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Case series of three patients with hereditary diffuse gastric cancer in a single family

Case series of HDGC in a Japanese family

Abstract
BACKGROUND

Hereditary diffuse gastric cancer (HDGC) is a familial cancer syndrome often associated
with germline mutations in the CDHI gene. However, the frequency of CDHI
mutations is low in patients with HDGC in East Asian countries. Herein, we report
three cases of HDGC harboring a missense CDH1 variant, c.1679C>G, from a single

Japanese family.
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1. JSLS. 2010 Jul-Sep;14(3):348-52_ doi: 10.4293/108680810X12924466007449. Prophylactic
laparoscopic gastrectomy for hereditary diffuse gastric cancer: a case series in a single family.
Hackenson D(1), Edelman DA, McGuire T, Weaver DWW, Webber JO. Author information: (1)Department of
Surgery, Wayne State University, Detroit. Michigan 48201, USA.
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2. Molecular Carcinogenesis. Only a small number, 2-8%, of all gastric carcinomas arise from inherited
gastric cancer syndromes [1, 2].The majority of families with autosomal deminant familial gastric
carcinoma will have the diffuse, poorly differentiated (linitis plastica) morphologic subtype and are
referred to as hereditary diffuse gastric cancer (HDGC).
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Hereditary diffuse gastric cancer is a form of gastric cancer associated, in about 40 % of cases, with a
germline mutation of the CDH1 gene. The management of patients with a pathogenic mutation of this
gene is based on total prophylactic gastrectomy because, until ...
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Hereditary diffuse gastric cancer, or HDGC, is a type of rare cancer that grows in the stomach, which is
the organ that helps digest food. HDGC usually grows in more than one area of the stomach, so it can be
difficult to detect and treat. It can grow quickly and can spread to other parts of the body.
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Hereditary diffuse gastric cancer (HDGC) was initially descnbed in 1964 in three Maon families from hecediary difuse gasthe cancer s an nfielfed genclic syncrame. most

often caused by an inactivating mutation in the E-cadhenn gene located on
chromosome 16. Individuals who inhernt an inactive copy of the CDH1
gene are at significantly elevated risk for developing stomach cancer. For
this reason, individuals with these mutations will often elect to under go

New Zealand . It i1s an autosomal dommantly inhented syndrome attributed to mutations of the E-cadhernin
gene ( CDH1 , epithelial cadherin, OMiM#18209), identified by Guilford et al.[ 5 ] in 1998 in members of
these Maon families.
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prophylactic gastrectomy, or a complete removal of the stomach to prevent
this cancer. Mutations in CDH1 are also associated with high nisk of lobular
breast cancers, and may be associated with a mildly elevated nsk of colon
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Hereditary diffuse gastric cancer (HDGC) is an autosomal dominant cancer syndrome that is W Wikipedia

charactensed by a high prevalence of diffuse gastric cancer and lobular breast cancer_It is largely
caused by inactivating germline mutations in the tumour suppressor gene CDH1, although pathogenic
varants in CTNNA1 occur in a minority of families with HDGC. Data from: Wikipedia
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Hereditary diffuse gastric cancer (HDGC) i1s a rare, inherited cancer syndrome with at least one fourth
of HDGC patients having an autosomal dominantly inhented mutation of CDH1 ( E-Cadhenn ).
Penetrance 1s relatively high (70-80% lifetime risk for gastric cancer). It is important for pathologists to
recognize the syndrome&#39;s phenotype in early gastric lesions: patchy intramucosal signet ...
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