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Case  report

Anti-MDA5  dermatomyositis  mimicking  psoriatic  arthritis
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a  b  s t  r a  c t

Dermatomyositis  causes inflammation  and  damage  of muscle and skin, and  sometimes  involves  internal

organs, especially  lung  parenchyma.  Patients  with  dermatomyositis  still represent  a diagnostic  challenge

because  of the  rarity  of this  disease  and  the  lack  of specificity of some of its cutaneous  manifestations.

Herein,  we describe the  case of a patient  with  dermatomyositis,  initially  diagnosed as  psoriatic  arthritis,

in which  the  performance of anti-melanoma differentiation-associated  gene 5  (MDA5)  antibodies was

decisive  to establish  a  definitive diagnosis.

© 2016  Elsevier España, S.L.U. and  Sociedad  Española de  Reumatologı́a y Colegio  Mexicano  de

Reumatologı́a. All  rights  reserved.
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r e  s u  m e  n

La dermatomiositis  causa  inflamación y  daño del  músculo  y  la piel, y  en  ocasiones  afecta a  órganos inter-

nos, especialmente el  parénquima pulmonar.  Los pacientes con dermatomiositis  representan todavía

un  reto diagnóstico  debido a  la rareza  de  esta  enfermedad y  la falta de  especificidad  de  algunas de  sus

manifestaciones  cutáneas. Describimos  el  caso  de  una  paciente  con dermatomiositis,  inicialmente  diag-

nosticada  de  artritis  psoriásica,  en  la que la  determinación de  anticuerpos  anti-MDA5 fue decisiva  para

establecer  un  diagnóstico  definitivo.

© 2016  Elsevier  España,  S.L.U. y

Sociedad Española  de  Reumatologı́a  y  Colegio  Mexicano  de  Reumatologı́a. Todos los derechos  reservados.

Introduction

Dermatomyositis is  a  rare disease that  causes inflammation

and damage of muscle and skin, and sometimes involves internal

organs, especially lung parenchyma. It  is included within the group

of idiopathic inflammatory myopathies, which in recent years have

experienced significant advances in  their knowledge, from patho-

genesis to treatment,1 including the role of new and highly specific

autoantibodies.2

Herein, we present the case of a patient with dermatomyositis

with anti-melanoma associated differentiation protein 5 (MDA5)

antibodies, initially diagnosed as psoriatic arthritis.
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Case report

A Caucasian 41 year-old woman developed erythematous scaly

lesions on hands, elbows and knees, being diagnosed as psoriasis

6 months later. After a month, the patient was  diagnosed

with psoriatic arthritis when she developed severe symmetrical

polyarthritis of large and small joints, that was treated with adali-

mumab  and ibuprofen; methotrexate was not  prescribed because

of a baseline elevation of ALT and AST. After the fourth dose of

adalimumab, the patient was  admitted to our hospital presenting

a worsening of skin lesions and the onset of severe myalgia and

predominantly proximal muscle weakness in  arms and thighs, oral

ulcers, and mild cough with no other cardiopulmonary symptoms.

On physical examination, the patient had pale skin, scaly and ery-

thematous lesions on elbows and lateral aspect of fingers, Gottron

papules (Fig. 1), heliotrope rash and extensive paniculitis of trunk
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Fig. 1. Photograph showing Gottron papules over the extensor surfaces of metacar-

pophalangeal joints of both hands.

and limbs; she also had a mild proximal weakness in  upper and

lower extremities and symmetrical polyarthritis in elbows, hands

and knees. The rest of the physical examination showed no patho-

logical findings, including auscultation of heart and lungs.

Laboratory analyses highlighted a mild elevation of muscle

enzymes: aldolase 13.8 U/L (normal values 0–7.6 U/L), creatine

kinase 220 U/L (normal values 20–180 U/L), lactate dehydroge-

nase 522 U/L (normal values 135–214 U/L). Immunological studies,

including autoantibodies of idiopathic inflammatory myopathies

(anti-Mi2, Ku, PM-Scl 100/75, SRP, Jo-1, PL-7, PL-12, EJ, OJ,

SSA/Ro52), were normal or negative. A  neurophysiological study

and a muscle biopsy, that showed an intense expression of major

histocompatibility class I (MHC-I) molecules on myofibers with no

other histopathologic abnormalities, confirmed the definite diag-

nosis of dermatomyositis based on the criteria of Bohan and Peter.3

It was initially attributed to  treatment with adalimumab, since

anti-TNF therapy has been rarely described as a  trigger for inflam-

matory myopathies.4 The patient was discharged with analgesics

and low-dose prednisone, and a serum sample was sent to an

external immunology laboratory to  perform additional analyses. A

positive result for anti-MDA5 antibodies, detected by a commercial

line blot assay (Euroimmun, Lübeck, Germany), was reported three

weeks later. Treatment with immunoglobulin and high-dose pred-

nisone was then started. Pulmonary function tests showed a  mild

restrictive disorder and a  decrease in DLCO (48% of predicted value)

and a subsequent high-resolution computed tomography of lungs

showed a bilateral ground-glass pattern (Fig.  2A), compatible with

interstitial lung disease (ILD). The initial screening for malignancy

was negative, but extensive calcinosis cutis areas were observed in

both buttocks and thighs in  an abdominal computed tomography

(Fig. 2B). Because of the development of ILD and the unfavourable

evolution of skin involvement, with calcinosis cutis and ulcerated

lesions on hands and left thigh, tacrolimus was added to the treat-

ment; she was also prescribed alendronate for the treatment of

calcinosis cutis. After two months on treatment with tacrolimus,

the patient has experienced a  normalization of muscle enzymes and

a better muscle performance, and pulmonary function is  getting

better (DLCO 58% of predicted value). Although skin inflamma-

tion has also improved, calcinosis cutis persists and its response

to immunosuppressive therapy and alendronate has been scarce.

Discussion

Patients with dermatomyositis still represent a  diagnostic chal-

lenge because of the rarity of this disease and the lack of specificity
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Fig. 2.  (A) A high resolution computed tomography image of both lungs showing

a  bilateral ground-glass pattern (arrows). (B) Extensive calcinosis cutis localized

within the subcutaneous tissue of both buttocks (arrows) in an abdominal computed

tomography image.

of some of its cutaneous manifestations. In  this regard the use of

immunological markers are  useful tools for diagnostic and prog-

nostic purposes, and also for the clinical characterization of  these

patients.2

In the case described above, the positive result for anti-MDA5

antibodies helped us to clarify the definitive diagnosis of der-

matomyositis, probably exacerbated by the use of adalimumab

prescribed for what we  thought was  a psoriatic arthritis. Regarding

the cutaneous manifestations of dermatomyositis, it is not uncom-

mon  to misdiagnose it as other dermatologic conditions, e.g.

psoriasis.5 The positive result for anti-MDA5 antibodies provided

us valuable information on the clinical phenotype of this sub-

type of dermatomyositis, with a  milder or absent muscle damage

and an aggressive skin and lung involvement, frequently mani-

fested as a  rapidly progressive ILD, and associated with a worse

prognosis.6–9 This result also guided our diagnostic workup with

an active screening of malignancy and ILD. When the latter

was confirmed, it determined the addition of tacrolimus to the

patient’s treatment, considering its efficacy in  the management

of lung involvement in the context of idiopathic inflammatory

myopathies.10

Conclusion

Dermatomyositis is  still a  diagnostic challenge because of  the

low specificity of some of its cutaneous features, which can mimic

other dermatologic conditions, e.g., psoriasis.
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The role of specific antibodies is of paramount importance for

the diagnosis, characterization of clinical phenotype and prognosis

of idiopathic inflammatory myopathies.
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