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Abstract

AIM: To assess cancer risk in patients with Peutz
-Jeghers syndrome (PJS) and to develop a sur-
veillance recommendation.

METHODS: A systematic PubMed search was
performed to analyze related data of cancer in pa-
tients with PJS described in 20 cohort studies.

RESULTS: The cohort studies included 3 302
patients in total, and 573 (17.35%) of them devel-
oped 619 cases of cancer, including 368 (60.23%)
cases of gastrointestinal and 243 (39.77%) cases of
non-gastrointestinal cancers. The most common
malignancy was colorectal cancer, followed by
small bowel, breast, gastroesophageal, gynecolog-
ical, pancreatic, and lung cancers. The age range
of the high incidence rate of cancer was 11-70
years old, and seemed younger among Chinese
patients than that in other countries. The lifetime
relative risks for any cancer ranged from 9.9 to 18,
for gastrointestinal cancer was 13 to 50.5, breast

cancer 13.9 to 20.3, and gynecological cancer
was 20.3 compared with the general population.
Obviously, the age-related cumulative risks are
increasing. The STK11/LKB1 mutation did not sig-
nificantly influence cancer risk (P > 0.05).

CONCLUSION: Patients with PJS have mark-
edly increased relative and absolute risk for gas-
trointestinal and non-gastrointestinal cancers. In
order to improve the outcome for PJS patients,
it is very important to strengthen cancer surveil-
lance and closer follow-up in an early phase.
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