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BACKGROUND 
Systemic lupus erythematosus (SLE) is a disease with an auto-immune origin, which occurs nine times more often 
in women than in men, and is especially prevalent among women of the child bearing age group. Presence of 
autoantibodies against a person’s own proteins, which develop well before the diagnosis, is a hallmark of this 
disease. Patients present with variable clinical features ranging from mild joint and skin involvement to life-
threatening renal, hematologic, or central nervous system involvement. This makes it a clinically heterogeneous 
entity which makes timely diagnosis challenging. It is only apt to include it in the group of the great mimics in 
medicine. 

One of the major threats which increases the mortality risk in patients with SLE is the high rate of 

infections. Co-morbid illnesses like cardiovascular risk and treatment related complications, generally related to 

corticosteroid usage, always play a pivotal role in management of this disease. The first case of systemic lupus 

erythematosus from India was reported in 19551.Today SLE is one of the most commonly diagnosed autoimmune 

disorders, and newer clinical manifestations and immune phenomena are being studied and reported worldwide. 

 

SLE CLASSIFICATION CRITERIA 
The preliminary criteria for classification of SLE was published in 1971,

2,3
 and was popularly known as the 

ARA  (American Rheumatism Association) Criteria, which were then modified in 1982
4
 (The ACR/American College 

of Rheumatology Criteria) and later in 1991
5
 to include newer diagnostic modalities and immunological knowledge 

(Table 1).  These were introduced to classify patients for research purposes and not as diagnostic criteria for SLE. 

Subsequently, multiple groups employed new statistical methodology to refine SLE classification criteria. However, 

the 1991 modification of ACR criteria remained the most popular, and despite being a classification criteria, has been 

widely used as a diagnostic tool for SLE. 

THE ACR CRITERIA AND THE NEED FOR A NEW CRITERIA 
Although it was widely popular, several concerns about the ACR criteria were being raised. The SLICC 

(Systemic Lupus International Collaborating Clinics) is an international research group that is over 30 years old, which 

is dedicated to SLE and has contributed much to this field, including development of the ACR/SLICC Damage Index
6
.  

The SLICC noted the following concerns about the ACR criteria
7
 

1) Concerns about many patients without any immunologic criteria being classified as SLE, 

2) Duplication of highly correlated cutaneous lupus terms (malar rash and photosensitivity) and missing out on many 

other lupus cutaneous manifestations, 

3) Many of the SLE specific neurologic manifestations were not included. 

4) Quantification of urine protein had to be modified utilizing new standards, 

5) Omission of low serum complement levels, 

6) Inclusion of new knowledge on antiphospholipid antibodies in the immunologic criteria, 

7) Patients with biopsy proven lupus nephritis may not be classified as SLE according to ACR criteria. 

8) The 1997 revision of ACR criteria were not validated. 

With the intention to improve the clinical relevance of the ACR criteria, they incorporated recent findings on 

the immunology of SLE and addressed several problems that were attributed to the 1982/1997 criteria. Along  

with this, they performed the so far missing validation, giving rise to the SLICC criteria, which was initially published 

in 2012. 
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Table 1: A Comparison between the Classification Criteria for SLE 

SLICC 2012 ACR 1997 ACR 1982 ARA 1971 

CLINICAL CRITERIA  
1. Acute Cutaneous 
Lupus 

1. Malar Rash 1. Malar Rash 1. Facial Erythema 

2. Chronic Cutaneous 
Lupus 

2. Discoid Rash 2. Discoid Rash 2. Discoid Lupus 

 3. Photosensitivity 3. Photosensitivity 3. Photosensitivity 

3. Oral/Nasopharyngeal 
ulcers 

4. Oral or Nasal 
Ulceration 

4. Oral or Nasal Ulceration 
4. Oral or Nasal 
Ulceration 

4. Non-scarring alopecia  5. Alopecia 

5. Synovitis involving > 2 
joints 

5. Non Erosive 
arthritis involving 
two or more joints 

5. Non Erosive arthritis involving two or more 
joints, characterized by tenderness, swelling or 
effusion 

6. Arthritis without 
Deformity 

6. Serositis 
6. Pleuritis or 
pericarditis 

6. Serositis: pleuritis or pericarditis 
7. Pleuritis or 
pericarditis 

7. Renal manifestations 

7. Renal disorder: 
persistent 
proteinuria or 
cellular casts 

7. Renal disorder: persistent proteinuria or 
cellular casts 

8. Cellular Casts 

9. Proteinuria 

 
10. Raynaud’s 
Phenomenon 

8. Neurological 
manifestations 

8. Neurologic 
disorder: seizures 
or psychosis 

8. Neurologic disorder: seizures or psychosis 
in the absence of offending drugs or known 
metabolic derangement 

11. Psychosis or 
Convulsions 

9. Hemolytic anemia 9. Hematological 
Disorder 
  Hemolytic anemia 
  Leucopenia 
  Lymphopenia 
  
Thrombocytopenia 

9. Hematological Disorder 
  Hemolytic anemia 
  Leucopenia 
  Lymphopenia 
  Thrombocytopenia 

12. Hemolytic 
anemia or 
   Leucopenia/    
   Lymphopenia or     
  
Thrombocytopenia 

10. 
Leucopenia/Lymphopenia 

11. Thrombocytopenia 

IMMUNOLOGICAL  CRITERIA 

12. ANA 

10. Positive 
antinuclear 
antibody by IFT or 
an equivalent assay 

10. Positive antinuclear antibody by IFT or an 
equivalent assay 

13. L.E. cells 
 

13. Anti-dsDNA 
11. Immunologic 
Disorder 
  - Anti-DNA 
antibody to native 
DNA 
  - Anti-Sm antibody 
  - Positive 
antiphospholipid 
antibodies: 
a) IgG or IgM 
anticardiolipin 
b) positive lupus 
anticoagulant (LA) 
or  
c) false positive test 
for syphilis 

11. Immunologic disorder 
  - Anti-DNA antibody 
  - Anti-Sm antibody 
  - Positive LE Preparation 
  - False positive test for syphilis  

14. Chronic false 
positive test for 
syphilis 

14. Anti-Sm 

15. Anti Phospholipid 
Antibody 

16. Low Complement 

17. Direct Coombs Test 

 
Continued on page 43 ... 
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Continued from page 38 

Table 2. The 2012 SLICC Classification Criteria for SLE 

Classify a patient as having SLE if  
a) The patient satisfies four of the criteria, including at least one clinical criterion and one immunologic 

criterion or 

b) The patient has biopsy-proven nephritis compatible with SLE and with ANA or anti-dsDNA antibodies 
CLINICAL CRITERIA 

1. Acute Cutaneous 
Lupus 

Lupus malar rash (do not count if malar discoid), Bullous lupus, Toxic epidermal 
necrolysis variant of SLE, Maculopapular lupus rash. Photosensitive lupus rash (in the 
absence of dermatomyositis).  Subacute cutaneous lupus (nonindurated psoriaform 
and/or annular polycyclic lesions that resolve without scarring, occasionally with post-
inflammatory dyspigmentation or telangiectasias) 

2.Chronic Cutaneous 
 Lupus 

Classical discoid rash-localised (above the neck) or generalised (above and below the 
neck).  Hypertrophic (verrucous)lupus. 
Lupus panniculitis (profundus).  Mucosal lupus.  Lupus erythematosus tumidus, 
Chillblains lupus, Discoid Lupus-lichen planus overlap. 

3.Oral ulcers Palate, Buccal, Tongue or Nasal ulcers (in the absence of other causes, such as 
vasculitis, Behcets, infection (herpes), IBD, reactive arthritis, and acidic foods) 

4.Non-scarring alopecia Diffuse thinning or hair fragility with visible broken hairs (in the absence of other causes 
such as alopecia areata, drugs, iron deficiency and androgenic alopecia) 

5.Synovitis involving >2 
joints 

Characterized by swelling or effusion or tenderness in 2 or more joints and thirty minutes 
or more of morning stiffness. 

6.Serositis Typical pleurisy for more than 1 day or pleural effusions or pleural rub. 
Typical pericardial pain (pain with recumbency improved by sitting forward) for more than 
1 day or pericardial effusion  
Or pericardial rub or pericarditis by ECG (in the absence of other causes, such as 
infection, uremia, and Dressier’s pericarditis) 

7.Renal manifestations Urine protein/creatinine (or 24 hr urine protein) representing 500 mg of protein in 24 hr or 
red blood cell casts  

8.Neurological 
Manifestations 

Seizures, psychosis, Mononeuritis multiplex (in the absence of other known causes such 
as primary vasculitis), myelitis, peripheral or cranial neuropathy (in the absence of other 
known causes such as primary vasculitis, infection and diabetes mellitus), acute 
confusional state (in the absence of other causes, including toxic-metabolic, uremia, 
drug) 

9.Hemolytic anemia  

10.Leucopenia/ 
Lymphopenia 

Leucopenia <4000mm3 at least once (in the absence of other known causes such as 
Felty’s, drugs, and portal hypertension) 
Lymphopenia <1000mm3 at least once (in the absence of other known causes such as 
corticosteroids, drugs and infection) 

11.Thrombocytopenia <100,000mm3 at least once (in the absence of other known causes such as drugs, 
portal hypertension, and TTP) 

IMMUNOLOGICAL CRITERIA 

1.ANA Above the reference range of the laboratory 

2.Anti-dsDNA Above laboratory reference range, except ELISA: twice above laboratory reference 
range 

3.Anti-Sm  

4.Anti Phispholipid  
Antibody 

Lupus anticoagulant, False positive RPR, Medium or high titre anticardiolipin (IgA, IgG or 
IgM) and beta 2-glycoprotein I (IgA, IgG or IgM)  

5.Low Complement Low C3, C4 or CH50 

6.Direct Coombs Test In the absence of haemolytic anemia 

Criteria are cumulative and need not be present concurrently 
Petri M, Orbai AM, Alarcon GS, Gordon C, Merrill JT, Fortin FR et. al. Derivation and validation of the Systemic Lupus International 

Collaborating Clinics classification criteria for systemic lupus erythematosus. Arthritis Rheum 2012. 

43 
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METHODOLOGY7 

The SLICC classification criteria were derived from a set of 702 expert-rated patient scenarios. After an initial 

review of the clinical manifestations of SLE, a short standardised narrative of 10-12 patients who had the clinical 

diagnoses of SLE and 10-12 controls, who had diagnoses of close differentials of SLE (like APLA, Scleroderma, 

Fibromyalgia) were sent to 32 rheumatologists, who were unaware of the diagnosis made by the primary physician. If 

>80% of these rheumatologists made a diagnosis of SLE it was considered as a consensus diagnosis. A subcommittee 

then used statistical tools to identify variables that significantly contributed to separation of SLE cases from others and 

summarised it into a simple classification rule. The rule was vigorously discussed in meetings and few changes made 

on the basis of voting by experts. 

To validate the criteria, a different group of 690 patients diagnosed to have SLE were studied in a similar 

fashion, and their blood tested for immunological criteria in same standardised laboratory. Statistical methods were 

used to find out specificity and sensitivity of the SLCC criteria and compare it to the ACR criteria. 

 

THE SLICC CRITERIA 
The classification criteria that thus emerged were published in 2012, and is popularly called the SLICC criteria 

(Table 2). It contains 11 clinical and 6 immunological criteria. The proposed classification rule is as follows: 

Classify a patient as having SLE if 

The patient satisfies four of the criteria, including at least one clinical criterion and one immunologic criterion. 

OR 

The patient has biopsy-proven nephritis compatible with SLE and with ANA or anti-dsDNA antibodies. 

Criteria need not be present concurrently.
7 

 

Some of the features of the SLICC 

classification: 
1) Similar skin manifestations were grouped and 

discrete skin manifestations added as a new group. 

2) Arthritis criterion was redefined so that it 

doesn’t require a radiograph, and can be diagnosed 

clinically 

3) The renal criterion now includes measurement 

of proteinuria by the urine protein/creatinine ratio without 

the requirement of a time frame for collection. This 

reflects acceptance that the “spot” or random urine 

protein/creatinine ratio is easier to obtain than a 24 hour 

urine protein  

4) Several new established neurological 

manifestations (other than Seizures and Psychosis) were 

included 

5) Each Hematological manifestation was given 

more weightage 

6) The immunologic criterion reflects new 

knowledge about serologic tests in SLE and each 

criterion now gets more weightage as compared to the 

ARA criteria, where all the immunological tests were 

grouped into one criterion 

7) Patients with Biopsy proven Lupus (according 

to Nephritis International Society of Nephrology/Renal 

Pathology Society (ISN/RPS) 2003 Classification of 

Lupus Nephritis8) can now be classified as SLE, in the 

presence of one immunological variable. 

However, whether the SLICC criteria is really 

superior to ACR criteria in a real life clinical setting in 

terms of picking up more cases early and avoiding false 
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CONCLUSIONS  

 The SLICC criteria are the culmination of an 8 year effort by a group of experts and this clinical expertise is 

reflected in it.  

 The SLICC classification criteria perform better than the revised ACR criteria in terms of sensitivity, but not 

specificity.  

 These criteria are meant to be clinically more relevant, allowing the inclusion of more patients with clinically-

defined lupus than using the current ACR criteria. They will be important in clinical trials and in longitudinal 

observational studies.
9
  

 It should be noted that, as with the original revised ACR criteria, they have not been tested for purposes of 

diagnosis. The diagnosis of SLE still remains the clinical judgment of the physician. However the SLICC 

Definitely provides a valuable, simple but holistic compilation of the important clinical and immunological 

manifestations of SLE and will act as a good diagnostic aid. 

 

diagnoses needs to be carefully studied before we can 

replace one with  

the other.  

 Observations from studies: 

The following are some significant observations 

from various studies. 

1) In the validation sample the SLICC 

classification criteria misclassified fewer cases and had 

higher sensitivity, although less specificity. The 

difference between the ACR classification criteria and 

SLICC classification criteria performance was however 

not statistically significant.  (Table 3)  

2) In a study that applied the SLICC criteria to 2 

large multi-ethnic cohorts, it was noted that when 

compared to the judgment of expert physicians, SLICC 

criteria allowed the earlier diagnosis of a sizable 

proportion of patients who, otherwise, could not be 

identified until later with the consequent beneficial 

implications. However the authors raises the distinct 

possibility that some patients could not be identified until 

later using the SLICC criteria, and some, not at all.
9
 

3) In a retrospective analysis of childhood onset 

SLE involving 3 main pediatric lupus centers both sets of 

classification criteria were analyzed in 154 childhood 

SLE patients with a mean age at disease onset of 12.7 

years and in 123 controls with a mean age of 8.9 years. 

The sensitivity and specificity of the ACR criteria were 

76.6% and 93.4%, respectively, whereas those of the 

SLICC criteria were 98.7% and 85.3%, respectively. It 

was noteworthy that 22 lupus nephritis patients failed to 

meet four of the ACR criteria. The SLICC criteria 

showed better sensitivity (p<0.001) and led to fewer 

misclassifications, but were less specific (p<0.001) than 

the ACR criteria
10

 

4) In a cross sectional study of 110 SLE patients 

from Croatia, a moderate correlation between the number 

of SLICC classification criteria and SLEDAI disease 

activity index was found, both in active and inactive 

disease. However, there was no correlation between the 

number of ACR classification criteria and disease activity 

index. SLICC classification criteria correlate with disease 

activity because they capture more clinical and laboratory 

findings also involved in SLEDAI index. More patients 

satisfied the neurological and hematological criteria in 

SLICC than in the ACR criteria.
11

 

5) In a Swedish study SLICC-12 showed a 

diagnostic sensitivity of 94% compared with90% (for the 

updated set of ACR criteria from 1997, whereas ACR-82 

failed to identify every fifth true SLE case. However, the 

disease specificity of SLICC-12 reached only 74%.
12 

Salient features of SLICC criteria 

1. Higher specificity (98.7%)  than ACR criteria 
leading to lower rates of misclassification. 

2. SLICC criteria  allows the earlier diagnosis of 
a sizable proportion of patients who, 
otherwise, could not be identified until later. 

3. SLICC classification criteria correlate with 
disease activity better because they capture 
more clinical and laboratory findings. 

Disadvantages 
1. Specificity (85.3%)  lower than ACR criteria. 
2. Usefulness not yet fully proven in clinical 

settings.  
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 To quote the SLICC experts7, “the new criteria retain the goal of simplicity of use, yet reflect current knowledge 

of SLE obtained in the 29 years since the initial ACR criteria” 

************************** 
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