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Three forms of pathological hyperbilirubinemia can
be distinguished in the neonatal period: 1) icterus
praecox (any clinically visible jaundice within the first
24 hours of life), 2) icterus gravis (severe jaundice,
cut-off values depend on gestational age and additional risk factors), and 3) icterus prolongatus (jaundice persisting after 10 – 14 days of life). Each of these
manifestations of neonatal jaundice must be investigated and treated promptly to prevent potentially serious
complications. The first two manifestations of problematic neonatal jaundice are caused by increased
hemolysis and result in indirect hyperbilirubinemia;
hemolysis is most commonly immune-mediated but
can also result from erythrocyte enzyme deficiencies
or membrane defects. Icterus prolongatus can be
associated with indirect (e.g., in breast milk jaundice)
or direct hyperbilirubinemia (e.g., in biliary atresia or
neonatal hepatitis).

INTRODUCTION
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CASE REPORT

This male infant was born to a 26-year-old G2/P2 at
41 1/7 weeks of gestation after an uncomplicated
pregnancy. The mother was GBS positive and received
a total of four doses of amoxicillin prior to delivery.
Delivery was by secondary Caesarean section because
of failure to progress due to fetal macrosomia. Arterial
and venous umbilical cord pH values were 7.30 and
7.42, respectively. The infant adapted well with Apgar
scores of 8, 9 and 9 at 1, 5 and 10 minutes. The birth
weight was 5140 g (> P97), birth length was 54 cm
(P50-75) and head circumference was 39 cm (> P97).
Routine blood glucose monitoring was within normal
range.
At 12 hours of age, the infant was noted to be tachypneic without other signs of respiratory distress. Except
for mild jaundice, the physical examination was also
normal. Laboratory investigations were remarkable for
an elevated leukocyte count (46.9 G/l) with a significant left shift, a C-reactive protein concentration
of 18 mg/l and a total bilirubin concentration of 269
μmol/l. The hemoglobin concentration was 137 g/l and
the platelet count was 262 G/l. The infant’s blood type
was B negative and the direct Coombs’ test was negative. Antibiotics were administered for a total five days
and then discontinued; the blood cultures remained
negative.
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Because of icterus praecox the infant was treated with
phototherapy (maximum bilirubin concentration 354
μmol/l). There was no evidence of immune hemolysis,
however, a more thorough family history revealed the
presence of hereditary spherocytosis (HS) in several
paternal family members (father, grandfather, aunt);
therefore, HS was felt to be the likely cause of the
patient’s hyperbilirubinemia. Findings on peripheral
blood smears were consistent with HS (Fig. 1, 2). In
addition, red blood cell indices were also highly suggestive of the disorder (MCHC/MCV ratio of 0.43). The
diagnosis was later confirmed when an (incubated)
osmotic fragility test at the age of ten months was
abnormal. In the neonatal period, the infant received
two transfusions with packed red cells when hemoglobin concentrations fell to 90 g/l and 83 g/l on the 7th
and 12th day of life, respectively.

