HOI NGHI THUONG NIEN NAM 2024
LIEN CHI HOI BENH TU MIEN CO XUONG KHGP TP.HO CHI MINH

CHAN POAN VA PIEU TRI BENH
PHOI MO KE XO HOA TIEN TRIEN O

BENH NHAN BENH MO LIEN KET

TS. BS. Nguyén Van Tho
B& mén Lao & Bénh ph-f‘)i, Pai Hoc Y Duwoc TP.HCM
Khoa TDCN Hé Hép, BV Pai Hoc Y Dwoc TPHCM
Khoa Bé&nh Phéi Khéng Lao C6, BV Pham Ngoc Thach

NGi dung trinh bay

+ Ca lam sang minh hoa

< Chan doan BPMK xo hoa tién trién (PF-ILD) & bénh
nhan bénh mé lién két

< Diéu tri BPMK xo hoa tién trién (PF-ILD) & bénh nhan
bénh mé lién két

. PF-ILD: progressive fibrotic interstitial lung diseases
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BENH AN 1

Nr, 46 tudi, néng dan

. I | Ho kéo dai hon 1 nam, chu yéu ho
' khan, khéng sét, khéng dau nguec,
khong kho the
Diéu tri nhiéu dot khang sinh voi
chan doan viém phdi van khéng
e

giam ho
Kljém: sinh hiéu 6n dinh; phdi ran
noé 2 day

28/9/2023

28/9/2023
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Can lam sang

Néi soi phé quan (10/10/2023): Cay khi phé quan binh thwéng. Rira
phe quan phé nang B10 thiy dwdi phdi trai

Té bao hoc/dich rira phe quan- -phé nang: mau dich viém v&i nhiéu
Iymphocytes terc bao, ri rac té bao chuyén dang lat tAng, mot it mo
soi. Nhuém P. jirovecii (+)

Chan doan: phti hop viém phdi md ké dang bong vay (DIP) kém nhiém
P. jirovecii

H& héap ky (12/10/2023): FEV1/FVC 81%; FVC 51% (2.85L); FEV1 63%
(2.29L)

ANA-8-profiles: ANTI JO-1 (+) (6.16 bt <0.8)

—
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BENH AN 1

Chan doan: Viém phdi PCP, Bé&nh phdi md ké dang bong vay, hoi
chirng khang Synthetase

Diéu tri:

1/ Cotrim fort trong 3 tuan

2/ Methylprednisone 1mg/kg trong 1 thang rdi giam liéu dan

3/ Mycophenolate monfetil tdng liéu dan I&n 2g/ngay

Ho gidm nhiéu, khéng kho thé

—

BENH AN 1

21/12/2023
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BENH AN 2

NCr, 43 tudi
Kiém tra strc khée dinh ky, khéng
triéu chirng 1am sang
T¢i thang 6/2022: da vung tay va
vung mat cirng bong nén kham va
phat hién xo cirng bi hé théng
Bé&nh nhan khdéng c6 triéu chirng
tai phoi

9/12/2021

7/6/2022 (14t cit 1 mm)
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7/6/2022 (lat cit 1 mm)
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7/6/2022 (lat cit 1 mm)

8/6/2022
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23/6/2022

Két qui do chung

Chisé LLN Pre | %Prd | Z-score Pos! | %Prd | Z-score %Chg| Chg (L)
SVCL) 252 190 | 61% |0 = 196 | 63% - 3% | 006
FVC (L) 252 Tes Ry o 104 | 82% | — 3% | 006
FEV1 (L) 202 165 | 66% e 172 | 68% - 4% | 007
FEVIFVC _jo7 088 , - OmBEE| - .
FEV1/SVC 07 0.86 0 87

FEF25-75% (Us) | 1,77 200 b8m%dn — 0 | 243 | 82% -

PEFR (Lis) 511 618 |ow% | —~ | | ses | 8% - 8%

[

'r.E\ AN himlm\

i’i / I I | \51'

J| S

BENH AN 2 (tt)

Chén doan: Bénh phdi mé ké c6 xo hoa/xo cirng bi hé théng
Diéu tri bdi bac si néi co xwong khép:

- Mycophenolate 500mg 2 vién x 2 /ngay

- Nintedanib 500 mg 1 vién x 2/ngay

- Sau 4 thang, da vung tay va mat mém hon; khéng ho, khéng khé
tho

—
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4/10/2022 (dé day lat cit 1 mm)

COICOICD)
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4/10/2022 (d6 day lat cit 1 mm)

BENH AN 3

NCr, 31 tudi, nhan vién van phong
Tién cdn: xo crng toan thé tir 12
nam

Ly do kham bénh: kho thé

1 nam nay: ho khan, khé th&
nang dan theo th&i gian, hién kho
thé man tinh dé 3

Kham: ran nd 2 day; da mat va da
tay cirng
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14/12/2021
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NOi dung trinh bay

* Ca lam sang minh hoa

< Chan doan BPMK X0 hoa tién trién (PF-ILD) & bénh
nhan bénh mo lién két

< Diéu tri BPMK X0 hoéa tién trién (PF-ILD) & bé&nh nhan
bénh ma lién két

PF-ILD: progressive fibrotic interstitial lung diseases

Lwu d6 chan doan BPMK c6 xo héa tién trién/bénh mé
lién keét

Clinical
data

Alternative
diagnoses

" First-choice |
diagnosis |

Multi-
disciplinary
discussion

Nss ble need
for biopsy

Diagnostic
confidence

Flow-wolume

alveolar / Lung function
lavage _./

Biclogic features
Autoimmunity

LY
" Exhaled Yolume [iiters)

| Flow flheseec)
P

Marlies Wijsenbeek, and Vincent Cottin. N Engl
J Med 2020;383:958-68
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Tiéu chuan xo phéi tién trién (22 trong 3)

Trleu chwng ho hap xau di

» 2 1 chi s6 CNHH xau di trong vong 1 nam
« FVC giam tuyét déi 25%
* D, o giam tuyet aéi 210%

% 21 trong cac biéu hién tren HRCT xau di sau 1-2 nam
. I@ng dd réng hoac dé nang cua gian phe quan hoac tiéu phe quan do co
€0
« Kinh m& méi xuat hién kém gidn phé quan do co kéo
 Lwdi manh mai xuat hién
« Tang d6 rong hodc dé thé cua tén thwong Iwei
« T ong mé&i xuat hién hoac tdng dd réng
« Tang mat thé tich thuy phdi

Raghu G et al. Am J Respir Cnt Care Med. 2022;205:e18—e47

Xo’ hoa tién trlen o bn BPMK khong phan loai

(21X

Wong et al. Respiratory Research 2020;21:32
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171712020  9/01/2023

Ti 1é bénh nhan c6 kiéu hinh xo’ héa tién trién
trong tirng loai BPMK

1P| 100
RA-ILD I 10
iNSIP - N 3
CTD-ILDs | 4
MCTD-ILD I © 4
SLE-ILD I © /4
Siogren’s ILD [N 2/
SSc-ILD I © 1
HP I 1
Other NN 138
PWDM-ILD I 16
Sarcoidosis | 13
0 1 ICI 2IU 30 4I0 50 BID 70 BID a0 1 {I)G'
% bénh nhan co kiéu hinh xo hoa tién

I Wijsenbeek M, Cottin V. N Engl J Med 2020;383:958-68
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BPMK xo’ héa tién trién cé téc do sut giam
FVC khong khac IPF sau 1 nam theo doi

T vong
50 —m— INPULSIS 7,8%
o INBUILD [overall population) 5,1%
s E \?\‘\"\ . INBUILD [UIP-like fibrotic pattern on HRCT) 7,8%
R 1 + 1 -
% % -0 B \é\ . INBUILD [ather fibrotic patterns on HRCT) 0,8%
iy
=<2 100
2 ; ~150 - ‘ -‘—“‘-"“-- T
iC i .
= +
-200 |
-250 T T T T T - ;
0 2 4 & 12 24 36 52
Number of subjects Week
INPULSIS 417 408 407 403 395 383 345
INBUILD [overall population] 325 326 325 320 n 296 T4
INBUILD [UIP-like fibrotic pattern] 202 202 201 197 120 174 162
INBUILD [other fibrotic patterns) 123 124 124 123 121 120 112

Brown et al. Eur Respir J 2020; 55: 2000085

BPMK xo héa tién trién co ti l1é giam
FVC210% sau 1 nam twong tw IPF

OR versus
INPULSIS trials:  0.85[0.43-1.14) 0.99 (0.70-1.40] 0.66 (0.43-1.01)
) . A . INBUILD
e 807 Nguy co tir vong so véi nhém gidm FVC<10%
25 704 B vruisis
E S 40- HR 3.64 (1.29-10.28) HPI;?3535 (1.16-9.64) HR 3.95 (1.87-8.33)
o= 48.9 : 48.7
=2 907 432
ER-IE
m o
% S 301
25
5510
O
i
0 T T T
Overall population  UIP-like pattern on Other fibrotic patterns (n=423]
(n=331) HRCT (n=206) on HRCT [n=125]

Brown et al. Eur Respir J 2020: 55: 2000085
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NOiI dung trinh bay

+ Ca lam sang minh hoa

< Chan doan BPMK xo hoa tién trién (PF-ILD) & bénh
nhan bénh mo lién két

< Diéu tri BPMK xo’ hoa tién trién (PF-ILD) & bénh nhan
bénh mo lién két

. PF-ILD: progressive fibrotic interstitial lung diseases

Ngung hut Ghép phoi S dung
thudc 1a hoac thuéc chong
tx khoi bui Xo

Oxy dai han
tai nha Cham soéc toan dién Cham séc

cho bénh nhan PF-ILD giam nhe

Diéu trj bénh
dong mac g Ching ngira Vat Iy tri lieu Nhém ho tro

cum, phé cau hé hap (ttr xa hodc
tai cho)

. Adaﬁted from Nambiar et al. Ther Adv Resiir Dis 2021 '|1 51—
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Khuyén cao diéu tri BPMK xo’ héa tién trién

) s Chranic hypersensitivity Idiopathic Unclassifiable
SSe—ILD RA-ILD Sarcoidesis Preumonitls NSIP ILD IFF
Antigen
eviction
Cansider immunemadulation treatment or cbservation
Glucocorticoids | | Gluescorticoids Glueororticoids Glucocorticoids Glueocorticoids
MMMF, CPM, TCL RTX, ABA, MTX MMF MMF, AZA, or other
[AZA, RTX) MMF (AZA, |FX, ADA) (AZA) iMmMunosuppressants

Antifibrotic agents
{pirfenidone or nintedanib)

I Marlies Wijsenbeek, and Vincent Cottin. N Engl J Med 2020;383:958-68

Consider antifibrotic agents (nintedanib)

Khi nao diéu tri thuéc cho CTD-ILD

« Mirc d6 nang cua ILD trén HRCT

« FVC va/hoac DLCO

« Téc do thay déi CNHH

« Kha nang héi phuc

« Th&i gian khéi bénh

« Tuw khang thé goi y xo tién trién

« Tudi. bénh kém theo, mong muédn cta bénh nhan

I A.S. Jee, T. J. Corte. Drugs. 2019;79:1511-1528
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Trong khi BPMK khac nhau, co ché bénh
sinh dan dén xo phdi la giéng nhau

— l T& bio sgi o N
TON THUONG MO '\."EC’FRHJ‘:I X ) toncm FGjR
R G e G G | G Ciadd il QD)
X

Té bao vign

THU HUT BACH CAU THU HUT NGUYEN BAO SOT

Té o gg:n nhn Phing thich Mgurydn bao seitai %
R héa chit chis Hoat tinh
| fién % cua OFEVe
Bai thirc bao hoat héa Mouyén bao soi hoat

- hia
Tébio iy ‘ PDGF, platelet-derived
limphio T iénxe X growth factor

- VEGF, vascular
B | Uven DEO ST X endothelial growth factor
oo

Chit ndn ngoai bdo 3
Adapted from Wollin L et al. J Scleroderma Relat Disord. 2019;4(3):212-218

INBUILD: Nintedanib giam téc d6 sut giam

FVC sau 52 tuan & bn BPMK xo héa tién trién

Bn cé dang xo héa giong

_ Dan so chung UIP trén HRCT
= 3 Nintedanib Placebo Nintedanib Placebo
T3, (n=332) (n=331) (n=206) (n=206)
E;E
w0 -50 -
>
TR
E'% -100
o3 -80.8 -82.9
S5c -150 -
o
SG -200 - ! I
S -187.8
= -250 - 2111
Khac biét: 107.0 mL/ndm Khac biét : 128.2 mL/nam
(95% Cl: 65.4, 148.5); p<0.001 (95% Cl: 70.8, 185.6); p<0.001
Giam twong doi: 57% Giam twong doi: 61%
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Nintedanib s&ém lam giam téc do sut giam
FVC va duy tri suét 52 tuan diéu tri

= -y —
% 20 S
i 40 —
:“ =
= 60 —
G E . \
L 80 -
i% 100 —
.C:
o -120 —
£8 i T
E’E 140 —
ES3 -1e0 -
=9
:835" 180 : Placebo
E’u 200 OFEVs
= L
TR . i i ; i ' | i i | | |
Q 2 4 3] 12 24 el g2
No. of patients ek
Placebn 325 326 3256 320 311 295 274
OFEV® 150 bl 326 320 322 314 298 285 265

I Flaherty KR et al. N Engl J Med 2019;381:1718-27

INBUILD®: Nintedanib giam téc do sut giam
FVC sau 52 tuan ¢ bn BPMK xo’ héa tién trién

nanalysed Difference
(95% Cl)

Mintedanib  Placebo

Hypersensitivity pneumonitis B4 g9 ——-—;— 73-1[-8-6t0154.8)
Autoimmune interstitial lung diseases 82 88 S I 104.0 (21110 186-9)
iNSIP 64 61 —%—-— 1416 (46-0to 237-2)
Unclassifiahle IIP 64 50 ——o—%— 68.3 (-31-4 to 168.1)
Other interstitial lung diseases 38 43 VA 197-1(77-6103167)
All patients 332 331 + 107-0 (65-4 tc 148.5)
—2|00 —1.|00 160 260 360 460 560
4 —»

Favours placebo  Favours nintedanib

I Wells AU et al. Lancet Respir Med. 2020,8:453-460
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KET LUAN

« BPMK: biéu hién thuwdng gap tai phdi ciia bénh mé lién két

« Chan doan BPMK cé xo hoa tién trién/bénh mé lién két dua
vao triéu chirng 1am sang, CNHH, HRCT, xn tu khang thé

» BPMK xo hoa tién trién co FVC giam twong tw IPF néu
khéng dwoc diéu tri

» Nc INBUILD: Nintedanib lam cham sut giam FVC & bn
BPMK xo héa tién trién

- Nén nhan dang sém va diéu tri thuoc (rc ché mién dich +
thudc chong xo & bn BPMK c6 xo hoa tién trien/bénh mo

> lién két
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