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2019 ACR/EULAR Classification 
Criteria 





❖

Criteria Definition

Antinuclear 
antibodies 
(ANA)

ANA at a titer of ≥1:80 on HEp-2 cells or an equivalent 
positive test at least once. Testing by immunofluorescence on 
HEp-2 cells or a solid-phase ANA screening immunoassay 
with at least equivalent performance is highly recommended



❖

Criteria Definition
Fever Temperature >38.3°C



❖

Criteria Definition

Leukopenia White blood cell count <4,000/mm3

Thrombocytopenia Platelet count <100,000/mm3

Autoimmune 
hemolysis

Evidence of hemolysis, such as reticulocytosis, low 
haptoglobin, elevated indirect bilirubin, elevated LDH, 
AND positive Coombs’ (direct antiglobulin) test



❖

Criteria Definition

Delirium

Characterized by  
1) change in consciousness or level of arousal with reduced 

ability to focus,  
2) symptom development over hours to <2 days,  
3) symptom fluctuation through- out the day,  
4) either 4a) acute/subacute change in cognition (e.g., 

memory deficit or disorientation), or 4b) change in 
behavior, mood, or affect (e.g., restlessness, reversal of 
sleep/wake cycle)

Psychosis
Characterized by  
1) delusions and/or hallucinations without insight and  
2) 2) absence of delirium

Seizure Primary generalized seizure or partial/focal seizure



❖

Criteria Definition

Non-scarring alopecia Non-scarring alopecia observed by a clinician

Oral ulcers Oral ulcers observed by a clinician

Subacute cutaneous 
OR discoid lupus

Subacute cutaneous lupus erythematosus observed by 
a clinician:Annular or papulosquamous (psoriasiform) 
cutaneous eruption, usually photodistributed 
OR 
Discoid lupus erythematosus observed by a clinician:† 
Erythematous-violaceous cutaneous lesions with 
secondary changes of atrophic scarring, 
dyspigmentation, often follicular hyperkeratosis/
plugging (scalp), leading to scarring alopecia on the 
scalp

Acute cutaneous lupus Malar rash or generalized maculopapular rash 
observed by a clinician



❖

Criteria Definition
Pleural or 
pericardial 
effusion

Imaging evidence (such as ultrasound, x-ray, CT scan, MRI) 
of pleural or pericardial effusion, or both

Acute 
pericarditis

≥2 of  
1) pericardial chest pain (typically sharp, worse with 

inspiration, improved by leaning forward),  
2)  pericardial rub,  
3) EKG with new widespread ST elevation or PR depression,  
4) new or worsened pericardial effusion on imaging (such as 

ultrasound, x-ray, CT scan, MRI)



❖

Criteria Definition

Joint 
involvement

EITHER  
1) synovitis involving 2 or more joints characterized by 

swelling or effusion OR  
2) tenderness in 2 or more joints and at least 30 minutes of 

morning stiffness



❖

Criteria Definition

Proteinuria >0.5 g/24 hours Proteinuria >0.5 g/24 hours by 24-hour urine or 
equivalent spot urine protein-to- creatinine ratio

Class II or V lupus nephritis 
on renal biopsy according to 
ISN/RPS 2003 
classification

Class II: Mesangial proliferative lupus nephritis 
Class V: Membranous lupus nephritis 

Class III or IV lupus 
nephritis on renal biopsy 
according to ISN/RPS 2003 
classification 

Class III: Focal lupus nephritis: involving <50% 
of all glomeruli 
 Class IV: Diffuse lupus nephritis: involving 
≥50% of all glomeruli



❖

Criteria Definition

Positive 
antiphospholipid 
antibodies

Anticardiolipin antibodies (IgA, IgG, or IgM) at 
medium or high titer (>40 APL, GPL, or MPL, or 
>the 99th percentile) or  
positive anti-β2GPI antibodies (IgA, IgG, or IgM) or  

positive lupus anticoagulant

Anti-dsDNA antibodies 
OR anti-Sm antibodies 

Anti-dsDNA antibodies in an immunoassay with 
demonstrated ≥90% specificity for SLE against 
relevant disease controls OR anti-Sm antibodies

Low C3 OR low C4 C3 OR C4 below the lower limit of normal

Low C3 AND low C4 Both C3 AND C4 below their lower limits of normal





Disease Activity Measurements

❖ Disease activity measurements in SLE are necessary for optimal patient care.  
❖ They are central to clinical guidelines and treat-to-target approaches 
❖ BILAG score (2004) ————Easy BILAG score 
❖ SLEDAI score (2000)_______ SLE-DAS score 

❖







❖ Easy-BILAG is a high-accuracy, time-efficient tool for recording BILAG-2004 disease 
activity in SLE. 

❖ It is the new recommended format for scoring BILAG-2004 index in clinical practice. 
❖ Easy-BILAG and its training material is available free of charge for use in routine care 

at https://licensing.leeds.ac.uk/products/healthcare-questionnaires.







Management of SLE
A. SLE requires multidisciplinary, individualised management with patient education and 
shared decision-making, taking into consideration the costs to patient and society.
B. SLE disease activity should be assessed at each clinic visit (the frequency depending on 
physician’s discretion), with evaluation of organ damage (at least annually), using validated 
instruments.
C. Non-pharmacological interventions, including sun protection, smoking cessation, healthy, 
balanced diet, regular exercise and measures to promote bone health are important to improve 
long-term outcomes.
D. Pharmacological interventions are directed by patient characteristics, type and severity of 
organ involvement, treatment- related harms, comorbidities, risk for progressive organ 
damage and patient preferences.
E. Early SLE diagnosis (including serological assessment), regular screening for organ 
involvement (especially nephritis), prompt initiation of treatment aiming at remission (or low 
disease activity if this is not possible), and strict adherence to treatment are essential to prevent 
flares and organ damage, improve prognosis and enhance quality of life.



❖ MRS SLE guideline (2018) Updated in 2020

















The WIN-Lupus trial tested whether IST discontinuation after 2‒3 years was 
non-inferior to IST continuation for two more years in proliferative LN. 
Methods  
❖ multicentre RCT 
❖ Patients receiving maintenance IST with azathioprine or mycophenolate 

mofetil for 2–3 years, and hydroxychloroquine, were randomised (1:1) into 
two groups: (1) IST continuation and (2) IST discontinuation.  

❖ The primary endpoint was the relapse rate of proliferative LN at 24 months.  
❖ Main secondary endpoints were the rate of severe SLE flares, survival 

without renal relapse or severe flare, adverse events. 
Results  

Between2011and2016, 96patients(outof200 planned) were randomised in 
WIN-Lupus: IST continuation group (n=48), IST discontinuation group 
(n=48).  

Relapse of proliferative LN occurred in 5/40 (12.5%) patients with IST 
continuation and in 12/44 (27.3%) patients with IST discontinuation 
(difference 14.8% (95% CI −1.9 to 31.5)).  

Non-inferiority was not demonstrated for relapse rate; time to relapse did not 
differ between the groups.  

Severe SLE flares (renal or extrarenal) were less frequent in patients with IST 
continuation (5/40 vs 14/44 patients; p=0.035).  

Adverse events did not differ between the groups. 

 Conclusions  

Non-inferiority of maintenance IST discontinuation after 2‒3 years was not 
demonstrated for renal relapse.  

IST discontinuation was associated with a higher risk of severe SLE flares. 
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