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Abstract

Introduction: Behget’s disease is an inflammatory disorder of unknown origin, with mucocuta-
neous, ocular, articular, vascular, gastrointestinal and central nervous system manifestations.
Although cardiac involvement is not an uncommon manifestation of Behget’s disease, coronary
aneurysm has rarely been reported.

Case presentation: A 36-year-old Iranian man was admitted to our emergency department for
retrosternal pain of two and a half hours duration. His detailed medical history revealed that he had
no risk factors for coronary artery disease, however, Behget’s disease had been diagnosed about
10 years earlier. His electrocardiogram showed inferior myocardial infarction. He underwent
coronary angiography that showed multiple giant aneurysms in his coronary arteries. Two months
later, he experienced another episode of unstable angina. This was followed by two episodes of
anterior myocardial infarction 2 and 5 months afterwards.

Conclusion: This case highlights the importance of careful diagnostic work-up in the evaluation of
myocardial infarction in patients. In our patient, Behget’s disease proved to be the cause of recurrent
myocardial infarction.

Introduction

Coronary artery disease is one of the most common causes
of acute myocardial infarction. In addition to athero-
sclerosis, coronary vasculitis may also cause acute coronary
syndrome [1-3]. One of the most common characteristics
of Behget's disease (BD) is vasculitis, which rarely involves
the coronary arteries [4,5]. However, data on the clinical
significance of coronary artery involvement are very

limited. In BD, acute myocardial infarction is a serious
complication and an important clinical manifestation of
coronary arteritis. Myocardial infarction due to coronary
vasculitis in BD is infrequent and few cases have been
documented in the literature [1-3]. We report the case of a
patient with BD presenting with recurrent myocardial
infarction due to coronary vasculitis with diffuse fusiform
coronary aneurysms.
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Case presentation

A 36-year-old Iranian man was admitted to our emergency
department on 31 August 2006, presenting with epigastric
and retrosternal pain of two and a half hours duration. His
detailed medical history revealed that he had no risk
factors for coronary artery disease, however, BD had been
diagnosed 10 years earlier and he was on colchicine 1 mg/
day. Oral aphthous ulcers were exacerbated during
coronary artery events. Eye examination was normal. He
had an episode of thrombophlebitis of his left leg in 2004
and had been taking warfarin but had discontinued the
medication.

Medical examination revealed blood pressure of
130/70mmHg and heart rate of 85 beats/minute and the
patient was pale and perspiring. Chest auscultation
revealed no abnormalities. His electrocardiogram (ECG)
revealed normal sinus rhythm with ST segment elevation
on II, I1I and aVF and reciprocal ST segment depression on
V1-V6. Laboratory tests showed elevation of plasma total
creatine phosphokinase (CPK) and CPK-MB activities.
There were no findings consistent with coagulation and
fibrinolysis disorders. He was diagnosed as having an acute
inferior wall myocardial infarction, therefore nitroglycerin,
heparin, aspirin and beta blocker therapies were started
immediately followed by thrombolytic therapy with
streptokinase within 1 hour. After 40 minutes, his chest
pain was relieved and there was a significant reduction of ST
segment elevation along with increased cardiac enzyme
levels. A transthoracic echocardiogram showed mild apical
hypokinesia and a left ventricular ejection fraction of 50%.

On the third day of hospital admission, he underwent
coronary angiography. Coronary angiography revealed an
8 mm giant aneurysm of the proximal left anterior
descending artery, an 8 mm aneurysm of the proximal
left circumflex coronary artery (Figure 1) and a 9mm
aneurysm of the proximal right coronary artery (Figure 2).
Based on clinical evidence, electrocardiogram and cor-
onary angiography, we considered that the acute myocar-
dial infarction in our patient was due to a coronary
aneurysm. Therefore, we did not attempt any coronary
intervention and decided to continue with medical
therapy including azathioprine, colchicine, prednisolone,
aspirin, beta blocker, nitroglycerin and enalapril. On 25
November 2006, the patient experienced another episode
of chest retrosternal pain which lasted for 7 hours. His
ECG revealed significant ST segment depression on V1-V6.
Cardiac enzymes did not rise so he was diagnosed with
unstable angina. No changes in ECG were noticed after
5 days. The patient was not adhering to drug therapy and
when his coronary events occurred drug therapy was
restarted. The next episode of retrosternal pain occurred on
28 February 2007 and lasted for 5 hours. His ECG showed
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Figure 1. Coronary angiogram after left coronary
administration of contrast material in the left anterior oblique
position. The angiogram revealed an 8 mm giant aneurysm of
the proximal left anterior descending artery and an 8 mm
aneurysm of the proximal left circumflex coronary artery.

tall T waves on precordial leads. Laboratory tests showed
elevation of plasma total CK and CK-MB activities. He was
diagnosed with an acute anterior wall myocardial infarc-
tion. Medical treatment was started but since he had
received thrombolytic therapy 5 months earlier, strepto-
kinase was not administered. The echocardiogram showed
septal, apical and anterior wall hypokinesia with an
estimated left ventricular ejection fraction of about 25-
30%. He was discharged 10 days later with his previous
medication plus digoxin, warfarin, frusemide, and spir-
onolactone. On 2 August 2007, he experienced another
bout of retrosternal pain that lasted for 7 hours. ECG
showed ST segment elevation on precordial leads.
Laboratory tests showed elevation of plasma total CK
and CK-MB activities. This time, a new anterior myocardial
infarction was diagnosed, medical treatment was started
and azathioprine was switched for pulse cyclophospha-
mide 10mg/kg, but the patient then discharged himself.
At the time of writing, the patient is well with pulse
cyclophosphamide every 2 months and prednisolone
7.5mg/day, but unfortunately, he is non-compliant to
drug therapy and so it was not possible to switch him to
oral medication.
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Figure 2. Coronary angiogram after right coronary
administration of contrast material in the left anterior
oblique position. The angiogram revealed a 9mm
aneurysm of the proximal right coronary artery.

Discussion

Vascular involvement is a well-known characteristic of BD.
Large vessel disease or acute cerebrovascular infarction in
the setting of aphthosis should suggest BD [6]. It can occur
even in relatively young patients with no vascular risk
factors. Arterial involvement is generally expressed by
thrombosis, stenosis and/or aneurysms, as shown in early
studies [1-5]. The prevalence of coronary involvement in
BD is 0.5% [7]. Aneurysms are seen less frequently than
arterial occlusions [8]. The pathogenesis of the arterial
lesion in BD has been well documented. An inflammatory
obliterative endarteritis of the vasa vasorum, most likely
brought about by immune deposition, causes destruction
of media and fibrosis and thus weakens and predisposes
the arterial wall to aneurysm formation that eventually
ruptures [9]. In our patient, angiography was performed
for evaluation of coronary anatomy. Coronary angiograms
revealed multiple giant aneurysms of all coronary arteries.
There was no evidence of underlying disease such as
antiphospholipid syndrome, rheumatic or connective
tissue disorders. In the literature, several different ther-
apeutic approaches have been advanced for the manage-
ment of myocardial infarction in patients with BD. These
may include primary percutaneous transluminal coronary
angioplasty (PTCA) [10,11], repair of the aneurysm [12],
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or administration of fibrinolytic therapy at the early stages
of acute myocardial infarction, as in our patient. Finally,
the therapeutic approach remains complex, especially in
recurrent myocardial infarction. It is important to perform
surgical and/or interventional radiological procedures to
intervene urgently for enlarging ischaemia, ruptured
aneurysms or organ-threatening ischaemia. However,
unless intervention is urgently required, it is prudent to
postpone invasive approaches in these vascular complica-
tions until the inflammatory component of BD has been
controlled with medical therapy [13].

Conclusion

For patients with acute myocardial infarction without any
other risk factor and especially in relatively young patients,
Behget's disease should be considered as the underlying
pathology.
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