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DISCLAIMER

Please note: The views expressed within this presentation are the personal 
opinion of the author.  They do not necessarily represent the views of the 
author’s academic institution or the rest of the NET CONNECT group.

This content is supported by an Independent Educational Grant from Ipsen.
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CARCINOID SYNDROME (CS): WHAT IS IT?

• Paraneoplastic syndrome

• Peptides release (i.e. serotonin, histamine, kallikrein)

• Neuroendocrine tumours

• Liver metastases
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CLINICAL FEATURES

CS, carcinoid syndrome; GI, gastrointestinal; NET, neuroendocrine tumour

• 38% midgut (mostly ileal NETs)

• Multifocal: 30% of cases

• Age: 60-70

• Typical CS (95%)

THORACIC NETS (25%)
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GI NETs (67%)

• Mostly: typical bronchial carcinoid

• Age: 50’s

• Atypical CS (5%)

1. Kulke MH, et al. N Engl J Med 1999; 340: 859-68; 2. Modlin IM, et al. Gastroenterology 2005; 128: 1717-51; 3. Öberg, K et al. Annals of Oncology 2012; 23(7): 
vii120-vii123; 4. Van der Lely AJ,et al. Arq Bras Endocrinol Metab 2005; 49: 850-60; 5. Vinik AI, et al. Gastroenterol Clin North Am 1989, 18: 865-96;. 



• TYPICAL CARCINOID SYNDROME

• ATYPICAL CARCINOID SYNDROME
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TYPICAL CARCINOID SYNDROME

FLUSHING
ABDOMINAL

PAIN
Constant/intermittent, 
dull/cramp-like pain, 
no improvement after 
defecation

DIARRHOEA

8

Chronic, watery, no improvement if
fasting, electrolitic alterations

Face/neck/superior
thorax, dry skin



ATYPICAL CARCINOID SYNDROME
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FLUSHING
BRONCHOSPASM
/ HYPOTENSION

EYELID
OEDEMA

Prolonged



CARCINOID CARDIOPATHY

NET, neuroendocrine tumour

1. Anthony LB. Semin Oncol 2013; 40 (1): 45-55; 

2. https://www.netterimages.com/carcinoid-syndrome-and-
neuroendocrine-tumors-labeled-multiple-publications-gastroenterology-
frank-h-netter-6725.html. Accessed 10th May 2019

• 10-20 % at NET diagnosis
• Cardiac right valve fibrosis
• Right cardiac failure
• 50% death

High levels of 
5-HIAA in urine

Primary carcinoid

Liver metastases

Bronchoconstriction

Facial flushing
Telangiectasias
Cyanosis

Vascular
Phenomenon

Patchy hyperpigmentation 

Oedema

Hyperperistalsis

Tricuspid and pulmonary
valvular disease

High 5-HT (serotonin) 
content elevated

Blood

Tumour tissue
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https://www.netterimages.com/carcinoid-syndrome-and-neuroendocrine-tumors-labeled-multiple-publications-gastroenterology-frank-h-netter-6725.html


CARCINOID SYNDROME: DIAGNOSIS

NET, neuroendocrine tumours; NSAIDs, non-steroid anti-inflammatory drug; 5-Fu, Fluorouracil; 5-HIAA, 5-hydroxyindoleacetic acid;
11115-HTP, 5-Hydroxytryptophan

Figure reproduced from: Harrison’s Principles of Internal Medicine, 19th Edition. Accessed via www.accessmedicine.com

Nicotinic acid 
(1%) 

99% 

MIDGUT NETs

FOREGUT NETs

FALSE POSITIVE
• Food
• Drugs (paracetamol, 5-Fu, beta-

blockers, NSAIDS, benzodiazepine) 
• Coeliac disease
• Whipple disease



CARCINOID CRISIS

• Life Threatening 

• Oncological Emergency 

• Hypotension (rarely hypertension), tachycardia, 

dyspnoea & central nervous system symptoms

• Anaesthesia
• Interventional procedures
• Drugs
• Alcohol, foods, physical/psychological stress, infections
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IFN, interferon LDT, liver directed therapies; PRRT, peptide receptor radionuclide therapy 

THERAPEUTIC OPTIONS

• LDT

• Surgery

• IFN

• Somatostatin analogs

• PRRT

• Telotristat ethyl*
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*Telotristat ethyl is indicated for the treatment of CS diarrhea in combination with SSA therapy in adults inadequately controlled by SSA therapy



NET, neuroendocrine tumours; PRRT, peptide receptor radionuclide therapy; SSA, somatostatin analogue 

CONCLUSIONS

• Carcinoid syndrome is present in around 20% of patients with NETs

• Linked to poorer prognosis

• Number of therapeutic options currently available with more options 
under study:-

– Increase SSA doses

– Everolimus (if available)

– PRRT
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REACH NET CONNECT VIA TWITTER, 
LINKEDIN, VIMEO AND EMAIL

OR VISIT THE GROUP’S WEBSITE 
http://www.net-connect.info

Follow us on Twitter 
@net_connectinfo

Join the 
NET CONNECT

group on LinkedIn

Email
antoine.lacombe@

cor2ed.com

Watch us on the
Vimeo Channel
NET CONNECT
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