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 ABSTRACT
NHL (Non-Hodgkin’s Lymphoma) is very rapidly growing and can eventually cause a mass effect on surrounding structures and facial 

asymmetry. Because of its fast growth and ambiguous clinical presentation, it is crucial to get a diagnosis early to start the appropriate 
and targeted therapy. There are limited cases in the literature reporting the incidence and survival of children with sinonasal tumors so the 
data evaluating tumor types, treatment and survival rates is lacking. Treatment includes Chemotherapy or concomitant chemoradiation. 
We hereby report a rare presentation of blindness due to a large sinonasal mass in a six-month-old boy. 

INTRODUCTION
Sinonasal lymphomas are rarely extra-nodal and are in the 

majority of cases Non-Hodgkin’s Lymphoma (NHL) involving most 
frequently the maxillary sinus [1]. Sinonasal NHL accounts for 1.5% 
of all NHL cases in the United States. Globally, there exists racial 
and geographical variations in the incidence of NHL with B-cell 
subtype more prevalent in the eastern population and the NK/T-
cell subtype more common in the Asian and Latin populations [2]. 
NHL is very rapidly growing and can eventually cause a mass eff ect 
on surrounding structures and facial asymmetry. Because of its fast 
growth and ambiguous clinical presentation it is crucial to get a 
diagnosis early to start the appropriate and targeted therapy [3].

Long term survival is attributed to age, stage at presentation and 
histopathology. Rhabdomyosarcoma is the most common sinonasal 
tumor of childhood and adolescence with an overall 5-year survival 
of around 62% [4]. Lymphomas are less common as well as sarcomas 
and neuroblastomas [5]. 

Th ere are limited cases in the literature reporting the incidence 
and survival of children with sinonasal tumors so the data evaluating 
tumor types, treatment and survival rates is lacking. We hereby report 
a rare presentation of blindness due to a large sinonasal mass in a six-
month-old boy. 

CASE PRESENTATION
 A 6-month-old baby boy, previously healthy, presented to our 

medical center with progressive exophthalmos and ptosis in the 
left  eye that was noticed by the mother of one-week duration. She 
also reported that her son stopped following her with both eyes few 
days prior. Patient did not have an associated fever or recent upper 
respiratory infection. Th ere were no other complaints at presentation. 
He was born by C-section, full-term, aft er failure to descend and is 
neurodevelopmentally normal. Ophthalmic examination showed 
bilateral vision loss and absent light perception in both eyes. Th e 
patient had a normal laboratory work up. 

MRI brain and orbits revealed a large destructive sinonasal mass, 
3.1x2.3x3.4 cm in size, involving the ethmoid bone and sinuses 
posteriorly, sphenoid body and portion of the clivus (basisphenoid) 
with preservation of the sphenooccipital synchondrosis. 

Th e mass is isointense on T1 and T2-weighted images. It shows 
heterogeneous enhancement aft er IV contrast administration and 
restricted diff usion with central areas of necrosis (Figure 1). Th e 
soft  tissue component is invading the orbital cavity bilaterally with 
mass eff ect and displacement of the medial rectus muscle bilaterally, 
more so on the left  exerting mass eff ect on the optic nerves with 
lateral displacement of the left  optic nerve (Figure 2). It is involving 
the cavernous sinuses bilaterally with narrowing of the cavernous 
MCA. Th e diff erential diagnosis entailed sarcoma, neuroblastoma, 
lymphoproliferative disease or esthesioneuroblastoma. 

Due to the aggressive and invasive nature of this mass, the 
patient was taken to the operating room for an endoscopic endonasal 
transphenoidal biopsy to establish a diagnosis. 

Under general anesthesia, using the 30 degree endoscope, the 
right and left  sphenoid sinuses were accessed and an exophytic soft , 
friable mass was encountered and multiple biopsies were taken and 
sent for permanent pathology analysis. 

Figure 1: Axial T1 weighted image after contrast administration 
showing the mass with areas of central necrosis and 
heterogeneous enhancement.

Figure 2: Axial T2 weighted image showing the isointense 
nature of the mass with displacement of the left optic nerve 
and invasion of both orbits.
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Th e pathology report was consistent with large B-cell lymphoma 
positive for CD20, CD45 and MUM1 while being negative for CD5 
and CD10. Th ere was no signifi cant EBV expression. 

Post-operatively, in light of the diagnosis, a work-up for 
immunodefi ciencies was completed and the patient was found to 
have Severe Combined Immunodefi ciency Disease (SCID). 

DISCUSSION
 We present a rare case of sinonasal large B cell lymphoma in a 

6-month-old boy presenting with orbital involvement in the setting 
of SCID. Th e initial presentation of rapidly progressive visual loss, 
exophthalmos and proptosis in the absence of other clinical clues 
urges the exclusion of an underlying malignant process. Clinical 
presentations of sinonasal NHL are very nonspecifi c and can 
vary from epistaxis to nasal obstruction, facial swelling, hearing 
impairment or visual disturbances [6]. Due to the highly malignant 
and aggressive profi le of NHL it is important to not delay imaging 
and diagnosis in order to prolong survival [2]. 

Th e MRI spotted a sinonasal mass, but the radiological clues 
were not enough to correctly diagnose the type of tumor. Indeed, in 
a case series by Yi, et al. imaging modalities (CT or MRI) were found 
to be only 57% accurate in the setting of sinonasal lymphomas as 
compared to 83% in rhabdomyosarcoma [5]. Nonetheless, Diff usion-
Weighted Imaging (DWI) has been more recently used to provide 
functional and morphologic information on the lesion in question 
as this technique quantifi es the random motion of water protons in 
tissues [7]. Th e Apparent Diff usion Coeffi  cient (ADC) obtained from 
the DWI itself is helpful in diff erentiating squamous cell carcinoma 
from malignant lymphoma and can therefore guide diagnosis and 
treatment plan early on while avoiding invasive procedures in some 
cases [1,7]. Th e diagnostic gold standard hence relies on getting a tissue 
biopsy of the mass aft er ruling out a vascular origin [8]. Lymphomas 
of sinonasal origin in children include B-cell lymphomas and NK/T-
cell lymphomas with NK/T-cells being the more common. Clinically 
B-cell lymphomas tend to involve the nasal cavity along with one or 
more paranasal sinuses, similar to the present case, why the latter is 
usually restricted to the nasal cavity [5]. Pathologic examination of 
the tissue specimen is needed to correctly diagnose the tumor subtype 
along with chemical immunostaining [9].

Treatment of sinonasal lymphomas mainly includes 
chemotherapy or chemo radiation. Radiation alone is only favored in 
early stage disease. Surgery plays only a minimal role in these patients 
and is only needed to aid in diagnosis or reduce disease burden rather 
than treatment [2]. Despite advances in diagnosis, treatment options 
and imaging, survival rates remain as low as 50% [10].

In children, the diff erentiation between the subtypes of B-cell 
lymphomas especially Burkitt’s and diff use large B-cell is not as 
important as in adults since it does not alter the management or 
treatment course. It is important to note that both of the above 
mentioned neoplasms are aggressively malignant and should be 
promptly treated [11]. 

Cases previously reported only involved children older than 
1 year of age. Earlier presentation is unusual, such as that reported 

in our case making it the fi rst reported in the literature, which lead 
the team to suspect an underlying disease mechanism favoring 
lymphoma formation. Th e patient was further diagnosed with SCID 
and indeed SCID is associated with an increased incidence of B-cell 
lymphomas especially NHL not associated with EBV as in our case, 
but rather caused by gene rearrangement [12]. 

CONCLUSION 
It is crucial to have a high clinical suspicion, regardless of age once 

dealing with rapidly progressive sinonasal and orbital symptoms. We 
emphasize the signifi cance of obtaining a tissue diagnosis rather than 
leaping into surgical resection to ensure an accurate diagnosis and 
management accordingly. 
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