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Clinical and Etiological Analysis of Four Phenotypic
Forms of Biliary Atresia in Children
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Dekhkonboev A.A.Y
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center of pediatrics, Tashkent, Uzbekistan
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Purpose:

To investigate the etiological and
clinical characteristics of four phenotypic
forms of biliary atresia (BA) in children.

Methods: We retrospectively analyzed
clinical and biochemical data, abdominal
ultrasound (US) findings, and liver
stiffness measurements in 56 infants
diagnosed with BA. The children were
categorized into four groups:

e Infants with isolated BA (n = 13);
e Cytomegalovirus (CMV IgM positive)
associated BA (n =17);
e Biliary atresia splenic malformation
(BASM) syndrome (n = 6);
e Cystic form of BA (n = 20)
Results:

The average age of the children at
admission was 84.6 = 4.4 days. Infants
with BASM syndrome presented
significantly earlier (60 £ 5.4 days;
p=0.01) compared to those with other
forms, whereas those with the cystic form
of BA were referred later (92.7 £ 7.9 days;
p=0.01). BASM syndrome was exclusively

observed in girls, a trend not seen in other

groups. Two children with BASM had
polysplenia and two had situs inversus.
The age at presentation for isolated BA
was not significantly different from
that for cystic BA. However, transient
elastometry showed that children with
cystic BA had significantly higher liver
stiffness values (E=31.7 == 5.2 vs 18.15 *+
3.6 kPa; p=0.05) compared to those with
isolated BA. Sixteen children (28.6%)
underwent Kasai portoenterostomy (KPE)
and one child (1.7%) underwent liver
transplantation. The average age at the
time of KPE was 71.7 = 6 days. Among
the 20 infants with cystic BA, 8 (40%)
underwent surgery, and five of them
cleared their jaundice within six months
post-KPE.

Conclusion:

BASM syndrome is a rare subgroup
of BA, more prevalent in girls and
characterized by earlier clinical
manifestation. Despite the later
presentation of cystic BA, this group
demonstrated better outcomes in our

analysis.
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