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Case Report

Solitary Peutz-Jeghers Type Colorectal Polyp with
Hamartoma-adenoma-carcinoma Sequence in
a Non-Peutz-Jeghers Syndrome Patient

Shuei ArmvA, Toshiaki KuniMura, Kai MATsuo,
Takahiro HoBo, Koji Nocaki, Kaoru Karo,
Hisashi Hosaka, Koji Sarro, Tomoko Sucryama
and Toshio MOROHOSHI

Abstract : Peutz-Jeghers (P-J) syndrome is an inherited disorder characterized
by multiple hamartomatous gastrointestinal polyps, mucocutaneous pigmentation,
and an increased risk of both digestive tract and non-digestive tract cancers.
P-J type polyps are characteristic of P-J syndrome but rarely present as soli-
tary polyps. Though cancerous lesions frequently develop from polyposis in
P-J syndrome, reports of malignancy in solitary colorectal P-J type polyps are
rare ; our literature search identified only two examples. This report describes
a non-Peutz-Jeghers syndrome patient with a solitary P-J type polyp showing
the hamartoma-adenoma-carcinoma sequence.
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Introduction

A Peutz-Jeghers (P-J) type polyp is a hamartomatous polyp that occurs in patients with
P-J syndrome, but is rarely found as a solitary polyp in non-P-J syndrome patients"”. There
have been some reports of polyposis and cancerous transformation in patients with P-J

syndrome, but few reports of solitary P-J type polyps containing cancer foci>?.

We report
here a rare case of a colorectal P-J type polyp showing the hamartoma-adenoma-carcinoma

sequence in a non-Peutz-Jeghers syndrome patient.
Case Report

A 48-year-old woman was admitted to our hospital for medical examination. Colonoscopy
revealed a solitary pedunculated polyp, 10x10x8 mm in size, in the sigmoid colon, and
polypectomy was performed. No abdominal symptoms were present, and carcinomatous
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Fig. 1. Low-power view of the polyp (original magnification, x1.25)
A : The polyp showed hyperplasia of the hamartomatous gland
supported by hyperplasia of the lamina muscularis mucosa.
B: The lamina muscularis mucosa was immunohistochemically
positive for desmin.

Fig. 2. Medium-power view of the polyp (original
magnification, x 10)
Adenoma component (right upper part) and
adenocarcinoma component (lower part) are shown
in the hamartomatous glands.

merger of other organs was not found in other parts of the alimentary canal. There was
no unusual mucocutaneous pigmentation. The patient had been healthy, but a uterine leio-
myoma had been detected at 36 years of age. No hereditary disease was identified in her
family.

Histopathologically, the polyp showed hyperplasia of a hamartomatous gland supported by
hyperplasia of the lamina muscularis mucosa, which was immunohistochemically positive for
desmin (Fig. 1). In addition, hyperalasia of the low grade adenomatous gland was observed
around the cupular part of the polyp. Furthermore, the polyp contained well-differentiated
adenocarcinoma-like foci, but the cancer cells remained in the mucosa without further
invasion. We diagnosed the polyp as a well-differentiated tubular adenocarcinoma within
adenoma within hamartoma (Fig. 2).
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The postoperative course was good and the patient was discharged from the hospital on
the next day. Curative resection of the polyp was performed endoscopically and the lesion

required no further treatment the patient was monitored as an outpatient.
Discussion

In P-J syndrome, gastrointestinal polyposis and excessive deposition of mucosal melanin
in the skin are pathognomonic. However, for the solitary P-J type polyp, in the alimentary
canal is rare, though the small intestine is the favored location for polyps in general, as well
as in P-J syndrome. Only 27 previous case reports of solitary P-J type polyps were found.
In the reports of Lantz er al”, Oncel et al” and Sone et al”, 16 males and 11 females
were discussed. One polyp was located in the stomach, 21 were in the small intestine, and
five were found in the large intestine. Only two cases of cancerous transformation in a
solitary P-J-type polyp have been reported to date. One is the case of Ichiyoshi et al in
which the polyp was located in the duodenum?, and the other is the report of a colorectal
P-J polyp by Oncel et al”. The present case is the 2nd case report of cancerous transfor-
mation in a colorectal Peutz-Jeghers-type polyp.

P-J syndrome is an autosomal dominant disorder characterized by pigmentation of skin
mucosa and alimentary canal polyposis with an increased risk of cancerous transformation® .
In the P-J syndrome cases of Narita et al, 52 polyps were examined, and the incidence of
the neoplastic changes, such as the development of adenomas or carcinomas, was about
6%°. Perzin and Bridge reported an examination of more than 100 P-J syndrome polyps
and the incidence was about 3% 7. In non-P-J syndorome, the risk of cancer development
from a P-J type polyp is not well understood. Solitary P-J type polyps are histologically
similar to those observed in P-J syndrome, but the hereditary element is absent, and their
malignant potential is unclear.

In Cronkhite-Canada syndrome, juvenile polyposis and Cowden syndrome, adenomatous
and carcinomatous changes are also seen on the luminal surface. Nonomura et al found
that eight of 54 patients had gastrointestinal carcinoma (about 15%) in Cronkhite-Canada
syndrome ®. Another study examined ninety-nine juvenile polyposis patients who underwent
138 gastrointestinal operations, and the incidence of a gastrointestinal carcinoma was about
17% . However, in Cowden syndrome, the risk of malignant transformation in gastrointes-
nal polyps is still unclear'”.

The hypothesis of hamartoma-adenoma-carcinoma sequence has been suggested for cancer-
ous transformation in hamartomatous polyps'”. In our present case, the tumor component
was predominantly tubular adenoma, containing foci of adenocarcinoma. This suggests that
the cancer-causing mechanism in our case is not only similar to usual carcinogenic process
in colorectal cancer (namely the adenoma-carcinoma sequence'”), but seems to support the

hypothesis of the hamartoma-adenoma-carcinoma sequence.
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