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Tém tit

Beta-thalassemia (B-thalassemia) 1a nhém bénh thiéu mau di truyén gene lin,
do dot bién gene globin lam giam hodc mat tong hop cac chudi B-globin, tir d6
gdy ra tinh trang thiéu mau tan huyét. Trong cac phuwong phap diéu tri bénh than
giai doan cubi, ghép than mang lai chat lvong cudc song tot nhat. Tuy nhién khi tién
hanh ghép than trén bénh nhan (BN) B-thalassemia, gip nhiéu yéu té nguy co. Trong
bai viét nay, chung toi trinh bay truong hop BN nit 28 tudi, bénh thin man giai doan
cubi c6 kém bénh B-thalassemia thé khong phu thudc truyén mau duoc ghép than tir
ngudi cho sdng va theo doi 1au dai tai Bénh vién Trung wong Thai Nguyén.

Tw khoa: B-thalassemia, Ghép than.

A CASE OF END-STAGE RENAL DISEASE
WITH BETA-THALASSEMIA RECEIVING A KIDNEY TRANSPLANT
FROM A LIVING DONOR AT THAI NGUYEN NATIONAL HOSPITAL

Abstract

Beta-thalassemia is a group of inherited blood disorders caused by mutations
in globin genes, resulting in reduced or absent synthesis of B-globin chains,
leading to hemolytic anemia. In the treatment of end-stage renal disease, kidney
transplantation offers the best quality of life. However, kidney transplantation

"Khoa Néi Than-tiét niéu va loc mau, Bénh vién Trung wong Thai Nguyén
B9 mon Noi, Pai hoc Y Duwoc Thai Nguyén
3Khoa Sinh ho4, Bénh vién Trung wong Thai Nguyén
“Bo mon - Khoa Giy mé hdi sirc, Bénh vién Quan y 103, Hoc vién Quén y
*TAc gia lién hé: Tran Tuin Ta (trantuk41c@gmail.com)

Ngay nhan bai: 15/02/2024

Ngay dwgc chdp nhan ding: 25/4/2024
http://doi.org/10.56535/jmpm.v49i5.755

202



TAP CHI Y DUQC HQC QUAN SU SO 5 - 2024

in B-thalassemia patients presents several risk factors. In this article, we present
the case of a 28-year-old female patient with the end-stage renal disease with

B-thalassemia who is not dependent on blood transfusions, receiving a living

donor kidney transplant, and undergoing long-term follow-up at Thai Nguyen

National Hospital.

Keywords: B-thalassemia; Kidney transplantation.

PAT VAN DPE

Bénh B-thalssmeia thuong c6 cac
biéu hién 1am sang da dang, thé ning
c6 thé din toi suy than do tén thuong
cau than va 6ng than [1, 2]. BN bénh
than man tinh giai doan cudi kém theo
hoidc do B-thalassemia van co6 chi dinh
ghép than. Tuy nhién, ghép than trén
BN B-thalassemia c6 mot sd kho khan
va nguy co so v6i mot sd loai bénh
than khac do viéc truyén mau rat nhiéu
lan dan dén tinh trang qué tai sit, giy
ton thuong man tinh nhiéu co quan
quan trong trong dé c6 gan va tim; viéc
truyén mau nhiéu 1an c6 thé hinh thanh
cac khang thé khang HLA (human
leukocyte antigen - khang nguyén bach
cau nguoi) lam ting nguy co thai ghép
cép va man tinh sau ghép than; vi¢c su
dung thudc e ché mién dich ciing gip
khé khan; mac du dugc ghép than
nhung tinh trang thiéu mau sau ghép
van xay ra va BN van c6 nhu cu phai
truyén mau goép phan lam ting chi phi
va giam chat luong cudc sdng. [3]. Tai
Bénh vién Trung wong Thai Nguyén
ching t61 da ghép than thanh cong trén
mot truong hop BN bi B-thalassemia

phai truyén méu nhiéu lan truéc ghép
(nam 2017). Dén nay chiic ning than
va chat luong cudc sébng BN van on
dinh. Trong nghién ctru nay, ching toi:
Trinh bay tém tdt ca lam sang va rit ra
nhitng kinh nghiém buéc dau trong
diéu tri va quan 1y BN.

GIOI THIEU CA BENH

Bénh nhén nit, 28 tudi, phat hi¢n ra
bénh than man giai doan cudi thang
5/2017, c6 tinh trang thiéu mau hong
cau nho tién trién, hemoglobin (Hgb):
60 g/L, MCV: 65fl, sit huyét thanh:
12,1 umol/L, ferritin huyét thanh:
4193 pg/L, dinh lugng MAU: Am
tinh. BN dugc tién hanh lam dién di
huyét sic t5 kém theo phan tich gene,
phat hién dot bién CD17 thé di hop tir,
va dugc chan doan pB-thalassemia.
Trong qua trinh diéu tri trudc ghép,
BN d3 dugc truyén khéi hong cau cung
nhoém qua bau loc bach cau 3 lan, da
duoc tién hanh chay than nhan tao 20
lan. Sau d6, BN duoc chi dinh ghép
than. Nguoi hién than 1a bd, ciing da
duoc tién hanh dién di huyét sac to, tuy
nhién khong phat hién bat thuong.
Xét nghiém trude ghép than:

203



TAP CHi Y DUQC HQC QUAN SU SO 5 - 2024

Bang 1. Cac két qua xét nghiém sang loc trudc ghép than
ctia ngudi nhan va nguoi hién.

Ngudi hién (bd) Nguwoi nhan (con)
Tién min cam - Am tinh
A A'02 A'll A"11  A"24
HLA B B'15 B'40 B'40 B'40
DR DRB1°15 DRBI1°16 DRB1°09 DRB1°16
Nhom mau ABO 0 0
(+) (+)
Cross-match Am tinh Am tinh

BN duogc tién hanh ghép than vao
ngay 24/8/2017. Trong ghép, BN duoc
str dung thudc dan nhap Simulect truyén
tinh mach 20mg ngay 0 (trudc ghép)
va ngdy 4 sau ghép. Sau ghép ngay dau
tién, BN on dinh, sd lugng huyét sdc tb
(Hgb): 112 g/L, ure: 11,3 mmol/L,
creatinine mau: 613 pumol/L. BN dugc
str dung céc thudc e ché mién dich gom:
Tacrolimus 6 mg/ngay, Mycophelolate
Mofetil (MMF)
Methylprednisolon 500 mg/ngay (ngay

2 g/ngay va
dau tién) sau d6 giam dan va duy tri
4 mg/ngay sau 1 thang. Sau ghép than
01 tudn, tinh trang BN dién bién tét véi
thé tich nudc tiéu dat 5,5 I/ngdy, can
ning BN giam tir 51kg xudng 48kg.
Céc chi s6 xét nghiém khac: hgb: 101g/L,
10 mmol/L,
102 pmol/L, ndng d6 thude Tacrolimus

ure: creatinine mau:

: 6,12 ng/mL. Sau ghép than 02 tuan,
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tinh trang BN 6n dinh, cin ning giam
xubng con 47kg, lwong nudc tiéu
la 3,7 L/ngay, hgb: 111 g/L, ure:
10,5 mmol/L, 117
pmol/L, ndng d6 thudc Tacrolimus: 15

creatinine mau;

ng/mL. BN di dugc giam liéu thudc
Tacrolimus 4 g/ngay, duy tri MMF
2 g/ngay va giam dan liu corticoid.

Sau ghép than 01 ndm, tinh trang
BN 6n dinh véi Hgb: 113g/L, ure: 6,69
mmol/L, creatinine: 106 pumol/L,
ferritin huyét thanh: 186,18 pg/L. BN
dugc duy tri Tacrolimus 3,5 mg/ngay,
MMF 1,5 g/ngay va corticoid 4 mg/ngay.

Hién tai, sau ghép than 6 nam, tinh
trang BN 6n dinh. Nong do Hgb duy tri
92 g/L, ure: 4,16 mmol/L, creatinine
mau: 140 pumol/L. BN tiép tuc duoc
duy tri cac thudc Gc ché mién dich
gom: Tacrolimus 3,5 g/ngdy, MMF 1,5
g/ngay va corticoid 4 mg/ngay.
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Hinh 1. Sy thay d6i ndng d6 hemoglobin mau theo thoi gian.
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Hinh 2. Sy thay d6i ndng do creatinine mau theo thoi gian.

BAN LUAN

Bénh Thalassemia la moOt can bénh
di truyén hiém gip, dic biét pho bién &
cac vung Pia Trung Hai va khu vuc
DPong Nam A [4]. Tai Viét Nam, vao
nam 2019, c6 khoang 13 triéu nguoi
mang gene thalassemia, vo1 ty 1€ cao
trong cac dan toc thiéu s6 chiém tir 20 -
40% [5]. Bénh Thalassemia xuat phat
tr mot dot bién gene chura thong tin dé
san xuat hemoglobin, mot protein quan
trong trong viéc mang oxy trong mau.
Bénh Thalassemia c6 hai loai chinh 1a

alpha thalassemia va beta thalassemia,
mdi loai lai c6 nhiéu bién thé. Hién tai,
dua trén mac do nghiém trong cua
triéu ching 14m sang va nhu ciu truyén
mau, bénh Thalassemia dugc phan thanh
hai dang, phu thudc truyén mau va
khong phu thudc truyén mau. Trong
do, BN phu thuoc truyén mau khong
c6 kha nang san suat du hemoglobin dé
ton tai ma khong can truyén mau.
Nguoc lai, thé khong phu thudc truyén
mau thuong khéng can truyén méu
thuong xuyén. Thé phu thudc truyén
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méu yéu cau duy tri néng d6 hemoglobin
trude truyén mau tir 95 - 105g/L, dé
ddm bao sy (c ché du doi voi
erythropoiesis, cting cho phép giam
luong tiéu thuy mau. Chan doan bénh
Thalassemia doi héi mot loat cac xét
nghiém mau va kiém tra di truyén.
Trong do, viéc xac dinh muic
hemoglobin, dém sé luong cac loai té
bao mau, va kiém tra gene la nhiing
budc quan trong. Diu nay dit ra thach
thirc trong viéc chan doan, dic biét &
cac ving co tai nguyén y té han ché.
Viéc diéu trj bénh Thalassemia phu
thudoc vao loai va mirc d0 cua bénh.
Phuong phap diéu tri hién nay c6 thé
bao g6m truyén mau dinh ky, diéu tri
thai sit va ghép t& bao gbc tao mau
dong loai [6].

Trén day 1a ca ghép than dau tién
trén BN [-thalassemia tai Bénh vién
Trung wong Thai Nguyén. Trong qua
trinh diéu tri bénh than man giai doan
cudi, BN duoc phat hién p-thalassemia,
do xét nghi€ém phat hién tinh trang
thiéu mau hong cau nho (MCV) va dap
mg kém véi cac thude kich thich ting
sinh hong cau (ESAs). Theo nghién ctru
cia tic gia Nguyén Thi Ctic Nhung
[7], ty 1& dot bién CD17 di hop tu
chiém 13,5% cac dang dot bién cua
gene B-globin, trong d6 sé luong hong
cau va nong do huyét sic t6 ¢ kiéu dot
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bién gene niy, thuong thip nhat so véi
cac dang dot bién cua gene B-globin
khac, nhu Cd71/72/ p va Cd26/ B. Két
qua trén cling phu hop voi tinh trang
thiéu mau cta BN v4i muc do nang.
Do d6, truée khi tién hanh ghép than,
BN da duoc truyén mau 3 lan, dé dat
muc > 100 g/L trudc ghép than. Tuy
nhién, dé han ché sinh khang thé khang
nhom mau, BN di duoc truyén mau
qua phin loc bach cau [8]. Pay ciing 1a
mdt trong nhiing thuén lgi cua BN, khi
ngay tir dau phat hién dong thoi suy
than man va B-thalassemia, da dugc du
phong tinh trang sinh khang thé khang
HLA do truyén méau. Ngoai ra, BN
dugc ghép than tir bd, véi két qua
trung 3 cip HLA, gébm All, B40, va
DRBI1716, d6 1a nhitng yéu t6 thuan loi
trén BN. Tuy nhién, trong thoi gian 01
thang dau, do cac bién chung trong
phau thuat, BN di duoc truyén 7 don
vi khoi hong cau coé chiéu xa va loc
bach ciu dé giam tinh trang sinh mién
dich. Cho dén nay, sau 6 nam tiép tuc
theo doi, néng do hemoglobin cia BN
duy tri 6n dinh dao dong trong khoang
90 - 100 g/L ma khong can truyén khoi
héng cau. BN duoc kiém tra nong do
ferritin huyét thanh, tuy nhién ndng do
giao dong tur khoang 100 - 200 ng/mL.
Do do, BN chua c6 chi dinh dung
thude thai sat.
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B-thalassemia 13 bénh réi loan gene
anh huong dén t& bao hong cau, ma
khong anh hudng tryc tiép dén hé thong
mién dich. Tuy nhién, trong qua trinh
diéu tri sau ghép, do tinh trang thiéu
mau cling nhu chtrc nang than cua BN,
liéu lwong cac thude da duge diéu chinh.
BN duogc str dung Simulect dé diéu tri
dan nhap, sau d6 duy tri phac d6 gém 3
thudc chdng thai ghép chinh, bao gom:
Tacrolimus, Mycophelolate (MMF) va
Steroid. Trong 3 thudc trén, MMF c6
tac dung phu trén co quan tao mau, gay
tinh trang thiéu mau [9], do d6 khi st
dung trén BN nay, chung t6i di diéu
chinh liéu vé gi4 tri thdp nhat ma co
quan ghép dung nap ngay tir dau khi
ghép va cho dén thoi diém hién tai véi
lidu 1,5 g/ngay. Ngoai ra, trong qua trinh
diéu tri, do nghi ngd tinh trang thiéu
méu ¢ két hop voi bién chimg than ciia
Thalassemia, chung t61 con st dung
cac thudc kich thich ting sinh hong cau
(Eprex), dong thoi bo sung acid folic
cho BN tirng dot. Do ndng do ferritin
huyét thanh dudi 500 ug/L, chung toi
khong str dung thudc gap sat cho BN.

Trong subt 6 nam ké tir khi phiu
thuat ghép than, mac du néng do
hemoglobin dao dong 90 - 100g/L, tinh
trang 1am sang cua BN di c¢o sy 6n
dinh v&i chi s creatinine dao dong tu
100 - 140 mmol/L. Sy on dinh nay thé
hién mc do hiéu qua cua viéc ghép
than, qué trinh theo ddi sau ghép than
va su tun thu diéu tri cua BN.

KET LUAN

Trén cac BN suy thdn man cé tinh
trang thiéu mau nang, cAn tam soat
nguyén nhan do thiéu mau huyét tan.
Trong qua trinh quan 1y BN ghép, can
chi ¥ dén tinh trang thiéu mau, nong
do ferritin va giam lidu cac thude we
ché mién dich c6 nguy co gy tinh
trang thiéu mau trén BN B-thalassemia.

Pao dirc nghién ciru: Nghién cuu
tuan thi cac quy dinh vé dao duc trong
nghién ctiu y sinh hoc. Thong tin cua
BN duogc bao mat va chi str dung trong
nghién ciru. Nhom tac gia cam két
khong c6 xung dot vé loi ich trong
nghién ctru.

TAI LIEU THAM KHAO

1. Olivieri NF. The B-thalassemias.
New England Journal of Medicine.
1999; 341(2):99-109.

2. Demosthenous C, Vlachaki E,
Apostolou C, et al. Beta-thalassemia:
Renal complications and mechanisms:
A narrative review. Hematology. Dec
2019; 24(1):426-438. DOI:10.1080/
16078454.2019.1599096.

3. Kalamara TN, Zarkada EG,
Kasimatis ED, Kofinas AG, Klonizakis
PI, Vlachaki EC. Kidney transplantation
in an adult with transfusion-dependent
beta thalassemia: A challenging case
report and literature review. Arch Clin
Cases. 2023; 10(2):97-101. DOI:10.22551/
2023.39.1002.10250.

207



TAP CHi Y DUQC HQC QUAN SU SO 5 - 2024

4. Martin A, Thompson AA.
Thalassemias. Pediatric Clinics. 2013;
60(6):1383-1391.

5. Anh TM, Sanchaisuriya K,
Kieu GN, et al. Thalassemia and
Hemoglobinopathies in an Ethnic
Minority Group in Northern Vietnam.
Hemoglobin. Jul-Sep 2019; 43(4-5):249-253.
DOI:10.1080/03630269.2019.1669636.

6. Cappellini MD, Motta 1. New
therapeutic targets in transfusion-
dependent and -independent thalassemia.
Hematology Am Soc Hematol Educ
Program. Dec 8 2017; 2017(1):278-283.
DOI:10.1182/asheducation-2017.1.278.

7. Nguyén Thi Cac Nhung, Nguyén
Tuén Tung, Nguyén Thanh Binh Minh,

208

DS Thi Kiéu Anh. Nghién ctru mot
sO dot bién gen globin gdy bénh
Thalassemia & bénh nhan thiéu mau
hong cau nho khong thiéu sat tai Bénh
vién Bach Mai nam 2019 - 2021. Tgp
chi Y hoc Viét Nam. S6 dic biét, thang
11/2022; 520.

8. Urias EVR, Teles LdF, Lula JF,
et al. Leukocyte filters: A review of the
mechanisms and applications in

hemotherapy. Revista da Associa¢do
Meédica Brasileira. 2021; 67:1056-1060.

9. Sobiak J, Kaminska J, Gtyda M,
Duda G, Chrzanowska M. Effect of
mycophenolate mofetil on hematological
side effects incidence in renal transplant
recipients. Clin Transplant. Jul-Aug 2013;
27(4):E407-E414. DOL:10.1111/ctr.12164.



