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Letters to the Editor

Hemangioendothelioma and other small bowel
tumors as a cause of obscure gastrointestinal
bleeding
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Dear Editor,

Vascular and neoplastic lesions of the small intestine are the
most common cause of obscure gastrointestinal bleeding. But
sometimes, in adults, we can find intermediate malignancy lesions
whose management can be a challenge.

Case report

We present a 78-year-old woman with episodes of hema-
tochezia of 4 months duration without other symptoms. She had
a painful right hemiabdomen without masses at palpation, fer-
ropenic anemia (hemoglobin 6,6 g/dL, transferrin saturation index
4 %) and normal level of carcinoembryonic antigen.

There was not any bleeding lesion in gastroscopy or
colonoscopy. But the barium X-ray showed a filling contrast
defect in the last ileal loop. An endoscopic capsule was performed,
in which we could recognize a lesion that appeared to be submu-
cosal, of 1 cm in size, eroded, with minimal bleeding, approxi-
mately 10 minutes before the first image of the cecum.

Because of this finding, a surgical exploration was done. A
1 cm pink lesion over a pale base, was identified, 70 cm proximal
to ileocecal valve. No other lesions or lymphadenopathy were
found on parietal surface of the bowel, mesentery or peritoneum.
A 7 cm enterectomy was performed with safety margins of 3 cm
and terminal anastomosis.

Histological analysis described a epithelioid eosinofilic cells
proliferation, with irregular sized cells and prominent nucleoli,
forming a kind of lobes and small blood vessels with erythrocytes
inside them. Immunohistochemistry CD34+ (hematopoietic stem-
cell) and proliferation index of 20 % (intermediate malignancy)
was compatible with a hemangioendothelioma.

Staging PET-TC did not show pathologic uptake. Patient is in
clinical remission at 3 years follow-up.

Discussion
Small bowel tumors account for 1-3 % of all gastrointestinal

malignancies and approximately two thirds are malignant (1).
They constitute a finding in 3 % of scans with capsule

Fig. 1. Exposure of the piece through mini-laparotomy, where we can
see the transmural involvement of the lesion (A). Image obtained by cap-
sule endoscopy (B). Correlation with the mucosal side exposed, showing
between villous a pink injury over pale base, of 1 cm diameter (C). When
dissected, we observed a vascular background (D).
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endoscopy (2,3). Among the clinical manifestations, hemor-
rhage is the second symptom in frequency after obstruction.
Bleeding occurs in 20-50 % of the benign tumors and most of
malignant (4).

If associated with anorexia and weight loss, it should suspect
malignancy, although only half of malignancies presents this triad
(5).The most common benign tumors are leiomyomas (40 %),
adenomas (30 %), and lipomas (20 %). Among the malignant,
the more frequent are adenocarcinomas (40 %), carcinoid (25-30
%), lymphomas (15-20 %), sarcomas (12 %), and metastasis
(melanoma, breast cancer and hypernephromas) (6).

The term “hemangioendothelioma”, coined in 1908 (Mallory)
to designate any endothelial tumor, was booked from 1988
(Enzinger, Weiss) to define an intermediate histological lesion
between malformation (angioma) and malignant tumor (angiosar-
coma).

Hemangioendotheliomas are rare and locally aggressive. There
are four histological types: epithelioid, fusiform, kaposiform, and
endovascular papillary angioendothelioma (Dabska tumor) (7).
Frequency order concerning location is: Skin, liver, spleen, gas-
trointestinal tract (especially jejunum and ileum) (8), bone, lung
and head-neck. About 50 % of patients with internal organ
involvement, associate skin lesions.

In adults, fusiform and epithelioid variants are the most com-
mon, affecting nodular/diffuse, uni/multi-organ. Usually are diag-
nosed in women at 6" decade of life. They usually manifest as
iron deficiency anemia when it is located in the small intestine
(9), or anemia, weight loss, and even painful hepatomegaly, portal
hypertension or platelet sequestration (Kasabach-Merritt syn-
drome) when located in liver. Heart failure has been described
because of massive arteriovenous shunts in case of big tumors.
The development of hemangioendotheliomas has been associated
with previous radiotherapy, oral contraceptives, and inhalation
of vinyl chloride, none of which was present in our patient. Thirty
percent of them metastasize via lymphatic, meaning 20-50 % 5-
years survival. Although spontaneous remissions have been
described, they usually require surgical excision. However, those
located in the liver usually relapse and require corticosteroids,
interferon or arterial embolization, with conflicting results among
different reports.
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Given their low frequency, we must not forget the differential
diagnosis with other neoplasias. Aggressive surgery (with later
histological confirmation) and early detection of multifocality
are the keys to determine prognosis.
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