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B A 5 22 14 A 4 4 1E (diopathic pulmonary
fibrosis» IPF) 7EE] A RS2 B E AR i T—
LEP] R0 RRREERY)  TE R A R RAA N RIS R
BEASENE (computerized tomography’ CT) #R&E
HERERENAR MRIAREYZESHER
BBIZAAN; Bt 2GR R B FR PR ER AR
RRF AR SBILRRTERA_LRIRIR L5
2018 &£ ATS/ERS/JRS/ALAT FE & H [F & #
B IPF #5512 2011 SR RAVAT—hRIES | REMR 7
£ RNRLEEERENER Bt S EHERE
W&o

8.2018 ER IPF 455 E#h

IPF NTEREAIER Mk EIEERZT

W EEERARERN R R A B IR

‘JEl%ﬁfU?ﬁAﬁﬁﬁZ%‘Eﬁﬁ_Ez_rt‘“lJtttzDﬂ%
TR EHBETTS IPF 2 EIRIRED 55 4 iE

FR#NRE FRSHAKRE m—Hé:'EHETJaHHE’\J
B 89°IPF E =@M E BIKEE (high resolution

computed tomography>HRCT) L A9 £ B! 8 &
BREAMEBFABHNZEEHEEMMRK (usual

'1'4\ EE
RN F%E £
LREREREREES

interstitial pneumonia’ UIP) 45 2h B3R B MR
17 (honeycombing)“ZEHI14 37 i EFEK (traction
bronchiectasis) SZEHI M Az RE IR (traction
bronchiolectasis)’ ERR4SFRLAI BIEES 4 =82
HEIRRERITERS o

FhRAEIES IR E Y IPF s2 B RAZE 20
B — &% 2 B IR EE AL IPF EAREF > FE 38 RS
BE BRESEEMFRE &8 T EARLRK
srfhPEE > AHE UIP %EJE&E, 7% IPF> 10
E’f%ﬁfﬁﬁﬁﬁ%ﬁ%ﬁﬁ*ﬂ:ﬁﬂiﬁ&ﬂ@ﬁiﬁﬁ%’ 1)
EREFBLZENBERKEZE (multidisciplinary
discussion MDD)F IR E A RiE— SRS
HERR ELth IS s A BR A AR {E B AR 7 A B 48 54 4R
DR EBFMBERE - RELE > FIMIZEFELH
MR BB A4 AR AR R AT RENE ' o

2018 FHTHRIE5 | #2100 IPF 758 HY HRCT
FBRDAIE ERRAI—REENIE M
Rk % T indeterminate for UIP i — I8 9 48>
probable UIP E & %L EEFBH possible UIP>

MAREY UIP 2R E B AMER (B Z )
REBFRISS M XAB UIP W BRRE T2

DR IMEES (basal) BHIFET (subpleural)>

EEE RAR EER
BT : 02-2312-3456
ik - 100 EIETHPIEEPLIER 7 5%

B tNEREREESHEBRE

R FPEE kAt | BERE | Bk BIAEES | RN
%8 R  RER  FFIRF « L= « BiThE ~ REFE
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BEEL ~ BREGA ~ BREIS
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Excluding other causes of ILD HRCT patterns

Patients categorized as probable UIP, indeterminate for UIP or
alternative diagnosis at HRCT

Further .
?.\/alluadt.ion Specn"lc Yes
including ; ;

HRCT) diagnosis

'y > Not IPF
Alternative
diagnosis
)

Surgical lung
biopsy*

Yes
Patient Potential No
ted causes/
suspecte associated
to have IPF condition - ~
No
Chest HRCT
pattern |
N\ J

v

)
Probable UIP, ==
indeterminate, I MDD
alternative B e

diagnosis

| MDD BAL
-
uIpP > IPF
N/
[El— .IPF :2EfiEE
2018 Indeterminate Alternative
guidelines uip Probable UIP for UIP diagnosis
2011 . Inconsistent
guidelines uIP Possible UIP with UIP

B = . #EERR IPF RARESERSIERLLER

— & & A honeycombing’ T] At & # traction
bronchiectasis 2% bronchiolectasis #1 48 ik &
37 (reticulation) A 25T H IR EF EIRIBARIE R
(ground-glass opacification/opacity »GGO) *;
honeycombing & R K/ 3-10mm EBEREHR
STEPAMERVE R S 2 H B EHMR R R BEFER
el —ARATER RS (cyst) (&R BEAZEM
fewi8E B A (5 O M E & honeycombinge &
B LIRAA LS EME R ER honeycombing
B> 7EER4E 4 probable UIP» LU FEI=415)°D
EEZ TR1& %A subpleural honeycombing 18
JMAE R 2 traction bronchiectasis’ IERFFLRT &
probable UIP BY{&H-F#1EHY indeterminate for
UIP fmkt = ZEZE 2 1L basal  subpleural

1B reticulation 12 E ¥ > 2 AS B 2R EF Al 4E 10
RERRE Al AEE @ S HfLEST GGO (B o B —
1545748 alternative diagnosis BIIE3E LRI AE 14
BIanFRM R RS IR A B EL UIP Z E B A&
RS HMERES o

REBARAY RS EORIZ MREBRRE TR
FEUIP ERMAEZEZES IPF ERES
B3 BRAIFEBEMDD EEFWINREH
VBB SR UF M) R 5 TUETT RIS
REED2EFEMRENES BEEEIRE
B CRIRBIC BN R E A EIAZER
JELRZ  #TR IS5 | N2 ZZBREBRIEA G UIP AY
REBRIFMUIAMTREMEPERE
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(A—C) Transverse CT section and (D) coronal reconstruction. Magnified view (E) of the right

lower lobe
:‘ i
L]

[E= .Probable UIP [Ef§l

$h ¢y

F 4

(A and B) Transverse CT section, (C) coronal reconstruction, (D) magnified view of the right
lung and (E) transverse CT section of lower lung zones

.Indeterminate for UIP [E]f5l



(bronchoalveolar lavage > BAL) > (B E M5
SEEARIEREHE o

WARIES |t RIE N DA 4 58> LR D
FEZAATGRER—UFNER BB B2REH
RERAMSE S HHERTAI B AR (R—) Tolb
SMETRRISS | BEERREISE RN R BB RIRTS
UPHImERZZREHFEYIR (transbronchial
biopsy > TBB) #,;2/&]1 |/ (cryobiopsy)’ {EE %
KEFRESH WREHM 3B EREEERE
B2 UItMBT R EES R BNAER 1 ERX
EHHIIESIIEEEE MDD > 3 A A KR &
SREER TR LRI R B AT AV B K5 sR AE
MIEE IPF R B BRI R AR R
BRI PRI & B2 IPF (WEIRKHIE ' o

BN EE BB E R mHIE HGRE
TEFTE AR AR IR S E0 B > BT em SRS AL R
HEH (RT); BRSO EERIETT HRCT 12
BRAEHREMEAZRRET GG TR
&l BhH EnE S A RASH A (air-trapping) > ¥
B BRI aRRY R R R U E B A EEML
(dependent part) BY&1L4RE R IR TAhISMHE

(atelectasis) #E 2 @45~ GGO T reticulation»
RS ZEIR S R HRCT #4& I IE SRR E
EHITRVIER > FItfthiE HEREA ©

(bronchoalveolar lavage > BAL) s (B E
o $EE BRI RIE R ZHE o

WRRIES |t RIB2EN DA 4 58> LR
FZABEGRER—LFER BB REN
RIRMBM B S REIAIRLASR (R—) 'olb
SMNIRTRRTSS | BERAREIS M A RSB AR/ S
UPBIREERS I REHEYIA (transbronchial
biopsy > TBB) /21 (cryobiopsy)’ {EE%E
REFRERH T AREHEM 3B ERBEERE

2 ILMETI R MRS R B4R 1, ERX
BEHBVIES|IEEEE MDD > 53 A A KR &
REBE R ELRIER B AT R E PR e smAE
MIEE IPF R BB R LR AR R
BB Ak 3L & B2 IPF BYEIRXHIRE o

LB B E B HEET R E L EE
SEFRE ARIRRIR S B > Bl am SR M AR
HEA (RT); BRSSP HEZRIE!T HRCT 12
BSHERBHARRRELRITE LRT

Clinically suspected IPF*

UIP

ulP IPF

Probable UIP IPF

HRCT pattern | qeterminate IPF
Alternative IPF (likely)/not

diagnosis IPF

Histopathology pattern

Probable UIP Indeterminate Al'Fernatiye
diagnosis
IPF IPF Not IPF
IPF IPF (likely) Not IPF
IPF (likely) Indeterminate Not IPF
Not IPF Not IPF Not IPF

F— . RRBENRIPRHE SH:SH IPF 5R
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ulpP Probable UIP
Subpleural and basal
predominant;
distribution is often
heterogeneous

Subpleural and basal
predominant;
distribution is often
heterogeneous

Honeycombing with or
without

peripheral traction
bronchiectasis or
bronchiolectasis

Reticular pattern with
peripheral

traction bronchiectasis
or bronchiolectasis

May have mild GGO

RZ . AIHS HRCT HRSHFINEIERGRRAHFR

BRAIHBHIET R R AE RASHE (@ir-trapping) » 41
BB ARR 2R R R U E R AESML
(dependent part) VLAl R ZAEE TSk
(atelectasis) &2 i # 15~ GGO T reticulation »
R EHZEIR S R HRCT 4G IE SR iR E
TEHITRYIER > bR tHaREA o

Indeterminate Alternative
ulp diagnosis
Subpleural and basal  Findings suggestive of
predominant another

diagnosis, including:

- CT features

o Cysts
Marked mosaic
attenuation
Predominant GGO
Profuse micronodules
Centrilobular nodules
Nodules
Consolidation

Subtle reticulation,
may have mild GGO or
distortion ("early UIP
pattern")

CT features and/or
distribution of lung
fibrosis that do not

suggestanyspecmc ) -
etiology ("truly * Predominant distribution

indeterminate for o Peribronchovascular
uIP") o Perilymphatic
o Upper or mid-lung

0O O o o o

+ Other

o Pleural plaques
(consider asbestosis)

o Dilated esophagus
(consider CTD)

o Distal clavicular
erosions
(consider RA)

o Extensive lymph node

o enlargement (consider
other etiologies)

o Pleural effusions,
pleural thickening
(consider CTD/drugs)

BN 2018 55| EHTER
FIH

IESINARBIEE—RUPRBATENH
£ subpleural #l basal lung> T E D #H B &
B % (heterogeneous)eHeterogeneous i& 24
2011 FHRP B RERIN ARBRAEHE
DRI (patchy) BUERS TEMAE1ERORH 2 S

F] AEfF £ IE ¥ & 15; 55 — A Z honeycombing
B H I K & 7 & 12 traction bronchiectasis 3
FE

bronchiolectasise £ 7+ & 89 & honeycombing



TERBERRZEN IPF R R 2R EFERNRS
[z T &= T B L 5% X35 H traction 155 A B &
EHE— R UIPRIREEH T subpleural M
basal lung’> 1t H 32 EE M (heterogeneous)e
Heterogeneous 5 &6 7E 2011 TR B R B 1R
FIRY> A& E A 2 %113 (patchy) BIRKES
TEEECHRM B EFEER&E; $ 8
& honeycombing & 8 5k & 1 /& 12 traction
bronchiectasis 3§ bronchiolectasisc Z;F 22
honeycombing 1 & & E&PRz2 i IPF BRI A 244
BEENEY RMxEBLmXISH traction
bronchiectasis 3 bronchiolectasis iR & A7 7E
BRZARAe

¥ ARk 5 51 1 10 B9 “probable UIP” & & 2
FE D H K subpleural A basal lung 73 i 15
U % % heterogeneous’ 78 & honeycombing
{8 A & A reticulation & #f & # traction
bronchiectasis 3 bronchiolectasis> 1 78 5F
38 — L& GGOe M probable — 5 B9 58 = tb
possible AR ATAEM E S #218 L% probable
UIP RIFBVR A B RAB 4RIl 2 UIP B9

EHRE

2018 £ 15 5| A 12 2 B9 “indeterminate for
UIP” @FE 571 subpleural 1 basal lung?®]
BEA L reticulation~ —£& GGO g distortion>
TR UIP RIF> 52 CT R BRIREEIE
M) 45 XE 7= 978 B B Rl o 26 FF B — L5 SRR IR HH BV I
B #E SRR 15 2 inconsistent with UIP» £z & 454
RIEZHAIEERUP BEREGYEER
RBR% 25 CTRITERR EFRMERR

(microscopic) honeycombinge

HABRER e R EEF L0 BHICERR
B2Ef “indeterminate for UIP" B A EEEKRE
BHEARR-NRESERNERR BickRK
EMES2HEREHMEENSE HFEEES
RERMM B b TRIEEHARE RERIAE
SR A UIP A G E2RKE2 - B Recig
ERNRES MBERER A4S WM TS —20
AN

£ 2011 Y455 14BLE - BIRATIE T HARSS
ERD MNERBERKREEZRE CTD BEiniHE
BEEEEARRMRAMKE Rt T BN
BERTEMESS (perilymphatic) > CT 45348IRTIE T
3 BAREBIAEED (nodule) o IELEFIEIER A 15
FGLIEA” alternative diagnosis” ©

B Rt sEBEm
ERREE B

IPF 2 ILD 4535 4 B E 14 Ak (Idiopathic
interstitial pneumonias’ IIPs) BNEH—7F - 1R
¥ 2013 FEMBDEEZR 526R |IP RIAA B ITHE
BREMAISERENEY NIRRT » STERK L
WIEZE FRIERIP EES IPF AN EMES
i (BF ) > BiRIEEE 2018 £RAERE
IPF {45 ILD BFA920% °; BRR EREZHSE
B IPF BB ALLEE &6 IPF 843 /Ah
Bt > AR R SR IR AR AN TR o

IPF By 3= 2 fE A B 4E 548 ~ i AV I
iz~ 6 mARRKZFHER T EEHIRBIBF
T 1N EBIB 50 iRE  UEBFABL - BB
BRI RIA 25% 2 50% BEA D HIRHIRIE
(clubbing finger) B B EMNRITERERE
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Interstitial Lung Disease (ILD)

(e.g.
disease, exposures, genetic)

ILD of known causes
drugs, collagen vascular

Idiopathic interstitial
pneumonias (IIPs)

Granulomatous ILDs
(e.g. sarcoidosis, fungal,
mycobacterial)

Unique entities
(e.g. PAP, EG and EP, LAM,
vasculitis/DAH, neurofibro-
matosis)

IPF: idiopathic
pulmonary fibrosis

25%

NSIP: non-specific
interstitial pneumonia

} Other IIPs ‘

55%

AIP: acute interstitial

RB-ILD: respiratory
bronchiolitis
interstitial lung disease

Elf .2013 FF# ILD HEER

Condition

Chronic
hypersensitivity
pneumonitis

Connective-
tissue
disease-
related ILDs

Drug-induced
ILDs

Pneumoconiosis
(Occupational
ILDs)

Examples or Causes

Mold, avian antigens,
mycobacteria,
isocyanates

(specific exposures
are often not
identifiable)

Rheumatoid
arthritis, systemic
sclerosis, idiopathic
inflammatory
myopathy(e.g.,
anti-synthetase
syndrome), Sjogren's
syndorme

Amiodarone,
methotrexate,
nitrofurantoin.
Chemotherapeutic
agents

Asbestosis,

coal workers'
pneumoconiosis,
silicosis, berylliosis

R=. 58 IPFEEMN ILD

102

<2%

pneumonia

COP: cryptogenic
organising pneumonia

5%

Unclassifiable 1P

rare

Clues from the
Patient History

Microbes in the
home or workplace
from forced-air
heating,
humidifiers,

hot tubs,

water damage,
or visible mold;
indoor or caged
birds, down or
feather bedding,
agricultural
exposure

Joint pain, stiff-
ness, or swelling;
skin thickening or
tightening; rash; dry
eyes; dry mouth;
heartburn; muscle
pain or tenderness;
Raynaud's
phenomenon

Medication
history

Occupational
history and
exposures

interstitial pneumonia

| PPFE: pleuroparenchyma
fibroelastosis

Findings Inconsistent with IPF

Physical

Inspiratory
squeaks

Synovitis, joint
deformities,
rheumatoid
nodules,
sclerodactyly,
mechanic's hands,
Gottron's papules,
Raynaud's
phenomenon

None

None

HRCT

Peribronchovas-
cular
distribution,
mosaic
ground-glass
attenuation,
expiratory gas
trapping, ground-
glass opacities

Ground-glass
opacities,
pleural
involvement

Ground-glass
opacities

Pleural plaques,
progressive
massive fibrosis,
nodules

10~15%
DIP: desquamative
interstitial pneumonia
LIP: lymphocytic
ymphocy <1%

Serologic Testing

Hypersensitivity
pneumonitis
panelin
selected cases

ANA;
heumatoid
factor;

anti-CCP,
anti-Ro;

anti-La,
anti-U1RNP, and
anti-Jo 1,
antibodies; CK;
myoglobin

None

Lymphocyte-
proliferaiton test
for berylliosis



R HAEEZ KRN T B2 R IR | K i Velcro-type
cracklesVelcro 2— R ERENHELHE B
EEEESSREMUHERENES > HE
BRIEEREFNTRSNHEE ——B R NEE
HRCT #REERHAMEEIE] IPF AT BRSSOl
BERIP(IEA 2.5 F 3.5 &> FAB AR ELAhE
BECo

ZlT IPF 2—IBE ARBKE R TR EHR
BEM BTEYFIREREIN hEZ L
1R 75 N BERRE R AY CTD-ILD 48 E R MR &l
% ~Sjogren syndrome T K £ % i > B KI5
RERER R BN B RES S = ZPEEME
BUBIRE ZBERARR > ER S8 IPF s2¥IRY
RRME=FRT o

HHERAEIES IR E E T HRCT R DEH
I, B IBFRIR BRI indeterminate for UIP»
RAEESETESEERI UIP RIT (HFEE

Bt . KRG 2 : (A) 2007 FFE£2 (B) 2015 FEFRKRELE

EEE L UIP #8552 18 reticulation RABBEE )
HRBEFGRIEEERNER UIP & o IFH IR
& ER A6 55— FIRY 73 BB ATE 2017 £/
R/ E UIP BRI 7 Eaim rl 2 RER
B HRCT B B & & indeterminate for UIP B9
LS E1E (E7X); LEIMNIRR#E5 158 4 traction
bronchiectasis thA]gER—IHEEIE5E » H M5
—A{iL 74 IR EFR 8 FHNFGE Eh RS LtR
® (Bt ) #hRE5|NMERE MDD NEE1% >
SEEKIE MDD WAEEE N FEREBE
R EHM B AR F TR B SRR ERERRIRF
IPF 2 BV IERE R > R ] 8N 2 Rz EnROFEE
BEHIRF A A B B E st w2 B a2 b o

IPF BERRRIRA X RBA AR A A4
RZERBER AL GRRERSIS LUEIN
A mAREIRERPAFERRE 10 £ 2%
ABARERIL G RER LIRS
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Lung microinjuries

Acute )
exacerbations

IPF and )
emphysema Slow progressive

course

Onset
of symptoms
S
©
2
2
=)
(%]
Rapid
progressive
. . course
Asymptomatic period ,
v (months to years) e T
0 1

BN\ . IPF IRmRIAESLEREE

EREEER T ENTEART R LEHRME
RERARTMETERNER ¥ ERNAIMEE
(forced vital capacity> FVC) FFELEHIER 1 R
FET AR ° BRI LU M A T EA T EYE
BERVNRE - BEF LA ZZE TAE
REENISE S —HEREZRAIE MR - F4e -
412 (gender-age-physiology’ GAP) S &k°

EaEAE BF34 IPF BURIEEE
KA FILAAFARENE R EYNEE RS
MBS RS AR B IRM R E i
FARY IPF EZBELEMBERNERTHIR
B S MM R P FEAG TG M 4E B AR AV ZEY) »
TREMA A E T A B IR T & n FRNEY)
3 A nintedanib # pirfenidone M &A1 LR
MR AR BIEE RAGIEEE °; M iEE A
i IPF IME— 7575 REtRETRIZERE 3 FHM 5
FEERBERE B3R L EREERESE
TR BN TISMEE O B A EAIEZ T

I
2

Time (years)

FRAZ1ERY IPF P8 FHEEE %~ 55 F 65 5% S8
BN EES B R BB a0 s E R AERIMI B
BB SRR EEI MRS EN B H R

BN BNmERSSRCEER EFER
JELE TR IREBIERIRA R o Pirfenidone TE M IEIE 4]
B CAPACITY-2 #1 ASCEND mh s i 25 ER 78
RIVEEIEIE SEREE R/ RE FVC TR 12
aBRAMERIEETAENSRETEH 78
BiEmE B EEA BT EREEE
YER 70 LLINREERI ERE A FRBRBREX
3SEZESBEARESRIE AEREETERE
ZERSEEREE o Nintedanib EIBARR 5
INPULSIS-1 A1 -2 RE&ERTEEEF DRE FVC T
b SHDMAERETIAEEE R AE 4R
B> REEMNEERAIREE © o XM AILEE
LB NERRAME R ESEE
s 2o EEREN SR URIERNA
EEEE-



IPFRBEAREFTEMDD 2> BEFE
EECaE > NEAHSERIER - ERILER
EHIFER 02018 FHEIRHE 2T (New
England Journal of Medicine » NEJM) BY[E]ER
XA R T i LIS TREAERSS > K2R
B9 IPF 24t S ERHIHISE || B fh e 4mrEEEA
FEIEIFE M RIZ (innate immunity) 5@
EZF > TR ARBTEMEEEIH A )5
EIPFARIEER 25— RBERABLH
AR EFRAE RN EB RN LIRS mEY
W PIRERY R B B T UE 0 E R B ER
FrFE4ERY MDD HE2 2 |PF s2f » RRAIFE
AE3 R N B AR EYIIRC S 45 E AR A
FLURETER > EY)AE BZRIAMAEE IPF
A PIERINIE MRz — » BRBERERRE
ZHESERNIEEBE o
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