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BENH GAN MAN

l. DAI CUONG
- Hau hét cic bénh gan man & tré em gy nén xo gan, va/hodc o mat
- Bién chimg cta bénh gan man chi yéu la do suy chitc ning gan va & mat.
- Nguyén nhan:
+ Tai duong mat:
= Teo duong mat ngoai gan
= Dan, u budu, san 6ng mat chinh
= Hoi chung Alagille, thiéu san duong mat
= U mat trong gan c6 tinh chit gia dinh, do thudc
*  Viém xo dudong mat
= Bénh Iy manh ghép chong lai ky chu
= Histiocytosis X
+ Tai gan:
* Viém gan so sinh
» Viém gan siéu vi B + delta
= ViémgansiéuviC
* Viém gan tu mién
= Do thudc/ddc chat
+ Bénh di truyén/chuyén hoa:
= Bénh chuyén hoa carbohydrate: galactosemia, fructosemia, bénh tich tu
glycogen type Il va IV
= Bénh chuyén hoa amino acids: Tyrosinemia, rdi loan chu trinh urea
=  Bénh tich tu kim loai: bénh ur dong st so sinh, bénh Wilson
= B¢nh tich tudipid: bénh Gaucher, Niemann-Pick type C, hoi ching Zellweger,
bénh ty lap thé,'bénh xo nang, bénh da nang xo hoa
+ Tai mach mau:
= Huyét khéi tinh mach gan: hoi ching Budd-Chiari
= Bénh ngh&n mach
= Bénh Iy tim

11..LAM SANG

1. Bénh si:

- Bénh gan con bu: c6 thé khong co triéu ching, khong vang da. Chi diém dau tién
bénh gan c6 thé do phat hién tinh c& gan lach to, hay lach to don thuan.

- Bénh gan mét bu: bénh sir ¢ bénh gan mat, c¢6 thé da c6 bién ching.

2. Biéu hién 1am sang:

- Bénh gan con bu:
+ €6 thé gan lach to, gan thudng nho va khong s thay, nhung cé thé 16n, cing chac

hoac co hat.
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+

Biéu hién ¢ da nhu sao mach, long ban tay son, tinh mach dan to lan tir ron 1a biéu
hién cua tdng ap ctra, dé bam da, dan mach rd ¢& mat va phan trén lung, va ngén tay
dui trong.

Bénh gan mat bu: tridu ching suy chirc nang gan va xuét hién bién chimg. Yéu tb
thuc day thuong gip nhu an nhiéu chat dam, xuat huyét tiéu hoa va dung thudc an
than:

+
+
+

+

Suy dinh dudng, bang bung, phu ngoai vi.

Xuat huyét tiéu héa do v& dan tinh mach.

Bam da tu nhién do thiéu cic yéu t6 déng mau tong hop tir gan va giam tiéu cau

do cuong lach.

Bénh nao gan khé nhan biét & tré em. Triéu chling som gé)m cham chap, hoc hanh

kém, ngl ga hoic rdi loan gidc ngu. Tri thong minh giam sut va thay doi tinh cach

c6 thé gap o tré 16n, tién trién dan dén 14 14n va hon mé. Loang.choang, run ray va

mat diéu hoa van dong thi kho nhan thiy & tré nho.

Vang da 14 biéu hién tré ngoai tror xo gan do U mat.

Hoi ching gan ph01 v6i biéu hién chu yéu 1a khoé tho, c6 thé kho thé khi ngdi

(platypnea) hay thiéu oxy-mau tu thé (orthedeoxia), kém sao mach & da, ngén dui

trong

Hoi chimg gan than voi suy chirc nang than tién trién & bénh nhan co bénh gan

nang. Bat thuong luong mau dén than ¢ thé 1a'bénh nguyén. Biéu hién 1am sang

gbm 2 thé

= Thé cap voi khoi phat cap, tiéuit, c6 yéu t thic day nhu xuat huyét tiéu hoa,
dung nhiéu thubc loi ticu, hodc keém.suy chue nang gan nang.

» Thé cham véi suy.than tiéu it tién trién cham.

Nhiém trung:

=  Nhiém trungtiéuva ho hip thi thuong gip.

= Nhiém tring mau thuong 1a héu qua cua cac tham do xam lan.

. Vlem phic mac vi khuan tu phat 1a bién ching ning thuong gip cta bang bung
va can loai trir & tat ca tré bi nhiém trung.

Mot tac nhan nhiém tring c¢6 doc tinh hon va thuong gip hon & bénh nhan gan

nhu Klebsiella, Escheria coli, Vibrio, Campylobacter, Yersinia, Enterococcus...

+/Ung thu té bao gan thudng két hop véi viém gan siéu vi B, tyrosinemia type 1.
CAN LAM SANG

Tong quat:

+ Xét nghiém mau: bilirubin, aminotransferases, GGT, alkaline phosphatase,

+ + + +

Albumin, cholesterol, urea, creatinine, ammonia, alfa-fetoprotein, huyét d6 day du,
prothrombine time-INR

Chup phoi

Si€u am gan mat va than

NOoi soi tiéu hoa trén

Dién tam do6
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+ Dién ndo dd
+ Sinh thiét gan
Dic biét (cho chan doan nguyén nhan):
+ Duodng mat:
= Cay mau va md gan
= Chup duong mat trong khi phau thuat
= ERCP/MRCP
= (T scan gan mat
+ Gan:
= Huyét thanh chan doan siéu vi (TORCH, viém gan siéu vi B, C, EBV)
= Téc d6 ling mau
= Khang thé ty mién, immunoglobulins
= Po luong dong hay sét lang dong trong gan
+ Chuyén hoa:
= Pudng, acids amino, acids hitu co, porphyrins, san pham thoai hoa acid béo /
nuéc tiéu
= Duong (ltc do1), lactate, pyruvate, urate trong mau
* Acids amino, dong, ceruloplasmin, @, -antitrypsingsat ferritin, porphyrin, acids
mat trong huyét thanh
= Acylcarnitine profile, CPK huyét thanh
= Test md hoi
= Protease inhibitor phenotype
=  Sinh thiét co, fibroblast gan tim enzyme dac biét
+ Mach mau:
= Siéu am doppler xem.dong chdy TM gan
= Chup mach mau
*  Chyp mach mau tinh mach chu dudi
= Antithrombin 11, protein C, protein S

CHAN POAN

Tiéu chuan chan doan:

Bénh st ¢ thé biét ¢6 bénh gan mat trudc do6 hodc khong.

Kham/1am sang co6 cac biéu hién cta bénh gan con hay mat bu véi cac bién chimg.

Xét nghiém téng quat co bién do6i, dé nghi xét nghiém dic biét dé tim nguyén nhan

suy gan.

Chan dosn xac dinh va phén biét:

Chu yéu can chan déan phan biét cac bién chimg ciia bénh gan mat bu:

Béang bung:

+ Chan déan phan biét bang bung do bénh tim, bénh ac tinh, lao, bénh than mg,
viém tuy.

+ Chan doan xac dinh dua vao bénh st, kham 1am sang va choc do mang bung.

Xuat huyét tiéu hoa:
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+ Chan déan phan biét véi viém loét da day ta trang xuét huyét, bénh 1y viém rudt
(IBD), bénh vé mau.

+ Chan doan xac dinh dya vao bénh su, kham 1am sang, xet nghiém mau co rdi loan
chie nang téng hop gan voi PT keo dai, giam albumin, tang bilirubin; c6 thé giam
tiéu cau, giam bach cau do cudng lach. Két hop noi soi tiéu hoa va chan déan hinh
anh.

- Bénh ndo gan: dua 1am sang, NH3 méau, EEG, CT scan va MRI néo.
- Bénh gan phoi:

+ Chan doan phan biét v&i ting ap phoi va suy tim.

+ Chén doan xé4c dinh dya bénh st, kham lam sang. Tiéu chuén vang 1a si€u am tim
ting cuong can quang. Phuong phap khac 14 xa hinh phdi v6i albumin két tap danh
dau technetium 99m (technetium labelled macroaggregated albumin).

- Bénh gan than:

+ Chan doan phan biét véi hoai tur 6ng than cép, suy than do thudc (khéng sinh, lgi
tiéu, NSAIDs).

+ Chan doan xac dinh dwa bénh str, kham lam sang. Giam do loc cau than véi
creatinin huyét thanh ting > 1,5 mg/dl hay creatinin clearance < 40ml/phut, ting
kali mau, giam natri mau va natri niéuthap (< 10mEq/1).

V. PIEU TRI CAC BIEN CHUNG CUA BENH GAN MAN
1. Nguyén tic diéu tri:
- Giam thiéu hodc ngin ngira t6n thuong gan tién trién bang cach diéu tri nguyén nhan,
néu cé the.
- Tién doan, ngin ngira hode kiém soat cdc bién ching.
- Tién doan két qua dé c6 quyétdinh chinh xac ghép gan.
2. Phén cap diéu tri:
- Cép 1: Khi d chan doan bénh gan man mat bu c6 bién ching nén hdi chan chuyén
khoa va chuyén khoa:
+ Cép clru: néu bénh nhan vao phong kham véi biéu hién:
= Xuéthuyét tiéu hoa do v& dan tinh mach gy mat mau ning
= "R6i loan dong mau gay xuat huyét ning
= Bénh nio gan v&i hon mé
+ Hoi stre: néu bénh nhan & khoa cép ciru d qua giai doan nguy kich, hodc & cac
khoa thuong, khoa tiéu héa véi biéu hién sau:
= _Xuat huyét tiéu hoa do v& din tinh mach gy mat méu ning
= Bénh ndo gan voi hon mé co suy hd hap
= Hoi ching gan phoi c6 suy ho hap ning
= Hoi ching gan than c6 suy than nang khong dap tmg diéu tri
= Nhiém tring huyét ning, choang nhiém tring
+ Tiéu hoa: bénh gan mét bu ma khong c6 chi dinh vao hdi stc.
- Cép 2: Diéu trj dic higu:
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+ Nang do dinh dudng va diéu trj suy dinh dudng

Bang 1. Xtr tri suy dinh dudng trong suy gan man

Suy gidam Danh gia X tri
Nang lugng Can bang nang luong Cung cap ning luong dé
dat 120-130% RDI
Nhap Nuo6i an qua sonde ban
dém
Hap thu
Tiéu thu
Tinh trang dinh dudng
Nhan tric hoc
Protein Protein huyét thanh (albumin) | Cung cap di.protein (3-
4g/kg/day)
Ty 1€ BCA/AAA Protein giau BCAA

Du trit Protein

Trgyén albumin déu din
(néu alb<25g/1)

Mo Nép gap da Ly twdng hoa hap thu md
(MCT/LCT)
Thiéu EFA Cung cip md trung hoa
cao trong EFA
Lipid plasma
Hap thu
Vitamin tan trong | 25-OH-D plasma Phoi nang, Vitamin D-1-
mo U
Prothrombin time Vitamin K

Vitamin E, A plasma

Vitamin E, Vitamin A

Vitamin tan trong | Nong do dic hiéu

B0 sung khi can thiét

nuoc Huyét'do
Muéi khoang Nong do dac hiéu B0 sung khi can thiét
Danh gia tim

AAA,; Aromatic amino acids; BCAA, branched-chain amino acids; EFA, essential fatty
acids; LCT, long-chain fatty acids; MCT, medium-chain fatty acids; RDI, recommended

daily intake
+ Baéng bung va phu:

* Nang do dinh dudng

= Tranh dung quéa nhiéu mubi (< 1-2mmol/kg)

= Spironolactone: <3 tudi: 12.5 mg/ngay
4-7 tudi: 25 mg/ngay
8-11tudi:  37.5 mg/ngay
>11 tudi: 50 mg/ngay
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VII.

+

+ Chlorothiazide

= Truyén Albumin (néu alb/serum <25g/1) 2g/kg + furosemide 2mg/kg

= Choc hut mang bung + truyén albumin khi bang bung khang tri

Tang &p ctra va v& dan tinh mach (xem bai “Tang &p ctra”)

Bénh nao gan:

=  Gidi han protein trong ché d6 an: 0,5-1g /kg/ ngay

= Neomycine udng: 50-100mg/kg/ngay, hay Tobramycine udng 3mg/kg/ngay
chia 3 lan

= Lactulose udng: 1-2ml /kg mdi 4-6 gio

=  Kiém soat cac bién chtng suy gan nhu xuat huyét tiéu hoa, tranh dé tré bi doi,
dung thudc an than ma lam tich lily ammonia

= Chat b6 sung dinh dudng BCAA-enriched ¢ thé 1a diéu tri hd tro ¢ ich cho
bénh nao gan.

= Chat ddi khang benzodiazepine (flumazenil): Néu khong dap tng voi
flumazenil c6 thé cho biét tién lugng xau.
Tre < 6 thang lidu 0 ,01-0,02mg/kg (max 0,2mg) chich TM trén 15 gidy, co thé
nhic mdi 45 gidy, toi da Img trong gid dau Tré > 6 thang liéu 0,2mg chich
TM trén 15 gidy, c6 thé nhic mdi 45-giay, t6i da'lmg trong gio dau.

Réi loan d6ng mau:

= Vitamin K 2-10mg /ngay TM trong 3 ngay hay 5-10mg /tuan TB

. Truyen huyét twong twoi dong lanh 5-10ml/ kg

. Truyen cryoglobulin va/hodc ticu cau dugc chi dinh khi thuc hién thu thuat
xam 14n nhu sinh thiét ganva cac dot xuét huyét cip.

Hoi ching gan phoi:

= Pat shunt ctra-chu trong gan -qua tinh mach canh (transjugular intrahepatic
portosystemic shunting - TIPS)

=  Ghép gan khi thiéu oxy-méu ning dap tng kém vdi oxy 100%

Hoi chung gan than:

= Qctreotide 3-5ug/kg/ngay, lam co mach tang

= Truyén albumin 1-2g/kg/ngay, 1am ting thé tich keo

= Pat TIPS
= Loc than
= Ghép gan

TIEU CHUAN NHAP VIEN, XUAT VIEN ,
Tiéu chuan nhap vién: bénh gan mat bu vdi biéu hién cia bién ching.
Tiéu chuan xuat vién:

Khi hét tri¢u chirng néng
Kiém soat va ngan ngura dugc cac bien ching

TAI KHAM
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Theo d6i va tai khdm: gdm kham 1am sang va 1am cac xét nghiém tuy tinh trang bénh
tai phong kham tiéu hoéa:

- 3 thang dau: mdi tuin

- 3—6thang: mdi 2 tun

- 6— 12 thang: mdi thang




