TAP CHI NGHIEN ClPU Y HOC

DAC PIEM CAN LAM SANG BENH NHAN HUYET SAC TO HBE
TAI BENH VIEN NHI TRUNG UONG GIAI POAN 2020 - 2022

Nguyén Thanh Binh"2*, Tran Thij Ngan?

"Trirong Pai hoc Y Ha Noi
2Bénh vién Nhi Trung wong

HbE Ia mét bénh réi loan huyét sac té di truyén phén bé véity 1é cao & céc nudc Béng Nam A trong dé c6 Viét

Nam. Nghién ctru mé ta cat ngang nhdm muc tiéu mé ta mot sé déc diém can lém sang & nhém bénh nhan huyét séc

t6 HbE dén kham tai Bénh vién Nhi Trung wong tirndm 2020 dén ndm 2022. Két qua cho théy trong 195 bénh nhén

HbE duoc chén doan, ty 16 thiéu méu chiém 82,56% trong dé chui yéu la thiéu mau nhe véi 63,59%, thiéu méu nang

chiémty 16 thép v6i 3,08%. Déc diém thiéu mau &bénh nhan HbE Ia thiéu mau hdng cdu nhd, nhuoc sdc kémtheo cé

téng sé lvong hdng cdu mau ngoaivi. Tinh trang thiéu satlam téng mirc d6 ndng cta thiéu mau trén bénh nhan HbE.

Tir khéa: HbE, Huyét sic t6, Thiéu mau, Bénh vién Nhi Trung wong.

I. DAT VAN BE

Bénh huyét séc td di truyén I& nhém bénh
chiém ty 1& I&n va quan trong trong cac bénh rdi
loan di truyén. Theo céc nghién ctu, ty 1& ngudi
mang gen bénh huyét sic t6 1a khoang 7% dan
sb thé gidi, dac biét bénh thwdng biéu hién sém
va anh hwéng rat nhiéu dén qua trinh phat trién,
strc khde cla tré em.! Huyét séc td E (HbE) 1a
mot trong cac bénh huyét séc td di tuyén trong
do6 acid amin glutamic & vj tri 26 trong chudi
globin b bi thay thé b&i lysin (HbE-a2 22 9ue
¥).2 Bénh huyét séc t6 HbE phan bd hau hét
trén toan thé gi¢i nhung phd bién & khu vuc
Déng Nam A nhw Thai Lan, Lao, Campuchia va
Viét Nam.2 M&c du bénh HbE don thuan khéng
gay hau qua nghiém trong nhwng cé thé gay t&r
vong néu ddng méc véi bénh B-thalasaemia.?

O Viét Nam, da cé nhiéu nghién ctru vé cac
bénh réi loan huyét sic t& nhwng chi yéu la
Thalassaemia. Nam 1999, Bui Van Vién nghién
ctu bénh ly HbE dau tién tai Viét Nam da ghi
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nhan dac diém lam sang ctia bénh HbE rat khac
nhau tuy theo thé bénh, biéu hién kin d4o nén
nhiéu bénh nhan chi dwoc phat hién khi lam cac
xét nghiém.* Do vay, chung t6i thyc hién nghién
clru nay voi muc tiéu:

Mé té& mét s6 déc diém can léam sang & bénh
nhéan huyét sac té HbE dén kham tai Bénh vién
Nhi Trung wong ttr ndm 2020 dén 2022.

Il. DOl TVONG VA PHWONG PHAP

1. Péi twong

- 195 bénh nhan huyét sic t6 HbE tir 1 dén
14 tudi tai Bénh vién Nhi Trung wong tir thang
01/2020 dén thang 06/2022.

Tiéu chudn Iwa chon

- Xét nghiém dién di huyét séc té xac dinh
huyét sac t6 bat thwerng HbE

- C6 cac thong tin vé xét nghiém can 1am
sang kem theo: Cong thirc mau; Sinh héa mau
(S&t huyét thanh).

Tiéu chun loai trov

- Bénh nhan bi cac bénh ly huyét hoc,
mién dich khac kém theo nhu ung thw, suy tuy
xwong, bach cau cép...
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- Bénh nhan bi cac bénh man tinh nang khac
(suy than, suy gan...).
2. Phwong phap

C& mau va thiét ké nghién ciru

Nghién ctru mé ta, hdi clru va tién cru.

C& mau thuan tién.

Bién sé va chi s6 nghién ctru

- Két qua dién di huyét sic tb.

- Céc chi sb huyét hoc: dac diém cac dong
té bao mau (hdng cau, bach cau, tiéu ciu...).

- Céc chi s6 sinh héa mau: sét huyét thanh,
ferritin.

Cdc ky thuat xét nghiém

Xét nghiém dién di huyét sac té dwoc thuc
hién theo nguyén ly sic ky 16ng cao ap (HPLC)
trén may Ultra2-variant v&i mau mau tinh mach
chéng déng béng EDTA.

ll. KET QUA
1. Pac diém huyét hoc bénh nhan HbE

Cac xét nghiém huyét hoc, sinh héa mau
thyc hién theo quy trinh ciia Bénh vién.

X ly sé liéu

Thu thap cac théng tin va két qud bénh
nhan tién ctru két hop hdi ciru trén phan mém
mang LIS cta bénh vién hodc sé lvu két qua
bénh nhan.

Danh gia cac chi sb huyét hoc va phan loai
thiéu mau, thiéu st dwa vao tiéu chuan huéng
dan cia Bo Y té.58

Sé liéu duwoc xt ly bdng phan mém Excel
10.0.

3. Pao dlrc nghién ctru

Thong tin ca nhan clia bénh nhan dwoc ma
héa va gir bi mat. Két qua thu dwoc chi nham
muc dich nghién ctru, phuc vu diéu tri, khéng c6
muc dich nao khac.

Bang 1. Cac chi s té bao mau ngoai vi

Chi sé Mean * SD Min Max
RBC 5,05+0,76 1,25 7,09
HGB 103,13 £ 18,96 31,00 148,00
HCT 31,83 +4,96 10,30 45,00
MCV 63,57 + 7,83 46,00 84,00
MCH 20,62 + 3,38 11,80 27,90

MCHC 322,85 + 22,01 236,00 355,00
RDW 17,48 + 4,81 12,7 36,60
WBC 10,67 + 3,94 3,44 26,48
PLT 396,06 + 149,43 35,00 1192,0

Mot sé chi sé héng ciu giam nhw thé tich
trung binh héng cau MCV (63,57 + 7,83 fl);
Hemoglobin trung binh héng cdu MCH (20,62

+ 3,38); Nong do huyét séc t6 trung binh HGB
(103,13 + 18,96). Sé lwong bach cau, tiéu cau
trung binh trong gi¢i hanh binh thudng.
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Bang 2. Ty lé va mrc d6 thiéu mau & bénh nhan HbE

Tinh trang n %
Khong thiéu mau Binh thuwdng (HGB = 120 g/L) 34 17,44
Thiéu méau nhe (90 g/L < HGB < 120 g/L) 124 63,59
C6 thiéu mau Thiéu mau vira (60 g/L < HGB < 90 g/L) 31 15,90
Thiéu mau nang (HGB < 60 g/L) 6 3,08

Téng 195 100

Ty lé bénh nhan thiéu mau rat cao, chiém 82,56%, trong d6 chi yéu la thiéu mau nhe chiém
63,59%; ty 1& thiéu mau nang thap chi chiém 3,08%.

Bang 3. M6t s6 chi s6 sinh héa, huyét hoc
& bénh nhan HbE kém thiéu sat va khong thiéu sat

Thiéu sat (n = 25)

Khéng thiéu sat (n = 56)

Chi'so Mean * SD Mean * SD
Sét (umol/l) 3,16 £ 2,09 8,08 + 5,88 < 0,01
RBC (T/l) 5,41+ 0,58 5,03+ 0,79 < 0,05
HGB (g/l) 89,76 + 15,32 106,38 + 15,66 < 0,01
HCT (%) 29,92 + 3,73 32,41+ 4,69 < 0,05
MCV (fl) 55,56 + 5,82 64,95 + 6,46 < 0,05
MCH (pg) 16,69 + 2,77 21,35 +2,42 < 0,05
MCHC (g/l) 298,92 + 25,43 328,36 + 13,01 < 0,01
RDW (%) 22,18 £ 5,73 16 + 4,82 < 0,05

C6 81 bénh nhan dwgc lam xét nghiém sat
huyét thanh, trong nhém thiéu sét, ty 1& bénh
nhan cé lwong huyét séc t6 (HGB) thap hon,
kich thwéc trung binh héng cdu (MCV) nhé
hon, néng d6 huyét sac té trung binh héng cau
cling thdp hon so v&i nhém khéng kém thiéu
sat c6 y nghia thdng ké.

V. BAN LUAN

Bénh nhan HbE c6 sb lwong héng cau trung
binh 5,05 + 0,76 cao hon so v&i nguwdi binh
thwong. Két qua nay ciing da dwoc bao céo
trong mot sb nghién ctru treéc day. Nghién ciru

ctia Bui V&n Vién nam 1999 thy rang sé lvong
hong cau bénh nhan HbE 1a 5,3 + 0,62 T/L, hay
nhw trong nghién clru cta Lé Thi Hoang My
nam 2018 thay sb lwong héng cau trung binh
clia nhom HbE cao hon so vé&i nhom chirng.*?
Tuy nhién, néng d6 Hemoglobin (HGB) & bénh
nhan lai gidm hon so véi binh thwdng. Theo két
qua cta moét nghién ctru trwéc day trén nhém
bénh nhan HbE ngudi Pakistan thdy luwong
HGB la 97 £ 26 g/l, hoac trong nghién ctru clia
Lé Thi Hoang My thay lwong Hb = 116 + 1 4
g/l.”® Trong nghién ctu cda chung téi, lwong
HGB la 103,13 + 18,96 g/l, thdp hon so Voi
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két qua trong nghién cu cta Lé Thj Hoang
My.” Néu so sanh véi cac bénh ly bat thuong
huyét sac t6 khac nhw o — thalassemia hay B
— thalassemia thi bénh nhan HbE cé mic dd
thiéu mau nhe hon. Nghién cru cia Dwong Ba
Trwe va Nguyén Cong Khanh trén nhém bénh
nhan a — thalassemia thdy lwong HGB trung
binh 14 62,1 g/, trén bénh nhan 3 — thalassemia,
HGB la 51 g/l. Bac biét trong nghién ctru clia
Nguyén Hoang Nam trén bénh nhan két hop
B - thal/HbE thi lwgng HGB trung binh chi la
69,08 g/1.%"® Qua d6 c6 thé thdy HbE la mot
bénh rdi loan huyét sic t6 dang nhe, nhung c6
thé gay thiéu mau tan mau nang khi méc déng
thoi v&i bénh B — thalassemia.® Vi vay, viéc tam
soat bénh ly HbE da tré thanh chinh sach y té &
nhiéu qudc gia." V& dac diém hong cau, trong
nghién clru cGa ching t6i cho thdy cac bénh
nhan HbE cé héng cau nhd, nhuoc sic biéu
hién théng qua céac chi sb thé tich trung binh
héng cau (MCV) va lwgng huyét sac tb trung
binh héng cau (MCH) déu gidm. Bac diém nay
cling dwoc nhan théy & bénh nhan HbE trong
mot sb nghién ciru trwdc day nhw trong nghién
ctru clia Lwong Thi Nghiém nam 2011.12

Ty 1& bénh nhan HbE cé thiéu mau trong
nghién ctru cla chung toi la 82,56% trong do
thiéu mau nhe la cha yéu chiém 63,59%. Két
qua nay twong tw véi mot sbé nghién ctru khac
vé ty & thiu mau & bénh nhan HbE trong va
ngoai nwéc nhw nghién ctru clia Bui Van Vién
(1998), nghién ctru clia Bushra Moiz trén nguoi
Pakistan c6 ty lé thiéu mau nhe trén nhém dbi
twong nay la 70%.8

Xét nghiém sat huyét thanh va ferritin huyét
thanh c6 gia tri danh gia mirc do thiéu sat hay
thira sat dé diéu tri, khéng cé gia tri dé sang loc
hay chan doan xac dinh ngwdi mang gen HbE.
Nhém thiéu sét trong nghién clru cla ching
t6i cé két qua dinh lwong sat huyét thanh thép,
trung binh 1a 3,16 umol/l twong dwong véi Tran

Minh Long va céng sw nghién ctu vé tinh trang
thiéu mau thiéu sat cta tré em dwéi 5 tudi tai
Bénh vién San Nhi Nghé An."

Nhém bénh nhan HbE c¢6 thiéu sét co ndng
dd hemoglobin thdp hon so v&i nhém khéng
thiéu sat, sw khac biét cé y nghia théng ké voi p
<0,01. Twong tw nhw vay, nhom bénh nhan HbE
c6 thiéu sét c6 sb lwong hdng ciu, cac chi sb
MCV, MCH, MCHC déu thap hon nhém khéng
thiéu sét c6 y nghia thdng ké. Viéc két hop gitra
bénh ly huyét sic t6 HbE va thiéu s&t lam tram
trong hon mirc d6 thiéu mau ctia bénh nhan.

V. KET LUAN

Qua phan tich két qua 195 bénh nhan huyét
séc t& HbE tai Bénh vién Nhi Trung wong tw
nam 2020 — 2022 thay rang ty 1& thiéu mau
chiém ty 1& 82,56%, trong d6 chd yéu 1a thiéu
mau nhe chiém 63,59%; ty 1& thiéu mau néng
thap chi chiém 3,08%. Thiéu mau & bénh nhan
HbE & thiéu mau héng cau nhd, nhuwoc sic
kém theo téng sé lwong hdng cdu mau ngoai
vi. Tinh trang thiéu sat kém theo sé lam tang
mirc dd nang cla thiéu mau & bénh nhan HbE.
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Summary

SUBCLINICAL CHARCTERISTICS OF PATIENTS WITH HBE
IN NATIONAL CHILDREN’S HOSPITAL FROM 2020 TO 2022

Hemoglobin E (HbE) is an inheritted disorder with structural hemoglobin variant that occurs at high
frequencies throughout many Asian countries including Vietnam. We conducted a cross-sectional
study to demonstrate the subclinical characteristics of patients with HbE at the National Children’s
Hospital from 2020 to 2022. The frequency of anemia was 83.56% in 195 HbE patients. Severe
anemia represented only 3.08%, where the majority of patients had a mild form. HbE patients
had mycrocytic anemia with mild increase of red blood cells in the peripheral blood. lon deficiency
increased the severity level of anemia in HbE patients.

Keywords: HbE, Hemoglobin, Anemia, National Children’s Hospital.
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