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Abstract

PPF includes non-idiopathic pulmonary fibrosis that aggravates progressively pulmonary fibrosis
and lung function causing early death and presents rapid progress, difficult treatment, and poor prog-
nosis. CTD-ILD is important for this. IPA presents high fatality rate and incidence increase. It reports
a case of PPF combined with IPA, summarizes diagnosis and treatment, and reviews relevant literature.
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1. w=HIFER
1.1, —RER

BE TN, 68 %, K “MXMKZIR 1R, IEMASUE L A7 TRGETT S — NRE B FIS f& HEAELE
FRRIZ . VERTEE TREMERRIT, AER: W k. SURAIE, WTEERME, TR, B,
KAE, SEEME HRCT $&3 UM BLLE (8] B4R R0 ANCA 28 M. i Na b id.
KRR FY A MIME DLZ PUAE R &R Pt SSA/R0-52 PLikBHTE; KL-6 1882.24 U/mL. FlizhaEiRm~iES
IHAREIEH , REEhREF R (FVC: 89.4 L, FEV1: 107.4 L, DLCO SB: 57.2 mmol/min/kPa). 12 Al i i
IRRAELT YAk, T Jeik e 150 mg Bid HLLF4EfbinyT, BERIGE G BB, Bt RBP4k 2
YIGIT . 1 ARG WO E, LTl E, BRERMEIE, e, WaE SR E, WFEEZ LAk
i (A OGTT  FEARIATIEI K, FERE.

BEAE St AN NS BB BART8, KIE AR T ST s, A 600 S CRVEE IR F
FHORZ5YD), WS, ToHL. SRR T &Y. . BUSEYI RSO, I5E . KELE
Rk

k. T36.9°C, P91 XI5y, R23 k4, BP112/67 mmHg. #EiERE, MIEILR®, WML L
B XUREIREAS, AT W velero WO o DUMBCR WK . XU A 65T, FEf SRR
M. 9. %, LHE LT, JC Gottron fi.

AP 5E A ET : Sk <047 pH 7.395, PO,96 mmHg, PCO, 33.7 mmHg (¥F4: & S 44 5 L/min,
AETEEZ N 231.14 mmHg): 5XEEH T 53 IUmL; Fidh RE R Pk 376.1 UmL; G k% 59.4 pg/mL;
IR TE 5 E A0 GM RS Sl M A B TE S 0 o UL ORI AS 25 45 SR A AT — 2 KL-65272.12 U/mL.
WF5 L TR IERM I s T & BB TR, R R TIBRAR A, TR I Y i i B B g A
JITts )y RS £ 7~ e P R ) Ml R D) R R, S R BEIL A S R U & (FVC: 67.5 L, FEVL: 84.3 L). 6
HRCT A 1) XUIGTRIE M (] B £ 4 A0 AE L AT (2023-01) I, 7] ILRIE ME IR AR RS, /INIH- [ g 3
JZ, o REEEREE: 2) WU RHNRZ Rk gl Box, #iEK.

12. BEIRIRTT

B R TR I 5 IR G, AR R I8 T IR Bz G R e B4 4.5 g F Q8 B YL, G iRIRLh R
[l 25 FE AR 28 M it 2975, T LY REME 0.2 g NI Qd BLECERIT » 45 & 55 a) 5 1tk A 9 52 . i HRCT
FGPEA R AR, ARG faEEEER, KRR, MERZ 28010, 12Wh: 1) SR
YAk 2) WPIRGER; 3) 4R SUHOCHERI VNI : 4) SRR, T HIR B IR R E 80 mg i
i Qd, M E A E WG 0.75 g 1 ik Bid %Ay, Jeikjeqn 150 mg ik Bid Htef4E4biayT .
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2. g

2017 SEFhMAS B A& 4 tH PR-1LD (i R 1 21 4 A 1 1R) o 14 Mils )ME 2, 21 2022 4 PPF i 3 [l i RHip
2X(ATS) BRI 22 (ERS) H AR 2 2x IRS) LA A hr T L P ARHEC B (ALAT) TR 41142, M
WPIRCRE DR AL I AE BRI RE T B A8 1E F2 () TBOH S AR b 8 L PPF,  JT48 Hh 20 4E A0 AL 1) B 1 il
kRN PPF T {E B Al il A] B AR f ], Hopi it R 2 5 1PF 2L, 7 2 EL A AR BL 3 B A S AL
FNGRRIN, B2 T il 2 2L R AT 1 2 (R £ A0 5 SO 26 3 T e P E e 0%, S 24P 3 o 3 BUBE T

JEER,  [H)JS M A (interstitial lung diseases, ILD)FI PPF [ AW L FH; Z4E PPF B H Bl
FEE G IHE M ANBCRETIE . 2 PPF R B M ANIE R . AREFURIL, dE IPF 1) ILD HA AT ME4F
Yt KA ELBIAE 18% % 32% 2 7], PPF 7EBRIM I & %9 2.2~20/10 /5N, FESRE &%y 28/10 Ji
AN[2]. H—WFRERMEW ILD BIJE R PPF 43 11~15 A, EARS PPF # % 9~12 A, 1% PPF F3ET:
(RII] [E] 2] 30~45 F, X B PPF &g MWAEIR I B T2 3516 (7] 61~80 H [3], W WLEEA: PPF IR K
RS W B AR IR

KLU 532 — () CTD-ILD #E N PPF, SRR I 28 AH I 8] 5T Vi o5 (RA-ILD) A f 45 S AiEAH 5
()5 P Bt 249 7 63% LA o A5 FH 4 £ 4 SRS ] It A1/ B HLAth G922 18 45 770 7] FEAIC CTD-ILD 3% kK AE PPF XUR:
[4]. FHHHT CTD-ILD ISR MER, & B PPF, SRR 2UR%A L, ThE PR, IRRAET:
F (5] 7F INBUILD {56 AT IE 5228 K 14 56715 %8 (Rheumatoid Arthritis, RA)FIREAT Ml 41 4k 1k & 35 v,
S FIAEL, JEIEJRAAE 52 JH A S B (mL/E) TR K T 59%. JEik JeAm X igiss s
N RIS R L 2 A M A JE 2R I AR FH 0 KGR 25 P R SORE B TR R 10 R R S S R M DG 2 A AT M
IS £ A A, S5 T AR N B 2 T — B [6]

JI 1S Jo e 2T A4 A4 TR ) S5 P I 9 0 AR AR T PR L SR IR o S ot 2R A (B L A 5P SR T TR e
EIR) B G G EEHNHIETT S I A G I B, I 25 A% AR o 5 A2 2% e Mt 50 e I b 8 e i LAY,
HEZRARIALNIG, "TREZABE RN, FERIFHARE™HE G EE N EE, LK e
R 2 IO 5 2 1 JFC At B 28 U0 240 R R SR AN B o o T o A i 2 9 - A2 2 P ot 2 TR ) 7]
A&+ H PR Kurosaki F [7] 18] BT 57 & 0T #2590 R R W 22 20 2.7%, 1= 28V il it 25 593 11 R 56 )
0.2%,  MIZ T[] Joi 1 it 1) 6 LT iff 85 T8 RO T ]y 44.0 £ 37.8 H, fE B IHNG T B 5 FN IR
A i EE o BRI PR Gl 4 2 A A G 22 25 (ESCMID) - I B2 2 L 1 22 K B 22 (ECMM) AR IR =72
2(ERS) KT MW 1218 B BB A IR R TR R H, 32 H 300 FEME AR 57 JE M I 76 97 42 28 P T ith B0 e e 245470,
VAT IRIT M2 s, ELG TR B, A BCR AN 725, DI 250280 F1F AR T 1% [8] -
T MEEVR I FRMERIT (R 22 M - B R AN B TR LR, H 52 PE. 28 E . Chen X %5[10]
NS T AL, 2 P T ot 5 V75 1) R, S IV E R R AN e L H B SRR T S 2 TR AN
B, BOAHIG IR K AR 2RV th 8 5 M SR N 32 . thabh, & R PRodah e Y A o1 14 it 5 (progressive
fibrosing interstitial lung diseases, PF-1LD).- b E2 4t i 1+ 8 /b FHHE B 5 USSR IS TE A R TS R &=
XA K G A 65 R 3R 0 AR AT RO IR T P RE S CE TS o TR, 0T PR R 1R 2 A it A A
WG B, HRAZARES, REXHZRMEGRT, X HPUE 4=,

ERFERERE, AEE L ERYISH, SCREMERILAERE, 4688 RIRIE, #Ei2h
NIRLE Bl PR AR 4Rk, R IR B T, SR R RO, TR . BT, P RNE R
ik, BRGRE TR &, WF X A5, @XRAEETRISEESREMFS RA I, Jf HARYE &
I RER B 34k, i Dh BEAS A 45 BRARIR 1 4E N FVC S B % R 4>5%, LA M 38 5% 2440 A s £ 4
WFEFEAC AT BN E, 56 PPF 2. HBR R E ST R R, 5 5] AR . Sokolove J Z5[11] K3
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76 RA IGIRFTBY B, mife RA NBEMEE S 5 h R 40 i B T R PR R R & (I buiR =42, JFalRefr
SHPE . HILHERTSE X ST & T RERL IR T . Okamoto Y ZE[12]H R BILAE A RA H505 KU 5% s i)
ZARE R, B KRS RE SR I L 4 A5 1 R BRI 2 85 1 H3 (Cit-H3) i H Pk 48 a1 i Fi b
PERLAN H % B8 0 I 0 5 TR TN RR IR B AR A OC . X iR 1, 76 RA PR ATHIIA], il = b PR r
YT R EEEEH . Chang SH &F[13]#F 7L 0 A {5t KL-6 17 s S il 4F 4 b ik g B R AH DG, FmT ol
M RA-ILD [itfe, AT REKI. 20, 1697 PPF.

PPF S i In = 8 i E B2 97 $6, Fabrizio Luppi ZE[1411A A BUAR M TEA ZUGUEIGTT 5, (HIR IR
RN FIFE RA-ILD 2 in = 3 o F K7 i 4 B MRS [ RE AP AR R IAT 2V, BA BRI
BB ANH 25 (IR BEBE L . B A . SRR A SR IR T 7 B B TS A 2.

A GIRIT R R I R E , ARk BrA 4. DL EIRYT, B AKX B AR EEE,
DRI A 18U N B R R Btk — 29697
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