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Abstract  

Primary epithelial-myoepithelial tumor is usually a salivary gland neoplasm and extremely rare in the 

respiratory tract. These tumors are thought to arise from tracheo-bronchial submucosal glands. They 

usually present as early lesions due to the endobronchial location and have a benign course after surgical 

resection. In literature about twenty five cases have been reported so far and almost all of them had small 

tumors with a mean size of 2.5 cm with good prognosis after radical resection. We report a case with large 

unresectable primary pulmonary epithelial-myoepithelial tumour. The patient was a fifty eight year old 

gentleman who presented with a three week history of cough, chest pain, and breathlessness. CT scan of 

thorax showed a large heterogeneous mass lesion occupying upper right hemithorax infiltrating the great 

vessels.  Trucut biopsy showed a neoplasm composed of cells arranged in diffuse sheets and glandular 

pattern with interspersed hyalinised material. Immunohistochemistry showed epithelial cells strongly 

positive for cytokeratin and myoepithelial cells positive for p63. There was myoepithelial cell predominance 

and MIB 1 index was 7/10 HPF. Our case had an aggressive clinical course with poor response to 

chemotherapy and expired after nine months of diagnosis due to progressive disease.  None of the reported 

cases had an extensive tumour with aggressive clinical behaviour as in our case.   
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INTRODUCTION 

An epithelial – myoepithelial tumor is an 

extremely rare pulmonary neoplasm. Usually 

these tumors occur in the salivary glands and 

represents approximately 1% of the primary 

tumors arising from them 
(1)

. Tracheobronchial 

submucous glands are considered equivalent to 

the minor salivary glands and salivary gland like 
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tumors can arise from these glands very rarely. Of 

these, epithelial – myoepithelial tumors are 

extremely rare and usually have a benign course 

after surgical resection. Usually the clinical 

symptoms start early as most are endobronchial 

with only a single reported parenchymal lesion to 

date 
(2)

. Here, we report a case of a large 

unresectable pulmonary epithelial – myoepithelial 

tumor occupying upper right hemithorax with 

broad base towards mediastinum, encasing and 

compressing superior vena cava and infiltrating 

the great vessels with a short duration of symptom 

onset. 

 

CASE REPORT 

58 year old male with no significant medical or 

surgical history presented with cough, chest pain, 

breathlessness and hoarseness of voice of three 

weeks duration. He had a history of smoking one 

cigarette pack per day for past twenty years 

stopped one year back. Clinical evaluation 

revealed decreased breath sounds on right side. 

His chest X-ray showed homogenous opacity in 

the right hemithorax and USG chest showed 

lobulated mass lesion in right upper lobe with 

gross pleural effusion with total collapse of the 

underlying lung. His chest CT scan showed large 

heterogeneous mass lesion of size 16x13x11 cm in 

the right upper hemi thorax with broad base 

towards the mediastinum and anterior pleura. The 

interface of the tumor with the lung was well 

defined. The lesion was encasing and compressing 

the superior venacava with tumor thrombus 

extending to SVC and right atrium. The lesion 

completely encased and compressing right 

principle bronchus and upper lobar bronchus. The 

lesion was infiltrating the mediastinum and 

abutting the ascending aorta, arch of aorta, 

pulmonary trunk, right pulmonary artery and right 

superior pulmonary vein. The lesion was abutting 

the pleura for more than 5 cm with gross pleural 

effusion. No evidence of chest wall infiltration, 

bony erosion or lymphadenopathy noted (fig.1a 

and 1b). His other routine investigations were all 

within normal range. A trucut biopsy was taken 

from the lung lesion which showed a neoplasm 

composed of cells arranged in diffuse sheets and 

focal glandular pattern with interspersed 

hyalinised material (fig.2a). Epithelial cells 

showed strong positivity for cytokeratin (fig.2b). 

Myoepithelial cells showed positivity for p63 

(fig.2c). There was myoepithelial cell 

predominance and MIB-1 index was 7/10 HPF 

(IHCx400) (fig.2d). 

A cardiology opinion was sought in view of tumor 

thrombus extending to right atrium. 2D echo 

showed good LV function, tumor infiltrating to 

atrial inflow causing compression. He was started 

on oral anticoagulation. Since the tumor was 

inoperable, he was started on palliative 

chemotherapy with Paclitaxel and Carboplatin. 

After four cycles, patient’s clinical condition 

deteriorated and follow up CT taken 5 months 

after first CT (fig.1c and 1d) showed increase in 

size of the tumor (18.5x15.7x16.8 cm). The 

chemotherapy was changed to Vinorelbine on 

which he showed a mild symptomatic 

improvement. The disease progressed and the 

patient expired after 9 months of diagnosis.  
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Fig. 1a and 1b: CT Thorax at initial presentation 

Fig. 1c and 1d: CT Thorax after first line chemotherapy with four cycles of Paclitaxel and Carboplatin at 5 

months. 

 

 
Fig. 2a: cells arranged in diffuse pattern and focal glandular pattern with interspersed hyalinised material 

(H& E x 100). 

Fig. 2b: Myoepithelial cells showing positivity for p 63 (IHC x 400). 

Fig. 2c: Epithelial cells showing strong positivity for cytokeratin (IHC x 200). 

Fig. 2d: MIB-1 index 7/10 HPF (IHC x 400).   
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DISCUSSION 

Primary epithelial-myoepithelial tumors were first 

described in the salivary glands in 1972 
(3)

 with a 

lower incidence in the sweat glands and are 

extremely rare in the lungs. These rare tumors are 

thought to arise from the submucosal bronchial 

glands of the lower respiratory tract 
(4)

, considered 

as a form of minor salivary glands. They develop 

mostly in the proximal bronchial tree, usually as 

polypoid endobronchial lesions. The WHO 

defines this entity as “a malignant tumor 

composed of variable proportions of two cell 

types, which typically form duct like structures. 

The biphasic morphology is represented by an 

inner layer of duct lining, epithelial type cells and 

an outer layer of clear myoepithelial cells” 
(1)

. 

Pulmonary epithelial myoepithelial tumors are 

usually of small size when detected, accounting 

for the early symptomatology due to their 

endobronchial location. Farzana Arif et al 
(5)

 

reviewed the literature from reports of 25 cases 

and have shown that this tumor usually occurs in 

middle aged patients with a slight female 

predilection (F: M-1.5:1), most cases presented as 

polypoid endobronchial lesions. The tumor size of 

the 23 available cases reviewed ranged from 0.8 

cm to 5 cm, with a median value of 2.5 cm. In our 

case the patient had a short history of three weeks 

respiratory symptoms at presentation and the 

tumor was 16 cm which was much larger than any 

of the reported cases. Usually these tumors will be 

well delineated masses on gross examination 

though not well encapsulated 
(2)

. But in our case 

the patient presented in an advanced stage with an 

unresectable tumor invading the mediastinal 

structures. Tumors described as predominantly 

myoepitheliomatous are aggressive and have a 

high mitotic rate. Presence of tumor necrosis and 

nuclear pleomorphism are typically adverse 

prognostic factors 
(6,7)

. In our case there was 

myoepithelial predominance and the MIB-1 index 

was 7/10 HPF (IHCx400). These tumors are 

usually low grade tumors responding well to 

surgical excision 
(8,9)

. Almost all reported cases 

had resectable lesions and had event free survival 

after surgery. In our patient, the tumor was 

unresectable and response to chemotherapy as 

well as survival was also poor. In the report of 

five cases by Nguyen et al 
(10)

, one case showed 

extensive lymphovascular perineural invasion and 

peribronchial lymphnode metastases. None of the 

previous case reports showed an aggressive 

presentation as in our case. 

 

CONCLUSION 

Epithelial myoepithelial tumors are rare type of 

pulmonary tumors which pathologically shows 

biphasic morphology. Our case presented with an 

inoperable advanced lesion, had an aggressive 

clinical course and a poor outcome when most of 

the reported cases showed well delineated 

endobronchial lesions with good response to 

surgical resection. 
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