Letter to Editor

Cesarean section in a patient with sickle cell disease, mitral stenosis, pulmonary
arterial hypertension, and thrombocytosis

Sir,
20-year-old primigravida of 32 weeks gestational age was
admitted with a sickle cell crisis. She was a diagnosed case
f rheumatic heart disease with moderate mitral stenosis
(MS) during her second trimester and sickle cell disease (SCD).
She had dyspnea on exertion during pregnancy. On examination,
heart rate was 83 beats per minute, blood pressure 122/76 mmHg,
I** and 2™ heart sound and mid-diastolic murmur over the
apical area was present. Two-dimensional echocardiography
showed moderate MS, moderate mitral regurgitation, moderate
pulmonary arterial hypertension (PAH), enlarged right atrium and
right ventricle, and normal biventricular function.
Lower segment cesarean section was planned at the completion
of 36 weeks of gestation. Preoperatively hemoglobin was 9.5 g/dL
(12-15.8 g/dL), total leukocyte count was 22.06x10%/L (4—11x10°/L),
and platelet count (PC) was 790x10°L (normal 150-400x10°L),
but coagulation profile was normal. In the operating room, the
left radial arterial and the right internal jugular venous lines were
inserted under local anesthesia. Her pre-operative vitals were within
normal range. Oxygen supplementation was provided continuously.
A 20G epidural catheter was inserted at the 3™ and 4™ lumbar space,
and local anesthetic was given in a graded manner. On delivery of
baby, injection oxytocin 10 U was given intramuscularly and then
continued as slow intravenous (IV) infusion. Apgar score of the
baby was 10 at 5 min. She was hemodynamically stable throughout
the surgery which lasted for 35 min. There was about 500 mL of
blood loss, and total of 200 mL of IV fluid was infused.
Postoperatively, she was transferred to the intensive care unit
for oxygen supplementation, epidural analgesia, monitoring of
hemodynamics, pain crisis, or any thrombotic events. Pneumatic
compression devices were used for thromboprophylaxis. She was
maintained in positive fluid balance to prevent sickling crisis. The
rest of her post-operative period was uneventful and discharged
from the hospital after 10 days. Both the baby and mother were

fine at 6 weeks of follow-up.
In pregnancy, there is an increased oxygen demand and

decreased functional residual capacity of lungs. Hence, there is a
risk of hypoxemia and sickling in pregnancy with SCD [1]. The
aggravating factors for sickling such as dehydration, hypoxia,
acidosis, and hypothermia should be avoided. The major causes
of death are the acute chest syndrome, sepsis, and multi-organ
failure [2]. In patients with MS, there is a risk of hemodynamic
instability after spinal anesthesia, and in SCD patients, a risk of an
acute chest syndrome after general anesthesia is present [3]. Hence,
graded epidural anesthesia is preferred, and we administered this
in our patient. Optimal hydration should be maintained to prevent
sickling crises and acute pulmonary edema. Only 200 mL of IV
was fluid infused intraoperatively in our patient.

PAH is defined as mean pulmonary artery pressure >25 mmHg at
rest assessed by the right heart catheterization. Pregnancy with PAH
is a very high-risk condition [4]. Hypoxia, acidosis, and hypercarbia
should be avoided to prevent an increase in pulmonary vascular
resistance. The PC remains in a lower side of the normal limit in
pregnancy, but there is physiological hypercoagulable state due to
an increase of coagulation factors. Thrombocytosis in our patient
may be due to chronic inflammation (secondary) [2]. Thrombotic
complications are more if PC >1000x10%L. There is an increased
risk of venous thromboembolism in pregnant patients with SCD
than those without SCD [5]. Early mobilization and pneumatic
compression devices were used to prevent venous thromboembolism.

Detailed knowledge about SCD, MS, PAH, and thrombocytosis
in pregnant women and adequate perioperative care is needed for
safe outcome in these patients.
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