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Key Message

Nasal natural killer (NK)/T cell presenting as penile lesion is
an extremely unusual initial manifestation, and to our
knowledge this is the first case to be reported from India.
To conclude, it is imperative for the pathologists and the
oncologists to rule out occult nasal lesion in every case of
extranasal, extranodal NK/T cell lymphoma (ENKTL) before
labeling it as primary ENKTL.

Introduction

NKTL, nasal type, is highly aggressive non-Hodgkin lympho-
ma that almost always has an extranodal presentation. It
accounts for 5% of all lymphoid neoplasms and less than
10.4% of all T cell lymphomas.1,2 Extranasal sites of involve-
ment are skin, testis, eyes, gastrointestinal tract, adrenal
glands, lung, liver, spleen, breast, and central nervous sys-
tem.1,3 Penile involvement whether primary or secondary is
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Abstract Extranodal natural killer (NK)/T cell lymphoma is a highly aggressive non-Hodgkin
lymphoma that predominantly affects the upper aerodigestive tract. The nasal type
accounts for �80% of cases of NK/T cell lymphomas. In advanced stages, the disease
can disseminate to various sites such as skin, testis, eyes, gastrointestinal tract, and soft
tissue. NK/T cell lymphoma presenting as lesion in penis is extremely rare. While
reviewing the published literature, we found only three reported cases of NK/T cell
lymphoma involving the penis. Among them, none was primary NK/T cell lymphoma of
penis. We report a 60-year-old NK/T cell lymphoma patient who presented with
destructive penile ulcer as the initial presenting symptom, who subsequently was
found to have a nasal mass also with features of NK/T cell lymphoma. He underwent
partial penectomy elsewhere and chemotherapy with steroid, methotrexate, ifosfa-
mide, L-asparaginase, and etoposide protocol was given.
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extremely rare and seldom reported in the literature. Only
three cases have been reported worldwide in English litera-
ture till date and we report the fourth case of NKTL with
penile involvement.

Case Presentation

A 60-year-old male patient presented with a penile ulcer for
which he underwent biopsy followed by partial penectomy
elsewhere (►Fig. 1A).

He had normal biochemical and hematological param-
eters, and general examination was otherwise unremark-

able. The slides and the paraffin blocks of the lesion were
submitted for review. Microscopic examination showed a
neoplasm composed of small-to-medium sized tumor cells
with irregular nuclei expressing leukocyte common antigen,
CD3, CD56, cytotoxic granule-associated protein, granzyme
B, and nuclear labeling for Epstein–Barr virus (EBV) encoded

Fig. 1 Penile lesion showing extensive ulceration of the glans and the distal shaft (A), diffuse infiltration of tumor cells (B,100x), cytoplasmic
CD3 (C,100x), membranous CD56 (D,100x), cytotoxic granule granzyme (E 400x), and nuclear Epstein–Barr virus (EBV) positivity (F,100x).

Fig. 2 NK/T cell lymphoma causing expansion of nasal bridge and
minimal proptosis of left eye. T2-weighted magnetic resonance
imaging showing diffuse heterogenous soft tissue opacities involving
both the nasal cavity with associated extension and involvement of
medial aspects of bilateral orbits (left> right).

Fig. 3 Nasal mass showing CD3(100x), CD56(100x), and Epstein–Barr
virus (EBV) (100x) positivity.
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RNA by in situ hybridization. Proliferation index with Ki 67
was found to be 70% (►Fig. 1B–F).

A diagnosis of ENKTL of the penis was rendered. The
patient during the postoperative period complained of nasal
obstruction, epistaxis, and blurred vision. Contrast-en-
hanced computed tomography of paranasal sinuses and
magnetic resonance imaging brain and orbit revealed a
lesion involving bilateral nasal cavity and sinuses with
extension into bilateral orbits (►Fig. 2).

Biopsy of the nasal lesion showed immunomorphology
similar to the penile lesion (►Fig. 3).

Bone marrow aspiration showed no involvement by lym-
phoma. A final diagnosis of primary nasal NKTL with penile
involvementwasmade. An informed consent was taken from
the patient for this case report. Patient received chemother-
apy based on steroid, methotrexate, ifosfamide, L-asparagi-
nase, and etoposide protocol and was lost to follow-up.

Discussion

Primary extranodal lymphoma is uncommon in the urogeni-
tal systemwith only a handful of cases being reported in the
literature; however, penile involvement from systemic ma-
lignant lymphoma has frequently been reported. Lympho-
matous involvement of penis has been more commonly seen
in different subtypes of B cell type of non-Hodgkin lympho-
mas, Hodgkin lymphomas and very rarely proved to be of T
cell origin.4 Diffuse large B cell lymphomas form the major
group among the penile B cell non-Hodgkin lymphomas. T
cell lymphomas most commonly involving the penis are
peripheral T cell lymphomas, not otherwise specified fol-
lowed by anaplastic large cell lymphoma.1,5

ENKTL belongs to mature T and NK cell neoplasms.
Median age is 45 to 54 years with males affected more
than females. It is more prevalent in Asians and the
indigenous population of Mexico, Central and South
America. ENKTL is a rare aggressive malignancy and
has a strong association with EBV infection. The World
Health Organization classification recognizes two main
categories of NK cell-derived neoplasms, namely, ENKTL
and nasal type and aggressive NK cell leukemia. Nasal
NKTL almost always has an extranodal presentation.
Nodal NKTL is very rare.6,7 Eighty percent of all NKTL
arises from the upper aerodigestive tract. Bone marrow

involvement occurs in less than 10% of patients. Penile
involvement by lymphoma is extremely rare and primary
penile NKTL is never reported in literature. ENKTL with
small cells or mixed cell population accompanied by
heavy infiltration of inflammatory cells may mimic an
inflammatory process.1 PubMed search identified 35
cases of penile lymphomas of which 22 were B cell
type, 13 were T cell type, and among them only 3 were
ENKTL secondarily involving the penis.

Conclusion

This case demonstrated a nasal-type NKTL presenting with
an extremely unusual initial manifestation as a penile ulcer
and to our knowledge not described earlier from India. It is
imperative for the pathologists and the oncologists to rule
out occult nasal lesion in every case of extranasal ENKTL
before labeling it as primary ENKTL.
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