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I CASE REPORT

Calcinosis Cutis Universalis in a Patient with Systemic Sclerosis
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ABSTRACT Systemic sclerosis (Scl) is a multisystemic autoimmune disorder that is characterized by immune dysregulation, vasculopathy,
and overproduction of collagen leading to skin and internal organ fibrosis. Calcinosis is a well known manifestation of Scl, which occurs the
deposition of calcium in the dermis and subcutaneous tissues with normal levels of serum calcium and phosphorus. However, calcinosis on
extremities and trunk is unfrequently seen. Herein we present the case of a 44-year-old female patient with diffuse cutaneous systemic scle-

rosis who has calcinosis stiutated bilaterally at upper and lower extremities and trunk which is an unfrequent condition.
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Systemic sclerosis (Scl) is a systemic disorder
of connective tissues affecting skin and internal or-
gans/systems such as the cardiovascular, pulmonary,
gastrointestinal, renal and musculoskletal systems, is
characterized by hardened skin due to mainly colla-
gen accumulation occurring in both skin and vis-
cera. Disease manifestations vary from limited skin
involvement with minimal systemic involvement
(limited cutaneous Scl) to widespread skin in-
volvement accompanied by internal organ involve-
ment (diffuse cutaneous SSc). These two forms
differ mainly in regards to extent of skin involve-
ment, autoantibody association, and the pattern of
organ involvement.'

Calcinosis cutis develops in connective tissue
diseases, mainly systemic sclerosis, systemic lupus
erythematosus and dermatomyositis, as result of the
deposition of calcium in the dermis and subcuta-
neous tissues with normal serum calcium and phos-
phorus levels.” It is a well-recognized manifestation
of Scl occurring in up to 25% patients, is most com-

monly localised in the hands, however it occurs
also around the other joints.? Calcinosis cutis uni-
versalis is characterized by diffuse involvement of
subcutaneous and fibrous structures of muscles and
tendons. The presence of calcinosis multisituated is
unfrequent in diffuse systemic sclerosis. Calcinosis
causes pain, local inflammation, irritation, muscle
atrophy, ulceration with secondary infection, joint
contractures and severe disability.

Herein we present a rare case with diffuse cuta-
neous systemic sclerosis with calcinosis on her ex-
tremities, thorax and pelvic region and disability.

I CASE REPORT

Verbal informed consent was obtained from the pa-
tient who participated in this study.

A 44-year-old female patient has been suffering
diffuse cutenous Scl for 25 years with skin, pulmonary
and gastrointestinal involvement and musculoskletal
manifestations disabling the deformation of fingers and
painful ulcerations on hands and feet.
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Her initial symptoms were Raynoud’s phe-
nomenon, fatique and polyarthralgia ,then swelling
in fingers and after 8 years she noticed progressive
skin thickening, pigmentation changes on her face
and hands, and also heartburn, dysphagia and exer-
sion dyspne.

Physical examination revealed Raynoud‘s phe-
nomenon, a marked skin thickening of hands, forarms
and face with hipo and hiperpigmented areas, and
also digital healed ischemic ulcers on hands and
heels, a characteristic facies for scleroderma includ-
ing telengectasias, small mouth, periorbital wrinkles,
thin nose, the reduced flexibility of facial skin and a
remarkable reduction in the maximum oral aperture,
the anterior teeth appeared more prominent because
of the tight perioral skin. Muscleskletal examination
showed bilaterally flexion contractures of the hand
fingers, the shortened distal of hand fingers (Figure
la), muscle atrophy and weakness of her arms and
thighs leading significant disability.

Autoimmune serology revealed positive for
rheumatoid factor, antinuclear antibody (titres of
1/320 with nucleolar pattern) and anti-Scl-70 anti-
body. Anticentromere antibodies, ds-DNA (native
DNA), Sm and ribonucleoprotein antibodies were
negative. Endoscopic examination showed gastro-
esophageal reflux and esophageal dysmotility. Tho-
rax tomography revealed the signs for interstitial lung
disease.

Radiography of hand bones showed osteopenia,
osseos resorbtion of the digital tuft, soft tissue calci-
nosis and joint ankylosis (Figure 1b).

Severe and extensive soft tissue calcification
sitivated in nearly joints of bilateral upper and lower
extremities, sternoclavicular, costa-chondral junctions
and tuberositas ischii were revealed by plain radio-
graphs (Figure 1c, Figure 1d, Figure le, Figure 1f).

She was followed up with low dose corticos-
teroid and acetylsalicylic acide, calcium chanel
blocker, antacids and pain medication.

I DISCUSSION

Abnormal calcium deposition into skin and subcu-
tanous tissues is independent of the serum levels of cal-

cium and phosphorus. Tissue hypoxia, mechanical
stress or hipovascularity induce inflammation and
macrophage activation, and various mediators causes
increased influx of calcium to cells.* Calcinosis is com-
monly located in pressure areas such as extensor sur-
faces, it can lead to ulceration of the skin and infection.

Calcinosis cutis can be palpable as subcutaneous
nodules or visible as white hard papules on physical
examination, and is seen on radiography. It is usually
symetrically distributed to the extremities, rarely in
the trunk.’ A cohort of Mexican patients with Scl
showed the high prevalance of calcinosis, the most
common affected sites were the hands (83%), proxi-
mal upper and lower extremity (27% and 22% re-
spectively).

In our patient with diffuse cutaneous Scl, the sy-
metrical distribution of the sub cutaneous calcinosis
was radiologically revealed on the hands, the ex-
tremities and the trunk, and they were nonpalpable.

FIGURE 1a: Sclerodactyly, shortened and deformed hand fingers, pigmen-
tation changes of the skin.

FIGURE 1b: Radiograph of hand bones showing osteoporosis, flexion of fin-
gers, joint ankylosis, acroosteolysis, soft tissue calcinosis.
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FIGURE 1c: Radiographic aspects of the bilateral elbow with tumoral calci-
fication.

FIGURE 1d: Radiography of pelvis showing calcinosis masses on the left col-
lum femoris and near the symphis pubis.

The calcinosis can occur superficial, exophytic and
lead to ulceration, secondary infection with signifi-
cant pain. Koutaissoff et al. reported that calcinosis
was associated with longer disease duration, higher
skin thickening, more current digital ulcers and pit-
ting scars, and a more frequent history of digital gan-
grene.” In our patient with a longer disease duration
and a marked skin fibrosis, there were also infected
and ulcerated lesions on heels.

Calcinosis cutis is difficult to treat. The usefulness
of several medications such as calcium chanel blockers,
warfarin, biphosphonates, aluminium hydroxide,
minocylin and surgical excision was reported as case
reports and case series.®’ A standardised treatment ap-
proach is lacking. She has taken low dose corticos-

teroid and acetylsalicylic acid, calcium chanel blocker,
anti-acid, biphosphonate, we did not observe a signif-
icant response.

On physical examination of the patients with
SSc, the presence of calcinosis should be considered
because it can lead to ulceration and infection of the
skin and disability.
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FIGURE 1e: Bilaterally calcinosis of feet fingers and footpad.

FIGURE 1f: Radiography of chest showing multiple sites of calcinosis, bila-
terally near the sternoclavicular and costa-chondral junctions.
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