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INTRODUCTION

Nephrotic syndrome (NS) is primarily a pediatric disorder
and is fifteen times more common in children than adults.
The vast majority of affected children will have steroid
sensitive minimal change disease (SSNS). The characteristic
features of NS are heavy proteinuria >40 mg/m%hr,
hypoalbuminemia (<2.5 g/dL), edema and hyperlipidemia
(Vogt and Avner, 2011).

The majority of children who present with idiopathic
nephrotic syndrome (NS) have minimal change disease (MCD),
which is generally responsive to steroid therapy. As a result,
empirical steroid therapy is given to most children who present
with idiopathic NS (Trachtman et al., 2013).

However, approximately 10 to 20 percent of patients will
fail to respond to initial steroid treatment. Most children with
steroid-resistant nephrotic syndrome (SRNS), the underlying
cause is not known. However, advances in molecular genetics
of glomerular diseases have shown single gene defects that
affect glomerular podocyte differentiation and function are
responsible for a quarter to a third of all pediatric cases of
isolated and syndromic SRNS in many parts of the world
(Saleem et al., 2013).

The International Study of Kidney Disease in Children
(ISKDC) defined steroid resistant as a minimum exposure of
8 weeks of prednisone with 60 mg/m?/day; or 2 mg/kg/day for
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4 weeks followed by 40 mg/m?® or 1.5 mg/kg on alternate days
for 4 weeks. The minimum duration of prednisone required to
define resistance is unresolved. A Kkidney biopsy is
recommended to evaluate SRNS to determine the underlying
pathology, which may dictate therapy (Colquitt et al., 2017).

Idiopathic steroid-resistant nephrotic syndrome (SRNS)
in children is characterized by a high risk of progression to
end-stage renal disease, post-transplant disease recurrence
(Sgambat et al., 2013) and an overall increased risk of
mortality. Approximately 80 % of children with idiopathic
SRNS show focal segmental glomerulosclerosis (FSGS) on
renal biopsy, whereas the remaining may show minimal
change or mesangial proliferation in the early stages. Current
therapies for SRNS, including cyclosporine, tacrolimus,
mycophenolate Mofetil and rituximab, may induce partial or
complete remission in 25-50 % of children. However, these
therapies confer a risk of immunosuppression and
nephrotoxicity over time. Thus, there is an urgent need for
investigating novel and non-toxic therapies to treat this disease
(Greenbaum et al., 2012).

One or more proteinuria-inducing circulating factors
have been identified in children with idiopathic SRNS. This
notion is further supported by the rapid recurrence of
proteinuria after renal transplant and response to
plasmapheresis in some patients. Focal sclerosis permeability
factor (FSPF) is one of such circulating factors identified in the
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serum of patients with idiopathic SRNS. Galactose bound to
FSPF with high affinity and inactivated and decreased FSPF
activity in vitro, but it did not improve proteinuria in a patient
with  post-transplant FSGS recurrence .The proposed
mechanism is the presence of galactose-binding sites on FSPF
which interact with galactose of the glomerular glycocalyx to
induce proteinuria. Free galactose supplementation may block
the FSPF binding sites, thus rendering it inactive and promoting
clearance of the  FSPF-galactose  complex  via
asialoglycoprotein receptors in the liver. (Greenbaum et al.,
2012).

Another case report described partial remission during
treatment with oral galactose in two pediatric SRNS patients.
Since no prospective data are available, we had investigated the
effect of oral galactose therapy on FSPF and the clinical
response in children with idiopathic SRNS (De Smet et al.,
2009).
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AIM OF THE WORK

F['/O study the effectiveness and safety of galactose as a
possible therapeutic modality of treatment on steroid
resistant nephrotic syndrome in pediatric patients.
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