
39

Accessory Mitral Valve Misdiagnosed 
as Hypertrophic Obstructive 

Cardiomyopathy

1İstanbul Bakırköy Dr. Sadi Konuk Training and Research Hospital, Clinic of Cardiology, İstanbul, Turkey
2Uşak University Faculty of Medicine Training and Research Hospital, Department of Cardiology, Uşak, Turkey

 Dilay Karabulut1,  Nihan Turhan Çağlar1,  İsmail Bıyık2,  Hülya Cebe1,  Hande Türeli1,
 Faruk Aktürk1

EJCM 2019;7(1):39-42 DOI: 10.32596/ejcm.galenos.2019.00008

Case Report

Accessory mitral valve tissue (AMVT) is a rare congenital 
cardiac malformation. It is recognized as a differential 
diagnosis of left ventricular outflow tract obstruction. 
Herein, we report a case of AMVT, which was misdiagnosed 

as hypertrophic obstructive cardiomyopathy.
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Abstract

Introduction

Accessory mitral valve tissue (AMVT) is an 
uncommon congenital cardiac malformation, and it is 
frequently diagnosed during the first decade of life, but 
rarely detected in adulthood(1). This disease is commonly 
associated with other congenital cardiac anomalies such 
as ventricular septal defects, patent ductus arteriosus 
and transposition of the great arteries(1). AMVT may be 
detected as an incidental finding or, in some cases, may 

cause left ventricular outflow tract (LVOT) obstruction. 
Patients with AMVT and significant LVOT obstruction 
usually present in the early days or years of life with a 
heart murmur and symptoms of LVOT obstruction such 
as exercise intolerance, chest pain on exertion, syncope 
and/or heart failure(2,3). Symptoms usually manifest when 
the mean gradient across the LVOT is more than 50 
mmHg(3-5). Herein, we report a case of a 47 year old man 
with AMVT, which was misdiagnosed as hypertrophic 
obstructive cardiomyopathy (HOCM).
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Case Report 
A 47-year-old male patient was referred to our 

echocardiography laboratory for the evaluation of 
hypertrophic obstructive cardiomyopathy. He had well-
controlled hypertension. Physical examination revealed a 
faint, grade 2/6, mid-systolic murmur best heard at the left 
sternal border and not radiating to the neck. The 1st and 2nd 
heart sounds were normal, and 3rd or 4th heart sound, gallops 
or rub was not detected. Electrocardiogram was normal. 
Transthoracic echocardiography (TTE) revealed normal 
sized cardiac chambers and mild left ventricular hypertrophy. 
Interventricular septum thickness was 13 mm, posterior wall 
thickness 12 mm. Systolic anterior motion (SAM) of mitral 
valve leaflet was not detected on M mode echocardiography. 
The mean pressure gradient across the LVOT was 30 mmHg 
and peak pressure gradient was 50 mmHg. The maximum 
velocity between the aorta and the left ventricle was detected 
as 3.4 m/sec, which suggested moderate LVOT obstruction. 
The left ventricular ejection fraction was 65%. Apical four 
chamber view revealed a small structure attached to the anterior 
mitral valve leaflet. Transesophageal echocardiography (TEE) 
revealed a mobile, hyper-echogenic, membrane like structure 
moving towards LVOT during systole (Figure 1). The 
structure was attached to the ventricular side of the anterior 
mitral valve leaflet as a chordae tendineae like structure, 

which was meeting the description of an AMVT (Figure 
1). This structure was probably misdiagnosed as SAM in 
previous echocardiographic assessments. Three dimensional 
transesophageal echocardiographic examination (TEE) clearly 
demonstrated AMVT (Figure 2). Two dimensional color flow 
Doppler TEE showed trace turbulence in the systolic flow, 
starting immediately proximal to the lesion (Figure 3). No 
other congenital heart anomaly was present. The patient has 
now been following up with medical treatment and has no 
symptoms.

Informed consent form was obtained from the patient.

Discussion 
AMVT is an uncommon anomaly in adults and may 

be associated with other congenital intracardiac and 

Figure 1. Accessory mitral valve tissue attached to the ventricular 
side of the anterior mitral valve leaflet

Figure 2. Three dimensional transesophageal echocardiographic 
image of accessory mitral valve tissue

Figure 3. Trace turbulence in systolic flow starting immediately 
proximal to the lesion
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vascular malformations such as atrial septal defects, atrial 
septal aneurysms, coronary artery anomalies, persistent 
left superior vena cava, coarctation of aorta, bicuspid 
aortic valve, cleft mitral valve and/or dextrocardia(1-6). 
The estimated incidence of AMVT in adults is about 1: 
26.000 echocardiograms(7). It is more frequently identified 
in men, this entity has a male to female ratio of 1.75(1). The 
embryologic mechanism of AMVT formation is not clear 
and may be related to abnormal or incomplete separation 
of the mitral valve from the endocardial cushions(6,8). 

AMVT may affect one or both atrioventricular 
valves simultaneously but the mitral valve is more often 
involved(8). Published data show a high prevalence of 
the mobile type of AMVT, which projects itself into 
the LVOT, in most cases originating from the anterior 
mitral valve leaflet, with a higher incidence of parachute 
like or balloon like structures(6,8,9). Morphologically, 
AMVT may be classified as type 1 (fixed) or type 2 
(mobile)(6). Type 1 presents in two forms: 1A (nodular) 
and 1B (membranous), and type 2 is divided into two 
subtypes: 2A (pedunculated) and 2B (leaflet like)(6). The 
latter corresponds to 46% of cases and may be further 
subdivided into leaflets with rudimentary chordae and 
chordae with well-developed tissue(6). According to 
this classification, our case meets type 2B. Patients 
with AMVT may be asymptomatic, and it may be an 
incidental finding during routine echocardiography. 
However, the patients may usually become symptomatic 
when the mean gradient across the LVOT reaches 50 
mmHg(7,9,10). Both TTE and TEE may help in making 
the diagnosis, and reveal possible associated lesions 
and complications. Both 3D TTE and 3D TEE enable 
more definite anatomic characterization, and allow 
visualization of the accessory tissue attachment to the 
interventricular septum or the myocardium, which can 
help in its classification(6,11,12). 3D TEE provides en face 
visualization of the mitral valve leaflets from both left 
ventricular and left atrial aspects.

Regarding to the treatment of this anomaly, 
cardiac surgery is indicated only in patients with 

significant LVOT gradients and those undergoing 
correction of other congenital cardiac defects(10,13). In 
our case, because of the presence of left ventricular 
hypertrophy and LVOT gradient, the patient may have 
been misdiagnosed as HOCM and AMVT may have 
incorrectly been assessed as SAM. However, AMVT 
may be seen together with genetically confirmed 
hypertrophic cardiomyopathy(9). Both transthoracic and 
transesophageal echocardiography and, more recently, 
3D echocardiography, play a fundamental role in the 
diagnosis, management, and follow-up of patients with 
this anomaly, 

Because it is a rarely seen congenital cardiac 
malformation, AMVT should be kept in mind in 
the differential diagnosis of SAM in hypertrophic 
cardiomyopathy with LVOT obstruction. 
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