
British Journal of Ophthalmology, 1988, 72, 210-211

Mesangioproliferative glomerulonephritis associated
with retinitis pigmentosa
P A KALRA AND J H TURNEY
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SUMMARY Two patients with retinitis pigmentosa and glomerulonephritis are described. The
patients were unrelated and had identical renal lesions, mesangioproliferative glomerulonephritis.
This may not be a chance association, and simple dip-stick urine analysis in patients with primary
retinal degenerations may lead to earlier identification of renal disease.

The association between primary retinal degenera-
tion and renal disease has been well described,'" but
usually in the context of inherited syndromes with
multiple abnormalities, such as the Laurence-Moon-
Biedl syndrome, which are often apparent at or soon
after birth.
We describe two unrelated patients who were

diagnosed as having retinitis pigmentosa during their
third decade and who had different renal presenta-
tions of the same underlying glomerular lesion in
adult life. Neither had a family history of blindness or
nephritis, and though the patient in case 2 also had a
disorder of cardiac conduction and neuronal deafness
there were no features suggestive of a recognised
syndrome in either case.

Case reports

CASE 1
A 65-year-old woman had been registered as partially
sighted for many years, her ophthalmological diag-
nosis being retinitis pigmentosa. She presented in
1979 with proteinuria, hypertension, and micro-
scopic haematuria. On demonstration of highly selec-
tive proteinuria a presumptive diagnosis of minimal
change glomerulonephritis was made. The pro-
teinuria and oedema remitted with diuretics, cyclo-
phosphamide, and steroids, which were withdrawn
after nine months.
She was referred to the renal unit five years later

with a relapse of her nephritis. The 24-hour urinary
protein excretion was 7 g and creatinine clearance
was 18 ml/min. Urine microscopy demonstrated an
active sediment, with casts and red cells; a test for
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antinuclear factor (ANF) was negative, and immuno-
globulins were within the normal ranges. A diuresis
was obtained with a salt-poor albumin infusion and
diuretics, and she was also restarted on prednisolone.
Renal biopsy was performed, and histological
appearances were those of mesangial proliferative
glomerulonephritis, a diagnosis supported by
electron microscopy.
A progressive decline in the level of proteinuria

over the next six months was accompanied by a
considerable improvement in renal function. She is
at present well, requiring no immunosuppressive
therapy.

CASE 2
A 26-year-old man had been diagnosed as hyperten-
sive at the time of total hip replacement for secondary
osteoarthrosis. Blood pressure required treatment
with nadolol, minoxidil, and nifedipine for control.

Five years later he was admitted to the coronary
care unit with severe central chest pain unassociated
with arrhythmia. He was a stocky, unusual looking
man with hypertrichosis and a broad, flat facies; he
appeared to be of normal intelligence. Chromosome
analysis was normal. Serial ECG recordings, though
demonstrating type A Wolfe-Parkinson-White syn-
drome and left ventricular hypertrophy, provided no
evidence of myocardial infarction, and there was no
increase of serum enzymes. After a second episode of
pain, normal coronary arteries were shown at angio-
graphy. He was noted to have chronic renal failure
with a creatinine clearance of 67 ml/min. The 24-hour
urinary protein excretion was 5-4 g, antinuclear
factor (ANF) negative, serum IgA and IgG both low,
and the kidneys were shrunken with reduced cortical
thickness on ultrasound scan. Renal biopsy demon-
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strated mesangioproliferative glomerulonephritis,
and immunofluorescence confirmed mesangial IgA
deposition. During the same admission to hospital
the patient's complaints of deteriorating hearing and
vision were investigated, and both sensorineural
deafness and retinitis pigmentosa were diagnosed.
The patient at present has well controlled hyper-

tension, but renal function continues to deteriorate.

Discussion

There have been several descriptions of hereditary
nephritis coexisting in families with retinitis pigmen-
tosa. Meier and Hess' described the first such family,
in which the renal disease was juvenile nephrono-
phthisis, and Sarles et al.' reported a family in
which the renal pathology was consistent with
chronic interstitial nephritis. Other rare hereditary
syndromes describe renal disease and retinitis
pigmentosa occurring in association with multiple
abnormalities, such as tubular atrophy and
glomerular sclerosis in mitochondrial cytopathy5 and
in Schwachman's syndrome, where renal abnormali-
ties include aminoaciduria and nephrocalcinosis.4
However, the only description of glomerulonephritis
coexisting with primary retinal degeneration is in the
Laurence-Moon-Biedl syndrome.5 Though in this
rare, recessively inherited condition obesity, pigmen-
tary retinopathy, hypogonadism, polydactyly, and
mental retardation are often the more prominent
features, uraemia is thought to be the commonest
cause of death. The most frequent renal lesion
appears to be a form of medullary cystic disease,6 but
mesangial glomerulonephritis, glomerulosclerosis,
and obstructive uropathy have all been reported.5
Our two cases also had mesangioproliferative

glomerulonephritis coexisting with retinitis pigmen-
tosa. However, the patients were unrelated, had no
relevant family history of ocular or renal disease and
no features to suggest a congenital syndrome of
multiple abnormalities. Their renal disease also
presented much later in life, in the sixth and fourth
decades respectively. We consider that these cases
represent more than just chance association, and that
routine urine analysis in patients with retinitis
pigmentosa may identify more cases with coexisting
glomerulonephritis, which can then receive appro-
priate treatment at a much earlier stage.

If a relationship does indeed exist between retinitis
pigmentosa and mesangioproliferative glomerulone-
phritis, then it is possible that the conditions share the
same underlying pathogenetic process. Kandori et
al.7 have described unilateral pigmentary degenera-
tion occurring after retinal vascular hypoperfusion.

Although it would be quite plausible for proliferative
glomerular lesions to result from ischaemia, in
the majority of cases of retinitis pigmentosa the
choroidal circulation appears to be normal in the
earlier stages,' even though the choriocapillaris is
seen to become irregular and unfilled as the condition
progresses.'

Perhaps a specific enzyme of critical importance to
the function of both retina and kidney is deficient.
This has been suggested in certain syndromes,
thought to have a genetic basis, in which retinal
degeneration and renal disease are prominent
features, such as familial renal-retinal dystrophy"'
(the renal lesion in this syndrome is a form of
medullary cystic disease resembling nephrono-
phthisis). Alternatively, disordered metabolism of a
fatty acid important to both retina and glomerulus
may be involved. This has been postulated in the
aetiology of the retinal degeneration seen in
Refsum's disease, where defective vitamin A produc-
tion may be relevant." We acknowledge that
chromosome analysis of our two patients may well
prove to be of interest.

We acknowledge the help of Mrs Carolyn Czenkusz, who typed the
manuscript.
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