Papillary fibroelastoma of the mitral valve cordae, a rare cause of embolic events.
Introduction
Primary cardiac tumors are far rarer than the metastatic ones. The 75% of the primary cardiac tumors are benign. Cardiac papillary fibroelastoma is the most common tumor of the heart valves in ratio of 15 – 17 %. Although the tumor generally arises from the valvular endocardium of the mitral or aortic valve, there have been limited numbers of reports on isolated cardiac papillary fibroelastoma of the mitral valve chordae. This benign tumor may present with systemic embolization. Fragile papillary fronds or fibrin aggregations on the tumor is a cause for systemic embolization. The differential diagnosis includes other heart tumors such as myxoma or lipoma, vegetation, thrombus formation, calcification and Lambl's excrescences. Surgery can be performed with complete resection preserving the mitral valve and its subvalvular apparatus.
Case report
A 62 years old woman presented with a history of ischemic stroke. The patient had experienced a month ago, one episode of a left wing stroke with formicary and loss of strength for both upper and lower limb. Brain CT scan and Brain MRI scan revealed recent ischemic thalamic stroke. Cervical triplex and cervical MRA revealed no flow at the right internal carotid artery.  Transthoracic echocardiography revealed an intracardiac mass. To evaluate this lesion in detail, transesophageal echocardiography examination revealed an intracardiac stem mass, size 2x1,5 cm at the posterior mitral valve leaflet cordae in the left ventricle, mild to moderate mitral regurgitation and EF >50% . Cardiac MRI allowed visualization of a slightly mobile stem mass 19,8x17x23 mm along posterior papillary muscle cordae centrally to the attachment to the anterior leaflet of the mitral valve. Coronary angiography before surgery revealed normal coronary arteries and carotid arteries angiography revealed normal flow in both internal and external right carotid artery.
During surgery the patient was placed on cardiopulmonary bypass and underwent surgery with the use of standard techniques and cold blood cardioplegia. An incision was made in the right atrium and through the interatrial septum mitral valve and left ventricle was revealed. The valve leaflets and the commissures appeared normal with no evidence of left atrial thrombus. Gentle retraction of the posterior leaflet of the mitral valve revealed a tumor attached to the chordate tendinae of the posterior papillary muscle (P3), which appeared to be involved. The mass was gelatinous. Complete removal of the tumor with the associated primary cordae tendinae required very gentle moves to avoid damage of the mitral valve, tendinae, and papillary muscle. Cordae tendinae plasty restored the minor mitral regurgitation. The patient was weaned from cardiopulmonary bypass without difficulty. The postoperative period was uneventful and the patient was discharged on the 6th postoperative day. Histologic examination of the tissue showed a benign tumor, consisting of multiple papillary fronds arranged on a stalk that was attached to the mitral valve apparatus.
Discussion
Primary intra-cardiac tumors are rare. Benign tumors account 75% of all cardiac tumors. Papillary fibroelastomas is less than 10% of that percentage. Although they are benign tumors they can result in life-threatening complications such as myocardial infarction, cardiac arrest and stroke. Therefore, for early diagnosis of papillary fibroelastoma and prevention of severe complication, and due to their infrequent occurrence, each case is interesting to report in order to improve the diagnosis and management of this uncommon tumor. Papillary fibroelastoma most commonly involve the aortic valve, followed by the mitral valve. Less frequent sites of involvement include mitral chordae tendinae, right atrial endocardium, endocardial surface of both ventricles including papillary muscles and interventricular septum. In this paper, we report the uncommon location of cardiac papillary fibroelastoma with valvular involvement. Resection of these tumors might lead to mitral regurgitation, and heart failure is unavoidable in some valvular and chordae tendinaes involvement as in some previous cases, therefore, valvular repair or replacement may be required. In our case, although the tumor was attached to one chordae tendinae and was not pedanculated, the tumor was completely resected from mitral valve chordae with sharp dissection of the myocardium and the involved cordae tendinae. Fortunately, the neighbouring chordae tendinae were preserved successfully without destruction. At the time of discharge follow-up transthoracic echocardiography, showed normal chambers with normal mitral valve without regurgitation, our patient had no symptoms.
