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Abstract

Idiopathic pulmonary fibrosis (IPF) is a lung disease that seriously threatens human health. Its
course of disease is progressive and may eventually lead to death. This disease is a type of intersti-
tial pneumonia. Its pathological features are mainly the formation of pulmonary fibroblast lesions
and abnormal remodeling of lung tissue. Unfortunately, there is no clear understanding of the
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etiology of idiopathic pulmonary fibrosis, which makes it a major problem in clinical treatment. The
unknown etiology not only limits the choice of treatment, but also makes it impossible for patients
to get targeted treatment, thus affecting the treatment effect. This article aims to provide some use-
ful inspiration and reference for the pathogenesis, diagnosis and treatment of IPF by revealing the
internal relationship between the pathogenesis of idiopathic pulmonary fibrosis.
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1. 518

R M £F 244K (idiopathic pulmonary fibrosis, IPF) 3 Bk AE 7R Z A5 NBEAR T, BL7EH: A o 1) Jo M il ¢
(idiopathic interstitial pneumonia, IIP)H, "B & &AW W —MER[1]. BT HBEAY], 4ilmARIR T A
Bt ok TARRBIPRAR . PItt, WHRR R VR A 4e4b 00 SR I 1I2rAIa T 202, DI a e AR g
R AAAEE L IPF MR R Z 2 4E, — B2 W0N IPF, BE -4 A7 I (8 5 7L 2 B 4 4E 2 0a),
TR E RT3 05 1 7 B R T DA SR MR 22 R o AL, TPF R0 28 2 30 tH B A AR 3 K - i,
JEHRAE 60 2 70 Z I ARFHEEAH W, X — R BN R G35 T BE I EsI[2].

2.2 8l FRRIB REEL

I 5% 18] 53 ¥4 4t (epithelial mesenchymal transition, EMT){E Al £F 44 kA8 O EHEL X B0 /g, R b Rz 4n
Ml %k B AR, XA 3 MRS, Mo 2 Y bR R AR, e S
e A AL R B A Y S A AR B A B UM OC[3]. 7E 2 Y bz Al e A R vk, dii i o>
& h— Ry MY e BN, WTESAIE R AR DU B (38 B A 440 55 05 T R FE B R .
X R K A S FEAR, BV J 40 713 5 (extracellular matrix, ECM). 2 ifd (R~ DA K 41 i 7]
A EAE S 2 AN 2 T AR o 5 AR PRI 2 Ak i A I, 1T BYJS_E 52 20 il (type 11 alveolar epithelial cell,
AECI). JRAT e A SR AT e g, B 5tk a2 IPF B FE S 5% (4], e b giiiEah— R
TG AR ED A, Horh—3 0 AR 2 S A SO B (R AT AR R Rr PRI IVLRSC T 4E A0 B, XS LA,
LT YA AE 1 OB SRR RS SR, EATTAMX BE NS s R 5 1) R DR B A A A g A R B i
TR IR A A RS, IERERETE M RAER -, 5] RIE S5 20 B[ 5]

11 Y fitiyf b B2 40 B (AECID) A2 BT 440 i DL VLRGAT 4E A0 M 1) 2RI, 7EAE BRI B fE R, &0
EMT #2711 AECHL, BeW @il Bl — R 5155 0 WME 5401, WA A AE K7, 5 )5 B 4T
AEWR[6]. XEEFF MG T o T HIALH, W9 TR A AT 4R AR o A ST, AR I B O R
AV RE. EXANEFEF, ABCI 40M-5 sEF 4R 40 ff/ LR 4 4E At i 2 (R AR AR, L RId g 7 —
NEF TR 4R R A B . XS5 5 0 T IR AR THE R 32011 b e 4, 38 B4 0 A i
TR AEA PR AL AT AE A I G . AR . B — RAVE R EE T, A E KT
(transforming growth factor-8, TGF-). &5 4 A VA KK 1 AHE R A 5SS 90 K55 2 R HEMEH[T].
BTV I Y 2 B R AR ELVE R AR M A S ) L, R R AR YRR, 5 IPF IR AR
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3. EEESRE
3.1. TGF-p (584S

TGF-B K A4E TGF-p1+ TGF-f2 Ml TGF-Bs, ‘BATTRAG G 1EE UL AR 4ETIRE[8], 1 TGF-B1 /2
FEIRLF AN T TGF-41 578 WG 2 — FoR B R, & e — e R R ik il et 4 40 i ()35
o BARSRUL, X P S8 W 2 il il S 2T 24 40 B 1 UL RR £ 4 i R 5478, IX — i RS A B Th RE R A
AR . WUREF 44 B A oK & BECM 1IRE S, Mk, 76 TGF-g) % BUE I ER R, Ml s £F 440 i i%
RS, 275 id 21 ECM BURFIR S TR o I Fisd BE AR SR AN D UAR 22 3 50U 4H 23 HH g
JRE LG, MG S G5 R AR O, M DhRE AR 3 A HE 9] KIATR 2, IfiThae 2B WskAL,
P AT RE S EURF IR R A BESRER, X ETE R RIS BT E . BRI, TGF-4 5415
R ZARGE SIS, BRI 5B T Smad2/3, X —idFE 3 715 S & SRR, SEUM LT
YEAN L P9 (045 T B BSOS, WSS 1) Smad2/3 3t SRR AT 4R AN i A R A A, o AR i 4
U B IRGE RS N 10], BEM{E A 4Rt RE .

3.2. SMbENT SHVAMENRER

AU 2 — P A AR BTN K R R AR, B BE R ARSI . A T A P ) R I8 A
S5Yiah s EEA G, CESFRRPERTZ0E, Flan, 7EERERRR. R, RIS
R, BHEZATCE IR 2] 1 1K LefIN SBR[ 1] X8 IR 704 M A LE A 2R 3 0 72
PIVER IR T R LR SMNBIRIE N —Fhan i obdeif, 5 FE M0, kel & 3695 RNA (B
FEHZN RNA (microRNA, miRNA), LK K4EIESAS RNA (long non-coding rna, IncRNA)), ‘B A I7E4H g [i]
IS A B [ 12], IXEEESmAY RNA BT H S0 30 7 A REEE LR, AT DA Roth i i
IPF FIRAESKE. BARKYL, MG IIEGD RNA GEA% 27 ekgn i fbs, f N A4 py s, A oot
H AR i B R R IA A AE BRI e, 3 B A 25 BT A I 4T AL ERE R I ], BRI ik IPF 105 B
o X EAMUAER T IPF FURRHLE], AR KRTF R E LR R T SRS SR AL 1 5 B R AR

miRNA {EA—Fp EH B R R IA IR R 1, A E . A T8 A dr g s rh i 20
B A 0o miRNA 7E i 12 20 B8 56 77 T B W35 IE R, "8 R it B8 [ 18428 40 M &) S A SCBE DRI R K
T T S 006 240 A ) S8 BT FE R R B, 24 miRNA )RS I i I, A RS B ) T A 4 TR, T R 5 S04t
RERERATE, T 51 R AR Ak S BT R 13].

4. RAE

RRE SN BT &M 5347 B BRAZ B S, T 578 1 H 3RAB W A TPF 11 3 225 BARHE .
FERRE SN R, 2 BTS2 P RORER 7, X S8 (R~ 2 MR 5 | R 33 10 28 R 4 gk A\ i v ot
Mo BUAL, X ECRSEA M@ A FAR R R S, A K S E R Al AR, B — R
FRHTHRRMLE o XA IPF FIKAEMKRE, En]fe FEURIE R — 20, Kitk, JEgH
JIZE IPF [ AmbLi] AR 2 OC B B o ZEMVE 1 i B SR B, R & 1) v P s 4 T Tk 1) 52 453 1)
V6L b R AR A SR AR o R e P 4 T 2 A5 X S B R B A A, AT B — R R A
B, BT A AR, DA R A P S B A OGRS AR G 1 e AL
Hill[ 1470 [FIEE, HPERLAE B Id 2 T BC— Fh 44 S e PR AT B B AR BE B (neutrophil extracellular traps, NETs) 45
P, X G A RE S F R R U SR A, (EL IR ] B ) L ) Ag R A B epi . EX — i R, Rk
FLAH M R IX Lo yE B fl ok T G [ B, BE T S BURRSU A R AR R B B R, R R EBEASES
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IPF [ BEEMLH AT CBEE I [15]. 7E BN, M1 ERELHHMIAE 2 B A A &K (interleukin, TL) 28 &1
AN BB (R gL AR B e E R M2 BRI, J5 3725 AN IR -1 DL A db R 7 Be i ik
FRATHEA R LS AT A 40 A% Ak b B A i A 18 DL BB 43 i TR 3E TPF AR 16]. 1A T i
Hr ) 2 BBV T 4 M )8 S R T8 2 P B R AR A 4R

5. RMBEFE

RMBAL 2 W TR R A% B R P AR AEBCR I DU T, JEPIRIA AT g A% 1A g — TR,
CLRIIA DNA FEAL . SR EIC . BRARN . SERTTER AT IRARFL M T3 i) RNA i 5 .
DNA FEEAL 235 DNA 7)1 L2 SEil A g A B A AR I RS [, AT Sz A (s s AR
RN e 2 Ml s, I LAl . T4 A, IR LRI ] AR e st 5 ), a3k S M R R R 17
M RNA 2 —23E4tH RNA 707, i 5 AR K mRNA 256, WA E VERBRIERCE, I
e 20 D PR D RE AR . 7E IPF (Rt e, X8 PR 3R AR AL vl e 3 BUI B A I () e W 4 5 . AN 2F
detk, BETISIAK IPF.

FEL R AT, RIS BOE 2k y EBE T 1o (RIFR PGC-1a)2 —Rh o 1 3L 3L
T E AR N P TR AR AR A ) R EL A (. PGC-1a REWS 5 1 S PG (A 184 B 0 2
K y (PPARy)SEHE KA T AHELAE T, FRIRERE oRi A i A M DD RE 18] FERXFPIE DL, LRI DIRER
Wi, BE G bR D RE R, IR R A L R AR AR A e DU R R
SETTI, NI BN B S i IR A BR D RE . DRI, BRI SRR 7R IX B W 1% 2 K 3R AE IPF R
TRIERT, A BT IRATE A L IPF R ERHL], Oyl AR 2 Wi ANG T 3R BUR I B B

6. EHWNH

FARIEOE — AR, BRI AEA N, TSP % (reactive oxygen species, ROS) ™
A FERE IS T B RIERRAE T, X R AR S TE R R PR T, SO AT BB AR [19]. X MGG
T, B S PR ) ) R AL S R A TR, o B R A B A B (SOD) L i AL A (CAT)S
A D6 H R (GSH)ZE 5T B A BEE PEBEAIS, (873 A AT A A F 2 8] i) shas-~ i ki o 1X— 1 AR b
B RAVEIARA, XEHUEAERIE IEH IS 0L T a8 E RBUERRIE A 1) ROS, (HAEAMRIBUIRAE TR, Al
RI7KF %, 673 ROS FEEAL IR B THaE, AT s AL 2onr g 45 k918 ity , e rTRe sl K
— RIVEANAH B [20] . ML R 7r TR, W AR IR IR, & 5 % Bl A EH
A5, BRI 51— R A A B S L, PR BN, AR ROL T e 5 B A A5 A A T RE 1) 7 B AR IR,
HEFRANMEIET[21]0 X — IS FEAEVF 250 [P R AE VR S i s M 6, Rl B dE 1IPF. BLA
FUR I ROS H B A Bk NADPH S840 2% 1 1) NOX4 7E IPF AR b R 5 TR 4EAER - 4R
A RO T iy b R an B i BB S RS 2 P T WURRGET 4N v 40 LA K. TGF-B0 5 5 s S5 21
YAl SN R A

7. HibEE
7.1. TRIH

£ IPF [ BB AR A, RO 3 A 2R A7 IS TRDRH T 8 8 R IR DA B A SRR ) R, 2B T
—ANBOVW R ARG S, X KRR TR (R TPF BOmBERE TP I AR [, BT AL,
£ IPF G, HSESALIRAE WM (K BB A A AR 2 I OGO, LA i 2 25 (K T S e AR IR & R 22 A
M [22]. X—IURATRERH, WOAE — € R BN 1 IPF (AR, (EAMRNE 2 R AR e R
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BUHBIRAEIR, G2 12 Wr. X — 45 Rt — 2D ol 1 sCixs Tl K fZhi IPF o i i 224, O IPF
B T E R AT R B

7.2. SE#E

IPF 52— FpigtE . BEATVERIMER I, € EERAEAZEN T BEFRIRK, NS L IPF 1)
RS B AEEAIE N, B 2R, IPF (KA A SRS I3 o 225 7w [23]. BRI, fEARZ 2 IPF &
PRI RER T, SR — N EE R AT 2 E SR . 2RI, A R, SiEE
SRS, SEDNA K RA W R RESHHR T RE B AMEE (B . Sl BB, HEAETTRE
HGL ARG A S 24 DNA # iR RARE) — e R R, JEH A AR e st 2 BIB0R, X5l K —
RN, BFFAMRIIRERI AL AR, JIBmIER AL

8. B4

LR EPNIR, JEERHEBORIED RIS TR AR, X IPF 33X — ™ il Sp (i 7T e 20
B FRB MR fE o JEIEXS IPF (R BEAR B 22 L 737 AE )2 DA S8 A% 22 55 5 T RIER AW 7T, IPF F AR AL
W BT AR R FE I o X —HEREAOCE B T ERATEERR IPF [ el /8, 0K IPF IR YT H it
WS PR LA
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