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Abstract

Developmental malformation of the lymphatic system and cystic proliferation of lymphatic vessels causes a very rare
condition known as cystic lymphangioma. The malformation may involve the spleen alone or be a part of multiorgan involve-
ment. We describe a case of cystic splenic cystic lymphangioma accompanied with mediastineal lymphangioma in a middle
age woman with the emphasis on the rarity of the case in adults and the difficulties of the differential diagnosis.
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Introduction

Cystic lymphangiomas are benign vascular tumors orig-
inating from the lymphatic channels found in different or-
gans. They are most commonly discovered in children and
are located in the head and neck region [1]. Splenic cyst-
ic lymphangioma is an extremely rare tumour [2,3], and si-
multaneous splenic and mediastineal involvement is excep-
tional. We present an asymptomatic case of a 36-year-old
woman with a simultaneous cystic lymphangioma situated
in the spleen and mediastineoum discovered incidentally
during routine ultrasound examination in pregnancy. This
case is presented to emphasise the differential diagnosis of
cystic lesions involving multiple organ systems.

Case report

A 36-year-old female patient was admitted with his-
tory of palpable spleen 3 cm under costal margin acciden-
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tally found 1 year prior to current presentation. She had
no significant medical past history, fever, weight loss, or
abdominal pain. Physical examination revealed a palpa-
ble mass without tenderness or rebound tenderness in the
left upper quadrant. All biochemical and hematologic
tests (complete blood count, erythrocyte sedimentation
rate, C-reactive protein, blood urea nitrogen, creatinin,
alanine amino transferase, aspartate amino transferase,
and lactate dehydrogenase) were within normal ranges.
The patient underwent abdominal ultrasonography
that revealed an enlarged spleen with a bipolar diameter
of 190 cm. The spleen contained many varying size cystic
lesions (1 up to 3.5 cm in diameter) without septation or
solid mural nodule (fig 1). These ultrasonographic find-
ings were the same as the findings reported 12 months
before the current examination. The chest X-Ray exami-
nation showed the widening of mediastinum with normal
bronchovascular marking. Thoracho-abdominal contrast
enhanced computed tomographic (CT) scanning dem-
onstrated the enlarged and cystic spleen together with a
large low attenuating mass encasing the great vessels of
mediastinum and esophagus. It extended from the carina
to the retero-crural area of the diaphragm (fig 2, fig 3).
This type of involvement suggested a lymphoprolifer-
ative or parasitic process (hydatidosis). To clarify wheth-
er these lesions were related to either one, the patient un-
derwent a surgical spleenectomy. Abdominal operation
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showed a large spleen consisting of many cystic lesions
(fig 4). The abdominal operation showed the same cystic
lesion extending to the mediastinum from the abdominal
portion of the esophagus through the retrocrural portion
of the diaphragm. Histopathology examination revealed
multiple proteinaceous fluid filled vascular spaces lined
by endothelial cells associated with fibrous trabeculae;
the spaces were lined by flat endothelial cells (CD 1 posi-
tive) and were filled with proteinaceous fluid (fig 5).

The patient remains in good general condition 6
months after surgery and without complications.

Discussion

Cystic lymphangioma is a malformed development of
the lymphatic channels. The vast majority of lymphangi-
omas occur under the age of 2 years with no predispo-
sition with either sex [1]. The neck (75%) and axillary
regions (20%) are the most common sites involved by
lymphangioma, but infrequently it is been reported in
the retroperitoneum, mediastinum, mesentery, omentum,
colon, pelvis, groin, bone, skin, scrotum and spleen [4].
Less than 1% of lymphangiomas are localized intra-ab-
dominally.

The pathogenesis of the lymphangiomas is not well
known. It is believed that abnormal congenital develop-
ment, bleeding or inflammation of the lymphatic system
may cause progressive dilatation of lymphatic vessels
[5]. This is because of insufficient drainage due to atresia
or inadequate efferent channels [5].

Lymphangiomas are usually asymptomatic and they
are discovered incidentally during unrelated abdominal
ultrasonography or computed tomography [6]. They can
be seen as single or multiple round cystic, multiloculated
or uniloculated structures. Most of them are asympto-
matic and a sudden enlargement of lymphangioma due
to internal bleeding, infections, or by compression to ad-
jacent organs is the most common cause of symptomatic
lymphangioma [7].

The most common clinical manifestations of splenic
lymphangioma are left upper quadrant pain, frequently
accompanied by fever, nausea and vomiting. Like our
case report, splenic lymphangioma can be asymptomatic
and incidentally diagnosed. Our case is unique because
lymphangioma was found both in her spleen and medi-
astinum. No report is available on lymphangioma involv-
ing these two organs simultaneously in an asymptomatic
patient.

Lymphangioma involving more than two organs is
rarely reported in literature [8,9]. Chung et al reported
lymphangioma involving the spleen and retroperitoneum
in an asymptomatic adult [8]. Kim et al reported the only

Fig 1. Ultrasonography revealed neumerous vary-
ing size cystic lesion without solid component .

AS

Fig 2. Contrast enhanced abdominal CT showing
enlarged spleen with cystic area lesions

Fig 3. Contrast enhanced thoracic CT showing a
lobulated hypodense mass encasing the great ves-
sels without calcification.
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Fig 4. Enlarged spleen showed the nodular surface
and cystic area lesions
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Fig 5. Histopathological aspect- variable size cystic
space, walled with a flattened endothelial cells in a
fibrovascular stroma

case of lymphangioma involving mesentery and retrop-
eritoneum in a symptomatic patient [9]. The particularity
of our case is the involvement of the spleen and the medi-
astinum in an adult as a asymptomatic condition.

Aspiration, drainage and sclerosis are some of the
conservative managements that are accompanied with
a high risk of recurrence. Whenever possible, the com-
plete surgical resection should be performed. Some au-

thors believe that if complete resection has a high risk
of mortality or morbidity a partial resection should be
considered [1]. Diathermy, radiotherapy and percutane-
ous sclerotherapy are the other therapeutic protocol that
has been tried [1,10].
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