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Abstract
Introduction

Angiosarcoma is a rare malignant tumour from fast-evolving and aggressive
vascular endothelial cells that accounts for 1% of all sarcomas. The sinus location
of angiosarcoma is exceptional. The clinical polymorphism of this tumour may
cause a delay in diagnosis. Risk factors are not always understood. However, a
history of radiation therapy for locoregional cancer and/or lymphedema is most
commonly found. The prognosis remains bleak with an overall five-year survival
of 35 to 40%.
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difficulties of this tumour. Observation: The authors report a case of maxillary
sinus angiosarcoma confirmed by radio-induced secondary CD34 immunohisto-

logical staining in a 40-year-old man having a history of hemangioendothelioma
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who have received conservative treatment and radiation therapy for nasosinusitis
cancers. Angiosarcomas of the nasal passages remain a diagnostic and therapeutic

challenge due to their local and general aggressiveness.
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cal variants [2], and a high frequency in the neck and head region in patients with no medical history
[3]. The nasal sinus angiosarcoma is a rare manifestation of paranasal and nasal sinuses, with a low
incidence of about 0.1% [4], may be without any associated risk factors or radio-induced in patients
who have received conservative treatment for cancer, including conservative surgery and adjuvant radi-
ation therapy [4]. The diagnosis of nasal angiosarcoma remains a diagnostic challenge, due to its low
incidence and mild symptoms in the initial stage [3]. The diagnosis of angiosarcoma can be clinically
evoked by the presence of nasal obstruction, swelling of the face with or without epistaxis, radiological-
ly by the presence of a tumor that takes contrast to CT and signs of aggression of surrounding
structures, Howeve the definitive diagnosis is based on histological study, systematically associated
with immunohistochemistry [5]. Angiosarcomas occur frequently in any region of the head and neck.
Although cases of nasal angiosarcoma are rare in the medical literature, their incidence has increased
over the past decade [6]. Surgery remains the primary treatment if possible, although some cases have

been treated with radiation therapy with or without chemotherapy [7].
Observation

Patient aged 40 years without any surgical medical history who consults at our level in 2022 for a right
epistaxis of average abundance with nasal obstruction and an induration next to the maxillary sinus
right to palpation. Endoscopy revealed a reddish polypoid mass filling the right nasal cavity without
palpable cervical adenopathies, CT returned in favor of an expansive tissue process of the right maxil-
lary sinus, extended to the soft parts and the homolateral nasal cavity. The complete resection of the
mass was performed by endonasal surgery (endoscopic maxilectomy). The histological examination
found hemangioendothelioma without signs of malignancy with infiltrated margins, external
complementary radiotherapy was indicated (50 Gy, 2Gy per day for 5 days a week on the maxillary
sinus), a radiological check (MRI) 4 months later does not find any residual tumor. After an absence of
15 months, the patient revisits for resumption of symptomatology with right epistaxis of great abun-
dance requiring 2 globular units, a reddish mass protruding from the nasal vestibule, lysing the bony
palate with extension towards the cheek (Fig. 1) and alteration of the CT and MRI find an expansive
tumor process centered on the nasal cavity and maxillary sinus right of 103x 58 x41 vs 156x67x95mm
with currently highly elevated spans, the process is globally hypodense and weakly elevated, presence
of some vessels as well as hypervascular portions of peripheral localization at the extended jugal level

and in front of the internal canthus, bone palace lysis, with a negative extension balance (Fig. 2).

Figure 1. Clinical presentation of the patient
objectifying the nasal and palatal jugal involvement.
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Figure 2. CT scan with PC injection (A) and MRI in axial
| sections (B) showing the lesion of the right maxillary ‘
sinus extended to neighboring structures

Figure 3. First paralateronasal route.

It was removed by an external excision (Fig. 3). Histological examination including
immunohistochemical staining was in favor of an angiosarcoma NOS (CKAEI, P63: negative).
CD31 positive, CD34 negative, factors VIII negative, Melan A negative, UMB45 negative. VIM
intense. PS100 focal expression, ERG positive), the resection margins were positive . After the PCR
meeting, chemotherapy was decided (Ifosfamide, adriamycin) after two cycles, the patient returned
with recurrence of mass with cutaneous jugular extension and orbital a treatment based on
propranolol at a dose of 140 mg/ d was initiated with a beginning of reduction in tumor volume after

2 weeks of treatment. Unfortunately the patient succumbed to the disease.
Discussion

Angiosarcoma is a very rare malignant tumour that accounts for about 1 to 2% of all sarcomas [1].
Nasosinusial localization is exceptional: 4% of angiosarcomas occur in the pharynx, oral cavity or
sinuses [8]; only 24 cases have been reported from 1974 to 2009 [9]. The age range varied between 8
and 81 years, our patient was 40 years old, with a male predominance (16 men for 8women in the 24
cases reported), which was the case with our patient [10]. The etiopathogenesis of angiosarcomas is
not known, radiation exposure presents a risk up to seven times greater for secondary angiosarcoma

[9], vinyl chloride, arsenic and thorium dioxide, which could cause lymphedema, would cause angio-
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sarcoma [11] in our patient, where there was secondary sarcomatous transformation after irradiation.
The clinical presentation of angiosarcoma is generally mild in the initial phase [6]. The macroscopic
aspect is unspecific [12]. It comes in the form of polyps or red or purplish plaques sometimes taking
the appearance of a hematoma. This misleading clinical aspect requires follow-up and biopsy at the
slightest doubt. Our patient had unilateral nasal obstruction with epistaxis of small abundances and
smooth reddish mass in the nasal cavity and, at a later stage, the tumor syndrome becomes evident
(epistaxis of great abundance, blocked nose, alteration of the general condition) with extension to
surrounding structures (eyeball, palate, skin). The radiological presentation is extremely variable and
not very specific. On imaging, the tumour has variable dimensions (ranging from 2 to 8 cm in
published cases) with hypervascular lesion, heterogeneous contrast uptake and signs of bone lysis on
CT scan, and can be evaluated for its extent. In MRI, the tumour has a low-intensity signal on T1
weighted sequences and a high-intensity heterogeneous signal on T2-weighted sequences with an
enhancement of intense and heterogeneous contrast [4]. The diagnosis of certainty is established by
histopathological staining and confirmed by immunohistochemistry [1,3]. Three microscopic aspects
have been described: fusiform cells of the epithelioid type and of the undifferentiated or solid type. In
undifferentiated forms, the vascular marker CD31 is useful for diagnosis. Other less specific or
sensitive markers may be used (Willebrand factor, CD34, lectins) [9]. Epithelioid forms pose the
problem of differential diagnosis with poorly differentiated squamous cell carcinomas, especially since
there is a strong expression of AE1/AE3 cytokeratins in angiosarcoma. In the present case, fusiform
cells with CD31 positive vascular markers were found to support the diagnosis of fusiform
angiosarcoma NOS [13]. Differential diagnosis includes hemangioma, intravascular papillary
endothelial hyperplasia (Masson disease), juvenile nasopharyngeal angiofibroma, hemangiopericytoma,
Kaposi sarcoma and malignant melanoma [14]. The prognosis of these tumours remains bleak today.
At five years, there are between 30 and 45% survivors in the localized stage [15]. The main prognostic
factors are a pejorative size greater than five centimeters; in our patient, the mass has reached 10 cm, a
high histological grade, an age greater than 70 years. Resectability, non-RO surgery, and absence of
multimodal treatment [16]. The treatment is based on surgery (adapted to tumor location and extension)
followed by radiation therapy. Other treatment modalities have been tried, such as chemotherapy,
radiosurgery (gamma knife) [11], and interleukins [17]; and trials with propranolol are currently under-
way [18]. However, no standardized therapeutic management has been defined given the limited num-
ber of published cases and the absence of comparative studies. Five-year survival is 22% (versus 12%
for soft tissue angiosarcoma in the head and neck) and depends on the degree of tumor differentiation
and stage at diagnosis [19]. Distant metastases may occur in 30% of cases within the first 24 months;

metastases involve bones, lungs, liver, skin or cervix [10].
Conclusion

Radio-induced angiosarcoma is a rare malignant tumour, it occurs in patients who have benefited from
conservative treatment and radiation therapy for nasosinusitis cancers. Although major advances have
been made in diagnostic modalities such as radiology and histology, angiosarcomas of the nasal
passages remain a diagnostic challenge due to their tendencies towards local invasion and distant me-
tastases. Further research is needed to optimize therapeutic approaches to increase long-term survival

of patients with nasal angiosarcoma including propranolol which is being studied.
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