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Peutz-Jeghers Syndrome with Extensive Epithelial Misplacements and
Adenomatous and Carcinomatous Transformation
— A case report—

Jeong Ja Kwak, M D, So Young Jin, M D, and Dong Wha Lee, M.LL
Department of Anatomical Pathology, Soonchunhyang University Hospetal, Seonl

Peutz-Jeghers svndrome is an autosomal dominant disease characterized by gastrointestinal
polvposis and mucocutanesus melanin pigmentation involving the lip, oral mucosa, digits, palms
and soles, The polyps are almost hamartomatous,

The relationship of gastrointestinal carcinoma and the Peutz-Jeghers syndrome has been dis-
cussed for many vears. The question is unseitled whether gastrointestinal carcinoma arise in
hamartematous polyps itself. Recently, there are a few reporis that adenomatous and carcinoma-
tous changes were superimposed upon the background of the hamartoma.

Occasionally epithelial misplacement of the epithelium is found in the small intestinal polyps.
Since the epithelial misplacement may involve submucosa, muscularis propria and serosa, a diffi-
culty of histopathologic differential diagnosis between the epithelial misplacement and invasive
adenocarcinoma cause overdiagnosis of cancer in the gastrointestinal polyps of Peutz-Jeghers
s¥ndrome.

We present a case of Peutz-Jeghers syndrome of 3%-year-old woman with multiple gastrointes-
tinal polvps, two of which showed extensive epithelial misplacement even into the pancreas and
another one at the colon showed carcinomatous change at the tip portion. Areas of hamartoma,
adenoma and in situ carcinoma were noted in this colonic hamartomatous polyp. This case sup-
port that adenoma and carcinomatous changes may evolve directly within a hamartomaous polyp
itself. (Korean J Pathol 1993; 27: 630~637)

Key Words: Peutz-Jeghers syndrome, Epithelial misplacement, Adenomatous change, Carci-
nomatous transformation
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Fig. 1. Scanning view of
resected specimen and poly-
pectomized polyps, which con-
tain about 120 number of pol-
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Fig. 2. Cut surface of resected
ducdenum shows a large lobu-
lated polyp, measuring 9.0 =
7.8 cm. It has a broad base and
multiple mucin filled micro
cyats in the entire lavers.
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Fig. 3. The cut surface of a
large jejunal polyp shows a few
mucin-filled cvsts in the sub
mucosa and muscle layer.
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Fig. 4. Microphotograph of a
jejunal polyp. The muscle bun-
dles are in arborizing arran-
gement and the epithelial cells
rest on these branching smooth
muscle bundles,

Fig. 5. Misplaced epithelial
Elands & mucin pools are ex-
tended to the adjacent pancre-
atic tissue.
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| Fig. 6. Misplaced epithelial el-
ements are composed of
absorptive cells & goblet cells
without  cellular  atypism.
There is no desmoplastic reac-

tion around the epithelial ele-
memnis.

Fig. 7. The tip portion of a co-
lonic polyp shows adenomatous
change.
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Fig. 8. A focus of carcinomatous transformation in
the colonic polyp.
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Table 1. Epithelial misplacement in all 40 Peutz-Jeghers patients'

 — ——ir—
Site Polyps Epithelial misplacement
' examined No. of polyp SM* only MP* only Serosa

Stomach Ba 0 ] 0 0
Duodenum 38 1 0 1 (1]
Jejunum & ileumn 202 24 11 8 10
Colon & rectum 163 0 0 0 0
Total 491 30 11 G 10
Present case 120 2 0 1 1*
"Submucosa

™uscularis propria

*Invasion to the adjacent pancreas through the serosa of the duodenum
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