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Introduction

Acinar cells are the predominant cells of the pancreas but
malignant transformation is rare with acinar cell carcinoma
(ACC) accounting for 1-2% of all pancreatic neoplasms in
adults and about 15% in the paediatric population [1].
Although grouped under exocrine neoplasms of the pancreas,
ACCs have distinct clinical, morphological and pathological
characteristics [2]. We report a case of ACC of pancreas in a
57-year-old gentleman who presented with a lesion in the tail
of pancreas with liver metastasis. The management and brief
review of literature is presented.

Case Report

A 57-year-old gentleman presented with epigastric pain of
1 month duration. Physical examination did not reveal any sig-
nificant findings. Serum amylase and lipase were within normal
limits. CT scan of the abdomen and pelvis showed a large irreg-
ular heterogeneous mass measuring 10.2 x 8.2 cm, with early
enhancement and rapid wash out arising from the tail of the
pancreas, encasing the splenic vessels and extending up to the
splenic hilum. There were two closely placed hypodense lesions
in segment 4b of the liver, the larger one measuring 2.0 X 1.8 cm
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(Fig. 1). A CT guided biopsy of the liver lesion was done which
was suspicious of low-grade neuroendocrine carcinoma. With a
presumptive diagnosis of a low-grade neuroendocrine tumour of
the pancreas with liver metastasis, a plan for distal
pancreaticosplenectomy and liver metastatectomy was made.
Intra-operatively, there was a large mass of size 16 x 12 cm
arising from the body and tail of pancreas, encasing the splenic
vessels and splenic hilum. There was a 2 x 1 cm grey white
lesion in the segment 4B of the liver. A distal pancreatectomy
with splenectomy was done. Frozen section from the tumour
was suggestive of a poorly differentiated carcinoma. Hence,
liver metastasectomy was deferred. He had an uneventful recov-
ery. Histopathological examination with immunohistochemical
correlation revealed the tumour to be an acinar cell carcinoma of
the pancreas (Figs. 2, 3). On immunohistochemistry, the tumour
cells were positive for cytokeratin, beta catenin, chromogranin,
synaptophysisn, CD 56, CD 57 and progesterone receptors.
He subsequently underwent CT guided radiofrequency ab-
lation (RFA) of the liver lesion. The role of adjuvant chemo-
therapy was discussed in the multidisciplinary tumour board.
Since strong evidence of the benefit of adjuvant chemotherapy
was lacking, it was decided to keep the patient on follow-up.
The patient is alive and disease free 8 months after the surgery.

Discussion

Acinar cell carcinoma accounts for 1% of all exocrine pancre-
atic tumours, although acinic cells are predominately found in
the pancreas. Its benign counterpart, acinar cystadenoma is
extremely uncommon [3]. In our institution, although on an
average we see around 50 pancreatic/periampullary adenocar-
cinomas and around 5 pancreatic neuroendocrine tumours ev-
ery year, this is the first patient diagnosed to have an ACC of
the pancreas. ACC has a male predominance (3:1) and more


mailto:ram_a_s@yahoo.com
http://crossmark.crossref.org/dialog/?doi=10.1007/s12029-017-9987-9&domain=pdf

J Gastrointest Canc (2019) 50:134-136

Fig. 1 Preoperative CT scan showing necrotic tumour in the tail of
pancreas and metastasis in the liver

commonly arises in the head of the pancreas [4]. They usually
present as large tumours, with an average size of 10 cm at the
time of diagnosis [5]. Rarely, ACC can occur outside the pan-
creas as a result of pancreatic acinar heterotopia/metaplasia
[6]. ACC behaves like a high-grade malignancy, with up to
50% of patients presenting with metastatic disease. An addi-
tional 25% with initial organ-confined disease develop recur-
rence at regional or distant sites [7]. But when compared to
pancreatic ductal adenocarcinoma, ACC is more often limited
to the pancreas at the time of diagnosis.

Grossly, these tumours are usually solid with areas of haem-
orrhage and necrosis. Microscopically, acinar structures are the
hallmark of this neoplasm but poorly differentiated ACC can
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Fig. 2 Photomicrograph showing tumour cells (bold arrow) arranged in
acinar pattern, H&E 10x
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Fig.3 Photomicrograph showing tumour cells (red arrow) merging with
normal pancreatic acini (black arrow), H&E 20x

form sheets of cells without well-defined acinar structures [§].
The neoplastic cells stain positive on immunohistochemistry
for cytokeratin, trypsin, lipase and chymotrypsin [9]. In some
cases, immunohistochemistry for chromogranin or
synaptophysin will reveal a minor neuroendocrine component,
as was seen in our patient. When it constitutes more than 30%
of the neoplastic cells, a diagnosis of a mixed acinar-
neuroendocrine carcinoma is made. Rarely, tumours may show
multiple lines of differentiation including acinar-endocrine,
acinar-ductal and acinar-endocrine-ductal [9, 10].

Complete surgical resection is the best possible curative
treatment for localised tumours. The role of adjuvant treatment
in ACC is not well defined due to the rare nature of the disease
and the small number of patients in the reported series. A
systematic review reported response rates varying from 0 to
100% to a variety of single or multidrug chemotherapy [11]. In
contrast to pancreatic adenocarcinoma where gemcitabine is
the preferred drug, 5-fluorouracil (5-FU) appears to be the most
active agent in ACC [11]. One series demonstrated partial re-
sponse or prolonged disease stabilisation (>12 months) in pa-
tients treated with FOLFOX or FOLFIRINOX regimens and
suggested that a 5-FU and platinum-based chemotherapy
should probably be the standard of care in advanced ACC
[12]. Indeed, surgery with adjuvant chemotherapy showed
the highest median overall survival of 47 months in a system-
atic review [11]. Neoadjuvant radiotherapy is reported to pro-
duce a response rate of 25-35% in localised ACC when used
alone and close to 100% response rates when used in combi-
nation with chemotherapy, suggesting that ACC could possi-
bly be a radiosensitive tumour [11]. A few case reports de-
scribe the use of neoadjuvant chemotherapy with or without
concurrent radiation to downsize borderline inoperable tu-
mours in order to make them resectable [13—15]. However,
the data regarding use of adjuvant radiation in ACC with or
without chemotherapy is scarce.
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The reported 5-year overall survival for non-metastatic ACC
ranges from 36 to 72% [7]. The median overall survival ranges
from 47 to 78 months after surgical resection and 17-25 months
in metastatic disease [11, 12]. When compared to ductal ade-
nocarcinomas, overall prognosis of ACC appears better for all
the stages. For metastatic tumours, the 5-year overall survival
was 17.2% for ACC versus 2.8% for ductal cell carcinoma [16,
17]. Although metastatic disease has a poor prognosis, one case
report described a long-term survival of a patient with metasta-
tic ACC after a multimodal treatment approach which included
resection of the primary, RFA, external beam radiotherapy and
intra-arterial brachytherapy with SIRS for liver metastasis and
multiple lines of chemotherapy [18].

Conclusion

Pancreatic acinar cell carcinomas are rare tumours that are
clinico-pathologically different from pancreatic ductal adeno-
carcinoma. Their prognosis is better than ductal adenocarci-
nomas. The role of adjuvant treatment is not defined.

Compliance with Ethical Standards
Funding No funding received.

Conflict of Interest
interest.

The authors declare that they have no conflict of

References

1. Klimstra DS. Nonductal neoplasms of the pancreas. Mod Pathol.
2007;20:S94-112.

2. LaRosa S, Sessa F, Capella C. Acinar cell carcinoma of the pan-
creas: overview of clinicopathologic features and insights into mo-
lecular pathology. Front Med (Lausanne). 2015;2:41.

3. Chen J, Baithun SI. Morphological study of 391 cases of exocrine
pancreatic tumors with special reference to the classification of
exocrine pancreatic carcinoma. J Pathol. 1985;146:17-29.

4. Tian L, Lv XF, Dong J, Zhou J, Zhang Y, Xi SY, et al. Clinical
features and CT/MRI findings of pancreatic acinar cell carcinoma.
Int J Clin Exp Med. 2015;8:14846-54.

@ Springer

10.

11.

12.

13.

14.

15.

16.

17.

18.

Holen KD, Klimstra DS, Hummer A, et al. Clinical characteristics
and outcomes from an institutional series of acinar cell carcinoma of
the pancreas and related tumors. J Clin Oncol. 2002;20:4673-8. 12
Ambrosini-Spaltro A, Poti O, De Palma M, Filotico M.
Pancreatictype acinar cell carcinoma of the stomach beneath a fo-
cus of pancreatic metaplasia of the gastric mucosa. Hum Pathol.
2009;40:746-9.

Kitagami H, Kondo S, Hirano S, Kawakami H, Egawa S, Tanaka
M. Acinar cell carcinoma of the pancreas: clinical analysis of 115
patients from Pancreatic Cancer Registry of Japan Pancreas Society.
Pancreas. 2007;35:42-6.

Hruban RH, Pitman MB, Klimstra DS. AFIP atlas of tumor pathol-
ogy series 4 fascicle 6: tumors of the pancreas. Washington, DC:
American Registry of Pathology; 2007.

Stelow EB, Shaco-Levy R, Bao F, Garcia J, Klimstra DS.
Pancreatic acinar cell carcinomas with prominent ductal differenti-
ation: mixed acinar ductal carcinoma and mixed acinar endocrine
ductal carcinoma. Am J Surg Pathol. 2010;34:510-8.

Bosman FT, Carneiro F, Hruban RH, Theise ND. WHO classifica-
tion of tumours of the digestive system. Lyon: IARC Press; 2010. p.
314-30.

Glazer ES, Neill KG, Frakes JM, Coppola D, Hodul PJ, Hoffe SE,
et al. Systematic review and case series report of acinar cell carci-
noma of the pancreas. Cancer Control. 2016;23(4):446-54.
Kruger S, Haas M, PJ BB, Ormanns S, Modest DP, Westphalen CB,
et al. Acinar cell carcinoma of the pancreas: a rare disease with
different diagnostic and therapeutic implications than ductal adeno-
carcinoma. J Cancer Res Clin Oncol. 2016;142(12):2585-91.
Distler M, Riickert F, Dittert DD, Stroszczynski C, Dobrowolski F,
Kersting S, et al. Curative resection of a primarily unresectable
acinar cell carcinoma of the pancreas after chemotherapy. World J
Surg Oncol. 2009;7:22.

Klimstra DS, Heffess CS, Oertel JE, Rosai J. Acinar cell carcinoma
of the pancreas: a clinicopathological study of 28 cases. Am J Surg
Pathol. 1992;16:815-37.

Butturini G, Pisano M, Scarpa A, et al. Aggressive approach to
acinar cell carcinoma of the pancreas: a single-institution experience
and a literature review. Langenbeck's Arch Surg. 2011:396:363-9.
Schmidt CM, Matos JM, Bentrem DJ, Talamonti MS, Lillemoe
KD, Bilimoria KY. Acinar cell carcinoma of the pancreas in the
United States: prognostic factors and comparison to ductal adeno-
carcinoma. J Gastrointest Surg. 2008;12:2078-86.

Cananzi FCM, Jayanth A, Lorenzi B, Belgaumkar A, Mochlinski
K, Sharma A, et al. ‘Chronic’ metastatic pancreatic acinar cell car-
cinoma. Pancreatology. 2013;13:549-52.

Armstrong MD, Von Hoff D, Barber B, Marlow LA, von
Roemeling C, Cooper SJ, et al. An effective personalized approach
to a rare tumor: prolonged survival in metastatic pancreatic acinar
cell carcinoma based on genetic analysis and cell line development.
J Cancer. 2011;2:142-52.



	Acinar Cell Carcinoma of Pancreas: a Case Report and Review of Literature
	Introduction
	Case Report
	Discussion
	Conclusion
	References


