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Abstract
Systemic lupus erythematosus is a prototype systemic autoimmune disease with varied presentations. 
Cutaneous and musculoskeletal manifestations are common clinical presentations. Severe disease activity 
results in multiorgan involvement among which kidneys are commonly affected in first two years after the 
onset of disease. Normally nonspecific cutaneous manifestations correlate with disease activity. Among such 
cutaneous manifestations Steven Johnsons and toxic epidermal necrolysis, which were associated with high 
mortality in lupus, were rarely reported. Periodic assessment of disease activity and severity are important to 
minimize high mortality and morbidity associated with this disease.
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introduction
Systemic lupus erythematosus (SLE) is a prototype 
autoimmune disease primarily affecting women 
of child bearing age. Cutaneous manifestations 
are one of the most commonly presenting features 
of lupus. They are classified as lupus specific and 
nonspecific lesions. Among them malar rash, 
discoid rash are commonly seen. In these patients, 
less common lesions like urticaria, bullous lesions 
often pose a diagnostic challenge when they are 
the sole presenting features. In this regard a rare 
presentation of lupus, as toxic epidermal necrolysis 
(TEN), is described here.

case presentation
A 19-year-old girl presented with joint pains and 
constitutional symptoms for 5 months. Elsewhere 
she was started on disease-modifying antirheumatic 
drugs (DMARDs) and defaulted after one month. 
Gradually in the next five months she had worsening 
of constitutional symptoms. She presented to the 
emergency department with sudden onset of pain 
with redness of eyes and vesiculobullous rash 
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involving mucosal sites, face, trunk and extremities 
(Figure 1).

Figure 1: Vesicobullar rash over back and chest.

There was no history of any drug intake in the last 
4 months. There was photosensitivity and increased 
severity of joint pains. No history suggestive of 
Raynauds. On there is evidence of eye lid edema with 
erythema and crusting [1], vesiculobullous rash over 
trunk, extremities, orogenital regions, rash over face 
on clinical examination (Figure 2). Tachycardia and 
tachypnea and high blood pressure, were recorded.

Her serology revealed 3+, homogenous ANA and 
positive anti ds DNA and low complements. There 
was evidence of renal involvement in the form 
of new onset hypertension, subnephrotic range 
of proteinuria, elevated blood urea and serum 
creatinine. Her 2D Echo showed global hypokinesia 
with dilated left atrium (LA), severe left ventricle 
(LV) dysfunction, dilated, plethoric IVC. She also 

She was diagnosed as SLE with lupus nephritis, 
myocarditis, pseudomembranous conjunctivitis and 
cutaneous lesions as TEN which is a rare cutaneous 

Figure 2: (a) Crusting of eyelids with erythema, (b) Crusting 
of lips with oral ulcers.

Figure 3: Skin biopsy consistent with features of TEN.

had serositis (pleural and pericardial). Her skin 
biopsy showed orthokeratosis of epidermis and 
transepidermal coagulative necrosis with exocytosis 
composed of lymphocytes, eosinophils and nuclear 
debris (Figure 3). Complete detachment of epidermis 
was seen. Dermis showed thin walled vessels with 
perivascular lymphoid infiltrate. Skin biopsy features 
were consistent with TEN.
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manifestation presenting as the first manifestation 
of severe lupus in her [1].

She was given intravenous Immunoglobulin (IVIG) 
– 5gm/ day for 5 days, pulse steroids with which 
vesiculobullous rash improved. Symblepharon 
ring placement was done with amniotic membrane 
grafting [2].

She developed sudden onset of shortness of breath 
with falling saturations followed by bradycardia and 
expired. The probable reasons considered in view of 
this acute manifestations were alveolar haemorrhage, 
pulmonary edema, worsening myocarditis with 
failure, and pericardial tamponade.

Discussion
Cutaneous manifestations of lupus with or without 
musculoskeletal involvement is the common form 
of presentation. Among the nonspecific cutaneous 
features TEN is very rarely described in lupus. It 
is characterized by massive epidermal injury with 
severe alterations in dermoepidermal junction and 
subsequent apoptosis [3]. Underlying mechanism 
is thought to be due to exaggerated keratinocyte 
apoptosis because of increased Fas expression [4]. 
Drug induced TEN is more commonly seen than 
TEN as a disease manifestation in connective tissue 
disorders, as prolonged treatment with multiple 
drugs leads to TEN. These lesions cannot be 
differentiated from drug induced TEN though they 
occur predominantly in photodistribution areas. 
Subacute presentation is seen with painless oral 
ulcers. Positive ANA, dsDNA with low complements 
and haematological abnormalities and proteinuria, 
help in diagnosis [5].

TEN in lupus were classified by Sontheimer [6] 
into (a) TEN like acute cutaneous LE, (b) TEN like 
subacute cutaneous LE, (c) TEN in SLE not having LE 
specific lesions, (d) Vesiculobullous changes at active 
border of advancing annular subacute cutaneous LE, 
and (e) Vesiculobullous chronic cutaneous LE.

conclusion
SLE is an autoimmune systemic disease involving 
multiple organs. If unchecked, mortality and 
morbidity are high. The rate of drug discontinuation 
is very high among patients, in view of chronicity 
of disease. Awareness about the disease and 
importance of drug compliance must be emphasized. 

The rare forms of common organ involvement can 
be the first presentation of the disease such as TEN 
like presentation as in this patient.
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