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Noncardiac surgery in Eisenmenger syndrome
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Although a vast majority of patients with con-
genital heart disease (CHD) die from cardiovas-
cular causes, between 6% and 13% of them die
from cancer."? Given the increased risk of com-
plications during noncardiac surgery, these pa-
tients may occasionally be denied definitive can-
cer therapy.

A 44-year-old woman with Eisenmenger syn-
drome (uncorrected complete atrioventricular ca-
nal defect) was referred to our center by her CHD
specialist for re-evaluation of breast cancer in
April 2022. The cancer diagnosis was established
in December 2021; however, the patient was de-
nied definite treatment at the regional center due
to an unacceptable cardiovascular risk.

She had a pacemaker (transvenous dual-
-chamber system) implanted due to sick sinus
syndrome, and was on long-term anticoagula-
tion with a vitamin K antagonist (VKA). She was
also treated with macitentan and sildenafil for
pulmonary hypertension. On examination, she
had clubbing, central cyanosis, and a loud ejec-
tion systolic murmur over the precordium, with
a split-second heart sound. She was in a stable
clinical condition, with a World Health Organi-
zation functional class of II/III.

The patient had normal blood pressure of
106/74 mm Hg, pulse of 80 bpm, and oxygen
saturation of 84% on room air. Evaluation of he-
matology parameters showed secondary eryth-
rocytosis with a hemoglobin level of 18.1 g/dl
(reference range [RR], 12-16 g/dl) and a hema-
tocrit fraction of 54% (RR, 36%-48%). In addi-
tion, the N-terminal pro-B-type natriuretic pep-
tide level was significantly elevated (3533 pg/ml;
RR <125 pg/ml). Transthoracic echocardiogra-
phy (FIGURE 1) revealed a significant atrioventric-
ular defect with a bidirectional shunt. The right
ventricle (RV) was hypertrophied and enlarged,
with good systolic function (tricuspid annular
plane systolic excursion of 21 mm, RV lateral tri-
cuspid annulus peak systolic velocity of 9 cm/s).

Electrocardiography showed sinus rhythm and
right axis deviation with RV hypertrophy. The pa-
tient achieved 356 m in the 6-minute walk test.

Multifocal left breast cancer (cT2mNOMO, lu-
minal B subtype, HER-2 negative) was confirmed.
A multidisciplinary team (involving a CHD and
pulmonary hypertension specialist, a senior car-
diac anesthetist, and an oncology surgeon) quali-
fied the patient for surgery. VKA was interrupted
48 hours before the procedure, and a therapeu-
tic dose (1 mg/kg twice daily) of low-molecular-
-weight heparin (LMWH) was administered.
The patient was operated on under local (LA) and
general anesthesia (GA). The combined mode was
chosen to decrease the risk of hemodynamic insta-
bility caused by GA, and to provide good operating
conditions for the surgeon, which are impossible
to obtain under LA alone. Total intravenous anes-
thesia was chosen as more stable and more con-
trollable than the endotracheal technique. Con-
tinuous infusion of propofol and remifentanil
was administered. With respect to LA, region-
al blocks within the chest wall were performed.

FIGURE 1

Echocardiography image, 4-chamber view,
showing an enlarged and hypertrophied right ventricle
(RV); pacemaker lead in the common atrium (CA) is
indicated by the arrow.
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During the entire operation, direct monitoring
of the mean arterial pressure (MAP) was carried
out, and MAP values of 68 to 70 mm Hg (the av-
erage for the patient) were maintained by contin-
uous infusion of norepinephrine. A simple remov-
al of the left breast and excision of the left axil-
lary sentinel node were performed. After the sur-
gery, the patient was transferred to the intensive
care unit (ICU) for monitoring. Anticoagulation
with VKA was reimplemented in the ICU follow-
ing LMWH bridging therapy. The postoperative
course was uncomplicated. The patient was dis-
charged home on the 7th day after the operation.

Patients with Eisenmenger syndrome should
not be denied definitive cancer treatment. Every
case should be discussed in a multidisciplinary
team, and a detailed management plan should be
made a priori. Local / regional anesthesia alterna-
tives should be pursued, if possible, as the mor-
tality in patients receiving LA is lower than in
those receiving GA (5% vs 18%).>*
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