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1 |  INTRODUCTION

Acinic cell carcinoma (ACC) is a rare neoplasm that occurs 
most often in the salivary glands and more rarely in the pan-
creas and in the lung. Soft tissue metastases from ACC are ex-
tremely rare. We report a case of soft tissue metastasis of ACC 
of unknown origin. A 67-year-old man was evaluated with a 
huge dorsal mass, opposite the left shoulder, of 25*22 cm, 
neglected for 2 years. MRI of the back showed a tumor which 
could be have likely features of malignancy, within the left 
para-vertebral muscles and invading the left 5th and 6th ribs' 
posterior arch. A chest CT scan revealed multiple pulmonary 
metastases. A biopsy was performed. Histological and im-
munohistochemical examination of the biopsied tumor had 
revealed soft tissue metastases from ACC. An abdominal CT 
scan was performed and did not reveal any primary pancre-
atic lesion or other metastatic lesions. MRI of face and neck, 
to search for a salivary gland origin of the metastases, was 

normal. Chemotherapy with Paclitaxel and Carboplatin com-
bination was offered. After three cycles, the patient experi-
enced disease progression. A second line of chemotherapy 
with FEC (5-fluorouracil, epirubicin, and cyclophosphamide) 
was administered. A locoregional and metastatic pulmonary 
progression was diagnosed after four cycles, and the patient 
died 6 weeks later. To our knowledge, this is the first reported 
case of ACC metastatic to soft tissues, of unknown origin. 
Chemotherapy is the mainstay of the treatment of these meta-
static malignancies and the protocol depends on the nature of 
the primary tumor. In our case, given the unknown primitive, 
various chemotherapy protocols were administered but were 
all ineffective. Further studies are needed in order to codify 
the treatment of these rare entities.

Acinic cell carcinoma is a rare neoplasm that occurs most 
often in the salivary glands and more rarely in the pancreas 
and in the lung. It represents 17% of all salivary gland carci-
nomas, only 2%-4% of neoplasms of the parotid gland1 and 
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Abstract
Acinic cell carcinoma (ACC) is a rare neoplasm. It can be fatal in some cases and 
conventional chemotherapy may not be effective. To our knowledge, we report here 
the first case of ACC metastatic to soft tissues, from unknown origin.
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about 1% of exocrine pancreatic tumors.2 Only 25 cases of 
primary pulmonary ACC have been reported in the litera-
ture.3 Soft tissue metastases from ACC are extremely rare.4 
To the best of our knowledge, it is the first case of soft tissue 
metastasis of ACC from unknown primary origin published 
in the literature.

2 |  CASE REPORT

A 67-year-old man was referred to our hospital with a left 
dorsal lump, neglected for 2  years but having recently in-
creased in size.

Clinical examination identified a huge dorsal mass of 
25*22 cm. It was located opposite the left shoulder blade and 
it was moderately firm with ulcero-necrotic center fistulized 
to the skin, (Figure 1). The patient had no further complaints.

MRI of the dorsal soft tissues showed a malignant tumor 
of 18.5*20 cm within the left para-vertebral muscles and in-
vading the 5th and 6th ribs' posterior arch (Figure 2). A chest 
CT scan revealed multiple pulmonary metastases. A biopsy 
was performed. Histology identified (Figures 3 and 4) epi-
thelial malignant tumor proliferation, with high cell density 
and monotonic tumor cells arranged in compact trabeculae or 
acini, with polarized nuclei arranged radially around acinar 
lumens; and an abundant eosinophilic granular cytoplasm. 
Immunochemistry showed an intense and diffuse positivity 
of tumor cells for alpha-antitrypsin (acinic marker; Figure 5), 
a moderate and heterogeneous staining with CD56 (neuro-
endocrine marker). Other markers such as synaptophysin, 

chromogranin A, CK19, CK7 were negative. Soft tissue me-
tastasis from an ACC was confirmed.

An abdominal CT scan was performed and did not reveal 
any pancreatic lesion. MRI of face and neck to search for a 
salivary gland origin of the metastases was unremarkable.

Chemotherapy with Paclitaxel (175 mg/m2 every 3 weeks) 
and Carboplatin (AUC:5 according to Calvert formula, every 
3 weeks) was indicated. After three cycles, the patient expe-
rienced disease progression. A second line of chemotherapy 
by FEC75 (5-fluorouracil at 500 mg/m2 [at day1], epirubi-
cin 75 mg/m2 [at day1], Cyclophosphamide 500 mg/m2 [at 
day1], every 3 weeks) was administered. A locoregional and 
metastatic pulmonary progression were diagnosed after four 
cycles. The patient died 6 weeks later.

3 |  DISCUSSION

Acinic cell carcinoma is a low-grade malignancy.4 The 
salivary glands particularly the parotid gland represent the 
predominant site of origin.4 Other areas of primary ACCs 
include the pancreas, lungs, stomach, breast, and prostate.5 
Pathologically, conventional ACC is a low-grade epithelial 
tumor with at least focal serous acinar differentiation and 
typically exhibits a microcystic, solid, papillary, or follicular 
growth pattern.6 ACC is a slow-growing malignant tumor.7 
A rapid progression of ACC could suggest a dedifferentia-
tion, or high-grade transformation of this tumor.7,8 Contrary 
to the well-differentiated type, ACC transformation to high 
grade is associated with a lower survival rate and a higher 
rate of distant metastases.7,8 The FDG PET/CT would be of 
great help to determine the primitive tumor and to look for 
metastases. However, it has not been made due to its unavail-
ability. Surgery is the mainstay of treatment of salivary gland 
ACC. No prospective randomized studies were conducted to 
evaluate the efficacy of adjuvant therapy with radiotherapy 
(RT) or chemotherapy.9 Some authors have proposed multi-
ple indications for postoperative RT such as: positive surgi-
cal margins, tumor adjacent to the facial nerve, lymph node 
metastases, extraparotid extension, and tumors greater than 
4 cm.9,10 Others have suggested that postoperative RT indi-
cations would be the presence of high-grade histologic fea-
tures (signs of lympho-vascular invasion and elevated mitotic 
rates) and positive resection margins.9,11

Local recurrence rates are around 20%, while 10% of pa-
tients may develop metastatic disease.12

Chemotherapy is indicated for metastatic tumors but, 
given the rarity of this entity, there is no consensus or solid 
recommendations regarding the chemotherapy protocols that 
should be administered.12 In the case of salivary glandular 
ACC, chemotherapy protocols are extrapolated from other 
metastatic head and neck malignancies. Combination ther-
apy has provided better response rates than monotherapy.13 

F I G U R E  1  A huge dorsal mass of 25*22 cm with ulcero-necrotic 
center, fistulized to the skin, opposite the left shoulder blade
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Retrospective studies showed that the best overall response 
rate (46%) was obtained with a chemotherapy regimen includ-
ing cyclophosphamide, Adriamycin, and Cisplatin.12,13 In the 
case of primary pancreatic tumor, 5-FluoroUracil (5-FU) and 

Gemcitabin are the most common chemotherapeutic agents 
used in previous case reports of ACC of the pancreas.14

However, in our case report, the primary tumor was not 
known; and all the explorations failed to identify the origin of 

F I G U R E  2  MRI T1 saturated postcontrast (gadolinium) sequence of the dorsal soft tissues showing a malignant tumor of 18.5*20 cm within 
the left para-vertebral muscles and invading the posterior arch of the 5th and 6th ribs

F I G U R E  3  H.E × 40: Ill-defined malignant epithelial 
proliferation, with an acinar, lobular pattern, displaying an organoid 
pattern

F I G U R E  4  H.E × 200: Tumor cells are monotonous with 
polarized nuclei and an abundant eosinophilic granular cytoplasm
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the metastatic ACC. Chemotherapy protocols based on tax-
ane, carboplatin, fluorouracil, cyclophosphamide, and epiru-
bicin were all ineffective.

The prognosis of ACC is variable from many series stud-
ies, with 10- and 20-year survivals of 88% and 83%, respec-
tively, in the literature.9,15 Poor survival in our patient may be 
explained by late diagnosis, metastatic stage at diagnosis, soft 
tissue metastases, and unknown primary.

The management of metastatic ACC is a real challenge. 
Large prospective studies are needed to establish the best 
therapeutic strategy and select the most effective cytotoxic 
drugs for the treatment of this rare entity.
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