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Extranodal NK/T-Cell Lymphoma Nasal Type Mimicking Pyoderma Gangrenosum
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Sir,

The new World Health Organization/European Orga-
nization for Research and Treatment of Cancer (WHO-
EORTC) consensus classification for cutaneous lympho-
mas recognizes two main groups of CD56+ lymphomas:
extranodal natural killer (NK)/T-cell lymphoma nasal
type, and CD56+ haematodermic neoplasm (formerly
known as blastic NK cell lymphoma (1).

NK/T-cell lymphoma nasal type is the most common
lymphoma type among primary lymphomas of the nasal
cavity (2). It presents clinically as a nasal mass and may
involve the skin secondarily, where it often presents as
a mid-facial destructive tumour or as multiple distant
erythematous nodules, which can evolve to ulceration
(3). There is a strong association with Epstein-Barr
virus (4).

We report here a patient with an extranodal NK/T-cell
lymphoma nasal type with cutaneous involvement, in
which the clinical presentation mimicked pyoderma
gangrenosum.

CASE REPORT

A 73-year-old Caucasian man was admitted due to a 3-week his-
tory of malaise, fever, swelling of the left eyelids and proptosis
of the left eye. Laboratory tests revealed a white cell count of
16,000 with 70% of neutrophils, haemoglobin 10.1 g/dl, MCV-
83 fl, platelets 59,000/mm?. A facial computed tomography
(CT)-scan showed inflammation of the left maxillary sinus and a
mass on the medial wall of the left orbit. A diagnosis of sinusitis
and left orbital abscess was made. The patient received several
courses of intravenous antibiotics without improving.

Ten days after admission, a dermatology referral was made
due to a cutaneous lesion localized on the anterior abdominal
wall, presenting since the beginning of the clinical picture.
Examination revealed a 6 x 3 cm indurate purplish plaque, with
several haemorrhagic bulla on the periphery and a necrotic crust
on the centre, localized on the upper abdominal wall (Fig. 1a).
On the upper chest and back multiple erythematous circinate

Fig. 1. (a) Purplish plaque on the abdominal
wall, showing several bullae on the periphery
and an adherent crust on the centre. (b)
Erythematous infiltrated circinate lesions on
the back.
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lesions, slightly infiltrated, were found (Fig. 1b). Clinically,
he was thought to have a neutrophilic dermatosis coexisting
with pyoderma gangrenosum and Sweet’s syndrome. Two skin
biopsies were taken from morphologically different lesions, one
on the upper abdominal wall (purplish plaque with bullae) and
the other on the upper thoracic wall (erythematous infiltrated
plaque). Histology of the first biopsy showed a prominent ne-
crotic epidermal necrosis, the epidermis appeared detached from
the dermis at some points; the second biopsy evidenced marked
basal cell vacuolar changes with necrotic keratinocytes. Both
biopsies showed the dermis diffusely infiltrated by a mixture
of small- to medium-sized, pleomorphic atypical lymphoid
cells with prominent dermal necrosis, acquiring occasionally
an angiocentric disposition (Fig. 2). Frequent mitoses were ob-
served as well as some apoptotic cells. Immunophenotypically
cells were CD56+, CD3 epsilon+, (Fig. 3a and b), granzyme
B+, CD20- and myeloperoxidase—. In situ hybridization for
Epstein-Barr virus (EBV) using the probe EBER was positive
(Fig. 3c). No clonal rearrangement of the T-cell receptor was
detected by polymerase chain reaction (PCR), performed ac-
cording to standard procedures described previously (5). Bone
marrow biopsy and CT examination of the neck, chest and
abdomen showed no abnormalities except for alveolo-intersti-
tial pulmonary infiltrates, interpreted as heart failure, and left
cervical pathological lymph nodes.

With the diagnosis of NK/T-cell lymphoma nasal type, chemo-
therapy with cyclophosphamide, doxorubicin, vincristine and
prednisone (CHOP) was started, but the patient died 24 h later
due to multiple organ failure.

DISCUSSION

Cutaneous lymphomas expressing a NK-cell phenotype
represent a rare type of lymphoproliferative disor-
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Fig. 2. Atypical lymphoid cells with an angiocentric disposition.

ders, especially in Western countries. This extreme
rarity represents a major limitation to a complete
understanding and a comprehensive classification of
these entities (6). NK/T-cell lymphoma nasal type is re-
cognized as distinct disorder with characteristic clinical
presentation, histopathology, immunophenotype and
relation with EBV (4, 7).

Clinical presentation of cutaneous lymphomas is non-
specific. Usually present as a single or multiple nodules
or tumours that persist and progress over time. There
are reports in which, as in our case, the clinical onset
was as ulcer-necrotic lesions, with bulla formation that
clinically resembled pyoderma gangrenosum. These
cases include different types of lymphomas: mycosis
fungoides (8, 9), primary cutaneous B-cell lymphoma
(10) and CD8+ cutaneous T-cell lymphoma (11). In our
case, the histological findings could explain that the
lesions were misdiagnosed as neutrophilic dermato-
ses. The ulcer-necrotic lesions showed a prominent
epidermal necrosis with dermal-epidermal detachment,
similar to that found in ulcerative lesions of pyoderma
gangrenosum, and the circinated plaques did not show
distinctive clinical characteristics.

NK/T-cell lymphoma nasal type is associated with
an aggressive clinical course and a poor prognosis (1),
with a median survival of approximately 1 year after
diagnosis despite chemotherapy and radiation therapy.
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However, we have some anecdotal reports of an un-
usually prolonged survival of up to 38 years (12).
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Fig. 3. Immunohistochemically the cells were positive for (a) CD56 and (b) CD3 epsilon using brown chromogen diaminobenzidine. (c) /n situ hybridization

for Epstein-Barr virus (EBV) using the probe EBER was positive.
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