Vietnam National
\’ Children's Hospital™
Journal of Pediatric Research and Practice, Vol. 6, No. 2 (2022) 84-91

Case Report
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Abstract

Systemic lupus erythematosus (SLE) is an autoimmune disease with multiple organ
dysfunctions. In rare cases, SLE has a rapid progression, massively attacking organs,
causing multiple organ failures leading to death. Routine regimens such as infusion of
methylprednisolone and cyclophosphamide are sometimes inadequate to reduce disease
activity and progression, so therapeutic plasma exchange is now an indicated method in these
cases of severe SLE and initially shows positive results. We report two cases of pediatric
SLE with multiple organ damage (neurological, hematologic, renal, cardiovascular, liver,
and pancreatic) to provide more clinical experience for pediatricians in indicating therapeutic
plasma exchange in pediatric SLE.
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Tom tit

Lupus ban do6 hé théng 1a mot bénh ly c¢6 ban chat ty mién, ton thuong da co quan. Trong
mot sd trudng hop, bénh Lupus c6 dién bién nhanh chong, tin cong 0 at cac co quan, gay
suy da phu tang dan dén tir vong. Viéc diéu tri theo cac phac dd thuong quy nhu truyén
methylprednisolone va cyclophosphamide d6i khi khong kip dé 1am giam d6 hoat dong ciing
nhu dién tién ctia bénh, vi vay liéu phap thay huyét twong hién 1a mét phwong phép dugc chi
dinh trong cac trudng hop Lupus ban do6 ning va budce dau cho thiy nhiing két qua kha quan.
Chung ti béo céo hai trudng hop Lupus ban do tré em ton thuong da co quan (than kinh,
huyét hoc, than, tim mach, gan, tuy) nham cung cép thém kinh nghiém lam sang cho cac bac
sT Nhi khoa trong chi dinh thay huyét trong ¢ bénh nhi Lupus ban d6 hé théng.

Tir khéa: thay huyét twong, Lupus ban do, tré em

I. Pit van dé

Bénh Lupus ban do hé théng (SLE) la mot
bénh viém h¢ thdng, ddc trung boi biéu hién
1am sang da dang va su hién dién trong huyét
thanh ctia nhiéu loai ty khang thé phan tmg
v6i cac thanh phan té bao khac nhau. O tré
em, ti 16 mac SLE hang nam 1a 1/100.000 tr¢,
chiém 15-20% tong s6 mic SLE ndi chung
[1]. So v61 nguoi 16n, SLE tré em thuong
nghiém trong hon, dédc biét lién quan dén than
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va than kinh, ddy 13 hai dang ton thuong co
ty 18 tir vong cao néu khéng dugc chan doan
dung va diéu tri kip thoi. Bénh c6 lién quan
dén nhiéu co quan nhu da, khép, phéi, tim,
than, hé than kinh, mat, co quan sinh duc.
Dién bién lam sang cua bénh duogc dac trung
boi cac dot hoat dong, dién tién man tinh va
cac giai doan lui bénh. Dac biét, trong cac dot
hoat dong & nhém bénh nhan SLE dugc chan
dodn mudn lan dau, bénh thuong dién tién
nhanh chéng, tin cong 6 at cic co quan, gay
suy da phil tang dan téi tir vong. Viée diéu
tri theo cac phac d6 thuong quy nhu truyén
methylprednisolone va cyclophosphamide
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d6i khi khong kip dé lam giam d¢ hoat dong
cling nhu dién tién ctia bénh, vi vay liéu phap
thay huyét twong hién 13 mot phuong phap
duogc chi dinh trong cac truong hop SLE va
budc dau cho thay nhitng két qua kha quan.
Thay huyét twong (TPE) 1a mot phuong
phap diung may loc mau nham thay thé mot
phan huyét twvong va cac chit trong huyét
tuong nhu céc ty khang thé, phirc hop mién
dich, céac chat gén vao protein, cac ndi doc
t5... va dugc thay thé lai bang huyét twong
méi hodc albumin 5%. TPE duoc xem la chi
dinh dau tay trong nhiéu bénh ty mién nhu
ban xuét huyét giam tiéu cau huyét khéi
(TTP), hoi chimg Goodspasture, hdi chung
Guillance Barré. Chi dinh TPE trong SLE
cho thdy c6 hiéu qua trong giam cac khang
thé khang nhan, binh thudng héa nong do bd
thé va giam khang thé khang phospholipid.
Huéng dan cua Hiép hoi Thay huyét twong

II. Trinh bay ca bénh

Hoa Ky (AFSA) di xem xét thay huyét tuong
trong céc truong hop viém than Lupus nang
[2]. Hién nay, liéu phép wrc ché mién dich da
cdi thién ro rét ti 1€ tir vong ctia bénh SLE, tuy
nhién ti 1& tir vong ctia bénh nay van cao hon
50 VGi ti 18 tir vong cuia quan thé chung. Ngoai
ra, cac truong hop SLE nﬁng ton thuong da
co quan 1a khong phd bién, vi vay cac bang
chung vé vai tro cia TPE trong SLE con yéu,
va cac nghién ctru ngiu nhién c¢6 ddi chimg
chwa khang dinh duoc vai tro cua TPE trong
cai thién tién lugng bénh than va ti 1€ tir vong.
Bén canh do6, vai tro cua TPE trong cac bao
cdo ca SLE ning van khéng dinh duoc hiéu
qua uvu thé cua no [3-5].

Trong bao céo nay, chung t6i tom tat hai
truong hop SLE ton thu(mg da co quan nang
va cai thién nho TPE nham cung cap thém
cac dir lidu 1am sang cho cac dong nghiép
trong chi dinh TPE & bénh nhan SLE.

Chung t6i bao cao hai truong hgp SLE ton thuong da co quan duoc chan doan 1an dau:

Pic diém Truwong hep 1

Truong hop 2

Tuoi, gidi 8 tudi, nam

Li do vao vién

Thiéu mau, xuat huyét trén da

15 tudi, nix

Ban da, loét miii miéng, sot

Khoi bénh - vao vién 1 tudn 1 thang

Chan doan vao vién Hoi ching huyét tan ting ure mau Lupus ban d6 hé thong
Ban da Khong Co

Loét miii/ miéng Khong Co

Rung téc Khong Khong

Viém khép Khong Co

o s i o0 O
dich mang phdi/tran Tran dich mang ngoai tim lugng it EF 21%

dich mang ngoai tim)  EF 60%

ECG c¢6 song T ddo nguoc
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Pic diém Truwong hop 1 Truong hop 2
Déi mau dai thé q
Protein niéu 3-10g/1 bai mau dai thé
Albumin méau 30g/1 Protein 2,38¢g/1
THA murc do 2 Albumin mau 28,2¢g/1
Ton thuong than Creatinin mau # 400-500 umol/l, Khong tang huyet ap
chay than nhan tao Creatinin mau 74pmol/l

Két qua sinh thiét than: Lupus
nhoém IV kém bénh 1y huyét khdi Chua sinh thiét than
vi mach TMA
Khong co giat, khong loan
Loan than, co giat. Co hinh anh than. MRI ndo: ton thuong
Tén thuong than kinh  ton thuong trén CT, MRI ndo: nio dbi xtng & nhin xam
viém nao lan toa 2 bén trung wong hai bén va cau nio-
cubng dai ndo.

Tan huyét (Hb giam, huyét d6 c6
méanh v& hong cau, test Coomb
gian tiép duong tinh). Tiéu cau
giam

Bach cau 2,2 K/ul, Hb giam:
87¢g/1, Tiéu cau: 87K/ul, Test
Coomb TT, GT am tinh

Ton thuong huyét hoc

Lupus anticoagulant duong tinh. Lupus anticoagulant am tinh.
Huyét khéi/ thuyén tic Antiphospholipid am tinh. Hoat Antiphospholipid am tinh.
vi mach tinh ADAMST13 binh thuong. D- Hoat tinh ADAMSTI13 30,4%

dimer: 1915 ng/ml (<40%). D-dimer 3571 ng/ml

C3 giam/ C4 giam. Anti Sm am C3 giam/ C4 giam
tinh

Am tinh 2 lan bang ky thuat
ELISA. Duong tinh nhe & xét
nghiém mién dich huynh quang &
té bao Hep-2 (1/80).

Tén thuong mién dich

ANA, anti dsDNA Duong tinh

Bilirubin toan phan 139 umol/l

S A
Uy gan cap AST 1413 U/L
ALT 239 U/L
Viém tuy cap Amylase 1034 U/l

Lipase 2771 U/l
Ca hai bénh nhan déu dugc chan doan SLE t6n thuong da co quan va co chi dinh TPE dya
vao phac dd diéu tri Lupus ban d6 hé thong c6 biéu hién thuyén tic vi mach trong huéng dan
diéu tri cac bénh thuong gip o tré em ctiia BO Y té [6]. V& diéu tri:
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Truong hop 1:
Tién Truwée Ngay N61  N62 No64 N67 N69 N74 N180
trinh TPE 60
Piéu  Pred Img/ MP 1g/1,73m> MP 1mg/kg
tri kg Endoxan
TPE1- TPE
5 6-10
Huyét Hb 6,3 g/l Hb 6,7 Hb 6,2 g/l Hb7,3 Hb122
hoc TC 50 K/ ul g/l TC 92 K/ ul g/dl g/dl
TC 108 TCI98K/ TC 173
K/ ul ul K/ul
Than  Cogiat, Co giat, con loan than Khong co giat, Hét co giat, hét
kinh loan than loan than nhe loan than
Than  Suy than, chay than nhan tao tuan 3 lan,creatinin mau 400-  Creatinin mau
500pumol/ khong cai thién
Tim  Nhip tim 1301/p Nhip tim bénh nhan 6n dinh dan  Nhip tim 981/p
Pro BNP 35000 ProBNP 12275
EF 55% EF 60%

Nhan théy dap tng kém voi diéu tri ndi khoa ban dau, bénh nang dan 1én, tén thuong than
kinh va sau khi sinh thiét than c6 bé“mg chung huyét khdi vi mach, bénh nhan dugc lam TPE.
Sau TPE céc ton thuong huyét hoc, tim mach, than kinh phuc hdi nhanh chéng. Bénh nhan
nam vién dai ngay vi qua trinh 1am ndi thong dong tinh mach bi huyét khéi va tit nhiéu lan,
nhiém trung nhiéu dot. Két cuc: bénh nhan dugc ra vién, suy than man can chay than nhan tao,
cac co khac (huyét hoc, tim mach, than kinh) 6n dinh.

Truong hop 2:
Tién Truwée N1-N6 N7 N8-10 N11-N20
trinh TPE
DPiéutri Predlmg/ MP lidu 1g/1,73m? 6 liéu MP liéu Img/kg
kg Endoxan
TPE1 TPE2 TPE3 TPE 4-5
TPE mbi 2-3 ngay/ 1 lan két hop CRRT giita cac ngay
TPE
Than Tré tinh, khong co giat Tré kém tinh do dung Tré tinh téo
kinh an than
Huyét BC 2,2 K/ul BC 5,2 K/ul BC 7,2 K/ul
hoc Hb 6,7 g/dl Hb 10,5 g/dl Hb 62 g/dl
TC 35 K/ul TC 51 K/ul TC 37 K/ul
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Tién Trudc N1-N6 N7 N8-10 N11-N20
trinh TPE
Tim Bro BNP 35000 Bro BNP 16356 Mach 1o,
mach EF 21% EF 41% 981/p
Nhip tim 1401/p Nhip tim 140l/p EF 55%
HA 70-80/40 mmHg HA: 80-90/50  HA 90/50
mmHg mmHg
Than Creatinin mau 74umol/l Creatinin 89umol/l. Vo6 ni¢u
Gan AST 1413U/L AST 118U/1 AST 67 U/l
ALT 239 U/L ALT 44 U/l ALT 29U/
Tuy Amylase 1034 U/l Amylase 327 U/l
Lipase 2771 U/l Lipase 227 U/1

Bénh nhén nit nay khoi phat bénh kha dién hinh v6i ddy du cac triéu ching cua SLE, ngay
trong giai doan ngin ban dau, bénh nhan c6 du hiéu ton thuong da co quan ning 1a tim, than
kinh, gan, tuy, huyét hoc, than, dac biét bénh nhan suy tim véi EF 21%. Chung t61 da xtr tri
tich cuc TPE ngay tir dau két hop vé6i truyén methylprednisolone va cyclophosphamide, sau 5
14n TPE bénh nhan c6 diu hiéu cai thién & cac co quan va ngoan muc nhét 1a & tim. Tuy nhién,
dang tiéc 12 bénh nhan lai tr vong trong bdi canh sbc nhiém trung.

I11. Théo ludn

Qua bdo cdo 2 ca lam sang noi trén, ching
t6i nhan thay vai tro ciia TPE trong hai tinh
hudng cu thé ciia bénh SLE: SLE dap tng
kém v6i ndi khoa va SLE ton thuong ning da
co quan ban dau.

- V& chi dinh: c4 hai bénh nhan déu duogc
chi dinh TPE vi céc triéu chung 1am sang
ning de doa tinh mang va nghi ngd ¢ bang
chimg huyét khdi vi mao mach. O trudng
hop dau tién, chi dinh TPE dya va SLE nang
khang tri voi phuong phap didu tri thong
thuong kém hoi chung khang phospholipid
ning, hoi ching huyét tan ting ure mau, &
truong hop thtr 2 chi dinh TPE dua vao ton
thuong gan cip ning, ton thuong than kinh
va tinh trang suy tim nghi ngd do thuyén tic
vi mach. Va cd hai bénh nhan sau cung déu
¢6 bang chung huyét khdi vi mach (TMA trén
sinh thiét than) va ban xuat huyét giam tiéu

cau huyét khdi (ADAMST13 30%) nhu theo
chi dinh trong phac db ctia Bo Y té.

- V& hiéu qua: ca hai bénh nhén ctia ching
t6i sau 5-10 1an TPE déu c6 diu hiéu phuc
hoi kha tot vé than kinh, gan, tuy, tim mach,
huyét hoc, chi ¢ ton thuong than 1a khong co
dau hiéu cai thién sau TPE. Tir vong xay ra &
truong hop thir 2 14 rat dang tiéc. Séc nhiém
trung xay ra sau khi da ngung TPE 3 ngay.
Nguyén nhan nhiém tring c6 thé do nhiéu
yéu td nguy co, dac biét 1a khi bénh nhan
dugc thyc hién thu thuat xdm nhép nhiéu, kéo
dai. Pay 1a van dé dang luu ¥ cho cac bac si
cAp ctru trong quaé trinh diéu tri bénh nhén.

- V& chi phi diéu tri: chung toi nhan thay
kho khan 16n trong chi dinh va kéo dai thoi
gian TPE 1a chi phi diéu tri kha cao, mic du
cic bénh nhan déu c6 duoc chi tra theo bao
hiém y té. Nhung néu hiéu qua cua TPE gitp
ctru séng tinh mang ctia bénh nhan thi nhiing
chi phi d6 1a c6 thé chap nhan duoc.
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Tim hiéu vé chi dinh TPE & bénh nhan
SLE, chung t6i thay rang Hiép hoi Thay huyét
tuong Hoa Ky (AFSA) chi dinh TPE trong céc
truong hop Viém than Lupus va SLE nang [2],
Hi¢p hdi khop hoc cia Anh quéc chi chi dinh

TPE trong cac truong hop hiém nhu 1a TTP.
Trong mét s6 truong hop dic biét khac, ngudi
ta chi dinh TPE & bénh nhan Lupus than kinh,
Lupus c6 hoi chung khang phospholipid ndng,
hoi chimg xut huyét phé nang lan toa [7-8].

Chi dinh

Hi¢u qua

Mirc d¢ chirng ctr

B‘an xueflt huyét giam tiéu Giam tir vong
cau huyeét khoi (TTP)
Lupus than kinh

Xuéat huyét phé nang lan toa
Viém than Lupus

Khong c6 hi€u qua giam tor vong
Cai thién ton thuong than ngén han, 1B

1A cho TTP néi chung
3A cho SLE kém TTP

Giam nhanh cac tri¢u ching sau TPE 3B

3A

khong cai thién vé mit dai han, khong
cai thién tr vong

Hoi chung khang phospho-
lipid ndng

Tang ti 1& dap tng diéu tri
Giam ti I¢ tor vong

2C

Trong céc truong hop SLE nang, TPE c6
hiéu qua trong giam cac khang thé khang
nhan, binh thuong hoa nong do bo thé va
giam khang thé khang phospholipid, do d6
lam giam nguy co tir vong trong giai doan
bénh hoat dong manh mé&. TPE thanh cong
1am cai thién cac triéu chung 1én dén 64%[8].
Tuy nhién, vi ndng do cac khang thé s& ting
tré lai sau TPE nén viée diéu tri déng thoi
v6i céc thube e ché mién dich 1a bat budc.
Thong qua 2 truong hop TPE nay, ching toi
mudn cung cip thém cac dir liéu 1am sang va
kinh nghiém cho cac dong nghiép trong viéc
xem x¢ét chi dinh TPE sém trong cac trudong
hop SLE ton thuong da co quan ning c6 nguy
co de doa tinh mang.

IV. Két luan

SLE t6n thuong da co quan 1a mot tinh
trang lam sang nang, ¢4 nguy co tor vong
nhanh chong, vi vay cac bién phap cip ciru
nham giam nhanh triéu chimg nhu TPE s&
dem lai cho bénh nhén co hoi dugc sdng sot.
Can xem xét chi dinh TPE trong cic truong

hop SLE nang tén thuong da co quan, co
nguy co tir vong cao nhu SLE than kinh, hoi
ching khang phospholipid nang, c6 kem
theo TTP.
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