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Epithelioid Hemangioendothelioma: Case

Report

Hemangioendotelioma epitelioide: caso clínico

Dear Editor,

Epithelioid hemangioendothelioma is a rare vascular tumor

with an estimated prevalence of less than 1 in 1 million.1 It

can have several locations, with the pulmonary being one of

the most common.2 The typical radiological image shows mul-

tiple pulmonary nodules, followed by  parenchymal tumors with

pleural invasion, reticulonodular opacities, and diffuse pleural

thickening.3,4 The prognosis is unpredictable, and life expectancy

can vary from 1 to 15 years.2

We  present a  75-year-old man  who was an active smoker

with a smoking load of 50 pack-year units who was referred

to the pulmonology outpatient department due to  coughing and

hemoptoic expectoration with several months of evolution. The

patient had a personal history of chronic bronchitis and permanent

atrial fibrillation. Chest radiography revealed air-fluid cavitation

over the right hilum. A computed tomography (CT) scan of the

chest detailed a  5 cm excavated lesion on the right inferior lobe

with thick walls and paraseptal emphysema in the upper lobes

(Fig. 1).

Bronchoscopic examination revealed signs of past bleeding

in the right B6 bronchus without direct signs of neoplasia. The

bronchial aspirate microbiology revealed Rothia and Streptococcus

viridans.  There was no improvement with the antibiotic. At this

point, the principal diagnostic hypothesis was lung cancer, and a

transthoracic lung aspiration puncture guided by CT was  performed

Fig. 1. Thoracic CT. Axial and coronal views of a 5 cm excavated lesion on the right inferior lobe with thick walls.

in an attempt to  obtain a  histopathological diagnosis. However,

the cytology showed an area of fibrosis with a  chronic inflamma-

tory process. A  CT of the brain and a PET scan hadn’t identified

extra pulmonary metastases. Yet, in the PET scan, a  large cavi-

tated and intensely hypermetabolic nodular formation in the right

lower lobe (52 mm  × 36 mm/SUV 15.5) with an apparent satellite

lesion was described. Besides, right broncho hilar lymph nodes with

slightly increased FDG F18 uptake (2.5) and a  5 mm pulmonary

nodule on the left were also found. The patient underwent endo-

bronchial ultrasonography (EBUS) and another bronchoscopy with

transbronchial lung biopsies. The lymph nodes punctured in the

EBUS were negative for malignancy. The cytology of transbronchial

lung biopsies mentioned a  suspected malignancy with atypia. For

diagnostic and therapeutic purposes, the patient underwent a

right lower lobectomy. Finally, the surgical specimen histopathol-

ogy revealed a  high-grade epithelioid hemangioendothelioma with

expression of TFE-3. The patient was followed by the Oncology

outpatient department with the indication for surveillance. Unfor-

tunately, the patient died a year later from aspiration pneumonia

in the context of a  stroke.

High-grade epithelioid hemangioendothelioma is  a  rare pathol-

ogy with a wide differential diagnosis, ranging from granulomatous

pathology to primary lung cancer. In this clinical case, the atypi-

cal imaging presentation is highlighted. In fact, to  the best of  our

knowledge, it represents the first case with a  cavitied lung lesion.

Patient consent

Informed consent was obtained from the patient’s relative

for publication of the clinical data and images present in this

manuscript.
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2659-6636/© 2022 Sociedad Española de Neumologı́a  y Cirugı́a Torácica (SEPAR). Published by Elsevier España, S.L.U. This is  an  open access article under the CC  BY-NC-ND

license (http://creativecommons.org/licenses/by-nc-nd/4.0/).

https://doi.org/10.1016/j.opresp.2022.100184
http://www.elsevier.es/ora
http://crossmark.crossref.org/dialog/?doi=10.1016/j.opresp.2022.100184&domain=pdf
https://doi.org/10.1016/j.opresp.2022.100184
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/


C. Giesta, M. d’Almeida and O. Santos Open Respiratory Archives 4 (2022) 100184

Authors’ contribution

All authors have contributed to the elaboration and writing of

the manuscript and they all approved its final version to be submit-

ted.

Funding

The authors declare that no funding was received for this article.

Conflict of interest

The authors have no conflicts of interest to  declare.

References

1. De Pinieux G, Karanian M,  Le  Loarer F,  Le Guellec S, Chabaud S, Terrier P,  et al.
Nationwide incidence of sarcomas and connective tissue tumors of intermediate
malignancy over four years using an  expert pathology review network. PLOS ONE.
2021;16:e0246958, http://dx.doi.org/10.1371/journal.pone.0246958.

2. Stacchiotti S, Miah AB, Frezza AM,  Messiou C, Morosi C, Caraceni A,
et  al. Epithelioid hemangioendothelioma, an ultra-rare cancer: a consen-
sus paper from the community of experts. ESMO Open. 2021;6:100170,
http://dx.doi.org/10.1016/j.esmoop.2021.100170.

3. Lau K, Massad M,  Pollak C,  Rubin C, Yeh J, Wang J, et al. Clinical patterns
and outcome in epithelioid hemangioendothelioma with or without pulmonary
involvement: insights from an Internet registry in the study of a rare cancer. Chest.
2011;140:1312–8, http://dx.doi.org/10.1378/chest.11-0039.

4. Kim JH, Lee TJ, Kim KSTS, Kim BT. Epithelioid hemangioendothelioma in the tho-
rax: clinicopathologic, CT,  PET, and prognostic features. Medicine (Baltimore).
2016;95:e4348, http://dx.doi.org/10.1097/MD.0000000000004348.

Catarina Giesta ∗, Manuel d’Almeida, Orlando Santos

Pulmonology Department, Centro Hospitalar Médio Tejo, Portugal

∗ Corresponding author.

E-mail address: catarina.giesta@chmt.min-saude.pt (C. Giesta).

2

dx.doi.org/10.1371/journal.pone.0246958
dx.doi.org/10.1016/j.esmoop.2021.100170
dx.doi.org/10.1378/chest.11-0039
dx.doi.org/10.1097/MD.0000000000004348
mailto:catarina.giesta@chmt.min-saude.pt

	Epithelioid Hemangioendothelioma: Case Report
	Patient consent
	Authors’ contribution
	Funding
	Conflict of interest

	References

