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ABSTRACT
Background and Objective: Angiolymphoid hyperplasia with eosinophilia (ALHE) is a rare, benign,
vasoproliferative entity of unknown etiology. It is said to be more frequent in Asians and Caucasians
with a predilection to involve the head and neck area. These cases are reported here, with the objective,
to share our experience with others. The diagnosis was made by routine histopathological procedures.
Methods: Three cases of ALHE were recently diagnosed. Case 1 was a 60-year-old male with multiple
nodules in the peri-auricula area. He was a teacher by profession. Case 2 was a 29-year-old male with
recurrent swelling in the left temporal area. He worked in a pesticide factory. Case 3 was a 77-year-0ld
male with a slow growing swelling on left cheek for 15 years. He was a farmer in his active years.
Results: Microscopic examination of all the cases revealed lesions comprised of vascular and inflammatory components. The vascular channels were lined by plump and prominent endothelial cells. The inflammatory cells included lymphocytes, plasma cells, hemosiderin eaden macrophages and numerous
eosinophils.
Conclusion: ALHE is said to be more frequent in Asians and Caucasians. Awareness of the entity can
help prevent the diagnosis being missed. Correct diagnosis would prompt appropriate therapy, which is
vital keeping in view the multifocal and recurrent nature of the disease.
Key words: Angiolymphoid Hyperplasia with Eosinophilia, Kimura Disease, histiocytoid endothelial
cell, painless nodule.
INTRODUCTION
Angiolymphoid Hyperplasia with Eosinophilia (ALHE)
is a rare benign, vasoproliferative entity of unknown
etiology. It is said to be more frequent in Asians and
Caucasians.1 It is most commonly seen in the head and
neck region with a special propensity to involve the
peri-auricular areas. Some other affected areas have
been reported to be the oral cavity, trunk, extremities
and genitilia.2 The exact cause is unknown but immunologic factors, trauma, insect bites, vaccination and
hormonal factors have been implicated.3-5 Three cases
of ALHE were recently encountered and are being reported here to share the experience of others.
METHODS AND PATIENTS
All cases presented in Jinnah Hospital, Lahore and the
resected specimens were submitted to Pathology Department of Allama Iqbal Medical, Lahore where they
were diagnosed by subjecting them to routine histopathology procedures for tissue diagnosis.
CASE REPORTS
Case 1: A 60-year-old male, a teacher by profession,
presented with itchy and painful papulonodular lesions in right auricular area. Multiple lesions were seen
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involving the ear lobe, concha, external auditory canal
and retro-auricular area. The provisional diagnosis
was ALHE. Blood examination of the patient revealed
normal eosinophilic counts.
The lesion was excised and submitted for histopathological examination. On gross examination, it consisted of a skin covered nodule measuring 0.5 × 0.4 ×
0.2 cm.
Microscopic examination revealed a dermal lesion
covered over by epidermis. There were numerous vascular channels lined by plump eosinophilic endothelial
cells with prominent nuclei. There were several cytoplasmic vacuoles in these cells. The surrounding vascular wall revealed mucin and fibrosis (Fig. 1). The
intervening stroma was infiltrated by inflammatory
cells mainly lymphocytes and eosinophils (Fig. 2). No
well-formed lymphoid follicles were seen. The features
concurred with the clinical diagnosis of ALHE.
Case 2: A 29-year-old male presented with a painless
swelling in left temporal region for one year. The swelling had gradually increased in size and was 3×2.5×2
cm at the time of presentation. There was no history of
itching or bleeding from the lesion. The overlying skin
was intact. There were no constitutional symptoms.
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The patient worked in a pesticide factory. He gave past
history of similar swelling in the scalp one year back
which had been excised and diagnosed as a lipoma.
On examination, the swelling was non tender. Laboratory workup revealed normal blood eosinophil counts. The provisional diagnosis was lipoma.
The swelling was excised and was received in the

Fig. 4: Photomicrograph from Case 2, showing in greater
detail the prominent endothelial cells, cytoplasmic
vacuoles, fibrosis and the surrounding infiltrate
containing numerous eosinophils as well as lymphocytes and plasma cells (H&E, ×400).

Fig. 1: Photomicrograph of Case 1, showing an epidermis
covered dermal lesion comprised of both vascular
and inflammatory components (H&E, ×40).

Fig. 2: Photomicrograph of the same case as Fig. 1. At a
higher magnification, the plump, histiocytoid endothelial cells and eosinophils are obvious (H & E,
×40).

Fig. 5: Photomicrograph of Case 3. Plump endothelial cells
with vacuolation line blood vessels which are surrounded by an inflammatory infiltrate with a heavy
component of eosinophils (H&E, ×400).

Fig. 3: Photomicrograph from Case 2. The vascular and
inflammatory components are well visualized.
(H&E, ×200).
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laboratory as a 3×2×2 cm nodular mass. Cut surface
was grey white and firm. Microscopic examination revealed a circumscribed mass with numerous vessels
lined by eosinophilic cells with prominent nuclei. These cells exhibited cytoplasmic vacuoles as in Case 1.
The intervening fibrous tissue was intiltrated by numerous lymphocytes and scattered eosinophils. Few hemosiderin laden macrophages were also seen (Fig. 3, 4).
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Table 1: Distinguishing clinicopathological features of Angiolymphoid Hyperplasia with Eosinophilia and
Kimura Disease.
Angiolymphoid Hyperplasia with
Eosinophilia

Feature

Kumura Disease

Race(s) more effected

Asians and Caucasians

Orientals

Blood eosinophilia

+/0

++

Serum IgE levels

Usually normal

Usually raised

Predominant tissue of origin

Blood vessels

Lymphoid tissue

Similarity to lymphoid tissue at low power
magnification

-

++

Blood vessels

Thick walled, irregularly shaped, dilated

Thin walled with regular lumina

Plump, histiocytoid endothelial cells

++

-

Presence of one or more vacuoles in the
endothelial cells

+

-

Lymphoid follicles with active germinal
centers

+/-

+

Smooth muscle in vascular walls

+

-

Mucin in vascular walls

++

-

Eosinophils in infiltrate around vessels

+

++

Fibrosis

+/-

+

The diagnosis was ALHE.
Case 3: A 77-year-old male was brought with a swelling over right cheek. It had been present for the last 15
years and had grown to a size of 5×5 cm at the time of
presentation. An incisional biopsy measuring 0.5×
0.4×0.4 cm was submitted. On microscopic examination, a skin covered lesion comprised of numerous vascular channeld was seen. These channels were lined by
plump endothelial cells similar to those already described in previous cases. The surrounding stroma contained a mixed inflammatory infiltrate with a prominent
component of eosinophils (Fig. 5).
Verbal consent for publication was obtained from
the patients.
DISCUSSION
ALHE was first described in 1969 by Wells and Whimister6 who believed it to be one end of a spectrum, with
Kimura disease representing the other end. Kumura
disease was reported earlier by Kimm and Satzo from
China7 and soon afterwards by Kimura from Japan.8
The two share several clinicopathological features.
Both are comprised of vascular proliferations and inflammatory cells with a predilection for the head and
neck region. Both show a variable degree of fibrosis
and spare skin adnexal structures.9,10 Later Rosai et al11
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delineated ALHE better. Still later workers began to
report differences between the two conditions and currently these two are thought to be distinct, unrelated
entities. The definitional criteria for Kimura disease is
well established. It is now said to be a triad of painless
nodules in the head and neck region, eosinophilia in
peripheral blood as well as tissues, and increased serum levels of immunoglobulin E (IgE). The last two features are not seen in ALHE. Other important differences are listed in Table 1.9,10,12
As already started ALHE is commonly seen in the
head and neck region.13 All our patients had nodules in
this area. The peri-auricular area is especially likely to
harbour such nodules.1 Our first patient had a nodule
near his ear. Swelling in case 3 was also close to the
ear. Only two Case reports could be accessed describing ALHE in Pakistan. One of these was in the periauricular region4 and the other one in the scalp.14 Search of literature from neighboring geographic areas revealed most of the reported cases to be similarly located with only one report describing a nodule in the
arm.2,5,9,15 It should also be noted that patient in Case 2
gave a history of a similar swelling close to the one he
now had, a year ago. It had been excised and reported
as a lipoma. While no record could be obtained to support it, the possibility of that too having been the same
lesion remains worthy of consideration.
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The type of vessels involved in proliferation is an
active area of research today. Most workers report the
vascular lining cells to stain with Factor VIII and CD
34, confirming the vascular lineage of these cells. One
recent study describes the highlighting of these cells by
D2-40 hinting that the vessels are of a lymphatic lineage.16
The main therapeutic options include surgery,
cryotherapy, radiation, injection of steroids, oral retinoids and chemotherapy. Surgical excision remains
the treatment of choice especially for single lesions.1,2
Patient education is important as the condition has a
tendency to recur.1,17
It is concluded that ALHE though rare, has a
predilection for Asians and Caucasians. This is why it
must be considered in the differential diagnosis in
painless nodules in the head and neck region especially
the peri-auricular area. Correct diagnosis is crucial
keeping in view its tendency to recur. The fact that
most cases reported in Pakistan as well a elsewhere in
the subcontinent were seen in classic location of head
and neck especially peri-auricular area, is also noteworthy.
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