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State of Art on T-cell Lymphomas:
The Epidemiology

The diagnosis of T-cell and natu-
ral killer (NK-) cell lymphoma
remains a big challenge to

histopathologists and clinicians man-
aging lymphoma. In most places
around the world, these tumors are less
commonly seen than their B-cell coun-
terparts. Also, their presentations are
often atypical. A final diagnosis of T-
cell lymphoma depends on an accurate
histopathological assessment by an
experienced pathologist. Although the
WHO Classification for neoplasms has
provided a better definition of T-cell
and NK-cell lymphomas, a precise diag-
nosis is still not always easy. (Table 1) In
a recent study, it has been demonstrat-
ed that the final diagnosis of about
11% of the cases initially given a diag-
nosis of mature T-cell or NK-cell lym-
phomas needs to be revised after
review. Critical pathology review is
therefore essential for every serious
epidemiological study on T/NK cell
lymphomas.

The International Non-Hodgkin’s
Lymphoma Classification Project has
previously reported the histopathology

of a cohort of patients with non-
Hodgkin’s lymphomas from eight
major medical centers of four conti-
nents. (Table 2 and 3) There was only
one Asian centre in the study (Hong
Kong) and a relatively low percentage
of follicular lymphoma (10%) and
high percentage of T-cell and NK-cell
lymphomas were seen there, when
compared with the other seven centers.
Nasal NK/T-cell lymphoma was also
uniquely found in Hong Kong.

The above project was followed by an
international T-cell non-Hodgkin’s
lymphoma study. T-cell and NK lym-
phomas were investigated lymphomas
in greater details. A larger number of
medical centers from three continents
were involved. A total of 1320 cases
with an initial diagnosis of T-cell and
NK-cell lymphomas were reviewed by
an expert panel of experienced histo-
pathologists. 11% of the cases were
excluded from the analysis, as only con-
firmed cases of mature T or NK neo-
plasms were included. (Table 4) In this
cohort, the common pathological sub-
types included: peripheral T-cell lym-
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Table 2. Geographic Distribution of Mature
T-cell Neoplasms: An International
Non-Hodgkin’s Lymphoma Classification
Project.

1. Omaha 3%
2. Vancouver 1.5%
3. Capetown 8.5%
4. London 9.2%
5. Locarno 6.3%
6. Lyon 5.2%
7. Wurzburg 4.4%
8. Hong Kong 18.3%

Table 1. WHO Classification for Mature T-cell
and NK-cell Neoplasms.

1. T-cell prolymphocytic Leukemia
2. T-cell large granular lymphocytic leukemia
3. Aggressive NK cell leukemia
4. Adult T-cell leukemia/Lymphoma
5. Extranodal NK/T cell lymphoma.,

nasal type
6. Enteropathy-type T-cell lymphoma
7. Hepatosplenic T-cell lymphoma
8. Subcutaneous panniculitis-like T-cell

Lymphoma
9. Mycosis fungoides
10. Sezary’s syndrome
11. Primary cutaneous anaplastic large

cell lymphoma
12. Peripheral T-cell lymphoma, unspecified
13. Angioimmunoblastic T-cell lymphoma
14. Primary anaplastic large cell lymphoma



phoma – not otherwise specified (23%) and
angioimmunoblastic T-cell lymphoma (18%).
Adult T-cell leukemia and lymphoma (9,6%) was
the next common entity but was seen mainly in
the Japanese centers. Nasal NK/T-cell lymphoma
(7%) also affects mainly the Asian patients.

A relatively high incidence of T or NK cell lym-
phomas, up to as high as 26%. has been report-
ed in Asia. This is largely due to the relatively
high incidence of the HTLV related Adult T-cell
leukemia and lymphoma seen in Japan and the
Nasal NK/T-cell lymphoma in East Asia. It is also
interesting to note a relatively high incidence of
T-lymphoblastic lymphoma (7% of all non-
Hodgkin’s lymphoma) reported in India.

The peculiar pattern of T-cell and NK-cell lym-
phomas seen around the world may provide
important clues to their possible aetiological
causes, genetic or environment. Further interna-
tional collaboration would be most useful to tack-
le this difficult problem.
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Table 3. International Non-Hodgkin’s Lymphoma Classification Project: Geographic Distribution of Mature
T-cell Neoplasms.

Percentage USA Canada South Africa England Germany France Switzerand Hong Kong

Peripheral T-cell Lymphoma- NOS 3% 1% 8% 8% 4% 4% 6% 10%
Anaplastic Large Cell Lymphoma 2% 3% 3% 2% 1% 3% 0 3%
Nasal
NK-/T-cell Lymphoma 0 0 0 0 0 2% 0 8%

Table 4. International T-cell Non-Hodgkin’s Lymphoma
Study:Consensus Diagnosis.

- Peripheral T-cell Lymphoma –NOS: 23%
- Angioimmunoblastic T-cell: 18.4%
- Adult T-cell Leukemia/Lymphoma 9.6%
- Nasal NK/T-cell Lymphoma: 7.0%
- Anaplastic Large Cell, ALK+: 6.4%
- Anaplastic Large Cell, ALK-: 5.5%
- Entertopathy-type T-cell: 4.7%
- Unclassificable T-cell Lymphoma: 2.9%
- NK/T-cell Lymphoma, nasal type: 2.7%
- Primary cutaneous anaplastic large Cell: 1.7%
- Hepatosplenic T-cell: 1.4%
- Subcutaneous panniculitis: 0.9%
- Blastic NK cell Leukemia/Lymphoma: 0.2%
- Peripheral Gamma-Delta: 0.1%
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