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Abstract

Case Report

Nasal NK/T cell lymphoma (NKTL), is an aggressive malignancy associated with Epstein Barr virus infection. Nasal
NK/T cell lymphoma (NKTL), manifests as a necrotic process affecting nasal or upper aerodigestive structures and,
rarely, extra nasal sites such as skin, and the gastrointestinal tract. The diagnosis is confirmed by histological and
immunohistochemical analysis of the biopsy. Overall prognosis is poor. However, during the last two decades, advances
in its clinicopathologic, genetic and molecular characterization have been achieved, as have changes in the
chemotherapy regimens that, in combination with radiotherapy, are significantly improving the survival of these

patients, especially in initial stages.
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INTRODUCTION

Nasal NK/T cell lymphoma (NKTL), also
known as lethal midline granuloma, rarely manifests in
the nose and paranasal sinus. It is very aggressive and
carries a very poor prognosis; hence, early diagnosis and
treatment determine the outcome of this disease. it’s
characterized by a necrotic process originating in the
nasal cavity and extending to the medio-facial bone
structures with centrifugal destruction of the facial bone.
The advent of immunohistochemistry enabled its
recognition by the WHO in 2001. NKTL is diagnosed
mainly by exclusion as the clinical course and
histopathology are often misleading and even the latest
radiological investigations provide little help in making
the diagnosis. The evolution is spontaneously fatal.
Treatment Is based on radiotherapy and chemotherapy.
We report one such case and discuss the specificities of
this location.

MATERIALS AND METHODS

We present a case of a 34-year-old man affected
by LTNK nasal treated conformational 3D radiotherapy
at the oncology-radiotherapy department of the CHU
Mohammed VI of Marrakech.

RESULTS

Patient aged 34, no pathological history, The
early clinical history is characterized by the appearance
of an inflammatory left naso-palpebral swelling with

homolateral lacrimation, nasal obstruction on the left
side and anosmia + agueusia. All evolving in a context
of AEG made of asthenia and anorexia and febrile
sensation not quantified.

Initial Examination: Irreducible inflammatory left
exophthalmos with palpebral edema, Ulcerated lesion on
palate, Free ganglion areas.

Nasofibroscopy: Whitish mass filling the entire left
nasal fossa.

Initial Workup:

Facial CT: Lesional process centred on the left nasal
fossa with left intraorbital extension measuring
56x80x61mm and blown thinning of the ethmoidal
labyrinth and nasal cavity walls.

Facial MRI: Ethmoido-nasal tissue-like lesional process
with bone lysis and left intraorbital and nasopharyngeal
extension and meningeal invasion.

Biopsy: Location of a dense, suspicious lymphoid
population suggestive of lymphomatous orig.

Immunohistochemistry: T/NK lymphoma: CD 20 CD5
CD 10 TDT negative; CD3 CD 56 and anti Granzyme B
positive, Ki 67 100%.

CT TAP: No secondary localization except L5 spinal
lesion and pulmonary micronodules.
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Brain MRI: persistence and increase in size of locally
infiltrating Eth-nasal tumour process with bone lysis and
intraorbital extension, more marked on the left and
nasopharyngeal, intracranial and increased meningeal
invasion and appearance of frontal cerebral invasion.

Bone and bone marrow biopsy: nothing to report.

Patient started gelox chemotherapy.
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Clinical Examination

General examination: WHO 2 in wheelchair,
Regression of exophthalmos with persistent left
palpebral infiltration, Filling of left NG sulcus, Wounds
disappear at this level, Oral cavity and oropharynx
nothing to report, Free lymph nodes.

The patient received locoregional external
radiotherapy at a dose of 50Gy in 25 sessions. Sessions
(2 Gy/fr; 5 friweek), the patient was in complete
radiological remission.

Figure 2: Contouring of nasal NKT lymphoma after chemotherapy with target volumes
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DiscussioN

Formerly known as ‘centrofacial malignant
granuloma’. The World Health Organization (WHO) has
renamed this entity in its extranodal natural killer (NK)
T-cell lymphoma type.

T/NK lymphoma is less common in Europe and
North America than in Asia and South America [1]. It
tends to affect young adult, which corresponds to our
observations. The sex ratio is 3:1 and the median age at
diagnosis is 50-60 years [2, 3].

The clinical presentation generally consists of
local signs such as unilateral nasal obstruction, purulent
and/or blood-streaked rhinorrhea blood, purulent and/or
blood-streaked rhinorrhea, recurrent rhinorachinitis [4,
5]. General signs, such as fever, weight loss or night
sweats, are rare and worrying. General signs such as
fever, weight loss or night sweats are rare and of concern
in the advanced stages of the disease. Signs of extension
regional extension (swelling of the jaws or ophthalmic or
auditory signs), pharyngeal or neurological disorders)
may be the symptoms [4].

Clinical examination usually reveals an anterior
lesion ulcero-necrotic lesion, bleeding on contact and
filling the nasal cavity. The nasal cavity is generally
located on the lateral wall [4, 6]. Involvement of the
lymph nodes varies from one series to another and never
exceeds 25% of cases [4, 7].

Computed tomography guides the diagnosis,
often showing an appearance suggestive of a solid tumor
with little or no contrast. Destruction of the bone
structure is found in less than half of cases and especially
in the case of large tumors.

MRI helps to assess extension to adjacent
structures, differentiating tumor processes from
inflammatory processes. Biological analysis
systematically reveals an inflammatory syndrome.

The diagnosis is confirmed by histological and
immunohistochemical analysis of the biopsy.
Immunohistochemistry determines the phenotype of the
lymphoid element and is essential to the diagnosis. NK
etiology is confirmed by the expression of CD2, CD56
and cytotoxicity markers (T1la, Granzyme B, perforin);
CD5 CD4 and CD8 are negative; CD3 expression is
variable (absence of superficial CD3 marker) [6].
Association with EBV is almost systematic. In this case,
only the immunohistochemical study has provided
certainty. There is a problem of differential diagnosis in
relation, for example, to Wegener's granulomatosis [4]

The treatment of T/NK lymphomas of the nasal
cavity is not yet well codified; it depends mainly on the
stage of the disease according to the ann arbor
classification. For localized stages (stages | and II),

external radiotherapy with a minimum dose of a round of
the order of 52 Gy in conventional fractionation is
recommended [8]. It results in complete remission in 40
to 80% of cases and five-year overall survival of between
40 and 59% [9]. Some teams, it generally involves
anthracycline-based  polychemotherapy = multidrug
therapy followed by external consolidation radiotherapy
for patients under 60 years of age and the same with
anthracycline-free multidrug therapy for patients aged
over 60 [10]. Others continue to propose radiotherapy
alone for patients with early-stage lesions, since the
failure rate of treatment with chemotherapy is as high as
40%. Patients receiving after chemotherapy failure have
a better prognosis [11]. The overall survival rate for all
treatments combined, is around 37% [12].

CONCLUSION

Nasal locations for NK/T-cell lymphoma are
rare. Diagnosis is founded on immunohistochemistry.
Treatment associate’s chemo- and radiotherapy. NKTL
was characterized by its poor prognosis irrespective of
clinical stage and therapy, even with treatment. The
major issue at present is to standardize treatment
protocols in multidisciplinary teamwork between onco
hematologists and ENT physicians.
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