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INTRODUCTION

Soft tissue calcification (calcinosis cutis) is a rare
disorder with 5 different subtypes: dystrophic, met-
astatic, idiopathic, iatrogenic, and calciphylaxis.'
Dystrophic calcinosis refers to the deposition of
calcium in areas of prior tissue injury in patients
with normal serum calcium and phosphorus.
Dystrophic calcification has been associated with
various connective tissue disorders including der-
matomyositis, overlap syndrome, diffuse cutaneous
systemic sclerosis, and CREST (calcinosis, Raynaud
phenomenon, esophageal dysfunction, sclerodac-
tyly, and telangiectasia) syndrome; however, it is
rarely seen in systemic lupus erythematosus (SLE).”
We report a unique case of bilateral preauricular
platelike calcification in a 25-year-old woman with a
4-year history of SLE. We hypothesize that repeated
tissue trauma secondary to photosensitivity was the
cause of facial dystrophic calcification. To our
knowledge, there are no documented cases of facial
calcinosis in association with SLE.

CASE REPORT

A 25-year-old woman with treatment-resistant SLE
complicated by multisystem organ involvement was
admitted with a 2-week history of diffuse arthralgias
and worsening pruritic rash involving the face, trunk,
and upper extremities. SLE was diagnosed at the age
of 21 after the patient presented with a malar rash,
polyarthritis, headache, and positive serologies

Abbreviation used:

SLE: systemic lupus erythematosus

(anti—double-stranded DNA, antismith, anti—
smooth muscle, antiribonucleoprotein, antinuclear,
anti—B3-2 microglobulin). Since diagnosis, she has
had multiple complications including class V lupus
nephritis, hemolytic anemia, myopericarditis, and
recurrent lupus cerebritis. Cutaneous manifestations
of SLE have included photodistributed erythematous
papules on the face and arms, discoid lesions of the
scalp with alopecia, hard palate ulcerations, and
necrotic vasculitis of digits, nasal bridge, and supe-
rior left ear helix secondary to antiphospholipid
antibody syndrome. There was no family history of
SLE or other autoimmune conditions. Given the
severity of her disease, she has been unable to
work since finishing college.

Her SLE has been refractory to numerous treat-
ments including azathioprine, bortezomib, and my-
cophenolic acid. A severe reaction to rituximab
precluded its use. Her regimen at the time of
presentation included abatacept, hydroxychloro-
quine, prednisone, and monthly cyclophosphamide
infusions.

Recurrence of malar rash, often in the setting of
poor compliance with photoprotection, has been a
consistent feature of active SLE in this patient. Two
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Fig 1. Right preauricular, subcutaneous, firm plaque with
overlying atrophic depression and erythema.

weeks before admission, the patient was on vacation
for 1.5 weeks, spending a significant amount of time
in the sun. On presentation, she reported 1 week of
headaches, back pain, and worsening rash on the
face and upper extremities. Laboratory values were
notable for decreased C3 (63 mg/dL)/C4 (9.0 mg/dL)
complement and elevated double-stranded DNA IgG
antibodies (102.7 IU/mL), supportive of an acute SLE
flare. The dermatology department was consulted
for evaluation of rock hard bilateral preauricular
plaques.

The patient was unable to identify when the
lesions first appeared because they were asymptom-
atic except for tenderness to touch. She denied
recent dental work, surgery, or antecedent mechan-
ical trauma to the area. On examination, approxi-
mately 6- X 5-cm hard, sheetlike subcutaneous
plaques were present on the bilateral preauricular
areas. Overlying the right subcutaneous plaque
was an erythematous atrophic depression with scar
(Fig 1. The left subcutaneous plaque had near
identical overlying skin changes. Photodistributed
red nonblanching scaly papules and plaques on the
face and extremities were similar in quality to prior
presentations. There were no palmar lesions, oral
plaques, vesicles, bullae, or other subcutaneous
nodules or plaques present elsewhere on the body.

Basic metabolic panel, serum calcium, phos-
phorus, parathyroid hormone levels, alkaline phos-
phatase, and hepatic function panel were normal.
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Complete blood count was remarkable only for
stable leukopenia (3.13 X 10°/uL). Computed to-
mography scan of the paranasal sinuses showed
calcification within the bilateral subcutaneous soft
tissues lateral and anterior to the mandible (Fig 2).
Computed tomography scans of the chest, abdomen,
and pelvis performed over the course of her admis-
sion for various reasons were negative for aberrant
calcification of soft tissue or deeper tissue planes.
There was no history of lupus mastitis or lupus
panniculitis.

Biopsies of the preauricular lesions were not
performed, as this would have provided little clinical
or diagnostic benefit. Calcification represents the
end stage of an inflammatory process; therefore,
biopsy could not determine the underlying cause. In
this case, biopsy would only confirm what was
already observed on imaging and physical examina-
tion at the risk of impaired wound healing and
cosmetic defect.

The patient was treated with pulse steroid doses
and cyclophosphamide, which resulted in improve-
ment of the maculopapular rash on her arms and
face. The sheetlike calcific lesions remained
unchanged.

DISCUSSION

Calcinosis cutis refers to a group of disorders that
are characterized by soft tissue calcification.
Dystrophic calcinosis is the most common subtype
and is associated with a variety of autoimmune
disorders." It is rarely described in association with
SLE, and there are only approximately 45 docu-
mented cases to date.”” Many of these patients were
on systemic steroids or suffered mechanical trauma
or tissue injury secondary to myopathy, skin ulcer-
ations, and, rarely, osteonecrosis or bone infarction.
The time of onset for dystrophic calcinosis is
typically 20 years after the onset of SLE but is around
5 years in cases associated with lupus panniculitis.””
Most cases involved the extremities and buttocks in
women. Although most cases of calcinosis with SLE
are dystrophic and localized in nature, diffuse
calcification involving the muscle and fascia, known
as calcinosis universals, has also been described.” In
this patient, there was no evidence of calcification
other than the face.

Facial calcinosis cutis is an uncommon finding in
all connective tissue disorders and is only described
in a few cases of juvenile dermatomyositis and
systemic scleroderma. There is one report of calci-
nosis cutis in an adolescent involving the mandible
and submandibular area in association with linear
cutaneous lupus erythematosus, a form of discoid
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Fig 2. Axial (Jeft) and coronal (right) images from noncontrast head CT showing calcifications
(circled) within the bilateral subcutaneous soft tissues lateral and anterior to the mandible.

lupus.’ Preauricular platelike calcification in SLE has
not been previously reported.

Possible etiologies of dystrophic calcification in
this case include preceding panniculitis, discoid
lesions, or mechanical trauma. Lupus panniculitis,
also known as lupus profundus, typically presents as
subcutaneous indurated plaques or nodules and
most frequently occur on the cheeks, shoulders,
thighs, breast, and buttocks.” Although lesions may
heal with secondary calcification and scaring, this
patient was unaware of any preceding panniculitis-
like lesion in the preauricular area. Furthermore, the
extent of calcification and lesion symmetry would be
an atypical presentation of lupus panniculitis.
Although discoid lesions are common on the face,
dystrophic calcinosis occurring in the setting of
discoid lupus erythematosus is exceedingly rare,
with only 5 cases reported in the literature.” In
such cases, it was hypothesized that calcification
occurred as a result of trauma from scratching or
mechanical irritation.”*

Preauricular and scalp calcification is character-
istic of the dystrophic calcification reported in
porphyria cutanea tarda, another photosensitivity
disorder.'” It has been hypothesized that inflamma-
tion and local tissue damage alters the physiologic
mechanisms that normally inhibit calcification.
Calcium then preferentially deposits at an anatomic
site where tissue injury exists. Photosensitivity with
sun-induced solar elastosis and elastic tissue damage
in both SLE and porphyria cutanea tarda may explain
the preferential deposition and unusual distribution
of dystrophic calcinosis in this case of SLE and the

one report of dystrophic calcinosis on the scalp of a
patient with SLE. "’

Treatment options for dystrophic calcinosis are
limited, and there is no universally accepted treat-
ment algorithm. Case reports have shown variable
success in management with diltiazem, topical/intra-
lesional sodium thiosulfate, and surgical excision;
however, no randomized controlled trials have
analyzed outcome measures.”'* Additional research
to better understand the pathogenesis of this disor-
der should be pursued as more effective therapy is
needed.
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