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CLINICAL  CASE

Atypical presentation of an unusual lung tumor
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Summary

We describe a case of a rare bronchial epithelial-
myoepithelial carcinoma of the lung in a 36-year-old man.
Tumor enucleation was carried out and the patient was
put on long-term follow up. Tumor categorisation was

difficult. The patient is disease-free on the 30th postoper-
ative month. The clinicopathological uniqueness of this
neoplasm is reviewed.
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Introduction

Epithelial-myoepithelial tumors are most fre-
quently encountered in the salivary glands, and in a
relatively low incidence in the sweat glands or in the
breast [1]. Salivary gland-type tumors of the lung are
rare, despite the widespread distribution of mucosal-
submucosal glands in the tracheobronchial tree [2].

The biological behavior, clinical outcome, preva-
lence, the spectrum and the malignant potential of these
tumors are not clearly understood [3]. Generally, they
behave as low-grade malignant neoplasms [2,3]. Com-
monly, lobectomy, bronchial sleeve resection, bilobec-
tomy or even pneumonectomy are the treatments of
choice [1,3-6].

Case presentation

A 36-year-old man was admitted with sweat-
ing, weakness, and exertional dyspnea of one month
duration. Both chest radiograph and computed tomog-
raphy scan showed a solid right lower lobe mass (Fig-
ure 1). An endobronchial growth pattern was seen at
bronchoscopy. A hydatid cyst was diagnosed clini-
cally and further endoscopic biopsy was avoided. An
exploratory thoracotomy was performed to provide
definite diagnosis. Frozen section was considered

Figure 1. Computed tomography revealing a 4×5×5 cm round
mass at the right lower lobe in close contact with the lower lobe
bronchus.
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benign, so enucleation of the mass was carried out.
The tumor was dissected from the surrounding pa-
renchyma but the bronchial communication was rig-
id, suggesting bronchogenic origin of the tumor. The
bronchus was perforated and repaired. No further
intra- nor postoperative complications were detected
and the patient was discharged on the 8th postopera-
tive day.

Diagnostic conflicts appeared during pathologic
examination of the tumor. First, it was assumed to be
a metastasis from testicular cancer, then it was con-
sidered as a large cell carcinoma with rhabdoid foci
(Figure 2), and finally it was accepted as an epithe-
lial-myoepithelial carcinoma. The final diagnosis took
more than one year. During this period, although the
tumor was characterized malignant, we decided to
put the patient on follow up instead of performing a
completion lobectomy. The patient remains with no
evidence of disease recurrence on the 30th postoper-
ative month (Figure 3).

Discussion

Myoepithelial neoplasms mainly occur in the
salivary glands and breast, being extremely rare in
the lung. The most common tumors of the tracheo-
bronchial glands include adenoid cystic carcinoma,
mucoepidermoid carcinoma, pleomorphic adenoma,
and other rare tumors including oncocytoma and acinic
cell carcinoma [1,7]. Pulmonary neoplasms composed
mainly or exclusively of epithelial and myoepithelial

cells have been designated in the past under a variety
of descriptive terms, including adenomyoepithelioma,
epithelial-myoepithelial tumor, and epithelial-myoepi-
thelial carcinoma [1]. Recently, it has been proposed
to name these tumors as pulmonary epithelial-myo-
epithelial tumors of unproven malignant potential
(PEMTUMP) [2].

These tumors are usually polypoid in shape and
commonly located in the upper airways [2,7]. Eight
cases with a lower respiratory tract tumor have been
reported [2, 6], and there is only one case in the liter-
ature without any connection with the bronchial tree
[8]. Tumors in the tracheobronchial tree give symp-
toms relatively early, usually when they reach 2 cm in
diameter. In contrast, neoplasms that extend into the
lung parenchyma do not give symptoms in some cas-
es before they reach up to even 16 cm in diameter
[7]. In our patient, the tumor was 5 cm in diameter,
originated from the lower respiratory tree and grew
into the parenchyma.

Epithelial-myoepithelial tumors of the salivary
glands behave as low-grade malignant neoplasms
[1,2,7,9]. The interval between the initial diagnosis and
local recurrence is approximately 5 years. Distant
metastases may occur even 15 years later [2]. The
follow up period of the reported cases range from 6
to 36 months [6]. Our follow up period was 30 months
and we have not yet detected local recurrence or dis-
tant metastases (Figure 3).

The diagnosis of myoepithelial tumors of the
lung, especially the determination of subgroups, is
difficult [10]. At the beginning, this case was thought
to be a testicular metastasis, because the patient was
male. Some areas consisted of groups of uniform

Figure 2. Photomicrograph of the specimen shows ill-defined
lobules of tumor cells in a fibrous stroma. Bronchial cartilage
also seen at the left lower corner possibly implies that the tumor
originates from the lung (H&E ×25).

Figure 3. Computed tomography of the same level on the 30th
postoperative month shows local fibrotic changes at the opera-
tion site. Neither local recurrence nor metastasis was discovered.
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tissue separated by fibrous septa. Following immu-
nohistochemistry, it was suggested to be large cell
carcinoma with rhabdoid foci (Figure 2). Further im-
munohistochemical evaluation showed a tumor con-
sisting of confluent clusters of cells in areas divided
by fibrous septa. The cellular preservation was sub-
optimal but they appeared to have a clear cytoplasm.
No mucin or mucous glands were identified. The
tumor cells were cytokeratin (AE1/3) positive, but
they were negative for CK7, TTF-1 and SMA
(smooth muscle actin). Classification of this tumor
was difficult, but it was thought to represent a pri-
mary pulmonary salivary gland neoplasm. The pa-
tient�s psychologic status was worsened by the de-
lay of diagnosis. We suggested the patient that he
should be on close follow up in order not to miss the
correct time for a complementary operation in case
this would be necessary.

Parenchyma-saving resection is proposed for
these type of tumors because of their low-grade ma-
lignant behavior. However, it is difficult to decide on
the appropriate surgical therapy perioperatively with-
out a definite frozen section diagnosis. Such tumors
are difficult to diagnose on paraffin sections and it
would be wrong to give a definite diagnosis on frozen
section. The reported cases provide an accumulation
of clinical, pathological, and particularly prognostic
information about this rare entity.
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