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Abstract

Angiosarcoma is a highly aggressive soft tissue sarcoma that develops from the endothelial lining of the blood vessels. It is a rare 
malignant tumor that mostly affects the skin and subcutaneous tissue. Angiosarcoma rarely occurs in the Gastrointestinal (GI) tract, 
and the prognosis is poor when it does. There have been a few reported cases of primary intestinal angiosarcoma; however, no case 
of angiosarcoma of the GI tract in a Human Immunodeficiency Virus (HIV) patient has been identified. We present the first reported 
case of primary small bowel angiosarcoma in a 32-year-old male with HIV and chronic slow-growing mesenteric mass, for which 
the patient underwent surgical en-bloc resection with evidence of local invasion to the sigmoid colon and bladder. Pathological and 
immunohistochemical analyses confirmed the diagnosis of angiosarcoma. We discuss the surgical intervention, further postoperative 
management, and clinical course. In this article, we also analyzed reported cases of primary small intestinal angiosarcoma. We 
discovered that factors such as old age, postoperative GI bleeding, metastasis, and a lack of chemotherapy are associated with a poorer 
prognosis. Notably, the actual tumor size or the patient’s sex has no impact on patient outcome. This case highlights the importance 
of recognizing this rare malignancy and its grim prognosis in the context of HIV.

Introduction

Angiosarcoma is an uncommon, malignant soft tissue sarcoma 
arising from the vascular or lymphatic endothelium. Despite 
its rarity, it is highly aggressive, with a propensity to invade 
and metastasize to other parts of the body due to the extensive 
distribution of blood vessels and lymphatic systems [1]. 
Angiosarcoma, which accounts for fewer than 2% of all soft 
tissue sarcomas, usually affects the skin and subcutaneous tissue. 
It is more prevalent in men and the elderly, with a median age of 
68.5 years [1,2]. The specific cause of angiosarcoma is unknown; 
however, certain risk factors, including chemical exposure, 
radiation therapy history, and chronic lymphedema, have been 
associated with its development [3]. Intestinal angiosarcomas 
are highly rare and present with nonspecific symptoms such as 

anemia, GI bleeding, abdominal pain, fatigue, and weight loss. 
The rarity and atypical presentation often result in a delayed 
diagnosis and a poor prognosis [4]. We present the first reported 
case of intestinal angiosarcoma in a young man with HIV whose 
HIV status has been well-controlled since starting antiretroviral 
medication after diagnosis in 2019. This case is noteworthy 
because Kaposi sarcoma commonly affects immunocompromised 
individuals, particularly those with HIV, and the GI tract is the 
second most common site [5]. Other GI malignancies seen in 
these patients include Epstein-Barr virus-associated smooth 
muscle tumors, posttransplant lymphoproliferative disorders, and 
lymphomas [5,6]. We also analyzed literature reviews on primary 
small intestinal angiosarcoma to better understand its clinical 
presentation, diagnosis challenges, therapeutic methods, and 
outcomes.

https://www.linkedin.com/in/bhartisharmamanu/overlay/about-this-profile/
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Case Presentation

A 32-year-old Hispanic male with past medical history of HIV 
(since 04/2019) on antiretroviral therapy (HIV viral load – 
HIV-1 RNA detected <20 with a CD4 count of 975 cells/mcL) 
and history of mesenteric mass in pelvis (since 01/2020), who 
has been evaluated with plans for surgical resection but refused 
surgical intervention, presented to the emergency department 
with complain of fatigue, shortness of breath, dizziness, and mild 
headache for one week. The patient also reported blood in stool 
and occasional black stool for two months. Before presentation, he 
was seen in the clinic by his primary care doctor who referred him 
to the Emergency Department (ED) for a blood transfusion due 
to severe anemia with a hemoglobin of 5mg/dl. He was a former 
cigarette smoker and drank alcohol socially. The patient denied a 
history of radiation therapy or toxic chemical exposure. Family 
history was positive for malignant tumors.

Family history:

Paternal grandfather: stomach cancer 

Paternal grandmother: uterine cancer

Maternal aunt: uterine cancer

Paternal uncle: colonic polyps

Paternal aunt: breast cancer

Clinical evaluation was notable for tachycardia, abdomen was soft 
without tenderness or palpable mass. Laboratory analysis revealed 
a normal white blood cell count. Hemoglobin and hematocrit were 
significantly low with a value of 5/17.1 g/dL for which the patient 
received two units of packed red blood cells and responded well. 
Esophagogastroduodenoscopy (EGD) revealed a single sessile 
polyp in the gastric body and the first portion of the duodenum 
with no bleeding. A contrast-enhanced Computed Tomography 
(CT) scan of the abdomen and pelvis showed a decrease in size of 
the complex mesenteric mass adjacent to the dome of the bladder 
now measuring 7.8 x 6.6 x 6.5 cm (Figure 1A). CT scan a year ago 
revealed a large complex heterogeneous soft tissue mass with solid 
and cystic components and calcifications superior to the bladder 
and between the bladder and the bowel measuring 8.5 x 6.7 x 7.6 
cm (Figure 1B). On colonoscopy, there was clotted blood in the 
entire colon and red blood in the ileum 20 cm from the ileocecal 
valve. No actively bleeding lesions were identified (Figure 2). 
Capsule endoscopy was further performed to identify the source 
of the GI bleeding (Figure 3). Due to ongoing bleeding on capsule 
endoscopy, the patient was taken to the operating room for 
diagnostic laparoscopy, and converted to exploratory laparotomy. 
The mass was arising from the small bowel. It was adherent to the 
bladder wall and sigmoid colon requiring en-bloc resection of the 
small bowel, bladder wall, and sigmoid colon, with small bowel 
anastomosis and colonic anastomosis with primary repair of the 
bladder. The patient did well post-operatively and was discharged 
home on postoperative day 5. 

Figure 1: Contrast-enhanced computed tomography of the abdomen and pelvis (06/2024) of a 32-year-old-man with anemia, showing 
(A) a slight decrease of the complex mesenteric mass from maximum 8.2 cm diameter to 7.8 cm diameter, and (B) CT scan a year ago 
(01/2023) showed large complex heterogenous mass superior to the bladder and between the bladder and the bowel measuring 8.5 x 6.7 
x 7.6 cm.
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Figure 2: Colonoscopy revealing clotted blood in the entire colon and blood in the ileum.



Citation: Kafaru M, Sharma B, Huang T, Agriantonis G, Whittington J, et al. (2024) Angiosarcoma of the Small Intestine in HIV 
Patient: A Case Report and Literature Review. J Surg 9: 11134 DOI: 10.29011/2575-9760.11134

4 Volume 09; Issue 12
J Surg, an open access journal
ISSN: 2575-9760

Figure 3: Video capsule endoscopy showed a medium-sized (between 5-20 mm) sessile polyp found in the duodenum without active 
bleeding. Red blood is found in the ileum. Active ongoing bleeding in the small bowel.

Pathological Findings

The friable mass was identified at the mesenteric aspect of the small bowel, measuring 9.0 x 7.0 x 7.0 cm (Figure 4). Microscopic 
examination (Figure 5 A-C) showed angiosarcoma at the serosal aspect of the small bowel with fibrotic capsule. There was extensive 
necrosis and only foci of viable sarcoma cells. Foreign body material and giant cell reaction seen. Small bowel mucosa was unremarkable. 
The margins were negative for sarcoma. The cells are maintained in the vascular spaces highlighted by CD34. The neoplastic cells are 
positive for CD31, ERG 1, CAM 5.2, cytokeratin AE1/E3 (very weak), negative for CK7, CD34, and MSA on immunohistochemistry 
analysis ((Figure 5 D-E). Ki-67 30%. HHV8 is negative.
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Figure 4: intraoperative finding revealed a small bowel segment with a thick capsule and necrotic tissue.

Figure 5: Pathological findings. (A) gross examination of resected tumor; (B) tumor necrosis. Immunohistochemical analysis of the 
tumor tissue showing, (D) positive for CD31 and (E) ERG.

Management and Outcome

To analyze the management and outcomes of patients with primary intestinal angiosarcoma, we searched PubMed using the search 
term “primary small intestinal angiosarcoma” from 2012 to 2024. We found 11 case reports but excluded 4 because they were not 
located in the small intestine, leaving us to analyze 7 cases [1,2,7,3,4,8,9]. Our analysis revealed that surgical resection is the primary 
treatment for intestinal angiosarcoma, often combined with adjuvant chemotherapy or radiation therapy. Of the 7 cases reviewed, 6 
patients underwent surgical resection. Two of the patients with resection received adjuvant chemotherapy with paclitaxel, while one 
experienced an allergic reaction and was switched to doxorubicin. Due to financial constraints, the remaining four patients either refused 
chemotherapy or died before they could attempt it. One of the patients who received surgical resection and adjuvant treatment died in 
less than a month from malignant bloody ascites that necessitated repeated blood transfusions [7], and the other died in less than a year 
from rapid disease progression with cancer pain [3]. The survival period for the four patients who received surgical resection without 
subsequent chemotherapy was notably short, with survival rates of fewer than six months reported [2,7,4,9]. In our case report, the 
patient underwent a successful surgical resection without postoperative complications. The patient was presented at the tumor board 
meeting, where adjuvant radiation therapy was recommended due to the proximity of the tumor bed to the pelvic side wall and the need 
for dissection of this tumor from the pelvic side wall. A genetic referral was made given the patient’s young age and strong family history 
of cancer. However, on post-discharge day 42, the patient presented to the emergency room with progressive hemoptysis, weight loss, 
and diaphoresis for the past week. CT Angiography (CTA), thoracentesis, and bronchoscopy with lung tissue biopsy confirm stage IV 
angiosarcoma with pulmonary metastasis. The patient is currently undergoing palliative chemotherapy discussion.
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Discussion

Angiosarcoma, originating from the vascular or lymphatic 
endothelium, is a rare but very aggressive tumor with a high potential 
for metastasis due to its vast vascular and lymphatic networks [1]. 
It accounts for less than 2% of all soft tissue sarcomas and primarily 
affects the skin and subcutaneous tissue, with rare occurrences in 
the small intestine [2]. Langhans and colleagues first documented 
angiosarcoma in the spleen in 1879, and since then, there have 
only been a few reported cases of primary intestinal angiosarcoma 
[7]. Commonly involved organs include the heart, liver, and spleen 
[10]; it frequently metastasizes to the lung [11]. Due to delays in 
presentation and diagnosis, intestinal angiosarcomas have a poor 
prognosis. Our literature review of 7 cases of primary small bowel 
angiosarcoma reveals that patients often present with nonspecific 
symptoms of abdominal pain, abdominal distention, fatigue, 
weight loss, anemia, and bloody stool [1,2,7,3,4,8,9]. Notably, 
none of the reviewed patients, including our own, had a history 
of radiation exposure or chemical exposure. Imaging modalities 
like CT scans and endoscopies are frequently insufficient for 
diagnosing intestinal angiosarcomas because of their lack of 
specificity [4]. Harding et al. further support this by finding that 
CT scans, capsule endoscopy, Magnetic Resonance Imaging 
(MRI), and Positron Emission Tomography (PET) are insufficient 
to detect bleeding sites or diagnose the disease  [9]. In our case, 
while CT scans identified the abdominal mass, capsule endoscopy 
revealed active bleeding but did not confirm the diagnosis. We 
achieved a definitive diagnosis through surgical resection and 
immunohistochemical analysis [4], which revealed positivity 
for endothelial markers such as CD 31, ERG 1, and CAM 5.2, 
consistent with other cases of intestinal angiosarcoma.

Treatment modalities mainly involve surgical resection, 
radiotherapy, or chemotherapy [4]. The decision to use radiotherapy 

as an initial treatment or after resection is based on the location of 
the tumor, size, overall health of the patient, or unresectable tumor. 
Sasaki et al. discovered that Radiotherapy (RT), combined with 
or without surgery and adjuvant rIL-2 immunotherapy improved 
survival in people with angiosarcoma. However, there isn’t a lot 
of information specifically on intestinal angiosarcoma [11,12]. 
All adjuvant chemotherapies are based on empirical studies of 
cutaneous angiosarcoma, as studies on GI angiosarcoma are scarce 
due to their rarity [9]. Common chemotherapy options include 
doxorubicin, paclitaxel, thalidomide, vincristine, and dacarbazine. 
Doxorubicin and paclitaxel provide longer survival. Due to the 
tumor’s proximity to the pelvic side wall, we recommended 
adjuvant radiation therapy for our patient after surgical resection. 
The patient developed hemoptysis, diaphoresis, and weight loss a 
few weeks after surgery, leading to hospital admission. The CTA 
showed diffuse, scattered ground-glass and nodular infiltrates 
throughout the lungs, with increasing mediastinal and hilar 
adenopathy. A thoracentesis and bronchoscopy confirmed that the 
angiosarcoma had metastasized, and the tumor was positive for 
CD31 (diffuse), CD34 (rare), and von Willebrand Factor (partial). 
We recommended palliative chemotherapy, choosing Adriamycin-
based vs Taxane-based. The patient opted to go for a second opinion 
before finalizing his decision to proceed with chemotherapy. This 
case highlights the challenges of diagnosing and managing small 
bowel angiosarcoma, especially in patients with HIV. The single-
patient nature of this case may not fully represent the broader 
spectrum of the disease, and there is a lack of long-term follow-up 
data to assess outcomes and recurrence. Because this cancer shows 
up in a very unusual way, we must think about intestinal tumors, 
like angiosarcoma, in all patients who have ongoing GI symptoms 
like abdominal pain and bleeding from the rectum. We should start 
the workup earlier to find it early and improve patient outcomes. 
(Table 1) summarizes the literature on previously reported cases 
of primary small intestinal angiosarcoma, including our patients.
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Table 1 Patient characteristics and symptoms during the disease

Age gender symptoms Risk 
factor

Past medical 
history

Family history of 
GI malignancy management outcomes

73 M Melena, weakness, 
fatigue, chest pain no no no Resection with 

chemotherapy died

43 W
Abdominal pain, fatigue, 
weight loss, abdominal 

distension
no no no Surgical resection 

only Died 3months post-op

70 M
Abdominal pain, melena, 
weight loss, abdominal 

distension
no no no Surgical resection 

only Died 4months post-op

33 M Abdominal pain, weight 
loss, fatigue no no no Resection with 

chemotherapy Died post-op

85 W Abdominal distension, 
fever no no no Surgical resection 

only Died 42days post-op

51 M Melena, weight loss, 
anemia no no no Resection with 

chemotherapy
Died 7months post-

discharge

84 M GI bleeding no no no Surgical resection 
only died

Our 
case M Fatigue, anemia, weight 

loss no HIV Yes Surgical resection 
only

Developed pulmonary 
metastasis

Table 1:  It represents previously reported cases of primary small intestinal angiosarcoma, including our patients.

Conclusion

To the best of our knowledge, this is the first reported case of 
primary small intestinal angiosarcoma in a well-controlled HIV-
positive patient. We also examined the clinical features, diagnosis, 
treatment, and prognosis of seven reported cases of intestinal 
angiosarcoma. We discovered that it is most common in men and the 
elderly, with the most common presentation being abdominal pain, 
fatigue, weight loss, and rectal bleeding. The primary treatment 
is surgical resection, with or without adjuvant chemotherapy or 
radiation therapy. According to reports, the addition of adjuvant 
chemotherapy improves the patient’s prognosis. Our case report 
is limited by the small size of the literature review and the single-
patient nature.
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