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VANG DA TANG BILIRUBINE TRUC TIEP

PAI CUONG
Dinh nghia
Vang da ting bilirubine truc tiép dugce xac dinh khi nong d6 bilirubine tryc tiép >
1mg/l néu bilirubine toan phan < 5mg/l hay > 20% néu bilirubine toan phan > 5
Nguyén nhéan
Do suy gan:
Khéng dung nap galactose, bat dung nap tyrosine, nhiém trung bam sinh hay mic phai
(nhiém herpes, coxsackie, ECHO virus, viém gan siéu vi B, adenovirus, CMV,
toxoplasma, giang mai)
O tré so sinh khoe manh:
+ Nguyén nhén trong gan:
Thiéu a-1 antitrypsin, xo nang, tac mat trong gan c6 tinh gia dinh, hdi chimg
Alagille, bénh noi tiét (suy giap, suy tuyén yén), hoi ching Zellweger’s, Niemman
Pick, viém gan, bénh toan than, nhiém tring tiéu, tam nhiém sic thé 13,18, 21
+ Nguyén nhan ngoai gan:
Teo duong mat, nang dudong mat, hoi chirng mat dac

LAM SANG

Héi tién sir

Tién can me: Cac bénh 1y trudc sanh, co phat ban lic mang thai. ..

Quan hé huyét thong: Vang da (r mat trong gan c6 tinh gia dinh, bénh 1y chuyén hoa
Bénh 1y nhiém trung, nuoi &n tinh mach kéo dai...

Kham Iam sang

Kham tim mach: Am théi & tim (0 tré c6 hoi ching Alagille, tam nhiém sdc thé 13,
18, 21)

Kham bung: Phat hién gan lach to trong bénh chuyén hoa, nhiém tring bao thai
Kham than kinh: Phat hién cham phat trién

Mo gidc mac, duc thuy tinh thé: Gap trong rubella bam sinh

Bét thuong hinh thé: Hoi ching Alagille, tam nhiém sic thé 13 va 18

Duong vat nho kém theo cac bat thudng dudng gitta: Suy tuyén yén

. CAN LAM SANG

Nham dénh gia chtrc ning gan va xac dinh nguyén nhan

Céc xét nghiém danh gia chic nang gan mat: Néng do bilirubine, ALT, AST, alkaline
phosphatase, GGTP, PT, PTT, aloumin

Céc xét nghiém khac: Cong thirc méau va tiéu cau dém, TPTNT, chirc ning tuyén giap,
cdy mau va nudc tiéu, thiéu a-1 antitrypsin, cac xét nghiém tim soat bénh xo nang,
toan-kiém, duong huyét, NH3 mau... va tiy cac truong hop 1am sang

Céc xét nghiém hinh anh hoc: si€éu am bung, xa hinh gan, chup cong hudng tr duong
mat tuy, chup duong mat ngugc dong qua ndi soi
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IV. CAC BUOC PANH GIA
- Budc déu tién 1a chan doan nhanh va diéu tri sém cac bénh 1y: nhiém trung huyét, suy
giap, suy tuyén yén toan bd, bénh Iy chuyén hoa (galactosemia)
- Teo dudng mat ngoai gan phai dugc chan doan phan biét v6i viém gan so sinh bai Vi
can phai can thiép ngoai khoa sém (trudc 2 thang)

V. CHAN POAN MOT SO THE LAM SANG THUONG GAP
- Teo dwdng mit ngoai gan (phai dugc chan doan sém vi c6 thé phau thuat)
+ Dic diém lam sang:
= Tré co vang da dién hinh
= Tiéu phan bac mau hau nhu luén ludn c6
+ Cén lam sang:
= SGOT, SGPT ting, GGT ting nhiéu
= Thoi gian prothrombin c6 thé kéo dai
= Siéu 4m bung khong thiy tGi mat
» Cac xét nghiém khac c6 gia tri chan doan: Xa hinh gan mat, xét nghiém dich
hut ta trang, sinh thiét gan
- Nhiém tring bao thai
+ Dic diém l1am sang:
=  Vang da xuat hién sém
= Tré co cac dau hiéu khac: Suy dinh dudng bao thai, gan lach to, tim bam sinh,
duc thuy tinh thé, xuat huyét da...
+ Cén lam sang:
* SGOT, SGPT tang
= Thiéu mau, giam tiéu cau
= Siéu am phat hién tim bam sinh
= Huyét thanh chan doan TORCH IgM (+)...
- Viém gan so sinh ty phat
+ bic diém 1am sang:
Vang da xuat hién trong tuan tudi dau tién, co thé 1a triéu chirng khoi dau sém
nhat. Sau d6 gan lach to, phan bac mau, nudc tiéu sAim mau, xuat huyét do thiéu
cac yéu t6 dong mau hay thiéu vitamin K
+ Can lam sang:
= SGOT, SGPT tang, AFP tang
= R&i loan chirc ning dong mau
= Chan doan xé4c dinh bang sinh thiét gan
Cac hgi chirng teo dwong mat trong gan:
- Hoi chirng Alagille:
+ Dic diém 1am sang:
= L4 hoi ching dugc dic trung boi su thiéu cac duong mat trong tiéu thily gan va
kém theo cac dic diém sau:
* Vang da & mat man tinh
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= Bat thuong tim mach (cha yéu hep phoi)
= (6t sng hinh canh buém
=  Viém gidc mac bam sinh
* Di tit vung mat: GO miii rong, mdt hinh tam giac, mit siu
= Khong gidng viém gan so sinh tu phat, hiém thay gan lach & tré bi hoi ching
Alagille giai doan som
+ Can lam sang:
= SGOT, SGPT ting rat cao, GGT ting
= Sinh thiét gan chan doan xac dinh
Galactosemia:
+ Dic diém lam sang;
Tré bi non 01, ti€u chdy, cham 1én can, dyc thuy tinh thé, xuat huyét. ..sau khi cho
tré an co galactose
+ Can lam sang:
= Réi loan dong mau
= Tang mot s6 acid amine mau dac biét phenylalanine, tyrosme methlonlne
= R&i loan chuyén hoa carbonhydrate: Tang galactose, ting hong cau, ting ndng
do galactose 1-P
= Toan chuyén hoa & ong than, galactose ni¢u, glucose ni¢u, albumin ni¢u
= Thiéu mau tan huyét

PIEU TRI

Nguyén tic diéu tri

Piéu tri ddc hiéu theo ting nguyén nhan

Diéu trj hd tro

Piéu tri dic hiéu

Tac mat ngoai gan: Hoi chan ngoai khoa dé phau thuat Kasai

Viém gan do nhiém trung huyét: Diéu tri nhiém tring

Galactosemie: Ché d6 an khong co galactose

Piéu tri nang do

Ning luong cung cip bang 125% so v6i nhu cau theo can ning 1y tudng (bang truyén
tinh mach hay cho an)

Khi cung cdp ning luong bang duong miéng: Lipide duoc cho dudi dang triglyceride
chudi trung binh

Luong protein: 2-3g/kg/ngay ddi véi tré khong c6 ting ammoniac mau

Vitamine: Vitamine A 5000-25000Ul/kg/ngay, vitamine K 2,5-5mg/lan x 2 lan/tuan,
vitamine E 15-25Ul/kg/ngay

Ursodeoxycholic acid: Puoc khuyén céo voi liu 10-20mg/kg/ngdy dung dé kich
thich dong mat va thai cac acid mat ddc tir gan




