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INTRODUCTION

Nuclear matrix protein 2 (NXP-2) antibody-
positive dermatomyositis (DM) is a subset of DM
with a distinct clinical presentation and prognosis.
Anti-NXP-2 antibody positivity is prevalent in
approximately 1% ~ 17% of adult DM patients and
is more common among male and younger DM
patients.'* As circulating autoantibodies in DM have
the propensity to be mutually exclusive, other com-
mon myositis-specific antibodies, such as anti-Mi-2,
anti-MDA-5, and anti-Jo-1, may be negative in
patients with the NXP-2 subset.”® The classic sys-
temic phenotype of NXP-2 DM is characterized by
severe muscle weakness, high creatine kinase, calci-
nosis, dysphagia, subcutaneous edema, and minimal
interstitial lung disease.' "“® Polymorphous cuta-
neous findings, however, have also been reported.
We aim to expand upon previously reported cuta-
neous findings by presenting an atypical case of
NXP-2 DM.

CASE PRESENTATION

A 77-year-old Caucasian woman presented with a
5-month history of multiple erythematous pink to
red, ovoid, smooth, thin papules and plaques
affecting her chest and upper extremities (Fig 1).
The lesions were intermittently pruritic and non-
tender. Finger and periungual examinations revealed
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proximal nailfold erythema, periungual telangiecta-
sias, and dilated capillary loops with dropout (Fig 2).
A comprehensive skin exam was negative for helio-
trope rash, shawl or V-neck erythema, Gottron
papule/sign, and calcinosis. She endorsed muscle
weakness, arthralgias, dysphagia, and Raynaud’s
phenomenon of her fingers, sparing the thumbs. In
addition, she reported bilateral lower leg and thigh
swelling, which coincided with the rash onset, but
has since resolved. Notably, she denied shortness of
breath. Skin biopsy of the plaque revealed interface
vacuolar dermatitis with increased dermal mucin
(Fig 3). Laboratory studies were notable for anti-
NXP-2 antibody positivity, antinuclear antibody
positivity with a reported titer of >1:1280, and mildly
elevated erythrocyte sedimentation rate (40 mm/h).
Complement, C-reactive protein, aldolase, and cre-
atine kinase levels were within normal limits. Other
myositis-specific antibodies, including anti-Jo-1,
anti-PM, anti-PL, anti-Mi-2, and anti-MDA-5, were
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Fig 1. Multiple discrete, round, smooth, erythematous pink to red papules and plaques
affecting the chest and bilateral upper extremities.
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Fig 2. Proximal nailfold erythema and periungual telangiectasias with dilated capillary loops

and dropout.

negative. A thorough musculoskeletal examination
by the rheumatology service revealed no objective
muscle weakness or joint disease; the patient had
normal muscle strength and full range of motion.
With these findings, she was ultimately diagnosed
with amyopathic NXP-2 DM.

Evaluation for interstitial lung disease and malig-
nancy with computed tomography of the head,
chest, abdomen, and pelvis and complete blood
count was negative. Further workup for gastrointes-
tinal and gynecologic malignancies is pending. At
1 month follow-up, the patient’s rash nearly resolved
with topical triamcinolone and tacrolimus.

DISCUSSION

The cutaneous manifestations of NXP-2 DM are
heterogenous in the literature and stray from the
common skin findings of DM (Table D).

Some studies have reported milder skin involve-
ment in anti-NXP-2 DM patients, with reduced
frequencies of Gottron papules, shawl or V-neck
signs, nailfold changes, and erythema with or
without scaling of the elbows and knees.'”
Furthermore, the NXP-2 antibody phenotype has
been associated with the absence of skin findings or
nonspecific skin rashes atypical for DM.*’
Interestingly, one study found that anti-NXP-2 DM
patients were more likely to exhibit heliotrope rash
compared to other DM patients.”

In addition to unique cutaneous manifestations,
NXP-2 DM is known for its association with increased
risk of malignancy. NXP-2 is involved in the activa-
tion and localization of the p53 tumor suppressor
gene and has subsequently been implicated in DM-
associated malignancy, including prostate, lung, and
pancreatic cancer, among others.' Patients with NXP-
2 antibodies are believed to carry a greater than
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Fig 3. A, Hematoxylin and Eosin-stained section (20X) showing subtle vacuolar interface
dermatitis and increased dermal mucin. B, Hematoxylin and Eosin-stained section (200X)
showing vacuolar interface dermatitis and increased dermal mucin. The inflammatory cell
infiltrate consists of lymphocytes and histiocytes as well as melanophages. (A and B,
Hematoxylin-eosin stain; original magnifications: A, X20; B, X200.)

Table I. Common dermatomyositis skin findings with associated morphologies

Physical exam finding

Morphology and distribution

Head and neck
Heliotrope rash*
V-neck erythema
Shawl sign

and shoulders

Upper and lower extremities
Gottron papules/sign*
Holster sign

Macular, confluent, violaceous patches over the eyelids, with or without edema
Erythematous, poikilodermatous macules and patches on the V-area of the neck
Erythematous, poikilodermatous macules and patches on the nape of the neck

Erythematous macules and patches (sign) or violaceous papules on dorsal aspect of joints
Erythematous, poikilodermatous macules and patches on the lateral hips and upper thighs

*Signifies the pathognomonic dermatomyositis skin findings.

3-fold increased risk of cancer compared to the
general population.” Therefore, although our patient
had a normal initial cancer workup, she continues to
be monitored for the development of malignancy.
The current case represents a previously unre-
ported cutaneous manifestation of photodistributed
discrete, thin, round papules and plaques.
Additionally, despite the classic association of
NXP-2 DM with impressive muscle involvement,
our patient lacked objective evidence of muscle
weakness and elevated muscle enzymes. According
to the EULAR/ACR criteria, the diagnosis of amyo-
pathic DM may be established if the following criteria
are met: interface pathology on skin biopsy, positive
myositis-specific antibodies, and no objective mus-
cle involvement.'’ Therefore, our patient was diag-
nosed with amyopathic NXP-2 DM. To our
knowledge, NXP-2 DM presenting as discrete photo-
distributed, thin, erythematous papules and plaques
with no objective musculoskeletal findings has not
been previously reported. Therefore, this case

contributes to the growing body of literature
describing the heterogenous manifestations of this
rare DM subtype.
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