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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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4 (high-resolution computed tomography, HRCT) 5%
G FFRAE 378 5 2018 4F ATS \ERS . JRSALA Bk &
KR IPF i2iA LA IR

B I PR 32 3 v AP A7 A6 X TPF SRRl % 2 R 3
WA T B BLR T8 B T L AR B SR
Pk S LR AR 2ERRAE | J5 82K E— 2P 3 T HRCT
AR R IAT IR, P REY R R
(R Sk e i A R AT Qi
B SCRE RN 5K o AN TR T R L TR AL

interstitial lung disease; idiopathic pulmonary fibrosis; progressive pulmonary fibrosis;

96 45 BH 2E T 35000 SRR VSRR YK R R
SEY IR HXREY R ERE R REREY
ke JE] LI 4% 20 A 0L 1Y) 0 A% 52 ol 8 Bt 36 52 75 5%, $ 0
LT Y75 i 4, 38 5 HRCT i 28 208 i H Y ik
AL, — R S B — i S Y
sk TN AT TSR AGE YT IR E B RO SR
B 63 il A Sk UTP 15 5, 2 I B 2 43 A A3 JLRRAE
M, — TR RAE /A, R RE A AR #0R 5%, B
123 ~ 10 mm, Fx KAk 2.5 em, [ B ok i | 4% i
B KBRS, 2023 4F ATS 233 b3 & A 1
INPULSIS HF 55 V7 14 B4l ik 7 06 g it 2 2 K, G
52 JE) P e Ok R s AU T I A A 4 DR AU G .
3 Il 250 5 [0 ol 55 30 Ml A5 b B P 1 AR 1) S 9 R
A 53], 1) By 2 Bl A s K (> 1 em) |, BRI
JEE K NI 55 1]t B, S A8 27 L il /D At £F 2 AR AT
G AEEF AR A ST R 22 UL T WO AH S 8] 5 £F 4
b, KT Wit , A JESARFN, B AR X
FRAYA5 , [RIRE e /b HoA 27 4E A AE 52, A 24 3 IA o H
AR A Il A A O BE ) Jili 27 44k . 7E 38 3 5
824 500 UIP B, 20 A RRAE 2 A0 22 25 TR 3R
A3 o bR AV L O R ASE e R AV W5 M SR 43 A
J& UIP  IPF 8L BU R AE | B DL 3R A A0 JE 20 A ol 3
FE AR R AE L, T 5 e B Il R L 45 4 A 20 L R
Jili 388 £ 4k 384 A2 0 AH 56 UIP SEAR R IAH ) . 4L
P fili 28 465G UIP DA 5 3§ S fiF 51— % BEAE R 5505,
i BB B AR R A AT 5 45 G 2H 4L A O UTP B B
AL R A 4 5 10 H I AL 200 B4y I . g
I fii 5t £ 24 3 A 0 4 9 UTP DL LRy 3, 5B
A [5] BF AR AT B0% £F A8 0, A A R SR
Pk
1.2 ETFHRCTHI®GENZE

£ W18 HRCT S AR 2= Re A B il b ARG 2 A48 3R
L, 2022 JiR A8 FE AE 5328 EARSR NG 1PF 43k UIP A4  A]
fiE UIP 7 AT 22 UTP BUFN Hofth . R4S 2 T00IE 9% %
B2 A% 2 UTP BRI 1] BE UTP B A4 505 17 0 Al IR i
FEAHAL, H AT BE UIP AU 20 219 BELIE 52 4 UIP (1) 7] B



5514 H]

T, A RN R PR 20 P CRURT ) FIHEATVE AT Ak A5 PR S BRI Pl (2022 D A2
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HeALIAR YT HL 135 51.2% , H A2 B s IEE 08 | FR A e sy
B W R R A0 FH 5 o 1% ~ 13%, o] DL B 25 44k 24
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W4T 2F 4 Ak VA Y7 PPF AT R 3 J FIR %
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L[] B i) 38
3.1 EREAZ
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Wo 3 VAR BT 5 4% OB BR A 1 55 PR 21 22 0F 52
E bt N . B A rT e A B TR A K
3 RS R o Pl R U NIRRT R 57 e o
IFE) B 55 9 3 A e ML AT OC Y B AR, I IR AT R
A T s . (HYZ A 1k IR WA O THAAT B
Ph KB 32 % IPF A8 5 2 A WP e 5 DDA 0 1) i IR
fer"".

TEHRCHT 2023 47 ATS 2y, 5t [ 4 4 — L T
4 [ i B LR S B0 A BF 521, 9 A 10 182 f4i] IPF i
HLo AL RE U 3. 4R, R IR ZS 5 TPF S AE 3R
FAEBE SAFAE— 8 A OCHE s & NETR I, AT T 45
SR W AR T R A W2 00 5 R0 24 iy WA R A A TR
AR TE R A e S B | AR AR A A
FER N 47.2% , BEAL WA 2 O 44.3% , >4 Hi W HH
37.9% 5 AF W AR & AT B S U B 8.3 Uk, B AR WA
7.0 U, YT AE 8.1 K o HRE R AR W AR AR AT RE A
o DRI AS A 1710 52 1) A A7 235 D), 3X — BIF 92 TPF 36 [
HAE T B b EEVE R A UE . 2B HEW , IE 40 TC 5
AT ST S50 MK I e A S T R I T 7 M BB — A
R N MR A XS IPF 56 R A 2= AT o8, IR M )
SR T At gy m .

HT ) S 50 0 240 T S A — AR 1 B A
RIS B S | 2 W S SO (1 iV 7 e S
(secreted phosphoprotein 1, SPP1) % 1% F #5251, 17£
IPF rf 5 23K IF 3R B0 0 0 £F 4 fb AE ™0, | Rk
SPP1 A9 [ 10 41 it 1 JUL B 21 4 40 i A5 B T 1PF A9 12
R BRE B, DT ER SPP1 REW S R B R IE T
() il £ 4EAR™ Py B AR LFR A CD105 , 52— Ff
JEE W% 5 1, A AR S B 4k A4 K I B (transforming
growth factor—beta, TGF-B ) 8 5<% (1) Il 714 4k By 37 {4,
FFAR E 20 i R 7 TGF—B 14 R R A 3 [, WA ok 2
F 4k 4k kO R OC R A, XSk HE R P ML
(forkhead box M1, FOXM1) 1 Ay % 5 35 45 & -+, 7T LA
L B () R A0 M oAk S A A R R T A
T2 22 e M R 4R HF D8 S S AT L T
P HEZUE G FIFEA: . X FOXMI 1 5 — sk
7 1% AT REAA 00 97 I 25 4 A6 RN 28 A 45 5 0, AT g
e R 25 B LA 58 07 ] . BR UL Z 4b, i 4 CD90
(— il 2 E WS I E LI B & 1) LCD73 (—
il 55 0 L W i T UL B 5 16 ) W 2R )7 CD9 (—
P RO )P A R o3 FEHIA A S 54 L

TE et T e Y S8 0 4 2 L 4 i — 40 A 6 R 18D R O
Vi, T — AL 5 v il ok, 2T 44 400 ip () 48 7 L 2 F 4  (HL
HERAE FBLHIA A fr it — 2B BT
3.2 fhERE

2013 4 ATS \ERS ‘B J7 i WK iz 2h i B & 43y 3
ANT5 1 < 4 BB S I ZR P2 LR E R I AL
Y2k Il e 5 B a4 A Sy At A5 1 Bl 0 5 0 , 4
1 L S il 5 9 14 E 25 W0 3R 7 T B, AT R0 I R
SiE R AR TR T S PRI TR . DL IPF RN PPF AR 3
(1) PF-ILD Hh F F7 76 WP 0 PRESE A7 1 i i L 1 T g
TR B Bh s AT R E R R A0 A DR R
g R AT I R A R B A . R K IR
ST A6 LD FRE 9T RLR IR I 2 Rl ek
IPF 5 I Bl D AE , 4 o A 0% o B, B 2 il B &2 o
B R B R A AT IR A 5 1 L R A e
FEFIE, ATS (ERS 48§ H A4 F lili 5 &2 363 97 IPF
54k F 55 HEFE, R H XS 2 R i B E A 3. 7F
FFUAR MRS, IPF S8 I RS IR s I ., LT 32
PEEE b, E 76 T B TLD AP o JC A AR 2538, I B 42 XoF 1
91 ILD BAF 1 < 00 52 e B84 AT AR AR 2D . H i IPF i
S A I UE A s, 300 9 6T 4R R A s T RIG R E
ARA W A I ROR A AP, PAN SEP%)
AT FEF 4 B3z 3 1 il B 52 11 25 6T TP 52 1) 7y AFF 5
PEATZE A, 45 3R R 16 TPF U TET R B A A
(64~ H ) W R XERE AR | iz 2T i | AR 3 5 i
A UGE H 6 H G LR ucGEE ARSI A
TRERES, B 64 H P RE IR B0 FE B AR 55 T 12 B
fili B3 o 4R R 3 T 42 B2 Bl 4 il B A I R X TP 4§
PR I R A B T BETC A . L AR IR R R AR
i PPF (i B 5I ABRE , JF Bl 5 #1795 . PPF &
B AT R R AT LR A VAN 55 5 R AR SL A
PERIRAS B R Ol BB TR R E ) A
IEAE Y MR R PR A AR . IR BRE HRD IR R R AT
HIT 8 ~ 12 TR, J5 24 e B B e T BRI B
Xt F PPF 412 g ATt 22 (14 53, PR IT s il B A2
5 B A T A N R AR T T B

PEAT Il BE S, 2R N 52 i R AT PR, LA S
TBIT o BT R il B A2 R 56 B Bl i B &2 T IR I
1A J5 4 PR AE T 5% B 0 A OGP, T 24 %3 il B & I
N TG RN A T8 N 22 8] 22 5 Sk 2R RRAE
B, 5% JE A S Ak 5 01 i 22 7 A %) I i S A R B A
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WA Z [ AF A 22 5 o 38 3l & I AR 4 I i 2 1
2T 4 Ak 18] 5T P4 il 5 (fibrosing interstitial lung disease,
—ILD) B AR AR5 &1 X} IPF fili B &2 35 10] 4007 4 39 A
KW o5 om0 s K BF %X 3 47
(NCT03326089)"", iZ B 57 18 1 £ # 78 0P 0 £ ] 25
S EYAE B R BEATHE 67087 (609% W (T4 5) G FR i 6
FEREAR B ] L £5 A8 A R ] Py 8 A b R AR (42 +
7) %Wz XK . U LL NGRS PEAL SN LAl
C1AR VR B & iz 3 0 (] #b st 40 <RT s £-10D A
B BRER WL PR A R 57 o IR A R AL PR 55 LA
Ko iz gh it 2 1A Z IR YT B AR, E A IE R
Kok [, AR5 K BTG 1 5 kA A =X 1) 4eiz
SRR B 28, 4 (-TLD f 0 1R RE L35 3l g )
A 305 oo B s Y . X B T 3K e A TR YT
SR Wl R 2 IRYT RO, i ] 6 min DA T ER 45
AT et R ] 2 5 R B gt ™. Haith A
BroxF e ik Je M B A R 2 i 97 By BF Y
(NCTO3717012)™, FH I H 48 75 & 3% o

25 TR, #UK IPF | PPF 58 25 R 47 il g 52 ik
N2 DL LA R QPS8 T E R, JE
ILD fiffi e 52 i = — 2 B tl | 75 DA R85 T A2 4 A AT
56 L bk iz 2 Ak R 400 s QPP AG AR A R A ) R
TSR N IS Bl ok IR AR R) A, X B R
S I RE A2 [ B 4 T R A0 B AR i AR
1) 24k 453 405 5 A2 R, 4 T AR SRR DA R R R
ZA; QUM FPLEF e b 25 Wy R AT, O R E PR LR A
BIT -

B b 22 A1 R Ml 4851 04 5245 BB TR 7R I R L
1320z N TR A5 A BA PR 2R 3 2ok 45 LA 42 1)
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