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Till date seven variants of porokeratosis have been 
described.[1] Since Welton[5] first described an 
association of linear porokeratosis and disseminated 
superficial actinic porokeratosis in a woman, along 
with disseminated superficial actinic porokeratosis 
in her three sisters in 1972, some cases of coexisting 
linear porokeratosis and disseminated superficial 
actinic porokeratosis in a single individual have been 
reported.[1,4] Porokeratosis of Mibelli has also been 
described to coexist with disseminated superficial 
actinic porokeratosis.[5]

Our patient had linear, giant porokeratotic, and widely 
disseminated flat and small annular lesions on different 
anatomic sites. As the disseminated lesions were 
predominantly localized to unexposed areas rather 
than on the face and there was no history of prolonged 
outdoor work, the term disseminated superficial 
porokeratosis was preferred instead of disseminated 
superficial actinic porokeratosis. We were unable to 
find any previous reports of the co-existence of linear 
porokeratosis, disseminated superficial porokeratosis 
and giant porokeratosis.

The exact pathogenesis of the co-existence of 
different variants of porokeratosis in a single 
individual remains largely unknown. It is suggested 
that the similarities of clinical appearance and 
histological findings among different variants of 
porokeratosis in one patient may indicate different 
phenotypic expressions of a common genetic 
abnormality.[1,4] Alternatively, genes of different 
variants of porokeratosis may be present on the 
same or closely linked loci.[3] The coexistence of 
variants of porokeratosis could be explained based 
on simultaneous expression of closely linked genes.
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Fuchs syndrome or erythema Fuchs syndrome or erythema 
multiforme major, uncommon or multiforme major, uncommon or 
underdiagnosed?underdiagnosed?

Sir,
Fuchs syndrome, initially described by 
the Germans, is mucositis associated with 
Mycoplasma pneumonia (M. pneumoniae). Various 
terminologies like incomplete Steven–Johnson 
syndrome (SJS), atypical SJS, or erythema multiforme 
major are also used to describe the same condition.[1] 
Although the condition is not uncommon, it is either 
under-evaluated or under-reported. We were unable to 
find many previous reports of the condition.

A 12-year-old schoolboy presented with a 6-day 
history of fever along with crusted and swollen lips. 
Two weeks ago, he developed cough, sore throat, and 
high grade fever and received oral amoxycyllin and 
clavulanic acid combination for 4 days from private 
practitioners without much improvement. Four 
days later, there was soreness over lips followed by 
erosions and crusting. Mucositis worsened despite 
stopping antibiotics and he was unable to eat. Initially, 
he was treated with acyclovir with a suspicion of 
herpetic stomatitis. He was not known to be allergic to 
amoxycllin-clavulanic acid and had received multiple 
doses of the tablets in the past. There was no history of 
collagen vascular disease.
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Clinically, the patient was febrile (39.8°C), 
dehydrated, and had swollen lips with hemorrhagic 
crusting [Figure 1]. Conjunctival congestion and 
multiple erosions over soft palate were present. Skin 
and genitalia were unaffected. There was no cervical 
lymphadenopathy. Tzanck smear from erosions did 
not show acantholytic or giant cells. Routine laboratory 
investigations including chest radiography were 
normal except for raised erythrocyte sedimentation 
rate (55 mm; 1 h). Serological investigations for herpes 
simplex virus (type 1 and 2) were negative; however, 
IgM for M. pneumoniae was positive on serology and 
immunoblotting. Also, M. pneumoniae was detected 
from throat swab by polymerase chain reaction (PCR). 
Oral mucosal biopsy showed mixed dermal 
inflammatory infiltrate with apoptotic epithelial 
cells suggestive of erythema multiforme [Figure 2]. 
Ophthalmology consultation suggested changes of 
early Steven Johnson syndrome. The patient was 
started on oral azithromycin (10 mg/kg/day) for 5 days 
along with supportive therapy which resulted in 
substantial improvement.

Steven Johnson syndrome with mucosal 
involvement in the absence of skin lesions has been 
described as Fuchs syndrome and is believed to be 
a variant of erythema multiforme major. Mucositis 
with fever is commonly seen and in the majority 
of the cases, it is treated as herpetic stomatitis or 
incomplete Steven Johnson syndrome or erythema 
multiforme, with acyclovir or steroids, without 
adequate work up to identify the cause.

Fuchs syndrome has been described more frequently 
in children and adolescents,[2] although adult cases 

Figure 1: Hemorrhagic crusting of the lips with erosions over 
hard palate

Figure 2: Microphotograph showing apoptotic keratinocytes in 
epidermis along with mixed infl ammation in the dermis and edema 
of basal layer on H and E (20×)

have been reported.[3] Most cases are triggered by 
infections, herpes simplex and M. pneumoniae being 
the most common. According to a retrospective 
analysis, M. pneumoniae seems to be the most frequent 
infectious cause in children.[4]

M. pneumoniae may cause the condition with or 
without cutaneous involvement.[5] Even in the 
presence of cutaneous involvement, mucosal lesions 
predominate. Oral mucosa is almost always affected. 
Ocular and genital lesions occur in two-thirds 
and three-fourths of the cases, respectively. In the 
absence of classic targetoid skin lesions, it is likely 
that the correct diagnosis is missed and appropriate 
therapy delayed. In our patient, apart from oral and 
conjunctival lesions, the rest of the examination was 
unremarkable.

In most cases, the diagnosis of M. pneumoniae in 
Fuchs syndrome has been made by serology in the 
absence of significant radiological changes. Treatment 
consists of antibiotics such as macrolides (especially 
clarithromycin and azithromycin), quinolones, and 
tetracyclines (except in children younger than 8 years) 
along with supportive therapy. Our patient showed 
considerable improvement with azithromycin.

We found only a few previous reports of severe 
M. pneumoniae-associated mucositis in the absence 
of skin lesions.[1,5] We suggest that severe mucositis in 
the background of respiratory illness should prompt 
consideration for M. pneumoniae as a potential causative 
agent. Confirmation by serology or polymerase chain 
reaction is useful. The prognosis is excellent with 
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timely management. It is probably under-reported 
or under-diagnosed due to lack of consensus on the 
diagnostic label used to describe this condition and 
usage of multiple terminologies adds to the confusion. 
We believe the term erythema multiforme major is 
sufficient to describe the condition.
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 Symmetrical drug-related  Symmetrical drug-related 
intertriginous and fl exural intertriginous and fl exural 
exanthema due to codeineexanthema due to codeine

Sir,
Symmetrical drug-related intertriginous and flexural 
exanthema (SDRIFE), also known as baboon syndrome, 
lies within the spectrum of systemically induced allergic 

contact dermatitis. In recent decades, hundreds of drugs 
have been reported as being causative agentsof this 
disease.[1] However, we were unable to find any previous 
reports of codeine causing this reaction pattern.

A 60-year-old woman presented with a 4-day history of 
a pruritic, partly confluent, macular rash originating in 
the gluteal and inguinal area which rapidly progressed 
to the popliteal area, legs, neck and inframammary area. 
The rash had developed 2 days after first administration 
of paracetamol 500mg/codeine 30 mg (Geralgine-K®; 
Munir Sahin, Turkey), which was used to treat joint 
pain with a suspicion of psoriatic arthritis. The patient 
also mentioned that the redness had regressed in the 
gluteal and inguinal area 2 days earlier. Two months 
before this episode, the patient had applied topical 
diclofenac/codeine (Diclactive® 1% gel; Pharmactive, 
Turkey) for a period of three weeks. There were no other 
systemic symptoms such as fever or fatigue. Physical 
examination revealed a symmetrical, erythematous, 
macular rash on the neck, inframammary area, and 
the lower and upper extremities [Figure 1a]. Detailed 
laboratory and serological investigations for drugs 
and viral infections were normal. Skin biopsy revealed 
spongiosis, eosinophilic and lymphocytic exocytosis 
in the epidermis and a dermal perivascular infiltrate 
of inflammatory cells, predominantly eosinophils and 
lymphocytes [Figure 2]. After discontinuation of the drug, 
the lesions resolved without treatment within 5 days. 
Three weeks after the lesions resolved, patch tests with 
European Baseline Series S-1000 (Chemotechnique 
Diagnostics®), paracetamol (5% pet.), codeine 
phosphate (5% and 1% pet.), and Geralgine-K (50% 
aq., 5% and 1% pet.) were negative, as were prick tests. 
A provocation test was done with paracetamol; 500 mg/
day was administrated for 3 days, and in the 3-week 
follow-up there were no symptoms. Paracetamol 500 
mg/codeine 30 mg was then given. One day after this; 
mildly pruritic erythema occurred in the neck and 
waist folds [Figure 1b]. The patient was thus diagnosed 
with symmetrical drug-related intertriginous and 
flexural exanthema due to codeine, based on the 
clinical features and drug provocation tests.

Baboon syndrome was first described as a skin 
eruption in the intertriginous areas caused by systemic 
absorption of agents after cutaneous sensitization. 
Diagnosis is based upon exposure to a systemically 
administered drug, sharply demarcated erythema of the 
gluteal area and/or V-shaped erythema of the inguinal 
area, involvement of at least one other intertriginous 
site/flexural fold, symmetry of affected areas and 
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