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Abstract

Calciphylaxis is an uncommon necrotizing dermal condition, most often related to end-stage renal disease, associated with
secondary hyperparathyroidism. The incidence is 1-4% per year in dialyzed patients. The condition is characterized by micro-
calcification of small and medium-sized blood vessels, causing cutaneous and soft tissue necrosis. The etiology of calci-
phylaxis is poorly understood, although many reports highlight the abnormal calcium-phosphate products as an important
etiological factor. Calciphylaxis is associated with significant morbidity and mortality with estimated 5-year survival rates
of less than 50%. Sepsis is the main cause of death. We report two patients of calciphylaxis treated with surgical debride-
ment and excellent outcome in both cases. (J Dermatol Case Rep. 2013; 7(2): 69-70)
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Calciphylaxis is a rare vasculopathy that is cha-
racterized by ischemia and necrosis due to cal-
cification, intima fibroplasia and thrombosis of
dermal and pannicular arterioles. It has been cal-
led a "metastatic-like calcification". Usually cal-
ciphylaxis affects patients with end-stage renal
disease, with an incidence of 1-4% of dialysis-
dependent individuals.” There are scarce reports
of calciphylaxis in patients with normal renal
function and with calcium and phosphorus se-
rum levels within normal range.” The pathoge-
nesis of calciphylaxis is poorly understood but
hyperparathyroidism (primary or secondary to
renal failure), diabetes, obesity, warfarin treat-
ment, protein C or S deficiency are well recogni-
zed risk factors. Clinically, calciphylaxis presents
as purpuric plaques with spontaneous ulcera-
tion and necrosis that often progress to deep tis-
sue necrosis. It is associated with significant mor-
bidity and mortality. It is estimated that 5-year ~ Figure 1
survival is less than 50%.3 Sepsis, originating in  Extensive lesion of necrotic tissue on the left lower leg surrounded by livedo
the skin lesions is the main cause of mortality. ~ racemosa-like purpura.
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We report the cases of two patients with chro-
nic leg ulcers that where referred to our Depart-
ment. The first patient was a 63-year-old obese
woman with predialysis renal failure and secon-
dary hyperparathyroidism. She was under war-
farin therapy due to atrial fibrillation. She pre-
sented with an ulcer in the posterior aspect of
her left leg, with irregular borders and a necro-
tic wound bed (Fig. 1).

The second patient was a 61-year-old woman
with chronic renal insufficiency on dialysis for
several years that presented with a left leg ulcer
once again with a necrotic wound bed and rough
borders.

Both skin biopsies showed medial calcification
of dermal and subcutaneous arterioles (Fig. 2).

Extensive surgical debridement and appropria-
te wound care resulted in an excellent outcome
in both patients. Lesions resolved within 2 mon-
ths, and no relapse has been seen in 12 months
of follow-up.

Calciphylaxis was first reported in 1962 by
Hans Selye, who based his reports on the results
of serial animal experiments.” Still today, it is a
poorly understood, difficult to treat, aggressive
condition. Outcomes for all recommended the-
rapies remain unreliable, and there have been
no prospective treatment trials. In dialysis pa-
tients treatment recommendations have inclu-
ded reduction of serum calcium and phospho-
rus by use of low-calcium dialysis baths, use of
pamidronate and parathyroidectomy. Recently
attention has turned to newer treatment moda-
lities that can be initiated simultaneously with
calcium-PTH axis control, like sodium thiosulfa-
te. The proposed mechanism is that it improves
the solubility of calcium in deposits and there-
by makes it available for hemodialysis clearan-
ce. Prevention of systemic infection is vital. Di-
ligent wound care and avoidance of trauma are
imperative features. Debridement and skin gra-
fting are frequent choices in the treatment of the-
se patients, but the role of debridement is con-
troversial.> In our patients surgical debridement
and appropriate wound care resulted in an excel-
lent outcome.

Calciphylaxis should always be considered in
the differential diagnosis of skin ulcerations in
patients with any degree of chronic kidney dise-
ase. Early diagnosis and treatment of the dise-
ase can change its dismal prognosis.

Figure 2

A photomicrograph showing (A) (H&E x40) — arrow shows a subcutaneous
arteriole (B) (H&E x400), dense calcium deposits in the vessel wall without
evidence of inflammation (C) (H&E x100) — arrow shows an affected arte-
riole (D) (H&E x400), diffuse and extensive calcification of the media can
be seen.

References

1. Angelis M, Wong LL, Myers SA, Wong LM. Calciphylaxis in patients on he-
modialysis: a prevalence study. Surgery. 1997; 122: 1083-1089. PMID:
9426423.

2. Shah DS, Williamson D). A rare cause of ulceration with a promising new
treatment. Calciphylaxis due to secondary hyperparathyroidism caused
by vitamin D deficiency.. Clin Exp Dermatol. 2010; 35: €90-93. PMID:
20500197.

3. Kang AS, McCarthy JT, Rowland C, Farley DR, van Heerden JA. Is calciphy-
laxis best treated surgically or medically? Surgery. 2000; 128: 967-971.
PMID: 11114631.

4. H. Selye. Calciphylaxis. University of Chicago Press. Chicago, Ill, USA, 1962.

Martin R. Mysterious calciphylaxis: wounds with eschar - to debride or not
to debride. Ostomy Wound Manage. 2004; 50: 64-66. PMID: 15259802.

J Dermatol Case Rep 2013 2, pp 69-70





