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ABSTRACT

Respiratory epithelial adenomatoid hamartoma (REAH) is an uncommon lesion of the upper aerodigestive tract first
described by Wenig and Heffner in 1995 as prominent glandular proliferations lined by ciliated respiratory epithelium
originating from the surface epithelium. Case Report: We report a case of 48-year-old women with nasal polyposis his-
tory, which consults for nasal obstruction, with suspicion of malignancy on CT. Surgical resection showed a respiratory
epithelial adenomatoid hamartoma (REAH) of the nasal cavity. Conclusion: REAH is a recently described pathologic
entity that can present rhinorrhea, epistaxis, hyposmia, and headaches. It is arare lesion of nasal and paranasal sinuses,
but should be considered in the differential diagnosis because it is a benign lesion and complete surgical resection is

curative.
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1. Introduction

The respiratory epithelial adenomatoid hamartoma (REAH)
was first described as a distinct lesion by Wenig and
Heffner [1] in 1995. They identified 31 cases from thefiles
of the Otolaryngic Tumor Registry at the Armed Forces
Ingtitute of Pathology. These lesions occurred in the nasal

cavity, paranasal sinuses, and nasopharynx and demon-

strated distinctive clinical and histopathologic features that
permitted separation as a discrete pathologic process. We
report a case of respiratory epithelial adenomatoid hamar-

toma of the left sphenoid sinus mimicking malignancy in
CT. Awareness of thislesion isimportant because inverted
schneiderian papilloma and adenocarcinoma may be in-

cluded in the histopathological differential diagnosis.

Conservative surgical removal is curative and recurrence
has not been reported.

2. Case Report

We report a case of 48-year-old women with nasal poly-
posis history, which consults for nasal obstruction. His
symptoms have worsened over a 10-month period despite
oral steroid and antibiotic medications. The CT of nasal
cavity and sinus showed soft tissue density (Figure 1)
filling of the nasal cavity, choanae, maxillary sinus, the
left frontal sinus, ethmoidal cells bilaterally and through

"The authors declare no conflict of interest.

Copyright © 2012 SciRes.

the sphenoid sinus. Obstruction of the ostia of the maxil-
lary sinuses. Thinning of the walls of the maxillary si-
nuses and ethmoidal partitions the cavum and mastoid air
cells are normal. The mass was excised completely under
local anaesthesia. Gross examination of the specimen
showed a 1.5 cm pale coloured fleshy rounded firm mass
with smooth surface. There were no areas of haemor-
rhage or atered texture on the cut section. Histopa
thological examination by routine haematoxyline and
eosin stained sections showed a well encapsulated mass
with compressed parenchyma. It comprised of lobular
adenomatous proliferations with tubular glands showing
ciliated columnar epithelium at places. Some of the
glands showed large amounts of secretions. Goblet cells
were seen dispersed among the lining epithelium of
glands. The stroma showed hyalinization and a focal
chronic inflammatory infiltrate. No atypia or increased
mitotic figures were observed (Figure 2). The lesion was
diagnosed as respiratory epithelial adenomatoid hamar-
toma (REAH).

3. Discussion

The REAH isararelesion limited in its site of occurrence
to the nasal cavity, paranasal sinuses, and nasopharynx
[1-4]. Its rarity is evidenced by the extremely limited
number of journal article references found in a search of
the National Library of Medicine database, [1,5,6] with 2
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sue density filling of the nasal cavity, choanae, maxillary
sinus, theleft frontal sinus.

Figure 2. HES x4. L obular adenomatous proliferations with
tubular glands showing ciliated columnar epithelium.

of these 3 citations being single case reports [5,6]. The
lesion goes unmentioned in most textbooks of general
pathology, and its discussion in texts limited to head and
neck pathology typically consists of less than a single
page of text [3,4,7]. Therefore, it seems reasonable to
presume that the REAH is alesion that most pathologists
may never have encountered. Involvement of the maxil-
lary sinus by REAH is particularly rare. The original 31
cases reported by Wenig and Heffnerl did not include
any lesions involving the maxillary sinus, and only one
other report of a REAH involving the maxillary sinus
was identified [5]. The etiology of the lesion is unclear
and may be secondary to either sinonasal inflammation
or developmental error. Though it is very rare, it isim-
portant to recognize this lesion because it can be con-
fused histopathologically with other disease processes
that would necessitate a significantly different treatment
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approach. The first differential diagnosis of REAH is the
inflammatory polyp [1,8,9]. One of the most notable
clinica differences between REAH and inflammatory
polyps is the location, in that the bulk of REAHSs involve
the posterior nasal septum [1,8,10]. Both lesions can
show fibroblastic and vascular proliferation, stromal
edema, a mixed inflammatory cell infiltrate, and se-
romucinous gland proliferation [1,10]. However, in-
flammatory polyps do not have florid adenomatoid pro-
liferation and stromal hyalinization which, when present,
favor REAH. Inverted papillomas, or the inverted type of
Schneiderian papillomas, are the second differentia in
the diagnosis of REAH. Inverted papillomas are consid-
ered true neoplasms and require more extensive surgical
excision to remove the tumor and possible dysplastic foci
[8,10]. The inverted papilloma growth of squamous epi-
thelium is not seen in REAH. Occasional mitoses may be
seen in the basal layer, and there is usually mild to mod-
erate atypia [11]. Sinonasal adenocarcinoma is the third
differentia diagnosis for REAH. It accounts for ap-
proximately 20% of al sinonasal malignancies and is
classified into salivary and non salivary types [10,11].
Adenocarcinomas without a specific salivary gland tu-
mor pattern usualy arise on the middle turbinate or in the
ethmoid sinus; from there it extends laterally into the
orbit and upward into the anterior crania fossa[11].

On microscopic examination, sinonasal adenocarci-
nomas show a wide range of differentiation and patterns.
Intestinal type adenocarcinomas are of high grade. The
most common architecture is the tubulopapillary type but
goblet cell, signet ring, and mucinous types have been
described [10,11]. Differentiating the intestinal type si-
nonasal adenocarcinoma from REAH is usually not dif-
ficult as the cell types, high grade features, and greatly
increased mitoses are features of adenocarcinoma [10].
Furthermore, REAH does not show the features of ade-
nocarcinoma including nuclear stratification, dysplasia,
and increased mitotic rate [11].

Respiratory epithelial adenomatoid hamartoma truly is
alesion in its infancy. Described only a decade ago, it is
an uncommon entity with distinctive morphologic fea
tures. Clinicaly, it is an expansive mass which causes
upper respiratory symptoms and discomfort mainly in
adult men, although cases in women and children have
been reported. Distinctive histologic features include a
glandular component which originates from the overly-
ing surface respiratory epithelium and polypoid growth
as a result of respiratory epithelial adenomatoid prolif-
eration. The columnar cells lining the glands are ciliated,
further illustrating the benign nature of the lesion. Diag-
nostic misinterpretation is a serious issue regarding this
lesion. Pathologists must be aware of this entity in order
to avoid overdiagnosis and excessive surgical procedures
for the patient.
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