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ABSTRACT

Calcinosis cutis is abnormal calcium deposition in the skin and subcutaneous tissues of the body. It is generally
associated with autoimmune connective tissue disorders and in our case, it is systemic sclerosis. It most commonly
occurs in the fingers presenting with pain and functional impairment. Here, we present a case of calcinosis cutis with
systemic sclerosis in a teenage girl presented with bilateral gluteal pressure sores and multiple sites of calcium
deposition like sacrum, upper limbs, knees and the face. We treated here with reconstructive surgery with Limberg
flaps for the pressure ulcers with excision and primary closure of the other sites with calcium deposits.
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INTRODUCTION

Calcinosis cutis is the deposition of calcium in the skin
and subcutaneous tissues.! It is associated with
autoimmune connective tissue diseases like systemic
sclerosis, dermatomyositis, mixed connective tissue
diseases, and more rarely, systemic lupus erythematosus
(SLE).2 Calcinosis in systemic sclerosis presents as
subcutaneous nodules of different sizes and shapes,
typically at sites of recurrent microtrauma. 25% of
patients with systemic sclerosis have calcinosis at some
time during their illness, on average more than 7.5 years
after the onset of systemic sclerosis.?3

The most frequent areas involved are the hands (palmar
side of the terminal phalanges) and feet. Other common
sites are the elbows and knees, arms and legs, trunk, and
face.2*5 Some studies have related calcinosis in systemic
sclerosis with male gender, digital ulcers, digital tip
pitting scars, acro-osteolysis, telangiectasias, anti-
centromere antibody, and anti-PM/Scl (anti-exosome)
antibody .61

CASE REPORT

A 15 years old girl presented along with her mother to the
Department of Plastic and Reconstructive Surgery with
bilateral gluteal ulcers for one-year duration in October
2017. She was a known case of juvenile systemic
sclerosis on treatment under rheumatology. She had skin
tightening, inability to sit cross legged, microstomia,
Raynaud’s phenomenon with digital ulcers in 2003. She
also is a known case of bilateral interstitial lung disease
confirmed by high resolution computed tomography of
the chest and spirometry and with mitral valve prolapse
and trivial mitral regurgitation on echocardiography. Due
to worsening of oral ulcers and interstitial lung disease,
she was started on mycophenolate mofetil and itopride.
On examination, the girl was thin built and poorly
nourished. Her vitals were stable. She had grade 3
bilateral gluteal pressure ulcers both measuring 3 x 3 x 2
cm with hard white chalky deposits in the ulcers
(Figure 1). Her X-ray pelvis shows fluffy soft tissue
calcifications adjacent to the bilateral inferior pubic rami,
ischial tuberosities and obturator foramen (Figure 2) She
was operated and the gluteal ulcers were debrided,
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excised and reconstructed by Limberg flaps. Patient was
comfortable in the post-operative period with well settled
flaps and discharged on the 10" post-operative day after
suture removal. Now, after 3 years, she presented with
white chalky deposits emerging at the sacral region, right
knee, left chin and nasal sill (Figure 3-6) These were
excised and the wounds closed primarily. Now, her elbow
joint has bony ankylosis (Figure 7).

Figure 4: Calcinosis cutis of right knee.

Figure 1: Bilateral gluteal pressure ulcers with
Limberg flap markings.

Figure 5: Calcinosis cutis of left chin.

Figure 2: Plain radiograph of pelvis showing fluffy
soft tissue calcifications adjacent to the bilateral
inferior pubic rami, ischial tuberosities and obturator
foramen.

Figure 3: Healed Limberg flaps with white chalky Figure 7 (a and b): Plain radiograph of right elbow
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DISCUSSION

Calcinosis cutis is a rare and chronic condition
characterized by deposition of insoluble calcium salts in
the skin and subcutaneous tissues. There are 5 subtypes
of calcinosis cutis namely dystrophic, metastatic,
idiopathic, iatrogenic, and calciphylaxis.> Dystrophic
calcinosis is the most common type of calcinosis cutis
and is seen in association with autoimmune connective
tissue  diseases such as  systemic  sclerosis,
dermatomyositis, lupus erythematosus, and lupus
panniculitis. CC is thought to occur as a result of chronic
local tissue injury and is a common complication of
systemic sclerosis especially the limited form (CREST
syndrome: calcinosis, Reynaud phenomenon, esophageal
dysmotility, sclerodactyly, and telangiectasia), affecting
approximately 25% of these patients.*® It usually presents
as subcutaneous nodules in fingers or areas of pressure
such as elbows, knees, or ischial tuberosities and might
be associated with pain, soft tissue swelling, ulcers with
toothpaste-like material discharging or deformities, which
may lead to functional problems. * Treatment of
calcinosis cutis is tough and challenging as there is no
gold standard treatment.’® Sodium thiosulphate is an
inorganic salt, which increases calcium solubility and has
been reported to be helpful in treating calcinosis.*®** The
dystrophic type can frequently occur in the setting of
scleroderma and CREST syndrome. The pathophysiology
of dystrophic calcification may include chronic
inflammation, vascular hypoxia, recurrent trauma, and
abnormalities in bone matrix proteins.’* General
measures consist of improving blood circulation to the
extremities, avoiding stress, cold exposure, and trauma,
antibiotics and  paracetamol, nonsteroidal  anti-
inflammatory agents, and opioids for pain relief. The
current  treatment  modalities include  warfarin,
bisphosphonates, minocycline, calcium channel blockers
(diltiazem),  ceftriaxone,  aluminium  hydroxide,
probenecid, intravenous immunoglobulin, biologic agents
such as infliximab and rituximab, intralesional
corticosteroid, extracorporeal shock wave lithotripsy,
curettage, surgical excision, and carbon dioxide laser.
The type of treatment being used (systemic vs topical or
medical vs surgical) depends on the severity and
distribution of the lesions.*4!®> Sodium thiosulphate either
as intravenous, intralesional, and topical have been
tried.1#117 Three mechanisms of action have been
proposed for sodium thiosulphate which are increased
calcium solubility (through its chelation effect for cations
that produces soluble calcium thiosulfate complexes),
vasodilatation, and antioxidant effect that restores
endothelial cell function.*® In 2008, Wolf et al reported a
case of a leg ulcer with dystrophic calcification that was
successfully treated with topical 10% sodium
thiosulphate solution.*® Bair and Fivenson reported 2
cases of ulcerative dystrophic calcinosis refractory to
multiple topical treatments that had excellent responses to
topical 25% sodium thiosulphate compounded in zinc
oxide.?® Here we report the successful treatment of

superficial calcinosis cutis of gluteal region, left chin and
nasal sill with surgery in a patient with systemic sclerosis.

CONCLUSION

Calcinosis is a common problem affecting about 25% of
patients with systemic sclerosis. It most commonly
affects the fingers of hands, and is related to
inflammation and hypoxia, and can lead to complications
like local inflammation, ulceration, and infection.
Although there is no universally effective treatment for
calcinosis in patients with SSc, several pharmacological
therapies have been proposed as effective, as
monotherapy or in combination. Surgical removal of
calcinosis remains the mainstay for treatment. Newer
methods with using novel outcomes are necessary to
determine the efficacy of current and emerging
treatments.

ACKNOWLEDGEMENTS

We would like to acknowledge the department of
paediatrics, rheumatology and anaesthesiology for their
support.

Funding: No funding sources
Conflict of interest: None declared
Ethical approval: Not required

REFERENCES

1. Chander S, Gordon P. Soft tissue and subcutaneous
calcification in connective tissue diseases. Curr
Opin Rheumatol. 2012;24(2):158-64.

2. Gutierrez JA, Wetter DA. Calcinosis cutis in
autoimmune connective tissue diseases. Dermatol
Ther. 2012;25(2):195-206.

3. Valenzuela A, Baron M. The Canadian Scleroderma
Research Group, Herrick A, Proudman S, Stevens
W et al. Calcinosis is associated with digital ulcers
and osteoporosis in patients with systemic sclerosis:
A Scleroderma Clinical Trials Consortium Study.
14th Scleroderma Research Workshop August 1-5,
2015; Cambridge, UK; 2015.

4. Balin SJ, Wetter DA, Andersen LK, Davis MD.
Calcinosis cut is occurring in association with
autoimmune connective tissue disease: The Mayo
Clinic experience with 78 patients, 1996-2009. Arch
Dermatol. 2012;148(4):455-62.

5. Shahi V, Wetter DA, Howe BM, Ringler MD, Davis
MD. Plain radiography is effective for the detection
of calcinosis cut is occurring in association with
autoimmune connective tissue disease. Br J
Dermatol. 2014;170(5):1073-9.

6. Avouac J, Mogavero G, Guerini H, Drape JL,
Mathieu A, Kahan A, et al. Predictive factors of
hand radiographic lesions in systemic sclerosis: a
prospective study. Ann Rheum Dis. 2011;70(4):630-
3.

International Surgery Journal | August 2020 | Vol 7 | Issue 8  Page 2805



10.

11.

12.

13.

Mahipathy SRRV et al. Int Surg J. 2020 Aug;7(8):2803-2806

Koutaissoff S, Vanthuyne M, Smith V, Langhe DE,
Depresseux G, Westhovens R, et al. Hand
radiological damage in systemic  sclerosis:
comparison with a control group and clinical and
functional correlations. Semin Arthritis Rheum.
2011;40(5):455-60.

Johnstone EM, Hutchinson CE, Vail A, Chevance
A, Herrick AL. Acro-osteolysis in systemic sclerosis
is associated with digital ischaemia and severe
calcinosis. Rheumatology (Oxford England).
2012;51(12):2234-8.

Vayssairat M, Hidouche D, Baudot AN, Gaitz JP.
Clinical significance of subcutaneous calcinosis in
patients with systemic sclerosis: Does diltiazem
induce its regression. Ann Rheum Dis.
1998;57(4):252-4.

Steen VD, Ziegler GL, Rodnan GP, Medsger JTA.
Clinical and  laboratory  associations  of
anticentromere antibody in patients with progressive
systemic sclerosis. Acrthritis Rheum.
1984;27(2):125-31.

D’Aoust J, Hudson M, Tatibouet S, Wick J, Mahler
M, Baron M, et al. Clinical and serologic correlates
of anti-PM/Scl antibodies in systemic sclerosis: a
multicenter study of 763 patients. Arthritis
Rheumatol (Hoboken, NJ). 2014;66(6):1608-15.
Reiter N, Shabrawi EL, Leinweber B. Calcinosis
cutis: part |. diagnostic pathway. J Am Acad
Dermatol. 2011;65(1):1-12.

Gutierrez AJ, Wetter DA. Calcinosis cutis in
autoimmune connective tissue diseases. Dermatol
Ther. 2012;25(2):195-206.

14.

15.

16.

17.

18.

19.

20.

Valenzuela A, Song P, Chung L. Calcinosis in
scleroderma. Curr Opin Rheumatol.
2018;30(6):554-61.

Reiter N, Shabrawi EL, Leinweber B. Calcinosis
cutis: part-1l. Treatment options. J Am Acad
Dermatol. 2011;65(1):15-22.

Nigwekar SU, Kroshinsky D, Nazraian RM.
Calciphylaxis: risk factors, diagnosis, and treatment.
Am J Kidney Dis. 2015;66(1):133-46.

Nielsen BJ, Olesen AB. Treatment of skin
calcifications with intra-lesional injection of sodium
thiosulphate: a case series. Acta Derm Venereol.
2016;96:257-8.

Garcia GE, Lopez L, Opez R, Vayo ADC.
latrogenic calcinosis cutis successfully treated with
topical sodium thiosulfate. Pediatr Dermatol.
2017;34(3):356-8.

Wolf EK, Smidt AC, Laumann AE. Topical sodium
thiosulfate therapy for leg ulcers with dystrophic
calcification. Arch Dermatol. 2008;144(12):1560-2.
Bair B, Fivenson D. A novel treatment for ulcerative
calcinosis cutis. J Drugs Dermatol.
2011;10(9):1042-4.

Cite this article as: Mahipathy SRRV, Durairaj AR,
Sundaramurthy N, Jayachandiran AP. Calcinosis
cutis associated with systemic sclerosis: a rare case

report. Int Surg J 2020;7:2803-6.

International Surgery Journal | August 2020 | Vol 7 | Issue 8  Page 2806



