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Table 1. Incidence and Cancer Risks for Known Polyposis Syndromes

Syndrome

MIM No.*

Patients Meeting
Clinical Criteria

Gene(s)  With Mutation, %

Population
Incidence

Cancer Risks

Familial adenomatous polyposis

+ Lynch

175000

AFC 90

1/5000

Colorectal, duodenal, papilary
thyroid, pancreatic,
hepatoblastoma, CNS tumars

MYH-adenomatous polyposis

608456

MYH Unknown

1/5000

Coloractal tumoars, other?

Hyperplastic polyposis syndrome

NA NA

1400000

Coloractal tumoars, other?

Hereditary mixed polyposis syndrome

601228

CRACT GREM1 NA

NA

Colorectal tumoars, other?

Juvenile palyposis/hemorrhagic
{elangiectasia syndrome

175050

SMAD4 20-40

1400000

Colorectal, gastric, duodenal,
pancreatic tumors

Juvenile polyposis syndrome

174900

BMPR1A 20-40

1400000

Colorectal, gastric, duodenal,
pancraatic tumors

Cowden syndrome

158350

PTEN 80-85

1/200000

Hreast, thyroid, utering, melanoma,
renal cell fumors

Pautz-Jeghers syndrome

175200

STK11

1/30000-1/100000

Coloractal, small intestine,
stomach, breast, pancreatic,
sex-cord tumors

Birt-Hogg Dube syndrome

135150

BHD

1/200000

Renal tumors, other?

Sweet, 2005
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« Polypes hyperplasiques »

El argi ssement du concept doadRe

A J.Jass:

I « PH» de grande taille dans le colon proximal
Polype mixte = adénomateux et hyperplasique
ADK au sein de lésions festonnées
Polypose hyperplasique = PH atypique

A Polypes (adénomes) sessiles festonnés :
I Serrated neoplasia pathway :
A PHi «adénome festonné » i adénocarcinome invasif MSI / CIMP
I Dysplasi e ou dOADK au sein de SSA
I Association de SSA >1cm :
A ADK synchrones
A ADK métachrones (MSI)
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ADENOMAS
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Polypes festonnés

\\[e]g! Dysplasiques Pre-K Fréquence
dysplasiques (25-50%)

70-95%

P/SSA 3-25%
Ad. traditionnel festonné <2%




Polype/Adénome sessile festonneé
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Ahnen, 2011



Taux do®vol utEvobution?api@e probable (Lynch)
Muqueuse i i

Normale

MSI

BRAF
CIMP
P/SSA | — PISSA ADK MSI

dysplasique 1

\ 4

MLH1
méthylation

O6Bri en,



