TAP CHI KHOA HOC TIEU HOA VIET NAM 2023 - TAP XI - SO 71 4515

Ca ldm sang / Case report

Nhin 2 ca lam sang h¢i chitng Budd Chiari

Two clinical cases of Budd Chiari syndrome

HOANG THUY NGA
Khoa No6i téng hgp, Bénh vién Pai hoc Y Ha Noi

Abstract

This article describes 2 cases of patients who were diagnosed with Budd Chiari syndrome. A 56-year-
old female patient, presenting with subacute Budd Chiari syndrome by ascites and elevated transaminase,
she was successfully managed with anticoagulants and diuretics. A 39-year-old male patient suffer from
chronic Budd Chiari with ascites, esophageal varices hemorrhage three times and cirrhosis. Liver
transplant was offered for him but failed because of the familys financial inadequacy. Instead that he
was management complication of cirrhosis and anticoagulants therapy. Thrombosis is the major cause
of hepatic vein obstruction, both of these patients were found to have homozygous mutations in the gene
group that increases the risk of thrombosis. For each patient, anticoagulation therapy, surgery to reduce
portal hypertension or liver transplantation depends on the clinical condition of each patient.

Tém tit

Bai bdo nay md ti 2 trudng hdp bénh nhan dugc chin doan hoi chitng Budd Chiari. Mot bénh nhan
nit 56 tudi, bi€u hién hoi chiing Budd Chiari ban cap bdi tinh trang ¢ truéng va ting men gan, bénh
nhan dugc quin ly thanh cong bdi thudc chdng dong va 1di ti€u. Mot bénh nhan nam 39 tudi, biéu hién
bénh man tinh bdi c6 trudng, xudt huyét tiéu héa do ting dp luc tinh mach ctra ba 1an va c6é xd gan,
viéc quan 1y b&énh nhan hién tai don thuin 12 quan ly bi€n chitng clia xd gan va diéu tri chéng dong dé
phong ngira cdc bi€n ¢6 tic mach c6 thé xay ra do bénh nhan chua c¢é diéu kién kinh t& @€ ghép gan.
Huyé&t khdi 1a nguyén nhan chinh gy tdc mach gan, cd 2 bénh nhan nay déu phat hién c6 cic dot bién
gen dong hdp tif cdia nhém gen lam ting nguy cd huyé&t khdi. P3i véi mdi bénh nhan viéc diéu tri thudc
chong dong 1a diéu cin thiét, tuy nhién phiu thuat gidm 4ap luc tinh mach cira hodc ghép gan con tiy
thudc vao tinh trang 1am sang va diéu kién cu thé ciia tirng bénh nhan.

Gidi thiéu gid Geogre Budd md ti 1an diu vio nim 1845,
Hoi chitng Budd Chiari' (Budd Chiari syndrome  sau d6 Hans Chiari mé t4 vao nim 1899. BCS
— BCS) 1a mot hoi chitng hi€m gip, ty 1& gip 2 —  dugc dic trung bdi 12 tic nghén tinh mach trén

2,2 ngudi/1.000.000 dan, hodi chiing nay dugc tic  gan dd vao vi trf tinh mach chi dudi ma nguyén



4516

nhan khong phdi do bénh tim mach. Bi€u hién
1am sang cta hdi chiing Budd Chiari chia lam 4
thé tly theo thdi gian phat hién va mitc d6 bénh:
thé t8i cip, cip tinh, ban cAp va man tinh. BCS
nguyén phét xudt hién do qué trinh tic nghén tinh
mach trén gan do cuc huyé&t khdi hodc do viém
tinh mach trong khi d6 BCS thi phdt xuét hién
khi c6 su chén ép hodc xam 14n tinh mach gan
va/ hodc tinh mach chii dudi do tén thudng bit
ngudn tif bén ngoai tinh mach (vi du: tén thuong
dc tinh)?3.

Ca lam sang

Ca lam sang thi nhat: Bénh nhan nit 56
tudi, vao vién vi bung trudng dién bi€n cdch vao
vién 1 tudn. Tién si: chuwa ghi nhan bénh 1y gi
tru6e day, c6 tién st ding thudc trdnh thai kéo
dai. Bénh nhén sinh 2 con trai, tinh trang khde
manh. Gia dinh chua phdt hién bénh 1y di truyén.
Bénh si: dgt nay, caich nhap Bénh vién Pai hoc
Y Ha Noi 10 ngdy, bénh nhan xuft hién dau
bung thugng vi, dau cdm gidc tic ning, khong
lan, khong ¢ hoi, khong ¢ chua, khong s6t. Bénh
nhan di kham tai Bénh vién X chdn dodn: Viém
da day, ké don vé nha si dung pantoprazole
nhung tinh trang khong dd, kem theo d6 tinh
trang dau tidc bung, bung truédng tdng nhanh ke m
phil nhe 2 chin, ti€u sim mau. Bénh nhan di
té1 nhdp vién tai Bénh vién Pai hoc Y Ha Noi.
Khdm lam sang ki€m tra bénh nhin cd truéng
dich nhiéu, khé thé nhe, nhip thd 25 lan/phiit.
Phu nhe 2 chi duéi, phu mém, an 16m. Khoéng
c6 vang da, khong c6 tuan hoan bang hé. Khim
tim, phdi, thin chwa phat hién van dé gi bat
thuéng. Can 1am sang khi vao vién, Bénh nhan
¢ tinh trang cd truéng nhiéu, siéu 4m & bung
thdy gan nhu mo déu, khong cé khdi bat thudng,
tinh mach khong c6 huyé&t khdi. Teo cdc tinh
mach trén gan. Teo hoan toan tinh mach trén gan
phdi, tinh mach trén gan gita va trdi dong chdy
y&u, hep gin hoan toan. CLVT & bung cho thiy
hinh 4nh & thudc cidn quang trong nhu mo gan,
vu th€ ngoai vi, quanh tinh mach gan va ha phan
thity I. Tinh mach chd dudi doan sau gan hep gan
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hoan toan kém theo huyé&t khéi cii, trén doan
dai khodng gan 62 mm. Tuan hoan bang hé ctta
chd gifta nhdnh tinh mach ctra — tinh mach ron.
Céac xét nghi€ém mdau ghi nhan khi vao vién ghi
nhén tinh trang ting men gan véi GOT 390 UI/L,
GPT 371 UI/L, GGT 180 UI/L, da loai trir cac
nguyén nhan viém gan virus A, B, C, E, CMV,
HSV, EBV. Chua cé bi€u hién suy gan véi PT
71%, INR 1.19, Albumin 34.8 g/l. Chitc ning
than binh thudng vé&i Ure 3,7 mmol/l, Creatinin
58 umol/l, Protein ni€u 0.08 g/24h. Xét nghiém
dich & bung: Dich thim vdi Protein DOB 22.6
g/l, SAAG > 11 g/l. Pa lam cellbloc khdi t&
bao dich mang bung khong thiy t€ bao 4c tinh,
PCR tim lao trong dich 6 bung 4m tinh. Céc
xét nghiém Kkhac: Si€u Am tim ghi nhan kich
thudc va chifc ning tAm thu that trdi va that phdi
trong gidi han binh thudng, 4p luc dong mach
phdi 23 mmHg, tran dich mang phdi 2 bén mifc
dd it. Noi soi da day thuc quan khong thdy gidn
tinh mach thyc quén, phinh vi. Cac xét nghiém
tim nguyén nhin huyé&t khéi: Marker ung thu
binh thudng. NoOi soi da day va dai trang chua
phat hién khdi u. Chup CLVT 1dng nguc va &
bung: Khong phét hién u, hach bat thudng. Xét
nghiém d6ng miu tim nguyén nhan tdng dong
c6 gidm Protein C, do d6 ching tdi ti€n hanh
xét nghiém gen nguy co huy&t khdi phat hién
bénh nhin cé dot bi€n di hgp tt gen MTHFR
A1289C va PAIl 4G/5. Piéu tri: Bénh nhan clia
chiing t6i khdi dau dugc diéu tri Enoxaparin 40
mg x 2 bom/ngady céch nhau mdi 12 gid sau do6
2 tudn dugc chuyén sang duy tri Rivaroxaban 20
mg/ngay kém theo diéu tri triéu ching c8 truéng
bing 1¢i ti€u. Sau 20 ngay diéu tri, bénh nhin
hé&t cdm gidc cing titc bung, khong con phi, siéu
am khong con dich c¢6 trudng. Xét nghiém lai
tinh trang men gan da tr§ vé binh thudng. Bénh
nhan dugc xuit vién va tu van vé cdc bi€n ching
c6 thé gip phdi n€u huy&t khdi ti€n trién hodc
nhitng tdc dung cla thu6c chdng dong. Hién tai
2 nim sau khi ra vién, tinh trang bénh nhan dn
dinh va chi cin quan ly ngoai trd.
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Ca lam sang thi 2: Bénh nhin nam, 37 tudi,
va0 vién vi tinh trang xuat huy&t tiéu héa do v&
gidn tinh mach thuc quan do III. Tién sd: Nim
2017, phau thuat ro hau mon. Niam 2018, dudc
chdn dodn x0 gan, ding rugu s6 lugng it trong
vong 5 nam, dd bd tuyét d6i 5 nim nay. Bénh
nhan di dudc tAm soét cdc nguyén nhin xd gan do
viém gan Virus B, C, i loan chuyén hdéa déng,
sit déu am tinh. Tir nim 2018 t6i nay, bénh nhan
trdi qua 3 1an xuat huyét tiéu héa do ting ap luc
tinh mach cta. Tuy nhién, chdc ning gan ciia bénh
nhan chi § mdc dd Child Pugh A. Nam 2020, bénh
nhan c6 mot dgt viém tuy cip do sbi dng mat chi
va s8i tii mat, dd phiu thuat cdt tdi mat ndi soi
va md 6ng mat chii 14y sdi. Tién sit gia dinh chua
c6 gi dic biét. Pgt diéu tri ndy ching téi dd cam
mdu qua ndi soi bing thit tinh mach thuc quin
vong cao su k&t hgp vé6i dung thudc gidn mach da
mang lai k&€t qua tot va k&t hgp véi diéu tri cac
bién chiing khac clia x0 gan déu dn dinh. Pong
thdi, ching t6i chup cit 16p vi tinh da diy tam
sodt hé thdng tinh mach ctta cho bénh nhan cho
thay: Hinh dnh cit 16p vi tinh & bung: Gan bién
d6i hinh thai, nhu mo thd, bo khong déu, teo nhd
gan ha phan thuy IV, phi dai gan trdi. Tinh mach
clra giin dudng kinh 15 mm, khong c6 huyét khdi.
Khong quan sét thdy tinh mach trén gan nhénh
trai va phdi theo doi do tic man tinh, tinh mach
trén gan nhanh giita kich thudc bé. TAm sodt cdc
nguyén nhan gy huy&t khdi thdy riing b&énh nhan
c6 gidm protein S, tir d6 ching tdi ti€n hanh xét
nghi€ém cic nguyén nhin ting dong cho bénh
nhan két qua xét nghiém c6 dot bi€n dong hdp
tir trén cic gene ITGA2, MTRR, MTHFR va d6t
bi&n di hop tir trén céc gene PAI 1 va MTR, diéu
nay gidi thich cho tinh trang tic cac tinh mach trén
gan dAn t6i thi€u oxy trong gan, X0 gan va ting 4p
Iyc tinh mach ctra. Piéu tri: Ching toi da tu van
bénh nhan ghép gan 12 phuong 4n tSt nhit c6 thé
thuc hién d€ tranh céc bi€n chitng clia xd gan, tuy
nhién bénh nhan va gia dinh chua dd diéu kién
kinh t€. Thay vao d6 hién nay bénh nhan dang
dudc chiing tdi quin 1y diéu tri hd trg cdc bi€n
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chitng clia X0 gan va thudc chong dong dé bao ton
tinh mach trén gan gitta. Hi€n tai tinh trang bénh
nhan &n dinh va tai khdm dinh k¥ tai phong kham
tiéu héa ngoai tri ma khong can phai nhap vién.

Phan tich va két luan

BCS 1a mot tinh trang tic nghén dong méu tr
gan v& nhi phai, 1au dai c6 thé giy nén finh trang
suy t€ bao gan hodc xd gan. Bi€u hién clia bénh
c6 thé dot ngodt suy gan t6i cAp vdi khdi phit ¢
trdng va gan to, ¢d truéng 16n véi chifc ning gan
dudc bao tdn hodc bénh gan man tinh khong rd
nguyén nhan hodc bénh gan va cdc rdi loan sinh
huyé&t khéi khac'. BCS dugc phan loai theo thdi
gian v midc dd nghiém trong ctia bénh gdm 4 thé:

+ Suy gan t6i cAp* dic trung bdi tinh trang
tdng cao cdc transaminase, vang da, xuit hién
tinh trang ndo gan, thdi gian prothrombin kéo
dai. Bénh niio gan xuat hién trong vong 8 tuin
sau khi phét tri€n tinh trang vang da. Tinh trang
suy gan t8i cAp chi gip & 5% nhitng bénh nhan
nao gan.

+ Thé ciAp tinh bi€u hién 1dm sang nhanh
chéng (trong nhiéu tuin) vdi tinh trang ting
transaminase va c6 truéng.

+Thé ban cap* khdi phat Am thim, c6 thé dién
bi&n 3 thang trudc khi biéu hién triéu ching, c6
thé c6 biéu hién cd trudng va ting transaminase
muc d6 nhe.

+ Thé man tinh®: bénh nhan biéu hién x0 gan
c6 dau hiéu ctia suy t€ bao gan va ting 4p luc tinh
mach ctra.

Theo chian doan hinh anh, hinh thdi cia BCS
c6 thé chia thanh 3 loai tiy thudc vio loai tic
mach hién c6% Loai 1 — huy&t khdi chi gidi han
trong tinh mach chii dudi. Loai 2 — tdn thudng
tai cdc tinh mach gan. Loai 3 — 1a loai hdn hop
(c6 su tham gia cta tinh mach chi dudi va tinh
mach gan).

Nguyén nhan dan t6i hoi chitng Budd Chiari ¢6
thé do cdc nguyén nhin giy ting d6ng méu, bénh
hé théng hodc cac nguyén nhan tai chd nhu viém,
nhiém triing, phAu thuat ho#c chan thuong, chén
ép vung gan.
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Bi€u hién 1am sang chl y&u cla hdi ching
Budd Chiari’: C6 thé khong c6 triéu chitng 1am
sang hoic c6 thé tif vong do suy gan tdi cap®.
Nhitng triéu chiing chinh bao gdm: cd truéng,
gan to, ldch to, vang da, xudt huyét tiéu héa,
nhiém khuén va bénh ndo do gan. Trong dgt cap
clia huy€t khdi tinh mach gan: dau bung, sot va
cd truéng. Xét nghiém c6 sy thay ddi vé cong
thi’c mdu va chdc ning gan § tirng bénh nhin
va tirng gian doan ctia bénh. Cu thé: cong thitc
mau c6 tdng hemoglobin hay hematocrit ,ting
ti€u ciu. C6 sy phu hop giita bat thudng 1am
sang va xét nghiém. Trong khodng mot phan ba
bénh nhan, aminotransferase huy€t thanh ting
gdp nim lan gi6i han trén binh thudng cho thay
mdt dgt thi€u miu cip cla gan, ngodi ra c6 ting
Billirubin, gidm albumin, ting PT - INR. Nong do
protein ¢& truéng thudng < 25 g / L, trong khi dé
chénh léch ndng do albumin trong miu va dich
¢ trudng thudng > 11 g / L. Chdn doan hinh
anh: Siéu Am & bung rit c6 gid tri trong chin
dodn BCS, uvu diém la gid thanh ré, khong can
ti€p xtic véi tia X, tuy nhién gia tri phu thudc rat
16n vao kinh nghi€ém ngudi lam. Cac phét hién
trén siéu Am°® bao gdbm: gan to, ldch to, c6 truéng,
phi dai thuy dudi, chen ép tinh mach chd dudi.
Siéu am doppler c6 thé danh giad dudng ra cla
cdc tinh mach gan d8 vao tinh mach chii dusi
hodc day khong déu, hep hodc gidn thanh tinh
mach gan, vi tri céc tinh mach gan c6 thé thiy
cdc dai gidm Am tring vao vi tri binh thudng cia
céc tinh mach gan hodc tin hiéu dong chay cia
cdc tinh mach gan c6 thé ngugc dong hoidc 2 pha.
Cit 16p vi tinh & bung va cdng huéng tir cé gia
tri twong tu nhau’®'° ¢6 thé thdy hinh 4nh chim
dd ddy cdc tinh mach trén gan hoic khong thiy
hién hinh tinh mach trén gan (thudng c6 thé thay
trong vong 40 — 60s sau khi tiém thudc cén quang
tinh mach nhanh), hinh anh loang 18 ctia gan do
tdng cudng thudc can quang & viing trung tam hon
12 ngoai vi, nhanh thoét thudc & thuy dudi, hep
tinh mach cht du6i, c6 truéng. Su loang 16 thay
trén phim chup CT lién quan dén & mau trong cac
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xoang tinh mach va tinh mach ctra c6 lién quan
dén sy ting cudng vé trung tim clia nhu mo gan.
BCS cip tinh c6 thé xuat hién huyé&t khai cip tinh
ctia tinh mach chu dudi, tinh mach chiu va tinh
mach dui.

Sinh thi&t gan 12 tiéu chuén vang d€ chin dodn
BCS, tuy nhién it thuc hién do day 1a mot thi
thuat xam 1an c6 nhiéu nguy co nhét la d6i véi
cic thé suy gan cAp hodc bin cip cé tinh trang
suy chitc ning t&€ bao gan din dén rdi loan dong
mdu. Cic dic di€m clia BCS bao gdm: xung huyé&t
trung tAm, hoai tif hodc xuit huyét, cdc ndt tan tao
16n, bénh Iy tic nghén tinh mach clta va/hoic xd
hda, xJ gan.

Chup mach qua dng thongS ti€p cin qua tinh
mach dui chung hodc xuyén qua gan la mot
phudng phép chdn doan hinh dnh c6 thé xic dinh
chin do4n va can thiép diéu tri. Néu dugc thuc
hién ding cdch, chup mach qua 6ng thong cung
cap cdc thdng tin chi ti€t vé van d€ mach mdu va
thong tin huy€&t dong thong qua phép do ap luc va
c6 thé cho thong tin md hoc néu thyc hién sinh
thi€t xuyén thanh.

Piéu tri BCS:

Diéu tri noi khoa: Piéu tri BCS nén tap trung
vao diéu tri nguyén nhin cd ban: ki€m sodt ting
ap luc tinh mach cia, ki€m soat cd trudng, ti€u
huyét khdi toan than hodc qua dng thong va si
dung thudc chéng dong mau' "' 2. Hau hét cic
bénh nhan BCS can st dung chéng dong kéo
dai do nguyén nhan c6t 16i gay ra tic mach. Véi
diéu tri thudc doi khdang vitamin K dudng udng
thi gitt cho INR tir 2 d&€n 3. Vi nhitng bénh nhan
khong c6 ting dp luc tinh mach cita thi diéu tri
céc bi€n chitng clia thudc chdng dong tuong tu
nhu cdc bénh nhan khic. Piéu tri co truéng, roi
loan chifc ning than, xuit huyét tiéu héa, nhiém
tring va bénh ndo gan nhu & bénh nhan bi xg
gan. Khi di dugc du phong chéng xuit huyét
bing ndi soi tiéu héa thi tién st xudt huyét
tiéu hoéa va gidn céc tinh mach 16n khoéng con
chong chi dinh cia diéu tri chdng dong. Quén
Iy n6i mach cia BCS" * 15 phu thudc vao loai
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ba't thudng tinh mach va thdi gian khdi phét triéu
chitng, c6 thé 4p dung nong mach biing béng,
dit stent, tiéu huy€t khoi qua catheter, 14y huyé&t
khdi va tao shunt hé thdng tinh mach clra qua
dudng tinh mach canh (Transjugular intrahepatic
portalsystemic shunt -TIPS). Tuy nhién, két qua
lau dai ciia cdc phuong phdp nay chua dugc ki€m
chiing rd rang do cdc bdo cdo c6 s6 lugng bénh
nhan nhd 1é.

Diéu tri phiu thuat: Bénh nhan c6 thé quéin 1y
phiu thuat bing cdch ti tao tinh mach chi dudi
bidng mang ngoai tim, phau thuat tao shunt clra —
chd, ghép gan 1a sy lwa chon cudi cling dudc cin
nhic khi tinh trang bénh nhan khong cai thién'® ",
Tuy nhién, viéc phau thuat hé théng tinh mach
clta n€u dit dudi co hoanh sé& that bai ma khong
gidm 4p dugc do tinh mach chd vén bi tic nghén
hodc cheén ép nang'?. Trong nhirng trudng hgp
nay, can dit stent tinh mach chd dué6i k&t hgp dat
shunt hé thong ctra 12 mot lya chon dé€ gidi nén
t01 uu's.

Thong diép dua ra:

Dic trung ctia hoi chitng Budd Chiari 1a huyét
khdi gay ra tic nghén tinh mach gan va tinh mach
chii duéi. Khing dinh chdn doén bing siéu am
Doppler hoic cit 16p vi tinh, coOng hudng tir.

Ho6i chitng Budd Chiari 1a mdt hdi chitng
1am sang hi€m gip, cAn phdi dit ra chdn dodn &
nhitng bénh nhan c6 diu hi¢u di€n hinh cida suy
gan cip, X0 gan, gan to, c6 truéng ma khong ro
nguyén nhan.

Phat hién sém va diéu tri kip thdi c6 thé gitp
bénh nhan ning cao chit lugng cudc sdng va kéo
dai thoi gian song thém khong bi€n ching cho
bénh nhan.
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