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Calcinosis universalis in a case of juvenile dermatomyositis
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Quick Response Code:

A 7-year-old female presented with multiple well-defined, non-tender, erythematous, and 
hyperpigmented noduloplaques with surfaces showing white, gritty hard deposits present over both 
elbows, axillae, iliac crests, and knees for the past 1.5 years [Figure 1a]. Features of proximal muscle 
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Figure 1: (a) Well-defined, erythematous to hyperpigmented noduloplaques with surfaces showing 
white, gritty hard deposits over both knees. (b) X-ray of lower limbs showing diffuse soft tissue 
calcifications. (c) Ultrasound abdomen showing multiple calcific foci dispersed throughout the renal 
cortex. (d) Post treatment image showing good response in calcinosis cutis at 3 months. (e) Post 
treatment image showing good response in calcinosis cutis at 6 months.
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weakness along with heliotrope rash, Gottron’s papules, and 
malar rash were also present. Investigations revealed anti-
NXP-2 antibodies and elevated creatinine phosphokinase 
(CK-NAC: 270.7  IU/L [Normal < 145  IU/L]; CK-MB: 
62.8  IU/L [Normal 0–24 U/L]) and (lactate dehydrogenase: 
350 IU/L, Normal 110–295 IU/L) levels with no abnormality 
in serum calcium and phosphorus levels. X-rays of the limbs 
showed diffuse soft-tissue calcifications [Figure  1b], while 
ultrasound of the abdomen revealed multiple calcific foci 
dispersed throughout the renal cortex and spleen [Figure 1c]. 
The final diagnosis of juvenile dermatomyositis (JDM) with 
calcinosis cutis was made based on clinical and laboratory 
findings. The patient was started on oral nifedipine with good 
response in cutaneous lesions; however, no improvement was 
noted in visceral calcification ([Figure 1d and e] at three and 
six months, respectively).

Dermatomyositis (DM) is an idiopathic inflammatory 
myopathy with typical cutaneous manifestations, along 
with systemic involvement. It shows a bimodal presentation 
with JDM commonly occurring between 4 and 14  years of 
age.[1] Calcinosis cutis is noted in up to 40% of cases with JDM 
which is higher than that noted in adult DM.[1,2] Anti-NXP2 
antibodies, detected in 20–25% of cases of JDM, are associated 
with calcinosis cutis, debilitating myositis requiring aggressive 
treatment and poor prognosis.[1] While calcification is a 
common cutaneous manifestation, visceral organ calcification 
is very rarely reported. We present a case of JDM presenting 
with cutaneous, as well as renal and splenic calcification.
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