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complications, and the patient was discharged 
home in good general condition.

Histopathologic evaluation revealed angiosar‑
coma of the adrenal gland. The tumor was most‑
ly hemorrhagic and necrotic (about 85%), com‑
posed of epithelioid cells with marked atypia, 
which formed vascular channels. The mitotic in‑
dex was 6/10 high ‑power fields. The lesion was 
completely excised with very narrow external 
margins (0.1 mm) (FIGurE 1C–1F).

Despite an elevated risk of local recurrence 
in the adrenal tumor, the patient opted out 
of adjuvant local radiotherapy. In the follow‑
ing 6 weeks, a CT scan unveiled a local recur‑
rence in the upper segment of the right kid‑
ney, measuring 31 mm × 28 mm × 27 mm. This 
prompted initiation of paclitaxel chemothera‑
py, though it was discontinued after the initial 
cycle due to a urinary tract infection. The pa‑
tient refused further treatment and was pro‑
vided with hospice care.

Diagnosis of primary adrenal angiosarcoma is 
challenging. The symptoms reported in the de‑
scribed cases included fever, anemia, weight loss, 
and chronic pain.1-3 Our patient reported only 
nonspecific abdominal pain. The CT scans sug‑
gested malignant adrenal lesion. The histopath‑
ologic evaluation can also be ambiguous. Posi‑
tive endothelial markers are needed to confirm 
the diagnosis. There is no standardized treat‑
ment protocol for adrenal angiosarcoma. Ac‑
cording to current publications, patients with 
resectable masses should undergo adrenalecto‑
my. If the adjacent organs are infiltrated, their 
resection is also suggested. Local radiotherapy 
is often an adjuvant treatment due to the risk 
of local recurrence. Metastatic angiosarcomas 

Primary angiosarcoma of the adrenal gland is 
an ultrarare and aggressive malignancy with chal‑
lenging diagnosis and treatment. Since 1988, only 
about 50 cases of this neoplasm have been docu‑
mented.1,2 In addition, adrenal angiosarcoma ac‑
counts for less than 1% of all sarcomas.1,2

We present a case of a 69 ‑year ‑old woman with 
abdominal pain. Ultrasound revealed an 8 ‑cm 
lesion in the  right adrenal area. A  contrast‑
‑enhanced abdominal computed tomography 
(CT) scan was performed and confirmed a mass 
of 83 mm × 69 mm × 75 mm in the right adrenal 
gland. It appeared heterogeneous with fluid ‑filled 
areas, microcalcifications, and enhancement after 
the contrast administration in solid parts. There 
was an impression of the right lobe of the liver 
and the right kidney (FIGurE 1A and 1B). Chest X ‑ray 
did not reveal any abnormalities.

Due to the size and suspicious imaging phe‑
notype of the lesion, the patient was referred 
for right adrenalectomy, following prior hor‑
monal assessment. Upon admission to an en‑
docrinology department the patient reported 
no complaints, and physical examination re‑
vealed no signs of endocrinopathy. Laborato‑
ry tests indicated low adrenal androgen levels, 
normal levels of renin ‑angiotensin ‑aldosterone 
system hormones, normal morning cortisol and 
adrenocorticotropic hormone levels, as well as 
normal plasma metanephrine / normetaneph‑
rine concentrations. Low ‑dose dexamethasone 
test (1 mg, overnight) revealed incomplete se‑
rum cortisol suppression (61 nmol/l; reference 
range <50 nmol/l). The results imposed ste‑
roid coverage for surgery, although there were 
no indications for α ‑blockers. Laparoscopic 
right adrenalectomy was performed without 
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the reported 5 ‑year survival is below 30%.1 Our pa‑
tient had several poor prognostic factors, includ‑
ing tumor size greater than 5 cm, suspected viscer‑
al invasion, tumor necrosis on histopathologic ex‑
amination, and very short ‑time local recurrence.4, 5

are treated with taxanes, which may suppress 
angiogenesis of the tumor.4

Effective surgical treatment, adjuvant radiother‑
apy, and chemotherapy may improve the prognosis 
of patients with adrenal angiosarcoma; however, 

FIGurE 1  Noncontrast and contrast ‑enhanced computed tomography of the adrenal glands in the axial sequences; 
A – native phase, a well ‑defined large lesion is visible with lower‑ and higher‑density areas and fine calcifications 
(arrow). B – enhancement in the arterial phase of higher‑density regions was visible, nonenhancing parts of the mass 
represent necrosis (arrow). C – the tumor showing an epithelioid pattern with anastomosing vascular channels, solid 
areas, and marked nuclear atypia, remains of the adrenal cortex visible in the center (arrow; hematoxylin and eosin 
staining; magnification × 100); D–F – immunophenotyping of the tumor showing positive response to CD31 (D), nuclear 
ERG (E), and CKAE1/AE3 (F), and negative response to CD34, EMA, SOX10, MelanA, synaptophysin, chromogranin, and 
inhibin (magnification × 100)
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Certainly, primary angiosarcoma of the ad‑
renal gland requires increased scientific scruti‑
ny to improve understanding and management 
of the disease.
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