
Carcinoid Tumor of the Appendix 

Abstract 
Carcinoid disease was first described in 1907 by Siegfried Oberndorfer who coined the term karzinoide meaning 
“carcinoma-like” due to its gross benign appearance with malignant microscopic features. Carcinoid tumors are a type of 
neuroendocrine tumor primarily located in the GI tract and produce serotonin. Patients with carcinoid tumors are usually 
asymptomatic depending on the location of the primary tumor. The liver breaks down serotonin produced by a tumor 
proximal to the liver preventing development of symptoms such as intermittent flushing (kallikrein), diarrhea(serotonin), 
asthma(bradykinin) or right heart lesions. Once the disease is able to produce serotonin which is not metabolized by the 
liver symptoms are seen which constitutes Carcinoid Syndrome. Carcinoid Syndrome can cause pellagra  which is 
characterized by the tetrad of dermatitis, diarrhea, dementia and death. This occurs because up to 60% of the body's 
tryptophan is depleted. Normally 99% of the tryptophan is to catabolized NAD, the active form of niacin, and serotonin 
causing deficiencies. (1).  The most common sight of carcinoid is appendix (50%) followed by the ileum and rectum with 
carcinoid tumor being found in ~0.5% of all surgically removed appendices (2,3). Certain diseases increase the risk of 
developing a carcinoid tumor/syndrome including: MEN 1, NF1, VHL, tuberus sclerosis, pernicious anemia(4). 
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Discussion 
About 90% of all carcinoid tumors are not located at the base and are smaller than 1 cm (9). 
Octreotide scan is the best test to localize lesion not seen on CT where highest sensitivity of detecting 
tumor is chromogranin A. Tumors less than 2cm can be treated with appendectomy. If the tumor is 
greater than or equal to 2cm or involving the base right, involving the mesoappendix, Ki-67>20%, if 
there is residual tumor at the margin or if there is lymph node involvement hemicolectomy is 
indicated. If a patient has an elevated chromogranin A close follow up may be indicated as a more 
extensive treatment maybe indicated.  Locoregional tumor has high survival but 10 year survival with 
metastasis is about 30% (9).  A rare variant is goblet cell carcinoid and adenocarcinoid with mixed 
endocrine and exocrine features which are treated with right hemocolectomy, lymphadenectomy and 
chemotherapy. Nonresectable disease is managed primarily with medications with some surgical 
options depending on site of metastasis. Future research is being conducted looking for new targeted 
therapies and medication options. 
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Case 
24-year-old female who is G1, P0 with a recent chemical abortion with methotrexate in approximately mid August 2019 
who presented to the AOMC ER with right lower quadrant abdominal pain.  She states she has been having extreme lower 
quadrant abdominal pain with her menses continuing before and after her abortion. Patient was menstruating during 
presentation. Her pain continued to worsen over the course of the previous day prompting a visit to the ER.  She endorsed 
1 episode of non-bloody emesis.  She also notes she had a headache and endorsed subjective fevers as well as chills. Her 
abdomen was soft and non-distended with tenderness in the right lower quadrant to deep palpation without peritoneal 
signs. WBC 13.0 neutrophils 90%. US pelvis: small amount of free fluid. US appendix: blind-ending tubular structure 
measuring 1.2 cm in greatest dimension. CTAP with contrast showed fluid-filled appendix mildly dilated at  8 mm in 
diameter with a mildly enhancing wall measuring up to 2 mm in thickness and there was a mild to moderate amount of 
free fluid in the pelvis. Patient went for laparoscopic appendectomy and tolerated the procedure well. She was discharged 
home. Pathology returned as appendix with carcinoid tumor (4 mm) at the tip of the appendix. Resection margin was 
negative for carcinoid tumor and diagnosed as acute appendicitis with focal endometriosis. The patient was contacted 
multiple times via phone and mail however she did not call or show up for an appointment 
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