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Stevens-Johnson syndrome: case report
Manisa Muci, Numila Kuneshka*

Stevens-Johnson syndrome is a rare and life-threatening acute allergic reaction aff ecting the skin and mucous membranes. We 

discuss the clinical presentation, evaluation, and treatment of a 9-year-old girl with Stevens-Johnson syndrome, which occurred due 

to the antiepileptic drug carbamazepine (Tegretol™).
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INTRODUCTION

Stevens-Johnson syndrome (SJS) is an immune complex-
mediated hypersensitivity disorder that typically involves 
the skin and mucous membranes. SJS is characterized by 
mucous membrane erosions and blisters on less than 10% 
of total body surface area (BSA), whereas another form of 
the disease is called toxic epidermal necrolysis (TEN), involv-
ing more than 30% of total BSA (1). Historically, SJS was fi rst 
described in 1922 by two American physicians Stevens and 
Johnson. They described an acute mucocutaneous syn-
drome in two young boys, characterized by severe purulent 
conjunctivitis, severe stomatitis with extensive mucosal ne-
crosis, and “erythema multiforme-like” cutaneous lesions (2, 
3). SJS is a serious systemic disorder with the potential for 
severe morbidity and even death. Drugs, particularly allopu-
rinol, sulfonamides, nonsteroid anti-infl ammatory drugs 
(NSAIDs), antibiotics, and anticonvulsants, are the most 
common precipitants of SJS and TEN (4). Mycoplasma pneu-
moniae is the most convincingly demonstrated infective 
cause of SJS.

The disorder occurs in all age groups but is more common 
in people over age 40, probably because this age group 
tends to use more prescribed drugs (5, 6).

CASE REPORT

A 9-year-old girl was admitted to the pediatric ward in 
Mother Theresa University Hospital Center in Tirana, with 
skin rashes and eruption almost all over the body, along 
with high-grade continuous fever and cough. The fever ap-
peared 3 weeks after the girl had started taking carbamaze-
pine (Tegretol™) prescribed by a pediatric neurologist for 
severe episodic headaches. She had no previous history of 

adverse drug reactions. Other personal and family history 
was unremarkable. She was agitated and complained of in-
creasing dysphagia, dysuria, and photofobia.

On examination, she appeared ill, febrile (39.5˚C), with 
marked conjunctivitis, and with small vesicles on nasal and 
oral mucosa. Vesicles were also present on her genitalia. An 
erythematous cutaneous eruption coalesced especially on 
her trunk, with many small vesicles and a few necrotic le-
sions (Figures 1 and 2).

Laboratory tests produced the following results: total white 
blood cell count 11x109/L; serum transaminases were mildly 
elevated, creatinine and blood urea nitrogen were normal, 
C-reactive protein 31 mg/L, routine and microscopic exami-
nation of urine showed no abnormality; blood culture and 
mycoplasma detection were negative.

Chest X-ray and ultrasonography of the whole abdomen 
revealed normal fi ndings.

At fi rst, the suspected drug (carbamazepine) was withdrawn 
immediately. Then she was administered supportive and 
symptomatic treatment with intravenous fl uids (isotonic so-
lution, 5% dextrose solution, cefazoline, analgesics (para-
cetamol), dexamethasone in 4 divided doses, cetirizine b.
i.d., glycerin swabs on the lips, eye drops and ointment. Af-
ter about 48 hours, the child became stable; however, her 
treatment and other supportive care were continued for 10 
days. Finding her clinically stable, the child was discharged 
after 15 days of hospital stay, with the advice for regular fol-
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low-up and avoidance of carbamazepine and other related 
medications in the future.

DISCUSSION

Stevens-Johnson syndrome is a life-threatening adverse 
drug reaction characterized by an acute eruption of vesicles 
and bullae involving the skin and mucous membrane. Its 

incidence ranges from 1.2 to 6 cases per million per year. The 
pathogenesis of SJS/TEN is largely unknown, although sev-
eral theories have been developed. The widespread epider-
molysis and blistering results from keratinocyte apoptosis 
– an organized series of biochemical reactions leading to 
cell changes and cell death. Keratinocyte apoptosis medi-
ated by cytotoxic T-lymphocytes (CD8+) in SJS and TEN is 
modulated by plasma TNF-alpha and interferon-gamma, 
which are increased in patients with SJS and TEN (2, 7). Sev-
eral drugs are at “high” risk of SJS/TEN, including allopurinol, 
sulfonamide, antibiotics and NSAIDs of the oxicam type. An-
tiepileptics such as phenytoin, phenobarbital, and carbam-
azepine play an important role in the development of drug-
induced serious skin reactions such as SJS and TEN. These 
reactions generally appear in the fi rst 8 weeks of treatment 
(4). Diagnosis relies mainly on clinical signs together with 
histologic analysis of skin biopsy showing typical full-thick-
ness epidermal necrolysis due to extensive keratinocyte 
apoptosis (3).

Diff erential diagnosis includes linear IgA dermatosis and 
paraneoplastic pemphigus, pemphigus vulgaris and bul-
lous pemphigoid, acute generalized exanthematous pustu-
losis, disseminated fi xed bullous drug eruption, and staphy-
lococcal scalded skin syndrome.

Management includes hospitalization, discontinuation of 
the suspected drug, and supportive treatment. Drug treat-
ment for SJS and TEN is controversial. High-dose systemic 
corticosteroids (e.g., methylprednisolone 80 to 200 mg i.v. 
or prednisone 80 mg p.o. once daily for 7 to 10 days or until 
progression stops), or cyclophosphamide (300 mg i.v. 24 h 
for 7 days or until signifi cant improvement) can be adminis-
tered to inhibit T-cell-mediated cytolysis. Cyclosporine (3 to 
5 mg/kg p.o. once daily) inhibits CD8 cells and has been 
shown to decrease the duration of active disease by 2 to 3 
days in some instances. However, corticosteroids are con-
troversial and are thought by some to increase mortality. 
Plasmapheresis can remove reactive drug metabolites or 
antibodies. Early high-dose i.v. immune globulin (IVIG) 0.5 to 
1.0 g/kg should be administered for 3 days to a total dose of 
1.5 g/kg to 3.0 g/kg (2, 8). Despite some remarkable results 
using high-dose IVIG for TEN, clinical trials involving small 
cohorts have reported confl icting results.

CONCLUSION

Stevens-Johnson syndrome is a potentially fatal skin and 
multiorgan disease with a strong etiologic link to some 
medications. Physicians must therefore consider SJS as a 
potential complication of treatment, especially when the 
use of “high risk” medication is questionable. Aff ected pa-

FIGURE 1. Lesions on oral mucosa

FIGURE 2. Erythematous eruption on the skin with many small vesicles 
and a few necrotic lesions
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tients and their fi rst-degree relatives should be instructed to 
avoid any identifi ed drug that may be responsible (9).
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S A Ž E T A K

Stevens-Johnsonov sindrom: prikaz bolesnika
Manisa Muci, Numila Kuneshka

Stevens-Johnson-ov sindrom je rijetkak i po život opasna akutna alergijska reakcija koja utječe na kožu i sluznicu. Prikazali smo 

kliničku sliku, vrjednovanje i liječenje 9-godišnje djevojčice sa Stevens-Johnson-ovim sindromom, koji se pojavio nakon uzimanja 

antiepileptičkog lijeka karbamazepina (Tegretol ™).
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