
2nd SEMINARY OF LAREDIAB 
8th CONGRESS OF AMIWIT

9 and 10 june 2021

Inflammatory myopathy
Dr Bensefia Amel

Pr A.Lounici

Service de médecine interne 

CHU Tlemcen 



Definition

• Heterogeneous group of rares diseases :  Chronic inflammation in 
skeletal muscle.

• Large spectrum of clinical phenotypes

• Systemic disease : joint , skin , lungs , gastrointestinal tract , heart.

• Differents subgroups identified:  Dermatomyositis, Immune 
Mediated Necrotizing Myopathy , inclusion body myositis, Overlap
myositis (including ASS), Polymyositis.

• Treatment response and prognosis vary within the subgroups.
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Classification

• Dermatomyositis

• Immune mediated necroziting myopathy

• Inclusion body myositis

• Overlap Myositis

• Polymyositis



Dermatomyositis
• Proximal Muscle weakness ( excepting amyopathic DM )

• Pathognomonic Skin features

• Elevated muscle enzymes

• EMG: myopatic pattern

• MRI: intramuscular T2 hyper intensities (inflammation or necrosis). T2 

hyperintensities around individual muscles (fascial involvement)

• Muscle Biopsy : 

Perifascicular atrophy (specificity >90%)

cellular infiltrates : predominance of plasmacytoid dendritic cells, B 
cells, CD4 T cells, and macrophages. These cells often surround 
medium sized blood vessels and invade the perimysium.

Deposition of membrane attack complex prominent in perifascicular
regions.



Heliotrope rash

Gottron’s papules 

Peri fascicular atrophy

Manucure sign

Neck erythema



Clinical characteristics of the main clinical and phenotype-specific autoantibody 
groups in inflammatory myopathies. The Lancet Neurol 2018; 17: 816–28



Immune-mediated necrotising
myositis

• Distinct  type of inflammatory myopathy

• Severe Proximal muscle weakness

• Exceptionally high muscle enzyme concentrations. 

• Myopathic EMG findings.

• Muscle biopsies : 

-Necrosis or regeneration with no or minimal lymphocytic infiltrates. 

-Classe1 major histocompatibility complex upregulation, M2 
macrophage infiltration, and membrane attack complex  
(C5b_9)deposition on non-necrotic fibres.

• Extramuscular manifestations : Rare and Mild.



Clinical characteristics of the main clinical and phenotype-specific autoantibody 
groups in inflammatory myopathies. The Lancet Neurol 2018; 17: 816–28



Inclusion-body myositis
• Patients >50years.  Man=woman

• Distal muscle weakness , slowly progressive.

• asymmetric pattern of muscle weakness.

• ↑creatine kinase

• Myopathic EMG features.

• Prominent knee extensor weakness, distal weakness,

deep finger flexors, wrist flexors, and ankle dorsiflexors; arm 
abductors.

• Progressive dysphagia which can lead to broncho aspiration

• Muscle biopsies histologically unique : coexisting inflammation, 
mitochondrial  dysfunction, and abnormal protein aggregation.

• cN1A antibody in 30-60%.



Quadriceps Atrophy
Muscular Fibres with rimmed vacuoles

Quadriceps image courtesy of Dr Tom Lloyd (Department of Neurology, Johns Hopkins 
University School of Medicine, Baltimore, MD, USA).



Overlap Myositis

• Autoimmune myopathy associated with other connective 
tissue diseases (systemic lupus erythematosus, rheumatoid arthritis, 

Sjögren’s syndrome,  systemic sclerosis).

• Antisynthetase Syndrom:

Inflammatory myopathy

Interstitial lung disease

Arthritis

Raynaud syndrome, fever 

Hyperkeratotic radial-finger lesions =‘’mechanic’s hands’’ 

anti- JO1 



Antisynthetase Syndrom

A woman aged 45 years presented with muscle weakness and dyspnoea. (A) A high-resolution chest CT 
scan showed interstitial lung disease. She had crackles in both lung bases and (B) mechanic’s hands. 
Muscle biopsy showed (C) necrotic and regenerating muscle fibres in the perifascicular area (arrows) 
and (D) prominent class-1 major histocompatibility complex positivity predominantly in the 
perifascicular area (arrows). Serum was positive for anti-Jo1 antibodies. Jo1=histidyl tRNA synthetase.

Dalakas MC. Inflammatory muscle diseases. N Engl J Med 2015; 373: 393–94.



Jo1=histidyl tRNA synthetase. PL7=threonyl tRNA synthetase. PL12=alanyl tRNA synthetase. Pm/Scl=anti-polymyositis-
scleromyositis, EXOSC9 and EXOSC10 antigens. U1RNP=U1 ribonucleoprotein.

Clinical characteristics of the main clinical and phenotype-specific autoantibody groups in 
inflammatory myopathies. The Lancet Neurol 2018; 17: 816–28



Polymyositis

• Muscle weakness, elevated creatine phosphokinase
concentrations, myopathic EMG features, and 
inflammatoryCD8 T-cell infiltrates on muscle biopsy

• None of the characteristic Accompanying features of the 
other above mentioned groups.

• Diagnosis of exclusion.

• patients should be closely monitored for new clinical features
suggesting alternative diagnoses.





Classification criteria



Developpement of diagnostic and classification criteria for inflammatory idiopathic myopathy over time



Bohan A, Peter JB. Polymyositis and dermatomyositis (second of two parts). N Engl J Med. 
1975;292(8):403–7.

Bohan A, Peter JB. Polymyositis and dermatomyositis (first of two parts). N Engl J Med. 1975;292(7):344–7.



The EULAR/ACR classification 





Lundberg IE, Tjarnlund A, Bottai M, Werth VP, Pilkington C, Visser M, et al. European League Against 
Rheumatism/American College of Rheumatology classification criteria for adult and juvenile
idiopathic inflammatory myopathies and their major subgroups. Ann Rheum Dis. 2017;76(12):1955–64



Leclair, V., Lundberg, I.E. New Myositis Classification Criteria—What We Have Learned 
Since Bohan and Peter. Curr Rheumatol Rep 20, 18 (2018)



Management 

Non inclusion body myopathies





Treatment options for inflammatory myopathies other than inclusion –body 
myositis . The Lancet Neurology september 2018



• Some cases habe reported the efficacity of anakinra
(antiinterleukin1), alemtuzumab (anti-CD52), 
Tofacinib and ruxolitinib (janus-kinase inhibitors) in 
inflammatory myopathies, but confirmatory studies 
are required for these treatments to be widely used 
in clinical practice.



Oddis, C., Aggarwal, R. Treatment in myositis. Nature Reviews Rheumatology
14, 279–289 (2018)





Chester V. Oddis*. Rohit Aggarwal. Treatement in Myositis. Nature 
Review Rhumatology. April2018. 



Management 

inclusion body myositis



• No pharmacological therapy has been shown to be effective 
in IBM.

• Treatment remains largely suggestive supportive.

• Immunosuppressive drugs such a corticosteroids, 
azathioprine, methotrexate,Etanercept, Anakinra, or 
Interferonß are not effective in inclusion-body myositis.

Inclusion body myositis



• Alemtuzumab : anti-T-cell agent

• Bimagrumab a human monoclonal antibody that blocks the 
myostatin pathway.

• Sirolimus: inhibitor of myostatinl ocally delivered using an 
adenovirus.

• Arimoclomol : ongoing trial (NCT02753530) (a drug that prevents 
aberrant protein–protein interaction and promotes adequate 
protein folding

• Natalizumab Ongoing trial (NCT02483845) investigating is ongoing.

• Other drugs with alternative mechanisms of action

• have been investigated:  Oxandrolone, an anabolic steroid, and 
simvastatin, a cholesterol-lowering agent, were not shown to be 
effective in small clinical trials.
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