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REVERSIBLE PULMONARY HYPERTENSION
IN ADOLESCENT WITH LEFT ATRIAL MYXOMA
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We report a patient of left atrial huge myxoma presenting with severe pulmonary hypertension in adolescents. A patient was a
14-year-old boy presented with sudden onset dyspnea. Transthoracic echocardiographic study revealed the presence of a nodular,
4.34 x 8.11 cm sized, mobile, hyperechoic mass in the left atrium and severe pulmonary hypertension with tricuspid insufficien-
cy. After surgical therapy, tricuspid regurgitation and pulmonary hypertension was decreased and the patient was stabilized and

had an uneventful clinical course.

KEY WORDS: Cardiac tumour - Pulmonary hypertension - Left atrial myxoma.

INTRODUCTION

Cardiac myxoma make a few symptoms. But rarely severe
complications like systemic embolism, heart failure, pulmo-
nary hypertension were shown. The signs and symptoms pro-
duced by tumors are related to the size and location of the tu-
mors. When situated in the left side of the heart, they may
cause symptoms of left atrial outflow obstruction such as pul-
monary hypertension. We report one case of severe complica-
tions of myxoma in adolescents with severe pulmonary hyper-
tension that were recovered by surgical removal.

CASE

A 14-year-old boy was admitted to our hospital due to sud-
den onset dyspnea. The patient had no past medical history
and family history of lung disease and cardiac disease. Two
weeks before admission, he suffered from non-productive
cough. At the time, physical findings included a regular heart
rate of 98 beats/minutes, a blood pressure of 120/80 mm Hg,
respiratory rate of 28/minutes represented tachypnea, a body
temperature of 36.4°C, resting oxygen saturation of 96%. He
had a palpable four finger sized hepatomegaly, pre-tibial pit-
ting edema. Thoracic auscultation revealed mid-diastolic mur-
mur (Grade II) and inspiratory crackle was audible in both
lower lung fields. An electrocardiogram revealed a normal si-

nus rhythm with right axis deviation, right atrial enlarge-
ment. A chest X-ray showed mild cardiomegaly and mild
pulmonary congestion (Fig. 1). On laboratory findings, Aspar-
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Fig. 1. Chest X-ray showed mild cardiomegaly and increased
pulmonary vascular marking in both lungs.
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tate Aminotransferase/Alanine Aminotransferase 136/106 IU/
L, total bilirubin 1.0 mg/dL, pro-brain nitrouretic peptide
6,291 pg/mL. Transthoracic echocardiography to find cause of
murmur showed a nodular, mobile, hyperechoic, 4.34 x 8.11
cm sized left atrial mass (Fig. 2) with moderate tricuspid re-
gurgitation suggestive of pulmonary hypertension (maximal
pressure gradient = 81.61 mm Hg, pulmonary artery systolic

pressure = 101 mm Hg) (Fig. 4), and markedly enlarged right
atrium and right ventricle. Left ventricular ejection fraction
and regional wall motion were normal. We performed exci-
sional biopsy for mass evaluation. The mass were grossly com-

posed of several friable hemorrhagic nodular mass, measuring
6 x 5 x 4.5 cm in size (Fig. 6). On microscopic view, the mass
were composed of setellate myxoma cells, inflammatory cells,

Fig. 2. A: Transthoracic echocardiography showed a 6 x 5 x 4.5 cm sized large left atrial mass (arrow) and right ventricular enlargement in apical 4
chamber view. B: D-shaped left ventricle during diastolic phase in parasternal short axis view (arrowhead).

Fig. 3. A: Transthoracic echocardiography after mass removal showed a no visible left atrial mass in apical 4 chamber. B: No D-shaped left ventricle
during diastolic phase in parasternal short axis view.
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Fig. 4. Transthoracic doppler echocardiography showed tricuspid
regurgitation with maximal pressure gradient (81.61 mm Hg).

Fig. 5. Transthoracic doppler echocardiography after mass removal
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showed decreased tricuspid regurgitation with maximal pressure
gradient (39.37 mm Hg).
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much basophilic substance and slit like vessels that were com-
patible with myxoma.

After 3 days of mass removal, the follow-up echocardiogra-
phy showed no visible mass lesion (Fig. 3) with mild tricuspid
regurgitation suggestive of decreased pulmonary arterial pres-
sure (pressure gradient = 39.37 mm Hg, pulmonary artery
systolic pressure = 54 mm Hg) (Fig. 5).

The postoperative course was uneventful and the patient re-
mained well during the 3 years follow-up period.

DISCUSSION

Myxomas most commonly occur between the third and the
sixth decade of life.

Sixty-five percent of cardiac myxomas occur in women and
are rare in children.” Early diagnosis is difficult because the
symptoms of atrial myxoma are frequently nonspecific."” Large
myxomas may remain asymptomatic if tumour growth is very
slow. The heart auscultation can be quite similar to that of mi-
tral valve disease, and may be associated with a tumoral sound.
The most useful examination in the diagnosis is the echocar-
diogram that is highly sensitive and can diagnose up to 100%
of the cases. Although histopathologically benign, cardiac
myxomas can cause chronic systemic inflamation, embolism
or intracardiac obstructions, leading to increased morbidity.”

The symptoms of left-sided heart failure were usual in pa-
tients with left atrial myxomas, such as dyspnea on exertion,
may progress to orthopnea, paroxysmal nocturnal dyspnea or
pulmonary edema because of obstruction at the mitral valve
orifice.””

Dyspnea on exertion was the most prominent symptom in
our patient. Pulmonary edema was also present but obstruc-
tion at the mitral valve orifice was not present. Most etiologies
of pulmonary hypertension were chronic obstructive lung dis-
ease, pulmonary thromboembolism, mitral stenosis. Especial-
ly, reversible pulmonary hypertension was usually case of mi-
tral stenosis, pulmonary thromboembolism. But pulmonary
hypertension that revealed primary cardiac myxoma was rare.

Nakano et al.” described positive correlation between the
size of tumor and pulmonary artery pressure. The New York

Fig. 6. Gross specimen of left atrial mass, friable hemorrhagic nodular
mass, measuring 6 x 5 x 4.5 cm in size.

Heart Association function class and mean pulmonary artery
pressure were decreased after tumor resection.

In our case, severe pulmonary hypertension was caused by
large left side myxoma. After surgical removal, severe pulmo-
nary hypertension and symptom were decreased.

REFERENCES

1. Kuon E, Kreplin M, Weiss W, Dahm JB. The challenge presented by
right atrial myxoma. Herz 2004;29:702-9.

2. Reynen K. Cardiac myxomas. N Engl ] Med 1995;333:1610-7.

3. Pucci A, Gagliardotto P, Zanini C, Pansini S, di Summa M, Mollo E
Histopathologic and clinical characterization of cardiac myxoma: review of
53 cases from a single institution. Am Heart ] 2000;140:134-8.

4. Vasquez A, Sethi G, Maximov M, Marcus FI. Asrial myxomas in the
elderly: a case report and review of the literature. Am ] Geriatr Cardiol
2004:13:39-44.

5. Goswami KC, Shrivastava S, Bahl VK, Saxena A, Manchanda SC,
Wasir HS. Cardiac myxomas: clinical and echocardiographic profile. Int J
Cardiol 1998;63:251-9.

6. Nakano T, Mayumi H, Hisahara M, Yasui H, Tokunaga K. The re-
lationship between functional class, pulmonary artery pressure and size in
left atrial myxoma. Cardiovasc Surg 1996;4:320-3.

223



