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ABSTRACT 
 

Sino nasal malignant melanoma is a very aggressive and rare neoplasm of the head and neck 
region. Less than 2% of all mucosal melanomas originate from the sino-nasal region demanding a 
high index of suspicion to diagnose these tumours. The patients developing sino-nasal melanomas 
are usually in their sixties and seventies. These patients often present in an advanced stage due to 
its nature of rapid progression associated with non-specific symptoms. The present case report 
highlights a rare case of malignant melanoma of the maxillary sinus, involving orbit in a 56 years 
old male patient. 
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1. INTRODUCTION  
 
Mucosal malignant melanomas arising in the 
nasal cavity and paranasal sinuses account for 
0.3 to 2% of all melanomas and approximately 
4% of all head and neck melanomas [1]. The 

rarity of the tumour makes it difficult to diagnose 
and is often mistaken for the more common 
carcinomas of the sino-nasal region, other 
differential diagnosis being sarcoma, lymphoma 
and neuroblastoma. Sinonasal melanomas are 
highly aggressive tumours. To reflect this 
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aggressive behavior, the primary cancers limited 
to mucosa are directly considered of T3 stage 
according to 8th edition of American Joint 
Committee on Cancer [2]. By the time, the 
diagnosis is made, the disease will be usually in 
a locally advanced stage, eroding the bony wall 
and involving the adjacent structures like the oral 
cavity, palate, orbit, infra- temporal fossa, skull 
base and even brain. Therefore, there will be 
less scope left for curative approaches. However, 
conventionally, complete surgical excision with 
adequate negative margins is the treatment of 
choice. In cases with incomplete excision or 
positive margins, post operative adjuvant 
radiotherapy is recommended. Overall, the 
disease has a poor prognosis and the 5 year 
survival ranges from 20 to 40% [3,4]. 
 
2. CASE REPORT 
 
A 56 years old male patient presented with 
complaint of watery discharge from the right eye 
associated with conjunctival congestion since 15 
days. It was associated with headache and 
decreased visual acuity. He took some 
symptomatic medication from the 
ophthalmologist but was not relieved of his 
symptoms. Rather, the symptoms progressed in 
the next 10 days with swelling in the right cheek 
and right eye proptosis. It was associated with 
epistaxis, nasal obstruction, and decreased 
olfaction. 
 
Patient is a non-smoker, non-alcoholic, 
vegetarian and gave no significant occupational 
history or exposure to any irritant substances. 
Upon examination there was severely proptotic 
right eye associated with chemosis, narrowing of 
the palpebral fissure, and right total 
opthalmoplegia. Nasal cavity was filled with 
blackish mass with blood stained discharge. The 
right cheek was swollen and inflamed with a foul 
smelling discharging sinus. 
 
No neck nodes were palpable and ear and oral 
examination were normal. Apart from the above 
findings, the rest of the systemic examination 
was normal. Routine investigations that were 
done included complete blood picture, liver and 
renal function tests, random blood sugar and 
were all within normal limits. 
 
Biopsy was taken from the black mass seen 
through the right nasal cavity that showed 
melanoma. Immunohistochemically, the tumour 
stained positive for HMB-45 and S-100 that 
confirmed our diagnosis. 

Metastatic workup was done for the patient. 
Findings of CT scan of para nasal sinus showed 
6.5x4.3x4.7 cm lesion causing lytic destruction of 
the right lamina papyracea and floor of the right 
orbit and extending into the intraconal 
compartment and reaching upto posterosuperior 
and lateral aspect of the globe. A FDG-PET CT 
SCAN was done which correlates with the CT 
findings and there was normal distribution of 
radiotracer in the rest of head and neck region, 
chest, abdomen, genito-urinary system and 
musculoskeletal system without any focal areas 
of abnormal metabolism. 
 
The patient was planned for surgery and “right 
total maxillectomy with right orbital exenteration 
and disease clearance from the sphenoid and 
frontal sinuses were performed by the surgeon. 
Due to proximity to vital structures, a residual 
disease was left over the right ICA region and 
over the optic sheath. The histo pathological 
report showed a blackish brown tumour of size 
5.5 x 5.0 x 4.5 cm. section showed a tumour 
comprising of moderately pleomorphic round 
polygonal cells arranged in nested pattern with 
intervening fibrovascular septa.  The individual 
cells have moderate amount of eosinophilic and 
vaculated cytoplasm with enlarged nucleus, and 
prominent eosinophilic nucleolus. Majority of 
cells showed abundant melanin pigment in their 
cytoplasm. Antero-medial soft tissue margin, 
posterior soft tissue margin and medial skin 
margin are involved by tumour. In view of 
positive margins, the patient was planned for 
post operative radiotherapy, 50Gy/20 # @ 
2.5GY/# using conformal radiotherapy technique. 
On first follow up after 6 weeks, the patient was 
asymptomatic and the disease was loco-
regionally controlled. He turned up after 2 
months with symptoms of nausea and abdominal 
discomfort. CECT whole abdomen showed 
multiple liver metastasis which was histologically 
proven. Now he is on systemic chemotherapy. 
 
3. DISCUSSION 
 
A primary sino-nasal malignant melanoma is very 
rare and usually a lethal disease. Overall 
incidence of the disease is 0.6 to 3.8% 
accounting for less than 1% of all malignant 
melanomas [5]. Because of its rarity, sino-nasal 
mucosal melanoma is poorly understood, 
characterized and studied. Among the head and 
neck anatomical location, sinonasal tract is a 
common primary site for mucosal melanomas [6]. 

In consequence of their hidden location, mucosal 
melanomas are usually diagnosed in a loco-
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regionally advanced clinical stage, with a rate of 
5 -48% regional and 4-14% distant dissemination 
[7]. Unlike its cutaneous counterpart exposure to 
sunlight is not an etiological factor for sino-nasal 
malignant melanoma. Although irritants like 
tobacco smoking have been implicated, their 
potential role is still unclear. 
 
Melanomas arise from the aberrant melanocytes 
of the respective sites. In the nasal cavity, they 
can be found in the respiratory epithelium, nasal 
glands, nasal septum, middle and inferior 
turbinates etc as mentioned in a study by Zak FG 
et al. [8]. In physiological state, the melanocytes 
in the mucosa do not produce any melanin, and 
only contain non-melanised melanosomes. 
However, they produce substantial amounts of 
melanin in pathological conditions like Addisons 
disease and neoplasm [9]. 
 

 
 

Fig. 1. Post operative photograph of the 
patient 

 

Sinonasal mucosal melanoma is usually a 
disease of the elderly, commonly occurring in the 
seventh decade of life with no sex predilection. 
Race is an important entity determining the 
prevalence of mucosal melanomas.10% of all the 
melanomas in the Ugandan population are 
located in the oral or nasal cavity and are 
mucosal in origin. In Japan, oral cavity mucosal 
melanomas are relatively common. The reported 
cases from India account only in numbers as its 
occurrence in the Indian sub-continent is 
extremely rare [10]. 

As was seen in our case, the patients usually 
present in a locally advanced stage T4a/T4b.The 
early non-specific symptoms of nasal obstruction, 
epistaxis, headache, epiphora, conjunctival 
congestion and chemosis etc are often 
misdiagnosed for the more common                        
benign conditions like infections, nasal polyp                
etc. Due to its intrinsic aggressiveness, the 
features like proptosis, and Sino-cutaneous 
fistula soon follow the innocuous symptoms. Pain 
is a less common feature of sino-nasal 
melanoma. Only in 6% of the cases, swelling of 
the nose or an actual mass is visible at the 
vestibule [11]. 

 
Unless it is amelanotic as is seen in 10% cases, 
most of the sino-nasal melanomas are grossly 
blackish brown to pink in colour, commonly 
friable, polypoidal in character. Microscopically it 
shows small rounded or polygonal tumour cells 
arranged pattern or in lobules. Melanin pigment 
is found in 70-90% of cells, unless amelanotic. 
The immune-histochemistry shall confirm the 
absence of the other commonly occurring 
carcinoma, angiocentric T cell/killer cell 
lymphoma. All melanomas be it cutaneous or 
mucosal react strongly with the α-subunit of S-
100, which is a calcium binding protein found in 
the neural tissues. The frequency of S-100 
immuno-reactivity varies from 86-100%. A 
reactive antigen more specific to melanoma cells 
is HMB -45 (melanoma cytoplasmic antigen). 
The diagnostic workup includes complete head 
and neck examination, imaging of the face and 
neck in the form of CT scan or MRI. Chest and 
abdominal imaging or ideally PET CT may be 
done in all cases of stage IV disease to rule out 
the possibility of early metastasis. 
 
The conventionally followed treatment of choice 
for sino-nasal melanoma is complete surgical 
excision with negative margins. Surgery provides 
the best chance of controlling the disease [12]. 

However in many cases the anatomical 
complexity, limited surgical visualization and 
proximity to vital structures makes the complete 
excision with negative margins impossible. 
Therefore, adjuvant radiotherapy is 
recommended in all such cases of incomplete 
resection [13]. According to a study done by 
Kingdom and Kaplan, post operative 
radiotherapy appears to have an increase in the 
disease free intervals and prolonged survival as 
well. The result of adjuvant radiotherapy will be 
less favourable if the patient has regional nodal 
invasion or early distant metastasis at the time of 
presentation [14]. 
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Fig. 2 & 3. Showing pre-operative CT images of the patient 
 
Triple therapy with surgery followed by adjuvant 
radiotherapy and chemo-immunotherapy were 
also tried in many cases and the reported studies 
suggested modest increase in the local control 
and overall survival [15,16]. The most frequently 
used chemotherapeutic agents include 
Dacarbazine and Platinum analogues. 

Immunotherapy is effective only in small 
percentage of patients and increased response 
rate has been observed when IL-2 and 
Interferon-α are combined with cisplatin [17]. 
 
Compared to skin melanomas, the mucosal 
melanomas have a lower prevalence of regional 
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lymphnode invasion, both at presentation                  
and at recurrence. Oral cavity melanomas have 
higher incidence in lymphnode involvement than 
the sino-nasal ones. However, frequent 
recurrences and tendency for early 
hematogenous metastases despite radical 
surgery contribute to the grave prognosis of sino-
nasal malignant melanomas [18,19]. The 
occurrence of local recurrence is seen in 31-

85%, as according to many studies. The lung, 
liver, bone and brain are the most common sites 
of metastasis [20]. Patients with surgery has 
better 3-year and 5-year OS rates than those 
who are treated without surgery (40.7% and 
34.1% vs 21.4% and 14.3%, respectively). 
Patients who presents with metastasis at 
presentation is associated with worse prognosis 
[3,4]. 

 

 
 

 
 

Fig. 4 & 5. Showing post-operative CT images with tissue equivalent prosthesis in situ  



 
 
 
 

Trivedi et al.; JCTI, 5(2): 1-8, 2017; Article no.JCTI.32167 
 
 

 
6 
 

 
 

Fig. 6. Showing H&E x40, postoperative biopsy specimen 
 

 
 

Fig. 7. Showing H&E x10, postoperative biopsy specimen 
 

According to a study at Memorial Sloan              
Kettering cancer centre, clinical stage at 
presentation, tumour thickness >5 mm,                 

vascular invasion on histological studies                    
and development of distant metastasis are the 
only independent predictors of outcome in 
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mucosal melanomas of the head and neck region 
[21]. 
 
4. CONCLUSION 
 
Sino-nasal mucosal melanoma is an unusual 
clinical entity. Favourable outcome, though less 
often possible can be expected only in cases of 
early detection and prompt surgical excision 
followed by adjuvant Radiotherapy. 
 
However, despite aggressive therapy, the 
prognosis in these patients is usually grim with a 
morality rate more than 50%. Surgery remains 
the main stay of treatment although the role of 
adjuvant radiotherapy and chemotherapy is on its 
pace. A clearer understanding of the biology of 
the disease may help standardize the treatment 
modalities and inturn improve the outcome. 
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