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CASE REPORT

Peutz-Jeghers Syndrome with Adenomatous Change in a Fifteen-month-old Boy

Kun Song Lee, Seung Ho Lee, and Na-Hye Myong,1

Departments of Pediatrics and Pathologyl, Dankook University College of Medicine, Cheonan, Korea

Peutz-Jeghers syndrome (PJS) is a very rare genetic disorder. PJS carries a high risk of developing gastrointestinal (GI) cancer
or non-Gl cancer with advancing years. However, major symptoms of PJS in childhood are obstruction, intussusception, and
bleeding from hamartomatous intestinal polyps which in majority of cases are not related to cancer. Generally, first GI symptom
develops by 20 years in one half of children diagnosed with PJS. Children under two years of age who had PJS polyp-related
intestinal symptoms are rare, and there have been no published report on intestinal carcinoma development, adenomatous
change or dysplasia of polyps in Korean children with PJS. Recently, the authors have experienced a case PJS with adenomatous
polyp change in a 15-month-old boy who had STK11 gene mutation. Therefore, early evaluation could be necessary and considered
in children with PJS. (Korean J Gastroenterol 2015;66:106-110)

Key Words: Peutz-Jeghers syndrome; Child; Intestinal polyps

N = azdo] QLT SR B4l WH A show 1847 By
A AW AS BBk ek Tefut Aol Fox

FO| 2 A AL ZEZF(Peutz-Jeghers Syndrome)S 43} AAL 2T DA e figt 2y Rl Goldsteind}
71AS] B F & A Aol Ma HAE Hole & Hoffenberg’®] Rilo] w2w Bt 7.14 0 Agko] wo] &
W Agoloh! MUEE 85005014 120000 F B HoR A FMET Ui A A7 At ofel volo] 20| L}
SR Qglou? 4ole] FolxAAL EE A s S UL Y8E X 4 Yo
ol Ifoll A A5 Harstich Ao A thg-8-F2] XItte] FO|X-AAL FITE PR of et - 9l 1%
ol 4ol43ts] ARelo] g NeH o A A Wl 5 9 QoA gre] uhl S} o ol dgol
59 Z7be} ool (A A&E AYET olr Zokgel et ZoRITE (@74 T kool HIE E

Fo|X-AAL FHAo]l Ue Aob ERpIA 10M7HA] Oo| XA AL S| 75 1TolA 7103t oF B e] o
30% 204714 50% HEAA B, W, 4E0E 5 5 - llon] 4EA w0yl et BT of7i
ol ot A A ot IR AE7HES Eo|=-AA UL ofof] AAES ELo|X-AAA Fot Zhofo] T4 H
A 3 ko] tisf sAlloll A 10417 ol AR WA A Fat AFol HIs) o yolo] STK 11 AR F4RO]
ol e WAZOR BUE AW, o5 AACIA o1 B JA] 2 a7iolA HE WHel BAS B F

Received January 26, 2015. Revised March 3, 2015. Accepted March 12, 2015.

(€9 This is an open access article distributed under the terms of the Creative Commons Attribution Non-Commercial License (http://creativecommons.org/licenses/
by-nc/4.0) which permits unrestricted non-commercial use, distribution, and reproduction in any medium, provided the original work is properly cited.

Copyright © 2015. Korean Society of Gastroenterology.

HAKKE 017425, 31116, MO SHT Y2 201, BRI AWTHS A0HRStmAl

Correspondence to: Kun Song Lee, Department of Pediatrics, Dankook University College of Medicine, 201 Manghyang-ro, Dongnam-gu, Cheonan 31116, Korea.
Tel: +82-41-550-3968, Fax: +82-41-550-3949, E-mail: pdlks@dankook.ac.kr

Financial support: None. Conflict of interest: None.

Korean J Gastroenterol, Vol. 66 No. 2, August 2015
www.kjg.or.kr



Lee KS, et al. Peutz-Jeghers Syndrome with Adenomatous Change ina Boy 107

g Bass Hold,

o[
i

1671 Hot2 A BHY 9 543t 7k
W 1 ARE affa daglo] R R F7 5549
thir sto] Uo7 HAWSUthFig. 1). 871 WiE A&
Fojof A vho] AL o AA A A s
el He M A B97E B E Y ckFg. 2). W A
GEoR S5 Y oo AAHAAA S o) &
Aom, Ay LAE o]k Utk FROE &=
o e tig-g-ge] oEe] i WA A AKGIF-XO-260;
Olympus Optical Co., Ltd., Tokyo, Japan)E A|Hd}$ict.
=AY 3 AGA F oY St YA B B
oA 2 ecm A719] 44 Eo| 47 ¥IEo], &rlvE
o] &3t W7 SilsE AWt B AASAL A, 2

A

oiN rlo

Fig. 1. A protruding anal mass is observed, which the 15-month-old
boy’s parent recalls has been present since one month ago.

Table 1. Characteristics of Polyps

Fig. 3. A pedunculated polyp with mucosal redness was found on
sigmoid colon.

Location Size (cm) Gross finding Removal Pathologic finding

AV 3 cm rectum 2.2 Pedunculate Snare Hamartomatous polyp
Multilobulate

AV 5 cm rectum 1.8 Pedunculate Snare Hamartomatous polyp
Multilobulate

AV 6 cm rectum 0.5 Sessile Snare Hamartomatous polyp

Transverse colon 2.0 Pedunculate Snare Arborizing smooth muscle components that are compatible with the
Multilobulate Peutz-Jeghers polyp

Descending colon C 1.2 Pedunculate Snare Multifocally adenomatoid cell proliferation
Mutilobulate

AV, anal verge.
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Fig. 4. The partial gene sequencing of STK 11 gene shows
heterozygote mutation.
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Fig. 5. On histologic examination, the polyp shows well-developed
arborizing smooth muscle fiber bundles and complex hyperplastic
glandular structures (H&E stain, x100).

Fig. 6. The surface mucosal epithelia of the polyp show multifocally
adenomatoid cell proliferation, that is continuous with the matured
surface epithelium, compatible with regenerating crypt atypia (H&E
stain, x400).
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