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Abstract

Primary or idiopathic membranous nephropathy (MN) is distinctive and one of the most common causes of nephrotic syndrome in adults. It is
quite prevalent in all races and has no gender predisposition. However, white adults are at more risk of MN. It is a relatively less common entity in
pediatric population. We report a case of 12 years old female with idiopathic MN. She had no symptoms suggestive of nephrotic syndrome and was
normotensive. She had incidental finding of proteinuria which was investigated, and renal biopsy revealed the features of MN.
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Introduction

Membranous nephropathy (MN) is one of the common causes
of idiopathic nephrotic syndrome. MN can be primary (idiopathic)
or secondary. In young females, MN is usually secondary to systemic
lupus erythematosis (SLE). It is seen in all racial and ethnic groups
however it is more common in white males above 40 years of age.
One third of the renal biopsies of non-diabetic adult patients turn
out to be membranous nephropathy.

Case

This case report is about a 12 years old female who had
incidental finding of proteinuria in her routine urine analysis. She
had no complains of peri-orbital puffiness, ankle edema or urine
frothiness. Her renal functions were normal. Ultrasound abdomen
revealed normal sized kidneys. Routine urine analysis had proteins
(++), Blood (++) and RBC's (20-22/HPF). Her 24 hours urine
analysis showed proteinuria of 914mg/24 hours. Her ANA and anti-
dsDNA levels were normal.

In view of active urine and approximately 1 gram per 24 hours

proteinuria, she underwent kidney biopsy. On light microscopy, all

glomeruli showed diffuse thickening of basement membranes on
periodic acid Schiff (PAS) stain (Figure 1) and spikes on silver stain
(Figure 2). Immunofluorescence findings showed predominant IgG
and C3 deposits (Figures 3&4). Her anti phospholipase A2 receptor
(anti PLA2R) antibodies were done which were positive with a titer
of 63 RU/ml (>20 RU/ml is positive).

Figure 1: Diffuse thickening of glomerular basement membrane on
PAS stain.
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Figure 2: Spikes on silver stain.

Figure 3: IF shows predominant IgG deposits.
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Figure 4: C3 deposits on IF.
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Discussion

MN is among one of the common causes of nephrotic syndrome
in adults [1]. It is seen in all racial and ethnic groups. However, it is
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more prevalent in white adults. There is no gender predisposition.
About 80% cases of MN are renal-limited (primary or idiopathic)
whereas 20% cases are secondary which can be because of systemic
lupus erythematosis, infections like hepatitis B, solid organ tumors,

drugs or toxins [2]. It is more prevalent after 4th decade of life [3].

In children, nephrotic syndrome is a rare entity and is usually
due to minimal change disease [4]. Only 1-7% of the renal biopsies
done in pediatric population show features of MN. Patients usually
present with hematuria, proteinuria and edema but atypical
presentation may be there [5]. The characteristic changes on renal
biopsy is diffuse glomerular basement membrane (GBM) thickening
and spikes on light microscopy (LM) [6]. In early stages of MN, there
is effacement of podocyte foot processes and homogenous immune
deposits in sub epithelial distribution. These immune deposits give
the appearance of spikes on LM. This basement membrane material
is later on laid between these deposits leading to formation of new
thickened basement membrane. Immunofluorescence (IF) findings
include diffuse granular staining of IgG and C3 along GBM. Sub-
epithelial deposits and podocyte effacement are seen along GBM on

electron microscopy.

Usually the patients respond well to conservative management
(ACE-i) or
angiotensin receptor blockers (ARB's). In a study, Ramirez, et al

with angiotensin converting enzyme inhibitors
reported an increased risk of progression to renal insufficiency
in children with MN [7]. However, in another study by Latham et
al found no correlation between initial histopathological findings
and clinical outcome [8]. Obana et al revealed two patterns of MN,
segmental and diffuse glomerular however, histological findings

were not evaluated as prognostic tool in this study [9].

LM findings are same in primary and secondary MN. In
secondary MN, there is full house pattern (all immunoglobulin
including C3, C4 and C1q) on IF but this pattern is not seen in
idiopathic MN. C1q has a strong association with secondary MN.
Moreover, Anti PLA2R antibodies are present in in 70-80% cases of
primary MN [10]. The response to treatment is strongly associated
with baseline Anti PLA2R levels. Low baseline Anti PLA2R titers are
associated with improvement in proteinuria with treatment. Light
microscopy and immunofluorescence findings along with positive
anti PLA2R antibodies and negative ANA and anti dsDNA confirmed
the diagnosis of Primary MN in our case.

Conclusion

Primary MN is one of the common nephrotic syndrome in adults
but it is rarely seen in pediatric population. Progression of this
diseases in pediatric population is rare. In children, this diseases
behaves less aggressively and immunosuppression is usually not
required. In our case, patient was reassured and conservative
management was advised. She is in remission at present with
conservative management and under nephrology follow up.
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