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Central retinal artery occlusion in a 
child with angiolymphoid hyperplasia 
with eosinophilia orbit
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An	 8‑year‑old‑boy	 presented	with	 rapid	 onset	 proptosis	
with	 vision	 loss	 of	 right	 eye	 following	 blunt	 trauma.	
Examination	 showed	 right	 abaxial,	 nontender	 proptosis	
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Figure 3: Follow‑up optical coherence tomography image of the patient 
after withdrawal of paclitaxel. (a) Optical coherence tomography (OCT) 
2 weeks after cessation of the paclitaxel revealed disappearance of 
the cystoid macular edema. (b) OCT image at 3 months revealed no 
intraretinal fluid in either eye

b

a

[Fig.	1a	and	b]	with	inferior	dystopia	with	limitation	of	motility	
in	all	directions	of	gaze,	conjunctival	corkscrew	vessels,	and	
minimal	congestion.	Visual	acuity	in	the	right	eye	was	hand	
movements	with 	 afferent	pupillary	defect.	 Fundus	 showed	
features	of	central	retinal	artery	occlusion	[Fig.	1c].	B	Scan	orbit	
showed	hypoechoic	lesion	posterior	to	globe	causing	conical	
deformation	of	posterior	globe	(guitar‑pick	sign)	indicative	of	
high	orbital	pressure[1]	[Fig.	1d].	Left	eye	was	normal.	Computed	
tomography	(CT)	orbit	showed	homogenous	 isodense	mass	
with	irregular	margins	in	the	right	superior	orbit	extending	
to	intraconal	space	till	the	apex,	indenting	the	globe	[Fig.	1e	
and	 f].	 Prompt	 ocular	massage	 and	 intravenous	mannitol	
were	administered.	 Immediate	paracentesis	and	orbitotomy	
with	debulking	of	the	ill‑defined,	soft,	nonencapsulated	mass	
was	performed.	Histopathology	revealed	fibromuscular	and	
fibrofatty	 tissue	diffusely	 replaced	by	proliferating	vessels	
of	varying	sizes	 lined	by	plump	epithelioid‑like	endothelial	
cells	with	pale	cytoplasm	amidst	numerous	eosinophils	with	
plasma	cells	 and	 lymphocytes	 in	 a	fibrous	 stroma	 [Fig.	 1g;	
H	and	E	40X].	CD31	decorated	the	endothelial	cells	[Fig.	1h,	
20X]	confirming	the	diagnosis	of	angiolymphoid	hyperplasia	
with	eosinophilia	of	orbit.	Peripheral	blood	eosinophilia	was	
present.	The	child	was	started	on	oral	steroids	and	proptosis	
improved	significantly.	However,	there	was	no	improvement	
in vision.
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Figure 1: (a) Clinical image showing inferolateral dystopia; (b) Worms 
view showing abaxial proptosis; (c) Fundus photograph of the right eye 
showing diffuse whitening of the posterior pole and a cherry red spot; 
(d) Ultrasonography of the orbit showing hypoechoic lesion posterior to 
the globe with few low to moderate reflective dot echoes; (e and f) Axial 
and coronal sections of CT scan showing a well‑defined homogenously 
isodense mass causing significant proptosis and indentation on the 
globe; (g) Photomicrograph showing vessels of varying caliber lined 
by plump endothelial cells with pale cytoplasm amidst numerous 
eosinophils and few lymphocytes in a fibrous stroma. (Hematoxylin and 
Eosin 40X); (h) The endothelial cells are highlighted by CD31 (20X)
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Angiolymphoid	hyperplasia	with	eosinophilia	is	a	benign	
disorder	usually	presenting	as	subcutaneous	nodules	 in	 the	
head	 and	neck	 region.[2]	 Few	 cases	 of	 orbital	 involvement	
have	 been	 reported	 in	 literature.[2,3]	Middle‑aged	women	
are	 commonly	 affected	 and	occasional	 reports	 in	pediatric	
age	 group	 exist.	Response	 to	 steroids	 is	 usually	 good	but	
recurrences	are	known	to	occur.	Surgery	is	limited	to	debulking	
due	to	the	diffuse	nature	of	the	tumor.	Immunosuppressants	
are	 indicated	 for	 recurrent	or	 refractory	cases	unresponsive	
to steroids.[3]	Rare	 instance	of	 spontaneous	 resolution	 in	an	
immunosuppressed	patient	has	been	described.[4]	Clinicians	
need	 to	be	 aware	of	 this	 entity,	which	 infrequently	 affects	
children,	 in	order	 to	aid	 in	early	diagnosis	and	appropriate	
treatment.
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