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A Case of Nasal Chondromesenchymal Hamartoma Misunderstood
as a Sphenochoanal Polyp in an Adult

Jang-Won Choi, MD', Sang-Min Kim, MD', Ji-Yeon Kim, MD’ and Yong-Wan Kim, MD, PhD'
'Department of Otorhinolaryngology; *Pathology, Inje University Haeundae Paik Hospital, Busan, Korea

—ABSTRACT —

Nasal chondromesenchymal hamartoma (NCMH) is a rare example of hamartoma and mainly involves the nose
and paranasal sinuses. We report a case of NCMH in a 24-year-old Asian adult, which was misunderstood as a
sphenochoanal polyp. Endoscopic examination showed the nasal passages were obstructed with a polypoid mass
originated from left posterior ethmoid and sphenoidal sinus. Computed tomography (CT) demonstrated non-en-
hancing bulging soft masses. The patient underwent left endoscopic sinus surgery and resection of left spheno-
choanal polypoid mass. Histopathology showed an inflammatory polyp with chondroid metaplasia. After 18
months, the patient visited the hospital again with a recurred polypoid mass at the same area. Revision endoscopic
sinus surgery was performed. Finally, based on the histologic findings and results of immunohistochemistry, the na-
sal polyp was diagnosed as chondromesenchymal hamartoma. In the case of chondroid proliferations of the nose
and paranasal sinuses, NCMH should be considered a differential diagnosis. (J Clinical Otolaryngol 2017;28:238-242)
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Introduction

A hamartoma can be defined as a focal malforma-
tion resembling a neoplasm, composed of an over-
growth of mature cells and tissues that normally occur
in the affected area. Nasal chondromesenchymal ham-
artoma (NCMH) is a particularly uncommon example
of a hamartoma and mainly involves the nose and pa-
ranasal sinuses."”

Previous studies have reported only 30 cases in the
international literature.”® Though the most of the pa-
tients are in the first year of life, the disease has been

found in adolescents and comparable adults.” Only
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patient of the eight people are adolescents and adults.
Age spread was in the range of between 16 to 69 years.
NCMH shows a good prognosis and the histological
appearance of benign in general. However, there was
one case showing the potentiality of malignant changes
in adult NCMH patient. According to the report, care-
ful histological examination to differentiate tumors in
adults is recommended.”

Case Report

A 24-year-old Asian male visited our department
complaining of nasal obstruction for 3 weeks. He had
a hyperthyroidism being treated with oral antithyroidal
agents.

The patient reported normal olfactory sensation, and
facial sensation. He had no ophthalmological com-
plaints.

On physical examination, the nasal passages were
obstructed with polypoid masses originated left poste-
rior ethmoid sinuses and sphenoidal sinus (Fig. 1). No
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enlargement of the cervical lymph nodes was discov-
ered. Treatment with steroids, antibiotics was not ef-
fective. Computed tomography (CT) scans of the si-
nuses demonstrated a non-enhancing bulging soft
polypoid mass in the left posterior ethmoid and sphe-
noid sinuses without the erosion of the sella turcica or
adjacent bony wall invasion (Fig. 2).

The patient underwent functional endoscopic si-
nus surgery and resection of the left sphenochoanal

Fig. 1. Endoscopic finding shows that the nasal passage
was obsfructed with polypoid masses originated left
posterior ethmoid sinuses and sphenoidal sinus. IT : infe-
rior turbinate, MT . middle turbinate, S : septum, M :

mass.

Fig. 2. Computed tomography scan demonstrated non-enhancing bulging mass (asterisk) with soft tissue density in
the posterior ethmoid sinus and left sphenoid sinus without the erosion of the sella turcica or adjacent bony wall inva-
sion (A : axial plane, B : coronal plane).

polyp without further imaging. Intraoperatively, a polyp
showed non-pedunculated and simultaneous attachment
to multiple walls, mainly from the floor and lateral wall
of left sphenoid sinus septum. The polyp showed gross-
ly pinkish gray soft mass with polypoid change. Immu-
nohistochemical staining was positive at S100. Histologi-
cal diagnosis was inflammatory polyp with chondroid
metaplasia.

After 18 months, the patient revisited the hospital
with a polypoid mass in the same area. Revision endo-
scopic sinus surgery was performed. Authors meticulous-
ly removed it as radically as possible. All gross masses
was eventually removed with surrounding normal mu-
cosa and attachment sites were drilled out (Fig. 3).

Similarly the polyp was grossly grayish white soft
tissue with areas of cartilage. Histologically, the ex-
cised nasal polyp was composed of intact sinonasal ep-
ithelium with subepithelial sheets of spindle cells and
islands of cartilage. The spindle cells comprised com-
pact hypercellular bands, abutting the sinonasal epi-
thelial surface. At high power microscopic view, the
spindle cells exhibited bland cytologic features with
minimal pleomorphism and scanty mitoses. Immuno-
histochemically, the cells were positive for vimentin, a
kind of intermediate filament expressed in mesenchy-
mal cells. The cartilaginous nodules were scattered
within myxoid stroma and occasionally surrounded
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by bands of spindle cells. At high power view, these
chondroid nodules did not demonstrate any cellular
atypia or mitotic activities, excluding other malignant
cartilaginous tumors. Immunohistochemical staining
revealed that the cells within chondroid nodules were
positive for S-100 protein and confirmed the presence

of chondrocytes. It was negative for pan cytokeratin,
smooth muscle actin, desmin, leukocyte common anti-
gen (CD45) and CD56. Based on the histologic find-
ings and results of immunohistochemistry, the nasal

polyp was diagnosed as chondromesenchymal hamar-
toma (Fig. 4).

Fig. 3. A : Postreoperative endoscopic view showed driled tumor attachment site (left superior turbinate, white ar-
row). B : Postoperative endoscopic view showed another drilled tumor attachment site (left sphenoid sinus septum).
S i septum, PE : posterior ethmoid sinus, SS : left sphenoid sinus.
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Fig. 4. A : Low power microscopic view shows non-proliferative sinonasal mucosa with subepithelial spindle cell prolif-
eration (black arrow) and islands of cartilage within myxoid stroma (white arrow head). A dense layer of spindle cells
abuts an intact sinonasal epithelial surface. (Hematoxylin and Eosin, x 100). B : High power microscopic view, the
chondroid nodules(black arrow head) do not demonstrate any cellular atypia or mitotic activities (Hematoxylin and
Eosin, x400). C : The spindle cells forming a subepithelial hypercellular sheet are immunohistochemically positive for
vimentin (white arrow head) (Immunohistochemistry for vimentin, x400). D : Immunohistochemical staining for $-100
protein is positive in cartilaginous component (black arrow) (Immunohistochemistry for S-100 protein, x 400).
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At present, the patient is free of recurrence for 18
months.

Discussion

NCMH usually causes nasal obstruction, epistaxis,
septal deviation and chronic sinusitis. The presenta-
tion and symptoms depend on the size, location of the
tumor and involvement of surrounding structures.” Or-
bital involvement of the tumor can cause proptosis, en-
ophthalmos, or impairment of eye movement.” Mesen-
chymal hamartoma was also reported as an intracranial
invasion.” The intracranial extension of the tumor can
result in neurological symptoms such as hydrocepha-
lus and oculomotor disturbances. Other symptoms of
NCMH include respiratory and feeding difficulties,
rhinorrhea, epistaxis, ptosis, visual disturbances, and
otitis media.”” Our patient had no ophthalmic, neuro-
logic complaints except only ipsilateral nasal obstruc-
tion.

NCMH of the endoscopic findings may be confused
with inflammatory polyps. But, compared to NCMH,
inflammatory polyps rarely occur the rear portion of
the nasal septum.” Our case showed a sphenochoanal
polyp like appearance and location.

Even though several reports suggested that radio-
logical diagnosis of NCMH, in general, the imaging
features of this rare tumor, are not specific.”'*'" The
reported CT findings include internal calcifications,
bony remodeling, variable enhancement, cystic com-
ponents, local extension into the orbit, paranasal sinus-
es and, rarely, intracranial compartment.>'*'>"> The
enhancement pattern of CT is variable, but generally
mild, in spite of the presence of vascularity commonly
seen on pathology. Magnetic resonance imaging (MRI)
characteristic of NCMH include well-defined T2 hy-
perintense myxoid and cystic components, gradient
susceptibility and intrinsic T1 shortening related to blood
products and mineralization, and T2 hypointensity re-
lated to mineralization and fibrosis. While CT better
visualizes osseous erosion and remodeling, MRI pro-
vides superior tissue characterization and delineation
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of extension into the adjacent structures. MRI is espe-
cially helpful in evaluating intracranial extension and
evaluating the involvement of the intraorbital con-
tents."”

The imaging finding reflects the histological finding
of NCMH, which is made up of different mesenchy-
mal elements with a focally lobular architecture.'” The
main constituents are irregular segments of mature and
immature hyaline cartilage with intermittent binucle-
ated chondrocytes. The segments of cartilage are well
demarcated from the surrounding stromal tissues, which
have a mucous framework and consist of a relatively
monotonous and compact spindle cell population with
variable cellularity.>”

The immunohistochemistry features show positivity
to smooth muscle actin, S-100, vimentin, KP-1, and
Leu-7, on the other hand immunoreactivities for cyto-
keratin, epithelial membrane antigen, and negativity
to desmin.>"*

If the chondroid ingredient is detected in the initial
biopsy material, the differential diagnosis is more lim-
ited. Chondroid nasal neoplasms are uncommon. As
well as NCMH, they include chondromas, chondro-
sarcomas or chondroblastic osteosarcoma.'”’ Mesen-
chymal chondrosarcoma has immunoreactivity for
CD99 in undifferentiated small round cells and S-100
protein in chondroid areas, which is similar to our pres-
ent case. However, spindle mesenchymal cells, not
small round cells, in our case with myofibroblastic dif-
ferentiation and immunostaining positive for SMA are
more likely to NCMH. Accordingly, meticulous histo-
logical inspection is necessary to accurately diagnose
this tumor when it occured in adults.”

Other types of hamartoma also have been reported
in the sinonasal region but the only one that might in-
clude the differential diagnosis of the current lesion is
the condro-osseous respiratory epithelial adenomatoid
hamartoma (COREAH).'” Nevertheless, with the ab-
sence of the overlying mucosa, no epithelial elements
were identified in NCMH. However, according to one
report of NCMH, it is possible that COREAH and NCMH
are merely another type of same spectrum of chondro-
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osseous hamartomas rather than distinct entities.”
Currently, the treatment of choice for an NCMH is
complete surgical excision.>” If the lesion is restricted
in the nasal cavity, it is suitable for endoscopic surgery
in many cases. Nevertheless, the infiltrative nature of
the lesion can be difficult to obtain clean margins.”
Relapse of an NCMH after operation has been report-
ed in patients with deficient resections or microscopic
residue of tumor.”” Consequently it is expected that
complete resection of the tumor is to be confidently
curative. Our case showed recurrence because the tu-
mor was misunderstood as a conventional sphenocho-
anal polyp at first surgery, so it does not seemed to be
a complete resection. The postoperative radiotherapy
following incomplete resection has also been reported.”
Because of limited clinical experience, there is the ques-
tion of how to treat residual or unresectable lesions."”
The typical lesion previously been reported only in
the case of young children, according to this case,
these lesions may result in a substantially extends the
range of age. Therefore, regardless of age, in the case of
chondroid proliferations of the nose and paranasal si-
nuses, NCMH should be considered a differential diag-
nosis. Because of the malignant potential of NCMH in
adult patients, it is essential for the appropriate immu-
nohistochemical and histological thorough examination.
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