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Pic diém 1am sang, cin 1am sang va két qua diéu tri hoi chung
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Tém tit

Muc tiéu nghién ciru: M6 ta céc dac diém 1am sang, can 1am sang va két qua didu tri cta hoi chimg than hu
tién phét khang thudc steroid. Poi tuwong nghién citu: 54 tré mac HCTHTP khang thudc steroid nhap vién diéu tri
tai Khoa Than-Loc méu, bénh vién Nhi Trung wong tir thang 1 ndm 2015 dén thang 3 nam 2015. Phurong phdp
nghién ciru: MO ta tién ctru. Két qud: 31 bénh nhan (57,4%) khang thudc som, 42,6% khang thuéc mudn. Triéu
chirmg 1am sang phd bién nhat khi dén vién 1 phit 100%, d4i mau 14,8%, cao huyét dp 7,4%. Sinh thiét than 24
bénh nhan cho thay: 70,8% ton thuong thé xo héa cuc bd ting phan, 25% ton thuong t6i thiéu, 4,2% xo héa lan
toa. Két qua diéu tri 46,3% thuyén giam hoan toan. Kér lugn: HCTHTP khéng thudc steroid c6 biéu hién cac
tridu ching 1am sang ning né, diéu tri khé khan véi trén 50% thuyén giam mot phin va khong thuyén giam.

Nhan ngay 26 thang 9 nam 2015, Chinh stra ngay 07 thang 11 nam 2015, Chép nhan ding ngay 25 thing 3 nim 2016
Tir khoa: Hoi chung than hu khang thudc steroid, md bénh hoc.

1. Pat van dé dic diém 1am sang, c4n 1am sang va két qua
diéu tri vé HCTHTP khang steroid tai bénh vién

. A ; ¢ Nhi Trung wong con it [4]. Vi vdy, nghién ctu
bénh cau than pho bién nhat trong cic bénh vé nay nhim: mé ta dic didm 1am sang, can lam

than ¢ tré em. Theo P.Niaude,t, 20% bénh nhan sang va Két qua didu tri ctia bénh nhan mic
HCTHTP bi, khz’ing véi thude sFeroid va cég HCTHTP khang steriod

thuoc e ché mieén dich khac; dicu nay c6 thé

dan toi viée tién trién thanh suy than hodc bénh

than giai doan cudi gﬁy anh huong rat 16n dén 2. Pbi twong va phuong phap nghién ciru

sttcc khoe va cudc song cua tré cling nhu gia )

dinh bénh nhi [1]. Diéu tri HCTHTP khéng 2.1. Doi twong nghién ciru

thudc hién van gip nhiéu khé khan, thoi gian

diéu tri kéo dai, ton kém [3]. Céc nghién ctru vé - GOm 54 bénh nhén dugc chan dodn xdc
dinh mac HCTHTP khang thuoc steroid tai
khoa Than - Loc mau, bénh Vjén Nhi Trung
uong, nhap vién tu 01/01/2015 den 30/03/2015.

Hoi chung than hu tién phat (HCTHTP) la
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- Chan dodn HCTHTP theo tiéu chuan ciia
KDIGO (Kidney Disease Improving Global
Outcomes) nam 2012 [2]: Protein niéu >
50mg/kg/24 gio hodc Protein ni¢u/Creatinin
niéu > 200mg/mmol, Albumin méau < 25g/lit,
Protid mdu < 56g/lit.

- Chan doian HCTHTP khéng steroid theo
mot trong ba tiéu chuan sau:

+ Khong thuyén giam sau 6 tuan diéu tri
bang prednisolon lidu tin cong 2mg/kg/ngay
mdi ngay lién tuc.

+ Khong thuyén giam sau 4 tuan diéu tri bang
prednisolon lidu tan cong 2mg/kg/ngay mdi ngay
lién tyc va 4 tuan diéu tri bang prednisolon lidu
2mg/kg/ngiy mdi ngay cach ngay.

+ Khong thuyén giam sau 4 tuan diéu tri
bang prednisolon lidu tin cong 2mg/kg/ngay
mdéi ngay lién tuc va 3 liéu truyén
Methylprednisolon bolus 1000 mg/1,73 m2 co
thé/48.

- Phéc dd diéu tri HCTHTP khéng thudc:
Prednisone lidu 1 mg/kg/cich nhat, két hop
thudc tre ché mién dich khdc:

+ Cyclosporin 1a thudc duoc wu tién nhat,
lidu 5 mg/kg/ngay. Ludn giit nong do thude tir
70-140ng/dl.

+ Sau 3 thang khong thuyén giam, chuyén
thudc e ché mién dich khéc cellcept.

+ Néu 3 thang diéu tri bang cellcept van
khong thuyén giam thi diing phdi hop cellcept
va cyclosporin.

- Khing thuéc som: Khéng steroid ngay
trong li€u trinh diéu tri dAu tién.

- Khang thudc muén: C6 dép ung steroid
trong dot dau tién hodc nhiéu dot sau do, nhung
khang thudc steroid trong cac dot tai phat.

- Tiéu chuan loai trir: Bénh nhan khong
ddng y tham gia nghién ctru hodc bo didu tri.

2.2. Phwong phdp nghién cuu

Nghién ciru dugc thiét ké theo phuorng phép
mo ta. Ket qua_ diéu tri duogc dénh g1a sau 06
thang diéu tri bang cic thuoc {rc ché mién dich
cho bénh nhan khéang thudc steroid. Mdi bénh
nhén dugc 1am mdt bénh dn nghién ctru theo
mau thong nhat.

C& mau nghién ctru: chon mau thuan tién,
ldy tat ca bénh nhan phit hop véi tiéu chuan
chan do4n.

Pao dtic nghién curu: Sinh thiét than dugc
thyc hién khi c6 sy dong y ciia ngudi dai dién
cua tré. Nghién cliru da dugc thong qua hoi
ddng dao duc 1an 1 tai Hoi dong cham dé cuong
Nghién ctru sinh Trudong Pai hoc Y Ha Noi va
Bénh vién Nhi Trung vong.

a) Cdc chi s0 nghién ctru 1am sang.

- Cdc ddc diém chung: Tudi, gidi, tién sir
than hu, bénh kém theo.

- C4c triéu cht’rng lam sang:

+ Phu khi vao vién (nang, vira, nhe); Po
huyét 4p; Panh gia dai mau

+ Panh gid mot s6 blen chung cua HCTH
va tac dung phu cua thude diéu tri.

b) Cac chi sb nghién ctru cén 1am sang.

* Dénh giad voi dap g diéu tri steroid va
céc thudc trc ché mién dich:

- Panh gié chtic ndng than dua vao mic loc
cau thén tinh (MLCT) theo cong thirc Swcharzt
cai tién:

. h(cm)*k
Miic loc cau than =

Cre méu(pmol/l)

- Cac xét nghiém sinh hda, nudc ti€u, sinh
thiét than.

Theo KDIGO [2], dgya vao 1am sang va
protein niéu 24 gid hodc chi s proteln
ni¢u/creatinin ni¢u, protein mdu, albumin méu
ldc nhdp vién va sau 6 thang dé danh gia két
qua diéu tri.

+ Thuyén glam hoan toan: Bénh nhan hét
phu, protein niéu am tinh hodac protein
ni¢u/creatinin ni¢u < 20mg/mmol hodc <1" qua
tong phén tich; albumin mdu > 25g/lit; protid
mau > 56g/lit. .

+ Thuyén gidm mdt phan: protein
ni¢u/creatin ni¢u >20 mg/mmol va giam dugc
50% protein ni¢u so vdi ban dau.
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+ Khong  thuyén  gidm:  protein 3.Két qua
ni¢u/creatinin ni¢u > 200mg/mmol; albumin
mau < 25g/lit; protid mau < 56g/1it. 3.1. Bdc diém lam sang, cdn lam sang

+ Suy than man: MLCT < 90ml/phut kéo dai
trén 3 thing; Bénh than giai doan cuoi: Suy than Tudi mic bénh trung binh 1a 5,16 + 3,51
man nang phai loc mdu ngoai than (MLCT nam, thip nhit 13 6 thang, 16n nhat 14 tudi. Tré
<15mli/phit. Sinh thiét than dugc thyc hién 1 lan. trai gdp nhidu hon véi 33/54 (61,1%), ty 1& tré
Néu két qua chua rd rang hodc diéu tri thuoc uc trai/tré géi: 1,57/1.

ché mién dich khéng thuyén giam sinh thiét lan 2.

Bang 1: Triéu ching 1dm sang cia HCTHTP khang thudc khi nhap vién

Bénh nhan S0 bénh nhan Ty 1¢
Triéu ching (n=54) %
Phu Ning 40 74,08
Vira 10 18,51
Nhe 4 7,4
Triéu ching Suy than man 13 24,07
két hop Dii mau 8 14,81
Tang huyét ap 4 7.4
Tai phat 40 72,2
Khai phat 14 27,8

Nhgin xét: Phu 1a triéu chung 1am sang hay gép nhét cua bénh nhan HCTHTP (100%). ba $6 bénh
nhan dén vién trong dot tai phat (72,2%).

4.2% = Xo héa cuc bo timg phan
# Tén thwong toi thiéu
2 Xo hoalan tdéa

Biéu do 1. Két qua sinh thiét than.

Nhdn xét: Ket qua sinh thiét than cho thdy trong tong sO 24 bénh nhan, ty 1& bénh nhan c¢6 xo héa
cuc bo ting phan 12 70,8%; bénh nhan tén thuong toi thiéu: 25% va bénh nhéan xo héa lan toa 4,2%.

3.2. Két qua diéu tri

Bang 2: Két qua diéu tri chung sau 6 thang

Két qua diéu tri (n=54)

Thube diu tri Thuyén giam hoan toan _ Thuyén giam mot phan _ Khong thuyén giam _ Tong

Pred* + Neoral 20 (50,0%) 13 (32,5 %) 7 (17,5 %) 40
Pred* + Cellcept 2 (40,0 %) 1 (20,0 %) 2 (40,0%) 5
Pred* + Neoral + Cellcept 3 (33,3 %) 2 (22,2 %) 4 (44,5 %) 9
Tong 25 16 13 54

Pred*: prednisolon
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Nhgn xét: 50% bénh nhan van d4p (mg hoan toan véi Neoral.

Theo dai két qua xét nghiém can 1am sang nudc tiéu sau diéu tri 6 thang cho thiy 44,4% (24/54)
bénh nhan khong dat dugc protein ni¢u am tinh; C6 61,1% (33/54) gidp tic dung khdng mong mudn,
trong d6 biéu hién ciia Cushing 69,7% xam da va 30,3% ram 1ong.

Béng 3: Két qua diéu tri theo md bénh hoc

Két qua Két qua diéu tri (n=24) )
e o ey R .\ .. Tong
Mo bénh hoc Thuyén gidm hoan toan Thuyén gidm mot phan Khong thuyén gidm
Xo hoa cuc b tieng phd‘n 8 (47,1%) 4 (23,4%) 5(29,5%) 17
Tén thirong t6i thiéu 6 (100%) 0 0
Xo héa lan toa 0 0 1 (100%) 1
Tong 14 4 6 24

Nhdn xét: Theo két qua mo bénh hoc, da s6
céc bénh nhan méc hoi chimg than hu tién phat
c6 ket qua xo hda cuc bo ting phan, mot sé it
c6 ton thuong t6i thiéu va rat it bénh nhan c6
giai phiu md bénh hoc thé xo héa lan toa. 100%
bénh nhan ton thuong t6i thiéu dap tmg tot véi
diéu tri, trong khi d6, bénh nhan thé xo héa cuc bo
timg phan c6 khoang 29,5% khong thuyén giam
va bénh nhan thé xo héa lan téa hau nhu khong
thuyén giam sau 6 thang diéu tri.

4. Ban luan
4.1. Pdc diém dich té, lam sang va cdn lam sang

Tudi méc bénh trung binh 12 5,16 * 3,51
nam, 16n nhat 14 tudi bénh nhan nho tudi nhat
1a 6 thang, lon nhét 14 tudi. Két qua cua ching
t6i cling giéng nghién ctru ciia Tran Hitu M1nh
Quan [3], Boan Thi Thim [4], Zagury [5]. S
v&i nghién ctru cia Roy trén 32 bénh nhan méc
HCTH TP khéng thudc steroid tai Banglades
tudi trung binh gép cao hon 9,2 [6].

Gidi: da sO gap tre trai, t}”/ 1€ tré trai/géi Ia
1,57/1, ty 1€ nay cling gan voi ket qua nghién
ctru ciia Roy 1,4/1 [6] thap hon Tran Hitu Minh
Quan 2/1 [4].

Tri¢u chimg 1am sang trong bang 1 cho thiy
triéu chung gap nhit cua bénh nhan HCTHTP
khéang thudc van la phu (100%) ngoai ra bénh
nhén nhdp vién con gap dédi mdu 14,81% (8/54),
cao huyét 4p 7,4% (4/54). Két qua nghién ctu
cua ching t6i c6 sy khac biét véi nghién cuu

ciia Tran Hiru Minh Quén nhu phi chi gap
68,7%, khong gap dai mau [3], Poan Thi Tham
phu gap 95,3% [4]. Tri¢u ching cao huyét 4p
cua ching toi thip hon cua tic gia Poan Thi
Thim (81,2%), Roy 40,63% [6], Zagury 15%
[5]. C6 thé do bénh vién Nhi Trung wong la
tuyen cao nhat nhén bénh nhan khang thube
chuyén tir tuyén dudi chuyén 1én nén trudc d6
bénh nhan da dugc dung thudc rc ché men
chuyen (thubc diéu tri huyet ap c6 tac dung lam
giam protein ni€u) nén ching t6i khong ghi
nhan duoc tri s6 huyét dp ngay tir dau. Ty 1é
suy thdn man trong nghién cua cua ching toi
gap kha cao 24,07%, cao hon cua Roy 12,5%,
Tran Hru Minh Quan (khong gép suy than).
Nhu vay cdc tri€u ching 1am sang ctua bénh
nhian mac HCTHTP khang thudc rat thay d01
dac biét triéu ching phu va cao huyet ap Blen
chu:ng nhlem trung 31,7% , da s gdp viém phe
quan héi 27,77% , viém phuc mac 3,7% , viém
mb t& bao 3,7%, ty 1& nay cao hon cia Tran
Hiru Minh Quén (14,9%).

Chting t6i tién hanh sinh thlet 24 bénh nhan
khing thubc, ¢ biéu do 1 két qua cho thiy
70,84% (17/24) gip thé xo héa cuc bd ting
phan (focal and segmental glomerulosclerois:
FSGS), 25% (6/24) bénh nhéan gap thé tdn
thwong t6i thiéu (minimal change disease:
MCD), 4,16% (1/24) gap thé xo hoéa lan toa.
Két qua nay cung rat khéc so v6i nghién cuu
cia nghién ctru ciia Tran Hiru Minh Quan
FSGS 24,8%, MCD 64,2%, 7,4% 1a thé khac
[3], Roy FSGS 12,5%, MCD 18,75% [6],
nhung gan giéng két qua cua Zagury FSGS
64%, MCD 30% [5]. Theo Niaudet [1], trén mo0
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bénh hoc bénh nhin mic HCTHTP thé nhay
cam steroid thi 90% t6n thuorng the MCD, 7% -
10% thé FSGS con lai céc thé khéc, nhung
bénh nhan khéng thudc steroid thi trén 70% géap
FSGS dudi 10% MCD. Nhu vay két qua nghlen
ctru ctia chiing t6i kha giéng nhu y van di mo
ta. Hon nita trong nghi€n cru cua tac gia Quan
1a két qua sinh thiét 1an dau nén c6 thé d6 chua
phai 1a the t6n thuong cu01 cung vi ching t6i
sinh thiét lan 2 cho mot so bénh nhén thay c63
bénh nhan két qua sinh thiét 1an 1 ¢6 ton thuong
dang MCD nhu’ng lan 2 chuyen dang thanh
FSGS, diéu nay kha twong dong véi nghién ctru
cua Zagury gap 5/6 bénh nhén c6 chuyén dang
ton thuong trén giai phau bénh tur MCD sang
FSGS sau 2 lan sinh thiét. C6 nhiéu gia thuyet
dugc dua ra trong truong hgp nay nhung da so
déu ung ho gia thuyet la ¢ nhirng bénh nhén
khéng thuoc thi ton thuong than sé& tién trién
ning dan theo thoi gian, diéu do 1y giai 50%
bénh nhén mic HCTHTP khang thubc steroid
s& trién trién thanh bénh than giai doan cudi sau
10 nam.

4.2. Két qua diéu tri

Theo phéc d6 bénh vién Nhi Trung wong,
bénh nhin HCTHTP khang thudc steroid duoc
diéu tri dau tién véi thude cyclosporin (Neoral)
dinh lugng néng dd dinh ky dé dam béao n6ng
d6 thudc trong mau xung quanh ngudng 100
ng/ml, lidu cellcept 1a 1200 mg/1.73m* da.
Trong 54 bénh nhan khang thudc c6 74%
(40/54)  duoc  diéu  tri béng steroid
(prednisolone) + cyclosprin (neoral); 9% (5/54)
steroid + mycofenolat mofetin (cellcept);
15,75% (9/54) diéu tri phdi hop ca 3 thube
(prednisolon + Neoral + Cellcept). Theo doi
protein ni¢u trong 6 thang thay: 55,6% bénh
nhan dat dugc protein niéu am tinh, 44,4%
khong dat dugc protein niéu am tinh. Két qua
trong bang 2 cho thay bénh nhén dép ‘g hoan
toan 46,3% (25/54), dap ung mot phf?m 29,62
%(16/54), khong dap tUmng 24,07% (13/54).
Trong bang 3 danh gia két qua diéu trj theo mo
bénh hoc cho thiy gin 1/3 bénh nhin thé xo
héa cuc bd ting phan khong dép tng véi diéu
tri, trong khi d6 100% bénh nhan t6n thuong tdi
thiéu dat duoc thuyén gidm hoan toan, bénh
nhan xo lan téa khong dap ung diéu tri. Két qua

didu tri chung trong nghién ciru cua chiing toi
thip hon cia Trin Hitu Minh Quan 89,6% dap
ung ( hoan toan 68,7%, mdt ph?ln 20,9%), Roy
dép tng 65,63%, Zagury 65%. Diéu nay c6 thé
do trong nghién ctru ciia Tran Hiru Minh Quan
thé md bénh hoc hau hét 12 ton thuong tdi thiéu
c6 ty 1& cao hon nén két qua diéu tri c6 ty 1¢ dap
g cao hon. Trong cdc nghién ctru trén thé gidi
déu chi ra thé xo héa cau than c6 ty 1& dép img
didu tri véi thuoc thap hon, tién lugng nang né
hon, nhanh tién trién thanh bénh suy than va
bénh than giai doan cudi. Két trong nghién ctru
ctia chiing toi ghi nhan thay c6 24,07% (13/54)
bénh nhin khéng dép ung véi dicu tri déu Ia
suy than man hoac bénh than gia doan cudi.
Nghién ctru coa Roy ciing cho thiy ty 1& suy
than la 12,5% [6]. Zagury theo doi 87 bénh
nhén sau 25 nam ty 1¢ bénh théan giai doan cudi
1a 58,6% [5], theo Niaudet 50% bénh nhan mic
HCTHTP khang thudc steroid c6 thé tién trién
thanh bénh than giai doan cudi sau 10 nam [1].
Pay 1 sy anh hudng rat 16n dén cudc sdng va sirc
khoe ciia bénh nhan mic HCTHTP khang thude
steroid. C6 61,1% (33/54) gap cdc dung khong
mong mudn ciia thudc, trong d6 biéu hién cua
Cushing 69,7% xam da va 30,3% rdm 16ng.

5. Két luin

Qua nghién ctu 54 bénh nhin mic
HCTHTP khing thudc steroid dugc theo ddi
doc trong 6 thang chiing t6i nhan thay:

1. Pac diém 1am sang va mo bénh hoc cua
bénh nhan khéng thudc steroid ning né: phu
mic d0 nang 74,07%, suy thin man 24,07%,
dai mau 18,54%, cao huyét ap 8,14%, md bénh
hoc 70,84% thé xo héa cuc bo timg phan.

2. Piéu tri HCTHTP khang thudc steroid
khé khin 24,07% bénh nhan tién tién thanh suy
than man, 61,1% gdp cic tic dung khong mong
mudn, anh hudng 16n dén strc khoe bénh nhén.

Loi cam on

Nhom tdc gia xin chan thanh cam on dé tai
khoa hoc cdng nghé cap PHQGHN nam 2016,
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ma s6 QG.16.23 da hd tro mot phan kinh phi dé [4] Doan Thi Thdm, Nhan xét két qua diéu tr
thyc hién nghién ciru nay. hoi ching thén hu tién phdt  khéng
) ’ corticosteroid tai khoa Thén - Tiét niéu
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of Children Suffering from Steroid Resistant Primary Nephrotic
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Abstract: Primary nephrotic syndrome (SSNS) is the most common nephropathy found in
children and accounts for 10-20% of patients diganosed with steroid resistance. This study was aimed
at describing clinical and preclinical characteristics and evaluating treatment outcomes of children
diagnosed with steroid resistant primary nephrotic syndrome. 54 children showing typical steroid
resistant primary nephrotic syndrome and hospitalized at the Department of Nephrology-Dialysis (the
Vietnam National Paediatrics Hospital) from January 2015 to March 2015 were subjected for the
study. The data revealed that out of steroid resistant patients, 57.4% exhibited early resistance, while
42.6% others represented late resistance. The most common clinical symptoms were found to be
edema (100%), the followed by hematuria (14.8%) and hypertension (7.4%). Renal biopsy showed
70.8% of locally partial fibrosis, a minimum of 25% of lesions and diffuse fibrosis of 4.2%. Treatment
efficacy was 46.3% of complete remission. The study indicated that steroid resistant nephrotic
syndrome in children is really one of very severely clinical syndromes. It is extremely difficult to be
treated with more than 50% of patients categorized to be only eased up in part or not eased up at all.

Keywords: Nephrotic syndrome, steroid resistance, histopathology.



