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[B] MIEMEAGZRE (nterstitial lung disease; ILD) 1, WfiiONE AARIS, FOREIZ%R
FESORRAE IR DN IEN DR BREORHTH 5. IR ARHORRMERE MR ZRFE L LT,
BERIE BN SIS . BVE MR RO 220 T b R EMEM R X, S22 BB 5
WZINZ, BREERF OREZ T HBMERIES, #0 KT EREEORENEE SN T
WDD, WERICEADRHEINTEO T, JARICERTHZENRZWEEATHD. I
e EREE, MEMMREOREEICHEL KNI TEERRNFTHL LB HATY
% (A5, 2012).

Hepatocyte nuclear factor o (HNF4«) (X, B/, Kb, IR & OEE
FRICRBLT DGR ThH D, HLE DO, R, BE ORI R %
HBi-F L ENTW5 (Stegmann, Aet al. 2006). FITIEIZHBWTIE, BHiEo/MMoE, Kb
W, MR, EOR, TR SIRIAVEICEEME L 72 5. IV TR, TTR-1 B & 722 2 KGR
PERRE S, MR Dy~ — I — & L TRERaN i S Tng. SEfx 1L, FE
PRGBSO feE D2, BFREICEBWTC, Wil EREFEDOREREL 5 & SN DaEIRE,
T b bEMEEMIEL (fibroblastic foci) <> Masson &, WilBERYE (L% 8 5 4 LRI,
HNF4 o 23R < BT 5 Z & 2 L L7z, ARBFJETIE, HNF4 o 23 il LR G E 2 it %
MR LN ~— D — L LTHEATH D Z L Z2HEEL, BICTHTRIR & LTOREE
PE 2 e L7z,



[B1EFE J71E] 2008 4R 1 A A5 2019 4F 5 A F TIT, M7 IRALAE SR 48 M- 45
it H BT, MEEE T IS AR S U7 [V TR SRR 309 441 (Idiopathic pulmonary
fibrosis; IPF 61 f4], non-IPF173 #i], unclassifiable ILD75 4) Offi/EMEAZINE L=,
ML DOZ M, 2018 4 ATS CKEMGEF4Y) [ERS (BOMNMER LY 4) IRS (H AR
TF) IALAT (7 o7 AV IEETS) \ZLD IPE A N7 A 28T DB Wik
BEIZESWTITYY, EZWRIE, BRIK, BaH, WEFTRICE S EFRE

(multidisciplinary discussion ; MDD) (2 &> T{T##17-= (Raghu, G et al. 2018). HNF4
a b, BRHESEMIALEL (fibroblastic foci) <° Masson &, flifaBEssE b %78 > A4 ERGHIRIC
R R L Tz, ZREN ORI BT HNF4 o e R O3B 21 ~, e o
R (Imm2) Z8EH L7, 72d, TXRCOBENLUIR LM Z BN THERTS Z
LIZOE, AT —LbRarky FaEE BETLKPMEEELEES (A180726009) £
F OB ESIIF BR AR R ek & o # —JRbifm i Z B4 (KCRC-17-0015) 12 &V ABF7EIX
KR I N7,

[FE 3] Non-IPF B, XU unclassifiable ILD #Ci, HNF4a BMEHEEAS m4EE 1585 L C
WDIEBNZ B W THBICAEFEMBAEL, 10 FAFRBIRN 2 & AR Sz, EIZ non-IPF
BEOELFHIR, KO 10 H4EA7R L h#k L C(death due to ILD, log-rank test, P=0.0016;
hazard ratio 2.6, Wald test, P=0.0023), unclassifiable ILD #£ CTliZ 1% & OB FHICEHE T
HY, 10 FEFETHHEZENED Lz (death due to ILD, log-rank test, P<0.0001;
hazard ratio 11.1, Wald test, P=0.0003). %7z, unclassifiable ILD #£(Z1EH L 7= %24 &fif4T
TlX, HNF4 o GPEMBOFEBLINE LT TR+ Th 5 2 &3 R 7z (hazard ratio
28.6, Wald test, P=0.0033).

[#55m] HNF4 o 1 Zifa LR EEo G EMRBRILFEH~— D —E LTHEHATHY, FiC
unclassifiable ILD A& 2B WC, TRICEEL RITTAREMERSH DL EEZLND.

[Z22] MEMMZEBDZ TS, unclassifiable ILD (X, MDD %47 > T & 28 E T
IRVEBI O, SVRHEORGAERR & FEi L 722V, AT TE R2WER], SIS M e At 25 R
i E e [ B PR i v R 2 & SR S R 2R E I 3 B £ D FIRBED B 1, AR TR — 72
FREBREL 72> T 5 (Cottin, V et al, 2018 ; Guler, S. Aet al, 2018). T OHRERETT% %
FHT D L1E, EEOBRICBWTAREEZEZOND. TITHMBWNIC D723 % Al Hatk
R0, IREIEO IS OB O < ArREMERIFE S L 5.
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