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Extensive soft tissue 
calcifications in systemic 
sclerosis

Sirs,
A 34 year-old female has been affected by 
diffuse pattern systemic sclerosis (SSc) 
with anti-Scl70 antibody positivity since 
1998; the disease started with the appear-
ance of Raynaud’s phenomenon simulta-
neously with fingers and hands swelling. 
The clinical picture is characterised by 
widespread skin involvement (Rodnan skin 
score 35/51), pulmonary fibrosis with se-
vere restrictive ventilatory defect, multiple 
flexion contractures of the hand joints com-
plicated by recurrent digital ulcers. Nailfold 
videocapillaroscopy showed late scleroder-
ma pattern. The patient was initially treated 
at another Rheumatology Unit with cyclo-

phosphamide, corticosteroid and cyclic in-
fusion of iloprost; cyclophosphamide ther-
apy (total dose 45 g) was followed by per-
manent amenorrhea. At our Unit the patient 
continued monthly iloprost infusion and 
corticosteroid at a low dosage; cyclophos-
phamide was substituted with azathioprine 
100 mg/day. In June 2008 the patient under-
went autologous peripheral blood stem cell 
transplantation obtaining mild amelioration 
of skin involvement and of general status; 
pulmonary function test remained stable. In 
April 2009 the patient complained of low 
back pain, which was not caused by any 
traumatic event, and of the appearance of 
painless protuberance in the right pericla-
vicular region. X-ray showed some large 
calcifications, one around the right clavic-
ula, one near the transverse process of T12 
of 2 cm in diameter, three near the spinous 
process of L5, the largest one of 5 cm in 
diameter; moreover a very large calcinotic 
accumulation surrounded the right femoral 
neck with a major axis of 12 cm; no signs of 
erosion of the bones close to the calcinosis 
were evident. Physical examination showed 
limitation of the right hip mobility. Volume-
rendered images from total-body unen-
hanced CT showed coarse calcifications in 
the soft tissues of the right thigh (Fig. 1). 
Coronal multiplanar reconstructions and 
transverse images depict coarse calcifica-

tions in the soft tissues of the right clavicle 
and cervical spine (Fig. 2A) and around the 
spinous process of L5 (Fig. 2B). 
Serum concentrations of calcium, phos-
phorus, parathyroid hormone and alkaline 
phosphatase were normal. The patient did 
not present subcutaneous calcific deposits 
neither on the hands, forearms and prepatel-
lar bursae nor intramuscolar calcifications. 
No pharmacological or surgical approach 
of the calcinosis was proposed to the pa-
tient nor histological study of the lesions 
was performed.
As known, subcutaneous calcinosis is a 
frequent feature of SSc; more often it com-
plicates the course of limited SSc with an-
ticentromere antibody (1, 2) and may pre-
dispose to secondary infection. Calcinosis 
preferentially develops in the sites of the 
trauma or near bony prominences (2); the 
face is seldom involved (3, 4). Calcific de-
posits are frequently grouped in clusters, of 
linear or punctuate pattern and are usually 
ranging in diameter from a few millimeters 
to a few centimeters. The large compact cal-
cific deposits of the patient here described 
are very unusual for what regards the sites 
and, above all, for the large dimensions ob-
served. In SSc it has been rarely described 
evidence of big calcific masses, sometimes 
improperly defined as “tumoral calcinosis” 
(3, 5); in fact this term should be referred to 

Fig. 2. Coronal multiplanar 
reconstructions and trans-
verse images depict coarse 
calcifications in the soft 
tissues of the right clavicle 
and cervical spine (A) and 
around the spinous process 
of L5 (B). The calcification 
surrounding the clavicle 
measures 51.5 mm (trans-
verse diameter) x 35 mm 
(sagittal diameter) x 40 mm 
(cranio-caudal diameter) 
whereas the calcification 
near the spinous process of 
L5 measures 45mm (trans-
verse diameter) x 30 mm 
(sagittal diameter) x 43 mm 
(cranio-caudal diameter).

Fig. 1. Volume-rendered images from total-body unen-
hanced CT show coarse calcification in the soft tissues 
of the right thigh which measures 60 mm (transverse di-
ameter) x 35 mm (sagittal diameter) x 120 mm (cranio-
caudal diameter). Besides, it can be noticed that the cal-
cification slightly displaces the tensor fascia lata muscle 
anteriorly on one side while the rectus femoris and the 
sartorius muscles anteromedially on the other side.
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a hereditary condition associated with mas-
sive periarticular calcifications (6). 
In SSc both paraspinal and infraspinal cal-
cinosis have been reported (7, 8), in some 
cases complicated by neurological signs 
due to the narrowing of the spinal canal. 
Paraspinal and infraspinal calcinosis was 
associated with regular occurrence of Ray-
naud’s phenomenon, digital ulcers and cal-
cinosis cutis; all these features are present 
in our patient. 
Although calcinosis is more frequently 
observed in SSc patients with detection of 
anticentromere antibodies, the positivity of 
anti-Scl70 antibodies was found in some 
cases of SSc complicated by large calcific 
deposits (3, 4, 7).
Tissue calcinosis may be present in dif-
ferent disorders, sometimes in association 
with hypercalcemia; in the lack of calcium 
metabolism disorders, calcinosis frequently 
occurs in damaged or devitalised tissues 
and is defined as “dystrophic calcinosis”, as 
the soft tissue calcifications of connective 
tissue diseases (9). Currently, the patho-
physiology of the calcinosis remains un-
clear; as suggested by immunohistochem-
istry studies (10, 11), bone matrix proteins 
osteonectin and hypoxia-associated glucose 
transporter molecule may be involved in 
this issue. 
Yet, no currently approved medical treat-
ment exists; many drugs have been tried 

such as diltiazem (12), warfarin (13) and mi-
nocycline (14) with no convincing results.
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