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Objectives

• Review types of inflammatory myopathies
• Approach to diagnosis
• Review 2017 ACR/EULAR classification criteria for adult and juvenile 

IIM
• Challenging cases (Update in treatment) 
• Clinical trials



Idiopathic Inflammatory Myopathies

• Dermatomyositis
• Polymyositis
• Immune mediated necrotizing myopathy (IMNM)
• Inclusion Body Myositis (IBM)



Approach to muscle weakness - History and Exam

• Muscle tenderness
• Disease onset 
• Progression
• Pattern of muscle weakness – generalized/proximal/distal
• Family history
• Drug use, Exercise history
• Associated symptoms – skin rash/lungs/swallowing problems/CTD features



Investigations - basic 

• CK
• Aldolase, LDH, aminotransferases
• Urine (rhabdomyolysis)
• ANA (if clinically appropriate)
• EMG



Investigations  

• Myositis Specific Autoantibodies (if clinically appropriate)
• MRI
• Muscle biopsy 
owhen to do?
ohistopathology, immunohistochemical staining, biochemical staining and EM
o important surgeon familiar with shipping & handling
• Genetic testing



CK

• Standard reference for most labs are too low (0 – 200 IU/L)
CK vary by age and sex
? Redefine elevated CK at least 1.5 times above UNL

White women 325 , white men 504, Black women 621, Black men 1,200

• Physical activity raises CK
• 4% asymptomatic/min symptoms patients with raised CK have “macro CK”
Enzyme complex with an atypically high molecular mass and reduced clearance

 If suspect, check CK electrophoresis

• Is CK a good biomarker for assessing muscle disease activity?



Inflammatory muscle disease assessment

Lu T, Ng K, Isenberg D et al
Inflammatory muscle disease assessment

Curr Rheumatol Rep. 2008 Aug;10(4):328-32

Sultan SM, Allen E, Oddis CV et al
Reliability and validity of the myositis disease activity 

assessment tool
Arthritis Rheum. 2008 Nov;58(11):3593-9.
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Myositis Assessment Indices  

ACTIVITY (MDAAT)
• MITAX (myositis intention to treat index based on BILAG index)
• MYOACT (series of visual analogue scales)             

DAMAGE (MDI) 
• Myositis damage index based on  SLICC
• MYODAM (series visual analogue scales)











Classification Criteria for Idiopathic Inflammatory Myopathies







Myositis autoantibodies
Immunoprecipitant method (Euroimmune line blot), Canterbury Laboratory

Myositis Specific Antibodies

• Jo-1, PL-7, PL-12, EJ, OJ
• Mi-2, SAE 1, NXP 2, MDA 5
• SRP
• HMGCR autoantibodies
• TIF1g

Myositis Associated Antibodies

• Ku
• PM-Scl 100, PM- Scl 75
• Ro-52



MSDA/MAAs and clinical associations in adult myositis



Learning points (Case 1 – DM with cancer)

• Pts with anti TIF1γ often have resistant skin disease
• Antibody helpful as high negative predictive value
• Presence of anti-TIF1γ in adult DM requires very careful screening 

strategy for occult malignancy
• Anti TIF1γ in juvenile DM not associated with cancer but have 

difficult skin disease and ulceration



Cancer Associated Myositis

• CAM mostly in DM with incidence ratio of 2.4 –
7.7

• Ovary, lung, GI tract, breast and nasopharyngeal 
• Presence of anti-TIF1g
Specificity 89%
Sensitivity 70%
Negative predictive value 93%
Diagnostic odds ratio 18 

Selva-O’Callaghan, Curr Opin Rheum, 2010







Learning points (Case 2 –Refractory PM,
think of other myopathies)

• Pitfalls in muscle biopsy interpretation
Overlap histological features of IIM with IBM and some muscular dystrophies

Ng KP, Smith CR, Isenberg DA. Rheumatology 2007 Oct; 46(10):1618-9

Consider re-biopsy if patient not responding to treatment
Important to liaise with pathologist
Advances in immunohistochemical tests will help in accurate diagnosis 













Case 3 learning points (AntiSynthethase syndrome –PL12)

• Not all patients have classic triad: ILD, arthritis, myositis
• Ro52 possible worse lung disease
• Anti-PL7 and anti-PL12 - more severe lung disease
• Anti-Jo1 - more severe muscle disease
• Treatment
• ILD – follow ILD algorithm
• Myositis – follow IIM algorithm
• Both myositis and ILD – lung more severe, so defer to lung



Anti-Synthetase Syndrome













Learning points – Case 4 Amyopathic DM & MDA5 ab

• Peri orbital oedema and Gottrons papules pathonomonic
• Skin histology in DM difficult to distinguish from SLE
• Amyopathic DM often misdiagnosed as SLE
• Anti MDA5 - seen in patients with significant skin and lung disease
• Generally poor prognosis especially if have ILD (50% cases)
• Skin rash more severe









Case 5 

• Refractory polymyositis
• Very high CK > 20,000
• Autoimmune necrotizing myopathy
• Consider re-biopsy and myositis autoantibodies
• Review of past biopsies and discussion with muscle pathologist 

important



Immune-mediated necrotising myopathy

• Subacute, insidious 
progressive muscle weakness

• Anti-signal recognition 
particle
• Associated with cardiac 

involvement

Musset et al Autoimmunity Reviews 2016

• Cases associated with statin use
– May progress after statin stopped
– Associated with anti-HMG CoA-

reductase
– Treatment with 

immunosuppressive agents and 
IVIG often required








