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Behcet’s disease is a chronic multisystem disorder characterized by 

relapsing inflammation for which the underlying histopathology is an 

occlusive vasculitis. Intracardiac thrombosis is a rare complication of 

Behçet’s disease. The management of this involvement is difficult due 

to the risk of recurrence. We prresent the case of a young man admitted 

to our hospital for hemoptysis. We discovered a right ventricle 

thrombus on CT angiogram and  we confirmed the diagnosis on 

echocardiography. 
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Introduction:- 
Behçet’s disease (BD) is a systemic inflammatory disease having a chronic and prolonged course, it is characterized 

by oral and genital ulcerations, ocular inflammatory involvement, skin lesions, vascular involvement and numerous 

systemic manifestations that may affect mortality. The pathogenesis of the disease still remains poorly characterized, 

although infectious, genetic (HLA-B51 antigen polymorphism), and environmental factors have been implicated [1].  

 

Vascular involvement and thrombotic tendency is a potentially lifethreatening condition in patients with Behçet´s 

disease. Deep vein thrombosis and pulmonary embolism are the most common manifestation but other locations 

may also occur. A risk factor of thrombosis was observed in many patients[2]. 

 

The over all prevalence of vascular involvement across cohorts of patients with BD ranges between 14 and 39 %, 

with venous lesions and thromboses being more frequent than arterial ones [3-4]. Intracardiac thrombus formation 

(ICT) is a rare but serious manifestation of BD. Untill 2014, there were just 89 cases previously published in 76 

reports in which BD was associated with intracardiac thrombus[5].  

 

Here, we report an another case of right ventricular thrombus in a patient with BD discovered during a hemoptysis.  

 

Case report : 

A 22-year-old male patient, without any cardiovascular or systemic illness and was not taking any medication, 

admitted to pneumology department of our hospital  for hemoptysis of small abundance for 03 weeks, without 

dyspnea or chest pain.  In addition, the patient reports the notion of recurrent oral aphthosis with two attacks per 

month with inflammatory polyarthralgias..  

 

On physical examination, the patient was respiratory and hemodynamically stable, his blood pressure was 12/06 and 

his respiratory rate was 20 cycles per minute. An ulcer scars on oral mucosa and pseudofolliculitis were found. 
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During the cardiac evaluation a diastolic murmur at the pulmonary area was heard.Fundus examination did not show 

uveitis. 

 

Hematological investigations revealed white blood count 10.30 103 cells/μl with normal differential; hemoglobin 

level was 13.8 g/dL; hematocrit, 41.2% and platelets were 205 103 cells/ml. C-reactive protein was 60 mg/L. The 

liver function tests, urea and electrolytes were normal.  

 

Chest X-ray showed accentuated convexity of the right inferior arch of the cardiac silhouette and a sub 

diaphragmatic projection of the tip of the heart [Figure1].The thoracic angioscanner revealed a right intraventricular 

thrombus adherent to the wall, measuring 3.1 cm in long axis with good opacification of the pulmonary artery up to 

the segmental branches [Figure2]. 

 

The echocardiography showed a right intraventricular thrombus, consisting of two parts, the first measuring 1.5 cm 

long axis, adherent to the posterior wall, the second measuring 1.9 cm long axis, mobile and protruding into the 

trunk of the pulmonary artery during ventricular systole [Figure3]. A pulmonary arterial hypertension (56 mmHG) 

was detected. 

 

The patient was treated by anticoagulant (sodium heparin in curative dose with an autopulsed syringe), oral 

cyclophosphamide (100 mg/day), and prednisone (1 mg/kg/day). The glucocorticoid dose was gradually reduced. 

 

Discussion:-  
BD is a vasculitis which can involve all arteries and veins irrespective of diameter. Cardiac involvement is relatively 

uncommon [6]. The heart and great vessels are not primary targets of BD, but although not well recognized, arterial 

or cardiac involvement is life-threatening with associated strong prognostic implications in BD. 

 

Cardiac involvement includesmyocardial infarction, endocarditis, pericarditis, endomyocardial fibrosis, aneurysms 

of the coronary arteries of sinus of Valsalva. Their prevalence changes between 7% and 29% according to the 

different ethnic group [7].Intracardiac Thrombosis is a rare and serious complication. It is reported mostly in case 

reports and case series, with <100 cases reported in the medical literature [8]. 

 

The pathogenic mechanism underlying thrombotic propensity in patients with BD is not completely understood.. It 

is however reported that that endothelial cell ischemia or disruption leads to enhancement of platelet aggregation 

[9].Prothrombin gene mutation was identified in some BD patients. Increased plasma homocysteine levels are also a 

risk factor for thrombosis in BD[10]. Another conceivable pathogenic mechanism is the presence of 

antiphospholipid antibodies, which have been reported in 18% of cases in a study [5]. 

 

Intracardiac thrombosis is located usually in the right side of the heart, the right ventricle being the most common 

location [11], this might partly attributed to extending of thrombi in vena cava and lower pressure of the right 

heart.Involvement of the left heart has been rarely reported [12]. It can be associated with a venous thrombosis of 

the superior and/ or inferior vena cava (45.3%), pulmonary embolism (41.5%), and aneurysms of the pulmonary 

arteries (38.3%) [11]. 

 

Transesophageal and transthoracic echocardiography are generally sufficient to establish thediagnosis of cardiac 

thrombosis, it appears usually as aheterogeneous and echogenic masson intracavity. Other Imaging tests such as CT 

chest and MRI could be helpful in the assessment of associated thoracic manifestations of BD [13]. 

 

Treatment of intracardiac thrombus is unclear, because there is no predefined consensus. The aim is to clean the 

cardiac thrombus and to prevent the recurrence of this complication.In previous reports, initiation of combination 

therapy for Behçet’s disease with prednisone and an immunosuppressant was associated with the resolution [14]. 

Anticoagulants in the treatment of thrombosis in Behçet's disease have been widely discussed, and their results are 

controversial. The European League Against Rheumatism (EULAR) does not recommend the use of anticoagulant 

alone in the management of thrombosis [15]. However, anticoagulation treatment together with immunosuppressive 

therapy is an advised treatment option in Behçet’s cases with intracardiac thrombosis.  
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Surgery, performed as a first line treatment incardiac thrombosis inaugurating a Behçet disease, has a high rate of 

complications and death [16].It might be limited to the cases with massive thrombosis, recurrence of the 

complication despite an optimal medical treatment, and when there is a cardiac congestion [17]. 

 

Conclusion:- 
In conclusion, Intracardiac thrombus formation is a rare but serious manifestation of BD.Hemoptysis is an alarming 

sign and should lead to thoracic angioscanner and transthoracic echocardiography. The combination of 

methylprednisolone, cyclophosphamide, and sodium heparin is a good option to treat such a complication. 

 

The authors state that they have no Conflict of Interest (COI 

 
Figure 1:- Chest X-ray:Accentuated convexity of the right inferior arch of the cardiac silhouette and a sub 

diaphragmatic projection of the tip of the heart. 

 

 
Figure 2:- Transversal and coronal of thoracic angioscanner showing right ventricular thrombus. 



ISSN: 2320-5407                                                                                  Int. J. Adv. Res. 9(07), 16-20 

19 

 

Figure 3:- The echocardiography showed a right intraventricular thrombus mobile and protruding into the trunk of 

the pulmonary artery during ventricular systole. 

 

References:- 
1.  Khairallah M, Ben Yahia S, Kahloun R, Khairallah-Ksiaa I, Messaoud R. Œil et maladie de Behçet. J Fr 

Ophtalmol. 1 déc 2012;35(10):826‑ 37.  

2.  Balta I, Balta S, Demir M, Ozturk C, Demirkol S. Thrombosis with Behçet’s disease should be evaluated 

different conditions. Pan Afr Med J [Internet]. 10 févr 2015  

3. Sarica-Kucukoglu R, Akdag-Kose A, Kayabal IM, Yazganoglu KD, Disci R, Erzengin D, Azizlerli G (2006) 

Vascular involvement in Behçet’s disease: a retrospective analysis of 2319 cases. Int J Dermatol 45:919–921 

4. Duzgun N, Ates A, Aydintug OT, Demir O, Olmez U (2006) Characteristics of vascular involvement in Behçet’s 

disease. Scand J Rheumatol 35:65–68 

5.  Aksu T, Tufekcioglu O. Intracardiac thrombus in Behçet’s disease: four new cases and a comprehensive 

literature review. Rheumatol Int. juill 2015;35(7):1269‑ 79.  

6. Demirelli S, Degirmenci H, Inci S, Arisoy A. Cardiac manifestations in Behcet's disease. Intractable & Rare 

Diseases Research. 2015 May;4(2):70–75. DOI: 10.5582/irdr.2015.01007.  

7.      Ames PR, Steuer A, Pap A, Denman AM. Thrombosis in Behçet's disease: A retrospective survey from a 

single UK centre. Rheumatology (Oxford) 2001;40:652–5.]  

8.       Geri G, Wechsler B, Thi Huong du L, Isnard R, Piette JC, AmouraZ, etal Spectrum of cardiac lesions in 

Behçet disease: A series of 52 patients and review of the literature. Medicine (Baltimore) 2012;91:25–34.  

9. Schmitz-Huebner U, Knop J (1984) Evidence for an endothelial cell dysfunction in association with Behçet’s 

disease. Thromb Res 34:277–285 

10.  Demirtürk OS, Tünel HA, Alemdaroğlu U. Vascular Manifestations of Behçet’s Disease. In: Gonul M, 

Kartal SP, éditeurs. Behcet’s Disease [Internet]. InTech; 2017.  

11.    Mogulkoç N, Burgess IM, Bishop PW. Intracardiac thrombus in Behçet’s disease. A systematic review. Chest. 

2000; 118: 479-87 

12.      Vanhaleweyk G, el-Ramahi KM, Hazmi M, et al. Right atrial, right ventricular and left ventricular thrombi in 

Behçet’s disease. Eur Heart J. 1990; 11: 957-9 

13.      Ben Ghorbel I, IbnElhadj Z, Khanfir M, et al. Intracardiac thrombus in Behçet’s disease. A report of three 

cases. J Mal Vasc. 2004; 29: 159-61 

14.      Hatemi G, Silman A, Bang D, et al. Management of Behçet disease: a systematic literature review for the 

European League Against Rheumatism evidence-based recommendations for the management of Behçet disease. 

Ann Rheum Dis. 2009; 68: 1528-34 



ISSN: 2320-5407                                                                                  Int. J. Adv. Res. 9(07), 16-20 

20 

 

15.     Hatemi G, Silman A, Bang D, et al. EULAR recommendations for the management of Behçet disease. Ann 

Rheum Dis. 2008; 67: 1656-62. 

16.      Kirali K, Civelek A, Daglar B, Sismanoglu M, Akinci E, Berki T, et al. An uncommon complication of 

Behc¸et’s disease: intarcardiac thrombosis needing surgical treatment. ThoracCardiovascSurg 1998;46:102—5 

17.     La Regina M, Orlandini F, Prisco D, Dentali F. Homocysteine in vascular Behçet disease: a meta-analysis. 

ArteriosclerThrombVascBiol 30: 2067-2074, 2010.  


