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Gardner’s Syndrome
— A case with a concomitant rectal cancer —

Kwang-Chull Kim, M.D., Myeong Ho Kim, M.D.,, Hee Jung Wang, M.D. and Hyueksang Lee, M.D.

Deparimonyt of Surgery, Inje University Park Hosprtal, Seoul

GGardner’s syndrome is a rare familial disease consisting of multiple colonic polyps, osteomas
of the mandible, skull and long bone, and a number of soft tissue tumors including epidermoid
cysts, sebaceous cysts, pilar cysts, and desmoid tumors. The colon 15 the most common site for
polyposis, but the stomach, duodenum, small bowel and periampullary areas also may be in-
volved. In addition to these three classic lesions, other extracolonic manifestations are fre-
quent and varied.

Gardner’s syndrome is inherited as an autosomal dominant trait. Various evidences suggest
that the majority of these polyps and the extracolonic manifestations are due to a single gene
defect. It is postulated that the familial adenomatous polyposis gene locus is in the long arm of
chromosome 5, and the gene defect is the constitutional deletion of 5q21-22,

Our case is a 34 year-old-female patient who received total proctocolectomy with Kock conti-
nent ileostomy due to a concomitant rectal cancer. She had total thyroidectomy done due to
papillary thyroid carcinoma three years before. A significant number of her family members

also had colonic polyposis.
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Fig. 2. Fundoscopic examination: a dark greenish color-change due to the hypertrophy of the pigment epithe-
lium in the superio-temporal retina of the left eye, and a mild round-shaped subretinal hemorrhage
and a dark greenish color change of the superio-temporal retina of the right eye.
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Fig. 3. PNS view: a 1.0 cm sized radio-opaque lesion
in the frontal sinus, diagnosed as osteoma.
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Fig. 4. UGI series: small multiple nodular filling de
fects in the antrum of stomach, and a single
polypoid lesion in the 2nd portion of the duo
denum.

(Fig. 3).
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Fig. §. Barium enema: numerous polyps in the entire
colon and rectum.

Fig.6. Barium enema: a 2.0 <30 em sized tumorous
lesion with mucosal irregularities in the right
side of the rectal wall.
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Fig. 7. A rectal cancer in the lower rectum 3.0 cm
above the anal verge with no regional inva-
sion or distant metastasis

Fig. 8. Small multiple sessile polyps in the ascending
colon.
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Fig. 10. Groas finding of entire colon and rectum:
The polyps wee more than 300 in number.
Moving distally from ascending colon to
rectum, the polyp size became larger and
the shape of the polyps became more irreg-
ular.
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Fig. 11. Gross finding of rectum: At 2.5 c¢cm from the
anal verge, a 5.5=4.5cm sized ulceroinfil
trating mass was found, involving the half
of the inner rectal wall without serosal in-
vas10n.

WIERNHRR

ef=be] ESe oy BEg sFzae] S4E
W] adenomatous polypelddedl, S-Hated #

) B L
il e

2|4} pendunculated polyp %2 focal
adenocarcinomatous lesiond Xo|7|= #hglch
st &) zbol 4e] Mgt AbubEEAlAA ] Ade] <l
o3, =& 4 chade]l ® 31709 4 dnkE 3
Ml Hel ale]4], modified Dukes’

stage= C.o]¢c).

a7 a)

wiREa

&% gl of§ aksgh ddeldden, =¥ TEH
o) CEA#+= 0.8 ng/ml2 Heoigch wilztfslE 5
2= (continent ileostomy)®] 715-& #<lstr] §18
of 2% 2]«se| pouchgram$ 4+# %4, nip-
ple valve2] #°]s} %13 % pouch capacity?} *
et #a1& 4 slgdcH(Fig. 12). &z 5 31%F
Pe) wee xS F @A oF 1d T F
oh, widAbAl T AT pdFeht e 27
gle) Hzter H4HE dfsta ok AHAEE BAS
B g 2EE FAA ob2 A A we seel
disbd % screening test® A% A 8o glomn,
E B $#a}e] SAelal §F olg2] HFe] 104% %
j2l7] 5ol Gardner¥ Z¥Fe| 4 alde] Al

N

Fig. 12. Pouchgram, done at 21 days after the sur-
gery, showing of the proper length and posi-
tion of the nipple valve and the intact
pouch capacity(The arrow marks the nipple
valve in the Kock pouch)
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