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Acute respiratory deterioration in IPF
(typically < 1 month duration)

A 4

Yes Not acute exacerbation
Extra-parenchymal cause identified? Alternative diagnosis (e.g., pneumothorax,
pleural effusion, pulmonary embolism)
No

N

New, bilateral GGO/consolidation on CT?
(not fully explained by cardiac failure or

fluid overload) { Triggered Acute Exacerbation l

Yes Acute exacerbation of IPF

(e.g., infection, post-procedural/post-

No operative, drug toxicity, aspiration)

Y

Not acute exacerbation
Alternative diagnosis (e.g., infection, aspiration,
drug toxicity, congestive heart failure)

No trigger identified

Idiopathic Acute Exacerbation J
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Tatal Possible Points a
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(B 3-1) WolsdA 2 8% CT gA ZE

ZiA 7t A&

H7|5 dA F6001, F6002, F6003, F6004, F6005, F6006, F6007, F6008, F6009, F6010

HA424, HA424001, HA424006, HA424007, HA434, A434001, HA434006,
HA434007, HA434300, HA434306, HA434307, HA444, HA444001,
HA444006, HA444007, HA464, HA464006, HA464007, HA474, HA474006,
HA474007, HA834, HA834001, HA834006, HA834007

(B 3-2) SLYHYRS 022 ZE0| L ZHEEHE

ICD-10 ZE

Idiopathic nonspecific interstitial pneumonia,
acute interstitial pneumonia,

respiratory bronchiolitis interstitial pneumonia,
idiopathic lymphoid interstitial pneumonia,
cryptogenic organizing pneumonia,
desquamative interstitial pneumonia

J84.113-, J84.117

Extrinsic allergic alveolitis, Hypersensitivity Pneumonitis Jg4.2
Other specified alveolar and parieto—alveolar pneumonopathies J67.0-J67.9
Unspecified alveolar and parieto—alveolar pneumonopathies J84.09
Rheumatoid lung M05.10
Other specified disorders of metabolism C96.6
Lipidoses E75.21-75.22
Amyloidosis E85.9
Pulmonary eosinophilia Jg82
Pulmonary alveolar proteinosis J84.01
Pulmonary alveolar microlithiasis J84.02
Idiopathic pulmonary hemosiderosis J84.03
Lung involvement in other diseases classified elsewhere J99
Goodpasture’s syndrome M31.0
Granulomatosis with polyangiitis (Wegener’s) M31.30
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s ICD-10 ZE
Churg-Strauss M30.1
Microscopic polyangiitis M31.7
Systemic lupus erythematosus M32.10
Polymyositis M33.20
Dermatomyositis M33.90
Systemic sclerosis M34.0
Lung involvement in systemic sclerosis M34.81
Sjogren’s disease M35.00
Mixed connective tissue disease M35.1
Systemic involvement of connective tissue, unspecified M35.9
Ankylosing spondylitis M45.9
Neurofibromatosis 085.00
Tuberous sclerosis 085.1

Sarcoidosis, Sarcoidosis of lung with sarcoidosis of lymph nodes

D86.0, D86.3, D86.9

Regional Enteritis (Chron’s Disease)

K5000, K5010, K5080,

K5090

Coal workers’ pneumoconiosis J60
Asbestosis J61
Pneumoconiosis due to other silica or silicates J62.8
Pneumoconiosis due to other inorganic dust J63.0-63.6
Pneumoconiosis, unspecified J64
Chronic respiratory conditions due to fumes or vapors J68.4
Respiratory conditions due to other specified external agents J70.8
Chronic and other pulmonary manifestations due to radiation J70.1
AR ¢F 35
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2) olg7]H WE

U9, T4, FEAA UY ojRet YAS selsict

(3) sRrd%

SRSl BAS ffsf ICD-10 ZEE 7|&o g Edudf3e] e o) 1d
ofuflel] BE SuIEH A=g TYste] LA} SuETo| oo vlxE YL
£45}7] sl S 80| 50 o4l ErIABTS BAlo] wasolct

(# 3-3) sttdet 3
Ty ICD-10 ZE
Pneumonia J13-J18
GERD K21
Asthma Ja5, Ja6
Hypertension 110
Liver disease K70-K77
Peptic ulcer K25-K28
Irritable bowel syndrome K58
Dyslipidemia E78
DM E10-E14
COPD Jaa
Chronic bronchitis J41-J42
Glaucoma H40-H42
Anxiety disorder F40-F41
Peripheral vascular disease 173
Osteoporosis M80-M82
Chronic rhinitis, pharyngitis and sinusitis J31-J32
Bladder disorder N31-N32
Sleep disorder G47, F51
Depression F32-F33
Thyroid disorder EQ0-EQ7
Heart faliure 150
Cataract H25-H26
Anemia D50-D53, D63
Bronchiectasis Ja7
SLgHERSY o=t 24
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IEH ICD-10 ZE=
Cerebrovascular disease 160-169
Hypertensive heart disease 11
Atherosclerosis 170
Prostate disease N40-N42
Gout M10
Lung cancer C34
Arrhythmia 148-149
Renal failure N17-N19
Ischemic heart disease [20-125 (120.1 H|2l)
Dementia FOO-F03
(4) Charlson Comorbidity Index (CCI)
(E# 3-4) Charlson Comorbidity Index ZE 3 7tSX|
=HH ICD-10 ZE IEN
Myocardial infarction 121.x, 122.x, 125.2 0
Congestive heart failure 109.9, 111.0, 113.0, 113.2, 125.5, 142.0, 5
9 142.5-142.9, 143.x, 150.x, P29.0
Peripheral vascular disease 170.x, 171.x, 173.1, 173.8, 173.9, 177.1, 179.0, 0
P 179.2, Kb5.1, K55.8, Kb5.9, 795.8, 795.9
Cerebrovascular disease G45.x, G46.x, H34.0, 160.x-169.x 0
Dementia F00.x-F03.x, F05.1, G30.x, G31.1 2
Chronic oulmonary disease 127.8, 127.9, J40.x-J47 .x, J60.x-J67 ., 1
P Y 68.4,470.1, J70.3
Rheumatologic disease MO05.x, M06.x, M31.5, M32.x-M34.x, M35.1, 1
o M35.3, M36.0
Peptic ulcer disease K25.x-K28.x 0
B18.x, K70.0-K70.3, K70.9, K71.3-K71.5,
Mild liver disease K71.7,K73.x, K74.x, K76.0, K76.2-K76.4, 2
K76.8, K76.9,7294.4
B18.x, K70.0-K70.3, K70.9, K71.3-K71.5,
Diabetes without chronic complication K71.7,K73.x, K74.x, K76.0, K76.2-K76.4, 0
K76.8, K76.9,7294.4
E10.2-E10.5, E10.7, E11.2-E11.5, E11.7,
Diabetes with chronic complication E12.2-E12.5, E12.7, E13.2-E13.5, E13.7, 1
E14.2-E14.5,E14.7
A3 em we | 29
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(5) AHZo|=
sE|Zo| S EWAHE 5 of5t Alo] AFESH: ofZolth EWgEH G Eol
ofsts 2AH o2 Yolsy) Sl 2elRol=o| 8 L ALG VIke RASI S
gugg5el oot EHANERES 2T B AIRATOR Sto] 3FUE
HedstAY dex g s Tetom FAo ZEUEE 7|E2 R SHF 40mg o=
59 o) B SR Holstah. e 4R AeRolc g AEIYH FS
55852 ANstel A gstart.
B 3-5) AH=Z0|E ERE 55 ¥
S5 8
Methylprednisolone 32mg
Prednisolone 40mg
Triamcinolone 32mg
Betamethasone 6mg
Dexamethasone 6mg
Hydrocortisone 160mg
(6) AAF

758 A 5 FRAMSEZEY(CT) Ald 7S ZA5HA

(7) o]

Hlo] A5 Qlstr] Qs 1T, S FE, & P47t FEE B4
mo]4] ZTg2 7942 FEZ 0|81, AHYERY FE V277 FE &
7} 3= 8101, 08102, Q8103 =2 o835ttt

= AR =
Ao STEE MY & e a5 go P9ert Z=E SR
5244 HE Mg oluels lstgict
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N

Ed 4859 APYE(mortality rate) 242 9Js 2011.1.1.5 ¢ 2021.12.31.
7] ERGHARE0] Wk FE0k(j8418) AP ER FE=E(V236) FAIO] AL Q)
+ SAE FE50, BAH AAsete] AAIE Fol AFgQlo] T H A EH(84)R]
22} 5 AT 20119 2R E A= H AFYES Q1+ 109 B 0.8750llA F7t

| AlRFsto] 2021 d Eoll= 91t 109+ & 2.277HA] %7}92% g2ke] 79 20214
T 71% 5 107 o 3.27oll e ofAte] A= ol 107 I 1.3 0]}l

35

—#—Female
1.0

3.0
g 25
(=]
o
o
-
5 2.0
Q.
5 —&—Total
E‘ 15 =o=Male
£
S
=

0.5
2011 2012 2013 2014 2015 2016 2017 2018 2019 2020 2021

Year

[(Od 4-1] SLEHERS ALE

x4z 24 2 | 35



2. ELRMHHERSY AdEE ANTE
EdEE /5o AP AFGES Yo7t S7MESE Stk AT BElon
60A] T|Frol A= uf- ottt A AFFELR 20219 7|22 60-6942] 4%
QT 10vH & 3.79, 70-79A19] 742 Q1 109HY o 14.19, 80A| ol/doz ¢
Rl 107HY 7 36.27 0] 31Tt
40.0
35.0
300
§‘ 25.0
Ei —< 50
a 20.0
? e 0-69
£ 5o 70-79
. >80
=
10.0
5.0 2

2011 2012 2013 2014 2015 2016 2017 2018 2019 2020 2021
Year

[0 4-2) SEYHERE HYY AYE
A2E gz AR 9 712 AR

1. [H I'I|- AI-I

0

201045 E 2020 =7kA] SR Atk TE(J8418)9F AP S| We 2
T(V236) 71 Bz F 27,41190|ith o] FollAl ohE 7

(2,715), 3704 oufell 5 CTu 67§ ool =715 At l= 4-(782), 14

ojufell HlojA& RtAY 24 77kl 1 oJuijl A4-(3,739)E Alelstil F

20,1758 9] BHARE AAsIRATt. o] 2HAbsol| thsliA Abg 5L ofstel Bl =izt

= A5 98l 20109578 202137kA] 23Sl
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New IPF code (J8418) + Rare/incurable disease (V236)
(2010~2020}
n=27411

Interstitial lung disease other than IPF
n=2715

No chest CT within 3 months before or after
diagnosis or no PFT within 6 months before or
after diagnosis

n=782

Less than 1 year f/u or lung transplantation
within 1 year after diagnosis
N =3,739

Final number of subjects
n=20,175
— follow up (2010~2021)

(23 4-3] AR 43O ENE

2. EHEHHERS 2Ate 7|2 BE

A 20,1759 EX/EEFS BAF FolA F24 T 71 St F 9,525 9] A}
7h APgsERiTE A 22t FollA TRkl Hlgo] 73.1%E =3ter, ddgo] S
£ Shxke] Hlgo] ==t 50t mIvte] b= EEUAL 50tholl A 70T7kA] HiE-Ee
27F 2EZFT}E Charlson Comorbidity Index(CCI)9] 7% 95% ©o]/d2] fFatol| A

(B 4-1) SYEHHERS &9 7|2 =

Total IPF Survivors Deaths
Total 20,175 10,650 9,525
Sex
male 14,738 73.1% 7,723 72.5% 7,015 73.6%
female 5,437 27.0% 2,927 27.5% 2,510 26.4%
Age
{40 224 1.1% 198 1.9% 26 0.3%
40-49 1,203 6.0% 936 8.8% 267 2.8%
50-59 5,343 26.5% 3,608 33.9% 1,735 18.2%
60-69 8,370 41.5% 4,287 40.3% 4,083 42.9%
70-79 4,612 22.9% 1,557 14.6% 3,055 32.1%
>80 423 2.1% 64 0.6% 359 3.8%
CCl
0 932 4.6% 566 5.3% 366 3.8%
1 4,061 20.1% 2,183 20.5% 1,878 19.7%
2 5,281 26.2% 2,786 26.2% 2,495 26.2%
3 3,759 18.6% 2,002 18.8% 1,757 18.4%
4 2,609 12.9% 1,380 13.0% 1,229 12.9%
25 3,633 17.5% 1,733 16.3% 1,800 18.9%

Haz 2x zn | 37
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(12 4-5] Yo7 FEO| SYHE QEE
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2. SHEESS AY ?AH 24
° - 2 0 Blolm = =
SupgEaEol Aol R At SUEEe S5 sl A Ay
AHuE ZAsIH. A SREEES SollM ARl dd/de] Sle g Thy
|2} /g = A2 (Hazard Ratio, HR 1.219; Confidence Interval, CI 1.169-1.272), T+

Z|#AF(HR 1.202; CI 1.153-1.253), HA(HR 1.196; CI 1.090-1.313), HF(HR
1.166; CI 1.119-1.216), A% (HR 1.155; CI 1.082-1.234), HAl(HR 1.139; CI
1.094-1.187), ARA(HR 1.139; CI 1.041-1.245), BI=(HR 1.134; CI 1.057-1.216),
XM (HR 1.117; CI 1.026-1.217)7F f-2JsHAl AFg9] 91912 =ol= 222 UEkt
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[=4
T
1.15
11
1.05

COPD Chronic  Lung cancer Pneumonia Heart failure Asthma Renal failure Anemiza Dementia
bronchitis

(23 4-6] SELHEHYRS SAIM SHESSH| TE ALY |

o

[ T
0,175 2] ez} FollA 47 &5 o]8o] 7hsdk 9,569 2] Shxto] thsA]
of &R1zte] tigh #A1E ATt ol & Yol 4, A, AFaR| R, CCI, AEZFAS,
S Z35to] Cox HIHIYP Y BAS 519, BE AP(all cause-
? H1d, wg, H4], T

o, LB

A, SZBA, AR, TS, ot RS GRS T 20 Ut

sttt

(B 4-2) EUMINRE a0 ZE Af(all cause-mortality)at ZEE QIX}

| HR | 95% ClI | P value
Sex
Female (Ref=male) | 0735 | 0686 | 0788 | {.0001
Age
40-49 3.087 1628 | 5.854 0.0006
50-59 5.299 2.844 | 9876 (.0001
60-69 7.773 4177 | 14.467 (0001
70-79 10.328 5544 | 19.24 (.0001
)80 16.332 8658 | 31.167 (.0001
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HR 95% ClI P value

02 therapy 1.294 1.224 1.369 <.0001

CCl (Ref=0)

1 0.993 0.854 1.155 0.9317

2 0.984 0.847 1.143 0.8331

3 0.917 0.786 1.071 0.2747

4 0.963 0.817 1.134 0.6481

>5 1.038 0.885 1.218 0.6452

BMI (Ref=Normal)

Underweight 1.681 1.462 1.933 <.0001

Overweight 0.885 0.825 0.949 0.0006

Obese 0.916 0.858 0.979 0.0091

Hb (mg/dL) (Ref >13.0)

11.0 - 12.9 1.158 1.081 1.24 {.0001

(11.0 1.261 1.096 1.45 0.0011

Comorbidities

Pneumonia 1.085 1.024 1.149 0.0055

Asthma 1.13 1.067 1.196 {.0001

COPD 1.205 1.137 1.278 {.0001

Chronic bronchitis 1.16 1.095 1.229 <.0001

Heart failure 1.149 1.044 1.265 0.0047

Lung cancer 1.154 1.008 1.32 0.0376

Renal failure 1.077 0.936 1.24 0.3014

Dementia 1.18 1.025 1.357 0.0208
Edrdudg5 02 Qs AFY(IPF-related mortality)gt 720l tisiA e 22 24
AYSAIL, ofe] QALS FollA] 27, AR, ARE, W, w3, WA, ws
W%, 7| BAgo] BN RSO QIS AR ROIF ABAS BT

(B 4-3) EUMHMRS0| 2101 AMA(IPF-related mortaltiy)dt ZHEEl QIX}

HR 95% Cl P value

Sex

Female (Ref=male) 0.928 0.849 1.015 0.1017

Age

40-49 4.207 1.716 10.319 0.0017

50-59 6.716 2.79 16.168 {.0001

60-69 10.099 4.202 24.27 {.0001

70-79 11.998 4.985 28.879 {.0001

>80 14.895 5.93 37.414 .0001




—

HR 95% ClI P value
02 therapy 1.334 1.238 1.439 {.0001
CCl (Ref=0)
1 0.927 0.764 1.125 0.4436
2 0.876 0.722 1.063 0.1813
3 0.758 0.62 0.926 0.0068
4 0.706 0.568 0.876 0.0016
>5 0.74 0.598 0.914 0.0053
BMI (Ref=Normal)
Underweight 1.858 1.544 2.235 {.0001
Overweight 0.945 0.859 1.04 0.2452
Obese 1.018 0.932 1.112 0.6922
Hb (mg/dL) (Ref >13.0)
11.0 - 12,9 1.079 0.983 1.184 0.108
{11.0 1.247 1.035 1.502 0.0202
Comorbidities
Pneumonia 1.091 1.01 1.179 0.0262
Asthma 1.241 1.149 1.341 .0001
COPD 1.13 1.044 1.222 0.0025
Chronic bronchitis 1.304 1.208 1.408 {.0001
Heart failure 1.033 0.901 1.183 0.6425
Lung cancer 1.186 0.979 1.435 0.0808
Renal failure 1.034 0.839 1.275 0.7517
Dementia 1.107 0.902 1.359 0.3298
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(B 4-4) EUNHMSE 3iXt| ofset MU QIX}

|  HR ] 95% Cl | P value
Sex
Female (Ref=male) | o091 [ o087 | o09% | 00385
Age
40-49 1.407 0.992 1.996 0.0555
50-59 1.756 1.259 2.448 0.0009
60-69 1.964 1.411 2.734 .0001
70-79 2.183 1.564 3.046 .0001
»80 2.275 1.518 3.41 .0001
02 therapy 1.625 1.537 1.719 {.0001
CCl (Ref=0)
1 1.013 0.876 1.172 0.8598
2 0.971 0.84 1.123 0.6933
3 0.97 0.835 1.126 0.6902
4 0.966 0.824 1.132 0.6685
25 0.913 0.78 1.068 0.2559
BMI (Ref=Normal)
Underweight 1.331 1.139 1.555 0.0003
Overweight 0.959 0.893 1.029 0.2448
Obese 0.984 0.921 1.051 0.624
Hb (mg/dL) (Ref >13.0)
11.0 - 12.9 1.086 1.013 1.165 0.0208
11.0 1.132 0.979 1.309 0.095
Comorbidities
Pneumonia 1.148 1.084 1.216 {.0001
Asthma 1.157 1.092 1.225 {.0001
COPD 1.134 1.069 1.204 <.0001
Chronic bronchitis 1.181 1.114 1.251 <.0001
Heart failure 0.968 0.874 1.072 0.5322
Lung cancer 1.103 0.962 1.265 0.161
Renal failure 1.007 0.865 1171 0.9322
Dementia 1.061 0.909 1.238 0.4528

3. MEHKX| & v et YESM =4
AAYA S 5 WP TE SRR EY AR & AL HolA)
oFe W4R 27h BAS 95 AETA BAL AW Log rank FAE 53
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