
 Case # 2: 

Results: Abstract: Adenoid Cystic Carcinoma (ACC) is an uncommon 

malignant salivary gland tumor, representing 1% of all malignant tumors 
of the oral and maxillofacial region and 22% of all salivary gland 

malignancies. Although in the majority of cases ACC manifests in the 

major salivary glands, in rare instances it can be found in locations such 
as the esophagus, larynx, trachea, lacrimal gland, breast, prostate, 

lungs, or auditory canal. These unusual locations of ACC often pose a 
diagnostic challenge to the clinician and are associated with poorer 

outcomes for patients as compared to those ACC of a more typical 

presentation. In this study we examined three cases of ACC, originating 
in the external auditory canal, larynx, and trachea, highlighting the 

hallmark features that may aid the clinician in their detection.  
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Introduction: 
• ACC is composed of epithelial and myoepithelial cells with locally 

invasive growth and high propensity for local recurrence and distant 

metastasis. It grows in one of three characteristic patterns: glandular, 

tubular, or solid. 
• Predictors of prognosis, are invasion of major nerves, margin status, 

and stage.  
• Most commonly, ACC presents as a mass in one of the major or 

minor salivary glands, frequently associated with pain.  

• Standard of care for ACC: surgical resection followed by radiation 
therapy.  

• Activation of the novel fusion protein, MYB/NFIB, is a major 
oncogenic event in ACC. In addition to its utility as a biomarker, it may 

prove useful as a novel therapeutic target.  

Conclusions:  
• ACC is uncommonly encountered in locations outside of the major 

salivary glands, however it is of vital importance for clinicians to keep it 

in the differential.  

• ACC of the EAC, presenting with otalgia, otorrhea, and a mass in the 
EAC, may be confused with otitis media.  

• Laryngeal ACC most commonly presents as a submucosal mass. 
Tumors of the supraglottis present with dysphagia and hoarseness, 

whereas airway compromise is more frequently associated with 

subglottic tumors. These tumors may be misdiagnosed at squamous 
cell carcinoma. 

• Tracheal ACC manifests with refractory asthma-like symptoms.  
• Maintaining an index of suspicion for ACC is particularly important in 

patients whose symptoms are refractory to treatments of ailments 

typical to the anatomical location. 
• Identification of specific molecular biomarkers may open new avenues 

not only for better prognostic stratification, but also for much needed 
individualized treatment in this disease. 
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Methods: We conducted a retrospective chart review of three 

patients presenting with ACC in unusual locations in the head and neck 
area. 

Case # 3: 

• 40 year-old male presented in September 2009 with difficulties breathing 
and asthma-like symptoms, which were resistant to medical intervention.  

• CT of the neck revealed a soft tissue mass involving the 
tracheoesophageal groove with involvement of the cricoid region. Direct 

laryngoscopy revealed erythema and edema of the subglottic airway. 

• Exploratory surgery demonstrated a mass arising from the right 
tracheoseophageal groove and extending to replace most of the right 

thyroid lobe. Microscopic examination showed ACC. 
• Total laryngectomy with paratracheal dissection was performed followed 

by radiation therapy. The patient is currently disease-free.  

A: Microscopic image of tissue obtained 

from exploratory surgery demonstrating 

tracheal ACC infiltrating the thyroid. 

B: Microscopic image of tracheal ACC 

obtained from an excisional specimen. 

Case #2: 

• 56 year-old female with past 
medical history significant for 

moderate alcohol intake and 
remote history of smoking 

presented to her primary care 

physician in 2011 complaining 
of several months of 

hoarseness, difficulty 
breathing during sleep, and 

feelings of choking.  

• CT and MRI of the neck 
showed a vocal cord mass 

and direct laryngoscopy 
demonstrated a lesion 

replacing the left hemi-larynx 

with submucosal spread and 
extension to the cricoid 

cartilage. 
• Total laryngectomy and 

bilateral neck dissection 

revealed ACC and was 
followed by radiation therapy.  

• She is currently alive with no 
evidence of disease at the 

present time, but under close 

follow-up due to the high risk 
of recurrence. 

A 

B 

Results:  
Case # 1:  
• 44 year-old female presented in 1997 with right ear otalgia, unable to 

be relieved by antibiotics.  

• A mass was identified in her external auditory canal (EAC), biopsy 
confirmed ACC. She underwent subsequent surgical resection. 

• The tumor recurred in 2004, presenting with right ear otalgia. She 
underwent surgical resection followed by radiation.  

• In 2007, she presented with discomfort in the right parotid and 

periauricular region and was found to have a new recurrence. She 
underwent resection of the recurrent tumor with negative margins. No 

evidence of disease at the last follow-up in December 2008. 
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