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PMX(RY I ¥ VBRERELD 7 412 & 5 MHEFAL) B
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WTEE, KEFEPEFBRMELE (idiopathic pulmonary fibrosis: IPF) % 1% U s & 9 A Re 3 MM E MR AR
JEHR Bt O BVERESRRE X9 A PMX(AR U I ¥ 2 BEE(LS 7 L Polymyxin B-immobilized fiber
column: PMX |2 & 2 M&E(L) BIEOBIMENME SN TWDH D, ZHAE TEMRIZ L D RHEK
IREEIE R, 2008FE L D PMXFRIEICET A 2ERELTo TE Y, MEMMEOSMIEEIC
*I LT PMXBEEENIEIT E 472 160JEHI( 5 HIPF73 /) D F — X {22\ Tretrospective (2 AT 4T o
7. SfEF, IPFIEM] & HICPMXFEITIC L W A8 REERL (P/F L) OBGENRFED b, FTRH
MmO EMEREOFERIET 2R, IPFAMEEERS » A O T%IE34.5% & ZHLE TOXE
CHBLTRHRBERTHY, BHRIBEIEELRVED Z LRI

Polymyxin B-immobilized fiber column (PMX) treatment for
idiopathic pulmonary fibrosis with acute exacerbation: a multicenter

retrospective analysis

Shinji Abe', Arata Azuma', Takashi Ogura®, Hiroshi Mukae?,
Hiroyuki Taniguchi®, Masashi Bando®, Yukihiko Sugiyama®

! Internal Medicine, Department of Pulmonary Medicine/Infection and Oncology, Nippon Medical School, Tokyo
* Department of Respiratory Medicine, Kanagawa Cardiovascular and Respiratory Center, Kanagawa
* Department of Respiratory Disease, University of Occupational and Environmental Health, Fukuoka
* Dept of Respiratory Medicine, Tosei General Hospital, Aichi, Japan
5Division of Pulmonary Medicine, Department of Medicine, Jichi Medical University, Tochigi

The prognosis of idiopathic pulmonary fibrosis (IPF) patients with acute exacerbation (AE) was reported
to extremely poor. Several clinical studies suggest that direct hemoperfusion with polymyxin B-immobilized
fiber (PMX) may have beneficial effects in patients of interstitial pneumonia (IP) with AE. The aim of this
multicenter retrospective analysis was to investigate whether PMX treatment could provide improvement of
oxygenation and survival benefits in IPF patients with AE. We conducted a retrospective study of IPF with
AE treated by PMX at 18 institutions in Japan. Data of oxygenation by PMX treatment and survival after
AE were collected and analyzed. One hundred sixty IP patients, including 73 IPF patients, with AE were
treated by PMX. In IPF with AE, arterial oxygen tension (PaQ:)/inspiratory oxygen fraction (FiOz) (P/F)
ratio was significantly improved at the 2* end of treatment with PMX (173.9£105.4 to 195.2£106.8 Torr,
p=0.003). The number of white blood cell was significantly reduced at the 2"’ end of treatment with PMX
(133307002 to 942625188 /mm®, p<0.001). These clinical changes were also observed in the analysis
of all 160 IP patients with AE. The 1- and 3-month survival rates of IPF patients after AE were 70.1% and
34.5%, respectively. PMX treatment may improve oxygenation and survival in IPF patients with AE.
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BRUBIC

TREMEMROBMEE] 203, R EMRMEE
(idiopathic pulmonary fibrosis: IPF) 01844 R H 12 ]
FEDF 24 VAT A - RERE & & ICREITHE
WAREDOHETERD HFEEL L TIRBIEN, &
ITCILFERe AR MR (non specific interstitial
pneumonia: NSIP)RCBIRAEMMIZ T Z DaMEE
EREEET I EBMREINTWS. IPFORMH
BIZH L TRAT B A RAAVREE, SREMHIE, H
BEEF 72 ERANONTNDA, ZIE TOHEIH
SOWE TIIRIERD 1 7 H DIETEH90%LA L
O TTHEARRTHO Y, Bz RifRIEDOWLHY
ZEnhs.

—77, R Y % BEFE(LARMED T A (polymyxin
B-immobilized fiber: PMX){ZfiF D> K hF /v
ZRREL, 77 LRMERERECHES RMEY 2 v
7 HWE ST S B TR SN Mk kT 34 2
THoHM, V7 LBEEOR G LTT T ABEES
HEEE, 3 O0EBERBASCEEREHY v~vF
g & OB RIEM R BT T D AN HE Sh,
BAETIRT Y F b REUADIERIC L 5% R
EEZDRTOVD. EF, IPFEELD & T 205
P R A it 2 RO B T i 0 AR ME B TR RB L2 e B
PMXBEDEDERHRE SN TND YR, Zh
FTEMRRIT &L D REERME TR, OVFE AN
B BIZ BT HAERT I TIL 2008 48 X 0 B
REVERBBIZHT 2 PMXRIEC VWL EHEE S
T>TEY, FORKEIZOWTrretrospective |7 fRT
L.

B B
IR YRR & B MR B RBIZ 4 5 PMXBED

' AARERRENR 2R

2R RSLIRR AR PR AR £ o 7 — IR AR

¢ EEERRFFRIZARE

tOASIER AR - T LV — R

* BIRERRFEER AR
COEAMMRBICET HHENEHE P EE
T ORAEMRBICE T OHAENI I TR AE
OV AR EICEE Y HIRATIEEE  AFEAERE

ZhEIZ DWW CEE A CTHRIET 5.

MR EFE

R PEM 2 O TR L 22 S, PMXRIED
TSN 2E 18k (£ 1), 160FEH]( 5 B IPF7341)
{2 DU TEEFR L arterial oxygen tension (PaOz)/inspiratory
oxygen fraction (FiOz) (P/F L) @SR O Pk /e &
B ZhE % retrospective (ZF&EFT L 7=,

B/ R

2ENSOEFME L 0 X 0 160IEHI( S HIPF 734)
DT — 2 DERER S -77(FK2). FHFEMITRENR,
IPFIEFI & 6 675 C, BHENEZNEN69.3%, 79.5%
Tholo, BIBREZITS L, ELOMRERERAN
T TWIAER TIX%VC B EIER] T 73.7%, IPF
SEBITT70.7% & BERSRE DR T 2589 T 7z, IPF
DS OFEB OWER L, o 1IPs 233541, IR E 7 i
23041, FMAMERZASH], ARDS 23541, B

g1 WBER
LE N AR
R H IR AR
=3 EfEERE 2 — REIHTHRBATHRE
RREMERKE ERKFELHRRER
RRERAE EghRIEEEE L 4—
BXRERKZ AFMIAIER L 2—hRT RAR
ARNRAIBRRE TRBEFLI— RBXF
ERERKE KEGKE
{EMRE BREXF

2 PMX E T S0 B MENT A e B ) o0 RS Bt

2A4EH (n=160) IPF (n=73)
=1 67.1 = 8.5 (40-85) 67.5 = 8.2 (47-84)
Bt/ 111/49 58/15
BB 880 =+ 633 937 =+ 658
%VC (%) 73.7£19.5 (n=78) 70.7 £ 18.1 (n=48)
MR DOAR
11Ps 108
CVD-IP 30
Drug-induced IP 7
ARDS 5
CHP 5
Others 5 Data are given as mean == 5D

IPF=idiopathic pulmonary fibrosis, lIPs=idiopathic interstitial pneumonias, CVD-IP=collagen
vascular disease related interstitial pneumonia, IP=interstitial pneumonia, ARDS=acute
respiratary distress syndrome, CHP=chronic hypersensitivity pneumonia
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H, RO HETOAETFERIL, FREINE63.6%, 484% CAFHIM P REIZ2F THo7=. I
ITHEE L B EERITBD LN o 2. £/, PMX-DHP EiTRI#% CRIEME 701 &l
ELT& 2 A, MMiEMCP-1 8 EIZIET LTV 72 (637 —460pg/ml). (EfEIZ+~~T Pyl &)
PMX-DHP |3 & FHIRFE IR O S ETHE ORI EMEM R IZB T, BEFE/ & SIRS D FESEE
RUEIE, FOURITHEEROEEIEMEITOMENEZ b,

Direct Hemoperfusion Using Immobilized Polymyxin B in Patients with
Rapidly Progressive Interstitial Pneumonias: A Retrospective Study

S. Hara!, H. Ishimoto?, N. Sakamoto', Y. Ishimatsu!, H. Mukae®

Second Department of Internal Medicine, Nagasaki University School of Medicine
“Department of Respiratory Medicine, University of Occupational and Environmental Health

Background: Rapidly progressive interstitial pneumonia (IP), including acute exacerbation of IP, has
a high mortality rate. Direct hemoperfusion with a polymyxin-B immobilized fiber column (PMX-DHP)
was recently identified as an effective treatment for sepsis-associated acute respiratory distress syndrome.
However, little is known about the effectiveness of PMX-DHP for rapidly progressive IP. Objectives: The
present study investigates whether PMX-DHP is safe and effective against rapidly progressive IP. Methods:
We retrospectively examined the effects of PMX-DHP in 33 consecutive patients with rapidly progressive
IP who were resistant to steroid pulse therapy. Patients were hospitalized at Nagasaki University Hospital
between 2006 and 2009. Results: Seventy-two hours after PMX-DHP, the PaO»/FiO: ratio (127 to 153
mmHg, median) had significantly improved. One week after PMX-DHP, the PaQ./FiO: ratio (127 to 227
mmHg, median), A-a DO: (371 to 177 mmHg, median), and the number of positive criteria for SIRS had
significantly improved, despite the ineffectiveness of corticosteroid pulse therapy. The serum level of
monocyte chemotactic protein-1 was significantly decreased immediately after PMX-DHP. Conclusions:
PMX-DHP was safe and effective in improving oxygenation and improving SIRS in patients with rapidly
progressive IP. The beneficial effects of PMX-DHP may be at least partially due to the inhibition of monocyte

activation.
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LoigrA=]:p)

R IFTUBA T LE AW MEELEE
(PMX-DHP) (27 7 AR E L VEES AT v
Kh¥orzREdT 22 L THRINERBEIZAVWSNh
T3 EEORMAEIREIZSTT 2 KR A 25
RRCTIZHB W T, PMX-DHP I, HHFEHBEELL L
vital sign % %E I, MUK E AmTPHERES
B BRIR I F 72 PMX-DHP @ ALI/ARDS
AT AMELHEIN TS5, ALVARDS T
B LD OE AEMMIAEE (DAD) DFEEET R,
RNE RV PER 2 ORF R PE AT AR HESE (IPF) O 2MEHE
BRI 5 BEURM 72 & OZREITHE O E AW
FREBECTHLERDLRS., INbLEFEETHEOVE A
PR BE, BIEOEPNIEEE b - TH R TE
TEROKRBETH S, ALVARDSIZX L TPMX-
DHPR’E# & SN b7 61F, FERIZDAD /% —
EFRTINALAERETHEONET AMEMKEERIZD
PMX-DHP DZhEDFED LIV A FREERE L O D.
EBEWS OO WEDB LTV DR8N, ZEpFITD
HERPRCTIXHFEETH Y, OF AMERREEBCT
ZEHMETHALNICE TV RV, F 2 TPMX-
DHP O 2 E T O E AR BIZH T 201 %
Batd a7, YR TRRLAEAT A F/ULAR
W Th o, BEETHEVCE AMERMER33FIC
LT, #AmMEITHmETLE

15 3

<Y TV T >

2006 77> B 2009 4 O I R IR KR BE s — NE
K OB EMEFR I BT, RUEEITHEOE AR R
LBMTE I, AT aA RoULANES) T PMX-DHP
EREAT L7336 2 RtRIC LTz, ERITLATOZH
BE¥EZL2CH-Tb0L Lz, ()ARRATIEH
BT & 7230 H LA O RIE 2 FERCIREE D AL (2)
HRCT (B W TN E AT O T T 28 HH 0N
EREEARD D (3) ZHEMRE P/F FL 23 300mmHg A i
(A SRR E, A, MM, OFRE, S

CRBRE R
: ERERKRE PRI
O N B A WE AT RS

HhFEE 2 BRI C& 5.

¥R REVERT B (1IP) &, BBRURMiZR &R
K DR & D372 BV M4 (non-11P) O 2 BEIZ 4y i B
L7z.

< BRI EHR >

PMX {47 [E Al % baseline & L, 72F§[#I#, 138
#% O P/F I, A-a DO2, SIRSH; I B 4, SOFA
score, vital sign, ME - F{LFREZFELEZ.
5IZPMX-DHP#30 H, 90 0 DATFR 2 FHf L 7=,
< chemokine & >

PMX-DHP fifTE R, E#% Tz L, M
HMCP-1, IL-8, G-CSF, growth-regulated peptide o
(GRPuw), epithelial neutrophil-activating peptide 78 (ENA
78), M OMLAE T stromal cell-derived factor 1 o (SCF1a)
% ELISA kit & FIWCHRIE L7z,

w R

RV RIEF OFEMETT. B 186, Lot 1541,
69 5% ( T A ; IQR 63-74) (2% L T D73 [E]0D PMX-
DHP Z T L T\ 5. ABE2H5H (FEE; IQR
3-6), AT A K/LRp53H(HR{E; IQR2-5)
TOEATH -7, BEATEEIL2E(HLME; IQR
2-2), HEATHRERDIZ4WERI (P RAE; IQR 4-6) TH 72,
PMX-DHP {714 1 38 [ LAPNIZ 22 Bl AN TRERERE
P17 HIF%E, 3HINPPV) 21T\, AR5 2.5H (H
HL{E; IQR 2.0-3.3) COEA, ML 14.5 B (FR{E;
IQR 5.0-243) ThH > 7-.

P/F tb DR % K 112773, ABEh & PMX-DHP
1EH ETICAT oA ROV R EITICHEbh 5FF
BICIERIRRE I E L LTV 2 2S, PMX-DHP fifT1%
7205, 1 EM% ERENICEEICPFLROEES
O TOMEFE T A—F OFITR2ITRT.
A-a DO2, SIRSHAMIAHE%H LAMKICAH BICME
& 7-. SOFA score |25 b 7ehx» 7=,

PMX-DHP # 30 H DA 773411 63.6% (21/33), 90 H
#%1349.4%(16/33) TH o 7. EFEHRI RS 1T ARz
72527 B (IQR 19-48), #][E]PMX-DHP 75 22 H (IQR
15-41 R) Th o7z, FETHIDOT0%H30 B LLRIZIE
T LT,

HATH & 72 FFFLITARD L) - 72, Vil
sign DEEILR O Ieh o 7o, BE O AMEREL & i/
WEOETIZERD SRR, LR &
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2 Clinical course of vital signs and laboratory data. Comparisons between baseline and 72 hours of 1 week were performed with the Wilcoxon test.
Values are expressed as medians and interquartile ranges (25-75%).( SCHk 11 L 0 #1E04)

baseline 72 hours 1 week
value median (25%-75%) median (25%-75%) p-value median (25%-75%) p-value
P/F ratio (mmHg) 127.0 (91.1-150.9) 152.8 (116.5-2744) 0.02 226.7 (138.2-307.6) 0.0004
A-a DO, (mmHg) 370.6 (173.2-430.2) 278.7 (138.5-418.7) NS. 177.2 (61.1-299.2) 0.0014
SIRS items 2 (1-2) 1 (1-2) 0.06 1 (0-2) 0.04
SOFA score 4 (3-8.5) 5 (3-9) N.S. 4 (2-8) N.S.
body temperature (°C) 36.7 (36.4-37.0) 36.6 (36.5-36.9) N.S. 36.6 (36.4-36.8) N.S.
mean blood pressure (mmHg) 90 (79.3-100.7) 89 (78.7-96.0) N.S. 89 (77.3-96.7) N.S.
heart rate (/min) 84 (71-100) 78 (60-86) 0.09 76 (60-88) N.S.
respiratory rate (/min) 24 (20-30}) 20 (20-28) 0.03 22 (20-30) 0.08
white blood cell (10%/uL) 12300 (9900-16900) 9400 (7600-12900) 0.01 10250 (9000-15700) N.S.
platelet count (10*/uL) 18.7 (12.8-25.0) 14.0 (10.1-19.0) 0.05 17.3 (11.4-24.0) N.S.
mmH
350 1
—=overall (n=33)
300
250
5
p 200 1
—
& 150 1 e ]
a.
_[_— * P<0.0001
100 P=0.0004
50
0 T T . T |
baseline 72 hours 1 week
&1 Clinical course of arterial oxygen tension/inspiratory oxygen fraction (P/F) ratio. The
statistical analysis was performed with the Wilcoxen test. The P values indicate the
comparisons to baseline values. Values are expressed as medians and interquartile
ranges (25%-75%).( CRR 11 & 0 — 8Bk %S )
IR o T
. z =
< chemokine Il >
PMX-DHP Jii 1T Rii#% @ chemokine ® A, MCP-1® AIETiL, PMX-DHPIZ AT T A K7L ADE

B BEBRAR T & @ O 7 (P<0.001).

2k N

chemokine (3 EEZ AR -T=(F3).

< IIP vs non-IIP >

P EE, non-lIPEE & & IZIEIRREE D E, KO

SIRSIGIETH B HOME R FRD Iz,

L LHGERET2

BRI OABEEE -2 ("2, £4). £HERICH

BEZIR1-o7-. (P=0.18)

BRZ LOEEETTEOE AMEMERRIZR L, 28
WZHEAT T &, X521 EM%OMFRIREE 4 % E S
2FE L. 1THOFETHON13F5 N LIFEE
e BIThbhih, SEIL—BRE R T,
SIRSITELE & & ) 2 MR E I3 o 2F D
BERSTHY, KIERHESLMLE R, MFREE
OEEE, HMERHEOENE BT 5. SIRSIE
ALVARDSIZHEET 5 L, #ZEEETHEOEAME
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#3 Changes in chemokines. Statistical analysis was performed with the Wilcoxon’s signed rank test.
Values are expressed as medians and interquartile ranges (25%-75%). Abbreviations: MCP-I,
monocyte chemotactic protein-1; IL, interleukin; G-CSF, granulocyte colony-stimulating factor; GROa,
growth-regulated peptide alpha; ENA-78, epithelial neutrophil activating peptide 78, SDF-10., stromal
cell-derived factor 1 alpha.( SR 11 & ¥ —ERELE)

Pre-PMX-DHP Post-PMX-DHP
Chemokines Median (25%-75%) Median (25%-75%) P value
MCP-1 637  (494-1193) 460  (375-893) < 0.001
IL-8 38.8  (30.4-50.7) 405 (32.1-57.3) N.S.
GROa 64.5 (52.0-90.8) 56.6  (46.9-68.9) 0.08
ENA-78 289 (233-542) 290 (158-481) N.S.
SDF-1a 2314  (2028-2579) 2374 (2002-2575) N.S.
mmH
400 7 iy
= e snon-ilP (n=16) 1
350 -
e ||P (N=17) P=0.004
300 T - -
-
-
O 250 1 -
B -~
© .0 P=0.11 . -
L - —{ﬂf L
a 150 -ﬂ___...---" J
i I
100 1 P=0.07 P=0.03
50 A
0 r T r T T T ]
baseline 72 hours 1 week

X2 Clinical course of arterial oxygen tension/inspiratory oxygen fraction (P/F) ratio
compared between 1P and non-IP.( 3CHk 11 X © —EBEZE)

#4 Subgroup comparisons (IIP vs non-IIP). The comparisons between the two subgroups
were calculated by a general linear model for repeated measures in the SAS” system.

(X1l &9 —H#6ee%E)

P value
Between-
subjects Within-subjects  Subject*time
(subgroup) {time) interaction
P/F ratio 0.03 < 0.0001 0.07
A-a DO, 0.09 0.0001 NS
SIRS NS 0.002 NS
SOFA NS NS NS

Wi BILSIRS A S BB R EICHEL 5 5. A B UBFZE TR 7200 728, PMX-DHP 38 s HE T

ZEIZEB\V T PMX-DHP 23 1 i 1% 0 SIRS [5 178 H #0% DOOFEAMMERED THREREIEDLNE D 0NEH
WEIEDHHEIL, REEITEO O E AMEME RIS LI TERNST.
TAHHRD1 2L EZLNTZ. 30H%, 0R%D MCP-11%CC subfamily {Z/&7 % chemokine TIH

AFRITMOHE S LRIBETH T, a2 b {LHEEREI VEAIND. o CXC subfamily (2@ L
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ENZIEMALIF P ER D & EA D chemokine XD
L72dro =@z L, MCP-1 M fEfTEZICEEIC
B FLTWEEHEL, PMX-DHP DIEHIMF# £ 2 %
L TRBICEFERE Bbhb.
LSBELRDMERLA D= X LDOBRFDI-DIZ,
F0 KRR AT EHBROBYEEL L E NS,

ZE

1)  Shoji H. Extracorporeal endotoxin removal for the
treatment of sepsis: endotoxin adsorption cartridge
(Toraymyxin). Ther Apher Dial 2003; 7:108-114

2) Cruz DN, Antonelli M, Fumagalli R, et al. Early
use of polymyxin B hemoperfusion in abdominal
septic shock: the EUPHAS randomized controlled
trial. JAMA 2009; 301:2445-2452

3) Tsushima K, Kubo K, Koizumi T, et al. Direct
hemoperfusion using a polymyxin B immobilized
column improves acute respiratory distress syndrome.
J Clin Apher 2002; 17:97-102

4y Nakamura T, Kawagoe Y, Matsuda T, et al. Effect
of polymyxin B-immobilized fiber on blood
metalloproteinase-9 and tissue inhibitor of
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wHr RBR' O BE B EE AL A REY BFOES?
KiE gthe A E#t BN R B #0

(2] FBEOBER & 7 5B EEREERIZ P ICB W T, SRR ERIC L0 ERRE
B SN TEF TOLEH TORFHID 2. [W5R] 200041 A 225 201056 H 12 HERIZE
WCARBIFAERICTIP 2B ENT23694 0 5 B, S0RKBOIFERRLE L, € OEKE
ARE L. ER] NFUL, EhRE455% (18 ~ 495%) BHE17H, 2261 EFONERIT,
B FEMEIP 2245 ( IPF4 45, £-NSIP12%i, c-NSIP3{|, RB-ILD2 %, DIP1 ), MBS EEIP(CVD-
P12 43, Bt EERAIFI Th ol £, BERREILISHI(38%) T, SOMUED LD
LHBL TR - 72, BB TICIABRIEITNE B OB IS B A7 LGRS Y, 361
VXIPF, SHNTENSIP Th 7o, [#Ef] S0BRM O P TILENSIP & CVD-IPDEIG AL o7z,
TEFERPIENIERIEIP R E <, BICEEHF TIENSIP THLPRARBINH Y, UL B
BHEbLER LRI ALNERS DL LEZ DN,

Epidemiology and outcome of interstitial pneumonia in patients

younger than 50 years old.

R. Ogata', T. Baba', T. Ogura!, K. Okudera?, N. Hida’, T. Takemura', Y. Komase®

'Department of Respiratory Medicine, Kanagawa Cardiovascular and Respiratory Center
2Department of Pathology, Graduate School of Medicine, Yokohama City University
*Department of Respiratory Medicine, Yokohama Municipal Citizen's Hospital.
"Department of Pathology, Japanese Red Cross Medical Center
Division of Respiratory and Infectious Diseases, Department of Internal Medicine, St Marianna University School of Medicine.

Introduction: In young adult interstitial pneumonia (IP) patients, lung transplantation could be
an alternative treatment if they do not respond to any medical therapies. But there are few histological
and clinical studies reported about young interstitial pneumonia patients diagnosed with surgical biopsy.
Methods: We retrospectively analyzed 39 IP patients younger than 50 years old out of 369 all IP patients
who were diagnosed with surgical lung biopsy in our hospital from January 2000 to June 2010. We evaluated
histological and clinical aspect of patients who were in need of lung transplantation. Result: The mean age of
young IP was 45 (range 18-49) and 17 were male, 22 were female. Of these patients, 22 were idiopathic IPs
(IPF 4, f-NSIP 12, ¢-NSIP 3, RB-ILD 2, DIP 1), 12 were collagen vascular disease related [P (CVD-IP), three
were chronic hyper sensitivity pneumonitis. The proportion of current or ex-smoker 38% (n=15) was lower
than that of IP older patients. Three of IPF and five of f-NSIP patients were not respond to corticosteroids
therapy with or without immune suppressant drugs, and considered to be candidates for lung transplantation.
Conclusion: Our findings show that a large proportion of IP in younger patients were classified as - NSIP
and secondary IPs related to collagen vascular diseases, and most of the patients who were not respond to
medical therapy were idiopathic IPs. Therefore it can be concluded that young IP patients with idiopathic IPs
included NSIP should be treated with lung transplantation in mind from their first visit.
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HAFEE OB R TR & ShTuns s,
SRDE TR LRI LIERERT 5. Z o idhfig
DI & 72 DFEF S & ) BRI EETH 52,
SARHEOIAERRIC & 0 BESE 7R BRI S T JE T
DEEPITORFNID 70 < 2 OERRRIFFEEH B & 0
TR A, Foa T LB THE B AR TRl
& HU72 S0 R AT O [ MM & B 39 61l & %t Bz,
Z DK B ZRET LT,

MR EFE

20004 1 ] 205 201046 J 12 M ha a7 1 TR I
LERREATOCHIBE MK LB S h/23696F10 2 b,
MFZEICS0mMARM Ch o/ 39FEFHRE L, =0
ER IR 8 % retrospective IZFRFT L 7=, F 7=, Rz
TERIEHE TR OIS & 3 2 b FERIZ DN
T, W@ H#®$’&hfﬁ, BRI, BRORETORE,
MRC score, 657fHATHRAL SpO2 fE, FEWRLHERE, 1M
HARA T, BALF*ﬁEFﬁ%wﬁH@(%’\*ﬁLK fAl,
TR R fili 2 0D B PR B 23 FE I LR 6 M e R A e 22 i &
BIRDFE E VITESOTITY, BRRMICBIR %
£ 5 [ B Mk Al 2% % BB R [ & M Aifi 4% (collagen
vascular disease-associated interstitial pneumonia :
CVD-IP) & L7=. F7=, MBHEOBEILEEZOWT
i% International Society for Heart and Lung
Transplantation” & Ui - DB AER E 2S5BS O
B FEHEY (TS

w R

T R X458 (18 ~ 4978 ) T, B M 174,
22 BT - 7= (Table 1), MUMERE A+ % B
11543 (current-smoker :5 f§i], ex- smoker:1051) ©, E
R F SO B ST, R O F IR A

AR RS BRI BRI T o ¥ — REIRER N F
BRI L R P

b ORI L BT IR AR R
bORARA R ER o S — B

B U T o ER R A R

T OERAMEMIREICRET BRI PR &

Table 1 Characteristics of interstitial pneumonia under 50 years old

(N=39)
Age | 18~49 yo (median 45)
Gender i Male 17 Female 22
Smoking history - Yes 15 No 21

Family history
Collagen vascular disease 5 (RA 2, Vasculitis 2, Scleroderma 1)

Interstitial pneumonia i}

Chief complaint i
Chest abnormal shadows 11

Dry cough 10
Dyspnea on effort 7
Cough + dyspnea 7
Fever/Muscle pain/Joint pain 4

Time from onset of symptoms to the | i
) o ! Imonth~10years {median 12month)
first outpatient visit i

Table 2 Clinical classification of interstitial pneumonia under 50 years old

Clinical classification Number of patients
NSIP 15
Fibrotic NSIP 12
Cellular NSIP 3
CVD-IP 12
IPF 4
chronic hypersensitivity pneumonitis | 3
RB - ILD 2
DIP 1
Unclassified IP 2
Total 39

Table3 Details of interstitial pneumonia associated with collagen
vascular disease (CVD-IP) under 50 years old

Diagnosis of CVD
Sis

PM/DM

SLE

RA

SSc

MCTD
MPO-ANCA
Others

Total

Number of patients

N = = e = | e

-
(]

ATLEEETIN, BEWEOZEREZET 28ET
SBTHoTR, ZOBbTHOFRERELETS
BEIIFIORTH =, THHEEBEE LTI, @5
Dl E THREEREZER I LIcL 5%
20 H % <, RN TEEHRRC MR R EER S 5 5 7278,
BER & & & L EC TR, iR bEt46)
WA BT, SEFOWNERIE, FRMETP 2241 ( IPF 41451,
f-NSIP 1245, ¢-NSIP 341, RB-ILD 23], DIP 1),
BIE 5 B IP(CVD-IP) 124, 18R Wit 3
B T&H o7 (Table 2). CVD-IPDOWNERTIE, SjSA3
Bl bE<, ROTPM/DM 23 261% 5, RAR
SSe, SLEIX& 4 1fHlOHTH -7 (Table 3). HE
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Each line represents a different patient’s lung function. The solid circle indicates the first visit of the patient.

Fig.1 Annual decline of lung function in interstitial pneumonia under 50 years old

M2 D EEAR IR 2 & D B3 O %FVC OHER % 772
& Z A, IPFRf-NSIP Tiiglighs L v KhtirEe T &
LEENEL, AT A RROGEMHIFNC L HI8%
DZEL) LA WEERFI 23 B 3L » 7= (Fig. 1). —F5 T,
CVD-IP X c-NSIP TiXfIZZ R D %FVC 3R 721 TV
DIEGIAZ <, IREICKT 2 G b BAF 228 1aZ
Hoto. £7-, CVD-IPOHTH —EDERF TIiTIE
BRI TH - 7208, Th S IRBEERZENIZIT
UIP°f-NSIP & W SNIER TH - 7. FRalfic
T LTEFNIEI3 Bl - 7283, Z D H B 26X IPF
DOEMEEEIZ L AT, 1 -NSIP O it i
REPHZ L BT ThH o 72 ARIGEREDET,
FE A RE D AL > b BT DL & & 2 b IV IE]
XA S, T A S LR R R B T IX IPF 23 3 4,
f-NSIP 3 561, CVD-IP23 1§ Tl -7 (Table 4). #%
W B OBEISEE AR L9l L, BISEE
Y2 72 X 720> o 72 30 B O W12 s D B AR RO
WAREERR AT A, MRREFRALEZ LR LZL Z 5,

B22PT R Gl O A, MRC score, 647 [HAT
KK SpO2 I CHBEZEN A LTI D, FERBERER
ZETIXFVC & DLCO D&, IMEMZAE TIZKL-6 DA
THEZENRD b7z (Table 5).

zZ =

AR BT B MEMEMR OZEFIZONTOREIT
MIRNDS, R MERVE MR O BRI 10 5 AR
HNSBRELHAI I TBY, MhlTiIEBHIc£<
FIEFEE R TIXS0mMAN D 10mRICEZ N EE XD
nNTWBY, Ei, WAERITHIZGE, IPFBFI¥E,
NSIPR 15%EEZ EHHEINTWVWSEY. Ll
IPF DI & A & ORIEFRIT 40 LAET, & <1250
R CARE CREMICEMT A HAICH DO ZDZ L
B, SOmARIICRIT S, BIRREEMEER L2
eI 2K C ORI AATH 5.

A B ORI THR L 7257220001 H» b
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Table 4 Baseline clinical characteristics of patients who met the criteria of lung transplantation (N = 9)

Age Clinical . PaO2 mMRC 6MWT SpO,
No. Smoking %FVC %FEV1.0
Sex Type (mmHg)  Score min (%)
1 37/M IPF ex 46.0 54.8 72.6 2 89
2 45/F IPF never 37.9 49.3 - 2 83
3 49/M IPF ex 64.8 68.7 80.2 2 -
4 18/M f-NSIP never 66.2 85.1 83 2 96
5 40/M f-NSIP ex 64.1 68.7 73.8 3 90
6 41/F f-NSIP ex 44.6 54.5 82.4 3 74
7 49/F f-NSIP never 57.5 55.9 77.4 2 69
8 20/F f-NSIP never 21.5 25.7 87.3 3 84
9 48/'M CVD lung ex - - 88 2 91

Table 5 Comparison of clinical characteristics of patients who met the criteria of lung transplantation and who did not.

Not meet the criteria

Meet the criteria of

of LTP (n=30) LTP (n=9) FPralue
Age 45+6.4 41411 0.4312
Smoking history (%) 43 44 0.6231
Clubbed finger (%) 10 56 0.0037
Fine crackle (%) 67 45 0.2657
mMRC (Gr0:1:2:3:4:5) 15:4:7:1:0 0:0:6:3:0 0.0012
6MWT SpO, min (%) 94+4.6 87+8.5 0.0112
FVC (% predicted) 67.1+22.6 51.8+14.7 0.0362
DLCO (mL/min/mmHg) 15.9£5.37 12.0+1.88 0.0327
WBC (/ul) 6450+1948 7450+1606 0.4001
CRP (mg/dl) 0.20+1.77 0.10+0.75 0.7108
KL-6 (U/mD) 808+720 1687+1751 0.0187
SP-D (U/mD 134.5+181.3 1687+1751 0.1235
BAL lymphocyte (%) 16.0+20.5 4.0+£24.8 0.7938
BAL neutrophil (%) 1.73+4.24 6.0+9.3 0.1917

Each data shows the patients clinical characteristics of their first visit.

LTP = lung transplantaion

201046 H DHARIIZ, HSHEa%iZ CHBRIAIMT AR 21T
WIE MRS & B ST 369 B D AR 0T, 50% K
HORVEMER 2 BE 1X3961(10%) Th -7, REH
i R E 2R CIXIPFIZ 12961 (35%) &L i b £ A -
708, SO TIX4BlORTH Y, BHEDITIT
R Chole., £z, RFEMTHRIZGS, Bk, WE
FENHLL EE2EDEOIH LT, 505K T
7otk FEREENZ L, THILCVD-IPOEENE
Wit EEZ BT,

CVD-IP 1T SOREARIGIZ 51T 2 BB MEA & 0 223 C

126 & £NSIP & & HIZR B E L, ZD 5 bRMENR9
Bz E) Tz, CVD-IPIZIBHELE ) v ~F%
TR L ERAR, BEIEIZZ VN ShEn, &4
[E] 0> 50 B A O CVD-IP DPFR T8 MERIER Y v~
FRBEIEITE VBT DL Dot i, 4E
KB L g o2 CVD-IP OFITIE, FIBRFTIBIFR
FER T e BB PR A RIET D L0 L H Y,
BRI L MEIC R T DM E MR TidE 3 CVD-1P
EEEOMEN L OBRKRIESREEMITBHERE -
oo — T, IPFiZ4Bl0 5 L3R BHETH D,
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17610 5 5 145 THYERER &H D, RB-ILDXDIP %
14T FNTWIED, BRESHER AR T
—EDEEITR NIRRT e, BIEOIEE
PERVE M2 TIPS & oo B & R S 7z,

B MR 28 (2 k9 B iR A 0D 188 I 4 3 1 60 At A
W& INTEY, 50ATOREMEMEDEEIC
B D IREGRIRE E LTETF oD, LnL,
HATOMBHEEREROBRREEET D L, Mg
MTHEZZTONIBEORIIMRONTEY, H
RLZTEMITERARBE RO TO20ERSHS.
S EIOFERTIE, IPFRLLNSIPIZFIRZE L b ki
REDIETHAHIS, MRS TRAIARR TH -
7. £72, CVD-IPOH THHEMAMTHICUIPR
f-NSIP pattern % 7~ HERF] O —F8 TITIERIT T DK
JEMARTH-T=. ZRHDZEhd, HEENIC
UIP R f-NSIP pattern Z /R JFEFIZ DWW TIL, AT 1
A RRBEIHIAN 3D OG22 LWMEANICSH D
MR EN., £, PREBOMMRCA T
6 I EIBIT ORAKE, WIZFRD %FVCES FH&A
BEMHHT 2RV B L ARENE 2 L.

NSIP (%, 20084EATS/ERSD T 11 =7 hF— L
IZRY, MY LERBHEE LTHRESNEDOTE
WBRFEREINE?Y. 272, SEHOBSO XS IZ
NSIP T % 50 5% A i D VB HEG & D54 13RS
BN LR WEE IR OEIS b EET 5 0%E
5. IPF TIHEHOBME TTHEARKFIZHOV
TORFNRENTWVB 99 NSIPIZBWTH
FRREEEZ BN,

BEXH

D) SRR L RO T & B A
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