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Primary Merkel Cell Carcinoma Of The Parotid Gland
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ÖZ

Merkel hücreli karsinom (MCC) cildin nadir ve agresif seyirli nöroendokrin tümörüdür. Bu tümör tükrük bezinde ise oldukça nadir görülür. 
MCC da lokal rekürrens, lenf nodu metastazı ve uzak metastaz sıktır. Biz burada parotid glandın primer Merkel hücreli karsinomunu sunduk.
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ABSTRACT

Merkel cell carcinoma (MCC) is a rare and aggressive neuroendocrine tumor of the skin. This tumor is very rare in the salivary gland. Local 
recurrence, lymph node metastasis, and distant metastasis are common in MCC. Here, we presented the primary Merkel cell carcinoma of 
the parotid gland.
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INTRODUCTION
Merkel cell carcinoma is a rare neuroendocrine cancer of 
the skin (1). Initially, it was believed to originate only from 
the merkel corpuscles of the epidermis (2). However, it is 
considered that MCC may also originate from stem cells 
differentiated into different cells (3). The most common 
localization of MCC is the sun-exposed skin area, and it is 
observed in the head and neck region by 50% (4). MCC 
was also rarely reported in noncutaneous regions (5). 
MCC is considered an aggressive neoplasm with metas-
tatic potential (6). Here, we presented the primary Merkel 
cell carcinoma of the parotid gland.

CASE 
A 71-year-old male patient applied to our center with the 
complaint of a mass that had emerged in front of the left 
ear 3 months ago and was growing gradually. In the phy-
sical examination of the patient,  a solid, 12x10x5 cm mass 
extending to the mastoid apex posteriorly on the left, to 

the cricoid cartilage level inferiorly, and to the buccal regi
on anteriorly was observed. In the superficial ultrasonog-
raphy of the patient, a space-occupying formation with a 
heterogeneous internal structure of 57x35 mm at the level 
of the left parotid gland was observed. The lesion had a 
component of approximately 5 cm extending posterior-
ly to the posterior cervical region. Conglomerate lymph 
nodes, the largest of which was 32x15 mm in diameter, 
were partly observed inferiorly to it. Lymph nodes with a 
diameter of 22x13 mm, the largest of which was in zone 
4, were observed in the left cervical chain. A 42x30 mm 
mass lesion with irregular borders and lobulated contours 
extending from the superficial lobe to the deep lobe and 
containing a cystic necrotic component in the left parotid 
gland was detected in the magnetic resonance examina-
tion. Many lymph nodes were observed in the left cervical 
chain and in the left posterior cervical region. 
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A tru-cut biopsy was performed from the patient’s parotid 
gland. In the histopathological examination of the tissue, 
a monotonous-appearing tumor with a small round hyper-
chromatic nucleus and indistinct cytoplasm was observed. 
Acini structures of the salivary gland were observed in an 
area. Necrosis was observed in a small area. In the immu-
nohistochemical examination (IHC), it was stained CD56, 
synaptophysin-positive, chromogranin, CD45, TTF1, CK7 
negative. The Ki67 proliferation index was around 95%. 
The case was diagnosed as a “Neuroendocrine malignant 
tumor” with these results. Then, the patient underwent 
left total parotidectomy and left extended radical neck 
dissection. The cross-sectional face of the 12x10x6 cm ex-

cision material was solid-appearing, and the middle was 
necrotic. Cells with a rounded hyperchromatic nucleus 
were observed in the histopathological image of the tu-
mor, and these cells formed a solid development pattern, 
sometimes trabecular arrays and rosette structures (Fig.1). 
Necrosis and frequent mitosis were observed. The tumor 
was infiltrated into the salivary gland, muscle, and adipose 
tissue. In the IHC examination, it was CD56, NSE positi-
ve (Fig.2), positive for PanCK, CK20 in a dot-like pattern 
(Fig.3), EMA positive, diffuse positive for P53, CD45, actin 
desmin, vimentin, S100 negative. The Ki67 proliferation 
index was around 95%. The case was diagnosed as “Mer-
kel cell carcinoma” with these results. 

Many metastatic lymph nodes were observed in the exa-
mination of the patient’s lymph nodes. No primary skin 
lesion was observed in the dermatological evaluation. 
Chemoradiotherapy was then applied to the patient as a 
treatment. 

DISCUSSION
Merkel cell carcinoma constitutes 1% of all parotid gland 
carcinomas and 3.5% of all malignant minor salivary gland 
tumors (7). Merkel cell carcinoma occurs over the age of 
50. Our case is 71 years old. It occurs in immunosupp-
ressed patients, especially in organ transplant recipients, 
and sun exposure. Fong et al. detected the Merkel cell 
polyomavirus, a new polyomavirus in most MCCs (8). The 
relation of our case with polyoma virus could not be de-
termined.

Of these tumors, 50% are present in the head and neck 
region (4). This tumor is a little more common in men (9).
In the primary MCC of the salivary gland, neural crest cells 
are considered to differentiate into mature Merkel cells 
(10).

Atypical sites of primary MCC in the head and neck region 
were reported. These are the tongue, lips, alveolar muco-
sa, hard palate, nasal fossa, the floor of the mouth, and 
parotid gland (9). 

Fornelli et al.(11) hypothesized that the MCC of the paro-
tid gland develops from the neuroendocrine component 
of Warthin’s tumor in the absence of a cutaneous MCC.
Neuroendocrine salivary gland carcinomas are classified 
according to their immune phenotype. In CK20 positivity, 
it is called the merkel cell type. In the other type, the pul-
monary type, CK20 is not expressed (12). In our case, it 
was also CK20 positive.Major tumors that can be confu-
sed with Merkel cell carcinoma are high-grade lympho-
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mas and metastatic undifferentiated small cell carcinoma. 
Differential diagnosis can be made with an immunohisto-
chemical panel.

Five-year overall survival is between 40-68% in head and 
neck MCCs, and the mortality rate is twice that of cuta-
neous melanomas (33% vs. 15%) (13). While the 5-year 
survival rate in cutaneous MCC is 74%, this rate is 47% in 
primary MCC of the parotid gland (14). 

Metastasis is most common to the lymph nodes, mediasti-
num, lung, liver, and bone (15). In our case, there was only 
cervical lymph node metastasis. Merkel cell carcinoma 
has a poor prognosis and probably requires multimodal 
treatment. Most of the authors recommend surgery and 
chemoradiotherapy (16,17). Chemoradiotherapy was ad-
ministered to our case due to extraparenchymal extension 
and lymph node metastasis.

CONCLUSION
MCC of the salivary gland is very rare and has an aggres-
sive course. This tumor should be considered in the diffe-
rential diagnosis of salivary gland tumors. Histopathologi-
cal appearance and IHC examination are very important 
for diagnosis. Multimodal treatment is recommended for 
this tumor. 
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