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Mitral valve myxomas: an unusual entity
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KEYWORDS Primary tumours of the heart are uncommon entities, cardiac myxomas being the most frequent.
Mitral valve; However, mitral valve myxomas are exceptionally rare. In the last 12 years, there have been 25
Myxoma; myxomas diagnosed at our institution, with only two of them originating from the mitral valve. Both
Echocardiography; patients were female, the first, 25, and the second, 72 years old. The younger patient was very sympto-
Transoesophageal matic with a large mass, 4 cm long, which involved both leaflets causing significant obstruction to the

echocardiography left ventricular inflow. The second one had a smaller mass located at the atrial side of the posterior

leaflet that only produced some flow divergence. Neither of them had constitutional nor embolic symp-
toms. Both patients were submitted to emergent surgical resection that in the first case involved the
mitral valve and replacement with mechanical prosthesis. The macroscopic appearance of these
tumours suggested a malignant aetiology which may represent somewhat different features of the
myxomas when originating from the cardiac valves. Both patients are well reflecting the good prognosis
of this illness after resection, although the younger patient was re-operated because of prosthetic valve
obstruction and suspicion of recurrence that was not confirmed. Because of the illustrative images and
different presentations, we found it interesting to report and discuss them together.

Introduction wall of the left ventricle. The mitral valve mean gradient
was 14 mmHg and functional mitral valve area was 1 cm?.
Transoesophageal echocardiogram (TEE) confirmed the
presence of a mass on the mitral valve (Figure 1, clip 1)
which prevented an adequate left ventricular filling.
Emergent surgical resection was performed, the operatory
diagnosis being a malignant tumour of the mitral valve.
Because of the mitral valve involvement by the mass,
both were excised, and a 27 mm Carbomedics prosthesis
Case 1 was inserted. Pathological analysis showed ‘destruction
of the posterior leaflet of the mitral valve by a vegetating
mass measuring 4 x 2cm, which involved the chordae
tendinae with an organized blood clot superimposed’.
The final histological diagnosis was myxoma.

One year later, the patient developed severe heart
failure. At that time, she was six months pregnant and
during the first trimester she was prescribed low molecular
weight heparin. Both TTE and TEE showed an echogenic
mass in the posterolateral wall of the left ventricle in con-
nection with the prosthesis. The suspicion was of tumour
relapse with an associated thrombus. She was submitted
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Myxomas are the most common primary tumours of the
heart. However, their occurrence on a valve is extremely
rare. We report two cases that correspond to 8% of all
myxomas diagnosed between 1994 and 2006 in our
department.
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A 25-year-old female patient with complaints of sudden
onset of anxiety and dyspnoea was referred to our tertiary
hospital with the diagnosis of severe mitral valve disease,
presumably of rheumatic origin.

The patient was anxious, dyspnoeic, and tachycardic.
Blood pressure was normal and rales were heard in the
lower halves of both lungs. A diastolic rumble was heard
in the precordium. The transthoracic echocardiogram
(TTE) showed a diffusely thickened mitral valve, with an
echogenic mass arising from both leaflets to the lateral
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Figure 1 Horizontal (right panel) and 120° (left panel) transoesophageal echocardiogram views showing a very homogeneous echogenic mass
coming from both leaflets of the mitral valve and occupying much of the left ventricular inflow tract.

Figure 2 Transthoracic apical four-chamber view showing a rounded homogeneous mass located at the level of the mitral valve.

Ten years thereafter, the patient is doing well, in NYHA
class Il, with normally functioning mitral prosthetic valve
and no recurrence of the tumour.

Case 2

A 72-year-old female patient with episodes of dyspnoea was
referred for transthoracic echocardiography at our centre
with suspicion of aortic valve stenosis. Her past history
was of chronic obstructive lung disease that was compen-
sated at that time. She had no constitutional or neurological
symptoms and her physical examination was unremarkable,
except for a soft systolic ejection murmur in the second
right intercostal space.

Transthoracic echocardiogram revealed an echogenic
mass located near the mitral valve annulus that prolapsed
into the left ventricle in diastole (Figure 2, clip 2). For
better characterization, TEE was performed and showed a
sessile round mass with regular contours and homogeneous
appearance, measuring 2 x 1.1 cm, attached to the atrial
side of the posterior mitral valve leaflet and, although it

produced some turbulence in the left ventricle inflow, it
caused no significant obstruction or regurgitation of the
mitral valve (Figure 3, clip 3). The echographic features
were of myxoma. It was surgically removed with preser-
vation of the mitral valve and, although there was intra-
operatory suspicion of malignancy due to the hard
consistency, the pathological analysis confirmed the first
hypothesis of myxoma. The patient was discharged without
any complications and remains well after 12 months of
follow-up.

Discussion

Primary cardiac tumours are unusual with a reported inci-
dence between 0.001 and 0.28%, and 75% are benign."?
The most common is cardiac myxoma, typically located in
the left atrium at the level of the fossa ovalis.>* Valvular
myxomas are extremely rare, the mitral valve being the
most frequently involved structure, followed by the tricus-
pid, the aortic, and the pulmonary valves. Myxoma are
usually located at the atrial side, as in our second patient,
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Figure 3 Two-chamber (left panel) and 120° (right panel) transoesophageal views showing a round, lobulated, homogeneous mass arising

from atrial side of the posterior leaflet of the mitral valve.

with both leaflets equally affected, being the maximal
dimension described, 3.5 cm long.>® In our two cases, the
first measured 4 cm, and the second 2 cm. The main differ-
ential diagnosis is made with papillary fibroelastoma, which
is generally much smaller in size and usually pedunculated.
Both our valvular myxomas were sessile, involving mostly
the posterior leaflet.

The most common symptoms of cardiac myxoma are dys-
pnoea and orthopnoea, which these two patients reported.
When located at the mitral valve, the obstruction to the
left ventricular inflow caused by the tumoural mass simu-
lates mitral stenosis, as seen in our first case. Frequently,
patients may have peripheral and/or cerebral embolism,
which our patients did not have.>*

The ‘gold standard’ for non-invasive diagnosis of cardiac
myxoma is transthoracic echocardiography, but the transe-
sophageal approach provides a more complete characteriz-
ation.*> In our series, myxomas represent 74% of all
diagnosed cardiac tumours, with 8% of them originating
from the mitral valve. It was the only valvular location
found during this period. Both patients were female, and
at the time of surgery, there were doubts about the benig-
nity of the condition, which may represent the different
macroscopic aspect, with harder consistency of the tumour
when it involves the valvular structures. Because of the
potential for life-threatening complications, urgent com-
plete resection is recommended,*® and it was performed
in both cases with excellent results and so far no recurrence.
Because of the valvular destruction and tumour adherence

to nearby structures, in one patient there was a need of
valve replacement. As these two cases had different fea-
tures, we considered it interesting to report them together.
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Supplementary data associated with this article can be
found in the online version.

References

1. Chen M, Wang J, Chao S, Hsu Y, Wu D, Lai D. Cardiac myxoma originating
from the anterior mitral valve leafet. Jpn Heart J 2003;44:429-434.

2. Rocha A, Ferreira M, Dutra P, Rocha N, Tinoco S, Nascimento C et al.
Myxoma of the atrial valve. Arq Bras Cardiol 1999;72:624-626.

3. Remes J, Zuniga J, Rebollar V, Hernandez P, Narvaez R, Tellez J et al.
Myxoma of the mitral valve witsh embolization of the posterior circula-
tion. A case report and review of the literature. Rev Neurol 2001;33:
729-731.

4. Chafké N, Kretz J, Valentin P, Geny B, Petit H, Popescu S et al. Clinical
presentation and treatment options for mitral valve myxoma. Ann
Thorac Surg 1997;64:872-877.

5. Zamorano J, Vilacosta |, Almeria C, San Roman A, Alfonso F,
Sanchéz-Harguindey L. Diagnosis of mitral valve myxoma by transesopha-
geal echocardiography. Eur Heart J 1993;14:862-863.

6. Piazza N, Chughtai T, Toledano K, Sampalis J, Liao C, Morin JF. Primary
cardiac tumours: eighteen years of surgical experience on 21 patients.
Can J Cardiol 2004;20:1443-1448.

1102 ‘ST Joquisaa uo 1sanb Aq /6.0°seulnolployxoplesoyds b/ :dny wouy papeojumoq


http://ejechocard.oxfordjournals.org/

