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Abstract

An elderly woman developed pruritic follicular
papules over a period of 5 years. A biopsy revealed
focal intraepidermal eosinophilic pustules, leading to
the diagnosis of Ofuji disease or eosinophilic pustular
folliculitis. A discussion of this condition is presented.

Keywords: Ofuji disease, eosinophilic pustular
folliculitis, eosinophilia

Case Synopsis

An elderly Filipino woman previously diagnosed
with chronic actinic dermatitis presented with a five-
year history of extremely pruritic follicular papules
of the face and chest (Figure 1 and Figure 2). She
denied any photosensitivity or systemic symptoms.
She had not started any new medications recently.
Prior treatment with prednisone, dapsone, and
methotrexate had afforded some improvement, but
she continued to have breakthrough flares.

Her review of systems was otherwise negative. Her
past medical history was unremarkable and she was
up-to-date on colonoscopy and mammography. She
denied any recent travel.

On physical exam, her face had an edematous,
infiltrated appearance with multiple red-brown scaly
papules and plaques admixed with pustules. Her
chest had similar perifollicular papules and pustules.
Laboratory values were remarkable for IgE of 2079
and complete blood count with 20.9% eosinophils.

Figure 1. Ofuji disease. Multiple scaly erythematous paules and
one pustule coalescing into a larger plaque on the forehead.

Figure 2. Ofuji disease. Scattered perifollicular scaly
erythematous papules and pustules, few with excoriation on the
chest. Pen markings indicate biopsy sites.
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Figure 3. Ofuji disease. Low power image showing mild
spongiosis with a follicular eosinophilic pustule and perifollicular
inflammatory infiltrate. H&E, 4x.
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Figure 4. Ofuji disease.The high power image shows a dense
perifollicular infiltrate neutrophils and numerous eosinophils.
There are also eosinophils within the follicular epithelium. H&E,

100x.

Her tests for parasites and ova, HIV, and ANA were
negative.Three punch biopsies were performed for
histologic examination and tissue cultures (Figure 3
and Figure 4). A punch biopsy at the right clavicle
revealed mild spongiosis with focal intraepidermal
eosinophilic pustules. The dermis had a dense
folliculocentric eosinophilic infiltrate. There was no
increased mucin. Direct immunofluorescence was
negative. Bacterial, fungal and acid-fast cultures were
negative.

The patient was subsequently diagnosed with classic
eosinophilic pustular folliculitis, also known as Ofuji
disease.The differential included subacute cutaneous

lupus erythematosus, chronic actinic dermatitis, and
mycosis fungoides.

In this patient, methotrexate and dapsone were
discontinued. Indomethacin was offered but the
patient declined. She was subsequently treated with
triamcinolone 0.1% cream twice daily as needed and
experienced mild improvement.

Case Discussion

Eosinophilic pustular folliculitis (EPF), first described
by Ofuji in 1970, is a rare non-infectious pruritic
inflammatory disease characterized by a predilection
for seborrheic areas of the skin with a chronic and
relapsing course [1]. The four variants of EPF include
classical EPF (Ofuji disease), immunosuppression-
associated EPF (HIV-related), infancy-associated EPF,
and EPF associated with miscellaneous causes [2, 3]

The etiology is unknown, but an autoimmune process
directed against sebocytes has been hypothesized.
Patients with EPF have been found to have anti-basal
keratinocyte antibodies, pemphigus-like antibodies,
chemotactic factors, and nitrous oxide produced
by eosinophils [3]. Increased expression of various
adhesion molecules for eosinophils around hair
follicles has been reported in patients with EPF [3-5].1t
has also been shown that prostaglandin D2 stimulates
sebocytes to produce eotaxin-3, a chemoattractant
for eosinophils, resulting in accumulation of
eosinophils in the pilosebaceous unit; this can explain
why indomethacin, which inhibits prostaglandin
formation, is an effective treatment [6]. Furthermore,
the association between EPF and HIV also confirms
an immunologic component to its pathogenesis. In
advanced HIV infection, Th2 cells predominate; when
stimulated by antigens, Th2 cells release interleukins
4, 5, and 13, recruiting and activating eosinophils.
This immunologic pathogenesis is supported by a
study that found therapy with interferon-gamma,
which suppresses Th2 differentiation, could induce
remission of EPF and decrease mRNA levels of IL-5 [7].

EPF is more common in Asian individuals and is
highly prevalent in Japan. Classical EPF has a male
to female ratio of 5:1 and peak occurrence is in the
third and fourth decades of life. In the classic form,
patients develop recurrent crops of sterile papules
and pustules on the face and neck, which can be
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severely pruritic; about 20% of patients have been
reported to have lesions on the palms and soles [8].
These papulopustules may coalesce into plaques
to form annular lesions. Lesions usually resolve
spontaneously months to years after onset with
residual hyperpigmentation and scaling. Patients
rarely present with systemic symptoms. Lab
testing demonstrates leukocytosis with peripheral
eosinophilia; serum IgE levels may also be elevated.
In patients with HIV-associated EPF, CD4 counts are
typically below 300 [3]. EPF has also been associated
with drugs such as allopurinol and timepidium,
hematologic malignancies, and silicone injections
[3].

The diagnosis of EPF is based on clinical and
histopathological findings. Other lesions containing
eosinophilic infiltrate include arthropod bite
reactions, fungal skin infections, and suppurative
folliculitis. However, unlike other eosinophilic
dermatoses, the eosinophilic infiltrate in EPF tends to
be predominantly folliculocentric in distribution, as
was seen in our patient. Infectious causes may also
be distinguished from EPF owing to concomitant
neutrophilic infiltrate and evidence of bacterial
or fungal organisms. Cutaneous T-cell lymphoma
such as mycosis fungoides (MF) is an important
differential diagnosis for EPF, as the initial lesions of
mycosis fungoides appear almost identical to EPF,
both histologically and clinically [8]. Folliculotropic
MF also demonstrates spongiosis of the hair follicle
epithelium and mucinous degeneration of the
follicles [8]. Initial MF lesions have been misdiagnosed
as EPF; thus, periodic follow up to monitor signs of
malignancy in EPF patients is crucial. Our patient’s
striking findings on histopathology and laboratory
values of increased IgE and eosinophilia along with
her clinical manifestations secured the diagnosis of
EPF.

Management includes both topical and systemic
modalities; a wide range of treatments have been
used. Topical steroids or topical calcineurin inhibitors
are the mainstay of treatment. Oral prednisone,
oral retinoids, and cyclosporine have also been
used for more severe disease. Additionally, oral
indomethacin or other NSAIDs are effective,
particularly for classical EPF [2, 8]. Other described
treatment options include colchicine, minocycline,

oral metronidazole, permethrin, cyproheptadine,
UVB therapy (particularly for the HIV variant), PUVA
therapy, interferon a-2b, tacrolimus, doxycycline,
and radiation therapy. A recent study reported safe
and effective use of transdermal nicotine patches in
treating EPF [9]. Due to the elusive pathogenesis of
EPF, no established treatment algorithm exists.

We believe our case highlights a unique and
uncommon disease that may initially be
misdiagnosed. Our patient underwent unnecessary
treatments for incorrect diagnoses for many years
prior to receiving her final diagnosis of classic EPF.
Furthermore, this patient’s presentation is not classic:
although she is of Asian descent, she is female and
was beyond the fourth decade of life. It is important
for EPF to be included in the differential diagnosis for
patients presenting with pruritic lesions and negative
cultures, in order to prevent delay in diagnosis and
unwarranted therapy.
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