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Table 1 Disease Severity in IPF by JRS Classification
Disea§e PaO: at rest SpO: during a 6-minute walk test
severity
I 80 Torr <
I 70 Torr < and <80 Torr Less than 90%, classified as stage I
I 60 Torr < and <70 Torr Less than 90%, classified as stage IV
v <60 Torr Measurement is not required

Table 2 Disease Severity in IPF by USA
Classification

v %FVC <65%

v Desaturation with exertion
(SpO2 <88% on room air)

v %DLco <50%

[JMild impairment = none of the 3 features
[] Moderate impairment = any one of the feature
[JSevere impairment = 2 or 3 of the features

%8B, BRI IPEF OZWHIIEA 5784 O F A5
RARSEHEE 4 s W 26 HE 2 H#E U7z, WS 7 o RF I,
WAl Ofli%E Z & 12 honeycombing (HC) & ground glass
opacity (GGO) DOFEJE % ML LREF L 22Y. F72H
ENE AR 1N, WAL 2 ADFREIC X 572,
- W B BE# A 13 CHEST 418 @ Chestac-33 % i i L,
PEERRE LT 1 DI g L Az, e U T B R
(estimated systolic pulmonary arterial pressure ;
esPAP) OillEix, &fl HOT EAR OENEBRA T T
TN BE OB &k 2 Tl W TITh I, RO esPAP 2%
35mmHg # i 2 % H O ZiF ML (pulmonary arterial
hypertension ; PH) &#Wi L7z, 2 BB o kikiciZ,
Mann-Whitney UMEB L OH 1 2 FHEZ W, 2%
B O FHBY L Pearson DFHBIR B Z F 72, F 72 4EAF
#(3 Kaplan-Meier 2 CHI L, ZOHFHAMEIZIT log
rank test # W7z, BORUIZ T £ FEHERA TR L,
HEAaKEER 5% Kigi & L7z, 2BHREHANTY 7 ik
Stat View (version 5.0, SAS Institute, Cary, NC, USA)
L7,

B X

IPF & 46 Bl ) HLARIFOEAERE 1 FE 27 FlIC BT 5
K E @ HAE & 1 mild/moderate/severe : 17/4/6 #1 T,
ATEDTLI7 B (63.0%), BE 251061 (37.0%), C & 28
6B (222%) & #9412 K E ® moderate + severe A%
Eh, EEESBEO LN —T, BEEIIE®D 9 BH)
(& moderate/severe : 2/7 %, TVE® 8H I3 d

Table 3 Comparison of Disease Severity Classifica-
tion in IPF between Japan and USA

(n=46)
Japan
USA I I I v
mild 17 1 0 0
moderate 4 0 2 0
severe 6 1 7 8

Group A =17 cases, Group B=10 cases, Group C=6 cases

severe L HIE SN, TEHEIIFED S N7 72 (Table 3).
BT, R, AERNE A BE(M/F @ 12/5 B, 716+
597i%), B#E (M/F :9/1 61, 720+515%), CH# (M/
F:6/0Bl, 712+64%) TEEAONEPS/ S5
B2 E . smoking index, ZEERRF O BHIR IR Z 40T,

il R B IR ML 35 0 R i A2, M~ — 7 — (KL6B &
'SP-D) fHIZd ZEiZA LN o7z, ABICHRTB
BB XU CHTHZIZHERIFRE# (Hugh-Jones %
) Ak, IFRARFEMA T, %DLco 2%H BIIKT
LCw7: (group A vs. group B ; 649+12.1% vs. 387+
134%, P=0.0001) (group A vs. group C; 64.9+121%
vs. 306 £95%, P=00004). 67 EA&ATRETIX, A
2RI SpO. A5 < (group A vs. group B ; 925+25%
vs. 885+3.0%, P=0.002) (group A vs. group C ; 925+
25% vs. 878%34%, P=0006), ASpO:A -7z
(group A vs. group B:42+22% vs. 72+34%, P=
0.008) (group A vs. group C ; 42+22% vs. 83+37%,

P=0007). F7z, LEEEREREICI > THE SN
esPAP flild, HEIZEH LT/ (group A vs. group
B; 270+61mmHg vs. 355*125mmHg, P=003)
(group A vs. group C; 27.0+6.1mmHg vs. 39.7+13.6
mmHg, P=003). 72, AFICRTCHEHTIZ%FVC
VEBEIETLTBY (849+107% vs. 62.3+14.0%,

P=0.001), WH CT k, GGO A2 7B AEIZEETH -
72 (75%31 vs. 13056, P=002) (Table 4). F#iZ
ABIIHRTBHEBLIVCHTHARICTEARTH-
7z (group A vs. group B ; 245153 H vs.19.1£129 H,
P=0.02) (group A vs. group C; 245+153 H vs. 17.1+
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Table 4 Comparison of the Baseline Characteristics Between 3 Groups

Group A (n=17) Group B (n=10) Group C (n=6) P value * P value **
Age 716+59 71.8+5.1 712+64 NS NS
Sex (Male/Female) 12/5 6/0 N.S. N.S.
Smoking Index 532+554 623 +379 550 409 N.S. N.S.
(SCT;};;% istory Never) 2/11/4 5/4/1 2/3/1 NS. NS.
Hugh-Jones I/11/1IT 6/10/1 1/4/5 0/1/5 0.02 0.0009
PaO: at rest (Torr) 87.9+9.0 90.8+8.0 88.3+58 N.S. NS
A-aDO:q 122+80 95+93 99+85 NS NS
KL-6 (U/ml) 1,138 =754 1,453 549 1,472 +559 NS N.S.
SP-D (ng/ml) 256 + 160 244 +142 293+158 N.S. N.S.
FVC (L) 25+06 24+10 20+06 N.S. NS
%EVC (%) 849+10.7 779+277 62.3+14.0 NS 0.005
FEV1o (L) 21+05 20+06 1.8+0.3 NS NS
FEV10% (%) 84.4+6.7 85.5+10.0 90.9+85 N.S. N.S.
%TLC (%) 80.1+9.9 783+20.0 706+139 N.S. NS
%DLco (%) 649+12.1 387+134 306+95 0.0001 0.0004
6MWD (m) 36877 320+107 309+139 NS NS
Lowest SpO2 (%) 925+25 885+3.0 87.8+34 0.002 0.006
ASpO3 (%) 42*22 72+34 83+37 0.008 0.007
Borg scale 19+19 31+28 45+27 NS N.S.
HC score 10.0+33 11548 127+56 NS N.S.
GGO score 75+31 104+56 13.0+56 N.S. 0.02
esPAP (mmHg) 270+6.1 355+125 39.7+136 0.03 0.03

6MWD: 6-minute walking distance, HC: honeycombing, GGO: ground glass opacity, esPAP: estimated systolic pulmo-

nary arterial pressure
Data are presented as mean = SD. N.S:: not significant.

109 H, P=0004) (Fig. 1). £ LTHL S NIFERH
W, ABE 17BN 2605 11.8% (SRR 11, Midkl
BI), BEE:10 B 560 50% (SRR 2 6], 18 HH
A, BFE 260, CHE 6B 46l 667% (Bl
E2H0, BMEE L E, R LH) Tho

HEE BE T E 4 B A% moderate & % W i severe & ¥
Wr S 72 E LCid, moderate ® 4 Bld 1 Bl 447
Bf o desaturation, 1#11Z%FVC<65%, %10 ® 2 Hlix
%DLco<50% T & o 7z. K I severe ® 6 /b 4 Bl 1
%FVC<65% + %DLco<50%, 5% o 2 Blid AT O
desaturation + %DLco<50% T & - 7z. # 17 I @ de-
saturation & IFURHERE & DB M2 B VT, Lowest
Sp0: & %FVC, %DLco DRNZIZAEE LR IEOMBEA D
57z (r=0535 P=00001, r=0572, P<0.0001) (Fig.
2). 2T, BUROERERE 1 & CTHATHE D desaturation
DHROFEINZGT 5 L, AEEITBED SN h o727,
#47HE D desaturation 52 %DLco<50% D 4 MBI 12 55
AL, AGEHMICHBEENRD b NI (237165 A
vs. 166113 H ; P=0.002) (Fig.3).
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#4738k T desaturation (Sp0.,<88%) % & 7= HERI”,
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A: Survival curve in 2 groups of IPF patients. Solid line; group A (stage I severity, corresponding

to USA mild, n=17), dotted line; group B (stage I severity, corresponding to USA moderate or severe,
n=10). The survival rate in group B was significantly worse than that in group A (24.5=*15.3 months
vs. 19.1 £12.9 months; P=0.02). B: The survival curve in 2 groups of IPF patients. Solid line; group A
(n=17), dotted line; group C (stage I severity, corresponding to USA severe, n=6). The survival rate in
group C was significantly worse than that in group A (24.5+15.3 months vs. 17.1+10.9 months;

P =0.0004).
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Fig. 2 Correlation coefficients between lowest SpO2 and %FVC (A) and %DLco values (B). (A): r=0.535;

P=0.0001, (B): r=0.572; P<0.0001).
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Fig. 3 The survival curve in 2 groups of IPF patients
with stage I (n=27). Solid line; stage I severity with
Sp022>90% and %DLco>50% (n=15), dotted line;
stage I severity with Sp02:<90% and %DLco<50%
(n=6). There was a significant difference between
the 2 groups in survival rates (23.7+16.5 months vs.
16.6 =11.3 months; P =0.002).
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Abstract

Comparison of the clinical features of idiopathic pulmonary fibrosis in Japan and
the USA, based on disease severity

Keishi Sugino, Takafumi Ito, Yoko Muramatsu, Keita Sato,
Susumu Sakamoto and Sakae Homma
Department of Respiratory Medicine, Toho University Omori Medical Center

Objectives: The aim of this study was to assess the clinical characteristics of idiopathic pulmonary fibrosis
(IPF) in patients with stage I disease severity based on the criteria of the Japanese Respiratory Society (JRS),
which correspond to moderate or severe USA criteria. Patients and Methods: In 46 consecutive patients with
IPF who were admitted to our institution from June 2003 through September 2009, 27 were given diagnoses of
stage I disease severity based on JRS criteria. These 27 were classified into 3 groups : Group A (stage I disease se-
verity according to the JRS criteria, corresponding to mild on USA criteria, n=17), group B (stage I disease sever-
ity according to JRS criteria, corresponding to moderate or severe on USA criteria, n=10), and group C (stage I
disease severity based on the JRS criteria, corresponding to severe USA criteria, n=6). We compared these
groups using demographic and spirometric tests, the 6-minute walking test (6MWT), estimated systolic pulmo-
nary arterial pressure (esPAP), and survival rates in each group. Results: stage I disease severity according to
the JRS criteria corresponded to the following grade based on USA criteria: mild, 17 cases; moderate, 4 cases;
severe, 6 cases. The values of lowest SpO- and % DLco in group B and group C were significantly lower than those
in group A, and values of the Hugh-Jones score and esPAP were higher than those in group A. In addition, the
survival rate in group B and group C was significantly worse than that in group A. The survival rate in patients
with stage I disease severity who showed desaturation on exertion with %DLco <50%, was significantly worse
than in those who showed SpO: =90% on exertion with %DLco >50% (23.7 +16.5 months vs. 16.6 = 11.3 months;
P=0.002). Conclusions : This study suggested that IPF patients with stage I disease severity according to JRS cri-
teria included the grades of moderate and severe according to USA criteria. This suggests that we should revise
the classification of disease severity for IPF in Japan.



