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Abstract
Background:
The angiolymphoid hyperplasia with eosinophilia (ALHE) is a sporadic vasoproliferative lesion of
uncertain etiology involving the skin and the subcutaneous tissue. Occasionally, it involves also the large
arteries compressing the near nerves. ALHE is commonly confused with Kimura's disease because of their
clinical and histological similarities.
Case Description:
We report a case of a 52-year-old female suffering from a 6-month pain and paresthesias in the fourth and
fifth finger of the right hand. The angiography showed a pseudoaneurysm in the proximal third of the right
ulnar artery. A complete surgical excision of the vascular lesion was undertaken. The lesion forced the
right ulnar nerve. The histopathological diagnosis deposed for ALHE.
Conclusion:
Up to now, literature has described 8 cases of ALHE involving the arteries, and only one case originating
from the ulnar nerve. The authors report a case of a female with ALHE involving the ulnar artery that
compressed the ulnar nerve. Clinical aspects, radiological features, surgical treatment, and operative
findings are discussed reviewing the pertinent literature.
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INTRODUCTION
The angiolymphoid hyperplasia with eosinophilia (ALHE) is a rare benign inflammatory vascular lesion of
unknown etiology.[11] Usually, the tumor-like lesion involves the skin and the subcutaneous tissue[9] of
head and neck with a predilection for the retroauricular area.[11] ALHE less frequently involves other sites
including oral mucosa, tongue, parapharyngeal space and breast, as well as upper extremities within

skeletal muscles.[11] The intra-arterial development of the lesion is an exceptional occurrence.[8]
The authors report a case of a female with ALHE involving the ulnar artery that compressed the ulnar
nerve. Clinical aspects, radiological features, surgical treatment, and operative findings are discussed
reviewing the pertinent literature.

CASE REPORT
A 52-year-old Caucasian woman presented with a 6-month history of pain in the ulnar side and
paresthesias in the fourth and fifth fingers of the right hand, mainly during the night hours. There was no
history of trauma or pathological antecedents. The symptomatology had increased during the last month.
There was no external deformity. The palpation of the right elbow was extremely painful, with positive
Tinel-Hoffmann sign at this level. The Froment sign was positive. The clinical examination revealed a
pulsatile swelling between the flexor carpi ulnaris and the medial part of the flexor digitorum profundus on
the right. A tactile dysesthesia was in the region of innervation of the right ulnar nerve, from the elbow to
the hand. There was no dorsal interosseous muscle atrophy, no hypothenar atrophy, and no motor deficit.
The previous electrophysiological study had been normal.
The blood test was normal with no peripheral eosinophilia and no elevation in serum immunoglobulin E
(IgE) levels.
The Doppler color flow showed no alteration of the blood flow in the ulnar artery.
The preoperative magnetic resonance image showed a lesion with high signal intensity on T1- and T2weighted images in the proximal third of the right forearm [Figure 1a and b].
The angiography showed a pseudoaneurysm in the proximal third of the right ulnar artery. The lesion
measured about 28 mm [Figure 1c and d]. The complete surgical excision of the vascular lesion was
undertaken. The lesion forced the right ulnar nerve along its course without trapping the nerve fibers. The
histopathological diagnosis deposed for ALHE since the vessel wall was characterized by a lymphoid and
eosinophilic infiltrate, as well as by plump or “hobnail-like” endothelial cells [Figure 2].
The postoperative angiography showed the complete removal of the pseudoaneurysm [Figure 3].
At 1-year follow-up, the patient was asymptomatic and feeling well.

DISCUSSION
ALHE is an unusual vasoproliferative disease[9] described for the 1st time in 1969 by Well and Whimster.
[14] The alternative label of “epithelioid hemangioma” reflects the conceptual uncertainty about the
reactive versus neoplastic nature of ALHE.[16] Patients develop nodules on the skin and in the
subcutaneous tissue of head and neck.[11] The noncutaneous localization of this pathology in the large
arteries presenting as a pulsatile mass is extremely rare.[3]
Up to now, the current literature has described 210+ cases.[2,3,4,7,8,10,11,12,13,15] In most of them, the
lesions were localized in the superficial and deep soft tissue of the head-neck region and were
characterized by single or multiple smooth-top papules, or plaques of varying color.[4,13] In 8 cases,
ALHE involved the peripheral large arteries, and in only one case, it originated from the ulnar nerve.
[2,3,7,8,10,11,12,15] The average age of the reported patients was 30 years, with a male prevalence [
Table 1]. However, the gender-related distribution of ALHE is currently uncertain, with some metaanalyses suggesting a predilection for females.[5] The most frequent localization was in the arteries of the
head and of the upper limbs, while there were no cases involving the arteries of the lower limbs. The
treatment of choice was surgery without any other therapeutic options [Table 1].
The pathogenesis of ALHE is still a cause of debate.[8] Various ideas have been proposed including the
benign vascular neoplasm[14] and the reactive inflammatory lesion.[11] Ye et al.[17] have proposed the

pathogenetic relevance of the occasional detection of mutation in the endothelial cell tyrosine kinase
receptor Tie-2. Instead, Kempf et al.[6] have proposed the monoclonal rearrangement of the T-cell receptor
gene in ALHE, and along the same line Andreae et al.[1] have revealed the association with the peripheral
T-cell lymphoma.[1] Other reports have proposed a possible viral etiology, with involvement of the human
herpes virus 8.[11]
The differential diagnosis of this lesion, based on clinical and/or histopathological findings, includes
pyogenic granuloma, reaction to insect bite, hemangioma, glomus tumor, hemangioendothelioma,
angiosarcoma, and Kaposi sarcoma.[3] The condition that is most commonly confused with ALHE is
Kimura's disease, which is a rare chronic inflammatory disease of unknown cause,[14] more common in
Oriental young men who present a tumor-like nodule and lymphadenopathy.[11]
Clinically, ALHE rarely presents peripheral eosinophilia, elevated serum IgE levels, proteinuria, and
nephritic syndrome, in contrast to Kimura's disease,[11] which is frequently associated with renal disease.
[14]
Histopathologically, ALHE is characterized by epithelioid endothelial cell changes, with rare lymphoid
follicles [Figure 2], while in Kimura's disease there are well-formed lymphoid follicles and a marked
eosinophil infiltration.[11]
ALHE rarely presents a spontaneous regression; however, usually a malignant transformation does not
occur.[10] Although ALHE is benign, recurrences are common, particularly after an incomplete removal.
[3] Other therapeutic options have been evaluated including intralesional corticosteroid injections,
interferon-α2b, cytotoxic agents, cryotherapy, electrodessication, pulse-dye laser, and carbon dioxide laser,
[10] but with limited success.[11] Therefore, the surgical removal is still to be considered the most
efficient option.[8]

CONCLUSIONS
We believe that the pseudoaneurysm of the ulnar artery has determined the ulnar nerve entrapment at the
cubital tunnel, without causing a permanent damage.
Although ALHE is a benign disease affecting the skin and the subcutaneous tissues of head and neck, its
occurrence should be always suspected in the presence of a pulsatile mass along the course of the
peripheral arteries and nerves, especially in the upper limbs. The surgical resection should be always
radical, to prevent frequent recurrences and other systemic complications.
Financial support and sponsorship
Nil.
Conflicts of interest
There are no conflicts of interest.

Acknowledgments
The authors thank Maria Silvia Marottoli for her assistance in the translation.

Footnotes
http://surgicalneurologyint.com/Angiolymphoid-hyperplasia-with-eosinophilia-and-entrapment-of-the-ulnar-nerve/

REFERENCES
1. Andreae J, Galle C, Magdorf K, Staab D, Meyer L, Goldman M, et al. Severe atherosclerosis of the
aorta and development of peripheral T-cell lymphoma in an adolescent with angiolymphoid hyperplasia

with eosinophilia. Br J Dermatol. 2005;152:1033–8. [PubMed: 15888166]
2. Arnander MW, Anderson NG, Schönauer F. The ultrasound halo sign in angiolymphoid hyperplasia of
the temporal artery. Br J Radiol. 2006;79:e184–6. [PubMed: 17065284]
3. Bhat SP, Moorthy N, Ramalingam R, Jayapal M, Nanjappa MC. Angiolymphoid hyperplasia with
eosinophilia presenting as a giant axillary artery aneurysm. Vascular. 2010;18:49–52. [PubMed: 20122362]
4. Fetsch JF, Weiss SW. Observations concerning the pathogenesis of epithelioid hemangioma
(angiolymphoid hyperplasia) Mod Pathol. 1991;4:449–55. [PubMed: 1924276]
5. Guo R, Gavino AC. Angiolymphoid hyperplasia with eosinophilia. Arch Pathol Lab Med.
2015;139:683–6. [PubMed: 25927152]
6. Kempf W, Haeffner AC, Zepter K, Sander CA, Flaig MJ, Mueller B, et al. Angiolymphoid hyperplasia
with eosinophilia: Evidence for a T-cell lymphoproliferative origin. Hum Pathol. 2002;33:1023–9.
[PubMed: 12395376]
7. Kimura Y, Tsutsumi T, Kuroishikawa Y, Kishimoto S. Angiolymphoid hyperplasia with eosinophilia
arising from the facial artery. J Laryngol Otol. 2003;117:570–3. [PubMed: 12901818]
8. Koubaa W, Verdier M, Perez M, Wechsler J. Intra-arterial angiolymphoid hyperplasia with eosinophilia.
J Cutan Pathol. 2008;35:495–8. [PubMed: 17976207]
9. Krapohl BD, Machens HG, Reichert B, Mailänder P. A rare vasoproliferative lesion: Angiolymphoid
hyperplasia with eosinophilia of the hand. Br J Plast Surg. 2003;56:168–70. [PubMed: 12791366]
10. Kukreja N, Koslowski M, Insall R. Angiolymphoid hyperplasia with eosinophilia presenting as an
axillary artery aneurysm. BMJ Case Rep 2011. 2011 pii:Bcr0220113836. [PMCID: PMC3089833]
11. Martorell M, Pérez-Vallés A, García-García JA, Calabuig C, Aguilella L. Angiolymphoid hyperplasia
with eosinophilia involving the cubital nerve. Acta Neuropathol. 2004;107:372–6. [PubMed: 14762674]
12. Morton K, Robertson AJ, Hadden W. Angiolymphoid hyperplasia with eosinophilia: Report of a case
arising from the radial artery. Histopathology. 1987;11:963–9. [PubMed: 3666679]
13. Olsen TG, Helwig EB. Angiolymphoid hyperplasia with eosinophilia. A clinicopathologic study of 116
patients. J Am Acad Dermatol. 1985;12(5 Pt 1):781–96. [PubMed: 4008683]
14. Ramchandani PL, Sabesan T, Hussein K. Angiolymphoid hyperplasia with eosinophilia masquerading
as Kimura disease. Br J Oral Maxillofac Surg. 2005;43:249–52. [PubMed: 15888362]
15. Vandy F, Izquierdo L, Liu J, Criado E. Angiolymphoid hyperplasia involving large arteries. J Vasc
Surg. 2008;47:1086–9. [PubMed: 18455650]
16. Weiss SW, Enzinger FM. Epithelioid hemangioendothelioma: A vascular tumor often mistaken for a
carcinoma. Cancer. 1982;50:970–81. [PubMed: 7093931]
17. Ye C, Pan L, Huang Y, Ye R, Han A, Li S, et al. Somatic mutations in exon 17 of the TEK gene in
vascular tumors and vascular malformations. J Vasc Surg. 2011;54:1760–8. [PubMed: 21962923]

Figures and Tables
Figure 1

Preoperative magnetic resonance image in coronal and axial view showing a lesion in proximal third of the right ulnar
artery (a and b). It is possible to see the relationship with the right ulnar nerve (b). The Angiography showed a
pseudoaneurysm in proximal third of the right ulnar artery (c and d)

Figure 2

In hematoxilina and eosina and original magnification, ×40, in the background, the wall of the pseudoaneurysm presented
the lymphoid and eosinophilic infiltrate (a); the lymphoid infiltrate showed both a diffuse and a nodular pattern, with
formation of follicles with prominent germinal centers (b); the endothelial cells often showed plump or “hobnail”
appearance, eosinophilic cytoplasm, and round nuclei with granular chromatin (c)

Figure 3

Postoperative angiography showed complete removal of the pseudoaneurysm (a and b)

Table 1

Reviewing of literature on angiolymphoid hyperplasia with eosinophilia involving the arteries and nerves
Articles from Surgical Neurology International are provided here courtesy of Medknow Publications

