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Abstract Hyperimmunoglobulinemia E (Job’s)
syndrome is a rare autosomal dominant disorder
appearing early in life with recurrent skin and
pulmonary infections, characterized by markedly
increased serum immunoglobulin E (IgE) levels.
We describe a 50-year-old man with a 4-year history
of recurrent, multiple giant chalazia in all eyelids.
Medications and surgical intervention had produced
only transient improvement. The patient had also had
pulmonary and scalp infection. Laboratory tests
disclosed elevated serum IgE (>1,000 IU/ml) and
eosinophilia. As a result, based on the patient’s
history and clinical and laboratory findings, a diag-
nosis of Job’s syndrome was made. Even though
rarely, recurrent multiple giant chalazia may occur as
an ophthalmic feature of Job’s syndrome. Hyperim-
munoglobulinemia E syndrome should be suspected
in any case of recurrent giant chalazia, regardless of
the patient’s age. Measurement of serum IgE and
eosinophils, along with internal evaluation, is essen-
tial to establish a proper diagnosis.
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Introduction

Hyperimmunoglobulin E (Job’s) syndrome is a rare,
multisystem, autosomal dominant disorder character-
ized by high serum immunoglobulin E (IgE) levels
(>1,000 IU/ml), eczematous skin, eosinophilic pustu-
lar folliculitis-like appearance, and recurrent
pulmonary and skin infections [1]. Abnormal neutro-
phil chemotaxis due to decreased production of
interferon gamma is believed to be the underlying
mechanism of disease [2]. This syndrome was first
reported in 1966 by Davis et al., who discussed two
girls with red hair, chronic dermatitis, and recurrent
staphylococcal abscesses and pneumonias [3]. Inspired
by the biblical character whose body was smitten with
boils by Satan, they referred to this condition as Job’s
syndrome. Reports of ocular involvement in patients
with Job’s syndrome are rare [4—8]. We describe herein
a middle-aged patient with recurrent, multiple giant
chalazia, who was later diagnosed as having hyperim-
munoglobulin E syndrome.

Case report

A 50-year-old man was referred with a 4-year history
of recurrent giant chalazia in all eyelids. Medications
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Fig. 1 Photograph of the right eye showing multiple giant
chalazia in a 50-year-old man with Job’s syndrome

and surgical intervention had produced only transient
improvement. The patient also had a history of
pneumonia and scalp abscesses. External examination
disclosed facial asymmetry with hemihypertophy,
prominent forehead, broadened nasal bridge, deep-
set eyes, increased alar and outer canthal distance, and
multiple giant chalazia in all eyelids (Fig. 1). Best-
corrected visual acuity was 20/20 OU. Examination of
both eyes was unremarkable. Blood tests revealed
elevated serum IgE (1,090 IU/ml; normal 4-100 IU/
ml) and mild eosinophilia (0.9 x 10*/ul; normal 0—
0.8 x 10*/ul). As a result, based on the patient’s
history, characteristic facies, and laboratory findings, a
diagnosis of hyperimmunoglobulin E syndrome was
made. The patient underwent surgical incision and
curettage and was postoperatively treated with oral
doxycycline and tobramycin/dexamethasone oint-
ment. Histology confirmed the diagnosis of chalazia.
Microbial cultures of the chalazia contents were
negative. Improvement was noted at week 3 postop-
eratively; however, new chalazia not necessitating
further surgery arose after 3 months.

Discussion

Job’s syndrome often appears early in life, but
diagnosis up to the age of 63 years has been
described [1, 9]. This condition is characterized by
extremely elevated serum IgE and recurrent skin and
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pulmonary infections, typically caused by Staphylo-
coccus aureus and Candida albicans [1]. Many
therapeutic approaches have been used to treat
patients with Job’s syndrome, including intermittent
or long-term anti-staphylococcal antibiotics, cyclo-
sporine, cimetidine and ascorbic acid, high-dose I.V.
Ig and interferon gamma [1]. As more is understood
about the immune defects in these patients, more
treatment options with increased efficacy will
become available.

Ocular infections in hyperimmunoglobulin E syn-
drome are rare, but they may be severe and lead to
visual loss. C. albicans endophthalmitis and pre-
sumed S. aureus corneal ulceration and perforation
despite aggressive systemic and topical antibiotic
therapy have been reported [4-6]. Furthermore, De
Stafeno et al. [7] described recurrent S. aureus
chalazia despite appropriate medical and surgical
therapy.

We are unaware of any previously reported cases
of eyelid involvement in patients with Job’s syn-
drome occurring in middle age. Even though rarely,
recurrent giant chalazia may be an ophthalmic feature
of Job’s syndrome [8]. As a result, hyperimmuno-
globulin E syndrome should be suspected in any case
of recurrent giant chalazia, regardless of the patient’s
age. Measurement of serum IgE, along with internal
evaluation, is essential to establish a proper diagnosis.
Repeated surgical intervention and appropriate sys-
temic and topical therapy may be required to obtain a
satisfactory result in Job’s syndrome with recurrent
giant chalazia.
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