
Olivier Benveniste 

Département de Médecine Interne et Immunologie Clinique 

Centre de Référence Maladies Neuro-Musculaires  

Equipe Muscle Inflammatoire INSERM U974 

Groupe Hospitalier Pitié-Salpêtrière 

Understanding necrotizing 

myopathy 



First myositis classification 

1. Symmetrical proximal muscle weakness; 

2. Muscle biopsy abnormalities : 
1. Muscle fiber destruction and regeneration;  

2. Perivascular and interstitial inflammatory infiltrates with muscle fiber 
destruction.  

3. Elevation of CPK, Transaminases, LDH or aldolase activity; 

4. Myogenic electromyography changes; 

5. Typical skin rash. 

 

Å DEFINITE: any 4 of the criteria 

Å PROBABLE: any 3 of the criteria 



Neurology 2014 

Å Finger flexor or quadriceps weakness, and  

Å Endomysial inflammation, and 

Å Invasion of nonnecrotic muscle fibres or rimmed vacuoles  

Ÿ 90% sensitivity and 96% specificity  

Neurology, 1995 



EMG, MRI, auto-Abs 

IMNM 

Necrosis + regeneration without inflammation 



Å One unique MSA: anti-Jo1 

 

Å 3 subgroups: (J)DM, PM, IBM 



www.imm.ki.se/biostatistics/calculators/iim 

1) 74 yo man with proximal and distal weakness with 

dysphagia, invaded fibers but no vacuoles at the 

muscle biopsy.  

Score of 7, with a probability of 64% : IIM type PM. 

But IBM! 

2) 22 yo man with proximal weakness, with endomysial 

infiltration of mononuclear cells surrounding, but not 

invading, myofibers.  

Score of 9.2, with a probability of 94%: definite IIM 

subtype PM. 

But dysferlinopathy (LGMD2B)! 



Actual classification of myositides 

ÅDermatomyositis, 30% paraneoplastic  

 

ÅInclusion body myositis 

     

ÅPolymyositis  

     

ÅOverlap myositis (Troyanov) 
ïMyositis associated to a connective tissue disease 

ïMyositis with associated Abs (PmScl, Ku é) 

ïMyositis with specific Abs (anti-synthetases, anti-SRPé) 

  

ÅImmune mediated necrotizing myopathies (Hoogendijk) 
with anti-SRP+, anti-HMGCoA Reductase+ (post-
statines), or paraneoplastic 

  



Myositis specific auto-antibodies 

Benveniste, Curr Opin Neurol, 2016  


