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ABSTRACT
We report a case of Toxic Epidermal Necrolysis (TEN) in a 10 year old male child resulted from inadvertent anti-epileptic
usage. Steven-Johnson Syndrome (SJS) /TEN has been seen as a side-effect of many drugs like Cotrimoxazole, Phenytoin,
Carbamazepine, Valproic acid, NSAID’S, Allopurinol. Etc., but TEN in a patient who is on valproic acid with addition of
lamotrigine is rare which is a point of interest in our case which was successfully treated with Intravenous immunoglobulins.
Keywords: Lamotrigine, Intravenous immunoglobulin, SJS, TEN.

INTRODUCTION
Steven-Johnson Syndrome (SJS) and Toxic
Epidermal Necrolysis (TEN) are severe lifethreatening conditions resulting in epidermal necrosis
mucosal erosions, epidermal detachment and severe
constitutional symptoms.[1,2] SJS is characterized by
widespread small blisters with skin detachment of
less than 10% of total body surface area, skin
detachment of 10-29% of total body surface area is
overlap of SJS and TEN. Widespread detachment of
epidermis greater than or equal to 30% is called as
TEN.[3]
Drugs (sulfonamides, NSAIDS, Anti-epileptics etc.)
are considered to be the major etiology about 75% of
SJS/TEN. However infections such as upper
respiratory, Mycoplasma pneumonia, flu like illness
have also been reported to be the causes.[4,5] The
pathophysiology of SJS/TEN remains unknown.

Hence the treatment approach is primarily supportive
and symptom targeted.[6] The immediate management
of SJS/TEN is withdrawal of all potential medication
triggers.[7] This is a disease of poor prognosis, death
within 6 weeks on onset of disease, has been seen in
9% of patients with SJS, 29% with SJS/TEN overlap,
48% in TEN. However with increased supportive
measures and quality care morbidity and mortality
rates has come down.[8]

CASE
A 10 year old male child presented to emergency
with blister like lesions and peeling of skin for 2
days. Lesions started first on chest, later on
extremities gradually progressed to almost all over
the body. Patient also complains of burning
sensations in eyes, unable to open eyes and difficulty
and pain during swallowing. Patient attendants give
history of one episode of low grade fever.
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Table 1: Consensus definition of Steven-Johnson syndrome and toxic epidermal necrolysis4
Criteria
EM majus
SJS
SJS/TEN overlap
TEN with maculae
Skin detachment
(%)
Typical target
lesions
Atypical target
lesions
Maculae

TEN with widespread
erythema (without spots)
>10%

< 10%

< 10%

10%-30%

>30%

+

-

-

-

-

Raised

Flat

Flat

Flat

-

-

+

+

+

-

Mainly
Widespread
Widespread
Widespread
limbs
EM, erythema multiforme; SJS, Stevens-Johnson syndrome; TEN, Toxic epidermal necrolysis.
Distribution
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On examining the patient, his heart rate was
130/minute, BP recorded 110/70 mm of Hg and
temperature 100 degree F, with blisters and peeling of
skin over 70% of body surface area with conjunctiva
redness and oral mucosal shedding [Figure 1].
Coming to past history, patient had history of
seizures since childhood. He was on phenytoin for 3
years, later on valproic acid. His last episode of
seizure was 20 days back for which he was
prescribed lamotrigine in addition to valproic acid.

A skin specialist was consulted immediately who
diagnosed the case as TEN based on drug history and
clinical presentation. He was kept on symptomatic
supportive treatment with fluid management,
adequate calorie intake through nasogastric tube,
daily skin dressing, topical antibiotics, short course of
corticosteroids(dexamethasone 8mg twice daily for 3
days) and Intravenous Immunoglobulin(30g/day for 5
days). Patient improved dramatically over a period of
10 days without any complications.

Table 2: At-risk medications and recommendations for identifying casual medications in Stevens-Johnson syndrome and toxic epidermal
necrolysis.
Drugs with a high risk to induce SJS/TEN[9,10]. Their use should be carefully determined and they should be suspected promptly.
Allopurinol
Carbamazeine
Co-trimoxazole (And other anti-infective sulfonamides and sulfasalazine)
Lamotrigine
Nevirapine
NSAIDs (Oxicamtype; i.e., meloxicam)
Phenobarbital
Pheytoin
Drugs with a moderate (Significant but substantially lower) risk for SJS/TEN[11-13]
Cephalosporines
Macrolides
Quinolones
Tetracyclines
NSAIDs (Acetic acid type; i.e., diclofenac)
Drugs with no increased risk for SJS/TEN[11-15]
Beta-blockers
ACE – inhibitors
Calcium channel blockers
Thiazide diuretics (with sulfonamide structure)
Sulfonylurea anti-diabetics (with sulfonamide structure)
Insulin
NSAIDs (propionic acid type; i.e., ibuprofen)

DISCUSSION
Toxic epidermal necrolysis (TEN) is also known as
Lyell’s syndrome is a rare but potentially life
threatening condition with widespread epidermal
detachment and mucosal erosions [Table 1].[16]
The incidence of SJS is 1-6 cases/million person
years and TEN is 0.4-1.2cases/million person
years.[14] In previous case reports and studies, more
than 100 drugs have been implicated as causes of
SJS/TEN.[9] Among which sulfonamides, allopurinol,
carbamazepine, phenytoin, NSAIDS, Valproic acid
are major culprits.
Index day was designated as the date of onset of
symptoms or signs that progressed within 3 days to
definite erosions or blisters of the skin or mucous
membranes.[3] Generally a drug doesn’t induce a
reaction when no longer present in a body. Hence a

window period of 7 days from the date of exposure to
index day is being considered. However it varies with
half life of drugs for example it is 14 days for
NSAIDS to 3 weeks for Phenobarbital.[3] Most
common drug that leads to this disease is
sulfonamides (cotrimoxazole). Antiepileptics like
valproic acid and carbamazepine are also considered.
Combination of lamotrigine to valproic acid has been
recently reported as a cause of TEN[15], but very rare
hence it has become point of interest in our case
[Table 2].
Diagnosis is mainly done by history and clinical
presentation. After withdrawal of offending drugs,
other treatment protocols include supportive care
with fluid and electrolyte management, adequate
calorie intake, empiric treatment for infections,
sedation and pain management.[11] Skin directed
biological dressing[11], eye care[6], glucocorticoids,

Annals of International Medical and Dental Research, Vol (1), Issue (3)

Page 351

Syed et al; Toxic Epidermal Necrolysis
immune-suppressants like cyclosporine[6] are also
advised. Role of intravenous immunoglobulins,[12,13]
plasmapharesis is also suggested in recent trials.

Figure 1: Blisters and peeling of skin.

CONCLUSION
SJS/TEN are serious life threatening cutaneous
reactions with poor prognosis. As most common
cause is drug related care should be taken before
prescribing sulfonamides and anti-epileptics.
Addition of lamotrigine to valproic acid resulted in
TEN in a young child who survived after passing
through series of life threatening events.
Symptomatic supportive is the main treatment
strategy. I.V immunoglobulins has also been
considered to improve outcome of this disease.
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