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First myositis classification

THE NEW ENGLAND JOURNAL OF MEDICINE February 13, 1975

MEDICAL PROGRESS

POLYMYOSITIS AND DERMATOMYOSITIS (First of Tw|

ANTHONY BOoHAN, M.D., aAND JaMEs B. PETER, M.D., Pu.l8g" %

Symmetrical proximal muscle weakness;

Muscle biopsy abnormalities
1. Muscle fiber destruction and regeneration,;

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

Elevation of CPK, Transaminases, LDH or aldolase activity;
Myogenic electromyography changes,
Typical skin rash.

DEFINITE: any 4 of the criteria
PROBABLE: any 3 of the criteria




NEUROLOGICAL PROGRESS

Inclusion Body Myositis and Myopathies

Robert C. Griggs, MD,* Valerie Askanas, MD, PhD,T Salvatore DiMauro, MD,i Andrew Engel, MD,§
George Karpad, MD,? Jerry R. Mendell, MD,** and Lewis P. Rowland, MD7+

Neurology, 1995
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criteria for inclusion body myositis
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A Finger flexor or quadriceps weakness, and
A Endomysial inflammation, and

A Invasion of nonnecrotic muscle fibres or rimmed vacuoles

Y 90% sensitivity and 96% specificit
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Workshop repornt

119th ENMC international workshop:
Trial design in adult idiopathic inflammatory myopathies,
with the exception of inclusion body myositis,
10—-12 October 2003, Naarden, The Netherlands

Jessica E. Hoogendijk™*, Anmony A. Amato”, Bryan R. Lecky®, Emest H. Choy, Ingrid
E. Lundberg®, Michael R. Rose', Jiri Venqukyﬂ, Marianne de Visser", Richard A. Hughes"'

Immune- mediated
necrotzing
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1. All climeal criteria with the exception of msh

2. Elevated serum CK
3. Other laboratory eriteria (1 of 3)  EMG, MR, auto-Abs

4. Muscle biopsy criteria include g, and exclude all
others  Necrosis + regeneration without inflammation




B Lundberg IE, et al. Ann Rheum Dis 2017;76:1955—1964 Criteria

2017 European League Against Rheumatism/
American College of Rheumatology classification
criteria for adult and juvenile idiopathic inflammatory
myopathies and their major subgroups

Table 1 Demographic data of the International Myositis
Classification Criteria Project cohort

[IM Comparators
o= = A One unique MSA: anti-Jo1
Sex, n (%)
Female 652 (66.8) 369 (59.1)
Male 324(332) 255 (40.9) A 3 subgroups: (J)DM, PM, IBM
Adult onset disease*, n (%) 727 (74.5) 509 (81.6)
Childhood onset disease*, n (%) 249 (25.5) 115 (18.4)
Age at onset of symptoms, median (IQR), 44.0 (14.7-57.0) 41.0 (20.0-56.0)
years

Age at diagnosis, median (IQR), years 45.5 (16.2-59.3) 45.0 (25.8-58.0)

Table 4 Performance of the EULAR/ACR classification criteria for [IM and existing classification and diagnostic criteria for [IM

EULAR/ACR classification criteria

for lIM* ENMC
Performance Without muscle  With muscle Dalakas and Hoogendijk
(%) biopsy biopsy Bohan and Petert’®  Tanimoto et al'®  Targoff et a/t'  Hohlfeldt' et alt"
Mean (95% Cl)
Sensitivity 87 (84 to 90) 93 (89 to 95) 98 (96 to 99) 96 (94 to 97) 93 (90 to 95) 6(5to8) 52 (48 to 55)
Specificity 82 (77 0 87) 88 (83 to 93) 55 (50 to 61) 31 (25 to 37) 89 (84 to 92) 99(98t0 100) 97 (95 to 98)



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

Classification Criteria for
Idiopathic Inflammatory Myopathies

About the Criteria | About the Webcalculator | Download Excel Worksheet

0-20.7
0 - 100%

Score range

Probability (min - max)
Classification

Subgroup

0-17

Age of onset of first symptom

18 - 39
40+

Objective symmetric weakness, usually progressive, of the proximal upper
extremities

Objective symmetric weakness, usually progressive, of the proximal lower
extremities

Neck flexors are relatively weaker than neck extensors

In the legs proximal muscles are relatively weaker than distal muscles

Heliotrope rash

Gottron's papules

Gottron's sign

Dysphagia or esophageal dysmotility

Anti-Jo-1 (anti-Histidyl-tRNA synthetase) autoantibody positivity

Elevated serum levels of creatine kinase (CK) or

lactate dehydrogenase (LDH) or

aspartate aminotransferase (ASAT/AST/SGOT) or
alanine aminotransferase (ALAT/ALT/SGFT)

Endomysial infiltration of mononuclear cells surrounding, but not invading,
myofibers

Mo

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% : 1IM 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

A Dermatomyositis, 30% paraneoplastic

Alnclusion body myositis

[ .
CME Polymyositis
A P O IymyOS iti S An Overdiangosed entity
M.F.G. van der Meulen, MD; I.M. Bronner, MD; J.E. Hoogendijk, MD, PhD; H. Burger, MD, PhD;
W.J. van Venrooij, PhD; A.E. Voskuyl, MD, PhD; H.J. Dinant, MD, PhD; W.H.J.P. Linssen, MD, PhD;
J.H.J. Wokke, MD, PhD; and M. de Visser, MD, PhD

AOverlap myositis (Troyanov)
I Myositis associated to a connective tissue disease
I Myositis with associated Abs (PmScl, Ku ¢é)
I Myositis with specific Abs (anti-synthetases, anti-S R P ¢ )

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



Myositis specific auto-antibodies

Benveniste, Curr Opin Neurol, 2016



