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DA CO MDAS5: CO Gi MO
TRONG CHAN POAN VA DIEU TRI

THEO Y HOC CHUNG CU?

Nhém nghién clu Dj tihg — Mién dich
Trung tdm Y Sinh hoc phan tr, Pai hoc Y Dwgc TPHCM
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1. Nhéac lai vé viém da co
2. Chan doén viém da co MDAS: ¢6 gi méi?

1. Test chin doan
2. M0 hinh tién lwong nguy co xuat hién RP-ILD

3. Diéu triviém da co MDAS5: c6 gi mai?
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BENH VIEM CO

Nhom bénh Iy tu mién hé thong, gay ra do

tinh trang viém man tinh cla hé théng co

xuwong, dan dén yéu co. skin

Bang. Ti |& mic viém co & ngwdi Chau A

EE ml

Total w

Number

No. of PM %] A5 47) 20 B {on) sl (99)  22(33) 53 (35)
HMo. of D (36)  [ELTEE - YF L) a{75) 1012 (1) 144(67) 98 (85) f 121 ‘
m fis B LH [ ] wi ———— :-l-
L
P 50.3 150 578 132 a7 498
years
Lundberg et.af May 2018. Classification of myositis. Nature Review:
Ly outhren . o (henet  Kanget.  Soet. Rheumatology. doi:10. 1038/nrrheum. 2018.41
Authaor Koh el al. ool al Tob el al al. 4l Al et al 1SRN Vi 2013, D
509354

DA

I °
°
Ban Gottron ! b
(héng ban cao gai, bao gém
khuyu, dét ngén tay, khép)
o o B kites
P
sinh thiét da: viém &
viing tiép giép hofc mét
miﬁﬁrm&

Nhiéu tinh trang da twong tu
bénh viém da co, vi du cham

I |
Lundberg ef.of May A018. Classification of myesitis. Nature Review: Rheumatology, doi:10. 1038 /nrrheum. 2018.41
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Tiéu chuan chan doan

Bohan and Peter Diagnostic Criteria, 1975

(4 trén 5 tiéu chuan — viém da co xac dinh):

* Ton thuong da dac trung

* Y&u co ngon chi

= Tang men co

* EMG: dic diém bénh co

= Bang chirng thdm nhiém té bao da nhan, tham nhiém ndi mac co

EULAR-ACR Classification Criteria, May 2018
= Tinh xac suat co bénh viém co v can IIM (https://www.imm.ki.se/biostatistics/calculatorsfiim/)
*  Phan nhém viém co:

= Viém da co

* Viém da co/viém da co khéng tén thuong co trén iam sang

* Viém co thé vii

*  Viém da co/viém da co thiéu nién

Irnste o0& Reed. s idinpathic Inflammatarg Myopathies: Current Irends in Bathogenesis, Clinical 1eatures, and LUp to Date Ireatment. lan
2013 Recornmendalions. Mayo Clin Proc. hlpcffddoion /201006 mayecp. 201210017

CAC THE LAM SANG

Tahie |
Overview of the Clinical préseatation, suto-antibodies. moscle pathology and trestment in the mam subtypes of myositis
M. DM NM M OM, ASS IBM
Onset aned discase course Acuted subacute onset: Short, | Acuted subacule onset; Acute! suhacute onset: Acute/ suhacute onset: Showly progressive: Abwiys
benigm or severe, chronic Chropic, slow progression Variable course. Mostly chronic course. whronic.
Cumrses posaible.
Weakness, extramuscular Amyopathsc! proximal Proximal tesraparesis; Rarely  Proximal Prosckmal tetraparesis, ASS: Long finger exors. knee
SN tetraparcsis £ dysphagia; extrumuscular tetraparesis + dvsphagu LDy, mechamic’s hamds, extermors, dysphugia,
Specific skan- and ongan mamifestation: hear lung: No exeramuscular arthrits. Raynaud's
festation: Malg ¥ Malig ¥ manilestaiion synadrome, (her OM:
in adults. Scleroderma, SLE
CK level Normal or = 10-30 fuld = 10-50 fobd elevated ~ 10-50 fold clevated ~ 10-50 fold elevaned Nawmal 13 15 (old elevated
elevated
Autor-mnd ihodies Mi-2 MDAS (ILDY, TIF-ly | SRP. HMGUR imalignancy!)  Unspecific ASS: Jo-l, PL-7, PL-12, HA.  eNIA
(malignancy!), NXP2 El K8, Za, O,
(malignancy!), SAE Other OM: Ku, Ro/§5-A,
S5-B. PM/S, U-snRNP
Muscle pathobogy Perimysial mflammation. Scatiered necrosis. MHC Endnmysial COE* T cells Penfascicular necrosis, MHC  Endomysial CDRY T cells,
penifascicular arophy, <lass L complement on class | and L1, complement MHC class L amyloid,
MHC class L comylement capillaries andior o sarcolemima vacuoles, ubulofilaments.
on capilleres sdior sarcilemima mikchiondrual s mment
sarcobenmma, capillary loss, (COX, poracr. inclusions)
Treatment and iis response Basw: GS, AZAMTXMME, | Basic: GS, AZAMTXMME,  Basic: GS, AZAMTXMMEF,  Basic: GS, AZAMTXOMME.  No basic immno-
Skin & JDM: IVIG, Lung! Escal.. RTX, CYC Escal. RTX, CYC, IVIG,  Lung/ Escal.: RTX, CYC, suppression. Probatary
Lung/ Escal : RTX, CYC. IVIG: Muontly poodd response IVIG. (CsAy: IVIG n selected patiens
IVIG. (CsA) Overall response Mustly good respoase exvept justifiable,
Mustly good response except pooad-moderaic, but for malignancy or 1LD. Severe dysphagia: local
for malignancy o ILD. esculation often required. botulinum toxin o
MYOIOmY, Perculanas
feeding tube.
Usially refraciory o
e atoneenl

Di: Viém da cor (dermatomyositis); NM: Viém cor hoai tl (necrotizing myopathy); PM: Viém da co (polymyesitis); OM: héi chirng chéng lap kém viém co (overlap myositis);
ASS: hai ching khang synthetase (anti-synthetase syndrome), IBM: viém cor thé viii (inclusion body myositis

Schoudl, Jans. Jownal of reuromuscilar diseases 5 2 (2018) 109-129
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VIEM DA CO MDAS

* Viém co c6 khang thé khang MDAS (anti-melanoma differentiation-associated
gene 5 antibody)
* Viém da co MDAS |a mét bénh ly tu mién phirc tap, hiém. Nir > Nam.
* <2% trong nhém bénh viém co & Chau Au, ~ 7-60% trong nhém viém da co
» Ti lé thuworng gép & Chau A (11-60%) hon Chau Au, My (7-16%).
« Lién quan: HLA DRB1*0101/*0405 va DRB1*0401/*12:02; bién thé; WDFY4
* Pic diém l1am sang:
* Khdng cé biéu hién bénh co trén lam sang, hoac co tinh trang viém co khong kém yéu co

* Bénh phdi md k& (ILD), cd thé cé bénh phéi mé ké tién trién nhanh (rapidly progressive ILD,
RP-ILD)
 T6n thwong da nghiém trong

* Tién lvong kém, tir vong cao

Ton thuong da va phdi thudng gap?

_ __ » Khang thé MDAS5 dan dén roi loan diéu hoa
I I con duong IFN-I
* MDAS tang biéu hién trong cdc mdé da >

1 i = B 2, khang thé MDAS bam vao -> gay ddc t&
"} - MY 0 bao qua trung gian mién dich (bd thé) hoic

phu thudc khéng thé

Stromal cell Immune cefls Apotobic cell Stromal call

AR . : * Khéng thé MDAS tao phirc hop mién dich
(&) Binding on MDA (B) Circulsting immune.(C) Bining on v@i protein MDAS tiét ra tir t&€ bao da bj
- —_—— -y apotosis, va/hodc nguyén bao sgi tir phdi
- |ang dong phirc hop mién dich tai cac co
quan, vi du mach mau phdi/ngoai da
* Khang thé MDAS tham nhip vao trong té
Dysregulation of the IFN-1 pathway Tiesua deposttion | [ Dysreguistion bao - gay réi loan chirc nang té bao
coc cbc of the IFN-I
ADCC ADCC pathway
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3 THE LAM SANG

Dermatomyositis with anti-MDAS5 antibodies

"""""""""""""""""""""""""""" TTTTTTTTTTTTTTTIITNNTT 4L Cha yéu i, bidu hién dau khép,
Phenotype 1 Phenotype 2 : viém khép (55%), it gap hon.
_____________________________________________ , Tién luvong tét hon
. Women Bl 2. Chii yéu nam, triéu ching chii

yéu bénh mach mau ngoai da
(HC Raynaud (82%), loét da
(77%), hoai t&r a6t xa (32%) va
nét c&n canxi (23%). Thudng

» =20 % of cases

= Arthralgia/arthritis = Skin vasculopathies
. kém yéu co ngon chi (68%), it
» Proximal muscle kém RP-ILD (23%). Tién luong
weakness trung binh

3. Chi yéu ni, c6 ban tay tho co
khi, thwéng kém RP-ILD. Ti I& tir
vong cao nhét (80%)

e A A 0 i i o

Labrador-Horrillo M et al. Anti-MDAS Antibodies in a Large
Mediterranean Population of Adults With Dermatomyesitis. /
Irmmunal Res (2014) 2014:1-8

BENH PHOI MO KE (ILD) & BENH PHOI MO KE TIEN TRIEN
NHANH (RP-ILD)

Bénh ph&i mé k& (ILD) Bénh phdéi mo ké tién trié
nhanh (RP-ILD)
X-quang nguc va CT ILD biéu hién trong 1-3 thang
Do chirc nang hé hap sau khi khdi phat triéu chirng
hé hap
Suy giam nhanh chirc nang hé
hap
Kho thé tién trién
Ton thueng kinh mo tang tién
trién
Gidm oxy mau ‘

Kim, Minsoo, et al. Emergency Radiology 206 (2022) 961-967.
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MARKER CHAN DOAN KHANG THE KHANG MDAS

+ Xét nghiém dinh tinh:
« Mién dich huynh quang gian tiép trén té bao Hep-2

* Immunoblot bao gdm line blot (d6 ddc hiéu 96-99%, A6 nhay 75-93%), dot blot (A6 dac hiéu
98%, d6 nhay 76%)

Xét nghiém dinh lwgng:
* ELISA: sir dung protein MDAS fusion tai t6 hop trong té bao cén trung

* Binh luwgng khang thé MDAS chinh xac, gitp theo di trong tién trinh bénh
* DO nhay 98% va do dac hiéu 100%

* Immunoprecipitation: it dung
+ Mbt s6 tw khang thé khéng dac hiéu kém theo:
- Anti-TRIM21 (anti-Ro52/SSA-52) trong b&nh Iy mé lién k&t. Nhirng b&nh nhan nay thuéng
phat trién RP-ILD hon va cé tién luvgng kém hon.

« Anti-SFPQ (splicing factor proline/glutamine-rich), chwra cé nhigu bang chitng twong quan
trén [am sang

KET QUA XET NGHIEM KHANG THE KHANG MDAS

I T ] LY 1T 1 ¥ 1 1 7§ 1 7§ 17 1 170

Antigam [Er— Class 0¥ * oy
| Mi-2mpma ive-28 | ol e ‘
Wi-2betn (82
Figure 2 -3beta (kii-3h)

T 1gmmenn, (TiF gy
MDA (MOAS,
=t ik W - |
| =m-ses100 g ooy
ol
SRP (SAP)
= v
P a
<]
= S
Soniras iGo)
Lo fLa

Hinh. Mlén dich huynh quang gian tié
trén té bao HEp-2 oo v

Déc diém: nhuém té bao chét, speckled. Hinh. Két qua immunoblot duong tinh MDAS kém theo khang
thé khang Ro-52 (EUROLINE, Eurcimmun, Dirc)
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MO HINH TIEN DOAN NGUY CO RP-ILD

* M#& hinh CROSS (Trung Quéc):
* CRP, khéng thé an-ti-Ro52, thai gian bénh ngan (<3 thang), gidi tinh nam,
» Tién doadn xuat hién RP-ILD & bénh nhan viém da co MDAS

* M hinh CRAFT (Trung Quéc):

« “CRAFT” (CRP-to-albumin ratio, RDW-CV, fever status, and CD3* T
cells)

- Tién doan xuét hién RP-ILD

TIEN LWUONG SONG CON, BDAP NG DIEU TRI

» M hinh MCK (Nhat Ban)
* CRP + KL-6 + khang thé anti-MDA-5
*» Tién doan ti |é tlr vong & bénh nhan viém co/viém da co cé ILD
* M®& hinh danh gid nguy co FLAIR (Trung Qudc)
» ferritin, LDH, khdng thé anti-MDAS, diém HRCT, c6 kem RP-ILD
» Tién dodn sdng con va hwdng dan diéu tri & bénh nhan viém da co kém ILD, it biéu
hién co
+ Tién doan dap &ng diéu tri:
* Hiéu gid khang thé MDAS, ferritin, IL-18
* Xu hudng ting hodc binh 6n & céc trudong hop khang tri

Gono T et al. Rheumatology (Oxford). 2012 Sep;51{9):1563-70
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MO HINH CROSS TIEN DOAN RP-ILD

* Nghién ctru thure hién tai tinh Jiangsu (Trung Quéc): 170 bénh nhan (discovery
cohort) va 85 bénh nhéan (validation cohort) véi viém da co MDAS+

» 4 yéu t6 nguy co RP-ILD duoe tinh bang mé hinh héi quy Cox

TABLE 2 CROSS prognostic score system in discovery cohort

)

I

I

| 1

. . I
CRF ab 1 0.754 I .

aonerme _ | i * 3-4: nguy co cao :

I 1

Anti-Ras2 positivity 1.505 2 | o I

| '* 5-6: nguy co rat cao i

Sex [male sax) 0.624 1 b o _____ :

Short disease duration (less than 3 months) 1291 2

#To predict the risk of RP-ILD, CROSS modal: score 0-2, moderate risk; score 3-4, high risk;
score 5 5 very high risk. CRE, C reactive protein; AST, aspartate aminotraasterase; RP-1117,
capudly progressive mlerslital lung diseese HE, Harand ratio.

‘Wang, Lei, et al. Fronfiers in immunclogy 15 (2024): 1286973,

MO HINH CROSS

W Vioderate Hisk
- eh Risk
-y High Risk

;

* Nhém nguy co' rat
cao (71.3-85.7%)
co ti 1& xuat hién
RP-ILD cao hon
nhom nguy co
cao (35.19%,
41.69%) va nguy
co trung binh
(9.54%, 6.67%)

£ ¥ 3

Incidience Mae of RI-1LD P

Martaliny stratified by CROSS meded (%) stvasified by CROSS mided (%)
g
-

A Mawibs B Womihe B2 Whawi b 3 Wloaiths 0 Muasthis 12 Muomths
Walidation Caberi

bl bl ]

e § & 8 8

4 Moaths o Mon s 12 Munihs 3 Mot hs o Mouths 12 Momihs
Discovery Cobmrt Validation Cohert

Wang, Lei, et al. Fronfiers i immunology 13 (2024): 1286873,
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PIEU TRI VIEM DA CO MDA5S

i+ Liéu phap bé d6i/bd ba: glucocorticoids liéu cao, thudc trc ché calcineurin,
i cyclophosphamide truyén tinh mach

= Ligu phap trc ché mign dich sém v tich cue

« Tilé tl vong cao ~25-40%

* Tac dung phy: nhiém khudn co hdi, suy than (do thudc trc ché calcineurin)

i« MMF (mycophenolate moftil): khi khéng thé st dung nhém trc ché calcineurin, hoic d&i
1 loai thudc trc ché mién dich

i« Thudc (e ché t& bao B:

: * Rituximab: tiéu diét t€ bao B

i * Ut ché JAK (tofacitinib, ruxolitinib, baricitinib): trc ché hoat héa té bac B

i+ Khang sinh du phong: trimethoprim-sulfamethoxazole phong ngira nhiém khuan co héi
i+ Truyén polymyxin B

i+ Thay huyét twong: digu tri thém vao, & cac trung hop khang tri)

i« Thudc chdng xo: Nintedanib

= Diéu tri loét da: sildenafil, bosentan

MUC DO CHUNG CU

* Liéu phap bd 3 (glucocorticoid liéu cao +cyclophosphamide+thudc rc
ché calcineurin): dang thyc hién thir nghiém Idm sang pha 4
(NCT05375435). Danh gia ti |& xuat hién RP-ILD va ti Ié t&r vong sau 6
thang.

* Mot s6 nghién ciru thue hién single-arm, nhdan mé, béao céo hang loat
ca v@i c& mau nho
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LIEU PHAP (YC CHE MIEN DICH SOM

Nhat Ban

1 =

|
PSL 0.8 | 75.0%
Cya E R

wvg 4 4 1 1] | ' %“‘-“ E 28.6%

il il el R $ 0 omEmmmammaw

0 2 4 ] 8 10 12 14 16 18 20 wks Lm rank test: p=0.038

1. Prednisoclone (PSL) 0
1mgikg/day 4weeks and gradually taper every -4 weeks.

2 Cyclosporine (CyA) 0 5 10 15 20 25th
Initial dose: 3-5mg/kgiday : z : X months
Tmmm(m1t1mu1mm-wgmpw1w; —— Patients who received intensive regimen of combined

e immunosuppressive therapy in early phase (n=14)

1—e"eury24m!a|m50wwg=¢ualym L . .
{Untl nadir of leukapenia reaches to 2000-2500/L or haf of the Aumbers) = = Patients who received conventional step up therapy
(Historicai control, n=14)

« U'c ché mién dich két hgp bd ba sém so véi nhém chirng:
* Cai thién séng con viém da co MDA5S
* Giam ferritin sau 14 ngay dung ICVY

Nakashima R, Mimori T. Nihon Rinsho Meneki Gakkai Kaishi, 2013;36(2):71-6.

Prednisolone + tacrolimus vs Prednisolone+cyclosporin A

Nhat Ban (2021)
58 bénh nhan chia vao 2 nhém:

* Prednisolon+tacrolimus (TAC) (N = 30)
= Prednisolon+cyclosporin (CsA) (N = 28)

Prednisolon+TAC ting ti & séng con khéng tién trién bénh > Prednisolon+CsA

Ti 1& s6ng thém toan bd 2 nhém tuwong duong. %FVC cai thién & ca 2 nhém

B.
A A
1004 —.
ﬁ 1004 - -
£5 ' E _
1 gl - i
: 601
40- — TAC 801
!E 4D Cap g £
- TAC 20 E 604
& 7
0 P S — 2 8 16 24 32 40 a8 ol ' g . ,
o 8 16 24 az 40 48 0 4 12 a4 5

Fujisawa T et al. Respirology. 2021 Apr;26(4):370-377
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Liéu phdp két hap da phuong phép tich cuc

« Nhat Ban (2023) Rhaasatic O
« Nhém A: MMF, rituximab, thay huyét DAL AT LE
twong hodc loc ndi doc té bang cot Aggressive multi-combination therapy for anti-MDAS
polymyxin B (N=9) antibody-positive dermatomyositis-rapidly progressive
Z interstitial lung disease
. thm B: COI’tICOSthOIdS, U'i: Che Kenichiro Hata. Takuya Kotanig Shogo Matsusa Youhel Fujikl Takayasu Suruka Takao Kiboshi
caIC",.'eu ri n’ IV CYCIOphOSphamid& {N= 14) Yumiko Wada, Hideyukl Shiba. Takeshi Shods, Maki Kagitani, Tohru Takeuch
Forst publshed (8 Decermber 2023 | hetps-iidolorg/18.1111/1756-185K. 14888 | Cil
e
1.0 o
4 Felimndl exrcuil A ; o |
¥ 0.8 i
] f Group B (n = 14) 64 3%
/ | i 1 L]
< bioud aconed PMX colizmn 0.6 i.
1
\ J 8.4 ""i Group A (n=9) 33 3%
\ vy ’
— P ‘ <
iduion of antinagutun O ://hhml pump " p=0.379
o 10 20 30 L] 50
polymyxin B-immobilized fiber column (PMX) (wvoske)

* Nghién clru lam sang don trung £ o . il
tam, nhan mao (Chinese Clinical $ e o |
Trial Registry number, ChiCTR- o)

1800016629) T SR

» 18 bénh nhan: glucocorticoid +
tofacitinib (15mg x2/ngay)

* 32 bénh nhan: &rc ché mién dich

FYC (%)

« Tofacitinib ting ti |& séng con 6
thang, giam ferritin, FVC, DLCO,
cdi thién hinh anh HRCT

Chen, Zhiwei, Xiaodong Wang, and Shuang Ye. "Tofacitinib in amyopathic dermatomyositis—
associated interstitial lung disease." New Engiand Journal of Medicine 381.3 (2019): 291-203
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Tofacitinib vs tacrolimus

Nghién cru hdi ciru (Trung Quéc):
2017 - 2020

BN c¢d ILD lién quan viém da co MDAS
26 bénh nhén: Corticosteroid +
tofacitinib, it nhat 6 thang

35 bénh nhéan: Corticosteroid +
tacrolimus, it nhat 7 thang.

Tofacitinib cho thay giam ti |é tlr vong
sau 1 nam

Tac dung phu (73.1%-74.3%) va ti |é
ngung s dung thudc twong duong & 2
nhém (23.1 — 14.3%) & 2 nhém
tofacitinib va tacrolimus

Fan, Li, et al. The Joumal of Rheumafology 49,12 (2022); 1356-1364.

>

+ - lacrofimus featment group
= (ofaciinib treatment group

L] 0 100 150 200
days from first HRCT presentation of ILD to death
B

* tacrolimus reatment graup

100 == tofanitinit reatment group

survival rate

0=+ T T T 1
L 100 200 a0 apn
days from first HRCT presentation of ILD to death

oy ran Tiome is sopressnecd in dave. HRCT
i 111 g s e MIVAY, mmelasuoms dis

wesated poms 8 1AL emlsman, UL sofacmnd

Bang 1. Déc diém bénh nhén diéu trj béng baricitinib va tofacitinib

z Iakinhibitor Baricitinib Tofacitinib
.
Béo cao héng Ioat ca Patients Casel Casel Cased Cased CaseS Caso & Case 7 Casef Case 9
2
(Nhat Ban) Gender Male Male miale Femate Female Female Fernale Female Male
Age, years 5 57 ” 62 n 55 n 45 66
. M Dhagnosis oM oM CADM CADM DM DM DM bm CADM
37ca ILD DM MDAS oK, UL 199 634 45 F1TY 220 54 891 m 37
. _taw s
st dung baricitinib 10,un 534 368 w 3w o 257 an an s70
CRP, mg/dl 0.94 218 4,54 0.50 LE7 0.16 1.00 0.30 0.29
™ 6 ca ILD_DM MDAS Ferritin,ng/ml. 808 3529 401 408 429 465 401 1746 1694
- dos KL=6,UjmL, 575 1320 280 1085 575 179 2 454 458
su dung tOfacrtlnlb Accompanied  None Norie RA CLE None None None None Nore
autoimmune
diseases
. _saa & ~
L] ndicati T k se Tre n Switch f D
Baricitinib cho thay uling o S R e e Sy e e
- I . h reatment®  thanILDY
co Q| IC Concomitant  GC,CMI,CY, GC,ONILCY, GCONILCY GC,CNICY, GCONLCY, GC,CNACY, GC,CNICY,PE GC,CNI,CY  GC,CNILCY,
treatment PE PE FE PE PE PE

Treatment Yes Yes Ves Yes Yes Ne Na (become worse) NS Ve

response (uinehanged )

Complications  CMV (= ) (= 1 Pulmionary  Bacteremia, Cytopenia  CMVreactivation, (211 cmv
gastritis, reactivation, reactivation embolism,  BR il cytopenia, angina, reactivation reactivation,
wenous intestinal VERCUS nephropathy preumathorax, liver injury
thrombosis  pneumatosis thrombosis preumormed astinum

Discontinuation  No Mo Yes No Yes Yes No Yies Yes

due to

complications

Dutcome Survived Surdved Deceased  Survived Survived Survived Deceased Survived Survived
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THUOC CHONG XO

* Nghién ctru hoi clru, real-world B \\

(Trung O_UE;C) it o b S b

T I i

¢ 151 bénh nhan ¢6 ILD lién quan
bénh viém co

» 36 BN: nintedanib + (rc ch& mién
dich

= 115 BN: thudc *c ché mién dich

Survial prosatiity [

- p=0.0716
__________________ Tumne o Evanl
1 . - .2 R . T a I Numbaer a1 risk
i * Nintedanib giam ti 1€ RP-iLD, cai 1 o ® " 3
i thién ti Ié sOng con 1 3 20 9 |
I I e Commanbndal MARCANGRE <=  WETRR Sl iy
I |

Liang J. 2021 Feb 3;8:626953. doi: 10.3389/fmed.2021.626953.

TOM TAT

* Viém da co MDAS cé |am sang dac trung:
. Kbéng c6 biéu hién bénh co trén 13m sang, hoic co tinh trang viém co khéng kém
yeu co
= Bénh phoi md k&, co thé cé bénh phdi mé ké tién trién nhanh (rapidly progressive
ILD, RP-ILD)
* T8n thuong da nghiém trong
* 3 thé Idm sang gilp xac dinh tién lwong
» Chan doan tu khang thé MDAS: immunoblot, ELISA.
* M& hinh dénh gid nguy co xuat hién RP-ILD, mo hinh danh gia tién luvong nng
» Piéu tri: lidu phap mién dich tich cuc, sém
* Liéu phap b6 3 (corticoid+IV cyclophosphamide+thudc (rc ché calcineurin) cho thay
nhiéu bang chirng hiéu qua.
. gécl_r]hém thudc mdi: rituximab, Jak inhibitors (tofacitinib, baricitinib,..), hién con it
i ligu
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