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Complete Heart Block due to Limited Wegener’s Granulomato-
sis: A Case Report
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Complete heart block is a rare manifestation of various cardiac involvements seen in Wegener’s granuloma-
tosis. To our knowledge there have only been two previous cases of complete heart block reported in patients
with limited form of Wegener’s granulomatosis in English literature. We describe a 62-year-old Iranian woman
presenting with complete heart block who was candidate for pacemaker insertion. Limited Wegener’s granulo-
matosis was suspected because of bloody nasal discharge, fatigue, fever, arthralgia, dacrocystitis, and history
of recurrent subglutic stenosis, but no renal involvement. The diagnosis was subsequently confirmed by pres-
ence of granuloma in nasal mucosal biopsy and also high level of serum anti-proteinase 3. Prednisolone and
cyclophosphamide therapy was started and her electrocardiography returned to normal sinus rhythm. Awareness
of unusual presentation of Wegener’s granulomatosis is important for proper diagnosis and management of the
potentially fatal cardiac involvement of the disease. Complete heart block may be reversed by appropriate medi-

cal therapy of Wegener’s granulomatosis.
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Introduction

egener’'s granulomatosis (WG) is a necro-

tizing vasculitis that mainly affects the re-
spiratory tract and kidneys but it may also involve
other organs. Cardiovascular manifestation of the
disease may arise from involvement of coronary
system, pericardium, myocardium, endocardium,
valves, conduction system, or great vessels; but
clinically notable cardiac involvement is only rarely
encountered and symptomatic conduction defects
in WG are quite uncommon. There are several re-
ported cases of complete heart block (CHB) in WG
in the literature,’ of which only few have been in
limited WG .2® We hereby report a case of symp-
tomatic atrioventricular block due to WG that was
responsive to medication and reversing to normal
sinus rhythm.
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Case Report

A 62-year-old woman was admitted to coronary
care unit of a University hospital in pre-syncope
state. Her electrocardiography (ECG) showed CHB
with narrow QRS and heart rate of 40/min which
was resistant to atropine. Temporary pacing was
applied. Her past medical history was negative
for any cardiac problems and positive to surgeries
for management of recurrent subglutic stenosis, a
functional endoscopic sinus surgery, and also two
recent dacryocystorhynostomy (DCR); latest had
only been performed ten days before new admis-
sion. Her recent medical file of the second DCR
showed that both of her pre and postoperative
ECGs were completely normal.

She complained from paresthesia in distal part
of all four limbs, and also from shoulders pain.
On physical examination, her blood pressure was
120/80 mm/Hg; oral temperature and pulse rate
were 37.8*°and 40/min; respectively. Cardiopulmo-
nary examination was normal, and her complete
general physical examination was normal except
for inflammation of nasal mucosa with multiple
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crusts. Relevant laboratory tests were carried out
and showed the following data:

Complete blood count, fasting blood glucose,
blood urea nitrogen, serum creatinine, and uri-
nalysis were normal. Cardiac enzymes (Troponin,
CPK MB, LDH), serum ALT, AST, and angiotensin
converting enzyme levels were normal. C-reactive
protein (CRP) was elevated; erythrocyte sedimen-
tation rate (ESR) and serum Ferritin were 65 mm/h,
and 102 ng/ml; respectively. c-ANCA (Anti-neutro-
phil cytoplasmic antibody) was positive and serum
anti PR 3 was reported as 200 (normal< 20). Rheu-
matoid factor, ANA, p-ANCA, anti ds DNA, and anti
Myeloperoxidase were all negative.

Computed tomography (CT) of chest showed
a small speculated pulmonary nodule in left lung
without calcification. Mucosal thickening was found
in ethmoid and maxillary sinuses by CT scan. Echo-
cardiography revealed ejection fraction as 60%,
normal interventricular septum, and no wall motion
abnormality or pericardial effusion. Electromyogra-
phy and nerve conduction velocity showed mixed
motor and sensory peripheral polyneuropathy. Fi-
nally, the presence of granuloma was detected in
biopsy samples from nasal septum and maxillary
sinus.

According to her history of recurrent subglutic
stenosis and dacrocystitis, chronic sinusitis, bloody
nasal discharge, limbs paresthesia, and musculo-
skeletal problems, and considering her pulmonary
nodule, the presence of granuloma in mucosa, high
serum anti PR 3 level and positive cANCA, and
normal cardiac enzymes and echocardiography,
she was diagnosed as a case of WG. Echocardiog-
raphy helped ruling out differentials such as myo-
carditis and other cardiac infiltrative disease. She
was then started on oral Prednisolone 60 mg/d and
oral Cyclophosphamide 125 mg/d. She was await-
ed pacemaker insertion while the diagnostic tests
and procedures were taking place. Surprisingly four
days after initiation of immunosuppressive therapy,
her ECG returned to normal sinus rhythm and she
was discharged safely. Her ECG has remained nor-
mal in the last 2 years, as well as her renal system,
during our follow-up visits.

Discussion

In this case report we described a patient with
complete heart block due to undiagnosed limited
WG which rapidly responded to the treatment of
the WG.

Cardiac involvement in WG, including its sub-
clinical forms, is being increasingly recognized and
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ranging between 6 to 44% of all WG cases, and
is not as rare as previously considered." This wide
variation may be due to the nature of the disease
itself, the medical subspecialty of the investigat-
ing team, the effect of medications on the natural
course of disease, or to the number of procedures
used to diagnose subclinical cases.? Of all cases
of heart involvement in WG, 50% represent with
coronary arteritis, 25% with myocarditis, 21% with
valvulitis, 17% with conduction system granulo-
mata, 13% with arteritis of the blood supply to the
atrioventricular node, 11% with myocardial infarc-
tion, and 8% with epicarditis.* The probable patho-
genesis of atrioventricular block associated with
WG is granulomatous lesions within the conduction
system, or arteritis of atrioventricular nodal artery.
Symptomatic cardiac conduction system abnormal-
ities in WG are rare. Supraventricular arrhythmias
are much more common than ventricular arrhyth-
mias. Complete heart block (CHB) in WG has been
only reported in 6 cases (In English literature).?”

Limited WG is a subtype of WG that involves
upper respiratory tract or lung without glumerolu-
nephritis; also there have been reported cases of
limited WG with salivary, ear, orbital and cardiac
involvement.® The paucity of reported cases of
CHB in limited WG is worthy of attention. To our
knowledge, beside present report, there have only
been only two more cases published in English lit-
eratures.?® In the first case presented by Ghaussy
et al., CHB was the first manifestation of the dis-
ease in a previously undiagnosed limited WG in a
male. This was similar to our patient not only in its
presentation but also in its rapid response to treat-
ment with Prednisolone and Cyclophosphamide;
indeed Ghaussy was the first to use a gallium scan
fused with myocardial perfusion scan which was
compared with cardiac MRI for the diagnosis of
CHB in a case of WG and showed that the initially
increased uptake of Gallium near AV node became
normal four months after therapy.® The second re-
port, published by Lisitsin et al., described CHB in
a 43-year-old woman, who was a previously known
case of limited WG with inadequate response to
conventional steroid and cyclophosphamide thera-
py, that finally responded to treatment with Inflix-
imab.2

Because of our unawareness about this rare
complication of WG before this case, the patient
had been improperly elected for early permanent
pacemaker insertion. We were unfortunately unable
to define the possible pathologic reason of CHB in
our case. However, considering the rapid resolution

33



Limited Wegener’s Granulomatosis

of the block with immunosuppressive therapy we
hypothesize that arteritis of the blood supply to the
atrioventricular node has been a main mechanism
of CHB.

Considering a published report of nine WG
cases without any symptomatic cardiac involve-
ment who, by using routine echocardiography, lat-
er proved to have some cardiac abnormalities.® It
is suggested that more widespread use of Holter
monitoring and echocardiography would lead to de-
tecting an increasing number of asymptomatic, but
important, cardiac complications in WG patients.

The present case showed that in regard to the
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unusual presentation of limited WG, such as CHB,
it is essential to make a correct decision on the
treatment of CHB which maybe reversible by immu-
nosuppressive therapy without any need to pace-
maker insertion.
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