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Introduction
Tumor necrosis factor receptor-1 associated periodic syn-
drome (TRAPS) is a rare hereditary autoinflammatory
syndrome that can lead to significant morbidity. Evidence-
based guidelines are lacking and management is mostly
based on physician’s experience. Consequently, treatment
regimens differ throughout Europe. In 2012, a European
initiative called SHARE (Single Hub and Access point for
pediatric Rheumatology in Europe) was launched to opti-
mize and disseminate diagnostic and management regi-
mens in Europe for children and young adults with
rheumatic diseases.

Objectives
One of the aims of SHARE was to provide evidence based
recommendations for diagnosis and treatment of TRAPS.

Methods
Evidence based recommendations were developed using
the European League Against Rheumatism (EULAR)
standard operating procedure. An expert committee was
instituted, consisting of pediatric and adult rheumatolo-
gists. The expert committee defined search terms for the
systematic literature review. Two independent experts
scored articles for validity and level of evidence. Recom-
mendations derived from the literature were evaluated by
an online survey. Those with less than 80% agreement on
the online survey or with relevant comments of the

experts were reformulated. Subsequently, all recommen-
dations were discussed at a consensus meeting using the
nominal group technique. Recommendations were
accepted if more than 80% agreement was reached.

Results
The literature search yielded 523 articles, of which 22 were
considered relevant and therefore scored for validity and
level of evidence. Eighteen were scored valid and used in
the formulation of the recommendations. Seventeen
recommendations were suggested in the online survey and
discussed during the consensus meeting. Five general
recommendations on management, two recommendations
for diagnosis, seven for monitoring and eight for treatment
were accepted with more than 80% agreement. Topics
covered are the following: use of the multidisciplinary
team, treatment goals and vaccinations [general recom-
mendations], TNFRSF1A screening, interpretation of
R92Q and P46L variants [diagnosis], monitoring frequency
and minimal assessments, the use of AIDAI score in clini-
cal studies and the risk of amyloidosis [monitoring],
NSAIDS and/or glucocorticoids during attacks, IL-1
blockade, etanercept, anti-TNF monoclonal antibodies,
switching between biologicals [treatment].

Conclusion
The SHARE initiative provides recommendations for
diagnosis and treatment for TRAPS and thereby facili-
tates improvement and uniformity of care throughout
Europe.1Laboratory for Translational Immunology, University Medical Center Utrecht,
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