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Abstract.
testinal

A case of Gardners syndrome (familial in-
polyposis, osteomas, soft tissue tumors) asso-
ciated with alopecia areata is presented. The presence
of alopecia in association with intestinal polyposis led
initially to a consideration of the Cronkhite-Canada syn-
drome (diffuse gastrointestinal polyposis, alopecia, onycho-
atrophy, hyperpigmentation), but the family history of
intestinal polyposis and malignancy, presence of osteo-
mas, and soft tissue tumor indicated that our patient
had Gardner’s syndrome, A critical review of the ecto-
dermal changes in the reported patients with the Cronk-
hite-Canada syndrome revealed that the alopecia and
nail changes could represent alopecia areata, and not
inherent components of this syndrome.

Intestinal polyposis can be divided into a genetic
and nongenetic group. McKusick (11) carefully re-
viewed the genetically induced group which in-
cludes familial polyposis, Peutz-Jeghers syndrome,
Turcot’s syndrome, and Gardner’s syndrome (in-
testinal polyposis, osteomas, and soft tissue tu-
mors). By contrast, the nongenetic group includes
the majority of cases of isolated intestinal polyps,
the rare cases of diffuse gastrointestinal polyposis
(16), and the Cronkhite-Canada syndrome [dif-
fuse gastrointestinal polyposis, alopecia, onycho-
atrophy, hyperpigmentation (2)].

The unusual finding in the patient being re-
ported was the accompaniment of alopecia areata
with Gardner’s syndrome. This fortuitous asso-
ciation prompted us to question whether the alo-
pecia and onycho-atrophy in the Cronkhite—
Canada syndrome were similarly a result of alo-
pecia areata rather than an inherent part of that
disease.
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CASE REPORT

1. D. is a 24-vear-old Negro male referred to the Hospital
of the University of Pennsylvania because of radiologic
evidence of colonic polyposis. He was admitted on one
other occasion 3 years ago for multiple chalazia, alopecia
areata, and possible colonic polyposis. A barium enema
was negative then, but a sigmoidoscopy examination re-
vealed 4 to 6 polyps measuring 2 mm in diameter, ap-
proximately 5 to 10 c¢m from the anus. A history of
alopecia areata, resistant to Grenz-ray treatment, intra-
lesional steroids, and systemic steroids was present since
age 13. A strong familial history of intestinal polyposis
was obtained (Fig. 1). Approximately 1 month prior to
admission, the patient’s brother developed metastatic car-
cinoma of the colon.

A repeat barium enema on the patient revealed nu-
merous polyps in the colon, and he was referred to the
Hospital of the University of Pennsylvania. The patient
had otherwise remained asymptomatic with no history
of melena, diarrhea, abdominal cramps, weight loss or
anorexia.,

Physical examination revealed patches of diffuse alo-
pecia of the scalp with almost total loss of eyebrows
and eyelashes (Fig. 2). Axillary, pubic and body hair
was normal, Linear pitting of the nail plate was present.
Multiple immobile, hard, non-tender 2x2 cm nodules
were present over the entire scalp, predominantly over
the occipital and parietal areas. A non-tender 6 x4 cm
firm mobile mass was present under the right mandibular
joint. The rest of the physical examination was normal.

Roentgenogram examination of the skull and colon
respectively confirmed the presence of multiple osteomas
and polyposis of the colon. Proctoscopic examination re-
vealed multiple sessile polyps varying in size from 5 to
10 mm and present from the dentate margin up to 25
cm. A biopsy of a polyp at 14 cm confirmed the diag-
nosis of adenomatous polyp. Microscopic examination of
plucked hairs from the scalp revealed clubbed and
dystrophic hairs. A Wood’s lamp examination of the
scalp was negative, A scalp biopsy was consistent with
alopecia.
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Fig. 2. Posterior view of patient showing alopecia areata
of the scalp and soft tissue tumor of the right side of
the neck. The osteomas of the scalp are not evident in
this photograph.
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Patient’s genealogical

The patient underwent a subiotal colectomy with anas-
tomosis of the side of the terminal ileum to the end
of the rectum leaving exactly 13 ¢m of the rectum and
anus in place. Gross examination and pathologic speci-
mens confirmed the diagnosis of multiple benign adeno-
matous polyposis,

By 5 weeks after surgery, he was having 2 to 3 formed
stools a day, and on proctoscopic examination the polyp
population was diminished by approximately 50¢,.

DISCUSSION

The ectodermal abnormalities in Gardner’s syn-
drome are reviewed in the literature (5, 9. 17)
(Table 1I). Although this is the first report of
which we are aware of alopecia areata in this
syndrome, we feel that this finding is fortuitous.

Cronkhite and Canada (2) described the syn-
drome of diffuse gastrointestinal polyposis, alo-
pecia, onycho-atrophy, and hyperpigmentation. A
total of 11 cases have been reported since their
original paper (Table II).

The relationship of the alopecia and onycho-
atrophy to the gastrointestinal polyposis in the
Cronkhite-Canada syndrome is obscure. Three
hypotheses are advanced to explain this relation-
ship. Cronkhite (2) proposed that gastrointestinal
malabsorption of essential vitamins, minerals and
other vital substances was responsible for these
abnormalities. Johnson (8), however, was not able
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Table 1. Comparison of Gardner's and Cronkhite-Canada Syndrome

Cronkhite-Canada

Gardner
Genetic Autosomal dominant
transmission
Age 2-3 decade
Gastrointestinal Colon
involvement
Pathology Pre-malignant adenoma-

tous polyps

Osteoma, soft tissue
tumors (keratinous and
sebaceous cysts, fibroma,
desmoid)

Associated ectodermal
abnormalities

Mot genetically
determined

5-6 decade

Diffuse (stomach,
small bowel, colon)

Benign adenomatous
polyps®

Alopecia,
Onycho-atrophy,
Hyperpigmentation

% Adenocarcinoma reported in DaCruz’s patient.

to demonstrate significant malabsorption, using
131 labelled triolein and oleic acid and fecal fat
studies. Jarnum (7) and Orimo et al. (15) showed
that these patients had a protein-losing entero-
pathy. Yet the alopecia and onycho-atrophy devel-
oped before significant malnutrition and hypo-
proteinemia occurred. One patient even regrew
both hair and nails despite her progressive de-
terioration and subsequent demise (8). Manousos
(12) suggested that the hair and nail changes were
related to metabolic derangements, particularly

Table II. Cronkhite-Canada Syndrome

hypoparathyroidism, but there was no evidence
for this. Jarnum (7) felt that the ectodermal
changes were an inherent part of this syndrome.
Genetic analysis of these patients’ families, how-
ever, was against this hypothesis.

The clinical features of the alopecia and
onycho-atrophy in the patients with Cronkhite—
Canada syndrome are consistent with alopecia
areata (Table II). The sudden loss of hair in pe-
riods varying from 3 days to 2-4 weeks and the
concomitant loss of eyebrow, eyelash, axillary and

Family
Author history Sex Age Polyposis® Alopecia Onycho-atrophy Hyperpigmentation
Cronkhite, L. W. — 2] 42 S.D.I.C. Scalp, facial, axillary,  Atrophic fingernails — Dorsae hands,
and pubic toenails fingers, body folds
Canada, W. J. (2) — 2 75 5:D.C. Scalp (alopecia totalis — Atrophic fingernails — Arms, legs
3 days) toenails
Kennedy, J. A. (10) — 2 69 E.5.1.C. Scalp, axillary, pubic Atrophic fingernails — Face, hands
toenails
Martini, G. A. (13) — £ 71 5.C. No comment “Mycosis” of finger- No comment
nails and toenails
Johnson, M. M. (8) — 2 51 5.1.CR; Scalp, evebrow, eyelash, Atrophic fingernails - Dorsae hands,
axillary, pubic toenails fingers, palmar
creases
Zdansky, E. (18) — 3 54 S.C. Scalp Atrophic fingernails — Hands
toenails
Jarnum, 8. (7) — 2 58 S.D.C. Scalp, axillary, pubic Atrophic fingernails —  Diffuse
some toenails
Manousos, U. (12) — 3 61 5.C. Scalp Atrophic fingernails — Palmar creases,
toenails forearms, back
Mishiyvama, S. (14) — 3 61 8.C. Scalp, eyelash, eyebrow, Atrophic fingernails - Hands
axilla, pubic toenails
DaCruz, G. (3) — 3 64 S.ILCR. Scalp, axilla, pubic Atrophic fingernails -~ No pigmentation
toenails
Orimo (15) — 3 64 S.D.LLC. Scalp, eyebrow, eyelash, Atrophic lingernails — Palmar creases,

axilla, pubic

toenails soles, back

® E=esophagus. S

stomach. D=duodenum. [=ileum. C=colon. R = rectum.
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pubic hair (7/11 cases) are characteristic of alo-
pecia areata (i.e. alopecia universalis). Similarly,
the thin, friable, atrophic nails seen in these pa-
tients can occur in alopecia areata, especially in
alopecia universalis (4).

The etiology of alopecia areata is not known.
The relationship, however, of preceding emotional
and physical stress to alopecia areata is significant
(6). In this regard, it is interesting that gastro-
intestinal symptoms preceded the alopecia in these
patients in each case in which this association
was recorded. Finally, Andrell (1) has reported
alopecia areata in association with gastric polyps
in 6 out of 13 patients. Although no conclusion
can be made regarding the relationship of alo-
pecia areata and gastrointestinal polyposis, it is
noteworthy that all the patients with the Cronk-
hite-Canada syndrome had gastric polyposis.
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