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Sir,
Behçet disease is characterised by uveitis, recurrent oral/
genital aphthae, erythema nodosum, papulopustular skin 
lesions, pathergy positivity besides neurologic, gastrointestinal 
and cardiovascular manifestations.1 Superficial folliculitis, 
pityrosporum folliculitis, eosinophilic pustular folliculitis, 
pustular psoriasis, subcorneal pustular dermatosis and acute 
localised exanthematous pustulosis are some other cutaneous 
diseases which present with pustular eruption.1 We  present a case 
of pathergy positivity mimicking acute localised exanthematous 
pustulosis in a patient diagnosed with Behçet disease.

A 38-year-old woman was referred to the dermatology clinic 
for a pustular eruption on her left inner thigh which started one 
week ago. She had recurrent attacks of folliculitis involving 
both lower and upper extremities in the past 16 years. Her 
current lesions appeared after an epilation session as a few 
grouped pustules on her left inner thigh. She was started on 
oral ampicillin-sulbactam with a provisional diagnosis of 
folliculitis four days ago. However, the pustular eruption 
continued to progress despite the oral antibiotic treatment. 
There was no history of any other drug intake which could 
have provoked the development of papulopustular lesions. She 
reported having recurrent oral aphthae over three times within 
a year. She did not have any history of genital ulceration, pain 
or swelling in the joints, abdominal/chest pain or dyspnoea. 
There was no history suggestive of   uveitis, erythema 
nodosum, photosensitivity, malar rash, alopecia, deep vein 
thrombosis, periodic fever, neurologic, gastrointestinal, 
genitourinary and cardiovascular symptoms which could 
be associated with Behçet disease or other rheumatologic 
disorders. Ophthalmologic examination was normal. 
Neurologic, gastrointestinal and cardiovascular examination 
findings did not reveal any abnormalities. The family history 
was unremarkable. Dermatological examination revealed 
a crusted plaque surrounded by discrete and confluent non-
follicular pustules on erythematous base on medial aspect 

of left thigh [Figure 1a]. Our provisional diagnoses included 
acute localised exanthematous pustulosis, pathergy positivity 
of Behçet disease, pustular pyoderma gangrenosum, and 
infective folliculitis. Fungal and aerobic cultures taken from 
the pustules were negative. Anti-nuclear antibody, rheumatoid 
factor, anti-double-stranded DNA antibody, anti-neutrophilic 
cytoplasmic antibodies, complement C3, complement C  
and extractable nuclear antibodies were negative. A 
pathergy test was done and a biopsy was taken from the 
pustular eruption. Pathergy test was positive [Figure 1b].  
One week after the initiation of treatment with systemic 
and topical corticosteroid, regression of pustules leaving 
desquamation and pale erythematous patches were noted 
[Figure 1c]. Skin biopsy revealed subcorneal/intraepidermal 
spongiform pustule formation expanding into the dermis 
[Figure 2]. According to the international criteria for Behçet 
disease point score system, a patient having 4 points or above 
was classified as having Behçet disease.2 In this point score 
system, ocular lesions, oral aphthae and genital aphthae are 
each assigned two points, while skin manifestations, central 
nervous system involvement and vascular manifestations are 
given one point each.2 The pathergy test, when positive, is 
given one point.2 Our patient had recurrent oral aphthae (two 
points), skin lesions (papulopustular eruption  - one point) 
and a positive pathergy test (one point). Thus she scored 
four points which fulfilled the diagnostic criteria for Behçet 
disease. Additionally, she had HLA-B51 positivity which 
is a risk allele for Behçet disease. A partial improvement 
of cutaneous eruption is reported on treatment with oral 
colchicine3 and this was noticed in our patient as well. Even 
though the patient performed the epilation procedure upon 
the entire lower extremity, we believe the friction between the 
upper legs might be the contributing factor to the emergence 
of papulopustular eruption and pathergy positivity. Therefore, 
a final diagnosis of the papulopustular eruption of Behçet 
disease with pathergy positivity, mimicking acute localised 
exanthematous pustulosis was made.
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Acute localised exanthematous pustulosis is an adverse 
cutaneous drug eruption characterised by non-follicular, 
sterile pustule formation in a localised area of the body. 
The most common incriminated drugs are beta-lactam 
antibiotics such as cephalosporins, amoxicillin, ampicillin 
and macrolides.4 Pustular eruption starts within a few days 
after the drug initiation and systemic symptoms such as 
fever and fatigue may also accompany.4 Pustular eruption 
on the left inner thigh in our patient had started after an 
epilation session similar to her previous attacks of folliculitis  
underlined the fact that her lesions were triggered by 
traumatic procedures which in a way resembles the pathergy 
positivity. Continuous friction between the upper inner 
thighs might have created a trauma which further provoked 
the expansion of the pustular eruption. We diagnosed her 
lesions as the papulopustular eruption of Behçet disease 
with pathergy positivity with the help of histopathological 
confirmation which showed subcorneal spongiform pustule 
formation infiltrated predominantly by neutrophils and 
eosinophils and no follicular based inflammation. The 
papulopustular lesions of Behçet disease may show various 
histopathological findings such as leukocytoclastic vasculitis, 
perifollicular/perivascular infiltration, suppurative folliculitis 
or intrafollicular abscess formation.5,6 Ergun et al.7 reported 
that intraepidermal pustule formation, polymorphonuclear 
and lymphocytic aggregates were the histopathological 

Figure 1a: Crusted plaque surrounded by pustules on 
erythematous base on medial aspect of left thigh

Figure 1b: Pathergy test positivity showing erythematous 
papules and pustules

Figure 1c: Regression of the pustules and desquamation after 
treatment
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hallmarks of the pustular lesions induced by pathergy test 
in patients with Behçet disease, similar to our case which 
showed subcorneal pustule formation with neutrophilic, 
interstitial and lymphoplasmacytic infiltrate.

We would like to emphasize that patients with Behçet 
disease might be prone to develop papulopustular eruptions 
exacerbated by trauma, which may mimic other pustular skin 
diseases including acute localised exanthematous pustulosis.
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Figure 2: Subcorneal intraepidermal spongiotic pustule, expanding into 
dermis, erythrocyte extravasation and oedema in the adjacent dermis, 
infiltrate consisting of mainly neutrophils and eosinophils (Hematoxylin and 
eosin, ×100)

Sir,
Nevus lipomatosus cutaneus superficialis (NLCS) is a rare 
type of connective tissue nevus, first described in 1921 
by Hoffman and Zurhelle.1 It has been classified into two 

clinical types: multiple (classic) and solitary. The classic type 
is characterised by papules or plaques commonly located 
on the lower back, buttocks and thighs.  The solitary type 
usually presents with a solitary nodule or papule.  There are 
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