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Bullous systemic lupus erythematosus: A case report
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Tom tat

Bénh vien Trung wong Qudn doi 108

Lupus ban do hé thong thé bong nudc (Bullous systemic lupus erythematosus-

BSLE) la bénh Iy bong nuéc dudi thugng bi hiém gap, cé khang thé ty mién. Bénh c6
bi€u hién dac trung la bong nudc, mun nudc xuat hién cap tinh trén nén lupus ban dé
hé thong tur trudc, hiém khi la bi€u hién dau tién cla bénh. Ching tbi thdng bdo Iam
sang mét truong hgp bénh nhan ni véi cac tén thuong da khdi phat cap tinh va da
dang: Ban do, san phlu, mun nudc, bong nudc, kem theo s6t, dau mai co khép. Pac
di€m 1dm sang két hgp xét nghiém mé bénh hoc va mién dich huynh quang truc tiép
va cac khadng thé trong huyét thanh gilp chadn doan xac dinh bénh. Corticoid toan
than két hgp methotrexate gilp ki€m soat bénh tot.
Tir khéa: Lupus ban do hé théng thé bong nudc, corticoid, methotrexate.

Summary

Bullous systemic lupus erythematosus (BSLE) is a rare subcutaneous blistering
disease with autoimmune antibodies. The disease is characterized by vesicles and
blisters appear acutely on the background of systemic lupus erythematosus, rarely
the first manifestation of the disease. We clinically announce a case of female
patients with acute and multiform onset skin lesions: Erythema, edema, vesicles,
blisters, accompanied by fever, myalgia, arthraegia, fatigue. Clinical characteristics
combining histopathological testing and direct fluorescent immunity and antibodies in
the serum help diagnose the disease. Systemic Corticoids combine Methotrexate for
good disease control.
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1. bat van dé

Lupus ban dd hé théng thé bong nudc
(Bullous systemic lupus erythematosus-
BSLE) la bénh ly bong nudc dudi thugng bi
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hiém gap, cé khang thé tuy mién. BSLE la
mot thé cla bénh lupus ban dé hé thong
(SLE) va chi chiém khoadng 5% trong téng
s6 bénh nhan SLE [2]. Bénh thuong gap
trong dd tudi tir 20-40, trong d6 nit nhiéu
hon nam. Trong nhiéu nghién cGu, hau hét
bénh nhan phat hién BSLE da duogc chan
doan la SLE nhung trong mot sé trudng
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hop, dac biét la & tré em, BSLE la bi€u hién
dau tién cla SLE. Co ché bénh sinh trong
lupus ban dd thé bong nudc la la do tu
khdng thé chong lai NC1 va NC2
(noncollagenous type 1 va 2) cua collagen
type VIl la thanh phan quan trong két noi
lamina densa va trung bi; ngoai ra con tim
thay tu khang thé chéng lai laminin 322,
laminin 311, hoac khdng nguyén
pemphigoid bong nuéc type 1; vai tro cla
hdéa Uing dong bach cau da nhan trung tinh
cling dugc dé cap dén. Xét nghiém cho da
ngudi binh thuong ti€p xdc truc ti€p vai tu
khéng thé trong mau bénh nhan BSLE thay
cé hién tugng tach thugng-trung bi, xam
nhap bach cau da nhan trung tinh ching
minh dugc co ché nay.

2. Truong hop lam sang

Bénh nhan nlt, 64 tudi, cb tién su suy
giap trén 20 nam dang duy tri levothyrox.
Tu thdng 7/2021 bénh nhan xuat hién sot
cao ting dot, kém theo c6 n6i ban dd, san
phu hinh tron, da cung, c6 ché dang bia
ban, nglra, s6t. Bénh nhan vao diéu tri véi
chdn dodn hong ban nhan ly tdm, dung
corticoid, khadng histamine, tén thuong
gidm tét, con dat thdm mau. Sau khi tén
thuong giam thuong dé lai dat tham mau
dugc cho ra vién. Bénh nhan vé nha chi
dung Corticoid béi tai chd, khong dung
corticoid dudng toan than, tén thuong lai
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tdi phat vdéi tén thuong co ban la bong
nudc cé kich thudc 1-2cm, trén nén da do,
bong nudc hinh tron hodc bau duc, sap xép
hinh vong hoac van véo, phan bé rai rac
cht yéu phan than minh va 2 tay. Bong
nudc cang, bén trong chlra dich trong.
Ngoai ra con cé dat dd, san phu dang may
day hinh van veo va trén dé cé cac bong
nudc. Niém mac khéng cé tén thuong. Co
nang ngda rat rat nhiéu va modi dot khai
phat thuong di kém sot cao. Dau hiéu
Nicolsky (-). Bénh nhan c6 man cdm &nh
sang rd. B&nh nhan dugc tam soat cé thay
thi€u mau, lympho gidm, cé tén thuong
than (protein niéu, hong cau, bach cau
trong nudc ti€u). Bénh nhan duoc xét
nghiém ANA (+) va Ds-DNA (+) 2 lan; céac
khang thé tu mién dich c6 RNP (+), Sm
(+), Ku (+), RO-52 (nghi ng0) Mi-2a (+);
Mi-2B (+). Xét nghiém mo bénh hoc véi két
luan bénh da bong nudc dudi thuong bi.
Mién dich huynh quang truc ti€p két luan
khang thé 1gG va b6 thé C3 duong tinh
thanh dai ¢ mang day. Bénh nhan dugc
diéu tri medrol liéu 40mg/ngay sau gidm
dan liéu phéi hgp véi MTX liéu 5mg/tuan.
T6n thuong da sau 2 tuan cai thién vé tén
thuong ngoai da, triéu chdng ngda rat
giam, khong sét, toan trang 6n dinh. Bénh
nhéan tiép tuc diéu tri bang Medrol phdi hgp
MTX bénh 6n dinh tét.
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Hinh 1. M6t s6 hinh dnh cGa bénh nhan vao céc thoi diém khac nhau

Hinh 2. M6 bénh hoc da.
Bong nudc dudi thugng bi véi bach cau trung
tinh.

Hinh 3. Mién dich huynh quang truc ti€p
cho thay su 1ang dong 1gG va b6 thé C3 déng
nhat
tai vung mang day

3. Ban luan

Lupus ban dé hé théng thé bong nudc
(BSLE) la bénh ly bong nudc dudi thugng bi
hi€m gap. Bénh cé biéu hién la bong nudc
cang va/hoac mun nudc, xuat hién cap tinh
trén nén lupus ban dé hé théng cd trudc,
hiém khi la biéu hién dau tién cta bénh. Do
su hiém gap cta bénh nén cac di liéu dich
té hoc bi han ché& M6t nghién clu cla
Phdp cho két qud cé 3,4 ca/l triéu
dan/nam [3]. Su xuéat hién cla BSLE & tré
em va thanh thi€u nién bi SLE la khodng
1% [4].

Bénh thuong khdi phat cadp tinh, lan
réng, cé thé cé nglra, san phu, ban do, sau
dé c6 mun nudc, bong nudc cang trén nén
da thuong hoac nén da dod, vd dé€ lai vét
trot, lanh d€ lai vét tang hoac giam sac to
sau viém, phan b6 thudng & phan trén than
minh, canh tay, cé thé cé trong niém mac.
Dot blung phat cla bénh cé thé lién quan
dén phoi nhiém &nh sdng mat troi. Bénh
nhan nay khdi phat bénh BSLE khéng trén
nén bénh lupus cé trudc nén ngay tu dau
chua dugc chan dodn dang bénh. Bénh
khéi va bung phéat cé lién quan vdéi phoi
nhiém anh sdng mat troi. Tén thuong ldc
dau la cac san phu lan réng ra ngoai vi,
khoi dé€ lai dat thdm mau. Nhiing lan sau
xuat hién mun nudc, bong nudc cang trén
nén da lanh hoac viém doé, kem theo ngla
rat. Bénh nhén da duoc chadn dodn nham
véi hong ban nhan ly tam, hong ban da
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dang, Pemphigoid bong nudc. Diéu lam
ching tbéi phai tam soat ky & bénh nhéan
nay la cac dgt bung phat ludon di kem véi
sot cao, dau khdp, va cac bat thuong vé
xét nghiém mau ngoai vi va ton thuong
than. Chdng t6i da lam thém cac xét
nghiém mién dich tim cdc khang thé luu
hanh trong huyét thanh, mé bénh hoc,
mién dich huynh quang. Két qua Idam sang
va can lam sang giap khang dinh chan
doan lupus ban dé hé théng dang bong
nudc.

Tiéu chudn chdn dodn BSLE [1]

4/11 tiéu chudn ACR 1997 cula lupus ban
dé hé thong.

Lam sang: Mun nudc, bong nudc cap
tinh trén nén da thudng hoac trén nén da
do.

M6 bénh hoc: Bong nudc dudi thugng bi
véi sy tham nhiém bach cau da nhan trung
tinh.

MDHQ lang dong dang hat hoac dang
dai IgG cé thé co IgA,IgM, C3 & vung mang
day.

Khang thé khang lai collagen tip VI
chadn ddoasns trén MDHQ gian ti€p tach
muoi hoac ELISA, hoac immunoblotting.

Bénh nhan dugc chan doan BSLE type |
khi cé du 5 tiéu chuén, BSLE type Il hoac Il
khi chi c6 4 tiéu chuan tur 1 dén 4.

Trén bénh nhan nay c6 du 4 tiéu chuan
tr 1 dén 4, con xét nghiém khang thé
khang collagen chung t6i khdéng lam dugc.

Bénh nhan can lam chén doan phan biét
véi ly thugng bi bong nuéc mac phai, viém
da dang Herpes, IgA bong nuéc thanh dai,
Pemphigoid bong nudc.

Cac phac do diéu tri hién tai cho BSLE
dua trén co ché bénh sinh cta bénh, bdo
cdo ca bénh va loat truong hgp. Dapsone
dugc s dung lam liéu phap dau tay [5, 6,
7] cung vaéi glucocorticoids va thuéc Gc ché
mién dich. Céc lya chon diéu tri khac bao
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mofetil [8],
rituximab [10],
immunoglobulin

gom mycophenolate
methotrexate [9],
hydroxychloroquine va
tiém tinh mach [11].

Trén bénh nhan nay chidng téi si dung
corticoid toan than két hgp methotrexate
vi ngoai tén thuong da bénh nhan con cé
ton thuong da co quan nhu than, khdp.
Bénh nhan sau diéu tri cho hiéu qua kiém
soat bénh t6t, bénh nhan khéng soét, tén
thuong da sach.

4. Két ludn

BSLE la moét thé hiém gap cua SLE.
Bénh khéng dé dé chan doan khi khéi phat
khong phai trén nén SLE. Trong thuc hanh
lam 1&m sang can nghi dén BSLE dé chan
dodn phan biét véi cdc bénh da bong nudc
thuong gap khac. Chan doan BSLE dua vao
lam sang va can lam sang. Corticoid toan
than két hgp methotrexate td ra cé hiéu
qua trong diéu tri BSLE.
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