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Mature T and NK neoplasms
T-cell prolymphocytic leukemia
T-cell large granular lymphocytic leukemia
Chronic lymphoproliferative disorder of NK cells
Aggressive NK-cell leukemia
Systemic EBV" T-cell lymphoma of childhood*
Hydroa vacciniforme-like lymphoproliferative disorder*
Adult T-cell leukemia/lymphoma
Extranodal NK-/T-cell lymphoma, nasal type
Enteropathy-associated T-cell lymphoma

Monomorphic epitheliotropic intestinal T-cell lymphoma*
Indolent T-cell lymphoproliferative disorder of the Gl tract
Hepatosplenic T-cell lymphoma
Subcutaneous panniculitis-like T-cell lymphoma
Mycosis fungoides
Sézary syndrome
Primary cutaneous CD30" T-cell lymphoproliferative disorders
Lymphomatoid papulosis
Primary cutaneous anaplastic large cell lymphoma
Primary cutaneous & T-cell lymphoma
Primary cutaneous CD8" aggressive epidermotropic cytotoxic T-cell lymphoma
Primary cutaneous acral CD8" T-cell lymphoma*
Primary cutaneous CD4" small/medium T-cell lymphoproliferative disorder*
Peripheral T-cell lymphoma, NOS
Angioimmunoblastic T-cell lymphoma
Follicular T-cell lymphoma® Provisional entities are listed in italics.
Nodal peripheral T-cell lymphoma with TFH phenotype* *Changes from the 2008 classification.
Anaplastic large-cell lymphoma, ALK™
Anaplastic large-cell lymphoma, ALK ™ *
Breast implant—-associated anaplastic large-cell lymphoma*

Swerdlow et al, Blood 2016



Mature T and NK neoplasms
T-cell prolymphocytic leukemia
T-cell large granular lymphocytic leukemia
Chronic .Efmghopmﬁfga ﬁFve dlharﬁer of NK cells T-LGLL
Aggressive NK-cell leukemia
Systemic EBV" T-cell lymphoma of childhood*
Hydroa vacciniforme-like lymphoproliferative disorder*
Adult T-cell leukemia/lymphoma
Extranodal NK-/T-cell lymphoma, nasal type
Enteropathy-associated T-cell lymphoma

Monomorphic epitheliotropic intestinal T-cell lymphoma*
Indolent T-cell lymphoproliferative disorder of the Gl tract
Hepatosplenic T-cell lymphoma
Subcutaneous panniculitis-like T-cell lymphoma
Mycosis fungoides
Sézary syndrome MF/SS
Primary cutaneous CD30" T-cell lymphoproliferative disorders
Lymphomatoid papulosis
Primary cutaneous anaplastic large cell lymphoma
Primary cutaneous & T-cell lymphoma
Primary cutaneous CD8" aggressive epidermotropic cytotoxic T-cell lymphoma
Primary cutaneous acral CD8" T-cell lymphoma*
Primary cutaneous CD4" small/medium T-cell lymphoproliferative disorder*
Peripheral T-cell lymphoma, NOS
Angioimmunoblastic T-cell lymphoma

PTCL-NOS

Follicular T-cell lymphoma*

Nodal peripheral T-cell lymphoma with TFH phenotype*
Anaplastic large-cell lymphoma, ALK™

Anaplastic large-cell lymphoma, ALK ™ *

Breast implant—-associated anaplastic large-cell lymphoma*



Mature T and NK neoplasms T PL L
T-cell prolymphocytic leukemia )
T-cell large granular lymphocytic leukemia
Chronic lymphoproliferative disorder of NK cells T-L G LL
Aggressive NK-cell leukemia
Systemic EBV" T-cell lymphoma of childhood*
Hydroa vacciniforme-like lymphoproliferative disorder*
Adult T-cell leukemia/lymphoma
Extranodal NK-/T-cell lymphoma, nasal type
Enteropathy-associated T-cell lymphoma EATL

Monomorphic epitheliotropic intestinal T-cell lymphoma*
Indolent T-cell lymphoproliferative disorder of the Gl tract
Hepatosplenic T-cell lymphoma Hepatosplenicky NHL
Subcutaneous panniculitis-like T-cell lymphoma
Mycosis fungoides
Sézary syndrome MF/SS
Primary cutaneous CD30" T-cell lymphoproliferative disorders
Lymphomatoid papulosis
Primary cutaneous anaplastic large cell lymphoma
Primary cutaneous & T-cell lymphoma
Primary cutaneous CD8" aggressive epidermotropic cytotoxic T-cell lymphoma
Primary cutaneous acral CD8" T-cell lymphoma*
Primary cutaneous CD4" small/medium T-cell lymphoproliferative disorder*
Peripheral T-cell ymphoma, NOS PTCL-NOS
Angioimmunoblastic T-cell lymphoma AITL
Follicular T-cell lymphoma*
Nodal peripheral T-cell lymphoma with TFH phenotype*
Anaplastic large-cell lymphoma, ALK™
Anaplastic large-cell lymphoma, ALK ™ * ALCL
Breast implant—-associated anaplastic large-cell lymphoma*



Algoritmus

e Jaky material?
e Klinické projevy?
— rychlost rozvoje, kozni projevy, hepatosplenomegalie atd.

e Anamnéza, komorbidity?

— autoimunita, splenektomie, st.p. transplantaci atd.
e Morfologie?
e Dostupnost stanoveni klonality TCR?



T-CLPD panel (EuroFlow)

Tube PacB PacO FITC PE PerCPCy5.5 PE Cy7 APC APC H7
LST CI():E(‘); CD45 Clzs CI?FSG CD5 CI?I'IQ CD3 CD38
SmigA Smigk TCRyd
1 CD4 CD45 CD7 CD26 CD3 CD2 CD28 CD8
2 CD4 CD45 CD27 CCR7 CD3 CD45R0O CD45RA CD8
3 CD4 CD45 CD5 CD25 CD3 HLA-DR TCL1 CD8
4 CD4 CD45 CD57 CD30 CD3 CD11c CD8
5 CD4 CD45 Perforin Granzyme CD3 CD16 CD94 CD8
6 CD4 CD45 CD279 CD3 CD8




Panel VFN

e 1.LST zkumavka (bez TCR g/d) — dfen, uzlina apod.
— CD3, CD4, CD5, CD8, CD56

e Periferni krev
— Navic CD2, CD7

* Pri patologii pokracovani:

Zk. PB ((0) FITC PE PerCP Cy5-5 PE Cy7 APC APC Alexa 750

1 CD4 | CD45| CD7 CD26 CD3 CD2 CD28 CD8
2 CD4 (CD45| CD5 CD25 CD3 CD45RO | CD45RA CD8
3 CD4 | CD45 | HLA-DR | TCRab CD3 TCRgd CD27 CD8

4 CD4 (CD45| CD57 | CD30 CD3 CD16 CD11c CD8




Panel VFN

 Doplnéni:

* Pripodezreni na T-PLL: cyTCL1

* Pripodezreni na AITL: CD10, CD279
* Prinejasnostech: TCR klonalita



TCR

|OTest Beta Mark TCR VB Repertoire Kit (Beckman
Coulter), pokryti asi 70%

8 zkumavek se 3 monoklonalnimi protilatkami

— FITC, PE, FITC+PE

Gating: CD4 nebo CD8 nebo CD3 (CD45...)
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Kazuistika 1

e Muz, 70 let

e Erythrodermie, kozni biopsie: dermatitis

e KO: WBC 8,2x10°/1, Hgb 120g/I, PLT 200x10°/I
— Lymfo 2,7x10°/I

e Periferni krev



Kazuistika 1
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CD4 Pacific Blue-A
Na populaci leukocytu PK tvofi 2,9% T lymfocytt s aberantnim fenotypem:
CD2+CD3+CD4+CD5+CD7-CD26-CD45R0O+TCRalfa,beta+.
Nalez svédci pro pfitomnost bunék MF/SS v periferni krvi.

Potvrzeno opakovanou kozni biopsii.



MF/SS

e Mycosis fungoides / Sézaryho syndrom

e Erythrodermie, lymfadenopatie

e MF: 50% primarné koznich T-NHL

e Pozitivni: CD2, CD3, CD4, CD5, CD45R0O, CD28
e Negativni: CD7, CD26

e Vzacné CD8+



e Muz, 63 let

e Unava, noéni poceni, bolesti bficha

e Lymfadenopatie, splenomegalie (20cm)

e Biopsie uzliny: high grade lymfom, bez blizsi
specifikace

e V\ysetreni kostni drené



Gate CD3+ Lymfogate Lymfogate

[A] CD4 Pacific Blue-A / CD8 APC- Al CD4 Pacific Blue-A / CD8 APC- [A]
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CD7 FITC-A

[Lymfo]
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V kostni dreni tvori 4,6% patologicka populace CD3 negativnich T-lymfocytd,
které exprimuji: CD4, CD2, CD7 (cast.), CD5, CD28, CD26, CD45R0, HLADR,
CD27,CD279, CD10.

Angioimunoblasticky T-lymfom (AITL).



AITL

e Angioimunoblasticky T-lymfom

e Tvori 1-2% vsech NHL

e Agresivni klinicky prubéh (median OS < 3 roky)

e Exprimuje pan-T-lymfocytarni znaky (CD3, CD2, CD5)
e (CD4+ (vétsSina)

e (CD10+

e CD279+ (PD-1)



Kazuistika 3

 Muz, 80 let

« WBC 7x10%1, Hgb 103g/l, PLT 331x109/I
* Lymfocyty 60%

* Lymfadenopatie

 Periferni krev



Kazuistika 3

[Lymfo] [CD3+] [CD3+]
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Kazuistika 3

[Lymfo] [CD3+CD8+] [CD3+CD8+]
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CD3 PerCP Cy3.5-A



Kazuistika 3
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Kazuistika 3
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Na populaci leukocytu PK tvofi patologické T-lymfocyty 40% a exprimuji
CD3, CD2, CD5Ym CD11c, CD16, CD45RA, CD56, CD57; negativni CD7.
Nalez svedcCi pro T-LGLL.



T-LGLL

« Leukémie z velkych granularni T-lymfocytu

* Pretrvavajici (>6 meés.) elevace velkych
granularnich lymfocytu v PK bez jasné priCiny

« CD3+CD8+ (vzacne CD4+)

 80% CD16+ a CD57+

* Abnormalni exprese CD5, CD7

« CD1lc+, CD45RA+



Zaver

« Diagnostika T/NK lymfoproliferaci je komplexni,
nestacCi pouze imunofenotypizace

* Dif. dg. zvazovat dle kliniky, vysetrovaneho
materialu, dalsich vysetreni...

 Rozsah dg. panelu zvazit dle pracoviste,
primarne se zamerit na vys. PK

— T-LGLL, MF/SS, PTCL-NOS, T-PLL
— CD2, CD3, CD4, CD5, CD7, CD8, CD16, CD56
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