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Interpretation of “Idiopathic pulmonary fibrosis (an update) and
progressive pulmonary fibrosis in adults: an official ATS/ERS/JRS/
ALAT clinical practice guideline (2022 edition)” *

Yu Na, Zhou Jia-wei, Li Xia, Zhang Ting, Liu Zi-yan
(The First Hospital of China Medical University, Department of Pulmonary and Critical Care Medicine,
Institute of Respiratory Disease, Shenyang, Liaoning 110001, China)

Abstract: In May 2022, American Thoracic Society (ATS), European Respiratory Society (ERS), Japanese
Respiratory Society (JRS) and Latin American Thoracic Society (ALAT) jointly published “Idiopathic pulmonary
fibrosis (an update) and progressive pulmonary fibrosis in adults: an official ATS/ERS/JRS/ALAT clinical practice
guideline”, which partially updated the guideline released by ATS/ERS/JRS/ALAT in 2018 and put forward a new
definition of “progressive pulmonary fibrosis (PPF)”. On the anniversary of the publication of the 2022 guideline,
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this article rethinks and interprets the impact of the amendments to the guideline on the clinical research and practice

concerning interstitial lung diseases, and further discusses the potential direction of development and future trends in

the field of idiopathic pulmonary fibrosis (IPF) / PPF.
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Ji4] Jo 7 il 55 97 (interstitial lung disease, TLD ) , f&
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PP AR, o S 2 e N & 2%, Horp e ke
Jifi £F 4 4k (idiopathic pulmonary fibrosis, IPF) f& f B A7
RERPERI PR o IPF J& — g AR B A9 18 1 R AT
PE 27 4 A P ] 5 P il 58, LA IR W IR e s A7 42 o
T ) 68 4T R AL S F2 2R R AR AR, SR 5 M el
S AP R AT T R B T 1 1] B P il % (usual
interstitial pneumonia, UIP) . BEAEHF58 X) IPF 912 W
TEFR 3 2 B O T B2, 48 T UIP SR 2= R
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2 [E g Bl 2% 25 ( American Thoracic Society, ATS) | KM
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N CIPF (5555 ) F k47 % il £F 48 fk (progressive
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2022 LA FE SR I T IPF 1Y 4 B ST 2
1 i (high—resolution computed tomography, HRCT) 5
1R 2 FRAE , FEAC 5 2018 4F ATS  ERS RS, ALA Bk 17
KW IPF 236 A

75 B PR S B TS AF R X TPF JE Rl 2 15 5 S )
IR ANTE B BUR 15 m A 0 e i L AR M SR
75K S5 HE Al R AR SRR AR, IS 200 E— 20 36 T HRCT
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Jeq 46 BHL € T 30 SR VAN S RE YK, R
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A RS, 3 1 HROT 2 28 A% 538 i P ok
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s R A L ARGE Y R E A0 R
W83 il A Ry UTP 945 i, B I B8 W O3 A A HRRAE
PR, — s RAE A, JERE R AR A R $R5E  H
3 ~ 10 mm, F KA 3K 2.5 em), Bl 5 500 #E R , 92 5
EAR R B BN . 2023 4F ATS 21 &3 & AR
INPULSIS fiff 5513 3% %50 4 5k 7 06 o3 il 7 K, G
52 JE) PN 3 s a0k R s AR T A AR SR KU 8 T
o it 250 5 1) B 5% 30 il A5 b B Pk 4 A i S s PR
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A R A B0 A A8 N, P 2 R SR
Pk
1.2 ETHRCTHZGESZK

7E i HRCT S AR F R IE S mlh L IR P 2 15 5%
B, 2022 W4 G 7E 5 28 AR SR K IPF 432k UIP B ]
fig UIP 78 RN o ULP B R0 H A, A 22 IHIE 45 3%
HH 52 A% 2% UIP B A] B UTP R A4 53056 17 0 A PR 1
FEAAL, FL AT BE UIP #4241 2095 HILIE 52 54 UIP 1% 7T fE
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PRAGHY ) B — A, AT 46 v 7 TPF A8, (HIG IR
AT FEA S R TLD BB T 5 TPF 2R (Dl a
2 IR gk R, 21 AE A B AR A S 1 1R) B M il
2 VHA A B R R B ] 5P Al 58 | 4 g 2H 4
FH % 8] J5 4 il 5 (connective tissue disease—associated
interstitial lung disease, CTD-ILD) | £F 4 fb 4 5o S P

fiti % (fibrotic hypersensitivity pneumonitis, f-HP ) \ 4% 7

T (4381 BT o3 25 W35 ) B i A A . R il &

2 YAk Ay 2 1 R 0 5 AT (W) A S AT R R AR 18 9
HEAT I R VA 28, 3R A5 B8 4 (1432 W iU Fn B 97 1 70
2018 4F WELLS S5 H “ JEAT P 2F AL R AL 73X — 18
LB BT (R AE A 7 B AL B R IPF 27 4k
PRI 1 FE R I o AT R AT e f 3R 8, B AT it
A7 1 2 4 Ak 3R 78 [i] 5 % Jili 5 9% (progressive fibrosing
interstitial lung disease, PF-ILD) . WF5% %W, PF-ILD
5 IPF RS AL AR ARLT, o5 R It 1 je 405 . il A8
B0 LR L pE Ve R AR R

H BEAE AN A9 16 PR 9 592 v 45 7 9 PF-ILD & X
NG — A R X PR-ILD 2 o R4 BE
A ZIBIT AL A T 24 N A A4 LT ILD
ERE AR e R Ay 1 3. D A S Bl 3G (forced  vital
capacity, FVC) 5 Wi E & 43 He (LLT 18 #% FVC% Tt
THE ) A X R B> 10% ; @FVC% T i1 40 X T R
5% ~ < 10% , HL.F I 38 i R0 Ak 58 A5 2 10 s £F 4k
AR B2 3G 0 5 I W 0 HROE Ak H 2 AR 27 il R 27 4k
AR BERE I . 1 MAHER""¥f PF-ILD & X N FVC%
T > 45% , — F ALk 7R #i (diffusing capacity for
carbon monoxide, DLCO) &5 #U 3 1HE H 43 He (PR & FR
DLCO% i i1 1 ) = 30%, HRCT K i 2= 12 4> A 11
HRCT /R £F 486> 10% . RELIEF fiff 75" PF-ILD
FE R R AT 42 52 R 9T, I i 0L A5 s R O il 21 4
b, cHP 27 4 Ak 0 A A4 S 1 T 5 M il ¢ 2 1 ok ik
il & . 1 #8 AH 5 Il £F 4k 1k (asbestos—related lung
fibrosis, ALF ) i # SR #5232 R R IR JT 1) ALF (35 16
6 ~ 241 H W FVC I i 3 IR 5 THR AR FVC% Tt
H A AE B> 5% , W2 SCRERHE R . X PP 5
B2 97 2 UL R B K 1 24 A 7 SEAS FE B AE I R AT
PRVEME B 28 S H NTEAFAE — o 25 5 1k B 1] 1
A — 24,

PPF & SN BR IPF 2Z 4, B SR HU R 28 5%
G250 B A Il 2T 4E AL Y TLD BB 25, e 0 25 14E N LR
AR AT A VAR 3 I Ap o v 2= /0 2 300, Bl Al 2
PPF : (DI W 35 i R0 Ak s @A %9 1E e 1) P g 2E
FHIIEYE (a. BETT 1 45 N FVC% FHE 42 %5 F B> 5% ;
b. BT 1AF R IE I 2128 F 5 9 DLCO% {8 48 XF
TRE= 10%) 5 @ — B 5l 2 R i 12F ' 19 5% 18 “F IR
(a. A2 PLE S AE Ik AN 23 P 5K 1995 PRl sl ™
TR RGN b AR A AR R SR T R B
HE5E s o B R /NG S 5 d. AR 2549 S5 14 91 Bl
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FERE 52 38010 5 e. 97 HH A Sl 084 22 1) 04 852 5 . il 25
ik — 2L 45 /N ) o T BRI Y 0, PPF 2 W HERR
IPF, H. PPF AN J2& — Fh Sl () 9 5 28 20, 55 95 78 11 5
Bl 295 JC 56, HUR& —FhE S, PPF (1 £ H 5 98 35 43
ILD 257U 5 i J5 AH G o

XJ Lt PPF 5 PF-ILD & S22 51 : OPF-ILD 5 T
I RS0 , AR B O 48 B, AS I R 50 8 A G
— o HET 2022 IRFE B HE ARG PPF AR S AR i Ak,
5 85 0 25 5 AT AR AR AE A9 TLD B & H 2K . @PPF
AP B L A I 2 e PR 2 B R T
S AR I DR il 21 A6 WS . IR (R BR v AS ™ | B U
DAY I 1a] 45 8, JECA 6 ~ 24 S A BTSN 14E i
5o B U R T AR R B (DR T RE A L
W5 34 | 5 B A PR-TLD fili D RE 12 Wids it , FVC9% Tl
AR X R B> 10% 5% 5% ~ 10% & IF Hifth & .
PIFHXT T B 5% 24 ), (R 1B 5L 26 FVC% THE K 60%
MITLD i, JE 2 FVC% BTHE R % 57% Bl 75 &
PR W 2 PPF 2 Wi bR, FVC% WHE T 22 1%
% 55%, il D BEARIE B T2 A% , JREE i, (SPPE X T
HEALTE AR F 12 W I 1R T A Ak, B 45 T R S B
SR SO ARG /NE . (©2022 JiHE
XiF 8 4395 95 1) HE e R S0 P W E-HP, £F 4R ALk
S5 LT LA DAL T I A 4 5 R 2T 4 fb e B
X AN A2 AY TLD F8 35 I PR AFAE B S (9 5 1

T A Z2 TUE 5 AR R T AS TR 2 /A2 W s o
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PF-ILD £ 40 1) 52 ), — 35 22 Hhvars BA S A 51 [l Josi 14
53 AT PPF BA 3 K B A AN [ I A 38 46 B0 80 L 4 R [
TESCR BRI R AE R A A7 R B 22 57
gh R R, AN TR PPF E CBA B A B 3k 26 R E A
ILD 7 0 20 % LU 5 A AL, {E AR 418 48 B & A9 PPF A
G 1AEF 3 AF TC RS A AE A7 2803 00 R 91% F 68% , 55
INBUILD i 3 5 SCAH ], ulLd 356 5 43 514 91%
F175% , RELIEF i85 & 53510 89% F166% . | ik
W 5% 45 SR %, A 6] PPF 2 W b o T I A 455 1 A1 151
Je W AE AR, (E 48 7 € LAY PPF 2 W7 7 4 PF-ILD Hij
B 12 W7 BT T 0 B U B ) R 2 AR 46 0 1 AR BRI
PN T BB 0
2.2 PPFi&JT

FEA & PPRIRIT e v, X (i FH Je ik Je A 4
T SRR R ARG T A A i R e T g

W FT B Z i iF o, 4k$8 w48 J5 , GHAZIPURA
P BA1153 3] 2 26 1 JE A JE A | JE i X PPF £
BT ZE2E 00T, 45 5 0 Je 38 Je A vl B g ol 3
FVC N R B (A7 41734 107 mL/AE ) | IF 78 414
Br b R AR 25 PPF B FVC AR T Pt 22 SR
K, UIP B FVCAE TR R A8 B2 2 = T 3F UIP &1 (UIP 7Y .
128.2 mI/4F 3 4 UIP &1, 75.3 mL/4F ) , BRI AH 56 [6] 5
i il I BE R [ de I, 3K 252.8 mI/AE, AR 4R R
P[] J5T M il 2R A 141.7 mL/AF , 45 46 20 2305 #H 5C TLD
9106.2 mL/AF , o GCHE il & 2 72.9 mL/AE . kAR JE
Tl fr 25 6 3 Mt [6) B 27 ] 235 il T R FVC T R
FE .6 min AT HE B A L A IS A A B T gAY
EUE 27 UE 4 59 32, (HLB 7R R R BF X PPF IR 7 Iy K
it AT 1) 9 R R AR 2 e R HEA T AH SC I X MR 2%
IR J5 Sk B I R B 7 B St R e %

T 2023 4F ATS 233 & i 45 09 — I 70 18 [ i A7
4 T BE P 3 BB i2 WF 98 (INSIGHTS-ILD )" & /R
PPF (B 3 f B UL B e 2 R ok Bk il R
(25.6%) , Ho Kk I 2F 4 1k MRy & M ) i M Al R
(21.1%) , HAh 25 % CTD-ILD (14.2%) , Z 48 Pt 4k
i AH DG ILD (12.2%) , 28 XU O¢ 95 & AH ¢ ILD
(12.2%) , LAY B ILD (11.8%) o Lk AR H i
BRI 7 A L O IR b F (61.4%) , PLLr
AR IT HLBI3E 51.29% , A B s 2 nsy | F A e s |
5 R TR A FH 5 o 1% ~ 13% , o] WL 21 41k 24
Y3 ¥ 1A PP YR YT 19 F2 00, (HIE 50% 1 L 9] 35
B4 LT 4R 1A T PPF AT 7 3% B AR 2%

3 PF.PPF#z# S

2023 4 ATS 4= £ Hp &1 X IPF A1 PPF 4538, = B2 4
R E RS 52 AR N R AR B DR 2 2 i 5 R 2 4R
F I W R A A AR, T SO LI A TR] R R A T A
B[] BRI i) 38
3.1 EEA=

TE 2022 R AE R, G L R 4 2 A R B B ff 43
F ILD & B2 W (A 15 O B 2 0L, 52 R
I 3% A A 25 200 B2 W b ) B S (E, AR A T AR
JOi 3% G 118 IXURS: Ko 28 21 A S A i 3% R /N A
B, Ve RIS A2 W R Ay R IR R D Horh
S KRR 9% , 25 Fh 2R AL I & A R 30% , 7™
I FARMESE T SRR PRI R R
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T, A RN R PEIET 20 CEOR) FIHEA TP 2T Ak AR I PR 52 R Pl (2022 0D fiff 2

Uo I 1ARAR BT 5 A% UM Bn A% 114 5 PR 21 2= iF 5%
BT A . SRR AT RE A B TR A K
o M R R P it 4 4 A DRI B A4, A A3 S R
) B 55 59 R ML A DG I DGR R AR IR IR AT R
AR T . HIE 4R 1k EEA &Tffif
DL e R iz %t IPF B 0F A7 P S 5 A1 A 0 A Il IR
fem,

TE R 2023 4F ATS 2380, 5 6 e i — Wik T
4 ] fee B R B B0 Y ISR, 48 A 10 182 {41 IPF &
H LR BT 3.4 R IR CR 2 5 IPF 9 AE %
B A¥ Bt AT HE — 8 A O s & N 2, IF 5T 45
SRR AR T IR A W 0 2 44 i R R A, R TR A
BRI TR A B SR B =, AR R R A
FEAR N 47.2% , B AT WA 5 2R 44.3% , 4 1if W & Ry
37.9% ; AE W M A B B U L 8.3 W, B A W A
7.0, HHT AR 8.1 IR o B AR WL AR A AT g K
I R AN B i 7 5 T A A7 485 )y, 31X — AR5 TPF S
Y1 2E 98 B b EEVE BRI IE . 283 I, IE A0 T i
PRl T 3550 kI A4 A S i 5 U T M B —
7 7 BEER A GE TPF 56 R 2] 2= A TR, 08 ke
SRR ARy I

S5 3h Wy 92 50 R0 A0 S 0 A L — S B R R
RARS [ o A 5 I SN | R/ 7l S
(secreted phosphoprotein 1, SPP1) % 1% #r 8 H , 17£
IPF o 5 26 35 I R B A2 £F 2 A /E ™, ik
SPP1 A9 L Wk 41 it A1 JUL R 21 4 40 i A3 B T IPF /992
AP ST, DUER SPPI RE 55 Mok & Kk
[ il 21 446 P B2 B R 11 Rl CDI10S , & —F
A 5 1, AT AE O e 4k A2 K T B (transforming
growth factor—beta, TGF-B ) 8 5 1 1y T 764 4l Bl 2
I 3E 200 L R F- TGF—B 17 W AR5 53 1, B Ak 2
oF 4 b kO OC B R P, XSk HE R M
(forkhead box M1, FOXM1){E k% 5 5 B 7, 7] LA
A% s R) A 0 4 L G Ak S B AR T D &
T 40 it 2 R 1 2 AR ek 2D R E B N AN AR R T
{REH 2B Z M . FH X FOXMI 1 30— B G
I7 V5 T BB IR T Il 2T 4 A6 R 5 A5 P, 1T B
MG IR 25 Wy 2 L F 92 7 ). BRI Z AN, i A CD90
(7l 5 M 0 M ot UL L B 2R 1) LCD73 (—
ol 5 0% 5 1t i O UL S 180 0K ) % 2 1)L CDO (— A
5 HEORE 2 1) ) A R o3 F A I S 5 4L

T2 R A5 v A S E 4 Bl L 40— 20 i A0 6 R ) AH 56
Y, 19— A 5 1ie) il Jlt 2T 44 240 it 1) 448 5 3T F %5 , 1HL
HEARVE RIBLRIA A e i — 2D BT
32 fhEE

2013 4F ATS \ERS B J5 7 WK iz sl it B &2 43 4 3
ATy T < 42 Bz s I Zk R4 LA H o 3 R I AL
Y2k i e 52 B A 2 Sy At A5 1 it 3 5 s , 4
15 4 BH 2 1 it 5 90 19 IR 25 006 97 T B, AT 0B I R
e AR AR T BT M PR D fE . DL IPF R PPF SR AR 3R
(4 PF-ILD B T 77 16 I W PRI ME 2647 P in = PP ) g
B SR IR B, ORTa ACIE PRI I R
g AT R Bl AT M BB U . RS K IR
SRR M BRE A X LD AR 2 R 9 RL0, W I 2 Rl
IPF F8035 (1 il D R, 12 oo A 3 o Y, L 28 il B 2 5
JRE RE R A3 B A A7 I Al 5 0 L £ e o AR
FEFACPH . ATS (ERS 48 B9 H 1 X T fili B &2 1697 IPF
{54k F 55 HE1E , U X 712 R i e e B A 3. #E
FEUG Il B 52 J5 , IPF A8 3 I AT R e 38 W ., LTt =2
PR G R 7E R TLD Hp i JC B AR 2538, it B 42 XoF e
I ILD BA B 9 K 01 5% e 54l 415 SR AR /0. H I IPF Jifi
JE A2 E Al s, 00 P9 6T 4 1R 92 3l RE T RTIG R E
KA BEZm, HRK PR AR AR, PAN &%
A T4 B 1 20 10 il e 52 Y1125 %5 IPF 5% 0 1) F 5%
PEATZEZE A3 HT , 25 9% /R AE IPF £ 3% 76 Jili BE & A A
TR (6 A~ H P9 ) I PR XERE AR |32 ghif i AR 3
WA R H 64 A G Lk el M DLk RO
TR H 64N H PN A RE bR o3t R EE AR 5 T R
Jili 8 o BN 3 T 4 Bram sl 0 il B A VI ok TPF A
PR I B T RETC A . T R AL AR R R N AR
P PPF W E R 51 A B, OF B 5 #6479 95 . PPF A&
BT HEE BN R TR A VAN 25 G 75 e AR S
PERTRAS B i R O BB T R R E ) A
IFIE Y A] K B R AR AE . IR ) IR R R AT
HTT 8 ~ 12 T4, Jo S22 e B B e T HLAR K B
XF T PPF 112 8 AT 22 (14 J 3, R PRIT 4 il iR A2
B B i A T T N H R AR T T s

PEAT I RE A2 IF , AR 0 52 B R AT AN, B LA S R
IBIT o WS 5 il 2 R 5 1 il R 2 T I B 5
AR J5 4 TR AE T 3R W 8 A0 OG0, i 224 %3+ fili B &2 I
N TG RN R AR 58 B 2 ] 22 5 1Y B 2 R AIE
i, 5% A3 S Ak Ty AR =2 1T S A1 A S S D R A
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WAL Z [ A7 7E 22 5 . i3 sh i & i A 48 I e 2 12 1
2F 4§ Ak 18] 5 M il 955 (fibrosing interstitial lung disease,
f—ILD) AR &R F % TPF i 3 42 399 1] 4207 % 31
K W 2 mp s R F % E & 3 47
(NCT03326089)"", i bff 5% 38 & £ & 76 0 B2 H 25
S NE LT AT HE BT (60% W T4 5) 15 2R i 56
FREAR PR, 28 A TR a) Py B AR 78 4R (42 +
7) %Wz ik 56 o I 2GS PEAS MU AL A A 1
214 R BE R I3 B 0 R) b 78 S RRT Bl £-ILD AR
I TR IL PR A RN Y o WU A JE L PR 9 5 LA
Wz Z i 1A Z TR YT B AR (B 15 16 IR
Ko [IEE, AR5 K BTG 48 e A AR =00 A i
SN R s 28R, X -ILD A IR PE BE 12 3hRE 1
VAR 6 o A Y . ) L iR e AR IR YT Y
SEE A IR IR I RCR I 6 min AT g0 45
BB o AR 4w R B s ™, B
BoxrJe ik Je M Bk A R E R 9T B BE R
(NCT03717012) % RO 17 Ao 2 -

25 [ Rk, @ IPF | PPF 88 3% 47 Jé 2 i,
N2 i DL LA OFFAG B ™ E R,
ILD Jifi 5 5 fif = — 2 Bl , 75 PR 28 38 T 52 vk Fn ]
S8R b is B Ak k11 s QTF AL R R ok B
H S GRS N 5 IEGE Bl SR I AR R) A, X R
SR A2 [ B 4 T R R 02 Bl R I R AR
FR) 2k K 303075 o R A2 O UL, 4 T 80T SRR AT IR RR B
M O R AL 25 kAT, O B IR AL LR G
1BIT -

B b 22 A, 4 il 4515 19 S AR RE UM FE I R -
BNz W IR A A5 AP 2R3 5 4 R 2 0
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