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PAC PIEM HOI CHUNG THU'C BAO MAU
TAI BENH VIEN NHI PONG THANH PHO HO CHi MINH

Tran Trung, Nguyén Hoang Minh, Tran Vi Trudng Giang,
Vii D6 Uyén Vy, Nguyén Hoang Mai Anh
Bénh vién NhiDéng TP. HCM
TOM TAT
Muc tiéu: Nghién ciru mé td loat ca vé ddc diém Iam sang, cdn lém sang va diéu tri & bénh nhi H6i
chiing thuc bao mdu tai Bénh vién NhiDéng TP. HCM. Phuong phdp nghién ciru: Mé ta tién ciru cdc
bénh nhi nhdp vién tir thdng 4/2018 dén thdng 12/2020 duoc chdn dodn héi chiing thuc bao mdu
théa tiéu chi chon mdu va tiéu chi loai trir. Két qua: Cé 26 bénh nhén théa cdc tiéu chi nghién ciu
trong théi gian nghién ciu. Ty Ié nii/nam=1,2; tudi trung vila 46,5 thdng, da s6 dui 5 tui. Cdc biéu
hién lam sang thudng gdp la sét cao 100%, gan to 100%, ldch to 54%, cdn lam sang: 89% c6 giam
neutrophil <1000/mm?, 54%Hb<9¢g/dl , 85% gidm tiéu cdu <100.000/mm?, 100% tdng ferritin va
96% tdng triglyceride, fibrinogen giam trong 70%. Pa s6 cdc trudng hop c6 tdng men gan trong dé
AST cao hon ALT, trén 50% cdc truong hop ¢é tran dich da mang, giam natri va albumin mdu. 34%
6 réi loan déng mdu. Nguyén nhén: da sé cdc truding hop cé nhiém triing 77% (nhiém EBV 50%, sét
xudt huyét 19%, 8% nhiém vi khudn), bénh dc tinh 3,8%, bénh tu'mién 7,4%, 11,6% chua ré nguyén
nhdn tai thai diém diéu tri. Cé 17 trudng hop phdi diéu tri thuc bao mdu (65%), 9 (35%) trudng hop
chi diéu tri bénh nén. Két qua diéu tri: 82% c6 ddp tmg 1 phdn sau 1 tudn diéu tri, cdc trudng hop
kém (ing sau 3-4 tudn c6 ty Ié tir vong cao. Ty Ié ddp ting sau 8 tudn: 65% ddp ting hoan toan 18%
ddp ing mét phdn, 18% tirvong ty Ié tirvong cao nhdt trong 4 tudn ddu diéu tri. Két luén: Cdc biéu
hién lam sang va xét nghiém thudng gdp phu hop y van. Cdc trudng hop thuc bao mdu cé nguyén
nhdn da sé chi cdn diéu tri bénh nén, trir truéng hop nhiém EBV can diéu tri mién dich theo phdc d6
HLH 1994. Tirvong thudng trong 4 tudn ddu diéu tri.
Tirkhéa: Hoi chiig thuc bao mdu

ABSTRACT

SOME CHARACTERISTICS OF HEMOPHAGOCYTIC LYMPHOHISTIOCYTOSIS
AT THE CITY CHILDREN HOSPITAL, HO CHI MINH CITY

Objectives: Describe characteristics of patients with hemophagocytic lymphohistiocytosis who were
admitted at the City Children Hospital HCMC from april ,2018 to deccember 2020.

Results: There were 26 patients who met the study criteria. Female/male ratio=1.2; Median
age is 46.5 months, most cases are under 5 years old. Common clinical manifestations are high
fever 100%, hepatomegaly 100%, splenomegaly 54%. 89% neutropenia <1000/mm3, 54% Hb<9g/
dl, 85% have thrombocytopenia <100,000/mm?3, 100% high ferritin in 100% and 96% increased
triglyceride, fibrinogen decreased in 70%. The majority of cases have elevated liver enzymes in which
Nhdn bai: 10-3-2022; Chdp nhén: 20-4-2022
Ngu@i chiu trdch nhiém chinh: Nguyén Thi Mai Anh
Dia chi: Bénh vién Nhi Dong TP. HCM; BT: 0938808812
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AST is higher than ALT. Over 50% of cases have pleural or abdominal effusion, hyponatremia and
hypoalbuminemia. 34% coagulopathy. 77% HLH associated withinfection (50% EBV infection, 19%
dengue fever, 8% bacterial infection), malignancy 3.8%, autoimmune disease 7.4%, 11.6% unknown
cause at the time of treatment. There were 17 cases (65%) requiring HLH treatment (65%). 82% have
partial response after 1 week of treatment, poor response cases after 3-4 weeks have a high mortality
rate and highest mortality rate in the first 4 weeks of treatment (75% death cases). Response rate
after 8 weeks: 64% complete response, 18% partial response, 18% mortality. Conclusions: Common
clinical and laboratory findings are similar to diagnostic criteria for HLH. Most cases of HLH are treated
only the underlying disease, except for EBV infection that requires immunotherapy according to the

HLH 1994 protocol. Death is usually within the first 4 weeks of treatment.

1. DAT VAN BE

Ho6i ching thuc bao mau (HCTBM) la mot
bénh cé biéu hién lam sang da dang hau qua
cla su réi loan diéu hoa hoat ddng cda dai thuc
bao va té bao lympho T, tao ra con bao cytokin
lam hoat héa dai thuc bao trong tiy xuong va
hé véng ndéi mé, dan dén hién tugng thuc bao va
tén thuong da co quan gay nguy hiém tinh mang
néu khong duogc chan doan va diéu tri kip thai.
Nguyén nhan cta hoi chiing thuc bao nguyén
phat do dét bién genhodc xay ra khéng do dét
bién gen gay HCTBM va c6 tac nhan kich hoat
nhu nhiém trung, ac tinh, tu mién (HCTBM thu
phat). Ty Ié t& vong ctia HCTBM con cao. Pa ¢6
rat nhiéu cac nghién ctu vé héi chiing thuc bao
mau trén thé gigi va trong nudc, tuy vay chung
t6i van mong mudn lam dé tai nay tai Bénh vién
Nhi Déng TP. HCM nham: ¢6 cdi nhin téng quan
hon, bé sung cdch tiép cdn ldm sang, cdn lém sang,
diéu tri bénh nhan HCTBM theo diéu kién hién c6
tai bénh vién.

2.D0ITUGNG VA PHUONG PHAP NGHIEN CUU

2.1.Thiét ké nghién ctru
Phuong phap héi ciiu mé ta hang loat ca.
2.2. Dan sé nghién ctu: Tat cd nhitng bénh

nhan chan doan HCTBM tai Bénh vién Nhi Déng
Thanh Phé tir thang 04/2018 dén thang 12/2020.

2.3.Tiéu chi chon mau

Tat ca bénh nhan <15 tudi nhap vién Bénh
vién Nhi Dong Thanh Phé tir thang 01/2017 dén
thang 04/2020 ¢6 du 5 trong 6 tiéu chuan sau
theo HLH - 2004.

2.4.Tiéuchiloaira

Bénh nhan khong tai kham theo hen

Hé so nghién ciru khdng da dir liéu can thu thap

2.5. Phuong phéap héa mién dich diéu tri Hoi
chiing thuc bao mau: theo phac dé nghién ciu
HLH-1994.

2.6. Phuong phap xt ly sé liéu: S& dung phan
mém SPSS 20.0.

2.7.Y dlc

Nhém nghién cliu dam bao quyén Igi dugc
bao mat théng tin cia bénh nhan.

3. KET QUA

Trong khoang thoi gian nghién ctiu ti thang
04/2018 - 12/2020, chuing t6i ghi nhan c6 26
trudng hgp thoéa tiéu chon chon mau, trong dé
€6 17 ca phai diéu tri dac hiéu héi ching thuc bao
mau, 9 ca chi diéu tri bénh nén.

3.1.Pac diém dich t&, 1am sang va can lam sang

111



TAP CHi NHI KHOA 2022, 15,2 &3

3.1.1. Bdc diém dich té hoc, tién can, ly do nhdp vién

Chung Nhém diéu tri Nhém bénh nén
Tudi 46,5 41,0 70,1

(2-132) (2-132) (11-108)
Tudi < 5 tudi 76 % 87,7% 44,4%
Gidi: nam/nir 1/1,2 1,11 1/2
Sé6t 26 (100%) 17 (100%) 9 (100%)
Hach to 3(15,4%) 2(11,8%) 22,2%
Tuyén trudc chuyén 65/35 70/30 56/44

Nhan xét: Gigi tinh nam nir ngang nhau, da s6 nhé hon 5 tudi, 100% cac trudng hop nhap vién do sét.

3.1.2. Ddc diém thdi gian chdn dodn, diéu tri bénh

Trung binh/ trung vi Chung Nhém diéu tri HLH Nhém diéu tri bénh nén
Thai gian tir luc khéi bénh dén 7 7 7
nhap vién (1-24) (4-24) (2-14)
Thai gian tu lac nhap vién 2 2 3
dén chan doéan (1-20) (1-19) (1-10)
Thai gian nam vién lan 21 25 12,5
nhap vién dau (9-50) (10-50) (9-23)

Nhdn xét: Thoi gian chan doan bénh tir lic nhap vién kha sém. Théi gian nam vién da sé trén 1

tuan. Nhém chi diéu tri bénh nén c6 thai gian nam vién ngan hon.

3.1.3. Bdc diém lam sang lic chd@n dodn

Triéu chimg Chung Nhém diéu tri Nhém diéu tri bénh nén
26 ca 17 ca 9ca

Sét 26 (100%) 17(100%) 9 (100%)
Gan to 26 (100%) 17 (100%) 9 (100%)
Lach to 14 (53,84) 11 (64,7%) 3(33,3%)
Phat ban 9 (34,6%) 3(17,6%) 6 (66,7%)
Vang da 4 (15,4%) 4 (23,5%) 0 (0%)

Xuat huyét 10 (38,4%) 6 (41,2%) 3(33,3%)
Hach to 4 (15,4%) 2(11,8%) 2(22,2%)
D&u than kinh 4 (15,4%) 2(11,7%) 2(22,2%)

Nhdén xét: sOt cao va gan to gap trong 100% cac trudng hop, vang da va lach to gap nhiéu & nhém
diéu tri dac hiéu hoi ching thuc bao mau hon nhém chi diéu tri bénh nén. Cé 4 ca ¢6 triéu chiing 1am
sang than kinh gém 1 ca lo ma, n6i sang, 3 ca co giat. Phat ban gap trong 34,6% trudng hop, trong dé
100% ca thuc bao mau do s6t xuat huyét cé phat ban héi phuc.
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3.1.4. Bdc diém cén Iém sang

Nhém diéu tri Nhém diéu tri bénh nén
Chung
17 9
Neutrophil 520,0 590,0 460,0
(30-2500) (40-2500) (30-1000)
N<1000/mm3 23 (88,5%) 14 (82,4) 9 (100%)
N< 500/mm? 13 (50%) 7 (41,1%) 6(66,7)
Hb 8,8 8,7 9,8
(5.9-11) (6,1-10,6) (5,9-11)
Hb<9g/dl 14 (53,8%) 10 (58,8%) 4 (44,4)
Hb<6g/dl 1(3,84) 0 (0%) 1(11,1)
TC 47,0 40,0 92,0
(6-240) (6-179) (41-240)
TC <100.000/mm? 22 (84,6%) 15 (88,2) 7(77,7)
TC<20.000/mm? 4 (15,3%) 4(23,5) 0(0)
AST 371,0 330,0 441,0
(19-9556) (71-7556) (19-1215)
ALT 187,5 207,0 135,0
(31-2928) (41-2928) (31-445)
Biltp/TT 6(23,1%) 6 (35,3%) 0(0)
Creatine 0 (0%) 0 (0%) 0(0)
Na* 128,0 128,1 128,0
(122-151) (122-151) (127-134)
Albumin 25,9 25,0 28,2
(18-34) (18-34) (23-32)
LDH 1321,0 1353,0 999,0
(16) 16 (284-7739) 15 (336-7739) (284-2885)
PT/APPT bat thuong 9 (34,6%) 7 (41,1) 2(22,2)
Fibrinogen<1,5g/d| 19 (70,1 %) 14 (82,3) 5(55,5)
Triglyceride 507,5 562,0 485,0
(170-1122) (313-1122) (170-956)
Triglyceride >3 25(96,1) 17 (100) 8(88,9)
Ferritin 14850,2 20891,2 3820,0
(570-103151) (1627-103151) (570-29583)
Ferritin>500 26 (100) 17 (100) 9(100)
Dich nao tuy 0/21 0/17 0/4
Slc‘eu am: t‘ranﬂd!f:.h df-l 18 (69,2%) 14(82,3) 4 (44,4)
mang, phu né tai mat
MRI nao 4/6 (teo ndo) 2/2 (teo néo) 2/2 binh thuéng
Tay d6 21/22 17/17 4/9
Y 16/22 13 HLH 3 thuc bao mau

Nhdn xét: Pa s cac trudng hop & cd hai nhém ¢ gidm 3 dong té bao mau, trong dé nhém thuc bao
mau phai diéu tri c6 ty & gidm ti€u cau nhiéu hon, men gan cao thuéng gap, AST cao hon AL. Ferritin
va triglyceride tang trong gan 100% truéng hop HLH, ting cao han & nhém can diéu tri thuc bao mau.
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3.2. Ty 1& héi chiing thuc bao mau theo nguyén nhan, ty 1é diéu tri thuc bao mau

Nguyén nhan Ca (%) Ca diéu tri mién dich( %)
Nhiém trung 20(76,9) 14 (70),0
-Vi khuén 2(7,7) 1(50,0)
- Siéu vi 18(69,2) 13(72,2)
+ EBV 13 (50,0) 13(100,0)
+ S6t xuat huyét 5(19,2) 0(0,0)
Bénh ac tinh 1(3,8) 0(0)
Bénh tu mién (2 ca) 2(7,7) 0(0)
Khong ro (3 ca) 3(11,5) 3(100)

Nhén xét: Pa s6 hoi chiing thuc bao mau thi phat sau nhiém siéu vi, trong d6 do nhiém EBV dén
50% truéng hgp. Tat ca cac ca thuc bao mau sau nhiém EBV déu diéu tri dac hiéu.

3.3. Dac diém diéu tri dac hiéu hdi chiing thuc bao mau

3.3.1. Ddic diém diéu tri thuéc theo phdc dé thuc bao mdu

Dexa IVIG Etoposide cyclosporin rituximab MTX
Ca (%) 17 (100%) 3(17,6%) 16 (94,1) 2(11,7) 1(5,8) 0(0)

Nhén xét: 100% trudng hgp thuc bao mau cé chi dinh diéu tri dexamethasone, ty |é dung etoposide
trén 90%.

3.3.2. Bdc diém diéu tri hé tro

Nhém chun Nhém diéu tri Nhém bénh nén
Ca (%) 0 2; ung 0 1t;eut i ] bgg e

Hb tro hé hép: 10(38,5) 7(41,2) 3(33,3)

-Th& may 6(23,1) 6 35,2) 0(0)

- oxy/NCPAP 10 (38,5) 7 (41,2) 3(33,3)
Chéng sé¢/ van mach 6 (26,9) 4(23,5) 2(22,2)
Loc mau 1(3,8) 1(5,8) 0(0)
Truyén cac ché pham mau 6(26,9) 6(35,3) 0(0)
Khang sinh phé réng 26 (100) 17 (100) 9(100)
Khang ndm 7 (26,9) 7 (41,2) 0(0)

Nhén xét: Ty 1& bénh thuc bao mau nang can can thiép cap ctu héi stic khodng 30%, trong dé ty lé
cao han & nhém can diéu tri dac hiéu héi ching thuc bao mau.

3.4.Danh gia dap ung diéu tri trong 8 tuan dau diéu tri mién dich

1 2 3 4 5 6 7 8
Toan phan 0 0 4 10 11
Ca (%) (0) (0) (235 | 3294 | 66353) | 8@7N) | 54 | (647
1 phan 14 13 9 3

Ca (%) (82,4) (76,5) (52,9) 9(52,9) 8(47,1) 6(35,3) 4(23,5) (17.,6)
Khéng dap ung 3 4 3 0 0(0) 0 0 0
Ca (%) (17,6) (23,5) (17,6) (0) (0) (0) (0)
Tirvong 0 0 1 3
Ca (%) 0) 0) (5,9) 3(17,6) 3(17,6) 3(17,6) 3(17,6) (17.6)

Nhdn xét: Da s6 cac trudng hop dap (ing mét phan ngay trong vai tuan dau diéu tri, s6t la triéu ching cai
thién trudc, thudng sau 1-3 ngay diéu tri bénh nhan da hét sét. Cac ca khéng dap (ing trong 2-3 tuan dau
c6 ty lé tirvong cao, da sé cac trudng hop ti vong sém trong 4 tuan dau va la cac ca khéng dap tng diéu tri.
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4.BAN LUAN

4.1.Dac diém dich té, 1am sang va can lam sang

Tudi cia nhém bénh HLH 76% dudi 5 tudi,
tuong tu nghién ctru chia tac gia N D Toan (2016)
[4] tai Bénh vién Nhi Pong 2 ¢6 tudi trung binh
3,5 tudi, nghién ctu chia tac gia L B Lién (2012) [5]
nhém thuc bao mau nhiém EBV ciing da sé gap
& tré < 5 tudi 72,7%. Ty 1& nam/nit khéng cé su
chénh léch nhiéu, tuong tu nghién ciu cda tac
gia Lé Bich Lién (2017) [4], va tac gia Wen- |- Lee
(2009) [11].

S6t cao va gan, lach to gap trong da sé truéng
hop HLH tuong duong nghién ctiu cta tac gia Lé
Bich Lién (2017) [5], Sarala Rajajee (2014) [10]
Divya (2020) [7],Xiao (2014) [12].

Pa s6 cac trudng hgp c6 giam 3 dong té bao
mau, tuong tu cac nghién ctu tai Bénh vién Nhi
Péng 1 cha tac gid LBL (2017) [5], Sarala (2014)
[10], Divya (2020) [7].

Gan 100% truéng hop cé tang ferritin va
triglyceride, gidm fibrinogen gap trén 50%
truong hop, tuong tu cac nghién ctu tai Bénh
vién NhiDéng 1 cua Lé Bich Lién (2017) [25]. Natri
mau thap, albumin mau gidm va cé hién tuong
tran dich da mang gap nhiéu & cac ca thuc bao
mau, cac nghién ctu tai Bénh vién Nhi Déng 1
cling ghi nhan tinh trang nay.

4.2, Ty lé& hdi chiing thuc bao mau theo nguyén
nhan, ty 1é diéu tri thuc bao mau

Héi ching thuc bao mau lién quan nhiém
trung thuong gap nhat, trong dé da s6 nhiém
siéu vi. Ty 1&é nhiém EBV trong nghién ctu tai
Bénh vién Nhi Déng 1 LB Lién (2017) 66%, sét
xuat huyét gap trong 19,2% trong nghién ctu
clia chung t6i, 26,3% trong nghién cliu cta tac
giad T.T.M. Hiép (2013) [2]. Nghién ctu cta Divya
(2020) [71 6 52 tré c6 13% thuc bao mau gia dinh,
87% thu phat, trong d6 77% do nhiém trung.

Nghién ctiu 15 nam & 32 tré tai Dai Loan (2009)
ctia Wen -I- Lee [11], ghi nh&n 37,5% sau nhiém
EBV, cac yéu t6 bénh nén khac gém bénh ac tinh,
tu miém, bénh suy gidm mién dich.

Chi c6 1 ca c6 dét bién di hop tir gen perforin,
trong nghién ctru ctia Lam Thi My (2009) [5] phan
tich trén 33 ca thuc bao mau, chi c6 2 truong hop,
nghién ciu ctia T.T.M Hiép tai Bénh vién NhiDéng
trén 38 tré cling chi phat hién 1 ca thuc bao mau
bam sinh [2]. Nghién ciiu cia Wen-I-Lee (2014)
[11] trén 32 tré cling khéng phat hién ca dét bén
HLH gia dinh.

Vé diéu tri thuc bao mau, 100% céac ca nhiém
EBV diéu c6 chi dinh diéu tri tuong tu cac nghién
ctru cia Bénh vién Nhi Déng 1,2 . Nghién ctu cta
Divya (2020) [7] & 52 tré, trong cac ca thu phat
51% chi diéu tri b&nh nén, 37% diéu tri steroid va
IVIG. Nghién cttu ctia N.H.P Ha [2] (2018) & 70 tré
khéng nhiém EBV ¢6 21,2% chi can diéu tri bénh
nén.Ty lé dung dexa gan 100% trudng hop tuong
tu nhu nghién ctu ctia LT My (2012), [5], LB Lién
(2017), trong nghién ctru ctia ching téi 6 ty lé
dung etoposide cao hon va it dung cyclosporin
hon do cac nam sau nay ap dung lai phac dé HLH
1994. Bao cdo ca lam sang nhiém Brucellosis
dap ung tét vai dung IVIG [15], 1 ca sau nhiém
leptospira véi dexamethasone [8].

4.3. Danh gia dap (ing diéu tri

Nghién ciu clia tac gid T.T.M.Hiép (2013) [2]
ty 1é t&r vong 29%, N T Hudng (2017) [3], & 68 ca
thuc bao mau tai Bénh vién Nhi Déng 2 ty lé tir
vong trong 4 tuan dau la 29,4%, nghién ciu LB
Lién (2017) tai Bénh vién NhiDéng 1 ty Ié ti vong
25%. Do nghién ctru cta chiing téi ¢6 ¢ mau nhé
nén can cé nhiéu thai gian danh gia hon niia.

5.KET LUAN

Héi chiing thuc bao mau c6 cac biéu hiéu lam
sang va xét nghiém tuong tu nhu'y van. Da sé cac
trudng hgp thuc bao mau lién quan dén nhiém
trung trong d6 cha yéu nhiém EBV, hau hét cac
trudng hop thuc bao mau thi phat chi can diéu tri
bénh nén, trir héi chiing thuc bao mau lién quan
dén EBV. Can nhanh chéng lam cac xét nghiém
dé phan loai nguyén nhan giup viéc diéu tri hiéu
qua va dac hiéu hon. Pa sé cac truéng hop thuc
bao mau diéu tri mién dich c6 dap tng giam sot
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ngay trong tuan dau tién, cac trudng hgp khong
dap Ung sau 3-4 tuan diéu tri thuc bao mau cé ty
Ié tf vong cao, va tlif vong thuong xay ra trong 4
tuan dau diéu tri.
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