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Lymphangiomatosis is a result of congenital errors of lymphatic 
development which takes place before 20 weeks of gestation. By 
definition Lymphangiomatosis is a benign soft tissue tumour of 
lymphatic channels. We present one such case of lymphangiomatosis 
which involved multiple gastrointestinal organs. Lymphangiomatosis 
is a rare entity which is rarely seen and belongs to spectrum of 
developmental disorders. Recognition of the disease requires a high 
index of suspicion and an extensive workup. Because of its serious 
morbidity, lymphangiomatosis must always be considered in the list 
of our differential diagnosis.
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Introduction
Lymphangiomatosis is a result of congenital errors of 
lymphatic development which takes place before 20 weeks 
of gestation. Lymphangiomatosis is a condition marked by 
the presence of cysts that result from an increase both in 
the size and number of thin - walled lymphatic channels that 
are abnormally interconnected and dilated. By definition 
Lymphangiomatosis is a benign soft tissue tumour of 
lymphatic channels. Strikingly Lymphangiomatosis presents 
as a multifocal lesion.1,2 We present one such case of 
lymphangiomatosis which involved multiple gastrointestinal 
organs.

Case Report
A 46 - year - old male patient came to surgery OPD with 
complaint of a lump in abdomen since last 12 years. The 
swelling was painless and progressive in nature. The 
patient was admitted in the male surgery ward for further 

workup. History Of Present Illness - Patient was apparently 
asymptomatic 12 years back when he noticed a swelling in 
the right lower abdomen, gradually increasing in size. No 
rapid increase in the size of the swelling. No past medical 
or surgical history. No other associated complaints. On 
examination the swelling was 15 x 12 cm in size in right 
side of abdomen with limited mobility, firm to cystic in 
consistency, non - tender. Patient could reduce the swelling 
manually by himself.

USG Whole Abdomen Revealed  Liver: Enlarged in size 
(20 cm) with multiple enlarged cystic lesions are seen in 
liver with variable echogenicity. The largest cyst measuring 
approximately 18.5 x 14.5 cm in right lobe of liver with thick 
internal echoes. Pancreas: Cystic lesions seen in the tail 
region, largest lesion measuring approximately 7.7 x 5.9 cm. 
Spleen: Enlarged in size (12.7 cm) with few intraparenchymal 
cystic lesions, largest measuring approximately 3.4 x 2.4 cm. 
An anechoic cystic lesion measuring approximately 16.9 
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x 14.7 x 13.1 cm is seen in right lumbar region extending 
into right iliac fossa. The lesion shows few internal free 
floating echoes. Impression on USG was suggestive of 
Multiple cystic lesions in liver, pancreatic tail, spleen as 
mentioned above with hepatosplenomegaly. 

CECT Scan of Abdomen and Pelvis: Revealed Multiple 
hepatic, splenic, peritoneal and retroperitoneal cystic 
lesions. Possibility of multiple hydatid cysts to be considered 
as primary differential. 

Histopathology section received following biopsies for 
examination - 1. Retroperitoneal cyst wall, 2. Mesenteric 
cyst wall, 3. Hepatic cyst wall, 4. Lesser sac cyst wall.  
Received four containers - Container 1: Retroperitoneal 
cyst wall - Received cut open cystic structure measuring 
10 x 5 x 1.5 cm with smooth polished surface and multi 
cystic spaces (loculi). Multiple sections show a large cyst 
along with multiple cysts (loculi). The cyst wall is made up 
of fibro collagenous tissue and is lined by flattened cuboidal 
epithelium. There is severe chronic lymphocytic infiltration 
with focal areas of haemorrhage and rupture. The cysts 
are filled with lymphatic fluid. No eosinophils or parasite 
identified. Histological picture is that of lymphangioma.  
Container 2: mesenteric cyst wall - Received multiple 
gray tan soft tissue together measuring 1.5 x 1 x 0.5 cm. 
Multiple sections show multiple multiloculated cysts 
lined by flattened cuboidal epithelium, some of which 
are filled with lymphatics. Histological picture is that of 
lymphangioma. Container 3: Hepatic cyst wall - Received 
cystic tissue fragments measuring 3.5 x 3 x 0.5 cm. Multiple 
sections show lymphangioma. Container 4: Lesser sac cyst 
wall - Received cystic tissue pieces measuring 8 x 3.5 x 0.5 
cm. Multiple sections show lymphangioma.

Figure 1-2.CECT Scan of Abdomen and Pelvis 

Exploratory Laparotomy: With aspiration and excision of 
cysts was planned and performed. The intra - operative 
findings were as follows: A large cyst (20 x 20 cm) arising 
from retroperitoneal region involving aorta, three small 
mesenteric cysts largest 2 x 2 cm, Left lobe of liver cyst 
(5 x 5 cm) with septations, Large right lobe of liver cyst 
(15 x 15 cm), Lesser sac cyst arising from liver (5 x 5 cm). 
Cysts were drained and cyst wall sent for histopathology 
examination.

Figure 3.Histopathological Findings

The final histopathological diagnosis made from Multiple 
fragments from retroperitoneum, mesentery, liver and 
lesser sac was Lymphangiomatosis. There was no evidence 
of any parasite.

Discussion
Lymphangiomatosis is a rare benign tumour which is 
unusually is diffuse or multifocal. Lymphangiomatosis 
shows diffuse infiltration of various size and shapes of  
lymphatic channels.3 One must be able to differentiate this 
entity from multiple haemangiomas and Angiosarcoma. 
Lymphangiomatosis will contain acellular fluid instead 
of RBCs which will be a feature of haemangiomas 
on histopathological examination.4 Angiosarcoma is a 
malignant mesenchymal lesion which will reveal highly 
atypical spindle cells on biopsy. 
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It is important to remember young age of the pa-
tient and bland histological features are always 
seen in Lymphangiomatosis. Multifocal lesions in 
Lymphangiomatosis can be seen in soft tissue, bones, any 
other organs except Brain.5 The prognosis of the patient 
depends on the type of organ involved. Involvement of soft 
tissue with or without bone lesions has excellent prognosis 
whereas lesions can in liver, spleen, intestine, heart, lung 
carries poor prognosis.6 

Our case revealed specifically visceral involvement of 
gastrointestinal organs. Lymphangiomatosis is a rare 
disease which can be diagnosed by collective effort of 
diagnostic modalities like radiology and histopathology. 
The treatment plan includes Surgical intervention mainly. 
One point to be noted is that it is likely that after removal 
these lesions may reoccur.7,8

Conclusion
Lymphangiomatosis is a rare entity which is rarely seen 
and belongs to spectrum of developmental disorders. 
Recognition of the disease requires a high index of suspicion 
and an extensive workup. Because of its serious morbidity, 
lymphangiomatosis must always be considered in the list 
of our differential diagnosis.
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