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Abstract

Some patients with interstitial lung diseases (ILD) may experience respiratory difficulties and de-
creased blood oxygen saturation in the early stages, and pulmonary fibrosis worsens in imaging.
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These patients have poor treatment response and ultimately die from respiratory failure in the
early stages. In 2022, ATS/ERS/JRS/ALAT proposed the concept of progressive pulmonary fibrosis
(PPF) to encompass ILD with progressive fibrosis other than IPF. PPF is a new classification me-
thod that is currently unclear in terms of epidemiology, clinical characteristics, occurrence and
development patterns, anti-inflammatory and anti fibrotic treatment responses, and is worthy of
further research. This article will provide a review of the research progress on PPF in order to
promote understanding of PPF.
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1. 5|8

() J53 14 fifi 9% 975 (interstitial lung diseases, ILDS) & —2H DAl [A] B - 4 A0 9 B A% 8, S8 - B4
B e SR 2 10 S 5 M AR e R R I I R SRR [ 1] e — 40 PR AR AR IR bR B — 28 ILD 3%
B TRER BUBR . S ibl SERTT, AR T YR ke, E 2RI R HE L il T RE sk
1B WES CT HBHATHEEAL, X NGRS, AR 2] A 7RI R 0%, R E
22 Wells Z5[3]T 2018 FEE RS2 TP ELF4Etb 1 ILD AOMES (progressive fibrosing interstitial lung
diseases, PF-ILD)F T-ZE+E 1] 58 2 I3k g 1 R A B 41 4E 4 1 ILD (fibrosing interstitial lung diseases, FILD).
e & PE It 4F 44k (idiopathic pulmonary fibrosis, IPF)i#  #A N2& #B[H) PF-ILD, ‘& & —FF & E AR
FRetit R4 tEom, 2R A A IR 2~5 45[4]. 7E PF-ILD ', IPF HA[C#) 25,
HEFE IPF R R R A B B EF FED, N T RS IR AR, It it 8500 1
B, 2022 43 E MR S (ATSYRRIH IR 5 23 (ERS)/ H AP 2% 22 (JRS)HE T 38R} 2% 25 (ALAT) B4
KA TN IPF F1 PPF IR SC B TR R, 42 Hh gk e MRl £F 4E 4k (progressive pulmonary fibrosis, PPF)iX —
WARE, FT#4Q PF-ILD Bk IPF LA F 44k 04T V5 0 = (4 LD [5].

2. PPF ENX

£ 2022 4 ATS/ERS/JRS/ALAT KAT KT PPF (IR SR TE R 2 0, 0 J 1 41 4 A0 Pt 08 3 22 e
I AR IS B B bR U E o = TRBEAL I R iR 5 ——INBUILD [6]. RELIEF [7]H1— 3534k itk 35 J& i 26 AR nJ
5325 ILD S o AT VR LR A0 B (4 11 I PR R0 (815 th T HEAT MR 2 AL I AR o IX S bR
JUNEFEME R, Eee Wi igdE IPF 1 ILD; HIk HRCT S A0H L 440 SUR IEYE , X Be 2 4
RGBT 5 WAE R . tEEAN P2 S PESCRUE Y 9K, INBUILD ARtk EJE B 7E Joi% 43 28 1 ILD H
WA ER S 5B E NN HRCT A 4EeAs, 25 10% KRR e REH W GTT, il
TR AT 1 R BUEYE o B — AR 0 R 158 AR, 45 RIREFFid T PPF e X A
A il £ A A FSU S 4 P R sl A 05 IR Bk TPF M) ILD &3, 7Rk 25 1 W, FFALLR 3 TihsdET
/02 Wi 1) MERGERDIREAL; 2) B ER AR a) BEVF 1 4 W F S ilivG & (forced vital capacity,
FVO4aXf FRELER > 5%; b) BT 1 SF AR IE AL A 5 19— AL Bk /R U= (diffusion capacity of lung
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carbon monoxide, DLCO)44X] T FELLE > 10%; 3) —FhEl 2 M it B ks . a) 0
Pk AGE SR IR A VG O E AR LRGN b) FEE AR S AUE Y IR I B B RS s o) BT II4H /N
525 d) WUIRGE ) S8 A V0 Rl BORLRE BE 3G N o) BT EE 2 I 5 0 AR E R N s].
PPF A LHELE— R FIFR IPF LAAME FILD . A4EHRER M AR 57 M (8] )5 P 1 4% (idiopathic non-specific
interstitial pneumonia, iNSIP). 54§ 2H 235 AH 5 14 [ 5 M4 I % (interstitial lung disease associated with con-
nective tissue diseases, CTD-ILD). i #54:fifi % (hypersensitivity pneumonitis, HP). 45 59%%% . 5w 501 PPF

ARE—Fizl, HE&—FE X, ESEERIERERILC, NS HUEMH XK.
3. mITREHER

PPF i ILD R AR AR Al AT Ve R i IE 28074, HEl AT PPF AVIRA RS, KR TAFTE
I PPF AT M RGHEMIRF T, N AESETid 20 PF-ILD K& #5257 TILD rf BAG 4 4 fb ik g R 7Y
(RIIE 72 B0HE (B B 20 M7 SHefi 11 Reiseter Z5[910) 119 44 JRA B 4E 45 4L 405 BB BEUT N R DL 41% 1 BE 15
fE ILD, “FYIBEVI 6.4 4 19%M B #H KA T 4. RIS —THEMN T 167 23R HTT
KGR, RIZW LD Az BE U (A 3.3 SRR 0.01~14.8 ), fE12H1 RA-ILD 5 )5, ffihfe
BT RFEIFEEE ) R BE, 40%01) 83 DLCO < 40%, 22%[1H#3# FVC < 50% [10]. PROGRESS [a] i {4 #f 7T
XF 165 f5134E TPF 1) ILD Bty 8 4, KM ILD 121 4238 BB 3k AR 1824 2 45, M2 W 25k
JE I B K IN] H] A 20.8 41, 66% (1 B E B LIHE FVC R > 10% [11]. sAMINE R —TUHEF 40N 2746 4 FILD
B, RIEBEVT T 24 S A N 1376 51(50%) 554 PF-ILD brk, b IPF g v 427 41(59%) & B3k,
HP 5 125 6(58%) K A8k RE, U-ILD g3 281 #(51%) & A8k, CTD-ILD H 402 1(45%) & A=t
Fe[12]. MEAEBTRIAT LU, PPF R E R, X NS BEre) ™ B gl 1 S50t 50 BT A5t 1R R %6 22 331
8K, HEEFM ILD WAH AR AFE iz Wi R SR ERE L, AU bl EEdE AR R EAS PPF
P, B FXF PPF HIUAT I = AT KEE 74

4. EUREY

5 IPF AN[FH/2& PPF S5 524 i 5 VB E R ILD W AAH G, HapAR 2RI vz, nIRIAN S5 B (A
J5L i % (usual interstitial pueumonia, UTIP)HY | JE457 57 14 (] Jig P il % (nonspecific interstitial pneumonia, NSIP)
B, ABRTwEEs Wk R SCEY K, T EIE B SRS RS AR, AN A WP [A] S5 I 0
HRCT &I N UIP ) PPF (G T AE T M B e bR, #7305 S B AIK[13] [14]. PPF HYIZWAREAE —4
PR AERFIRGERE RO AL . Bl T RE T BE AR gk e DA b = Iihr e i 2=/ DRI, 2 WA AE S e 1, o &R
HHEMIIGE. M CT Joiki2Wr PPF, FJHEE—BMER, W ANTEMNZ, HErsh= &nf, F&E,
HAWINE IR G . I JLVAE R IN, BORBZ (W AE bR el T 1l ILD MR . EAL
PEEEPT)5 (Krebs von den Lungen-6, KL-6)A—F MUC-1 &, 0L T4 101 BUMM 4, 1B
HO0 T ML 7 b b, 25l ZH 44 b KL-6 43 N JF g NI . Kim S8 A [15]WEE3], 7228 KGR K11 &
AF 2 18] J5 1 76 (RA-ILD) H1 78 KL-6 7K F-(>640 U/mL) ] BE T /E A RA-ILD H3 fE7E UIP #2155 (1)
VbR EY) . B RTALE 2 PP BAE VE 2 It e . COPD. MR . SO TKAE  FHZE 14 B AR 1
BT, O IMUEER, 4546 H 205 BRI 7T s IR L4 i LG A (platelet/lymphocyte ratio, PLR)FH i+
P R 4 ff / 96k B2 4 B e {H (neutrophil/lymphocyte ratio, NLR) Ff 5y« bk B 40 i / B0 % 40 i b {8
(lymphocyte/monocyte ratio, LMR)F#{IS5 HA R &5 RAHIC[16] [17], Ho G — 5 58t s H 55 FILD ()™
EEREPEAN DG TG ZE AR [18 W6 1499 44 RA BFHBEAT 1 [MIUBEHT 7T K I RA-ILD &3 5 non-ILD RA B
FILE NLR. MLR &1 00: SR EEpixt 278 4 IPF B AT T BIEHMEAT 78 K I NLR Kk T & 5 IPF &
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AT G RAE OC, JE T AR E U TIHT NLR BN e B T 155(21.52 £ 13.48 vs 15.17 £ 16.96, P = 0.014)
[19]. ARGV (1 A (SP-A)RIR G4 4 D (SP-D)ZB4A A 5 ILD iR A 2[20] [21].

5. PPF BY3&TT

1) B R

BB R A V2 N TR IPF DAAM S )03 14 i ) — 9697, 2 A P LA 0 1) 22 o 58 M40
I K1 e A 2 5 b £ 4 i ) 50 A D SR DT 0 1) 9 S Sk BIVR T 4R 4EAG B H (. PPF 1)
HBIT N SR R B R R DL, ARS8, BCRARES T 8 B i Bk S e 4 il 57
BITs A N B, R NS R TR A S e 4 R a 7 B al Em P 44 259[22] . 1RYE B
AR L, R R 70 B ) S MG IR T 77 58, o I 3l ik e I 38 5 32 R W e o s /B
CR IR G H R SR T BT

2) AN

WEX D E U2 O & KA PPF CRERIBAL B AG E RS FNE YT 5 K 2B PPF, X —[X JI7E
PR SE e 20 . fEATA F-ILD BFHIZH, REEAH»HE AL T K24k IPF F-ILD &
HMRAL, JRid FoR A BUAF 4L s 25307 IR P T v R fE I FVREL IO IR R B8, R R RS Z Tk AR
R, AT RE 2 P BUR 22 Sl T BT R IR AL (23] CTD-ILD IR 4T 4 A4 2k fie 3= 2 i - il
b R R B A S B0 AR S S S, BRI CTD-ILD ) — 23697 bl B o i 2 Ik S s ) 7). H
ZUEIA(MTX) A2 B Al AR 555 A I 2 A 1 DX 245 (DMARDSs) 2 —, 13 R IE R 2 M4 2 33U £F 4
b, SR 2021 A HIEHE R, 2GS 1T LR ZE LD 3k R IE S5 RA FH S IRk R 47 4k Ak i 3
PITE[24]. Kim &[25]F 2015 4F 4 2018 SEAE L ANHOHIZE T 143 # RA-ILD &3, KIEH MTX A
BN TILD HERE AR . IWELE B kA, SR 4eib i £ ZE R AT RE /2 RA A S, 15 MTX
(1 R SR AG T I [ TG0 . S5 R IR IR I2YT £ FIL IR R I 5 0 IR E R Bl R B 4 A sk
B N RS, B UOIN S E FE YT, AR RS L BRPEIERS | SR EUR R K EWTRER[26]. f
PN K E 5 CTD-ILD A %L, BX AR TR, R alis i LR 4etb 3, SNSRE R
JRLPRTE O I B AR AR B, I BT 4G 2 B AL, S 244 IR RS WP IR R R A SG T I R [27 ]

3) HLF4Eibzsm

£ PPF F(— BAIURIRIT K AL T BE )6 FH BT LT 4E Ak VAT i B S MO 2RE IR A X RF . Bk
Je At (Nintedanib) & — M S BRI A 1) 77, % /AT AR AR K DR 7 52 4K (PDGFR) 4T 4E A i AR K TR 1
ZAR(FGFR). LA P B AR BB 7 32 AR (VEGFR) ISR B AR AR R 152 Ak BoA AR T (28] JE ik Je A dfe B4t
YA PIRIEN, BRI, 5%, SCERIRIRE, & H A3 E & 52 5 B 5 (Food and Drug
Administration, FDA)BRIL=E J& B 2 SR AL G ST HAT EAT 1 3 2 (1008 14 21 41 1R 5t 1 A 8 11 244029 43
FRFE P A (5 FH JE 1A Je A 4897 FILD (IPF BRAMFRAEIRTT I PPF B3, FRrAIH T Ham 2 A i 2 s
R, HramZi@ wE A ek B & 29% (10/34), H AR UIHEIE B #E 5 62% (21/34), R
90% 173 014> T F B LB I JE A TV 7 4 HE IPF £F 44k ILD Ar#EIRY7 LR BLfY PPF &35([5]. X —IRYT
AWGEEET INBUILD TSR RS, ABFFEOIN T 663 5l PF-ILD (IPF o0&, Zadkik 52 FR
)5, Jeik R EE N FVC TR A4 80.8 mL, 22/ FI41 NFF44—187.8 mL, 41812 F N4 107.0
mL, JURE: UIP A 1) FVC T FE(128 mL)J> T 60%LA &, H28 — Bl i s o, Je ik e i
AJ B 33% PF-ILD 3% 1 YA I 8 a8 T2 UK [6]. XU 254 INPULSIS 56 F (1) o (8 B b 47 1 4
AT, KDL A e IR Je A FVC 48 R IR TR, JBB e mA AR4-126.43 mL, ZEGFIH AL
—229.82 mL, H INPULSIS #f 5t B4 5t 45 Rid Bor, T EEFFHEEBMALER FVC FEREH
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FHECT B NBERE B R(30], JEib e A tH LA R RS F A IGYE . BIpiER P, 5. RIS
W) E I, KEECOVRE R P, 8 25008 AR V5 e b 2R 00 T 42 i I VS AN R R M[31].

RELIEF B 7+ 127 4] PPF &35 BEALHE 2 0L R JE B 5 e BEFIE YT 48 i, 5 22 REFAH Eu itk 3F 8 i 20 2
# 6 BT IRE(6MWD). DLCO B FFEFEEETE /N, FRBIML R el < IR NG Thae 1) R B#[32]. LOTUSS
INT 63 B, B BEEZ AR B EAGRTT, UL 11 (LR BIRENL 20 % 2 JE B 4 AR AR, 4
R R RGBT SSc-ILD ()2 A VE AN 2 Pk R4, FVC 5 HUNME ¥ F 43 EL Al DLCO B 14 43 EL7E R
FOA R B A AR [33] 0 LA F Il PR 56 5 SR 3 B it 3R J& B 6 97 v] — 8 72 B A8 9% 41 40 g . 2022 4F
ATS/ERS/JRS/ALAT IR SE B 23 A 23 H 7 #5982 PPF & S ROZ 2L JE R BTG TT, M Eigs
REFEAIREZ A 2@V LR SR FE AT 2 A 5T, @G — P FUL AR JE IR E S A RN PPF [1)9E
IPF ILD &5 fZEH N PPF H4FE 5 K 3E IPF ILD B & TR HIIha. A Rk fl 22 4[5 ]

6. REERE

PPF JyMi M, HORATHSE . WRPRAHIE . KAEREAEM, 2 FEA ILD #aIRIN PPF, 2&
BOX I NN REIGR . V6T RMAEE AL FHISET:, B ARG Bt — D U e X I Pm - H Al
PPF 2 WHKSEAREE I DIRE . Jil CT. HBMEAL, VF2 M AEMIZN DA N PR BRI, ATz
FAAEWJE T, WERILATEE. WifE. 5 EERAER AR SV SEIL 2 W DL R sh A MmN
MR A ERPT . PUEFAELSRTT, f£EfEE LR m B E AT I . e AT A 30
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