
OUR MONOZYGOT TWINS DIAGNOSED WITH BEHCET'S SYNDROME AND THEIR CLINICAL

FEATURES

Ayşenur Yalçıntaş Kanbur, Çağdaş Ş. Oygür, Berivan Bitik, A.Eftal Yücel

Baskent University Medical Faculty, Rheumatology Department, Ankara, Turkey

INTRODUCTION:

Behcet syndrome (BS) was first described by Hulusi Behcet in 1937. It is a multisystemic disease that can progress with recurrent oral aphthae, genital 

ulcers, skin lesions and ocular involvement. It can also involve the central nervous system, vascular structures, joints, and gastrointestinal tract (1). It is a 

disease that impairs the quality of life, progresses with many serious morbidities and can lead to organ involvement that can result with death (2). BS is 

more common along the ancient Silk road from East Asia to the Mediterranean (3). Although the etiology is unknown, a strong relationship was found 

between BS and HLA-B51, and it was determined that genetic factors contributed to the familial incidence in the development of BS (4,5). In this report, 

we present two monozygotic twin patients with BS that we followed up with different clinical features and different disease severity

CASE 1:

A 33-year-old male patient with no known systemic disease has been followed up with the diagnosis of BS for about 5 years. He works as a car mechanic. 

While being examined for deep vein thrombosis (DVT), it was learned from his history that he had oral aphthae and occasional erythema nodosum for 

many years, and he was diagnosed with BS. He has never had genital ulcers or uveitis. Pulse corticosteroid (CS) and cyclophosphamide (CYC) therapy were 

started, but the patient stopped treatment two months later. One year after the diagnosis, he was evaluated by a cardiologist with complaints of shortness 

of breath and chest tightness for 2 weeks. He was referred to our outpatient clinic after detection of pulmonary thromboembolism and chronic DVT. Pulse 

CS and CYC treatment were restarted. After the two years course of CYC, maintenance treatment with azathioprine and low-dose CS was started. While 

receiving this treatment, two years later, aneurysmatic dilatation of the left lower lobar branch of the pulmonary artery developed, and he was switched to 

infliximab therapy. The patient has been receiving infliximab therapy for 27 months and is currently being followed up in remission.

Figure 1: Aneurysmatic dilatation

CASE 2:

A 33-year-old male patient with no known systemic disease was invited to our rheumatology outpatient clinic for examination because his twin brother 

had BS. He works as a factory worker. It was learned that he had oral aphthae that recurred frequently for many years, genital aphthae that occurred once, 

and erythema nodosum that occurred several times a year. In his physical examination, sequelae of papulopustular lesion on his body and sequelae of 

erythema nodosum on the right leg were found. No pathology was detected in lung and pulmonary artery imaging. Echocardiography revealed left 

ventricular hypertrophy, mitral valve prolapse, mild mitral and tricuspid insufficiency, ejection fraction 58%, PAP 30-35 mmHg. CRP was 32 mg/L, 

erythrocyte sedimentation rate was 25 mm/hour. Other blood tests were normal. The patient was started on colchicine 2x1, azathioprine 2x50 mg and 

prednisolone 1x5 mg. The patient is followed up in remission.

DISCUSSION:

Although the exact cause of BS is not known, it is thought to occur in individuals with genetic predisposition due to environmental factors. Viral infections 

or common environmental factors may play a role in disease pathogenesis (1). It is known that there is a strong relationship between the HLA B51/B5 gene 

and the possibility of developing BS, especially in the Mediterranean and Japanese populations (6). A familial predisposition has been reported in Turkish 

and Japanese populations (7). In a study, it was found that the incidence of BS is higher in monozygotic twins than in dizygotic twins, and the heritability 

was found to be 41% in this study (2). Although studies on twins are important to reveal the interaction between genetic and environmental factors (1).
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