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Calciphylaxis is a rare condition seen in association with
endstage renal disease characterized by the appearance of
painful, indurated plaques, ecchymosis, ulceration, and
eschar formation. Its association with systemic lupus erythe-
matosus (SLE) has been described only rarely1-4. We
describe a patient with SLE, endstage renal disease, and skin
lesions first diagnosed as having lupus profundus with
vasculitis.

CASE REPORT
A 25-year-old African American woman presented to hospital with
complaints of pain in both hips and tender skin lesions on the lateral aspects
of both thighs. The deep, bilateral hip pain had begun one month earlier,
with no history of antecedent trauma. Magnetic resonance imaging (MRI)
revealed avascular necrosis of both femoral heads. The skin lesions had
formed just before admission as localized nodules on the lateral surfaces of
both thighs, eventually spreading to the lower abdomen, buttocks, and inner
thighs, with gradual emergence of overlying ecchymosis (Figure 1). During
hospitalization, the lesions rapidly progressed into vesicles and bullae, then
they ulcerated, and finally became necrotic plaques with prominent eschar
formation.

She had been diagnosed with SLE in 1998. The disease was character-
ized by a rapidly progressive renal disease that led to chronic ambulatory
peritoneal dialysis beginning in 2000. She also had been diagnosed with
anemia, hyperlipidemia, cholelithiasis, tachydysrhythmia, and morbid
obesity. Her medications on admission included prednisone 5 mg qd,
hydroxychloroquine 200 mg bid, erythropoietin 4000 U three times per
week, nystatin oral solution, and calcium acetate.

Family history was negative for connective tissue diseases. The patient
was an unemployed single mother of 2 children with no history of miscar-
riages and no history of substance abuse. On examination she appeared
obese and chronically ill with cushingoid facies. Vital signs were within
normal limits. The general physical examination was unremarkable except

for the musculoskeletal system and skin. There was no evidence of
synovitis in any joint; however, abduction and rotation of the hips were
restricted due to pain. Peripheral pulses in the lower extremities (dorsal and
tibial) were not palpable, but were audible by Doppler examination. There
were large well-circumscribed, violaceous plaques distributed on the lateral
surfaces of the proximal hips and thighs as well as the lower quadrants of
the abdomen. The plaques were firm and sclerotic with peau d’orange and
follicular accentuation (Figure 1). The admitting diagnoses were lupus
profundus with vasculitis or Weber-Christian panniculitis.

Laboratory findings revealed a white blood cell count 11,700/µl, hemo-
globin 9.9 g/dl, platelets 284,000/µl; erythrocyte sedimentation rate
(Westergren) 112 mm/h; serum creatinine 9.1 mg/dl; serum PO4 7.7 mg/dl;
Ca 10.1 mg/dl; Ca/PO4 product 77.7. Serum parathyroid hormone (PTH)
was normal in repeated tests. Total serum protein and albumin were normal.
Antinuclear antibody was negative; serum C3 and C4 were mildly elevated
to 108 mg/dl (normal 50–100) and 40.0 mg/dl (normal 12.5–45.0). The
antiphospholipid antibody panel was negative.

Doppler studies of the femoral and tibial arteries revealed calcified
vessel walls with no evidence of ischemia. MRI of the hips showed bone
infarcts involving each femoral head. Skin biopsy on one of the plaques
revealed dermal and subcutaneous tissue necrosis including the eccrine
glands, and marked calcium deposition throughout the subcutaneous fat as
well as mural calcification of small to medium size vessels. Inflammation
was moderate and showed a mixed cellular infiltrate with scattered
neutrophilic debris. These findings are typical of calciphylaxis (Figures 2
and 3).

The patient was admitted initially with a tentative diagnosis of bilateral
avascular necrosis, lupus profundus, and skin vasculitis. Due to her poor
physical condition, surgical intervention was not a valid option and pain
control was attempted medically. She was maintained on peritoneal dial-
ysis, as frequent attempts at hemodialysis were unsuccessful due to inade-
quate venous access. Secondary hyperparathyroidism was ruled out by
repeatedly normal serum PTH values. There were no clinical or laboratory
signs of active SLE during the hospitalization. She was eventually
discharged from hospital in stable condition but with a poor prognosis.

DISCUSSION
Calciphylaxis is a rare condition associated with endstage
renal disease; it is characterized by painful indurated
plaques, ecchymosis, ulceration, necrosis, and eschar forma-
tion. Histopathology typically reveals medial calcification
and intimal proliferation of small arteries. Calciphylaxis is
associated with high morbidity and mortality resulting
mainly from local and systemic infections. The primary risk
factors include female sex, hypoalbuminemia, and elevated
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serum alkaline phosphatase, serum PTH levels and calcium-
phosphate products. However, evidence of hyperparathy-
roidism does not necessarily correlate with the appearance
of calciphylaxis5. Parathyroidectomy is the only therapeutic
procedure known to improve outcome in patients with calci-
phylaxis and hyperparathyroidism.

Other therapeutic interventions include early and aggres-
sive treatment of infections complicating calciphylaxis,
manipulation of calcium concentrations in the dialysate, and
avoidance of high calcium-phosphate products. In a patient
who presents with a history of SLE and newly developing
painful, sclerotic skin lesions, the admitting diagnosis is

The Journal of Rheumatology 2004; 31:91852

Figure 1. The skin shows areas of induration, ecchymosis, and necrosis.

Figure 2. Skin biopsy results showing necrotic epidermis and eccrine glands. There is
marked calcium deposition throughout the subcutaneous fat. Calcium is present within
the vessel walls (arrow).
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usually lupus panniculitis, vasculitis, or Weber-Christian
disease. The rheumatology service has been consulted more
than once for patients with the skin lesions of calciphylaxis
mimicking vasculitis or connective tissue disease6.

The typical clinical lesions of connective tissue disease-
associated panniculitis are indurated, erythematous plaques
on regions rich in subcutaneous fat, such as cheeks, upper
arms, breasts, abdomen, and thighs. Lesions typically
resolve with marked lipodystrophy and overlying postin-
flammatory hyperpigmentation after treatment. Lupus
profundus, the most common form of lobular panniculitis, is
frequently associated with extensive discoid lesions (no

such findings were observed in our patient), while the
typical histological features are lobular-dominant lympho-
plasmacytic infiltrates accompanied by hyaline degenera-
tion of the fat lobules.

While the validity of Weber-Christian disease is often
questioned, indurated and suppurative plaques on the
extremities and gluteus areas with significant constitutional
symptoms, as well as histological features of a lobular
lymphocytic panniculitis with significant fat necrosis, bring
this diagnosis into focus. Weber-Christian should be consid-
ered primarily in the absence of serologic evidence of
connective tissue disease and with minimal evidence of
cellular atypia or emperipolesis, features associated with
cytophagic histiocytic panniculitis.

We describe a rare case of a young patient with a 4-year
history of SLE and secondary renal failure who presented
with the serious complication of calciphylaxis mimicking
the skin lesions of active SLE.
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Figure 3. High-power view of a calcified vessel.
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