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tissue) HERERIE EB R EBUMNMIIE / FFIREE
£ 2013 FHEER T E AT E MR E MR
DR EH 2R A SRt R R 2 M b (idiopathic interstitial pneumonia’lIP) 348>
J& (interstitial lung diseases>ILD) B9 5% (A 1R 5 BRIR B EEIRIMRR AR D8RR T B5F
B> REZIE PICNIC [RBIRLZERE PICNIC £ HRVEI D A REEEERY IP I I ARE R R
IEIREELIR D RBVAHEERR (Pneumoconiosis)» SEEREEMY IIPIRE (B —) o
ZRETREBNREMZER (Infectious) 10V E=E
1§ (Cardiac)~ lymphangiomatosis (Neoplasm)+

45 2% M (Idiopathic) K 4% #% 48 48 (Connective a\»° %?gﬁﬁiiﬁﬁﬁlﬂ

| Diffuse Parenchymal Lung Disease |

I
I I I I

DPLD of known cause, Idiopathic Granulomatous Other forms of
e.g. drugs or associated with interstitial DPLDe.g. DPLD, e.g. LAM,
collagenvascular disease pneumonias sarcoidosis PAP, LCH
(IP)
Maior IIP | | Raer | [ UnclassifiablellP |
I |
Chronic-fibrosing Smokingrelated Acute/subacute LIP: Idiopathic 1. Inadequate data
P P P lymphoid interstitial 2. Discordant data
T T T pneumonia
IPF: Idiopathic RB-ILD: Respiratory COP: Cryptogenic I' -
pulmonary fibrosis bronchiolitis-interstitial organizing PPFE: Idiopathic
lung disease pneumonia pleuroparenchymal
I T T fibroelastosis
NSIP: Idiopathic DIP: Desquamative AlIP: Acute
nonspecific interstitial pneumonia interstitial
interstitial pneumonia
pneumonia

— . BRI R E AR R 48

B EE « SR BEEm
EEE 1 886-2-2778-7711
ik - 106 BIETHAZEBERE = 249-1 5%
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B BB ERRN AR TENRFES
BRI AARR T EIEERFBRRE FHE S A
S MBI RREARGNE HFRZE B2 1B
RHMBRB - BERRE (LEZERBERR)
%> A TERRABRAMRRR BEARBENFI G
B CHEST HATI&EMM S EREREIARTRE
EMRRESEIAE  IBRIRE AR ERNIEEE
Z 2B ME (crackles) Em B & fHER &0 H IR
crackles > FEB B MECHTIRE A E S Bk
REYEEMEBERRBENEE R BRERAL
FEHITIRE BAETREZR ST HIRR

BEREEEMEEtRBETRERE
IRBRREEE R FhThAERL BRI 2 2 FELEER
TRBEREIN BAEEBRARMINGERE BR-
EEREEMINERERZIRNERES M
4 7R 77 (total lung capacity’ TLC) - FiER A&
(residual volume)~% 1 ¥ AR E (forced
expiratory volume in one second’FEV,) ~ fif
sEE (vital capacity>VC) B FF&{E FEV, / FVC
(forced vital capacity: BAff/EE ) IEF; It
SMNITEALE (diffusion capacity) @R EE & H
mERERMR -ZGEiBEE T T EE
BENRERNER BIRERENMLPZ
R REEE LARS MAlseB S HEMIT
k18 PR ZE R SR AR B4R

FHEHMNENERE A EIENE (computed

= BB ThAE Al B R BUKMAE B W2 B Ry
TR -REEANBER AR 6 HEESHAHN
spiroergometry’ B RERAR KRG =MREE-
TR M0 1 B IO PR %1 (ventilatory limit) o tE5h
BN fsE58 802 B H IR T A5 4% AR AR SR E AR B =K

SO MEEREETHRRS R S ERERF
(rheumatoid factor) JUuR/NEE&HAR (anti-cyclic
citrullinated peptide antibody>anti-CCP) Kt
18 (antinuclear antibody>ANA) %> I F) i i —
PN P

BEEREMEEBRETN—TEEE
B R IR M5 28 R 4 M 3t pE ) 28 B i 2 =2
BRESHIRSE UM E MK (usual interstitial
pneumonia> UIP) RIZ > W I FRIZE D M H A1
BERE UP mJ8EA UIP AT S UIP /IR (%
— ) AMMLIFFR B AR E eI B SR AL
BEZAETII R UL B e A ERK L
B AREEENEE_RRNEXR ALt
University Hospital Basel i 2015 AR IEIT—

IPF 5 B RVER R B ETH BB B RN E R
R o sAsaE X 7ARH DICOM (Digital Imaging and
Communications in Medicine) &> B University
Hospital Basel fkigZ&R—BRHEITHIE - BRIS
IE IR R EHBNH R BB R RENZE R
&> BE| LB AR T 3.8 XARIEREER
L, EERITHARE E R M RENIARTR
= BETRIREEEVE EERRIN TREIR
TEmERR FHLERBTEARGEBIIFH
RFIE UIP (n =852 46%) BIM—HAIRFE (n=
69 37%) S PIAEZ UIP & (n=32>17%) > BRHCFEEA
ERIRER BT 45 HEREM S R UIP & R=
KREZER BUERT AR o

TRERUEREENZEH IR RT
BEUZ mE A AL E (bronchoalveolar
lavage’BAL) HEERARBE B RS HIEf B 5 H IR K
RS EREENTRIN EEETIRERY



UIP Pattern

(All Four Features) Features)

+ Subpleural, basal
predominance

+ Reticular abnormality

* Honeycombing with
or without traction third column)
bronchiectasis

+ Absence of features listed

as inconsistent with UIP

pattern (see third column)

Possible UIP Pattern (All Three

+ Subpleural, basal predominance
+ Reticular abnormality
- Absence of features listed as

inconsistent with UIP pattern (see

Inconsistent with UIP Pattern (Any of the
Seven Features)

+ Upper or mid-lung predominance

» Peribronchovascular predominance

+ Extensive ground glass abnormality
(extent>reticular abnormality)

- Profuse micronodules(bilateral,
predominantly upper lobes)

- Discrete cysts (multiple, bilateral, away
from areas of honeycombing)

- Diffuse mosaic attenuation/air-
trapping (bilateral, in three or more
lobes)

+ Consolidation in bronchopulmonary

segment(s)/lobe(s)

xR— . EIEENE UIP RIVFT(HIEHE
R (transbronchial biopsy>TBB) o &Y |PF
fm B BAL AR E 2 IR E KA (macro-
phage) REEFMEK (neutrophil) tEf EF& 6
L1 EEE 14 B (eosinophil) 10 & M B EKLE
BliEE (> 40%)> BIFEE BB (hy-
persensitivity pneumonitis>HP) 89 BT € M4 %;
A BAL HE—EMNZEEN BEESEE2E
MEHREE IPF BYREBIETT BAL BRI EEH-
S—HE RIEFE TBB M2 IPF FYLEER(E
#9 20% BEREMUN sarcoidosis 3% HP %32
BT SE 80% MR 78 A XEkts LR IR EED
42 TBB W82 B R EET 4 UIP BOLE=RE
#930% *» [FILER A% A TBB 28 IPFo

2 IR 2R BRI
5E R

F TR (M B A fR 8% % Bh F 97 Video-
Assisted Thoracic Surgery > VATS / BRI )
NERES A REHEZFMIRNFRE
JRE 90 RIETEA 11.6% HAFFE UIP Bk
B 90 SRIETEFIE 15.2% BN I K=
Ftl R HHY 90 RIET AL A 4.3% *; HE
ARt B R R B ENRSE TR ERERF
Z— > RMESEFEEBENEEREURE
XA T REIREERA (30 RFETZHRRE
2.1% %I 18%) >*> AL B a2 B B BT F AT
R EF % BEIEERR L E 5% [R5
4 IPF R EB SRS FMI R B —EREER
BFIREREEZFMURETERRS B
RIEFLAPIE Basel BYAEEE>2000 F3 2014 F/~
R ETERZ VATS SFEMFMIR 294 & ILD
REBH> BHE (54.7%) B REIDHIAREE 1%
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SFEMIIR% 30 XK 90 RFETXRNFIA 6.8%
£110.2% > EEI ERETFRE ASA D EETAE]
TENEREEMIE > SR IEHRETIEEILE
RE T o

ERRKETREFLHEYR (cryobiopsy)
RS EREMMEENR AR ESMEE
smoCryobiopsy ssM B EEFER B A
B RSRBRERANER HZBREN &
AF B ZEEE R A cryobiopsy 52 UIP B9
EEERAIZEE 70% ° tL1E4 TBB B9 20% SH
oA MZELEEIT 300 &= cryobiopsy
81 150 Z1%% VATS 1R BOR EB BARES B
HWEDRA 82.8% B2 98.7% BERKH K&
FET XL cryobiopsy #R1LBEEEE S ; HE4H
cryobiopsy BRI EE A 20% ) ki
BB AKE S UIP 5FE:2 IPF Ok E %
SRBBE N EHEENREURERS &
b EHEEABREZNRE RMERL

it TBB> BfREKEITE —MEEL cryobiopsy?
MR 70% ZE 80% HY VATS R Eo

B ZERS(rok

MR ARSI B2 NI KIS ERFEHILFE
PIFIER UIP> A E R RS EC M & BUAS RETTHT
i (R KR=) > ALLZE ILD REBEFEERE
ZERHESE-

BEBSZRER ILD M2 i E R BIREHR T
M ZEER RERB B OEDE AR
ERm EBES2RETEERZES HIE crackles
HEREREENEA T BIKEE KA IhEE
B ILIMNE E AR RV R BRI LUETT BAL / TBB /
cryobiopsy % I ¥/ D EUEE 1T VATS 1)
F-RSHEBEME HZERABHREF R
B A2 LD FIRIERAZ

UIP pattern

. Probable UIP Pattern
(All Four Criteria)

Possible UIP Pattern
(All Three Criteria)

Not UIP Pattern
(Any of the Six Criteria)

- Evidence of

marked fibrosis/
architectural distortion,
honeycombing in

a predominantly
subpleural/paraseptal
distribution

- Presence of patchy
involvement of lung
parenchyma by fibrosis

- Presence of fibroblast fod
+ Absence of features
against a diagnosis of UIP
suggesting an alternate
diagnosis (see fourth
column)

+ Evidence of marked
fibrosis/architectural
distortion,
honeycombing

+ Absence of either
patchy involvement or
fibroblastic foci, but
not both

+ Absence of features
against a diagnosis
of UIP suggesting an
alternate diagnosis
(see fourth column)

OR

+ Honeycomb changes

only

- Patchy or diffuse

involvement of
lung parenchyma
by fibrosis, with or
without interstitial
inflammation

- Absence of other

criteria for UIP (see
UIP Pattern column)

+ Absence of features

against a diagnosis
of UIP suggesting
an alternate
diagnosis(see fourth
column)

+ Hyaline membranes

+ Organizing pneumonia
+ Granulomas

+ Marked interstitial

inflammatory cell
infiltrate away from
honeycombing

+ Predominant airway

centered changes

+ Other features suggestive

of an alternate diagnosis

R= . HEEE UIP RIVSHLIEA



HRCT Pattern* Surgical Lung Biopsy Pattern* (When Performed) Diagnosis of IPF?*
uip uip YES
Probable UIP
Possible UIP
Nonclassifiable fibrosis*
Not UIP No
Possible UIP uip } YES
Probable UIP
Passible UIP } Probable*
Nonclassifiable fibrosis
Not UIP No
Inconsistent with UIP up Possible’
Probable UIP No
Possible UIP

Nonclassifiable fibrosis

Not UIP

= . EISErE & 1 EB S 526N IPF R
{f ~ IPF 938 5&

BER IPF aRK B REETEEENE
BliRE > BAEFIAE IPF RENEISHERAL
EMmA RN L EERE 2005 FH7FEHRA
BIRETERy AR BB ASAE2ER
BERGHER—HHRE  BRAEAE-EE
2005 = 2015 FREA IR T (N-acetylcysteine
NAC) ~ pirfenidone ~ nintedanib 8951 548 £t
BREER > BELE 2016 FEHEEMAREZS
MBS R RUETHE R U RER
REEE%HER IPFARNEER IR

B9 G f N1 43 4 I SR SR DAL A B T 2%
ENink

g RER PR 5l BE 2 E 2 558 B pirfenidone
£ nintedanib B934 > {8 pirfenidone A EEHE R
PRIBER FVC LR (A2 FVC A5 50%
2 90% FERAMEZ M ) dtt—IREHE A A FVC

BRAELEBEERENRER Uk—aEhkHER
£ (diffusing capacity of the lungs for carbon
monoxide » Do) BARKIR TFE(E FVC EUETRAK
HmE e R AR REEGRRINEBRKR
ZRR R PRI —RIRE ZERNEY) TR IR
ER LERNEEN NG EERRGER U
IPF 2R50 BR IR LR EETERHEZ BHNE
REUREREFR -SHE-BE -BEKE M
AR RS- EREERRNERENENR
cEhMRERGRRS BEERLELERNG
IR SHERZARBE-BENER LR
#~FEV,/FVC {E IE & A0 5 8 B! fith &= PE 6 A i
B GNREGRHFESAE R SHREARBIR
RITMHBATE E BB ET > (EER R B BN EE DA &
BERPRNEERERTESRE th#ES
FRftaERRE.

B LSRN s nintedanib &8 R s%
EIRE FVC LR MR EAtIEH nintedanib
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ARRERHELREMSBEZRBHMBBERE |}:5E N :%ﬁﬂﬁ_;:;

ZREBENR AR (B2 ) ez 5 R EED
BITEs2 6N IPF E T - mEBEMEEHARHIREL 2008 FERFE—R 48 mEMREHIRE
R R RIAEEY AR o LA ISR E TR IR BRIV > & AIFHEER crackles XL
HARmE LU KR AP UIP RIR KBS ERRIRSR BN E R EIKETE R
nintedanib #AIFEEN E REEBENESHE GBI IFHABAEFE (honeycomb) AILIES
FER A (ERIAE S (El= ) 2o

FVC >90% predicted FVC =90% predicted
0 n=166 n=108 n=472 n=315
A= '
2
3 -50 -
@
©
© ~ -100 -
W @
2L -91.5
Q= . 4
s E 1% -121.5
= O
2>
2L -200
c
©
o
2 o504 A133.1mL A102.1 mL
3 (95% Cl: 68.0, 198.2) -224 6 95% Cl:61.9, 142, 3 -223.6
T
< -300 - Treatment-by-time-by-
subgroup interaction
P =0.5300
B Nintedanib B Placebo

B = . & FVC X%8£ 9t Nintendanib 3%

Honeycombing on HRCT and/or No honeycombing
confirmation of UIP pattern by surgical and no surgical
lung biopsy lung biopsy
n=425 n=298 n=213 n=125
= 0 T 1
@
£
3 -50
©
5
o — —100 4
Q=
© E -108.7
E g —150 1 -122.0
[as]
2" —200
c
[av]
ge]
@ _250 4 A98.9 ml
2 Ao 222 (95% Cl, 36.4-161.5) —221.0
<  _300 - (95% CI, 76.3-157.8) Treatment-by-time-by-
subgroup interaction

P=0.8139

. kB E S VIP Ri%8# 54 Nintendanib 3%

Bl
[
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VATS IR &AM R IPF Ik ERVIE G4
T #8[E B2 ~ azathioprine # NAC ;&% © | 2009
Fr REBMARTEMRBERK R NS > fHIhEE
BERET TLC 66%~FVC 70%~ FEV, 74%>D,¢o
34 %6 iEEEAEHBE 510 AR -wESR
REBMES 87% B TEZBBREMR 5
mARRIER MBI BEN N ENEN A
mycophenolic mofetil & HHEHEIE 8= B o
HSHBRAEREEGRLAIER BELKE
ERNEINRERL BRBEMNGISES
4MPE (fibroblast) 21 e

RERBEZAEET 2014 £ ERH
THAE R T IR BER TLC 68%FVC 71%~FEV,
65% ( % Z&1& 70%)~D\co 32%> 6 43 §% iF & A
A% E 500 AR REAREENE 84% B
ARBEEFBEE MERMEEBEEENED A
pirfenidone # nintedanib B> fF B EER
= 58 AN B E I BMBUE (T B - PATAE 2016
FEFIIAE A nintedanib BB Z A FEBIRN
FRABBRRRITENMK EEEHRERIR
ETHERGEIH KXRERUAESA
FE/NARBEL TR (non small cell lung cancer >

B RREZNAAREWRE LERA?
Fili ? AR B =20E?

IPF 7% 2B A9 NSCLC BEFLHL—MikEY
S B AEBRRMUREAT HBAERL
IPF 7 8 B9 i 188 e B HL R B AR R > (B
REEIBRE M CRT > FITRITAR S XA
A E ISR IR PA (retraction) ERIEER R
(prolonged airleak) > EEIBM % T AIAY B EE 8]
= A A E MERITREEEHLUSER IPF

2R BERRE G EBMETFINE
FE - U ER B Z AIOARRIEEE B KRR
ERRARRSERFEERNNR BB
£ INPULSIS -2 B8 ESEE - AT /a&RAIA
FEIG P EE BR B RVAIARML > SRR A RELI BV ST 3K
BRI R BREATE RN MM CIMENEITR
ek

ZEERBEEFR - ZERELIFET
BB EULE P T FiasT{d > spiroergometry
EHBREHETCGNERERELZETHE
) BR 17 (lobectomy)» 75 A & 3 A & 7] bR i
(segmentectomy)e TR #E AU FMTTIFREERE B
BRT RMEETFER BREEE_FHE
EBERR SHRR L FURERE—TI#
TRETIFRMT o mBEMBMERIE i@
BiRsIMBEREERRR / /RNER > ELE
EEITFM - EEZRFMRINE RBEA
ERPL > AIERRE BIRm Uk BIKETER
HIRKR » EHRE L BAL HiBRRR % HIEA
IPF &M » REBRBESH IPF K NSCLC
MIEGER FSETe

2k~ HAt S FAARAEIA

RS b A (E A RO R R A BT BRI A 5T
ZIREWFAR RS BV - B R A UE
AR ? IRE— LA RER ARIBIEDA
Ry B RYAMINE R T FF& (%9 10%) » LEEF Y
AUFERR T3 E4ERRERNB RN
ST IRIE - FI > IR B EIREE ? — AR = T
TEREY)EYMRE AEEEEEERT
HEIERR A o
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BRTZEEY 250 IPF A BEMaR S TV rliE
ECfe A - SEAB R A% (B ER1E (2 I BRREIR T+
IPF mEMVEEFFE N REERE  ARAaRAR
IPF AmEBNEEBREERZ > AR S IR
RERAFEAR WEEHFRBEREER
AR R ENESRRE R BILFERES
SRERBRUHERERZRHEER - R1& 2 AK
RESREFMECHEMIBFBRARAMTE
BF& BENRBEREZMASEENMERIZ

REBA T aR BEEMALBARETH
Bt EDAR S S B IPF BE N@RE R
FSHBRARENEHRER  FILmEBENAR
FARMMENEF -

ERILD ZHBfAER  AERNBER
2 IR R —iRBIS AR At E R A9 E
FE A A ERNRER BEEEKRMREMES
FORRERBAE TSR EREMBRE
BBV KRR BEMEN RS2 B MBS EIA SRR
MRIE o UFLFIFRTERI IR 2365 > BNER B AR AV
PERBEmE A2 A B KRR HFIERHEM
BRAHESEBBEHOZFIRNHF R AR
fRe2 ETRYIEREE
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