SCREENING FOR LIVER AFFECTION
IN CHILDHOOD NEPHROTIC
SYNDROME

Thesis
Submitted for Partial Fulfillment of
Master Degree in Pediatrics

Presented by
Reham Reda Ywakim Yonan
(M.B; B.Ch; 2002)
Ain Shams University

Supervisors
Prof. Dr.Tawhida Yassin Abd-El-Ghaffar

Professor of Pediatrics
Faculty of Medicine
Ain Shams University

Dr. lhab Zaki El-Hakim

Assistant Professor of Pediatrics
Faculty of Medicine
Ain Shams University

Dr. Amel Abd-ElI-Magied El-Faramawy
Assistant Professor of Pediatrics
Faculty of Medicine
Ain Shams University

Faculty of Medicine
Ain Shams University

2011



Jela¥) sal gl da yDia

s
bl wbb b piwslall d> s wle Jgosl g
(e dadia

s o dools — dsl,ally bl pus 9l

e b s ¢/ 3JJSSAM Al
sl

Jlab Xl s sbil

aSall S5 clgal [ sSall ALY
Jbl b il
i o daola-uill S

5 s il il aie Jal /3 50
Jlab | b seluo Sbiwl
i (e deol-ciball 48



Summary

SUMMARY

he study was aiming to investigate children with
nephrotic syndrome for the presence of liver affection
clinically and/or biochemically.

It was conducted on a group of 100 patients with various
types of childhood nephrotic syndrome clinically and
laboratory diagnosed following up in the Pediatric Nephrology
Clinic Children’s Hospital, Ain Shams University.

They were 67(67%) males and 33 (33%) females
with ages (42%) above 11 years.

Detailed history was taken from all patients including
age, sex, duration of the disease, activity of the disease
(relapse/remission), duration, dose, and response to steroid
therapy, presence of symptoms of liver affection as screen
patients with childhood nephrotic syndrome for liver
affection and to investigate for its cause if present.

Careful examination of patients was done with special
emphasis on manifestations of nephrotic syndrome (lower
limb edema, puffy eye lids, ascites), complications of steroid
therapy (cushinoid appearance, hypertension,....), and
symptoms suggestive of liver affection (presence of jaundice,
liver examination, signs of portal hypertension and
splenomegly.....).
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Introduction

INTRODUCTION

N ephrotic syndrome is defined as a glomerular disease
with massive protineuria and hypoalbuminemia and its
complications are numerous.

Among these complications, salt & water retention,
infections, hyperlipidemia and thromboembolism (Mitari,
2004).

Hepatic affection may be found in-patients with
nephritic syndrome in the form of Budd-Chiari syndrome
or inferior vena cava thrombosis, which is confirmed by
Doppler showing incomplete outflow obstruction of hepatic
veins and inferior vena cava (Livola et al., 2000).

The liver is also susceptible to the toxic effects of many
cytotoxic or immunosuppressive treatments. However, in
carriers of hepatitis B virus and, less frequently, of hepatitis C
virus, liver damage due to reactivation of viral replication can
occur after withdrawal of immunosuppressive drugs (Vento
et al., 2002).

Patients with nephrotic syndrome have one of the most
pronounced secondary changes in lipoprotein metabolism
known and the magnitude of the changes correlates with the
severity of the disease. These changes are of a quantitative as
well as qualitative nature (Kronenberg, 2005).
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Fatty liver can occur in nephrotic patients due to
accumulation of neutral fats (triglycerides) in the hepatocytes,
causing mild to moderate enlargement of the liver (Toblli et
al., 2002).




Aim of the Work,

AIM OF THE WORK

To screen patients with childhood nephrotic syndrome
for liver affection and to investigate for its cause if
present.
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Chapter 1
NEPHROTIC SYNDROME

N ephrotic syndrome is a common type of kidney disease
seen in children (Gbadegesin and Smoyer, 2008). It is
primarily a pediatric disorder and is 15 times more common
in children than adults. The incidence is 2-3/100,000 children
per year; and the majority of affected children will have
steroid-sensitive minimal change disease. The characteristic
features of nephrotic syndrome are heavy proteinuria
(>3.5g/24hr in adults or 40mg/m?hr in children.Because 24-
hour urine collections are potentially unreliable and
burdensome, especially in young children),
hypoalbuminemia (<2.5g/dl), edema, and hyperlipidemia
(Vogt & Avner, 2008).

Some important definitions related to nephrotic syndrome:

Remission: Urinary protein excretion < 4mg/m?hr, nil or
trace by dipstick on spot sample for 3
consecutive days.

Relapse:  Urinary protein excretion >40mg/m?/hr, or > 3+
by dipstick for 3 consecutive days

Frequent relapses: Two or more relapses within 6 months
of initial response; 4 or more relapses within
any 12-months period.
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Steroid dependence: Two consecutive relapses occurring
during corticosteroid withdrawal or within 14
days of its discontinuation.

Steroid resistance: Failure to achieve response in spite of 4
weeks of daily oral prednisolone 2mg/kg/day.

(Bagga et al., 2008)
Epidemiology:

Incidence:

The annual incidence of nephrotic syndrome in most
countries in the western hemisphere is estimated to range
from 2-7 new cases per 100,000 children, and the
prevalence from 12-16 per 100,000 children (Gbadegesin
and Smoyer, 2008).

There is epidemiological evidence of a higher
incidence of nephrotic syndrome in children from south
Asia (McKinney et al., 2001).

Age:

The etiology of nephrotic syndrome is age dependent.
Most cases appearing in the first three months of life are
referred to as congenital nephrotic syndrome (CNS) and are
due to genetic diseases (Gbadegesin and Smoyer, 2008).

The Finnish variety of congenital nephrotic syndrome
an autosomal recessive condition, presents commonly at
this age (Niaudet, 2004).




