EYBS BH5EmH
FHEE

Bl 3% FRAR RRsRRE

BigHt 7 Eitsm >
CEMBREET, a1, 6

el S 1% Bh3s

! Yujin-Yamazaki Hospita,Shiga,Japan
2 Shiga University of Medical Science,Shiga,Japan
P BARBBERRMTFT, 816, &%

2002 By > =B RE 2 & KR EUMNITIRE
& (American Thoracic Society/European
Respiratory Society, ATS/ERS) » £ i3 % &l 7]
NERBENRE > BR—MBEIFELEHRE
HHERE MK E D 0 XPRIFEER

= | A
== I =

& & M Bl 9% (interstitial lung disease, ILD)
BT ERENMEE IR ERRAE
8 > T H A — 8% 85 4 R R >k BA B i 5 B AR 4807
B A > W BEE KR NRRE AT BMMREEDBEARE WWR—Fn '8
8 2 45 55 M4 R B 1 f X (idiopathic interstitial £ 2013 F > ANITERHEMNIFEMREEN
pneumonias, IIP)" o ZSCHE 7 4B I A AR 28 14 R Ak i sm e T2 S /B R L& A B S RIE0H
BN B D SR - URF B2 ERE N BN EiEZE 2002 FRAERMARE > EREM
FiEf 2B ERATRBIRE - REAZEZR BMAmK B2 i E ARSI SRRE R AR
&% RMER (Transbronchial lung cryobiopsy, WERSRENZENRE > AMEFRELE
TBLC) Lt—E#RV TR » WNeIE BhERPRESAME2 il BB E > BMAIRETH (multidisciplinary

SRR E MR IORA o

A~ FEERE MK 252
B3 $ERICRE

discussion, MDD) AT A B Bh I E 1N ZEFE AV 22
BT TS R E MR KR A > T TEER IR R cE
EEEWMME > AL 2013 F ATS/ERS &
MTREMEEEMR 2B ENEE §

TABLE 2. HISTOLOGIC AND CLINICAL CLASSIFICATION OF IDIOPATHIC INTERSTITIAL PNEUMONIAS*

Histologic Patterns Clinical-Radiologic-Pathologic Diagnosis

Usual interstitial pneumonia
Nonspecific interstitial pneumonia
Organizing pneumonia

Diffuse alveolar damage

Respiratory bronchiolitis
Desquamative interstitial pneumonia
Lymphoid interstitial pneumonia

Idiopathic pulmonary fibrosis/cryptogenic fibrosing alveolitis
Nonspecific interstitial pneumonia (provisional)t
Cryptogenic organizing pneumonia*

Acute interstitial pneumonia

Respiratory bronchiolitis interstitial lung disease
Desquamative interstitial pneumonia

Lymphoid interstitial pneumonia

* Unclassifiable interstitial pneumonia: Some cases are unclassifiable for a variety of reasons (see text).
T This group represents a heterogeneous group with poorly characterized clinical and radiologic features that needs further study.
¥ COP is the preferred term, but it is synonymous with idiopathic bronchiolitis obliterans organizing pneumonia.

F— .2002 £F ATS/ERS 2B 48"

BHEE BB

3k ¢ Yujin-Yamazaki Hospital 80 Takegahana Hikone,Shiga 522-0044, Japan
5L © 81-749-23-1800

fEH : 81-749-23-1928

Email: masashi@belle.shiga-med.ac.jp
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TABLE 1. REVISED AMERICAN THORACIC SOCIETY/EUROPEAN
RESPIRATORY SOCIETY CLASSIFICATION OF IDIOPATHIC
INTERSTITIAL PNEUMONIAS: MULTIDISCIPLINARY DIAGNOSES

Major idiopathic interstitial pneumonias

Idiopathic pulmonary fibrosis

Idiopathic nonspecific interstitial pneumonia
Respiratory bronchiolitis-interstitial lung disease

Desquamative interstitial pneumonia
Cryptogenic organizing pneumonia

Acute interstitial pneumonia

Rare idiopathic interstitial pneumonias

Idiopathic lymphoid interstitial pneumonia
Idiopathic pleuroparenchymal fibroelastosis
Unclassifiable idiopathic interstitial pneumonias*

%= .2013 £ ATS/ERS 3B #E 2

TABLE 2. CATEGORIZATION OF MAJOR IDIOPATHIC INTERSTITIAL PNEUMONIAS

Category

Clinical-Radiologic-Pathologic Diagnoses

Associated Radiologic and/or
Pathologic—Morphologic Patterns

Chronic fibrosing IP Idiopathic pulmonary fibrosis

Idiopathic nonspecific interstitial pneumonia
Respiratory bronchiolitis-interstitial lung disease
Desquamative interstitial pneumonia
Cryptogenic organizing pneumonia

Smoking-related IP*

Acute/subacute IP
Acute interstitial pneumonia

Usual interstitial pneumonia
Nonspecific interstitial pneumonia
Respiratory bronchiolitis
Desquamative interstitial pneumonia
Organizing pneumonia

Diffuse alveolar damage

Definition of abbreviation: IP = interstitial pneumonia.

* Desquamative interstitial pneumonia can occasionally occur in nonsmokers.

&K= .Major IIPs ZF5HHE?

[RARLCRENZENEREFEM DA » 244 major
idiopathic interstitial pneumonias (major
lIPs) ~ rare idiopathic interstitial pneumonias
(rare 1IPs) ~ unclassifiablesidiopathic
interstitial pneumonias(unclassifiable 11Ps)
H=ZKRE IRBELCRKEZDHIPEEH
o R ZFrR o HA Major IIP X Al B4R
# chronic fibrosing IIPs ~ smoking related
lIPs ~ acute or Subacute 1IPs =48 > MR =Fk
7o TN ERE 4B E A D 1ERE K AR R ER RS
BN o

P Nonspecific interstitial pneumonia (NSIP)
Nonspecific interstitial pneumonia (NSIP)

TiAERAE—HEONS » TRRRTEERES
A IP RERVEFARTE » BRES—ET
RrndE » REERZDEETEM IP type BURR
Bl =4 ) 2 tE48 o {BAR#E 2008 & ATS BUFH = )
Hep BIEEMRIDIT T 305 LB A ENS NSIP
BB - BRI 67 FEE 2 NSIP B2 - 5L
ZOIEERGHER A E > F9FRA 52 5%

BrMLEBZi BN > EFBEFIFE 46% 4
A o DITERE = AT E B F 4 (high
resolution computed tomography, HRCT) & £
FRyHIERL > BIRAEDRMERE TSR
BB EIABAREYRE (reticular pattern) ~ F=HIIHS
KEVER (traction bronchiectasis) MUk IhEERETE
AL (lobar volume loss)® o IHATAZEIRE4AS T



ZRFINERE R » 2824 NSIP ABHERRKRR
B BRERRIESEEAER 0 BB EMT
BFUEREMMA M &R > A — BT
B4R TELE o RBILHRSERTEAIRTN
ATS/ERS %48 £ > NSIP W REsR AT —(E
AN EMBEUMR ZES » UFHE
#3487E major IIPs A8 chronic fibrosing IP? ©
NSIP X A LA 43 % cellular type £2 fibrosing type
MALE - BRIESTmAVEBE » cellular type
FE-BINREAGHIRERER (Ground-
glass opacity, GGO) 5§ consolidation i { & &
subacute process » & #x BY subacute NSIP X ##
7 Asia type NSIP » 7E5RIRE2_Et#E2 organizing
pneumonia (OP) with fibrosis o BEFASEERIEA
BRI DHETE NSIP 1 » (BHERR RAMS R
IREAE Mt NSIP BFRIRE » SRR HE L6
ESE N L YN S Epap S

» Smoking related IP

RS B HEFF L MEfERA R » i ER4N
B ZERISHA IR ILD Bk FAERT
tE7E 2013 FHBVE2EN D48 £ > 7 major IIP T
Bl —1& smoking related IP BY%& 3 F 5348 »
H f1 & & respiratory bronchiolitis-interstitial
lung disease (RBILD) LA K desquamative
interstitial pneumonia (DIP) >~ B 1 RBILD
EZE L ERRIRBECGEEFBEURK
¥ R & ff /8 7 & (bronchoalveolar lavage,
BAL) & 3R » N EEEIT F MMM S (surgical
lung biopsy, SLB) BN B] K22 * o & 22 smoking
related IP VBB > BEZET LAIR
f& chronic fibrosing IP —#& > AT U {E#E R &8
—WRGREU R LR FREN T2 > &
EHNEHRARANMEES G HEEMN

R FISERETE HRCT A 2AM2mERN
ERP RZEEIELENHRER > B
FREHEAMBHNER TN MRS A
smoking related IP o £& {§l] 2k 3] > respiratory
bronchiolitis with fibrosis (RBF) £2 RBILD [E#&
ARZEEERAES LR BMBEBTAHBS
REGEMNRR LMBERE > WNFIBEE D W
EZBERMNEETR o

Combined pulmonary fibrosis and
emphysema (CPFE) & — {@ 3JF smoking
related IP FT4F B BIREE R R IRA B AN
R o HR#R Cottin VEARIBA LA R » CPFE
E—REAMNERCT Z#HEN—BREB TUE
R ATE LA ERRI# 5B emphysema HIR »
i Bl 36 B9 3th 75 Bl @ £ 3R fibrosing ILD B9 &
I WE—Frm 0 E— D RIE emphysema £
fibrosis 8993 75 X 8] 3 4 continuous type(
— ) & discontinuous type (B = )°° £ IL A
R LN EAETEARRE B
HpBH 60 UA5 M4 BrLLEERTK - M
WEREERAFE > ATUFEIRANFVC K
FEV1 i BRI AT IEE » 18 DLCO 1R
8> tESMIEEIR A A — B9 A B B A B8 Ak
=B (pulmonary hypertension) BIR=E o 5—
e 1 B AR T B R P 35 RAVER 2T A 883R » CPFE
Hm AR LA 46.8 % BIE A & 5 ffi 89
B 1.3 % FHEEI2MEZEMMZER (Chronic
Obstructive Pulmonary Disease, COPD) o %
RiBREBEEMENEAFR > CPFE FEITENR
Ao Usui KEABBRSEA RIS » 7 1143 11
2 ERfTEIRATE 8.9% B CPFE » BEEHRA
EABEERREBEAERENAEBRERSHKE

4 acute lung injury® o
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[El— .CPFE A7 (T # &P EEI LIHEH 2R
emphysema > FEHEBAIA fibrosing ILD

. ‘ "\,

[E = .Continuous type of CPFE

&

= .Disontinuous type of CPFE

F—EERRNERRENEHBS2RE S
airspace enlargement with fibrosis (AEF) » B
BEXFAEE > AEF RS A K ERFAE Y IEAERA
o AEF A—RBIF BN T R BN EMELR
& iBEAEREAEEEYE (structural remodeling)

J emphysematous change ( )° o AEF 7%
CT T & & B B9 &R & & Multiple Thin Walled
Cysts (MTWCs) » MTWCs £2 & & 4 & & 1% il
% (usual interstitial pneumonia, UIP) & B 89
honeycombing #8tL » i1 & B M AE (pleura) &
= H cysts WEEHETE o

A ~
. HRCT of AEF
» Unclassifiable IIP
MR213EMZEDEF > ABEEIRT
unclassifiable [IP B9 #f 7& ° unclassifiable [IP
1RV — L4 3 1 B M A R B A R ER AR
B2 RIEREFRAE > A ERTIS2
Erm A E MM AELE o o> TR
AER R AR —EHMGERE » F158%
GEFREHZ THNREBERERE  LHIBERE
RERMNRES S HEAXRFE HRCT LEIE
RERLEEREN  BEERRUEFEEER
R~ B2 - RIBL LA RNEREIREXR
HZER > RMmEE AT A E MR
B8 o IBABMZRIEY > 495 10-24 % K4
EMEEMMRABRRESE FNERR
2 A 9D 482 unclassifiable 1IP™ o 2
LA CT pattern B9 E 74 unclassifiable IIP >
Ryerson CJ % A 43 #f 132 fiI unclassifiable
IPJEA > BI85 17 % BB ABH UIP > 50 %
8 7 possible UIP > 33 % /& 4% inconsistent
UIP(33%) » i — & #% 15 B% unclassifiable IIP
% A B non-IPF ILD Xk IPF B/ N ETTEE



o ERIEFE ~ MBI~ baseline FVC X
K baseline DLCO & 2 I > non-IPF ILD RY 3E
T R &E > H R A unclassifiable IIP > &
R =M% IPF11 ; Hyldgaard C £ AR5
#r 7 105 fif unclassifiable IP & A > &IRAB
43 % & #2 NSIP ~ 20 % # DIP/RBILD ~ 18 %
#5 subacute hypersensitivity pneumonitis +
10 % % possible UIP~5 % % chronic
hypersensitivity pneumonitis (CHP) L&z 4 %
7 sarcoidosis™ o

P Acute exacerbation (AE) of idiopathic
pulmonary fibrosis (IPF)

BEREZ IPF R AN BARE » FFBRAZ
BRI EMRAR > TEHEIEHRHERERERIZEA
4 AE BUARTEB R ARAEE] o ST sRERS IPF WA
(9 AE 75 SERBRERIE Z B BAAE (Bl F )" © BAl
B AE FEYIRVEE L IREH AR > (BB RIEA
AE BYEE 4RI SEE— L MRS R A > a0 ¢ R
I8 % 3% mechanical stretch A R ; SiE 1 —LE18
M A F > 30 ¢ epithelial dysfunction 3§ fibroblast

accumulation #8B8 © o AR¥ER ATS 72 2016 FFrER
9 acute exacerbation of idiopathic pulmonary
fibrosis report > IPF AR AE B ERS—
TEERAR R PR S MR B CI: B EA AV
EBIUMERERGEE > EENAENESR > 152
r EAREEAR SR A RS TSR
M P o IESMERETER A > A BHERBE
—EARNAKRERBEN M BIEHEEH
MPIRAEZE > BEBEBMRANILEBREEEAR
7 MBENRAEEZZHEFRARORIBNER
BEEIA o

» Rare lIPs

=B — 398N EE2013F 2
3 48 B > % B % Rare IIPs B9 %% & & /b
L)
interstitial pneumonia(iLIP) £1 idiopathic

52 B> B & idiopathic lymphoid
pleuroparenchymal fibroelastosis
(iPPFE) > Itt 5> & & W {& rare histologic
pattern : acute fibrinous organizing

pneumonia(AFOP) £ bronchiolocentric

4|

Acute respiratory deterioration in IPF
(typically < 1 month duration)

.

{ Extra-parenchymal cause identified?

No

A

New, bilateral GGO/consolidation on CT?
(not fully explained by cardiac failure or
fluid overload)

No

¥

Not acute exacerbation
Alternative diagnosis (e.g., infection, aspiration,
drug toxicity, congestive heart failure)

Yes

Yes

Not acute exacerbation
Alternative diagnosis (e.g., pheumothorax,
pleural effusion, pulmonary embolism)

Acute exacerbation of IPF

(e.q., infection, post-procedural/post-

Triggered Acute Exacerbation
operative, drug toxicity, aspiration)

Idiopathic Acute Exacerbation
No trigger identified

[ElF .Proposed conceptual framework for evaluation of AE in IPF"
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patterns of interstitial pneumonia (BPIP) »
& M$8 2 Fr A% BR $87E rare histologic pattern
mMIEETNAY rare IIPs » EE & BRI IRIELAE
B2 LENEBNEFZHEHARTHENME > BX
FEFEEMFIRE BN RELEIRER 1P 4L -

LIP A— &Rt E a2 AR R R
BERER B LUP IR DR BRSEEME
AR 0 EIEER iLIP MEFI+2ER » FEiti
§748 %] rare lIPs 1% o LIP 7£ HRCT BIRIB A M

EPTFHiAE » B cyst & Uniform or
patchy GGO BY#k7 L o BAT ILIP 92252 H R
NTENT2ER » BERKRE L EGIEHITIR
PR o

iPPFE & £ =& 7£ 1992 & H Amitani R
F NPT R — L A R BB Y upper lobe
pulmonary fibrosis X #& & Amitani's**» H
% > Frankel SK % A1 2004 &£ [E X # L 587
JRE B 7 iPPFELS © iPPFE @ — &R B
Kz visceral pleura LA & subjacent sub-pleural
lung parenchyma W #1E &R > TEDH
B UM EEAE o iPPFE VR ATREE RS S
H B ERZTAREE IR iPPFE R AR RSP (U
BHNESTREG ) BREEREE > K5
BETIFEREE > BA—RAEREN BMI A
B &R F B ER (Thoracic Cage) © iPFE fi A
NI E AR —RIEENE » BEGRE
RAAIARN o [OEE iPFE RRA » BT B —ZBD =
BKAIMERRENEEYRA > BRitEs34A0
AESL & BB 7 ~ MAC 2 Aspergillus 48 BE A9 =X
F~ BERCEIMSTAERR o B2 LRI
&% visceral pleura £ adjacent lung E(EH

Dense intra-alveolar fibrosis Ed dense fibrous

thickening 89 &R IR > I B A elastic fibers #Y
JUFE o M iPFE 7€ HRCT YR IF L AL L&
#9 irregular pleuroparenchymal thickening %
F > 55 AT L FE I wedge shaped pleural
based densities ~ Elevation of hili & » /D&Y
ZOIEE FIMELIR UIP AFHMBEERE o

AFOP %5 — #& rare histologic pattern of lung
injury » 18 & A 77 12 diffuse alveolar damage
(DAD) £ organizing pneumonia (OP) =z [ > &
& #l Intra-alveolar OP £ BE A& fibrin Y70 18 £
hyaline membranes B & Z o B& Pk £ BT LA 93 %
M & type » 43 Bl & A fulminant presentation like
Acute respiratory distress syndrome (ARDS) £2 A
subacute form with a more favorable outcome ° 55
—73E > 7 HRCT _ERILEERIA nodule or mass
consolidation ~ GGO % K37 B Al AFOP B9¥%H
IRBARE - BR THFEIESD > PIscE BRE R
2 ~ RS ENRErSta R o

% — 1@ rare histologic pattern : BPIP »
B 2002 FEEFHAZMEEMEFIRANSEE
Pl casereport A RN ERE—HENHEE
BPIP @—7#& airway-centered injury 1 B % F|
ZRERRERNRAMSAE > W ERTHE - 2%
KiE >y BREFERE - B2 ERITELR
hypersensitivity pneumonitis » CT 75 @ B Bl
MARZE—2% > FALE BPIP 2B sEEK—48
P KRN EE LIAFTEL S5 ©



2 -« MEMMES (Interstitial
abnormalities, ILAS)

CT B2 E RSt 2 AR M= P ERIRYER
Ralle > EEEABRED > BHAIETHRELR
ANEDRA AR R EE FERARE N
MR > BEESHRPMEEMESAVEER
LR RIRARE « LIRS EEAmRRAR R R R
R E > BEEEHENETF SRR FE T2
RAICYERRE o

Washko GR % A 5?2011 & Bf 7£ NEJM
TR THEBAME > ZEBXER T COPD gene
study BOBHR SR B S5 12 IR AR I B R R B 14 Al 2
BHELE o IWRRGERET » TERAKEEH
FLRUBZTHRCTHHEAME LAUGERE
BEMEMESE > LHEESEEREHMEENR
NiBEEREE reduced TLC £ lesser amount
of emphysema® o 1Ri% F i 4E R > ZARE
el AREEME ST —BRERAGHIMERZ
BERRRRIR ©

% 9 — & B Lederer DJ % A Ff 2 X
89 B 28> F A The Multi-Ethnic Study of
Atherosclerosis(MESA)-Lung Study
BT 8L HR > H A A T 2563 178 A& airflow
limitation O MEFEFNWAN > HFEST
1119 URFAEE 1444 (IFERAE » 2B
H ung image of cardiac CT ~ restriction on
spirometry ~ high attenuation area (HAA) &
Big o MIRAEREI > AMEREESHEHE
FRIGEF PETTHISE > (DRI IRRRPIREEER
subclinical parenchymal lung disease ° Jin
GY % A #| B The National Lung Screening

Trial (NLST) VB RHIETT TEELIHAR » &
MZEEPXEEIR > R E MM E B RITEAS9.7
% » EHA 5.9 % EH? non-fibrotic ILA > 2.1 %
# fibrotic ILA18 - EEERIHAR T > FEHR#ER
ERBMMESEERNIEREEMEEN
A > IRREWN LI B S F IR EERNE S o
FMEREAEENE > T EHEFFEREMME
EHZHEEMER > IR non-fibrotic ILAH »
E 48.9 % AR HE > 10.9 % WARME
1t » 2ATITE fibrotic ILA AR B EMR AR
BEMMESENS > HEH 36.85 % WAEM
=1t > BB RIRA fibrotic ILABRF > [EZE
AR CT BHERIZEE o

2016 £EBF > Putman RK % A 7E JAMA 3%
iRy B E MM E A all-cause mortality BY
A - LT 7 UEAZL AT AR ZE 28
B R TBIE—BANER » WiBH T 3
Fl| O FEAIBFRIZRERZR all-cause mortality M ECE%
HIERA © o IZTAEREE - MEARHAHAZE
o EEMMESNRITROETETIN AR
mineEAM—EEHITHNER > MEMME
BAANSEC ARE AN EEEMMESAE > B
EDRET ENREE o E— D DISEREEIR - E
MERESAFETHA » SEEIRIEARRRERER
% | MBXSHMEEAMEECMET o FLR
BILEMARER » MEUMEE o EEEE M
JREFHARIAZ AR 2 E41E (morphological change) »
it B A AEEL R EAERE - (B BB R E—T RIS
ReE B H A

B B RESRIMERE
(transbronchial lung
cryobiopsy, TBLC)
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TBLC BT FRICHTEUM & BERy—7E
PRAgIAN » ABEE4E SLB AT (forceps) ¥
122 » TBLC B2 fEF cryoprobe 1 TH % » RMEA
DREERIE AR » B2/ RARRE
F L BES BRI IRIFEREE TARAVARAS AR » B

SO mARtER/D » LR SLB s/ MHESSE o
2016 £FHF Tomassetti S F ABIRRZE » IRA T 117
NIIEAFEE M ATARAE(ERY FILD SR - EBILIReT a2
TN TBLC RS EBIESEMRSHER » s LN
A SLB 1EAHBRARSREEE: © o FASEAEREERINA
T TBLC & > FEE2EN 29% EAZE 63% > BEm
TBLC ARERFEBE AT S5 B R E X PERIEBE
BrRYBRY - 3 B EL SLB ABABLE - ME R AEIELIRE
ENEE o

& 7R Tomassetti S 5 A BVt 35 2 TBLC BY
TEERAR EEAG AR T E L {8 2016 F5F the
pulmonary pathology society (PPS) 2% H &% > 58
# TBLC B E IR &7 7E o B 5t TBLC RUERIR 1L
B FEAESORAIE - FLLeTsEEAE A
I UIP BYE2 R o tESh - BIRTTAZ AIREEE S5
JREEE TBLC BUZER /5 SLB AHE » BA PPS Y
ER1584 TBLC TEs2 ERRVIEREE LRI sER 0
SBL™ o #x& A LA > L B ATHARES TBLC
BILAERA SBL 7EfEIE M Ahsa2 E_ LRt o
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