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Abstract

Interstitial lung disease with autoimmune features (IPAF) is a group of diseases with typical clini-
cal manifestations of connective tissue disease (CTD) on both autoimmune antibodies and high-
resolution CT of the lung. In the clinical diagnosis and treatment of interstitial lung disease (ILD),
it is found that a considerable number of patients have both autoantibodies of rheumatoid im-
mune disease and lung CT manifestations, but they do not meet the diagnostic criteria of CTD. In
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2015, diagnostic criteria for IPAF were introduced, which established direction and reference stan-
dards for the management and classification of these patients. This article reviews the advances in
diagnostic criteria, clinical features, and treatment of IPAF.
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1. 518

&) 5 P Mt (Interstitial lung disease, ILD) 4 s 22 i) o 2H 241 28 MRS A4 i Ab oA, i a) B 4 4
FEOR AN B A N )R, AT ECE R B X, i aE A . ILD AEERRR, FI N
ZRhRAY, Horh 45 45 4 2395 (Connective tissue disease, CTD) 5| 2 fifi 8] Jii 223 1) 4 ME 5 H M P 4eAb e s, 4%
VA g 45 45 4H 40955 A 5 (1) 18D R M 6 (CTD-ILD) . [1] [21H T &R ML i ANiE 28, B RTIEZ G5 — bRtk 1)
[ ARFFAER I VG . — Ok, ILD AT S5 FrA KAL) CTD AHRIEG, HRRWIAG N =E: 1) &
B CTD B3 L ILD FI%FME; 2) ILD & CTD [y)in ekt —R I 3) HAMH H &R Emik, H
AFFEIAR) CTD K2 librik, XIEEE T A W R iR12 AR R VR B4 464K [3] (Idiopathic
interstitial pneumonia, 11P), E ¥ 2015 4, X B AW IATaME AN “ BAT B & S Re i i 18] BT 14 Ml ¢
J73 (Interstitial lung disease with autoimmune characteristics, IPAF)” [4].

2. ik

ILD J&—2H sl fili S 03 (03 IR BR800 R ity S ORI S5, DS M BRI O IR e
E, TTIEWT R AR A . X R NP RIS, Db ZTHERR &R 1] 5 s ) 5 R
n CTD. i RIfE AR R ER 4 . — LBt FIR B, K& 25%I1 1IP A — A KRR E &4
P PESIR A RAFAE , AEAN A X SRR A 2 A2 0 CURIZR ALY LD, AT & W 1) 465 4 41 21993 (CTD)
MZWbRE[S]. 2, AMTHRH T V2 58 A — B0y 4 R 1X B9 N T 2025, (HATRIIA G — R
T OXPAZIE I ST AN S R A, DR BRI 2 25 (ERS) A 56 [F B R 27 2 (ATS)FE 2015 AERAL | —A
“AKorA CTD-ILD TARZH” , #&H 17 HA B S G Rk i [ 5T £ f 99 (Interstitial lung disease with au-
toimmune characteristics, IPAF)I & FR, K& A 7028 5 143 K hRHE[6] [7].

3. IPAF BYiSHTHR

IPAF ({2 WibsiE 2. 1) J8id & CT(HRCT) /el it 41 235045 B i 12 Wi R e Jsf PE AT s 2) HERR
— 1 LR i DAL ) R S M Bt s 3) WA BHERIZ W ONILE K CTD ¥l 4) AN =T ImRR I, Mg
TER AL, BADBEH RIS AN G ZSWibsESs & TIRARRIL. M5 5 AR 45
1. EARAnT W% 1.

4. IPAF By R 4SF1E
HHr, W2 1 A E PRz IELEXT IPAF B IR BFIE AT 2 WF 70 - JR PR ZR[9) N L T 41 455 & IPAF
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Table 1. Diagnostic criteria of IPAF [8]
5% 1. IPAF 2R [8]

1.
2.
3.
4.

AEAENA] R M 28 (HRCT BT 7% 6 11 Si2)
HeRk A PR B E0R R R 1 1P
AL F] CTD HI12 W br it
W LA =5 R R A B T R, A TH A D — TR
A I PRbRE
B. ik 2 hriE
C. JE&Z b
A IR bR
© FHaRuEFERS @ TF)
@ FHaAK B iz
® RMFRTHRLZL KTTRE > 60 min
@ FEIIEMEBMDEY K
® FHERS
® RNHHIER FFRK
@ ASBA Ji IR BT 48 1 T 1] 52 14 57 92 (Gottrons 1iF)
B. ik 2 hriE
@O ANA M >1:320, GRIBA. BEAR. HR A Bl AL DL AR — AL -
a. PP (ERTHE)
b. Y& LRBUR(TETE)
@ RF>2 f#1EH1H
@ PN (CCP)PiiA
@ i DNA(SDNA)Fi A
® HFERLGEME A HUR(SSA) T
© P 1E B $1JR (SSB)Fifk
@ PUZHEZE APk
Hi Smith Hifk
© Uk 2 %-70 (Scl-70)Hiik
Pt tRNA & i EEfUA(Jo-1, PL-7, PL-12; HAh: EJ, OJ, KS, Zo, tRS)
) Pl - B F 9 (PM-Scl) i
@ PUEBAETIRUAHEIER-5 (MDA-5) ik
C. A&
® HRCT Wiyl A
a. A4 5 P Ta] 5 P 2% (NSIP)
b. ML T % (OP)
c. NSIP & OP
o, bR EL 4 A i I 5 1 il 2 (LP)
@ AR B2 W N DL 28
a. NSIP
b. OP
c. NSIP E& OP
d. LIP
e. (A5 Ik EL A P PRI A A2 2 R O T Bk
£, R I8 bR L A IR i (B SR AR b B T T )
@ ZHBHLZ R (BRI P 5 41)
o AR T R 4D fs R 5 R
o AR TR IR F O AR B O 1 R
- AR R R IER A (GRS SR E0W B B 5)
o ASEA TR B4 Ao A AR

Q

o O T
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LWibRER B3, Hdh R 20 Lo (68.29%) AU 1 (29.26%) , K B WHIIRIK LB £ =17 B E
it 60 7341 (41%), i TF(31%)FHEEIM R (14%), #B% EHRILLL NSIP B 32 (63.4%), HA#H5
B (14.6%)i6 7] [ - OP falHIREL, HA UIP. Mg R, mihARolH GyiikEEx
BUNTUREHUARRITE . RGBT > 2 5 1IEHf . $T CCP HuikBHYE. HT SS-A HikBH LA RO-52 HiiARH
PERITE A B, IR U DA T2 BRI =i 45 2R i 44 (>1:1000)

FMESLEE N[10150 4 1 115 G55 S 12 Wrkn itk 1) S8 A HI, IPAF B T 214 (62.61%) , K 4F- 4% 9(60.03
+11.15)%, FE[H BRI AR IR RIS R 1M 2 1 R BUR(20.87%), HUGEHIFILR(7.83%), i
I3 28 0 22 DL ANA [ 1:(46.96%) FI4T SS-A (RO)HT14(45.21%) B4 4 3= . il i) HRCT §44% 2o,
NSIP 2 IPAF 52 UL T4 5 3K 31L(68.70%)

Chartrand Z5[11) N X BEAERF & IPAF 12T HER) 56 ) 35 HEAT [FUBIE 247, 25 R IX e H KL
% LM (71%) FHAEWR A& (68%) - 55 WL IR RAFAIE A2 75 VA I 5 (39%) , T~ Fia a2 ity 17 ik HE I L 4(29%) ,
Gottron 1iE(18%)F1 % £ T Wi (16%) » #5i WLHI LG FHRHE 2 DUtz PiiAR (ANA) B £ (48%) . Fit Ro (SS-A)
(43%) M1HT tRNA & B T4 (36%) BH P o 11 85 5 UL IR RAAR 2 A5 202 NSIP AX(57.1%), HJ2 NSIP £1:4H
SN 58 (18%), T A5 368 [ o 1 ik 98 T o7 LA A 9% .

1E Ferri [12]55 A5t 35 A5 Eri2 WiksdE ) IPAF S35 1043 BT o, S50 DL IR PRARRALE A2 55 5 B0 2. (74%)
I 60 234 ()R AE AN ST 4 (48%) AN TF-HR K It (33%), 1 fi s WL I L35 22 AL S P LR A > 320
(BRAT 230 B R A B B A 22 Y (47.82%), At LI B B B @& i & BUEEPLR (17%) $t CCP HiiAFI
P SS-A HLR(9%) . EIXLE IPAF 35 Hh, il im0 9 CT W23 1) i WL BE & NSIP (24 4 /8%, 53%)
AT UIP B2 (Ff 2 5 nT BE) (16 44 /85, 28%), FLHh 4 & &3 RIS A il Sk, 9 44 3% (20%) 1 =S 1)
NSIP F1 OP 574,

TEXTRF G IPAF ZWARERT 72 4 B W BIBE 7, Oldham 58 N 3 ES TR I 5 (27.8%) =2 5 i L
FIG IR R, FLUORFRSE 60 438h LA R AB(17.4%) A1 T F(10.4%) . B¢ WL LIG 2~ R B2 ANA ik
> 1:320 (BT B0 FE A B B 22 558 (77.6%), BT SS-A FiiABH M (16.6%) FIZR KRR T > 2 5 1E % {H
(13%). fERAGEIA L, 31.9%M S A# HRCT L& A NSIP B3, kT T IME LR H B
S 22.9%F0 16.9% ) B TR AL U P A B IRy NSIP A OP i, N 7E B P 0 A2 d5 i W
(12 3595009 (22.2%) , - FLIR 2 i 595 (1.2.5%) A1 il L7 92974 (18.8%) [13] -

g BRTR, HATE N AR LR AR B, FERAMANE T, BRI RARAE S IPAF B LIRS
W FEMFBEAZ T, NSIP A UIP U2 i WAL, H = 2 CTD-ILD W WEAAR RN AL
LS AL T, i EE ) ANA FIT RF At 5 IPAF (2RI 04 ¢ REE ). iR B wF 5040
BT IPAF Iz Wibritk, R E A BeAFEA mZE, HEANERRE T IPAF i — L & ZfH R
FHIE. BT IPAF R BA ILD FIH SR s, JEHATREKEN CTD-ILD, HHijA —LEaf7e[14]
FEHEE: IPAF I CTD-ILD A2 PR AN [ [R50 10 A2 [R]— Rl g I AN [ gk e B [15] [16] 2 iXUE#iFR B 2
Rl RS R FE AN 23 A o S I RO IPAR BRI RAFAE L7 A AT S 2 HEAT RGBT 7L 504, 7T A
WELE] IPAF 15 FHRFAEPEIG PRI, 36 5 4 o B 12 W FE 107697 IPAF A E 85 [12] [17].
5. IPAF B93877

KT IPAF BT FITIUE M0t 70 H BTE R =, AR T — L R BB, 72— Kt F e Bl LA
Wi IPAF [ EEVAIT 5 S MRS BT r HA2RA ILD Mgk, MiTheEMA. F7 MM s gess
IR E R E[18]. KEE N AMERIE TR H, 1ERH— B 42 AR R Mt JE e B e ILD &
HINAIT R ORIE T EEAEH, BRI R IE S I AL VR A N R, SCEMTIACIRAS, A RS ILD &

DOI: 10.12677/acm.2023.133538 3755 I IR = =23t e


https://doi.org/10.12677/acm.2023.133538

kM 25

HIEIT R AAE R £ TF R J ILD BT [19] [201587R, 5 FH PR Mm% T 5 % oot d 3
Ml ThRe, TEZFFEHRAE — 5 BE A IPAF I2WibsiE, XK IPAF S8t mT R8N Sae sl A
JrHhskai. HAT, Xt CTD-ILD &35 1 R IT 70 R M B oz A S e S e & L I 757, TN
EUF RPN G ThEE 0B . AR ER NG, BT EE A a5RmrRE. B
i ) 2 BEYR T 250 B0 48 0 B SO R RN S e SR R (PRI A . BRI | FE R ERIRAR) . RIS AR
AW E. VP EA]), P ek eqn. AR BOKALBR) P ALTRIR 2 i 2
YI(EA3R-1 RO R 3R 2 AP S5 [21] . AR 7t 25 SR 3 BH 25 Ty B e mT AR G 1) o538 BB I T e [22],
McCoy %5 N\ [23]fiik T 52 4 IPAF B3, JRITHIN 28 &4 G T 2 BMIRES AT 22 M H, 4 R1R 1T
MIENE 71X —4518 . JeikJeAm e —F B AP 4 E 0O s BRIMER H 1 70), kIR TR o7 R Rk
T4 (IPF), A HF T8 R I AL FT AR R G MEREALIEAR DG ILD HIRIGIHEIE24]. 53— FhPisr 4z
WtAEJeld, HurcA/E AT CTD-ILD B 32 244is TG IK[8] [25]. TKEH[26]%f LB 7T 1 IPF 4 % IPAF
4% 15 1 B R A 1 ARG R JE R AT S A A i KL-6 f7KSF,  BF 7 3R B R R B X — 35 41 B R 1
BITRCR, HMARMET R R ZER . H TR 42 # SR 73251 ILD(EFE IPAF)
MBEA LRI ILD 3 AT VIar it ac[27]. 45a A aTBlA B R4 R KA, JLeardEiessy
XF IPF %%, KHEERXT IPAF 145 %4[26] [28].

B2, HATKT IPAF B IIG T )5 58 5 B2 2200 14 Hh S F B B PR 2 5 S e 4 264, 32 B8 S0
ki, F 2575 RIEA VI KR iaIT, SRR 1B /b 25 =it 77 30, ek Je A Fmt 38 Je i S Hu£f
YA 25 AT e B RTIRIT A A 4etb R BL IPAF B 0 EZ259[8]. B 78 vl AR BUAE VR IT 7 T
IPAF FI CTD-ILD Z [Af7£4E— & BIAHOC I, (A T8 = IG RS, \PAF & R T 24508 7 ik
W R — b, I8 TR B — DR TR AT

6. MNEERE

Wt [ i P s B OB IZ A BT, AR ILD B A RKLEGI IPAF SB35 B %, IPAF
Mgt —am A A Wibs A g th B RS EONSRIZRINTTTE0E 1 EENERL, R E L
MW TN THIDTG . R IPAF L BLRT IR fi 44 (U0 R 20 A 45 2 2 23055 A0 S i 18] 57993 42 (UCTD-ILD),
iR AL S5k 25 2 419U (LD-CTD)SE [29]) A2 Wik S 4x i . SEBAT e, JF HLaT LRI B DA 5 &
GBI I PR AL B 5 10T 2256, (5 H AT IPAF (2 bRk R 22 /NG B IR 78 45 H A 45 R [30],
im H H AT IPAF f2 Wb e Skt 6 A RG], WL 5 KB 1l R AT S IR UE I A RHE IETE B . {E
fHERNR, TARAERA R IPAF Fg AR E. EAERNE, TIFAHFBCA R R AT IPAF
EHIRITIRR, HATS @A IPAF EE BEATHTIEPEW 7T UIISRAS REN T IR IR 2T 7 %€ 1T IPAF
PRI PR TT T R A E M Z 45 71k, H AR A 2 9iRi2 B8R 2 (28] O T ISRIA TN IPAF AR, H Al
R bR A Rt — DB, XA B AT S 2 AURTIEYE . BEHLX IR R .
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