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Case Report

Resolved complete atrioventricular
block and left ventricular severe
dysfunction in patient with Wegener's
granulomatis after cyclophosphamide
and corticosteroid treatment
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Introduction

Wegener’s granulomatosis is a systemic granulomatous
focus on small to medium sized vessels. It typically affects
sinuses, lungs and kidneys due to necrotizing granulomatous
vasculitis. Less commonly, cardiac involvement is reported up
to 8%-44% of cases [1-3]. It often rises to supraventricular
arrhythmia, left ventricular systolic dysfunction, pericarditis,
myocarditis, and valvulitis [4,5].

Cardiac conducting tissue involvement is rare and
associated with increased mortality. It was only reported in
fourteen previous cases, some of them were reversible to
medical treatment [6].

Case Report

A 59-year-old man was admitted to a local hospital for
deterioration of the general status associated with dyspnea
and an important loss of weight since two weeks.

The total computed tomography body scan was managed
without any disorder. BNP was elevated at 3290 pmol/1 (<200
umol/1). The cardiac checkup revealed a sinus tachycardia
(heart rate 100 per minute) and a severed dilated phenotype
with a 30% left ventricular ejection fraction (LVEF) measured
at transthoracic echography. A treatment with f3-blocker
channel (bisoprolol 2.5 mg per day), ACE inhibitor and ceiling
loop diuretic was introduced.

Later, the patient came back to the emergency department
for worse asthenia and anorexia symptoms. Clinical exam
showed a correct blood pressure and some purpura on his
legs. A severe renal insufficiency was found with 926 pmol/1
of creatinine serum but potassium serum level was normal
at 5.1 mmol/l (3.5-5.1 mmol/L). The electrocardiogram
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"l) Check for updates

(ECG) didn’t find any sign of hyperkalemia. Dialysis was not
indicated, as diuresis was not affected.

ACE inhibitor, ceiling loop diuretic and 3-blocker channel
were interrupted one week after their introduction.

The next day, the patient presented hypotension and
bradycardia. The ECG revealed a severe bradycardia (Figure
1, section A) with a complete atrio ventricular (AV) block
and wide QRS complex. The blood sample was unchanged.
An external pacemaker was implanted by right jugular
access and the patient was transferred in a resuscitation
care unit to receive ciclophoasphamide and corticosteroid
therapy associated to plasma exchange. Few days after
immunotherapy, surface ECG showed a sinus tachycardia with
normal atrioventricular conduction and narrow QRS complex
(Figure 1, Section B).

Moreover, a week later, there was an improvement of renal
function with 200 umol/1 of creatinine serum. At the same
time, LVEF increased to 55% at transthoracic echography.
The pacemaker interrogation showed 100% of spontaneous
ventricular detection. Though, the external pacemaker was
removed.

Thediagnosis of Wegener’s granulomatosis was established
with positive antineutrophil cytoplasmic antibodies against
proteinase antigen (ANCA-PR3) and some granulomatosis
found on vocal chords during nasofibroscopy.
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Figure 1: Section A: Third degree atrioventricular block with complet dissociation between P waves (red arrows) and QRS complexes (blue arrows).

Figure 1: Section B: Sinus rhythm with normal atrioventricular conduction four days after immunotherapy.

A cardiac Magnetic Resonance Imaging (MRI) performed
one month after treatment initiation found normal right and
left ventricular systolic function. LVEF was measured 61%
with MRI versus 55% at transthoracic echography 3 weeks
before.

There was neither myocardial late enhancement nor
cardiac granulomatosis.

After a 3 months of follow up, the patient was asymptomatic.
The transthoracic echographia was strictly normal and Holter
ECG at one and two months after discharge didn’t find any
atrioventricular conduction disturbance.
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Discussion

A permanent pacemaker had never been implanted in
this case of AV block in a vasculitis context. The cardiac MRI
excluded the presence of cardiac granulomatosis or fibrosis.
Many cases of reversible AV block have been described after
immunotherapy treatment [6,7]. The AV block and LVEF
dysfunction may be related to an inflammation of myocardium
and nodo hissian conduction pathway. It was completely
reversible after an early immunotherapy treatment in our
case report. We suppose that early treatment could stop
progression to chronic form of the disease.
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However, when cardiac involvement is more severe,
cardiac inflammatory may lead to granulomatous
inflammatory, microabcesses and collagen necrosis. It could
then create chronic conduction disorders. associated with
valvulitisis [8,9]. Cassidy, et al. [6] described a patient with a
Wegener syndrom in remission since 2 years who presented
a permanent complete AV block. For this reason, strict
cardiovascular follow up should be performed.

When complete AV block appears in a context of vasculitis
suspicion, temporary external pacemaker should be used.
An early immunotherapy treatment may lead to complete
recovery of atrioventricular conduction and ventricular
systolic function.
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