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Ab s t r Ac t 
Background: A rare case of atypical Steven–Johnson syndrome secondary to mycoplasma infection.
Case description: An eight-year-old boy presented with a history of fever and cough of 7 days with recent-onset redness and purulent discharge 
of eyes with multiple oral ulcers for the past 3 days. He was febrile, toxic looking with bilateral conjunctival congestion, multiple painful ulcers 
in the mouth, and severe mucositis. Because of cefpodoxime ingestion before the onset of ulcers and redness of eyes, possibility of Steven–
Johnson syndrome considered and history of respiratory infection in the absence of skin involvement, atypical Steven–Johnson syndrome 
secondary to mycoplasma infection (Fuchs syndrome) kept in mind. mycoplasma serology was sent which was reported as positive. Other 
routine investigations and chest X-ray were normal.
Intervention: He was started on IV pulse methylprednisolone for 7 days. He becomes afebrile after the first dose of methylprednisolone. Eye 
lubricants and topical anti-inflammatory agents continued. A significant reduction in mucositis observed. Later oral corticosteroid continued 
and tapered and stopped over 2 weeks.
Message: Severe mucositis with the background of respiratory infection, Fuchs syndrome should be considered as a differential. 
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In t r o d u c t I o n
Stevens–Johnson syndrome (SJS) is a mucocutaneous reaction 
occurring post-exposure to certain drugs and also due to infection, 
characterized by fever and extensive mucocutaneous involvement 
with necrosis and epidermolysis. An atypical variant of SJS with 
mucosal involvement in the absence of skin lesion known as 
Fuchs syndrome. Most of the cases are triggered by Mycoplasma 
pneumoniae (M. pneumoniae).1–3

cA s e de s c r I p t I o n 
An 8-year-old boy presented with a history of fever and cough for 
the past 7 days for which he was treated with oral antipyretics and 
antibiotics (cefpodoxime) in a peripheral center currently presented 
with persistent fever spikes and recent-onset conjunctival 
congestion with bilateral purulent eye discharge. He also had 
multiple oral ulceration for the past 3 days.

On initial evaluation, he was febrile, toxic looking with 
bilateral conjunctival congestion with active purulent discharge, 
erythematous lip erosions, and multiple painful oral ulcers with 
severe mucositis (Fig. 1). No obvious skin or genital lesions noted. 
No abnormalities detected in respiratory and other systemic 
examinations. A drug-induced mucocutaneous reaction was kept 
in mind initially.

Laboratory evaluation revealed normal blood counts (total 
count, 6,910 mm3; N, 53.2; L, 31.4, M, 15.1; hemoglobin, 12.8, platelet 
count, 5.35 L/mm3), however, C-reactive protein and erythrocyte 
sedimentation rate were positive (46 and 80, respectively). 
Intravenous corticosteroids were considered. Active sepsis is ruled 
out by negative procalcitonin and blood culture. The patient was 
commenced on intravenous pulse dose methylprednisolone (30 
mg/kg/day) with antipyretics and other supportive measures.

On the next day, the patient also had episodes of cough with 
expectoration which was blood-stained along with mucosal 

erosions. He was further evaluated with chest skiagram which 
was nil contributory. He became afebrile with a single dose of 
intravenous steroids. Possibilities of mycoplasma infection with 
mucositis were considered because of prior history of respiratory 
infection with normal chest skiagram and samples sent for serology. 
Intravenous pulse dose methylprednisolone was continued with 
other supportive care including eye lubricants and topical anti-
inflammatory agents. Serology reported positive for M. pneumoniae 
IgM on day 5 of admission. Since he showed significant clinical 
improvement without any further fever spikes over the past 5 days, 
treatment with intravenous methylprednisolone was continued. 
No macrolide antibiotic was added though it is the drug of choice 
for mycoplasma. He responded well with the above treatment. 
Intravenous steroids were changed to oral prednisolone. A 
significant reduction of mucositis was observed at the time of 
discharge. Oral prednisolone was tapered and stopped over the 
next 2 weeks. He completely recovered at 2 weeks of follow-up.

dI s c u s s I o n 
Stevens–Johnson syndrome with mucosal involvement in 
the absence of skin lesion is described as Fuchs syndrome. It 
is characterized by the involvement of two or more mucosal 
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surfaces without typical skin involvement such as purpuric 
macules, targetoid lesions, and full-thickness epidermal necrosis. 
It commonly affects the oral mucosa; however, conjunctival (67%) 
and genital (75%) involvement is also common.4,5 A higher incidence 
is seen in children and adolescents.1,4,5 Most cases are triggered 
by infections with M. pneumoniae and Herpes simplex where M. 
pneumoniae being the most common agent.3 Various terminologies 
like atypical SJS, incomplete SJS, or erythema multiforme major 
are also used for the same condition. Fuchs syndrome should 
be considered in a patient with severe mucositis without skin 
involvement, following a respiratory illness.

The exact pathogenesis is unknown but immunological 
response to the infectious agent causing generalized apoptosis of 
keratinocytes by T-lymphocytes and proteins like granulysin and 
Fas-ligand has been postulated.3

There is no single diagnostic test for Fuchs syndrome. 
Clinical suspicion with supportive evidence makes the diagnosis. 
M. pneumoniae is diagnosed by serology or polymerase chain 
reaction (PCR) of a throat swab. In the resource-limiting settings 
where serology and PCR are not available, a simple cold agglutination 
test can be done to increase the suspicion of infectious cause (most 
common M. pneumoniae) of SJS/toxic epidermal necrolysis overlap 
even though it is not very sensitive.5 A chest skiagram may or may 
not be helpful. In total, 5 to 10% of M. pneumoniae can have normal 
chest X-ray.6

There are no clear guidelines recommended for the treatment 
of Fuchs syndrome.7 The comprehensive studies on Fuchs 
syndrome are not available till date. In a confirmed case of Fuchs 
syndrome, macrolide antibiotics (azithromycin/clarithromycin) with 
other supportive management are satisfactory. Azithromycin is not 
considered to be a common etiologic agent for SJS; hence, it is a 
safe choice in the majority of patients with mycoplasma induced 
Fuchs syndrome.8,9

In a doubtful case where mycoplasma is not confirmed initially, 
Systemic corticosteroids should be considered as the first-line 
therapy depending on availability and affordability. Pulse therapy of 
methylprednisolone (30 mg/kg/dose), high-dose oral prednisolone 
(2 mg/kg/day), and intravenous/intramuscular dexamethasone 
(8–16 mg/day) are the available options, and it should be continued 

till the disease activity ceases and taper and stop over a total 
duration of 7–10 days. Other drugs like cyclosporine (3–5 mg/kg/day 
for 10–14 days) or low-dose intravenous immunoglobulin (0.2–0.5 
mg/kg for 24–48 hours) are also considered in a case when there 
is a relative contraindication to corticosteroids.2

Good supportive care is mandatory for satisfactory outcomes, 
especially infection control and management of hydration and 
dyselectrolytemia. Pain management nutritional support and care 
of mucous membranes are also essential. An excellent prognosis is 
expected with proper care and timely management.3,4,7

co n c lu s I o n 
Consider Fuchs syndrome as a differential in a patient with a 
mucocutaneous reaction without skin involvement if there is a prior 
history of respiratory illness. Cases of Fuchs syndrome are probably 
underdiagnosed especially in pediatric practice due to lack of clinical 
suspicion. Lack of agreed evidence-based treatment guidelines 
demands further comprehensive studies on Fuchs syndrome.7 
Suspicion beyond drug may point toward the diagnosis of Fuchs 
syndrome due to mycoplasma and other uncommon agents.
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Figs 1A to C: (A) Bilateral conjunctival congestion; (B and C) Severe mucositis involving both lips with mucosal shredding
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