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Abstract

Interstitial Pneumonia with Autoimmune Features (IPAF) is defined in research as interstitial lung
disease (ILD) with autoimmune features, but not diagnosed as a rheumatic disease. Since the release
of the IPAF criteriain 2015, there have been numerous studies on IPAF. Currently, the pathogenesis,
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prognosis, and treatment of IPAF remain unclear. This article provides a detailed review of the clas-
sification of IPAF, outlining the challenges of classifying patients as having IPAF, as well as the prev-
alence, epidemiology, clinical manifestations, prognosis, and key features that determine the clini-
cal course of IPAF. It also reviews the pathogenesis and treatment strategies.

Keywords

Interstitial Pneumonia with Autoimmune Features, Pathophysiology, Interstitial Lung Disease,
Immunosuppressive Therapy, Anti-Fibrotic Therapy

Copyright © 2026 by author(s) and Hans Publishers Inc.
This work is licensed under the Creative Commons Attribution International License (CC BY 4.0).
http://creativecommons.org/licenses/by/4.0/

1. 518

I 5 M Hf 3 (1L D) A& 2 P R [ — PRI, 2 AW AIAE T 1 R B R FI[1]-[5]. fEVF 206, e
(XK 2 W& BRI, 76 ILD B, ik 14900 B3 R R BB X TG, R AR I B BB 35 A G e
AIE[6], 1H FM AN 58 2576 HoAth 1LD YA, By LS HT B br i ok 40 A0 45 45 4 239509 A 56 ILD, Jifi k% CTD
BCH & SRR ILD, 38 il F R B i B 2 52 2 ™ B BHAG . 2015 4, BRI % 22 (ERS) A 3% [ g &}
H(ATS)ROL T — AN TAEH, BIEfE —FPoRng, #MxIEE AT ILD 4325, Z TAE4 NI 5T H 1A
T BA B B SR R IR] 5P 28 (IPAF) — R KRR X L8 FR 5 . IPAF 43 bR 1 25 R 1) A0 ek G 4 ) o 14
Jili 98« $R7R RS PG RARIEPREIR « 57 1 B B PUAR IR AZE LA St 3 R 545 25 B 23 2 SORE R [ 7]

2. IPAF 42

IPAF )3 860455 ) o7 14 fili 28 AR AAAE AN = AN b 1) 22 /A PRAN 7 T ARRAE s IR IR . I 2 RS .

BAT B 5 G REAE (V18] 5 PRI 28 1R 20 SRARUE[ 7] 1) AFTE TR 8 (HRCT ST ARG 2) HERR
HAWFER; 3) AFFA LGSR bRtE; 4) 20— ARHER E DL DA IRRSIE; g%
U TS A .

IGARAR: 1) mimdRZEN “HIMT" ) 2) fRRITImFE; 3) RMUERTRME XTI RELATET 60
Iy 4) FERBANEY 9K 5) HHEDIS; 6) ANUEE KN 7) Hafd L2 A B9 5 A 1 [ 5 5292 (Gottron 1iE)

MG : 1) ANA KT5T 1:320 /%, i@k, PR, Bt a) ANA LB U=
f£), b) ANA & 2 kil (R L) 2) KRR HF KT BT 2x-1E% EFR; 3) $it CCP Fitdk; 4) it
dsDNA #iifk; 5) 1 Ro(SS-A)Hifk: 6) i SS-B Hifk: 7) HilxbExBRE FPiik: 8) Bt Smith Hifk: 9) it
SCL-70 #iifk; 10) #T tRNA & k(& Jo-1. PL-7. PL-12); 11)Fit MDA-5 Hipfk.

TEA I 1) HRCT $&7R i =R M a) ARRe YRR LG 28, b) MR %S, ) JERE R R
P SN 2 S, d) MREEBMEM 2 2) SRHITE R 0 2 GO B =R : @) ARFRR 1
[P PERf 98, b) HUACEERG 28, c) JEFES kA BTIEG & SHUYER & B8, d) KRR, e) A4
RO PR T 5 P AR EEL A PR SR R A, ) RV I bR B SR A IR T (B PR R R ) s 3) 24425 a) A
JE B B s A B 1 5, b) AN B DR R A o BB B, ) AN B JEL BRI B0 A AR R B R, B AR 2E
YIS RECCAEY TR DR & SR F BRI £), d) B 5 R A il af 55 %

e R 490458 60 58 AR 85 DL IR AR AR FIARRAIE, IR oG5 28 . FEBMMEY kA E IR RE. MiES
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SUR AR 5 B B RS TERR ARSI H SR, 10 ANAL $T CCP. Hii & BB HL A AN il $R B HTRE Bk 4
IPAF [ B2 27 U AL 55 5 7R S ¥ 54 252 B0 B 2 AR AU (A5 S 2 )5 P it 28 9 LS 200 ) i A i ¢
LHEMEIT 28 R I8 P VbR U 2 A R v AR B B AR R 1 T R P AR A SRS I AR AE) o AL, TS
YU EAE 2 = R, T RS H DUE UG BUE R o B4 i R O G SR ARV S B R U AL AR
TENNAZIUR, X LR IR TR, B T AR £, IXAE IPAF BAF A 5] N T S B PRI 575
Pho HAERME, A S5 IbR HE B A K8 % 18] 57 14 il % (usual Interstitial Pneumonia, UIP)E 44
b, R ESHE HOUE R MEGRT A OCI ILD o (RE A2 KR ST R[RAJ-ILD), B AHAKE, UIP
FHANE RIEAE R S RE il 153495 1R B [8] o

3. IPAF SBITIRE
IPAF B S BUR R WANTE R, KRR RN B3 VA SR BE v BEANELFE BT IPAF 4384038 1) 58 1R
flie FELFERIIBAFIF, IPAF |5 ILD HE 1) 5%~14%, HPZaE £ I[9]-[11].

4. IPAF s RFTIM

IPAF FRPEIR S HAT TR 3RS TR B R o AL, I RTi PR XE2 fi ILF . EEEZEZ,  IPAF AT
VPR RAME R, & BA R 1 H B e AR SORETE ST AN B D — /N R AR, DU TR BLR R IPAF
BAF R TE e 2 (PR HE[12] 0 Rches BOZ AT BRI 3 L AR G A MR . FER A, REUE—
AU BAREEAL I PR B A AL VPl B L AE 1) IPAF FEE I8N g B SV E A ol ) B B S 1 3R 3L
{HAR I A1 Gottron fiERAE IPAF HHIEAVE WL, 3K AT A8 f1 T 0 R GE MR A AE AR A 1k 5 RE IR UL 55
PR (0 ey e Ve BT L [13] . BB, IGIRERA N IPAt AR ILD ARG R IL, Wi se . O EEE A
P2 JUiE, PNDYIXEER] HER M2 U G4 22 S R (i 50 B JE BB LA B i 3 ok vt s PR A74E) o
ANA 1 SSA BHE—FL A& IPAF w5 ML B S iR [9]. MURARAHF AL &, AR S5 Atk 1) o 14 A 48 A i 8
HRCT EWLE B R H AR, RVE AT DA BT AR A [14] -

5. IPAF Fifg

RN R AR . AT VPAs 1 174 ) ILD B2, Hrp ks 50 4] IPAF B35, K I 14%(1) IPAF
SRR TE 3.4 A I R] Pk 9 G o RBP4 2R G AR ALRE A ANCA A DG IS 48, TRtk
UK ANCA G IMLIE #0038 2/ IPAF B35 A KRNI PR A, (HIX ] el ix b g &
W R A B S AT 2 BT HERE . Chartrand [15]55 A i — T0k 5 RS R 2 N I BA B BIE FE SCRe T 31X — W
Mo IZWTFEN 56 44 IPAF B dkAT T VUAERBE Y, ol — 4 B R O I i R s, Herh 55
L BETZ T RPN ZIETT . SR, IPAF B/ [RIRHE AT 68 5 2508k e o KR AN R AR o il 7
146 HIHiA BEE AR 1) IPAF B35 1 (55% 1) 35 R Jo-1 PH1E), 42%0 & fEdfr 12 A H ik e ks
RAE JEREVE VLI BURR R 28 RE PR 2 R HE S

X APAF BEAT 53288 B 33t & D TR0 130 2 R At PR 125 A 6F 23 B tE A 638 DA AN (5] R0 0L 1
. Austeri [16]55 AR — T 50 R I, RIS HIT R IPAF E35 R (1 44 4] IPAF HTHE MRS
W 45.5%). 7F ANA A 1:320 B . SS-A PHME. THRURER B A, R ME TR 4B HE I 2 285
(R J7 V5 NEEJE 5 Schirmer 156, BRESGL PP fTiata il . X 58 17X BT ILD A1 H & SR Ak
SR AT G — R R 200 () RGP 27 DA P a6 12k

6. MihRERIESER
15 \PAF FFiT e 3 R AIAEAZ T T 7 JUAMSHER I R R R BUR BRI 36 SR 2E T

N

AT
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TH R PEAG A, (HEZABASI R, FH AL TR R BN A R R — BRI R, R
EIRAEHABBE T B FRESE . TR R, — L8Ry, T LA B Al 28 w] e 75 A IPAF
IrRIIHEERbRAE, K2 8 BN T B A] s 1M ¢ 288 AT REJE P R TR B S B SREh Y IPF R
XL AR I B — SE P A I8 2 A AR AR R A A, AEAATTBE S 92K IPAR [17]. tBAL, AHET
R, BT T R IR 5T A ¢ AN AR T R [ 5 A Al B A A AR R R, 80 R B T ML A
PG BAT I PRES SRS AL, (W3R YT B e U R PRI, AR IPAF-- 5 24 ) fo 1 il ¢ i
H AT A, BB 0T IPAF UG AR SV RGN -0 B TR) B 28 8, AT 7T 51 R 1) fo A A ¢
R RN & Al IPAF R A7

7. IPAF & &HLE

IPAF {170 B8 /& B B e M IR, RV LA 1) S o 1 v e o8 M DA o B A IR o 5 XU
FHOE ILD SRALIHLEI AN IRED T IPAF bl . SRTM, BT IPAF I AR A7 3 A A L R A 5%
ILD ZHAAAFRZE, RIFEHLHIAE R I A AT BEFEA S A 1B/ . A AT RE IPAF [ AR LA [T KR AH
ILD, B IPAF R REARE — /N TR (R4, JLARM AL T AR 1Y, — 28 R AR KB ARG ILD FERAL,
— U BRI R AT LR T

—ILL# 32 44 IPAF 5 1 20 44 i FEnt I I 70 I, IPAF FE IR S0 It e v 1)
PFUMERE R -9 A BE RS thAh, BURREARE R R-9 K SRRz | SR
Rl ThREBACA . AL, M2 R, £ MDAS LA M SSH) ILD. IPF AL A 2EA ) ILD (L4518
PR i 28 RN SR R e P TR o MM 28 ) b R L FLBE SR 39 THimi[18], BRI T BEAR S S HAE K
B A o

Liang [18]58 & B IPAF (3¢ it CXCLL 7Ky T~ o AMU 0 , /60,455 0 1 L 25 Mt 1 ANV A2 )
JRPEIG %, Hmi g CXCLL AKSPAEIRIR SR A E . Lz iifitioe, FikilJym CXCLL I
K5 IPAF FFEE N . Sz 8 il — S bR BRe LA B DT R 2R ARG . IbAh, SORUE A HE
Rt CXCLL /K- 5 3205 v e e v v b M 4 R TR 5%, I BLYE IPAF (1 48 i SR A5 Hh K I CXCR2
[19]. BEAE, IPAF BUAR AP IR] 5T PRI 98 I H B8 s A B R /K7, B4 = 4. B4 % 6. A4
2 13 MEEN R 17 BE T

AW RFRBENT ILD W AmHLH 5P R RNA & B 5 Jiik (B35 IPAR)FSSHET T 210
WEFC, R 0 R e R AR B KT 1 T 4 B4 - 17 A4 B R 7 F0/sk AT %44 CD163.

AHEFIEAE T AME A 40 R K EE . MUCSB Al TOLLIP &5 7 3 PR (5 A M il 21 4 Ak vh i L) R4 6 1%
HXF IPAF G HI52m[20]. fhAiTR L, 5 IPF AL, IPAF FUXGERARSS ILD FISERS H 5 40 E A 290 i i
KK T IPAF-F- 5 4 8] 5 M il 28 4L 20 F 1 20 i b FE i IPAF-SlE T B TR s Mt s 4.
Ab, TUHEASME AR N T 10% 5 IPAF G835 it Dh g 38 SEPURI oA AR A7 B 22 A0 OC . 7RSS0
BRI 7T, MUCSB J3 ) 778 AR AE IPAF HH = T XIEAH 5¢ ILD (EAE4RF R PRI 274 Ak HH AT HAR)
HH5 IPAF i 22 IO AE AR A ARG, 5 AR R A I 21 44k T B FAH R » TOLLIP S50/ 2 [KI7E IPAF
H TR TR R MR T Ak, 5 XGRS AR DG ILD ISR AL, HAERTF 50 T4 1ILD 2R AL A A7 3%

SO A ST SRR T B AR T R R P X IPAR R A 28 AL 1LD 1) s PACHS R R AR A7 14 1T 6 22 S

AR T R IS A AR EIX 7 ILD 288, K3 CXCL-9. CXCL-10 HI CXCL-11 43 7% KAEAH
5% ILD A1 IPF B AT RUFIIIX 40 g f1, {E5F IPF AL IPAF LUK XEEAE DS ILD A1 IPAF (X 4 22 . iXH
WFFT IPAF 2 i B AT IR AR ILD BY IPF [ 5 4 R S R 1k S AR A AR A (2] N T WF 9T 3K
AR, AREFGEAT T — X 53 IPAF JRGAEAH G [ J5 P4 it R0 b R Joi ek Al 2 [ 4% i R 4 A i 42 1)
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WILHETE, I 9 # IPAF B35 B IR T I A 2 8 ML AE K I+ B1 /K-F B RAK T 15 4
JRAAH G [R5 14 il S8 2, H 55 16 ) Sk IR PRI A3 AP AR BL . BEAh, SO IR AN R
8 K P-TIN IPAF B3 S0 A Il v E v b A A s B, A 53 Ik s 2L 950 A5 WA o L, {HL 62.59% 1
A A M R A, SRR DAAT ARG AY SOk 8] B MR v 3 o X TR U R Tl L LR R A AR
HHAD ILD WAISREAE IPAF B F 7k, DU/ 0 53 B0V e RO ML . Bk — BB 90 B3 L s X
TAPESIR A ILD IPAF A1 IPF R TR LA B T B IPAF f R BRI A,

8. IPAF BI3&7T

KT IPAF (YA TT M AIE IR, 055 T DR A0 LR A BR A A I PR AR 00 S/ o 1k o DRTE, 22 07 1T )
2 SEE N BE AR B G . 1E IPAF W, FFARTRYT IR A8 H AR BIR, — Ui R S A e R 2 15 B 3 R Bt
ITYERGThRE TR AT URIRYT, 10— Ll PR A G BRI DI Re S 80 B 1) S8 TR AR 1R T

BT IPAF B3 BIG ARAFIE AR A 5 XA 5% ILD B3 G RIS E &, Rk IPAF Bl A2 5 %
PEVERT R, A S B MR T, AR, UESE RS R RVRE R VR T ORI AL = . BT, WA
TE R B RRE AT IR PR B, (HIEE AR S L U 4N E B SR I G4k ia T, miEA
Z R E B G R AE R TE 22 JORERFAE (U0 5 3% BV L) (1) S5 3 [22] 1 S TP AR S 4k o BXAIRT IPE AN 2
FLAECT M, B B X — s AR R T

G AN 70 22 R G A 25 O 2 T IPAF. B8 B T 2 ) T DR 5 ) i v 3 . 25 T R T
(MMF)IE 2 55— 2R I S [ BT 48 2454, 3K MR B o F AT 9 11 a3 rh HE T H SR IR SR o B MR EE A 2R
A T e 1 568 FH AR MR AH DG ILD R 78 R HEBBT HE R o JAK I FIJE XS IPAF-MSA B2, 1ER SO
XF IPAF B34 F R 2 8 P B RE 7 b, 21X FIEYT IR IPAF B R I H i [23]. ST X HoAth
FALILD [ s, SR ARG FCER bt BRI S E EREE . e B E A E A .

DUy A RIBETT ORI, ARE VAT A BT 2GR IPAF B3 FVC T REITENL[24]. It
Ab, PRIEE R REALG R B PLAF4EAL 25X IPAF H i . A AR eI e A fE AT V4R 440 ILD i)
ER, ZiRIG LS 663 4 i, BEVIINAIEIE 24 . EEE T, 260N H F %N ILD, 21% A~ TiES
K1) ILD. IPAF B WAFELERE T, REMITIANEA AT . BiEemAr) FVC TR T %
REFZH I 331 44 fE35 (81 mL X} 188 mL). 52 JH BRI F 5 /- M & 1 BRA S V6T 5 Je 18 Je A i &L
R0 RUETERLLR I B P RS B R 0 22 A 32038 1) FVC R B R = TR A B R 2 ik &, (|
A TC H 0SS PP G 2 306 T 0 AN ) S5 R B AT PERR AT AL R R R A 2. BRIk, FEARNEZH b
HW S B, JEIE Je A MK FVC T B 26 1A R0 AS 5248 FH 428 YR 197 V2 i e i, 5 BT ARG A- I [25]
BRI AE BB (n = 127) 5 2B 7)(n = 126)4F 24 A WIAIT ICED SR ILD, 13%[H) 535 754 IPAF (1)
SERE, SR BFIAE, AR R ERE > FVC R F%(88 mI Xt 157 ml). EEEL[)SE, 30%[ EEH A B2 T
B IA T . AR, TR B A B W R ST I A AT A A AT R I, IR JE R X R
Fe 2 B 22 I N (RIS VR YT R J0 252 500 LD B8 RO B2 , IR 1% A 52 BIRE AR S ANBI 72 B v (1 B 1
XHAIE N TR ZH 2 18] (4 22 57 [26] . 75 23— 0 RIS B ar Ak 2 A S e S R & YR, DAt
FF LD AL AR S5 S 1 RS o

FHELT7 J65 1 225 10 FRVE T 1R S5 0 P93 AR ) 2 A FRAT T IPAR 1R TR AL AN I8 \PAF 2 A= FIT 453453 (1)
BREA TAHRKR T IPAF 22—/ R tEr S E B A, o — 2] Gl T RIB SR A 1) ILD, —
LET] e KR ARG ILD HYRTIR, —LEmTREEE ST 5 —Fh 2R84 H) ILD, 40 IPF, & —4%, 1RATRE
RF— MR RIS . 25 DI AERfE ILD H AR 4EA AN SORE I SE R AN [F & 452 . EZER)HE, IPAF IR
ARAE T — NMRR S PR T IR AR 200 B & R VB L2 . REEE IPAF [ BT 2 S RHF
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