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Pulmonary valve involvement 
and left ventricular thrombosis 
in Behçet’s disease: 
a case report and literature 
review

Sirs,
Behçet’s disease (BD) is an autoimmune 
systemic vasculitis. When the heart is in-
volved, it is called cardiac BD, and it can 
affect all parts of the heart (1). Cardiac in-
volvement is rare but fatal.
A 22-year-old Chinese man was admitted 
to our hospital for a recurrent rash and oral 
ulcer lasting 2 years, recurring fever and 
arthralgia for 1 year, and progressive chest 
pain for 4 months. The rash was mainly 
located on the lower limbs, oral cavity and 
forehead (Fig. 1). The patient had initially 
been diagnosed with hip synovitis, but an-
tibiotic treatment was unsuccessful. He 
presented with chest pain initiating in the 
substernal area and radiating to the left 
shoulder. The electrocardiogram (ECG) 
showed ischaemic changes (Supplementary 
Fig. S1). Laboratory investigations showed 
an elevated erythrocyte sedimentation 
rate and C-reactive protein. Skin biopsies 
showed chronic inflammation. Transtho-
racic echocardiography revealed a low-
echogenic mass attached to the pulmonary 
valve, which was confirmed via computed 
tomography (CT) scanning (Supplementary 
Fig. S2), but pulmonary CT angiography 
(CTA) showed no pulmonary embolism. 
The jet velocity of the pulmonary valve was 

1.8 m/s, and the right ventricular size and 
thickness were normal. No bacteria were 
found, and antibiotic treatment was unsuc-
cessful. Based on these results, BD was the 
most likely diagnosis. According to the In-
ternational Criteria for BD, oral aphthosis, 
skin lesions and positive pathergy tests, the 
patient scored a minimum of four points and 
was diagnosed with BD. Because the patient 
presented with chest pain and ECG changes, 
coronary CTA was performed. The coronary 
artery contained no stenosis; the left ventric-
ular endocardial thickness was increased, 
and the apex showed several irregular filling 
defects (Supplementary Fig. S3). Methyl-
prednisolone, low-dose cyclophosphamide, 
and low-molecular-weight heparin com-
pletely relieved the patient’s symptoms; the 
left ventricular lesions were attenuated, and 
the ECG gradually improved until normal 
(Supplementary Fig. S5, S6).
Mitral valve prolapse and aortic valve pro-
lapse are the most common manifestations 
of valve involvement in BD, especially in 
East Asia (2). This is the first report of pul-
monary valve involvement.
Intracardiac thrombus (ICT) is a rare com-
plication of BD. Most ICT cases occur on 
the right side of the heart and often involve 
the ventricle (3, 4). This may be partly at-
tributed to the extended thrombi in the vena 
cave and lower pressure on the right side 
of the heart. ICT is uncommon on the left 
side of the heart. Most patients reside in the 
Mediterranean basin regions or the Middle 
East; however, some cases have been re-
ported in China (5, 6).

T. Wu, MM
Z. Lulu, MD
Department of Cardiology, Xiangya 
Hospital, Central South University, 
Changsha, Hunan, China.
Please address correspondence to:
Zheng Lulu, 
Department of Cardiology, 
Xiangya Hospital Affiliated to 
Central South University, 
Changsha, 
Hunan 410008, China.
E-mail: zhenglulu_csu@126.com
Competing interests: none declared.
© Copyright Clinical and 
Experimental Rheumatology 2022.

References
  1.	HATEMI G, SEYAHI E, FRESKO I, TALARICO R, 

HAMURYUDAN V: One year in review 2019: Be-
hçet’s syndrome. Clin Exp Rheumatol 2019; 37 
(Suppl. 121): S3-17.

  2.	SEYAHI E: Behçet’s disease: How to diagnose and 
treat vascular involvement. Best Pract Res Clin 
Rheumatol 2016; 30: 279-95.

  3.	TORGUTALP M, EROGLU DS, SEZER S et al.: 
Analysis of vascular involvement in 460 patients 
with Behçet’s syndrome: Clinical characteristics 
and associated factors. Joint Bone Spine 2022; 89: 
105277.

  4.	MOGULKOC N, BURGESS MI, BISHOP PW: Intra-
cardiac thrombus in Behçet’s disease: a systematic 
review. Chest 2000; 118: 479-87.

  5.	WANG H, GUO X, TIAN Z et al.: Intracardiac 
thrombus in patients with Behçet’s disease: clinical 
correlates, imaging features, and outcome: a retro-
spective, single-center experience. Clin Rheumatol 
2016; 35(10): 2501-7.

  6.	LIU YT, TIAN Z, FANG LG, ZENG XF: Clinical 
characteristics of Behçet’s disease with cardiac 
involvement-an analysis of forty-two cases. Zhon-
ghua Nei Ke Za Zhi 2007; 46: 537-40.

Fig. 1. Rash on the lower limbs, oral cavity and forehead.


