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TEN/SJS-like lupus erythematosus presentation complicated

by COVID-19

Dear Editor

Toxic epidermal necrolysis (TEN) and Stevens-Johnson syndrome
(SJS) present with extensive epidermal detachment of the skin and
mucous membranes as well as systemic involvement.! Drug hypersen-
sitivity is the major culprit for TEN, while mycoplasma pneumonia
infection, vaccinations, acute graft-vs-host disease, and systemic lupus
erythematosus (SLE) are among other causes.? Prior studies have
reported a rare primary presentation of LE as SJS/TEN, which is
defined as a new clinical entity (SJS/TEN-like lupus erythematosus).?

Herein, we report a challenging case of SJS/TEN-like LE that
highlights the importance of considering LE as a rare cause of
SJS/TEN like syndrome.

A 26-year-old female presented with a 2-week history of general-
ized targetoid papule and purpuras and erosive lesions of mucosa. Her
past medical history and drug history were insignificant.

Lesions involved almost 70% of her body surface including palms
and soles with positive Nikolsky sign (Figure 1).

Laboratory data showed 2-fold rise in liver enzymes level, 4 g pro-
teinuria in 24 h-urine analysis and elevated serum creatinine. Anti-
nuclear antibody and anti-ds-DNA, anti-LA and anti-RO antibody

FIGURE 1 A, Generalized targetoid
and purpuric macules of variable size with
central bullae formation in some lesions
and B, Multiple targetoid and purpuric
macules on the palms

were strongly positive. Investigations for SARS-CoV-2 infection came
back negative.

Of note, mild ascites was detected in her abdominal cavity ultra-
sonography. After primary rheumatology consultation, the patient
received methylprednisolone 500 mg as pulse therapy for three
consecutive days.

Skin biopsy was obtained from one of the target lesions which
showed near total epidermal necrosis and subepidermal blister forma-
tion containing fibrinous material and necrotic cells admixed with
some lymphocytes, neutrophils and a few eosinophils. Moreover,
there was a mild perivascular infiltration of lymphocytes and a few
eosinophils and neutrophils in the superficial dermis, which produced
lichenoid interface reaction with Civatte body formation and melanin
incontinence (Figure 2). The direct immunofluorescence (DIF) study
showed focal 2+ granular anti-IgM deposits along dermoepidermal
junction. Considering the earlier corticosteroid pulse therapy, DIF was
in favor of a partially treated lupus erythematosus (Figure 3).

Corticosteroid pulse therapy was then changed to 30 mg/day oral
prednisolone plus 1 g/kg/day intravenous immunoglobulin infusion

(IV1g) for 3 days resulting marked improvement of skin lesions over a
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FIGURE 3
anti-1gM in dermoepidermal junction

Immunofluorescence study: focal immunoreactivity for

week. Unfortunately, she presented with SARS-CoV-2 infection
4 days after her discharge, although repeated screenings for COVID-
19 were negative during her admission period. Despite urgent ICU
admission, she died of acute respiratory distress syndrome (ARDS)
3 days later.

The current case describes a patient with acute cutaneous
lupus erythematosus (ACLE) with SJS/TEN-like primary presenta-
tion. There are few points that may help to differentiate between
the classic SJS/TEN and SJS/TEN-like LE. For instance, the
absence of exposure to etiologic factors for SJS/TEN and photo
distributed patterns of skin lesions are in favor of SJS/TEN-like
LE. Further, the interval between the first rash to epidermal
detachment in SJS/TEN-like LE seems to be longer (weeks to
months) than the classic SJS/TEN (hours to days).* SJS/TEN-like
LE skin lesions may appear on palms and soles more frequently
than SJS/TEN®.

Moreover, lupus specific lesions, which is characterized by
interface dermatitis response, could turn the diagnosis toward
SJS/TEN-like LE.® Presence of continuous IgM, IgG, and C3 deposi-
tion at basement membrane zone may be observed in DIF and is of

great value in distinguishing these two entities as well.

FIGURE 2 A Histopathologic
examination showed a subepidermal
blister with full thickness epidermal
necrosis and mild perivascular dermatitis
(H&E, x40); B, Higher magnification
shows mild superficial perivascular
dermatitis and focal lichenoid tissue
reaction (H&E, x100)

Previous reports indicated that the high level of lupus antibody
profile (anti-nuclear antibody, anti-ds-DNA, anti-RO, and anti-LA) are
detected in SJS/TEN-like LE.”

Involvement of internal organs in the setting of SLE that often
need immunosuppressive treatment increases susceptibility to severe
forms of COVID-19; this should be taken into account before initia-
tion of treatment in these patients.®

Although there is no meticulous guidelines for treating SJS/TEN-
like LE, IVIg has been reported as an efficient treatment in the literature.
The possible explanation for such efficiency could be explained by the
fact that IVIg blocks Fas-Fas ligands which has a crucial role in apoptosis
in both LE and SJS/TEN.2 On the other hand, IVIg may be considered as
a safe option for those who are suffering from comorbidities and have
higher risk of developing severe infection in the current pandemic.”* It
is noteworthy that many unusual skin presentations can occur in the set-
ting of COVID-191%; however, we ruled out this condition by conducting
repeated screening test for COVID-19 during her admission period.
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