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Cystic lymphangioma of the pancreas: a rare observation
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Abstract

Cystic lymphangioma of the pancreas is a rare benign and a
slow growing lesion. The diagnosis remains a challenge for even
the most experienced clinicians. We report a case of a pancreatic
lymphangioma in a 31-year-old female complaining of epigastric
pain, nausea, constipation and urticaria several weeks ago ; and
we discuss diagnosis, anatomopathological findings and ther apeu-
tic attitude. (Acta gastroenterol. belg., 2006, 69, 330-331).
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Dear Sir,

Lymphangiomais arare benign tumour which occurs
more frequently in paediatric age at the head, neck and
axilla. Pancreatic localisation accounts for less than 1%
of all cases (1) and appears predominantly in women (2).
The diagnosis of Pancreatic Lymphangioma (PL)
remains a chalenge for even the most experienced
clinicians.

Casereport

A 3l-year-old female patient, Algerian, complained
of epigastric pain, non-related to meals and without any
radiation in the back, nausea, constipation and urticaria
several weeks ago. Physical examination was normal.
Upper gastrointestinal endoscopic evaluation was also
normal. Abdominal ultrasound (US) showed a multiloc-
ular retroperitoneal cyst while the abdominal computer-
ized tomography (CT) revedled an 86 mm diameter
unilocular cyst adjacent to the pancreas and compressing
the left kidney. Haemoglobin level was 13.2 g/dl (12-
16 g/dl), white blood cell count was 6.4*10°%1 (4.5
10*10°1), eosinophilic count was 0.23*10% (O-
0.60*10°%1) and the carcinoembryonic antigen (CEA)
was 8.1 U/ml (< 35 U/ml). The other blood tests, serum
amylase and lipase level were all within the normal lim-
its. Echinococcal serological tests were negative.
Echoendoscopy described a large cystic multilocular
retropancrestic lesion, containing homogeneousfluid. In
order to delineate the exact relationship between the cyst
and the abdominal organs, a Magnetic Resonance
Imaging (MRI) was performed, confirming the presence
of amultiloculated cyst with internal septa bulging ante-
riorly the pancreas and the splenic vein, without any
connections with both the liver and the kidney (Fig. 1).

At this point, the patient underwent surgery for either
neoplastic or hydatid cyst of the pancress.
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Fig. 1. — Abdomina MRI revealed a cystic lesion with many
internal septa, independent of the left kidney and liver.

At laparotomy, a large tumour was palpated in the
epigastric level. After dissection of the gastrocolic liga-
ment and omental bursa, the cyst was clearly visualized.
Because of the technical difficulties to unblock this
lesion due to its close adherence to the pancreas, a per-
operative puncture was done. On the possibility of being
faced with hydatid cyst, hypertonic serum was intro-
duced in the abdominal cavity. The lesion was found to
contain surprisingly a chylous fluid. A complete resec-
tion of the cyst was then performed and the abdominal
wall was closed. The postoperative course was unevent-
ful.

Histological sections of the cyst wall revealed macro-
scopically a multilocular cyst and microscopically a
dense collagenous tissue with some fascicles of smooth
muscle lined by flat endothelia cells. Large lymphatic
channels were also observed. In addition, abundant
aggregates of lymphocytes were found on lymphoid fol-
licle in many localisations. On immunohistochemistry,
strongly endothelial cell positivity for CD34 (Fig. 2) and
CD31 was observed whereas calretinin was negative.
The diagnosis was cystic lymphangioma of the pan-
creas. No adjuvant therapy was administered and the
patient has been followed without any recurrence for
one and a half year.
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Cystic lymphangioma of the pancreas

Fig. 2. — Immunohistochemical study of the endothelial cells
lining the lymphatic channels showed positivity for CD34.

Discussion

First described by Koch in 1913 (3), PL isan uncom-
mon slow growing mass with uncertain histogenesis.
Embryologic, traumatic or inherited origins were pro-
posed to explain the occurrence of this lesion. At the
moment, the most accepted theories suggest that PL
arises from lymphatic congenital malformations during
the second and third months of foetal life (2,3,4).
Pancreatic origin is considered, if the lymphangioma
arises from the pancreatic parenchyma, connected by
pedicle or adjacent to the pancreas (2). The clinical pre-
sentation is variable; abdominal pain, vomiting and
nausea can be the principal symptoms. Torsion of the
pedicle, intracystic haemorrhage and cystic rupture are
responsible of an acute abdominal symptomatol ogy.

Several differential diagnoses of PL including begin
and malignant lesions must be considered (pseudocyst,
adenoma, cystadenocarcinoma, mucinous cyst and
hydatid cyst for instance). Although, cystic pancreatic
lesions may easily be found by US and CT, but the diag-
nosis of PL remains difficult to establish preoperatively.

US showed classically a cystic mass with internal
septations or scattered internal echoes; and CT deter-
mines cystic walls boundaries and homogeneous unen-
hancing low-density (5,6). In the present report, intra-
cystic septawere visualized by US and MRI. According
to the authors (7,8), CT can show intracystic septa sur-
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rounded by regular or calcified walls. MRI is an inter-
esting tool to complete anatomical study of the cystic
morphologies and its relationship with the other abdom-
inal organs.

Recently, PL was diagnosed following a cystic fluid
studies (chylous compound with high triglyceride level)
after a fine needle puncture by endoscopic US, avoiding
surgery in asymptomatic patient (9). However, fluid
analysis can not always provide a precise diagnosis (3),
and because of the risks of disseminating neoplastic
cellsor parasites and bleeding, this approach will be per-
formed only in some selected cases under antibiotic pro-
phylaxis to minimize infectious complications.

The mainstay treatment is a complete surgical exci-
sion of the cyst (1,2,3,10). Definitive diagnosis of PL is
established after pathological study of the resected spec-
imen. Usually, the wall contains abundant collagenous
tissuelined by flattened endothelial cells, irregular fibres
of smooth muscle, lymphatic channels and irregular
aggregates of lymphoid cells. Immunohistochemical
studies (2,3) demonstrate positivity of the endothelial
cellsfor factor VIII-related antigen and CD31 while the
CD34 can be negative.
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