Case report

A Complex Case of Coronary Artery Disease
and the Rare Behcet's Disease: When the Eye
Saves the Heart

ABSTRACT

Coronary artery disease (CAD) is a common medical condition that is associated with
significant morbidity and mortality, especially in individuals with multiple cardiovascular risk
factors. This case report focuses on a 61-year-old man with established coronary artery
disease, a history of Non-ST-elevation myocardial infarction (NSTEMI),and subsequent
revascularization. The unique clinical course reveals a complex interplay between
cardiovascular and ocular manifestations, revealing an unrecognized Behcet's disease.

Keywords: [Coronary artery disease - Behget's disease - Uveitis}

1. INTRODUCTION

Behget's disease is a multisystem inflammatory vasculitis of unknown aetiology,
probably multifactorial. It is characterized by recurrent acute inflammatory attacks.
Diagnosis is based on a clinical score according to the international criteria for MB,
including oral and genital aphthosis, neurologic, ophthalmologic, and vascular
involvement. Cardiac involvement during the course of Behget's disease is a rare
complication (1 to 6%), which can sometimes be inaugural (33%), it can involve the
three tunics and of variable expression, it can occur in the form of intracardiac
thrombus, endocarditis, myocarditis, pericarditis, coronary arteritis, valvular disease
or myocardial infarction. Myocardial infarction is considered rare, if not exceptional.
It has a poor prognosis. It can be life-threatening, with an estimated mortality of
20%, mainly due to cardiovascular complications.

2. CASE PRESENTATION

We report the case of a 61-year-old man with no cardiovascular risk factors other than his
age and male sex.

The patient had a history NSTEMI 15 days ago, with coronary angiography showing a
significant lesion of the middle intraventricular artery (IVA), which was revascularized with
placement of an active stent and a tight circumflex stenosis, for which he was referred for
additional angioplasty.




In the meantime, the patient presented to the emergency department with typical chest pain
similar to angina pectoris. The electrocardiogram (ECG) showed an electrical left ventricular
hypertrophy (LVH) (with no changes compared to the initial ECG 2 weeks before). (Figure
1).

Biologic work-up revealed elevated troponin U to 11,068 ng/L (upper limit of normal 15 ng/L).
Cardiovascular risk factors were assessed. Triglycerides were 2.7 g/L, HDL 0.40 g/L, LDL
0.90 g/L, and HbA1lc 5.9%.

Echocardiography showed hypokinesia of the inferolateral andanterolateral walls with a
preserved left ventricular ejection fraction (LVEF)of 55% with no valvular regurgitation and
good right ventricular function, and no pericardial effusion or signs of pulmonary
hypertension.

Medical management for high-risk NSTEMI included dual antiplatelet therapy (clopidogrel
and acetylsalicylic acid), statins, beta-blockers, Angiotensin-converting enzyme (ACE)
inhibitors, and enoxaparin. In addition, coronary angiography performed within 24 hours
revealed a recent occlusion of the middle IVA at the site of the active stent implantation with
successful recanalization of this artery (Figure 2). A tight stenosis of the circumflex artery
was also observed (Figure 3).

During hospitalization, the patient presented with decreased visual acuity associated with
anterior and posterior uveitis. Ocular ultrasound revealed a retinal detachment with papillary
attachment in the left eye (Figure 4,5).

Given the clinical picture and the discovery of uveitis, a work-up for Behget's disease was
requested, which was positive, demonstrating the association between coronary artery
disease and Behget's disease according to the international criteria for the diagnosis of
MB.(Table 1) our patient had 6 points according to international Behcet criteria including
ocular damage, vascular damage as well as the positive pathergy test and the notion of oral
aphthosis reported after questioning.

The patient received conventional treatment for his ischemic heart disease with stenting, oral
BASIC therapy (beta-blockers, antiplatelet agents, statins and converting enzyme inhibitors,
and anticoagulation), combined with treatment for Behget's disease consisting of
corticosteroid therapy (methylprednisolone) infused at a dose of 1 g/d for 3 days. An
azathioprine-based immunosuppressant at a dose of 150 mg/d was also administered.

Follow up: Progression was good with stability of the vasculitis. The patient remained
asymptomatic regarding cardiac function after treatment. As a first attack of Behcet's
disease, we maintained the diagnosis of coronary artery disease associated with Behcet's
disease

DISCUSSION

Identifying Behcet's disease associated with coronary artery disease presents a rare and
challenging clinical scenario. The limited existing literature underscores the need for
increased awareness among clinicians to recognize atypical presentations and facilitate
early diagnosis and management.[1]

The etiology of Behget's syndrome has yet to be clarified. Viral, bacterial, genetic,
environmental, toxic, and immune factors all have been postulated to play a role in its
pathogenesis. However, the most focused upon hypothesis has been that, in genetically



predisposed individuals, an autoimmune response is induced by some viral, bacterial, or
other environmental agent and/or an autoantigen like a heat shock protein, and that this
autoimmune response, in turn, triggers vasculitis.[2]

The 3 major signs (oral aphthae, genital ulcerations, recurrent uveitis) of BD were identified
by Hulusi Behget, a turkish dermatologist, in 1937, and grouped in a single clinical entity and
naming it as the “triple symptom complex” [3]. BD is a multisystem disease progressing by
attacks and remissions. Each attack may resemble the preceding or it may be different in
duration, severity, and the systems involved.[4]

Cardiac involvement in Behget's disease is one of the rarest, accounting for about 6% of
cases in various series; it can affect all three tunics, dominated by pericarditis, and rarely
myocardial infarction, the latter being a rare and fatal complication of Behcet's disease. On
average, about thirty cases are reported in the literature [5].

Pathophysiologically, Behget's disease differs from other vasculitides in that arteries and
veins of different calibers are involved. Arteries are affected by perivascular pathways
accompanied by an endovascular inflammatory process. This leads to stenosis, thrombotic
occlusion, hemorrhage, and aneurysms. Cardiac damage is mainly manifested by coronary
arteritis, myocardial infarction and aortic insufficiency. [6]On the other hand, fibrous intimal
thickening can cause acute myocardial infarction despite angiographically normal coronary
arteries. And some data in the literature suggest that such alterations in microvascular
function are responsible for coronary events in these patients. [7,8]

Atherosclerosis is the major cause of myocardial infarction. However, Behcet's disease
remains one of the etiologies classified as a non-atheromatous cause [9].

In our patient, the possible role of Behcet's disease in the genesis of the coronary lesions
responsible for ischemia is suggested by the absence of atheromatous lesions, both
coronary and extracoronary. [10] The therapeutic management of coronary artery lesions
remains uniquely problematic. It presents the clinician with a dual challenge with two
essential facets that are inseparable and complementary: To ensure adequate and rapid
protection and aggressive treatment in the acute phase of the coronary syndrome, and to
propose a fundamental pathophysiological approach to the treatment of the disease in
guestion, the only guarantee of effective prevention of recurrence.[11]

Regarding prognosis, arterial and cardiac damage are undeniably poor prognostic factors
associated with an increased risk of mortality [12].

In practice, the EULAR 2018 recommendations have clearly established the systematic need
for the first-line use of immunosuppressive agents in combination with glucocorticoids in
severe arterial disease secondary to Behget's disease in order to limit the progression of
coronary inflammatory involvement.This should be combined with dual antiplatelet therapy
based on acetylsalicylic acid and clopidogrel, which should be maintained as long as
possible in coronary patients [13]



Fig. 1.Electrical appearance of LVH with secondary repolarization disorders and
lateral ST segment steepening
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Fig.2. Pre-dilation with a balloon at the level of the middle IVA at the site of stent
implantation
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Fig.3. Bifurcation lesion with tight stenosis of proximal circumflex and ostium of first
marginalis



Fig.4. Iridocrystalline synechiae secondary to anterior uveitis.



Fig. 5. This image shows an active anterior uveitis with the presence of Tyndall's in
the anterior chamber



BD Manifestations Score Assigned

Ocular lesions 2
Oral aphthosis 2
Genital aphthosis 2
Skin lesions 1

Neurological manifestations 1

Vascular manifestations 1

Positive pathergy test * 1

Patients are classified as having BD with scores =4. * Pathergy test is optional.

Table 1: INTERNATIONAL CRITERIA FOR BEHCET DISEASE

4. CONCLUSION

In this complex clinical case, the novel association between coronary artery disease and
Behget's disease was revealed, underscoring the importance of clinicians' heightened
awareness of atypical presentations. The rarity of this association requires multidisciplinary
management and poses therapeutic challenges, highlighting the importance of a
personalized approach. This case encourages a continued search for an underlying etiology
of coronary involvement, especially in the absence of risk factors, to improve understanding
of mechanisms and guide more effective treatment strategies.
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ABBREVIATIONS

CAD: Coronary artery disease

NSTEMI: Non-ST-elevation myocardial infarction
ECG: electrocardiogram

LVH: left ventricular hypertrophy

IVA :intraventricular artery

LVEF: Left ventricular ejection fraction
ACE:Angiotensin-converting enzyme

BD :Behcet’s disease



