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yet so far
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There is a need to develop effective preventative and/or curative
strategies for duodenal polyposis in patients with familial
adenomatous polyposis

E
xtracolonic polyps in familial aden-
omatous polyposis (FAP) were
described in the stomach by

Hauser in 1895 and in the duodenum
by Funkenstein in 1904.1 These findings
postdate the first description of colonic
lesions consistent with polyposis,
described by Menzel in 1721, although
this case is probably a description of
inflammatory polyps.1 The first case of
adenomatous polyposis may have been
recorded by Corvisart in 1847.1 However,
the first definite accounts of the disease
were given by Chargelaigue in 1859 in a
16 year old girl and a 21 year old man.1

While polyposis has thus been reason-
ably well described for hundreds of
years and the coexistence of extraco-
lonic polyps in this syndrome has been
known for over 100 years, it was not
until 1987 that the name familial poly-
posis coli was abandoned in order to
reflect the disparate manifestations of
this syndrome throughout the body.2

There were huge differences reported
across the world in the observed propor-
tion of polyposis patients who were
affected by duodenal polyposis in the
1970s and 1980s.1 Conveniently divided
into reports emanating from either
Japan or elsewhere, those from Japan
found that 96% of polyposis patients
had duodenal polyposis as well as
colonic polyposis compared with 45%
of polyposis patients from elsewhere.
That more than double the proportion of
FAP patients studied in Japan were
found to have duodenal polyposis com-
pared with those studied elsewhere was
explained away by differences in either
the genetic composition of the different
populations or by relating this to the
observed differences in rates of gastric
polyps and carcinomas between
Japanese and other populations.
Further scrutiny reveals that most of
the papers reporting low rates of duo-
denal polyposis were, in fact, retro-

spective studies. The Japanese claims
of a near universal occurrence of duo-
denal polyposis in FAP were subse-
quently substantiated in a series of
prospective studies from elsewhere
reported from 1989.3 4 Indeed, two
institutions from either side of the
Atlantic proved the greater accuracy of
the prospective approach by publishing
both retrospective and prospective stu-
dies with findings akin to the earlier
studies from elsewhere in the retro-
spective work and to the Japanese
studies in the prospective work.3 4

Having acknowledged the true scale
of the problem, researchers worldwide
turned to the challenge of determining
the frequency of the problem and its
relationship to the severity of the
problem, as reflected by an excess rate
for duodenal carcinoma in the FAP
population.5 This was followed by dec-
ade long attempts to determine the
natural history of duodenal polyposis6–8

together with persisting attempts to
improve our understanding of the gen-
esis of duodenal polyposis.9 This
occurred at the same time as investiga-
tors sought to prevent the onset of
duodenal cancer by a range of prophy-
lactic measures, which have had drug,
endoscopic, or surgical components,1 5–8

with the promise of gene therapy to
come.10–12 Underpinning these attempts
to improve outcome was the develop-
ment of the duodenal staging system
now used by several groups.6–8 Despite
being the subject of some cynicism
initially, the staging system described
appears to be useful in determining the
frequency of endoscopic examination of
the upper gastrointestinal tract as well
as in delineating the core group of
patients at very high risk for duodenal
cancer and for whom preventative mea-
sures are most urgent.

Those who maintain an interest in the
arcane world of duodenal polyposis in

patients with familial adenomatous
polyposis will note the great progress
that has been made over the past 15
years, despite the relatively slow start
from the time extracolonic polyposis
was first described over 100 years ago.
Having accepted that a problem exists
and having defined the scale of that
problem and the existence of a very high
risk group, the remaining challenges for
researchers in this area are clear. They
are to develop effective preventative
and/or curative strategies. If the tenacity
shown by Steffen Bulow and collea-
gues,8 in this issue of Gut, in coordinat-
ing a multinational study over many
years can be replicated in the search for
these twin goals, then their achievement
is, hopefully, within reach [see page 381].
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