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Abstract: Abdominal lymphangiomas are uncommon benign cystic tumors of the lymphatic system. 

Retroperitoneal lymphangiomas are even rarer accounting for 1% of all lymphangiomas. They can cause 

diagnostic dilemmas with other retroperitoneal cystic masses. This report describes a rare case of 

retroperitoneal mass in a 16year-old male patient who presented with acute abdomen. Imaging revealed a large 

multiloculated cystic mass with enhancing septations occupying the retroperitoneum. Extirpation of tumor mass 

was done successfully.Histopathology revealeda benign cystic lymphangioma. 
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I. Introduction 
Abdominal cystic lymphangiomas are rare benign congenital malformations of the lymphatic system 

with uncertain etiology, predominantly occurring in children.
[1]

Approximately 50% of lymphangiomas are 

present at birth, and almost 90% are diagnosed before the age of 2 years. Retroperitoneal lymphangiomas 

account for nearly 1% of all lymphangiomas. Preoperative diagnosis is often difficult due to variable clinical 

presentations. They are easily confused with other retroperitoneal cystic tumors on imaging studies [2]. We 

report a case of giant retroperitoneal cystic lymphangioma in a 16year male who presented with acute pain 

abdomen in the emergency. 

 

II. Case Report 
A 16 years male presented to the emergency with acute left lower abdominal pain for 5 days and non-

passage of stool for 2 days, associated high grade fever and nausea. Abdomen was mildly distended; however a 

tender lump was palpated in the left lower quadrant. Bowel sounds were diminished but per rectal examination 

was unremarkable. He had no history of passage of blood stained or mucoid stools, dysuria or vomiting. 

Abdominal symptoms improved after 24 hours of conservative management. X-ray abdomen was non-

contributory. A computed tomography (CT) scan of abdomen and pelvis (Figure 1A, 1B, 1C) showed a large 

20.9 × 15.7× 9 -cm variegated mass with cystic spaces and enhancing septations occupying the retroperitoneum. 

No obvious calcification or haemorrhage was evident. Percutaneous biopsy of the lesion was avoided due to the 

possibility of malignant seeding if the lesion was neoplastic. Laboratory investigations showed mild anaemia 

and moderate leucocytosis (16000/µl). Alfa-fetoprotein and beta human chorionic gonadotrophin levels were 

normal. 

Exploratory laparotomy revealed a huge lobulated mass near the root of the small bowel 

mesentery(Figure 2A). The sigmoid mesocolon and a short segment of sigmoid colon were strongly adherent to 

the mass which had to be resected alongwith. The mass was dissected off from its retroperitoneal attachments 

and the jejunal mesentery avoiding injury to the superior mesenteric vessels. The patient had an uneventful 

postoperative course. 

Grossly, the resected specimen measured 23cm x 16cm x 9cm, with smooth lobulated outer 

surface(Figure 2B). The cut surface was multicystic with honeycomb appearance. Histological sections showed 

variable-sized cystic spaces linedby flattened endothelium. The intervening stroma comprised of fibro-adipose 

tissue, smooth muscle fibres and infiltrated by inflammatory cells. The cystic spaces contained homogeneous 

eosinophilic material (Figure 3A, 3B, 3C, 3D).Thus, the diagnosis of a retroperitoneal multilocular-cystic 

lymphangioma with inflammation was confirmed. Gram stain of the cyst fluid and culture did not show any 

micro-organism. 
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III. Discussion 

Cystic lymphangiomas are rare benign malformations of the lymphatic system. Generally, they are 

common in children and more frequent in boys (M/F ratio, 5:2)[1].The most frequently affected sites are the 

neck (75%) and axilla (20%). Approximately 5% of the lymphangiomas are intra-abdominal arising from the 

mesentery or retroperitoneum (nearly 1%)[2,3]. However they can occur in any location where lymphatics are 

normally encountered. 

It is speculated that lymphangiomas develop due to sequestrations of lymphatic tissue that fail to 

communicate normally with the lymphatic system, or from abnormal budding of the lymphatic 

endothelium[4,5].Other potential causes are thought to include abdominal trauma, localized lymphatic 

degeneration, radiation and lymphatic obstruction[6]. 

Most retroperitoneal lymphangiomas remain asymptomatic and therefore grow to large proportions[7]. 

Symptoms of these tumors may mimic a wide spectrum of diseases. Infrequent presentations include intestinal 

obstruction, ascites, bleeding, rupture, ureteric obstruction, haematuria or clotting disorders[8,9]. 

Differential diagnosis of cystic retroperitoneal lymphangiomas include benign lesions such as cysts of 

urothelial and foregut origin, microcystic pancreatic adenoma, retroperitoneal hematoma, abscesses, duplication 

cysts, ovarian cysts and pancreatic pseudocysts, malignant tumors such as cystic mesothelioma, cystic teratoma, 

undifferentiated sarcoma, cystic metastases (especially from ovarian or gastric primaries), lymphangiosarcoma 

and malignant mesenchymoma[10]. 

A contrast CT can demonstrate ‘water density’ fluid within unilocular or multilocular cysts while MRI 

may delineate additional lesions[11]. Preoperative imaging may be suggestive but cannot provide a single 

definitive diagnosis. Image guided biopsy is better avoided due to potential risk of dissemination of malignancy.  

Intra-abdominal lymphangiomas are of four types. Type I, the pedicled type, enlarge rapidly and cause 

torsion. Type II, the sessile type, is located within the mesentery of the bowel. Type III, the retroperitoneal type, 

involves the retroperitoneal structures, such as the mesenteric root, the aorta and the vena cava. The type IV 

multicentric type extensively involves the intra-abdominal and retroperitoneal organs[6]. 

The treatment of choice is complete surgical resection in order to avoid recurrences or 

complications[12]. Aspiration and injection of sclerosing agents may be used for symptomatic diffuse lesions 

which are unresectable due to involvement of vital structures [13]. In selected cases laparoscopic approach may 

be used[14]. Histopathology remains the key to definitive diagnosis, sometimes supported by 

immunohistochemistry. Characteristic finding is dilated lymph vessels lined by endothelial cells along with 

connective tissue and smooth muscle fibres forming the intervening stroma. The presence of smooth muscle and 

lymphatic spaces in the wall of the cyst differentiates it from a chylolymphatic cyst. Immunohistochemically, 

lymphatic endothelium is positive for CD31,CD34 and D2- 40, Factor VIII related antigen, endothelial receptor-

1, vascular endothelial growth factor-3, prox-1 expression and negative for cytokeratins[15,16]. Calretinin and 

HMB-45 can differentiate lymphangiomas from multi-cystic mesothelioma and lymphangiomyoma 

respectively[17]. Histologically lymphangiomas are classified into three types; capillary (or simple), cavernous 

and cystic[9]. Simple lymphangiomas consist of small, thin-walled, lymphatic channels. Cavernous types are 

composed of dilated lymphatic channels. Cystic type contains lymphatic spaces with smooth muscle fibres in 

the stroma but no connection with the normal adjacent lymphatics. Intra-abdominal and retroperitoneal 

lymphangiomas are generally of the cystic type[10]. In conclusion, retroperitoneal lymphangiomas are 

exceedingly rare benign neoplasms which may present as a diagnostic dilemma. Definitive preoperative 

diagnosis may not be possible. However optimal surgical management can result in remarkably good prognosis. 
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Legend To Figures 

Fig.1A, 1B, 1C:CECT abdomen showing a giant retroperitoneal variegated multicystic mass. 

Fig.2A:  Intraoperative image of the mass being dissected off its retroperitoneal attachments. 

Fig.2B: Gross specimen showing a huge multilocular cystic mass. 

Fig. 3A: Photomicrograph showing variable-sized cystic spaces lined by flattened endothelium (H&E X40). 

Fig. 3B& 3C: Cyst wall lined by fattened endothelial cells and comprised of smooth muscle and aggregates of 

lymphocytes (H&E X100). 

Fig. 3D: Intervening stroma comprised of fibroadipose tissue, smooth muscle fibres and small lymphatic spaces 

(H&E X100). 


