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Case Report

Unusual destruction of the nasal Septum
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abstract

Extranodal Natural Killer/T-cell lymphoma (ENKTL) is the 
most common cause of nasal cell lymphoma. It manifests 
by progressive destruction of the facial midline features 
with nasal obstruction and local destruction of soft tissue. 
Therefore, establishing the diagnosis of this disease tends 
to be difficult. This is attributed to an extensive differential 
diagnosis of infectious, autoimmune, neoplastic and 
inflammatory etiologies. We herein report the case of a 

63-year-old female who presented to our department 
for persistent nasal congestion resistant to symptomatic 
treatment that was found to have an ENKTL. In this 
paper, we discuss the pathogenesis, clinical and imaging 
findings, differential diagnosis, prognosis and treatment.
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introduction
Nasal symptoms are often ambiguous, nonspecific 

with wide differential diagnosis.  A common, though rare 
cause of such symptoms, is Extranodal natural Killer/T-
cell lymphoma (ENKTL) (1). It was described first in 1897 
by McBride as a rare form of non-Hodgkin’s lymphoma of 
the nasal cavity (2). Throughout literature, several monikers 
referred to this disease including Stewart’s granuloma, 
polymorphic reticulosis, progressive lethal granulomatous 
ulceration, malignant granuloma, midline granuloma, 
non-healing granuloma, and midline malignant 
reticulosis (3). We herein report the case of a patient who 
presented to our department for persistent undiagnosed 
nasal congestion that was found to have an ENKTL. In this 
paper, we discuss the pathogenesis, clinical and imaging 
findings, differential diagnosis, prognosis and treatment.

Case Presentation
A 63-year-old female presented to our department 

for persistent nasal congestion that started eight months 
earlier. Her symptoms worsened despite optimal local 
therapy and antibiotic trials. The patient’s symptoms 
worsened with the onset of prominent asthenia, night 
sweats, weight loss, as well as recurrent episodic 
epistaxis. Physical examination showed an extensively 
ulcerated lesion with prominent areas of necrosis involving 
the entire nasal septum (Figure 1). Anterior rhinoscopy 
showed a friable nasal lesion with progressive destruction 
of the septum. Head computed tomography (CT) scan 
showed a complete destruction of the anterior aspect of 
the nasal septum (Figure 1). Chest and Abdominal CT scan 

revealed no evidence of other organ involvement. A biopsy 
of the nasal tissue revealed an atypical angiocentric 
lymphocytic infiltrate. Immunophenotype analysis was 
positive for CD2, CD56 and cytoplasmic CD3. We retained 
the diagnosis of ENKTL. Concurrent chemoradiotherapy 
was chosen as the optimal treatment modality for our 
patient who was staged as 1E (high risk) based on the 
Ann Arbor staging system. The DEVIC (Dexamethasone, 
Etoposide, Ifosfamide and Carboplatin) chemotherapy 
protocol was adapted to the patient’s characteristics 
to be given for three cycles every 21 days concurrently 
with radiation of 50Gy (2Gy/fraction). Unfortunately, after 
two months, the patient was lethargic with progressive 
deterioration of her level of consciousness that was 
attributed to meningeal infiltration by the lymphoma. The 
patient died three months later because of progressive 
disease.

discussion
The key objective in this case is to consider the 

diagnosis of ENKTL in an unusual presentation of nasal 
septum destruction with fast-growing vascular invasion 
and necrosis rather than a more benign process. ENKTL 
is a subtype of NK cell lymphomas that manifests nasally, 
extra-nasally and as an aggressive leukemia (4, 5). 
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The pathogenesis of this lymphoma is poorly 
understood, but is usually related to an EBV infection. 
Almost all patients have episomal EBV DNA and detectable 
EBV encoded small nuclear RNAs (EBERs). The EBER RNA 
transcripts in In Situ Hybridization (ISH) were detected 
in 96-100% of all ENKTL cells and the circulating EBV 
DNA levels measured by PCR were detected in 94% of 
patients compared to none in the control group rendering 
the EBV testing an essential tool in the diagnosis of ENKTL 
(6, 7). This involvement is supported by the fact that high 
titers of high EBV DNA levels in the blood detected by 
PCR as well by high levels of EBV IgG in persons with 
ENKTL. The serial measurement of EBV DNA levels has 
been correlated to clinical response to therapy as well as 
inferior survival in those harboring high level of DNA levels 
rendering it a valuable diagnostic and prognostic tool (7). 
However, its clinical utility is not proven and not routinely 
performed.

Patient’s history, clinical examination and pathological 
findings are required to establish the diagnosis of 
ENKTL. Imaging is not specific and its role is limited to 
evaluate the extent of destruction (2).  ENKTL manifests by 
progressive destruction of the facial midline features with 
local destruction of the soft tissue, bone and cartilage. In 
about 80% of cases, patients initially present with nasal 
obstruction, sinusitis, and epistaxis. Complications include 
palatal destruction, orbital edema and erythema (8). The 
involvement of extranodal sites is possible due to direct 
extension of the disease and manifests with systemic 
symptoms of fever and weight loss (9). The differential 
diagnosis of ENKTL as a destructive disease affecting the 
facial midline area is vast and includes chronic cocaine 
use, Wegener’s granulomatosis, granulomatous infections, 

squamous cell carcinoma, olfactory neuroblastoma, 
malignant melanoma and adenoid cystic carcinoma 
(11, 12). Histopathologically, ENKTL is characterized by 
angiocentric and angiodestructive growth, variable size 
of tumor cells, and inflammatory infiltration. Malignant 
cells express CD2, cytoplasmic CD3 and CD56 and can 
also express granzyme B, perforin, and T cell-restricted 
intracellular antigen (TIA-1) (14). 

Generally, prognosis of ENKTL is guarded. Untreated, 
one and five year survival rates are 50% and 23% 
respectively (13). The prognosis is related to the stage and 
location of the disease where over 60% of patients remain 
in long term remission in early stages. It is noteworthy 
that patients with extra-nasal disease have shorter 
overall survival compared to those with nasal origin (14). 
Nevertheless, recent data demonstrated poor prognosis 
with local invasiveness (8). Effectively, our patient suffered 
from central nervous involvement by local extension of 
the disease. 

The core point of this case presentation is to maintain 
a high index of suspicion for aggressive diseases where 
early detection and appropriate treatment could highly 
affect the prognosis of patients. 
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