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Introduction

A unilateral maxillary sinus mass is a common 
finding during radiological studies of the paranasal 
sinuses. A differential diagnosis is a challenge 
for ear, nose, and throat (ENT) surgeons. In this 
article, an extremely rare case of angiolymphoid 
hyperplasia with eosinophilia (AHLE), an 
uncommon benign vasoproliferative disorder of 
unclear origin, involving the maxillary sinus is 
described.

Case report

A 52-year-old Caucasian man presented to our 
ENT department for evaluation of a suspected 
left maxillary sinus neoplasm. Clinically, the 
patient showed swelling of the upper molar region 
associated with paresthesia of the infraorbital nerve 
(V2), without dysphagia, nasal dyspnea, epistaxis. 
Preoperative transnasal endoscopy showed a free 
nasal cavity associated with inflammation of the 
osteomeatal complex. The patient did not have 
blood eosinophilia, increased immunoglobulin 

E (IgE), cervical lymphadenopathies or salivary 
gland swelling. Renal function was normal. 
Preoperative computed tomography (CT) and 
magnetic resonance imaging (MRI) showed left 
maxillary sinus opacification and enlargement with 
orbital involvement. (Fig 1).
Since it was impossible to perform an office biopsy, 
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Figure 1
Preoperative TC and MRI scans.
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because all mass was into maxillary sinus, it was 
decided to perform endoscopic sinus surgery (ESS) 
with an intraoperative pathologic evaluation and, 
according to the histology, to proceed further 
with the tumor resection using an endonasal-
transmaxillary-infratemporal endoscopic approach. 
Intraoperatively, the mass had a fibrous consistency; 
frozen section histopathological evaluation reported 
“aspecific lymphoid tissue”, thus, it was decided 
to complete the tumor resection. The endoscopic 
procedure involved the entire left maxillary sinus 
extending to the infratemporal fossa (ITF). The tumor 
extended into the orbit, but showed no macroscopic 
signs of fat or muscle invasion; therefore, its 
removal was possible without damaging the orbital 
structures (Figure 2). After the complete excision 
of the pathology, the maxillary sinus bone, from 
where the tumor appeared to originate, was drilled. 
The patient did not need to reconstruct the orbital 
floor. The postoperative period was uneventful and 
the patient was discharged after 4 days.
Histopathological examination revealed the 
presence of structures resembling lymphoid 
follicles surrounded by loose connective tissue. 
At higher magnification, those structures were 
composed of numerous blood vessels lined with 

plump endothelial cells with oval nuclei protruding 
into the lumen (Tombstone cells). There was a 
chronic inflammatory infiltrate surrounding the 
vessels composed of lymphocytes, plasma cells and 
a large proportion of eosinophils.

Figure 2
Operative procedure: We performed median maxillectomy; 
mass was dissected from orbital tissue and infratemporal fossa.

Figure 3
a) At low-power lymphoid follicoles with hyperplastic ger-
minal centers and eosinophilic infiltrate (hematoxylin-eosin, 
original magnification X 25); b) At high-power prominent 
eosinophilic infiltrate and florid vascular proliferation is evi-
dent (hematoxylin-eosin, original magnification X 100); c) 
Capillary vessels
with perivascular fibrosis and plump endothelial cells with 
mild cytological atypia and vacuolization (hematoxylin-eosin, 

Immunohistochemical studies showed a diffuse 
positivity for CD31. Initially, Kimura disease (KD) 
was suspected, but histological findings and clinical 
reports indicated angiolymphoid hyperplasia with 
eosinophilia (ALHE) (Figure 3).
A postoperative radiological and transnasal 
endoscopic two-year follow-up showed a regular 
postoperative course without any signs of recurrence 
(Figure 4).

Discussion

A differential diagnosis of unilateral maxillary sinus 
opacification is a common challenge for the ENT 
surgeon. Until the introduction of ESS, the simplest 
way of approaching this pathology was a Calwell-
Luc procedure or an “open procedure”, such as the 
Weber-Ferguson approach.



Maxillary sinus AHLE	 225

cases of persistent subcutaneous nodules in the head 
and neck having distinctive histological features.6

Over the years, there has been considerable 
confusion between Kimura Disease (KD) and 
ALHE. It is now thought, however, that the two 
diseases represent separate entities with distinctive 
clinical and histological features.7 In 1979, the first 
successful histological dissection was reported, and 
KD was found to be a separate entity from ALHE.8 

Chen et al. reviewed 21 cases of KD in a non-Asian 
population; in this article, the histopathological 
and clinical differences between KD and ALHE 
were well described.9 Clinically, both conditions 
present as soft tissue swellings which usually arise 
in the head and neck region having an indolent, 
prolonged clinical course. Microscopically, both 
processes show eosinophilic infiltrates and vascular 
proliferation. There are characteristic and distinctive 
clinicopathological features differentiating the two 
diseases. Kimura disease occurs in predominantly 
male Asian populations. The patients invariably 
demonstrate peripheral eosinophilia and elevated 
serum IgE levels. The lesions are usually in the 
deep subcutaneous tissues, frequently associated 
with regional lymphadenopathy and salivary gland 
involvement; lymphadenopathy is common in KD.

The histopathological differences between 
the two pathologies are described below. 
Kimura disease usually has three components: 
cellular (inflammatory infiltrate including 
increased eosinophils and follicular hyperplasia), 
fibrocollagenous, and vascular (arborizing vascular 
proliferation of the postcapillary venule, although 
endothelial cells are usually flat and lack cytologic 
atypia or vacuolization). 

By comparison, the vascular proliferation is 
most significant in the ALHE, forming aggregates 
or lobules which comprised of plump endothelial 
cells with epithelioid or histiocytoid changes and 
frequently demonstrating cytologic atypia and 
vacuolization.9

Patients with AHLE usually present with small, 
superficial dermal papulonodules, frequently 
erythematous, accompanied by bleeding, pruritus 
and tumor growth. Regional lymphadenopathy, 
serum eosinophilia, and elevated IgE levels are rare.10 

Patients with AHLE do not have metastatization 
potential, but local recurrence following excision 
occurs in up to one-third of patients. The World 
Health Organization publication: “Pathology and 

Figure 4
MRI scan after 2 years follow-up associated with endoscopical 
control.

The most common pathologies of unilateral 
maxillary sinus disease are chronic rhinosinusitis 
(52,6%), fungus balls (29,3%), benign tumors 
(10,4%), the most common being inverted papilloma, 
and malignant tumors (5,1%).1-3 Symptoms are 
normally aspecific until involvement of the major 
structures. Silver et al. proposed radiological criteria 
for differentiating inflammatory disease from 
potential malignancy.4 In inflammatory disease, 
the maxillary sinus involved is usually small and 
thick walled. Often, the orbital surface is eroded; 
however, the erosion is short and irregular, and the 
infratemporal surface is never eroded. In malignant 
disease, the maxillary sinus is enlarged with thin 
walls and significant erosion of the orbit and/or 
of the infratemporal region. Epistaxis or diplopia 
are the worst symptoms and are correlated with 
an elevated incidence of malignant disease. In the 
majority of cases, the symptoms are specific, such 
as hypoesthesia of the infraorbital region, nasal 
dyspnea or persistent rhinitis.

Angiolymphoid hyperplasia with eosinophilia 
sometimes called epithelioid hemangioma is 
an atypical benign vascular tumor which has a 
predilection for the head and neck region.5 The 
etiology could be idiopathic, traumatic or the result 
of immunization. Angiolymphoid hyperplasia with 
eosinophilia occurs in all racial groups with a slight 
female predominance. It was first described by 
Wells and Whimster in the 1960s; they reported 9 
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oncologic approach allowed obtaining a biopsy 
and, subsequently, a frozen section, followed by 
resection of the lesion with minimal morbidity for 
the patient, thus avoiding an open approach.
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Genetics of Head and Neck Tumors” defines the 
criteria for differentiating the two pathologies.11

FOSB immunohistochemistry has recently been 
described as a highly sensitive method for the 
differential diagnosis of AHLE.12

AHLE is a disease with a high rate of recurrence. 
The mean disease-free survival after excision 
of ALHE was 4.2 years. There were significant 
associations between earlier age of onset, longer 
duration of disease, multiple lesions, bilateral 
lesions pruritus, pain, and bleeding, and higher 
rates of recurrence after excision.

A review of 908 patients treated for AHLE 
showed that surgical therapy is the most effective 
with a recurrence rate of 40%, while non-surgical 
treatments have an average relapse rate of between 
50 and 100% .13

The most used non-surgical treatments are: 
laser therapy (pulsed dye, carbon dioxide laser, 
and argon laser) corticosteroids (systemic topical 
or intralesional), cryotherapy, and radiotherapy.13 

New regimens have been extensively investigated 
and have shown promising results, including 
topical imiquimod, tacrolimus, interferon a-2 and 
Interleukin-5.14

In all lesions involving the infratemporal fossa, 
the procedure should be performed using an 
image-guided system. In our opinion, endoscopic 
sinus surgery associated with neuronavigation is 
the best option for radical removal of the disease 
with ocular structure preservation. In this case, the 
alternative therapies reported in the literature, are 
not applicable.	

Conclusion

Angiolymphoid hyperplasia with eosinophilia is an 
extremely rare disease of the paranasal sinuses and 
can simulate malignant disease.13,15 

Surgical excision appears to be the most 
effective treatment. A preoperative biopsy is very 
useful in designing a therapeutic strategy in the 
case of malignancy. However, side, site, and type 
of vascularization do not always permit obtaining 
a biopsy without open surgery. Furthermore, we 
think the case presented is useful in demonstrating 
the role of an endoscopic oncologic strategy in the 
ethmoid and skull base pathologies. The Authors 
described a maxillary expanding lesion to the ITF 
and orbit, simulating a malignancy without the 
possibility of an office biopsy. The endoscopic 
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