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A 2-month-old SCID patient with mesangial sclerosis of the kidney is presented.
Although the ADA status of the patient is unknown, the parents' RBC-ADA levels
seemed to be in the heterozygote range. Key words: severe combined immunodeficiency
disease, adenosine deaminase, mesangial sclerosis.

Severe combined immunodeficiency disease (SCID) represents a heterogeneous
group of congenital disorders manifested by profound deficiencies of both B-
and T-cell immunity. A great diversity and alterations in clinical, laboratory and
pathological findings and genetic inheritance have been observed in SCID'-7.
An inherited deficiency of adenosine deaminase (ADA) has been shown to be
responsible for a substantial proportion of autosomal recessive SCID cases.
Several findings in non-lymphoid organs have been described in ADA-deficient
SCID patients® 8. Recently mesangial sclerosis of the glomeruli has been
reported in a few patients®.

We present a SCID patient with unknown ADA activity and associated with kidney
pathology. However, the parents' red blood cell (RBC)-ADA activity was found
to be compatible with the heterozygote range, the determination of which was
made after the patient died.

Case Report

A two-month-old girl was admitted to Hacettepe Children's Hospital with
complaints of respiratory difficulty, cyanosis and coughing. She was a product
of a marriage between first cousins and had an 18-month-old healthy sister.
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