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What is your diagnosis?
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Case report

A 58-year-old man with no notable history consulted for a right parotid mass that had been
present for 6 months and that had rapidly increased in size over the previous 2 months.
Physical examination revealed a hard, tender mass with a long axis of 3.5 cm situated in the
superior part of the parotid compartment, attached to deep planes, not adherent to the skin,
with no facial palsy or enlarged lymph nodes. Examination of the pharynx, right external
auditory canal and right tympanum was normal. MRI revealed a well circumscribed mass in
contact with the masseter muscle, presenting a low-intensity signal on T1- and T2-weighted
sequences, with gadolinium enhancement (Figure 1A), a descending plateau perfusion curve
and a relative apparent diffusion coefficient (rADC) < 1. Fine-needle aspiration cytology was
not contributive. The patient underwent parotidectomy with facial nerve dissection, with en
bloc resection of the tumour that was adherent to the masseter muscle. Frozen section
histological examination reported adenocarcinoma. Resection of the deep lobe of the parotid
gland and right level IIA, 1IB, III and IV lymph node dissection were also performed during
the same procedure. The postoperative course was uneventful. Definitive histological
examination concluded on a diagnosis of a rare tumour (Figure 1B-C-D) with no lymph node

involvement. Adjuvant radiotherapy was administered.

What is your diagnosis?



Answer:

This tumour was a high-grade oncocytic mucoepidermoid carcinoma.

Salivary gland tumours represent 3 to 6% of all head and neck tumours and 80% of salivary
gland tumours arise in the parotid glands, 10 to 17% of which are malignant.
Mucoepidermoid carcinoma (MEC) is the most common malignant epithelial tumour (20%)
[1]. Three subgroups of MEC are distinguished: low-grade, high-grade and intermediate-
grade (30%) [2]. The mean age at diagnosis is 57 years, with no sex predominance, with a
large proportion (78%) of tumours in Caucasian populations [3]. In the presence of a high
mitotic index (Ki-67 immunolabelling: 80%), perineural invasion and a large number of
intravascular emboli (Figure 1D), this case of MEC was classified in the high-grade subgroup.
It also corresponded to the oncocytic variant. Only 12 cases of oncocytic MEC, comprising
only 1 case of high-grade oncocytic MEC, have been reported in the literature, while all other
cases were low-grade MEC [4-6].

The oncocytic component is characterized by a solid, compact architecture arranged in
lobules, cords and trabeculae, mainly composed of polyhedral cells with abundant granular
eosinophilic cytoplasm with a round, central and highly nucleolated nucleus (Figure 2B). It
comprises rare, scattered goblet cells outlined by Alcian Blue (Figure 2C).
Immunohistochemistry reveals diffuse nuclear positivity to proteins P63 and P40 and
membrane positivity to protein CK7. Molecular biology reveals the presence of a
rearrangement of the MAML?2 gene, a transcription gene [6]. This histological variant
constitutes a major diagnostic trap for pathologist due to the presence of oncocytic cells that
can immediately and wrongly suggest a benign lesion. The presence of signs of malignancy
(non-encapsulated tumour, invasion of muscles and adjacent fat, invasion of the facial nerve,

presence of vascular emboli and/or perineural invasion), allows correction of the diagnosis



and must therefore be meticulously investigated, as these features may sometimes be very rare
and scattered within the tumour, especially in the presence of a large oncocytic component, as
in this case.

Treatment consists of radical parotid gland surgery (total parotidectomy with preservation of
the facial nerve in the very great majority of cases) associated with ipsilateral level II, III, and
IV lymph node dissection in a cNO neck, followed by radiotherapy adapted to histoprognostic
data.

In addition to the histological characteristics of the tumour, prognostic factors include the
patient's age (poor prognosis for patients older than 60 years), tumour size, and the presence
of histologically invaded lymph nodes. The mean 5-year recurrence-free survival is 60%. The

main causes of treatment failure are local relapse and distant metastases [1, 2].
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Figure 1:

A: Gadolinium-enhanced MRI, T1-weighted sequence; B: histological section, HES x 20 (_

polyhedral cells); C: Histological section, Alcian blue (_ goblet cells); D: histological section,

HES x 20 (_perineural invasion).
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