Our Dermatology Online

Case Report
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rare and difficult-to-treat disease
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ABSTRACT
Angiolymphoid hyperplasia with eosinophilia (ALHE) is a rare vascular condition characterized by cutaneous papules,
plaques or nodules, predominantly located on the head and neck. The main differential diagnosis of ALHE is Kimura’s
disease. The treatment is a challenge and the gold standard treatment is surgical excision, as relapse is commonly observed.
We report a case of a 57-year-old female with ALHE with an unusual clinical improvement at 2-month follow-up after
topical corticosteroid without recurrence 12 months after treatment. Due to its rarity, ALHE can be misdiagnosed. In this
case, the characteristic lesions in typical location supported our first clinical diagnose, which was confirmed by histological
studies. The clinical improvement after topical steroids without recurrence after long period follow-up caught our attention.
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INTRODUCTION
Angiolymphoid hyperplasia with eosinophilia (ALHE)
is a rare, locally proliferative, benign and idiopathic
condition that usually affects middle-aged Caucasian
women [1]. ALHE pathogenesis remains unknown, but
some authors believe that the lesion originates from a
vascular tumor or secondary to vascular damage, such
as skin trauma, infections (HTLV or herpes virus 8)
or hormonal imbalance [2]. ALHE is characterized by
cutaneous papules, plaques or nodules, which may be
single or clustered, erythematous, violaceous or brown [3].
It is predominantly located on the head and neck [4]. The
absence of eosinophilia is not uncommon, but increased
serum Immunoglobulin E (Ig E) can be found.
ALHE and Kimura’s disease were considered for many
years the same entity and to this day they are often
confused. Both diseases share common clinical and

histopathological features. However, it is believed that
they are two distinct diseases because of their clinical
and histopathology differences [4].
The treatment of choice for ALHE is surgical excision,
but relapse is common. Cryotherapy, local radiotherapy,
topical or intralesional corticosteroids, imiquimod,
acitretin, and laser therapy (dye laser, CO2 laser) are also
reported as possible treatments with varying success levels.
There are reported cases of spontaneous regression [2].
We report a case of a patient diagnosed with ALHE,
without eosinophilia, with good clinical response to
topical corticosteroid treatment.

CASE REPORT
A 57-year-old female patient, diagnosed with vitiligo
and past history of benign thyroid nodule. She
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complained about pruritic and painful erythematousviolaceous papules located on the tragus (Fig. 1)
for 5 years without treatment. She denied any
systemic disease or no chronic use of medicaments.
Dermatologic examination: achromatic macules on
the anterior thorax, forearms and hands, corresponding
to the clinical diagnosis of vitiligo. Red-violaceous
nodules grouped on tragus and outer auditive channel.
The main diagnostic hypothesis was Angiolymphoid
Hyperplasia with Eosinophilia, and differential
diagnoses were Kimura’s Disease and Kaposi’s Sarcoma.
A cutaneous lesion biopsy was performed in the lesion
on the left tragus and submitted to histopathological
examination, which revealed diffuse inflammatory
infiltrate with lymphocytes and eosinophils,
hyperplasia of the blood vessels and capillaries with
prominent endothelium, confirming the diagnosis of
Angiolymphoid Hyperplasia with Eosinophilia (Fig. 2).

On histolopathology ALHE disease usually does
not resemble lymphoid tissue, it is primarily a
disorder of blood vessels and has structures similar

Figure 1: Erythematous-violaceous papules located on the tragus.

Laboratory tests did not show eosinophilia or Ig E
alterations. She had anti-TPO antibodies positive in
high titers, normal thyroid hormones levels, and normal
thyroid ultrasonography. Therefore, topical treatment
with mometasone furoate cream, once a day for two
months was introduced with the aim of relieving
symptoms and avoiding surgery.

DISCUSSION
Clinically ALHE present as persistent or recurrent
erythematous or hyperpigmented papules or nodules,
usually located in the periauricular area and the
scalp [1]. In our case, the patient had erythematousviolaceous papules on tragus and outer auditive
channel.

Figure 2: Diffuse inflammatory infiltrate with lymphocytes and
eosinophils, hyperplasia of the blood vessels and capillaries with
prominent endothelium.

The main differential diagnosis of ALHE is Kimura’s
disease. They seem to be the same disease due to the
clinical similarity of cutaneous lesions, however most
studies now consider them as two different entities.
Clinical differences to distinguish Kimura’s disease
from ALHE would be a greater diameter of skin lesions,
more insidious evolution, and erythematous or purpuric
staining of ALHE. This latter characteristic reflects
the vascular nature of this process. Kimura’s disease
presents clinically with one or more subcutaneous
nodules, salivary glands involvement, lymph node
enlargement and it is commonly associated with
peripheral eosinophilia and IgE elevation [2]. In our
case, the patient had only cutaneous lesions consistent
with the diagnosis of ALHE.

Figure 3: Clinical improvement 12 months after treatment.
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to abnormal dilated veins located in the dermis
and/or subcutaneous tissue, with abundant mucin
deposition on its walls. On the other hand, Kimura’s
disease is a disorder of lymphoid follicles, which are
predominant feature in large quantities [3]. The
histopathological examination of our patient revealed
diffuse inflammatory infiltrate with lymphocytes
and eosinophils, epithelial hyperplasia of the blood
vessels and capillaries with prominent endothelium
as described for ALHE disease.

topical corticosteroid treatment without relapse after
a long period follow-up encourage our publication.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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