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A case of nephrotic syndrome caused by elderly-onset collagenofibrotic glomerulopathy
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Collagenofibrotic glomerulopathy (CFG), an extremely rare glomerular disease, was first reported in 1979 as
a new disease entity by Arakawa et al. It was characterized by type III collagen fiber deposits in the subendothelial
space and mesangial matrix of the glomerulus. The most common clinical presentation is proteinuria with or with-
out associated nephrotic syndrome, and approximately 49% of cases progress to end-stage renal disease. Only a
few cases have been reported in Europe, South America, and North America in the past decade, indicating its low
incidence worldwide. Noticeably, this disease was predominantly found in Japan and much less frequently in
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China. Elevated levels of procollagen type III peptide and hyaluronan were detected in the patient’s serum. How-
ever the specific mechanism of this disease is unknown.

We report a case of CFG in a 76-year-old woman. She consulted a doctor for proteinuria and was admitted for
a detailed examination due to massive proteinuria. Histological analysis of a renal biopsy sample revealed that
moderate to severe expansion of the mesangial area and thickened capillary walls. Electron microscopic examina-
tion showed that the space between the capillary wall and subendothelium was significantly widened and filled
with fibers, which were curvilinear and with disorganized arrangement, suggestive of collagen fibers. No specific
treatment was described. Supportive measures included control of hypertension and diuretics to relieve edema. We
used diuretics and hypotensive drug. However, this strategy did not control the increase in body fluid levels. There-
fore, we included tolvaptan in the regimen, which did control the body fluid.
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Laboratory findings on admission

Table.
Hematology Urine sediment
WBC 9,600/l RBC
Neutro 50.3% WBC
Eosino 6.6% Granular casts
Mono 9.0% Fatty casts
Baso 0.3% Epithelial cast
Lym 33.8% Other casts
RBC 441x10% uL TP
Hb 13.0 g/dL Alb
Hct 39.7% AST
PIt 27.3x10%uL ALT
LDH
Urinalysis Na
pH 6.5 K
Protein (4+) Cl
Occult blood =) Ca
Glucose =) P
U-TP/Cr 5.19/9Cr BUN
Cr

eGFR 55.5 mL/min/1.73 m?

1

<1/HPF UA 7.0 mg/dL
0~19/HPF TC 194 mg/dL
1~4/WF LDL 116 mg/dL
1~4/WF CRP 0.1 mg/dL
1~4/WF HbA1c 6.0%
(+) IgG 802 mg/dL

6.4 g/dL IgA 98 mg/dL
3.2 g/dL IgM 96 mg/dL

29 U/L CH50 68.6 U/mL

26 U/L C3 125 mg/dL

228 U/L C4 31 mg/dL
140 mmol/L RF 240 IU/mL
4.5 mmol/L ApoE 4.6 mg/dL
105 mmol/L Ig - L-k/A 1.65
10 mg/dL ANA <40
4.5 mg/dL Immunoelectrophoresis M-protein (=)
22 mg/dL Urinary-Bence Jones protein =)
0.77 mg/dL Hyaluronan 184,000 ng/mL
PP 401 U/mL

Fig. 1. Light micrograph (PAS stain, x200)
Lobular patterns with markedly increased mesangial matrix
were observed in glomeruli.
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Trichrome stain, x200)
Diffuse thicking of the glomerular capillary walls. Mesangial
area had moderate to severe expansion.

Fig. 2. Light micrograph (Masson-
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Diffusely positive in expanded mesangial matrix and subendothelial area

a\b
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Fig. 4. Electron micrograph(a : x3,000, b : x10,000)

a : Accumulation fibrillar can be seen in the mesangial and subendothelial area. Curved and frayed fibers with periodicity

were observed forming irregularly arranged bundles.

b : Accumulation fibrillar can be seen in the subendothelial area. Curved and frayed fibers with periodicity were observed

forming irregularly arranged bundles.
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Amlodipine

BesilatelOmg/day, Olmesartan20mg/day

Renal biopsy

Furosemided0mg/day

Tolvaptan

sCr (mg/dL) U-TP/Cr (mg/dL) 7. 5mg/day
Hyaluronan (ng/mL) 184000 226000 Body Weight (kg)
O—0 T T T
6.5 PIIP (U/mL) 401 469
1.0
60
0.5 50
0 0 0
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Fig. 5. Clinical course
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