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INTRODUCTION 

Inspite of their low incidence’s carcinoid tumors are 

constantly present in clinical practice. These neoplasms 

are neuroectodermal in origin and are classified under 

APUD neoplasms (amine precursor uptake and 

decarboxylation). In 1907 Oberndorfer first coined the 

term carcinoid, meaning ‘cancer-like’, to describe a rare 

ileal tumor with less malignant behavior than the more 

commonly identified large bowel carcinomas. Now, it is 

clear that carcinoids are, indeed, malignant. They are 

derived from the diffuse neuroendocrine system that is 

composed of peptide- and amine-producing cells that may 

secrete different hormones depending on the site of origin.1 

The WHO recently dropped the term carcinoid and now 

classifies these tumors as NETs, although carcinoid may 

likely remain in the vernacular. 

Carcinoid tumors constitute an important group of 

neoplasms requiring careful assessment and discerning 

management. While, carcinoid tumors of the small 

intestine are most common cause of clinical symptoms, 

carcnoid tumor of appendix are almost always found 

incidentally during surgery for appendicitis and other 

surgical procedures. Appendiceal carcinoid tumors behave 

in a benign manner and metastasize in less than 2%. This 

occurs in tumor more than 2 cm in diameter. 

The case report reviewed our own experience of appendix 

carcinoid tumor treated at Kalinga Institute of Medical 

Sciences, Bhubaneswar. 

CASE REPORT 

A 49-years-old patient was admitted at Kalinga Institute of 

Medical Sciences, Bhubaneswar as a follow up case of 

appendicular abscess with chief complaints of pain in 

whole abdomen since last 6 weeks and 2 episodes of 

vomiting in last 3 days. The patient reported a 6 weeks 

history of recurrent dull whole abdominal pain that had not 
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been considered serious enough to obtain medical 

assistance. Three days prior to admittance, the 

aforementioned symptoms became aggravated and the 

patient presented to the Kalinga institute of medical 

sciences. Physical examination revealed a body 

temperature of 37°C, blood pressure of 136/78 mmHg and 

a pulse rate of 105 beats/min. During assessment, the 

patient experienced tenderness on superficial palpation, 

but no rebound tenderness, in the right lower abdomen. No 

palpable masses were observed in the abdomen. 

Laboratory tests were performed, yielding the following 

results: white blood cell count, 7×109 cells/l (normal 

range, 4-10×109 cells/l); neutrophil proportion, 70% 

(normal range, 45-80%); hemoglobin level, 13 g/dl 

(normal range, 11-15 g/dl); platelet count, 190×109 

platelets/l (normal range, 100-300×109 platelets/l).  

In addition, abdominal computed tomography revealed 

mild focal dilated appendix with surrounding fat stranding. 

The patient possessed no previous medical history and no 

family medical history of appendicitis. 

The patient underwent surgery for the treatment of the 

acute attack of chronic appendicitis. The appendix was 

identified as 4 cm long and 0.6 cm in diameter, 

demonstrating hyperemia and edema and lumen 

containing fecolith. Outer surface appeared smooth dull 

and congested focally. The resection of the appendix was 

completed without complications and the patient 

recovered four days later. The specimen was examined by 

physiological analysis and stained using hematoxylin and 

eosin. At the tip of the appendix, there was a well-

differentiated tumor, measuring 2.5 mm at the maximum 

dimension confined to the submucosa of the tip of the 

appendix.  

The mitotic activity of the lesion was not notable. The 

diagnosis of appendiceal carcinoid tumor was confirmed 

by positive immunostaining for the neuroendocrine 

marker’s chromogranin A and synaptophysin. No further 

treatment was administered. Follow-up examination after 

surgery revealed that the patient was well, with no 

discomfort. 

 

Figure 1: Slides stained with tissue markers. 

DISCUSSION 

Carcinoid tumors of the appendix are relatively 

uncommon neoplasms. It has been previously reported that 

the incidence of appendiceal carcinoids ranges between 

0.3 and 0.9%, as determined using histopathological 

examination performed on excised appendectomy 

specimens.2,3 However, appendiceal carcinoids are the 

most frequent tumors arising from the appendix, 

comprising between 32 and 57% of all appendiceal 

tumors.4  Carcinoid tumors are neoplasms derived from the 

subepithelial neuroendocrine cells of the appendix, that 

rarely cause metastatic disease.5 There is no specific pre-

operative clinical presentation for appendiceal carcinoids. 

In general, appendiceal carcinoids are either asymptomatic 

or present as acute appendicitis, which is then diagnosed 

incidentally as appendiceal carcinoids during surgery.6 In 

addition, the carcinoids can result in recurrent episodes of 

abdominal pain due to partial obstruction of the 

appendiceal lumen by a tumor.  

The presence of neuroendocrine symptoms, including 

flushing, diarrhea and cardiac disease, are rarely reported.7 

In the case of the present patient, the tumor was located at 

the tip of the appendix, and the patient experienced 

recurrent right lower abdominal pain that had been present 

for three years. The surgical procedure was performed for 

the treatment of appendicitis, and the carcinoid tumor was 

identified incidentally during the histological examination 

of the excised surgical specimen. 

Appendiceal carcinoids grow slowly, and the overall 

prognosis is excellent.8 At present, tumor size is the most 

reliable indicator for the assessment of the malignant 

potential of lesions. In the majority of patients with 

appendiceal carcinoids, the tumor diameter is 2 cm in 

diameter. This follow-up procedure comprises a history 

and physical examination every 3-12 months post-

resection and every 6-12 months thereafter for ≤10 years, 

with consideration of follow-up imaging or laboratory 
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markers, such as 5-hydroxyindoleacetic acid or 

chromogranin A.11 

Overall, the long-term prognosis of appendiceal carcinoids 

is extremely good. Sandor and Modlin evaluated 1570 

carcinoid tumors of the appendix that were treated at the 

American National Cancer Institute between 1973 and 

1991. It was reported that the five-year survival rates of 

patients with localized, regional metastases and distant 

metastases in appendiceal carcinoids were 94.0, 84.6 and 

33.7%, respectively, and the overall five-year survival rate 

was 85.9%.4 Another study with a large cohort performed 

by Modlin et al reported that patients with local disease 

demonstrate a five-years survival rate of 92%, those with 

regional metastases demonstrated a five-years survival rate 

of 81% and the few with distant metastases demonstrated 

a five-year survival rate of 31%.5 Carcinoid tumors are the 

most common neoplasms of the appendix, but demonstrate 

no specific clinical presentation. The presence of these 

tumors should be considered, particularly during surgical 

procedure. 

CONCLUSION 

Appendix carcinoid tumors are quite rare, usually 

asymptomatic and diagnosed incidentally on 

histopathological examination after appendectomy. The 

treatment of carcinoid tumors of the appendix is directly 

related to the tumor size, localization, presence of 

lymphovascular and mesoappendix invasion, mitotic 

activation rate and level of Ki67. Thus, it is important to 

follow the histopathological results after appendectomy. 

The prognosis of appendix carcinoid tumors is very good 

if the appendix is non-perforated. 

 

Funding: No funding sources 

Conflict of interest: None declared 

Ethical approval: Not required 

REFERENCES 

1. DeVita VT. Lawrence, Theodore S. Carcinoid 

Tumors and Carcinoid Syndrome. In: DeVita, 

Vincent T. Lawrence, Theodore S, eds.  Principles 

and Practice of Oncology. 8th ed. US: CBSPD; 2008. 

2. Moertel CG, Dockerty MB, Judd ES. Carcinoid 

tumors of the vermiform appendix. Cancer. 

1968;21(2):270-8. 

3. Connor SJ, Hanna GB, Frizelle FA. Appendiceal 

tumors: retrospective clinicopathologic analysis of 

appendiceal tumors from 7,970 appendectomies. Dis 

Colon Rectum. 1998;41(1):75-80. 

4. Sandor A, Modlin IM. A retrospective analysis of 

1570 appendiceal carcinoids. Am J Gastroenterol. 

1998;93(3):422-8. 

5. Modlin IM, Lye KD, Kidd M. A 5-decade analysis of 

13,715 carcinoid tumors. Cancer. 2003;97(4):934-

59. 

6. Roggo A, Wood WC, Ottinger LW. Carcinoid tumors 

of the appendix. Ann Surg. 1993;217(4):385-90. 

7. Markgraf WH, Dunn TM. Appendiceal Carcinoid 

With Carcinoid Syndrome. Am J Surg. 

1964;107:730-2. 

8. Thirlby RC, Kasper CS, Jones RC. Metastatic 

carcinoid tumor of the appendix. Report of a case and 

review of the literature. Dis Colon Rectum. 

1984;27(1):42-6. 

9. Syracuse DC, Perzin KH, Price JB, Wiedel PD, Mesa 

TR. Carcinoid tumors of the appendix. 

Mesoappendiceal extension and nodal metastases. 

Ann Surg. 1979;190(1):58-63. 

10. Gouzi JL, Laigneau P, Delalande JP, Flamant Y, 

Bloom E, Oberlin P, et al. Indications for right 

hemicolectomy in carcinoid tumors of the appendix. 

The French Associations for Surgical Research. Surg 

Gynecol Obstet. 1993;176(6):543-7. 

11. National Comprehensive Cancer Network. NCCN 

Clinical Practice Guidelines- Neuroendocrine 

tumors, 2013. Available at: 

http://www.nccn.org/professionals/physician_gls/pd

f/neuroendocrine.pdfAccessed. Accessed on 20 

December 2020. 

 

 

 

 

 

 

 

Cite this article as: Siddiqui AR, Aren S, Patra RK. 
Carcinoid tumour of appendix. Int Surg J 

2021;8:2169-71. 


