TAP CHi NGHIEN CPU Y HOC
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Viém da co khong tén thuong co (amyopathic dermatomyositis - ADM) la mét thé hiém gdp cia

viém da co, dac trung bdi tén thuong da dién hinh nhung khéng cé biéu hién co, c6 thé lién quan dén

bénh phéi ké (interstitial lung disease - ILD) tién trién nhanh va nguy co t vong cao. ADM thuong

lién quan dén khang thé khédng MDA-5. Chan doén bénh g&p khé khdn do biéu hién da khéng dac hiéu,

dé nhdm véi bénh ly khac. Ching téi bdo cdo mdt trirong hop bénh nhan niv 51 tudi mac ADM cé khang

thé khéang MDA-5 duong tinh, ¢é ILD dap tng tét véi diéu tri corticoid liéu tan céng va cyclophosphamid

truyén tinh mach, duy tri bdng mycophenolate mofetil, céi thién ré triéu chirng I4m sang va tén thuong phéi.

T khoa: Khang thé khang MDA-5, viém da co khéng tén thwong co’ (ADM), viém phéi ké.

I. DAT VAN DE

Amyopathic dermatomyositis (ADM) la
mot bénh mo lién két hiém gap, dac trung
b&i tbn thwong da giébng viém da co kinh dién
(dermatomyositis - DM), nhwng khéng c6 yéu
co, dau co, hay tang men co. Dac biét, cé nguy
co dang ké vé viéc phat trién bénh phdi ké hay
ung thw & nhirng bénh nhan ADM nay. DM lién
quan dén gen biét héa khang nguyén 5 (anti-
MDA5- melanoma differentiation antigen 5) la
mot phan nhém cla viém co khoéng do bénh
ly, lién quan dén cac biéu hién trén da déc dao
va bénh phéi ké tién trién nhanh hodc cé ty lé
tlr vong cao hon cac thé khac. Do khéng co
tbn thwong co rd rét va biéu hién da khéng
dac hiéu nén ADM dé bj chan doan mudn hodc
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chan doan nham v&i cac bénh da khac. Chung
t6i bao cao mét trwong hop bénh nhan nir 51
tudi mac ADM, co tdn thwong phdi ké& dang t6
chirc hod trén cat I&p vi tinh ngwe dé phan giai
cao va dwong tinh véi khang thé khang MDA-5.

I. GIGI THIEU CA BENH

Bénh nhan ni 51 tudi, dén kham tai Trung
tam Di &ng - Mién dich |am sang, Bénh vién
Bach Mai vi ban dd trén da tr thang 5/2023.
Bénh nhan tirng xuat hién ban dé dang san, kém
bong vay tai cac vi tri mat dubi khop ban ngon
tay va khuyu tay hai bén. Dén thang 1/2023,
dwoc chan doan theo dai vay nén dua trén két
qué sinh thiét da viing ngén tay cho hinh anh
viém quéa san dang vay nén va duwoc diéu tri
tai Bénh vién Da liéu Trung wong nhwng khong
cai thién, goi y khd ndng chan doan ban dau
chwa pht hop. Bénh phéi ké dwoc chan doan
tlr thang 4/2023 tai B&nh vién Phéi Trung wong,
chwa diéu tri dac hiéu. B&nh nhan lam ndi tro,
khong str dung thuéc 14, khong hat thubce 1a thu
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dong, khéng st dung thube gi khac.

Mét thang nay, bénh nhan xuét hién d6 da,
bong vay da tdng kém ngtra nhiéu, ho nhiéu vé
sang va chiéu téi, it dom tréng trong, khé thé
khi géng strc. Kham ltc nhap vién ghi nhan: dé
da vung mét (hinh 1A), d4u hiéu ch V ving cb
(hinh 1B), d4u hiéu quang khan (Shawn sign)
(hinh 1E), ban dat san c6 bong vay trang, kho
vung khuyu hai bén (hinh 1C-D), t6n thuwong
mat mu cac khép ban ngdn tay hai bén kém
san Gottron khong dién hinh (hinh 1F). Khéng

c6 tén thwong & da dau va & méng tay, moéng
chan. Khéng c6 déu hiéu yéu co, dau co, khd
nudt hay rdi loan tiéu hoa. Kham thay hé tim
mach binh thwéng, nghe phdi c6 ran n rai rac
it hai day phdi, khéng giam théng khi.

Vi ndm soi twoi ton thwong da am tinh,
khéng thay ki sinh tring ghé trén soi twoi. Sinh
thiét da vung khuyu tay thay thuwong bi teo, héc
hoa hang t& bao day, thoai hoa mang day, xam
nhap nhiéu té bao viém quanh mach & trung bi
néng - phu hop tén thuwong da trong viém da co.

Hinh 1. Tén thwong da cta bénh nhan ltc vao vién

Bang 1. Cac xét nghiém can lam sang

Tén xét nghiém  Kétqua Tén xét nghiém Két qua
(gia tri binh thwérng)

WBC (G/L) 6,49 (4 - 10) Anti-ANA IIF Am tinh
NEUT (%) 59,3 (45 - 75) Anti-ANA elisa Am tinh
LYMP (%) 31 (25 -45) Anti-dsDNA Am tinh
Hb (g/L) 146 (120 - 160) Anti-Sm Am tinh
PLT (G/L) 317 (150 - 400) Anti-RNP Am tinh
Mau lang (mm/h) - Anti-Jo-1 Am tinh
PT %/INR 93/1,06 (0,85 - 1,2)  Anti-Cardiolipin IgG/IgM Am tinh
aPTT(bénh/ching) 1,36 Anti-Beta2glycoprotein 19G/IgM Am tinh
Fibrinogen 3,37 (2-4) Khang déng lupus (LA) Am tinh
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Két qua

Tén xét nghiém (gi4 tr binh thurong) Tén xét nghiém Két qua
D-Dimer 0,307 (< 0,48) Anti-Scl70 Am tinh
AST (U/L) 23 (< 35) Anti-Centromere Am tinh
ALT (U/L) 24 (< 35) Anti-MDA5 Duwong tinh 3+
GGT (U/L) 42 (5-61) Anti-SSA Am tinh
ALP (U/L) 60 (< 120) Anti-SSB Am tinh
CK (U/L) 48 (< 145) pANCA Am tinh
Creatinin (umol/l) 69 (58 - 96) cANCA Am tinh
Ure (mmol/L) 46(2,8-7,2) Anti-Ro52 Am tinh
CRPhs (mg/L) 2,9 (<5) Anti-Mi20/B Am tinh
Ferritin (ng/mL) 303,6 (11 -306,8) Anti-TYF1g Am tinh
C3 (g/L) 1,444 (0,9 - 1,8) Anti-Ku Am tinh
C4 (g/L) 0,486 (0,1 -0,4) Anti-HMGCR Am tinh
FT4 (pmol/L) 14,2 (12 - 22) RF (IU) Am tinh
TSH (uUmol/L) 3,45 (0,27 - 4,2) Anti-CCP Am tinh
HIV, HbsAg, HCVAD,

CMV IgM, EBV IgM, Am tinh Quantiferon Am tinh
PCRTB

AFB dom (3 méau) Am tinh Vi khuan, vi nAm dom Am tinh
Protein niéu Am tinh

o

Hinh 2. Hinh anh chup céat I&p vi tinh phéi ciia bénh nhan lic nhap vién
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Do chirc ndng hd hap cho thay réi loan
théng khi han ché ndng (SVC 1,55L, FVC
1,47L, FVC% 45%, FEV1/FVC 0,86). Kha nang
khuéch tan carbone monoxide (DLCO) giam.
Chup cét I&p vi tinh phdi dd phan giai cao phat
hién ton thwong déng dac va kinh mo rai rac
hai phéi, tap trung quanh cac nhanh phé quan
- mach mau va mang phdi, goi y hinh anh viém
phdi t& chirc hoa (organizing pneumonia - OP)
(hinh 2).

Noi soi phé quan khong phat hién bat thwong,
xét nghiém AFB, phan &ng chubi polymerase
phat hién vi khudn lao (Mycobacterium
tuberculosis), nudi cy vi khuan va vi ndm ciing
nhw soi twoi dich phé quan cho két qua am tinh.
Noi soi tai miii hong, thyc quan da day, dai tric
trang, siéu am tuyén giap, tuyén va, 6 bung, t&r
cung phan phu cho két qua binh thwong. Ghi
dién co béng dién cuwc kim khong tim thay bang
chirng tén thwong bénh 1y co.

Khong cé béng chirng nao dwoc xac dinh
c6 thé goi y tinh trang nhiém tring hodc bénh ly
ac tinh, theo tiéu chuan chan doan viém co tw
mién ctia EURLAR/ACR 2017, chan doan Viém
da co khong tén thwong co - viém phéi ké td

chtrc hod - khang thé khang MDA5 dwong tinh
dwoc dat ra." Bénh nhan dwoc diéu tri bolus
methylprednisolon 500 mg/ngay x 3 ngay, sau
doé la cyclophosphamid 500mg méi 2 tuan, téng
cdng 6 1an, két hop prednisolon duy tri lidu 10
- 20 mg/ngay. Sau 3 thang (giai doan diéu tri
tdn cong) bénh nhan gidm khé thé, con ho nhe
budi sang. Hinh &nh cat 1&p vi tinh phdi cho
thay tén thwong phéi dang OP én dinh so v&i
phim trwéde, khdng ¢ tén thwong méi; cac chi
sb xét nghiém trong gi6¢i han binh thwong. Giai
doan duy tri bang mycophenolate mofetil 1 g/
ngay va prednisolon 5 mg/ngay, ddng thoi véi
ACC (acetylcystein) 600 mg/ngay.

Sau 21 thang diéu tri, bénh nhan hét ban
da, khéng ho, khoé thé hay dau co, dau khép.
Xét nghiém huyét thanh hoc khéng phat hién
béat thwéorng, men co (CK) khong tang. Do chire
ndng hoé hap (thang 12/2024) cho thay réi loan
théng khi han ché mirc d6 nhe v&i FVC 62%.
Hinh anh cét I&p vi tinh phdi dd phan giai cao
on dinh, khong ghi nhan tién trién tén thuwong
thém so v&i thang 5/2023 (hinh 3).

Hinh anh mé bénh hoc va dap &ng I1dm sang
tét gitp loai trir chan doan vay nén truéc dé.

Hinh 3. Hinh anh chup cét I&p vi tinh phéi ctia bénh nhan sau 21 thang diéu tri

TCNCYH 193 (8) - 2025

87



TAP CHi NGHIEN CPU Y HOC

IV. BAN LUAN

Viém da co khéng tén thwong co (ADM) la
mot thé hiém gép thudc nhém bénh co viem tw
mién, dac trwng bdi ton thwong da dién hinh
ctia viém da co nhung khdng cé biéu hién viém
co lam sang, can 1dam sang hoac moé bénh hoc
kéo dai tir 6 thang tr& Ién. ADM chiém khoang
20% trworng hop viém da co va c6 thé lién quan
dén cac biéu hién khac ngoai da nhw viém phdi
ké (ILD), viém kh&p hoac bénh ly mach mau
da.? Trwong hop dwoc bao cdo la mét bénh
nhan ni 51 tudi, tdn thwong da khéng déc hiéu
ban dau dwoc chan doan 1a vay nén, dan dén
tri hodn chan doan chinh xac va diéu tri dac
hiéu. Mé bénh hoc cho thdy hinh &nh viém qua
san dang vay nén khong c6 nghia la bénh vay
nén ma con gap trong nhiéu bénh da khac, bao
gdm ca céac thé khéng dién hinh cla viém da
co. Thuc t&, & bénh nhan viém da co khéng
tbn thwong co, tén thwong da giai doan sém
c6 thé khong ré rét hodc dé nhdm véi bénh ly
da théng thwéng nhw vay nén, dan dén chan
doan mudn néu khong két hop danh gia nguy
co bénh co viém, dac biét khi cé tén thuong
phdi ké tién trién.

MDAS5 (melanoma differentiation-associated
gene 5) la mot thu thé nhan dién RNA virus
thudc ho RIG-I, ban dau duwgc mo ta trong té
bao u h&c t6. Tang hoat tinh ho&c biéu hién qua
mirc MDA5 c6 thé dan dén mat dung nap mién
dich va hinh thanh khang thé khang MDA5, gép
phan vao céac bénh viém man tinh va trang thai
interferon type | tdng cao.® Khang thé khang
MDAS5 co6 thé vira lam bat hoat MDAS5, dan dén
suy gidm dap wng khang virus va gay viém da
hé théng, vira c6 thé duy tri MDAS5 & trang thai
hoat hoa kéo dai, tao ra tin hiéu viém man va
con bao cytokine - d&c biét anh hudng dén noi
moé mach mau va mé phdi.# Ngoai ra, cac co
ché khac nhu hinh thanh phirc hop mién dich,
doc tinh phu thudc khang thé, hodc xam nhap

té bao cling cé thé gép phan vao tén thuwong
mo. Cac phan I&p khang thé khang MDAS5 c6
lién quan dén mirc dd ndng cla bénh: IgG1 va
IgG3 lién quan ddc lap véi ILD tién trién nhanh
va t& vong, trong khi IgA 1a phd bién nhat va
IgM it gap hon.5

M6t phan tich hdi ctru ctia nhém AENEAS
(anti - MDAS5 Eropean Network Aimed at
ununravelling heterogeneity and
outcomeS) cho thay trong sé cac bénh nhan
dwong tinh v&i khang thé khang MDA5, 89%
dwoc chdn doan mac cac thé viém co (trong
dé viem da co chiém 43%, ADM 31%, viém da
co 5% va viém co chéng lap 11%), trong khi
10% con lai dap ng tiéu chuan viém phdi ké
c6 d&c diém tw mién (interstitial pneumonia with
autoimmune features - IPAF).6 ILD 1a biéu hién
chinh (72%), kém theo tén thuwong da (74%),
khép (51%) va co (56%). Ty I& ILD tién trién
nhanh trong nhédm nay 1a 21,5%, th4p hon tai
Nhat Ban nhwng phu hop véi cac bao céo tw
chau Au.” Cac khuyén cdo hién nay wu tién
phac dd (rc ché mién dich phdi hop ngay tir
dau, thay vi lieu phap tirng buéc. Liéu phap
ba thuéc bao gdm glucocorticoid liéu cao,
chat e ché calcineurin (nhw tacrolimus) va
cyclophosphamid dwoc khuyén nghi trong cac
trudng hop ndng hodc cé nguy co ILD tién
trién nhanh.® Trong nghién ciru ctia Matsushita
va cong suw, két hop prednisonlon (1 mg/kg),
tacrolimus (dat néng d6 day 5 - 10 ng/mL) va
cyclophosphamid tiém tinh mach trong trung
binh 6,8 thang giup kiém soat hoan toan ILD
tién trién nhanh & 12/12 trwéng hop.®

Glucocorticoid thwong dwoce st dung voi
lidu bolus methylprednisolon 500 - 1000mg
trong 3 ngay, hoac prednisonlon 0,75 - 1 mg/
kg/ngay trong 4 tuan, sau dé gidm dan méi 2 - 4
tuan. Cyclophosphamid truyén tinh mach liéu
300 - 1000 mg/m2 méi 2 - 4 tuan, tbng cong tir 1
- 6 1an, |a thanh phan quan trong trong phac dd

clinical
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ba thubc ban dau ddi vai ILD tién trién nhanh
lién quan khang thé khang MDAS5.

Nghién clru trén 29 bénh nhan Nhat Ban mac
ILD tién trién nhanh lién quan khang thé khang
MDAS5, liéu phap phéi hop gdm corticosteroid,
tacrolimus va cyclophosphamid (truyén tinh
mach) dwoc st dung ngay tir dau da mang lai
ty 1& sbng sau 6 thang cao hon dang ké so voi
nhém diéu tri (e ché mién dich tirng buéc (89%
s0 v&i 33%, p < 0,0001). Ty & nhiém trung nang
khong khac biét gitba hai nhom, tuy nhién, ty 1é
tai hoat déng cytomegalovirus (CMV) cao hon
& nhém diéu tri phdi hop ban dau (85% so v&i
35%).1°

Trong ca bénh nay, bénh nhan dugc diéu
tri tAn cdng sém bang methylprednisolon bolus
va cyclophosphamid, sau d6 duy tri bang
prednisolon liéu thdp, mycophenolat mofetil va
acetylcystein. Khéng ghi nhan tac dung phu
dang ké trong subt qua trinh diéu tri. Tai thoi
diém theo déi sau 21 thang, bénh nhan hét triéu
ching hd hép va da, ILD 6n dinh trén hinh anh
hoc va chirc nang hd hap cai thién.

Hwéng diéu tri tiép theo 1a duy tri phac dd
nay trong 3 - 5 ndm theo khuyén céo hién tai
clla EULAR/ACR, nham ngan nglra tai phat
ILD. Cho dén nay, theo tim kiém cla chuing t6i,
chwa c6 ca bénh CADM twong tw cé khang thé
khang MDA5 dwgc bao cao tai Viét Nam, cang
nh&n manh tinh déc d4o va gia tri clia bao cao
nay. Viéc nhan dién som cac dau hiéu da dac
trwng nhw ban Gottron, ban hinh chi V, dau
hiéu khan choang & bénh nhan khéng cé yéu
co 14 chia khéa dé chan doan kip thoi va didu
tri hiéu qua ADM cé nguy co tlr vong cao nay.

V. KET LUAN

Viém da co c6 khang thé khang MDA5 la
thé bénh v&i biéu hién da khéng déc hiéu, dé
nham 14n v&i cac bénh Iy da khac, dan dén
chan doan muén va bd sét tén thwong phdi
ké tién trién nhanh — bién chirng nghiém trong

TAP CHi NGHIEN CU’U Y HOC

anh huéng tryc tiép dén tién lwong. Do dd, can
canh gidc véi cac dau hiéu da nghi ng®& nhw
ban heliotrope, san Gottron, dau hiéu chir V,
dau hiéu khan choang, loét dau chi hodc san
long ban tay, dac biét & bénh nhan khoéng co
yéu co nhung c6 tén thuong phdi chua rd
nguyén nhan. Viéc tdm soat khang thé khang
MDAS5 va khéi tri sém bang liéu phap phéi hop
corticoid liéu cao va thubc trc ché mién dich la
can thiét nham cai thién tién lwong séng cho
nguwoi bénh.
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Summary

AMYOPATHIC DERMATOMYOSITIS WITH ANTI-MDAS5 ANTIBODY
AND INTERSTITIAL LUNG DISEASE: A CASE REPORT

Anti-MDA5 dermatomyositis is a clinically heterogeneous entity, often presenting with non-
specific cutaneous manifestations that can be easily mistaken for other dermatological conditions.
Such diagnostic challenges frequently delay recognition and management, leading to missed
opportunities for early intervention, particularly in cases complicated by rapidly progressive
interstitial lung disease (RP-ILD) - a life-threatening complication. Clinicians should focus at
patients with suggestive skin findings such as heliotrope rash, Gottron’s papules, V-sign, shawl
sign, digital ulcers, or palmar papules, especially in those without overt muscle weakness but
with unexplained interstitial lung abnormalities. Early screening for anti-MDA5 antibodies and
prompt initiation of aggressive immunosuppressive therapy, including high-dose corticosteroids
and additional immunosuppressants, are essential to improve clinical outcomes and survival.

Keywords: Amyopathic dermatomyositis (ADM), anti-MDAS5 antibody, interstitial lung disease
(ILD).
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