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CASE REPORT

Cystic lymphangioma of the pancreas mimicking
pancreatic pseudocyst
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Chol Kyoon Cho, Hyun Jong Kim

Division of Hepato-Biliary-Pancreatic Surgery, Department of Surgery, Chonnam National University Medical School, Gwangju,
Korea

Lymphangiomas are rare congenital benign tumors arising from the lymphatic system, and are mostly encountered in the
neck and axillary regions of pediatric patients (95%). Lymphangioma of the pancreas is extremely rare accounting for less
than 1% of these tumors. We report here on a case of pancreatic cystic lymphangioma. A 54-year-old woman presented with
intermittent postprandial abdominal discomfort and radiating back pain. Abdominal computed tomography scan revealed 8
x 6.5 cm hypodense cystic mass arising from the tail of the pancreas without septa or solid component. The initial impression
was a pancreatic pseudocyst. The patient underwent distal pancreatectomy with splenectomy. The histopathologic and im-
munohistochemical study helped make the diagnosis of a pancreatic cystic lymphangioma. Herein, we report a case of pan-
creatic cystic lymphangioma mimicking pancreatic pseudocyst and review the relevant medical literature.
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INTRODUCTION tremely rare tumor accounting for less than 1% of these
tumors. And since its first description by Koch in 1913, less

Cystic lesions in the pancreas include pseudocysts, sim- than 100 such cases have currently been reported in the lit-
ple cysts, serous cystadenomas, mucinous cystic neo- erature [3]. Here we report on a case of pancreatic cystic
plasms and intraductal papillary mucinous neoplasms. lymphangioma that mimicked pancreatic pseudocyst,
Another rare cystic lesion is pancreatic lymphangioma. and the tumor was diagnosed according to the results of
Lymphangiomas are rare, benign, and congenital malfor- the histopathological and immunohistochemical studies.

mations of the lymphatic system [1] and are mostly en-
countered in the neck (75%) and axillary regions (25%),
though a variety of other sites have been described includ- CASE REPORT
ing the mediastinum, pleura, pericardium, groin, bones

and abdomen [2]. Pancreatic lymphangioma is an ex- A 54-year-old woman presented with intermittent post-
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prandial abdominal discomfort and radiating back pain
that she had suffered during the past month. She had no
trauma history, but several episodes of pancreatitis. On
physical examination, a palpable mass without clear bor-
ders was detected on the left subchondral region.
Laboratory findings, including serum carcinoembryonic
antigen and carbohydrate antigen 19-9, were within nor-
mal limits. Abdominal computed tomography (CT) re-
vealed the presence of a well-circumscribed homogenous
mass (about 8 x 6.5 cm) arising from the tail of the pancreas
without septa or enhancing solid portion (Fig. 1). The wall
of the tumor was slightly enhanced after administering in-
travenous contrast medium. No regional lymphadenop-
athy, ascites or metastasis was demonstrated. From these
radiologic findings, we diagnosed a pancreatic pseudo-
cyst. Atlaparotomy, we identified a cystic mass of about 7

x 6.5 cm originating from the body of the pancreas, and a
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milky fluid was contained within the mass (Fig. 2). The pa-
tient underwent distal pancreatectomy with splenectomy.
Microscopically, the specimen showed enlarged cyst-like
space lined by endothelial cells contained within
lymph-like fluid content (Fig. 3A). The endothelial cells
lining the surface of the cystic spaces were positive for
D2-40 (Fig. 3B). There was no staining of CD34, caletinin, or
MOC-31. The final diagnosis was cystic lymphangioma of
the pancreas. The patient had an uneventful recovery and
she was discharged on the 18th postoperative day. There

was no evidence of recurrence in the 6 months after surgery.

DISCUSSION

If lymphangioma arises within the pancreatic tissue or

if it is attached to the pancreas with a pedicle, it is termed

Fig. 1. Abdominal computed tomo-
graphy (CT) findings. The abdo-
minal CT scan reveals an appro-
ximately 8 x 6.5 cm-sized well-circum-
scribed homogenous cystic mass
arising from the tail of the pancreas
without septa or enhancing solid
portion.
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Fig. 2. Gross findings of cystic lymphangioma of the pancreas. The gross pathologic examination reveals an approximately 7 x 6.5 cm-sized

mass containing a milky fluid in the pancreatic body.
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Cystic lymphangioma of the pancreas
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Microscopic findings. (A) Histologically, the tumor is composed of dilated lymphatic vessels, and contained homogenous eosinophilic
material (H&E, x100). (B) Immunohistochemical finding shows positive endothelial-lined cells in immunostaining by D2-40 (x100).

as pancreatic lymphangioma [3].

Cystic lymphangioma of the pancreas is usually a large
lesion with an average diameter of 12.3 cm [4]. It can be
seen in any age group but more frequent in females and is
often located in the body and tail of the pancreas [2].

The etiology of lymphangiomas remains unclear; a
well-established theory suggests that lymphangiomas
arise from sequestrations of lymphatic tissue during em-
bryologic development. However, it has been suggested
that abdominal trauma, lymphatic obstruction, in-
flammatory process, surgery or radiation therapy may
lead to the secondary formation of lymphangioma [5].

The clinical picture of pancreatic lymphangiomas is
usually symptomatic (92.2%). Abdominal pain and pal-
pable mass seem to be the most common symptoms [2].
Jaundice was reported in only one case [4]. Our patient
presented with postprandial abdominal discomfort and
radiating back pain. Furthermore, although rare, acute ab-
domen can occur due to complications such as intestinal
obstruction, rupture and/or hemorrhage [6].

Abdominal ultrasonography, CT, magnetic resonance
imaging (MRI), angiography and fine needle aspiration bi-
opsy (FNAB) can be employed for the preoperative diag-
nosis of lymphangiomas. An ultrasound will show a com-
plex cystic mass owing to internal septa. On CT, the tumor
is a well-circumscribed, encapsulated, water-isodense,

polycystic tumor with thin septa, similar in appearance to
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cystadenomas, which occur far more frequently [7].
Multiple fine septations and thin walls may enhance after
IV contrast injection [1]. Although CT provides additional
information about the characteristics of the lesions, the di-
agnosis is often not direct. It is often misdiagnosed as
pseudocyst, or cystic neoplasm as in our case. Preopera-
tive FNAB is still controversial as it might cause hemor-
rhage, rupture or tumor implantation in malignant cases
[3]. MRI does not yield any further information [1].
Although various imaging features can help, definitive di-
agnosis requires pathologic examination of the excised
lesion. In our case, abdominal CT revealed a homogenous
cystic mass without septa or enhancing solid portion.
Therefore, it was thought that the pancreatic mass mim-
icked pancreatic pseudocyst.

Microscopically, cystic lymphangiomas consists of di-
lated lymphatic channels of varying size divided by thin
septae. The cystic wall is lined by thin and flat endothelial
cells [8]. Immunohistochemically, the diagnosis of a pan-
creatic lymphangioma was supported immunohistoche-
mically by positive staining of factor VIII-R antigen, CD31
and CD34, which are sensitive and specific markers for
identification of lymphatic capillary endothelium [2].
According to Kahn et al. [9], D2-40 is a new selective mark-
er of lymphatic endothelium. Therefore, immunohisto-
chemical finding shows positive endothelial-lined cells in

immunostaining by D2-40 in pancreatic lymphangioma,
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as in our case.

Surgical excision is the current treatment of choice [3],
since incomplete resection may lead to recurrence [2].
Laparotomy is generally preferred; however, laparoscopic
resection can also be performed in suitable cases. Total re-
section of the tumor is mandatory.

Although lymphangioma is a benign lesion, it often be-
haves in an aggressively invasive manner and can grow to
an enormous size. Therefore, resection of adjacent organs
may be required to accomplish complete excision.

In conclusion, although extremely rare, lymphangioma
of the pancreas should be taken into consideration as a dif-
ferential diagnosis of a pancreatic cystic lesion, especially

in women.
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