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Teaching points
1. Good history, with special attention to a full and comprehensive drug history (i.e any new drugs started recently)
2. Stop any offending drug immediately.
3. I.V fluids as systemically unwell with fever and unable to maintain oral intake because of oral lesions.
4. Involve dermatologist if symptoms not settling as may need a skin biopsy to confirm diagnosis.
5. Otherwise treatment is mainly symptomatic. Cyclophosphamide, plasmapheresis, haemodialysis and immunoglobulin 

have been used in some cases.
6. The use of systemic steroids is controversial. Some authors believe that they are contraindicated. Treatment with 

systemic steroids has been associated with an increased prevalence of complications
7. The mortality is approximately 5% for patients with SJS and higher for SJS/TEN and TEN, so be aware of the condition.

Written informed consent was obtained from the patient.
The authors used emedicine.
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Answers
1. Stevens-Johnson Syndrome
2. Causes

A Idiopathic
Commonest cause (25%-50% of cases)

B Infectious
• Viral: herpes simplex virus (HSV), AIDS, 

coxsackie viral infections, influenza, 
hepatitis, mumps, mycoplasmal infection, 
lymphogranuloma venereum (LGV), 
rickettsial infections, and variola. 
In children, Epstein-Barr virus and 
enteroviruses have been identified.

• Bacterial: group A beta streptococci, 
diphtheria, Brucellosis, mycobacteria, 
Mycoplasma pneumoniae, tularemia, and 
typhoid. 

• Fungal: Coccidioidomycosis, 
dermatophytosis, and histoplasmosis 

• Protozoal: Malaria and trichomoniasis have 
been reported as causes.

C Drug induced 
Penicillins and sulfa group of antibiotics have been 
the most implicated class, other classes include 
anticonvulsants including phenytoin, carbamazepine, 
valproic acid, lamotrigine. Other commonly used 
drugs implicated are diclofenac, cephalosporins, 
macrolides, quinolones and tetracyclines.

D Malignancy-related
Various carcinomas and lymphomas have been 
associated.

Outcome and discussion
This patient was diagnosed as having Stevens-
Johnson Syndrome. The most likely cause was 

the sulfasalazine, which had been started recently. 
This drug was stopped. He was reviewed by a 
dermatologist, who confirmed the diagnosis and 
recommended treatment with oral corticosteroids. 
He was commenced on prednisolone 30 mg daily 
and discharged 2 days after his admission. He was 
reviewed in the rapid access clinic the following 
week and his rash was resolving well and his fever 
had subsided. The patient was discharged back to the 
care of the rheumatologists.

First described in 1922,1  Stevens-Johnson 
syndrome (SJS) is a severe variant of erythema 
multiforme that is an immune-complex 
hypersensitivity disorder affecting the skin and 
mucous membranes. It is also known as erythema 
multiforme major. SJS and toxic epidermal 
necrolysis (TEN) are considered to be variants of 
the same disease and can be classified as SJS/TEN. 
Both conditions arise due to keratinocyte death by 
apoptosis causing separation of the epidermis from 
the dermis2. Drugs are the most common cause and 
SJS usually follows a 14 day period of feeling non-
specifically unwell with generalised malaise and fever. 
As the disease progresses a rash and a high fever occur 
and the mucous membrane lesions develop. Any 
mucous membrane can be affected including the 
oropharynx, eyes, lungs and digestive system. When 
the oral mucous membrane involvement is severe 
patients are unable to eat and drink. Superimposed 
infection is common. Affected organs can be scarred 
in severe cases. SJS is a serious systemic disorder 
with high levels of morbidity and occasional death. 
Mortality is increased by older age at presentation, 
delay of referral, total affected area, white blood cell 
count, elevated creatinine, immunoglobulin therapy 
and more than two different types of blood bacterial 
species isolated.3 Early involvement of a senior 
dermatologist is essential; an ophthalmologist should 
also be involved if the eyes are affected.4
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