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cancer family syndrome, hereditary colorectal cancer

Fig. 1 Pedigree of the family, showing six cancer
patients within four generation.
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Fig. 2 Case 1. Gross findings of the rectum. A
Ila-type lesion with aggragated coarse nodules
was observed, and it was diagnosed as cancer in
adenoma histologically.

Fig. 3 Case 2. Microscopic findings of a IIb-type
minute lesion on the ascending colon, showing
cancer growth limited in the submucosal layer.
(H.E. xX30)
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Fig. 4 Case 3. Fixed specimen of ileocaecal resec-
tion. A slightly depressed Ilc-type lesion, 7X9mm
in size (arrow), was observed with two ulcer
scars and a few adenomas.
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Table 1 List of the presented three cases.

year of site of depth of lymph node histological

i cancet i Invasion metastasis diagnosts
DS samodecony. o)
. 1974 D ish ni#l__ ]
Case 1 1887 A lowantericr resection m ni-} wall
Ut total hysterectomy cain situ *
ov.
1991 C total ? well
__1g83 R i { sm ni-) welil
T 1985 T__ partial sm nt) mod___
Case 2 1989 A sm n{-) mod
T total colectomy pm n(-) mod
T sm n{-) mod
D m nj:} mod
1982 R__ pull through sm n(-) mod
Case 3 1985 T N -} n(:) well_
1989 € ileacolic resection m n(-) mod
S partial sm ni+) mod

Ut : uterus, Ov :ovary, *:endometrial cancer
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Table 2 Number of colorectal and multiple can-
cers patients in the CFS families.

colorectal cancer multiple primary non-colorectal
solitany mulfiple  cancer with CRC® cancer Lotal

No. 48 14 14 27 1M

CRC* : colorectal cancer

Fig. 5 Sex and .age group distribution of the
members of the 18 CFS families in Japan.
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Table 3 Site of colorectal cancer.

site of cancer No. of lesions  percentuges
caecum 10 14
ascending colon 14 19
transverse colon 11 15
descending colon 8 11
sigmoid colon 12 16
rectum 18 25
total 3 100

Table 4 Site of non-colorectal cancer.

Site of cancer  No. with CRC* No. without CRC* total percentages

endometrium 6 8 14 30

stomach 4 & 1o 21

liver&biliary tree 3 3 B

uterus** 3 6 13

breast 2

uterus : cervix 1

duodenum 1

uterter 1

urinary bladder 1 1

ovary 1 1 !

lymphoma 1 1 2

lung 1 1 2
total 18 29 47 100

CRC* : colorectal cancer
uterus** ; unknown histology
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Cancer Family Syndrome —Case Report of Three Siblings with Multiple Colorectal Cancer—

Kenjiro Kotake, Yasuo Koyama, Tadashi Ikeda, Hideaki Shimizu, Shoichi Hishinuma,
Takao Inada, Iwao Ozawa and Yoshiro Ogata
Department of Surgery, Tochigi Cancer Center

The case of three young siblings with multiple colorectal carcinomas and multiple primary cancer sites are
reported. Additionally, three other relatives were found with cancer in their history, and the family was thought to
have cancer family syndrome, as proposed by Lynch et al. Their grandfather was known to have a rectal carcinoma.
And their mother had malignant lymphoma, multiple colon cancer and uterine cancer, and died of malignancy. Also
her sister had died of uterine cancer. Among three siblings in the third generation, a total 14 lesions of colorectal
carcinomas, a uterine carcinoma and an ovarian carcinoma were already identified up to the present. We reviewed
eighteen cancer family syndrome (CFS) families reported in Japan. The analysis showed that 74 patients of them
had colorectal cancer. Among the patients with colorectal cancer, the ratio of men to women was 1:0.9, and the
onset of cancer was most frequent in the fourth decade of life. Proximal colon cancer in these patients occurred
more frequently than in patients in the general population. Twenty-one of the 74 patients (28%) had multiple
colorectal carcinomas, and 21 of the 74 patients (19%) had multiple primary cancer. Aside from endometrial cancer,
which is one of the diagnostic criteria for CFS, gastric cancer was found most frequently in non-colorectal cancer
patients.
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