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SHORT COMMUNICATION Libri Oncol., Vol 21 (1992), No 3, 189-191
KRATKO PRIOPCENIJE

COLON CARCINOMA SYNDROME IN A FAMILY
STIMAC D., RUBINIC M., DOBRILA R., DIKLIC Z., IVANIS N.

Department of Internal Medicine, Gastroenterology Division,
University Medical Center, Rijeka, Croatia

SUMMARY

The increased incidence of malignant diseases of the colon in some families had been observed as early as the beginning of
this century. Later on the phenomenon was described as an autosomal dominant mode of transmission, termed the Cancer Family
Sindrome (CFS). A family in which six relatives are affected by colonic cancer is presented in the paper. In these patients the disease
is characterized by an early age of onset, and a very progressive course with a poor outlook for treatment. Regular screening for
carly signs of cancer in families affected by colonic cancer by the usual laboratory tests and clinical examinations, in which procedure
colonoscopy occupies a place of special importance, with scrupulous pathohistological analysis of any suspicious lesion, suggests
itself as an imperative necessity.
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KOLON KARCINOMA SINDROM U PORODICI

SAZETAK

Jos potetkom ovog stoljeca uotena je povecana incidencija malignih bolesti kolona u nekih obitelji. Kasnije je utvrdeno da
se radi o autosomno dominantno nasljednom fenomenu koji je nazvan Cancer Family Syndrome. U naSem radu je prikazana
porodica u kojoj je Sest srodnika oboljelo od karcinom kolona. Bolest se u nasih bolesnika pojavljuje u mladoj Zivotnoj dobi uz vrlo
progresivan tok i malim mogucnostima lije¢enja. Namece se potreba redovite kontrole porodica oboljelih od karcinoma kolona i
to uobi¢ajenim laboratorijsko-klini¢kim pregledima gdje posebno mjesto zauzima kolonoskopija uz to¢nu patohistolosku analizu
sumnjivih lezija. 5

KLJUCNE RIJECI: karcinom kolona, sindrom, porodica.

Cancer Family Syndrome (CES) was first REPORT OF THE CASES
reported in 1913 cit. Metzmaker (10). This inves-

tigation was updated by Hauser and Weller in In the reported family there are three gene-
1935, and by Lynch and Krush in 1971 (1,7,8,9,10). rations of six relatives suffering from the same
The syndrome is characterized by the occurrence disease. Fig. 1.
of colorectal or endometrium adenocarcinoma in
a number of first-degree relatives. It occurs at an 1.‘In a 58-year-old male patient evaluated for
early age and is considered autosomal dominant anaemia, colonoscopy revealed a tumorous for-
mode of transmission (7). mation of ceacum. Pathoanatomic diagnosis con-
firmed adenocarcinoma and surgery was
Our intention is to introduce a family with performed. Besides the said carcinoma 20 cm of
the syndrome of carcinoma of the colon with the Valvula Bauchini, i.e. at the terminal ileum the
purpose of further substantiating the occurrence same intervention revealed another tumor,
of this rare malignant disease. pathohistologically also of the adenocarcinoma
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O () - Unaffected male or female members of the family

@ - Members of the family affected by carcinoma of
= the colon

% /@/ - Members of the family who died of colon carcinoma

Figure 1. Three generations with colon
carcinoma syndrome in the family

Figure 2. Colon carcinoma — ceacum (A) terminal ileum (B)

nature. Fig. 2. Two years after surgery the patient
had no complaints or relapse of the complaint.

2. A 40-year-old female patient, niece of the
above mentioned patient, was also examined be-
cause of marked anaemia. Further workup
revealed an expansive process in the caecum, a
pathohistological adenocarcinoma, extending to
adjacent structures. The patient died five years
after palliative surgery.

3. A 32-year-old male first cousin of the men-
tioned female patient also died of carcinoma of
the colon, a hepatal flexure diagnosed and treated
in another institution.

4. As it can be seen in Fig. 1, besides the
mentioned members of the family, carcinoma of
the colon was the cause of death of the mother and
the grandmother of the female patient, and an
uncle and a brother of the patient reported in the
first case.

DISCUSSION

Cancer family syndrome refers to families
with a high incidence of development of adenocar-
cinoma of the colon and endometry in younger age
groups.

With all patients in the reported family the
onset of the symptoms occurred at a statistically
lower age than that usually expected for colorectal
carcinoma. With all of these patients the develop-
ment of the discase was very rapid, and the
response to therapy poor. This is consistent with
the descriptions of other authors (1,5,6,7,10).

The family tree shows that of the four first
generation relatives (three brothers and one
sister) three were affected (two brothers and a
sister). In the second generation, besides the 40-
year-old female patient whose mother contracted
the disease, the illness also struck her first cousin,
whose father is now the only member of his
generation in the family unaffected by the disease.

Malignant colonic neoplasms as found in
some families had been thought to be a degenera-
tion of hereditary colonic polyps. In recent times,
however, it has been observed that colonic car-
cinoma in cancer families does not develop from
existing polyps, and thus the real nature of the
cellular transformation is unknown and it is not
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possible to determine precisely which member of
the family will be affected by carcinoma.

Besides the genetic predisposition, the
presence of secondary biliary acids, especially the
lithocol acid, is also considered an important fac-
tor in the neoplastic transformation of the colonic
tissue (11,12).

From the preceding we can see that it is of
the utmost importance to monitor the progeny of
affected families. Any high risk relatives have to
be examined at nine to twelve month intervals for
signs of cancer by clinical examination, laboratory
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