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Congestive cardiomyopathy and endobronchial
granulomas as manifestations of Churg— Strauss

syndrome
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Summary

Churg-Strauss syndrome is a systemic
vasculitis. Its most frequent complica-
tions are heart diseases and asthma.
Usually, cardiological manifestations are
pericarditis, cardiac failure and myocar-
dial infarction. Endobronchial granu-
lomas identified by bronchoscopy are
unusual. We present the case of a man
with congestive cardiomyopathy and
endobronchial granulomas macroscopic-
ally visible at bronchoscopy. After a
review of medical literature, we found
one case of congestive cardiomyopathy
and no cases of endobronchial granulomas
observed by bronchoscopy associated with
Churg-Strauss syndrome.
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Churg-Strauss vasculitis is a clinical synd-
rome characterised by systemic vasculitis
associated with peripheral and extravascular
eosinophilia which appears almost exclusively
in asthmatic and allergic rhinitis patients.'~*
The most frequent complications of this patho-
logical entity appear when lungs, heart, and
peripheral nerves are involved.!"*> Granuloma
formation in the airways is a common feature,
but these are usually small.® Very occasionally,
they join to give rise to nodules identifiable on
thorax radiology and bronchoscopy.® Some-
times, cardiac disease may progress from an
early eosinophilic necrotic phase to fibrosis,
producing a picture resembling endomyocar-
dial fibrosis.”® We present the case of a man
diagnosed with Churg- Strauss syndrome with
congestive cardiomyopathy and the presence of
macroscopically visible granulomas on bron-
choscopy which were confirmed by biposy.
These endobronchial granulomas are consider-
ed very unusual in Churg- Strauss syndrome.®

Cardiac involvement in Churg-
Strauss syndrome

® acute and constrictive pericarditis
o cardiac failure
e myocardial infarction

Case report

A 28-year-old man was sent to our Service from
the Intensive Care Unit. He had been a heavy
smoker (280 packets/year) until he was diag-
nosed as suffering from bronchial asthma and
bilateral maxillary sinusitis a year earlier. He
was treated with inhaled bronchodilators and
corticoids. Fifteen days before admission, he
presented a productive cough and occasional
haemoptysis. He was also febrile and suffered
fatigue, weakness, weight loss and generalised
pleuritic pain. Later, he presented progressive
dyspnea, wheezing, and paroxysmal nocturnal
dyspnea. He was taken to the emergency room
of our hospital where he suffered a cardio-
respiratory arrest. He was admitted to the
intensive care unit. On thoracic X-ray and
computed tomography (CT), a peripheral
patched alveolar pattern and cardiomegaly with
pericardial effusion were observed. Fiber-optic
bronchoscopy and bronchoalveolar lavage were
performed. Macroscopic findings on broncho-
scopy revealed whitish granulomas on the
bronchi of the middle and lower right lobes.
The histology of the granulomas showed epith-
elioid cells, lymphocytes, plasma cells, and
some eosinophils. On bronchoalveolar lavage,
15% eosinophils was the most emphasised
feature. Congestive cardiomyopathy, severe
systolic failure of the left ventricle and pericar-
dial effusion (6 mm) were seen on echocardio-
graphy (figure). On electrocardiogram, atrial
fibrillation with controlled ventricular rate was
noted. He was treated with furosemide, digox-
in, antibiotics and a high dose of steroids.
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Figure Echocardiogram: dilated myocardiopathy
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Twelve hours later he improved and was passed
to our unit. On physical examination, wheezing
was heard. Three days later he presented a
lacerating pain in the left leg. Neurological
exploration showed a decrease in sensitivity of
the medial side of this leg. An electromyogram
was performed and sensitive and motor altera-
tions in the zones of sural and tibial nerves were
observed. A skin—muscle—nerve biopsy in this
zone was performed and revealed fibrinoid
necrosis, vasculitis, and extravascular granu-
lomas formed by lymphocytes, eosinophils,
plasma and epithelioids cells. Serological
studies for different bacteria and viruses, in-
cluding hepatitis A, B, and C, were negative.
Otolaryngeal studies were normal. Renal func-
tion was normal. Antinuclear, antineutrophil
cytoplasmic and antibasal membrane anti-
bodies, rheumatic factor and immunoglobulins
were normal, except for an increased IgE. The
patient was diagnosed as having Churg-
Strauss syndrome.

Discussion

Endobronchial granuloma visible on fiber-
optic bronchoscopy in Churg- Strauss vascu-
litis is exceptional.® The most frequent finding
is the presence of vasculitis, necrotising capil-
laritis, alveolar infiltration by eosinophils and
granulomatous process involving the intersti-
tium.** Our patient showed endobronchial
lesions which, when biopsied, revealed eosino-
philic granulomas and necrotising vasculitis.
Cardiac disorders have been considered the
primary cause of death in Churg— Strauss syn-
drome."*>® Eosinophilic myocardial infiltra-
tion is not as usual in this vasculitis as in other
diseases with peripheral eosoinophilia, such as
hypereosinophilia syndromes.’® If it occurs,
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Learning points

o dilated cardiomyopathy may occur in patients
with Churg- Strauss syndrome

o endobronchial granulomas may be visible on
bronchoscopy

endomyocardial fibrosis may progress to con-
strictive cardiomyopathy.”® Our patient pre-
sented signs of cardiac failure, a typical com-
plication of Churg—Strauss vasculitis.>® On
echocardiography (figure), congestive car-
diomyopathy was observed. This finding has
been reported once before in the literature.?

The aetiology of this complication does not
seen to be explainable by the previous mechan-
isms suggested for endomyocardial fibrosis due
to the role of eosoinophils.'*® The results of
Pérez Blanco et aP® are probably due to granu-
loma formation in the ventricular wall and
tendinous chordae visible with echocardio-
graphy. Unlike that report, the congestive
myocardiopathy of our patient, persists in the
echocardiogram, in spite of treatment with
steroids and cyclophosphamide. We think that
the myocarditis in our patient may represent an
inflammatory process, as seen in other muscles
(eg, legs, arms, etc) in the Churg-—Strauss
syndrome. This would then explain our patient’s
myocardiopathy. Nevertheless, eosinophils
may also play a role in the pathogenesis of this
condition.

We consider that the presence of endobron-
chial granulomas visible to fiber-optic bron-
choscopy and congestive cardiomyopathy
should be considered as possible complications
of Churg-Strauss syndrome.
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