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This case discusses the challenges of diagnosing adrenal angiosarcoma, a rare and aggressive malignancy
that constitutes an exceptionally small proportion of adrenal tumors. Angiosarcomas originate from blood
or lymphatic vessel endothelium, with soft tissue and cutaneous forms being more prevalent than those
arising in visceral organs such as the adrenal glands. This report describes a 47-year-old female patient who
presented with a large right adrenal mass identified through imaging and was subsequently diagnosed with
primary adrenal angiosarcoma. This disease may remain asymptomatic or present with nonspecific
symptoms, making early detection challenging. Prompt identification and surgical management are
essential, as the tumor exhibits a high propensity for aggressive behavior and metastatic spread. While no
standardized treatment guidelines exist, adrenalectomy and systemic therapy are commonly employed
strategies. Prognosis remains unfavorable, often influenced by tumor size, necrosis, and metastatic
involvement at diagnosis. This case highlights the importance of accurate diagnostic methods and early
intervention to enhance patient outcomes.
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Introduction

Angiosarcomas constitute less than 1% of all soft tissue sarcomas; these high-grade malignancies originate
from blood and lymphatic vessel endothelium, making them exceedingly rare. Skin and soft tissue
angiosarcomas, which commonly occur in the breast, skin, spleen, bone, and liver, are more frequent than
those arising in visceral organs or bone, which are often sites of metastasis. Their five-year survival rate
typically ranges from 24% to 31% [1-3].

Distinctively, adrenal masses are typically discovered incidentally on computed tomography (CT) of the
abdomen, occurring approximately 4% of the time, and in 8% of autopsy series, with benign adenomas
accounting for up to 80% of cases [4]. However, primary angiosarcoma of the adrenal gland is an extremely
rare malignancy, with fewer than 50 cases reported in the literature. Nonetheless, adrenal angiosarcomas
represent a minute fraction of adrenal tumors, and due to the rarity of this disease, their diagnosis can be
conventionally challenging for clinicians; if not detected and treated in the early stages, they carry a poor
prognosis. The case report aims to highlight the challenges in diagnosing primary adrenal angiosarcomas
due to their rarity and emphasize the importance of accurate diagnosis for optimal patient management.

Case Presentation

A 47-year-old woman presented to the emergency room with complaints of abdominal fullness. She reported
no other associated symptoms, which raised concerns regarding a possible underlying pathology. Her past
medical history was otherwise unremarkable, and her past surgical history did not indicate any significant
previous interventions. The patient had no known drug allergies and was not taking any medications at the
time of her visit. Given the concern for a potential mass, a CT scan of the abdomen was performed (Figure 1),
revealing a large mass located on the right side that was displacing the liver. To further characterize the
mass, magnetic resonance imaging (MRI) was subsequently conducted (Figure 2), confirming its presence
and providing detailed imaging for surgical planning. Based on these findings, a laparotomy was indicated.
During the surgical procedure, the mass was resected (Figures 3, 4), and the specimen was sent for
histopathological analysis. The results confirmed the diagnosis of adrenal angiosarcoma.
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FIGURE 1: Contrast-enhanced abdominal computed tomography axial
images (A-C).

Alarge hypodense mass (arrows) is observed in the right hypochondrium, displacing the liver medially to the left.

FIGURE 2: Magnetic resonance imaging axial (A-B) and coronal images
(©).

The image confirms the presence of a large hyperintense mass (arrows) located in the right hypochondrium.

FIGURE 3: Preoperative and postoperative images.

The patient exhibited abdominal enlargement with visible distension prior to surgery (A-B); postoperative image
(C) after the resection of the mass.
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FIGURE 4: Postsurgical images of the resected mass.

Abdominal mass (A) immediately after surgical resection (B-C).

Discussion

Soft tissue sarcomas comprise 1% of all malignancies. Angiosarcomas, which are rare and aggressive
sarcomas with differentiation toward blood or lymphatic endothelium, comprise up to 2% of all these soft
tissue sarcomas. Angiosarcomas exhibit a similar distribution between sexes; however, they are more
common in elderly White men. These tumors can arise at any anatomic location, with the scalp, breast,
and extremities being the most prevalent locations [5,6].

They are mostly spontaneous tumors (cutaneous or visceral angiosarcomas); alternatively, they could also
appear as secondary tumors. Radiation-induced angiosarcomas are commonly seen in breast cancer
survivors who receive radiotherapy to the chest wall. However, it can occur in any part of the body that has
been irradiated previously. Moreover, there have been a few case reports of adrenal angiosarcoma associated
with abdominal fibromatosis and exposure to arsenic-containing insecticides and vinyl chloride [7].

There have been limited cases reported for adrenal angiosarcoma, with less than 50 cases reported in the
literature, rendering it remarkably rare. Typically, patients present with abdominal pain and/or flank pain,
although symptoms can also include weight loss, fatigue, or weakness, or some may remain asymptomatic
with incidental findings on imaging, such as an adrenal mass [8]. This variability in presentation
underscores the difficulty in diagnosing adrenal angiosarcoma, a highly uncommon and aggressive
malignancy.

Above all, cases of adrenal angiosarcomas are exceedingly rare. Ladenheim et al. described a male patient
with a history of diabetes mellitus, coronary artery disease, and hypertension whose adrenal tumor
measured less than 33 cm [9]. Similarly, Antao et al. presented a case of a male patient with diabetes, left-
sided abdominal pain, and fatigue for two months who also had significant anemia [10].

In contrast, we describe a female patient with a rare right adrenal angiosarcoma who presented only with
abdominal fullness and denied any type of pain or other previous pathologies. The patient did not have any
other risk factors besides obesity. On the abdominal imaging, we observed an exceptionally massive mass
related to the disease that stands out compared to the rest of the literature.

Timely diagnosis of adrenal angiosarcoma is crucial due to its aggressive nature and the possibility of
confusion with other adrenal neoplasms, lymphomas, melanomas, or metastases from other tumors. Given
the rarity of this disease, there are no consensus guidelines for a specific treatment algorithm, further
complicating clinical decision-making [8,10].

Adrenalectomy is used for both diagnostic and therapeutic purposes, but early detection remains essential,
as the tumor can progress rapidly and aggressively by infiltrating or metastasizing to distant organs.
Moreover, patients may experience multiorgan failure as a consequence of the aggressive infiltration,
pleural effusion, or, in some cases, severe hemorrhages that can progress to anemia or necrosis associated
with cystic formation due to the nature of the tumor. This can necessitate multiple surgical interventions
and therapies, thereby significantly worsening the patient's prognosis. For an accurate diagnosis, a CT scan
or MRI and biopsy with appropriate immunohistochemical staining are required [3,10,11].

However, due to the level of necrosis and hemorrhage found in the samples, it is sometimes challenging to
identify the tumor through biopsy [12]. Additionally, adrenal angiosarcomas have a more epithelioid
appearance in histology, unlike most angiosarcomas that present vasoformative patterns. This increases the
likelihood of misdiagnosis if a broad immunohistochemical panel is not used [1,10].

The treatment of adrenal angiosarcoma generally involves a multimodal approach due to the aggressive and
infiltrative nature of the disease. In most cases, the initial treatment consists of extensive surgical resection,
including adrenalectomy and the possible removal of nearby visceral organs affected by tumor infiltration
[10]. There is no standardized treatment protocol due to the low incidence of this neoplasm, but patients

2025 Echeverria-Ortegon et al. Cureus 17(2): €78968. DOI 10.7759/cureus.78968 30of5


https://assets.cureus.com/uploads/figure/file/1362732/lightbox_3aead8d0cd7211ef86f1f1f16a9ca2b7-Captura-de-pantalla-2025-01-07-a-la-s-9.39.53-p.m..png
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)

Cureus

Part of SPRINGER NATURE

with resectable masses often undergo surgery, which is associated with improved overall median survival
when the disease is localized [8,10]. Conversely, in cases where the tumor had distant metastasis or
recurrent adrenal angiosarcoma, the first-line treatment is chemotherapy. Systemic therapy typically
involves doxorubicin-based chemotherapy, often combined with ifosfamide or paclitaxel. In metastatic or
recurrent cases, targeted therapies such as tyrosine kinase inhibitors have demonstrated some efficacy in
soft tissue sarcomas, although evidence specifically for adrenal angiosarcoma remains limited [13,14].

Although surgery and adjuvant chemotherapy have been shown to improve two-year survival in some
patients with visceral angiosarcoma, the overall prognosis for adrenal angiosarcoma remains poor, with a
five-year survival rate ranging from 24% to 31% [8,15,16]. Poor prognostic factors, such as tumor size greater
than 5 cm (as observed in our patient), visceral location, tumor necrosis, and the presence of metastatic
disease at diagnosis, contribute to a lower life expectancy [17].

Conclusions

Adrenal angiosarcoma is an exceptionally rare and aggressive malignancy that presents significant
diagnostic challenges due to its nonspecific symptoms and the rarity of the condition. This case highlights
the difficulties clinicians face when identifying primary adrenal angiosarcomas, particularly when they
present with vague symptoms such as abdominal fullness. Given its aggressive nature, early detection and
prompt surgical resection are critical for improving patient outcomes. However, treatment remains complex
due to the lack of standardized guidelines, and the overall prognosis is poor, with survival rates being heavily
influenced by tumor size, necrosis, and metastasis. Continued awareness and advanced diagnostic
approaches, including imaging and biopsy with immunohistochemistry, are essential for accurate diagnosis
and better management of this rare malignancy.
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