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The nation-wide case search for constrictive
bronchiolitis obliterans

Yoshinori Hasegawa, and Kaoru Shimokata

Depariment of Medicine, Division of Respiraiory Diseases, Nagoya University Graduate Scheol of Medicine, Japan

Cuses of constrictive bronchiolitis obliterans (BO) have been reported involving patients with bone
marrow transplants and heart/lung transplants as well as those with rheumatoid arthritis.  Although
constrictive BO was a relatively rare disease, it has recently become the focus of renewed interest because
the number of allograft recipients such as bone marrow and heart/lung transplants has been increasing.
This rare condition causes diagnostic difficulty by simulating other airway obstructive diseases ; thus, the
diagnosis as bronchiolitis obliterans syndrome has been usually made on the basis of clinical and
physiological evidences such as pulmonary function tests without histologic confirmation.  Moreover, no
effective treatment modalities exist. The group was charged with searching BO cases in Japan. Cases
were surveyed from September 2003 through December 2003 at 1,118 hospitals that facilitate over 300 beds
at each hospital. 287 patients were reported, in which 37% of patienis were diagnosed pathologically.
63% of them were diagnosed clinically without pathological confirmation. We will start to collect detail

information for 287 cases.
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The analysis of surfactant protein C gene and clinical
aspect of familial interstitial pneumonia

Yasuhiro Setoguchi and Yoshinosuke Fukuchi

Department of Respiratory Medicine, Juntendo Umiversity School of Medicine

Recently, two research groups in USA reported perhaps incontrovertible evidence that the mutations
of surfactant protein C (SP-C) gene caused dominantly inherited familial interstitial pneumonia (FIP).
These mutations were located in the C-terminal domain of propeptide SP-C {proSP-C).  This region
of proSP-C has been previously demonstated to be critical for the proper folding and processing of
proSP-C. Based on this knowledge, 9 families (19 IP patients) in Juntendo University Hospital have
been identified for the study of FIP. These FIP were younger at diagnosis. Ten patients and one
patient were pathologically diagnosed as UIP and COP respectively. Eight patients were clinicul-
radiologically diagnosed as 1IPs. Radiological or pathological investigation revealed that interstitial
lesion and subpleural cyst predominantly located in both upper lung, showing different distribution to
non-FIP case. Five available DNA samples from FIP were analyzed to determine mutation in SP-C
gene, resulting in no significant mutation between exon2 to intron5, while polymorphism in SP-C gene
in DNA samples from FIP were found. Codon 186 in polymorphism of §P-C gene showed that serine
was high frequency in FIP and IPF compared with healthy volunteers. This FIP project is still halfway

to reach final conclusion in determination of a genetic susceptibility to 1P.



