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Abstract

A case of idiopathic tumoral calcinosis cutis in a normocalcemic patient. The lesions were localized to multiple large
and small joints throughout the body and confirmed on biopsy. The lesions are refractory to intralesional steroids,
aluminum hydroxide and diltiazem after 5 months. The patient is being considered for surgical intervention for large
lesions while he will be further tried on dialitiazem for the smaller ones.
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Introduction

We present you a case of tumoral calcinosis cutis,
cause of which still remains unknown and
generally effects the larger joints.! It is a disease of
exclusion and tagged idiopathic after ruling out kidney
disorders, Vitamin D excess, milk alkali syndrome,
paraneoplastic syndrome, sarcoidosis and trauma?3.
In most cases these lesions gradually appear as firm,
non-tender, whitish or yellowish papules, plaques or
nodules on the surface of the skin. They can be solitary
but multiple lesions are more common. Tumoral
calcinosis is frequently localized to the large joints*
including hips, shoulder, elbows, feet and buttocks!
and less commonly to the hand and digits.®

Case Report

A 27 years old male with no known co-morbids came
to us with complaints of multiple small elevations
over joints and buttocks for 10-12 years. There was
no history of trauma or parenteral therapy or family
history of similar lesions. It first appeared as a painless
hard whitish rounded elevation of 1-2mm in diameter
and progressively involved other areas of his body
(specifically small and large joints, shoulder blades
and buttocks) within 6 months. These lesions ruptured
releasing whitish material and was associated with
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restriction of movement over involved joint. There
were no other rheumatological or dermatological
associations.

On examination; the patient was vitally stable (BP:
120/80 mm of Hg, Temperature: 37°C, Pulse: 80
bpm, Respiratory rate: 18 breaths/ min). His systemic
examination was insignificant and on cutaneous
examination, multiple whitish, hard, papulonodular
lesions were seen on his fingers, elbows, knees,
buttocks and shoulder blade as shown in Figure 1 and
2 along with a fixed flexion contracture of the right
index finger.

Lab investigations showed a raised SGPT (50; reference
range : 1-30U/L), SGOT (45; reference range: 1-40U/L),
GGT (48; reference range 5-27 U/L),CPK (209; reference
range: 46-171 IU/L) positive ANA,negative RA factor,
negative anti CCP, negative anti dsDNA, negative ENA
profile and very low serum vitamin D3 (8.32; reference
range >30).

Differential diagnosis of this case included Tuberous
Xanthoma, Perforating Disorder, Granuloma Annulare
(nodular variety), Rheumatoid Nodule, Systemic Lupus
Erythematosus and Gout. These were excluded on the
basis of history, clinical examination and laboratory
findings in our patient.

Electromyography was ordered which showed normal
study. X-ray films displayed multiple calcific nodules
in soft tissue of both elbow joints, both hip joints and
both knees, no bone or joint involvement was noticed.
Xray are shown through Figures 3 A, B, Cand D.
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Figure 1A: Elbow Figure 1B: Hands

Figure 1D: Shoulder

Figure 3B: Xray Elbows

Figure 3C: Xray Knee Joint
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Figure 3D: Xray Right Hip Joint

Skin biopsy was done and histopathology showed
fragments of skin having orthokeratoses, underlying
dermis showed variable sized foci of calcifications-
signs consistent with Calcinosis Cutis as shown in
Figure 4.

The final pathological diagnosis was idiopathic
tumoral calcinosis cutis. He was given intralesional
corticosteroids and aluminum hydroxide but it showed
no improvement, he was discharged with Diltiazem
and followed up for 5 months, his lesions showed no
marked improvement over time. He is being considered
for surgical intervention for larger lesions while the
smaller ones will be further tried on diltiazem.

Discussion

Idiopathic tumoral calcinosis cutis is rare condition
characterized by calcium deposition in skin and
subcutaneous tissues. In all cases of calcinosis cutis,
insoluble compounds of calcium are deposited within
the skin due to local and/or systemic factors. These
calcium salts consist primarily of hydroxyapatite
crystals oramorphous calcium phosphate. It commonly
affects blacks with no apparent gender predilection.®’

From the pathogenesis point of view, the condition
is classified as metastatic, dystrophic, iatrogenic,
idiopathic and calciphylaxis. Dystrophic variant
has normal serum calcium and phosphate values
with history of trauma whereas metastatic variant
shows abnormal ranges of calcium and phosphate.
In latrogenic subtype calcium salts deposit in the
skin as a side effect of medical intervention for

other disease processes. Calciphylaxis is associated

with small vessel calcification in the dermis and
subcutaneous fat causing infarction and there may be
associated hyperparathyroidism and disturbances in
the phosphate and calcium metabolism, or as in this
case idiopathic calcinosis cutis occurs in the absence of
any underlying tissue damage or metabolic condition.
Abnormality in gamma carboxy glutamic acid
metabolism has been postulated in the pathogenesis
of Idiopathic Calcinosis Cutis, which is normally found
in bones and tissues.?

Idiopathic calcinosis is further divided into 4 types.
Calcinosis Universalis which diffusely involves muscles
and soft tissues, Calcinosis circumscripta characterized
by localized lesions, solitary calcinosis and tumoral
calcinosis which is characterized by lesions around
large joints.

Our patient presented with multiple asymptomatic
nodules which developed gradually, which is in
accordance with the literature.® Lesions may become
painful, limit mobility of an adjacent joint, or compress
adjacent neural structures. Ulceration and secondary
infection may occur. Vascular calcification may result
in ischemia and necrosis of the affected organ. Healthy
adolescents similar to this case can present with
large calcified masses within subcutaneous tissue or
muscles near large joints, ' without involvement of
internal organs.

Radiographically, tumoral calcinosis lesions appear as
rounded, dense periarticular opacities. Masses may
be small and solid or large and cystic on computed
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tomography. Despite a large amount of calcification,
masses usually display high signal intensity on T2-
weighted MRI images.? Renal function tests and levels
of serum calcium, parathyroid hormone, alkaline
phosphatase, inorganic phosphate and vitamin D are
normal in tumoral calcinosis. Sometimes the level of
the latter two may be slightly elevated.®* Contrary to
above our case had low serum vitamin D levels and
also deranged liver enzymes levels.

Biopsy is diagnostic in many cases. Histopathology
classically shows calcium deposition with surrounding
foreign-body reaction,*? which was also seen in this
case along with orthokeratoses.

Intralesional corticosteroids, diltiazem, colchicine,
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