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Case Report

Toxic Epidermal Necrolysis

Aamer Naseer, Fauzia Aamer, Hamayun Igbal Khan, Amjad Hussain, Mohammad Ali Khan and Tayyaba Khawer Butt

Abstract: Toxic epidermal necrolysis (TEN) is a clinical syndrome characterized by severe
exfoliative skin changes, erosive mucosal involvement, and potentially life-threatening
multisystem involvement. We present a 1 year old boy with recurrent rashes and fever, who turned
out to be a case of toxic epidermal necrolysis.
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Introduction

Toxic Epidermal Necrolysis (TEN) is a severe acute
exfoliative skin and mucosal disorder' that is
characterized by full-thickness epidermal necrosis, at
least focally and involvement of more than 30% of
the cutaneous surface.” TEN can be idiopathic but
most often is an idiosyncratic, dose-independent,
delayed hypersensitivity reaction to a drug. More
than 100 drugs have been implicated. Medications
most often involved are systemic sulfonamides and
other antibiotics, allopurinol, antiepileptics, and
non-steroidal anti-inflammatory agents. Commonly
the mucous membranes are also involved. Case
fatality rate can approach 40%.’

Case Report
We report a case of TEN, Shaheer, 10 months of
age, resident of Jhang who presented for the first
time with the symptoms of high grade fever and
macular rashes, initially over the extremities then
involving the whole body followed by
desquamation. There was erythema of oral cavity
and cervical lymph-adenopathy. At that time our
differential diagnosis included Mixed Connective
Tissue Disorder, Systemic Onset Juvenile
Rheumatoid Arthritis and Kawasaki disease.
Disprin was started (80-90mg/kg/day). His
symptoms responded but then after 15 days fever,
pain in the left hip joint and rash appeared. This time
rashes were Initially maculopapular involving face,
abdomen and limbs. These lesions later coalesced
measuring 5-10 cm in size and were associated with
itching. These lesions had central dusky purpura, an
adjacent edematous pale zone, and a surrounding  of lipsand erythema of conjunctiva. The patientalso
macular erythema. After 5-7 days flat blisters had vomiting and dark coloured stools which were
developed with wrinkled paper appearance and after loose in consistency.
another 3-5 days Nikolsky sign became Past history was not significant. He was a well fed
demonstrable on back and feet. The area of denuded  child and vaccination was up to date.
epidermjs was dark red with oozing surface. There On physical examination, Shaheer was conscious but
irritable with urticarial maculopapular rashes
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at the back, feet and around the eyes. There was
crusting of lips and conjunctival erythema.
Epidermal detachment involved more than 30% of
the whole body. Systemic examination showed
hepatomegaly and lymphadenopathy.
Investigations showed, albumin 2.9¢/dl, SGPT was
51U/1. Blood count was normal initially but later
showed a rise in WBC (21,350/mm”) and a fall in
platelets count (40000/mm’). Echocardiography
was normal. The patient was given broad spectrum
antibiotics including meropenum and vancomycin.
He was also given intravenous immunoglobulin

(IVIG). The child's condition deteriorated
continuously despite full supportive care and he died
after remaining admitted for 3 months. Cause of
death was septicemia.

Literature Review

TEN is a severe acute exfoliative skin and mucosal
disorder' that is characterized by (a) widespread
blister formation and confluent erythema associated
with skin tenderness, (b) absence of target lesion, (c)
sudden onset and generalization within 24-48 hours
and (d) histological finding of full thickness skin
necrosis. The incidence of TEN has been reported to
be 0.5 per million per year.' Numerous epidemiologic
studies have shown that females have higher
incidence of TEN than males. While some patients
rapidly progress to lose very large areas of the
epidermis in a matter of days, the process suddenly
ceases in others and re-epithelialization begins a few
days later. Re-epithelialization is usually complete
within 3 weeks, but pressure and mucosal areas may
remain eroded and crusted for 2 weeks or longer.
Survivors of SJS/TEN may experience numerous
long-term sequelae; the most disabling are those of
the eye. * Other complications of TEN may include
cutaneous, mucosal, pulmonary and hematological
manifest-ations. TEN is often drug induced, but the
pathophysiologic mechanism is unknown. Apoptosis
of keratinocytes has been proposed secondary to a
cell-mediated cytotoxic reaction. "

The first step in medical treatment is withdrawal of
causative drugs. Retrospective studies have indicated
that early withdrawal decreases the mortality rate. The
use of corticosteroids in the management of the
SJS/TEN spectrum is one of the most controversial
areas in dermatology. Administration early in the
course of disease has been advocated, but multiple
retrospective studies demonstrate no benefit or
higher rates of morbidity and mortality related to
sepsis.’ Because multiple studies have demonstrated a
higher morbidity and mortality in patients receiving
corticosteroids, most authorities do not recommend
their use.

A number of studies support the use of IVIG in the
treatment of TEN. It is suggested that antibodies
present in the pooled human IVIG block the process
of apoptosis, which is the causative factor of TEN."
Since 2000, a number of case reports and 8 non-
controlled clinical studies containing 9 or more
patients have analyzed the efficacy of IVIG in TEN.
Some studies have not demonstrated a therapeutic
benefit, while others have shown decreased mortality.
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Six of the 8 studies suggested a benefit of IVIG at

doses greater than 2 g/kg.

life saving therapy, but randomanized controlled trials

. . . 11
are needed to make definitive recommendations.

Cyclosporin (CSA) has also shown to be effective in
the management of TEN. It is suggested that CSA
when given orally in a dose of 3mg/kg/day 12
houtly, shortens the time from the onset of skin
sighs to complete epithelialization. It is also

associated with less mortality. CSA may prove to be a
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