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@ Abstract

clinical course of each patient (Fig 4 and 5).

> Over 200 diseases are included in Primary immunodeficiency diseases (PID).

» The patients of each disease is rare, thus it is difficult to diagnose the patients by general physicians.

* We established the Primary Immunodeficiency in Japan (PID]) network by 13 pediatric department of the universities, Research center for Allergy and
Immunology, Riken and Kazusa DNA research institute on 2008 (Fig | and 2).

» General physician could consult the suspected PID patients to the PID specialists through registering the clinical information in PID] database.

* During 5 years, over 2000 PID patients in Japan were registered (Fig 3), however clinical information was limited.

* PID Tsubasa-no-kai, a Japanese patient advocacy group for PID, started a study to facilitate patient registration by the patients and their families.

> "Pier":“Primary immunodeficiency electronic record” is a web-based patient registry which could record the basic clinical information as well as daily

* This system can support self-management of the patients (Fig 6) and share the experiences among the patients.
* The data can help to provide further information to PID] database for PID specialists (Fig 4).

» Pier also provides bulletin board system to exchange messages among the patients.

* To date 39 patients of |18 families in PID Tsubasa-no-kai registered with the system (Fig 8 and 9).

+ The patients with autoinflammatory diseases use more frequently than the other phenotypes (Fig 7).
* Ve hope this system helps the doctors, researchers and the patients to improve the clinical outcome.

Fig.1 Primary immunodeficiency Network in Japan
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