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Abstract
Lymphangioma of the pancreas is an extremely rare 
benign tumour of lymphatic origin, with fewer than 
60 published cases. Histologically, it is polycystic, 
with the cysts separated by thin septa and lined 
with endothelial cells. Though congenital, it can 
affect all age groups, and occurs more frequently 
in females. Patients usually present with epigastric 
pain and an associated palpable mass. Complete 
excision is curative, even though, depending on the 
tumour location, surgery may be simple or involve 
extensive pancreatic resection and anastomoses. 
The authors present a 49-year-old woman in whom 
a polycystic septated mass, 35 mm x 35 mm in size, 
was discovered by ultrasonography (US) in the body of 
the pancreas during investigations for epigastric pain 
and nausea. At surgery, a well circumscribed polycystic 
tumor was completely excised, with preservation 
of the pancreatic duct. The postoperative recovery 
was uneventful. Histology confirmed a microcystic 
lymphangioma of the pancreas. Immunohistochemistry 
showed cystic endothelial cells reactivity to factor Ⅷ
-RA (++), CD31 (+++) and CD34 (-). Postoperatively, 
abdominal pain disappeared and the patient remained 
symptomfree for 12 mo until now. Although extremely 
rare, lymphangioma of the pancreas should be taken 

into consideration as a differential diagnosis of a 
pancreatic cystic lesion, especially in women.
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INTRODUCTION
Lymphangiomas are rare benign cystic tumours that 
probably occur as a result of  congenital malformations 
of  the lymphatics leading to the obstruction of  local 
lymph flow and the development of  lymphangiectasia. 
Histopathologically, they are composed of  dilated 
cystic spaces containing proteinaceous eosinophilic 
fluid, seperated by fine septa and lined with endothelial 
cells[1]. These tumours present most frequently in 
childhood[2] and have an associated broad spectrum of  
clinical symptoms, depending on the disease location. 
They are most commonly found in the neck (75%) 
and the axillae (20%), though a variety of  other sites 
have been described including the mediastinum, pleura, 
pericardium, groin, bones and the abdomen[2,3].

Lymphangioma of  the pancreas is extremely rare 
accounting for less than 1% of  these tumours[4], and 
with only 60 previously reported cases. We present the 
rare case of  an adult with lymphangioma of  the pancreas 
and review the literature.

CASE REPORT
A 49-year-old women presented with increasing 
upper abdominal pain and nausea in November 
2007. She had a past medical history of  a uterine 
myomectomy in 1997, and a hysterectomy and left 
oophorectomy in 2006. On examination, she was 
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found to be slightly tender at the epigastrium, and 
laboratory analyses were all within normal limits. An 
ultrasonography (US) and computer tomography 
(CT) scan revealed a well-circumscribed 35 mm  
polycystic lesion in the body of  the pancreas, with thin 
septa within the lesion (Figure 1).

At laparotomy the lesion was found in the lower 
part of  the body of  the pancreas, and did not involve 
the main pancreatic duct. The lesion was completely 
excised and the main pancreatic duct was preserved. No 
other pathology was found within the abdomen, and the 
postoperative recovery was uneventful. Abdominal pain 
disappeared postoperatively and the patient has been 
doing well for the following 12 mo until now.

The tumour, measuring 34 mm × 32 mm × 29 mm, 
had a nodular, gray-blue surface and was surrounded by 
normal pancreatic tissue (Figure 2A). On sectioning, it 
had a honeycomb appearance with 1-7 mm polycystic 
spaces filled with murky haemorrhagic yellowish fluid 
(Figure 2B). Microscopically, all the sections showed 
a polycystic structure composed of  ectatic lymphatics 
lined with endothelial cells (Figure 3). The cysts were 
separated by thin hypocellular septa similar in appearance 
to the thin capsule surrounding the tumour mass itself. 
No cell atypia was found. Immunohistochemistry 
showed immunoreactivity to the factor Ⅷ-R antigen 
(++), CD 31 positivity (+++) and CD 34 negativity 
(-). The final histological diagnosis was of  microcystic 
lymphangioma of  the pancreas.

DISCUSSION
Lymphangioma of  the pancreas is rare, accounting 
for less than 1% of  lymphangiomas[4]. It occurs more 
frequently in females and is often located in the distal 
pancreas[5]. The tumour size may vary between 3 and 
20 cm in diameter (average 12 cm)[6]. Patients usually 
present with abdominal pain[5] and an associated 
palpable abdominal mass[7-9], although an acute abdomen 
has also been described[10]. Pancreatitis, weight loss, 
and laboratory abnormalities are not usual disease 
manifestations[1]. US typically shows a polycystic tumour, 
and calcifications, which are typical for cystadenomas 
of  the pancreas, are very rare[11]. On CT, the tumour 
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Figure 1  A well-circumscribed 35 mm polycystic lesion in the body of the 
pancreas, with thin septa within the lesion. A: US scan demonstrating the 
polycystic tumour of the body of the pancreas; B: CT scan showing the cystic 
tumour with fine septa.
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Figure 2  Tumour surrounded by normal pancreatic tissue. A: The excised 
polycystic mass; B: The tumour after sectioning.
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Figure 3  Microscopically all the sections (HE stain). A: Vascular spaces of 
the pancreatic cystic Lymphangioma containing predominantly clear fluid with 
few erythrocytes or lymphocytes (x 13); B: The cysts and dilated lymphatics in 
the surrounding pancreatic tissue are lined with a thin endothelial layer (x 64).
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is a well-circumscribed, encapsulated, water-isodense, 
polycystic tumour with thin septa, similar in appearance 
to cystadenomas, which occur far more frequently[1,12].

Differential diagnoses include pancreatic pseudocysts, 
mucinous and serous cystadenomas, other congenital 
cysts and pancreatic ductal carcinoma with cystic 
degeneration[1,13,14]. The final diagnosis is histological[1], 
with the endothelial cells showing immunohistochemical 
reactivity to factor VIII/R antigen, CD 31 (+) 
positivity[6,8] and CD 34 (-) negativity[6], as seen in our 
patient.

A complete surgical excision is curative[6,8,15], with 
incomplete excision being the only reason for recurrent 
disease[7]. Depending on the tumour location and 
size, complete excision may involve a simple marginal 
tumorectomy[10] or may require larger pancreatic 
resections with anastomoses.
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