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Abstract : A 16-year-old boy was admitted to our department because of facial and
pretibial edema. Laboratory data revealed moderate renal impairment (Ccr 36.8 ml/min),
hypoalbuminemia (2.5 g/dl), and hypercholesterolemia (303 mg/dl). Audiometry demon-
strated bilateral and high tone sensorineural deafness. Renal biopsy showed mesangial
proliferation, diffuse tubulo-interstitial damage, and clusters of foam cells. Electron
microscopic examination disclosed splitting of the glomerular basement membrane (GBM).
Most of the GBM was thin ; about 200 nm or less in thickness. Lack of collagen IV « 5
chain was confirmed by using monoclonal antibody to collagen IV a 5 chain. Accordingly,
the patient was diagnosed as having advanced stage of Alport’s syndrome (type III)
associated with nephrotic syndrome. In general, patients with advanced Alport’s syndrome
show diffuse thickening of the GBM. Therefore, we think that this patient is an unusual
case of clinically advanced Alport’s syndrome exhibiting diffuse thinning of the GBM. Here
we report the details of this case and discuss the relevant literature.
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Table 1. Laboratory data on admission

Urinalysis TC 303 mg/dl
Protein 8.3 g/day TG 336 mg/dl
Occult blood (+++) BUN 24 mg/dl
Sediment Scr 1.3 mg/dl
RBC 50-60 /HPF UA 6.1 mg/dl
hyaline cast 1-2 /LPF TP 4.3 g/dl
Stool Alb 2.5 g/dl
Occult blood (=) Na 142 mEq/1
Hematology K 4.8 mEq/1
RBC 444X10* /ul Cl 110 mEq/1
Ht 38.7 % Renal function
Hb 13.2 g/dl Cer 36.8 ml/min
WBC 5,900 /gl £2MG 3.4 mg/1
Plt 19.3X10* /ul U-82MG 240 pg/day
ESR U-NAG 16. U/day
12 mm/hr Immunology
Blood biochemistry IgG 290.7 mg/dl
GOT 15 1U/1 IgA 86.7 mg/dl
GPT 7 10U/ IgM 120.5 mg/dl
ALP 330 1U/1 C3 83.3 mg/dl
Amylase 140 TU/1 C4 21.8 mg/dl
LDH 392 1U/1 CH50 39 U/ml
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Fig. 1. A glomerulus showing an increase in the
mesangial matrix and mesangial cell pro-
liferation. Glomerular epithelial cells are
hypertrophized and vacuolated (PAS, X
400).

Fig. 2. There are widespread tubular atrophy and
interstitial fibrosis, there clusters of form
cells are observed (PAS, X80).
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Fig. 3. Electron micrograph showing diffuse thin-
ning of the splitted glomerular basement
membrane. The epithelial cells exhibit loss
of foot process and microvillous formation
(Uranyl acetate load citrate, X7,000, Bar
=1pm).

Fig. 4. Local defect of the glomerular basement
membrane (Uranyl acetate load citrate, X
5,000, Bar=1xm).
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