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CHAPTER 11

Mature T- and NK-cell Neoplasms

T-cell prolymphocytic leukaemia
T-cell large granular lymphocytic leukaemia
Chronic lymphoproliferative disorders of NK cells
Aggressive NK cell leukaemia
EBV+ T-cell lymphoproliferative disorders of childhood
Adult T-cell leukaemia/lymphoma
Extranodal NK/T cell lymphoma, nasal type
Enteropathy-associated T-cell lymphoma
Hepatosplenic T-cell lymphoma
Subcutaneous panniculitis-like T-cell lymphoma
Mycosis fungoides
Sézary syndrome
Primary cutaneous CD30 positive T-cell lymphoproliferative disorders
Primary cutaneous gamma-delta T-cell lymphomas
Peripheral T-cell lymphoma, NOS
Angicimmunoblastic T-cell lymphoma
Anaplastic large cell lymphoma (ALCL), ALK positive

Anaplastic large cell lymphoma (ALCL), ALK negative




Mature T-cell and NK-cell neoplasms are
relatively uncommon. In a large interna-
tional study that evaluated lymphoma
cases from the United States, Europe,
Asia, and South Africa, T-cell and NK-cell
neoplasms accounted for only 12% of all
non-Hodgkin lymphomas {51}. The most
common subtypes of mature T-cell lym-
phomas are peripheral T-cell lymphoma,
not otherwise specified (NOS) (25.9%)
and angioimmunoblastic T-cell lymphoma
(AITL) (18.5%), respectively { 3

@ Peripheral T-cell Lymphoma - NOS 25.9%

® Angioimmunoblastic 18.5%

O Natural killer/T-cell lymphoma 10.4%

O Adult T-cell leukemia/lymphoma 9.6%

PTCL NOS m Anaplastic large cell lymphoma, ALK+ 6.6%

@ Anaplastic large cell lymphoma, ALK- 5.5%

@ Enteropathy-type T-cell* 4.7%
ALCL. ALK+ @ Primary cutaneous ALCL 1.7%
’ m Hepatosplenic T-cell 1.4%
@ Subcutaneous panniculitis-like 0.9%

0 Unclassifiable PTCL 2.5%

@ Other disorders 12.2%
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Innate immune system

¥ T cells, NK-like
T cells, NK cells

Toll like receptors
Not MHC Class Il
restricted

Cytokines
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Complement
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necrotic cell death pathways

Adaptive immune system

Ag specific
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First line of defense with a
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Immunological defense
characterized by specificity and memory
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Neoplasms CD3 CD4 CD8 CD7 CD5 CD2 TIA1 GrB CD30 CD25 CD56 CD16 CD57 BCL6 CD10 EBV EMA

Per
T-PLL + + +/- + + -+
T-LGL + - + -+ -+ + + & - . : + +
ATLL + + 2 - + + - - e 44
Agg NK +0 - -[+ = - + + + - . + . i : : +
ENKIT, Nasal type 0 - -+ . . + + + - ; i . . ) § +
EATL + - -+ + . + + - -+ -+ 4 : . : - ) S+
HSTL +¥% : +- + - + 4 . ) ) +
SPTCL + - + + -+ + + + . . +
MF/SS + + -+ [+ +- +
Primary cutaneous y3 +* = -+ -+ . ¥ 4 + . . o
T-cell lymphoma
Primary cutaneous + + - - +/- + -+ -+ 4 + 5 _ < o 2 3 e
CD30+ LPD
AITL + + - + + + - . . ) ; ) _ 4] - R
PTCL, NOS* + +/- [+ -1+ -+ ¢ - , 4 i ; i A A A
ALCL, ALK+ {4 +[- -+ [+ +/- 4/- + + e 3 - . ; + ) § iz

ALCL, ALK- H- +/- [+ [+ +/- +- +/- +- +4 +4 +- - - - . : +
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Alemtuzumab (Campath-1H) and CHOP chemotherapy as first-line treatment of
Peripheral T-cell Lymphoma: results of a GITIL prospective multicenter trial

'A Gallamini, °F Zaja, *C Patti, “A Billio, MR Specchia, °A Tucci, ‘A Levis, °A Manna, *V
Secondo, °L Rigacci, "'A Pinto, '?E lannitto, "V Zoli, P Torchio, '°S Pileri, '°C Tarella.




Expression of CD52 in peripheral T-cell lymphoma

Peripheral T-cell lymphoma unspecified
(PTCL/U) is a rare tumor characterized by poor
treatment response and a bleak prognosis. We
studied CD52 expression in 97 PTCL/U cases by
immunohistochemistry on tissue-microarrays.
Furthermore, CD52 gene expression was studied in
28 cases for which RNA was available. We found
that CD52 is expressed in approximately 40% of
PTCLs/U at the same level as in normal T-lympho-
cytes. Although other factors may play a role in the
in vivo response to alemtuzumab, an anti-CD52
monoclonal antibody, the estimation of CD52
expression may provide a rationale for the selec-
tion of patients with a higher probability of treat-
ment response.

Pier Paolo Piccaluga,™ Claudio Agostinelli,* Simona Righi,
Pier Luigi Zinzani, Stefano A. Pilers
Institute of Hematology and Medical Oncology
“L. and A. Seragnoli”, S. Orsola-Malpighi Hospital, University of
Bologna, 40138 Bologna, Italy
*These authors equally contributed 1o this work.




Cancer Therapy: Preclinical

Heterogeneous CDb52 Expression among Hematologic Neoplasms:
Implications for the Use of Alemtuzumab (CAMPATH-1H)

ScottJ. Rodig,' Jeremy S. Abramson,? Geraldine S. Pinkus,' Steven P.Treon,? David M. Dorfman,’

3 . 2 1
HenryY. Dong,” Margaret A. Shipp,” and Jeffery L. Kutok Clin Cancer Res 2006:12(23) December 1, 2006

CD52 expression in non-mycotic T- and
NK/T-cell lymphomas

Authors: Sheng-Tsung Chang @; Chin-Li Lu P; Shih-Sung
Chuang ac

Published in: .. Leukemia and Lymphoma, Volume 48, Issue 1 January 2007 , pages 117 - 121
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JCI 2006, 116: 3171-82.

Nature Medicine 2008, 16:676-80.
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