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A 23-year-old male was admitted to our hospital with
complaints of shortness of breath, grade-IIl, chest pain,
and palpitation for the last 3 months. He had one episode
of hemoptysis 3 months back. He was a known case of
primary antiphospholipid antibody syndrome (APS) with
bilateral chronic pulmonary thromboembolism with chronic
thromboembolic pulmonary hypertension (CTEPH) with the
presence of anticardiolipin antibody. The patient had no
history of joint pain, hematuria, and photosensitivity. He
was on domiciliary oxygen therapy at 1 L/min to maintain an
oxygen saturation of 93%, riociguat, ecosprin, hydroxychlor-
oquine, and enoxaparin. The patient was referred to our
hospital for pulmonary thromboendarterectomy (PTE).

On investigation, his two-dimensional (2D) echocardio-
gram showed global left ventricular hypokinesia with an
ejection fraction of 25%, severe right ventricular systolic
dysfunction, dilated right atrium and ventricle, dilated tri-
cuspid valve annulus with severe tricuspid regurgitation,
mild pulmonary regurgitation, high normal inferior vena
cava with an absence of respiratory collapse, and pulmonary
artery systolic pressure of 37 mm Hg. His computed tomog-
raphy pulmonary angiogram (CTPA) revealed a thrombus in
the right pulmonary artery. Bilateral lower limb venous
Doppler showed no evidence of deep vein thrombosis.
Doppler of the hepatic, portal, and inferior vena cava showed
no evidence of thrombosis. The preoperative coagulation
profile showed an activated partial thromboplastin time of
73.6seconds, the International Normalized Ratio (INR) of
1.26, and a platelet count of 176,000/uL. The patient under-
went PTE which was uneventful. The inferior vena cava filter
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was not inserted perioperatively in this case, as he had no
evidence of deep vein thrombosis.! The patient was dis-
charged on a postoperative day 11 on domiciliary oxygen 2
L/min. After 6 months of follow-up, the patient now has
normal pulmonary artery systolic pressure and maintains an
oxygen saturation of >94% on room air. Pulmonary artery
systolic pressure can be expected to be high in patients with
biventricular dysfunction. Pulmonary artery acceleration
time can be a good indicator of pulmonary hemodynamics
in cases of mild or insufficient tricuspid regurgitation.

APS is an autoimmune disorder characterized by the
presence of recurrent arterial/venous thrombosis and fetal
loss with the presence of antiphospholipid antibodies, name-
ly, lupus anticoagulant or anti-Beta2 glycoprotein antibodies.
APS is either primary or secondary which is in the absence or
presence of other connective tissue disorders. The pulmo-
nary manifestation of APS includes thromboembolism and
pulmonary infarction, microvascular thrombosis, and alveo-
lar hemorrhage. Recurrent pulmonary embolism may lead to
CTEPH. Medical management of pulmonary hypertension is
done but has little impact on survival. The prognosis of
CTEPH is poor and the 5-year survival is 30% when the
pulmonary artery systolic pressure exceeds 40 mm Hg.

Most of the patients with primary APS who underwent
surgical PTE showed improved postoperative hemodynamics
and quality of life.>~* PTE is a surgical procedure performed
only in specialized medical centers. Lung transplantation is
the only other hope of increasing survival in these patients.
APS’s unique features that complicate perioperative manage-
ment include thrombocytopenia, specific anticoagulation
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needs, and increased risk of thrombosis and bleeding. The
patients with APS who undergo PTE will need life-long
anticoagulation with a target INR of 2 to 3. Neurological
complications including stroke and delirium and severe
thrombocytopenia were common in patients with APS after
PTE.> Thrombotic events and bleeding complications were
common in the postoperative period. Bleeding complications
could be more because these procedures are performed
under deep hypothermic circulatory arrest leading to coag-
ulation abnormalities. Activated coagulation time (ACT) is an
unsuitable indicator of adequate heparinization. An anti-
phospholipid antibody with lupus anticoagulant activity
prolongs the phospholipid-dependent coagulation tests
like activated partial thromboplastin time and ACT. Hence,
it is difficult to monitor patients on heparin. Apart from PTE,
other cardiac surgeries, including valve replacement, right
atrial mass excision, and coronary artery bypass grafting in
association with APS, have been described in the literature.®
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