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Introduction
Steven Johnson Syndrome (SJS) and Toxic Epidermal necrolysis 
are rare dermatological emergencies that are associated with a 
high degree of morbidity and mortality [1]. They are considered 
to be severe blistering conditions that portray an image of diffuse 
epidermal necrolysis in association with sloughing of the skin. SJS 
and TEN are effectively the same disease with the main difference 
being the percentage of body surface area involved. It is widely 
accepted that SJS belongs to the below 10% body surface area 
category and TEN to the more than 30% category. A Steven Johnson 
syndrome and Toxic Epidermal Necrolysis overlap exists when the 
body surface area affected is between 10 percent and 30 percent [2]. 
The causes of both conditions within this spectrum are most likely 
drug related, however certain infections can also trigger SJS/TEN 
but this is less likely. In a substantial number of cases the cause is 
idiopathic [3]. The main grading system is the SCORTEN criteria, 
which can also provide more information regarding prognosis and 
mortality [4]. Management of this condition is highly controversial 
with no clear guidelines but there is a wide agreement that patients 
should be managed in a burns unit with intravenous fluids and 
protection from secondary infections. Stopping all medications 
and investigating for the cause is important unless there is clear 
benefit from any single medication.

Pathogenesis
Solid evidence suggests that SJS/TEN is associated with defective 
capacity to eliminate drug metabolites, when an immune 
response can initiate the cellular events after reacting with these 

drug metabolites [5]. There is also drug related HLA alleles that 
was identified as major susceptibility and high risk genes for 
development of SJS/TEN [6,7]. Moreover drug specific cytotoxic 
T cells are seen early in the development of cutaneous lesions, as 
well as IL -6, TNF-α, Interferon γ, IL-8 and Fas ligand (FasL) [8], 
and their presence can contribute to the constitutional symptoms 
[9].

Clinical Features and Diagnosis
As previously mentioned, Steven Johnson syndrome and Toxic 
Epidermal necrolysis are more or less the same spectrum but 
differentiated through the percentage of body surface area involved. 
The majority of cases present with a prodromal phase that includes 
fever, fatigue, malaise and generally feeling unwell [10]. This 
then progresses rapidly to widespread erythematous areas with 
pale dusky appearances, purpura and blistering associated with 
areas of epidermal detachment. The mucosal surfaces are almost 
always affected and this is an important diagnostic clue to guide 
the clinician [11]. Diagnosis can be confirmed with skin biopsy 
and this is helpful in excluding other blistering conditions such 
as staphylococcal scalded skin syndrome and pemphigus vulgaris. 
The epithelium and epidermis show spongiosis and various degrees 
of necrosis, frequent apoptotic keratinocytes, subepidermal 
clefting and basal hydropic degeneration. The dermis shows 
superficial perivascular lymphocytic infiltrate, superficial odema 
and sometimes oesinophilic infiltrate (Figure 1).

Once the diagnosis is confirmed it is important to calculate the 
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SCORTEN criteria, as this will be helpful in establishing the 
likelihood of survival and the severity of the condition. There are 
7 elements that determine the SCORTEN criteria and these are as 
follows:
1. Age more than or equal to 40 years (1 point) 
2. Associated malignancy (1 point) 
3. Heart rate more than or equal to 120 beats per minute (1 point) 
4. Percentage of body surface area detachment (epidermal 
detachment) >10% (1 point)
5. Serum bicarbonate 14 mmol/L (1 point) 7. Serum Urea>10 
mmol/L (1 point)

Risk factors Associated mortalities 
0-1 3.2%
2 12.1%
3 35.35%
4 58.3%
5 >90%

Table 1: The mortality increases with higher scores of 
SCORTEN criteria.

Figure 1: Erythema multiforme showing apoptotic keratinocytes 
and hydropic degeneration of the stratum basale.

Management
The majority of cases of SJS/TEN are induced by drugs therefore 
a thorough investigation into the medication history is paramount. 
The most common culprits are antibiotics (especially beta-lactam 
antibiotics), allopurinol, Nevirapine, anti-epileptics, Non-steroidal 
anti-inflammatory drugs and biological agents like Nivolumab [5]. 
The cause is not found or idiopathic in a substantial number of 
cases and in a small minority an infectious disease can be a trigger 
with the most common being Mycoplasma Pneumonia [3,5]. There 
are no clear guidelines for the management of this spectrum of 
severe blistering disease but it is widely accepted to manage the 
patient in a burns unit or an intensive therapy unit if the former 
is not available with. Strict fluid and electrolyte management 

and stopping the culprit medication if found. Non-adherent 
dressings are helpful and the room should be kept warm to avoid 
hypothermia. Preventing secondary infections is pivotal and if 
present prompt treatment with antibiotics is necessary. Enteral or 
Parenteral feeding should be started with intravenous fluids. There 
has been variable success with combinations of corticosteroids, 
intravenous immunoglobulin, cyclosporine and tumour necrosis 
factor alpha receptor inhibitors but clear management guidelines 
and evidence based approaches are lacking [12].
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