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SUMMARY

Congenital portosystemic shunt is a rare vascular malformation characterized by an abnormal connection between the portal
venous system and the systemic venous system. This results in partial or complete diversion of blood flow from the intestines and spleen
into systemic circulation, bypassing the liver. The condition can be classified into four types according to the Bicétre classification
system, which aids in diagnosis and treatment planning. Major complications include liver disease, hepatic tumors, pulmonary arterial
hypertension, and pulmonary arteriovenous shunting. Imaging plays a crucial role in diagnosing congenital portosystemic shunts and
associated anomalies. Computed tomography is considered the first-line modality for identifying the shunt and its type, allowing for
detailed visualization of blood vessels and small hepatic lesions. Digital subtraction angiography is essential in evaluating the feasibility
of shunt closure. Treatment decisions depend on the shunt type and clinical presentation, and may involve surgical or endovascular
shunt occlusion. In this report, we present three confirmed cases of congenital portosystemic shunt diagnosed via CT imaging. One
case involved a type 2 side-to-side shunt (according to the Bicétre classification) successfully treated with endovascular intervention;
another was a type 4 shunt associated with multiple hepatic adenomas; and the third was a type 2 end-to-side shunt with coexisting

congenital heart defects, which was successfully managed by open surgical shunt banding.
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I. DAT VAN DE

Shunt ctra chi bAm sinh 1& mét di dang mach méau
hiém gap, trong d6 c6 su théng ndi bat thuwdng gitra hé
tinh mach ctra va hé tinh mach cht, dan dén mau tinh
mach tlr rudt va lach chuyén hwéng mét phan hodc toan
bd vé tinh mach hé théng ma khéng di qua gan. M&c du
ty 16 méc ndi chung khéng dwoc biét chinh xac, nhung
mot sb nghién ciru wéc tinh rdng khoang 1/30,000 tré so
sinh bi anh hwéng [1]. Di tat nay dwoc Abernethy mo ta
lan dau tién vao nam 1973 [2]. Chung la két qua cla sy
thoai trién khong hoan toan cla cac yéu tb tuan hoan cla
bao thai, dac biét 1a nhirng yéu té lien quan dén bng tinh
mach. N¢6 ciing lién quan dén cac bat thwong nhiém séc
thé, d&c biét 1a hoi chirng Down. Vé mét gidi phau, shunt
ctra chi bdm sinh dwoc phan loai thanh shunt ngoai gan

* Khoa Chan dodn hinh anh, Bénh vién Nhi Trung wong

va trong gan. Dé&n nay, mac du cac bat thuéng nay ngay
cang dwoc phat hién théng qua sy tién héa va phat trién
ctia cdng nghé chan doan hinh anh, téng sé ca duwoc md
ta trong y van van con thép [3].

Triéu chirng |am sang, dic biét & tré em, rat da
dang. Trong mét sb trwéng hop cé thé khong co triéu
chirng, 1am cho viéc chan doan tré nén khé khan. Tuy
nhién, ching cé thé gay ra cac rdi loan chuyén héa va
anh hwéng dén nhidu co quan va hé thdng khac nhau,
nhw gan, hé than kinh trung wong va dwdng hd hap. Hinh
anh dong vai trd quan trong trong chan doan xac dinh
shunt ctra chl, chan doan loai shunt va phat hién cac
di tat kém theo, gilp 1ap k& hoach diéu tri phu hop nhét.
Trong d6 hé thdng phan loai Bicétre chia shunt cla cha
bam sinh thanh 4 type khac nhau, cé vai trd gilp dinh
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hwéng chan doan va diéu tri: type 1 - shunt gitva tinh
mach thudc hé clra triedc hop Iwu va tinh mach chid dwéi
& dudi vi tri db vé cla tinh mach than; type 2 - shunt gitva
than chung tinh mach ctra va tinh mach chd duwéi & trén
vi tri @b vé cta tinh mach than; type 3 - shunt ctra-gan va
type 4 - ton tai 6ng tinh mach.

Trong bai bao cao nay, chung t6i trinh bay ba ca
bénh shunt cra ch bAm sinh da dwoc diéu tri dong shunt
béng can thiép ndi mach hodc phau thuat thanh céng tai
Bénh vién Nhi Trung wong, gop phan lam sang té gia tri
chan doan hinh anh va vai trd cia phan loai Bicétre trong
tiép can diéu tri.

Il. GIOI THIEU CA BENH
1. Cabénh 1

Tré nam, 4 tudi, di kham strc khoé, siéu am tinh co&
phat hién khéi u gan ha phan thuy IV giam am. Trén hinh
anh siéu am Doppler nghi ngd cé dong shunt gilra tinh
mach ctra va tinh mach chi dwéi. Xét nghiém cho thay
tang nhe ndng A6 AST va ALT (47.9 va 54.3 U/L), ndng do
AFP binh thuwdng. Tré dwoc chup CLVT thay khdi u gan

ha phan thuy IVb, hinh &nh hoc va tinh chat ngadm thubc
phu hop u tuyén té bao gan. Ngoai ra phat hién shunt
ctra chi badm sinh |&n gitra tinh mach ctra tai vi tri chia
nhanh va tinh mach chi dwéi & trén vi tri d6 vé cda tinh
mach than (type 2 kéu bén-bén theo Bicétre), kém thiéu
san cac nhanh tinh mach clra trong gan, nhu mé gan
phai gidm thé tich so v&i binh thweng (Hinh 1). JKét qua
sinh thiét khdi u gan xac dinh tdn thwong u la Adenoma.

Chup mach sb hoa xoa nén thay hinh anh shunt
t vi tri xuit phat nhanh phai tinh mach ctra dé vé tinh
mach chi dwéi, con quan sat thdy cac nhanh tinh mach
clra trong gan thidu san, dwdng kinh shunt ~12mm. Hinh
thai, d6 dai va do dbc cta shunt phii hop cho tha thuat
déng shunt ndi mach. Ky thuat can thiép ndi mach duwoc
tién hanh, dat thanh céng Amplatzer Vascular Plug vao
shunt ngay trwéc vi tri d& vé tinh mach chi dwéi. Chup
kiém tra sau tha thuat cho thay tang dong chay vao gan.
Siéu am Doppler sau dé cho thay tdc hoan toan dong
chay qua shunt, hién hinh rd nét nhanh phai va nhanh
trai tinh mach ctra, kich thwédc gan tang ré rét sau theo

doi 1 thang.

Hinh 1. Tré nam, 4 tuéi, shunt ctra chi bam sinh type 2 kéu bén-bén theo Bicétre. (A) Hinh dnh CLVT axial: shunt
ctra chi bdm sinh giira tinh mach ctra tai vi tri chia nhéanh véi tinh mach chi dwéi doan trén vi tri dé cia tinh mach than
(mii tén trang); (B) Hinh dnh CLVT axial: khéi u gan ha phén thuy IVb (déu sao); (C, D) Hinh &nh chup DSA: shunt cira-
chd dé vé tinh mach chi dudi, con quan sét thdy cac nhanh tinh mach cira trong gan thiéu sén (déu mdi tén den); (E)
D&t Amplatzer Vascular Plug déng shunt ctra chu (déu mii tén tréng).
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2. Ca bénh 2

Tré nam, 10 tudi, di kham vi dau bung, siéu am phat
hién u gan da &, xét nghiém c6 tdng men transaminase
AST va ALT (114.3/76.6 U/L). Trén siéu am Doppler thay
¢6 cu tric dang 6ng mach néi tinh mach cra trai va tinh
mach chd dwéi, nghi ngd tén tai éng tinh mach. Hinh
anh CLVT cho thdy c6 shunt ctra chi git)a nhanh trai
tinh mach ctra va tinh mach chi dwéi qua céu tric dang
dng tinh mach (type 4 theo Bicétre), thidu san cac nhanh
tinh mach ctra trong gan, nhu mé gan c6 nhiéu khéi nét
c6 tinh chat ngdm thudc phu hop u tuyén té bao gan
(Hinh 2). Két qua giai phau bénh cac khéi u thdy hinh anh
tdn thwong viém xo man tinh nhu mé gan, chwa loai trir
Adenoma té bao gan.

Bénh nhi dwoc phau thuat that shunt ctra-chd. Hinh

anh trong mé thay gan phai teo nhd, gan trai phi dai, bé
mat gan trai cé khéi 2x3cm mau nau nhat dang té chirc
x0, mat dd chac; cac vj tri khac co nhiéu nbt dau dinh,
tang sinh mach bé mat. Co dwong thdong tw nhién tinh
mach clra - tinh mach chd dwéi qua tinh mach Aratius
dwérng kinh 20mm. Test that shunt clra chii cho thay khi
that khodng 70% khau kinh shunt c6 tang téc d6 dong
chay tinh mach clra trong gan trén siéu am Doppler trong
mé. Phau thuat vién tién hanh s dung mét doan mach
mau nhan tao khau xung quanh shunt dang vong nhan,
phan Iwu lai dong chdy clra - cha thanh clra-ctra.

Theo d&i sau phdu thuat thdy néng do AST, ALT
trong mau gidm dan. Siéu am Doppler thdy hién hinh
dong chay & cac nhanh xa tinh mach clra trong gan, kich
thwdc cac khéi u gan gidm so véi trude didu tri.

Hinh 2. Tré nam, 10 tudi, shunt cra chi bam sinh type 4 theo Bicétre. (A) Hinh dnh CLVT coronal: shunt ctra chii
bam sinh dang tén tai éng tinh mach (mdi tén den); (B,C) Hinh dnh CLVT axial: cac khéi nét nhu mé gan hai bén (mii

tén tréng).
3.Cabénh 3

Tré ni¥, 9 ngay tudi, vao vién vi tinh trang kho thé,
tim tai tang dan. Siéu am tim thay hinh &nh hep eo déng
mach chd, con éng dong mach va tang ap phdi. Bénh
nhan dwoc phau thuat didu tri hep eo dong mach cha va
doéng 6ng ddng mach. Tuy nhién tinh trang tang ap phdi
khong cai thién. Siéu am Doppler mach mau ) bung nghi
ngd cé shunt bat thwdng gitra than chung tinh mach cira
va tinh mach chd dwdi & ngoai gan, khéng quan séat thay
tinh mach ctra vung rén gan.

Bénh nhan dwoc chi dinh chup CLVT & bung. Hinh
anh chup CLVT cho thay c6 shunt ctra chii bAdm sinh gitra
doan gan than chung tinh mach ctva va tinh mach cha
dwéi & trén mirc dd vé cua tinh mach than (type 2 kiéu

tan-bén theo Bicétre); khong quan sat thdy doan xa than
chung tinh mach ctra va cac nhanh tinh mach ctra trong
gan; tinh mach chd duéi co vi tri bt thwong & phia trai
déng mach chd bung, d6 vé xoang vanh rdi vé nhi phai
(Hinh 3).

Trong qua trinh théng tim chan doan, mét éng thong
dwoc dat tlr tinh mach chd dwéi vao tinh mach mac treo
trang trén qua shunt. Chup mach s hoa xoa nén kiém
tra bdc 16 cac nhanh tinh mach ctra thiéu san khé quan
sat trén phim chup CLVT. Do tbn tai nhanh tinh mach ctra
trong gan, phau thuat that shunt ctra - chd (2 thi) dwoc
thwe hién, gitp phan Iwu lai dong chay qua tinh mach
ctra. Sau md, tinh trang tang ap tinh mach phéi dwoc cai
thién ro rét.
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Hinh 3. Tré niv, 9 ngay tudi, shunt ctra chii bAm sinh type 2 kiéu tan-bén theo Bicétre. (A,B,C) Hinh énh CLVT
coronal: hinh dnh shunt (mdi tén tréng) gilra thdn chung tinh mach ctra ngay sau hop Iwu (mdi tén den) va tinh mach
chi duéi doan trén mirc dé vé cia tinh mach than. (D) Hinh dnh CLVT axial: bét thuong vi tri ctia tinh mach chi duéi
(déu sao) ném bén trai déng mach chi bung. (E) Hinh dnh chup DSA béc 16 tinh mach cira thiéu san (dau mii tén tréng).

II. BAN LUAN

Shunt clra chd bam sinh 1a mot dj tat mach mau
hiém gap, trong dé c6 sw thdng ndi bat thwong gitra tinh
mach thudc hé thdng clra va tinh mach thudc hé théng
chi, dan dén mau tinh mach tlr rudt va lach chuyén
hwéng mot phan hodc toan bd vé tinh mach hé théng
ma khong di qua gan, do sy phat trién hodc thoai hoa bat
thwdng cdia hé mach mau thai nhi. Phan I&n cac trwong
hop dwoc bdo cdo trong y van cho dén nay déu dudi 18
tudi [4]. V& mat gidi phau, shunt ctra chi badm sinh dwoc
chia thanh shunt trong gan va shunt ngoai gan. Déi v&i
shunt trong gan, nhanh shunt xu4t phat tir cac nhanh tinh
mach clra sau vij tri chia doi tinh mach ctra. D6i vdi shunt
ngoai gan, nhanh shunt két néi than tinh mach ctra hoéc
cac nhanh hop Iwu clia né véi tinh mach thudc hé tuan
hoan hé théng.

Gan day, nhirng tién bd vé can thiép dién quang va
ph&u thuat cho phép dong shunt clra chd thanh cong &
nhirng bénh nhan dwoc xem la khéng pht hop cho diéu
tri bao ton trwéc day (Abernethy type | hodc védng mat
hoan toan tinh mach ctra). Theo dé, mot phan loai mai

dwoc dwa ra nhdm cung cap thong tin dé lap ké& hoach
diéu tri thich hop. Phan loai phau thuat Bicétre chia shunt
clra chud thanh 4 loai dwa vao vi tri ndi cGa shunt vao
tinh mach cha: (1) Shunt clra chl ngoai gan xuét phat tw
bét ky tinh mach nao thuéc hé thdng ctra trwdc khi hop
lwu vao than chung tinh mach ctra, néi vé&i tinh mach
cht dwéi hoac bat ky tinh mach hé théng nao db vé tinh
mach chi dwdi doan dwdi mirc db vé cla tinh mach than;
(2) Shunt ctra-chd ndi than chung tinh mach clra va tinh
mach chl dwdi doan trén vi tri d& vé cua tinh mach than
gdm 3 dwdi nhém: tan-bén, bén-bén va type H gébm ca
hai loai shunt xuat phat & xa rén gan; (3) shunt clra-gan
ndi gitra nhanh clia tinh mach ctra v&i nhanh cua tinh
mach gan; (4) tén tai 6ng tinh mach (Hinh 4). Sau nay,
Kanazawa da thém vao phan loai nay mirc do thiéu san
cla tinh mach clra trong gan dwa vao thir nghiém tac
shunt bang béng thanh 3 dwdi nhém nhe, trung binh va
nang. Phan loai Bicétre va Kanazawa gilp dw doan kha
nang dap (ng sau khi déng shunt dé lwa chon phwong
phap diéu tri thich hop, va cé can thyc hién theo tirng
bwéc (hai thi) hay khéng.
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Hinh 4. So’ d6 minh hoa phan loai shunt ctra chu theo Bicétre [5]

Biéu hién 1am sang da dang, tir khong triéu chirng
dén triéu da co quan nhw gan, hé hoé hap, hé than
kinh trung wong. Dién hinh, bénh nhan méc héi chirng
Abernethy cé ha oxi mau va hdi chirng gan phdi. Trong
dé tang ap phoi 1a biéu hién phéd bién. Theo nghién ctu
clia tac gid Chen Guo (2019), 50% bénh nhan dj tat
Abernethy c6 biéu hién tang ap phdi va 71.4% bi tang
amoniac mau [4].

Do dic diém lam sang va xét nghiém khéng déc
hiéu, chan doan hinh anh 1a phuong tién chan doan duy
nhét cho shunt ctra chti bAdm sinh. Céc dac diém can phan
tich trén chan doan hinh anh bao gém: tinh mach dén,
tinh mach di, sy xuat hién ciia mach mau bat thuong ndi
hai tinh mach, loai shunt. Siéu &m Doppler mach mau
la phuong tién tham kham dau tién dwoc st dung dé
chan doan théng ndi bat thweng gitra tinh mach clra va
tinh mach chl va hau qua vé hinh thai hoc cla gan, lién
quan voi cac di tat khac. Bay cling la phwong tién dwoc
str dung dé theo déi shunt ctra cht bdm sinh truéc va
sau diéu tri. Cat I&p vi tinh va céng huéng tir giup chan
doan xac dinh, cung cap théng tin chinh xac vé giai phau
mach mau, xac dinh cac bién chirng va di tat lién quan.
Coéng hwéng tr 1a phwong phap tham kham khéng nhiém
xa, chan doan tét tén thwong dang nbt & gan. Ky thuat
chup mach mau st dung test tac shunt dong vai trd quan
trong, dac biét khi cac nhanh tinh mach clra trong gan
hay tham chi than chung tinh mach cta khong quan sat

thay trén phim chup. N6 thwéng dwoc str dung dé phat
hién cac nhanh tinh mach clra thiéu san co thé ndm lac
chd va danh gia ap luc tinh mach ctra trong qua trinh tac
shunt’. Nhu treong hop ca lam sang thir 3 clia chung toi,
chup mach sé hoa xoa nén gitp phat hién tinh mach ctra
thiéu san khéng xac dinh dwoc trén CLVT.

Shunt clra chi c6 thé dan dén cac bién chirng
nhuw tang ap tinh mach ctra, suy gan, bénh nao (do tang
ammoniac), phat trién cac khéi u gan, hoi chirng gan phéi,
va tang ap dong mach phdi. Truéng hop khong co triéu
chirng, nhu trong trwérng hop duoc béo céo, la twong ddi
hiém. Nhan biét cac shunt nay 1a quan trong trwéc cac
can thiép phau thuat bung vi cé nguy co cao chay mau
nang khi gap cac di tat mach mau khéng xac dinh.

Cac tbn thwong gan dang nét da dwoc bao cao &
nhirng bénh nhan méc di tat Abernethy, thwdng la lanh
tinh. Tén thwong nay gap & 2/3 bénh nhan trong bao céo
clia ching t6i. Nguyén nhan cé thé do lwvu lwgng mau
dong mach tang qua ddng mach gan trong béi canh thiéu
lwu lwong mau clra. Di tat tudn hoan nay gay ra sy phat
trién va tai tao gan bat thuong, do d6 gay ra tén thwong
gan. T géc nhin mé hoc, tdng san thé nét khu tra, tang
san nét tan tao, u tuyén té bao gan, ung thw nguyén bao
gan va ung thw biéu mé té bao gan déu da dwoc bao cao
lién quan dén hoi chirng Abernethy. Mot sé dj tat tim co
thé g&p & bénh nhan cé shunt clra chi bam sinh, dac biét
& cac trwvong hop type 1, nhw thong lién nhi, thong lién
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that, ton tai 16 bau duc, con édng ddng mach, t& chirng
Fallot [4]. Trong khi shunt type 2 hiém khi g&p céac di tat
nay.

Chup tinh mach chan doan két hop do ap luc tinh
mach clra, bao gdm téc tam th&i bang bong néu kha thi
vé mat ky thuat, gip mé phoéng sinh ly hoc khi déng shunt
va xac dinh giai phau hé tinh mach ctva [6]. Cac lwa chon
diéu tri phu thudc vao loai shunt, bao gém diéu tri bdo ton
ho&c déng shunt béng can thiép qua da hodc phau thuat
sau khi th&r nghiém tac shunt bang bong, gitip quyét dinh
liéu cé nén dong mét budc hay hai bwédc (cac nhanh tinh
mach clra nhd, thwdng khéng nhin thdy qua siéu am, co
thé dwoc gian ra bang quy trinh hai bwéc). Trong test tac
shunt bang béng, néu ap lwc tinh mach ctra >30mmHg
thi nén tranh déng shunt hoan toan trong mét thi vi co thé
lam thay ddi dang ké huyét dong gan, réi loan chirc nang
gan va lam trAm trong thém cac triéu chirng hién co [7].
Cac bién chirng nay thudng xay ra khi cac nhanh tinh

TAI LIEU THAM KHAO

mach clra trong gan qua nhd; do dé, khi shunt bj déng,
hé ctra c6 thé khéng di kha nang tiép nhan lwong mau
tang lén [6]. D&i v&i cac trwdng hop shunt ctra chi bam
sinh type 1, do sw vdng mat hoan toan cda tinh mach
clra trong gan, ghép gan dwoc xem la chi dinh diéu tri
duy nhét [8].

IV. KET LUAN

Shunt clra chd bdm sinh la dj tat mach mau hiém
gdp, c6 nguy co cao dan dén cac bién chirng nghiém
trong. Chan doan s&m va chinh xac la quan trong dé
dwa ra phwong an diéu tri thich hop, trong do cét 16p vi
tinh dwoc xem 1a phwong tién dau tay trong chan doan
xac dinh shunt ctra chd. Diéu tri bao gdm diéu trj bao
tdn, déng shunt béng béng hodc phau thuat, ghép gan,
phu thuéc vao loai shunt, tudi bénh nhan va triéu chirng
I&m sang, trong do6 phan loai theo Bicétre c6 y nghia tién
lwong sau dong shunt.
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TOM TAT

Shunt ctra cht bAm sinh 1a mot di dang mach mau hiém gap, trong d6 co su thong ndi bit thuong gitra hé tinh mach cira va h¢
tinh mach chu, dan dén chuyén hudng mot phén hoic toan bo dong chay tur rudt va lach vé tudn hoan hé théng ma khong qua gan.
Di tat nay co thé duoc phan loai dua theo hé théng phéan loai Bicétre thanh 4 type khac nhau, giap dinh hudng chén doan va diéu tri.
Céc bién chimg chinh bao gdm bénh Iy gan, u gan, ting 4p luc dong mach phdi, shunt dong - tinh mach phéi. Chan doan hinh anh
dong vai tro quan trong trong chin doan shunt cira chi bam sinh va cac di tat lién quan. Chup cét 16p vi tinh (CLVT) dugc xem la lya
chon diu tay gitip chdn doan shunt, loai shunt, cho phép hién hinh cac mach méu va cac ton thwong gan kich thudc nho. Chup mach
s0 hoa x6a nén dong vai tro quan trong trong danh gia kha nang déng shunt. Chi dinh diéu tri phu thuc vao loai shunt va dién bién
lam sang, c6 thé thyc hién tic shunt bang phiu thuét hodc can thiép ndi mach. Trong bai bao nay, ching t6i trinh bay 3 truong hop
shunt cira chil bdm sinh d& duoc chin doan xéac dinh trén cit 16p vi tinh, trong d6 c6 mot trudng hop shunt type 2 kiéu bén-bén theo
Bicétre duoc diéu tri thanh cong bang can thiép ndi mach, mét truong hop shunt type 4 ¢6 da u gan dang adenoma va mét truong

hop shunt type 2 kiéu tan-bén c6 di tat tim bam sinh di kém dwoc diéu tri thanh cong bang phiu thuit mé mé thit nhé ludng shunt.

Tir khod: Shunt cira chii bam sinh, di tat Abernethy, phadn logi Bicétre, cdt l6p vi tinh.

Nguwoi lién hé: Ngé Van Hung. Email: ngohung.hmu1994@gmail.com
Ngay nhan bai: 01/08/2024. Ngay nhan phan bién: 14/09/2024. Ngay chap nhan dang: 29/02/2025
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