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Case Report

Primary Colonic Epithelioid
Angiosarcoma with
Hepatic Metastasis.

A Case Report
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Colonic angiosarcoma is an extremely rare and aggressive malignant tumor with poor progno-
sis. We report a case of colonic epithelioid angiosarcoma with colonic obstruction and rapidly
progressive hepatic metastasis in a 44-year-old female. Abdominal CT revealed a heteroge-
neously enhancing irregular mass in the ascending colon, causing proximal bowel distension.
The patient underwent surgery, and histopathological examination revealed a poorly differen-
tiated carcinoma. A follow-up liver dynamic MRI after 4 months revealed newly developed dif-
fusely scattered numerous small nodules in both hepatic lobes with peripheral and nodular
marked arterial hyperenhancement, raising the suspicion of hepatic angiosarcoma. A patho-
logic second opinion was obtained, and additional immunohistochemistry revealed colonic
epithelioid angiosarcoma. The patient showed progressive hepatic metastasis on follow-up ab-
dominal CT after 6 months and died 8 months after initial diagnosis. We describe an educa-
tional case of colonic angiosarcoma, a rare malignant tumor, with rapidly progressive hepatic
metastasis that showed radiologic findings suggestive of angiosarcoma and enabled a re-diag-
nosis for proper treatment and prognosis prediction.

Index terms Angiosarcoma; Colonic Neoplasms; Neoplasm Metastasis; Intestinal Obstruction;
Multidetector Computed Tomography; Magnetic Resonance Imaging

INTRODUCTION

Angiosarcoma is rare and aggressive malignant vascular or lymphatic origin tumor,
representing less than 1% of soft-tissue sarcomas (1). Angiosarcomas arise most com-
monly in skin, head and neck region, particularly in scalp (2). Angiosarcoma in gastro-
intestinal tract is extremely rare, more likely in stomach and small bowel (3). Primary

colorectal angiosarcoma is even more rare, accounts for 0.0012% of colorectal cancer (4)
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and only 33 cases reported worldwide to our knowledge (3). Case reports in the literature dis-
cuss pathologic characteristics but not radiologic features (1). Angiosarcomas show poor
prognosis with systemic metastasis to lung, liver, bone and soft tissue (1). There was no re-
ported case of primary colonic angiosarcoma and hepatic metastasis with supporting radio-
logic features in Korea, to our knowledge. Herein, we report of an extremely rare case of pri-
mary colon epithelioid angiosarcoma which showed rapidly progressive hepatic metastasis

with radiological findings of CT and MR including serial follow up.

CASE REPORT

A 44-year-old female represented diffuse abdominal pain from 4 days ago and a week his-
tory of constipation. She had no significant past medical history. Physical examination re-
vealed diffuse abdominal tenderness and rebound tenderness and the vital sign was stable.
Laboratory findings revealed normal range of complete blood count with mild elevation of in-
flammatory markers with erythrocyte sedimentation rate (83 mm/hr) and C-reactive protein
(1.32 mg/dL). Carcinoembryonic antigen (CEA) and CA 19-9 were normal.

Abdomen simple radiography showed gaseous distension of small bowel loops and feces
filled distension of ascending colon and cecum. Axial and coronal contrast-enhanced ab-
dominal CT showed 4 cm sized heterogeneously enhancing irregular shaped mass with peri-
colic fat infiltration in distal ascending colon, associated with luminal narrowing of distal as-
cending colon and feces-filled proximal bowel distension in ascending colon, cecum, and
distal ileum (Fig. 1A). There were multiple conglomerated enlarged pericolic lymph nodes
more than seven in number. There was no evidence of distant metastasis including liver and
other solid organ. The impression was distal ascending colon cancer with metastatic lymph-
adenopathy and associated colonic obstruction, with CT staging of T3/N2b/MO.

The patient underwent extended right hemicolectomy for distal ascending colon mass with
gross RO resection. Histopathologic report suggested primary or metastatic poorly differenti-
ated carcinoma, with 4 cm size of ulceroinfiltrative lesion involving entire wall with pericolic
fat spreading. There was proliferation of uniform epithelioid cells in solid nests mostly and
stromal hyalinized desmoplasia accompanied by vascular proliferation with frequent areas of
intravascular tumor emboli. But there were no consistent immunohistochemical findings.
The patient underwent adjuvant chemotherapy for presumed poorly differentiated carcinoma
of colon.

On follow up PET-CT after four months showed multiple hypermetabolic lesions in liver
and the patient underwent liver dynamic MRI. Diffusely scattered numerous ill-defined small
T2 subtle hyperintense nodules were newly appeared in both hepatic lobes with peripheral
and nodular marked arterial hyperenhancement and diffusion restriction (Fig. 1B), strongly
suspected as hepatic angiosarcoma in that of disseminated hypervascular lesions.

Second opinion for histopathologic diagnosis was asked to outside hospital revealed posi-
tive on CD31 and E26 transformation specific (ETS)-related gene (ERG) on additional immuno-
histochemistry, which are specific endothelial cell markers for epithelioid angiosarcoma and
were not performed on initial immunohistochemical stains. Immunohistochemical staining

was performed again in our hospital and finally revealed positive on CD31 as outside hospi-
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Fig. 1. A44-year-old female with the primary colonic epithelioid angiosarcoma with hepatic metastasis.

A. Initial axial and coronal contrast-enhanced abdominal CT images show a heterogeneously enhancing ir-
regular mass (arrows) in the distal ascending colon with pericolic fat infiltration. Focal luminal narrowing of
the ascending colon and feces filled distension of the proximal colon are also seen.

B. Follow-up axial liver dynamic MRI after 4 months shows newly developed diffusely scattered numerous
ill-defined small T2 subtle hyperintense nodules in both hepatic lobes with peripheral and nodular marked
arterial hyperenhancement and diffusion restriction (arrows, more than indicated).

ADC = apparent diffusion coefficient, AP = arterial phase, DWI = diffusion-weighted imaging, T2WI = T2-
weighted image
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tal, suggesting epithelioid angiosarcoma (Fig. 1C).

The patient changed chemotherapy regimen on epithelioid angiosarcoma. On axial con-
trast-enhanced abdominal CT after six months showed diffusely scattered numerous small
nodules in both hepatic lobes with peripheral and nodular marked hyperenhancement and
central hypoattenuation, newly appeared compared to pre-operative abdominal CT (Fig. 1D),
suggesting progression of liver metastasis of angiosarcoma. The patient showed progression of
disease with pneumonia despite of chemotherapy and antibiotics. The patient finally expired

Fig. 1. A44-year-old female with the primary colonic epithelioid angiosarcoma with hepatic metastasis.

C. Cut section of the gross specimen reveals an ill-defined transmural gray-white lesion (arrow). Low-power
view shows an ill-defined transmural infiltrative tumor with surface ulceration (arrow, H&E stain, X 1.25).
High-power view reveals irregular vascular channels lined by atypical cells (arrowheads, H&E stain, X 200)
that are positive on immunohistochemical staining for CD31 (stained in brown) (arrowheads, X 200).

D. Follow-up axial contrast-enhanced abdominal CT image after 6 months shows diffusely scattered numer-
ous small nodules in both hepatic lobes with peripheral and nodular marked hyperenhancement and cen-
tral hypoattenuation (arrows, more than indicated) that are newly appeared compared to pre-operative ab-
dominal CT. Furthermore, loculated fluid collection in the subcapsular area of the liver is newly observed.
H&E = hematoxylin and eosin, op = operation
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after two months from CT and eight months from initial diagnosis.
This study was approved by the Institutional Review Board of our institution and the re-
quirement for informed consent was waived (IRB No. SCHUH 2021-03-028).

DISCUSSION

Primary colonic angiosarcoma is extremely rare with only 33 cases reported in the litera-
ture to our knowledge (3). The median age at presentation was 56 years with range of 16-85
years (3). The risk factors of angiosarcoma include chronic lymphedema, radiotherapy, chem-
ical toxins (including vinyl chloride, thorium dioxide and arsenic), foreign bodies and familial
syndromes such as neurofibromatosis (2). Symptoms are nonspecific, including gastrointesti-
nal bleeding, perianal pain and obstructive bowel symptoms (4). Most common location is
sigmoid colon and anorectum, followed by cecum and ascending colon (3). Our patient pre-
sented abdominal pain and constipation with colon obstruction but did not reveal certain
risk factor described above.

Most common histologic type is epithelioid, followed by spindle and mixed type (5). Gross
pathology shows hemorrhagic, spongy masses due to intrinsic vascular nature and has indis-
tinct borders (6). Macroscopically most tumors are solid, some are cystic with hemorrhage and
necrosis (6). Histology shows epithelioid cells arranged in solid sheets or nests, similar with
poorly differentiated carcinoma (5, 6). Immunohistochemistrical study is extremely helpful
for diagnosis with endothelial markers of CD31 and ERG (5).

Radiologic finding of colonic angiosarcoma does not much differ from other malignant ep-
ithelial tumors except bizarre enhancement and prominent peritumoral vascular structures,
representing increased vascularity in vascular origin tumor (7). There is rare case report of co-
lonic angiosarcoma with radiographic findings. A case report showed a large mass in sigmoid
colon over 10 cm size with colonic wall thickening, flocculent gas, and central hemorrhage (8).
Our case showed about 4 cm size of irregular shaped mass with heterogeneous enhancement
in ascending colon with pericolic infiltration but no definite central hemorrhage.

Angiosarcoma shows frequent hematogenous spread, affects lung, liver, and bone (2), with
hepatic metastasis in about 18% of cases (3). Most common CT finding of metastatic angiosar-
coma in liver is multiple hypoattenuating lesions, with variable findings including peripheral
enhancement, cystic lesions with fluid-fluid levels or marked nodular enhancement, similar
to that of primary hepatic angiosarcoma (9). There is radiologic-pathologic correlation of pe-
ripheral enhancement corresponded to proliferation of tumor cells with central hemorrhagic
necrosis. And cystic lesions may show fluid-fluid level on CT and MRI, represents severe
hemorrhagic necrosis (9). Liver MR image shows T1 heterogeneous hypointense, T2 hyperin-
tense lesions with peripheral enhancement and fluid-fluid levels (9). In our case, CT and MRI
scans revealed diffusely scattered numerous nodules with peripheral and nodular marked
hyperenhancement with central hypoattenuation and T2 hyperintensity in liver relatively,
consistent with hepatic angiosarcoma. Those lesions did not show internal fluid-fluid level
may be attributed to small size not enough to cause severe hemorrhagic necrosis.

Angiosarcoma has a poor prognosis with 5-year survival rate in range of 12% to 35% with

median survival of 7 months (1, 2). Prognostic factors with poor outcome include tumor size
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larger than 5 cm, old age, metastatic disease at presentation, poor performance status and pri-
mary site from viscera and retroperitoneum (2). Mainstay of treatment is complete surgical
resection of the tumor. Adjuvant radiation therapy may improve survival and chemotherapy
including doxorubicin, paclitaxel and imatinib can be used with unclear actual benefit (3). Re-
cently vascular targeting agents are under study (1). Lesions in liver may benefit from emboli-
zation (1). Our patient showed 8 months survival in young age (44-year-old) with tumor size
less than 5 cm in ascending colon, underwent extended right hemicolectomy with gross RO
resection followed by paclitaxel after diagnosis of colon epithelioid angiosarcoma.

In conclusion, we described the educational case of extremely rare primary epithelioid co-
lon angiosarcoma with rapidly progressed hepatic metastasis which showed radiologic find-
ings to give a clue to suspect angiosarcoma and make re-diagnosis for proper treatment and

prognosis prediction despite of nonspecific radiologic finding of primary lesion.
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