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MEN 1 syndrome
Eponyms:
Inheritance:
MEN I
multiple endocrine neoplasia type I
Wermer syndrome
Zollinger-Ellison syndrome
autosomal dominant
Semeiological Endocrinal disorder, isolated defect. This is a tumour predisposition syndrome that usually manifests in the
first four decades of life; dysfunctions due to usually nonmalignant adenomatosis of more than one endocrine
Synthesis:
gland, i.e. thyroid/parathyroid/pituitary/adrenal/pancreas; occasionally, pancreatic malignancy. The large
majority of patients with MEN1 have mutations in the menin gene. Many tumours in MEN1 are benign and
prevention or cure for malignancy is not available.
Group
Sub group
Signs:
ENDOCRINOLOGICAL, METABOLIC DISORDERS
hypophysis dysfunction
acromegaly, including: acromegaloid
appearance
hypophysis, adenoma; pituitary, adenoma,
tumour, including hyperplastic
pancreas, islet modified functions
pancreas, islet tumour
parathyroid, changes
parathyroid, hyperplasia
GASTROINTESTINAL DISORDERS
intestinal dysfunctions
malabsorption, including diarrhea
stomach-duodenum, anomalies
gastritis
LABORATORY DATA
biochemical markers
metabolic defect
chromosomal assignment
chromosome 11q localization
chromosomal disorders
chromosomal fragility, instability, breakage
chromosome breakage syndromes
gene, structural-functional anomalies
gene analysis-DNA analysis
MEN1 multiple endocrine neoplasia type I
(menin), gene chr.11q13
pituitary hormones, modified functions
pituitary adrenocorticotropic hormone
(ACTH), high levels
plasma nonprotein-organic constituents,
anomalies
hypoglycemia
plasma proteins, anomalies
hormones, dysfunctions
NEOPLASTIC DISEASES
cancer, genetic features
tumour familial trait
OTHERS
inheritance
inheritance, autosomal dominant
PRENATAL-NEONATAL MODIFIED DATA
foetal changes
foetal changes, recognized by laboratory data
prenatal diagnosis
prenatal diagnosis, molecular
MEN 1 syndrome
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Super group:
Super aggreg. FOETAL CHANGES
foetal changes, recognized by laboratory data
Aggregations:
METABOLIC DISORDERS
hormones, dysfunctions
NEOPLASTIC DISORDERS
tumour, familial trait
OTHER
chromosome-breakage syndromes
Differential
diagnosis:
Bibliography
MEN 1 syndrome
1395
4262
12670
13375
16180
16190
20805
28805
amenorrhea-galactorrhea syndrome
carcinoid intestinal
hypercalcemia, benign
insulinoma
MEN 2 syndrome
MEN 3(2B) syndrome
pheochromocytoma-islet cell tumour
prolactinoma
OMIM ID: 131100
Annu. Rev Med. 58,253-265,2007
J. Endocrinol. Invest. 29(5),450-456,2006
Annuario Orphanet-Italia delle Malattie Rare 2005, pag. 604, 840
Emery&Rimoin's: Principles and Practice of Medical Genetics. Church. Livingstone. p.1917,2007
Emery&Rimoin's: Principles and Practice of Medical Genetics. Church. Livingstone. p.19571958,2007
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