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‘Reticulin, Extracellular
~ matrix (ECM)

* Tb chtrc lién két cuia phdi:
vach trong tiéu thuy, mang
phéi tang, t6 chirc quanh
phé quan mach mau

Endatheium
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— % Co nhiéu tén goi:
= Bénh phoi mo ké: Interstitial lung disease ILDs

— Bénh ton thuang nhu md phdi lan toa: diffuse
parenchymal lung disease DPLDs

f-thu’dng lan toa nhu md phdi, dac trung
* Viém xd phé nang

* Hon 200 bénh da dugc cong nhéan

X0 phoi ké vd can IPF (Idiopathic Pulmonary
Fibrosis) la bénh thuGng gap va cd ty Ié tur
vong cao nhat
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gu’dl ty Ie mac mdi lé 4/100. OOO/nam

® 18-64 tudi: 13.4-18.2/100.000 ngudi
= ®>65 tudi: 202-494,5/100.000 ngudi

~ —Thai gian sdng 2-5 ndm
— T vong IPF 40.000 ngudi/nam

Boris D et al Prevalence and incidence of interstitial lung diseases in a multi-ethnic county of Greater Paris. Eur Respi J 2017

Raghu, et al Incidence and Prevalence of Idiopathic Pulmonary Fibrosis in US Adults 18-64 Years Old. Eur Respir J 2016

Raghu, et al Idiopathic Pulmonary Fibrosis in US Medicare Beneficiaries Aged 65 Years and Older: Incidence, Prevalence, and Survival, 2001-
11. Lancet Respir Med 2014

Frankel, et al Update in idiopathic pulmonary fibrosis. Curr Opin Pulm Med 2009
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Figure 1. Estimated Relative Distribution of Specific
Interstitial Lung Diseases (ILDs) in the United States.

Lereder DJ et al. Idiopathic Pulmonary Fibrosis NEJM 2018

Diffuse parenchymal lung diseases

| Diffuse parenchymal lung disease |

v

v

v

DPLD of known
cause eg, drugs
or association eg,
rheumatic disease

Idiopathic

interstitial

pneumonia
(11Ps)

Granulomatous
DPLD eg,
sarcoidosis

Uptodate 2020
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-

an loai ILDs

— (idiopathic interstitial pneumonias IIPs)
e Ton thudng hat

— Sarcoidosis
e Khac

"'lu.k

= 4. Biomarker
~ 5. Soi phé€ quan
6. M6 hoc
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Ty

dn chan doan ILDs*

) kéo dai dai dang, khé thé khi
ang surc
2 CO bénh hé thdng
"8 Tién st tiép xdc

= & XQ/CT nguc: ton thuong lan toa hai
phoi
e Chirc nang phdi bat thuong: han ché

"'lu.k

— Ho khan
— Ho khac dom trang, kho khe

e Ngon tay dui trong
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-

-j lan d6m, day mau: Chay mau phé nang, LAM,
Tuberous Scler05|s Pulmonary veno Occlusive disease

= Chay mau phé nang: nhung khdng ho ra mau: LS
= biéu hién kho tha, thiéu mau thiéu sat

“Wheezing
= = — Khdng phé bién: ILD-RB
- ® Pau hguc
— Khoéng phé bién: RA, SLE, MCTD, tran khi
* Nghe phoi
— Ran n6 2 bén: khu vuc tén thuong
— Kho khe, co cur

-

: au cd yéu co, mét, HC Reynauld
- S6t, dau khép ; Viém da khop
Kho miéng, kho mat Viém da co/viém da co
= Xo cng bi
“ — Ban trén da, mat GERD
— Bién dang ban tay




27/05/2020

.

dn chan doan ILDs*

— Long chim
= Nam moc
— Asbestosis
— Silic

"'lu.k

- NiP: LAM, CTD
== Nam: Viém da khdp, bénh nghé nghiép
S hut thu6c
& = = Nam: IPF, LCH
- e Tjén s gia dinh
e Khdi bénh
— Cap tinh: COP, HP, ILD/CTD
— Man tinh: IPF, Sarcoid
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Giam thé tich phdi
PDuwong mo
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Traction bronchiectasis

reticular opacities (red circle) distributed in
both lung bases and the minimal ground-glass
opacities (blue circle).
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_‘-ghTa

A0Ng ro nguyén nhan
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—
diopathic Interstitial | Spfanulom dtoils

Bsumoniss Lung Diseases

(Sarcoidosis)

Desquamative Intersiitial Respiratory Bronchiolitis-
Pneumonia Interstifial Lung disease

Acute Interstitial CWDmg:gm?;nzing
Pneumonia

LymphocyticInterstitial Non Specific Interstitial
Pneumenia Pneumonia

USS— —

LAM

Histiocytosis [
Malignancy

IPF: 47-64%
NSIP: 14 to 36%

RBILD/DIP: 10-
7%
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899012 UK: Uoc tinh 50/100.000ngusi=32.500 ca
&1y le mdc mdi: 12/100.000=5.000-6.000
— €a/ham

® Nam 2012: 5.292 ca chét vi xa phoi

® Thdi gian song trung binh 2-5 nam

-fibrosis-ipf/statistics
2012-UK

Talmadge E King, Clinical manifestations and diagnosis of idiopathic pulmonary fibrosis
Uptodate 2020
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e Dién bién man tinh: 2
nam

e Sit can

e Mét

® Kho tha gang sic
e Tang dan

e *Thap
- — Ngdn tay dui trong: 45
70% gd mudn
— Giam bao hoa oxy/mat
— Nhip tim nhanh

15



27/05/2020

Giam thé tich phdi
PDuwong mo

A: Thuy trén Tén
thwong lwdi nhe dudi
mang phdi

B. Tdn thwong lwéi lan
téa duwéi mang phéi

C. Gian phé quan co
kéo vung trung tam

D. Té ong lan téa duéi
mang phdi hai bén
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) d

Figure 1. Hgh . T) Images orsinial patiem. |A-C] Tranavenss T section and 0y
corongl I _ml smﬂlwnlan.lmwuux- L e Noﬁnlrucocwr.slnm.l ik ground
sy apac acity. IDMngdu wiery Of 1 balt lerwver b showeng typsical g, Consisting of chutoend cystic arpaons with well
dafined wels and varabia diamaters, seen in singe or mulipl ey farows)

Diagnosis of Idiopathic Pulmonary Fibrosis An Official ATS/ERS/JRS/ALAT Clinical Practice Guideline
ATS 2018
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h gia tién trién caa bénh
. RGi loan thong khi han ché:
~— Giam VC FVC
— DLCO giam
— Nghiém phap di bo 6 phut

"'lu.k

doan IPF

) man tinh
6 thd gang stic, ting dan
B10ai trir cac bénh hé thdng, do tiép xuc khac
— T6n thudng UIP trén HRCT

18



n nghi ngd IPF

ac bénh phoi k& co6 nguyén nhan

hién ton thucng UIP trén HRCT

e CO ton thuong déc hiéu tuong (ng trén
HRCT va mo bénh hoc

P

IPF suspectad* Histopathology pattern
Indeterminate for tornative
“

Probable

[ | = |
HRCT TN

Alternative 1PF (Likaly)*
diagnosis fnon-IPF dx

Non-iPF dx

Non-IPF dx Non-IPF dx Mon-IPF dx

Figure B. Idopathic pulmonary fibrosis diagrosis based upon HRCT and blopsy patterns,
**Clinically suspected of having IPF” = unexplained symptomatic or asymptomatic pattems of bilateral pulmonary fibross on a chest radiograph or chast
camputed tomography, bibasiar inspiratory crackles, and age greater than 60 years. (Middie-aged adults [=40 yr and <80 yr], espacially patients with
risks for fardial pulmanary fibrosls, can rarsly presant with the olhenwise same clinical scenario s the typical patient older than B0 years)
“IPF is the likely diagnosis when ary of the following features are present:
® Moderate-fo-severs traction bronchisctasia/bronchiciectasis (defined as mild traction bronchiectasis/bronchiclectasis in four or more lobas
including the lingual as a lobe, or moderate to severs iraction bronchiectass in two ar mors labes) in a man over age 50 years o N a wWorman over
age B0 years
* Extensive (=~30%) reticulation on HRCT and an age =70 years
- ohils g x =ic i BLA

peutront Ence of hnphocdo: BA

27/05/2020
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MDD (mutidisciplinary

Flaherty, King, Raghu, et af: Diagnasing iiopathic intersitial Preumaia

Step 1- Eport cliniciams (1.1, TH.
i (00,3 insdepuemicatly

| Infrmation Pruvided
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o ! vl for iz,
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St 4 Pattwlogiste (78, and W.E) enlered fhe stusly aress. The
stunibardized chnical infurmatio and HEC

i viewend The pailhs
ol the ssngical bang iopsy, The canician, an
Fgure 1. Schematic L pathidogisss diss use and again reeonle
ol B participants at each step of the shady, FRCT = hgh-resolution imudividual final ol igac, md pathobogic dis
F - i ¢ Vs 518 = - winl citlicura v this. gt oo tha saudy the fw
cal g biapsy. Irefvicual neade their disgnostic deciions withoul con- pnhisborsss fums ke ety Cuat 15, they did
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freireg in Steps 1 and 2 and indeviduall after conlering in Steps 3-5. ot ciech pecond |

TABLE 3. INTEROBSERVER AGREEMENT AT EACH DIAGNOSTIC STEP
Clinicians Radiclogists Clinicians-Radiologists All Observers
Step [ (95% CN) [k (95% CN) [ (95% €] [k (95% CN)
1 0.41 (0.29, 0.52) 0.72 (0.57, 0.86) 0.39 (0.29, 0.49) NA
2 0.51 (0.37, 0.64) 0.80 (0.67, 0.93) 0.44 (0.34, 0.54) NA
3 0.67 (0.54, 0.79) 0.78 (0.65, 0.91) 0.55 (0.44, 0.66) NA
4 0.75 (0,64, 0.86) 0.84 (0.72, 0.96) 0.78 (0.70, 0.86) 079 (071, 0
5 0.86 (0.76, 0.95) 0.90 (0.80, 0.99) 0.88 (0.81, 0.96) 0.88 (0.81, D.E‘ﬁ
Definition of abbreviations: Cl = confidence interval for corresponding statistic; NA = not applicable.
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bi€n bénh

Others

Survival (%)

Years after diagnosis

Median survival is 3 years from diagnosis

Bjoraker et al AJRCCM 1998; 157: 199-203

JuUoc chong xa

hép phdi

22



Pirfenidone:
Giam nguy co t&r vong chung: 48%
Giam nguy co t&r vong do IPF 68%

Death Fram Any Cause Dwath Ralated to ldicpathic Pulmanary
Fibirosis

Primary and Key Secondary Efficacy Outcomes during the 52-
Week Study Period.

Nghién ctru: ASCEND
» FVC giam >=10%: gidm 48%

so v&i nhom chirng

« Giam co6 y nghia mirc giam
6MWT

+ D& dung nap, tac dung
khéng mong muén: co quan
tiéu hoa, ban

King TE Jr et al. N Engl J Med 2014;370:2083-2092.
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Giam s suy giam FVC:
INPULSIS-1: 48% &
INPULSIS-2:55%
INPULSIS 2: Lam chdm
suw xuat hién dot cap dau
tién

Dung nap t6t

Triéu chirng tiéu hoa: tiéu

chay, non

= phé chuan diéu trj IPF.
Khuyén cao manh khong dung: ambrisentan; imatinib; phoi hgp
prednisone, azathioprine & NAC cho diéu tri IPF

— Khuyén cao khong dlung bosentan & macitentan.

— Thudc Grc ch& mién dich khéng nén sir dung IPF
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e HO trg oxy
® \acxin
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