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ABSTRACT
Context Acinar cell cystadenoma of pancreas is a very rare pancreatic cystic lesion. It is also a benign lesion without malignant potential. 
Because it is normal tissue with abnormal figuration, acinar cell transformation is also named. Case report We reported a thirty-seven-
year-old female noticed to have a cystic lesion closely in contact with the pancreatic tail by abdominal CT scan. After operation, the cystic 
lesion was analyzed and acinar cell cystadenoma arising from retroperitoneum was confirmed. Conclusion Literature review revealed 
only one case of retroperitoneal acinar cell cystadenoma was reported before and the pathogenesis is still unknown.
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INTRODUCTION 
Acinar cell cystadenoma is a rare cystic lesion lined 
by cells with acinar cell differentiation and absence of 
malignant characters. Up to now, less than 30 cases had 
been described and all of them occurred in the pancreas. 
In 2011, Pesci et al described an acinar cell cystadenoma 
occurring outside the pancreas and located between the 
pancreatic tail, the stomach and spleen. In this report, we 
describe another case of primary retroperitoneal acinar 
cell cystadenoma and suggested the lesion is more like 
arising from an ectopic pancreatic tissue. 

CASE REPORT
This patient was a thirty-seven-year-old female who 
complained of intermittent left flank pain and soreness 
for 2 months. She denied any underlying disease before. 
A 8x6 cm lobulated cystic lesions with plaque calcification 
was found at the pancreatic tail incidentally by computer 
tomography scan of abdomen (Figure 1). 

She was referred to our hospital under the impression 
of mucinous cystic neoplasm of pancreatic tail. On 
exploration, a loculated cystic lesion about 8x6x4 cm in 
size with watery clear cystic content over retroperitoneum, 
posterior to splenic flexure, and close contact with the 
inferior posterior border of pancreatic tail was found 
(Figure 2). 

Frozen section after cyst removal reported mesothelial 
cyst without ovarian stroma.

Pathologic Findings

Grossly, the specimen measuring  7x6x3 cm in size was a 
multiloculated cystic lesion with a thin wall and contained 
watery clear fluid. No papillary or solid components were 
seen (Figure 3). Microscopically, the cyst was lined by 
a single layer of cuboidal cells without stratification or 
papillary growth (Figure 4). 

The lining cells had eosinophilic to basophilic cytoplasm 
without nuclear atypia, mitosis or mucinous differentiation. 
No ovarian-like stroma was seen. Occasional small clusters 
of residual pancreatic elements including islet cells and 
acinar glands were also seen in the cystic wall (Figure 5). 

The cystic lining cells were focally reactive to CK7 and 
Trypsin (Figure 6A) but negative for calretinin, WT1, PAX8, 
CD31, and CK20. The luminal border of the epithelium 
was also reactive to EMA. Histochemical staining for PAS 

Figure 1. Abdomen CT scan discovered a 8x6 cm lobulated cystic lesions 
at the pancreatic tail.  
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Figure 2. The loculated cystic lesion contained watery clear fluid over retroperitoneum, with its upper margin closely contact with posterior inferior aspect 
of the pancreatic tail (*).

Figure 3. Gross finding of the multiloculated cystic lesion with a thin wall.

Figure 4. The epithelium was composed by a single layer of cuboidal cells.

cystadenoma and acinar cystadenocarcinoma [2]. The 
lining epithelium of the cystic lesion in our patient was a 
single-layered cuboidal cells. No cellular atypia, mitosis, 
or other malignant features were seen. There was no 
papillary growth, mucinous differentiation, or ovarian-
like stroma. Thus, it is easy to differentiate our case 
from the MCN, solid pseudopapillary tumor, IPMN, and 
acinar cystadenocarinoma [3]. Serous cystadenoma of 
the pancreas usually presents as sponge-like microcystic 
tumor [4] but macrocystic lesion has also been reported 
[5] and it may be confused with our case. However, the 
cysts of serous cystadenoma are usually lined by small 
cuboidal cells with clear glycogenated cytoplasm [6]. It is 

was negative in the epithelium. The residual pancreatic 
islet could be highlighted by IHC stain for synaptophysin 
(Figure 6B). The whole picture is more like a rare acinar 
cell cystadenoma.

DISCUSSION
A wide variety of cystic lesions may occur in the pancreas 
and they include either non-neoplastic or neoplastic 
lesions. The non-neoplastic cysts include the pancreatic 
pseudocyst, lymphoepithelial and enterogenous cysts 
[1]. The neoplastic cystic tumors include mucinous 
cystic neoplasm (MCN), intraductal papillary mucinous 
neoplasm (IPMN), solid pseudopapillary tumor, serous 

Figure 5. Focal pancreatic islet cells and acinar glands were also seen in 
the cystic wall.
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quite different from the eosinophilic lining cells in our case. 
Therefore, the multilocular cyst in our case can not fit into any 
entity of the above described pancreatic cystic lesions.   

In 2002, Albores-Saavedra reported a previously 
undescribed pancreatic cyst showing acinar cell 
differentiation of the lining epithelium and absence of 
cellular atypia and malignant features and he named the 
lesions as acinar cell cystadenoma (ACC) in contrast with 
the acinar cell cystadenocarcinoma [7]. The microscopic 
and immunohistochemical characters of the lining 
epithelium in our patient fulfill the diagnostic criteria of 
acinar cell cystadenoma [8]. Till now, less than 30 cases 
of ACC have been described [9]. The low proliferative 
fractions (Ki67 index <1 %) [9], random X-chromosome 
inactivation pattern [10], and no malignant transformation 
have been reported and suggested the lesions are non-
neoplastic [9, 10]. 

The cystic lesion in our patient was not connected with 
any organ, and it was stripped easily from the margin 
of pancreatic tail without resection of the pancreas. We 
consider the cystic lesion probably originated from the 
retroperitoneum and it also needs to be differentiated 
from cystic lymphangioma, mesothelial inclusion cyst, and 
teratoma [11]. The negative staining of CD31, claretinin 
and WT-1 in our case and the absence of other tissue 
component exclude the above three differential diagnoses. 
Primary retroperitoneal acinar cell cystadenoma has also 
been reported by Pesci in 2011 [11]. Three hypotheses 
for the presence of ACC in the retroperitoneum were 
proposed by Pesci. (1) The ACC comes from a teratoma, 
and the pancreatic acinar becomes the only tissue 
component of the teratoma. (2) Pancreatic metaplasia of 
a mesothelial inclusion cyst. (3) The lesion arises from 
an ectopic pancreatic tissue in the retroperitoneum [11]. 
The presence of residual pancreatic acinar, islet, and small 
ducts in the cystic wall in our patient suggests the cystic 
lesion is arising from an ectopic pancreatic tissue. 

In summary, we described a rare retroperitoneal acinar cell 
cystadenoma probably arising from an ectopic pancreatic 
tissue. It needs to be differentiated from other pancreatic 
or retroperitoneal cystic lesions.
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Figure 6.a. The lining cells were reactive to Trypsin. Figure 6.b. The residual islets of Langerhans (arrow) were positive for synaptophysin, but the lining 
epithelium was negative.


