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WHO-EORTC classification of cutaneous lymphomas with
primary cutaneous manifestations

Cutaneous T-cell and NK-cell lymphomas
—  Myeesis fungoides
| MF variants and subtypes
Folliculotropic MF
Pagetoid reticulosis
Granulomatous slack skin
Sézary syndrome
Adult T-cell leukemia/lymphoma
Primary cutaneous CD30+ lymphoproliferative disorders
Primary cutaneous anaplastic large cell ymphoma
Lymphomatoid papulosis
Subcutaneous panniculitis-like T-cell lymphoma*
Extranodal NK/T-cell ymphoma, nasal type
Primary cutaneous peripheral T-cell lymphoma, unspecified
Primary cutaneous aggressive epidermotropic CD8+ T-cell lymphoma (provisional)
Cutaneous y/d T-cell ymphoma (provisional)
Primary cutaneous CD4+ small/medium-sized pleomorphic T-cell lymphoma (provisional)
Cutaneous B-cell lymphomas
Primary cutaneous marginal zone B-cell lymphoma
Primary cutaneous follicle center lymphoma
Primary cutaneous diffuse large B-cell lymphoma, leg type
Primary cutaneous diffuse large B-cell ymphoma, other Intravascular large B-cell lymphoma




NPQTOMAGEZ AEPMATIKO AEM®QMA THZ OPIAKHZ
ZONHZ (1)

|
| KAIVIKI] €IKOVO

EpuBpoiwdeig BAatideg, TTAGKES I
| 6o, povipeig ) ToAAatrAoi
ZuviBwg oTa (avw) Gkpa f Tov
KOpHO
MepiAaufavovral: TPWTOTTOBES
OEPMATIKO AVOTOKUTWHA, KAAOHONG
Aep@ocIdng utreptTAaTia pe
HOVOKAWVIKA TTAOOHOTOKUTTOPA,
TPWTOTTOOEC OEPUATIKO
TAACHATOKUTWHO
ZTTAVIO QUTOLOTN UTTOOTPO®I)
Aitiohoyikn oxéon pe Borrelia
burgdorferi (EupwTrn)
AcouviBng n cuvuTrapén autoavooou
UTTOCTPWHATOG
ZITAVIO N ESWOEPHATIKI ETTEKTACT)




NMPQTONAOEZ AEPMATIKO AEMOQMA THZ OPIAKHZ
ZQNHZ

OCwdNc AsppokuTTapikn dinénon

Aiaonapta BAaocTopopPa
KUTTapa *




NPQTONAGEZ AEPMATIKO AEMO®QMA

Avogoguvdrurrog
* Kurrapa opiakig {wvng: CD20*, CD79a*, bel-2*, CD5-, CD10-, bel-6-

* AvmidpaoTika BAaoTikG KEvTpa: bel-2-, bel-6*, CD10*
*  KuttapotrAaouaTiki HOVOKAWVIKE avogoo@aipivi



Cutaneous Marginal Zone Lymphomas Have Distinctive
Features and Include 2 Subsets

| James T. Edinger, MD,* Jeffrey A. Kant, MD, PhD,*w
and Steven H. Swerdlow, MD*

Am J Surg Pathol Volume 34, Number 12, December
2010

AUO uTTOOHAdES TTPWTOTTOBO0UG OEPHATIKOU AEUPWHATOG
oplokAS {wvng:

He peraoTpo@n IcotuTtou IgH, 19G, kKupiwg IgG4 utrotiTrou
n1gA

aveu peraotpo®ng iocotutrou IgH (—IgM)



2YI'KPIZH EYPHMATQN 2TIiZ YIIOOMAAEX
MPQTOMNAOOYZ AEPMATIKOY AEMOQOMATOZ OPIAKHZ

>uxvoTnTa
Noipwén pe B.burgdorferi
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NeonAaoparika B kUTTapa

AvTidpaoTika T
Aep@okuTTapa

znavia

A@Oova (nAsioynyia)
CD4>>CD8

ApOova )

ApkeTa-agpOova (o€ ion
avaloyia Je Ta veonAaoHaTIKa)

_J

MpoTuno 8Innong

AvTIOpaoTIka Aep@odidia
MaoTokUTTapa

Ekppaon CXCR3 o€
veonAaopaTika B kUTTapa
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nepie€aptnuaTikn olwonc,
+/- diaxuTn

MapovTa
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MPQTOMNAGEZ AEPMATIKO AEMOQMA
OPIAKHZ ZQONHZ ME METAZTPO®H IZOTYNOY
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Edinger 2010



MPQTOMAGEZ AEPMATIKO AEMOQMA
THZ OPIAKHZ ZONHZ ANEY METAZTPO®HZ IZOTYTNOY
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NPQTOMAGEZ AEPMATIKO AEMOQMA TQON BAASTIKQN
KENTPQN (1)

AIVIKA €IKOVQ

| Movipeg, o€ OpadES, TTAAKES, OYKOI
ZuvnBéoTepa oTnV KEQAAN Kol TOV KOPHO (pdaxn)
Aeppatikég utroTpoTrég (20%)




NMPQTONAOEZ AEPMATIKO AEMOQMA TQN
BAAZTIKQN KENTPQN

Mukva diateTayuévol 6Jo1 xwpig pavoua




NMPQTONAOGEZ AEPMATIKO AEMOQMA TQN
BAAZTIKQN KENTPQN (3)

Avooo@aivoTuTrog
CD20/CD79a +/CD5/CD43-
Bcl-6*
Sig +/- | Clg-
Bcl-2- -  ouvnOw¢ aoBevwg +
MUM-1 / IRF4-
CD10+ (olwdeg poTUTTO)/ - (S1GXUTO TTPOTUTTO)

ovoTuTTOoC

Atroucia t(14;18) 010 60% TwV TEPITTTWOEWV
Mopiaki) utTroypa@n HEYAAOKUTTAPIKOU B AEp@wpaTog
pe TpoéAeuon atrod To BAACTIKO KEVTPO

“*Evrovn ékppaon Twv bcl-2/CD10 f rapouaia tng t(14;18) o Aéupwpa atro
KUTTOPO TWV BAACTIKWVY KEVTPWYV OTO dEPHA = UTTOVOIa dEUTEPOTTOBOUG
01Bnong Tou SEPHATOC OTA TTACICIO CUCTNHATIKOU AEPWHATOG



NPQTOMAGEZ AEPMATIKO MEFAAOKYTTAPIKO B
AEM®QMA TOY TYMNMOY TOY NOAOZ (LEG TYPE) (1)

KAIvIKN) €IKOVO
Taxéwg aVATTTUOOOLEVEC
EpuBpoiwdeic aAAoIwoElg
ZUVAOWCS NAIKIWPEVES YUVAIKES
ZUVABWG TTPOTIMNON OTO KATW
akpa (-> XeIPOTEPN TTPOYVWOT
o€ oXEon HE AAAEG EvTOTTIOEIG)
~20% Twv deppaTikwy B
AepQwpaTwy
5eTNG emifiwon 50->74%




NPQTOMNAGEZ AEPMATIKO MEFAAOKYTTAPIKO B
AEM®QMA TOY TYMOY TOY NMOAOZ
(LEG TYPE)
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NPQTOMAGEZ AEPMATIKO MEFTAAOKYTTAPIKO B
AEM®QMA TOY TYNOY TOY NOAOZ (LEG TYPE) (3)

|

| Avogo@aivoTutrog (un TaBoyvwuovikog)
CD20/CD79a*

| slg HOVOKAWVIKN

bcl-2 + /MUM -1+ / FOXP1+

bcl-6+ (cuvRBwg)

CD10 -

ATtroucia devopITiIKwy KUTTapwv (CD21)

xmavia CD5+ (Papoudou - Bai 2019)

[ovoTUTTOG
Mopiakn utroypa@n evepyotroinuévou B Kuttdpou
MetaAAageig MYD 88 (69%) (Fam — Ledard, 2012)
Evepyotroinon NF-KB
Atrevepyotroinon p16 -> mrwyn mpoyvwon (Hope 2012)




NPQTOMNAGEZ AEPMATIKO MEFAAOKYTTAPIKO B
AEM®QMA TOY TYNOY TOY NOAOX
(LEG TYPE)

Mckee 2020, WHO 2017



PCLBCL - Leg Type
Versus Primary Cutaneous FCL

PCFCL PCLBCL-leg

type

—+MUM-1— -

FO*P-I - +

CD10 +/- -

Bcl-6 +/- +/-

P63 (Robson, -/+ +/-

Histopathology

2015)

Research
Leukemia Research '

journal homepage: www.elsavier.com/locata/leukres

Brief communication

The expression of IgM is helpful in the differentiation of primary cutaneous
diffuse large B cell lymphoma and follicle center lymphoma

Cuyan Demirkesen **, Niikhet Tiiziiner?, Tugce Esen?, Banu Lebe®, Sermin Ozkal®

ORIGINAL ARTICLE

(Anmt T Surg Pathol 2010;34: 1043—1048)
IgM Expression on rararnn Sections Distinguishes Primary
Cutaneous Large B-cell Lymphoma, Leg Type From
Primary Cutaneous Follicle Center Lymphoma

Lianne Koens, MD,* Maarten H. Vermeer, MD, PhD,{ Rein Willemze, MD, PhD,{
and Patty M. Jansen, MD, PhD* /(0@/75 2 0] 0




AOIMNOI TYNOI NPQTONMAOGQN AEPMATIKQN
METAAOKYTTAPIKQN B AEMOQMATQN

Totrol peyaAOKUTTAPIKWY B AEUQWHATWY TTOU EMPaviI{ovTal OTO
Oéppa kai OV SUvVATAI VA KATNYOPIOTTOINOOUV WS TUTTOU 060G 1) WG
AEpQWHO TWV BAOCTIKWVY KEVTPWV

MepITTWOEIC OEPHATIKWY MEYOAOKUTTOPIKWY B AEQWUATWY TUTTOU
m000¢ " bcl2- dev gupTTepIPEPOVTAI OINPOPETIKA ATTO TIG AVTIOTOIXES
bcl2+, oroTe eV KATOTAOGOVTOI OTOUC "AOITTOUC TUTTOUC .

B Aépowpa TAouoio o€ T AepgokiTrapa

AvatrAaoTiKi) TroikiAio peyahokuTtapikod B AmrokAeiopog
AEpowpaTOC 5£’UT£p01TG90Ug

MAaopaBAacTIKG Aépwpa dinénong Tou

Evbayyeiokd peyaAokutTapiké B Aéppwpa Oepparog

Hristov 2012



ENAAITEIAKO B AEMOQMA




NMPQTOMNAGH AEPMATIKA T- AEMOQMATA (CTCL)

T kuttapikog untodoxéag (TCR)

MeTaPANTO 21a8ep0

TCR
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Qpwua af T- Qpua yo T- NK-Aepdokuttapa CD3
Aepdokuttapa Aepdokiutropa KUTTOPOTIAQLCLATLKO
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CD3 kuttapomAaoua-
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List of markers applicable to formalin-fixed, paraffin-

embedded tissue sections for the diagnosis of peripheral
NK/T cell lymphomas ( )

T-cell markers: CD2, CD3, CD4, CD5, CD7, CD8, CD52, pF1, TCRy
Cytotoxic markers: TIA1, granzyme B, perforin

FTH markers: CD10, Bcl6, PD1, CXCL13, SAP, ICOS, CCR5
Treg markers: FoxP3

NK-cell markers: CD16, CD56, CD57

Activation markers: CD25, CD30

Others: CCR4, ALK, EMA, CD45

Proliferation: MIB1/Ki-67

B-cell markers: CD20, BSAP/PAX5

Follicular dendritic cells: CD21

Histiocytes and epithelioid elements: CD68/PG-M1

EBV: EBER ISH, LMP1, EBNA2




NMPQTOMNAGH AEPMATIKA T- AEMOQMATA (CTCL)

Opiopoég: T mepI@epIK@ Aep@wpaTa T oTroia ep@avilovral
0T0 OEPUA XWPIC ECWOEPUATIKI VOGO KATA TN O1AyVWOon

AlakpivovTal 3 KUPIEG KATNYOPIES:

KAhaooika CTCLs: otmoyyoeidng puknriaon (MF) ko
TOIKIAiEG QUTRAG, oUVOpOO Sezary

, , , 90%
Mpwrotrafei¢ CD30+ AEP@OUTTEPTTAACTIKES ECEPYATIEC Cchs

Oéppartoc: deppatikd avatTAaoTikO T Aéugwpa ( C - ALCL)
Kal Aepowpatoeidng BAatidwon (LyP)

Aortroi Tutrol ( Non-MF CD30 - CTCLs )

Willemze 2014



2MNOITOEIAHZ MYKHTIAZH (MF)

_Emoepporpomiké CTCL rou xapakTtnpideral amod
| HIKpoU/ péoou peyéBoug T- AEu@OKUTTAPA |IE
EYKEQPOAOEIDEIG TTUPNVES

O 6pog¢ Ba TpETTeEl v XpNOIHOTTOIEITAI HOVOV YIA TIG
TEPITITWOEIC HE TTOPOUTIN TWV YOPUKTNPIOTIKWY
OEPHATIKWY OAAOIWOEWY

zuxvotepog Tutrog CTCL (50%)

EviAikeg, ouvnBwg nAiKiwpévol (A>T), pe kvnopwoeig
aAloiwoeig o€ Bl1apopETIKA KAIVIKG OTAOIN

O emdepOTPOTTIONOS DlAPEPEI ATTO TNV ECWKUTWON
AepgokutTdpwy (deppartitidal Ek{epa) AOyw TNG
atrouciag (TrpofdaAloucag) otroyyiwong

McKee2020
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Mycosis fungo

> Tumor

- Plaque

Patch

Kempf SAEP 2015



Epubnuatwdeic
aA\oIWOoEIG JE
anoAENIon oTov Kopuo

MoIKIAODEPUATIKA
HopgoAoyia

MF — oT1adio knAidac

loToAoyikn EikOva

Evpnupara ocuxva apfAnypa

Emdeppida ouyxva akavlwTiKA JE
EOTIOKN TTAPAKEPATWON

Eviote udpwTIKI EKQUAION

, , ‘Hria aKavewor] & Baaoikn
Mikpo¢ api1Buog AEHPOKUTTAPWON

EVOOETIOEPUIOIKWY ATUTTWV
AEPQOEIOWY KUTTAPWY OTN BaCIKI
oTIfada Ve

Meprayyelokn

avVWTEPO XOPIO

Baoikn )\spchKUTpowor]

Kempf SAEP 2015



MeyaAeg
EPUBNUATWOEIC
NAGKEC PE
anoA&nion

MF — oT1adio nAaxag

loToAoyikn Eikova

ZUVAOWS aKavOwTIKN (evioTe
weudoemidnAiwpaTwdng) St
emdeppida pe utrepkepATWON KO =
TAPOKEPATWON >

‘Evrovog emIdEpOTPOTTIONOG

Napoucia arooTnpaTtiwv Pautrie TaIVIoEIBeiC dinBnon xopiou
(17-37.5%) '

zuxvn mpooBoAn Bulakikou i)
EKKPIVOUG £TTIBNAiou

Eppavng emodepuoTponiopog



MF - oTadio oykou

loToAovyikn EikOva

Madikn d1nénon xopiou cuyva
ETTEKTEIVOUEVN OTO UTTODOPIO OTTO KUTTOPA
TUTTOU MF

Zuxvn e¢EAKwon emdeppidag

EmidepuoTpomiouoc Katd Kavova
atmrouaiadel

MpoéouiIgn pava)\ou qplepou BAacTWV (<25%

Anouaia
€MOEPUOTPONIGHOU —
Mukvn dINBnon

Aiaonapta BAacTopop@a kUTTapa MF



EEEAIEN MF (Large Cell Transformation)

_AiamarouTtal 610 10-23% TWV TEPITITWOEWV
Zx£1|i§£m| HE TTOAU TITWYN TTPOYVWON

loToAoyIKd KpITRPIA: =225% TTapoudia
BAaoTWwV* i oXNHOTION6S 6{0U

*BAaoTec= KUTTAPQ pE 41TACCI0 MEYEDOG O OXEON
ME TA MIKPA AEH@OKUTTOPO

'Ekppaon CD30

Maparnpeital 010 30-50% TWV TEPITTTWOEWV K
0710 50% autwyv agopd oto 75% TOU TTANBUGHOU

A/S amd C-ALCL kai LyP a1ré tnv KAIVIKR £1K6va

EnikpdTtnon BAQOTOHOPPWY KUTTAPWY HE
NUPNVIO- THITWTIKN dpacTnpIoTNTA

Mckee 2020




MF — Avoco@aivotunog (1)

| e

. Juvhlwg CD2,3,4 +/ CD45 RO +

v CdB, CD56 ka1 KuTTapOTOSIKG MOpIa
omavia + (cuvnlwe o€ oTAd10 OYKOU
Kai transformed MF)

v 'Ekppaon CD30 amd ta peyaia
KUTTAPO -> OXETICeTOI E ECEAISN

| AnwAeia CD7

v 'Ekg@paon CD25 o10 50% Twv
mePITTWOEWYV Kai CLA

v ATTouGia TTPOYVWOTIKAS ONHACiag TOU
VOO OQPaIVOTUTTOU

v (anqvnm’] ammwAeia CD7 (>70%) Kd?

CD62 (>50%) (Trapartnpeital Kol o€
\(p)\aypovdoﬁalg Oeppatotradeig)

J

AnwAcia CD5




SYNAPOMO SEZARY (SS)

L)\IVIKﬁ gIKOVA

} EvAAikes ouviBwe NAIKIWHEVOI PE KVNOPWOES
EpUBPODEPHA KO YEVIKEUMEVN AE@adevOoTTaOEIN

Tautéonuog T KAWVOS 0¢€ TTEPIPEPIKO aipa,
Oépua & Aep@adéveg

TouAayiotov 1 amrod Ta TTAPAKATW:
CD4/CD8 >10 oTo mepIpePIKO aijia

Sézary KUTTapO OTO TTEPIPEPIKO Qi
>1000/mm2
AtrwAeia T avriyévwy (CD7)
loToAoyikn ik6va: TUtrou early MF A pn €181kR (30%)
AvoooQaIvOTUTTOG

CD2, CD3, CD4, CD5+/CCR4+, CD7, CDS- O KempfSAEP 2015

-



OQuAakioTpdtrog MF (5¢1i¢
emBiwon 62-74%)

KokKiwuoaTwdec YaAapo dépua

XaAapd Oépua o€ pOoXaAeg
& Bouﬁwlvm'] Xwpa

EKOEONPATHEV KOKKIWHOTWANG 4
avtiopaan & CD4+ kKAwvika
T Agp@okuTTapa

MAAGKeG- KNAidES pe OAwTTEKIO

Mukvoé ep1BuAakik6 diRdnua

MikpoU/uéoou peyéboug
Agp@okuTTOpa

Alakpiveral amod Tnv

) ATtrouaia gviote QUAOKIKAG
KOKKIwWpaTwdn MF (WHO 2017)

BAevvivwong (30%) kan ouvhBwg
emdeppoTpotiopou (60%)

NatleTogidNc SIKTUWGN

Mapoucia CD4+ 1) CD8+ péoou/peydhou peyéboug T
AEPPOKUTTAPWV EVTOG TNG ETTIOEPHIDOG

«EvreTomiopéveg epuBpég TAGKeGy « CD30+ »

5etn¢ emiBiwon >90%




AcuvnOioTa 1oToAoyika gupnpara o€ MF

NEPPIYOEIBEC N AoipwEn -> PAS kal atunia
AEUPOKUTTAPWV)




FlTee  gwmnsy &
Crine “re -

J Eur Acad Dermatol Venereol, 2014 Nov 18. doi: 10.1111/jdv.12851. [Epub ahead of prinf)
Unilesional folliculotropic mycosis fungoides: a unique variant of cutaneous lymphoma.
Amitavaish |', Feinmessor M, Ben-Amitai D Fenig F. Surin D, Hodak E

Author information

'Department of Dermatology, Rabin Medical Center, Petach Tikva, Israel; Sackler Faculty of Medicine, Tel Aviv University, Te
Aviv, Israel.

7 patients reported in the literature: 5 men, 2 women
Mean age at dx: 38 years (2 pats. <18 years)
Limb > trunk > face

Atypical CD4+ lymphocytes
Monoclonal T-cells in 3/6 cases

Excellent prognosis with no multifocal or extracutaneous spread




Aiagopikn diayvwon MF / SS

210010 KnAidag: xpovia mitToAg deppartitida — Aeixnvoeidng deppartomadeia —
Aep@wparoeidng avridpaon o€ apuaka (1I0TopIKo)

XTolxEia utrép Tpwipng MF

[PAPMIKOS ETTIOEPUOTPOTTICHOG
ATtrouaia TpofaAAoucag oTToyyiwong
EvOoemiOepMIOIKG AEHPOKUTTAPO HEYAAUTEPO OTTO AUTA TOU XOpPiOU

ZxoIvIoEIdNG ivwon BnAwdoug xopiou

Oykopopen MF: Aoitroi T0trolI CTCL [ Trponyoupeveg Blogieg, KAIVIKNA EIKOVA,
ICTOPIKO]

Transformed MF: C-ALCL kai LyP [ KAIVIKR €1KOVQ, I0TOPIKO]

—

Only few CD7+ cells SES: X. Sezary

High number of PD-1+ cells _ SES rather than EID EID: EpuBpodepp1dikn @Aeypovwdng
oeppaTtotrdbeia

Strong expression of TOX
Kempf 2015



NMPQTOMAOGEIZ CD30+ AEM®OYMNEPMNAAZTIKEZ
EZEPIAZIEzZ AEPMATOZ

20-25% Twv CTCLs

MpwTtomraBég deppatikd avatTAaoTiké T Aépewpa (C-ALCL)

Agppwparocidng BAatidwon (LyP)

Oplokég epImTwoelS (= n KAVIKOTT000AOyoavaTOMIKN EIKOVA OEV ETTAPKEI YIO TN
d1akpion C-ALCL/LyP)

2NMAVTIKEG IOTOAOYIKES | AVOOQPAIVOTUTTIKEG / YOVOTUTTIKES OLOIOTNTEG >
ATTAPQITATN N GUVEKTIKNON TNS KAIVIKAG EIKOVAG Yia TN S10¢opIKn didyvwon

Lymphomatoid borderline Primary cutaneous anaplastic
papulosis lesions large cell ymphoma

Kempf SAEP 2015



NPQTOMAGEZ AEPMATIKO ANAMAAZTIKO T-
AEM®QMA (C-ALCL)

Opiopog:
MeyaAa ouyva
avOTTAAOTIKG KUTTAPO

>75% TOU TTANBUGHOU . :

The morphologic spectrum of primary
CD30+ cutaneous anaplastic large T-cell
ATrouaia KAIVIKRC EIKOVQ lymphoma: a histopathologic study on
, , 1S 5 g 66 biopsy specimens from 47 patients
N I0TOPIKOU OO O s with report of rare variants
HUSHIEEONS Cesare Massone et al.2007

(-=>transformed MF) iy
aAAou Asppwpartog (2
deutepotraBég ALCL)
Atroucia cuoTnpaTiKoU
ALCL tou dinB¢i To déppa.




C-ALCL

KAIVIKA €1KOVa

EviAikeg, A>T

MovipEIG 1 EVIETOTTIONEVEG, OUXVA
ECEAKWHEVES OAAOIWTEIG, >2¢K.

MoAueoTiakéc BAGRES 20%

Mepikn / TTARPNG QUTOMATN
utrooTpo®n o1o 40%

E¢wdepparikn evromion 10%

5eTn¢ emiBiwon >90% (vs 24% yia
deutepotrabi d1RBnon Tou SEPHATOG
amé ouotnuatiké ALCL)




C-ALCL

loToAoyIKn £IKOVa

O{wong / diayutn avarrTuén peydAwv ouviOwg avatTAAoTIKWVY TTAEIGLOPPWV N
avoooBAOCTIKOU TUTTOU KUTTAPWY

LTTAVIO £TTIOEPUOTPOTTIONOC (EvTovog o€ TrepITTTwoelg e DUSP22/ IRF4 avadiartagn)

AA. a6 LyP

(Eviote TpoEXwy) avTidpacTiKOG TTANBUOOG
OudeTepo@IAa, NWOIVOQPIAQ, IOTIOKUTTOPA,
MIKPG wpIpa Aep@okUTTapa (opoidtnTa pe Lyp)




C-ALCL

Avooo@alvoTutroc - FovOoTUTIOC

| CD2/CD5/CD3+ (troikiAn ék@paon)
= CD4+>>>CD8+

|« CD30+ >75% | CD15+ (40%) / PAX5- | MUM1+
EMA- | ALK- (gmravia +)
KuttapoTtodika popia: ouvndwg +
Atroucia t (2;5) - Mapoucia TcR avadiata§ewy
Avadiataeig p63 omavieg, ue TITWYRA TPOYVWON
xmavia NPM1/ TYK2 diapetaféoeig (c-ALCL kan Lyp)

CD30 CD4




AEMOQMATOEIAHZ BAATIAQZH (LYP)

|

| Opiouog: Xpovia, utroTpoTiajouaa,
autoiwpevn BAaTidoolwdne /
BAaTidovekpwTIKA aAAoiwaon pE I6TOAOYIKA
XOPOKTNPIOTIKA TTOU TTOPATTENTTOUV O€ C-
ALCL ka1 rpo€xovra avridpaoTiko
TAnBuouo

KAIVIKA €IKOVQ:

- Néa aropa
- MoAAatrAég BAaTideg / 6(oug <1tk., TTOU

u@igvTal auToOuaTO
EVTOC 2-6 £BOONAOWY HE TTOPOVUGIC OUANG

- 20% ouvduaopog pe aAAo TUTTO depHATIKOU
AEpQWHOTOG
MoikiAia 10TOAOYIKAG EIKOVAG OVOAOYWG
TWV UTTOTUTTWV



LyP — histological types

Type B <5% ype C 10%

- ~, —’ -
> > e =
"(., —
< o

Kempf SAEP 2015



LyP types

Type Histology Histologic mimicker
Type A Scattered CD30+, large Hodgkin lymphoma

Type B Epidermotropic CD30-/+ small Mycosis fungoides

Type C Cohesive sheets CD30+, large ALCL

Type D Epidermotropic CD30+ CD8+ small AECTCL (Berti lymphoma)
Type E Angioinvasive CD30+ CD8+>CD4+ Extranodal NK/T, GD-TCL

-
N
.
U7

ot Y -'.;’-.::0”-'5‘».‘031{1‘
> Overlapplng features in individual lesions

> Various types in the same individual patient
> No differences in clinical presentation

> All LyP types share the same biologic behaviour

Kempf SAEP 2015

> No prognostic impact



Tutrog A (10TIOKUTTOPIKOG)
Mepovwpéva 1) o€ JIKPES aBPOiITEIS
MEYOAa aTutra KUTTOpPO CD30+ ev péow
a@Oovwy avTIdPACTIKWY KUTTAPWY

TUtro¢ B (AEM@OKUTTAPIKOC)

(OpoidTnTa pE oToyyoEIdn puknrioon)
EmIOEpUOTPOTTIONOG — HIKPA KUTTOPO HE
gyke@aAoeideig rupnveg, CD30-




LyP — IoToAoyikOi unoTunol

Tgtrog C (opoiétnta pe C-ALCL)

MeyaAeg aBpoioeic amrod aruta CD30+ KUTTAPA €V MECW OXETIKA Alywv
avTIOPACTIKWY KUTTAPWY KUPiwE OTO XOPIO




LyP Type D

CD 8 feTikn

‘Evrovog midepoTpoTrionog

Opo1étnTa ue CD 8+ £mIBETIKG EMIOEPUOTPOTTIKO T Aép@wpa

Mikpou/ péoou peyéBoug kUTTapa CD30+ Ue KUTTOPOTOSIKO GAIVOTUTTO
M0¢

Eviote yO @auivoTu

)

CD30

—
va p - .

‘;‘s gl T gl
s Pt e AW

-n &
e

Saggini et al. 2010



LyP Type E

Type E
Mikp6g ap1BuoG eAkwTiKWY vekpwTIKWY (eschar — like) BAaBwV p.8. 1-4 &x.

—AYYEIOKEVTPIKOTNTA / AYYEIOKN KATAOTPOPI)
MikpoU / péoou peyEBoug KUTTAPQ
‘Ekgppaon CD30 kai ouvBwg CDS

Ulceration, necrosis

Angiocentric and angiodestructive infiltrates
Medium-sized to large pleomorphic cells
CD3+ CD4- CD8+ (70%) CD30+

Kempf et al. Am J Surg Pathol 2012




LyP pe diaperaBsoeic 6p25 (DUSP22 — IRF4) (<5%)

MeyaAUTepnS nAIKiag atopa
HE aVijcpévsg aANoIWCEIS

Aipadgikn pop@oAoyia
(opoidéTnTa pE transformed
MF)

EmdeppoTpoTmionos atmro
aoBevwg CD30+
MIKpOU/ETOU pEyEBoug
KUTTOpPO

Xoplo: péoou peyaAou
peyéBoug kUTTOpa CD30+

**Exepaon MUM1/ IRF4

Kempf SAEP 20155%



LyP — Aiapopikn Ailayvwon

|

H ékppaon Tou CD30 dev givar ao@aAéS KPITAPIO Yia T IAPOPIKI
O1dyvworn CD30+ Ae@oUTTEPTTAACTIKWY ECEPYATIWY Kol QAEYMOVWOWY
|6£p|J0(To1Ta9£ubv N GAAWV TUTTWV AEPQWHATOG

Noipwodeic deppatotrabeieg pe CD30+ KUTTAPO OPEINOHEVES OE HUKNTEG,
TapdoITa, S1AQOopouG 10UG
Mn Aoipwoeic pAeypovég depuarotrabeleg pe CD30+ kuTTOPA: OLEia

A£IXnvoEIdNG TITUpiaon, ATOTTIKI OEPMATITION, PAPHOKEUTIKEG
avTiIdpAoEIS (KUPiWG O€ AVTIETTIANTITIKA)

**LIKpOG ap1Buog CD30+ KutTapwy, SIACTIOPTA KOI XWPIGS AVOTTAACTIKN
Hop@oAoyia



CD30 - Non MF CTCL

zmavia Aspowparoa
I

H 6|0(vaon AQUTWV TWV TUTTWV TTPOUTT0BETEl TOV arokAsiopo MF e Baon 1o KAIVIKO
10TOPIKO, TNV KAIVIKA £E£T0GT KAl TN Ployia TUXOV OUVOBWYV EKIEPATOEISWV SEPHATIKWV
aAAoiwoEwy

T- AEQWHa TUTTOU UTTOdOPIITIONG

'Hnia
BIO)\OYIIEI"]C Mpwtotadng depuatikn Aep@outrepTrAACoTIKN £¢Epyacia amd CD4+
OUHNEPIPO- HIKpoU/ pEoou peyEBoug T AepgokuTTapa
pag
‘Hmiag BioAoyikng cuptrepipopds CD8+ Ae@ouTTEPTTANCTIKNA
aAAoiwon Gkpwv
ESwAep@adevikd NKIT Aép@wpa pivikou TUTTOU
ENMIBETIKAG T- ePIPEPIKO AEQWpa un TrepaiTEpw TuTroTroINUEVO (CPTCL- NOS)
f&ff:@gg‘; MpwtoTtraBég emiBeTIKO EMIdEPPOTPOTTIKO CD8+ KUTTAPOTOSIKO T
pag Aépowpa

MpwTtotraBég deppaTiKO yO- T AEQwpa
Willemze 2014






T-AtpPpwpa TUNoU unodoplindag
(WHO 2008)

v
MpwTtoTrafég
oepuarik6 yo T-

Aépowpa




T-AEMOQMA TYINOY YMNOAOPIITIAAZ

IOgﬂuég: Kutrapotodiko T- Aépewpa of
TPoEAeuong Tou TTPOORBAAAEI aTrOKAEIOTIKA
| TOV UTT000OPI0 10TO

KAIVIKR €IKOVQ:
Olid10-rAaKES O€ KOPHO & AKpa
[uvaikeg péong nAikiag ko oudid
ZUOTNHATIKA CUNTITWHOTA (TTUPETOG),
TTOVKUTTOPOTTEVIO, dIOTOPAXH NTTATIKAG
BioAoyiag cuyva
20% ouvutrapén GAAou autoavooou
voonuarog (ZEA ouvibwg)
AuTtopaTteG UPETEIS & ECAPOEIS
Aouving n Tapouaia
AIOPAYOKUTTUPIKOU GUVOPOHOU

Willemze 2014



T-AEpPpwHa TUNOU unodopiiTiIdac
IoToAOYyIKN €1KOVA

_Nofiakn rpocBoAn utrodopiou Aitroug
¢~ NoikiAou peyéBoug veoTTAAOHATIKG AEHPOEION
| KUTTOPA ME AVWHOAOU OXAMATOS
UTTEPXPWHMATIKOUG TTUPNVES KOl 00OEVWIG
XPWVVULEVO KUTTOPOTTAAC O

KukAotepng diaragn (rimming) Twv AEUQOEIdWY
KUTTAPWYV TTEPIS TWV AITTOKUTTAPWV

Atrougia TTAOOHOTOKUTTAPWY

Mapoucia vEkpwong Kai Kapuoppnsiag,
AITTovEKpWONG

Willemze 2014



T-AEpPpwpa TUNOU unodopiiTiIdacg
AvooopaivoTunocg - MlovoTunocg

Asp@okuTtrapo BF1+/ TcRy-
CD3+/ CD4- /CD8+
CD356-

BF1+

KuttapoTogika popla (granzyme B,
TIA-1, perforin):+

EBV-

KAwvikéG avadiataseis T KUTTapIKoU
utrodo)EQ

Qpipo aff KutTapoTo&iko T
|

Rimming T@v AINOKUTTApWV

Willemze 2014



NMPQTONAOGEZ AEPMATIKO yo- T AEMOQMA (1)

Opiopog: EmifeTIKO AEU@PWHA aTTOTEAOUMEVA
aTrO EVEPYOTTOINHEVA KUTTAPOTOSIKA YO T
AEP@OKUTTAPQ

KAIVIKA €IKéva:
EviAikeg
AidoTrapTeg TAGKEG/ OyKOI, CUXVA LIE
eCEAKWON
AIHO@aYOKUTTOPIKO OUVOPOO
B cuptrtwparta
MpoofBoAn BAevvoyovou Kai
eCWOEPHATIKWYV BETEWY

Willemze 2014



NMPQTONAOEZ AEPMATIKO yo- T AEMOQMA (2)

OTOAOYIKI) EIKOVO:

| Zuyvn 01Rdnon emodeppidag/
Xopiou Kai utrodopiou
Ainénon emodeppidag nia- >
IKOVI HE OXNMOTIONO
QUOOOAIdWY Kal VEKpWOT
Ayye1001n0non -> vékpwon
AoBiakoU TUTTOU d1RBNON
utrodopiou atod Aep@ocidi
KUTTOPO MEGOU/ HEYGAAOU
peyéBoug pe kapuoppndia

Rimming T@v AInOKUTTAP®WV

Willemze 2014



NPQTOMNAGES AEPMATIKO y3- T AEMOQMA (3)

Avogo@aivoTuTIoG:
CD2+/CD3+/CD5-/ CD56+/
BF1-/ TcRy+
‘EK@paon KUTTAPOTOSIKWY HOpPiwV
2uvhBwg CD4-/ CD8-

EBV-




EEQAEM®AAENIKO NK/T AEMOQMA
PINIKOY TYMNOY (1)

- IQpL_cu_ég; ESwAep@adeviko (Kupiwg) Aép@wpa TTou XapakTnpidetal oo

ayyelakn KaraoTpo@n / 81nBnon, vEKPWO, KUTTAPOTOLIKO

| @aIvoTuTro KO Traipouadia Tou EBV - kupiwg NK (atrousia TcR
avadiaragng) / oravioTeEpa GAIVOTUTTOG KUTAPOTOSIKOU T
Aep@okuTTapou

KAIVIKA €1KOVQ: -
EvAAIKeG e TTPOGROAN OVWTEPOU AVATTVEUOTIKOU GUGTAHATOG
Movipeig / TTOANATTAEG TTAGKEG 1) OYKOI HE ECEAKWOT O€ KOPHO &
akpa
Em0eTikA oupTtrepipopd
zuxvotepo o€ Acia, Kevrpiki ko N. AJEpIKN

Willemze 2014



EEQAEM®AAENIKO NK/T AEMOQMA
PINIKOY TYINOY (2)

| loToAoyixi) &ikéva (A)

2€ N ECEAKWHEVEG
aAAOIWOEIG N AYYEIOKNA
01Rdnon duvaroév va
aTTOuCIadEl

enmdepuidac,
xopiou, unodopiou

WeudoenOnAiwpatwdng unep
emonAiou
(5.0. an6 akavBoKuTTAPIKO KApKivwua)

4

nA\aoia

WHO 2017




EEQAEM®AAENIKO NK/T AEMOQMA
PINIKOY TYMNOY (3)

loToAoyixi &1k6va (B)

A e se B |
& 8 i3
(B8 3™

[MoikIAia KUTTAPOAOYIKAG ERPAVIONG



EEQAEM®AAENIKO NK/T AEMOQMA
PINIKOY TYMNOY (4)

| Avooo@aIvOTUTTOG

- CD2, CD3¢, CD56+

NK
| ET"(p. CD3, CD30, CD4', TCRY' (DGIVC')TUHO(;
2mavia CD8+
CD57-

Kuttapotogika popia (TIA-1, granzyme B, perforin)+
EBER + (LMP-1 %)




EMNIOETIKO ENIAEPMOTPOINIKO CD8+ AEPMATIKO T-
AEMOQMA

KAIvIKN €IKOVQ:
EJr]Aleg

Aipotrapreg eAKWTIKEG [ aipoppayikéG BAARES
ESwdeppariki d1aotTopd cuyVvi)
E¢wdeppariki d1aotTopd cuyVvi)

EmOeTIKA KAIVIKA TTOpEia

loToAoyIKA £IKOVQ:
EmdeppoTpomopog Kai ¢EAKwon
‘Evrova arutra Aep@osidn kuTTapa
Etméktaon oto utrodopio Aitrog
Ayyeiakn dindnon

Avooo@aIvOTUTToq :
CD3 +/CD8+/ CD4-/ CD56-/ CD45RO- / fF1+ /
Kuttapotodika poépia+ /EBV-

2mavia CD30+

Alagopikn diayvwon: MarleToc1dng dikTOwaon (KAIVIKA €1KOVOQ)



HMIAZ BIOAOIIKHZz 2YMIEPI®OPAZ CD8+
AEMOOYMNEPMNAAZTIKH AAAOIQZH TQN AKPQN

Bpadéwes avarmrtuooodpevo olidio o€ auti / TTpOoWITo Kal GKpa

Mn emideppoTpotikOg TANBUO OGS, CD8 (un evepyoTToinuévog
KUTTAPOTOSIKOC QAIVOTUTTOC)
BAaoTOPOP®OC TTANBUOHOS O€ XOPI0 Kal
utTod06p10 — YauNAOC BEIKTNG
moAAaTTAQCI0OUOU

Mapatrupnvikn ékepaon CD68

atoé T AEH@OKUTTAPA

‘Hma BioAoyikn cupTTEpIQOPA




NMPQTONAOGEZ AEPMATIKO CD4+ T-AEM®QMA
(AEMOOYNEPNAAZTIKH ESEPTrAzIA) ANNO
| MIKPOY/MEZOY MEFEOQOYZ KYTTAPA

KAvikn gikova: EVAANIKEG pe povipn cuvlBwe aAAoiwon oTo Avw AUICU TOU
owparog — Atrouaio knAidwv / mhakwv (8.0. ard oroyyo£idn puknriaon) -
Euvoikn Tpoyvwon

loToAoyikn gikova: Ainnon yopiou (0lwdng-d1AXUTN) E ETTEKTOOT OTOV
utrod0pI10 1016 — ETideppoTpotrionos ouvinBwe arrwy (6.0. atrd otroyyosidn
MUKnTiaon)

Avooogaivotutrog: Mikpou/péoou peyédoug kuttapa: CD3+, CD4+, PD1+,
CXCL13+, Bcl6+, CD10-, CD8-, CD30-, BF1+ - ArwAeia CD2, CD5, CD7 [TFH
@aIVOTUTTOG]

Ki67: <5% - 20%

AgBova B Aepgokuttapa cviote yeyaia, EBV+/- kai CD8+ pikpa T
Aep@QOKUTTOPO =
A@Oova TAaoHaTOKUTTOPA (— OpOoIOTNTA PE AEpPWHa oplaKknS (wvng)
<30% peydAa CD4+ T kutTapa

XnUavTiKn eTIKAAUYN (avooouop@oAoyiki / KAIVIKR) pe T-weudoAépowpa [Quintanilla-
Martinez, AJCP 2013]




NPQTONAOGEZ AEPMATIKO CD4+ T-AEM®QMA
(AEMOOYNEPIMNAAZTIKH EEEPrAzIA) ANoO
MIKPOY/MEZOY MEFEOOYZ KYTTAPA

S '_' i .f;_g. - . '.v‘ ': .E. " 3
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Quintanilla-Martinez 2013



NMPQTONAOGEZ AEPMATIKO T NEPI®EPIKO AEMOQMA
NOS

_v__Aidyvwon KaToTIv atroKAEIoHOU
| OAWV TwvV utroAoitTrwy TUTTWV PTCL

MpooBoAr) Tou dEpHATOG
TPWTOTTAB0US 1] CUVABWG
OeuTepOTTOOG
loToAoyIkR €1kOva: olwdng/ didyutn
o1énon amrod péoou ewg peydAou
MEYEBOUG Aep@OoEId KUTTAPO
EmdeppoTpotmiondg ATTIOS i)
aTTWV
MeydaAa kutTapa >30% Tou

v A

| F L9
- i
B

mwAnBuopou ( 6.5. atrd oykopopen
MF)
Aiagopikn diayvwon: transformed MF
(KAIVIKA €1K6VQ)

Willemze 2014



Table 3
Distinguishing clinical and immunophenctypic features of different types of CTCL
Most Common Cytotoxic Major
Clinical Features Phenotype Proteins CD56 Lineage EBV

SPTCL Subcutaneous nodules and CD8+ + - af Teell -
plaques

Extranodal (Ukerating) plaques and + + NK +

a NK/Tcell tumors CDsg+
lymphoma

HVL Ukeronecrotic skin lesionsand  ~na, + - Cytotoxic +
varioliform scars, facial T cell
edema

PCGD-TCL Ukerating plaquesand tumors _ CD§ -+ * & + v Teell -

CD8" AECTCL Ukerating plaques, nodules cD8+ + - afpTeell -
and tumon

PCSM-TCL Solitary nodule or tumor o0 cpg4+, PD-1+ - - af Teell =
the face or upper trunk

PTCL, NOS (Ukerating) plaques and -+ /4 afpTcell =
tumors; no prior or CD4 +/-, CD8 -+
concurrent MF

MF Patches and plaques; -+ - aff Tecell -
(ulcerating) tumons in CD4+
advanced stage

C-ALCL Solitaryor localized nodules or  CD4+, CD30+ +/- - afp Teell -
tumaors

SPTCL:T Aéppmpa tHmov vwodoptitidog
PCGD: Ilpwtomaféc deppatico vo Ta Aéppopa
AECTCL: Embetiko emoeppotpomikd T Aéppompo,
PCSM- TCL: IIpotomadég deppratikd AEppopa and uKpov/ pécsov ueyébovg kotrapa

Willemze 2014



AEPMATIKA WEAOAEMOQMATA

_Etepoyevig opada kalonbwv Acp@outreprAaoTiKwy aAAoiwoewy
MIHOUUEVWYV BEPHATIKO AEp@WHa KAIVIKA n/Kai IGTOAOYIKA
| Armiohoyia: Aoipwdeig TapayovTeg, PAPUAKa, EYXuon EVwV OUaIwy,

ONyMa EVTOHOU, PWTOEUNIOONTiO — oUXVa 1010TTO6NG

AiakpivovTail 4 katnyopieg KAIVIKG/I0TOAOYIKA
Olwoec weudoAéppwpa - > olidlo ( poviapels ) ToAAaTTAOI) TTOU
Mol1aouv KAIVIKA/IOTOAOYIKA HE OEPHATIKO AEpPwHa
AN\oiwoeig rou 1oToAoyIKG pipouvTal MF | CTCL
Aoitroi TUTTOI
EvOayyeloko YeUOOAEPPWHQ

Composition
oNodular oSmall oT-cells vs. B-cells *Plasma cells
*Epidermotropic *Medium *CD4 vs. CD8 *Histiocytes/macrophages
*Diffuse dermal slarge (D30 *Eosinophils
sSubcutaneous (D68 *Neutrophils

eIntravascular *PDCs

Mitteldorf 2020



1.1 OZQAEz B WEYAOAEMOQMA

|
| ‘Movnpng, ouvhBwg emipévouoa, 1wdNE TTAGKN ocuXva 6TO TTPOCWTTO /

| AKpPO PIVOG
Eviote TOAAATTAEG OAAOIWGEIG QUSOUEIOUEVEG O€ HEYEDOG
Artiohoyia: @apMaKeUTIKN, AoIMwdNg

Eviote €§éAign o€ xapnAng kakonoeiag B Aéppwpa

YmépueTpn Aep@oeidng utrepAacio AOyw avTiyovikou £pefiopaTtog o€
aofevi) pe eyyevi evdoyevi N 1aTpoyevh avoooAoyikn SuoAsiToupyia




1.1 OZQAEZ B WEYAOAEMOPQMA

loToAOYIKN €EIKOVOQ:
o Aidxutn / olwdng Aep@okuTTapIKf B1INONCN XOPiov, EVIOTE ETTEKTEIVOLIEVN
0TO UTT0d0pI0

o AvmidpaoTikd BAaoTiKd KEvTpa -> bel2-, Ki6e7 100%

Avooo@aivoTutrog:

T Aepokutrapa (CD3+) avriotoixouv 610 30% TOU TTAnBUGHOU KaI
mepIBaAAouv Ta Aepgolidia (CD20+)

ABpoioeig TAaopaTokuTTapoEIdwy devOpITIKWY KUTTApwyY (CD123) +
TAnciov Twv T AeHPOKUTTAPWY

AikTuO OEVOPITIKWY KUTTAPWY EVTOS TWV BAOCTIKWV KEVTPWV (Magro 2007,
Mitteldorf Surg Pathol 2017)




1.2 OZQAEz B WEYAOAEMOQMA 2XETIZOMENO ME

BORRELIA (AEPMATIKO AEMO®OKYTQMA)

_YuvnBéoTepo oc Traidia

Movinpec (10% ToAAatrAd) epuBpoiwdeg olidio cuvBwe oTo Aofio

TOU WTOG, ONAEG, 60)EO

loToAOYIKN €IKOVA
Mukvi) d1R8non xopiou OAIKOU TTaXOUG
Grenz {wvn
EupeyEdn, ouxva ocuppéovta avTidpaoTIKa BAACTIKA KEVTPA
[MAAOUOTOKUTTAPA OTNV TTEPIPEPEIN CUVNOWGS TTOAUKAWVIKA
Hwoivogiha, dgBova T Aep@okuTrapa
loAukAwvikoc B mAnBuopog og PCR oTtnv peydAn
TAEIOWPNQi0 TWV TTEPITTTWOEWV EVioTe APBoveg B BAGOTES

Opoloyikocg éAeyyoc: IgG/ IgM avTicwparta yia Borrelia (omavia
apvnTIKa)
PCR yia Borrelia otov 10T0 (evaioOnaoia 70%)



Mitteldorf & Kempf 2017

BORRELIA (AEPMATIKO AEM®OKYTQMA)
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1.3 OZQAEZ T WEYAOAEMO®QMA KAI MIKTO B/T
WEYAOAEMOQMA

Ymepoyn Twv T Agppokuttapwy (B Aep@okutrapa Tou 30% Tou

| oInéAuarog oto T YeudoAEpPwO.
Katd kavova 1010TTa0Eg
loToAOYIKN €EIKOVQ

Mikpd kai didotrapta peydAa T Aepgokutrapa, CD4+/CD30-
HwoivoeiAa 10TIokUTTOp0/ KOKKIWMATA , TTAAOHATOKUTTOPO
(ouviiBwg TTOAUKAWVIKOG, otravioTepa HOVOKAWVIKOG T TAnBuoudg o€ PCR)

Mitteldorf & Kempf 2020



1.3.1 T WEYAOAEMOQMA — ATIA®OPIKH AIAITNQzH

¢ _Aspparikd T Aép@wpa [ AE@OUTTEPTTAOCTIKN EEEPYOTIN ATTO MIKPOU / HEGTOU
| peyéBouc CD4+ Agp@okuTTOPO

Mapoucgia T KAWVIKOTNTOG
‘Ex@paon PD1 dev givan fondnTiKA
Oykopopen MF
KAIviki €ikova, T KAwvIKOTRTA
Aindnon dépparog amod ayyeioavoooBAAoTIKO T Aépewpa
loTopIkKo

MpwTtoTradeic deppatikd AEpewpa TnG opiakng {wvng e apdova T
Aepgokuttapa (>50% tou TAnBuo oY)

B kAwvikéTtnTa
Aepuatikog AUkog

Evatrd0eon BAevvotroAuGaKXOPITWY — GAAOIWOEIS OTO BEPHOETTIOEPHIKO OpPIO



1.4 CD30+ T WEYAOAEMOQMA

¢+ _|&iaitepog TUTTOG T WEUOOAEUPWHATOS TTOU
| XOPOKTNPIJETOI OTTO TNV TTOPOUTI
péoou/peyaou peyéoug CD30+ T
AEP@OKUTTAPWY

Artioloyia: AEQWHOTOEIONG PAPHOKEUTIKA
avtidpaon, Tapdoita, 10i, 1Id0padeviTlda

Ta BAaoTopop@a CD30+ KUTTAPA Eivan Aiya, «. .
SidoapTa evrog TANBUOHOU pHIKpwv T o o
AEUQOKUTTAPWYV, EVIOTE IE CUMHETOXN
TAAOHOTOKUTTAPWYV Kl B AEQOKUTTAPWY,
Kal XpWVVUVTal 000EvESTEPO OE CUYKPION
ME TA VEOTTAQGHATIKA

Mitteldorf 2020



A.A.
ano
MF

2.1 AEMOQMATOEIAHZ ANTIAPAZH ZE ®APMAKA

_KnAideg ) BAaTidES e aroTOUN Evapdn (<6 pnvag) 0'U|Jp£TpIK£§, o€
NAIOEKTEDEINEVES TTEPIOXEG

loTOAOVIK EIKOVA:

Taivio€1dNG N TEPIAYYEIKN
o1Rénon

[MoikiAog ETIOEPOTPOTTICHOG KAl
XOPIOETIOEPHIKA BAGRN
AgpokuTtrapa péoou peyéboug
HwoivogiAa

Oidnua BnAwdoug xopiou

AvoooQaIvoTUTroq:

Evooemideppika Aep@okuTrapa CD8+
Aspgokuttapa xopiouv CD4+

ATtroucia ouviBwg onuavtikig amwAeiag CD7
xmavia CD30+ kUTrapa

Mitteldorf 2020



2.2 AEMOQMATOEIAHZ AEPMATITIAA EZ ENA®HZ2

JKLaum_oslBaig Kol Kvnopwoelc BAaTideg, knAideg i TTAAKES
© Ichvoyu(ﬁ EIKOVQ:
Emi@avelaki AeHQOKUTTOPIKN SINONON HE TAIVIOEION KATAVOMI
v EvboemdepHidikég aBpoioeig amod kKuTTapa Langerhans (weudo — pautrier
OTTOOTNMATIO)
v HwovogiAa
CD4 > CD8
v Eviote CD30 0eTikd KUTTOPO

AN

Uzungcakmak 2015 | CD4



2.3 CD8+ T WEYAOAEM®QMA ZE ANOZOANENAPKEIz

DERMATOPATHOLOGY

CD8"* granulomatous cutancous T-cell lymphoma:
A potential association with immunodeficiency

Bryan Gammon, MU' Alstar Robson, FRCPxh aayama Doontose, MDD’
L Arkin, MDD amd Joun Gastart, MID'
Ccugo. Biimots. Santa Barbara. Califwnia avd Lomdon. [wited Kimgdom

Kempf SAEP 2015



2.4 T WVEYAOAEMOQMA 2XETIZOMENO ME BORRELIA

Mipeitar MF q T Aépowpa

TUTTOU UTTOd0PIITIONG

Atrapaitntn n PCR yia

TautoTtroinon tng Borrelia

oT0 Oéppa.

loToAOYIKN €IKOVQ:
Agixnvoeidng
AEPPOKUTTAPIKI
o1Rénon pe
EMIOEPHOTPOTTIONO
Aofiakn
AEPHQOKUTTAPIKI)
o1Rénon utrodopiou

Tunou MF-like
CD8+ unodopiiTidag

**[lapouacia IGTIOKUTTAPWY, Mitteldorf 2017 & 2020



2.5 AEMOOKYTTAPIKH AIHOHZH JESSNER

Epubnuatwdeig-epubpogaicg,

ouviBw¢ TToAAaTTAEG, BAaTidES
N TAGKEG O  TTPOOWTTO,
Bwpaka, paxn

ZUVhBwg viol aoBeveig

Mukvi
TEPIOYYEIAKNA/TTEPIECAPTNHOATIKN
Aep@okuttapiki dinénon
XOpPiou aTTOKAEIOTIKGO T
mpoeAevoewg, CD4+ ) CD8+

Atrouaia BAévvng (0.0. atro epubnuatwdn AUKO) 1) OIDAMATOG OTO AVWTEPO
X0p10 (8.5. atrd TTOAUHOPPO EK PWTOG EpUBNUAQ)

Apiyag T @aivoTutrog atrokAgiel Ae@okUTWHa i dnypa evropou (agBova B
Aep@OKUTTAPQ)



3. AOINOI TYNOI WEYAOAEMOQMATOZ
3.1 AEMOOINAAZMATOKYTTAPIKH NAAKA (LPP)

|
| ‘Mopon peudoAeppwuarog ayvwoTng aitiohoyiag pe agdova
TAACHATOKUTTOPA
Moudia > evAMIKES, KV > KOPHOG — avw akpa
Movipng TAGKa N TrEpiypaTtrTeS EpuBpoOPaile BAaTidES OE YPUUHOEIDN
O14Taén, XpovoAoyoUpEVEG YIa MEYOAO dIGOTNMO.
loToAOYIKN €IKOVQ:
Emi@avelako Taiviogldég n v Tw Padel o{wdeg d1ndnpa
YmepmAaoia emdeppidag
Aep@oKUTTOPA, IGTIOKUTTOPA, TTOAUKAWVIKG TTACOUOTOKUTTOPO
(~25%)
KokkiwpaTta TEPIE OKANPUVTIKWY KOAAOYOVWYV IVWV
(«weudopolETTEGN)
AgBova ayyeia
Alag@opikn d1ayvwon: AEHQOKUTWHA , DEPHATIKO AépPwia oplakis (wvng,
TAAGHATOKUTWHA, AOIMWEEIS
Mitteldorf 2020



AEpPONAAOHATOKUTTAPIKN NAGKA




3.2 AITEIQMATOEIAEZ NMOAYINOEIAE2
WEYAOAEMOQMA MNAOYZIO 2E T AEMOOKYTTAPA
(TRAPP)

MoAutrog16n¢ povipns BAatida o€ ke@aAn- TpdyxnAo
A
| loToAOYIKN €1IKOVQ:
Ayyeia pe pofdaAAovra evdoodnAia
AgBova T Aepgokutrapa (CD4+ kon CD8+)
MAAOPOTOKUTTAPA, NWOIVOPIAX

McKee 2020



4. ENAAITEIAKO WEYAOAEMOQMA

Epoaviletal o€ mepioyEc Tou SEPPATOS

HE @AEypOVA N TPOUNA

loToAOYIKN €IKOVQ:
Evdayyelakn Tapouasia
BAAOTOHOPPWV KUTTAPWV
CD3+/CD4+, o€ opIOHEVES
mepITTWOEIS CD30+

Mopiakn avaAuon TTOAUKAWVIKOG

TANBUOo oG
Aia@opikn d1ayvwon evOayyEIako s o u S by R |
Aépowpa (QaIvoTuTrog), o A LY TRAR Te Ny UhL, o

EVOOAEMPAYYEIOKI) IOTIOKUTTAPWON (O€ :’f’;"
peupaTosldn apBpitida | opBOTTEDIKES
TPOCOETIKES ETEUPRATEIS

Atroucia TraBoAoyikou T @aIvOTUTTOU

Mitteldorf & Kempf 2017



IS

Intralymphatic CD30+ atypical lymphocytos

Kempf SAEP 2015



Zupngpacuara

H nAnBwpa TV Asp@poxuTtTapixav dinénoenv
oT0 3€ppua sival avnidpacTIKNG PUONCG

H atunia Tav Asp@oxuTTapmv oTIC SINONRoEIC
TOoU 3épparog dev npodikaler TV
VEONAQGUATIKI) TOUG PUCT)

Na ™ diaxpion avnidpacTik@V kal
veonAacpatikav dinénoewv sivar anapaitnTn
n YVOON TG SEpHATOAOYIKIG EIXOVAC KAl TOU
KAIVIKOU / PAPHAKEUTIKOU ICTOPIKOU

Eni unovoiag YeudoAeppapaTog
(PAPHAKEUTIKIC AITIOAOYIQC GUVICTATA! N
diaxont)/ PEINOT TOU PAPUAKEUTIKOU
OXEVACHATOG






