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ABSTRACT

Neuroendocrine neoplasms of the larynx are rare but are the second most common tumors of the region.
It is difficult disease to diagnose due to clinical and pathological heterogeneity of the condition. We
report a 50 year old non-smoker lady with neuroendocrine tumor of supraglottic region of the larynx who
was managed with endoscopic excision of the tumor and had no recurrence till 2 years of follow up.
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INTRODUCTION
Any lesion in the larynx should be paid special
attention and considered as squamous cell
carcinoma until proven otherwise, neuroendocrine
tumor of the larynx is a rare entity still it 1s the
second most common tumor of the larynx.' Extra
pulmonary neuro-endocrine tumor (NET) is a
relatively rare disease and larynx is the commonest
site in head and neck region NET consists of 0.5—
1% of epithelial carcinoma of larynx, arytenoid
aryepiglottic fold and epiglottis are the usual site. 23
Neuro-endocrine tumor mainly affect males, female
to male ratio is 1:3 and smoking is the proven risk
factor> We report a case of laryngeal
neuroendocrine tumor on a 50 year old non-smoker
lady which was managed with endoscopic excision

of the mass. Figure 1. Pre-operative laryngoscopy image.

CASE REPORT

A fifty years old non-smoker female presented with
pain in the throat, hoarseness, difficulty in
swallowing initially for solid food and later for
solid and liquid both since last five months. She
was not known case of diabetes mellitus,
hypertension, pulmonary tuberculosis and head and
malignancy. Flexible laryngoscopy revealed
pinkish cystic mass attached to the laryngeal and
lingual surface of right side of epiglottis, right
arytenoid and aryepiglottic fold and both the vocal
cords were mobile (Figure 1). Contrast enhanced
CT scan of the neck showed hypo dense mass in
right side of the supraglottic region and it was not
involving thyroid cartilage and vocal cord (Figure
2). Complete endoscopic removal of the mass was
done under general anesthesia (Figure 3).
Post-operative  histopathology report showed
neuroendocrine tumor (Figure 4) and advised for
immunohistochemistry. Immunohistochemistry
confirmed neuroendocrine tumor grade II and

Figure 2. CECT Neck: Hypodense lesion in right
supraglottic larynx.
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Figure 3. Intraoperative image.
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Figure 4. Tumor cells with stippled chromatin (H&E,

Figure 5. Laryngoscopy image after 2 years.

adjuvant therapy was not required. Circulating
levels vanillylmandelic acid and 5-hydroxyindole
acetic acid (5-HIAA) were within the normal
limits. Patient is in regular follow up since last 2
years and has normal voice, no features of
dysphagia and flexible laryngoscopy revealed no
recurrence of lesion (Figure 5).

DISCUSSION

Neuro-endocrine tumor most commonly arises in
the gastrointestinal or respiratory systems and
rarely arises in the head and neck region. Larynx is
the commonest site of neuroendocrine tumor in
head neck region and it is the most common
non-epidermoid laryngeal carcinoma and consists
of 0.5 to 1% of all epithelial cancer and mostly
occurs in supraglottic region.* Neuroendocrine
tumor are divided in to neural and epithelial based
on the tissue of origin. Epithelial category consists
of 3 types: typical carcinoid (well differentiated
neuroendocrine carcinoma, grade [), atypical
carcinoid (moderately differentiated
neuroendocrine carcinoma, grade II; large cell
neuroendocrine  carcinoma) and small cell
neuroendocrine carcinoma (poorly differentiated
neuroendocrine carcinoma, grade III). Neural
category consists of paraganglioma.

They are more common in male and common age
of presentation ranges from 50 to 70 years and
about two third of them are smoker.6 No clinical
symptoms are characteristics of the condition and
depends upon the site and extent of the disease.
The most common symptoms are hoarseness

dysphagia, odynophagia, dyspnea and hemoptysis.

Neuroendocrine tumors are associated with
paraneoplastic syndrome and such association
should be thoroughly investigated as it changes the
management plan. The possible symptoms of
paraneoplastic syndrome are headache, confusion,
hyponatremia, = reduced  hematocrit  level.
Syndrome of inappropriate secretion of antidiuretic
hormone (SIADH), myasthenia syndrome, ectopic
adrenocorticotropic hormone (ACTH) syndrome
are some of the described condition.’

Diagnosis of the condition may be delayed as it is a
rare condition and diagnosis is made based on the
findings of histopathology and
immunohistochemistry. Presence of
neuroendocrine morphology on light microscopy
such as peripheral palisading of tumor nests,
trabeculae, glandular differentiation, rosette
formation, crush artifacts should be considered as
NET. Subtype of NET is distinguished by
immunohistochemistry.”> Surgical excision is the
main stay of treatment, conservative surgery like
endoscopic excision, supraglottic laryngectomy are
preferred option but larger lesion may require total
laryngectomy and neck dissection is usually not
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indicated.>” Our patient was treated with
endoscopic excision of the lesion without neck
dissection, and function of the larynx is preserved.
Radiotherapy and chemotherapy are reserved for
unfavorable histology and somatostatin analogues
can be considered in patients with inoperable or
metastatic disease to slow down growth and control
carcinoid syndrome.® Prognosis of grade I and
Grade II neuroendocrine tumor has average
prognosis with 5 year overall survival of 48% and
10 year survival rate of 30% but poorly
differentiated NETs (grade III) or NETs with a high
proliferation index had poor prognosis and 10% of
5 year of median survival.

CONCLUSIONS

Neuro endocrine tumor of the larynx is a rare still a
second most common tumor in this region.
Diagnosis is often delayed due to heterogeneity of
the clinical and pathological features. Association
with paraneoplastic syndrome should be thoroughly
investigated though association is rare and managed
accordingly. Surgery is the main stay of treatment
and other modalities of treatment are reserved for
patient with advance disease and poorer histology.
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