meaning that the chemotherapy is
given in small, frequent doses to minimize side effects.

Clinical trials with new combinations of chemotherapies (preferred).



The International Prognostic Index (IPI)

To IPI eival eva cvotnua BabBpoAdynong 1ouv XPNOoLUOTIOLEL
YVWOTOUC TIAPAYOVTECG KIvOUVOUL yia TNV poAedpn TG CUVOAIKNG
eruPinoncg kat kabodnyel TI¢ artodpaoelg Beparieiac. MNepthapPavel
Ta €8NQ

HAKia peyaAutepn Twv 60 eTwV

2T1aodwo lll N IV aocbevela

EprtAEKovTal TIEPLOCOTEPOL ATIO £VAC AEUPAOEVECG

Avénpevn LDH opou

["evikn Kataotaon tov acBevn (XpnNOoUOTIOLEITAL Pla KAIpaKa yia Tnv

agloAoynon NG IKavotNTag EVOC ATOMOUL VA EKTEAEL KABNUEPLIVEG
epyaoieg dlafiwong xwplg Bondela.)



The International Prognostic Index (IPI)

O aplBuog Twv «mmapayoviwy Kivduvou» IPl evog atopov kaBopilel Tnv
opaoda Kivdéuvou IPI yia va Bonbnoet otnv poBAePn Touv Kivduvou
LTTOTPOTING.

KAaBe onpeio avTinmpoowTieVEL KATIOIO AUENPEVO KIVOLVO ETTAVEUPAVIONG
TNG vOOOU.

O OLVOAIKOG aplBuOCG TTOVTWYV TIPoodlopilel TIC akOAoLBEC opAadeg
KIvOUVOU: XapnAocg Kivouvocg (0-1 BaBpuoi). xapnAog-evalapecot KivOuvog
(2 BaBuoi) - vPnAOGg-evolapeoog Kivouvog (3 Babpot) - bPnAOC KivOLVOoG
(4-5 BaBpuoi).

['la aoBeveic NALKIAC KATw Twv 60 €Twv, Ol KATNYOPIEG KIVOUVOUL gival
eAadPpPwWC OLAPOPETIKEG. XaunNAOC Kivouvoc (0 BaBuoi) xapunAog-
evolaueoog Kivouvog (1 BaBuocg) - vpnAog-evdlapeoog Kivouvog (2
BaBpuoi) - vPnAog kivdéuvog (3 Babuoi)



The Prognostic Index for PTCL (PIT)

O lMpoyvwoTtikog Aeiktng yia ta PTCL (PIT). T

o PIT eival evag rmpoyvwoTIKOC OEIKTNG TIOL XPNOIPOTIoLEITAL
KUPLWG yLa TIEPLPEPEIAKO Asudpwpa KUTTApwyV T, TTov OV
opiletal diadpopetika (PTCL-NOS -not otherwise specified).

To PIT PaoiCetal o€ 4 apAyovTteg KIvOLVOUL: NALKIA, YEVIKN
kKataotaon, LDH opoL cuppeToxn Tou HUEAOL TwV OOTWV.

XPNOIUOTIOIWVTAG AUTOUG TOUG TIAPAYOVTECG KIVOUVOUL aVTi
TWV TIapayovtwy Kivouvou tov oxetiCovtal pe to IPI, to PIT
exel KaAuTepn ikavotnta rpoAenc yia to PTCL-NOS.



[Mepipepikd Acpdwpa T-KUTTApWYV, OXL S1aPOoPETIKA
KaBopiopevo (not otherwise specified-NOS)

To epipeptkd Acpdwpa T-kuttdpwv NOS eival o 1o kowvog turtog PTCL kal
nepAauPBavel pla opada PEIKTWY VOOWV T-KUTTAPWV TIOU OEV KATNYOPLOTIOIOLVTAlL OF
Kavevayv artod Touc aAlouc vrtoturtoucg tou PTCL.

OL nteplocotepol acbeveic pe PTCL-NOS Ba €xouv Aepdpadevikeg paleg, arAa Kal n
OULPUETOXN TNG VOOOUL OTO NTTap, HLVEAOG TWV OCTWV, TN YAOTPEVTEPIKN 000G Kal TO dEPUA.

Autr n opada PTCLs Bewpeital eTBeTIKN Kal oTo TTapeABOV To XMO oxrjua ntav to
CHOP (kukAopwaodapidn, vdpo&uvéopoufikivn [0o&opoufikivn], Oncovin® [BivkploTivn],
ripedvi(Ovn) KATA TNV ApPXLKN Olayvwon,.

Qotdo0, dedopevou OTL 0 cuvovaouog xnuetoBeparteiac CHOP bev €xel Ttapayel TIOAL
KOAQ aTTOTEAEOUATA, XPNOLUOTIOIOUVTAL KAl AAAEC BEPATIEVTIKEG ETIIAOYEC OTIWG
vepottafivn (Gemzar®) kat tn Boptelopipmn (Velcade®), Ta omoia mapovctalovv mocoota
artokplong repirov 60% kat 30 ToIg EKATO, avTioTolXA.

OPIOPEVEG UIKPEG PEAETEC €xOLV O€ifel TTooooTA eTIBiWoNG XWPIC VOO PETAEL 35% Kal
45% o€ oplopevoug aocBeveic tov eAapav xnuetobeparteia vPpnANg 6OoNG e autoloyn
LETAPOOXELON



[Mepipepikd Acpdwpa T-KUTTApWYV, OXL S1aPOoPETIKA
KaBoplopevo (not otherwise specified-NOS)
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Anaplastic Large Cell Lymphoma

AvarAQoTIKO Aepudwpa peyalwv KUTTAPWV: ATtoTeAEL TTEpPITIoL TO 3% TwV
Aepdwpatwy oe evilikeg Katl petaéL 10 kat 30% OAwv Twv AepPwpATWY o€
rtawdla.

2uvnNbwce n voooc PBpiokeTal oe Aepdadevec ald PTIOPEL va yivel dlnbnon Kait
eEWAEUPABEVIKWV OpYAVWV.

To avarmAaoTiko Aepdwpa peyalwv kKuttapwv (ALCL) xwpiletal oe VO KUPLOLG
LTTOTUTIOUG PE BAon TNV TTAEOLCIA N TNV ATIOLOIA PLaC TIPWTEIVNG TToL ovopddleTal
«avarAaoTIKn Kivaon Aepdwpatog (ALK)». Ot aoBeveig pe Betikr) vooo ALK €xouv
ouvNBwWC KaAr avtarnokplon otov cuvoévacpo xnueloBeparteiac CHOP
(KuKAOpwaodapidn, vdpoévéopoufikivn [bo&opoufikivn], Oncovin® [BivkploTivn],
ripedviCovn) Kal AAAOUG TTAPOUOLIOLE cLVOLACHOULG XNUELOBEPATIEIAC KAl UTTIOPEL va
ETITUXEL HAKPOXPOVIA LdeoN 1 Beparteia.

To Brentuximab vedotin, (Adcetris®) €xel eykplBel yia tTn Beparteia acBevwy pe
OLOTNUATIKO AvVATIAACTIKO Acudpwpa peyalwv kuttapwyv (ALCL) petd amno
ATTOTULXIA TOLAAXIOTOV EVOC TIPONYOLUEVO oXua XnUeloBepareiag

O1 aocBeveic pe ALK-apvntika ouvnBwc vrtotportiidlouv Katl prtopei va xpetalovral
IO €TUBETIKN Beparieia, Onweg xnueloBeparteia vPnANg 6OoNC Kal HETAPOOXELON



Anaplastic Large Cell Lymphoma -primary cutaneous

e AvanAaoTiKO Aeppwpa PEYAAWV KUTTAPWY SEPUATIKO

e [lioTeveTal OTI TIPOKELTAL Yl £vVA TIIO APYA AVATITUOCOOUEVO
Acpudpwpa Kat ouvNBwe evtortifetTal oto depua.

e AUTO TO Acpdwpa eival cuvnBwce ALK apvnTiko, av Kat n
TPOYVWOoN €lval APKETA KAAN



Anaplastic Large Cell Lymphoma -primary cutaneous




AyyeloavooofAacTIiKO T- Aspdpwpa

e To ayyeloavoooPBAaoTikO Aepudpwpa T-kuttapwy (AITL) avTirmpoowTrtevel
TePInou 1o 1-2% Twv AepdwpaTtwy Katl €ivatl TToAL ouvNBwG eTIBETIKO, av Kal
EXOULV TIEPLYPADEL TIEPITTITWOEIC AUTOPATNG LTTOXWENONG.

e Mrmopei EKTOG arto Toug Aepdpadeveg va dlNBNoeL To Nap Kat To oTAnva.
e To CHOP 6¢gv bivel TOAL KAAQ ATtoTEAECUATA YL AUTO XPNOLUOTIOIOLVTAL

ouvOlACoPOL AAAOL VEOTEPWV PAPHAKWY PE N XWEIG peTApOoXevon , KABwCG Kal
APKETEC KALVIKEG DOKIPEC BpiokovTal LTTo SOKIUN,




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

To NK/ T Aepdwpa ertnpeadel ouvnBwG TN PLVIKN TIEPLOXN
Kal TOLG TIAPAPPIVIOLEG KOATIOULG AV KAl PUTIOPEL va
epdavIoTEL Kal o€ AAAEC BeEoelg OTTwG TO dEPUA, N
YAOTPEVTEPIKN 000C KAl Ol OPXELC.

[ToAL omavio, <1,5% OAwv Twv AepdwuaTwyv

EvudaviCetal ouxvotepa otnv Acia kat tn AaTivikn
Apeplkn kat oxetiCetal pe tov 10 Epstein-Barr (EBV).

2.UvNBWC ouvioTwvTal CLVOLAOHOC Beparteiag pe
AKTIVOBOAia Kal XnueloBeparieia



NK-Aepdwpa pivopapuyya

Joshi S et al, Otolaryngology 2012, Vol 2(4): 123 Erika Reategui Schwarz Journal of Investigative Medicine



Figure 1- Non- Figure 2 — Rhino-

Hodgkin lymphoma pharyngeal
localized on left non-Hodgkin
palatine tonsil. lymphoma.

Aviles A, Eur J Cancer B Oral Oncol. 1996 Jan;32B(1):19-23.



Adult T-Cell Acute Lymphoblastic
Lymphoma or Leukemia

e Amnavtwvtal ouXvoTtepa otnv lartwvia kat tTnv Kapaifikn
Kal cuvoeovtal pye tov 10 HTLV-1.

e O 10¢ HTLV-1 petadidetal peow oeEOVAALKNG eTTadnG,
TOKETOUL, PUETAYYIOEWV AlPATOC, KOWVWV BEAOVWYV Kal

UNTPLKOUL YAAAQKTOG.

e Av Kal Ol A0BeVEIC PTTOPEL APXIKA VA AVTATIOKPLBOLV OTN
XxnNuelobeparieia, N pakporpobeopn Mpoyvwon eival Kakn.



lotiko Looduvapo tng T-oéeiac AspdpoBAacTiKNG AsUXULULAC.
To 70% twv acBevwv gpudavilel dtevpuvon pecoBwpaKiov OXL OUWC TOCO
EKTETAUEVN Oon oto npwtonabec B-NHL pecoBwpakiou.

2xedov mavrote unapyel kat dtOnon pueAov kat oe uPnAo MooooTo Kol TPoofoAn
tou KNZ. ZrtAnvopeyaAia ~ 50% Twv MEPUTTWOEWV

Ta kUTTapa avantuooovtal SLaYUTa KoL EXOUV AWPOUC XAPAKTNPES Kat uPnAo
d&iktn moA/ouov.

Ol aoBeveic AappBavouv Bepansia akplBwg idta pe avtiiv mov sdpapuoletal eni T-
OAA n omnola mephapBavel kot mpodpuAaktikn Bepameio tov KN2.

Enti urmotponn¢ TnG vooou, KATL Tou cupfBaivel ouxva, Eva moocooto acBevwy pUmopel
va ETBLWOEL HOKPAV XwpLE vooo av urmoBAnOsl oe aAAOyEVN HETANOCXEUON
OLLLLOTIOLNTIKWV KUTTAPWV.




T-AepdoBAactiko Aspdwpa




Enteropathy-Associated Lymphoma

e AUTO 1O Aepdwpa T-KuTTApWV oXeTi(eTAl PE KOIAIOKAKN,
(Mla Xpovia eVTEPLKN dlaTtapaxn Tov TIPOKAAEITAL ATTO
vTIEPELAIOONCIa OoTN YAOUTEVN TTIOL BploKovTal OTO OLTAPL,
TN OlKAAN Kal To KPpLBapl).

e Ta ocuurrtwpata ouvNBwe repthapBavouy TTOVO OTO
oTopAx!, artwAela BAapoug, alpoppayia yaoTPEVTEPIKOU N
dlATPNON TOUL EVTEPOU.



HrtatoomANVIKO Aepudpwpua

ATIOTEAEL EEALPETIKA OTIAVIO KAl ETIIOETIKO Aepdwpa TTou
TIPOOBAAAEL APXIKA TO NTTAP N OTIANVA o€ veapa ouvnbwg
atopua 20-30 eTtwv.

H Beparteia yia aobeveic pe NMATOTIAACTIKO Aepdwpa T-
KUTTApwV TiepAauBavel xnuelobeparieia pye faon tnv
AvOPAKULKALVN Kal, OE OPIOPEVEG TIEPLITITWOELG,
LETAPOOXELON



E€wAepdadeviko T/NK Aspdwpa

MoAU emBetikn G eLoBOANG Aspudpwpa ov epdaviletal oto
OTIAQYXVLKO KPOVLO TNV PLVIKEC KOLWAOTNTEC KOl T TTapapLvLaL.

Ekdpalel T- kot NK emipaverakoug deikteg CD2, CD3, CD7, CD56,
nepdopivn Kat granzyme B. Agv aveupioKovTol avodLaTtageLg
tou TCR.

[MoAU miBava oxetiletatl maboyevetikad He tov L0 EBV kol £xel
avadpepBel epdAvVLIOr TOU OE HIKPO-AOPOLOELC TTEPUTTWOEWV.

lotoAoylka £xeL popdoAoyikn mAslopopdia, diaxutn avantuén
Kot LeyaAo Seiktn mMOAAAMAQGLOGHOU.

Méeon nAwkia epdaviong 50-55 €tn.

H avtanokpion otnv Oepaneia v eivat KaAn Ko n HEon
OUVOALKN emiBiwon pkpn ~14 pAVEC.



TOMOU UTIOSEPHATIKAG AYYELTLOOC
T-nepidpepiko Aépdwpua

ITMAVLO VOO A LE EMLOETIKN IPOOBOAN Kal TaxELa
avanrtuén

H npooBoAn neplopiletal oto S€ppa Kot T EEAPTANATA TOU
Asv untapyxel anoteAsopatikn Oepaneia

H npoyvwon eival SUGHEVAC

Avtoxn otn xnuewoBepaneia

NpoowpLVEG avtanokpioslg e pn dietodutikn B-
aKtwvoBoAia

Méon eruBiwon 12-14 piveg
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2 VUTIEQACHATIKA....

e Ta T Aepdpwpata arnmoTteAOLV oTtavia Aepudpwpata ta ortoia
OPWC EXOLV XELPOTEPN TIPOYVWON arto ta Aepdwparta B
KUTTAPLKNG TIPOEAELONG

e 2UVNOwWC arattovyv emBeTIKN Beparteia Kat vrtoTporialouvy
ouxva

e [lio omtavia arno ta B Aepdwpata



