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Idiopathic pulmonary fibrosis (IPF) is a disease of unknown etiology which accounts for a large proportion of cases
of idiopathic interstitial pneumonia. It has a very poor prognosis with a 5-year survival rate of 30% or below, and so far
there has been no guideline in Japan offering an established effective therapy based on evidence. In addition to the
establishment of a basic therapy, there is also an urgent need to establish therapies to deal with complications, as death
occurs in many cases due to acute exacerbation or comorbid lung cancer. It was therefore decided to formulate a
guideline in order to promote evidence-based clinical practice, to further improve the quality of medical treatment in the
clinical setting, and to allow the benefits to be enjoyed by the public.

This research is supported by the Practical Research Project for Rare Intractable Diseases from Japan Agency for Medical

Research and development, AMED focused on development of evidence-based management strategy for diffuse

pulmonary disorders from 2014 through 2016 as following projects:

I.1diopathic interstitial pneumonia

(1)New therapeutic evidence-based strategies for IPF

a) New therapeutic strategies for chronic stable phase of IPF (Prospective multicenter therapeutic study for combination
therapy of pirfenidone and inhaled N-acetylcysteine)

b) New therapeutic strategies for acute exacerbation phase of IPF

(Pilot study evaluating the efficacy and safety of Polymyxin B-immobilized Fiber Column (PMX) hemoperfusion

treatment for IPF with acute exacerbation)

c) Strategies for preventive treatment related acute exacerbation for lung cancer associated with IPF

d) Supporting and improving QOL for patients with 11P and clinical research promotion

e) Study of treatment strategy based on revised disease severity classification

I1. Studies of epidemiology and treatment for chronic progressive fibrosing pneuomonias

I11.Strategic planning for refractory airway diseases (diffuse panbronchiolitis, bronchiolitis obliterans, primary ciliary

dyskinesia)

IV.Epidemiology and treatment strategy for patients with severe sarcoidosis
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