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Diagnostic Criteriafor Sevens-Johnson Syndrome (SJ9)

Clinical Entity
SJS is a severe mucocutaneous disorder characterized by erythema, epidermal detachment (including

blisters and erosions), and enanthema accompanied by high fever. SJS is mainly caused by drug.

Essential Criteria (required)
1. Severe, hyperemic and/or hemorrhagic mucocutaneous lesions are observed.
2. Epidermal detachment involves less than 10% of the total body surface area.

3. High-grade fever (=38.0°C) in the absence of anti-pyretic therapy is detected.

Supportive findings

1. Flat atypical target lesions

2. Bilateral acute keratoconjunctivitis accompanied by ocular surface epithelial
erosions and/or pseudomembranous formation

3. Histological evidence of epidermal necrosis

Diagnosis
Fulfillment of all three essential criteria is necessary for definite diagnosis.
Re-evaluation is necessary for final diagnosis due to the risk of progression to its more

extreme variant type, toxic epidermal necrolysis (TEN).
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Diagnostic Criteria for Toxic Epidermal Necrolysis (TEN)

Clinical Entity

TEN is a severe mucocutaneous disorder characterized by extensive erythema, epidermal detachment
(including blisters and erosions), and enanthema accompanied by high fever. The extent of epidermal
detachment is more than 10% of the total body surface area. The cause of TEN is drug in most

patients.

Essential Criteria (required)
1. Epidermal detachment involves more than10% of the total body surface area.
2. Staphylococcal scalded skin syndrome is excluded.

3. High-grade fever (=38.0°C) in the absence of anti-pyretic therapy is detected.

Supportive Findings

1. Generalized macular or diffuse erythema

2. Enanthema including bilateral acute keratoconjunctivitis accompanied by ocular surface epithelial
erosions and/or pseudomembranous formation

3. Histological evidence of marked epidermal necrosis

Diagnosis
Fulfillment of all three essential criteria is necessary for definite diagnosis.
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Severity Index Score for Stevens-Johnson Syndrome (SJS) and for Toxic
Epidermal Necrolysis (TEN)

1. Mucous lesions

Ocular lesions

Pseudomembranous formation 1
Ocular surface epithelial erosions 1
Bilateral acute keratoconjunctivitis 1

Labial and/or oral lesions
Oral diffuse erosive lesions with bloody scales 1
Labial erosive lesions with bloody scales alone 1
Oral or labial erosive lesions alone 1
2. Body surface area of skin lesions (Select one from the three)
>30%
10% - 30%
<10%
Fever: >38.0°C
Respiratory dysfunction
Epidermal detachment
Liver dysfunction (ALT* >100 IU/L)

—_— e e e = N W

AN

*Alanine aminotransferase.
For assessment: severe, > 6 points and moderate, < 5 points.

Each condition below is evaluated as severe regardless of points:

1) Pseudomembranous formation and/or ocular surface epithelial erosions
2) Respiratory dysfunction associated with SJS/TEN
3) TEN extends with diffuse erythema
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