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We report the case of a 42-year-old female with a
second recurrenceof cardiac myxoma. Her first diagnosis
was at the age of 24 years, when cardiac tumorswere
withdrawn from her right ventricle and left atrium. Her
first recurrence was at the age of 36 years, when tumors
wereremoved fromtheleft and right atria, and theright
ventricle. Sx yearslater, the patient was admitted to the
Hospital das Clinicas de Porto Alegre complaining of
sudden dyspnea, dry cough, and pain in the right hypo-
chondrium, which bore no relation to breathing. The
transesophageal echocardiography showed a small
tumor intheinteratrial septum, closeto the superior vena
cava, and 2 larger tumorsintheright ventricle, 1 closeto
the outflow tract and the other almost compl etely obstruc-
ting the right branch of the pulmonary artery. The patient
was referred to surgery, in which myxomas were removed
fromtheright atrium and ventricle with extension to the
right pulmonary artery. The postoper ative period was
uneventful.

Cardiac myxomashavean annual incidence estimated
in0.5/1,000,000/year *. Their prevalencevariesfrom 0.0017%
t0 0.28% of al cardiac disorders?. They represent 50% to
75%of al primary cardiactumors®®. Approximately 90% of
thesebenigntumorsoccur intheleft atrium, from 5%t0 20%
intheright atrium, and from 2% to 5% intheright and | eft
ventricles357, Biatria tumorsarefoundinlessthan 2.5% of
all cases’. Approximately 70% of the affected patientsare
females, and their age of highest incidence isaround 50
years*s,

Recurrence of myxomas has been observed in 3% to
22% of patients. Thetimefor theserecurrencesvariesfrom
3 monthsto 14 years after theinitial resection, and 87% of
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them occur in 5 years. Repetitive recurrences are rarer
(1.3%). Asymptomatic recurrences are observed in young
patientswho haveafamilial history of tumor or multifocal
Mmyxomeas.

Myxomasmay beasymptomatic (12%) or havevaried
manifestations, such as symptoms resulting from mitral
valvar heart disease (43%), systemic embolism (27%),
pulmonary embolism (25%), and sudden death (15%) “.

The best diagnostic method for locating and asses-
sing the extension of myxomas and for detecting their
recurrencescontinuesto be echocardiography, which hasa
sensitivity of up to 100% "%, However, transthoracic
echocardiography may not identify tumors smaller than
5mmindiameter; whenever avery small tumor issuspected,
transesophageal echocardiography isrequired 5°. In
selected cases, other examinations, such as computed
tomography and nuclear magnetic resonance, may be
necessary.

Theobjective of thisstudy isto report arare caseof a
third occurrenceof cardiac myxomaassociated withtumoral
pulmonary embolism.

Case Report

We report the case of afemale patient, who was
hospitalized for thefirst timeat theageof 24 years,in 1980,
whenacineangiocardiography wasperformedandrevealed
alargedefectinright ventricular filling, which suggesteda
cardiac tumor. The patient underwent surgery and, in
addition to alarge myxomain theright ventricle, 2 more
smaller tumorswere found in the left atrium. The posto-
perative period wasuneventful 10, Six yearsafter thisfirst
surgery, an echocardiography identified arecurrent
myxomaof 2cmintheright ventricle, which progressively
increased at arateof 1cm/year.

In 1992, the patient was reoperated upon, and tumors
inthesuperior wall of theright atrium, inthemiddle 1/3 of
theright ventricular septum, and intheleft atriumwerefo-
und. Notrans- and postoperative complicationsoccurred?.

The patient was maintained on asemestral follow-up
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with echocardiographiesuntil October’ 97. Theresultswere
normal, with no alterations on examination. During this
period, she underwent aparallel gynecological and endo-
crinological investigation, which showed breast nodules
with benign characteristics, benign colloid nodules of the
thyroid, and bilateral micronodular dysplasiaof theadrenal
cortex.

In September ‘98, 1 year after the last echocardio-
graphy, the patient was readmitted to the hospital dueto
sudden dyspnea, unproductive cough, and painintheright
hypochondrium with no relation to breathing. On physical
examination, the patient had a systolic murmur of the
gjection type (2+/6+) in the area of theright ventricle,
increased intensity of the 2™ cardiac sound in the pulmo-
nary area, and reduction in the respiratory sound in the
inferior 1/3 of theright lung, with crepitant rales. During
hospitalization, asthe patient evolved with severe respi-
ratory insufficiency, she wastransferred to theintensive
care unit and placed under mechanical ventilation. The
chest computed tomography showed images compatible
with pulmonary embolism with an area of infarct in the
inferior lobeof theright lung; thrombi wereidentifiedinside
theright ventricle and in the right pulmonary artery. A
transesophageal echocardiography was also performed
and revealed atumor intheinteratrial septum, ontheright
side, closetothesuperior venacava, and 2 larger tumorsin
theright ventricle, 1 closetothe outflow tract and the other
almost entirely obstructing the right branch of the pulmo-
nary artery.

The patient underwent surgery with extracorporeal
circulation and cooling downto 22°C. Periods of low flow
and hypothermal cardioplegiawere performed for myo-
cardial protection. Atfirst, theright atriumwasopened and
amassweighing 19gwasremovedfromit (fig. 1). Theright
ventriclewasincised and morefragmentsof tumoral tissue,
which extendedinsidethe pulmonary artery, wereremoved
(fig. 2). During the periods of low flow, the trunk of the
pulmonary artery, which wascompletely obstructed by the
tumor, was opened. Theentire pulmonary arterial treewas
then cleaned with atechniquesimilar tothat usedin chronic
pulmonary thromboembolectomy (fig. 3). Thesurgery and

Fig. 1-Myxomaintheright atrium andinteratrial septum.
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Fig. 2—Tumor intheright ventricle extending to the outflow tract.

Fig. 3—Myxomaremoved from the pulmonary trunk anditsbranches.

the postoperative period were uneventful. The patient’s
improvement, from the respiratory point of view, was
immediate and drastic. The anatomicopathol ogical diag-
nosis was myxomawith the presence of fibrin and red
thrombi. The patient was discharged from the hospital 1
week after surgery.

Discussion

Multiple myxomasinvolving theright cardiac cham-
bersareraretumors. Pulmonary embolismoriginatingfrom
thetumor massisapotentially lethal complication. Myxo-
mashaveavery low recurrencerate, which usually results
fromincompleteexcisionof thetumor, tumor implantation, or
ahistol ogical misinterpretation of amesenchymal sarcoma®.

Our casewith 2 recurrencesof multiplecardiac myxo-
mas and acute tumoral pulmonary embolismisinteresting
because of the several uncommon findings discussed
below.

Fromtheclinical point of view, cardiac myxomasmay
beasymptomatic or manifest with symptomsof blood flow
obstruction, with possibleintermittent heart failure; severe
congtitutional symptoms, such asanorexiaandweight loss;
and in some cases, symptoms related to embolic pheno-
menéP. In astudy of 161 patientsin Japan 3, embolismwas
observedinonly 9% of the patients. In our case, the patient

165



Manfroi et cols
Recurrences of cardiac myxomas

experienced clinical manifestations of severe pulmonary
embolisminher last hospitalization.

Inregardtothelocation of themyxomatousformeation,
theleft atriumisknownto beitsmost commonsite. Thiswas
one of theinitial locationsin our case. However, sinceits
first appearance, morethan 1 cardiac cavity wasinvolved,
characterizing amulticentric disease, whichmay explainits
higher chanceof recurrence. AccordingtoMcCarthy et al 3
and Shinfeld et a *, among the 4 groups of patientsin
whommyxomasmay recur (inadequate resection, multicen-
trictumors, familial type, and metastatic recurrence), those
patientswith multicentric tumorshaveanincreased risk of
recurrence—estimated in 33% —ascompared with sporadic
myxomas, whoserecurrencerateremainslow, between 2%
and 3%.

Involvement of theright cardiac chambers, which does
not exceed 20% of the cases of myxoma, may account for
thromboembolismand pulmonary infarction, likewisein our
case. These situations are neither very common nor
frequently reported in the literature, and they may be
confounded by other causes of pulmonary thromboem-
bolism, mainly when the physical cardiac examinationis
normal &,
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Cardiac myxomas have been reported as part of a
syndrome — Carney complex — characterized by pigmen-
tation of the skin and mucosas, myxomatoustumorsof the
skin, heart, breast, and other organs, and a variety of
endocrine tumors®®. In our case, the patient had conco-
mitant breast nodul es, thyroid nodules, and adrenal invol-
vement, which may constitute associated findings.

Analysis of these special types of myxomas showsa
very closeand ogy betweenfamilial myxomasand thegroup
at highrisk for recurrence. Evidencesuggeststhat recurring
or multipleor familia myxomasrepresent thesameentity .

In conclusion, thisrare caseillustrates several less
common points, such as multiple recurrences of cardiac
myxomas, probably related to multicentric tumors; less
common sitesof tumor appearance, withinvolvement of the
pulmonary artery causing thromboembolism; and the
concomitant presence of breast and thyroid nodules, and
adrenal alterations. Asadiagnostic and preventive mea-
sure of recurrence of cardiac myxomas, we emphasizethe
importance of the periodic follow-up of the patient, with
echocardiographic assessment, allowing early detection of
anew recurrence and facilitating the management and
planning of thesurgical treatment.
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