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Case Report

Orbital angiolymphoid hyperplasia with eosinophilia : Rare entity

M Subrahmanyam, K.J.N.Sivacharan, Dr.B. Kavyamadhuri

Abstract : Angiolymphoid hyperplasia with eosinophilia (ALHE) is a rare disorder presenting with solitary or multiple
nodules in the dermis or subcutaneous tissues. ALHE shares clinical as well as histopathological characteristics witt
Kimura disease (KD), but they have been considered to be two distinct entities based on their histological features
Orbital and adnexal involvement in ALHE is rare. Here, we report a case presented with painless swellings of both uppel
eyelids since 8 years. Imaging confirmed orbital extension. Histopathology and IHC of excised tumors confirmed the
diagnosis of Angiolymphoid Hyperplasia with Eosinophilia. The patient recovered well and had no signs of recurrence
after 2 years.
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Introduction

Angiolymphoid hyperplasia with eosinophilia (ALHE) is

a rare benign disorder which typically presents as
subcutaneous nodules in the head and neck region and is
more often seen in females especially whites. The clinical
features of ALHE and Kimura disease (KD) are often
indistinguishable. However, several reports have shown
that, despite clinical similarities, ALHE and KD can be
differentiated on histopathological examination based on
their vascular endothelial cell morpholog§ALHE
appears to be a benign neoplastic disorder of the vascular
endothelium with a secondary inflammatory response,
while the features of KD are more consistent with an
allergic or autoimmune process with male predominance, Figure 1: Front view of the patient showmg diffuse swelling
peripheral eosinophilia, nephrotic syndrome, and/or ©f Poth eye upper lids and severe mechanical ptosis
lymphadenopathy* ° Orbital and ocular adnexal Anterior segment and fundus- were within normal limits
involvement in ALHE is relatively rare compared to its in both the eyes. Visual acuity was normal. Ocular motility
occurrence in other locations. was normal. Intraocular pressure was 17 mmHg OD and

A female, aged 47 years presented to the ophthalmology:8 mMmHg OS. No regional/generalized lymphadenopathy

clinic with painless swellings of both upper eyelids since Was noted. Systemic examination was within normal.

8 years. Swellings were insidious in onset and graduallycomputed tomography of orbit showed extension from

increasing in size. There was no history of pain, defectlvethe lid of distinct homogeneous mass into superior

vision or any other symptoms in the eye. There was noperlpheral surgical space of orbit. There was no erosion
of bone (flgure 2).

history suggestive of any other systemic illness or trauma.

She was not using any drugs.

On examination, swellings were diffuse, non tender, firm
to rubbery in consistency, mobile, not fixed to skin or
underlying structures and produced severe mechanical
ptosis without associated inflammatory signs in both the
eyes. (Figure 1).

Figure 2: CTScan of Orbit axial section- Red arrow shows

Dept. of Ophthalmology, Maharajah’s institute of . X . ; .
) ] ’ - extension of mass into superior peripheral surgical space of
medical Sciences, Nellimarla, Vizianagaram orbit.
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Cytology showed multiple lymphocytes, histiocytes with
emperipolesis. (Figure 3-a,b).

Figure 5: a), b) Red arrow showing ‘plump’ endothelial cells
surrounded by lymphocytes (yellow arrow) and eosinophils.
Immunohistochemistry confirmed the diagnosis of ALHE
with CD 3-positive, CD 20-positive, Bcl 2-negative. Based
on these, the diagnosis of ALHE was made. Post
operatively she showed good response. Lid edema and
ptosis were reduced. (figure 6-a,b).

a)
Figure 6: Comparison of the pre operative (a) and post
operative (b) images with reduced lid edema and ptosis
showing good response postoperatively.

Figure 3 : Cytology showing a) multiple lymphocytes (orange Discussion

arrow) b) Histiocytes with Emperipolesis (red arrow). ALHE is a rare benign disorder involving the head and

The findings favoured clinical diagnosis of Rosai Dorfman neck' area, characterl.zed by |§olated or multlple S_IOW_
disease or Kimura’s disease. Bilateral Anterior Orbitotomy growing cutaneous lesions. Typically the lesions are single

was performed and the mass was excised followed b>pr multiple; light pink to red-brown papules or cutaneous
bilateral blepharoplasty. (figure 4-a,b,c) nodules usually measuring 1-3 ‘cr@utaneous nodules

found in ALHE are smaller than those found in KD. The
lesions are usually asymptomatic but can be pruritic,
painful, or pulsatile. Histologically, ALHE is a
circumscribed lesion with cluster of small blood vessels
with plump endothelial cells along with mixed
inflammatory cells. Endothelial cells lining the blood
vessels are characteristically plump ‘epithelioid’
Figure 4: a) Anterior orbitotomy b) non capsulated, yellowish appearance and cause them to protrude into the vascular
lesion infiltrating orbicularis muscle, orbital septum, and |umina®®. ALHE is rarely associated with
preaponeurotic pad of fat identified and excised. LPS musclelymphadenopathy, or abnormal immunoglobulin leVels
identified and secured. In addition, peripheral blood eosinophilia occurs in only
Histopathological evaluation revealed prominent 20% of cases of ALHE, as opposed to 98% of cases in

0 . : .
endothelial cells surrounding lymphocytes and eosinophilsKD . Aet_'OIOQV of A_LHE I.e5|ons are felt to be elther a
suggestive of Angio lymphoid hyperplasia with neoplastic process involving the vascular endothelial cell

Eosinophilia (ALHE). (figure 5-a,b). origin or reactive process secondary to a blood vessel
damag®. Thus, endothelial cell proliferation may be due
to a response to an inflammation or other injury stimulus.
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Patients are typically women in their 30—40s in the non-6.

Asian population. Orbital involvement is rare and is
limited to isolated case repott8'4 Orbital disease
typically present between fourth and eighth decade.

Prognosis is generally good with complete surgical 7,

excision. Other treatment options include irradiation, oral

or intralesional steroids, carbon dioxide and argon Iaser8

electro-desiccation, and cytotoxic agériRecurrence rate
for ALHE is ~339%.

Conclusion

Angiolymphoid hyperplasia with eosinophilia with orbital
involvement is a rare clinical entity. It is rarely seen in

Asians. ALHE can be diagnosed and differentiated fromlo.
KD on histopathological appearance. The presence of

vascular hyperplasia with plump endothelial cells

protruding into the lumen is the most important

discriminator in establishing the diagnosis of ALHE.
Immunohistochemistry also plays a major role in
confirming the diagnosis. Prognosis is generally good with

complete surgical excision.
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