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Primary Small Cell Neuroendocrine Carcinoma of Larynx: An Atypical Case 
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Abstract

Neuroendocrine tumors account for <1% of all malignant 

tumors that can originate from any part of the body, most 

frequently diagnosed in the lung. Extrapulmonary 

presentation is rare, common sites are genitourinary and 

gastrointestinal. According to the 2017 WHO proposed 

classification, small cell type (SCNEC) is a poorly 

differentiated neuroendocrine carcinoma. The most common 

site in the head and neck is the larynx, accounts for <0.6%. 

Small cell neuroendocrine carcinomas are extremely rare 

entity of laryngeal cancers. We report a case of small cell 

neuroendocrine carcinoma of larynx. 
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Introduction 

Unique growth of neuroendocrine cells, commonly seen in adults, are generally converted into neuroendocrine carcinomas, 

which was also called carcinoid tumors. It may be spread into other parts of body which is highly heterogenous  [1]. The 

commonest parts where this kind of carcinoma can occur are, lungs, appendix, small intestine, rectum and pancreas  [2].  

As it is one of the uncommonest comparing with the other cancer, and the symptoms are also non specific (cough, abdominal 

pain, bloating and weight loss) to physicians as well as the patients, the diagnosis is also delayed due to these reasons. There 

are few studies found in this rare diseases, where we can find the evidences of neuroendocrine carcinoma patients with other 

metastases. This is one of the consequences of frequent delayed diagnosis. The diagnosis is confirmed by pathological testing 

(Obtaining tissues). Chromogranin A, diagnostic biomarker, has a high sensitivity (53%–91%) but low specificity (< 50%). CT 

scan and MRI are another diagnostic tools of this rare disease [3].  

One of the rarest, however, highly aggressive type of malignant cancers are neuroendocrine carcinoma of larynx. It can be 

classified into 2 divisions on tissue origins: Epithelial and neural. Typical carcinoid, atypical carcinoid, small cell 

neuroendocrine carcinoma, and large cell neuroendocrine carcinoma are The majority of LNECs  [4]. 

 

Case Presentation 

A 55 years old male came to the outdoor of Delta Medical Hospital, on June 2021, having a positive history of smoking, had 

been experiencing progressive hoarseness of voice for 6 months. Direct laryngoscopy showed huge polypoid mass in right 

vocal cord which was removed surgically. Biopsy report revealed confirmed diagnosis of small cell neuroendocrine carcinoma 

on December 2021. Immunohistochemistry showed positive for synaptophysin and chromogranin,, negative for CD-20, CD-3 

and LCA. After that patient didn’t take further treatment as voice was restored. After 3 months, horseness reappeared along 

with progressive dysphagia.  
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Fig 1: Direct laryngoscopy showed huge polypoid mass in right 

vocal cord which was removed surgically 
 

 
 

Fig 2: Biopsy report revealed small cell neuroendocrine carcinoma 
 

On CT scan of neck, growth extended from right vocal cord 

to infraglottic part of right side of larynx including 

laryngotracheal junction. Prominent lymphnodes at right 

side of neck (level II, VA). 

 

  
 

Fig 3: On CT scan of neck, growth extended from right vocal cord 

to infraglottic part of right side of larynx including laryngotracheal 

junction. Prominent lymph nodes at right side of neck (level II, 

VA) 
 

Treatment 

Patient was treated with adjuvant chemotherapy (Etoposide+ 

Cisplatin) for 6 cycles and response was satisfactory. 

Chemotherapy was started from July 2022 and ended on 

October 2022. After the chemotherapy, he received 

radiotherapy 60 Gray, 2 Gray/ fraction over 6 weeks 

(December 2022-January 2023). Patient was on regular 

follow up and 6 months after the end of treatment the he 

remained in good loco-regional control up to June 2023. 8 

months after completion of treatment patient developed ill 

defined opacity in lower zone of left lung and multiple liver 

SOLs which was found on September 2023. FNAC from 

liver SOL suggested metastatic carcinoma. On December 

2023, patient was adviced for palliative chemotherapy but 

couldn’t received due to lack of physical fitness.  

 

Outcome 

After 1 month, in the year of 2024, at January, the patient 

died for metastatic complications. 

 

Discussion 

Small cell neuroendocrine carcinoma is the most lethal 

tumor of the larynx, which develops rapidly. More than 90% 

of these patients have metastatic disease in its clinical course 

and the most common sites of metastatic spread are the 

cervical lymph node, liver, lung and bone. Surgical results 

for this tumor have been disappointing and is reserved for 

cases of local relapse with no evidence of metastasis. 

Chemotherapy and radiotherapy currently appear to offer the 

least disability and most effective form of therapy. 

Resistance to chemotherapy represents an important 

indicator of poor prognosis [5, 6].  

 

Conclusion 

Small cell laryngeal cancers are extremely rare and 

represent 1% of all invasive laryngeal cancers. It should be 

recognized and treated early because of its biologic potential 

of rapid growth, early dissemination and responsiveness to 

chemotherapy. Chemotherapy and radiotherapy remain the 

mainstay of treatment. 
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