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Clinical Case 
July 28th 2017 : 1st ER visit 

!  30 yo Afro-Caribbean female 

!  No particular past medical and family history, except:  
•  Investigated in rheumatology & neurology 2014-2016 

•  Diffuse arthralgias with CK 300-800, ANA neg 

•  EMG normal 

•  MSK u/s equivocal for synovitis over 2 MCPs 

•  Lost to follow-up 



July 28th 2017 : 1st ER visit 

! HPI and physical exam 
� Severe myalgias since one week 
� No muscle weakness  
� Rest of the history and physical exam was normal 

! Laboratory  
� CK initially at 15496  
� ESR 26 
� TSH, CBC, creatinine, liver enzymes, urine analysis, CRP  unremarkable 

! Treatment 
� Hydration  
� Discharged 3 days later with CK at 3698 
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August 11th 2017 : 2nd ER visit 

!  Recurrence of myalgias with high CK 14 800 without any 
muscle weakness  

!  Presence of mild peripheral synovitis  

!  Laboratories 
•  CRP normal 
•  ANA, ENA, anti-DNA, anti-Jo 1 negative 
•  RF, anti-CCP negative 
•  Antiphospholipid antibodies negative 
•  HBV, HCV, HIV negative 
•  Myositis panel and anti-HMGCR sent out 



Metabolic work-up 
!  General work-up 

!  LFTs (AST ad 300, ALT 75) 

!  LDH, electrolytes (including Ca, Po4), serum and urine 
myoglobin, creatinine, uric acid, ammoniac 

!  Specific to lipid disorder and glycogen metabolism 
!  Glucose, serum and urine ketone body, serum and urine 

acylcarnitine 

!  Specific to mitochondrial disorder  
!  Pyruvate, lactate and ketone body  

!  Next genetic sequencing panel 
!  No specific gene identified to the phenotype 



Clinical Case 
August 11th 2017 : 2nd ER visit 

!  14/08 - Decision to start prednisone 40 mg PO die as CK 
progressively increase to 19 500, despite hydratation 

!  16/08 - EMG: normal 

!  17/08 - Muscle biopsy: minimal myopathic change (no 
inflammation)  

!  Improvement of myalgias and normalization of CK 



Clinical Case 
Additional investigations 

!  Echocardiography: normal 

!  Chest CT-scan: normal 

!  Pulmonary function tests: normal 

!  Muscle MRI: normal 

!  Myositis panel and anti-HMGCR: pending 



Diagnosis? 

! Decision to taper prednisone in light of unclear 
diagnosis and inconclusive biopsy 



Prednisone ——— —d/c 

Prednisone ——- 



Clinical evolution 

! Recurrence of myalgias 
 

! No muscle weakness 
 

! 22/11 - EMG: mild myopathic features but clear evidence of muscle 
membrane irritability 

 

! 14/12 - Biopsy: mild necrotizing myopathy (no evidence of increased 
MHC expression to support an immune-mediated inflammatory 
myopathy) 



Diagnosis and treatment 

! Myositis panel 
� Anti-PM/Scl 75 +++ 

� Repeated in different lab and still 3+ positive 

! Capillaroscopy normal 

! Diagnosis 

•  Anti-PM/Scl-75 overlap myositis ? 

! Treatment 
� Methotrexate and high-dose steroids initiated (40 mg PO die) 



Prednisone ——— —d/c 

Prednisone ——- 



Discussion 



Anti-PM/Scl-75 myositis  
!  Meta-analysis 2014  

!  Described clinical phenotype associated with myositis-specific and -associated 
autoantibodies 

!  3487 patients were included (27 studies) 
!  Inclusion criteria 

!  Observational studies in patients with ARS and CTD  
!  CTD autoantibodies or MSA/SSc-associated autoantibodies 
!  Related clinical features  

Jean-Christophe Lega et al. The clinical phenotype associated with myositis-specific and associated 
autoantibodies: A meta-analysis revisiting the so-called antisynthetase syndrome, Autoimmunity Reviews 13 
(2014) 883–891 



Rhabdomyolysis 

!  Characterized by muscle necrosis and pain, as well as 
myoglobinuria 

!  CK are typically elevated at least five times the upper limit 
of normal 

!  Need to exclude trauma and non-traumatic causes (drugs, 
infections, electrolyte disturbances, and endocrine 
disorders) 

!  Rheumatology perspective 
!  Rhabdomyolysis and arthritis 

� Only few cases of SLE, antisynthetase syndrome found 
� No case of anti PM-Scl 75  

 
Jozélio Freire de Carvalho. Rheumatol Int. 2011Fatal rhabdomyolysis in systemic lupus 
erythematosus. 31:1243–1245 
Sabha, M.M. et al. Rheumatol Int. 2018 Successful treatment of antisynthetase syndrome 
presenting as rhabdomyolysis with rituximab 



Anti-PM/Scl 75  validity? 

Gold  
standard 

T.D. Jaskowski et al. Clinica Chimica Acta 412 (2011) Diagnostic assays for Anti-PM/Scl IgG 
antibodies: Heterogeneity in antibody response or lack of standardization? 1100–1105  
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Other diagnosis? 

!  Anti-MAS myopathy? 
•  Acute myopathy following alcoholic rhabdomyolysis 

•  Myalgias and palpitations in 50% 
!  Very few cases described  

•  Steroid-responsive & short duration 

•  Antibody targets tRNASer binding protein  
!  ANA cytoplasmic… 

Lori A . Love and al. Medicine. 1991. A new approach to the classification of 
idiopathic inflammatory myopathy. Vol 10 No 6 p. 361-374 



Conclusion 

!  Anti-PM/Scl-75 overlap myositis remains the main 
presumptive diagnosis… 

!  However, diagnosis and additional investigations will 
be re-evaluated according to the clinical evolution 
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