CASE LETTER

Persistent Panniculitis

IN Dermatomyositis

Kayla M. Babbush, MD; Ranon E. Mann, MD; Amanda A. Dunec, MD; Jules B. Lipoff, MD

PRACTICE POINTS

. Clinical panniculitis is a rare subcutaneous manifesta-
tion of dermatomyositis (DM) that dermatologists must
consider when evaluating patients with this condition.

. Panniculitis can precede, occur simultaneously with,
or develop up to 5 years after onset of DM.

. Many patients suffer from treatment-resistant pannic-
ulitis in DM, suggesting that therapeutic management
of this condition may require long-term and more
aggressive treatment modalities.

To the Editor:

A 62-year-old woman with a history ofsdermatomyosi-
tis (DM) presented to dermatology clinie for evaluation
of multiple subcutaneous nodules. Two wyears prior to
the current presentation, the patient was diagnosed by
her primary care physician with DM based on clinical
presentation. She initially developed'body aches, muscle
pain, and weakness ofithe upper extremities, specifi-
cally around the shoulders,and later the lower extremi-
ties, specifically afound.the thighs. The initial physical
examination revealed pain with movement, tenderness
to palpation, and proximal extremity weakness. The
patient also noted a 50-1b weight loss. Over the next
year, she noted dysphagia and developed multiple sub-
cutaneous nodules on the right arm, chest, and left axilla.
Subsequently, she developed a violaceous, hyperpig-
mented, periorbital rash and erythema of the anterior
chest. She did not experience hair loss, oral ulcers, pho-
tosensitivity, or joint pain.

Laboratory testing in'the months following the initial
presentation revealed, a eteatine phosphokinase level
of 436 U/L (reference fange, 20-200 U/L), an erythro-
cyte sedimentation rate of 60 mm/h (reference range,
<31 mm/h), and an aldolase level of 10.4 U/L (reference
range, 1.0-8.0'U/L). Lactate dehydrogenase and thyroid
function tests were within normal limits. Antinuclear
antibodies, anti-double-stranded DNA, anti-Smith anti-
badies, anti-ribonucleoprotein, anti-Jo-1 antibodies, and
anti=smooth muscle antibodies all were negative. Total
blood complement levels were elevated, but complement
C3 and C4 were within normal limits. Imaging demon-
strated normal chest radiographs, and a modified barium
swallow confirmed swallowing dysfunction. A right quad-
ricep muscle biopsy confirmed the diagnosis of DM. A
malignancy work-up including mammography, colonos-
copy, and computed tomography of the chest, abdomen,
and pelvis was negative aside from nodular opacities
in the chest. She was treated with prednisone (60 mg,
0.9 mg/kg) daily and methotrexate (15-20 mg) weekly for
several months. While the treatment attenuated the rash
and improved weakness, the nodules persisted, prompt-
ing a referral to dermatology.

Physical examination at the dermatology clinic dem-
onstrated the persistent subcutaneous nodules were
indurated and bilaterally located on the arms, axillae,
chest, abdomen, buttocks, and thighs with no pain or
erythema (Figure). Laboratory tests demonstrated a nor-
mal creatine phosphokinase level, elevated erythrocyte
sedimentation rate (70 mm/h), and elevated aldolase
level (9.3 U/L). Complement levels were elevated, though
complement C3 and C4 remained within normal limits.
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A and B, Indurated subcutanedus nodules on the right axilla and chest
consistent with panniculitis:

Histopathology of nodules from the medial right upper
arm and left thigh showed lobular panniculitis with fat
necrosis, calcification, and interface changes. The patient
was treated for several months with daily mycophenolate
mofetil (1 g increased to 3 g) and daily hydroxychloro-
quine (200 mg) without any effect on the nodules.

The histologic features of panniculitis in lupus and
DM are similar and include multifocal hyalinization of the
subcuticular fat and diffuse lobular infiltrates of mature
lymphocytes without nuclear atypia.! Though clinical pan-
niculitis is a rare finding in DM, histologic panniculitis is
a relatively common finding.* Despite the similar histo-
pathology of lupus and DM, the presence of typical DM
clinical and laboratory features in our patient (body aches,
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muscle pain, proximal weakness, cutaneous manifestations,
elevated creatine phosphokinase, normal complement
C3 and C4) made a diagnosis of DM more likely.

Clinical panniculitis is a rare subcutaneous manifesta-
tion of DM with around 50 cases reported in the literature
(Table). A PubMed search of articles indexed for MEDLINE
was conducted using the terms dermatomyositis and
panniculitis through July 2019. Additionally, a full-text
review and search of references within these articles
was used to identify all cases of patients presenting with
panniculitis in the setting of DM. Exclusion criteria were
cases in which another etiology was considered likely
(infectious panniculitis and lupus panniculitis) as well
as those without an English translation. We identified
43 cases; the average age of the‘patients was 39.6 years,
and 36 (83.7%) of the casés were women. Patients
typically presented with persistent, indurated, painful,
erythematous, nodular/lesions localized to the arms,
abdomen, buttocks, and thighs.

While panniculitis has been reported preceding and
concurrent with a diagnosis of DM, a number of cases
described ‘presentation as late as 5 years following
onset of.classic’ DM symptoms.'>*% In some cases
(3743 [7.0%]), panniculitis was the only cutaneous mani-
festation of DM.'>%3% However, it occurred more com-
monly with other characteristic skin findings, such as
heliotrope rash or Gottron sign. Some investigators have
recommended that panniculitis be included as a diag-
nostic feature of DM and that DM be considered in the
differential diagnosis in isolated cases of panniculitis.”*

Though it seems panniculitis in DM may corre-
late with a better prognosis, we identified underlying
malignancies in 3 cases. Malignancies associated with
panniculitis in DM included ovarian adenocarcinoma,
nasopharyngeal carcinoma, and parotid carcinoma, indi-
cating that appropriate cancer screening still is critical in
the diagnostic workup.>'*

A majority of the reported panniculitis cases in DM
have responded to treatment with prednisone; how-
ever, treatment with prednisone has been more recal-
citrant in other cases. Reports of successful additional
therapies include methotrexate, cyclosporine, azathio-
prine, hydroxychloroquine, intravenous immunoglobu-
lin, mepacrine, or a combination of these entities.'%*
In most cases, improvement of the panniculitis and other
DM symptoms occurred simultaneously.” It is notewor-
thy that the muscular symptoms often resolved more
rapidly than cutaneous manifestations.”® Few reported
cases (6 including the current case) found a persis-
tent panniculitis despite improvement and remission of
the myositis.>>101%30

Our patient was treated with both prednisone and
methotrexate for several months, leading to remission of
muscular symptoms (along with return to baseline of cre-
atine phosphokinase), yet the panniculitis did not improve.
The subcutaneous nodules also did not respond to treat-
ment with mycophenolate mofetil and hydroxychloroquine.
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Recent immunohistochemical studies have suggested
that panniculitic lesions show better outcomes with
immunosuppressive therapy when compared with other
DM-related skin lesions.*’ However, this was not the case
for our patient, who after months of immunosuppressive
therapy showed complete resolution of the periorbital
and chest rashes with persistence of multiple indurated
subcutaneous nodules.

Our case adds to a number of reports of DM present-
ing with panniculitis. Our patient fit the classic demo-
graphic of previously reported cases, as she was an adult
woman without evidence of underlying malignancy;
however, our case remains an example of the therapeutic
challenge that exists when encountering a persistent,
treatment-resistant panniculitis despite resolution of all
other features of DM.
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