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TEO PUONG MAT

PAI CUONG

Teo duong mat la hau qua cua qua trinh viém tién trién 6ng mat trong va ngoai gan
gay xo hoa, bit tac duong mat va xo gan 0 mat thir phat.

La nguyén nhan ngoai khoa gay vang da r mat thuong gap nhat & tré nhil nhi va can
phau thuat ban khan.

Pay 1a bénh 1y ¢ chi dinh ghép gan cao nhit & tré em

Co ché bénh sinh : chua rd, tn xuét 1/16.000 tré sinh séng.

Céc dang teo duong mat

LAM SANG

Bénh st

Sau sinh, tré vang da tang dan, tiéu ‘phén bac mau va nude tiéu sim mau, tong trang
chung cua tré thuong tot, ting can tot it nhat 13 trong thang dau.

Khéam [am sang

Bénh nhan dén sdm c6é.tam chimg: vang da, gan to, phan bac mau

Bénh nhan dén tré hon thuong co cac dau hiéu bién chimg cua vang da & mat kéo
dai: bao gdm l4ch to, c6 chudng (goi ¥ ting ap cita) va xuat huyét (Xuat huyét nio,
xuat huyt tiéu hoa..do kém hap thu vitamin K)

Luu ¥ : Can quan sat mau phan khi kham bénh mdi ngay.

CAN LAM SANG

. Xétnghiém mau

Cong thir¢ mau

SGOT, SGPT, Billirubin (truc tiép, gian tiép), GGT
Chtrc nang dong mau, Albumin/mau

Ure, creatinin.

. Xét nghiém hinh anh

Siéu am bung gan mat (thyc hién sau nhin d6i 4 gid): tim cac ddu hiéu goi ¥ teo
duong mat (khong thay tui mat hay tai mat rat nhé sau nhin bu) va cac di tat bam
sinh khac di kém: da lach..
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- Chup dwdng mit c6 cian quang: thyc hién khi mo tham sat, danh gia hinh dang va
su thong cua cdy duong mat. Giup xac dinh c6 teo duong mat hay khong.
3. Sinh thiet gan : goi y chan doan teo duong mat trong 90% trudong hop.

IV. CHAN DPOAN

1. Chén do4n xac dinh
Can chan doan sém dé diéu tri phiu thuat hiéu qua. Moi truong hop vang da so sinh
kéo dai hon 2 tudn can dugc danh gia va loai trur teo dudng mat.
Chan doan dua trén biéu hién 1am sang va hd tro béi cac xét nghiém trén.
Chan doan xac dinh : M6 tham sat va chup dudng mat co can quang trong lac md.

2. Chan doan phan biét
Céc nguyén nhan ndi khoa gay vang da & mat so sinh nhu : héi chitng Alagille, viém
duong mat xo hoa, thiéu al —antitrypsin, bénh xo nang, PFIC

V. DIEU TRI
1. Nguyén tic diéu tri

Phu thuat Kasai gitp phuc hdi luu thong mat
- PDiéu tri ndi khoa sau mé va cac bién ching
- Ghép gan
2. Diéu tri
- Phéu thuat Kasai (Hepatoportoenterostomy)

Phéu thuat Kasai c6 thé phuc hoi luu thong mat, thudng tam thoi (tré c6 thé hét vang
da hodc khong). Thoi diém phau thuat'lién quan chit ché tién luong (tot nhat trudc 8
tuan tudi). Do d6 nén hoi chan sém voi BS khoa ngoai tat ca cac trudng hop nghi ngd
teo duong mat.

Phiu thuat Kasai thanh cong: tré hét vang da (bilirubin/mau < 2 mg/1) 6 thang sau
phau thuat. Néu Bilirubin/méau< 2 mg/l sau phiu thuat 3 thang : tién lwong thanh cong.
- Piéu tri ndi khoa sau phiu thuat

Thudc loi mat

Ursodeoxycholic acid (UDCA) : 15-30 mg/kg/ngay

Hb tro-dinh duéng

Tang cung ¢ap ning luong 150% so voi tré binh thudng cing tudi . Protein 3- 4
g/kg/ngay ¢ tré nhii nhi va 2- 3 g/kg/ngdy & tré nho. B6 sung glucose polymers va
MCTs (medium chain triglyceridel) giup cung cip ning luong nhiéu hon

Nén dat sonde miii-da day ¢ tré cham tang can va/hoac c6 duong cong tang truong
kém, khong khuyén cdo mé da day nuéi an.

B0 sung cic Vitamins tan trong m&

Tat ca tré teo dudng mat con vang da su md can bd sung cac vitamin tan trong md.
Khi tré hét vang da va luong vitamin da bu du, tré c6 thé chuyén sang liéu multi-
vitamins chuén, tuy nhién can tiép tuc theo ddi thuong quy nong dd cac vitamin trong
mau cua tre.

Vitamin | Liéu diéu tri | Liéu bo sung khi thiéu
(udbng)
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Vitamin | Liquid vitamin A, | Liquid vitamin A 5000 IU/ ngay (uong), kiém
A 3000 1U/ ngay tra nong d¢ sau 1 thang hay 50,000 IU (IM)
mdi thang trong 2 thang, kiém tra ndng do sau
1 thang
Vitamin | Cholecalciferol Cholecalciferol hay ergocalciferol 1200-4000
D hay U/ ngay (udng) kiém tra ndng do sau 1 thang.
ergocalciferol, Hoic 1,25 OH,D, 0.05-0.2 pg/kg/ngay kiém tra
800 IU/ngay 1,25 OH,D trong méau 1 thang sau
Vitamin | 25 IU/kg/ngay | 50 IU/kg/ngay (dang tan trong nudc), kiém tra
E (dang tan trong | ndng do sau 1 thang
nuoc)
Vitamin | Vitamin K,;, 2,5 | Néu INR >1.5 and <1.8: dung 5 mg vitamin K;
K mg 2 lan mdi | udng mdi ngay va/hoic 2-5 mgvitamin K (IM)
tuan, c6 thé ting | 1 lan, kiém tra PT/INR sau 1= 2 ngay.
dén 5.0 mg mdi
ngay

Phong ngira nhiém trung dwong mat

Nhiém trang dudng mat 13 bién chung rat thuong gap, phan 16n bénh nhan bj it nhét
mot dot trong 2 nim dau doi vi batihuong giai pbiu hoc va @ dong vi khuan & quai
roux. Dung khang sinh du phong nhiém tring duong mat trong nam dau sau mo.

‘Khang sinh diéu tri nhiém tring duong mat : Chua co dong thuén vé khang sinh t6t
nhét cho nhiém trung dudong mat. Piéu trj theo kinh nghi¢m bao gom : (1) Bon tri liéu
v6i beta-lactam/(rc ché beta-lactamase (2)Dung Metronidazole & cephalosporin thé hé 3
(3) bon tri liéu véi_carbapenem (@ Imipenem, Meropenem) (4) Metronidazole &
fluoroquinolone (ciprofloxacine hodc levofloxacin).

Piéu trj ting ap tinh mach cira (TMC): xay ra & 2/3 tré sau phiu thuit ndi mat
rudt, tham chi ¢ nhiing tré¢ lwu thong mat duoc hoi phuc hoan toan. Gay bién ching
nguy hiém xuat huyét tiéu héa do v& dan tinh mach thuc quan. Can theo ddi cac dau
hiéu tang ap lwe TMC trén lam sang va si€u am Doppler mach méu do khang luc hé ctra.
Can nhdc chi dinh néi soi tiéu hoa trén tim din tinh mach ctra. (Xem bai ting ap luc
TMC)

- Gheép gan

Phuong phap diéu tri thich hop cho bénh nhin teo dudng mat, chi dinh khi phau
thuat Kasai that bai, co bién chung suy gan mét bu, tré SDD ning, nhiém trung duong
mat tai phat di udng khang sinh dy phong, XHTH...

VI. TIEU CHUAN NHAP VIEN ‘
Tat ca cac truong hop vang da t mat chua loai trr teo dudng mat can dugc nhap
vién.
VIl. HUONG DAN THAN NHAN
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Than nhéan can dugc thong tin ddy du vé bénh teo dudng mat va hop tac theo déi
bénh nhi sau md : udng thudc day du, tai kham theo hen tai phong kham tiéu hoa.
Sau phau thuat Kasai, bénh nhan cin kham lai ngay : Sét, vang da ting thém, bung
to thém, 61 mau hoac tiéu phan den.




