Pic diem bénh THALASSEMIA thé
ning tai bénh vién Nhi Pong 1
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Tinh hinh Thalassemia va bénh ly
Hemoglobin trén the gioi

71% cua 229 qudc gia

.330000 tré sanh /nam( 83% bénh
hemoglobin va 17% thalassemias).

. BénhHemoglobin chiém 3,4% tl» vong & tré
em dwdi 5 tudi.

. /% thai phu mang gen bat thwong bénh
hemoglobin

. 1% cap co nguy co mang gen.




Tinh hinh bénh Thalassemia tai
Viét nam

 Khu vyc ddng bang phia bac va phia nam
bénh beta Thalassemia la 1,5%

 Khu vwc dan toc thiéu so ti lé 16,6%-25%




Tinh hinh bénh Thalassemia tai
BVNDI1

2001|2002 |2003 2004|2005 |2006 2007 _

Number of 1291 1505 1563 1720 1876 2085 1872
patients N(%) N(%) N( %) N (%) N (%) N(%) N (%)

Thalassemia 383 475 675 620 985 1007 735
(27) (32.6)  (42) (36.0) (50) (48) (39)

Iron defficiency 69 60 91 70 52 65 92

Aplastic anemia 90 86

Acute Leukemia
ITP

Hemophilie




Piic diém 1am sang bénh nhan
thalassemia thé nang

tudi phat hién : 6- 5 tudi

thiéu mau :trung binh- nang

lach to,

bién dang xwong mat (37%),

cham phat trién thé chat, khdng day thi




Dac diém can lam sang bénh nhan
thalassemia thé nang

« Xét nghiém sang loc
— Huyét do
— Phét mau
— Binh lwong ferritin
— bién di Hemoglobin
« Xét nghiém chuyén biét (sinh hoc phan tw)
— Khao sat DNA




Thue trang chan doan 1am sang BN
Thal tai BYND1
Tubi nhap vién : 3th- 5 tudi (46%), tré

Thiéu mau mc dd nang ( 69%), truyén
mau cap clu.

Lach to (100%), cwong lach
Gan to (90%):
Bién dang xwong mat (37%)




DPac diém dieu tri bénh nhan thalassemia
thé nang

Truyén mau dinh ky:

— hdng cau phenotype ***

— hong cau lang**

Thai sat

— Deferoxamine

— Deferasirox

Catlach

— Chi dinh cat lach: cwong lach.

— Chyén bi:tuan hoan,h6 hap,tiét nieu, ddng mau,
— Bién chwrng: nhiém trung, tac mach

Piéu tri ho tro




Thuwe trang xét nghiém chan doan
Thalassemia tai BYNDI1

. Xét nghiém chan doan :
— Huyét o ***
— Phét mau***
— Dinh lwgng Ferritin *
— Bién di Hemoglobin: chwa san sang , chwa pho bien,
phan tich két qua
« Xét nghiém sinh hoc phan tw:
— Lich st chan doan:
e 1999, Bui VV xac dinh 4 dét bién cuia HbE/beta-thal.
« 2001, Le TH trién khai nghién ctru SHPT tai TPHCM

« 2003, Truong DK dung ARMS
« 2008 , BVTDu ap dung SHPT trong sang loc tién sanh

— Thuc té tai BVND 1: chwa




Thwe trang diéu tri Thalassemia tai
BVNDI1

 Truyén mau: 15-25 BN/tuanm
— Ché phdm mau: Hong cau lang, mau toan phan
— Thoi gian: dang ky (2-3N), dinh ky truyén mau (4t)
— Chi phi TB: 200.000 d/125ml/ 10 kg/lan
— Tai bién truyén mau: phan tng mién dich, nhiém trung.
» Thaisat
— Ché pham: Desferoxgmine, Deferasirox
— Thoi gian: 5 ngay/ tuan.
— Chi phi thai sat:180.000d/ 0,5g/ 15kg/ngay
« Catlach: 10% ca thalassemia nang nhap vién
— Chi dinh cét lach: cwong lach theo tiéu chuan BVND1***
— Chyén bi:kh6 khan RLdong mau, chung ngtra truyén mau
— Bién chwng: nhiém trung, tat mach




Két qua khao sat tinh hinh diéu tri
thalassemia tai cac tinh

Bénh vién S6 BN/thang  Ché pham mau Thai sét Theo doi

BV Bao 16c 15 Abc
Long an 16 alolv
Sa dec 5 Ac
Nhi BN 6 Ac
Can Tho C
Bac liéu Ac
Binh Thuan Ac
Binh Phudc Ac
LéLoi VT A
Tay Ninh
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Pé suat chwong trinh quan 1y bénh
Thalassemia tai BYND1

Bé&nh nhan va gia dinh
— S6 theo dbi dinh ky
Tham van vé tuan tha diéu tri: truyén mau, thai sat
Tham van vé phong bénh : chiing ngtra, theo dbi phat trién thé chat
Tham van vé sang loc tién sanh cho than nhan trong gia dinh
Tham van vé tién hén nhan
T6 chirc nhém sinh hoat thalassemia /méi 3 thang

Bénh vién dia phwong
— Tap huén vé chan doan va diéu trj thalassemia cho cac BS Nhi, BS
da khoa

— Trao dbi vé kinh nghiém quan ly bénh nhan

— Sinh hoat chuyén mén vé Thalassemia /nam : phé bién phac dé diéu
tri, cap nhat thong tin vé Thalassemia




Chan doan & hwong giai quyét cho BN
va gia dinh

HUYET PO
DiEN DI HEMOGLOBIN

) . . CHAN DOAN SINH HOC
CHAN BOAN XAC DBINH PHAN TU

SO THEO DOI




Piéu tri & hwéng giai quyét cho BN thé ning

TRUYEN MAU “— (HONG CAU LANG '@

THAI SAT +— (DESFERRIOXAMINE) «—
. , — CHUNG NGU’A HB PNEUMOCOCCAL POLYS
CAT LACH

PiEU TRI HO TRO H.TANG TRUONG




Tam soat bénh Thalassemia

Tuyén
truyén cong
dong

Hwéng dan Tuyén
theo doi truyén tién
sau sanh hon nhan

Tuyén

Tham van truyén khi
thai co6 matham
van ng
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BENH NHAN THALASSEMIA NU' 14 TUOI

A
'-
L

sk
A




\

~

8
=
<
>

Z
as
Z
as
Z
i
M




Bé gai 10 tudi bénh thalassemia-major
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BENH NHAN NU 10 TUOI & ME




BENH NHAN NAM 15 TUOI
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BENH NHAN THALASSEMIA SAU CAT
LACH




BENH NHAN THALASSEMIA Bl
XUAT HUYET NAO




