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Non-Polyposis Familial Colon Cancer Syndrome

Byung Uk Choi, M.D., Hee Won Chung, M.D,, Kun Choon Park, M.D. and Jin Cheon Kim, M.D.
Department of Surgery, University of Ulsan College of Medicine and Asan Medical center

To characterize prevalence and clinical characteristics in the familial colon cancer syndrome
(FCCS), a prospective screening and review of registration records in 15 families treated during
recent 4 years have been analyzed. We divided non-polyposis familial colon cancer syndrome
into 4 groups;

1) Hereditary non-polyposis colon and rectal cancer (HNPCC){group A) 4,

7) Two colorectal cancers with other organ cancer (group B) 4,

1) Two colorectal cancers without other organ cancer (group CJ 4,

4) One colorecral cancer with multiple other organ cancer (group D} 3.

All groups presented with early onset of disease (mean, 41.5 years-old). Cancers other than
colon and rectum were detected in 13 cases. Stomach cancer was the most prevalent one
among them. Right colonic cancer was found in 37.5% (A, 44.5%; B, 28.6%; C, 20.0%; D, 66.79%). In
respect to surgery performed, right hemicolectomy and subtotal colectomy were carried out in
6 and 2 cases respectively. Their pathologic stages generally shown were late. One synchronous
colonic cancers occurred in group A and two metachronous colonic cancer did in group B and C
each. About screening on the first degree relatives, we found 2 cases of colorectal adenoma
without single case of cancer between 12 and 60 months of follow-up.

In conclusion, general recommendation for screening seemed to be helpful in patients with
family history of colorectal cancer. Subtotal colectomy might be considered as a standard sur-
gery in non-polyposis familial colon cancer syndrome. '
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Table 1. Number and distribution of colon and other
Organ cancers

Fof CRC/# of

Group Family Other cancer M/F

Pts®
A 4 16/15 1 2/1
B 4 9/8 4 741
C 4 9/8 0 7/1
D 3 33 82
Total 15 37/84 13 18/4

*Number of colon and rectal cancer/number of pa-
tients

Table 2, Localization of colon and rectsl cancer

Group R]Eht “Le!t - __!-jite unknown Total
A 4/5 7 LG
B 278 2 9
i 174 4 4
D 270 0 3
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Stomach

Fig. 1. Carcinoma other than colon and rectum.

Table 3. Dukes’ stage in each group

Stage'\Group A B C D Total
A - — — - 0
B 2 3 2 1 8
C 3 2 2 1 B
D 2 2 | 0 5
Total 7 7 2 2 Z1
o ¢lsicHFig. 1)
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Table 4. Surgery performed in colon and rectal can-
cer

I

A B C D Total

RHC 2 2 0 2 (i
LHC 1 0 0 0 1
AR 1] 2 1 0 3
LAR 2 0 0 0 2
APR | 1 1 1 4
SC 1 0 1 0 2
Others | 2 1 ] 4
Total 8 7 4 3 22

*RHC, right hemicolectomy: LHC, left hemicolec-
tomy: AR, anterior resection; LAR, low anterior
resection; APR, abdominoperineal resection; 5C, sub-
total colectomy
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Table 5. Comparision of features with suggestive
parameters of HNPCC

Mean age Rt.colon ca. Multiple ca.

(yr) (%) (%)

A 34.3 44.5 6.0

B 47.0 28.6 11.0

AMC C 46.3 20.0 0.0
D 50.0 66.7 0.0

Sporadic a6.2 ars 0.0
Lynch" . 446 723 345
Utsunomiya' 47.7 39.0 26.7

ICG-HNPCC™  45.0 T0.0 33.0
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