Letter to the Editor

Pleural Epithelioid Hemangioendothelioma: Clinical Course

and Response to Treatment

Epithelioid hemangioendothelioma (EHE) is a rare
vascular tumor originating from the vascular endothelial
or pre-endothelial cells.!"! The estimated prevalence of
EHE is less than 1 per one million population.” It can
arise from various organs, but most commonly involves
the liver (81%), lungs (57%), and bones (12%).F! Pleural
epithelioid hemangioendothelioma (PEH) is extremely rare,!
and follows an aggressive disease course with high mortality
within few months.”*! Here, we present a case of a patient
diagnosed with PEH who responded well to the treatment.

A 65-year-old female presented with a 4-week history
of right-sided chest pain. The pain was described as
pleuritic in nature and was associated with dry cough and
shortness of breath while lying flat and on exertion. On
physical examination, the patient was pale, tachypneic,
and tachycardic. Her pulse rate was 118 beats/minute
and pulse oximetry was 95% on 2-liter oxygen. The
respiratory assessment revealed dull percussion, decreased
breath sounds, and bilateral infra-scapular crepitations
over the right hemithorax. The reminder of systemic
examination was unremarkable. Laboratory findings
showed leukocytosis, neutrophilia, anemia, and elevated
C-reactive protein. Chest radiograph revealed obliteration
of right costophrenic angle. A right-sided thoracentesis
was performed and it yielded a bloody fluid. Pleural
fluid analysis yielded hematocrit of 24.4% concurrently
with peripheral blood hematocrit of 28.6%, consistent
with a hemothorax. Pleural fluid cytology revealed an
inflammatory smear and was negative for malignant cells.

The contrast-enhanced computed tomography (CT)
scan of the chest, abdomen, and pelvis revealed a large
lobulated heterogenous density mass lesion in the right
lung extending from the hilar region to the pleural
surface, predominantly involving the middle lobe. Multiple
predominantly pleural-based soft tissue density nodules
with surrounding ground-glass density of varying sizes
were noted in the bilateral lung fields and a bilateral mild
pleural effusion that was more on the right side. In addition,
the scan showed a large partially calcified mass lesion in the
right lobe of the thyroid and a large right adrenal lesion.

She underwent a CT-guided right lung biopsy and it revealed
hemorrhagic infract with active fibrotic hemorrhagic lung

tissue, following which we proceeded with video-assisted
thoracoscopic surgery. Histologically, tissue sections from
the right lung, right pleura, and right pleural lesions showed
malignant proliferation of epithelioid and polygonal-like
cells [Figure 1]. The cells showed nuclear pleomorphism
with anisonucleosis, vacuolated cytoplasm, and occasional
mitosis (<1/10 HPF).

Immunohistochemically, the tumor cells were positive for
CD34, CD31 [Figure 2], and WT1 (cytoplasmic). Ki-67
was around 50%. Pan-cytokeratin showed focal positivity,
while for calretinin, Ck5/6, Napsin A, P40, P63, TTF
1, and ERG, the findings were negative. Based on these
findings, a diagnosis of PEH was made (intermediate grade
malignancy). Ultrasound-guided fine-needle aspiration
cytology of right thyroid nodule revealed polygonal and
epithelioid tumor cells with enlarged pale vesicular nuclei
and nuclear indentation, and cells having tailing and
vacuolated cytoplasm with few spindle cells. These findings
were suggestive of a malignant EHE.

The diagnosis of PEH was made on the basis of
histopathological findings and was confirmed by the positive
immunohistochemistry staining, The patient was commenced
on chemotherapy with paclitaxel 80 mg/m?* weekly for
6 weeks and the cycle was repeated every 8 weeks, for a total
of eight cycles. The patient responded to treatment and
remained well during the oncological follow-up visits.

Figure 1: Photomicrograph showing polygonal and spindle shaped
malignant cells forming incipient vascular channels. (H and E, x400)
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Figure 2: Photomicrograph showing CD 31 positive tumor cells forming
vascular channels. (CD 31 x 200)

EHE presents according to the organs involved. It
commonly affects lungs, liver, bone, and skin, and causes
respective related symptoms. In case of pleural EHE,
symptoms vary but commonly include dyspnea, chest pain,
cough, fever and, in rare, advanced cases, hemoptysis."
Clinical findings coincide with pleural effusions, pleural
thickening, pleural nodules, and parenchymal tumor. Other
non-specific findings such as ascites, pericardial effusions,
and hilar and mediastinal lymph node involvement suggest
metastasis and are associated with unfavorable prognosis.!
Immunohistochemistry is not only the gold standard for
diagnosis but is also useful in identifying the origin of the
tumor cells through endothelial cell markers. Commonly
used markers include CD31 and CD34. On the other
hand, FLI-1 protein has higher sensitivity and specificity
in identifying blood vessel-derived tumors.! As with
our patient, she presented with pleuritic pain which is a
dominant feature of pleural PHE. Moreover, her clinical
presentation included right-sided lung mass, pleural
nodules, bilateral hemorrhagic pleural effusions and
lesions in the right thyroid lobe and right adrenal gland.
The patient responded well to paclitaxel and returned to
baseline activity.

Declaration of patient consent

The authors certify that they have obtained all appropriate
consent forms from the patient. The patient has given her
consent for her images and other clinical information to
be reported in the Journal. The patient understands that
her name and initials will not be published, and due efforts
will be made to conceal the identity.

Financial support and sponsorship
Nil.

Conflicts of interest
There are no conflicts of interest.

Dana Al-Baali, Tamadhir Al-Mahrouqi',
Yaqoob Al-Sawafi

Department of Surgery, Armed Forces Hospital, ‘General
Foundation Program, Oman Medical Specialty Board, Muscat,
Oman

Address for correspondence: Dr. Tamadhir Al-Mahrougi,

General Foundation Program, Oman Medical Specialty Board, Muscat,
Oman.

E-mail: tamadhiralmahrougi@gmail.com

Submitted: 31-Aug-2021 Accepted: 07-Apr-2022  Published: 21-Apr-2022
REFERENCES

1. Sardaro A, Bardoscia L, Petruzzelli MF, Portaluri M. Epithelioid
hemangioendothelioma : An overview and update on a rare vascular
tumor. Oncol Rev. 2014;8:259.

2. Lau K, Massad M, Pollak C, Rubin C, Yeh J, Wang ], ¢/ a/. 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.

3. Shiba S, Imaoka H, Shioji K, Suzuki E, Horiguchi S, Terashima T,
et al. Clinical characteristics of Japanese patients with epithelioid
hemangioendothelioma: A multicenter retrospective study. BMC
Cancer 2018;18:993.

4. Fan Y, Wang F, Li S, Ye C, Ying Y, Mao H. Pleural epithelioid
hemangioendothelioma: A case report and literature review. | Natl
Med Assoc 2016;108:124-9.

5. Crotty EJ, McAdams HP, Erasmus JJ, Sporn TA, Roggli VL. Epithelioid
hemangioendothelioma of the pleura: Clinical and radiologic features.
AJR Am ] Roentgenol 2000;175:1545-9.

6. Salijevska J, Watson R, Clifford A, Ritchie Al, Mauri I, Adeboyeku D.
Pleural epithelioid hemangioendothelioma: Literature summary and
novel case report. | Clin Med Res 2015;7:566-70.

This is an open access journal, and articles are distributed under the terms of the Creative
Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to
remix, tweak, and build upon the work non-commercially, as long as appropriate credit
is given and the new creations are licensed under the identical terms.

Access this article online

Quick Response Code:

Website:

www.sjmms.net

DOI:
10.4103/sjmms.sjmms_500_21

How to cite this article: Al-Baali D, Al-Mahrouqi T, Al-Sawafi Y. Pleural
epithelioid hemangioendothelioma: Clinical course and response to
treatment. Saudi J Med Med Sci 2022;10:175-6.

©2022 Saudi Journal of Medicine & Medical Sciences | Published by Wolters Kluwer - Medknow

176 Saudi Journal of Medicine & Medical Sciences | Volume 10 | Issue 2 | May-August 2022



