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Multiple and recurrent inflammatory fibroid polyps
in a Devon family ('Devon polyposis syndrome'):
an update

R 0 Allibone, J K Nanson, P P Anthony

Abstract
Inflammatory fibroid polyps are uncommon
but well documented as solitary polyps octur-
ring typically in the stomach or ileum. A Devon
family has previously been reported in which a
female in three successive generations has
presented with multiple polyps requiring
repeated surgery over a number of years.
A further two female family members, both
siblings from the 3rd generation, who required
surgery for the same condition are now
reported.
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The term 'inflammatory fibroid polyp' is now
generally accepted and is regarded as distinct
from eosinophilic gastroenteritis and other
conditions with which it had been previously
confused.' The lesions may present at any age
and they have always been recorded as solitary,
except in one case,2 .and possibly in another, in
which a second polyp was resected from the site
of anastomosis of the previous operation six
months before.3 The most common site is the
stomach, followed by the ileum, and rarely the
colon, duodenum, and oesophagus. The lesion
consists of loosely arranged fibrovascular
connective tissue with a variable inflammatory
infiltrate including eosinophils.4 The aetiology
remains unknown.

Multiple and recurrent inflammatory fibroid
polyps in three generations of a Devon family
were reported in 1984.5 One female was affected
in each generation. Despite full documentation
and reference in a review article,6 no further
instances of a familial occurrence of this condi-
tion have come to light and this family remains
unique. Within the last year, two sisters in the
third generation have presented with small
bowel obstruction as a result of identical lesions
and have had to undergo surgery.

Updatedfamily tree showing affectedfamily members together with thefourth andfifth
generations.

Case histories
The family tree is shown in the Figure. The two
new patients are referred to as cases 4 and 5.

CASE 4
This woman aged 30 years presented in 1990
with an ileocolic intussusception which required
a limited right hemicolectomy. The head of the
intussusception was found to be an ileal polyp
just proximal to the ileocaecal valve which
measured 4.5 cm with a 15 cm stalk. She had
a history of hospital admissions for similar
symptoms in 1976, 1983, and 1989 which
resolved spontaneously.

CASE 5
This woman was aged 39 years. She gave a two
month history of symptoms typical of intermit-
tent small bowel obstruction before requiring a
limited right hemicolectomy. A polyp, 3 cm in
diameter on a 1'5 cm stalk, was found 17 cm
from the ileocaecal valve.

Apart from a moderate increase in the white
cell count in both patients, the results of routine
investigations were normal. Histological exami-
nation showed typical inflammatory fibroid
polyps, identical to those seen previously in cases
1, 2, and 3. Chromosome analysis on peripheral
blood from cases 4 and 5, as previously under-
taken in cases 2 and 3, showed no abnormality.
Repeated questioning of other family members,
including 4th and 5th generations, about dietary
fads and gastrointestinal problems gave no
pointer to a possible aetiology.

Discussion
The number of family members affected now
stands at five, and a number of tentative observa-
tions can be made. Clinical expression of the
disorder is still confined to the female line but,
for the first time, two siblings of the 3rd gener-
ation have developed clinically symptomatic
lesions. No members ofthe 4th or 5th generations
are yet affected, though males and females of the
4th generation have now reached adulthood and
will soon reach the youngest age at which the first
operation took place in an affected family
member. There are a number of differences
between the five cases (Table). Case 1 was the
only patient who had gastric lesions, all lesions
since have been ileal. The age of presentation is
earliest in the 3rd generation with one presenta-
tion (case 3) at 22 years and a second (case 4) with
a history suggesting the presence ofa polyp at the
age of either 16 or 23 years. There is an apparent
decrease in the number of polyps affecting
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Comparison ofaffected family members

Age atfirst Present age Duration of No of No of
Case no operation (yrs) (yrs) symptoms polyps operations

1 59 Died at 70 Short 9 (3 gastric: 6 4 over 11 years
ileal)

2 35 62 Short 7 (all ileal) 4 over 18 years
3 22 38 3 Days 6 (all ileal) 2, 6 years apart
4 30 31 Long, possibly 14 1 (ileal) 1

years
5 39 40 2 Months 1 (ileal) 1

each family member, but this may not be a
valid observation due to the ages of the three
daughters affected and the pattern of recurrence
over many years (18 years in case 2). The length
ofthe history in case 4, who had been admitted to
hospital with identical symptoms on three pre-
vious occasions suggests that either the polyps
are extremely slow growing or that they may
even regress. Investigations, notably chromo-
some analysis of two more affected members,
have remained fruitless. With only four living
members of a single affected family, the oppor-
tunity to identify the abnormal chromosome by
looking for linkage to other phenotypes does not
exist, and thus more specific molecular tech-

niques to pinpoint gene abnormalities cannot be
undertaken. However, the pattern of affected
family members makes an autosomal dominant
mode of inheritance probable, though X linked
inheritance cannot be excluded. The family is a
large one, most members are engaged in rural
occupations within the same location, and they
are not concerned. Offers of screening by x rays
or endoscopy have not been taken up and we can
only await further events.
We wish to thank Dr C Garrett for advice on the clinical genetics of
this family.
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