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Danh muc viét tat

CNI : calcineurin inhibitors

CyA: cyclosporine A

CYC : cyclophosphamide

DM : dermatomyositis

GGO : ground glass opacity

ILD : interstial lung disease

IS : immunosuppressive therapy
MMF : mycophenolate mofetil
PSL : prednisolone

RP-ILD : rapidly progressive interstial lung disease
TAC: tacrolimus
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Tw khang thé va viém co’ vo can

Tiéu chuan chan dodn Viém da co cda Bohan va Peter
« Bénh co do viém vo can »
70% cac tu khang thé : Khang thé dac hiéu viém co hodc khang thé lién quan viém co
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? ] 1
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| Anti-E)® | | Anti-kS™ | | Anti-TIF1* .Ami-MDAS""I | Anti-cN1A™

1976 1980 1984

Nhat Ban
Viém da co khéng tén thuong co trén 1am sang

McHugh NJ et al. Nat Rev Rheumatol 2018
Sato S et al. Arthritis Rheum 2009

Ty lé MDAS (+) & ngudi I&'n va tré em méac viém da co
Prevalerce
M

/~ I ™

= ""‘(}m ChauA
ILD : 82-100% bénh nhan MDA5

HLA DRB1*0101/*0405
va DRB1*0401/*12:02

Bién thé WDFY4

\ /

Mehta P et al. Rheumatology Int 2021

TIEP CAN TOAN DIEN TRONG CHAN BOAN VA DIEU TRI CAC BENH CO XUONG KHOP
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Sinh ly bénh

Khang thé khang MDA5

bich khang nguyén
Protein 5 lién quan biét hda Melanoma

Chirc nang khang nguyén
Helicase dac hiéu ARN tham gia bao vé co thé chéng virus

Kiéu Idng dong huynh quang trén t& bao Hep-2

McHugh NJ et al. Nat Rev Rheumatol 2018

Mehta P et al. Rheumatology Int 2021
Nombel A et al. Front Immunol 2021

Sinh ly bénh

Khang thé khang MDA5

Nén tang di truyén
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Vét loét sau va dau trén cac san
Gottron T8n thwong mach mau RP-ILD

Bénh phéi mé ké (ILD)
va Bénh phdi mé ké tién trién nhanh (RP-ILD)

Bénh phdi md ké (ILD) RP-ILD
X-quang nguc va CT ILD ti€n trién trong 1-3 thang

sau khi kh&i phat triéu chirng hd hap

Do chirc nang hé hap Kho thé tién trién
Tén thuong kinh mé tang tién trién
Giam oxy mau

TIEP CAN TOAN DIEN TRONG CHAN BOAN VA DIEU TRI CAC BENH CO XUONG KHOP
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Tién lwvgng

Bénh phdi mo ké MDAS (+)
. Ty 1é t&r vong chung sau diéu tri: 40%

Yéu td tién lwong nang

. Nong do ferritin huyét thanh cao (ngudng cut-off khoang 1000 ng/ml. Gia tri binh
thwong 200 ng/ml)

. Tham nhiém phd&i ndng hon du dang diéu tri

. Tén thuong kinh mé& toan bd (GGO)

Linh vuc nghién cliru
. Néng d6 Krebs von den Lungen-6 ( KL-6)
. Titer anti-MADS5 antibodies Nong d6 khang thé khang MDA-5

Gono T et al. Mod rheumatol 2011
Nishioka A et al. Mod rheumatol 2019
Yang Q. et al. Orphanet J Rare disease 2021

Treatment

GS: Glucocorticosteroids Phan I&n tredng hop
Két ho'p bd ddi hodc bd ba
thudc (rc ché mién dich

CNI: Calcineurin inhibitors
CYC: Cyclophophamide IV

MMF: Mycophenolate mofetil  N&u CNI khéng thé st dung
Hodc d6i 1 loai thudc trc ché
mién dich

Rituximab Trong truong hgp khang tri:
Thém vao hodc thay thé

Immunoglobulin tinh mach

JAK inhibitor : Tofacitinib Hlra hen
Trudng hop khang tri
Giai doan sdm ?

PE: thay huyét twong Trong truong hop khang tri

TIEP CAN TOAN DIEN TRONG CHAN BOAN VA DIEU TRI CAC BENH CO XUONG KHOP
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Diéu tri

Nghién clru hodi ctru, Nhat Ban
1992-2009

Viém da co MDAS +
N=27

Khoéng RP-ILD RP-ILD
N=7 N=20

Diéu trj

W,

7/12 (58%) «—| GS pulse + CYCIV + CNI. N=12 |

2/8(25%) «—| GS pulse +/- CYC IV or CNI. N=8 |

K&t cuc tlr vong

\.

N=0 N=9/20 (45%) |

Gono T. et al Rheumatology 2012

Diéu tri

Liéu phap két ho'p (rc ché mién dich
ILD giai doan s&m
So v&i nhédm chirng

1 |
GS =PSL |
08 ; 75.0%

CyA I

I R R R R R s L,

®
>
.E '
1 1 1 1 1 04 |
@ 1 28.6%
0 2 4 6 8 10 12 14 16 18 20MNUECIEII | oo e o e e o e
1. Prednisolone (PSL) - Log rank test: p=0.038
1mgl/kg/day 4weeks and gradually taper every 2-4 weeks. g ; 2
2. Cyclosporine (CyA) 0 4
Initial dose: 3-5mg/kg/day.
Trough level (C0) (150-200ng/mL), 2hr postdose level (C2) (700-1000ng/mL). 0 5 10 15 20 25
3. Intravenous cyclophosphamide (IVCY) . ) ) ) ) ) months
156" : every 2-4 weeks, 1st dose: 500mg/n¥, gradually increase. - Patients who received intensive regimen of combined
(Until nadir of leukopenia reaches to 2000-2500/uL or half of the numbers)

immunosuppressive therapy in early phase (n=14)

- = Patients who received conventional step up therapy
(Historical control, n=14)

Nakashima R et al. Lupus 2016

TIEP CAN TOAN DIEN TRONG CHAN BOAN VA DIEU TRI CAC BENH CO XUONG KHOP
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Diéu tri
anti-MDA5ab + n =90
Nghién ciru héi ciru CAMD n =70
Trung Qudc DMn =19
2018-2019 PMn=1
ILD Itic nhép vién n=81 ( 90%) RP-ILD n=35 (39%)
Diéu tri
* GS Liéu cao n =90 (100%) d Initial combination therapy
Liéu phéap két hop ban d3u n =58 Liéu phép Ién thang n= 32 S 100
< 90 j
* GS+CNI= n=30(30%) £ Yes (n = 58)
¥ 80
o
* GSpulse+CYCIV n=21(23%) g 70 P <0.001
2 No (n = 32
* GSpulse + CYCIV+CNI n=7(8%) E gl o (n =32)
%)
Piéu tri thém vao 40k : . : : . .
e lglV n=43 0 4 8 12 16 20 24
* Locmdaun=2 Time (weeks)
Yang Q. et al. Orphanet J Rare disease 2021

Diéu tri

Nghién ctru tién ctru da trung tdm, Nhit Ban
2014-2017

. Liéu phép két hop thudc tre ché mién dich : Liéu cao GS + Tacrolimus + CYC IV

. S0 v&i nhém chirng (A/diéu tri |én thang va B/két hop trc ché mién dich)
Thoi gian theo d&i 52 tuan

. Két cuc chinh: ty |& s6ng con 6 thiang

Tsuji H et al. Arthritis Rheumatol 2020

TIEP CAN TOAN DIEN TRONG CHAN BOAN VA DIEU TRI CAC BENH CO XUONG KHOP
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Treatment

Nhém tién ctru n =27

Prednisolone:
P SL 1 mg/kg/day (4 weeks), gradually reduced
Intravenous cyclophosphamide: o
VOLLLL L IVCY Every 4-8 waci 1o totf of 10-15 s
T TAC

Tacrolimus:10-12 ng/mL (12-h trough)
0 8 16 24 (weeks) Additional therapy is allowed.

Tsuji H et al. Arthritis Rheumatol 2020

Diéu tri
Nhém tién cliru n=27 _ . Historical control group A
'/ (Step-up treatment) \
|
I Anti-MDAS-positive DM/CADM 1
I patients with ILD (n = 15) 1
Prednisolone: ! - 1
+ High-dose GC
1 mg/kg/day (4 weeks), gradually reduced ! - Immunosuppressants were 1
\ added stepwise. Thay huyét tuvong 7,"}0
Intravenous cyclophosphamide: N - - - - o= - - -
500-1000 mg/m? per 2 weeks, six times
Every 4-8 weeks to a total of 10-15 times Historical control group B
. (Combined immunosuppressive
Tacrolimus:10-12 ng/mL (12-h trough) 1 regimen without plasmapheresis) 'y
i ; I : e |
Additional therapy is allowed. . ) Anti-MDAS-positive DM/CADM
y Thay huyét tuong 31% : patients with ILD (n = 17) :
[ - High-dose GC !
I - IVCY |
I + Cyclosporine A |
\ + Without plasmapheresis /
B i p— -
Tsuji H et al. Arthritis Rheumatol 2020
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Diéu tri

Nhém tién clru va Nhdm chirng diéu trilén A o Deposeciwmneson B: ‘T Zﬁ;:“’”:"““"":‘"“"“’“‘”
—— 1dng trol group A (step-up treatment)
thang - — omng ]
2 1A _a . . : - 089 08! Wy
Ty 1é s6ng con 6 than R A g =]
yo y & 0 g o8] o8 i1
89% vs 33% ) . A
g 06 e 06 ity o
g :--I--J‘ ..................................
2 1A A \ - e 033 0.33 | Rt et a et oo
Ty lé s6ng con 12 thang gt o 3 o =
85% vs 35% - B :
0.0 4 y v 0.0 -

0 2 4 6 8 10 12 0 2 4 6 8 10 12
Treatment course (months)

Tat ca tlir vong do do't cap bénh phdi mé ké

R S e D T T
Nhém tién ctru va nhém diéu tri lén thang: TTT 20 | Conrolgrup A (stepup reskment) =or= Ol poup 8
. CYC s&m hon (20 ngay), khodng cach ligu N ™ e I A S
ngan hon ] ';'-';‘;: o I , eE—
. Thay huyét tvong 31% vs 7% o ‘f"‘ """"""""""" oo
04 5 I 04

Tac nhan nhiém trung 02 o1 2

CMV o T I e ma e I e T e o e e

Pneumocystis

Nhiem khuén huyét Tsuji H et al. Arthritis Rheumatol 2020

Diéu tri
Sai léch tiém ning

DLCO cao hon & nhém diéu tri két hop (rc ché mién dich so véi nhém chirng diéu
tri [én thang

Liéu GS thap hon & nhém ching diéu tri |én thang

Khoang cach liéu CYC dai hon & nhom diéu tri 1én thang so v&i nhdm diéu tri két hop

Khé&i ddng CYC va CNI tré hon 20 ngay & nhdm chirng diéu tri |én thang

Tsuji H et al. Arthritis Rheumatol 2020

TIEP CAN TOAN DIEN TRONG CHAN BOAN VA DIEU TRI CAC BENH CO XUONG KHOP
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Diéu tri Tofacitinib
Nhat Ban
2010-2015
Nhan dién cac yéu to tién lwong v ~
ILD khang thé MDAS + Séngn=7
—> SBngcon>1ndm?—» ,
T vongn=8

.Bénh nhdn n =15

> h6 hap mac du d3 disu tri bs
. Liéu phap trc ché mién dich tich cuc . (Suy h6 hap mac du da diu tri bo ba)

Yéu t6 tién lwvong ning

. Ferritin huyét thanh > 1000 ng/ml trwdc diéu tri bd ba

. T6n thuwong kinh m& & ca 6 thuy phdi trwdc khi diéu tri bd ba

. Tham nhiém phdi ndng hon trong qua trinh diéu tri bd ba

RP-ILD

. Khé thé khi gang strc niang dan

. Pa02 gidam > 10 mmHg trong vong 4 tuan

. Ho3c t6n thuong kinh mo tang kich thuédc/xuat hién méi trong vong 4 tuan

Kurasawa K et al . Rheumatology 2018

N . e. e =
Dieu tri Tofacitinib
Number of lung fields with Worsening of lung infiltrates during
A Serum ferritin levels before treatment B 6GO/consolidation C initial therapy
1.0 10 10 -
)| FER <=1000 (n=8) GGO/cons <=5 (n=5) | Worsening (-) (n=6)
08 1 08| . 08 |
. . 1
survival %% ¢ P=0.01(log-rank) %1 ¢ P=0.01(log-rank) = %% | P=0.02 (log-rank)
Rete 0.4 N 04 04
FER > 1000 (n=7) 9GO0/ conte (=10} Worsening (+) (n=9)
02 02 - 0.2 b
.
0.0 « 00 < 00 .
[ 2 4 L L] 10 12 ] 2 “ L} g 10 12 o 2 4 6 8 10 12
MO MO MO
e < Effect of TOF on survival of patients with
D of poor;prog conditions  E 3 poor prognostic conditions (A, B and C)
AN S 3/5 con séng
i ! Tac dung bat loi : . CMV téi hoat n=5/5 .HSV n=2/5
o8 . 08 . . Nhiém tring n=4/5 . Nhiém nim n=2/5
survival 5 | * Number <=2 ( n=9) asd 100 . . Nhiém khuan huyét n=1/5
Rate d . TOF (+) (n=5)
o4 i P=0.001 (log-rank) 04 |
P=0.02 (log-rank)
0. 02
Number= 3 (n=6) TOF () (n=6)
0.0 - . 0.0 - .
0 2 4 [} 8 10 12 [} 2 4 6 8 10 12
MO Mo
Tat ca bénh nhan
¢6 3 yéu té tién lwgng ning
tlr vong
Kurasawa K et al . Rheumatology 2018
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Diéu tri Tofacitinib

Nghién ctru tién ctru, Trung Quéc
2017-2018

Nhém tién ciru n = 18

CAMD Anti MDAS ab +

ILD < 3 thang

Dung tich thé ra gang sirc du doan (FVC)
it nhat 50%

GS + Tofacitinib

Nhom chirng tir 2014-2017 n =32

CAMD Anti MDAS ab +

ILD < 3 thang

Dung tich thé ra gang strc dy dodn (FVC)
it nhat 50%

GS + Liéu phép trc ché mién dich khac

Chen Z et al. N Engl J Med 2020

N .
Dieu tri
i Tofacitinib (N=18) Historical Controls (N=32) P Value

Age —yr 47.6+13.8 52.5+10.6 0.16
Female sex — no. (%) 11 (61) 25 (78) 033
History of smoking — no. (%) 2 (11) 2 (6) 0.61
Duration of ILD — mo 1.4+0.7 1.7+13 0.45
FVC — % of predicted value 73.4£15.2 71.9£15.3 0.76
SB DLCO — % 448+12.8 47.3+16.1 0.59
High-resolution CT score 118.2413.2 127.2+24.8 0.16
Ferritin level — ng/ml 936.92798.1 737.8+631.6 0.34
Creatine kinase level — U/ml 86.7+98.2 50.6+43.5 0.09
Albumin level— g/liter 33.5+5.3 31.8+33 0.18
Lactate dehydrogenase level — 1U/liter 362.8+294.4 317.5+149.0 0.49
ESR — mm/hr 31.0£19.0 29.9+21.1 0.85
Maximum dosage of glucocorticoid — mg/day 78.0£54.4 87.9+81.8 0.65
Exposure to immunosuppressant — no. (%)

Cyclosporine 2 (11) 19 (59)

Mycophenolate mofetil 1(6) 6 (19)

Cyclophosphamide 0 2 (6)

Azathioprine 0 1(3)
Exposure to pirfenidone — no. (%) 1(6) 12 (38) 0.02

ChenZet al. N EnglJ Med 2020

TIEP CAN TOAN DIEN TRONG CHAN BOAN VA DIEU TRI CAC BENH CO XUONG KHOP
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Diéu tri

B G
o Tofacitinib P=0.004
s P=0.04 Ag=-522
90 fmemems | P=0.04
—_— 1
g . SRS, -
7; T Historical controls E
£ E
a 704 =
=
60 H
4 &
0 T T T T T ]
0 1 2 3 4 5 6
Months
D E
P<0.001 P=0.007
P=0.04 Ag=14.19 P=0.098 8¢:13.08
150 P=0.42 44=5.53
Ay=2.81 100
£ 100 9
v
s al 50
@
——¢ | °
50
0( T T T T c T D & T T
Baseline 1 Mo 3 Mo 6 Mo Baseline 1 Mo 3 Mo 6 Mo

Chen Z et al. N Engl J Med 2020

Diéu tri

Chen Z etal. N EnglJ Med 2020
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Diéu tri Rituximab

Bdo cdo ca va bdo cdo loat ca
T6n quan n = 35 bénh nhan, tat cd déu mac ILD, RP-ILD 88%
94% bénh nhan chau A

Piéu tri trwdc do: GS —
.+ CTC n=18/35.51%
.+CNI n=18/35.51%
.+1glV n=8/35.22%
.+ MMF n =8/35. 22%

.+ Polymyxin B hemoperfusion n = 2/35. 6% (| >=2 loai thudc
.+ Thay huyét tuong n = 1/35. trc ché mién dich n =19/35. 54%

.+ MTX n=1/35
. + azathioprine n =1/35
. + hydroxychloroquine n =1 _J

He C et al. Front Immunol 2022

Treatment Rituximab

Ché dd liéu : khong théng nhat
Liéu thap rituximab : 100mg mdi tuan 9/35

St dung déng théi véi RTX : GS 34/35, +/- IS khéc

Dap rng néu cé it nhat 1 trong 2 tiéu chuan

i) Tang>10% dung tich séng gang sttc (FVC) va/hodc tang > 15%
kha ndng khuyéch tan carbon monoxide (DLCO) (25)

ii) Caithién trén hinh dnh hoc qua X-quang hodc HRCT (két qua do
BS CDHA doc, khéng biét thiét ké nghién ctru) (23)

He C et al. Front Immunol 2022

TIEP CAN TOAN DIEN TRONG CHAN BOAN VA DIEU TRI CAC BENH CO XUONG KHOP
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Diéu tri Rituximab
Pattern of ILD RTX Treatment Schedule
C-1LD RP-ILD Low-Dose RTX Conventional-Dose RTX
Total 4 31 9 26
Mean age, years (mean + SD) 3475 £ 11.30 49.26 +13.25 43 + 10.46 49.19 + 1451
Female, n (%) 3(75) 19 (61.29) 5 (55.56) 17 (65.39)
Response to RTX Treatment, n (%) 3(75) 22 (70.97) T(77.78) 18 (69.23)
Infection, n(%) N.A. N.A. 5 (55.56) 8 (30.77)
Survival, n (%) 4 (100) 20 (64.52) 6 (66.67) 18 (69.23)
He C et al. Front Immunol 2022
Diéu tri Rituximab

Dir liéu han ché

Téng quan

Phan tich théng ké cac két qua : ¢c& mau nho

Khong co két ludn rd rang vé thoi gian khéi dong diéu tri
Liéu phap Grc ch& mién dich lién quan truéc dé

He C et al. Front Immunol 2022

TIEP CAN TOAN DIEN TRONG CHAN BOAN VA DIEU TRI CAC BENH CO XUONG KHOP
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Diéu tri Thay huyét twong

Bdo cdo ca va cac nghién ctru héi clru
Co s& ly luan : Loai bd cac khang thé gay bénh ? Phirc hgp mién dich ? cytokine gay
Viém

Shirakashi M et al. Rheumatology 2020

Diéu tri Thay huyét twong

ia Y H-Y Y 3 2 Adult anti-MDAS5(+) DM-ILD
Nghién ctru tién ctru, Nhat Ban o 301 (oeae)
2008-2016

Exclusion (n=14)

Started induction therapy in other
institute (non-initial combined
Immunosuppressive treatment)

Anti-MDAS(+) DM-ILD treated with
combined immunosuppressive treatment (n=38) GS+ CNI+ CYC

(ifoup A: sur\rich Group B:vprogr'essed Thay huyé't tu’o!ng 1 dén 3 |én m6| tuén
without exacerbation hypoxemia during the N e

of respiratory function treatment (n=13) trong 3-15 tuan lién tiep

(n=25)

PE (n=8)
Survived (n=3)

Rheumatology (Oxford), Volume 59, Issue 11, November 2020, Pages 3284-3292, https://doi.org/10.1093/rheumatology/keaal23

The content of this slide may be subject to copyright: please see the slide notes for details.

Tat ca tw vong
[ Deccased@-8) _|8/13 nhém B tir vong (61%)

Shirakashi M et al. Rheumatology 2020
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Diéu tri Thay huyét twong
Nghién ciru hdi ciru, Nhat Ban
2008-2019
Anti MDAS5 + DM 1004, !
n=28 '
]
Anti MDAS + DM RP-ILD I,
n=21/28 o~ )
© 1
- 1
Anti MDAS + DM RP-ILD s . —— PE group n=6
GS+ CNI+CYC > 9075 -+- Non-PE groupn=4
n=16/21 > :
Anti MDA5 + DM RP-ILD @ | NI ,
GS+ CNI+CYC
Refractory RP-ILD
n=10/16 0 1 L 1 1 1
o 0 10 20 30 40 50
n=6/10 No. of months

Rheumatology (Oxford), Volume 59, Issue 4, April 2020, Pages 767-771, https://doi.org/10.1093/rheumatology/kez357

The content of this slide may be subject to copyright: please see the slide notes for details.

Abe Y et al. Rheumatology 2020

Diéu tri Thay huyét tuwong
Nghién ctru héi ciru da trung tdm, Phap
2012-2021
K&t cuc chinh : Ty 18 s6ng con 1 ndm dau sau chan dodn ILD ma khdng ghép phéi
Anti-MDAS Dermatomyositis ILD
n=84 Anti-MDAS DM chronic ILD
PLEX 4, n=1
PLEX -, n=32
Anti-MDAS D t itis Rapidly P ive-ILD
. GS 98% i erma ot:!::(:l ’:)pn y Progressive
.1S92% ‘ Hbi stre tich 78% |
.CYC 71% Ol su'c tich cuc (o} 1 l
. CNI 41% Mechanical Ventilation No Mechanical Ventilation
n=32 (63%) n=19 (37%)
| |

] ]
_ PLEX + PLEX - PLEX + PLEX -
PE n =25/51 n=19 (59%) ' n=13 (41%) I n=6 (32%) n=13 (68%)

I One-year Transplant-free survival, n=4 (12%) I I One-year Transplant-free survival, n=15 (79%) I

| |
I n=3 (23%) I I n=4 (67%) I

Bay P et al. J autoimmunity 2022
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Diéu tri Thay huyét twong

Nghién ctru hoéi ctru da trung tdm, Phap
2012-2021

Két qua xét nghiém va théng s ILD nén khéng khac
biét c6 y nghia thdng ké gitta nhém s8ng sét sau 1 ndm
khéng can ghép phdi (n = 19, 37%) va nhém tlr vong

Log-rank test p=0.05

80

Ty |& s6ng con sau 1 ndm khong ghép phdi
& nhém thay huyét twong (PLEX +) va Nhém khéng
thay huyét tuvong (PLEX-) 13 20% va 54%

Estimated probability of survival, %

Ty |& s6ng con sau 1 ndm khdng ghép phai —— PLEX+
d6i véi bénh nhan can théng khi co hoc khdng khac -l i
biét giCraNnhém thay huyét tuong (PLEX +) va khong Puong cong Kaplan-Meier véi ty 1¢ séng con sau 1 nim khong
thay huyét twong (PLEX-) (5% vs. 23%, p = 0.3) ghép phdi theo tinh trang thay huyét tuong.

} e . 3 P2 o % %
Nhirng nguoi tlr vong can nhap ICU hon (97% vs. 47%, Duration of follow up, days
p < 0.001) va thong khi co hoc hon (87% vs. 21%, p < Day 0 %0 180 270 360
0.001) Pationts  PLEX+ 25 15 14 10 7

atrisk,n  pLEx- 26 17 15 15 13

Bay P et al. J autoimmunity 2022

Diéu tri Diéu tri khac

Immunoglobulins tinh mach
béc cdo ca, nghién clru héi clru

Loc mau hap phu truc ti€p véi qua loc Polymixin B
Mang loc ngoai co thé, hdp phu déc t6 trong mdu, protein, khang thé
Cac bdo cédo ca va nghién clru hoi ctru ( n=14)
Liéu phdp cttu van ddi véi MADS RP-ILD khang véi diéu trj bd ba trc ché mién dich

Pirfenidone
1 nghién ctu tién clru nhdn m&
Bé&n canh liéu phap trc ché mién dich
Khéng anh huwéng séng con véi dot cap

Wang LM et al. Rheumatology 2020
Okabayashi H et al. BMC Pulm Med 2017
Li T et al. Sci Rep 2016
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Treatment ECMO va ghép phéi

Oxy héa mau mang ngoai co’ thé tinh mach-tinh mach (VV-ECMO)

Khang tri v&i liéu phdp két hop trc ché mién dich
Cho ghép phéi
Thanh céng & mot so it bénh nhan

Ghép phdi
Mét s& bénh nhan (khodng 12-15 bénh nhan)

Treatment Khuyén cdo
Viém da co MDAS +

Panh gia
e CT Scan d6 phan gidi cao
* Test chirc ndng hd hap
* D0 bdo hoa oxy mau

Khéng ILD ? coé
Khéng t8n thwong phéi RP-ILD*? Co Diéu tri
Theo ddi | Khéng cé *Tién trién trong 1 thang

Khé thé nang dan
T6n thuwong kinh mo tién trién
Giam oxy mau
Loai trir cac nguyén nhan khac

Triéu chirng hd hap?

Khong

Theo doi Khoi. Co

Nang |én vé mit chirc ning/lam
sang?

Romero-Bueno F et al. Semin Arthritis Rheum 2020
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Diéu tri

Viém da coe MDAS5 duong tinh

RP-ILD
Lwa chon hang 1 GS+ CNI (cyclosporine hoac tacrolimus) Hoac GS + CNI (cyclosporine hodc tacrolimus)+CYC
Lwa chon hang 2 GS + CYC va/hodac mycophenolate
Chéng chi dinh CNI +/- Rituximab
Khang vé&i lwa chon hang 1 hoac hang 2
. Thém thudc trc ché mién dich khac . Loc mdu hap phu vdi qud loc polymixin B
(CYC, mycophenolate, rituximab, . Thay huyét tuong
Tofacitinib) .ECMO

. Hodc thay thudc trc ché mién dich
khac

Kém dap (rng Ghép phéi

Romero-Bueno F et al. Semin Arthritis Rheum 2020

Diéu tri

Viém da co MDAS duong tinh
RP-ILD

Han ché:
Bdo cdo ca, nghién ctru trwong hop

\- J

Romero-Bueno F et al. Semin Arthritis Rheum 2020
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Két luan

. Viém da co MDAS5 dwong tinh lién quan dén ILD va RP-ILD, dic biét & dan s& chau A
. Ty |é tlr vong con cao mac du diéu trj
. RP-ILD
K&t hop sém liéu phdp mién dich bd d6i hay bo ba : GS + CNI va/hodc CYC
. Néu khong thé dung CNI : MMF hodc Rituximab ?
. Janus kinase inhibitor (Tofacinitinb) : diéu trj hira hen ?
Khang tri
S&m hon, diéu tri dau tay ?

. Bién chirng nhiém trung : CMV +++, pneumocyctis...

. Lam thé& nao dé phong ngira RP-ILD ?

Két ludn

Perspective : ClinicalTrials.gov

. NCT04966884 :Hiéu qua va tinh an toan cla JAK Inhibitor trong diéu trj viém da co MDAS duong tinh
Nghién cru quan sat th&r nghiém nhdn m& mét nhanh

Prednisone 0.8-1.0 mg/kg/d, giam liéu dan diéu tri duy tri trong 12 thang
+ Tofacitinib 5 mg 2 lan/ngay trong 12 thang.

K&t cuc [ Khung thoi gian: 12 thang | S6 ngudi dép (ng qua tdng thang diém

TIEP CAN TOAN DIEN TRONG CHAN BOAN VA DIEU TRI CAC BENH CO XUONG KHOP
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Conclusion

.NCT05375435: Hiéu qua va tinh an toan cla liéu phap bd ba dya trén phan tang nguy cg tién lugng &
bénh nhan viém da co khang thé khang MDA5 duang tinh: nghién clfu da trung tam, tién ciu, ngau
nhién cé déi chiing

Ngau nhién, mu déi, 2 nhanh

Nhém thir nghiém: GS liéu cao + CNI + CYC
Nhom chlng: GS liéu cao+ CNI/or CYC

Két cuc
*RP-ILD [ Thai gian: 6 thang ]Ty |& mdi mac RP-ILD sau 6 thang diéu tri
*TU vong [ Thai gian: 6 thang ]Ty |é t&f vong sau 6 thang diéu tri

CAM ON
MERCI
THANK YOU
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