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Multiple endocrine neoplasia type 1 (MEN 1) protocol

This is the minimum annual surveillance protocol for patients suffering from MEN 1. In addition, all first degree relatives of an MEN 1 patient require this protocol, unless DNA testing confirms they are not affected. 

The earliest age of onset of MEN 1 is at 8 years of age, so the surveillance protocol should start at this age.

Document history:

Nocturia or polyuria

Constipation or diarrhoea

Renal colic or stones

Abdominal pain

Peptic ulcers

Depression

Sweating

Blackouts

Episodic disorientation

Transient neurological deficits

Fits

Headache

Galactorrhoea

Visual disturbance

All drugs

Family tree - include up to second degree relatives

Document examination:

Blood pressure

Corneal calcification

Neck mass

Abdominal mass

Signs of Cushing’s syndrome

Signs of acromegaly

Visual field defect

Galactorrhoea

Blood and urine tests:

DNA test (only after counselling & with written consent; see separate protocol)

FBC, U&E, LFT, glucose

Serum calcium

Serum PTH (only at first evaluation; do not repeat unless calcium is high)

Tumour markers

Basal pituitary function

Urinary catecholamines (only at first evaluation; do not repeat unless clinically indicated)

Radiology:

CXR (once every 3 years)

MRI pituitary (only at first evaluation; do not repeat unless clinically indicated)

CT or MRI pancreas (only at first evaluation; do not repeat unless clinically indicated)

NB: SPECIFIC PROTOCOLS FOR FURTHER MANAGEMENT OF ABNORMALITIES DETECTED BY THIS SURVEILLANCE ARE GIVEN IN THE BART’S ENDOCRINE PROTOCOLS BOOK

This sheet should be placed in a plastic folder inside the case notes, together with the family tree.

Multiple endocrine neoplasia type 2A & 2B (MEN 2A & 2B) protocol
This is the minimum annual surveillance protocol for patients suffering from MEN 2A or MEN 2B. In addition, all first degree relatives of an MEN 2 patient require this protocol, unless DNA testing confirms they are not affected. 

Surveillance should start at 5 years of age in MEN2A cases (i.e when general anaesthesia for scans can be avoided). MEN2B cases have an earlier onset of medullary thyroid cancers and tumours may be more aggressive, so surveillance should start as soon as possible (scans may have to be performed under general anaesthesia).

Document history of:

Palpitations




Sweating




Anxiety





Hypertension




Renal or gall stones





Abdominal pain

Intestinal obstruction or megacolon (MEN2B)



Neck swellings




All drugs




Family history - include second degree relatives;.

Document examination:

Skin tags or freckles

Mouth/tongue neuromas (MEN2B)

Blood pressure

Neck mass

Renal/adrenal mass

Blood and urine tests:
DNA test (only after counselling and with written consent; see separate protocol)1

FBC, U&E, LFT, glucose

Serum calcium

Pentagastrin test2
Plasma catecholamines

Urinary catecholamines

Basal pituitary function (only at first evaluation; do not repeat unless clinically indicated)

Serum PTH (only at first evaluation; do not repeat unless calcium is high)

Radiology
CXR (once every 3 years)

Ultrasound neck

Thyroid uptake scan (at first evaluation; repeat only if pentagastrin test is positive)

Ultrasound adrenal/kidney

MRI or CT adrenals (once every 3 years)

Date of thyroidectomy:  /   /     . Date of adrenalectomy:  /   /     .

1 See Barts Endocrine protocol book

NB: DO CT/MRI SCANS MUCH MORE FREQUENTLY (eg 6 MONTHLY), IF A LESION IS FOUND

This sheet should be placed in a plastic folder inside the case notes, together with the family tree. The protocol is based on research cited in Chew & Eng, Curr Opin Endocrinol Diabetes 1995; 2 (2): 121-126.
Von Hippel-Lindau Disease - Patient Protocol

This is the minimum annual surveillance protocol for a patient suffering from von Hippel-Lindau disease. In addition, all first degree relatives of von Hippel-Lindau patients should be screened according to the protocol, unless DNA testing excludes the disease. Surveillance should start at 5 years of age. Retinal lesions have been identified in children as young as 5 years of age. 

In families carrying missense mutations of the VHL gene, the earliest phaeochromocytoma was detected at 5 years of age; but in families with other types of mutation (eg deletions), the earliest phaeochromocytoma was detected at 19 years of age. The earliest age of identification of other manifestations are: CNS haemangioblastoma at 12 years of age; solid renal mass at 15 years of age.

Document history:

Poor vision

Regular headaches

Palpitations

Sweating

Anxiety


Abdominal pain

All drugs



Family history - include second degree relatives

Document examination:
Blood pressure

Retinal lesions

Cerebellar signs

Renal masses

Epididymal masses

Blood and urine tests:

DNA test (only after counselling & with written consent; see separate protocol)

FBC, U&E, LFT, glucose

Plasma catecholamines

Basal pituitary function (only at first evaluation; do not repeat unless clinically indicated)

Urine catecholamines

Urine microscopy

Urine cytology (do this only if a renal mass becomes apparent)

Radiology:

Ultrasound adrenal/kidney

CXR (once every 3 years)

Fluorescein angioscopy (refer to Consultant Ophthalmic Surgeon by age of 5 years)

MRI brain (once every 3 years from age of 10 years to 50 years; thereafter once every 5 years)

CT or MRI pancreas/adrenal/kidney (once every 3 years from age of 5 years; if MRI can give sufficient resolution, perform this to avoid the radiation exposure of multiple CT scans)

NB: DO CT/MRI SCANS MUCH MORE FREQUENTLY (e.g every 6 months), IF A SUSPICIOUS LESION IS FOUND.
The protocol is based on references cited in Chew & Maher, Clinical Endocrine Oncology, Eds Wass, Sheaves & Jenkins, Blackwell Scientific Publications 1996. This sheet should be filed inside a plastic folder in the patient’s notes, together with the family tree.
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