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Abstract: 

Adenoid cystic carcinoma (ACC) is a relatively rare tumor of epithelial cell origin, most commonly which arises from major 

salivary glands. It is especially rare when located in the nasal cavity. Diagnosis and treatment of ACC pose numerous challenges, 

due to its biological behavior of slow growth, high tendency of local recurrence, and perineural invasion. We present the case of a 

65 year-old female with complaints of facial pain and swelling, with a CECT scan showing a soft tissuemass extending from the 

right nasal cavity with osseous destruction. 
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Introduction: 

Adenoid cystic carcinoma (ACC) accounts for 3 to 5% of all head and neck malignancies.
1
 It is characterized by an 

intermediate growth rate, low probability of lymphatic spread, and frequent lung metastases.
2 

The overall survival 

(OS) rate  of localized ACC that originates in the major salivary glands and minor oral cavity salivary glands are 

93.9% and 92.4%, respectively, whereas survival rates for metastatic disease are 43.3% and 55.4%, respectively.
1
 

However, ACC of the paranasal sinuses and skull base represent a pathology with distinct clinical implications.
3
 

Those tumors are typically diagnosed late, and their proximity to vital structures (e.g., dura, brain, orbit, and central 

nerves) makes adequate oncological resection less likely.Another characteristic of ACC of the paranasal sinuses is 

perineural spread, with an incidence of over 50%.
3
 Due to the high propensity of local invasion to adjacent vital 

anatomical structures (i.e., cranial nerves) and late diagnosis, ACC is associated with poor prognosis, intracranial 

extent, and positive surgical margins.
4
 The main stay of treatment of ACC is surgery; adjuvant radiation therapy is 

reserved for cases with positive resected margins or advanced stage. 
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Case Report: 

A 65 year old female presented in the ENT OPD with complaints of facial pain and numbness since last 3 months. 

The patient also complained of nasal congestion and obstruction, and sinus pain and pressure. Physical examination 

via nasal endoscopy revealed unilateral polyposis, septal deviation, mucosal edema, and facial deformity of the right 

nasolabial fold. Neck and orbital examinations were negative, and palpation of the face revealed a firm 

subcutaneous mass in the right nasolabial fold. CT scan revealed a large heterogenous enhancing expansile mass 

lesion centered in right maxillary sinus and right nasal cavity measuring approx5.6x6.6x3.7 cm in size and showed 

thick irregular enhancing soft tissue with non enhancing areas.(Fig.1). No calcification was seen in the mass. The 

mass was causing osseous destruction of right maxillary sinus wall. No intracranial extension was seen. There was 

severe thinning and bowing of the nasal septum and extension of the soft tissue in the premaxillary, nasomaxillary& 

lower eyelid regions. The nasopharynx was normal. The lesion was causing mild right proptosis and blocked  

rightosteomeatel complex with complete opacification of right sided frontal, anterior and posterior ethmoid& 

sphenoid sinuses. A punch biopsy was done. Histopathological examination revealed fibrous stroma with areas of 

hyalinization. Islands of uniform cells arranged in cord-like pattern with hyperchromatic nuclei were seen enclosing 

round to oval pseudocystic spaces in the stroma. The tumor cells were also seen arranged in the form of solid islands 

and ductal pattern. There was no evidence of perineural invasion even on serial sectioning.(Fig.2,3). A diagnosis of 

Adenoid cystic carcinoma was established. 

 

 

Fig.1- CT scan image showing a large heterogenous enhancing expansile mass lesion centered in right maxillary 

sinus and right nasal cavity. 

 

 

Fig.2 Showing revealed fibrous stroma with areas of hyalinization.  
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Fig.3 Showingislands of uniform cells arranged in cord-like pattern with hyperchromatic nuclei were seen enclosing 

round to oval pseudocystic spaces in the stroma. 

 

 

Discussion: 

ACC is a relatively rare tumor of epithelial cell origin, most commonly arising from major or minor salivary glands, 

and comprises 3 to 5% of all head and neck malignancies.
5
 The peak incidence is from the fourth decade to the sixth 

decade, occurring slightly more in women.
6
 Pain is a common and important finding, which appears early in the 

course of the disease before there is a noticeable swelling. Neoplastic cell neurotropism causes pain. Presence of 

lymphadenopathy is uncommon since ACCs does not usually spread to regional lymphnodes. Distant metastasis can 

occur, with the lung being the most common site.
7
 Extensive bony invasion may be present prior to any radiographic 

evidence of osseous destruction, which represents another challenge to early diagnosis.  

The differential diagnosis of ACC includes Polymorphous Low Grade Adenocarcinoma, basal cell adenoma (BCA), 

mixed tumor and basaloid squamous cell carcinoma (BSC). The cribriform pattern so typical of ACC may also 

rarely be seen in BCA, mixed tumor and PLGA, and the distinction between PLGA and ACC is more challenging. A 

polymorphous architecture characterizes PLGA whereas ACC has a more limited range of histologic patterns with 

no more than three patterns. Foci of papillary growth and areas of single cell infiltration are characteristic of PLGA. 

Immunohistochemical studies demonstrated that the pseudocysts are positive for periodic acid schiff reagent (PAS) 

and Alcian blue and contain basement membrane components such as type IV collagen, heparin sulfate and laminin 

isoforms. Epithelial cells are positive for carcinoembryonic antigen (CEA) and epithelial membrane antigen (EMA). 

Duct lining cells are positive for C-kit (CD117) and myoepithelial cells are positive for S-100 protein, calponin, p63, 

smooth muscle actin and myosin.
9 

Molecular genetic data: Alterations in chromosomes 6q, 9p and 17p12-13 are the most frequent cytogenetic 

alterations reported. One half of the cases show genomic deletions of chromosome 6. Candidate suppressor genes 

have also been mapped to chromosome 12.
9 

Possible treatment modalities available for the treatment of ACC are surgery, radiotherapy, chemotherapy and 

combined therapy. It requires excision with the widest surgical margins possible as tumor cells extend well beyond 

the clinical and radiographic margins. Neutron therapy, which involves larger particles of greater energy can achieve 

reasonable local control as a primary therapeutic modality. Adoptive immunotherapy along with chemoradiotherapy 
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has recently shown promising results. E-cadherin expression can be used as prognostic marker. High argyrophilic 

nuclear organizing regions (AgNor) counts may be predictive of metastasis. Main factors associated with patient 

survival are anatomic location, primary lesion size, presence or absence of metastasis at the time of diagnosis, 

perineural invasion and histological variant.
10

 

Long-term survival is particularly low in grade III tumors. Distant metastasis occurs in 25%-50% of patients and 

lung is the most common involved site.
10

The present patient showed no pleural or parenchymal abnormalities on 

chest X-ray. 

The 5-year survival rate after effective treatment is 75%, but long-term survival rates are low (10 years-20% and 15 

years-10%). 

Conclusion:  

ACC of the nasal cavity as a rare clinical entity continues to pose diagnostic and therapeutic challenges to 

physicians. This rare pathology presents in a nondescript manner, as facial pain and swelling or sinus congestion and 

pressure, and early diagnosis requires vigilance for suspicion of this disease and close follow-up. 
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