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• Late-onset progressive myopathy  
• 80% <50 years 
• >60% male 
• proximal and distal muscle weakness  
• muscle atrophy of quadriceps femoris and finger flexors 



Mastaglia&Needham Journal of Clinical Neuroscience 2015,22:6-13 

IBM = progressive disease course 



MRI imaging sIBM 

Cox et  al. Rheumatology (Oxford). 2011  



IBM: Deep finger flexors 

Mastaglia&Needham Journal of Clinical Neuroscience 2015,22:6-13 



Mastaglia&Needham Journal of Clinical Neuroscience 2015,22:6-13 



Pathogenesis of sIBM 

Diagnostic 
Muscle biopsy 
criteria 

Infiltrate variable, endomysial, 
angulated atrophic fibers, 
»rimmed vacuoles«, 
eosinophic inclusions 

Immunhistology CD8+T-cells   
protein aggregates in 
myofibres (amyloid, p62, TDP-
43, ubiquitin) 
Increased cytochrome 
oxidase-negative  

EM helical filaments, fibrils 
autophagic vacuoles 



Griggs Criteria 
 (1995) 

Griggs criteria IBM 1995 



sIBM 
Hilton-Jones Criteria 2008 









sIBM 
 

 - Brookes-Score best to monitor  
 the follow-up 

 
 

 All types of immunosupression  
 therapy (IVIG, steroids, MTX)  
 without evidence of a better  
 long-term outcome 
  



 - normal life expectancy 
 - 13%  with active  dying help 

 
 

  







 IBM Weakness Composite index (IWCI) 



sIBM  
Summary  
Dutch/FRENCH/UK studies 2011 
• Longterm outcome independent of any therapy 
• About 5% strength decline per year 
• Life expectancy normal 
• Qualitiy of life massively reduced 
• Time to wheelchair median 14 years 

   
 
 
 
 



Pathogenesis of sIBM 
Primary degenerative, secondary inflammatoric? 

vs. 
Primary inflammatoric, secondary degenerative? 

Dalakas MC Ann of Neurology 2008 



Diagnostic algorithm sIBM 

Mastaglia&Needham Journal of Clinical Neuroscience 2015,22:6-13 



Differential diagnoses 



Myotonic dystrophy type 1 
Metabolic myopathiens (GSD3) Distal weakness 

 
Distal LGMDs 

LGMD 1C, 2A, 2B, 2I, 2J 
Myofibrillar myopathies 

 
 

IBM 

DD neurogenic  
neuropathies 

Differential diagnosis  
Distal weakness  
 
 

 
 



 
 
 

    

 
   
  Myofibrillar Myopathies 
 
 

Schröder&Schoser Brain pathology 2009 



Clinical differential diagnosis 
Myofibrillar Myopathies 

Distal myopathies 

Modified from Schoser Aktuelle Neurolie 2009 

Disease                 Muscle weakness           Heart Lung CK levels Extramusuclar 
Desminopathy  distal>proximal DCM, CB insufficiency        n-5x 
aBCopathy  proximal>distal DCM, CB       n-7x catarcats 
Filaminopathy  proximal>distal DCM, CB insuffiency      n-8x neuropathy 
Myotilinopathy proximal>distal DCM insuffiency      n-5x neuropathy, contractures 
Bag3opathy  proximal  DCM insuffiency      n-15x ridid-spine, scoliosis, contractures 
 
FHL1opathy  distal=proximal, axial 
  hypertrophy, scapuloperoneal CB insuffiency      n-10x rigid-spine, scoliosis, contractures 
 
ZASPoppthy  distal>proximal DCM, CB        n-10x neuropathy 
 
Plectionpathy  distal>proximal        n-10x epidermolysis bulosa simplex 
 
Titinopathy  distal>proximal DCM insuffiency      n-10x 
 
Matrin3opathy distal>proximal, axial  insuffiency      n-7x    

DCM = dilative cardiomyopathy; CB = conduction block 
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Treatment options in myositis 
 
 



1.Option 
Corticosteroids (pulse or 

add on azathioprine 
CD-20 antibody 

2.Option 
MTX 
ivIG 

3.Option 
cyclosporine 

mycofenolat mofetil 
cyclophosphamide 

 

Classic treatment of Myositis 



Non-drug treatment of Myositis 
Physiotherapy 
 

Stabilisation of motor function 
Strength improvemennt in  
non-atrophic muscles 
 
(Spector et al., 1997) 
 
 
Ocupational therapy 
 

Prophylaxis of contractures 
Stabilization of hand function in IBM 
 
Training 
Alexanderson H, Lundberg IE et. al., Arthritis Rheum 2007;57:768-777 
 
Chung YL, Alexanderson H et. al., Arthritis Rheum. 2007;57:694-702.  

 



Intracellular signal pathways     
                     Anti-CD52 (Alemtuzumab) 

a)         Calcineurin-Inhibitors (Tacrolimus and Ciclosporin) 
b)         TOR-Kinase via FK-506-binding-protein (Rapamycin) 
c)          Inhibition of Purinbiosynthesis (Mycophenolat mofetil) 
d)           

B-Cell and autoantibodies  
    Rituximab 

            IVIG 
 

Cytokine/Chemokine/Adhasionsmolecules 
a)           TNFalpha inhibitor (Etanercept - IBM, Infliximab)? 

a)   Beta-Interferone – IBM? 
       IVIG 
 

Complement inhibitor    IVIG 
       Anti-C5 /Eculizumab - dermatomyositis? 
 

T-cell transmigration-inhibitor    Natalizumab – IBM?? 
           IVIG 

Alternative novel therapeutical options  
in Myositis 
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