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ABSTRACT

~

Sinonasal lymphoma represent 1.5% of all lymphomas. Clinical presentations of sinonasal lymphoma vary according to the histological type of tumor.
Histologic diagnosis with immunohistochemical confirmation is of utmost importance. Computed tomography/magnetic resonance imaging (CT/MRI)
scans are done to stage the tumor locally and to check for the presence of metastasis. Treatment involved chemotherapy and Radiotherapy. We report the
case of a 45-year-old patient, who consulted for a progressive left unilateral nasal obstruction, with mucopurulent rhinorrhea. Nasal endoscopy showed a
polypoid formation obstructing the entire left nasal cavity. A biopsy was performed, revealing in favor of an infiltrating malignant tumor process of which
lymphomatous origin is evoked requiring immunostaining for phenotyping. The immunohistochemical study concluded in lymphoma. This work was carried

out to study the clinical presentation, location, histopathological diagnosis and immunohistochemical profile of sinonasal lymphomas.

Introduction

The nasal cavity and the paranasal sinuses are considered
as a single functional unit affected by common pathological
processes. Sinonasal tumors are tumors that occur in the nasal
cavity or paranasal sinuses (PNS). These tumors are rare and
account for only 3% of tumors in the upper respiratory tract[1,2].
They are twice as common in males than females and are usually
seen in the fifth and sixth decades of life. Patients with sinonasal
tumors present with vague complaints such as nasal obstruction,
nasal congestion and discharge, headache and/or swelling and
facial pain [3]. Diagnosis begins with a thorough clinical history
and physical examination. Computed tomography/magnetic
resonance imaging (CT/MRI) scans are done to stage the tumor
locally and to check for the presence of metastasis [4].

Sinonasal lymphomas may manifest either in an isolated fashion
or in conjunction with systemic disease. B-cell lymphomas,
which account for most of these cases, carry a more favorable
diagnosis, whereas extranodal natural killer cell lymphoma
(ENKL) is associated with rapid disease progression and
death [5]. Histologic diagnosis with immunohistochemical
confirmation is of utmost importance, and clinicians should

remain aware of this entity to differentiate it from other sinonasal
malignancies [6].

Risk factors for Hodgkin’s lymphoma include Ebstein—Barr Virus
(EBV) infection and positive family history while risk factors
for Non-Hodgkin’s lymphoma (NHL) include autoimmune
disease, HIV/AIDS, infection with human T lymphotropic virus,
immunosuppressant medication and some pesticides [5]. The
association of malignant lymphoma in the immune compromised
or HIV patients has been discussed earlier, however, there are
very few studies published describing the incidence of malignant
sinonasal lymphoma in immunocompetent patients [7,8]. This
work was carried out to study the clinical presentation, location,
histopathological diagnosis and immunohistochemical profile of
sinonasal lymphomas. We represent the case of a 45-year-old
patient diagnosed with sinonasal lymphoma.

Case Report

This is a 45-year-old patient, who consulted for a progressive left
unilateral nasal obstruction, with mucopurulent rhinorrhea. The
clinical examination found a deformation of the face (left cheek
tumefaction with inflammation of the skin). Nasal endoscopy
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showed a polypoid formation obstructing the entire left nasal
cavity, covered with purulent secretions with a mass effect on the
right nasal cavity. On the right side, there was an incomplete nasal
obstruction related to the deviation of the septum in its anterior
part (Figure 1). The remainder of the physical examination was
normal, particularly the lymph node areas.

The CT scan finds a tissue lesional process at the level of the left
nasal cavity enhanced after injection of PDC delimiting areas of
necrosis, extended to the left ethmoidal cells, the homolateral
maxillary sinus and the left nasal, genital and labial soft tissues
with retentional sinusitis.

A biopsy was performed, revealing in favor of an infiltrating
malignant tumor process of which lymphomatous origin
is evoked requiring immunostaining for phenotyping. The
immunohistochemical study concluded in lymphoma. Once the
diagnosis of lymphoma was retained, an extension assessment
was performed with a clinical neurological and ophthalmological
examination, and in particular lymph node areas, which
was normal. Biological examinations were normal, and the
CT scan thoraco-abdominopelvic was normal. The patient
received 5 courses of adjuvant chemotherapy according to the
CHOP protocol (adriamycin + vincristine + cyclophosphamide
+prednisone), followed by locoregional external radiation
therapy (sinuses and nasal cavities). This radiochemotherapy
was well tolerated by the patient. The evolution was favorable,
without recurrence with a follow-up of 2 years.

Figure 1

Figure 2: CT-scan (A: coronal sections, B and C: axial section):
tumor process of the left nasal cavity extended to the left
ethmoidal cells, to the homolateral maxillary sinus

Discussion

Malignant tumors of the sinonasal tract are extremely rare,
accounting for 0.2% of all invasive cancers and 3% of the
head-and-neck cancers. The majority arise in the maxillary
sinus, approximately 20% arise in the ethmoid sinuses and the
remainder (<1%) originate in the frontal and sphenoid sinuses.
Squamous cell carcinoma is the most common histology, and
lymphomas are uncommonly encountered [9]. The incidence

of sinonasal lymphomas is higher in Asian countries than in
the West; these malignancies account for 2.6%—6.7% of all
lymphomas in Asia, and they are the second most common
extranodal lymphoma, after gastrointestinal lymphoma [10].
Malignant lymphomas have a predilection for males, and they
tend to occur in younger adults [11].

A large study by Peng et al. found that maxillary and ethmoid
sinuses were affected more frequently (n = 8 patients each) than
sphenoid and frontal sinuses (n = 5 patients each) [5]. However,
another study by Logsdon et al. in Asian patients found nasal
cavity as the main site of involvement [12]. According to
Peng et al. the most common histological type of lymphoma is
diffuse large B-cell lymphoma (53%), followed by ENKL/T-cell
lymphoma, (21%).[5] On the contrary, according to Hatta et al.
the most common histological type, in Japan, is angiocentric
lymphoma (35.9%), followed by B-cell lymphoma (22.6%),
peripheral T-cell lymphoma types (15.1%) and other lymphomas
and non-specific types [13].

Clinical presentations of sinonasal lymphoma vary according to
the histological type of tumor. Most of the low-grade lymphomas
are associated with sinonasal mass along with obstructive
symptoms and/or lymphadenopathy [14]. The high-grade
lymphomas (38% of NHL in the sinonasal tract) are more likely to
present with aggressive signs and symptoms including nonhealing
ulcer, cranial nerve manifestations, facial swelling, epistaxis, pain,
bony destruction or proptosis. T-cell lymphomas are associated
with nasal septal perforation and/or destruction [15].

T-celllymphomasareaggressive tumors, and histomorphologically,
they are characterized by angiotropism or angiocentricity. The
tumor cells infiltrate and destroy blood vessel walls and cause
variable degrees of geographic necrosis. They express T-cell
markers such as CD2, CD45RO and CD 43. They may also
express CD 56, but the absence of CD 16 and CD 57 distinguishes
them from typical NK cell lymphomas [16].

Extranasal dissemination occurs rarely in lymph nodes, skin
and testes. At presentation, approximately 50% of patients have
associated nodal disease, and only 20% report systemic or B
symptoms [8]. There is a high incidence (15%) of extranodal
relapse outside the gastrointestinal tract in patients with oral-
sinonasal lymphoma to larynx, skin, liver, uvula, kidney, breast,
lacrimal gland, testis and prostate gland [17].

Several types of mutation are known to occur in NHLs. In
sinonasal lymphoma, the frequency of mutations in p53, K-ras,
c-kit, beta-catenin and BAK gene is found with mutation
frequency in all genes being higher in B-cell than in NKTCL
cases [18]. These findings suggest that gene mutations might be
the driving-force for B-cell lymphoma, whereas combined EBV
infection and gene mutations contribute to NKTCL development
[19,20].

Contrast-enhanced CT and MRI are done to assess the extent of
the tumor, bone destruction, staging and also to decide the most
suitable site of the biopsy. Treatment involved chemotherapy
(CHOP regimen with cyclophosphamide, doxorubicin, vincristine
and prednisolone) and Radiotherapy [12].
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The prognosis depends on the type and stage of disease, the
number of sites of extranodal spread, invasion of the central
nervous system and the patient’s general condition [20]. Patients
with lymphomas of high histopathologic grade and recurrent or
disseminated disease have the worst prognosis [21].

Correct diagnosis results from tissue biopsy, which should be
performed in patients with any unilateral nasal mass. Early
diagnosis and staging are essential for effective treatment,
and lymphomas should always be included in the differential
diagnosis of lesions of the nasal cavity and PNS.

Conclusion

Sinonasal lymphoma represent 1.5% of all lymphomas. It
presents as an unremitting ulceration with progressive destruction
of midline sinonasal and surrounding structures. Poor prognosis
warrants early treatment although diagnosis is challenging and
frequently delayed.
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