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ABSTRACT
The acinic cell carcinoma is a relatively rare tumor of the salivary glands that most frequently arises in the parotic gland with primary acinic cell 
carcinomas of the nasal cavity being exceptionally rare. Here, we describe a unique case of an acinic cell carcinoma located on the anterior nasal 
septum of a 48-year-old woman.
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Introduction

The acinic cell carcinoma is a relatively rare tumor that origi-
nates from the salivary glands, which constitute approximately 
6%-8% of all the salivary gland tumors and 17% of the pri-
mary salivary gland tumors. This makes acinic cell carcinomas 
the third most prevalent malignant epithelial neoplasm of the 
salivary glands in adults.1 The predominant localization of the 
acinic cell carcinomas is the parotic gland (81%-98%), but the 
acinic cell carcinomas can also be found in the submandibular 
gland (11%) and the minor salivary glands (3%-11%).1 Acinic 
cell carcinomas arising in the nasal cavity are exceptionally rare 
with only 18 cases being mentioned in the English literature.2 
Here we present a unique case of an acinic cell carcinoma 
located on the anterior nasal septum.

Case Presentation

A 48-year-old woman presented with symptoms of persisting 
left-sided nasal obstruction for more than 1 year. The patient’s 
medical and family history were non-contributory. Endoscopic 
examination of the nasal cavity revealed a left-sided polyp-
ous mass in the anterior nasal cavity and a concha media that 
was covered with some bloody crustea. The rest of the oto-
laryngological examination was unremarkable. Additionally, 
a computed tomography (CT) scan of the nasal cavity was 

performed. The CT scan showed a sharply delineated, nodular 
soft tissue mass in the left anterior nasal cavity and a deviation 
of the nasal septum to the right (Figure 1). 

Subsequently, a purulent granulomatous mass was surgically 
removed from the osteomeatal complex and left nasal sep-
tum and the tissue was sent to anatomopathology for further 
characterization. Initial histopathological analysis of biopsy 
specimens of the granulomatous mass revealed an incidental 
finding of a low-grade ACC of the accessory salivary glands. 

Given the unexpected anatomopathological diagnosis, mag-
netic resonance imaging (MRI) and staging PET-CT scan were 
performed to further characterize the post-operative resid-
ual polypoidal lesion on the left nasal septum. The MRI scan 
showed a a specific residual enhancing mucosal thickening at 
the anterior left nasal septum without any other suspicious 
sinonasal masses (Figure 2). The PET-CT scan did not reveal 
distant metastasis or locoregional hypermetabolic lymph 
nodes. 

As is recommended by the National Comprehensive Cancer 
Network (NCCN), the residual tumoral mass was surgically 
removed.3 This was done using an endoscopical approach, 
where the affected mucosa and the underlying septal carti-
lage were resected with wide margins and sent to pathology 
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as frozen section. The contralateral septal mucosa was pre-
served. Reconstruction was done using an external rhinoplasty 
approach for reinforcing the dorsum with a left-sided spreader 
graft with autologous septal cartilage. The mucosal defect was 
reconstructed with a temporal fascia graft. The post-operative 
course was unremarkable, and the patient was discharged the 
same day.

Immunohistochemical examination of the resected lesion 
confirmed the previously made diagnosis of low-grade ACC 
(Figures 3 and 4). Recently, a new specific marker for ACC 
has been introduced, namely NR4A3. However, in this case, 
the diagnosis was made with the usual immunohistochemi-
cal stains (DOG-1 stain). Histological analysis of the specimen 
showed a tumor that was difficult to delineate with tumor cells 
being diffusely distributed between the pre-existing normal 
accessory salivary glands. There was no evidence of lympho-
vascular or perineural invasion with the tumor being restricted 
to the mucosa without further cartilage invasion and all surgi-
cal resection margins were free of tumor with R0 >1 mm. 

In view of these results, the ACC was staged as pT1 V0 Pn0 
low-grade R0 > 1 mm according to the American Joint 
Committee on Cancer TNM classification of malignant tumors. 
The management of the patient was discussed in a multidisci-
plinary oncology meeting where it was decided that additional 
treatments were unnecessary taking into account the NCCN 
guidelines.3 A clinical follow-up regimen will be followed as rec-
ommend by the NCCN in which the patient will be subjected 
to a thorough history taking and physical examination, includ-
ing a complete head and neck exam, and a mirror and fiber-
optic examination.3

Informed consent was obtained from the patient described in 
this case report.

Main Points

•	 The acinic cell carcinoma is a rare tumor of the salivary glands 
that predominantly arises in the parotic gland.

•	 Acinic cell carcinomas arising in the nasal septum are 
extremely rare.

•	 The treatment of choice for primary acinic cell carcinomas 
is complete surgical resection after which patients have an 
excellent prognosis.

•	 The acinic cell carcinoma’s potential to recur and produce 
metastasis makes long-term surveillance after treatment a 
necessity.

Figure 1.  Left-sided mass in the anterior nasal septum on computed 
tomography scan in axial (A) and coronal (B) view. 

Figure 2.  Residual enhancing mucosal thickening at the anterior left 
nasal septum on a gadolinium-enhanced 3D gradient-echo (GRE) 
T1-weighted magnetic resonance imaging scan in axial (A) and coronal 
(B) view. It should be mentioned that the images were obtained after 
operation in which most of the tumor bulk was removed.

Figure 3.  Discovered on gastrointestinal stomal tumors protein 1 
(DOG-1) stain of the low-grade acinic cell carcinoma. Diffuse 
expression of DOG-1 in all the cells with a membranous, 
cytoplasmatic, and canalicular pattern. 

Figure 4.  Hematoxylin and eosin staining of the low-grade acinic cell 
carcinoma.
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Discussion

The ACC is a rather rare malignancy that is defined by the 
World Health Organization as a malignant epithelial neoplasm 
of the salivary glands in which at least some of the neoplastic 
cells demonstrate serous acinar cell differentiation character-
ized by cytoplasmic zymogen secretory granules.4,5

Salivary gland tumors comprise approximately 0.6% of all can-
cers of which 4%-6% are ACCs making them the third most 
prevalent malignant epithelial neoplasm of the salivary glands 
in adults. The ACC is usually confined to the parotic gland, with 
the nasal cavity being an exceptional localization of which only 
a handful of cases have been described in the English litera-
ture. Women are more often affected than men (58.8%) and 
the median age at diagnosis is 52 years although the malig-
nancy may occur at any point in life. To date, not much is 
known about the predisposing factors, but possible causes 
include familial predisposition and previous radiation.1,2

Acinic cell carcinomas are often difficult to diagnose due to the 
radiological similarities with benign tumors on the one hand 
and the cytological similarities with normal acinar components 
of the salivary gland on the other hand. The differential diag-
nosis with clear cell carcinomas, mucoepidermoid carcinomas, 
Warthin’s tumor, oncocytomas, and mammary analog secre-
tory carcinomas should be considered in which the latter one 
currently forms the greatest diagnostic challenge due to its 
histological similarities with a particular subtype of the ACC.1,6

Primary ACCs are preferably treated by complete surgical 
resection of the tumor as recommended by the NCCN.3 Post-
operative radiotherapy is not routinely advocated, but criteria 
for the use of additional radiotherapy include salvage surgery 
for recurrent disease, advanced T-classification (T3/T4), posi-
tive surgical margins, pathologically positive cervical lymph 
nodes, perineural invasion, and high-grade or highly prolifera-
tive tumors.3,6 Systemic therapy is currently not recommended 
in the treatment of ACCs and should only be considered in the 
case of recurrent, unresectable, or metastatic tumors with no 
surgical or radiotherapy options.3

The ACC was previously thought to be a low-grade neoplasm 
with a good prognosis but because of its tendency to recur, 
produce metastases predominantly in the cervical nodes and 
lungs, low overall survival, and a couple of lesions with high-
grade transformation, the neoplasm is now classified as a 
malignancy of uncertain course with an overall 5-yea​r-dis​ease-​
speci​fic survival of around 91%. Prognostic factors associated 
with poor survival include high-grade tumors, regional or dis-
tant metastasis at presentation, pain, male gender, increasing 
age, advanced T- or N-classification, and especially invasion of 
the skull base.1,5,6

A recent retrospective study from van Weert et al7 conducted 
in the Netherlands highlights that tumor recurrence is not a 
rare phenomenon given the fact that the recurrence rate was 
17%. Late local recurrence can be observed up to 30 years 
from the initial presentation, emphasizing the importance of 
long-term surveillance.1,7

In summary, ACC is a malignant salivary gland neoplasm 
of uncertain course that is rarely encountered at the nasal 
septum. Patients diagnosed with an ACC have an excellent 
prognosis after surgical resection with or without additional 
radiotherapy. However, the ACCs’ potential to recur and pro-
duce metastasis makes long-term surveillance after treatment 
a necessity.
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