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BASAL CELL CARCINOMA IN GARDNER'S SYNDROME!
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Abstract. Two brothers with intestinal polyposis, osteomas
and epidermoid cysts (features of Gardner's syndrome)
presented basal cell caicinomas at the age of 44 years.
These carcinomas were probably induced by actinic ex-
posure but the occurrence of basal cell carcinomas as a
late development in the natural history of this syndrome
cannot be discunted.

The main features of the syndrome described by
Gardner and his associates consist of multiple
ostecomas, fibrous and fatty tumours of the skin
and mesentery, epidermoid inclusion cvsts of the
skin, lciomyomas, odontomas and multiple in-
testinal polyposis with malignant change (1).

Herc, basal cell carcinomas are reported in two
members of a family showing Gardner's syndrome
(Fig. 1, 13 and 9).

CASE REPORTS

1. Propositus (Fig. 1.13)

A white male, aged 46 years, noted recial bleeding at age
24 years and a celectomy and ilcosigmoidostomy was per-
formed for multiple intestinal polyposis. At age 37 ycars
ileoproctostomy was performed. Subscquently polyps in
the rectum were fulgurated at yearly intervals. At age 44
years, an epidermoid cyst was excised from the right
upper arm and three basal cell carcinomas were excised
from the upper back.

Later in the patient’'s 441h year, a superficial basal cell
carcinoma, 1.5 cm diam., of the skin of the right fore-
head and an actinic keratosis of the left cheek were
treated by currettage and electrosurgery. At age 46 years.
an ul!cero-nodular basal cell carcinoma, 1.0 cm diam.,
of the skin of the right forehead. at a site distinct from
the previcus carcinoma, and actinic keratoses of the right
and left sides of the nose ware treated by curettage and
electrosurgery. Six epidermoid cysts were presented on
the trunk and one had been removed from the dorsum

of the left hand. Three osteomas were present on the
frontal skuli.

1 Presented to the Pacific Northwest Dermatological So-
ciety, May 22, 1970, Harrison Hot Springs, B.C.. Canada.
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I'he patient had blue cyes, medium brown hair and a
fair. not freckled skin. Actinic atrophy (senile elastosis)
was not evident clinically. He was a self-employed con-
tractor exposed to sun during the course of his occupa-
tion. His hobbics exposed him to sun to a ‘moderate’
degree. He had resided in British Columbia since birth.

2. A brother of the propositus (Fig. 1.9)
A white male, aged 54 years. underwent colectomy for
intestinal polyposis at age 38 years. At age 44 ycars, basal
cell carcinomas were excised from the skin of the cheek
and shoulder. Actinic keratoses appeared later on the
facial skin. Osteomas were present on the frontal skull
and fibromas and epidermoid cysts were present on the
skin.

The two paticnts were not accustomed to vacation out-
side British Columbia.

DISCUSSION

The association, in these two patients, of osteomas
of the skull, epidermoid cysts of the skin and
polyposis of the colon, togecther with the family
history, appears sufficient to make a diagnosis of
Gardner’s syndrome (3). A total of seven basal cell
carcinomas appearing for the first time in the two
brothers when each was aged 44 years may be
coincidental or also a part of the syndrome.

The occurrence of basal cell carcinomas in
residents of British Columbia in their fifth decade
is unusual, unless they have spent part of their
lives in sunnier climates.

Trichoepitheliomas (1) and squamous cell car-
cinoma of the skin of the trunk (4) have cach
been reported in a single case of Gardner's syn-
drome. The absence of other reports of skin can-
cer in the syndrome would secm to suggest a co-
incidence of skin cancer in our cases.

However, Gorlin (2) commented “The infre-
quency with which the syndrome is reported does
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Fig. 1. Intestinal polyposis. @, Male affected; O, male un-

affected; ®, female affected; ©, female unaffected; *, epi-
dermoid cysts (incomplete history except for propositus

not, in the author's opinion, reflect its true in-
cidence. Incomplcte physical examination. the at-
tempt at brevity in casc reports and the purposeful
deletion from scientific papers of what appear to
be incidental findings arc factors which may be
responsible for their failure to be rcported”.

The occurrence of basal cell carcinomas and of
actinic keratoses in these two patients on the
customary arcas of actinic exposure, viz. face and
upper back, speaks for a coincidence of skin can-
cer and Gardner's syndrome. A third possibility
requires consideration, namely that the presence
of Gardner's syndrome may predispose to an ear-
lier occurrence of the type of basal cell carcinoma
which is induced by actinic exposure in genetically
predisposed individuals.

The life cxpectancy of untrcated cases is usu-
ally less than 40 years. Possibly, basal cell car-
cinoma may bz a late manifestation which will be
observed more frequently in the future, as more
of these paticnts arc recognized and treated de-
finitively so that their lifc span approaches the
norm.

The syndrome is transmitted as an autosomal
dominant trait with rather marked penetrance and
variable expressivity and appears to be, funda-
mentally, a hereditable disorder of connective tis-
sue. The occurrence of a connective tissue dis-
order, as predisposing to basal cell carcinoma,
would be of special interest in respect to the
pathogenesis of such carcinomas.

The pattern of inheritance in this family is con-
sistent with an trait with
marked penetrance. Number 10 (Fig. 1) died in
infancy of post WW I influenza and may be ex-
cluded from this genetic survey. Five of the
other cight siblings including the propositus were

autosomal dominant

Acta Dermatovener (Stockholm) 51

3 n
1.70 d
2 iy 14 R
1-50 1ed Alge | | ?
’5 29[ 30 “i 3
|23 72 120 115 123 Ha Iv 14 l !
e [

Awaiting Ogperation
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and 25); 7.

operated.

2. not known if affected or unaffected (16
basal cell carcinoma; d, died; /, living; op,

affected with intestinal polyposis. Also, it appears
that the grandfather (Fig. 1.1) of the propositus
fathered five additional children by a sccond wife;
two are said to have died of intestinzl polyposis
and one is alive following colectomy. Potentially,
a more extensive investigation can be carried out.
The available cvidence suggests to us that such
skin cancer is coincidental with Gardner's syn-
drome but the occurrence of basal cell carcinoma
as a late development in the natural history of the
syndrome cannot be discounted with certainty.
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