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Figure 1. (A) Plain Chest Radiography Showing Opaque Right Hemithorax and Mediastinal Deviation to the Left Side; B and C) CT of Thorax
Revealing a Huge Mass in the Right Hemithorax with Deviation of Mediastinal Structures; D and E) Voluminous Lobulated Mass Excised From the

Left Hemithorax.

75-year-old hypertensive woman using perindopril
arginine (5 mg/d) came to the hospital with dyspnea

n exertion, productive cough, and asthenia for 15

days. She denied alcoholism, smoking, illicic drug use or
weight loss. On admission, there was pallor, tachypnea, dull
note on percussion and absent breath sounds in the right
hemithorax. The chest X-ray showed total opacity of the
right hemithorax, as well as deviation of the mediastinum to
the left side (Figure 1A). The computed tomography (CT)
images revealed a voluminous homogeneous mass occupying
the right hemithorax and causing contralateral deviation of
mediastinum (Figure 1B-C). The patient was admitted to
the intensive care due to marked respiratory discomfort, with

tachypnea (35 irpm), SpO2 99% with the Venturi mask (FiO2
50%) and underwent tracheostomy. Transthoracic biopsy of
the mass was performed and the histopathological analysis
showed irregularly arranged, fusiform cell bundles and
focally sclerotic stroma; hyperchromasia and anisokaryosis;
moderate atypia with up to 6 mitotic figures per 10 in high-
power fields; and focal necrosis. The immunohistochemistry
study showed AE1/AE3 negative; smooth muscle actin
negative, CD31 negative; desmin negative; epithelial
membrane antigen negative; ERG negative; S-100 protein
negative; progesterone receptor negative; CD34 positive
and nuclear pattern of STAT6 positive. An open surgical
procedure was done unsuccessfully (Figure 1D-E).

What is your diagnosis?
See the next page for your diagnosis.
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1 Photoclinic Diagnosis

Opaque hemithorax due to malignant fibrous tumor of thorax

Opaque hemithorax (OH) can be associated with
shift of mediastinal structures either to affected or to the
contralateral side in some cases evolving with compensatory
hyperinflation of the normal lung and variable herniation
across the midline."® This condition is not rare and may
be due to voluminous pleural effusion, lung consolidation
or collapse, massive tumor, fibrothorax, pneumectomy, or
agenesis, aplasia, and hypoplasia of the lung."®* Anamnesis,
chest physical examination, bronchoscopy, ultrasound,
X-ray and CT, are useful in differential diagnosis.®
The OH may be evaluated by the volume of the affected
hemithorax and mediastinal positions: (1) increased volume
and mediastinal shift to the unaffected side; (2) reduced
volume and mediastinal shift to the affected side; and (3)
normal volume and absence of mediastinal shift.” The most
common causes of OH with increased volume are large
pleural effusions or masses.”

This patient had opacification of the right hemithorax
by a voluminous mass with progressive mediastinal shift to
the left. Immunohistochemistry of biopsy samples revealed
CD34 and STATG6 positivity, and the data set was consistent
with malignant solitary fibrous tumor (SFT).*" Without
improvement, she was treated by docetaxel (75 mg/m?)
and radiotherapy. After the first cycle of chemotherapy,
CT images showed further increase of the tumor (Figure
1C). Open surgery was done to reduce the compression, ®
but in the postoperative period, she had hypotension and
irreversible asystole despite resuscitation maneuvers.

The histologic pattern of pleural SFTs was first described
in 1931, whereas the sub mesothelial mesenchymal origin
was established by immunohistochemical methods in
1980s."! They are rare neoplasms of giant size at diagnosis,
more often pleural (up to 80% visceral and 80% benign)
and of soft tissues”: Immunohistochemistry is mandatory
for diagnosis; CD34, CD99, Vimentin, and BCL-2 may be
positive, but nuclear STATG is a specific marker of SFT.'>!5
Gupta et al reviewed 28 cases of pleural SFTs (53.57%
women and 64.28% benign); the mean age of patients
was 58.1 £ 15.9 years for benign and 66.5 + 11.8 years for
malignant tumors and the diameter was 6.05 (3.2-10.9) cm
for benign and 15.7 (7.1-17.5) cm for malignant ones."
CT predictive data of malignancy are large in size, lobulated,
with calcification, and pleural effusion.'*'* Hélage et al also
found large tumor size as the most significant predictor
of SFT malignancy in 56 patients,” and this macroscopic
feature is in accordance with findings of the present report.
Worthy of note, approximately half of pleural SFTs evolve
asymptomatically; however, cough, chest pain, and dyspnea
may be presented, especially in patients with voluminous
masses.'* About 10% of pleural SFTs may be related
to paraneoplastic syndromes, including hypertrophic

osteoarthropathy, hypoglycemia, clubbed nail-beds, as well
as gynecomastia or galactorrhea.!*!> Lee et al described a
pleural SFT with recurrent episodes of hypoglycemia; and,
as the present case, the tumor did not respond to non-
surgical control, but the mass volume remained stable.'?
Clinical behavior of this rare malignancy and best control
for large SFTs are not clear yet.
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