EDITORIAL

Atrial myxomas:
diagnosis and management

he first published report of

left atrial myxoma appeared

in 1845, and in 1955 the

first successful excision was
performed (Straus and Merliss,
1945).

Atrial myxoma can be a differential
diagnosis for almost every cardiac con-
dition. An atrial myxoma is a neoplasm
of the endocardium. It is a fast-grow-
ing but benign tumour. Over 75% of
primary cardiac tumours are benign
and 50% of these are atrial myxomas.
The remainder comprise lipomas,
fibroelastomas and rhabdomyomas
(Reynen, 1995).

Atrial myxomas can occur in any
age group, but predominate between
30 and 60 years of age. They are more
common in women. Cases of atrial
myxomas are usually sporadic, but
syndromic or familial cases do occur.
In cases where multiple myxomas are
found (multilocular tumours), other
syndromic causes should be consid-
ered (McCarthy et al, 1986). The case
report in this issue (p. 56) documents
the case of a myxoma as a part of a
cutaneous syndrome known as Carney
complex (Carney et al, 1986). The
authors discuss the diagnostic criteria,
the chromosome defect and best man-
agement strategy.

Most patients present with one or
more of the triad of embolism, intra-
cardiac obstruction or constitutional
symptoms. Most embolism is systemic
as most myxomas occur in the left
atrium. Cerebral and especially retinal
arteries are usually affected, sometimes
leading to permanent visual loss.
Peripheral arterial, visceral and coro-
nary arterial embolism have also been
reported (Percell et al, 2003).

EMBOLISM

Right-sided myxomas present with less
evident embolic events. Cases have
been reported involving chronic
tumour or thrombus embolization
resulting in pulmonary hypertension

and massive fatal pulmonary embolism
(Peters et al, 1974; Gonzalez et al,
1980).

INTRACARDIAC OBSTRUCTION

Atrial myxomas may partially
obstruct filling of the left or right
ventricle, mimicking the effects of
mitral or tricuspid stenoses. Hence
patients often complain of dyspnoea,
recurrent pulmonary oedema and
right heart failure. Valvular obstruc-
tion may vary with body position as
demonstrated in another case report in
this issue (p. 53), where the patient’s
dyspnoea worsened on lying flat, pre-
sumably as a result of worsening
obstruction to left ventricular filling.

The opposite effect, namely valvular
regurgitation, may result from exces-
sive tumour movement back and forth
across the valve.

Right atrial myxomas may mimic
constrictive pericarditis with functional
tricuspid stenosis and elevated right
atrial pressures (Emanuel and Lloyd,
1962).

CONSTITUTIONAL SYMPTOMS
These may include fatigue, fever, an
erythematous rash, arthralgia, myalgia
and weight loss.

ABNORMAL RESULTS

Patients are often anaemic, which is
often normochromic or hypochromic,
or even haemolytic. Inflammatory
markers are elevated as are globulins.
Less commonly, polycythaemia, leuco-
cytosis and thrombocytopenia may
occur.

DIAGNOSTIC TESTS

The most accessible and diagnostic
test is echocardiography. An electro-
cardiogram is usually non-specific
and most commonly shows sinus
rhythm. Chest X-ray may reveal an
enlarged left atrium and signs of pul-
monary congestion, but again is non-
diagnostic.

Transthoracic echocardiography
provides information on the location,
size, shape, attachment and mobility
of the myxoma, with further informa-
tion on the insertion site, and
morphological features including
vegetations available from trans-
oesophageal echo.

The advantage of computed tomog-
raphy and magnetic resonance imaging
is the availability of non-overlapping
views with differentiation of tissue
types.

Angiography should be performed
on all patients over 40 years of age,
before surgical treatment. Coronary
angiography is usually adequate with-
out the need for ventriculography. It
may also provide information on
tumour blood supply (see the case
report on p. 53), and also emboli
resulting in aneurysms, dilatation and
coronary stenosis (Reynen, 1995).

TREATMENT AND RECURRENCE

The surgical removal of the tumour, its
pedicle and the attached area of atrial
wall is usually curative and should be
performed promptly to prevent further
complications. All chambers of the
heart should be carefully inspected to
ensure that the tumour is not multi-

KEY POINTS

B Atrial myxomas may be a differential diagnosis for almost any cardiac condition.

B They may be isolated or sporadic, or instead familial or part of a syndrome, such as the

Carney complex.

B Recurrence is more common in the familial or complex-related myxomas, so screening
post-removal should be regular and thorough.
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focal. Operative mortality in previous
series ranged between 0 and 3%.
Supraventricular tachycardia and
bradycardia requiring permanent pace-
maker insertion are some of the surgi-
cal sequelae.

The rate of recurrence is dependent
on whether the atrial myxoma is spo-
radic (1-3%) or familial or part of a
complex (2-12%). Most recurrences
are diagnosed within 4 years of
surgery. Follow-up echocardiography
should be performed twice yearly.

These case reports demonstrate the
cardiocutaneous manifestations of

atrial myxoma and also the variety of
presentations associated with atrial
myxoma — the well-recognized differ-
ential diagnosis.
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