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ARA Criteria for Diagnesis of Systemic Lupus Erythematosus

Criterion Definition

Malar rash Fixed erythema, flat or raized, over the malar eminences, tending to
spare the nasalabial folds

Erythernatosus raised patches with adherent keratotic scaling and

fallicular plugging; atrophic scarring may occur in older lesions

Skin rash as a result of unusual reaction to sun-ight, by patient history

or physician obserwvation
Oral ulcers Oral or nasopharyngeal ulceration, usually painless, obserwved by a physician

dr-thritis Moneroszive arthritis involving 2 or more peripheral joints, characterized by
tenderness, swelling, or effusion

Serositis -:-mfin-:ing histary of pleuritic pain or rub heard by a

physician ar evidence of pleural effusion DR
Pericarditiz — docurmented by ERG, rub or evidence of pericardial effusion

Renal disorder FPersistent proteinuria greater than 0.5 grams per day or greater than
3+ if quantitation not performed OR
Cellular zasts — may be red cell, hernoglobin, granular, tubular, or mixed

Meuraologic disarder Seizures OR psychosizs — in the absence of offending drugs or known
metabolic derangernents Curemia, ketoacidosiz, ar electrolyte imbalance)

Hernatologic disorder  Hernolytic anemia — with reticulocytosis OR
Leukopenia — less than 4 ,000/mm3 total an two oF more occasions OR
Lyrnphopenia — less than 1,500/ mm2 on two or more occasions OR
Thrombocytapenia — less than 100,000 /mm3 in the abzence of offending drugs

Irnrnunolegic disorders d antibody DR

? ody to native DN& in abnormal titer DR

m — presence of antibody to Sm onuclear antigen OR

Falze positive seralogic test for syphilis known to be positive for at least =ix
rmonths and confirred by Treponema pallidurn immobkilization oF fluorescent

treponernal antibody absorption test

&n abnormal titer of antinuclear antibody by irrmuno fluorescence or an

equivalent assay at any point in tirne and in the absence of drugs known
to be associated with "drug-induced lupuz" syndrome
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Frequency of Symptoms of Systemic Lupus Erythematosus?

Symptoms
Fatigue

Weight loss
arthritis or arthralgia
Skin
Butterfly rash
Photosensitivity
Mucuous mermbrane lesion
Blopecia
Raynaud’s phenornenon
Purpura
Uticaria
Fenal
Mephrosis
Gastrointestinal
Pulrricnary
P leurisy
Effuzion
Frieurnonia
Cardiac
Pericarditi=s
Murrnurs
ECG changes
Lyrphadenopathy
O lenormegal
Hepatormegaly
Central nervous systern
Functional
Psychosis
Corrvulsions

tadapted frrom Yon Feldt, M, Postgrad Med 1995, 97 :79.

Fercent at onset

20
A6
21
B2-B7
=
28-35
29
10-21
22
17-23
10
1
16-385
3
18
2-12
17

=16

12-21

1
0.5

Percent at anytime

Td4-100
40-20+
dd-50+
83-95
20-91
42—
41-50
2702
18-71
22-T1
15-24
4-5
34-T3
11-18
38-44
24-93
30-45
24
29
20-45
a-43
23
Z4-70
21-50
S-20
T-23
25-T3
FMo=t
a-ad
2=20

Anemia
Leucopenia

Trombocitopenia

70%
65%
15%
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e Procesos hematolégicos malignos 27%
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¢ Infecciones 23%
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Diagnostic Criteria for Hemophagocytic Lymphohistiocytosis (HLH)Y

Hajor criteria:

(1) Fever:Peak temperature >33 .5°C for seven or mare davs
(2} Splenomegaly: Spleen palpated *3 cm below the left costal margin
(Z) Cytopenia invoelving two or more cell lines:
Hernaglabin <2.0 g/dL, or
Flatelets <100,000/:, or
Abzalute neutraphil count <1 0007 4
(4) Hypertriglyceridemia or hypofibrinogenemia:
Fasting triglycerides *2.0 mmol/L, or more than 2 standard
deviations (SD) above the norrmal walue for age, or
Fibrinagen <1.5 g/L, or more than 3 S0 below the normal value for age
(5) Hemophagocytosis : Dermonstrated in bone marrow , spleen, or Ivmph node
Mo evidence for malignancy. (See comments in text)

Alternative criteria:

(a) Low or absent natural killer (NK) cell actirity

(b) Serum ferritin level *500 pq/fL

(c) Soluble CD235 (sIL-2 receptor) »2400 U/mL

Diagnosis:

The diagnozis of HLH requires the presence of all five major criteria. Either criterion
[a) or a combination of criteria (b) and (c) may substitute for one of

the rnajor criteria. If a patient meets only four criteria and the clinizal suspicion for

HLH iz high, one rust initiate appropriate treatment, as delays may be fatal,

In the appropriate clinical setting, the diagnosis is justified by a pogitive family history
of HLH; parental consanguinity is only suggestive of HLH.

Yadapted fram Henter JI, et al. Sernin Oncal 1991 ; 18:29.
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