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Background

Desmoids are a recognized feature of the classical and
attenuated forms of familial adenomatous polyposis
(FAP), occurring in 15% of individuals with classic FAP.

Case history

A 68 year old Caucasian woman presented with a lump
in her right groin and lower abdominal pain. No
changes in bowel habit or other bowel symptoms were
reported. Previous medical history included endometrial
cancer diagnosed at age 57, treated by hysterectomy and
bilateral salpingo-oophorectomy. The family history was
negative for desmoids, colon polyps and cancer.

By CT scan, a 4 x 3 cm soft tissue mass arising from
the right rectus muscle and tethered to bowel loops was
identified. It was felt to represent a desmoid. Before
resecting this mass, due to bowel tethering, a colono-
scopy was performed. The cecum was completely
replaced by a carpeting villous adenoma. Two tubular
adenomas and one tubulovillous adenoma, all with low-
grade dysplasia, were noted.

During definitive surgery, the lesion arising from the
sigmoid mesentery and suspected to be a desmoid, was
shown to be a well-differentiated adenocarcinoma with
endometrioid features. 28 tubulovillous adenomas and
hyperplastic polyps, with no malignancy or dysplasia
were identified in the subtotal colectomy. The clinical
impression was that of attenuated polyposis and meta-
static endometrial carcinoma.
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Results
APC gene testing was negative. This patient was homo-
zygous for the common ¢.536A>G mutation in MYH.

Conclusions

There remains controversy regarding the association of
endometrial cancer and MAP. In 276 European MAP
patients, the incidence of endometrial cancer was not
significantly increased. [1] There are 3 reported cases of
MATP patients diagnosed with endometrial cancer [2,3],
in addition to our patient. The patients in the literature
were diagnosed at ages 46 (multiple adenomatous polyps
detected at surgery), 61 (suspected FAP: subtotal colect-
omy at 41 years for polyps) and 53 years.

Although there is one case report of an individual
with MAP having a desmoid [4], in the European cohort
of 276 individuals with MAP above [1], no desmoids
were noted and in another group of 17 MAP patients,
no desmoids were reported [5]. The individual with the
desmoid [4] had an aggressive phenotype including 4
colon adenocarcinomas and over 100 colon polyps by
age 30.

Given the growing literature regarding endometrial
cancer in MAP and incomplete data regarding frequency
of desmoid tumours in MAP, we would propose includ-
ing MAP in your differential diagnosis when endome-
trial cancer, or an apparent desmoid are noted in
association with multiple adenomatous polyps.

Published: 10 March 2011

References

1. Vogt S, Jones N, Christian D, Engel C, Mielsen M, Kaufmann A, Steinke V,
Vasen H, Propping P, Sampson J, Hes F, Aretz S: Expanded Extracolonic
Tumor Spectrum in MUTYH-Associated Polyposis. Gastroenterology 2009,
137:1976-1985.

© 2011 Gilpin et al; licensee BioMed Central Ltd. This is an open access article distributed under the terms of the Creative Commons
Attribution License (http://creativecommons.org/licenses/by/2.0), which permits unrestricted use, distribution, and reproduction in
any medium, provided the original work is properly cited.


http://www.ncbi.nlm.nih.gov/pubmed/19732775?dopt=Abstract
http://www.ncbi.nlm.nih.gov/pubmed/19732775?dopt=Abstract
mailto:gilpin@cheo.on.ca
http://creativecommons.org/licenses/by/2.0

Gilpin et al. Hereditary Cancer in Clinical Practice 2011, 9(Suppl 1):P14
http://www.hccpjournal.com/content/9/S1/P14

2. Barnetson RA, Devlin L, Miller J, Farrington SM, Slater S, Drake AC,

Campbell H, Dunlop MG, Porteous ME: Germline mutation prevalence in
the base excision repair gene, MYH, in patients with endometrial cancer.
Clin Genet 2007, 72:551-555.

3. Tricario R, Bet P, Ciambotti B, Di Gregorio C, Gatteschi B, Gismondi V,
Toschi B, Tonelli F, Varesco L, Genuardi M: Endometrial cancer and
somatic G>T KRAS transversion in patients with constitutional MUTYH
biallelic mutations. Cancer Letters 2009, 274:266-270.

4. Mao de Ferro S, Suspiro A, Fidalgo P, Lage P, Rodrigues P, Fragoso S,
Vitoriano |, Baltazar C, Albuquerque C, Bettencourt A, Nobre Leitao C:
Aggressive Phenotype of MYH -Associated Polyposis with Jejunal
Cancer and Intra-Abdominal Desmoid Tumor: Report of a Case. Dis Colon
Rec 2009, 52(4):742-745.

5. Lefevre J, Parc Y, Svrcek M, Kerneis S, Colas C, Shields C, Flejou J, Parc R,
Tiret E: APC, MYH, and the Correlation Genotype-Phenotype in Colorectal
Polyposis. Ann Surg. Oncol 2009, 16:871-877.

doi:10.1186/1897-4287-9-S1-P14

Cite this article as: Gilpin et al: When is a desmoid not a desmoid?
Endometrial cancer as an extracolonic manifestation of MYH Associated
Polyposis (MAP). Hereditary Cancer in Clinical Practice 2011 9(Suppl 1):P14.

Page 2 of 2

Submit your next manuscript to BioMed Central
and take full advantage of:

e Convenient online submission

e Thorough peer review

¢ No space constraints or color figure charges

¢ Immediate publication on acceptance

¢ Inclusion in PubMed, CAS, Scopus and Google Scholar

¢ Research which is freely available for redistribution

www.biomedcentral.com/submit

Submit your manuscript at ( BioMed Central



http://www.ncbi.nlm.nih.gov/pubmed/17956577?dopt=Abstract
http://www.ncbi.nlm.nih.gov/pubmed/17956577?dopt=Abstract
http://www.ncbi.nlm.nih.gov/pubmed/18980800?dopt=Abstract
http://www.ncbi.nlm.nih.gov/pubmed/18980800?dopt=Abstract
http://www.ncbi.nlm.nih.gov/pubmed/18980800?dopt=Abstract
http://www.ncbi.nlm.nih.gov/pubmed/19169759?dopt=Abstract
http://www.ncbi.nlm.nih.gov/pubmed/19169759?dopt=Abstract

	Background
	Case history
	Results
	Conclusions
	References

