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DesCripTion
A 5-year-old boy presented with fever and cough 
of 2 weeks’ duration, conjunctivitis and lip 
swelling with blistering for 6 days, and 1 day of 
skin rash. His past medical history was significant 
for incomplete Kawasaki disease (KD) at 3 years 
of age with no cardiac sequelae. Significant find-
ings on physical examination included bilateral 
conjunctival injection with perilimbic sparing, 
red and cracked lips with crusting, oral mucositis 
and ulcerations of the buccal mucosae and tongue 
(figure 1), and a mild generalised maculopapular 
rash. He was systemically well otherwise, and 
there were no target lesions evident on his skin.

Differential diagnoses at that point included 
recurrent incomplete KD, Stevens-Johnson 
syndrome (SJS) and gingivostomatitis. However, 
oral mucositis was not consistent with KD. 
Furthermore, the absence of any skin involvement, 
which is typically seen in SJS, made SJS less likely. 
Lastly, the prolonged fever, red eyes and rash did 
not support the diagnosis of gingivostomatitis.

Laboratory investigations revealed mild throm-
bocytosis of 477×109/uL and raised erythrocyte 
sedimentation rate of 141 mm/hour. Transtho-
racic echocardiogram revealed a dilated left coro-
nary artery, and a clinical diagnosis of recurrent 
incomplete KD was made. As such, he was treated 
with oral aspirin and intravenous immunoglob-
ulin. Mycoplasma pneumoniae serology titres 

subsequently returned positive (>640) and he was 
commenced on a course of oral azithromycin.

Clinically, this boy had concurrent SJS 
without typical skin lesions (Fuchs syndrome) 
and incomplete KD, both triggered by Myco-
plasma infection.

Fuchs syndrome is an atypical variant of SJS 
characterised by the involvement of two or 
more mucosal surfaces without the typical skin 
involvement such as purpuric macules, targetoid 
lesions and full-thickness epidermal necrosis. 
This commonly affects the mucosa of the mouth, 
genitalia and conjunctiva and can be seen in chil-
dren and adolescents.1 In fact, oral lesions with 
mucositis are most commonly seen, whereas 
ocular involvement occurs in 67% and genital 
involvement in 75% of all cases. It is known to 
be associated with M. pneumoniae infections.2 
While uncommon, clinicians must be cognizant 
of this less common manifestation of SJS and 
consider M. pneumoniae as a likely cause. Treat-
ment is supportive and macrolide antibiotics are 
the treatment of choice for children. With timely 
management, prognosis is excellent.3

Learning points

 ► Fuchs syndrome is a variant of Stevens-Johnson 
syndrome (SJS) without skin lesions and with 
only mucosal involvement, mostly affecting the 
mucosa of the mouth, genitalia and conjunctiva.

 ► It is important to consider Mycoplasma 
pneumoniae as a likely cause of SJS without 
skin lesions. Confirmation of the cause with 
serological or PCR testing is useful to allow for 
timely management.
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Figure 1 Oral mucositis with blistering of lips in a 
patient with Fuchs syndrome.
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