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The New Classification Criteria of Systemic Lupus Erythematosus

Sang-Heon Lee

Division of Rheumatology, Department of Internal Medicine, Konkuk Universtiy School of Medicine, Seoul, Korea

Systemic lupus erythematosus (SLE) is a prototype for multi-system, autoimmune diseases of unknown etiology, characterized
by the production of autoantibodies. SLE can involve any organ system of the body with constitutional symptoms, including mus-
culoskeletal, skin, renal, neuropsychiatric, cardiovascular, respiratory and gastrointestinal systems. These wide spectra of disease
manifestations have made disease classification difficult. American College of Rheumatology (ACR) proposed classification cri-
teria for SLE for research purpose in 1982, which had been widely used for research purpose and not for diagnosis. In 1997, these
criteria were updated with further recognition of antiphospholipid antibodies, but not validated. But ACR criteria didn't still meet
the necessity for earlier diagnosis of SLE. In order to improve clinical relevance and incorporate new knowledge to the field of lu-
pus immunology, the Systemic Lupus Erythematosus International Collaborating Clinics (SLICC), an international lupus expert
group dedicated to clinical research on lupus, revised the ACR systemic lupus classification criteria in 2012. The new 2012 SLICC
criteria were validated using a large set of patient scenarios rated by experts. The history and diagnostic utility of SLE criteria are
covered in this review. (Korean J Med 2014;87:389-394)

Keywonds: Systemic lupus erythematosis; Diagnosis

N E 3 %@2& L}Ewﬂ v Aol Wb ehhs
el A e SRl

217G R (systemic lupus erythematosus, SLE)= % o ‘%IEEW‘?} FEAFA L A5 v AHES A
A AWshs tisA Ahd e Ao s AR 84< Ak UEht Soler HojAn, detk So] A= Il
E4or sy o f, A, A8 A, S=AA, A, 1, = FdsDNATHA, &SmeA| 52 B Aol A YehAl= ¢
271 &7150°] AL A rke AW o] weh g yEhy Wit

o 5ol choft YHFAE Lrehdth. SLEE 47|15
we) AgkTHe o) uhg Aol 4 ARt of

%

gojx= Thdo] qlth

Correspondence to Sang-Heon Lee. M.D., Ph.D.

Division of Rheumatology, Department of Internal Medicine, Konkuk University Medical Center, 120-1 Neungdong-ro, Gwangjin-gu.
Seoul 143-729, Korea

Tel: +82-2-2030-7541, Fax: +82-2-2030-7748, E-mail: shlee@kuh.ac.kr

Copyright © 2014 The Korean Association of Internal Medicine
This is an Open Access article distributed under the terms of the Creative Commons Attribution Non-Commercial License (http://creativecommons.org/licenses/by-nc/3.0/) which permits
unrestricted noncommercial use, distribution, and reproduction in any medium, provided the original work is properly cited.



— The Korean Journal of Medicine: Vol. 87, No. 4, 2014 —

SLE A7 o = 71 de o] &5 72 19824 vl=f7
u}E] A8} 3](American College of Rheumatology, ACR)l|A4] A
Al BER71E0] AUTH2]. o]F 1997 YR ThAo] o]F
of# WA A1) LRI GR TjE Sloby whgo] A
war, Al FRIAEFA HAK Feardioliping}A]l, lupus anti-
coagulant) = =7} thA|E Zlo] Solth3]. Tt o] &
T2 shabE Atolofl (At S S% ER71E
A B AHE 7)o 2 ARl wAlIR ol s E Sk
a8y o]d 71l siEshs @ol SLEY| 2e A
FFolv A Aus vkgskar Q=

o

=
SLEZ} 7ls] 2]41E)%]

B HRIES WEAYIA Rk
A9 k. el So] FRATE Aol A 217
Apell ] 232 A1edo] ek azdo] 9l 2 SLE Aol

62 i
|o
|
i
o
jn:

m
N
N
=2
i
<
N
B
X
9‘1"

A A SIs) £ 4B 1FOR olRold]
Systemic Lupus International Collaborating Clinic (SLICC)o]|A]
2012\ A =& EF71ES AbsGlT) o 7|EolA= =24

chorst mefala] Zab ojatel AR Welshy Z)2u A4l
) ipilol SAT QAIEe] 27§ AN R BRee
I, A1 A AL 3

R FF2A G HEAE € A
>

A7)0 1997 ACR 71229 H|

o o
rgjlm
oy oX
o
[~
I
2 .
J::.’
T
o]
)
2
w2
—
™
Hu
Jm
i
i)
)
byt
ped)
un
rl
2
P

of Blad Z7|HE k= o] Azl Adet w7t AlRE
]

=

M

19824 O|=2FOIE|ASHS| BRI|E

Ak =4 A7 2k S vlEste] B, At
£ 1982 ACR SLE 77|58 ARS3I3ITH2]. 71 o] Hof=
1971 SLE of|8] 277|E0] ARl =
A AARE AREE AFA A
A 5ol MFEA kot AR Akr]FEe] BaKo] A
71593, v=RuteEaste] W A 2 AR 715 A9
7} 4= o] Tan 5o] F50] Ho] 1982 SLE £-77]%0]
A= 9 ch(Table 1). A 47) FE=-2 7] gzl gk 2o
2 FIA, 7 A IR, dukak gute g pAE
ok o A FEL2 54 71 AW g He® A%

_1

~

ot |, A%, SFAEA, B Aol tigt e =%t

> 2
< @50l H Uil AA Yt 1Y &2 d $
off FeRA 4wk, 584 W Il ol v A
71

t
I

w7 F 1871 7]l A SLE &7l ofsl 3
w1777 2] gk} 1627 2] thz=wi(Hol, A, Q15 ARt
v &g, BlER)Y AAl22] dehor o] FFE
t}. o]& o] AHE ARAMIS (American Rheumatism
Association Medical Information System)Zh= 7AFE| d|o]E]
Hlo]2of AgE o] EA WL o] ZR7IES o8 B
U e 96%, 5ol 96%S UERo] o]F SLE A-tollA i
& ER71EoR ARE 2] 2By ol Tt ERVIE
2 AR Ao AAlz dolA A= Xds
=l 2] AL, THA] A, EAsHA, HeEe A A

75 Akt 712l He A=ER ol gE Utk

-

19974 O|=ROE|ASHS| THEE

1982 AIHH SLE HR77|%E o]F 109 o4 #20
AREEI GO ol AL HSE MR ATFIA] AAR
Hol s} Az 7ige) Fadol AZl= et 159 &
19979 AE FR7lee] 54 G2E meolA w3

=2
St LEAIE HAPE AAIE AL, oAl FRJAAEZA AAL=

=
A 2ol SolchTable 1). LEAIE FAR: i3] 4
A7t SLES] 3 AEAAE SHH ol Folli thi 7ak

Aol o ol 2454 93 g AL WStk ®
3 LEAIE 7417} vighe 9 Ak wola ghataka) 7}
ol ula) ®A 5| WOl AUV : LEAIE 74} 73% vs 9]

ol gt
EH A Scardiolipin®A, lupus anticoagulantFH A} FAdo]



— Sang-Heon Lee. The New Classification Criteria of SLE —

Table 1. 1982 versus 1997 revised criteria for the classification of systemic lupus erythematous [2,3]

Criterion

Definition

1982

1997

1. Malar rash

. Discoid rash

. Photosensitivity
. Oral ulcers
. Arthritis

AN N kW

. Serositis

. Renal disorder

8. Neurological disorder

. Hematologic disorder

10. Immunologic disorder

11. Antinuclear antibody

Fixed erythema, flat or raised, over the malar eminences, tending to spare the nasolabial folds

Erythematous raised patches with adherent keratotic scaling and follicular plugging; atrophic scarring may oc-
cur in older lesions

Skin rash as a result of unusual reaction to sunlight, by patient history or physician observation

Oral or nasopharyngeal ulceration, usually painless, observed by physician

Nonerosive arthritis involving 2 or more peripheral joints, characterized by tenderness, swelling, or effusion

1.

Pleuritis—convincing history of pleuritic pain or rubbing heard by a physician or evidence of pleural effusion

OR

. Pericarditis—documented by electrocardigram or

OR

electrolyte imbalance OR

. Psychosis—in the absence of offending drugs or

or electrolyte imbalance

. Hemolytic anemia—with reticulocytosis OR
. Leukopenia—< 4,000/mm’ on > 2 occasions

OR

. Lymphopenia—< 1,500/mm’ on > 2 occasions

OR

. Positive LE cell preparation OR
. Anti-DNA: antibody to native DNA in abnormal

titer OR

. Anti-Sm: presence of antibody to Sm nuclear

antigen OR

. False-positive serologic test for syphilis known

to be positive at least 6 months and confirmed
by Treponema pallidum immobilization or flu-
orescent treponemal antibody absorption test

rub or evidence of pericardial effusion

. Persistent proteinuria > 0.5 grams per day or > than 3+ if quantitation not performed

. Cellular casts—may be red cell, hemoglobin, granular, tubular, or mixed

. Seizures—in the absence of offending drugs or known metabolic derangements; e.g., uremia, ketoacidosis, or

known metabolic derangements, e.g., uremia, ketoacidosis,

. Thrombocytopenia—< 100,000/mm’ in the absence of offending drugs

1. Anti-DNA: antibody to native DNA in abnormal titer OR
2. Anti-Sm: presence of antibody to Sm nuclear antigen OR
3. Positive finding of antiphospholipid antibodies on:
1) An abnormal serum level of IgG or IgM anti-
cardiolipin antibodies,
2) A positive test result for lupus anticoagulant using a
standard method, or
3) A false-positive test result for at least 6 months con-
firmed by Treponema pallidum immobilization or
fluorescent treponemal antibody absorption test

An abnormal titer of antinuclear antibody by immunofluorescence or an equivalent assay at any point in time
and in the absence of drugs

The classification is based on 11 criteria. For the purpose of identifying patients in clinical studies, a person is defined as having SLE if
any 4 or more of the 11 criteria are present, serially or simultaneously, during any interval of observation.
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Table 2. Clinical and immunologic criteria used in SLICC classification criteria [4]

Classify a patient having SLE if

The patient satisfies 4 of the criteria listed below including at least 1 clinical and 1 immunologic criteria: or

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

Clinical criteria

Acute cutaneous lupus

Chronic cutaneous lupus

Oral ulcers

Nonscarring alopecia

Synovitis

Serositis

Renal

Neurologic

Hemolytic anemia

Leukopenia

Thrombocytopenia
Immunologic criteria

ANA

Anti-dsDNA

Anti-Sm

Antiphospholipid antibody

Low complement

Direct Coombs test

Including 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 dermatomyo-
sitis; or subacute cutaneous lupus (nonindurated psoriaform and/or annular polycyclic lesions that
resolve without scarring, although occasionally with postinflammatory depigmentation or telangiec-
tasia

Including classical discoid rash; localized (above the neck); generalized (above and below the neck);
hypertrophic (verrucous) lupus; lupus panniculitis (profundus); mucosal lupus; lupus erythematosus
tumidus; chillblains lupus; discoid lupus/lichen planus overlap

Palate, buccal, tongue or nasal ulcers in the absence of other causes, such as vasculitis, Behget’s, in-
fection (herpes), inflammatory bowel disease, reactive arthritis and acidic foods

Diffuse thinning or hair fragility with visible broken hairs in the absence of other causes such as alo-
pecia areata, drugs, iron deficiency and androgenic alopecia

Involving two or more joints, characterized by swelling, effusion or tenderness in two or more joints,
and 30 minutes or more of morning stiffness

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 peri-
cardial rub or pericarditis by electrocardiography in the absence of other causes, such as infection,
uremia and Dressler’s pericarditis

Urine protein/creatinine (or 24-hour urine protein) representing 500 mg of protein/24 hour or red
blood cell casts

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, drugs

< 4,000/mm’ at least once (in the absence of other known causes such as Felty’s, drugs and portal
hypertension); or Lymphopenia (< 1,000/mm’ at least once) in the absence of other known causes
such as corticosteroids, drugs and infection

Above laboratory reference range

Above laboratory reference range, except ELISA: twice above laboratory reference range

Any of the following lupus anticoagulant false-positive RPR medium or high titer anticardiolipin
(IgA, 1gG or IgM) or anti-B2 glycoprotein I (IgA, IgG or IgM)

Low C3, low C4, low CH50

In the absence of hemolytic anemia

SLICC, systemic lupus international collaborating clinic; SLE, systemic lupus erythematosus; ANA, antinuclear antibody; ELISA, en-
zyme linked immunosorbent assay; RPR, rapid plasma antigen.
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Table 3. Performance of the proposed classification as compared
to the 1997 ACR criteria on the derivation sample based on 702
case scenarios [4]

Rule Sensitivity Specificity =~ Misclassitied
cases
1997 ACR criteria  267/310  365/392 (93%) 70
(86%)
SLICC criteria 292/310  361/392 (92%) 49
(94%)

ARC, American College of Rheumatology; SLICC, Systemic
Lupus International Collaborating Clinic.
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