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Case Report 
An extremely rare case report: small intestine diffuse 
lymphangiomatosis with jejunum focal cavernous  
hemangioma in a 51-year-old female  
suffering from melena
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Abstract: Lymphangiomas, one kind of benign tumor, usually arise during infancy, and is uncommon for adults and 
even more uncommon in small intestine. Diffuse lymphangiomas of small intestine, also called small intestine 
lymphangiomatosis, are even rarer and it is so rare that it has seldom been reported in the world. Thus we report a 
case of diffuse lymphangiomas of small intestine in a middle-aged female who presented with fatigue, anemia and 
melena, and underwent partial small intestine resection so that exploratory laparotomy was performed.  Histologi-
cal examination revealed diffuse lymphangiomas of small intestine with jejunum focal cavernous hemangioma and 
there was the appearance of multiple abdominal lymphangioma with calcification.
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Introduction

Lymphangiomas, as a rare benign tumor, usu-
ally arise during infancy and can occur any-
where in the skin. Small intestine diffuse lymph-
angiomatosis is extremely rare among adults 
so that there hardly is no relevant article about 
it in recent 10 years. Also, cavernous hemangi-
omas of the small intestine are rare and it 
accounts for 5% to 10% of all benign diseases. 
As a matter of fact, cavernous hemangiomas of 
the small intestine are simply a kind of vascular 
proliferative disease rather than a real tumor. 
Both of those are rare but they did occur in a 
Chinese woman. Therefore we report a case of 
diffuse lymphangiomas of small intestine with 
jejunum focal cavernous hemangioma as has 
never been reported before.

Case report

The patient, a 51-year-old female with fatigue 
and ½-year history of anemia, went to a local 
hospital. CT scan reported multiple abdominal 
cysts with calcification and gastroscopy indi-

cated chronic superficial gastritis and gastric 
polyps. She didn’t care about it at that time.  
But the above symptoms increased in recent 
ten days and severe melena appeared. Thus 
she went to the local hospital again and the 
hemoglobin level was 96 g/L after the transfu-
sion of red blood cells at 1200 ml, diagnosed 
as anemia. As a result, she came to our hospi- 
tal and her positive signs were as below: mele-
na, left upper quadrant pain and anemia. The 
following levels were found in the blood via 
blood test: leukocyte 3.26*109/L, erythrocyte 
3.5*109/L, hemoglobin 99 g/L. The levels of 
tumor markers (CEA, AFP, CA199), routine uri-
nalysis as well as other blood tests were within 
normal limits.

The enhanced computed tomography scan 
(2017-01-12) scan of our hospital reported  
multiple abdominal cysts with calcification, 
remaining to be determined (See Figure 1). We 
considered it to be gastrointestinal stroma 
tumors (GIST) before operation. It was a pity 
that we didn’t carry out enteroscopy, gastro-
scope and stool occult blood test on the patient 
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Figure 1. Enhanced computed tomography. A. The biggest cyst with calcification; B. The other hard lesion.

Figure 2. A. The finger position suspecting hemangioma; B. Partial small intestine is cut off, the suture suspects 
hemangioma.

Figure 3. A lot of white cysts pervading the whole 
small intestine especially jejunum.

out of her being too eager to have an opera- 
tion. She had a previous history of pulmonary 
tuberculosis.

On January 16, 2017, exploratory laparotomy 
was performed and a lot of white cysts were 
found pervading the whole small intestine, 
especially the jejunum. Moreover, exploratory 
laparotomy showed that chyliform ascites was 
about 100 ml. We had explored the whole sm- 
all intestine and detected an appropriate 1.5 
cm dark red occupying hemangioma 140 cm 
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Figure 4. A. Histological section revealed the proliferation and expansion of lymph-vessel through whole intestinal 
wall, especially submucosal and serosa, with calcification; B. The biggest cyst, hard, contains white chyliform fluid.

away from the ligament of Treitz, which was 
considered as the site of bleeding (See Figure 
2). Apart from that, we also found multiple cysts 
in small intestine, two of which were big and 
hard while the rest ones were soft. All of those 
multiple cysts in small intestine contained chy-
liform ascites (See Figure 3). We cut off the 
intestinal segment about 15 cm and found 
cysts of varying sizes distributed both inside 
and outside the small intestine. Histological 
examination revealed diffuse lymphangiomas 
of small intestine with jejunum focal cavernous 
hemangioma and there was the appearance  
of multiple abdominal lymphangioma with cal- 
cification (See Figure 4). The hemoglobin level 
of the patient was 92 g/L after operation and 
we then conducted anti-inflammatory (using 
Sulperazone for 4 days) and rehydration thera-
py (using Compound Amino Acid Injection 
(l5AA), Fat Emulsion Injection and appropriate 
glucose for 5 days) toward her. On the fourth 
day after operation, she reported an uncom-
fortable state of exhaustion. One day later, we 
provided her a liquid diet. She recovered and 
discharged from hospital on the eighth day 
after operation and no intestinal leakage, ob- 
struction and bleeding occurred. By far (2017-
07-13), melena or obstruction had not reap-
peared yet so that she could deal with normal 
work on her own. However, small cysts still re- 
mained in her abdomen.

Discussion

The pathogenesis of lymphangiomatosis is not 
yet known. And there is no relevant article 
about small intestine diffuse lymphangiomato-

sis in recent 10 years. Only a few scattered, 
solitary lymphangiomas was reported. Some 
authors hold that it may originate from the ly- 
mphoid tissues during the embryonic period 
because the hyperplasia of residual lymphoid 
tissues caused lymphatic expansion so as to 
further result in lymphangiomatosis [1]. Other 
authors deem that it may be a result of the  
connectivity of immature interstitial portion of 
lymphatic vessels with the venous system [2]. 
Both of these two theories can explain why 
lymphangiomatosis usually arises during infan-
cy. Lymphangiomatosis can be classified four 
main types: (1) capillary lymphangioma, (2)  
cavernous lymphangioma, (3) cystic lymphan-
gioma, (4) hemo-lymphangiomatosis [3]. This 
kind of classification is based on different ph- 
ases of the same disease. Lymphangiomatosis 
and hemangioma are both benign tumors and 
they can occur at the same time. This case is 
right a good example. The common sympto- 
ms of small intestine lymphangiomatosis ma- 
inly include the below ones: bleeding (espe- 
cially with hemangioma), intestinal obstruction 
(the most common), abdominal pain (depend-
ing on the size and location of the tumor) [4].

As lymphangiomatosis is the benign hyperpla-
sia of lymphoid tissues, some authors sug- 
gest that asymptomatic lymphangiomastosis 
call for regular observation [5]. However, once 
symptoms like bleeding, obstruction, etc. oc- 
cur, an operation is quite necessary to cut off 
limited number of cysts. Moreover, the progno-
sis is good as well. But the tricky problem is 
that small intestinal lymlymphangiomatosis 
has a very high recurrence rate that can even 
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approach 100% [6], which needs to be dealt 
with urgently.

Abdominal CT scan and MRI, though lack of 
specificity, are still necessary. Lymphangio- 
mastosis may present with cysts of varying si- 
zes which contain intracystic debris or hemor-
rhage [7]. MRI is advantageous for detecting 
fluid-filled cystic lesions as it may reveal the 
cystic nature of cavernous lymphangiomasto- 
sis that appear as solid masses on CT [8]. With 
the development of capsule endoscopy and 
small intestinal endoscope, it has tremendous 
value in the small intestinal lymphangiomasto-
sis diagnosis.

Lymphangiomatosis is a rare disease that usu-
ally has no specific clinical performance, so the 
doctor can easily succumb to misdiagnosis and 
missed diagnosis. A complete medical history, 
careful physical examination and assistant ex- 
amination are necessary [9]. Complete surgical 
resection should be performed when neces-
sary. We report this rare case with the aim to 
improve your understanding of this disease.
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