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ARTICLE INFO ABSTRACT

Keywords: Background: Diagnosing bullous eruptions in systemic lupus erythematosus (SLE) patients is challenging because
Ilness there are so many differential diagnoses, including drug reactions such as Stevens-Johnson syndrome (SJS)/toxic
;upu;erythematosus epidermal necrolysis (TEN) and TEN-like cutaneous lupus erythematosus (LE).

teroi

Case presentation: An Indonesian female with a SLE history complained of an erythematous rash over the body 2
weeks ago. A pulse dose of methylprednisolone was given, and after 3 days, of getting bullae appeared all over
the body and treatment stopped. The patient is treated in collaboration with dermatology, ophthalmology, and
allergy consultants to obtain a diagnosis of SJS supporting skin biopsy. The patient was given methylpredniso-
lone 62.5 mg once daily for 7 days, Gentamicin 80 mg twice daily, and the skin lesion was treated with NaCl
0.9% compression. The patient showed improvement and decreased methylprednisolone dose to 16 mg 3 times a

Stevens-Johnson syndrome
Toxic epidermal necrolysis

day.

Discussion: Skin biopsy must be obtained to establish the diagnosis between JSJ/TEN and cutaneous LE.
Conclusion: SJS/TEN can occur in SLE patients. The correct diagnosis can reduce the patient’s mortality and

morbidity.

1. Introduction

Acute cutaneous lupus erythematosus (ACLE) lesions can be
described as localized, usually referring to the malar rash, or general-
ized, involving diffuse macular or maculopapular erythema, often in a
photosensitive pattern [1,2]. The most severe form of ACLE is
Stevens-Johnson syndrome (SJS)/toxic epidermal necrolysis (TEN)-like
vesiculobullous eruption [1,3,4]. SJS and TEN are an uncommon, acute
adverse cutaneous drug reactions with high morbidity and mortality [5].
It was reported that 6.3 out of 100,000 people experiencing SJS/TEN [6,
7]. The diagnosis of lupus-induced SJS/TEN and classical SJS/TEN is
complex and compelling because in both cases, the classical clinical and
histopathological features will be present, with epidermolysis reactions
and skin detachment due to inflammatory dermatoses with keratinocyte
apoptosis and the exact molecular mediators involved [5,8]. We report
an Indonesian female with SJS mimicking cutaneous lupus erythema-
tosus (LE).

2. Case presentation

An 18 years old Indonesian female, Javanese ethnic, complained of
an erythematous rash all over the body from 2 weeks ago. Initially, the
erythematous rash appears on the face forming a butterfly rash, then
slowly appears all over the body. The rash is not painful nor itchy. She
has never had a rash on her face before and any mouth ulcer. There was
joint pain, fever, nausea without vomiting, increased fatigue, hair loss,
and decreased appetite for 2 weeks. The fever is sub-febrile, fluctuating,
and persists for 2 weeks despite consuming paracetamol. Medical history
found prolonged diarrhea (3 weeks), ANA test of positive with low
complement, and the patient received pulse dose corticosteroid therapy
3 months ago. 2 months later, the patient underwent upper endoscopy
and was diagnosed with pan gastritis erosive. The patient receives sul-
fasalazine 1000 mg twice daily and ibuprofen 400 mg twice daily. Pa-
tient and family were no history of diabetes mellitus, hypertension,
kidney disease, liver disease, malignancies, allergy or drug allergy.

Physical examination showed a patient weakness with a heart rate of
107 x /min. The skin efflorescence is a fixed erythematous rash over the
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cheeks and nasal bridge, spares the nasolabial fold, with multiple
erythematous rashes on the upper anterior thoracic region. The patient
was also anemic and had a malar rash (Fig. 1). Laboratory investigation
showed Hb of 10 g/dL, WBC of 2,290 10%/uL, and platelet of 10%/pL.
Meanwhile, urine analysis showed 2+ protein and positive erythrocytes.
Chest X-ray were within normal limit. The patient received therapy with
high calories high protein 1900 kcal/day, NaCl 0.9% of 1500 mL/24 hr,
Methylprednisolone injection of 500 mg 1 x /day, and Paracetamol 3 x
500 mg orally.

On the second day, fever, nausea, and fatigue were slightly better but
no improvement in the patient’s rash. Laboratory examination showed
C3 of 39.5 mg/dL, C4 of 16.8 mg/dL, ESR of 66 mm/hour, and pro-
calcitonin of 0.18 ng/mL. On the thrid day, the patient started getting
blisters, starting in the face and spreading all over her body, soreness on
the lips and body accompanied by pain in swallowing. The skin efflo-
rescence was multiple erythematous macules with well-defined margins,
round shape, confluent, and variable size. In the facial, cervical, right,
and left brachial, and anterior thoracic regions, multiple blisters filled
with clear fluid and loose walls, without any pus or erosions with pos-
itive Nikolski’s sign (Fig. 2).
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Fig. 1. Patient condition when admitted to the hospital.
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The patient then collaboration with dermatology, ophthalmology,
and allergy consultant, which diagnosed the patient with SJS (SCORTEN
1) caused by suspect paracetamol, ibuprofen, and/or sulfasalazine. The
skin biopsy result was a subepidermal blister with epidermal necrosis,
suggested SJS. The patient stopped the suspected drugs and received 1
x 62.5 mg for 7 days. On the 5th day, the blisters became crusted and
had a secondary bacterial infection with pus (Fig. 3). The patient became
sepsis due to secondary infection and received Gentamicin 80 mg of 2 x
/day, and the skin lesion is being wound care with NaCl 0.9%. On the
8th day, Skin recovery and re-epithelialization were established, the
temperature decreased, and mucosal complications stabilized. There
was residual pigmentation on the site of skin lesions before. On the 9th
day, the patient was changed to methylprednisolone 16 mg of 3 x /day
and the patient was discharged on day 9 with improving clinical
manifestation. Patients showed significant improvement after 6 months
of outpatient (Fig. 4).

3. Discussion

Stevens-Johnson syndrome (SJS) and toxic epidermal necrolysis
(TEN) are uncommon, acute adverse cutaneous drug reactions with high
morbidity and mortality. SJS can affect anyone with a genetic predis-
position: any age, sex, and all races, although it is more common in older
people and women. Classification is based on three clinical criteria: in-
dividual skin lesions’ pattern, distribution, and the maximum extent of
the epidermal detachment. Detachment of <10% of the body surface
area (BSA) is defined as SJS, 10-30% as SJS/TEN-overlap and >30% as
TEN [3,5].

SJS and TEN starts with prodromal symptoms up to 1 week, such as
fever, sore throat, coughing, eye burning, myalgia, and arthralgia.
Selanjutnya, discrete maculopapular rash, similar to a morbilliform
rash. The rash begins on the trunk with subsequent generalization,
usually sparing the palmoplantar areas. Macular lesions become pur-
plish, and epidermal detachment occurs, resulting in flaccid blisters that
converge and break, resulting in extensive sloughing of necrotic skin.
SJS/TEN was the onset of atypical target lesions and /or erythematous or
purpuric macules followed by the detachment of epidermis and
epithelium, causing extensive denuded skin areas, necrosis, mucosal
erosions, usually with the presence of Nikolski’s sign. There is an in-
terval time for susceptible drugs triggering hypersensitivity reactions,
ranging from 4 to 28 days between the beginning of drug use and the
occurrence of signs and symptoms. The highest risk of developing SJS
and TEN occurs continuously in the first 2 months of treatment with risk
drugs [5,10].

The diagnosis of lupus-induced SJS/TEN and classical SJS/TEN is
difficult. Lupus-induced SJS/TEN was a subacute presentation of weeks
without systemic involvement and no history of drug ingestion [11].
Classical TEN was acute evolution within 3-4 days or sometimes hours,
with a close drug-related causality and negative immunofluorescence
[12]. Although the physical signs suggest a diagnosis of SJS/TEN, his-
topathology of a skin biopsy is necessary to support the clinical assess-
ment and exclude other blistering dermatoses. The histopathological
hallmark of these diseases is widespread epidermal necrosis due to death
by apoptosis of keratinocytes [3].

Prophylactic antibiotic therapy may be considered for widespread
skin involvement and the slightest clinical suspicion of sepsis. Empirical
coverage should include one antibiotic with anti-staphylococcal activity
(amoxicillin + clavulanic acid, tetracyclines, vancomycin, clindamycin,
teicoplanin, linezolid), Gram-negative activity (amikacin, piperacillin +
tazobactam, cefoperazone + sulbactam, imipenem), and anaerobic ac-
tivity such as metronidazole and tinidazole. However, gentamicin was
chosen because allergic reactions and drug eruptions caused by ami-
noglycosides reported in the literature are rare [13].
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Fig. 3. The patient had secondary infection post bullae bursts on the 5th day.
4. Conclusion

We reported an 18 years old Indonesian female, with SLE high ac-
tivity disease with cutaneous lupus manifestation and occurrence of SJS
because of suspected drugs of sulfasalazine, paracetamol and ibuprofen.
The SJS can occur because of drugs, infections and malignancies.
However, it can occur in SLE patients. The skin biopsy revealed a sub-
epidermal blister with epidermal necrosis, which suggested SJS. The
patient then stopped the suggested drugs, treated with steroids, wound
dressing, and improved clinically. The patient then discharged and
advised not to manipulate the lesions, avoid sun exposure, use sun
protection lotion, avoid suspected drugs, and routinely control to
rheumatology and dermatology clinics.
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Fig. 4. After 6 months of routine control, the patient’s skin become better
and healthy.

Sources of funding

None.
Author contribution

All authors contributed toward data analysis, drafting and revising
the paper, gave final approval of the version to be published and agree to
be accountable for all aspects of the work.
Registration of research studies

Name of the registry: -.

Unique Identifying number or registration ID: -.

Hyperlink to your specific registration (must be publicly accessible
and will be checked): -.



N.M. Samson and Awalia
Guarantor

Awalia.
Consent

Written informed consent was obtained from the patient or guardian
for publication of this case report and accompanying images. A copy of
the written consent is available for review by the Editor-in-Chief of this
journal on request.

Provenance and peer review
Not commissioned, externally peer-reviewed.
Declaration of competing interest

Nadya Meilinar Samson and Awalia declare that they have no con-
flict of interest.

Acknowledgement
We would like thanks to our editor, “Fis Citra Ariyanto”.

References

[1] P. Jarrett, V.P. Werth, A review of cutaneous lupus erythematosus: improving
outcomes with a multidisciplinary approach, J. Multidiscip. Healthc. 12 (2019)
419-428, https://doi.org/10.2147/jmdh.5179623.

[2] V. Diana, R. Etika, M.T. Utomo, K.D. Handayani, Q.M. Savitri, Osteomyelitis and
septic arthritis in neonatal lupus erythematosus patients, J. Pediatr. Surg. Case Rep.
76 (2022), 102095, https://doi.org/10.1016/j.epsc.2021.102095.

[3] J. Tankunakorn, S. Sawatwarakul, V. Vachiramon, K. Chanprapaph, Stevens-
johnson syndrome and toxic epidermal necrolysis-like lupus erythematosus, J. Clin.

Annals of Medicine and Surgery 82 (2022) 104644

Rheumatol. : practical reports on rheumatic & musculoskeletal diseases 25 (5)
(2019) 224-231, https://doi.org/10.1097/rhu.0000000000000830.

[4] R. Felani, Awalia, An Indonesian pregnant woman with systemic lupus
erythematosus and cardiac tamponade: a case report, Int. J. Surg. Case Rep. 94
(2022), 107159, https://doi.org/10.1016/j.ijscr.2022.107159.

[5] W.C. Chang, R. Abe, P. Anderson, W. Anderson, M.R. Ardern-Jones, T.

M. Beachkofsky, et al., SJS/TEN 2019: from science to translation, J. Dermatol. Sci.
98 (1) (2020) 2-12, https://doi.org/10.1016/].jdermsci.2020.02.003.

[6] J.W. Antoon, J.L. Goldman, B. Lee, A. Schwartz, Incidence, outcomes, and resource
use in children with Stevens-Johnson syndrome and toxic epidermal necrolysis,
Pediatr. Dermatol. 35 (2) (2018) 182-187, https://doi.org/10.1111/pde.13383.

[7] A. Fitriana, A. Endaryanto, A.N. Hidayati, Gambaran Klinis Steven Johnson
syndrome dan toxic epidermal necrolysis pada Pasien Anak, Berkala Ilmu
Kesehatan Kulit dan Kelamin 30 (2) (2018) 102-110, https://doi.org/10.20473/
bikk.V30.2.2018.102-110.

[8] W.A. Isaac, D. Damayanti, N. Fatimah, A.N. Hidayati, The profiles of Stevens-
Johnson syndrome (SJS) and toxic epidermal necrolysis (TEN) patients in tertiary
hospital, Berkala Ilmu Kesehatan Kulit dan Kelamin 33 (2) (2021) 116-122,
https://doi.org/10.20473/bikk.V33.2.2021.116-122.

[10] A.P. Sakamoto, C.A. Silva, M.P. Ferriani, R.M. Pereira, E. Bonfa, C. Saad-

Magalhaes, et al., Characterization of chronic arthritis in a multicenter study of
852 childhood-onset systemic lupus erythematosus patients, Rheumatol. Int. 36
(12) (2016) 1641-1648, https://doi.org/10.1007/500296-016-3564-6.

[11] W.Y. Fan, Q.R. Zhai, Q.B. Ma, H.X. Ge, Toxic epidermal necrolysis with systemic
lupus erythematosus: case report and review of the literature, Ann. Palliat. Med. 11
(6) (2022) 2144-2151, https://doi.org/10.21037/apm-21-341.

[12] R. Frantz, S. Huang, A. Are, K. Motaparthi, Stevens-johnson syndrome and toxic
epidermal necrolysis: a review of diagnosis and management, Medicina (Kaunas,
Lithuania) 57 (9) (2021), https://doi.org/10.3390/medicina57090895.

[13] M. Diao, C. Thapa, X. Ran, Y. Ran, X. Lv, A retrospective analysis of infections and
antibiotic treatment in patients with Stevens-Johnson syndrome and toxic
epidermal necrolysis, J. Dermatol. Treat. 31 (1) (2020) 61-65, https://doi.org/
10.1080/09546634.2018.1509047.

Further reading

[9] R.A. Agha, T. Franchi, C. Sohrabi, G. Mathew, A. Kerwan, The SCARE 2020
guideline: updating consensus surgical CAse REport (SCARE) guidelines, Int. J. Surg.
84 (2020) 226-230, https://doi.org/10.1016/.ijs1.2020.10.034.


https://doi.org/10.2147/jmdh.S179623
https://doi.org/10.1016/j.epsc.2021.102095
https://doi.org/10.1097/rhu.0000000000000830
https://doi.org/10.1016/j.ijscr.2022.107159
https://doi.org/10.1016/j.jdermsci.2020.02.003
https://doi.org/10.1111/pde.13383
https://doi.org/10.20473/bikk.V30.2.2018.102-110
https://doi.org/10.20473/bikk.V30.2.2018.102-110
https://doi.org/10.20473/bikk.V33.2.2021.116-122
https://doi.org/10.1007/s00296-016-3564-6
https://doi.org/10.21037/apm-21-341
https://doi.org/10.3390/medicina57090895
https://doi.org/10.1080/09546634.2018.1509047
https://doi.org/10.1080/09546634.2018.1509047
https://doi.org/10.1016/j.ijsu.2020.10.034

	An Indonesian female with Stevens-Johnson syndrome mimicking cutaneous lupus: A case report
	1 Introduction
	2 Case presentation
	3 Discussion
	4 Conclusion
	Ethical approval
	Sources of funding
	Author contribution
	Registration of research studies
	Guarantor
	Consent
	Provenance and peer review
	Declaration of competing interest
	Acknowledgement
	References
	Further reading


