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ABSTRACT

Angiolymphoid hyperplasia with eosinophilia is a rare, benign vascular tumor affecting principally the head and neck
region of young adult females. Microscopic analysis reveals hyperplastic blood vessels lined by a hypertrophic endothe-
lium. An inflammatory infiltrate rich in eosinophils is also present. Etiology of the lesion is unknown. Various treat-
ment modalities have been described. We present a case successfully treated by excision and local steroid infiltration.
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1. Introduction

Angiolymphoid hyperplasia with eosinophilia (ALHE,
epithetlioid haemangioma, inflammatory angiomatous nod-
ule, atypical granuloma, pseudopyogenic granuloma, and
histiocytoid hemangioma) is an uncommon, benign, reac-
tive vaso-proliferative disease, presenting with painless,
vascular nodules in the dermal and subcutaneous tissues
of the head and neck, particularly around the ear [1].
ALHE has also been reported in the scalp, lip tongue,
orbits and the conjunctiva [1-4]. Although frequency is
unknown, cases have been reported worldwide. This
condition is uncommon but not rare. It may be more
common in Japan than in other countries. ALHE can
persist for years, but serious complications (e.g., malig-
nant transformation) do not occur and have never been
reported. ALHE is seen most commonly in Asian, fol-
lowed by Caucasian. Although less commonly blacks too
can develop ALHE. It is rare in elderly patients and in
the non-Asian paediatric population. ALHE is somewhat
more common in females, however, a male predomi-
nance has been noted in selected Asian studies [5]. It
presents most commonly in patients aged 20 - 50 years,
with amean onset of 30 - 33 years[5].

ALHE is characterized clinically by single to multiple
red brown dome shaped papules or subcutaneous nodules
[1-4]. About 1/5 of patients have blood eosinophilia and
Lymphadenopathy [2]. Although it is usually superficial
in nature, some authors have reported muscular and bony
involvement [1-4,6].
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2. Case Report

An eghteen-year-old Hindu female attended our out-
patient department with complaint of a gradually increas-
ing painless swelling in the left frontal region extending
to the eyebrow of one year's duration (Figure 1). The
skin over other parts of her body did not show any ab-
normality. She had similar type of scalp swelling on the
same side six months back for which she got operated in a
general hospital. The histopathology report came as reac-
tive hyperplasia. After a period of three months a similar
swelling reappeared at the same site and it was again op-
erated in the same hospital without any definitive diagno-
sis. She did not give a positive history for fever, skin
rashes, asthma and respiratory infection, or any history of
louse infestation of the scalp since childhood. On clinical
examination there was no evidence of Lymphadenopathy
or hepatosplenomegaly. The left frontal region showed a
tumour mass, 3 cm x 2.5cm x 1 cm in size, firm in con-
sistency and subcutaneous in situation. The swelling was
non-tender with restricted mobility. Clinical impression of
epidermoid cyst of the scalp was made.

Figure 1. Picture of the patient.
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Routine blood and urine investigations were within
normal limit. Chest screening showed no abnormality.
Complete surgical excision of the mass was performed
under general anaesthesia by maintaining the aesthetic
aspect of the surgery (Figure 2). The excised specimen
was examined histopathologically. It was followed by
local infiltration of injection Triamcelone Acetate after
one month and three months over the lesion. After seven
months of follow up thereis no recurrence.

The size of the tumour was 2.5 cm x 2cm x 1 cm. The
external surface was smooth. On cut surface, the tumour
showed fine whitish capsule surrounding pale pink areas.
Microscopy revealed lobular proliferation of thick and
thin walled blood vessels lined by plump endothelial cells
and separated by an inflamed fibrocollagenous stroma. The
inflammation comprises of lymphocytes, neutrophils and
many eosinophils. Few lymphoid follicles are also seen
(Figures3 and 4).

3. Discussion

Angiolymphoid hyperplasia with eosinophilia (ALHE) is
a rare condition affecting muscular arteries, typicaly of
the head and neck [1]. It was first described in 1969 by
Wells and Whimster [4]. They reported nine patients
between the ages of 19 and 43, five women and four men,
with single to multiple lesions in the head and neck re-
gion with blood eosinophilliain all patients and regional
lymphadenopathy in four of nine patients. Previously it
had been described as pseudo- or atypical pyogenic
granuloma, subcutaneous angioblastic lymphoid hyper-
plasia with eosinophilia, and papular angioplasia [1,6].
Initially it was thought to be related to Kimura's disease
but recent histological studies indicate that Kimura dis-
ease differs from angiolymphoid hyperplasia with eosi-
nophilia in several clinical and histopathologic charac-
teristics, including male predominance, striking lympha-
denopathy, higher incidence of peripheral blood eosino-
philia, and lack of the distinctive endothelia cell as a
marker [2,6-8].

Histologically the lesions are characterized by a reac-
tive proliferation of small blood vessels, often surround-
ing a muscular artery, with peripheral inflammatory in-
filtrates consisting of mononuclear cells and eosinophils.
The reactive blood vessels are often epithelioid, leading
to the terms “histiocytoid” or, more recently “epithelioid”
haemangioma [6]. Immunohistochemical stains usualy
show a major population of T-Lymphocytes [5] with
occasional B cells forming lymphoid follicles [6]. Since
the description of the initial large series [6], there have
been numerous reports of this condition, with lesions
occurring in a variety of organs, including disseminated
disease[1,9-15].

The pathogenesis of ALHE remains unclear. Some
authors consider ALHE as a neoplasm developing from
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Figure 2. Forehead scar of previous surgery and present
scar over theleft eyebrow.

Figure 4. High power microscopic view showing aggregate
of lymphoid tissue and numerous proliferated blood vessels
with plump endothelial cells and eosinophils in the back-
ground (H & E stain).

endothelia cells; others suggest that it is secondary to an
inflammatory vascular reaction secondary to complex
immunologic mechanisms. Many other hypotheses have
been reported implicating environmental factors such as

IJOHNS



46 P. K. DOLOI, S. KHANNA

insect bite, trauma, and infections. Some authors con-
sider that arterio-venous shunt is the main etiopathoge-
netic mechanism observed in 42 percent of the cases
[7,16]. The predominance of T lymphocytes and a rear-
rangement of TCR receptor in some cases made some
authors suppose that ALHE is a low-grade neoplastic
disease secondary to various stimuli [7,16].

Serum hypereosinophilia is inconstant (21%) and is
not required to make the diagnosis. Given that some pa-
tients with ALHE have also been found to have renal
disease, urinalysis could be considered. Radiologic ex-
aminations such as MRI or angiography may be required
to determine the extension of the lesions [7,16]. Positive
diagnosis is based upon histological findings. Other dif-
ferential diagnosis based on clinical and/or histopathologic
findings, includes insect bites, angiomatous neoplasias
such as capillary hemangioma, granuloma pyogenicum
with satellite lesions, angiosarcoma of the face and scalp,
and Kapos sarcoma. Furthermore, epidermal cysts, lym-
phadenosis cutis benigna, and granuloma faciale might
mimic angiolymphoid hyperplasia with eosinophilia.

In the absence of treatment, lesions may either increase
progressively or decrease spontaneously [12]. Surgica
treatment remains the treatment of choice. Recurrences,
essentially after incomplete excision, are observed in 30
percent of the cases [7]. No metastatic cases have been
reported [7,16]. Considering the possible spontaneous
involution of the lesions, a simple follow up is recom-
mended 3 to 6 months before surgical excision or other
extensive therapeutic modalities are attempted. Many
therapeutic procedures have been described in the litera
ture including electro-dessication, cryotherapy, micro-
graphic surgery, systemic corticoid treatment, intra-lesional
injection of corticoids or sclerosing products, photother-
apy, or alpha-2a interferon. Despite the multiplicity of
therapeutic modalities, their real efficacy has not been
well studied and frequent recurrences have been noted.
Surgical excision may be efficient in limited lesions but
recurrences remain frequent because surgical margins
remain difficult to determine.

Interleukin-5 based treatment represents an interesting
approach. This cytokine interferes with the production
and activation of eosinophils, which are supposed to play
a key role in the pathogenesis of ALHE. Imiquimod,
which inhibits the production of interleukin 5, and mepo-
lizumab, which inhibits the reaction of IL5 with its re-
ceptor, were reported to be effective [17].

4. Conclusion

Angiolymphoid hyperplasia with eosinophilia is a rare
condition with a challenging diagnosis and treatment. In
spite of the benignity of this disease, it causes a thera-
peutic dilemma because of the cosmetic defects and fre-
guent resistance to treatment.
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