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béng DFO.

Vi vdn dé@ khé tuan thd, bénh nhi phai nam
vién dé truyén DFO, tir ndm 2015 dén nay, cac
bénh nhi mdc beta-thalassemia dugc diéu tri
bang deperiprone (DFP) dudng ubng. Két qua
nghién cru cho thdy nong do ferritin mau khong
giam sau 6 thang va 12 thang diéu tri, tham chi
con tang han so vdi tri ferritin lUc khai dau diéu
tri. Ngoai ra tri s6 men gan (AST/ALT) ciing
khéng gidm sau 1 nam diéu tri. Trong khi céac
nghién cltu trudc day déu nhan thay DFP ubng
c6 tac dung ha ferritin mau, tuy nhién tac dung
giam (r dong chét st & gan thi thap han so véi
DFO [4,9].

Vé tac dung bat Igi cta thubc, DFO chi gay
phan ('ng viém nhe tai chd tiém khdng gay roi
loan tiéu hdéa va viém khdép nhu & bénh nhan
dugc diéu tri bang DFP udng. Ca hai loai thubc
déu khong gay gidm bach cau hat trong nghién
cltu nay. B

Han ché cta nghién clu nay la s6 mau
nghién ciru nhé, chua theo doi mirc d6 tuan thu
diéu tri ctia bénh nhan. Ngoai ra, khong do dugc
nong dd chat sat tich tu & gan va tim trudc va
sau diéu tri.

V. KET LUAN

Thai sat bang tiém truyén deferoxamine lam
gidm dang k& ferritin huyét thanh va men gan
(AST/ALT). Deferiprone dudng udng khéng co
hiéu qua thai sat va giam men gan & tré em mac
beta-thalassemia thé néng. D& nghi khdng duing
deferiprone don diéu tri, nén phdi hgp Véi

deferoxamine trong diéu tri tré em mac beta-
thalassemia thé nang.

TAI LIEU THAM KHAO

1. Svasti ML, Hieu TM, Munkongdee T, et al.
(2002) Molecular analysis of beta-thalassemia
in South Vietham. Am ] Hematol. 71(2):85-88.

2. Lam Thi My (2009) Website BV Nhi bong I:
http://www.nhidong.org.vn/ Default.aspx

3. Rund D. and Rachmilewitz E. (2000) New
trends in the treatment of b-thalassemia. Critical
Rewiews in Oncology:Hematology 33:105—- 118

4. Olivieri NF, Brittenham GM. (1997) Iron-
chelating therapy and the treatment of
thalassemia. Blood. 1;89(3):739-61.

5. Modell B, Khan M, Darlison M. (2000) Survival
in beta-thalassaemia major in the UK: data from
the UK Thalassaemia  Register.  Lancet.
10:355(9220):2051-2.

6. Jamuar SS, Lai AH. (2012) Safetv and efficacv
of iron chelation therabv with deferibrone in
patients with transfusion-dependent thalassemia.
Ther Adv Hematol. 3(5):299-307.

7. Botzenhardt S. Felisi M, Bonifazi D. et al.
(2018) Lona-term safetv of deferibrone
treatment in children from the Mediterranean
reaion with beta-thalassemia maior: the DEEP-3
multi-center observational safety study.
Haematologica. 103(1):el1-e4.

8. Mourad FH, Hoffbrand AV, Sheikh-Taha M, et
al. (2003) Comparison between desferrioxamine
and combined therapy with desferrioxamine and
deferiprone in iron overloaded thalassaemia
patients. Br J Haematol. 121(1):187-9.

9. Waheed N, Ali S, Butt MA. (2014) Comparison
of deferiprone and deferrioxamine for the
treatment of transfusional iron overload in children
with beta thalassemia major. J Ayub Med Coll
Abbottabad. 26(3):297-300.

PANH GIA SU BIEN POI HINH THAI VA CH(’C NANG TIM
O’ BENH NHAN THALASSEMIA TAI TRUNG TAM NHI KHOA
BENH VIEN TRUNG UONG THAI NGUYEN

Nguyén Thi Xuin Huwong*, Nguyén Thi Phuong*,

TOM TAT

Muc tiéu: Panh gid su bién ddi hinh thai va chic
nang tim va m6 ta mot sd yéu t6 lién quan téi cac
bién do6i hinh thai va chliic nang tim & bénh nhan

*Truong Bai hoc Y Duoc Thai Nguyén

Chiu trach nhiém chinh: Nguyéen Thi Xuan Huong
Email: viethuongytn@gmail.com

Ngay nhan bai: 4.01.2021

Ngay phan bién khoa hoc: 2.3.2021

Ngay duyét bai: 12.3.2021

Nguyén Thi Thu Huyén*, P Thai Son*,
Bé Ha Thanh*, Lé Thi Kim Dung*

Thaslassemia. Phuong phdp: M6 ta hang loat ca
bénh. Dbi tugng: 26 bénh nhan diéu tri Thaslassemia
tai trung tam Nhi khoa — Bénh vién Trung uong Thai
Nguyén tUr 2/2020 dén 2/2021. Két qua: Trén
Xquang c6 57,7% cd bong tim to; trén dién tam do cd
84,6% cb nhip tim nhanh; trén siéu am tim c6 53,8%
tré c6 hg van 2 13, 30,8% co suy tim, 26,9% tré cd
giam co bop ca tim va 19,2% gian that trai. Nong do
Ferritin_huyét thanh tdng cao > 2000ng/ml va thdi
gian mac bénh trén 5 ndm la yéu t6 nguy cd mac bién
chiing tim trén bénh nhan Thaslassemia. Két ludn:
Bi€n doi hinh thai va chlc nang tim trén bénh nhan
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Thaslassemia ch yéu la tim to, nhip tim nhanh, hd
van hai 13, suy tim, giam co bdp co tim va gian that
trdi. C6 mai lién quan gitta nGng do Ferritin huyét
thanh va thdi gian mac bénh vdi bién chling tim trén
bénh nhan Thaslassemia.

To’ khda: Thaslassemia, bién dGi hinh thai va
chirc ndng tim.

SUMMARY
EVALUATE THE MORPHOLOGICAL

CHANGES AND HEART FUNCTION IN

PATIENTS WITH THALASSEMIA AT THE

CENTER OF PEDIATRIC THAI NGUYEN

NATIONAL HOSPITAL

Objectives: Evaluate the morphological changes
and heart function, and describes some of the factors
related to the changing morphology and cardiac
function in patients Thalassemia. Methods: Describe
case series study. Subjects: 26 patients Thalassemia
were treated at the center for Pediatric medicine -
Thai Nguyen National Hospital from 2/2020 to 2/2021.
Results: Radiograph, 57.7% had enlarged heart
shadow; Electrocardiogram, 84.6% had tachycardia;
cardiac ultrasound, 53.8% of children had mitral valve
regurgitation, 30.8% had heart failure, 26,9% had
decreased myocardial contractility and 19.2% had left
ventricular  dilatation. Elevated serum ferritin
concentrations > 2000ng/ml and morbidity over 5
years are risk factors for cardiac complications in
patients with Thalassemia. Conclusion:
Cardiovascular morphology and heart function
changes in patients with Thalassemia are mainly
enlarged heart, tachycardia, mitral valve regurgitation,
and heart failure, decreased myocardial contractility,
and left ventricular dilation. There is a relationship
between serum ferritin concentration and duration of
disease and cardiac complications in patients with
Thalassemia.

Keywords: Thalassemia,
morphology and function.

I. DAT VAN DE

Thalassemia la bénh ly huyét hoc di truyén
ddc trung bdi su thiu hut chudi alpha va chudi
beta trong phan tu hemoglobln cla hong cau
gay ra tinh trang tan mau, thi€u mau va gay
sat thdm nhiém cac co quan nhu tim, gan, tuyen
tuy, tuyén gidp va gay roi loan chlc nang & cac
cd quan nay [8].

Trén thé gidi Thalassemia la mot trong cac bat
thuGng di truyén pho bién nhat. Hién cd 7%
ngl.rc‘ji dan trén toan cau mang gen bénh tan mau
bam sinh; 1,1% cdp vd chong cd nguy cd sinh
con bi bénh hodac mang gen bénh. Bénh phan b6
khdp toan cau, ty 1& cao & ving Dia Trung Hai,
Trung Béng, chau A - Théi Binh Duong [8]

o] Viét Nam, Thalassemia phan b6 khap cac
tinh va dan toc trong ca nudc, dac biét la cac
dan tbc it ngudi & cac tinh mién nui. Bénh vién

changes in heart
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Trung udng Thai Nguyén la bénh vién I6n & khu
vuc mién nui phia Bac, ty 1é bénh nhan dén diéu
tri bénh Thalassemia c6 xu hudng gia tang [1].
Bénh thuGng gdy cdc bién chiing: qué tai sét,
nhiém tring, bat thudng cau trdc xuong, cudng
lach, chdm phat trién thé chat, tén thucng tim.
Mac du ty Ié s6ng va chat lugng cubc s6ng cua
bénh nhan Thalassemia dugc gia tang do truy‘én
mau dinh ky va thai sét khi c6 tinh trang qua tai
sat nhung bién chiing vé tim van [a nguyén nhan
hang dau gay t vong do6i vdi bénh nhan
Thalassemia [5],[8]. Cac nghién cfu vé bién ddi
vé hinh thai va chlfc nang tim & nhitng bénh
nhan Thalassemia con it, ching t6i chua ghi
nhan nghién clu nao vé van dé nay tai Thai
Nguyén. Vi vay ching toi ti€n hanh dé tai nay
nham muc tiéu:

1. Panh gid su bién dbi hinh théi va chic
nang tim & bénh nhadn Thalassemia diéu tri tai
trung t3m nhi khoa — Bénh vién TW Thai Nguyén

2. Mo ta mot s6 yéu 6 lién quan tdi cac bién
dbi hinh théi va chuc ndng tim & cac bénh nhan
trén.

1. DOI TUONG VA PHUONG PHAP NGHIEN CU'U

1. P6i tugng nghién ciru:

- T4t ca cac bénh nhan da dugc chan doan
Thaslassemia dang diéu tri tai trung tam Nhi khoa

- Th@i gian tir thang 2 nam 2020 dén hét
thang 2 nam 2021

- Pia diém: Trung tdm Nhi khoa — Bénh vién
Trung uang Thai Nguyén

- Tiéu chuan loai trur:

+ Tré c6 tién st bj bénh tim bam sinh

+ Tré_dang mac cac bénh cdp tinh nhu viém
phdi, nhiém trung huyét hay huyet tan mien dich
th( phat trong thdi gian nam vién

2. Phuang phap nghién ciru

- Thiét k& nghién clru: M6 ta hang loat ca bénh

- Phugng phap chon mau: mau thuén tién

3. NGi dung nghién ciru

- Tiéu chudn chdn dodn Thalassemia dua
vao: ldm sang, huyét do, dién di huyét sac t6

- Bién d6i tim: khi bénh nhan c6 mdt hodc
nhiéu cac biéu hién sau: tim to, suy tim, tdng ap
phéi, phi dai that trai, giam co bdp cd tim, gian
budng tim, rGi loan nhip tim, hé van tim.

+ Dan budng tim: Bénh nhan cd gian budng
tim trai, tim phai hodc ca hai

+ Phi dai that trai: Siéu am tim khi bé day cd
that trdi I6n hon giGi han trén theo chiéu cao

+ Giam co bdép co tim: trén siéu am EF <
55% hodc FS < 27%

+ Bdng tim to: chi s6 tim nguc > 55% (tré <
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24 thang), > 50% ( tré > 24 thang) Tubi bat dau thai sat (thang) [ 3,46 + 0,325

+ Phan d6 suy tim: theo tiéu chuén cta Ross Hb (g/1) 64,58 + 2,57
(4 do) HC (T/) 2,97 £ 0,12

+ RGi loan nhip tim: bat ky r6i loan nao ghi Ferritin huyét thanh (ng/ml) | 4184 + 604,76
nhan trén dién tam do *)TB: trung binh, SD: d6 léch chuan

4. Thu thép s6 liéu Nhin xét: Tubi trung binh méc bénh 13 9,04

- Mdi bénh nhan ¢ mdt bénh an theo mau =0, 826 tudi, Hb trung binh (g/l) ctia nhém benh
gém: tudi, gidi, tudi chan doan bénh, tudi bét nhan 13 64,58 + 2,57; ndng dd Ferritin huyét
dau truyén mau, mat do truyén mau, tudi bdt thanh trung binh (ng/ml) 13 4184 * 604,76

dau thai sit, triéu chirng Iam sang do cac bac s§ 3.2. Bién doi hinh thai va chifc néng tim
chuyén khoa Nhi phong van va kham tré. trén nhém bénh nhan “9hle“ clru

- Xét nghiém Bang 3.2. ‘Bién doi tim trén X quang

+ Siéu am Doppler tim, Xquang tim phdi, __Xquang n %
dién di Hb, sinh héa mau, huyét do dugc thuc Bong tim khong to 11 42,3
hién bai cac bac sy tai khoa chan doan hinh anh, Bong tim to 15 57,7
trung tdm huyét hoc va truyén mau, khoa sinh __Tong so 26 _100
hda, khoa thdm do chlfc ndng Bénh vién Trung Nhan xeét: C6 57,7% bong tim to trén phim
uang Thai Nguyén. chup Xquang.

- X' Iy $6 liéu: bang phan mém SPSS 20. Bang 3.3. Bién déi tim trén dién tim dé

. R R Pbién tam do n %

lll. KET QUA NGHIEN CUU Tang ganh that trai 8 30,8
3.1. Pic diém chung cida nhém bénh Tan s6 tim nhanh 22 84,6
nhan nghién ciru Nhan xét: Trén dién tam do co 84,6% tré co
Trong s6 26 bénh nhan nghlen clu ¢d 12 nhijp tim nhanh, 30,8% c6 tdng ganh that trai.

nam (46,2%) va 14 nit (53,8%), 6 96,2% bénh Bang 3.4. Bién doi tim trén siéu 4m
nhan ¢4 bi€u hién thiéu mau néng va trung binh. Triéu chirng n %
Bang 3.1. Pdc diém chung cua nhom H3 van 2 13 14 53,8
bénh nha{r nghlen cuu H& van BDMC 2 7,7
bac diém cua nhém BN TB+ SD™ Gian that trai 5 19,2
_nghién cifu__ Giam co bdp cd tim 7 26,9
_Tudi trung blnAh (tu“oi) _ 9,04 + 0,826 Suy tim 8 30,8
Tuoi chan doan benh lan dau | 15194 1477 Nhan xét: co t&i 53,8% tré cd hd van 2 13,
. (thang) ' ' 30,8% c6 suy tim, 26,9% tré cé giam co bép co
Tudi bat dau truyén mau (thang) | 17,19 + 1,472 tim, va 19,2% gian that trai.

Bang 3.5. Lién quan giifa néng do Ferritin huyét thanh vdi bién déi tim trén bénh nhin
Thalassemia

Bién doi tim Khong Co
Ferritin n % n % OR (95%CI) P
<2000ng/ml 7 77,8 2 22,2 84 0.038
> 2000ng/m| 5 29,4 12 70,6 (1,3-55,4) !

Nhgan xét: N\nom bénh nhan c6 nong do ferritin huyét thanh > 2000ng/ml c6 nguy co bién doi
tim cao gap 8,4 lan nhém bénh nhan cé nong do ferritin huyét thanh < 2000ng/mll.

Bang 3.6. Lién quan giita thoi gian mdc bénh vdi bién déi tim trén bénh nhan
Thalassemia

Bién doi tim Khong Co
Thai gian mac bén n % n % OR (95%CT) P
< 5 nam 6 85,7 1 14,3 13 0.026
> 5 nam 6 31,6 13 68,4 (1,3-133,3) !

Nhan xét: Nhom bénh nhan cd thai gian mac bénh trén 5 nam c6 nguy cd bién doi tim cao gap
13 [an so vGi nhdm bénh nhan co thdi gian mac bénh dudi 5 nam.

IV. BAN LUAN nang va trung biph. Thdi gian diéu tri trung binh
Qua nghién cfu 26 bénh nhan Thalassemia /04 £ 0,826 tuoi. o o
6 46,2% bénh nhan nam va 53,8% bénh nhan Bién doi hinh thai va chic nang tim ¢

ntt, ¢ 96,2% bénh nhan c6 biéu hién thidu mau bénh nhan Thalassemia. Bién chimng tim
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mach la nguyén nhan chinh gay tr vong & bénh
nhan thalassemia. C6 nhiéu nguyén nhan dan
dén ton thuong tim nhu thi€u oxy t& chl’c man
tinh, tang tan suat téng mau cla tim, tinh trang
tang dodng, ton thuong mach mau tim va qua tai
sat tai tim .. Cac bién chlng cua tim rat da dang
nhu phi dai co tim, tdng ap luc ddng mach phdi,
r6i loan nhip tim, giam stic bop cd tim va cudi
cung la suy tim [2],[3],[5].

Bién d6i tim trén Xquang: Két qua nghién clru
cla chdng toi cd 57,7% bdng tim to trén phim
chup Xquang tim phai. K&t qua nay ciing tuong
tu nghién cltu cta Nguyen Viét Ha la 62,2% [2 ],
thap hon cia Ma Phuong Hanh la 87,5% [3].

Bién ddi tim trén dién tdm do: K&t qua nghién
cftu clia ching toi trén dién tam do chu yé’u gz"ap
nhip tim nhanh chiém 84,6%. Nghién cltu cua
chiing t6i cao han tac gia Nguyen Viét Ha la
75,6%[2], Ma Phuong Hanh la 56,25%[3].
Nghién cltu cua Noori trén 80 bénh nhan
Thalassemia cho thay c6 tan so tim cao han nhém
chirng (p<0,05) [6]. Chung toi cling ghi nhan cé
30,8% tang ganh that trai trén dién tam do.

Bién doi tim trén siéu d4m: Nghién clu cla
ching téi ghi nhan cé 16 (61.5%) bénh nhan tén
thuong van tim, chu yéu la van 2 13, 19,2% gian
that trai. Giam co bdp co tim véi chi s6 EF <55%
la 26,9%, ty 1€ nay trong nghién c(fu cla Nguyéen
Viét Ha la 21,6%[2]. Nghién cltu cla Norri cho
thdy chi s6 EF clla nhdm bénh thap hon nhom
chirng [6]. Giam co bdp co tim la mot yéu to tién
lugng ndng doi véi bénh Thalassemia [5].

Moi lién quan giira nong do Ferritin
huyét thanh véi bién ddi tim cia bénh
nhan Thalassemia. K&t qua nghién cltu cho
thdy nhém bénh nhan cé Ferritin huyét thanh >
2000ng/ml ¢4 nguy cd bién déi tim cao gap 8,4
[An nhdm cb6 Ferritin  huyét thanh dudi
2000ng/ml (p<0,05). Tinh trang qua tai sat kéo
dai tai tim la mét trong nguyen nhan phd bién
lam co tim bi ton thu’dng dan dén suy tim, roi
loan nhip tim [5]. K& qua nay ciing tudng tu vdi
két qua nghién clru cia Nguyén Viét Ha (2018),
nhom bénh nhan cd Ferritin huyét thanh cao
trén 2000ng/ml c6 nguy cd bién chirng tim gap
5,7 lan so véi nhdm co Ferritin huyét thanh dudi
2000ng/ml [2]. Tac gid Sultan Aydin Koker
(2019) cho thay c6 madi lién quan giira chi s6 EF
giam trén siéu am vdi chi s6 Ferritin huyét thanh
tdng cao [7]. Theo Borgana-pignatti (2004)
nghién clfu trén 50 bénh nhan Thalassemia tir
vong c6 60% bénh nhan co Ferritin trén
2500ng/ml va ngudng Ferritin cao co tién lugng
khong t6t cho bénh nhan [4]. Theo bdo cao cua
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Lién doan thalassemia qudc té€ nam 2008 la 70%
bénh nhan cé ferritin > 2500 ng/ml trong thdi
gian dai trén mét ndm sé cd nguy cd bi bién
chirng tim mach, trong khi bénh nhan cé ferritin
< 1000 ng/ml sé& khong cé nguy cg nay [5].

MOoi lién quan giira thdi gian mac bénh
véi Dbién d6i tim cda bénh nhan
Thalassemia. Nghién c(ru cta chung toi thay
nhom bénh nhan cd thdi gian mac bénh trén 5
ndm ¢ nguy cd bién déi tim gép 13 Ian so véi
nhom cd thdi gian mdc bénh dudi 5 ndm
(p<0,05). Két qua nay ciling tudng tu Sultan
Aydin Kéker (2019) cho thay tudi bi bénh cang
cao thi chifc nang tim cang giam [7].

V. KET LUAN

- Bién d&i hinh thai va chic ndng tim trén
bénh nhan Thalassemia chu yéu la tim to, nhip
tim nhanh, hé van hai 13, suy tim, giam co bdp
co tim va gian that trai.

- Nong do Ferritin huyét thanh tang cao >
2000ng/ml va thdi gian mac bénh trén 5 nam la
yéu t6 lién quan dén bién déi tim trén bénh nhan
Thalassemia.
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