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Unveiling the Unexpected: A Rare Case of Silent Pediatric 
Cardiac Myxoma Mimicking Infection in an  

Eleven-Year-Old Girl
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Abstract

Pediatric cardiac myxoma is a rare tumor that commonly presents 
with cardiac or neurological symptoms. It can lead to serious com-
plications like stroke, valvular obstructions, congestive heart fail-
ure, arrhythmias and peripheral embolism. We present a case of an 
11-year-old girl with fever, right leg pain, swelling and redness. 
This presentation was initially attributed to an underlying infec-
tious or rheumatological process but further testing revealed a large 
left atrial cardiac myxoma with peripheral embolism to the right 
common femoral artery. Review of literature reveals this being the 
second reported case of pediatric cardiac myxoma with systemic 
symptoms and non-neurological, non-cardiac presentation. Our pa-
tient underwent an uncomplicated excision of the mass along with 
femoral embolectomy. In this article, we highlighted the spectrum 
of clinical presentation of cardiac myxoma along with variety in its 
location, imaging features and the importance of considering intra-
cardiac mass as a differential in pediatric population presenting with 
non-specific symptoms.
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Introduction

Primary cardiac tumors are exceedingly rare in pediatric pop-
ulation with an incidence rate of 0.027% to 0.08% [1]. Car-

diac myxoma is more common in adults [2, 3]. Most of these 
masses are benign in nature with rhabdomyoma being the 
most common type followed by benign teratoma and fibroma 
[1]. They most commonly present with cardiac symptoms 
such as dyspnea on exertion, orthopnea, syncope, palpitations, 
dizziness and neurologic symptoms such as transient ischemic 
attack, stroke or seizure primarily due to embolism [4]. Sys-
temic embolism could also include the lungs leading to pul-
monary embolism, the abdomen causing visceral hemorrhage 
and/or infarction and extremities leading to limb ischemia [2, 
4]. Our case focuses on presentation of cardiac myxoma with 
peripheral embolism in absence of any cardiac or neurological 
manifestations. The rarity of such cases was highlighted after 
a meticulous literature review which reported only eight cases 
of pediatric cardiac myxoma with systemic and neurological 
symptoms and no cardiac manifestations [5-12] and only one 
case of peripheral embolism without concurrent cardiac and 
neurological symptoms [13] making our case the second re-
ported case of such sort. We present a rare case of an adoles-
cent girl who presented with right leg pain, fever and elevated 
inflammatory markers with no cardiac or neurological symp-
toms who was found to have cardiac myxoma. Given its rar-
ity, this report highlights the spectrum of unique presentations 
of pediatric cardiac myxoma aiding the physicians in making 
a timely diagnosis.

Case Report

Investigations

An 11-year-old girl presented to the emergency department 
of our hospital with right leg pain and fever for 4 days. Both 
the symptoms started gradually. Fever ranged between 100 
and 102 °F. It was constant and improved intermittently with 
ibuprofen. The right leg pain was initially mild and limited to 
the right hip and upper thigh region but later radiated to the 
entire leg. The pain was described as constant, deep seated and 
dull by the patient and graded 6/10 on pain intensity scale. It 
was not significantly relieved by ibuprofen. There was swell-
ing and redness of the upper thigh and distal leg along with 
limb numbness but no associated rash was seen. Patient re-
ported a history of bacterial pharyngitis a month ago which 
completely resolved with a prescribed 10-day course of amox-
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icillin-clavulanate. Her throat culture was positive for group 
B streptococcus, i.e. Streptococcus pyogenes. Patient denied 
any dizziness, syncope, visual symptoms, headaches, muscle 
weakness or family history of any significant disease includ-
ing autoimmune diseases or cancer. Her only medication was 
ibuprofen for her fever and pain.

Physical examination on initial presentation showed an 
alert child who seemed to be in pain with a temperature of 102 
°F, heart rate of 97/min, respiratory rate of 18/min, blood pres-
sure of 120/85 mm Hg and 98% oxygen saturation on room 
air. On examination of her right leg, she reported tenderness to 
touch and severe pain with deep palpation in the hip, upper and 
mid-thigh region. Her right upper and mid-thigh were swollen 
with an increase of 2 cm in diameter as compared to the left 
leg. The affected limb had slight but diffusely erythematous 
skin. The right femoral artery and popliteal artery were weak-
ly palpable, which at the time was attributed to limb edema. 
There was no joint effusion, joint pain or decreased range of 
motion. The remainder of the examination was unremarkable 
including a cardiac exam with normal S1, S2, no murmurs, 
rubs or gallops. The neurological exam showed normal senso-
ry and motor examination with no focal neurological deficits. 
The cranial nerves were intact.

Diagnosis

With her recent history of strep throat, we kept soft tissue 
infections like cellulitis, erysipelas and few vasculitic enti-
ties versus septic emboli among the top of our differential 
list (Table 1).

The patient had elevated inflammatory markers along with 
leukocytosis (Tables 2 and 3). Two sets of blood cultures were 
performed due to concerns for sepsis but showed no growth. 
She was started on empirical antibiotic therapy with cefuroxime 
intravenous (IV) 100 mg/kg in three divided doses, vancomy-

cin IV 60 mg/kg in three divided doses and acetaminophen IV 
15 mg/kg every 6 h. Her fever resolved within 12 h of starting 
the medication. Chest X-ray, urinalysis, coagulation profile, 
liver function tests, renal function tests, and abdominal and re-
nal ultrasound were unremarkable. Rheumatological workup 
included antistreptolysin O (ASO) titers, anti-DNAse B, cryo-
globulins, lupus anticoagulant, antinuclear antibody (ANA), 
serum immunoglobulin A (IgA) levels, and complement lev-
els, all of which were normal. Finally, duplex ultrasound of the 
right lower extremity was performed which showed complete 
occlusion of the right common femoral artery. Echocardiogra-
phy was then performed to assess for intra-cardiac abnormali-
ties and coronary vessel status due to concerns for vasculitis. 
Transthoracic echocardiography demonstrated a 4 × 5 cm pe-
dunculated, hyperechogenic appearing mobile mass attached 
to the interatrial septum with a narrow stalk. Patient had nor-
mal biventricular function and ejection fraction. These specific 
features pointed towards cardiac myxoma, as the presence of 
a narrow stalk and attachment to interatrial septum is highly 
specific for the condition [14].

Cardiac magnetic resonance imaging (MRI) was sug-
gested but was denied by the parents due to requirement of 
general anesthesia and longer imaging duration. Subsequently 
computed tomography angiography (CTA) of the chest and 
right lower limb was performed which confirmed the pres-
ence of an irregular left atrial mass and complete occlusion of 
the right common femoral artery (Figs. 1 and 2). The patient 
was diagnosed with left atrial myxoma complicated by embo-

Table 1.  Differential Diagnosis

Infectious
  Cellulitis
  Erysipelas
  Septic emboli
Rheumatologic
  Cutaneous small-vessel vasculitis
  Henoch-Schonlein purpura
  Cryoglobulinemic vasculitis
  Polyarteritis nodosa
Cardiac
  Rheumatic heart disease
  Embolization of cardiac mass
    Rhabdomyoma
    Fibroma
    Myxoma

Table 2.  Inflammatory Markers

Laboratory Value Reference range
ESR 35 < 20 mm/h
CRP 20.89 Up to 5.0 mg/L
LDH 383 Female: 135 - 214 U/L
Ferritin 82.6 Female: 13 - 150 ng/mL
Creatinine kinase 415 < 300 U/L
IL-6 4.8 < 5 pg/mL

CRP: C-reactive protein; ESR: erythrocyte sedimentation rate; IL-6: in-
terleukin-6; LDH: lactate dehydrogenase.

Table 3.  Complete Blood Count With Differential Profile

Laboratory Value Reference range
WBC total 14,000 4,000 - 11,000/UL
RBC total 4.85 Female: 3.8 - 5.8/UL
Platelet count 600,000 150,000 - 400,000/UL
Neutrophils 58 40-75%
Lymphocytes 35 20-45%
Monocytes 7 2-10%
Eosinophils 0 1-6%
Basophils 0 0-1%
Hemoglobin 10.9 Female: 11.6 - 16.5 g/dL

RBC: red blood cell; WBC: white blood cell.
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lization to right common femoral artery leading to acute limb 
ischemia.

Treatment

The patient was prepared for surgical excision of the left atrial 

mass and right femoral embolectomy. Pre-operative evaluation 
was normal. She was given injections cefuroxime IV 1.5 g and 
vancomycin IV 1 g prior to induction. The patient was stable 
on induction. The vascular surgeon first performed the right 
common femoral embolectomy uneventfully and established 
the flow into the right leg. There was a large left atrial mass 
attached to the interatrial septum along its postero-inferior 

Figure 1. (a) Contrast-enhanced CT image at the level of aortic root demonstrating 4 × 5 cm heterogeneous appearing left atrial 
mass arising from the interatrial septum (arrow). (b) Mass demonstrating patchy enhancement secondary to intra-tumoral hemor-
rhage, necrosis and calcification (arrows). CT: computed tomography.
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margins. When hemodynamic monitoring lines were inserted, 
the patient was anesthetized with general endotracheal anes-
thesia and positioned correctly on the operating table. Routine 
cardiopulmonary bypass was instituted with bicaval venous 
cannulation and arterial return to the ascending aorta. Only an-
tegrade cardioplegia setup was established. After application of 
the aortic cross clamp, cardioplegia was instilled into the aortic 
root which resulted in good electromechanical arrest. A routine 
right atriotomy was done and the septum primum was removed 
in its entirety along with the tumor. The gap created was then 
repaired with the patch of autologous pericardium with con-
tinuous 4/0 prolene sutures. Routine de-airing was done. The 
atriotomy was closed in usual fashion in two layers of continu-
ous 4/0 prolene sutures. Clamp time was 35 min and the cardio-
pulmonary bypass (CPB) time was 45 min. When fully warm, 
the patient came off cardiopulmonary bypass in normal sinus 
rhythm uneventfully. Routine closure was performed with two 
chest drains. Histopathological report of the mass was consist-
ent with cardiac myxoma. She was shifted to the pediatric in-
tensive care unit (PICU) for postoperative recovery.

Follow-up and outcomes

Her recovery was uneventful and she was discharged 3 days 
later with instructions for follow-up. She was reported to be 
healthy without any symptom recurrence on follow-up at 1 and 
3 months (Fig. 3).

Discussion

Incidence of cardiac myxoma in the pediatric population is 

quite rare. Most of cardiac myxomas occur sporadically with 
only 10% having a familial origin [15]. They are inherited 
as either autosomal dominant pattern or as a part of Carney 
complex which is due to a mutation in the PRKAR1A gene 
manifesting with periorificial lentigines, endocrine tumors 
(e.g., adrenal, pituitary glands, testicular tumors), and some 
non-endocrine tumors (e.g., cardiac myxoma, schwanno-
mas) [16]. The tumor is well known to secrete pro-inflam-
matory cytokines mainly interleukin-6 which is responsible 
for the fever, weight loss and malaise associated with car-
diac myxoma [5, 6]. Cardiac and neurological manifesta-
tions of cardiac myxoma secondary to flow obstruction or 
mass effect become apparent at an earlier stage. However, in 
context of peripheral embolism, given the often non-specific 
nature of the presenting symptoms, an early and accurate 
diagnosis of this potentially curable tumor can be relatively 
challenging.

The specific risk factors for embolization of cardiac 
myxomas include a large tumor size and irregular surface 
[17]. Chronic inflammation with tumor necrosis and vascu-
larization also increases the likelihood of tumor embolization 
[18, 19]. A number of patients with cardiac myxomas have 
high inflammatory cytokine levels, which contribute to an 
increase in the production of platelets. This increase in mean 
platelet volume and platelet count may play a role in tumor-
associated thromboembolic events [19]. On further explora-
tion of the literature available, it was noted that polypoid-type 
cardiac myxomas with a friable or villous surface are more 
likely to cause embolism than solid round tumors and that 
these variants make up to 35% of all cardiac myxomas [20]. 
Furthermore, myxomas originating from the mitral valve 
may contribute more to embolization due to valve leaflets’ 
movement in comparison with myxomas of an atrial origin 

Figure 2. CTA of the right and left lower extremity demonstrating complete occlusion of the right common femoral artery (arrow). CTA: 
computed tomography angiography.
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[20]. This further adds to the uniqueness of our case present-
ed above, as the source of the embolus occluding the right 
common femoral artery was found to be a large left atrial 
myxoma. Tumor friability and irregular surfaces predispose 
them to turbulent blood flow and repetitive contact with the 
surrounding heart structures such as the valve leaflets, atrial 
and ventricular walls [18]. These structural and positional 
characteristics cause tumor fragmentation and detachment. 
Detached fragments enter the systemic circulation and lodge 
into the vasculature of distant organs, leading to complica-
tions like stroke, pulmonary embolism, limb ischemia, renal 
and splenic infarction, etc. [18, 19]. It is noted that arterial 
embolism associated with cardiac myxomas accounts for 
only 0.8-0.9% of all arterial limb embolism cases [21].

With respect to a timely diagnosis, echocardiography is 
considered a standard mode of investigation. Cardiac myxo-
mas appear as intra-cavitary masses, commonly localized in 
the left atrium attached by a stalk to the fossa ovalis. They can 
be less commonly found in the right atrium, atrial free wall or 
mitral valve leaflet [22]. A more clinically sound approach to 
diagnosis of cardiac myxoma keeping in mind its wide array 
of extra-cardiac involvement will be to make use of cardiac CT 
and MRI in conjunction with an echocardiogram. Literature 
suggests that cardiac MRI is a more favorable imaging modal-
ity for cardiac masses compared to CT owing to its enhanced 
characterization of soft tissues, multi-planar images, an unre-
stricted field of view and above all, no requirement of the use 
of ionizing radiation which makes it ideal for pediatric patients 
along with echocardiography [23].

Due to the unique nature of such cases of cardiac myxo-
mas, which often involve an unusual clinical presentation, the 
literature review carried out for this case report has its limi-
tations. All information concluded above has been extracted 
from sources available in the PubMed database and therefore, 
cases provided on other external and unpublished sources may 
not have been taken into account.

Learning points

Our case above of an adolescent girl’s presentation with pe-
ripheral embolism in absence of cardiac or neurological 
symptoms underscores the atypical presentations of pediatric 
cardiac myxomas. Such rare cases often require a high index 
of suspicion and use of advanced imaging modalities such as 
echocardiography, CT, and MRI for accurate diagnosis. This 
report not only highlights the need for vigilance in diagnosing 
such tumors but also adds to the limited literature available on 
pediatric cardiac myxomas with atypical presentations. By fo-
cusing on the diversity of presentations of this tumor, our aim 
is to aid clinicians in making timely and accurate diagnoses 
and thus help improve patient outcome.
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