Commentary

Vekstein, Turek, Andersen

See Article page 234.

Commentary: Right ventricle,
right time

Andrew M. Vekstein, MD,
Joseph W. Turek, MD, PhD, and
Nicholas D. Andersen, MD

Primary cardiac tumors are quite uncommon and are even
more rarely found in the pediatric population and ventricu-
lar position. Patients may present with a combination of
obstructive, embolic, and/or constitutional symptoms. A
French series of 112 left atrial myxomas found that heart
failure symptoms were the most frequent initial presenta-
tion (43%), whereas syncope (13%) and vague systemic
symptoms such as fever (20%) and weight loss (18%)
were less common.' In the case of intraventricular cardiac
masses, an exceptional diagnostic approach and, some-
times, a bit of luck are necessary to make the diagnosis
before catastrophic complications, such as pulmonary
emboli, stroke, and sudden cardiac death. Previous reports
of obstructing right ventricular myxoma have had positive
outcomes with prompt surgical resection.’

In the current issue of JTCVS Techniques, Mizrahi and
colleagues’ present the fortunate case of a healthy 16-
year-old female patient, with a remarkable family history
of sudden cardiac death in multiple relatives, who initially
presented with syncope in a relative hypovolemic state after
blood donation. Echocardiogram ordered by her primary
practitioner and subsequent magnetic resonance imaging
revealed a 5 X 3-cm partially obstructing mass in the
right ventricular outflow tract, which prompted emergent
surgical resection via sternotomy and combination right at-
riotomy and pulmonary arteriotomy on cardiopulmonary
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") Check for updates

Altruism and serendipity led to the identification
and prompt treatment of a cardiac tumor.

CENTRAL MESSAGE

A combination of fortunate
timing, collaborative diagnostic
approach, and prompt surgical
management can lead to excel-
lent outcomes in obstructing
cardiac myxoma in the pediatric
population.

bypass. The initial examining physicians and surgical
team should both be commended for prompt diagnosis
and operative intervention at the right time, at the right ter-
tiary care institution.

Although not the first report of an obstructing right ven-
tricular myxoma in a teenager, this case report is notable for
3 reasons: (1) it highlights a unique presentation of cardiac
myxoma that required collaborative diagnosis with primary
care and emergency providers, (2) it prompts discussion on
the rare familial myxoma syndromes, and (3) it demon-
strates a positive outcome with prompt surgical resection.
As the authors describe, syncope after blood donation in a
teenaged female patient is certainly not an uncommon
event, and this patient could have been placed in the “horse”
category of hypovolemic syncope. However, the nowadays
not-guaranteed cardiac auscultation in the emergency
department placed the patient on a prompt workup toward
the “zebra” diagnosis of right ventricular myxoma.
Although subsequent echocardiograms of alive family
members did not reveal cardiac myxomas in this case, a to-
tal of 9 relatives with sudden or early cardiac death remains
highly suspicious for a familial myxoma syndrome. Initially
described by Dr Carney, for whom the syndrome is now
named, a mutation in regulatory subunit PRKAR1« of the
protein kinase A gene leads to not only cardiac myxoma
but also cutaneous myxoma and pigmented lesions,
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accompanied by endocrine anomalies.” Other nonspecific
familial myxoma syndromes have also been described.’ It
is important for cardiac surgeons to be aware of these syn-
dromes to provide proper counseling and referral for pa-
tients and their family members, as the authors did.

The study by Mizrahi and colleagues’ can guide not
only cardiac surgical but also institutional practice for
the workup and treatment of rare cardiac tumors. A
high index of suspicion paired with proper examination
led to the correct referral to a center with congenital car-
diac surgical expertise and exceptionally swift workup,
with the patient moving to the operating room directly
from magnetic resonance imaging. Although smaller
right ventricular masses may be able to be resected
through the right atrium alone, opening the main pulmo-
nary artery allows safe resection of larger masses without

disrupting the tricuspid valve apparatus and without add-
ing significant risk or cardiopulmonary bypass time. The
correct systematic approach can lead to exceptional out-
comes for a rare intra-cardiac tumor in the pediatric
population.
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