
 

Carcinoid syndrome and its complications (Carcinoid heart 
disease) 
 
Carcinoid syndrome can develop in about 20% of patients with 

neuroendocrine tumors (mostly of gastrointestinal and lung origin). 

This syndrome results from excess of hormone production by the tumor cells 

secreted into the bloodstream. The symptoms may include: flushing (of upper 

body), abdominal pain, diarrhea and shortness of breath. 

 

Diagnosis of Carcinoid Syndrome: 

The initial step includes an assessment by a neuroendocrine tumor specialist 

for symptoms and signs associated with the carcinoid syndrome. 

In order to confirm the diagnosis the following tests are usually 

recommended: 

 

1. A 24-hour urine collection to assess the level of 5-HIAA a by-product of 

serotonin excreted by tumor. 

2. A blood test for chromogranin A - a protein that can be excreted by tumor 

cells (it should be noted that this marker is not specific and can be increased 

in people who do not have a neuroendocrine tumor). 

3. Imaging studies and diagnostic endoscopic procedures used to detect the 

primary tumor and determine the presence of metastases.  

 

Treatment of the carcinoid syndrome is aimed at normalization of  hormone 

levels and decreasing tumor mass: 

 

1. Somatostatin analogue therapy (SSA). Therapy with octreotide LAR 

(Sandostatin LAR) or Lanreotide (Somatuline Autogel) may reduce the 

level of secreted hormones and inhibit tumor growth. Side effects of 

this treatment may include diarrhea, abdominal pain and swelling, but 

the symptoms in most cases are temporary and can be treated 

accordingly. 



 

2. In 2017, Xermelo (telotristat ethyl) in combination with a  maximal 

dose of somatostatin analogue (SSA) was approved by the FDA for the 

treatment of uncontrolled carcinoid syndrome.  Since 2018, the drug 

was included in the "healthcare basket" in Israel. 

 

3. Various products are available and may be useful as supplemental 

therapy, such as anti-diarrhea drugs. Patients are often advised to 

avoid certain substances, such as alcohol and food with a high 

concentration of tyramine, as these may worsen the symptoms of the 

disease. 

 

4. Biologic therapy such as interferon alpha, which stimulates the immune 

system, is sometimes used to slow the growth of neuroendocrine 

tumors to relieve symptoms. Interferon alpha may cause significant 

side effects, including fatigue and flu-like symptoms. 

 

Carcinoid syndrome can cause the following complications: 

 

1. Carcinoid heart disease: Up to 60% of patients with the carcinoid 

syndrome develop carcinoid heart disease, which is characterized by 

fibrosis and retraction of the heart valves, causing valvular insufficiency 

and as a result heart failure may develop. Signs and symptoms may 

include fatigue and shortness of breath during exercise, weakness, leg 

edema, etc. Surgical repair of damaged heart valves is usually 

considered for carcinoid heart disease. 

 

2. Bowel obstruction: A small intestine neuroendocrine tumor can 

cause intestinal obstruction. Signs and symptoms of bowel obstruction 

include severe abdominal pain, cramps and vomiting. Surgery may be 

necessary to alleviate the obstruction. 

 



 3. Carcinoid crisis is characterized by a severe episode of low blood 

pressure, confusion and difficulty breathing. The carcinoid crisis may 

occur in people with neuroendocrine tumors and excess hormones 

secretion such as serotonin and other substances, when the patient is 

exposed to certain factors, such as anesthesia during surgery. The 

carcinoid crisis can be fatal. Therefore, every patient with the carcinoid 

syndrome must have proper preparation before any invasive 

procedure. 

 

 

 

 


