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Angiolymphoid hyperplasia involving large arteries
Frank Vandy, MD,a Luis Izquierdo, MD,b Jingxuan Liu, MD,c and Enrique Criado, MD,a Ann Arbor,
Mich; Madrid, Spain; and Stony Brook, NY

Angiolymphoid hyperplasia with eosinophilia (ALHE) is a rare vascular proliferative disorder, which most commonly
involves the skin of the head and neck regions. Noncutaneous localization of this pathology is unusual, and its primary
localization in large arteries presenting as a pulsatile mass is extremely rare. We report here two cases of ALHE manifested
as masses of the occipital and brachial artery. ALHE should be considered in the differential diagnosis of localized
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peripheral arterial masses in young patients. ( J Vasc Surg 2008;47:1086-9.)
Angiolymphoid hyperplasia with eosinophilia (ALHE)
is an uncommon proliferative benign lesion involving the
skin microvasculature, manifested by cutaneous plaques
and nodules in the head and neck area.1 Histologically, it
is often confused with the similar appearing Kimura’s
disease (KD).1-3 ALHE affecting large muscular arteries
is extremely rare and a review of the literature reveals
only four reports of ALHE affecting arteries in the
extremities.4-7 In our literature search, we have not
found any cases of ALHE with primary localization in the
brachial or occipital arteries. We report here two cases of
ALHE manifested as aneurysms of the occipital and
brachial arteries.

CASE REPORTS

Case 1. A 26-year-old Caucasian woman presented with a
painless mass in her left upper arm. On physical examination,
she had a mobile, pulsatile mass of approximately 2 cm of
maximal diameter in the proximal and medial aspect of the arm.
There were no associated dermal or intradermal papules,
plaques, or nodules. Past medical history was noncontributory.
There was no history of trauma or previous surgery to the left
arm. Initial laboratory values did not reveal a peripheral eosin-
ophilia. An IgE level was not drawn. Arterial duplex imaging as
well as magnetic resonance imaging demonstrated a 1.6 cm
diameter by 2 cm long well defined mass surrounding the
brachial artery (Fig 1). Fine-needle aspiration cytology was
inconclusive. The patient underwent en bloc resection of the
mass and brachial artery with interposition of a reversed saphe-
nous vein graft. The patient tolerated the procedure well with
no perioperative complications. Histology of the specimen de-
scribed the lesion as an angiolymphoid hyperplasia with eosin-
ophilia (Fig 2). Margins were negative for tumor growth.
Eighteen months after excision of the tumor, the postoperative
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vascular follow-up was uneventful and no evidence of tumor
recurrence was detected.

Case 2. A 43-year-old Caucasian male presented with a ten-
der 1 to 2 cm mass overlying the left occipital artery in the
posterolateral aspect of the scalp. The mass was not mobile; it was
tender to palpation and had a pulsation. An ultrasound revealed a
1.5 � 1 � 1 cm mass surrounding the left occipital artery. The
patient did not have any skin lesions and had no eosinophilia on
peripheral blood differential. The mass was resected under local
anesthesia with proximal and distal ligation of the occipital artery.
It had an inflammatory appearance and encased a neighboring
segment of the occipital nerve. The patient did well postopera-
tively, except for significant scalp pain that resolved over an 18-
month period. At the 24-month follow-up, the patient was doing
well without evidence of local recurrence of the mass. Histological
examination revealed an angiolymphoid hyperplasia with eosino-
philia (Fig 3).

DISCUSSION

Angiolymphoid hyperplasia with eosinophilia (ALHE)
was first described by Wells and Whimster in 1969.8 This
terminology was later included under the umbrella classifi-
cation of histiocytoid hemangiomas described by Rosai in
1979, which also included intravenous atypical vascular
proliferation, inflammatory arteriovenous hemangioma,
pseudopyogenic granuloma, and hemangioendothelioma.
However, the term histiocytoid hemangioma is often used
interchangeably with epithelioid hemangioma in the cur-
rent literature.1,9-11

Typically, ALHE presents in young to middle-aged
women, with no predilection for race. The clinical ap-
pearance is usually one of bright or dusky red papules or
nodules in the dermis or subcutaneous tissue of the head
and neck region.3 However, ALHE presentation in me-
dium and large vessels, bone, tongue, periostium, and
even heart has been reported.2,10,12 In an observational
study of 96 patients by Fetsch and Weiss, 8% presented
with pain.13 However, ALHE has more commonly a
benign and indolent course. ALHE distinguishes itself
from other hemangiomas by its histologically unique
appearance. Most striking is the histiocyte like endothe-
lium with its cuboidal to dome shaped endothelial cells
lining a florid vascular proliferation. Additionally, there

may be heavy inflammatory infiltrates of lymphocytes,
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eosinophils, and the presence of lymphoid germinal
centers.1,3 Occasionally, ALHE courses with peripheral
blood eosinophilia and elevated serum IgE.14

The diagnosis of ALHE arising from midsized to
large arteries is exceedingly rare. In our literature review,
we have not found any reports of AHLE involving the
occipital or brachial arteries. Furthermore, we only en-
countered three cases of ALHE involving large vessels,
including the radial artery, the popliteal artery, and the
heart.4-7,10 Our patients did not have the dermal or
intradermal lesions characteristic of ALHE, but the his-
topathology confirmed the diagnosis. As shown in Fig 2,
b, the “endothelioid cell” demonstrates the typical ap-
pearance of large, round, vesicular nuclei within a domed
or cuboidal shaped cell. Additionally, an intense vascular
proliferation surrounded by an abundance of lympho-
cytes and eosinophils is shown in Fig 2, a. Interestingly,
Fig 2, c shows a lymphoid follicle. Although the presence

Fig 1. MRA of the left upper extremity demonstrating a well
circumscribed mass surrounding the brachial artery (arrow). There
is brachial artery dilatation and luminal defects.

Fig 2. B-mode ultrasound of brachial artery. This longitudinal
view demonstrates a dilated lumen with a surrounding mass giving
the appearance of an aneurysm. Angiolymphoid hyperplasia with
eosinophilia arising from brachial artery.
of a lymphoid follicle does not weigh against a diagnosis
of ALHE, their presence may make difficult the differen-
tiation with Kimura’s disease.

Kimura’s disease (KD) was originally described in
1937 by Kimm and Szeto.15 The classic presentation is in
young Asian males with a discrete nodule in the head or
neck area, commonly in the subcutaneous periauricular
area or the salivary glands. Clinically, there is often
associated regional lymphadenopathy accompanied by
peripheral blood eosinophilia and elevated serum IgE.15

Histologically, KD differs from ALHE in that the former
lacks the dome-shaped endothelioid cell, but rather
demonstrates a flattened endothelial cell.14,16 Addition-
ally, KD is characterized by the presence of multiple
lymphoid follicles combined with massive eosinophilic
infiltration and eosinophilic abscesses.15 Similar to
ALHE is evidence of vascular proliferation. Early litera-
ture described ALHE and KD as the same entity parts of
a spectrum of disease, although recent literature supports
a clear separation of these two disease processes.14,16

Although the presence of the cuboidal epithelioid cell
supports the diagnosis of AHLE, it is necessary to point out
atypical features in our cases that could suggest Kimura’s
disease. Clinically, the patient initially presented with a
discrete proximal upper extremity mass, however, did not
present with typical dermal lesions. Additionally, histology
did show evidence of abundant eosinophils and presence of
a germinal center.

The exact pathogenesis of ALHE has yet to be
discovered. It has been considered to be a true vascular
neoplasm of unknown etiology, while others believe that
the proliferation is reactive to arterial or venous trau-
matic insults.12,17 In the study by Fetsch and Weiss, the
majority of cases were associated with vascular damage
such as disruption of the muscular wall or fragmentation
of the elastic lamina.13 Additional evidence supports a
role for infection, angiotensin II, arteriovenous malfor-
mations, and high estrogen states.14 Like ALHE, the
pathogenesis of Kimura’s disease is unknown; it is
thought to be a chronic immune-inflammatory disease.
The etiology of Kimura’s disease has been attributed to
autoimmune disorder, allergic or neoplastic reactions,
insect bites, parasites, and infection.14,15

Treatment for ALHE is ill defined given the rare nature
of the lesion. A review of the literature illustrates both
medical and surgical treatments.18 However, surgical exci-
sion appears to be the treatment of choice. Although the
disease is benign, surgical excision is still recommended
because a histological analysis is necessary for diagnosis.
Fine needle aspiration for initial diagnosis is often incon-
clusive.19 Despite its benign etiology, ALHE still carries a
33% local recurrence rate.12

In summary, ALHE is a rare vascular proliferative
disease, which to our knowledge has not been described
presenting as aneurysms in the occipital or brachial ar-
tery. ALHE has considerable similarities with Kimura’s
disease, although the current literature supports that
these lesions are different entities. Regardless, both pro-

cesses carry an indolent course. Definitive diagnosis can
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only be effectively made by the pathologist after surgical
resection. Because of its tendency for local recurrence,
wide local resection of these lesions appears to be the
best treatment option.

REFERENCES

1. Rosai J. Angiolymphoid hyperplasia with eosinophilia of the skin: its
nosological position in the spectrum of histiocytoid hemangioma. Am J
Dermatopath 1982;4:175-84.

2. Rosai J, Bold J, Landy R. The histiocytoid hemangiomas. A unifying
concept embracing several previously described entities of skin, soft
tissue, large vessels, bone, and heart. Hum Pathol 1979;10:707-30.

3. Olsen TG, Helwig EB. Angiolymphoid hyperplasia with eosinophilia. A
clinicopathologic study of 116 patients. J Am Acad Dermatol 1985;12:
781-96.

4. Morton K, Robertson AJ, Hadden W. Angiolymphoid hyperplasia with
eosinophilia: report of a case arising from the radial artery. Histopathol-
ogy 1987;11:963-9.

5. Khaira HS, Deshmukh NS, Vohra RK. Angiolymphoid hyperplasia
presenting as a radial artery aneurysm. Eur J Vasc Endovasc Surg

Fig 3. Microscopic images of specimen from angiolymp
A, Low power (�100) power shows multiple proliferati
(�400) shows small vascular spaces lined by epithelioid
round or ovoid vesicular nuclei. C, Intermediate powe
reaction with a lymphoid follicle. D, High power (�
lymphocytes and eosinophils.
1999;17:178-9.
6. Ghotbi R, Sotiriou A, Mlinaric M. Epitheloides Hämangiom der A.
poplitea. Der Chirurg 1999;70:1494-6.

7. Reed RJ, Terazakis N. Subcutaneous angioblastic lymphoid hyperplasia
with eosinophilia (Kimura’s disease). Cancer 1972;29:489-97.

8. Wells GC, Whimster I. Subcutaneous angio-lymphoid hyperplasia with
eosinophilia. Br J Dermatol 1969;81:1-14.

9. Mariatos G, Gorgoulis VG, Laskaris G, Kittas C. Epithelioid hem-
angioma (angiolymphoid hyperplasia with eosinophilia) in the oral
mucosa: a case report and review of the literature. Oral Onc 1999;
35:435-8.

10. De Nictolis M, Brancosini D, Goteri G, Prat J. Epithelioid hemangioma
of the heart. Virchows Arch 1996;428:119-23.

11. Sidbury R, Heintz PW, Beckstead JH, White CR. Cutaneous malignant
epithelioid neoplasms. Adv Dermatol 1999;14:285-306.

12. Park Y, Chung J, Cho CG. Angiolymphoid hyperplasia with eosino-
philia of the tongue: report of a case and review of the literature. Oral
Oncol 2002;38:103-6.

13. Fetsch JF, Weiss SW. Observations concerning the pathogenesis of
epithelioid hemangioma (angiolymphoid hyperplasia). Mod Pathol
1991;4:429-55.

14. Chong W, Thomas A, Goh C. Kimura’s disease and angiolymphoid

hyperplasia with eosinophilia arising from brachial artery.
all vessels in the wall of a larger vessel. B, High power
thelial cells with abundant eosinophilic cytoplasm and
00) shows extensive lymphocytic and eosinophilic cell
shows proliferating small vessels in a background of
hoid
ng sm
endo

r (�2
400)
hyperplasia with eosinophilia: two disease entities in the same pa-



JOURNAL OF VASCULAR SURGERY
Volume 47, Number 5 Vandy et al 1089
tient. Case report and review of the literature. Int J Dermatol. 2006;
45:139-45.

15. Abuel-Haija M, Hurford MT. Kimura disease. Arch Pathol Lab Med
2007;131:650-1.

16. Seregard S. Angiolymphoid hyperplasia with eosinophilia should not be
confused with Kimura’ disease. Acta Ophthalmol Scand 2001;79:91-3.

17. Vadlamudi G, Schinella R. Traumatic pseudoaneurysm: a possible early
lesion in the spectrum of epithelioid hemangioma/angiolymphoid hy-

perplasia with eosinophilia. Am J Dermatopathol 1998;20:113-7.
18. Cheney ML, Googe P, Bhatt S, Hibberd PL. Angiolymphoid hyperpla-
sia with eosinophilia (histiocytoid hemangioma): evaluation of treat-
ment options. Ann Otol Rhinol Laryngol 1993;102:303-8.

19. Chow LT, Yuen RW, Tsui WM, Ma TK, Chow WH, Chan SK.
Cytologic features of Kimura’s disease in fine-needle aspirates. A study
of eight cases. Am J Clin Pathol 1994;102:316-21.
Submitted Oct 12, 2007; accepted Dec 1, 2007.


	Angiolymphoid hyperplasia involving large arteries
	CASE REPORTS
	Case 1
	Case 2

	DISCUSSION
	REFERENCES


