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Primary acinic cell carcinoma of the lung:

The first case report in Thailand
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Primary acinic cell carcinoma (ACC) of the lung is a malignant tumor and arises from
serous acinar cells of the bronchial gland, analogous to ACC of the parotid gland. It is an
extremely rare tumor. Only 12 cases have previously been reported. We report the first case of
primary pulmonary ACC in Thailand, presenting with an incidental mass on the chest radiograph
a year prior to the referral for surgery. The diagnosis of primary pulmonary ACC is made by
histopathologic examination of the lobectomy specimen and the exclusion of other possible
primaries. Stability of findings on plain-film radiographs over a year does not exclude malignancy,

especially when dealing with a low-grade malignant tumor like ACC.
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Primary acinic cell carcinoma (ACC) of the
lung is a malignant tumor of the lung. This primary
pulmonary tumor arises from serous acinar cells of
the bronchial gland, analogous to ACC of the parotid
gland. " Itis an extremely rare tumor. The first case
of primary ACC was reported by Fechner et al
in 1972." Since then, only 11 additional primary
ACC of the lung and 5 cases of thé trachea have
been published in the literatures. ** "™ This tumor
has also been termed ‘Fechner tumor’ after its
discoverer. ©*™ Accurate diagnosis of this tumor is
very important in order to offer a possible curative
treatment for the patient. However, this is sometimes
difficult. Due to its indolent nature and benign
appearance on radiographs, gross, and light
microscopy, it can be mistaken for being a benign
lesion and treated as such. Familiarity with its clinical
and histopathologic features will help establishing the
correct diagnosis. We therefore report the first case
of primary pulmonary ACC in Thailand, discuss
diagnostic points and thoroughly review the literatures.
Due to its rarity, information acquired from this case
report would serve as a data profile in the medical

literatures.

Case report

A 37-year-old single woman presented with
the history of a right upper lobe (RUL) mass found
incidentally on a routine chest X-rays one year prior to
this referral. At another hospital, she was given anti-
tuberculous drugs for a presumptive diagnosis of
Tuberculosis. Ayear later, a repeat chest radiograph
revealed the same size of RUL mass, (Figure 1). Being
concerned about the possibility of malignancy, she

was then referred to this hospital. She had had no
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symptoms of hemoptysis, weight loss, or productive
cough. She denied history of drinking, smoking,
previous surgery or a previous salivary gland tumor.
She was currently on no medication. Her physical
examination was unremarkable. Her complete
blood count, urinalysis, chemistry profile and
electrocardiogram were within normal limits. High
resolution computed tomographic (HRCT) scan of
the chest confirmed a well-defined RUL mass of 3.0
centimeter in diameter and without radiographic hilar
or mediastinal lymphadenopathy, (Figure 2). HRCT of
the abdomen showed no abnormalities and no mass
in the pancreas, kidneys, liver or adrenal giands was
detected. She underwent the RUL lobectomy and
lymph node staging. Her post-operative course was
great and she was discharge on day 7.

The surgical specimen consisted of a RUL
and a peribronchial lymph node. Cut sections of the
RUL specimen revealed a well-circumscribed, pink,
firm, parenchymal mass, measuring 3.3 X 3.0 X 2.6
cm. There was no connection of the mass to the
bronchial mucosa. The remaining lung and bronchi
were grossly unremarkable. The bronchial resected
margin was grossly free of tumor. Microscopic
examination disclosed a completely encapsulated
mass with a pushing border, (Figure 3). The tumor
mass was composed of predominantly solid sheets
of cohesive granular cells with few foci of acinar pattern.
These bland appearing cells were large, polygonal,
and contained abundant eosinophilic cytoplasm with
variable granularity. They had small, round and
hyperchromatic nuclei which were either centrally or
eccentrically located, (Figure 4). Mitotic figure, atypia,
desmoplastic change, or tumor necrosis was not seen.

No vascular, lymphatic or perineural invasion was
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detected. The remaining lung parenchyma appeared

normal. The peribronchial lymph node was free of
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metastatic tumor. The findings were compatible with

Figure 1. Chest radiograph shows a well-defined

homogeneous mass in the right upper lobe.

HRCT of the chest confirms a well-
circumscribed, round mass in the right
upper lobe. The lung parenchyma appears

normal.

Figure 3. Section of the right upper lobe mass shows

a well-defined tumor covered with a thin
fibrous connective tissue capsule. Solid
sheets of bland appearing granular cells

are seen, (H&E stained section, X 40).

Figure 4. High magnification of the tumor demonstrates

the granular cells containing abundant
eosinophilic cytoplasm with variable
granularity. The nuclei are small, round and
hyperchromatic. They are either centrally or
eccentrically located, (H&E stained section,
X400).
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Discussion

Primary ACC of the lung is an extremely rare
tumor. We have found only 12 previous reports of
them."® We presently report the 13" case of this
extremely rare tumor. Of all reported cases, primary
ACC of the lung occurred almost equally in both sexes
with male to female ratio of 6 to 7, and age ranged
from 12 to 75years. In most cases, itwas an incidental
radiographic finding. The right lung was more

frequently affected than the left lung with the ratio of

10 to 3. None of the patients had prior head and neck -

surgery or a previous salivary gland tumor. Two
cases presented with recurrent lung infections
and another 2 cases presented with persistent
cough and hemoptysis. The tumor was detected on
bronchoscopy in these 4 cases. Regional lymph node
metastases were found in 2 of 8 cases. Lymph node
status was not mentioned in the other 5 cases. The
patients were alive and well ranged from 1 to 10 years
of follow-up.

It is impossible to diagnose ACC on clinical
or radiological basis. ACC usually appears as a
smooth, well-demarcated nodule on the chest
radiographs and HRCT and can easily be mistaken
for a benign lesion. Correct diagnosis must be based
on histopathologic findings. Our report is a classic
case of ACC and composed of predominantly solid
sheets of granular celis with few foci of acinar pattern.
These cohesive granular cells are typical well-
differentiated serous cells. They are the most easily
recognized ACC on light microscopy. '* Some cases
of ACC may show vacuolated or clear cells in organoid
or trabecular pattern and mimic clear cell ‘sugar tumor'
or carcinoid or metastatic renal cell carcinoma.

Electron microscopy (EM), histochemical (HC) and/or
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immunohistochemical (IM) stains may be helpful in
excluding those mimicking tumors.

The role of EM and IM is limited in the positive
identification and diagnosis of ACC. ® EM is an
expensive and time-consuming procedure and such
facility is available in only few institutions. Moreover,
the electron dense granules of zymogen are poorly
preserved on the routine osmium tetroxide fixative,
thus makes it difficult to interpret. However, this
problem may be overcome with the use of aldehydes
as the initial fixative for EM. ™ With this fixative, well-
defined spherical granules of high electron density
can be identified in most serous celis."™ Detection of
amylase enzyme is useless since it is rarely positive
in serous cells of ACC on IM stain. By and large,
we concur with Moran et al that correct diagnosis of
ACC rests on morphology recognition of tumor cells
possessing the features of serous acinar cells and
accurate histologic interpretation on light microscopic
examination.® EM, HC, and/or IM stains are necessary
in excluding the imitators.

Primary ACC of the lung generally shows
histopathologic features indistinguishable from ACC
of the parotid glands, pancreas, or other organs. The
diagnosis of primary ACC of the lung rests on the
exclusion of primary ACC elsewhere, especially the
parotid gland. Although, ACC is an uncommon tumor
of the salivary glands, its occurrence in the parotid
gland is a lot more common than in the lung. ACC
occurs almost exclusively in the parotid gland. ™ '®
It represents 2.5 % of all primary parotid gland

an

tumors, and ranks third among parotid gland

neoplasms. In addition, lung is the most common site

of hematogenous spread from primary parotid ACC

(14, 18

and followed by bone. ' History is helpful in
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excluding metastases from salivary gland lesions as
lung metastases usually occur after discovery of the
primary malignancies. With salivary gland primaries,
lung metastases can occur many years later, despite
the noninvasive and benign-appearing primary
sources. "*?” Our reported case, history and clinical
investigation exclude parotid gland tumor.

Primary ACC of salivary gland has become a
well- established, low-grade malignancy. ®” However,
the growth behavior or natural history of primary
pulmonary ACC is not clearly understood as yet.
According to the reported cases of primary pulmonary
ACC, regional lymph node metastases occurred in
2 cases. It is probably reasonable to consider this
tumor a low-grade malignancy rather than essentially
benign with occasional unpredictable malignant
behavior, While there has been only limited experience
to serve as a guide to treatment and prognosis of
primary ACC of the lung, we agree with most authors
that lobectomy or pneumonectomy with lymph node
staging is the treatment of choice.

In, conclusion, we report the first case of
primary pulmonary ACC in Thailand, diagnhosed
by histopathologic examination of the lobectomy
specimen and exclusion of other possible primaries.
Stability of findings on plain-film chest radiographs
over a year does not exclude malignancy, especially
when dealing with a low-grade malignant tumor like
ACC.
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