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Two cases of systemic lupus erythematosus accompanied by antiphospholipid syndrome
nephropathy without immune complex nephritis
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We report here two interesting cases of systemic lupus erythematosus (SLE) accompanied by anti-
phospholipid syndrome nephropathy (APSN). These cases satisfied the criteria for SLE established by the
American College of Rheumatology 1997 and also satisfied the criteria for antiphospholipid syndrome
(APS) established by the Sapporo International Workshop of APS 1998. Both cases had high blood
pressure with elevated plasma renin activity, proteinuria and renal dysfunction. Their biopsied renal
specimens showed the characteristic findings for APSN, such as mesangial proliferation, double contours,
thickening of the capillary loops, and intimal hyperplasia, but there was no evidence for immune
complexes in the glomeruli, which were examined by the indirect immunofluorescence methods and the
electron microscopy method. These results indicated that their renal dysfunction was caused by APSN, but
not by immune complex nephritis. In addition to treatment with prednisolone, they were administered
anticoagulants (warfarin, or aspirin, or heparin) for APSN and an angiotensin II receptor blocker,
candesartan, for the hypertension. Subsequently, their conditions recovered with the improvement of renal
function and hypertension. Our experiences suggest that anticoagulant therapy in addition to corticoster-
oids offers advantages in the treatment of patients with SLE accompanied by APSN and renal dysfunction.
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Table 1. Laboratory data on admission of case 1

Urinalysis AST 221U/1 Coagulation
Glu (=) ALT 231U/1 PT I'l1.9sec
Pro (1+) LDH 428 1U/1 APTT 70.4 sec
Bld (1+) T-Bil 0.3 mg/dl Fib 438 mg/d/
Sediment y-GTP 361U/1 FDP 4.3 ug/ml
RBC 8/HPF BUN 19 mg/d!/ TAT 4.2 ng/ml

Protein 0.9 g/day Cr |.54 mg/dl Immunology
£.MG 492,600 ug/! UA 4.7 mg/dl ANA homogeneous X 640
NAG 15.2U/1 Na 138 mEq/!/ Anti-DNA Ab (RIA) 131U/ml
Peripheral blood K 3.8 mEq/! Anti-ssDNA-1gG 427 AU/m/
WBC 5,200/l cl 103 mEq/! Anti-dsDNA-IgG ~ 41.5 IU/ml
Bas 0.4% Serology Anti-Sm Ab (=)
Eos 4.6 % CRP 0.2 mg/dl Anti-RNP Ab (=)
Seg 66.4 % IgG |,630 mg/dl/ Anti-SS-A Ab (=)
Ly 24.0% IgA 257 mg/d/ Anti-Scl-70 Ab (-)
RBC 406 X |04/ﬂl IgM 13 mg/dl Anti-CL-8,GPI Ab  3.3U/ml
Hb 9.1 g/dl C3 67.8 mg/d!/ Anti-CL-IgG <8U/ml
Ht 31 % C4 6.1 mg/dl Lupus anticoagulant |.5
Re | 8% CH 50 22.0/ml IC(Clqg binding) < 1.5 ug/ml
Pit 9.5X 10*/ul Infection PA-1gG 64.3 ng/ml/
ESR 58/89 mm RPR (+) PR3-ANCA <I0EU
Blood chemistry TPHA (=) MPO-ANCA <I0EU

TP 7.1g/dl HBsAg (=) Renal function

Alb 3.6g/dl HCV Ab (=) 24 hr Cer 32 m//min
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Fig. 1.  Clinical course (case 1)
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Fig.2. Case 1: 48-year-old female

: The glomerulus shows mesangial proliferation and diffuse

thickening of the capillary walls with double contours.
(Periodic acid-Schiff, X 400)

. Interlobular artery shows intimal cellular hyperplasia with

luminal occlusion and thrombi formation. (Periodic acid-
silver methenamine, X 200)

: Electron micrograph of a glomerulus shows wrinkling of

the basement membrane and widening of the subendoth-
elial space. No electron-dense deposits were seen.
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Table 2. Laboratory data on admission of case 2

Urinalysis LDH 434 1U/1 Coagulation
Glu (=) T-Bil 0.6 mg/d/ PT 10.5 sec
Pro (I1+) BUN 23 mg/dl APTT 74 sec
BId (=) cr 0.85 mg/d/ Fib 367 mg/d/
Sediment UA 3.9 mg/dl FDP 3.9 ug/ml
RBC | /HPF Na 140 mEq/! TAT 5.8 ng/ml

Protein |.1 g/day K 3.7mEq/! Immunology
£MG 18,316 g/l cl 106 mEq/! ANA Speckled X | , 280
NAG 5.2U/1 Serology Anti-DNA Ab (RIA) [11U/ml
Peripheral blood CRP <0.| mg/d! Anti-ssDNA-IgG 334 AU/m/
WBC 3,700/ ul e |,860 mg/d! Anti-dsDNA-IgG ~ 37.7 IU/m!
Bas 0.5% IgA 216 mg/dl Anti-Sm Ab (=)
Eos 3.8% IgM 202 mg/d/ Anti-RNP Ab X4
Seg 62.3% C3 47.6 mg/d! Anti-SS-A Ab X 4
Ly 28.5% Cc4 5.5 mg/d/ Anti-SS-B Ab (=)
RBC 310X 104/l CH 50 20.9/ml Anti-Scl-70 Ab (=)
Hb 10g/d/ Infection Anti-CL-8,GPl Ab 1.6 U/m/
Re 15%0 RPR (+) Anti-CL-IgG 20U/ml
Plt 8.3% 104/l TPHA (=) Lupus anticoagulant 1.6
Blood chemistry HBsAg (=) IC(Clg binding) <1.5 ug/ml/
TP 7.7g/dl HCV Ab (=) PR 3-ANCA <|0EU
Alb 4.2 g/dl MPO-ANCA <I0EU

AST 311U/l Renal function

ALT 261U/1 24 hr Cer 49 m//min
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Fig.3. Case 2: 36-year-old female

B AERTHBIC B W CHNATURETRIE 7 1 7 ) RO a : The glomerulus shows open capillaries with globally oc-
WE DT, EFEME I Lo T b electron-dense cupied intraluminal proteinous materials. (Periodic acid-
deposits ZFEOL N E 0D, FIEEEROBES XKW & Schiff, X 400) — . .

b : The same glomerulus as that shown in Fig. 3a illustrating
Ezohnl, Tibb, KEFOEREEICIX, FEROTE sludging of red blood cells in the capillary lumen. (Periodic
BERULBCLIANV—TABRENI XD, LA acid-silver methenamine, X 400)
APS Ik 2 BEENHCEELTW2 EEZ 6Tz, % ¢ : Electron microscopy shows no electron-dense deposits in

the glomerulus.
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