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IgA NEPHROPATHY OCCURRING IN TWO SIBLINGS
OF THREE FAMILIES'
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SUMMARY: Kabasakal C, Keskinoglu A, Mir S, Bagdemir G. (Department of Pediatric
Nephrology, Ege University Faculty of Medicine, izmir, Turkey). IgA nephropathy
occurring in two siblings of three families. Turk J Pediatr 1997; 39: 395-401.

There have been suggestions Iin the literature that IgA nephropathy may be familial.
Genetic factors may influence the development of disease in an association between
HLA antigens and IgA nephropathy. At the present time, no conclusion can be drawn.
Here, two siblings with typical IgA nephropathy in three families are presented. A
relation between HLA and IgA nephropathy was not detected In these family studies.
The first family involved a 14-year-old girl and her brother, who at the age of 12 years
were admitted to the hospital with macroscopic hematuria. All of the investigations,
Including serum IgA levels (104 mg/dl and 102 mg/dl respectively) showed normal
kidneys with IgA deposition In the mesangium of the glomeruli. In the second family,
a 15-year-old boy and his brother at nine years of age were admitted with macroscopic
hematuria and gross hematuria, respectively. Laboratory investigations were normal.
The serum IgA level (287 mg/dl) was normal in the first patient but the second was
elevated at 485 mg/dl. IgA deposits were observed in the glomerular mesangium in
these patients. The third family consisted of a 15-year-old boy and his nine-year-old
sister who were both admitted with microscopic hematuria. Serum IgA levels (193
and 131 mg/d|, respectively) and laboratory investigations were normal. Renal biopsy
specimens revealed C3 and IgA depositions in the glomerular mesangium of both
siblings. In the first family the patients were HLA identical, while in the others the
siblings were cne-haplotype identical. Aithough IgA nephropathy and HLA antigens
are strongly assoclated in the literature, we could not find this association. Key words:
IgA nephropathy, familial, HLA, lymphocyte subsets.

Primary IgA nephropathy (pIgAN) is a clinical entity characterized by recurrent
hematuria, asymptomatic microhematuria and/proteinuria in the absence of
systemic disease, liver disease or lower urinary tract diseases. Inherited factors
are known to be important in the pathogenesis of IgA nephropathy’-2. Recently,
the occurrence of the disease in siblings, or one or more family members of
patients, has been reported34. In this report, two siblings with typical IgAN in
three families are presented. Routine biopsy of the siblings at the onset of disease
revealed extensive IgA deposition in the mesangium; six patients, two parents
and four healthy family members appear not to have a single identical HLA

* From the Department of Pediatric Nephrology, Ege University Faculty of Medicine, lzmir.
** Pediatrician, Ege University Faculty of Medicine.

*** Professor of Pediatrics, Ege University Faculty of Medicine.

**** Associate Professor of Pathology, Ege University Faculty of Medicine.


















Volume 39 IgA Nephropathy in Siblings . 401
Number 3

of pIgAN in some patients. Some immunological abnormalities, such as high
serum levels of IgA, an increased number of IgA-bearing B lymphocytes,
increased expression of IL-2 receptors and HLA-DR (+) T cells, indicate that
at least some determinants of pIgA may be under genetic control. Furthermore,
some environmental factors may have effects on this familial tendency.
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