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Abstract
Lymphangioma is an uncommon benign tumor that 
develops in the lymphatic system. Abdominal lymphan-
giomatosis is extremely rare in adult patients, and the 
clinical symptoms of this condition are complicated and 
atypical. We report a case of abdominal lymphangioma-
tosis in a 38-year-old female who presented with intes-
tinal bleeding and protein-losing enteropathy, as well as 
lesions in the lung and bones. A computed tomography 
scan revealed multiple small cystic lesions without en-
hancement. Histological examination revealed micro-
scopic cysts were submucosal, with walls composed 
of thin fibrous tissue, and D2-40 stained highlight the 
lining of the lymphatic channels by immunohistochemi-
cal method. We make a comparison with the cases re-

ported before, and also discuss the diagnose of diffuse 
pulmonary lymphangiomatosis and Gorham’s disease.
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Core tip: Abdominal lymphangiomatosis is extremely 
rare in adult patients, and the clinical symptoms of this 
condition are complicated and atypical. We report a 
case of abdominal lymphangiomatosis in a 38-year-old 
female who presented with intestinal bleeding and pro-
tein-losing enteropathy, as well as lesions in the lung 
and bones. From this case and releated the literature 
review, we can achieve a better understanding of this 
disease.
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INTRODUCTION
Lymphangioma is a rare benign tumor that develops in 
the lymphatic system. Lymphangiomas occasionally oc-
cur diffusely, and this process is referred to as “generalized 
lymphangiomatosis”[1]. This disease usually occurs in chil-
dren and involves the skin. Mesentery lymphangiomatosis 
is extremely rare in adults. We reported one case of  ab-
dominal lymphangiomatosis with lung and bone lesions 
in a 38-year-old female, which had not previously been 
reported.

CASE REPORT



CASE REPORT
The patient was a 38-year-old female who had com-
plained of  melena for 3 mo and weakness for 10 d. In 
addition, she had a history of  4 mo of  hemoptysis, and 
she had received antibiotic therapy at a local hospital for 
pneumonia. She had no history of  trauma, no history of  
surgery, and no other meaningful history. Upon physical 
examination, she presented an anemic appearance but no 
other positive signs. Laboratory values upon admission 
indicated microcytic hypochromic anemia, with hemoglo-
bin value of  74 g/L and albumin value of  20.9 g/L. The 
tumor markers (CEA, CA-125, and CA-199) were within 
normal limits. A laboratory examination for tuberculosis 
(T-SPOT TB test) was negative. Other blood laboratory 
tests were normal. Chest computed tomography (CT) 
enhancement scan revealed a low-density lesion along the 
pulmonary vessels and a small amount of  effusion in the 
left pleural cavity (Figure 1). There were local high den-
sity regions on both sides of  the clavicle and the sternum 
and nodular increased densities in the head of  the right 
humerus. The right scapula had a local high-density ap-
pearance. Abdominal CT revealed multiple small cystic 
lesions without enhancement distributed in the fundus 
of  the stomach, the peripancreatic area, the mesenteric 
area, the retroperitoneal space and the spleen. The big-
gest lesion reached 62 mm (Figures 2 and 3). Abdominal 
ultrasonography revealed multiple cystic dark areas in the 
abdomen cavity that featured communicative branches, 
and a slow blood flow signal was detected. We punctured 
the abdominal cystic mass using B ultrasonic position-
ing, and the cytology of  the puncture fluid revealed the 
following characteristics: scattered with lymphocytes of  
mainly inflammatory cells, no tumor cells, and a nega-
tive qualitative analysis for chyle. The pathology of  the 
humerus nodules after puncture indicated coagulation 
necrotic bone tissue. Gastroscopy and double-balloon 
enteroscopy revealed chronic non-atrophic gastritis and 
duodenal lymphangiectasia with hemorrhage (Figure 4). 
The patient was cured by decreasing gastric acid, along 
with hemostatic and fluid infusion initially, but she con-
tinued to present melena. She then underwent an explor-
atory laparotomy, which revealed multiple cysts in the 
right upper quadrant of  the greater omentum and retro-
peritoneal space. The cysts had a thin wall and contained 
clear cyst fluid, with tortuous, dilated sponge-like blood 
vessels next to the cysts. Consequently, the surgeon used 
cavity mirrors to perform surgically assisted distal gastric 
resection and bi II-type anastomosis. Pathology after the 
surgery indicated abdominal lymphangioma (Figures 5, 6 
and 7). However, she continued to present melena iron-
deficiency anemia and hypoproteinemia after the surgery.

DISCUSSION
Lymphangiomas consist of  endothelium-lined spaces, 
which are supported by connective tissue stromata of  
variable thickness that contain lymphoid tissue, round 
cells, and smooth muscle[1]. A total of  90% of  lymphan-

giomas occur in children under 2 years of  age and involve 
the head and neck. These lesions are rarely observed in 
adult patients[2]. These benign malformations are classi-
fied into four categories[3]: capillary lymphangioma, cav-
ernous lymphangioma, cystic lymphangioma (hygroma) 
and hemolymphangioma (a combination of  hemangioma 
and lymphangioma). Lymphangiomatosis is one subtype 
of  lymphatic disease, which is a much rarer condition. 
It can be limited to a particular organ or structure (e.g., 
spleen, liver, or thoracic cavity) or involve a more gener-
alized process[4]. 

A PubMed search with the words “lymphangioma-
tosis” found a total of  articles of  359 articles. There 
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Figure 1  Chest computed tomography scaning. A: low density lesion (arrow) 
occurs along the pulmonary vessels; B: small effusion (arrow) in the left pleural 
cavity. 

Figure 2  Abdominal computed tomography reveals multiple small cystic 
lesions (arrow) without enhancement in the abdominal cavity. 



are about 56 articles on adult patients with abdominal 
lymphangiomatosis in English. The most frequent 
symptom is abdominal pain. A subset of  the patients are 
asymptomatic. Only 3 articles[5-7] described adult patients 
of  lymphangiomatosis with gastrointestinal bleeding and 
hypoproteinemia. Compared to these cases, this patient 
presented concomitant lung and bone lesions, which will 
be discussed in the following section. Some abdominal 
lymphangiomatosis are accompanied by other lym-
phatic abnormalities such as lymphangiectasia. Protein-
losing enteropathy is the complication of  a variety of  
intestinal disorders characterized by an excessive loss of  
proteins into the gastrointestinal tract due to impaired 

integrity of  the mucosa[8]. Intestinal lymphangiectasia is 
one of  the reasons of  protein-losing enteropathy. We 
administered a small intestinal fiberscopy, which clearly 
revealed the pathological changes of  the intestine that 
could explained why this patient had hypoproteinemia. 
Aggressive surgery should be avoided in these symptom-
less cases because it is now known that these lesions are 
benign[9]. Kochman et al[10] suggested that asymptomatic 
lymphangiomas should most likely be left alone. Howev-
er, when they cause significant mortality because of  their 
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Figure 3  computed tomography enterograph reveals multiple small cystic 
lesions (arrow) without enhancement in the abdominal cavity. A: Sagittal 
images; B: Coronal images.

Figure 4  Single balloon enteroscopy reveals duodenal lymphangiectasia 
with hemorrhage (arrow). 

Figure 5  Broken vesica of the gross specimen (arrow). 

Figure 6  Histology of the omentum majus: microscopic cysts were sub-
mucosal, with walls composed of thin fibrous tissue (inset) (HE, original 
magnification × 40).

Figure 7  D2-40 stains highlight the lining of the lymphatic channels 
(arrow). 
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definitive diagnosis requires a complete medical history, 
careful physical examination and thorough assistant ex-
amination; sometimes, even an invasive method is neces-
sary. Clinical doctors must improve their understanding 
of  this disease.
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COMMENTS
Case characteristics
The patient had complained of melena for 3 mo and weakness for 10 d.
Clinical diagnosis
This case was diagnosed with lymphangiomatosis.
Differential diagnosis
The abdominal lympangiomatosis could be diagnosed by pathological method, 
but only according to the image data, the authors couldn’t make a definite diag-
nose to the lung and bone lesion.
Laboratory diagnosis
Laboratory values upon admission indicated microcytic hypochromic anemia, 
with hemoglobin value of 74 g/L and albumin value of 20.9 g/L.
Imaging diagnosis
Abdominal computed tomography revealed multiple small cystic lesions without 
enhancement distributed in the fundus of the stomach, the peripancreatic area, 
the mesenteric area, the retroperitoneal space and the spleen.
Pathological diagnosis
Histology of the omentum majus showed microscopic cysts were submucosal, 
with walls composed of thin fibrous tissue, and D2-40 stained highlight the lin-
ing of the lymphatic channels by immunohistochemical method.
Treatment
Distal gastric resection and bi Ⅱ-type anastomosis were performed in this 
case.
Related reports
Only 4 articles describing adult patients of lymphangiomatosis with gastrointes-
tinal bleeding including our case have been reported in the English literature.
Term explanation
Diffuse pulmonary lymphangiomatosis is a rare disease characterized by infil-
tration of the lung, pleura and mediastinum with thin-walled lymphangiomas. 
Gorham’s disease is a rare condition characterized by progressive osteolysis of 
bone.
Experiences and lessons
Lymphangiomatosis is a rare disease that usually has no specific clinical per-
formance, improving the understanding of this disease can avoid misdiagnosis 
and missed diagnosis.
Peer review
This paper reported a very unusual and interesting case of abdominal lymph-
angiomatosis. A thorough revision of the literature and a good description of the 
clinical case were made. A short comment about protein losing enteropathy is 
necessary in the text. Also, it is advisable to mention that lymphngiomatosis can 
also be observed in the kidneys. 
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