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GuinicaL OBservaTIONS IN GERIATRICS - GLINICAL EXPERIENCES AND CASE REPORTS

The first case of nasal
chondromesenchymal hamartoma in an
octogenarian: description and literature
review
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' Otolaryngology Unit, San Camillo Forlanini Hospital, Rome, Italy; > Anatomy and Histology Unit, San
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Nasal Chondromesenchymal Hamartoma (NCMH) is a rare tumour of
the sinonasal tract with a benign clinical behaviour. Locally destructive
symptoms may occur.

Due to the extreme rarity of this entity, only a few case reports are pres-
ent in literature and most of them describe paediatric patients, usually
under 12 years. Occasionally it may occur in adults.

Symptoms are usually due to nasal localization, as nasal obstruction or
mass effect or local compression caused by the lesion itself, as visual
disturbances or facial pain.

Cases described in the adult population are exceedingly rare.

We describe the eldest case reported in literature of NCHM with pe-
culiar features: geriatric patient, septal localization and asymptomatic
clinic despite its voluminous size.

The treatment of choice should be radical surgical resection however
the best management strategy should be defined after multidisciplinary
assessment of frailty in elderly patients.

Key words: nasal chondromesenchymal hamartoma, geriatric otolar-
yngology

INTRODUCTION

Nasal Chondromesenchymal Hamartoma (NCMH) is a rare tumour of the
sinonasal tract.

The term NCMH was first introduced by McDermott in 1998 to describe
seven paediatric cases of expansive nasal lesions that shared histological
mixed features, like mesenchymal hamartoma of the chest, which is main-
ly composed of chondroid tissue and mesenchymal elements .

Due to the extreme rarity of this entity, only a few case reports are present
in literature and most of them describe paediatric patients, usually under
12 years 2.

Symptoms are usually due to nasal localization (nasal obstruction or mass
effect) or local compression caused by the lesion itself (visual disturbances
or facial pain). Intracranial and skull base extension may occur.

Cases described in the adult population are exceedingly rare with a maxi-
mum age of 70 years so far ©.

We describe the eldest case of NCMH in an 87 years old patient.
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CASE REPORT

An 87 years old man was referred to the Otolaryngology
Department of our hospital after the occasional finding
of an asymptomatic nasal septal lesion in July 2020.
The lesion was incidentally highlighted at a CT head
scan requested after initial geriatric assessment to
evaluate the onset of an essential tremor.

The exam revealed a solid neoformation, 47x37x28 mm
in size, with a calcific component, destructive in nature,
localized at the level of the nasal cavities and septum
with extension to the sphenoid sinus, left maxillary si-
nus, ethmoid cells and left frontal sinus, which caused
erosion and architectural subversion of the bone struc-
ture (Fig. 1).

The patient underwent a complete otolaryngological
evaluation and the anterior rhinoscopy showed the
presence of a right septal neoformation associated with
a marked left septal deviation.

Therefore, we decided to perform a flexible nasal en-
doscopy that revealed the presence of a mass most
likely generating from the nasal septum with extension
to the posterior ethmoid; the lesion was covered with
normal mucosa and extended to both nasal cavities
causing a subtotal obstruction of the nasal passages.
Multiple biopsy samples for histological typing were ob-
tained and no complications occurred during and after
the surgical procedure.

The histological report demonstrated fragments of car-
tilage tissue, partially covered by respiratory mucosa,
and organized in nests of variable size, characterized
by a cellularity gradient, with peripherally hypercellular
areas, and centrally cartilage tissue, with interstitial cal-
cium deposition. No atypia, mitotic figures or areas of
necrosis were found, and the final diagnosis was Nasal
Chondromesenchymal Hamartoma (Fig. 2).

After multidisciplinary discussion including a full geriatric
assessment for frailty, taking into account especially the
advanced age of the patient, the anatomical extension
and the benign nature of the lesion, the management
decision was a wait-and-see approach.

At the moment, after six months from the diagnosis,
the patient is following the regular follow-up. The first
clinical and radiological evaluation with flexible nasal
endoscopy and CT scan performed showed no volu-
metric increase of the lesion. The patient is currently
asymptomatic.

DISCUSSION

NCMH is a rare entity with a benign clinical behaviour,
usually found in children, without any ethnic preva-
lence “.

The average age of presentation is 9.6 years and the
most common localization are the nasal cavities. There
are very few adult patients, with only 8 cases reported
in English literature 2.

Some authors have described the role of DICER1 muta-
tion which is correlated with NCHM and dysembryonic
sarcoma of the lung and pleura °. The DICERT mutation
would lead to a neoplastic syndromic susceptibility with
heterogeneous features and with variable risk: high risk for
pleuropulmonary blastoma, ovarian stromal tumor, Sertoli
cell tumor, gynandroblastoma; low risk for cystic nephroma
and thyroid neoplasms; rare risk for medulloepithelioma,
embryonal rhabdomyosarcoma (ERMS, botryoid type),
renal sarcoma and pituitary blastoma . In this context, a
peculiar feature of NCHM would be the early presentation
compared to other neoplasms; for this reason, it is impor-
tant to know the potential associations and carry out the
appropriate exclusion investigations 7.

Figure 1. CT head scan, 1A- Sagittal view, 1B- Coronal view, 1C- Axial view: solid neoformation, 47x37x28 mm in size, with a cal-
cific component, destructive in nature, placed at the level of the nasal cavities and septum with extension to the paranasal sinuses.
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Figure 2. Biopsy showing fragments of cartilage tissue, partially covered by respiratory mucosa, and organized in nests of variable
size, characterized by a cellularity gradient, with peripherally hypercellular areas, and centrally cartilage tissue, with interstitial cal-
cium deposition.

The usual clinical presentation in children consists of nasal
obstruction, mass effect, headache, facial pain and ocular
signs due to the involvement of the orbit such as stra-
bismus, esotropia, hypertelorism, enophthalmos, ophthal-
moplegia and diplopia 8°. Oral symptoms secondary to
extension into the oral cavity have been described .
Less common symptoms are recurrent sinusitis, rhinor-
rhoea, otitis media, epistaxis, toothache, hyposmia and
very rarely hydrocephalus or other manifestations sec-
ondary to intracranial extension .

On the contrary, in adults, the clinical presentation is
typically smouldering with the onset of a slow growing,
painless, expansive neoformation in the nasal cavity,
sometimes with a local erosive behaviour on the maxil-
lary region, for such reason, at a first clinical evaluation,
it may be misdiagnosed as malignant neoplasms 2.
Pre-operative imaging usually shows a lesion involving
nose, paranasal sinuses, sometimes with extension to
the orbital region and rarely to intracranial district.

The typical appearance on CT is a non-encapsulated
lesion, with a heterogeneous appearance and with
poorly defined margins and soft tissue density with
solid elements, cysts or intralesional calcifications (in
50% of cases). Also at MRI scan the appearance is
heterogeneous even though margins of the lesion are
better defined than on CT 2,

Differential clinical diagnosis should exclude all other
sinonasal lesions: septal papilloma, inverted papil-
loma, sinonasal carcinoma, mucocele of the sinus, na-
soethmoid encephalocele, chondrosarcoma, paranasal
lymphoma and rhabdomyosarcoma. A biopsy with the
histological diagnosis is mandatory to define the correct
subsequent management.

The slow growth of the lesion, the presence of an ac-
tive phenotype only in adulthood and the local response
to a chronic inflammatory insult, are possible causes
to explain the finding of NCMH also in adult subjects.
Such literature data lead to re-consider NCHM among
(rare) nasal lesions of adulthood and in rare cases, also in
geriatric patients *. Moreover, the 4" edition of the WHO
classification of Head and Neck tumors, defined NCHM
as tumor-like entity included as provisional diagnoses or
discussed in the setting of the differential diagnosis of
nasal cavity, paranasal sinuses, and skull base ™.
Surgical approach is not always necessary, like reported
in our case, but a strict clinical and radiological moni-
toring is recommended because of the rare chance of
malignant transformation 4.

There are different histological subtypes of hamartoma-
tous lesions: angiomatous, lipomatous, chondroid,
neurogenic and epithelial variety, usually defined by
the widely represented tissue. NCMH has the same
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histological features of other mesenchymal hamarto-
mas, as the presence of chondroid tissue mixed with
calcified areas, myxoid stroma and mesenchymal ele-
ments ',

Due to the rarity of NCHM, there are currently no man-
agement guidelines. Complete excision is recommend-
ed to prevent volumetric increase or local recurrence,
although it is not always possible, especially in cases
with intracranial extension or in elderly patients.

A role of paramount importance is played by both frailty
and measures of independence in activities of daily
living because they have turned out to be predictors
of perioperative complications and length of hospital
stay in patients undergoing head and neck cancer sur-
gery 1617,

There is a growing body of evidence highlighting the
urgent need for a closer multidisciplinary evaluation
between otolaryngologists and geriatricians leading
towards the field recently defined “Geriatric Otolaryn-
gology” '8¢,

In conclusion, we described the eldest case reported
in literature of NCHM with peculiar features: geriatric
patient, septal localization and asymptomatic clinic de-
spite its voluminous size.

The treatment of choice should be radical surgical re-
section however the best management strategy should
be defined after multidisciplinary assessment of frailty in
elderly patients.
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