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Introduction

In recent years, responsible genes for autoinflammatory
diseases have been increasingly known and clinical phe-
notype-genotype correlations of these diseases have
been explored through international clinical databases
such as EUROFEVER project. However, clinical features
of genetic disorders could be affected by countries and
races of the patients. Actually, patients with Familial
Mediterranean fever in Japan show the different distri-
bution of both clinical features and MEFV mutations.
Up to now, however, no nationwide research of autoin-
flammatory diseases with standardized contents which
can integrate with data of other international studies has
been performed in Japan.

Objectives

We have established autoinflammatory diseases database
in Japan. In this research, we designed this database for
integration with that of EUROFEVER project in coop-
eration with Pediatric Rheumatology international trials
organization. This integration will enable us to evaluate
clinical features and genotypes of autoinflammatory dis-
eases patients in Japan in comparison with the European
patients, which will provide further evidences of these
diseases, leading to appropriate diagnosis and treatment
for the affected patients.

Methods

Most of diagnoses of the patients with autoinflammatory
diseases in Japan have been performed in the central spe-
cialized hospitals. In this research, we have collaborated
all these hospitals and will collect the patients diagnosed
as autoinflammatory diseases through these hospitals. In
addition to the diseases devoted to EUROFEVER project,
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other candidate diseases such as Nakajo-Nishimura like
syndromes are included. Inclusion criteria and database
contents of the patients are designed by reference to that
of EUROFEVER project. Patients’ information will be
obtained from collaborated hospitals and the hospitals
which actually will treat the patients. Before participation
of this study, each collaborated hospital conformed to
institutional review board of each hospital and the
Declaration of Helsinki.

Results

Pilot study using paper-based registrations and question-
naires has been closed, and this analysis is ongoing. Now
this research is in the transition to web-based system. We
hope to show these results in Autoinflammation 2013.

Conclusion
We have established autoinflammatory diseases database
in Japan. This research is ongoing now.
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