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Luwoc dich BS Nguyén Ngoc Twong Vy
HOI CHUNG THAN HU TRE EM

Cac khuyén céo sau day dugc ap dung cho tré hoi ching than hu tir 1-18

tuol.

I. KHUYEN CAO VE CHAN POAN
Céc dinh nghia lién quan véi chan doan hoi chting than hu (HCTH) ¢ tré em dya vao
cac dic diém 1am sang:

1.

Tiéu dam nguwong than hu: ti 1& protein/creatine nudc tiéu budi sang > 2 g/g
(hodac 200 mg/mmol hoac > 3+ trén que thu) hodc dam ni€u 24 gio >
1000mg/m?/ngay .
H#i chirng than hu (Nephrotic syndrome: NS): tiéu dam ngudng than hu va giam
albumin mau (albumin méau < 30 g/l (3 g/dl)) hoac phu (khi khong do duogc
albumin mau).
Lui bénh hoan toan: protein/creatinin ni¢u < 0,2 g/g (hoac 20 mg/mmol) hoac
dam niéu trén que thir vét hodic am tinh > 3 14n lién tiép.
Lui bénh mt phin: protein/creatinin niéu 0,2 - 2 g/g (hodc 20-200 mg/mmol) va
albumin méu > 30 g/l néu c6 thé do duoc.
Tai phat: tai lai tiéu dam ngudng than hu. O tré em, tai phat thuong duoc danh gia
bang que thtr va duoc xac dinh khi dam niéu trén que thir > 3+ trong 3 ngay lién
tiép.
Két qua trén que thir duoc biéu thi ban dinh luong nhu sau:

= Amtinh: 0 - < 15 mg/dl

- Vét  :15-<30mg/dl

= I+ :30 - <100 mg/dl

= 2+ : 100 - <300 mg/dl
= 3+ : 300 - < 1000 mg/dl
= 4+ : > 1000 mg/dl

HCTH nhay corticoid (Steroid Sensitive Nephrotic Syndrome: SSNS): lui bénh
hoan toan sau 4 tuan diéu tri prednisone hoic prednisolone & li¢u chuan.
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HCTH tai phat khong thwong xuyén (Infrequent relapsing NS): tai phat < 2 1an
trong vong 6 thang ké tir khi khoi phat bénh hodc tai phat < 4 1an trong vong 12
thang bat ky sau do.

HCTH tai phat thuong xuyén (Frequent relapsing NS): tai phat > 2 1an trong
vong 6 thang ké tir khi khai phat bénh hodc tai phat > 4 1an trong vong 12 thang
bat ky sau do.

HCTH 1¢ thudc corticoid (Steroid-dependent NS): 2 1an tai phat lién tuc trong khi
diéu tri v6i prednison hodc prednisolone (lidu ddy du hay giam liéu) hoic trong
vong 15 ngay sau khi ngung corticoid.

HCTH khang corticoid (Steroid Resistant Nephrotic Syndrome: SRNS): khong
lui bénh hoan toan sau 4 tuan diéu trj vai prednisone hoac prednisolone liéu chuén
mdi ngay.

Pap ng mudn (Late responder): lui bénh hoan toan sau 6 tuan diéu tri.

HCTH khang corticoid — nhay thudc trc ché calcineurin (Calcineurin inhibitor-
responsive SRNS): lui bénh mdt phé”m sau 6 thang diéu tri va/hodc lui bénh hoan
toan sau 12 thang diéu tri voi thude (e ché calcineurin & lidu va/hodc néng do
thudc diL.

HCTH khang corticoid — khang thudc we ché calcineurin (Calcineurin
inhibitor-resistant SRNS): khong lui bénh mot phan sau it nhat 6 thang diéu tri v6i
thudc tre ché calcineurin & liéu va/hodc néng d6 thube du.

HCTH khang corticoid — khiang nhiéu thudc (Multi-drug resistant SRNS):
khong lui bénh hoan toan sau 12 thang diéu tri véi 2 thude thay thé corticoid ¢ co
ché khac nhau & liéu chuan.

HCTH khang corticoid thir phat (secondary SRNS): BN HCTH nhay corticoid
ngay luc khoi phat bénh nhung khong dat duoc lui bénh hoan toan sau 4 tuan diéu
tri voi prednisone hodc vdi prednisolone lidu chuan mdi ngiy & 1an tai phat tiép
theo.

KHUYEN CAO PIEU TRI



Luwru d6 diéu tri héi chirng than hw 1an dau & tré em

Hoi chung than hu 1an du

A 4

<12 tudi
Khoéng c6 bicu hién h¢ thong
hodc tién can gia dinh

A 4

Corticoid

Y

> 12 tudi
C6 biéu hién hé thong
hodc tién can gia dinh

A 4

Pap ting hoan toan

Diéu trj corticoid 8 — 12 tuan




1.

DPiéu tri ban didu HCTH tré em

Khuyén cdo: Khuyén céo diéu tri corticoid duong udng trong 8 tuan (4 tudn mdi
ngay sau d6 4 tuan cach ngay) hodc trong 12 tuan (6 tuan mdi ngay sau d6 6 tuan
cach ngay) (1B).

Thue hanh diéu tri:

Liéu chuan cho diéu tri ban dau HCTH 1a prednisone/prednisolone lidu 60
mg/m*ngay hodc 2 mg/kg/ngay (t6i da 60 mg/ngdy) ubng mdi ngdy trong 4 tuan,
sau d6 prednisone/prednisolone udng cach ngdy liéu 40 mg/m? hodc 1.5 mg/kg
(t6i da 50 mg) trong 4 tudn ké tiép; hoic prednisone/prednisolone lidu 60
mg/m*ngay hodc 2 mg/kg/ngay (t6i da 60 mg/ngdy) uébng mdi ngdy trong 6 tuan,
sau d6 prednisone/prednisolone udng cach ngdy liéu 40 mg/m? hodc 1.5 mg/kg
(t6i da 50 mg) trong 6 tuan ké tiép.

Phong ngira va diéu tri HCTH tai phat

Khuyén cdo 1: D6i vé6i HCTH tai phat thuong xuyén va HCTH 1& thudc
corticoid, dang diéu tri corticoid cach ngay hoic dd ngung corticoid, khuyén céo
didu tri corticoid lidu 0.5mg/kg/ngdy trong 5 — 7 ngay ddi véi tré dang nhiém
triung ho hap trén/nhiém tring khac dé giam nguy co tai phat (1C).

Thue hanh diéu tri 1: Didu tri ban dau v6i HCTH tai phat nén dung
prednisone/prednisolone udng véi lidu duy nhdt 60 mg/m?ngdy hodc 2
mg/kg/ngay (t6i da 60 mg/ngay) cho dén khi tré lui bénh hoan toan trong > 3
ngay.

Thue hanh diéu tri 2: Sau khi lui bénh hoan toan, giam liéu
prednisone/prednisolone con 40 mg/m? hodc 1.5 mg/kg (t6i da 50 mg) udng cach
ngdy trong > 4 tuan.

Thue hanh diéu tri 3: P6i voi HCTH tai phat thuong xuyén hoic HCTH 1¢
thudc corticoid khong kem ngd doc corticoid, cod thé diéu tri liéu trinh tuong tu
trong 1an tai phat ké tiép.

Thue hanh diéu tri 4: Pbi v6i HCTH tai phat thudng xuyén khong c6 tac dung
phu nghiém trong cta corticoid, c6 thé dung lidu thdp cach ngay
prednisone/prednisolone (t6i wu < 0.5 mg/kg/ngdy) dé phong ngira tai phat.
Khuyén cdo 2: D6i véi HCTH tai phat thuong xuyén kém theo tac dung phu
nghiém trong do ding corticoid va tt ca tré em HCTH 1¢ thudc corticoid, khuyén
céo dung thudc thay thé corticoid (glucocorticoid-sparing agents) thay vi khong
diéu tri hodc tiép tuc dung don doc corticoid.

Thuye hanh diéu tri 5: Ly tuong nhét 13 bénh nhan nén dat duoc lui bénh bang
corticoid trudc khi bat dau sir dung cac thude thay thé corticoid duong uéng nhur
Cyclophosphamide, Levamisole, Mycophenolate mofetil (MMF), Rituximab,



hozc thube trc ché calcineurin (CNI). Diéu tri dong thdi corticoid duoc khuyén
c40 > 2 tuan sau khi bat dau diéu trj thudc thay thé corticoid.
Thue hanh diéu tri 6: Lua chon thudc thay thé corticoid duong udng thich hop

nht trong cac thudc Cyclophosphamide, Levamisole, MMF, rituximab va CNI 13
mot quyét dinh doi hoi phai can nhic can thin cac van dé lién quan dén bénh

nhan cu thé nhu ngudn luc, su tuan thu, tac dung phu va uu ti€n cia bénh nhan.

Cyclophosphamide va Levamisole dudng udng c6 thé 1a nhiing liéu phap thay thé
corticoid uu tién hon trong hoi ching than hu tai phat thuong xuyén. MMF,

Rituximab, CNI va Cyclophosphamide dudng udng c6 thé thich hop hon & tré em

hoi chung than hu 1€ thudce corticoid.

< Bang 1: Liéu phap thudc thay thé corticoid trén HCTH tai phat thwong

xuyén kém theo tac dung phu nghiém trong do dung corticoid va tét ca tré em
HCTH 1€ thugc corticoid

Diéu trij

‘ Liéu ding

Kinh nghié¢m

Lua chon hang dau

Cyclophosphamide
udng

2 mg/kg/ngay trong
12 tuan (tong lidu
t6i da 168 mg/kg)

Cyclophosphamide khong nén dung cho dén khi
tré dat lui bénh véi corticoid. Va khong nén diéu
tri 1an 2 cyclophosphamide. Kiém tra cong thirc
mau mdi tuan duogc khuyén cdo trong qua trinh
diéu tri dé d4nh gia tinh trang giam bach ciu ning
hodc e ché tuy xwong hoan toan, qua do giam
lidu hodc ngung diéu tri.

Levamisole uong

2.5 mg/kg cach
ngay, lidu tdi da
150mg

Theo doi cong thirc mau mdi 2-3 thang va AST,
ALT mdi 3-6 thang trong quéa trinh diéu tri
Levamisole. Danh gia ANCA mdi 6 thang néu co
thé, va ngung diéu tri khi ANCA (+), phat ban
hodc giam bach cau. Duy tri corticoid liéu thap
cach ngay trong nhitng ngay khong dung
Levamisole c6 thé hiéu qua ¢ mét vai bénh nhan.
Levamisole nén dugc diéu tri trong it nhat 12
thang.

Lura chon thay thé

Mycophenolate
mofetil

Liéu khoi dau: 1200
mg/m?/ngay (chia 2
lan)

Muc ti€u dién tich dudi duong cong > 50pug/ml.
MMEF diéu tri t6i thiéu 12 thang do nhiéu tré tai
phat khi ngung thude. Déi véi tré dau bung nhicu
khi ding MMF, c6 thé sa dung sodium
mycophenolic véi lidu tuong duong (360 mg
sodium mycophenolic tuong duong 500 mg
MMF)

Rituximab

375 mg/m? TTM x

Rituximab c6 thé duoc dung dé diéu tri HCTH




1 —4liéu

nhay corticoid ¢ nhiing tré tai phat thuong xuyén
du da phéi hop corticoid va thudc thay thé
corticoid va/hoac co tac dung phu dang ké khi
diéu tri. Cac thir nghiém hién nay bao cao ding
1-4 lidu Rituximab. Khong c6 dir liéu khuyén cao
su dung sb lidu cu thé. Néu co thé, nén theo doi
ndbng d CD20. HBsAg, HBcAb va
QuantiFERON nén dugc kiém tra trude khi ding
Rituximab. Theo d&i ndng d6 IgG trudc va sau
diéu tri Rituximab c6 thé cho phép xac dinh sém
hon nguy co nhidm tring tién trién va xac dinh
bénh nhén c6 thé co loi tir véc didu tri thay thé
immunoglobulin.

U'cché calcineurin

CNI nén diéu tri it nhat 12 thang do nhiéu tré tai
phat khi ngung thubc. Theo ddi néng do CNI
trong qua trinh diéu tri dé han ché ddc tinh.

(lidu khoi dau) chia
2 lan

Cyclosporine 4-5 mg/kg/ngay Cyclosporine thich hgp trén bénh nhan c6 nguy
(lidu khoi dau) chia | co bién chimg dai thio dudong. Nong do day 12
2 lan gio muc ti€u dat 60-150 ng/ml (50-125nmol/l)
nham liéu ding tdi thiéu dé duy tri lui bénh va
tranh ngd doc.
Tacrolimus 0.1 mg/kg/ngay Tacrolimus thich hop hon Cyclosporine trén bénh

nhan bi tac dung phu vé thim my do dung
Cyclosporine. Nong d6 day 12 gio muc tiéu dat
5-10 ng/ml (6-12 nmol/l) nham liéu ding tdi thiéu
dé duy tri lui bénh va tranh ng6 ddc.

Ghi_chii: Thubc tic ché calcineurin thuong dugc ding 2 lan/ngdy, c6 thé dung 1 lan/ngdy tly
ting bénh nhan. Tré em < 6 tudi, lidu dung hang ngay Cyclosporin c6 thé chia 3 lan/ngay (mdi 8
gio) dé duy tri ndng d6 6n dinh trong mau. Nong do CNI trong mau khong cung cép thong tin vé
ndng d6 CNI trong té bao. Ngudng muc tiéu cho CNI dugc dua trén tai liéu cdy ghép. KDIGO
thira nhan ré‘mg cac ngudng muc tiéu CNI trén cac bénh cau than chua dugc biét dén. Hau hét cac

bac si 1am sang kiém tra nong d6 nay dé xac minh sy tudn thi va phong tranh nhiém doc CNL
Hién tai, liéu lugng hop 1y nhat cia CNI c6 thé duge chudn d6 trén timg bénh nhan dé dat duoc
hiéu qua trén protein niéu, sy cin bang giira ting liéu so voi creatinin huyét thanh va giam liéu
néu creatinin huyét thanh ting nhung khong 6n dinh hodc ting trén 30%. Néu ndng do creatinin

huyét thanh khong giam sau khi giam liéu, nén ngimg diéu tri CNI.

3. Diéu tri HCTH Kkhang corticoid

=  Khuyén cdo: Khuyén cao dung Cyclosporine hodc Tacrolimus 12 liéu phap hang
thir 2 khoi dau trén tré HCTH khang corticoid (1C).




< Bang 2: Liéu lwgng va cach sir dung thudc trén tré HCTH khang corticoid

Diéu trij

Liéu ding

Kinh nghiém

U'e ché calcineurin

Cyclosporin udng:

5 mg/kg/ngay chia 2 lan.

Nong d6 day 12 gio dat 60-150
ng/ml (50-125nmol/l) véi liéu
ding toi thiéu dé duy tri lui
bénh va tranh ngd doc
Tacrolimus udng: 0.1
mg/kg/ngay (licu khoi dau) chia
2 lan trong tdi thiéu 6 thang.
Nong d6 day 12 gio dat 5-10
ng/ml (6-12 nmol/l) véi liéu
dung t6i thiéu d& duy tri lui
bénh va tranh ngd doc.

CNI nén diéu tri it nhat 12 thang do
70% tré lui bénh hoan toan hodc mdt
phan s& tai phat khi ngung thudc.
Khong nén ngung thubc trén tré
khong dat dwoc it nhat lui bénh mot
phan trong 6 thang.
Tacrolimus thich hop
Cyclosporine trén bénh nhan bi tac
dung phu vé thim my do dung
Cyclosporine. Cyclosporine thich
hop trén bénh nhan c6 nguy co bién
chung dai thio dudong. Khong co
nghién ctru danh gia sy khac nhau vé
két cuc lau dai trén HCTH khang
corticoid. Thoi gian trung binh dé dat
lui bénh hoan toan hodac mot phﬁn rat
thay doi. Lui bénh co thé dat duoc
sau 6 thang sau khi khoi dau diéu tri.
Nén do nong d6 day dé phong tranh
doc than.

hon

Corticoid Methylprednisolone TTM Phan 16n cac thir nghiém 1am sang va
Bolus 500 mg/m?ngay trong 3 | nghién ctru quan sat vé phdi hop liéu
ngay truée khi khoi ddu CNI. | thdp corticoid va CNI. Khong cé thir
Sau d6 giam liéu: prednisolone | nghiém so sanh két cuc gitta diéu tri
cach ngay, giam liéu dan trong | CNI don doc va phdi hop corticoid
6 thang. lidu thap.

Liéu thdp prednisone (< 0.25
mg/kg/ngay cach ngay)

Cyclophosphamide | Khong khuyén céo 2 thtr nghiém ngau nhién cé nhém
ching cho thdy khéng c6 lgi ich khi
dung Cyclophosphamide diéu tri
HCTH khang corticoid. Tuy nhién, &
cac nudc khong co san CNI thi
Cyclophosphamide c6 thé dugc xem
xét sir dung.

Mycophenolate Liéu khoi dau 1200 mg/m>/ngay | MMF c6 thé dung trén tré em da dat

mofetil (chia 2 lén) trong vong 1 ndm duoc lui bénh 6n dinh khi dung CNI,
dé duy tri lui bénh ma khong gay doc
than.

Rituximab 375 mg/m> TTM TTM 2 lan (vao ngdy 1 va ngiy 8)

v6i liéu trén thich hop khi c6 tiéu




dam ngudng than hu dé dat duogc uc
ché té bao B hoan toan. Nén kiém tra
viém gan B truéc khi ding thudc.
Theo ddi nong d6 IgG trudc va sau
diéu tri Rituximab cé thé cho phép
x4c dinh sém hon nguy co nhiém
tring tién trién va xac dinh bénh
nhan c6 thé c6 loi tir véc diéu tri thay
thé immunoglobulin.

4. Trwong hop dac biét

=  Thuc hanh diéu tri: nguyén tic co ban trong diéu tri HCTH

Chi dinh sinh thiét thin

- HCTH 6 tré > 12 tudi

- HCTH khang corticoid hodc khong dap tng corticoid trén
bénh nhan HCTH nhay corticoid truéc d6 (HCTH khang
corticoid thur phat)

- Triéu ching chi diém mot tinh trang bénh 1y khac (tiéu
mau dai thé, triéu chung toan thén cta viém mach mau,
giam bo thé,...)

- Khoi phat voi suy than khong lién quan giam thé tich. Sau
do6, suy giam chirc ning than ¢ tré didu tri thude e ché
calcineurin hoac dung calcineurin kéo dai (2 — 3 nam).

Chi dinh Xét nghi€ém gen

- HCTH khang corticoid

- HCTH bam sinh va nhii nhi (< 1 tudi)

- HCTH kém céc biéu hién hoi ching

- Tién cin gia dinh HCTH khang corticoid hodc viém cau
than xo hoa khu tri timg phan

Vitamin D/Calci

Trén BN HCTH nhay corticoid va c6 nong d¢ Vitamin D
binh thuong, khong can bd sung Vitamin D/Calci. Tuy
nhién, trén HCTH tai phat thuong xuyén hoac HCTH 1¢
thudc corticoid hodc co béng chung thiéu hut Vitamin D, c6
thé phong ngira lodng xwong bang cach bd sung Vitamin D
va Canxi duong ubng

Phong ngira bénh ly da day

Khong c6 bang chimg cho thay rang diéu tri du phong thude
{rc ché bom proton 1a ¢ hiéu qua trén tré em HCTH khong
¢6 nguy co mic cac bénh 1y da day.




