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C O R R E S P O N D E N C E

Anti-MJ/NXP-2 antibody-positive adult-onset dermatomyositis 
with lichen myxedematosus and endometrial carcinoma

Dear Editor,
Common cutaneous manifestations of dermatomyositis (DM) in-
clude Gottron's sign, Gottron's papules, heliotrope rash, poikilo-
derma, flagellate erythema, and mechanic's hands. Here, we report 
a case with DM, who was positive for anti-MJ/NXP-2 antibodies, 
with unique skin eruption as lichen myxedematosus and endome-
trial carcinoma.

A 53-year-old Japanese woman presented with skin lesions 
with red papules approximately 3-7 mm diameter on her face, neck, 
and back (Figure 1A). Gottron's sign was also present (Figure 1B). 
Histological findings of red papules on her upper back showed vac-
uolar degeneration of basal cells associated with lymphocyte infil-
trates. Lymphocyte infiltrates were seen around the small vessels 
in the upper dermis. (Figure 1C). Alcian blue staining demonstrated 
that abundant mucin deposits in the dermis (Figure 1D). Based on 
the clinical manifestation and histopathological findings, a diagnosis 
of lichen myxedematosus was made. She did not show calcinosis and 
generalized subcutaneous edema. She had concurrent weakness of 

proximal muscles in her upper arms and thighs. The myogenic change 
was found using electromyogram. Laboratory investigations re-
vealed increased levels of serum creatine kinase, and the presence of 
anti-MJ/NXP-2 antibodies determined by ELISA.1 Anti-nuclear, an-
ti-Sm, anti-dsDNA, and anti-RNP antibodies were negative. She was 
diagnosed as having DM. No signs of interstitial lung disease were 
obtained. Upon screening of internal malignancies, an endometrial 
carcinoma was detected. Histopathological findings confirmed the 
presence of grade 1 endometrioid carcinoma. Abdominal simple hys-
terectomy, bilateral salpingo-oophorectomy, pelvic lymphadenec-
tomy, omentectomy, and chemotherapy (carboplatin and paclitaxel) 
were performed. The muscle weakness and skin lesions gradually 
resolved following the treatment of the malignancy and the oral 
administration of prednisolone (0.8  mg/kg/day). Prednisolone was 
tapered over time to be maintained at 0.1 mg/kg/day.

Anti-MJ/NXP-2 antibodies are common in juvenile dermato-
myositis.2 A recent study demonstrated that 1.6% of patients with 
adult DM or polymyositis (PM) were positive for anti-MJ/NXP-2 
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F I G U R E  1  Clinical features of our 
patient. (A) Papules were distributed on 
her face, neck, and upper back; some 
of the papules tended to aggregate to 
form plaques. (B) Gottron's papules were 
present. (C) Histological findings of a 
red papule on her upper back showed 
that vacuolar degeneration of basal cells 
associated with lymphocyte infiltrates. 
Lymphocyte infiltrations around the small 
vessels in the upper dermis were also 
revealed (Hematoxylin and eosin staining 
×200). (D) Mucin deposition was detected 
in the dermis of skin lesions. (Alucian blue 
staining ×100)
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antibodies in Japan.3 Moreover, it was shown that DM patients 
with anti-MJ/NXP-2 antibodies had a significantly higher frequency 
of calcinosis and generalized subcutaneous edema compared with 
those without anti-MJ/NXP-2 antibodies.2,4,5 Our patient showed 
unique grouping of papules on her face, neck, and back, and she was 
diagnosed as having DM with lichen myxedematosus. This skin le-
sion subsided following resection of the comorbid malignancy and 
treatment with oral prednisolone. Thus, we postulate that localized 
lichen myxedematosus in this patient occurred in association with 
DM with anti-MJ/NXP-2 antibodies.

In addition to our case, there were only four case reports in the 
literature, in which they presented a typical manifestation of lichen 
myxedematosus with DM.6–9 Although the pathophysiology of in-
creased mucin deposition remains to be understood, it is postulated 
that substances circulating in the serum, such as immunoglobulins, 
autoantibodies, or cytokines, may stimulate glycosaminoglycan syn-
thesis by fibroblasts, leading to the production of mucin and depo-
sition in the skin.10

Moreover, this patient had a uterine body neoplasm. It was re-
ported that anti-MJ/NXP-2 antibodies may be associated with adult 
DM with malignancy.2,3 This is the first report of the case of anti-MJ/
NXP-2 antibody-positive adult-onset DM with lichen myxedemato-
sus and endometrial carcinoma.
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