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A new clinical data sheet form

for the new diagnosis criteria of sarcoidosis — A proposal —

Tetsuo Yamaguchi', Katsunori Sugisaki’, Kingo Chida’, Mami Ishihara', Shin-ichiro Morimoto®,

Hiroyuki Okamoto", Masaru Oritsu’, Noriharu Shijubo’, and Teruo Tachibana”

'Department of Respiratory Medicine, Japan Railway Tokyo General Hospiral
“Department of Internal Medicine . National Nishibeppu Hospital
‘Second Division, Department of Internal Medicine, Hamamatsu University School of Medicine
‘Department of Ophthalmology, Yokohama City Univ. School of Medicine
‘Division of Cardiology, Department of Internal Medicine, Fujita Health University School of Medicine
"Department of Dermatology, Kansal Medical Universin
‘Department of Respiratory Medicine, Japanese Red Cross Medical Center
‘Department of Respiratory Medicine, Sapporo Hospital of Hokkaido Railway Compan
"Department of Internal Medicine , Aizenbashi Hospital

New diagnosis criteria of sarcoidosis in Japan fundamentally requires more than one organ involvement
for the diagnosis of sarcoidosis. The new criteria contain the clinical and histological diagnosis groups as
well as the prior diagnosis criteria. Clinical presentation of organs is divided into respiratory system, eve,
heart, skin, neuro-muscular system and other organs. Here we propose a new clinical data sheet form for the
new diagnosis criteria of sarcoidosis in Japan,
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Comparison of Clinical Features between Familial Idiopathic
Pulmonary Fibrosis and non-Familial Idiopathic Pulmonary Fibrosis

T. Baba, T. Ogura, J, Shithara, A. Matsushima, A. Sekine, N. Tsuchiya, T. Enomoto, T. Shinohara,
T.Endo, Y. Sogo, R. Nishihira, S, Komatsu, T. Kato, E. Hagiwara, and H. Takahashi

Kanag Card ular and Respiratory Center

Rationale: Familial idiopathic pulmonary fibrosis (IPF) occasionally occurs. The clinical features and
prognosis of surgical proven familial IPF were not well understood.

Methods: We retrospectively examined idiopathic interstitial pneumonia (11P) patients with one or more
cases of interstitial pneumonia among first-degree family members. Thirty-three individuals were identified
(18 female. 15 male). Among 33 patients, 22 underwent surgical lung biopsy, showing 19 as usual interstitial
pneumonia (UIP), two as nonspecific interstitial pneumonia (NSIP), and one as respiratory bronchiolitis
(RB). We reviewed clinical characteristics of surgical proven familial IPF/UIP (n=19) and non-familial IPF/
UIP (n=84).

Results: A history of smoking was significantly lower in patients with familial IPF/UIP than in non-
familial (26% versus 76%. p<0.01), and female was significantly more predominant in patients with
familial IPF/UIP than in non-familial (63% versus 23%., p=<0.01). The median age of disease onset was not
statistically different (62 year old versus 64 year old, p=0.53). Total lung capacity, vital capacity, forced
expiratory volume in one second and diffusion capacity were not different between two groups. The median
survival time was 51.9 months in familial IPF/UIP and 71.2 months in non-familial IPF/UIP (p=0.12).

Conclusion: Female and non-smoker were more predominant in patients with surgical proven familial
IPF/UIP than in non—familial IPF/UIP. The prognosis of familial and non-familial IPF/UIP was not
statistically different.
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Development of a pathological diagnostic algorism for pulmonary
fibrosis and study of the dispersion of histological findings and
diagnosis, identification of the prognostic factor and predictive factor
of therapeutic effect

Junya Fukuoka', Ryuji Hayashi*, Tomonori Tanaka', Shigeki Shimizu’,

Kazuya Ichikado', Yasuhiro Kondo", and Hiroyuki Taniguchi

Laboratory of Pathology, Tovama University Hospital
First Department of Internal Medicine, Umiversiry of Tovama
'Clinical Pathology, Graduate School of Medical Sciences, Nagova City University
‘Division of Respiratory Medicine, Saiseikat Kumamoto Hospital
Department of Respiratory Medicine and Allergy, Tosei General Hospital

Pathological diagnosis in chronic interstitial pneumonia is important for deciding direction of treatment
and prognosis of the patient, which is done based on the observation of histological pattern and speculated
etiology solely based on the histology. However, there are quite a few numbers of challenging cases which
eventually may end up with disagreed conclusions between observers. This disagreement can be seen even
among the pathologists who are specialized for lung diseases. Therefore it is also an area what general
surgical pathologists feel difficulties for their diagnoses. The present study has been designed to compare
agreement between ordinary pathological assessment and the one using digitally scanned slides along with
the application to score each necessary pathological findings. At the same time, the agreement among US/
EU pulmonary pathologists. Japanese pulmonary pathologists, Japanese and general surgical pathologists
will also be calculated. It also can have high potential 1o find out which factor is the most predictive
biomarker of patients’ survival and/or therapeutic effect.

The study is expected to contribute to standardize the pathological diagnosis in this otherwise complex
area. In this year, we have finished composing the diagnostic application.
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Table 1 fif SHMFLY = |

P A AT, FAHHLEERREDRABET A XAOMEEEh &M L CHlTR - Blooa R E: FEEFB LURERAR T80 FORE

UIP pattern vs. non-UIPD B IHEMELT:

Dense collagnous fibrosis Honeycombing

cellular interstitial infiltration peripheral accentuation

fibroblastic foci adjacent normal lung

air way centered
(bronchiolocentric) lesions

FRERFNEMNCTELIAREOHSMR:

Pleuritis (acute or chronic) Lymphoid follicle with
germinal center

Airspace macrophages non- Granuloma

patchy distribution

destruction of lung
architecture

smooth muscle hyperplasia

Bronchiolar lesions (small
air way disease)

RB type

BUEMBOFHMLLEYSEHMR:

Areas of acute lung injury OP focus (Masson body)

TOHOFR:

Vascular wall thickening
Proteinosis—like reaction

Airspace RB-like
macrophages

Tissue eosinophilia

squamous metaplasia

squamous cell metaplasia

Emphysema

traction bronchioloectasia
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BRATRLANIZ Y R R LY, WD, Sl 2 i)
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B LHAEMEO TN EAY 5 5FR, BLY, €
O UIP 23 % — o | e i U - L S e i 6 F
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