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Abstract Öz

Kardiyak miksomalar çocukluk çağının nadir görülen iyi 
huylu tümörleridir. Genellikle sol atriyumdan kaynaklanırlar 
ve düzensiz yüzeyleri nedeniyle embolik olaylar açısından 
yüksek risk taşırlar. Erişkinlerde kalp yetmezliği, pulmoner 
ödem gibi kardiyak bulgularla başvuru sıktır, bunlar 
olmadan nörolojik semptomlarla başvuru az görülür. 
Literatürde, çocukluk çağında nörolojik semptomlar 
hakkında ayrıntılı bir incelemeden sonra kardiyak miksoma 
tanısı alan sınırlı sayıda vaka bildirimi bulunmaktadır. 
Burada, diplopi ve ataksi gibi demiyelinizan nörolojik 
hastalıkları taklit eden semptomlarla başvuran ve ayrıntılı 
nörolojik değerlendirme sonrası sol atriyal miksoma tanısı 
koyulan 16 yaşında kız hasta sunulmaktadır.

Anahtar Kelimeler: Ataksi, atriyal miksoma, demiyelinizan 
hastalıklar, inme

Cardiac myxomas are rare benign tumors in childhood. 
They most commonly occur in the left atrium. Atrial 
myxomas’ irregular surface is associated with a high 
risk of embolic events. The majority of cardiac myxoma 
patients are diagnosed with cardiac symptoms. A 
limited number of case reports on neurological 
symptoms in childhood in the literature are diagnosed 
with cardiac myxoma after a detailed examination. We 
present a 16-year-old female patient with left atrial 
myxoma who presented with neurologic symptoms 
like diplopia and ataxia mimicking demyelinating 
neurological diseases.
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INTRODUCTION
Cardiac myxomas are rare benign tumors in childhood 
(1). They generally occur in the left atrium originating 
from the interatrial septum and fossa ovalis. Published 
case series in the literature usually involve the adult 
population. More than 50% of adult patients with 
left atrial myxoma present with symptoms of mitral 
valve stenosis or obstruction, and only a few of them 
present with neurologic findings (1). As myxoma in 
children is much less common, there are few case-
based publications (2-5). Here, we present a 16-year-old 
female patient with cardiac myxoma who presented with 

neurologic symptoms like diplopia and ataxia mimicking 
demyelinating neurological diseases.

CASE REPORT
A 16-year-old previously healthy female patient 
presented to another hospital emergency room with 
four days history of double vision, nausea, vomiting, and 
dizziness. The patient had not any underlying medical 
disorders and medication history. There was no positive 
family history of thromboembolic disease. The routine 
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examination was normal at the time of admission in 
the other center except for inadequate introversion 
in the left eye and ataxia. Brain magnetic resonance 
imaging (MRI) of the patient showed three hyperintense 
white matter lesions of 2-3 mm in dimensions in the 
T2 series with an impression of demyelinating plaques 
in the context of the clinical picture (Figure 1A). The 
examinations of cerebrospinal fluid obtained from 
lumbar puncture for differential diagnosis were within 
normal limits. After evaluating pediatric neurology, they 
started a pulse steroid treatment course with a diagnosis 
of multiple sclerosis (MS). On the third day of the 
patient’s hospitalization, the symptoms improved, but 
the diffusion MRI revealed multifocal areas of diffusion 
restriction in the cerebellum and thalamus consistent 
with acute ischemia. Transthoracic echocardiography 
(echo) was performed to evaluate the etiology of acute 
ischemic stroke, which demonstrated a left atrial mass. 
We took the patient over to our pediatric intensive care 
unit for further management.

On admission, the patient’s general condition was 
stable, and her vital signs were within normal limits. On 
physical examination, she was conscious. Her Glasgow 
Coma Scale 15 (E:4, V:5, M:6), speech, pupils and eye 
movements, facial symmetry, muscle tone and strength, 
sensory examination, coordination, balance, gait, and 
reflexes were normal. Heart sounds were rhythmic with 
regular S1 and S2 without any murmur. Her respiratory 
sounds were normal, and there was no organomegaly. 
Her laboratory findings and coagulation values were 
completely normal. The patient’s echo revealed a left 
atrium filled with a mass protruding to the mitral valve 
suggestive of myxoma (Figure 1B). Thorax angiographic 
computed tomography demonstrated a hypodense 

mass of 33x26 mm in dimensions protruding to the 
lumen at the left atrial fossa ovalis. The patient had an 
operation to remove the mass lesion on the second 
day of her admission (Figure 2). The procedure was 
performed under cardiopulmonary bypass, and the 
interatrial septum was resected and repaired in surgery 
besides the mass. Histopathological diagnosis confirmed 
the diagnosis of myxoma. The patient had an uneventful 
course and was transferred from the intensive care 
unit to the wards on her fourth day of admission. She 
was discharged after ten days of hospitalization. One 
month after the patient was discharged, she came to the 
outpatient clinic control, and her general condition was 
very good, her physical and neurological examination 
was completely normal. We continue to follow-up her for 
risk of recurrence.

Figure 1. A) Hyper intense white matter lesions in T2 series of cranial MRI (Arrows). B) The mass that fills the left atrium almost completely (Arrow)

Figure 2. The appearance of intraoperative mass
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DISCUSSION
Cardiac myxomas are the most common benign tumors 
of the left atrium, and they are rarely observed in children. 
Macroscopically, myxomas have a gelatinous structure 
with an attachment to the atrium wall through a short, 
broad base peduncle (1). The mean age at diagnosis in 
children is 9-10 years. The primary diagnosis tool is often 
transthoracic echo with the typical appearance of mobile 
mass from fossa ovalis.

Although myxomas usually present with signs of heart 
failure in adulthood and infancy, rare strokes might be 
the main presentation. The myxoma’s fragile structure 
may cause primary central or peripheral nervous system 
embolization resulting in ischemic stroke with a mortality 
and morbidity rate of 20% and 50-80%, respectively (6).

There are only 18 pediatric patients in the literature with 
the initial neurologic manifestations of central nervous 
system embolization preceding the diagnosis of cardiac 
myxoma (7). These patients were mostly adolescents and 
commonly had middle cerebral artery involvement leading 
to hemiparesis or hemiplegia. Contrary to the literature, our 
patient had a unique neurologic presentation with diplopia 
and ataxia, suggesting demyelinating diseases. This case 
report is the first in the literature to describe an initial 
presentation with acute cerebellar artery ischemia.

Unfortunately, cardiac myxoma patients with neurologic 
manifestations have delays in diagnosing their cardiac 
pathologies (8). Our patient had a similar course with an in-
depth investigation of neurologic disease. Diplopia, ataxia, 
and vomiting, instead of significant motor neurological 
deficits, complicated the picture more to resemble a clinical 
syndrome as MS. Despite this, our patient had her final 
diagnosis without any further complications.

Based on reports in the literature, nonspecific findings such 
as fever, fatigue, loss of appetite, and rash may present 
some cardiac myxoma patients (9). We discovered that the 
patient has complained of fatigue and appetite loss for the 
last six months without seeking any medical attention.

In cardiac myxomas, treatment is performed as early as 
possible after the diagnosis. The removal of the mass with 
endocardium reduces the risk of recurrence as it originates 
mostly from the interatrial septum (10). The risk of recurrence 
in patients after surgery is reported to be 5-7% (9), which 
requires long-term follow-up of young patients. Our patient 
had the operation on the following day of the diagnosis. 
She had a mass removal with the interatrial septum.

CONCLUSION
Cardiac myxomas in childhood are very rare benign 
tumors. However, they can cause fatal complications, such 
as stroke or heart failure. Therefore, patients presenting 
with neurological manifestations should undergo a 
prompt cardiac evaluation to exclude myxoma.
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