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B B 45 4 1L (idiopathic pulmonary fibrosis, IPF) A& 4 5 ML MVE MM R e & F AW K -
M B AL A R 0GB R AR 0 AR R B K B AT MR R 9B R A M E (Acute
exacerbation, AE) © IPF-AE %8 & % 0448 5] 5 B » fldo o RBF Rl ® % - B M TAE ik e
2016 4% & IPF-AE 04 #7 € & @ M Lo &4 M B Tty 2k o £ AE M - B2 M2 M
Bl 48 45 A 2 K RUBE S Hk 0 L& MR F 18 JE /R FF (acute respiratory distress syndrome, ARDS)
EHARPL o B AT KA AE-IPF B4 oy 2 fUORG 09 PF R &0 - 1338 R MK R & H 1K
SE B0 ) ARSI R S - 5 4k AR R RE R ERE - RS AL E A
77 > W ARA T R A v R 35 E AR 15 (Ventilator-induced lung injury, VILI) » H 5T “3#
MEFRAF (squishy ball)” #9#E4A © 33 T =L AR IER (PEEP) 16 » 325 T “IF 364K & 5 n% (lung
resting strategy)” ° W A~ & 4 A H% Tk (open lung approach)” o i AR Xk B 0 KA HE R
AL EE R 5 B ]S AE-IPF 692 & R B .37 - AE-IPF 232 A 3 2 k3 - AE-IPF ¢4 22 A F
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RATEEA © 4538 E (Idiopathic pulmonary fibrosis)

21t (Acute exacerbation)
IFRK ;&7 (Respiratory therapy)

SR EBIE (Acute respiratory distress syndrome)

B A2 56RE (Lung resting strategy)

B MEMTA (Interstitial lung disease, ILD) J&
— T i AR A (L 8+ FE 43 H B ] DURIR L 7
A JRR S R ARKE - 230 (1) B e B i
#& (Idiopathic interstitial pneumonia, IIPs) ~ (2) H
1 o0 2 FH R B PERT A (Autoimmune interstitial
lung disease, Autoimmune ILDs) ~ (3) 5 5P fifi

& (Hypersensitivity pneumonitis, HP) ~ (4) 84
FEFTEUTEAEL (Sarcoidosis ILDs) AR (5) HiAth
i S8 AL (other ILDs) Z¢ 1 o 5238 M il AL
(Idiopathic pulmonary fibrosis, IPF) ;& — 7 N BH
Ji BRI e S50 A 18 1k BT 7 1k R P i BB+ e B
AL Ry I R AR W A M S BB P AU ~ ML
J& » T ZE AR A R PR A v b 2 5 AR B T B I
JEME TR - RS H S - A P B R
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YRR AZEL ? o ERIHRTE L - IPF SR AR
A7 105 R T 28 Pl — SR RO S B A - 7E 1998
MW FCEUR - 2B R A7 IS R R P AL B0k 0.9
T3 AT S BT AR SEEER - 2R

2 R TP AT Bk 2 B 45 4E Y - A S
A IPF B TRIT R BRI 92 8V - TE 578 IPF 51T
BIF 10 B AF# s 2.8 £ 6.4 41 © - MASEEIR
19 H A IPF B T3R 4T R fsF 10 # A 10.0 1] 7

B R 10 B AT 35 61 8 ERBONBIZ AN
FAFN IPF B TRA RS8O 355 617~ 3£
INERIZE BN AR T B 10 15 A 41.8 %1 1+ 5[]
Fofg 10 @A 58.7 ] 1 - #7 LEEUR - 58 IPF 1Y
BRATREAR R H A D BEERFR - TR 5

k— : AE-IPF £ ARDS : £ * MERKBREGRERF < R

TR B S E MR YRR - A RERR =i
B FERSSE RUIGHE - DUER IPF W AR
TG

HEIPF BFH SR T AV R R 2 S &
1t (acute exacerbation, AE) BYZEEZE » & {#k AN
DIREMEEAL - EEEREITIREHEET
b DA JEE AR 2% B B I I %% 3EE (Acute respiratory
distress syndrome, ARDS) FH{LL » A AR EE W 53 7N
FHZA 1 e ST SRR - R AKSEE IPF &k
SEAL (AE-IPF) & Z A5 I & K0E T 22 34
il 5 13 » Salonen J S 2020 5= A HF 22 BE /R -
AE-IPF F 17 15 17 ] o (7 B ) 2.6 11 3 14
I IEHEHER, S i B AE-IPF ~ S4B IAE - B

AE-IPF ARDS
T 2016 EETHIRZHTRRHE 12« Berlin definition”” :
1. B2 IPF 228 (7RFIE H T B bz HRRRCO R A DA B At i RIS B A e AR SR MU E PP
) - SR TITEENZR -
2. AL AR EH AR - DR BN E R
3. B0 XOELECEISEN G ARV ERIE L REEIR AR T AR R RS — BN - s e
BRI AD SRR B L - HEAY FE— N BT ECELRYEAR -
SHEE B SN A (UIP) 58 (Ml 2. CXR SEKEVE 2 E MM (Opacity)  TNEEHM
i AR~ i RREE ML - R JERAVR ~ MR S R T e o e
EHER ) - 3. NREH L IR RS IRGE % 70 2 R BT T -
4. L VB BR R 7S TR B N RE 5T - IS ARDS WGl R+ RIFE T R HIET
{ERA - i (BRI » R I ) DAHRRRER 7K i 7 e -
*ORERBIASEIRENE 30 KA - BATREHE 4. WA ER R EE A GRS
FRIERZE - - BREBBIIRIM A SR AP R (PaO, / FiO,) HILLE -
Ji e 1. M1 E W A B A9 8 AL & A0IL-8 F1 1. B Y] (exudative stage) *  BEH I AY BB D M2 3%
CXCL1 HYIE [ g5 20eg 4 [ I BR S B LT L M1 REDNCRE IS A R K E -
1t - 2. WA HH (proliferative stage) @ YHFREURKIZRER » {H1LAY M1
2. M2 SEEGHIIEA SRR - R FAUGAE Ry M2 I » DLA3 R 08 I R R e
FEAE ST R 38 A= 0 b Rz A A R i A 1 -
EEHE - AT 0 BIEFEFTE AE-IPF Rk 3. HEHE(LIF I (fibrotic stage) © Mi#lAfE (L2 ARDS YR
B BEFFRE M2 & IH LRI AR ARy FHIE - FHECR M RHM A i A A B s O -
TiERadE L 153334 - M2 FHUHH 2 B 7 -
o I e B A 1 LA 7 A AT HARY R AR B AR P )
EARETHEAE R 4 - AR RADASHHEAREYE - E AR
EBREEDCAHRS - BT 2R R B A EA TR - TR
WA (LD RERY 1 S BB R — 2T -
fEbgkRlr 1. B R GYE 1. BUMLEE (Sepsis)
2. TIRERR 2= R 2. WA (Aspiration)
3. (o PR e PR S bl P R 3. Hilizé
4. Wl F A= At ia A 4. EEEAIG
5. ZERITRFTBE LGS 5. K
6. HEIHER A (Micro-aspiration) 6. WM FHRY < 2 fi$845 (transfusion related acute lung injury,
TRALI)
7. Wi EGE M HRS tE
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ARDS HEFTE A2 E - A EERE RS - 2
PR RI R -

WEE IPF RYRRGR A 2 SR e 2 B DL
6%+ ASCKLLUIPF &M AL (AE-IPF) Fyad i
s » 43 R DU N R IS HEA T SORREE S« —
AE-IPF HYJE 28 ) 2 %t 5 — ~ AE-IPF Z 9%
HAFERI ; = - AE-IPF BY/EREAT- 5 Y
AE-TPF i JF& 25 I U 5 0 1 I R 3 JE SR S (3R
e

— SRR L 2 M EE (AE-IPF) 2 E &

VSE AEE ]

(—) 2007 % AE-IPF RYRZERIZHE 16

IPF G IRIASCHR A (the Idiopathic Pulmonary
Fibrosis Clinical Research Network Investigators)
A 2007 FE2 Y AE-IPF B2 AL HE 16 & PY K
HH - Ak

1. CHER2 Ry IPF (W] Ry B2 BB £tk
EALHETEZE )

2. 1E 30 KA H B AR R A s ke B0 i IR
FrEmg] -

3. = B S ET g (High-resolution
computed tomography, HRCT) f& & %% ¥ fiili 34F
TE J A9 =505 M [ B 14 Bl 2% (usual interstitial
pneumonia, UIP) F7 {20 » H B ma 487 /Y & 3%

& L AE-IPF
(Fhiase ] » 3 F T3 B

1R

K (ground-glass opacity, GGO) 2%, fili & &
1t 9% % (consolidation) ° UIP Ff #0478 H. fif &
A ili JEC A9 AR 382 L (reticulation) ~ W5 BLR B 48
1t (honeycomb) ~ ZE 5|14 37 58 % i iR (traction
bronchiectasis) °

4. HERR P E At AT RS ST P P U 3= i Y i
DAL ~ FifiAG FE e At m A AR A
AR BRI

(Z) 2016 FAEIE AE-IPF AYZZEIZHE 12

IPF B I T /E /N (International Working
Group) TEA 5 B 38 BE B SRR &5 0 A B B SR 4t
ey am R 0 R 2016 42 HY AE-IPF B3 ThRUA J¢
ZEIAE (B —) - AE-IPF B IEEHE I ¢

[ — SR - FRIR b H B PR GE D

RefE Al - PR RS PR B H BT Y B v 1 i v
)] - ZEEE A LU

1. B L BT HIHEIEZ By IPF ©

2. B PR T IR S P REA L B T 3% A g
fEFEAR » S Ry IMA—1E H B3R -

3. Jifi 8 5 B B g & B AE UIP Ff B =
N B R T Y BB B IR R B E i E A AL
ikt o

4. L EE IR B e A TR B A e 5E A A RE
ABREA -
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B— : 2016 ERMEIEL=TRL (AE-IPF) S2ETRIERDLE - TEDHE L - AE-IPF DR KEE - — A8
AR F (Triggered AE-IPF) » S—AHAFRHEF (Idiopathic AE-IPF) ©
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(=) L8 2016 & AE-IPF 2B & B 2007 &F

ZERER (FRZ)'718:

Wl Bl A B 72 SR AE Y DA S B - 1 KR
AL WMTREN 30 XA - BIER “SEE
N8 A AT e GEEME Ry 32 2 K2
R AR A HETT AE-IPF HH Bl il PR BB T TH - fR
HTE2EAmEE 2 EE&E L B3
EAb s B Wi > BR TR A “Idiopathic Acute
Exacerbation” (Idiopathic AE-IPF) f&E44h » 321N
AT “Triggered Acute Exacerbation” (Triggered
AE-1PF) » FH# K ¥ I RE 2 RAYE ~ Filv i
R AR - FEY) AR DL R AT 2
%3 ERETEE | (iR AP R S LR E
BH R A E A "I RETE - DUGR L IR 1 i
1 7K (cardiogenic pulmonary edema) #% i 32
AE-IPF -

(P9) R2ERAHKS AE-ILD 32ENE ZAIMERE 72 iR
H A7 A H I R R 2% 4 A8 AE 1L ILD (Non-
IPF-ILD) B9y 2 b i i E =0E 28 > FHR non-
IPF-ILD fi§ A i3 1 B AL B LA AE-TPF 1920 »
K| b AR B R BR B2 vh - 50 TR 2016 fF 22 8
5E £  F AE-IPF 19 & 25 FE FH R T A5 R 2 N

R : AE-IPF EE00IT0R SRS 1563

AE-ILD W REE & BRAY SR - AR 1 H [l iE 18 E
202 75 HE I RA BT A5 1 s e (b 2k AR 1Y
HA B LA R B R AR PR e B
AE-IPF DA K2 AE-non-IPF-ILD W&y FE % -
TR KA SRS - (eI IR SE 8
7K * AE-non-IPF-ILD HY3EU_SRAJHERR AE-IPF Ky
1 21 BRI Z AN - HhRAIEE TR [ AE-ILD 43
Ji¥ Idiopathic AE-IPF LAk Triggered AE-IPF fi K
KA 1038 R 43 BEAE S C 3R Ky AR R Y171
fil - RE RER SRS - FEERKHET
FHRARASE (B —) -

(#1) AE-IPF RIEZEN K FaE TRl T B

1. BiaEind

H A% AE-IPF 22T H i 5= —MERYy 4=
LIEE T H - EF AR ER T - AE-IPF £
T 5 AH B SR T RHR A A 22 R AR AR Rl =
Y C-reactive protein (CRP) Fi5 8 ~ 8 By A& I
1% % H (total serum protein) * F%E F (albumin)
L B #8 e [ % (total cholesterol) » R {E By 715
TEHI T H 22 - Bhoh - TREEMEITHE— P IR
fili + 205 BEAIMVRORT 1 IR o3 B~ SR 8
(brain natriuretic peptide * BNP) » —RFI.0MIfE

AE-IPF By VILI B BB R » Filisloims 4 3 R 75 BRBR ISR (squishy ball theory)

FESRHTR BRI “Lung Resting Strategy”

o VI DURSFIEIR AR - S T ETENIE (PBW) 9 TV 1% 6ml (6 ml/kg of PBW) » {#FEiE R (Plateau pre-

ssure) < 30cmH,0

o QNSRRI BN ) (Driving pressure) il / ST R = o] FASEI SR A TE

o AR R SR R A Y R BRI (PH > 7.25)
o P94 PEEP FEH- SRR E
o HSRAKSHTIRE (PL) @ W] 375508 A RS

v HBEMEE < 15-20 cmH,0

v JEEMIIEE < 10-12 cmH,0

« PR IR IR SR I AEFE SRR DA PEEP B RIAFFHYSAR] |

v Pa0, > 50-60 mmHg or SpO, > 88-90 %

« R PSP P58 o s A NP B AN [R5 s ki 1R

AE-TPF H AR v SR
« JEEAMEE R (NIV) B B SRIAH (HFNC) ¢

v BRRESES AE-IPF HOfA A - Rl 58 FHUEE AT - DUSHECH G Sa e 2L I OF B AE 5 STRN DI REIR 22 RSN IPF - W]

(BT

« {i¥EA (prone position) JSAEME : NEHE{E AE-IPF FBE A

- BSMESES (ECMO) « EEERHUEGRITRSAE R 2 - BAERTHEA - BERpE o SR O E

VILI: Ventilator induced lung injury; NIV: Non-invasive ventilator; HFNC: High flow nasal canular; ECMO: Extracorporeal

membrane oxygenation.
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{355 1 (troponin) A&l ~ HijfEEFHR (Procalcitonin,
PCT) FIREK 1Y D- — & 98 (D-dimer) » DL¥ A
Triggered AE-IPF {78 A2 HT 21718 « JBLERW
fir 1S R A S T sl B R R R MBS 2 iV i b
W~ i RBEERBEHRIME AR (Legionella) FY
PRYGYUTRIE ~ Wk 58 73 i P A 1 T DS R T
ARSI R A o WP R 3 7 5 Y 26 B 2 o g 9 = I R
(Multiplex Polymerase Chain Reaction, Multiplex
PCR) S5HIEK - DUSATRERV KA B A 11772
g 2325 .

2. QR

R RIS X8 - DR R
by 5 LA 7 S B A B+ R e
7 BE Y 2B IS T g R 6 (HRCT) - A E B 1
SE R LR EE 11 . (A IPF B
(Y IR L A 28 R\ B B 1 T+ A5 B P 22
it 3 5 AR BR it #2228 26 - AE-IPF REE YT
I HRCT R (E UIP U= N - R E
Y EE ] BB R AR A S B B LR kL - @ E AL
=R Ry AR - Bz o i Y (diffuse
type) ~ Z iz o fi B (multifocal type) DA J&]3& 5
(peripheral type) » H A DIEEIZ 43 U S0 (R %
2T,

3. HR SR AE SR ET TR #EYE (Broncho-
alveolar lavage * BAL) f&i#r

1E o T W R 3 Ve 1Y B3 41 ARDS BL R
AE-IPF » #1T BAL BMHE L= HE S #ITH
iR A M b > e & EUILD A
HEGER *® - TEMRARRT » I HRCT HY5E
En]{E s BAL PhoEERAI A FIEN 5 - i H
A4 %1 ks AE-IPF ¥4 T H *° » UG A9l g
AJ DU JRR A B IR R HEaa + Sl FH A5t
TR BB B Al - ANHHER ~ S0 RS TR
HE ~ DUR IR E S #:HY 2% B PCR (multiplex
PCR) f#ifll - th4h » AE-IPF EdFEE A IPF FHLL -
BAL fi A ] 2% 5 g M BRI L B B g
17T VA EL A AR R I A Rk A 0 = (1SR
& » ¥ AE-IPF EFISCRE BEYI Frieds - &g
AE-IPF L) - fEm ASEC b BTt - A
R 2 o

1R

=~ AE-IPF ZJRIBSEIBERIR (R—)
(—) M1 BTEABRAZ 3 X B

£ AE-IPF 5 - Jifi 55995 4= B RO 3= 22 R B Ak
=z R 4E 5 (Diffuse alveolar damage °
DAD) » A DAZEHK G A Rg rh P M BR A AL 2R i
- B2 ARDS HURIHIEHEFALL - BAgru 4
BRI © M1 EWEHHIEER 1 (M1 pathway) # Thl
UM R (IFN-y) 1516 » BB E AR R Bk
LI T (IL-8 and CXCLI1) BEHY - EEUE LM
VRGP R BR B S [ BIES 1 o hAh o AN
ARER R R A ER T -t R R A A R
(proinflammatory cytokines) » 3ELZfiikH % B
AR BB IL-8 » 1S 3 % A2 Y WE A BR
Wt [ vt - S5 Rt v M B Bl s 3 L 1P
BEAHAREIAY RS 3% -

(Z) M2 BRISHERE 2 1L S e

1E AE-IPF 1 » M2 macrophage €7 [K] 56 —
RUftE I R AR AR RS 20 EECKERY
BB 1 2288~ RHE RERT A G A2 DR B 12
it it R B {488 (epithelial-mesenchymal transi-
tion) * {HHHA AE-IPF s &2 IEAYMEREE K -
It M2 pathway H#EITHYZE IESIE MBS - M
FEERY M2 pathway JE{L » EASHIRS 2 B H A
ALY~ KB AR A (L AETT - DA AR T HE
BALEERAIEL 1503 -

=+ AE-IPF i&f&HAF

it 2458 JRK, 4 i S AE-1PF 5 219 i b (K 1 -
{HER L Z 4 - B AE-IPF WGl K IR ZH
53 Ry LUT SB35« Wi DR 2 IR - 5 FH 0T
W7 ERE AL RIS ~ MR AR AR
72 RIT R E LR 7 BT DUR B It E R A
535 o AE-IPF INfEB&RI 740 R (F—) ¢

(—) BbEB (AR

TE—JEE 27 B[RRI A AL A0 S M Pk
HIRHR AN B E gt - B L E =2
— 2 M BT RE S FH VB LE R [#E 3¢ - ph4t
1E AE-1PF 3 [ i 6 8 6 & (BAL) Hh A At T8
HERNE B B EHE B R AR AT 0 RIS
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P4 AE-IPF J5 A MK 5E 7 Campylobacter spp. Fl
Stenotrophomonas spp. B4 » {H Veillonella
spp. HIIHHZE TR > - RUYEFTREE35 % AE-IPF
B ER Rz — 3738 » KIS BT e s i 1
Triggered AE-IPF #5348 » DUIE =% AE-IPF (Y
wnl2hE 12 -

(Z) BhIEsE R RY

W 75 g1 B IPF TR I SE 85 B - Il 0 =
(Vital capacity * VC) N ELIPF i HE E H
B - Hh FVC B 47 H 2 T AE-IPF B9 g8 $ X
3990« FVC fEAE H A EHEA> 10% - BEfR
B9 1 FERSRTCERE-FHIN T A f% - FVYC HEE
D> 10% AR ERRZMTEK ¢ - T —RIT
FERHL - ELFVC T RE/MA 5% HHEE - TPF S A
FVC TR 10-15% RYREHRE - R B B 2.2 15
(HR :2.2°95% CI, 1.1-4.4) s FVC T B >15%
AITGEEE - ZEC B 7 6.1 f% (HR : 6.1 * 95%
CL 3.1-11.8) ¥ -

(=) {6 P AR, B8 A ER AR MM A

5 B8 SR T RE B A BT IR 28 B A it S 4R
15 » SE = HE RIS (a0 - S —BURIES
AU b RN - 9 AR BRI - RS S
KBTI AN ) 1Y 2 R A bk 7 T 8 e A
AAEFEE S - Y AB-IPF 455, i [ B IEIK 5
U5 RN e e S PR BRIA A - 0 R A
4G T =l B A S RFTAG T KR SR A
R HGE— DS IR G RY AL - R AR
Q01 I] P 5 28 PSSO HE B » e A il SR o f ot A
LSt — 5 AL BT D RE AR AL T 4 = [RIH
FA AE-IPF o5 A JHE f 2 PR S e 75 S 58 R PR 2
7+ JEHET TR I S SRR B A *° -

(M9) BapEFiMiFphiR A ltaE

Mgl sh Rt il sibe & - B2y A o M
TGRS 588 Sikm A2 5 B AB-IPF b
B+ RIHAERRAE L RR R s AR 407

(R) ZRIBEMBEIESN
Glutathione J& — 7 A 4= PRIV ST AL A

ARG S EYE (Reactive oxygen species,
ROS) FYsZ % » %) ROS E4: > AlREEr 5|
AR - SRS RR I EET Y - E
TR N 2255 Bl - AIRE S B IPF i A 2558
% ROS HlI¥k » 5 [REHG NG EHEES *° - 15 Le sy
BEBERBAERD  BREESHIIRKL
FriaHfsaEs -

(7R) BEETERA (Micro-aspiration)

TE—RREEFRNN 2013 4F Lancet Respir Med Y
FE B A I 7 BE0R » 1E4S TR BIIG BERYIE A
W EgR H B AB-TPF - Bt ZhEE (FVC) T %
W R RAS T HIERRIE R - 55—
TS 1PF 5 A HETT v i D i i 22 28 B -
AE-IPF E MR vE R+ - B R A A
EE R RUFAETE R E A S BE R EB '
PRI » S — BB 3 {lE B R G B XL 624 i IPF
WA HEITHIER AT TE R T - HIEREIEHE
s MERE O AR TEER » H A RTRE K] Ry ita B H
] S T T S 5 R A e M 2 1 JEL B g o > R
FREIE A RERHE S REYA R A - A2
R (E ORI L 2 -

_FitiE 26 AE-IPF fabs Rl Fiksam et 5 iR
A BRI S 24T - (HER K2 2 B i
WFSERIR B B9 - PN RIRA> 1 ¥ AE-IPF
AURTIEMERSE - R H e 2% » FEES
B RS REEEE IEA RER LA Rt -

* AE-IPF R ZE IR ZIRAIIEIR A RIS
(—) FE2 A M B R (Non-Invasive Ventilation,

NIV)

MR8 Antonelli FFEEZIIFSE - & NIV 759K
N8 A R 2 S IR HORy B — R VPR Vs R A
AT DAREAR 54% B9 48 8 B =R 3 1 8 00 Ik 25 A
BT 2% E AR T RSB (53R 53 Hilbert S22 1h
ZH o FLEAGEF NIV A R AR Fe A (1 4% 4 DU B gk
Vg EOFRAE - TR SN A S B
e 54 o — T $1 ¥ AE-IPF Ji5 A S J& B IR 5
U [ W R AP ST R - R A R A NIV
B LA FH B bk 3 S s AR EL - SRR
1 (30.9% & 51.6%)°° o — &l H AR RiE 1 & 5
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11 7 AE-IPF RYBF5E 38 5 » i F NIV ] DAgk
2955 AN 3#E - 7F AE-IPF i NIV iGN 7
TG 3OR 30 K » 3 M H AYFEIE R Ry 45.5% »
FHABER IPF R A - 2 —E# R & R 1YG
FE 0o i b B AB-TPF FUHE A > 1]
DUELEAGE I NIV » DUREECHS bk i S A2 9 OF 2%
iE > FEREIR ATEIE R 5 BRI ShRERE 2 09 & i
WA IPF » NIV -t m] DR Sl B AR A BE S 1Y
Rz — -

b+ AR R R ARG (high-flow nasal
cannula, HFNC) #ii 2 iy =il | A R E g - i
BIG IR SR BR IUAE 5 [RE Y 2 PRI = 0 7 -
Horio 5¢ A2 Y 3 5 1 # & - AE-IPF i A
f# Fl HFNC B8 RATFRIM 52 1% ~ v 42 i 58 )
HEE R BRI SR - 6 REIER L - A
PR %8 o Vianello F AL} 17 £i7 AE-IPF
75 AHEST HENC HYTE R0 Al » AE SRS EL -
HFNC 7] DU =i A $H IR R A SESRIG R AT 52
Ve HSE BER ARY 30 RAYTEIE R 1% 52.9% »
90 RITFEIE R 15 353% » —FNEEXEHRE
15.6% *° = 7 | » HFNC RIS ERT NIV 26800 » &
EUETE R AU 321 - B RESSY AE-TPF 1Y
A ET DL e T A HENC @ DIRR R BE
P R A RO BEEBSE 5 BRI ShRER 2 AR 1
IPF » i ] HFNC iR 1sE 9% -

(DB BRFERAZEE  REBRRER

EA A B i R SR B

1. AE-IPF R %2 WP e e R PR R G 1 T 5,
TRM% (Lung protective strategy, LPS)

AE-IPF HEfE EIMFIRR I » &0 aZ i i
PRSE SR+ BRE 3 B M e B i 22 S i PR HE 5 [
i © TEFEFL AE-IPF 5 A R IESRESZ 1 7E {o FH I
W e o (R E R IEAS VIR2 B IPF ~ 88
TR H HRER A B2 IS B R S IR
N 60 e[RRI A 43 1 R 238 {8 s BRI A
{5 PN 25 306 N RE S BRI AR » T HAE LT3R
7S B3 Natsuizaka SFEZHIFSE » FET-XR
Ry 40% » 90 RILTFHRAKT Ky 50% » H P FAE I
IR TEET -

{5 5% 1 S R RIS (LPS) B HUE 31 56 &= (6-8

1R

ml/kg) » LUHE F7 fili &1 =1 )5 B2 (Plateau pressure,
Pplat) {£ /A 30cm/H,0 2 & /& ARDS i A5
FIEF AT DUREAE R AR ZE 3R O o SR
AE-IPF W95 A e 25 I 5 0 - BIIEE B R I
Weds » HIETHEL 51% > miREE ARDS 1Y
TR (H 46%) 2 o M5 — I SE B A BT =13
PERFSE 3 0 BB T 17,770 RZ IPF R A - &
1703 fif I # B SRIE R+ KSR 3B AE-IPF
{50 AR ARG SR IE IR HIZE L3R 0E 2006 1Y 58.4%
B Py 2012 FEHY 49.3% @ EMETFHEF ZR (p=
0.03) > = 3Bl 5 ] i B OR 38 1 SRR IS 1
2 AR - 2RI AE-IPF JE1SRELE R Y
FHRATERRSE - Vi e L EREREE -

2. AE-IPF Fit S50R IR 5 0 B i A B — R ER
(squishy ball) BHzf

& Bl ARDS H —26AHELZ R » AE-IPF H
g i B8 475 EL A 2 s 2R BRARF 1 (iR PaRE AL
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Idiopathic pulmonary fibrosis (IPF) is the most common form of idiopathic interstitial pneumonia. IPF has a
heterogeneous clinical course, typically starting from an asymptomatic stable state that develops to a progressive
respiratory failure or an acute exacerbation (AE). AE of IPF (AE-IPF) has several important differential diagnoses,
like heart failure and volume overload. In 2016, the International Working Group project proposed new criteria for
defining AE of IPF, dividing the condition into either (a) triggered AE or (b) idiopathic AE. During AE-IPF, diffuse
alveolar damages occur with massive loss of aeration, similar to ARDS. Unlike ARDS, no consensus is reached
regarding guidelines of ventilatory support and management strategies for AE-IPF patients admitted to the ICU.
The protective ventilation strategy with low tidal volume and low driving pressure could be recommended to these
patients, similar to ARDS patients. Due to severely impaired respiratory mechanics, the fibrotic lung is at high risk
of developing ventilator-induced lung injuries, regardless of the fibrotic etiology. Hence, the concept of “squishy ball
lung” has been introduced. The effect of positive end-expiratory pressure was discussed, “lung resting strategy” was
proposed as opposed to the “open lung approach”. Through this literature survey, we provided a comprehensive
management of AE-IPF covering its latest diagnostic criteria, pathophysiology, risk factors, and the strategy of respi-
ratory therapy. (J Intern Med Taiwan 2021; 32: 8-19)



