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In order to solve the clinical questions regarding with the adult progeria, Werner Syndrome (WS),
and establish high-quality evidence that contributes to the revision of clinical practice guidelines of
WS, we have had the nationwide survey and have established the WS registration system. By the
survey and registration system, we could reveal the current disease profile, the natural history, and
prognosis of WS in Japan. We also have a clinical trial for WS. Therefore, we will be able to
contribute to the revision of the current clinical practice guidelines of WS, which was published
based on the result of previous Practical Research Project for Rare / Intractable Diseases. We are
trying to improve the patient's prognosis and supported the patient’s social reintegration, by the

popularization and quality improvement of medical treatment for WS.

(A) Establishment and management of WS registration system

We prepared a data sheet for WS registration system, based on the previous survey and referring to
domestic and international intractable disease registration systems. We have established WS
registration system, used DATATRACK ONE (NTT DATA), supported by the Chiba University
Clinical Research Center. We also have employed a data manager and developed a registry
infrastructure. In addition, Professor Junko Oshima who is establishing and operating an
international registry at Washington University in the United States was invited as Chief Professor

at Chiba University to expand and improve the joint research system of this registry.

(B) Data collection and analysis of WS

We have conducted a nationwide primary survey to find patients who were not diagnosed, by
collaboration with the National Health Labor Science Research Policy Research Project. We also
have gathered and updated the primary information of WS patients, based on the results of the
previous nationwide survey conducted in 2009. We have prepared for mail survey / guidance
requesting participation in the WS registration system. We will ask each medical institution to
participate in the WS registration system in the next year. We also cooperate with patients and
family associations for the WS registration. We request to acquire informed consent and have first
survey of case information and secondary survey, in which we collect the data of clinical symptoms /
natural history (course from onset to treatment start), mutation pattern of the causative gene, and
treatment contents. We also collect and register blood samples, gene specimens and skin slices for
cases that agree to do. We will collect patients’ data annually, in order to have cross-sectional
analysis. We will utilize the data obtained including the longitudinal analysis by follow-up data as
evidence for revision of WS clinical practice guidelines (conducted by the laboratory science research

intractable disease policy research project).

We can clarify current disease profile, natural history and prognosis of WS in Japan through the
results of this research and improve patient data accuracy and use effectively, and improve medical
system for WS. We will be able to rescue patients who do not have appropriate medical treatment
and support patient's prognosis improvement and reintegration by improving the quality of medical

treatment.
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