
LEARNING OBJECTIVES
1)  Recognize and understand the consequences of the anti-MDA-5 subtype of 

dermatomyositis (DM)
2) Recognize ILD as a common complication of DM which is more severe in the

MDA-5 subtype 
3)  Understand treatment options for ILD associated with MDA-5 DM

• A 38-year-old male of Japanese descent presented with two 
months of recurrent fevers, polyarthritis, rash, dyspnea, 
30lb weight loss, dysphagia, odynophagia, and weakness. 

• Medical history: none
• Social history:  weekly marijuana use, no tobacco or alcohol use
• Family history: mother with rheumatoid arthritis 
• Medications: none

CASE PRESENTATION

• Dermatomyositis (DM) is a rare idiopathic inflammatory myopathy with 
an annual incidence of 1 in 100,000 (1). 

• DM is characterized by distinctive cutaneous and MSK findings
• Heliotrope rash
• Gottron’s papules
• V-sign and shawl sign
• Symmetrical, proximal 

muscle weakness

• DM is associated with ILD
• 35-40% of patients with DM will be affected by ILD (7).
• 93% with a positive MDA-5 antibody (8).

• MDA-5 antibody DM is a subtype with
specific features
• Higher incidence in Asian populations (3).
• Lower risk of malignancy (4).
• Characteristic cutaneous findings (5).
• More rapidly progressive form of ILD
• Carries up to a 40% 

6-month mortality rate (6).

• Hyperferritinemia with levels >1,600 ng/ml has been associated with 
worse prognosis (9-11). 

• Plasma exchange and IVIG have been used for the treatment of ILD in 
DM, however, plasma exchange may be best for severe acute forms of 
the disease (12, 13).

• Determining the cause of hypoxemia in DM requires distinguishing 
myositis-associated respiratory muscle weakness from progression of 
ILD.

DISCUSSION

LABS
Basic Workup:
• CBC and smear with normocytic anemia and no evidence of neoplasm
• BMP within normal limits
• LFTs with acute hepatocellular liver injury
• CK 381, Ferritin 3,854
• CRP 3.2, ESR 36
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• Pathognomic features of dermatomyositis include the heliotrope rash 
and Gottron’s papules. 

• The anti-MDA-5 subtype is important to recognize as it is associated 
with rapidly progressive ILD and poor prognosis; it should be 
suspected when there is early lung involvement and characteristic 
skin findings and should be treated aggressively with plasma 
exchange.

• Ferritin levels >1,600 ng/ml portend worse prognosis.

CONCLUSIONS
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Auto-antibodies:
• ANA 1:1280
• +anti-MDA-5 (CADM—140) 
• +anti-SSA (Ro) 
• negative RF and ANCA

Additional infectious workup:
• Negative viral serologies 

(HIV, HBV, HCV, EBV, CMV, Parvo-B19)
• Negative atypical infectious workup 

(TB, Brucella, Bartonella, RMSF, 
Francisella, Treponema)

LEARNING OBJECTIVES DISEASE COURSE

Discharged: 
Continued steroids, tacrolimus and 

monthly cyclophosphamide

Initiated on intensive immunosuppression
• Pulse dose steroids
• Cyclophosphamide

• Tacrolimus

Worsening respiratory status
• NIFs stable

• Repeat CT-chest à worsening ILD

PLEX

Malignancy work up negative

Admission
(Previously on high dose steroids)

CT-chest c/f ILD

PLEX

IMAGING
Left: initial chest CT Right: chest CT ILD 18 days later

The repeat CT shows an increase in bilateral upper lobe ground glass 
opacities with septal thickening, architectural distortion/volume loss, and 
bronchiectasis. 

PHYSICAL EXAM
Vitals: Temp 37 °C (98.6 °F), BP 112/82, HR 105, RR 17, 
SpO2 96% on 2L O2, 70.8 kg (from 84.8 kg two mo. prior)

Proximal muscle 
weakness

Diffuse joint 
tenderness

Heliotrope 
rash

Chilblains-like 
lesions and 
Gottron’s 
papules

Poor inspiratory effort 
with normal breath 
sounds bilaterally

Generally tired appearing, 
hoarse voice
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