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SUMMARY
Introduction Primary angiosarcomas arising from the digestive system are rare, representing less than 
1% percent of the malignant sarcomas. Only a few cases have been reported in the literature. Colorectal 
involvement is exceedingly uncommon and is a harbinger of a poor prognosis with widespread metastasis. 
Diagnosis is often delayed due to non-specific symptoms and pathology which mimics other tumors.
Case outline A 52-year-old woman was presented to the emergency room in July 2021, complaining 
of protracted malaise, and rapid fatigue and occasional sweating. Multislice computed tomography 
(MSCT) of the abdomen and small pelvis revealed the existence of lobular, well vascularized, supravesical 
lesion, located along the anterior contour of the uterine corpus, in the convolutes of the small intestine. 
The patient was subjected to operative treatment with curative intent. Intraoperatively, a completely 
tumor-altered caecum was verified Standard histopathological examination demonstrated a high grade 
epithelioid angiosarcoma with severe pleomorphism and solid growth pattern. The control MSCT of 
abdomen and small pelvis which was done 12 months after the operation did not show the existence 
of any pathological lesions.
Conclusion Both clinical and pathological diagnoses of colorectal angiosarcoma are challenging. Pa-
tients are presenting non-specific symptoms, which can lead to mismanagement and late diagnosis. A 
pathological diagnosis relies on immunohistochemical staining for endothelial markers. In limited tissue 
biopsies, it can be easily misdiagnosed as poorly differentiated adenocarcinoma or gastrointestinal stromal 
tumor. For now, surgical treatment with R0 resection seems to be the only effective treatment modality.
Keywords: angiosarcoma; caecum; gastrointestinal angiosarcoma; colonic angiosarcoma
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INTRODUCTION

Primary angiosarcomas arising from the diges-
tive system are rare, representing less than 1% 
percent of the malignant sarcomas [1]. They 
usually arise in the stomach and small intestine 
[2], while colorectal involvement is extremely 
uncommon and is a harbinger of a poor prog-
nosis with diffuse metastasis [1, 3]. Diagnosis 
is often delayed due to non-specific symptoms, 
but also due to pathology which mimics other 
tumors. Management guidelines are very lim-
ited due to tumors rarity.

CASE REPORT

A 52-year-old woman presented to the emer-
gency room in July 2021, complaining of pro-
tracted malaise, rapid fatigue, and occasional 
sweating. No other difficulties were listed. The 
patient was a diabetic with a significant medi-
cal history and was hospitalized several times 
at our Institution, last time three years ago due 
to myocardial infarction and transient ischemic 
attack. Since then, the patient has been diag-
nosed with ischemic heart disease and had been 
using oral anticoagulant therapy regularly due 
to the presence of echosonographically-veri-
fied thrombus in the apical area of the heart. 
Also, two years ago she was examined on an 

outpatient basis by a hematologist in order 
to perform tests for thrombophilia – genetic 
analysis on MTFHR, FII and FV Leiden was 
negative, and homocysteine was in the refer-
ence range. She was instructed to conduct tests 
for antiphospholipid syndrome, which was not 
done. The family history was positive for malig-
nancies – both parents had liver cancer.

On examination she was slightly hypoten-
sive (90/50 mmHg), tachycardic (110 beats 
per minute) with normal body temperature 
of 36.8°C. The abdomen was slightly dis-
tended with hyperactive bowel sounds and 
without any tenderness. Initial blood analysis 
revealed leukocytosis with “left shift”, eosino-
philia, moderate to severe microcytic anemia 
and thrombocytosis (leukocytes 51.6; neutro-
philes 40.80 × 109/L; eosinophil 8.60 × 109/L; 
erythrocytes 3.60; hemoglobin 84; hematocrit 
0.282; Tr 642). Inflammatory parameters were 
elevated (erythrocyte sedimentation 100/1 h, 
C-reactive protein 225 mg/L, phenolsulfon-
phthalein 1418 pg/mL, procalcitonin 0.81 ng/
mL). Prothrombin time was prolonged (INR 
10.64 s) but considered as a consequence of 
an inadequate dose of warfarin. Urine analy-
ses were normal. Abdominal ultrasound and 
plain abdominal radiography were without any 
pathological finding.

The patient was hospitalized at the Hema- 
tology Department for further diagnosis and 
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treatment. Due to the positive inflammatory syndrome, 
antibiotic therapy was administered empirically and pro-
longed prothrombin time was corrected. Bone marrow 
aspiration and trepanobiopsy were performed and the 
pathohistological finding was without signs of myelopro-
liferative and lymphoproliferative disease. The origin of 
eosinophilia was then investigated. X-ray of the paranasal 
cavities and ear-nose-throat examination excluded the ex-
istence of nasal polyposis. Stool was negative for parasites 
and to rule out Churg–Strauss syndrome, samples were 
sent for immunology (antinuclear antibody test, peripheral 
antineutrophil cytoplasmic antibody test) which came back 
normal. Esophagogastroduodenoscopy was performed and 
there were no macroscopic findings to indicate eosinophil-
ic gastritis, as well as the existence of erosions, ulcerations 
nor neoformations. Computed tomography of the chest did 
not show the existence of any changes that would indicate 
granulomatous inflammation. The IgE immunoglobulin 
titer was in the reference range.

On the sixth day after admission, the patient had a fe-
ver for the first time, accompanied by an increase in leu-
kocyte count and inflammatory parameters (leukocytes 
77.1, C-reactive protein 236 mg/L). Blood cultures and 
other bacteriological analyzes, that were taken on several 
occasions, were sterile. Multislice computed tomography 
(MSCT) of the abdomen and small pelvis was performed 
and showed the existence of lobular, well vascularized le-
sion measuring around 7 × 5 × 8 cm, located supravesically 
along the anterior contour of the uterine corpus, in the 
convolutes of the small intestine, with hypodense zones in 
the center which differentially diagnostically corresponded 
to necrosis. She was examined by a gynecologist, and it was 
determined that the lesion did not belong to the internal 
genital organs.

Given the above, the patient was transferred to the 
Department of General Surgery with the intention of 
performing explorative laparotomy and further surgi-
cal procedure according to the intraoperative finding. 
Intraoperatively, a completely tumor-altered caecum was 
verified with partially necrotic walls and multiple abscesses 
within them (Figure 1). Further exploration did not reveal 
lesions suggestive of secondary deposits. Given the above, 
a resection was performed in a form right hemicolectomy 
(Figures 3, 4, and 5) along with local lymphadenectomy 
and reconstruction with ileo-transverso T-L anastomosis. 
Standard histopathological examination demonstrated a 
high grade epithelioid angiosarcoma with severe pleomor-
phism and solid growth pattern (Figure 2). R0-resection 
was verified and the presence of tumor tissue was con-
firmed in none of seven dissected lymph nodes. Patient 
was staged as T2N0Mx.

The postoperative period was marked by ventricular 
fibrillation on the fifth postoperative day. The patient was 
resuscitated and returned to sinus rhythm using direct cur-
rent cardioversion shock. The rest of the hospitalization was 
uneventful and after seven days, the patient was discharged. 
No evidence of complications was noted during first two 
follow-ups. The control MSCT of the abdomen and small 

pelvis which was done 12 months after the operation did 
not show the existence of any pathological lesions.

We confirm that we have read the journal’s position on 
issues involving ethical publication and affirm that this 
work is consistent with those guidelines. Written consent 
to publish all shown material was obtained from the patient.

DISCUSSION

Angiosarcoma is an aggressive tumor that arises from vas-
cular endothelial cells. It accounts for 1% of all sarcomas 
and 0.001% of all colorectal malignancies [4]. It can be 
primary or secondary (metastatic). Roughly 60% primary 
occur in the skin and superficial soft tissue, but may also 
occur in the deep soft tissue and parenchymal organs such 
as the breast, heart, liver, spleen and bone.

Only a few angiosarcomas have been found in the diges-
tive system, with most of them localized in the stomach 
and small intestine [2]. Colorectal angiosarcoma is a very 
rare finding. The first case was described in 1949 by Steiner 
and Palmer [5], and to our knowledge there were less than 
40 described cases to this day, most of which were primary 
[1, 6, 7]. The prognosis is poor as the tumor metastasizes 
rapidly in more than 70% of cases [1]. The most common 
sites of metastatic disease are lymph nodes, liver, bone, and 
lungs, while other localizations are less represented [8].

Figure 1. Photograph of the of intraoperative sample; a completely 
tumor-altered cecum is marked with the arrow

Figure 2. High grade epithelioid angiosarcoma with severe pleomor-
phism and solid growth pattern; round-polygonal epithelioid cells or 
spindle cells, with vesicular nuclei containing prominent nucleoli; a 
few cells were observed to have intracytoplasmic lumina containing 
erythrocytes or bizarre form (H&E; 10 ×)

Stevanović D. et al.
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The etiology of colorectal angiosarcoma is yet unclear. It 
may be related to long-term exposure to radiation, chemi-
cal agents such as polyvinylchloride, thorotrast, and arse-
nic, as well as a consequence of chronic lymphedema and 
amyloidosis [9, 10, 11]. Angiosarcoma has also been re-
ported in association with implanted foreign material such 
as vascular (Dacron) grafts and orthopedic joint prostheses 
[12, 13, 14], breast implants [15, 16], or in patients with 
arteriovenous fistulas. [12, 13, 17] According to the find-
ings of recent studies, protracted use of calcium channel 
blockers may lead to colorectal angiosarcoma [1]. The pa-
tient from our report was using calcium channel blockers.

In 2018, Wang et al. [1] summarized the results of 33 
previously reported cases. The mean age of patients was 
56 years (16–85 years) and the mean tumor size was 5 
cm (1.5–12 cm) [1]. The majority of patients (61%) were 
female [18]. Most reported colorectal angiosarcomas have 
been localized to the sigmoid colon [1, 6, 7]. Wang et al. 
[1] reported that sigmoid colon was affected in 36% of 
cases, rectum in 33%, cecum in 21% of cases, ascending 
colon in 9%, and the transverse and descending colon 
in 3% of cases. Before him, Brown et al. [18] had similar 
results. The most common symptoms are gastrointesti-
nal bleeding and abdominal or perianal pain [6, 7, 11]. 
Patients may also have symptoms of bowel obstruction 
and weight loss [6, 7]. Anemia was present in 42% of pa-
tients [6, 11]. Our patient had only moderate to severe 
microcytic anemia.

Patients can be easily misdiagnosed. On endoscopy, the 
mucosa may look normal or show hypervascularization. It 
may demonstrate an ulcerated or hemorrhagic, protuber-
ant, near-circumferential mass lesion [8, 19, 20]. Due to 
the aggressive nature and non-specific symptoms, routine 
screening colonoscopies may be insufficient for timely as-
sessment of these tumors, and the diagnosis is usually de-
layed in almost third of the cases [21]. On microscopy, in 
limited tissue biopsies, angiosarcomas may mimic poorly 
differentiated carcinomas, gastrointestinal stromal tumor, 

leiomyosarcomas, melanomas and sarcomas with epithe-
lioid morphology [20, 22].

Due to its rarity, there are no specific guidelines for the 
diagnosis or the management, and its high aggressiveness 
prevents designing an optimal therapeutic approach [1]. 
Patients with angiosarcoma generally have a poor progno-
sis, but for now surgical treatment with R0 resection seems 
to be the only effective treatment modality. Wide margins 
are recommended because of the often-multifocal nature 
of angiosarcoma and its invasiveness [6, 21].

The long-term outcomes of adjuvant chemotherapy and 
radiotherapy remain unclear [1, 21, 23]. Komorowski et 
al. [24] reported a case involving a 19-year-old patient, 
who was operated on and later received adjuvant chemo-
therapy and radiotherapy. After 18 months, the patient had 
no signs of recurrence [24]. 

Tumor size and age at presentation have been suggested 
as prognostic factors that affect the course after treatment 
and overall survival. Better survival has been associated 
with tumors which are smaller than 5 cm, as the size has 
shown to be an independent prognostic factor [18].

Our patient had a tumor measuring nearly 8 cm and 
was without macroscopically visible secondary deposits. 
Also, the tumor was not found in any of dissected lymph 
nodes. The control MSCT of abdomen and small pelvis 
which was done 12 months after the operation did not 
show the existence of any pathological lesions.

In conclusion, we can say that both clinical and path-
ological diagnoses of colorectal angiosarcoma are chal-
lenging. Patients are presenting non-specific symptoms, 
which can lead to mismanagement and late diagnosis. A 
pathohistological diagnosis relies on immunohistochemi-
cal staining for endothelial markers. In limited tissue bi-
opsies, it can be easily misdiagnosed. For now, surgical 
treatment with R0 resection seems to be the only effective 
treatment modality.
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САЖЕТАК
Увод Примарни ангиосаркоми дигестивног система су рет-
ки и чине 1% свих малигних саркома. Само је неколицина 
случајева описана у литератури. Захваћеност колоректума 
је изузетно ретка и знак је лоше прогнозе обично због већ 
постојећих удаљених промена. Дијагноза се често касно по-
ставља због неспецифичних симптома и патолошких налаза 
који могу имитирати друге туморе.
Приказ болесника Жена старости 52 године јавила се на 
преглед због протраховане малаксалости, брзог умарања и 
повременог презнојавања. Мултислајсни скенер абдомена 
је показао постојање лобуларне, добро васкуларизоване ле-
зије локализоване суправезикално уз предњи зид утеруса, 
унутар конволута танког црева. Болесница је оперисана, при 
чему је установљен потпуно туморски измењен цекум. Хи-

стопатолошки налаз је потврдио да се ради о ангиосаркому 
високог градуса. Контролни мултислајсни скенер абдомена 
и мале карлице, спроведен после 12 месеци, није показао 
постојање патолошких лезија.
Закључак И клиничка и хистопатолошка дијагностика 
ангиосаркома колоректума су изазовне. Болесници имају 
неспецифичне симптоме, што може водити ка постављању 
погрешне дијагнозе. Хистопатолошка дијагностика се осла- 
ња на имунохистохемијско бојење на ендотелне маркере, 
због чега се у појединим условима налаз може погрешно 
протумачити као слабо диферентован аденокарцином или 
гастроинтестинални стромални тумор. Засад, хируршко ле-
чење остаје једини ефикасан начин лечења.
Кључне речи: ангиосарком; цекум; гастроинтестинални 
ангиосарком; ангиосарком колона
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