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A Case of Focal Segmental Glomerulosclerosis with Systemic Lupus Erythematosus and Sjogren’s Syndrome
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A 39-year-old woman had autoimmune hepatitis since 1994 and systemic lupus erythematosus (SLE) and
Sjogren’s syndrome (SjS) since 2005. Steroid therapy induced and maintained remission of these diseases. In Sep-
tember 2014, she exhibited cough, leg edema, weight gain, and exertional dyspnea. She was hospitalized in the Di-
vision of Rheumatology at our hospital. Nephrotic syndrome was diagnosed because of a urine protein level of
843 g/day and a serum albumin level of 1.9 g/dL. Chest X-ray showed bilateral hydrothorax. Furosemide was in-
itiated, but her symptoms did not improve. She was transferred to our department for extracorporeal ultrafiltra-
tion and was administered high dose Prednisolone (PSL) therapy. Her edema and hydrothorax improved. Lupus
nephritis was considered as a cause of the nephrotic syndrome, but the patient had no hypocomplement and
tested negative for anti-dsDNA antibody. We performed renal biopsy. Pathological findings showed denaturation
of the podocyte and effacement of the foot process, suggesting focal segmental glomerulosclerosis (FSGS). FSGS
with SLE and SjS has been reported in a few cases. Our case suggests that the nephrotic syndrome with connec-
tive tissue diseases should be distinguished from primary nephrotic syndrome by renal biopsy.
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Table 1 Laboratory findings on admission

Urine Chemistry T-Chol 118 mg/dL
Protein 4+) TP 7.3 g/dL TG 105 mg/dL
Occult blood 2+) Alb 19 g/dL CRP 0.64 mg/dL
RBC 30-49 /HPF T-bil 0.4 mg/dL Serology
NAG 414 TU/L AST 25 1U/L IgG 4,800 mg/dL
B2MG 1,229 pg/L ALT 16 IU/L IgM 370 mg/dL
B-J protein (—) LDH 202 1U/L IgA 217 mg/dL
Protein 843 g/day ALP 177 TU/L CH50 430 1U/L
SI 0.095 ¥-GTP 43 TU/L C3 63.4 mg/dL

CK © 32 10/L C4 16.2 mg/dL

Blood BUN 299 mg/dL ANA % 1,280 (sp, cent)
WBC 5,580 /uL Cr 091 mg/dL anti-RNP antibodies (—)
RBC 324 %106 /uL eGFR 55.5 ml/min/1.73 m? anti-DNA antibodies 56 IU/mL
RET 1.0 % UA 86 mg/dL anti-ds-DNA antibodies <10 IU/mL
Hb 9.6 g/dL Na 135 mEq/L anti-ss-DNA antibodies <10 TU/mL
Ht 29.1 % K 43 mEq/L anti-SS-A antibodies =500 U/mL
MCV 89.8 FL Cl 106 mEq/L anti-SS-B antibodies =500 U/mL
MCH 296 pg Ca 76 mg/dL MPO-ANCA <10 U/mL
MCHC 33.0 g/dL P 3.8 mg/dL PR3-ANCA <10 U/mL
Plt 25.7 % 10% /uL anti-CLPB2GP1 antibodies <12 U/mL
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Fig. 1 Light microscopic findings of renal biopsy
(a) Mesangial proliferation (x400). (b) Swelling of the epithelium cell (X 400).
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Fig. 2 Electron microscopy
(a) Electron dense deposits in the mesangium. denaturation of the podocyte, and efface-
ment of the fool processes (< 2.500). (b) Effacement of the foot processes and hyaline drop-

let degeneration of the podocyte (> 2.000).

Fig. 3 Electron microscopy
(a) Villous transformation of the podocyte (x2,000). (b) Effacement of the foot processes and
hyaline droplet degeneration of the podocyte (< 2,000).
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Fig. 4 Clinical course.
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