NGHIEN CUU DAC BIEM LAM SANG VA XET NGHIEM BENH HUYET SAC T0
0 TRE EM BIEU TRI TAI BENH VIEN BA KHOA TRUNG UONG THAI NGUYEN

TOM TAT

Béng phuong phap diéu tra cat ngang, nghién ciu
trén 35 bénh nhi bi bénh vé huyét sdc t6, tac gid cho
thdy: 80% bénh nhén la ngudi dan téc; 100% s6 bénh
nhéan co6 léch to, thiéu méau & muc d6 ndng va vira;
91,1% s6 bénh nhan c6 vang da, vang cling mac; 71,1
% s6 bénh nhén co gan to; 71,1 % s6 bénh nhan co bién
dang xuong so; 69% s6 bénh nhén cé tim to. 77,1% s6
bénh nhédn c6 Hb dudi 60g/l, vdi gia tri trung binh la
46,6+16,8 g/I. 100% s6 bénh nhan co thé tich trung binh
héng céu dai 85 fl, gia tri trung binh la 71,28 + 8,33 fl.
Gia tri trung binh cla huyét sac t6 trung binh héng céu la
21,52 + 3,7pg va clia néng d6 huyét sac té trung binh
héng céu la 27,75 + 3,5 g/d1. 100% s6 bénh nhan cb
bién dbéi hinh thai héng cau: Nhuoc sdc, kich thudc
khéng déu, bién dang, nhiéu héng cdu non. 4,3% trong
hop thubc thé thalassemia. 25,7% trong hdp thudc thé
phéi hop B-Thalassemia/HbE. 60% trong hdp thudc thé
[-Thalassemia.

Téc gia cho rang can cé nhitng nghién ctu réng hon
vé phd hé gia dinh dé€ gop phén lam gidm su luu hanh
cla bénh trong céng dong.

Tur khod: huyét sac to.

SUMMARY

In order to know clinical aspects and blood
examination of children with hemoglobinopathy in Thai
Nguyen general central hospital, the author studied 35
patients with hemoglobinopathy by using cross-sectional
survey.

The results showed that 80 percents of the patients
were minority people. 100 percents of the patients had
splenomegaly, moderate and severe anaemia. 91.7 % of
the patients hao jaundice. 71.1% of the patients had
hepatomegaly and deformities of the skul1.77.1% of the
patients had hemoglobin concentration <60g/| and
average  hemoglobin  concentration was  46.6
+16.8gll.100 percents of the patients had MCV < 85f]
(71.28+ 8.33fl) the average value of MCI and MCHC
were 21.52 =+ 3.7pg and 27.75 + 3.5/dl, respectively.
100% of the patients hao microcytic, hypochronic with
abnormal red cells. 4.3% of the patients was A -

Thalassemia. 25.7% of the patients wasa-
Thalassemia/HbE. 60% of the patients was &-
Thalassemia.

The author recommended thai ferther investigation in
genogram in order to reduce the incidence of this
disease in community.

Keywords: hemoglobinopathy.

DAT VAN BE

Thi@u mau tan mau la thiéu mau do héng ciu v qua
nhanh va nhiéu hon mic v& hong cau sinh ly. Day [a mét
bénh kha phé bién & tré em nudc ta. Theo téng két mo
hinh bénh tat tai Vién béo vé slc khoé tré em trong 10
nam (1981 - 1991) thi thi€u mau tan mau la mét trong 20
bénh phéd bién nhat [4].

DANG VAN THUC, NGUYEN VAN SON

Cé nhiéu nguyén nhan gay thiéu mau tan mau nang
S tré em nudc ta. nhung hang dau 1a cac bénh vé huyét
sac t6, trong d6 B- Thalassemia va HbE 1& phé bién nhat
trong céac trudng hop thi€u mau tan mau nang dén vién
[6].

Bénh huyét sic t6 phd bién trén toan thé gidi ciing
nhu khu vuc Chau A. Theo théng ké clia WHO (n&m
1981) ¢6 khoang 241 triéu ngudi trén toan thé giéi mang
gen bénh, trong d6 bénh Thalassemia khoang 67 triéu
ngudi, rieng & Chau A la 60 triéu ngudi.

& Viét Nam, bénh huyét sic t6 phan bd & khap tat ca
céac tinh va céac dan toc trong ca nudce [1], [2], [7], [9]. B -
Thalassemia va thé phdi hop B - Thalassemia/ HbE la
nguyén nhan hang déu gay thi€u mau tan mau & tré em
[5] [6], [12]. Theo tong két 10 nam (1981- 1990) cla Vién
bao vé slc khoé tré em thi ty 1& bénh huyét sac t6 chiém
59,8% cac bénh méau vao diéu tri [5].

Mién nui phia Bac 1a noi cu tri chl yéu clia cac dan
toc it ngudi, trinh do dan tri con thap, kinh té€ thi€u thén,
hén nhan gan huyét théng, dé nhiéu dé 1a nhiing diéu
kién thuan Igi cho bénh huyét sac t6 lan rong trong cong
dong. Nhan thic dugc y nghia, tam quan trong clia bénh
di truyén phd bién nay, dong thai gép phan vao viéc
phong bénh cho cac cong déng dan toc & Thai Nguyén,
ching t6i tién hanh nghién ciu dé tai nay nham muc
tiéu: Mo ta dc diém lam sang va xét nghiém bénh huyét
sac t6 & tré em diéu tri tai Khoa Nhi Bénh vién Da Khoa
Trung uong Thai Nguyen

pol TUONG VA PHUGONG PHAP NGHIEN cUU

1. Dm tu'ong va dia diém nghién cuu.

T4t ca cac bénh nhan dugc chan doan la bénh huyét
sac t6 diéu tri tai khoa Nhi- BVDKTW Thai Nguyén

2. Thdi gian nghién cuu.

T thang 8/2004 - 5/2005.

3. Phuong phap nghién curu.

3.1. Thiét ké nghién cuu mo ta cat ngang.

3.2. Ky thudt chon mu:

Chon mau thuan tién.Trong khoang thdi gian trén,
ching téi chon dudgc 35 bénh nhan dap Gng véi tiéu
chudn chon mau nhu sau: Lam sang c6 cac dic diém
cla thi€u mau tan mau man tinh, xét nghiém cé biéu
hién clia tinh trang héng cau v& nhiéu hon binh thudng
va ¢6 tang sinh héng cau trong tuy xuong, dién di ¢o
hinh anh Hb bat thudng.

3.3. Ky thudt thu thdp sd liéu.

Phdng van bé me bénh nhan tham kham lam sang
phat hién cac triéu chiing. Cac xét nghiém vé sinh hoa
va huyét hoc dudc lam tai khoa Sinh hoda, khoa Huyét
hoc - Bénh vién Ba khoa Trung uong Thai Nguyén.

4. Chi tiéu nghién citu.

* Chi tieu lam sang: Tudi, gi6i tinh, dan toc, dia
phuong, tién st ban than va gia dinh.Triéu ching lam
sang: Thiéu mau, vang da, lach to, gan to, tim to,bién
dang xuong...
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* Chi tiéu can l1am sang: Cong thiic mau, huyét do,
Dién di huyét sic t6. Sinh hoa (bilirubin, sit huyét
thanh).

5. X(rly s6 liéu.

Theo phuong phap théng k& y hoc, s dung phan
mém EPIINO 6.04.

KET QUA NGHIEN cUuU

Bang 1. Phan bs bénh nhan theo tudi va gidi:

Tubi — Gigi " Chung | Tyle (%)
05 1 7 18 513
6-10 2 z 3 174
1115 6 5 1 313
Téng 19 16 % 100,0

Nhan xét: Trong 35 Bénh nhan nghién ctu c6 19 BN
nam, 16 BN nir. I(fa tudi thudng gap nhat 1a dudi 5 tudi (5
1,31 %) vatir 11 - 15 tudi (3 1,26%).

Bang 2. Phan bs bénh nhan theo dan tc:

Dan toc SOEREIN 1 Trie ()
)

Tay 15 429
Kinh 7 20,0
Nung 4 11,4
Dao 2 57
Xa tang 2 57
San Diu 2 57
Dan toc khac 3 8,6

Nhan xét: Ty I& bénh nhan la ngudi dan toc thiéu sé
kha cao (80%), trong d6é 42,8% la ngudi dan téc Tay,
11,4% la ngudi Nung.

Bang 3. D4u hiéu l1am sang:

D&u hiéu va triéu chiing | S6 bénh nhi (n= 35) Tilé (%)
Da xanh, niém mac hot 35 100
Léch to 35 100
Nudc tiéu vang 34 97,1
Vang da cling mac 32 91,4
Bién dang xuang so 25 711
Ganto 25 711
Timto 24 69,0
Sot 23 65,7
Xam da 18 51,4
Kho thd 6 17,1
Phu 3 8,6

Nhan xét: Da xanh, vang da, lach to, nudc tiéu vang
thuding gép & hau hét cac bénh nhan.
Béang 4.

Murc do thisu mau SG bénh nhi (n1=35) | Ti1é (%)
Thigu mau rat nang (Hb< 30) 5 14,2
Thi€u méu nang (Hb>30-60) 22 62,9

Thi€u méau vira (Hb>60-90) 8 22,9
Néng d6 Hb trung binh 46,65 + 16,8

Nhan xét: Phan 16n cac bénh nhan dén vién trong
tinh trang thi€u mau vira va nang (85,8%), ¢ 14,2%
trudng hop thi€u mau rat nang

Bang 5. Mot s6 chi s6 huyét hoc

Chi s6 S8 bénh nhan (n=34) Tilé (%)
Hematocrit 5 14,2
Theé tich trung binh HC 22 62,9
HST trung binh HC 8 22,9
Néng d6 HSTTBHC 46,65 + 16,8

_ Nhén xét: Bénh nhan c6 biéu hién thi€u mau nhudc
s&c héng cau nhd ‘ )
Bang 6. Hinh thai héng cAu mau ngoai bién

Bign dGi hinh thai HC SG bénh nhi (1=35) [T 116 (%)
HC Nhugc sic 34 100
HC khong déu 34 100
HC hién dang 34 100
HC non 34 100
HC nhd nhiéu 31 911
HC hinh giot nuéc 30 88,2
HC bat mau khong déu 29 85,0
HC hinh bia 27 79,4
HC Manh 24 70,5
HC mang 23 67,6
HC c6 hat kiém 23 67,6
HC c6 vong Joly 4 11,7
Ty 18 hong cau Iudi trung binh 4,8+1,9%

Nhan xét: Bac diém héng cau nhudc sic, kich thuéc
khéng déu, nhiéu héng cau non, héng cau bién dang
gap & 100% s6 bénh nhan.

Bang 7. Két qua dién di Hb

Loai Hb S bénh nhi (n=35)| TT1é (%)
Hemoglobin F A, 4 11,4
Hemoglobin F, A, A, 17 48,5
Hemoglobin F/HbE, A, 4 11,4
Hemoglobin F/HbE 5 14,3
Hemoglobin H, HbA,, A, 2 57
Hemoglobin Barts/HbA,, A, 1 2,8
Hemoglobin H, Hb Barts/HbA,, A, 2 57

Nhan xét: Trong 35 bénh nhan nghién ciu thay gap
nhiéu loai sac t8, trong d6 két qua dién di thdy hinh anh
HbF, HbA,, HbA, chiém ty I& cao nhat (48,5%)

Bang 8. Nong d6 Bilirubin va sat huyét thanh trung
binh

Chi s S0 bénh nhi (n=35) Tilé (%)
Bilirubin toan phan 35 39,12+19,4
Bilirubin gian ti€p 35 33,21+20,9
Sat huyét thanh 35 29,98 +11,37

Nhan xét: Pa s6 bénh nhan c6 Bilirubin toan phan,
Bilirubin gian ti€p va sat huyét thanh tang.
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* Pha hé gia dinh
Gia dinh bénh nhan Néng Van Toan

HbA, HbE
Hb 139g/l
MCV 72f

HbF/HbE, Hb 57g/I; MCV 49fl

Pha hé gia dinh bénh nhan Nguyén Thi Trang

HbA1 - HbA2 dam
Hb 1149/l
MCV 71l

HbF/ HbA 1,A2 ; Hb 45g/I; MCV 791l

Pha hé gia dinh bénh nhan Lé Thu Hai

/A

HbA1 - (93,5%)
HbA2 ~(6,5%)
Hb 110g/
MCV 751
HbA1 - (95,2%)
HbA2 —(4,8%)

Hb 110g/l @

MCV 72fl

Pha hé gia dinh bénh nhan Vi Khanh Lam

HbA2 -HbA1
Hb 1079/l
MCV 63fl

HbH/ HbA2 dam- HbA1

Hb 98g/!
MCV 66

HbA1 - (94%)
HbA2 ~(6%)

@ Hb 1079/l
MCV 73fl

HbF - (93%)
HbA2 ~(7%)
Hb 50g/!

@ MCV 60fl

HbA1 - (93,2%)
HbA2 —(6,8%)
Hb 105g/
MCV 73f

A »)

HbA1 - (93%)
HbA2 ~(7%)
Hb 109g/1
MCV 72f

BAN LUAN

1. Dic diém cla déi tuogng nghién ciru.

Két qua nghién cu cho thdy phan I6n bénh nhan Ia
ngudi dan toc thiéu sd (80%), trong d6 dan téc Tay
chiém 42,8%, dan téc Nung chiém 11,4% va phan bé
chl yéu & hai huyén Binh Hoa va Phi Luong. Két qua
nghién ctu clia Nguyén D4c Lai chi ra tAn xuat bénh &
dan toc Tay la 12%, dan toc Nung 1a 7,69% [9]. Nguyén
Céng Khanh cho thay ty 1& bénh gép & dan toc Tay 11%,
NUng 7,1%[3]. Phai chang ty 1& mac bénh Hb cao & ngudi
dan toc thiéu sd 1a do tinh chat cla bénh hay do tap
quan quan hén clia ngudi dan tdc? Diéu nay can phai
dugdc nghién ciu sau hon.

HbF - (45%); HbA1 - (45%), HbA2 — (45%)
Hb 75g/I; MCV 64fl

2. Pac diém 1am sang.

T4t ca bénh nhan déu co triéu ching thiu mau tan
mau man tinh, d6 1a: Thi€u mau, vang da, lach to. Thiéu
mau la vang da thudng 1a Iy do bénh nhan dén vién. Ty
I& bénh nhan thiéu mau ning kha cao (77,14 %). Bén
canh cac triéu ching: Thiéu mau, vang da, lach to thi
100% bénh nhi cé nudc tiéu sAm mau, doi khi day ciing
l& mét trong nhig ly do dé bénh nhan vao vién. Bién
dang xuong ciing la mét triéu chimg kha phd bién &
71,4% cac trudng hop véi cac bidu hién: Dau to, tran do,
mii tet, ham trén v& va trén phim X-quang hdp so ¢
hinh &nh: day xuong ban so, c6 cac & loang xuong, c6 8
trudng hop c6 hinh anh chan téc (hair on end). Két qua
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nghién clu clia ching t6i cling tuong tu nhu két qua
nghién cu ctia Nguy&n Céng Khanh [3], Duong Béa Truc
[11] va Tran Van Bé [I]. S di céac triéu chiing 1am sang
dién hinh va nang né nhu vay 1a do bénh nhan cla
ching t6i da s6 1a & thé nang dong hdp td, di hop ti kép
phéi hop, da dudc phat hién bénh tir truGc va dugc
truyén mau nhiéu lan.

Bén canh cAc triéu chiing thi€u mau tan mau thi biéu
hién tinh trang nhiém s&t kha phong phu:

Bang 9. So sanh véi mét s6 nghién clu [3], [8], [11]

Gan to, tim to, xam da, cham phat trién thé chat. Két
qué nghién ctu cho thdy 25/35 trudng hop cé gan to
(71,14%), 24 trudng hop cé tim to (69%), 8 trudng hgp
c6 xam da (51,42%) (bang 3). Tinh trang nhiém sat dudc
thé hién rat rd bing néng dd sit huyét thanh tang cao.
Nhiéu tac gia cho rang gan to la dau hiéu biéu hién quan
trong cla tinh trang nhiém sat, con tim to 1a biéu hién
khéng nhiing ctia thi€u mau man tinh ma con la biéu
hién cla nhiém sat co tim gay suy tim do thoai hoa co
tim 3], [10].

o e 1A N.C.Khanh Bui Ngoc Lan B.V. Thue
Dauhieulam s ™5 Thal pThatboE | DB Te AR B-ThallHbE bénh Hb
Gan to 34 58,7 68 71,1
Tim to 615 84,6 69.0
Xam da 34,3 64 51,4
Chém PT can nang 82,8 88 89,14 91,6 90,5 80,0
Cham PT chiéu cao 87,5 86,7 67,5

3. Pac diém vé huyét hoc.

Diém ndi bat trong s& bénh nhan cda ching toi 1a
biéu hién mét tinh trang thi€u mau nhudc sic hdng cau
nhd. M6t két qua dang luu y 1a thé tich trung binh héng
cau (MCV) khéng nhimg nhé hon binh thudng ma con
rat khédng déng déu nhau, c6 trudng hop MCV rat nhd
(49n) chi béng 1/2 thé tich clia hdng cAu I6n nhat 1& 84fl,
trong khi d6 chang t6i thay gia tri trung binh cla do phan
giai hdng cau RDW (28,59 + 7,9) tang hon so véi chi s6
binh thudng. Héng cdu mang Iudi tang 6 100% céac
trudng hop, nhung tang khéng cao, trung binh la 4,8 +
1,9%. Két qua nghién cu cla ching téi cling tuong tu
nhu két qué clia cac tac gid khéac [3], [11].

Bang 10. So sanh MCH, CHC v4i mét s8 nghién cliu

Cri 56 5 NCKha”g_ DB.Tnye | BVTh(c
Thal | Thabpe | H°oH | BénhHb
MCH <279 [ 100 | 973 9% 88
Trng | 244 | 233+ | 2175 | 21,52¢%
P9 | bimh [ £23] 29 +38 37
MCHC | Trung | 29,8 | 284+ | 2581 | 27,75
gd | binh | 29| 29 41 35

Tu cac chi s6 vé MCV, MCI, MCHC ching téi thay
d&c diém sau: Thé tich trung binh héng ciu nhd, khéng
déu va nhugc sic 1a mot dac diém rat dang Iuu y trong
hdi chiing bénh huyét sic t& di truyén, cé thé Ging dung
trong lam sang dé phat hién ngusi mang gien bénh. Két
qué dién di & bang 7 cho thay: C6 5 trudng hop ¢6 hinh
anh HbH,Hb Bart’s cac trudng hdp nay thudc thé o -
Thalassemia. C6 4 bénh nhan dién di ¢6 hinh anh HbF
dam nita khéng c6 HbA, cac trudng hdp chic chan
thudc thé p-Thalassemia ddng hop t&. C6 9 trusng hop
c6 HbF, HbE, HbA,, HbA, nén thudc nhém di hop tir kép
B-Thalassemia/HbE. Con 17 bénh nhi c6 két qua dién di
hinh anh HbA, HbA,, HBF, déu c6 Ida tudi trén 2 tudi, 1a
dan toc thiéu sé lai cu trd & dia ban mién nai 1am sang
¢6 thiéu mau nang, vang da, lach lo, ¢ dac diém huyét
hoc dién hinh: Héng cau nhd MCV< 90fl, khéng déu,
nhudc sdc (MCH < 27pg), c6 tang ty 1& héng cau dusdi.
Theo Nguyén Céng Khanh [3], nhiing trudng hop thiéu

mau tan mau man tinh cé dac diém nhu vay, néu tién sl
thi€u mau xay ra sém tir dudi 1 tudi c6 thé nghi la p-
Thalassemia déng hop t& néu thi6u mau xay ra mudn
hon & tré 16n thi nghi & p-Thalassemia thé phéi hap véi
HbE. Do vay ma chdng téi nghi t6i 17 bénh nhan nay
thudéc nhém B-Thalassemia déng hgp tu.

V& pha hé gia dinh: Chung t6i da tién hanh nghién ciiu
4 ph& hé cla 4 bénh nhan diéu tri tai khoa, ca 4 bénh
nhan nay déu thudc thé Thalassemia nang dong hap t.
Ca 4 gia dinh bé me déu khong cb biéu hién 1am sang rd
rét, khong cé gia dinh nao cé yéu té tién su, khi xét
nghiém - déu co6 tinh trang Hb gidm nhe va MCV dusi 80
fl. C6 2 gia dinh ¢6 két qua dinh Iugng Iuu tai vién nhi
Trung uong thi cd b me déu mang gien di hop t& p-
Thalassemia, con mang gien déng hop t&. Con 2 gia dinh
thi c6 két qua dién di Hb dinh tinh thay c6 hinh &nh HbA,,
HbA, dam hoic két hgp c6 HbH, HbE. Khi xét nghiém
cdng thic mau thdy Hb gidm nhe < 13g/dl, MCV < 90fl do
vay chlng t6i nghi d&n cac b me déu & thé di hop tr.

Qua day ching t6i thdy ring cha me mang gien bénh
va truyén cho con, khdng thay co biéu hién lién két véi gisi
tinh. Tuy nhién, can phai c6 nhiing nghién clu sau hon, &
nhiéu thé hé dé tim ra quy luat di truyén, goép phan vao
viéc ngan chan su luu hanh bénh trong cong déng.

KET LUAN

Bénh huyét sic t& & tré em diéu tri tai bénh vién Pa
khoa Trung uong Thai Nguyén cé mét s& dac diém sau:

*Lam sang:

- 100% s6 bénh nhan c6 thiéu mau & mic dd ndng
va vua.

- 100% s6 bénh nhan c6 lach to.

- 91,1% s6 bénh nhan c6 vang da, vang cling mac.

- 71,1 % s6 bénh nhan c6 gan to

- 71,1 % s6 bénh nhan c6 bién dang xuong so.

- 69% s6 bénh nhan cé tim to

- 80% bénh nhan 1a ngudi dan toc thiéu s

* Xét nghiém:

- 77,1% s6 bénh nhan cé Hb dusi 60g/l, Vi gia tri
trung binh la 46,6+16,8 g/l.

- 100% s6 bénh nhan cé thé tich trung binh héng cau
dudi 85 fl, gia tri trung binh la 71,28+8,33 fl la tri trung
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binh clia huyét séc t6 trung binh héng céu 1a 21,52 +
3,7pg va cla ndéng dd huyét sic t6 trung binh héng cau
la 27,75 + 3,5 g/dl.

- 100% s6 bénh nhan c6 bién ddi hinh thai hdng cau:
Nhudc séc, kich thudc khéng déu, bién dang, nhiéu héng
cau non.

- 14,3% trudng hdp thudc thé o -Thalassemia

- 257% truong hop thudéc thé phsi hop p-
Thalassemia/HbE

- 0% trudng hop thudc thé p-Thalassemia
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