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Entry criterion
Antinuclear antibodies (ANA) at a titer of 21:80 on HEp-2 cells or an equivalent positive test (ever)

{

If absent, do not classify as SLE
If present, apply additive criteria
4

Additive criteria
Do not count a criterion if there is a more likely explanation than SLE.
Occurrence of a criterion on at least one occasion is sufficient.
SLE classification requires at least one clinical criterion and 210 points.
Criteria need not occur simultaneously.
Within each domain, only the highest weighted criterion is counted toward the total score§.

Clinical domains and criteria Weig Immunology domains and criteria Weight

Constitutional Antiphospholipid antibodies
Fever C_ 2) | Anti-cardiolipin antibodies OR

2EA Kputnpla

Hematologic Anti-B2GP1 antibodies OR
Leukopenia Lupus anticoagulant
Thrombocytopenia Complement proteins
Autoimmune hemolysis Low C3 OR low C4
Neuropsychiatric Low C3 AND low C4
201 9 European League Against Delirium SLE-specific antibodies
z Z Psychosis Anti-dsDNA antibody* OR
Rheumatism/American College of Seizure Anti-Smith antibody
Rheumatology Classification Criteria Mcoyeegy
. Non-scarring alopecia
for Systemic Lupus Erythematosus Oral uloers

Subacute cutaneous OR discoid lupus
Acute cutaneous lupus
Serosal

Arthritis Rheu matOl. (20 19 ) Pleural or pericardial effusion
71 (9): 1400-141 2, Acute pericarditis

Musculoskeletal

. —
doi: 10.1002/art.40930 Lomtinvolvement
Proteinuria >0.5g/24h
Renal biopsy Class Il or V lupus nephritis

Renal biopsy Class Ill or IV lupus nephritis

Total score:

Classify as Systemic Lupus Erythematosus with a score of 10 or more if entry criterion fulfilled.




AlayvwoTika Kpltnpla
Huooitidag

 EULAR/ACR 2017 criteria

» Classification as definite, probable
and possible

« Sensitivity 93%, specificity 88%

The International Myositis
Classification Criteria Project
consortium, the Euromyositis
register and the Juvenile
Dermatomyositis Cohort Biomarker
Study and Repository (JDRG) (UK
and Ireland) (2017) Bottai M, et al.
RMD Open 2017;3:e000507.
doi:10.1136/rmdopen-2017-000507

(Box 1 | The EULAR-ACR classification criteria for adult and juvenile lIMs and their major subgroups®’

Muscle biopsy available
* Probable idiopathic inflammatory myopathies (IIMs): aggregated score (probability =255% and <90%) 6.7 and <8.7
* Definite [IMs: aggregated score (probability 290%) =28.7

Muscle biopsy not available
* Probable [IMs: aggregated score (probability 255% and <90%) =5.5 and <7.5
* Definite [IMs: aggregated score (=90% probability) =7

Variable Score
Without With muscle

muscle biops i
Age of onset of first symptom assumed to be related to the disease =18 years 1.3
and <40 years

Age of onset of first symptom assumed to be related to the disease 240 years 2.1 2.2
Muscle weakness

Objective symmetrical weakness, usually progressive, of the proximal upper 0.7 0
extremities

Objective symmetrical weakness, usually progressive, of the proximal lower 0.8 0
extremities

Neck flexors are relatively weaker than neck extensors 1.9 1.6
In the legs, proximal muscles are relatively weaker than distal muscles 0.9 1.2
Skin manifestations

Heliotrope rash

Gottron papules

Gottron sign

Other clinical manifestations

Dysphagia or oesophageal dysmotility

Laboratory measurements

Anti-histidyl-transfer RNA synthetase (Jo1) autoantibody present

Elevated serum levels of one of the following enzymes®: creatine kinase, lactate
dehydrogenase, aspartate aminotransferase or alanine aminotransferase

Muscle biopsy features — presence of

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

Perimysial and/or perivascular infiltration of mononuclear cells -
Perifascicular atrophy -

Rimmed vacuoles - 3.1

Table adapted from Lundberg, I. E. et al. 2017 European League Against Rheumatism/American College of Rheumatology
classification criteria for adult and juvenile idiopathic inflammatory myopathies and their major subgroups. Ann. Rheum. Dis. 76,
1955-1964 (2017) (REF. 6) and with permission from REF. 7, Wiley. *Serum levels above the upper limit of normal.
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Abs and phenotype

Diseases

Dermatomyositis

Antisynthetase

Prevalence
of the ILD

Autoantibodies

Myositis-specific
autoantibodies
MDA-5

All ARS

(15-17)
(18, 19)

Jo-1
Non-Jo-1

Myositis-associated
autoantibodies

RNP 50% 20)

PM-Scl 25% (21, 22)
Ku 35% (23)

ARS, anti-ARNt synthetase auto-antibodies; ILD, Interstitial Lung Disease.
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Polymyositis

Hervier B., Uzunhan Y.(2020) Front. Med., 17 January 2020
https://doi.org/10.3389/fmed.2019.00326



Oepamneia Muoocitidag

Mild to moderate disease Severe disease
Induction therapy l l

Oral glucocorticoids (such as prednisone, 1mg per kg daily) Intravenous glucocorticoids (pulse therapy)
or and

Intravenous glucocorticoids (pulse therapy) Cyclophosphamide (intravenous) or rituximab

! !

Maintenance therapy

Glucocorticoid-sparing drugs:
First-line

Rety Oral glucocorticoids and MMF or azathioprine
therapy:

Second-line

therapy: Oral glucocorticoids and Tacrolimus or ciclosporin
-1 -

Refractory cases l l

Rituximab or cyclophosphamide or combination
therapy of MMF and tacrolimus

Disease remains progressive

Abatacept or agents being tested in clinical trials

Combination of rituximab and cyclophosphamide

Oddis C. and Aggarwal R. (2018) Treatment
in Myositis Nature Reviews Rheumatology
14, pages 279-289
https://doi.org/10.1038/nrrheum.2018.42
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2019 Update of the Joint European League Against
Rheumatism and European Renal Association—
European Dialysis and Transplant Association (EULAR/
ERA-EDTA) recommendations for the management of
lupus nephritis

Antonis Fanouriakis © ,"? Myrto Kostopoulou,® Kim Cheema,* Hans-Joachim Anders,’
Martin Aringer @ ,° Ingeborg Bajema,” John Boletis,® Eleni Frangou,’

Frederic A Houssiau @ ,'° Jane Hollis,"" Adexandre Karras,'? Francesca Marchiori,
Stephen D Marks,"* Gabriella Moroni @, Marta Mosca, '® loannis Parodis @ ,"
Manuel Praga,'® Matthias Schneider,'® Josef S Smolen,?® Vladimir Tesar,”'

Maria Trachana,?? Ronald F van Vollenhoven @ ,%* Alexandre E Voskuyl,2*

Y K Onno Teng,” Bernadette van Leew,”® George Bertsias,’’ David Jayne,*

Dimitrios T Boumpas © "2

Fanouriakis A, et al. Ann Rheum Dis 2020:79:713-723.
doi;:10.1136/annrheumdis-2020-216924



Two algorithms for establishing a diagnosis of
mixed connective tissue disease (MCTD)

Alarcon-Segovia's criteria Kahn's criteria
MG BN OO IDR A\ TAN N R (ON M PMUOM M - scroiogical criteria A Serological criteria
Anti-RNP antibodies with a High titer anti-RNP
hemagglutination titer of corresponding to a speckled
=1:1600 ANA of =1:1200 titer
, , B. Clinical criteria B. Clinical criteria
» [lpwtn meptypawpn 1972 (Sharp et al 1972
. . . 1. Swollen hands 1. Swollen fingers
» anti-U1 ribonucleoprotein (RNP)
2. Synovitis 2. Synovitis
» Overlap syndrome mou cuvoualel xapaktnplotika XEA, ZKA, IOM _ . _ N
3. Myositis* 3. Myositis
* Aev mapouciagouy umepmAacTikn IND, EMANTITIKEG KPLOELS, Puxwon 4. Raynaud's phenomenon 4. Raynaud phenomenon

(Bennett et al 1977, Kitridou et al 1986)

5. Acrosclerosis
« 2Xxe00V MavTa mpwlipUn Epgavion Raynaud kat eupnpata otnv
Tpixoeldookomnnon (Lambova et al 2006) MCTD is present if: MCTD is present if:
Criterion A is accompanied by Criterion A is accompanied by
three or more clinical criteria - Raynaud phenomenon and two
one of which must include or more of the three remaining

synovitis or myositis. clinical criteria.

« [lo mBavo va ekONAWOOUY TIVEUHOVIKN UTIEPTAcN Ao 0Tl oto XEA R
2KA(kUpla attia Bavatou) (Semin et al 2009)

ANA: antinuclear antibody; MCTD: mixed connective tissue disease.

* Myalgia is commeoenly substituted for myositis.
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