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Fibrosing mediastinitis: a case report*

Mediastinite fibrosante: relato de caso

Thales de Carvalho Lima', Edson Marchiori2, Domenico Capone®, Miriam Menna Barreto®,
Rosana Souza Rodrigues®, Glaucia Zanetti®

The present study reports the case of a 51-year-old woman with chest pain, dyspnea and upper chest vessels
engorgement, with no clinical evidence of granulomatous disease. Chest imaging study revealed a mediastinal
mass with calcifications that was approached by mediastinoscopy with biopsy. Histopathological study
demonstrated an etiologically undefined chronic inflammatory pattern compatible with fibrosing mediastinitis.
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Neste trabalho é relatado o caso de uma mulher de 51 anos de idade, com dor toracica, dispneia e engurgi-
tamento de vasos do térax superior, sem evidéncias clinicas de doenca granulomatosa. O estudo por ima-
gem do térax revelou massa mediastinal com calcificac6es, abordada por mediastinoscopia com biépsia. A
analise histopatolégica mostrou padrao inflamatério crénico sem etiologia definida, compativel com medias-

tinite fibrosante.

Unitermos: Mediastinite fibrosante; Massa mediastinal; Fibrose; Radiologia toracica.
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INTRODUCTION

Fibrosing mediastinitis, also known as
sclerosing mediastinitis, is an uncommon
condition characterized by proliferation of
densefibroustissue in the mediastinum. In
spite of its benignity, it is associated to a
significant morbidity due to its fibrotic
obstructive nature, and less commonly, to
mortality®. Its pathogenesisisunknownin
most cases, aso being possibly related to
histoplasmosis, tuberculosis, and other
granulomatous diseases, such as sarcoido-
sis, autoimmune and fungal diseases, radio-
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therapy and other fibro-inflammatory pro-
cesses, for example, retroperitonea fibro-
sis?®, Affected patients are typically
young and present signs and symptoms
related to obstruction of vital mediastinal
structures, such aslarge vessels, esophagus
and airways®.

CASE REPORT

A 51-year-old femal e patient presenting
ahistory of chest pain, dyspneaon exertion
over the last four months, and finally, vas-
cular engorgement on the chest wall and

Figure 1. Postero-anterior
chest radiography showing
superior mediastinal en-
largement, remarkably at
right. The pulmonary trans-
parency is normal.

neck. Therewasno epidemiological history
of histoplasmosis or tuberculosis; even so,
three induced sputum tests were per-
formed, all of them negative for tubercu-
losis or fungi, besides serology of histo-
plasmosis, which was a so negative. Clini-
cal and laboratory investigations for other
less frequent causes of the disease were
also negative.

Chest radiography demonstrated supe-
rior mediastina enlargement, notably to the
right, with no other noticeablefinding (Fig-
ure 1). Chest computed tomography dem-
onstrated a mass with soft tissue density
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and intermingled calcifications at the ante-
rior right paratracheal region, with hetero-
geneous contrast enhancement, without
cleavage planewith the superior venacava,
extending to the carina, besides the pres-
ence of collateral circulation in the chest
(Figure 2).

Finally, a mediastinoscopy was per-
formed, with a biopsy of the mediastina
mass, whose histopathological study dem-
onstrated a chronic inflammatory fibrotic-
necrotic chronic process, negative for mi-
croorganisms at silver, PAS and Ziehl-
Nielsen stain. The findings were compat-
ible with the fibrosing mediastinitis hy-
pothesis. The patient progressed satisfac-
torily, with stabilization of clinical signs,
and undergoing clinical follow-up.
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DISCUSSION

Fibrosing mediastinitisis caused by an
extensive, infiltrating, and frequently inva-
sive mediastinal fibrotic process. The in-
flammatory process usually setsin the up-
per haf of the mediastinum, in the
paratracheal region. Itiscommonly located
to the right, anteriorly to the trachea and
close to the pulmonary hilum; however it
may also develop asadiffusefibrosisinthe
mediastinum, extending from the brachio-
cephalic veins to the pulmonary bases™®.
The symptoms are generally caused by
obstruction of the superior vena cava,
esophagus, trachea, bronchi or pulmonary
veins, aso causing pulmonary arteria hy-
pertension by direct compression of pulmo-

Figure 2. Chest computed tomography showing a mass with soft tissue den-
sity and intermingled calcifications at the right anterior paratracheal regjion.
Heterogeneous contrast enhancement is observed (B) as well as collateral
circulation in the upper third of the chest, more noticeable at right (C).

nary arteries, or secondary to pulmonary
venous compression®?,

Chest radiography is nonspecific, dem-
onstrating superior mediastinal enlarge-
ment by aparatracheal lobular mass®. Cal-
cifications occur in most cases, requiring
acomputed tomography scan to character-
ize them and ruling out other causes of
mediastinal involvement such as me-
tastases, lymphomas and other tumors®.
Secondary lung aterations such as atel ecta
sis, nodules, consolidation and interstitial
infiltration are also observed®?. Magnetic
resonanceimaging isuseful inthe determi-
nation of the disease extent and in the pre-
operative planning, usualy showing an
imagewith intermediate signal intensity on
T1-weighted sequences and heterogeneous
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signal intensity on T2-weighted sequences
because of thefibrotic nature of the disease
and presence of calcifications, sometimes
presenting heterogeneous gadolinium en-
hancement(6.19),

The course of the disease is variable,
sometimes with spontaneous remission,
and other times with symptoms exacerba-
tion. Approximately 30% of patients die
from complicationsresulting from obstruc-
tionandfibrosis. Theworst prognosisisre-
lated to bilateral or carinal involvement®),
The definite diagnosisis obtained by means
of biopsy of the affected lymph nodes or
mediastinal tissue®. The therapy includes
the use of corticosteroids, surgical ap-
proach for excision of tissueand local man-
agement of obstructive complications such
as the case with the use of stents™.

Finally, in spite of its uncommon char-
acter, fibrosing mediastinitis should be
considered in cases of mediastinal enlarge-
ment at chest radiography, primarily for
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being related to granulomatous diseases
such astuberculosisthat isendemicin Bra-
zil and also for itssignificant morbidity, as
the affected patients are typically young.
The investigation must include contrast-
enhanced computed tomography of chest
associated with serology of tuberculosis
and histoplasmosis. Biopsy with histo-
pathological study confirms the diagnosis.
Regular clinical follow-up must be per-
formed with these patients for monitoring
of possible complications resulting from
the disease.
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