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CHIEN LUGC HYBRID NHIEU GIAI POAN CHO
PHINH PONG MACH CHU NGUC-BUNG DOA VO
KEM HG VAN HAI LA NANG VA BAT THUGNG XUAT PHAT
PONG MACH DUGI DPON PHAI G BENH NHAN MARFAN
CO LOC DPONG MACH CHU NON-A NON-B: BAO CAO CA BENH
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TOM TAT

Diéu tri bénh ly ddng mach chl phirc tap & bénh nhan
mac hoi chirng Marfan dac biét thach thirc khi phéi hop véi
bénh van tim va cac bat thwéng gidi phau clia cac nhanh
quai ddéng mach chu. Chung t6i trinh bay treong hop mot
bénh nhan ntr 28 tudi mac hoi chirng Marfan, bi h& van
hai la nang, l6c ddng mach chd non A non B kéo dai tir
quai dén nga ba chd chau, phinh I6n quai va déng mach
cht ngwe xubng véi dwong kinh 78 mm cé nguy co vé,
cling v&i bat thweng xuat phat clia ddong mach dwéi don
phai. Chién lwoc hybrid toan dién, gdm nhiéu giai doan,
da dwoc ap dung dé xir ly ddng thoi tat cd cac tén thuong.
Trong giai doan dau, bénh nhan dwoc stra van hai la béng
vong van va thwc hién phau thuat FET cai tién. Ngay hom
sau, dong mach chl bung dwdéi than va ddng mach chau
chung hai bén dwoc thay bang mach nhan tao ch Y, ddng
thoi thwe hién debranching toan b cac déng mach tang,
bao gdm ddng mach than tang, ddng mach mac treo trang
trén va hai ddng mach than. Cubi cung, toan bd doan déng
mach chd ngwc-bung bénh Iy dwoc loai trir bang chudi
stent-graft. Mac du bénh nhan phai trai qua nhiéu cudc dai
phau, qua trinh hdi phuc sau md di&n bién phtrc tap, bénh
nhan da dwoc xuét vién sau 37 ngay. Siéu am tim trwde khi
xuét vién cho thdy khong con hé van hai 14 tén lwu va phan
suét tbng mau that trai dwoc bao tdn. Chup cat I&p vi tinh
theo d&i xac nhan toan bd déng mach chd da dwoc thay thé
béng mach nhan tao va stent graft, khéng co6 rd ndi mach.
Cac nhanh dong mach xuét phat tr quai va cac dong mach
tang da dwoc debranching va twéi mau tot. Trwong hop
nay cho thay chién Iwoc hybrid nhidu giai doan, dwoc lén
ké hoach cho toan bd ddng mach chu, co thé Ia Iwa chon
kha thi cho cac ca bénh van tim-déng mach chu phirc tap
& bénh nhan Marfan duwoc chon loc.
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dong mach chu hybrid; frozen elephant trunk; déng mach
dwoi don phai xuat phat bat thwong

'Bénh vién Hiru nghj Viét Dirc

2Bénh vién da khoa quéc té Vinmec Times City

Tac gia chiu trach nhiém chinh: Phiing Duy Hong Son
Email: hongsony81@yahoo.com

Ma bai: N878

Ngay nhéan bai: 5/5/2026

Ngay phan bién khoa hoc: 3/5/2026

Ngay duyét bai: 15/6/2026

SUMMARY

STAGED HYBRID REPAIR OF AN IMPENDING-
RUPTURE THORACOABDOMINAL AORTIC
ANEURYSM ASSOCIATED WITH SEVERE MITRAL
REGURGITATION AND AN ABERRANT RIGHT
SUBCLAVIAN ARTERY IN A PATIENT WITH
MARFAN SYNDROME AND NON-A NON-B AORTIC
DISSECTION: A CASE REPORT

Managing complex aortic disease in patients with Marfan
syndrome is especially challenging when accompanied by
valvular heart disease and anatomical abnormalities of the
aortic arch branches. We present the case of a 28-year-
old woman with Marfan syndrome who had severe mitral
regurgitation, a non-A non-B aortic dissection extending
from the aortic arch to the aortic bifurcation, a large
aneurysm of the aortic arch and descending thoracic aorta
measuring 78 mm in diameter with an impending risk of
rupture, and an anomalous origin of the right subclavian
artery. A comprehensive, multistage hybrid strategy was
implemented to address all lesions. In the first stage, the
patient underwent mitral valve repair with an annuloplasty
ring and a modified frozen elephant trunk procedure. The
following day, the infrarenal abdominal aorta and both
common iliac arteries were replaced with a bifurcated
Y-shaped vascular graft, and total debranching of the
visceral arteries was performed, including the coeliac artery,
superior mesenteric artery, and both renal arteries. Finally,
the entire diseased thoracoabdominal aortic segment was
excluded using a series of stent grafts. Although the patient
underwent multiple major surgeries, postoperative recovery
was uneven, and discharge occurred after 37 days. Pre-
discharge echocardiography demonstrated no residual
mitral regurgitation and preserved left ventricular ejection
fraction. Follow-up computed tomography confirmed
complete replacement of the aorta with vascular and
stent grafts without endoleak. The supra-arch and visceral
arteries were well debranched and contracted. This case
illustrates that a multistage hybrid strategy planned for the
entire aorta may be a feasible treatment option for selected
patients with Marfan syndrome and complex concomitant
cardiac and aortic disease.

Keywords: Marfan syndrome; thoracoabdominal aortic
aneurysm; non-A non-B aortic dissection; hybrid aortic
repair; frozen elephant trunk; aberrant right subclavian
artery
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I. DAT VAN PE

Hoi chirng Marfan 1a bénh di truyén mo lién két,
trong d6 phinh va l6¢c ddng mach chu la nguyén nhan
chinh gay bénh va t& vong. Tén thwong déng mach
chu thudng tién trién & nhiéu doan khac nhau va cé
thé can can thiép nhiéu 1an trong doi. Doi véi cac tén
thwong dong mach chi nguwc bung phirc tap, phau
thuat mé van la phwong phap diéu tri bén virng nhéat.
Diéu tri ndi mach va hybrid can dwoc can nhac ky vi
dong mach chi & bénh nhan Marfan dé tén thuwong
va tiép tuc gian. Diéu tri tr& nén phirc tap hon khi
ton thwong ddng mach cha lan réng, kém theo bénh
van tim va bt thwong gidi phau cac nhanh cua quai
doéng mach chd. Chung téi trinh bay trwong hop niv
28 tudi mac hoi chirng Marfan, bi l6c déng mach chii
non-A non-B kéo dai tr quai dén ngd ba cha-chau,
phinh 1&6n quai va déng mach chd ngwc xubng véi
dwong kinh 78 mm ¢ nguy co vé&, déng thoi hé van
hai la nang va dong mach dw&i don phai xuét phat
b4t thweng. Chung t6i da Iwa chon chién luwgc hybrid
nhiéu giai doan dé xt ly toan dién cac tén thwong tim
va déng mach cha trong thdi gian ngén.

Il. BAO CAO CA BENH

Bénh nhan ntr 28 tudi cé kiéu hinh Marfan dién
hinh, nhap vién vi dau bung am i tdng dan trong mét

thang. Bén thang trwdc, bénh nhan dwoc chan doan
hé van hai la ndng do thoai héa nhdy mé lién két,
gay gian that trai nhwng phan suét tbng mau con
bao tén va dang diéu tri ndi khoa chd phau thuat
van tim theo ké hoach. Khi nhap vién, kham [am
sang cho thdy huyét dong 6n dinh, huyét ap hai tay
khong chénh léch, nhip tim déu va cé tiéng thdi tam
thu 3/6 @ mom tim. Siéu am tim va CLVT mach mau
phat hién léc tach dong mach chu ngwe-bung phirc
tap, tién trién cap tinh trén nén man tinh, de doa tinh
mang. Léc tach dang non-A, non-B bét dau tir ngay
trudc géc dong mach dwdi don trai, lan dén dong
mach chau gbc phai. Quai ddng mach chud va doan
dau dong mach chd ngwe xudng gian I&n nhanh, tao
khéi phinh 78 mm kém it dich mang phdi trai doa
v&. Dong mach dwéi don phai xuét phat bat thuwong
tir ddng mach chi nguwc xudng phia sau déng mach
canh chung phai. Léc tach con gay giam twdi mau
tang nang do dong mach mac treo trang trén va dong
mach than phai déu xuét phat tir 1dng gia. Sw két hop
gitra bénh ly van tim tién trién, I6c tach kém phinh
I&n déng mach chd ngwec-bung nguy co v& cao va
bt thworng xuét phat ciia ddng mach dwdi don phai
& bénh nhan Marfan tré tudi tao ra thach thirc ngoai
khoa Ié&n.

Hinh 1. Cén Iam sang truéc mé. A — Chup cét I6p vi tinh mach méu (Ddu mii tén tréng: Xuat phéat bét
thuong cua déng mach duéi don phéi, Pau mii tén den: Vét réch néi mac déng mach, Déu sao den: Phinh
déng mach chd nguc — bung), B — Siéu &m tim truéc mé (DAu hoa thi tréng: Dong hé van hai 14)

Cac phuong phap don 1é nhw mé mé thay toan
b6 ddng mach chi ngwe-bung mot thi hodc can thiép
ndi mach déu khong kha thi. Phau thuat mé mot
thi la dai phau rat xam Ian, véi nguy co t& vong va
bién chirng chu phau vwot qua khad ndng chiu dung
clia bénh nhan trong tinh trang doa v&. Trong khi
do, can thiép ndi mach don thuan 1a chéng chi dinh
twong dbi trén ddng mach chu bi tén thwong mé lién
két & bénh nhan Marfan do nguy co' rach mang noi
mac madi va léc ngwoc dong. Do dé, mot chién lwoc
hybrid da giai doan dwoc Ién ké hoach dé xur ly ddng
th&i bénh ly van tim, tai tao quai ddng mach chu va
cac nhanh, tao ving neo nhan tao vitng chéc, bac
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cau twdi mau cac nhanh tang, sau do loai triv toan
bé doan dong mach chl ngwc-bung bi bénh béng
stent-graft. &' giai doan dau, phau thuat mé nguc
gitra xwong e, thiét 1ap tuan hoan ngoai co thé phéi
hop ngirng tudn hoan va ha than nhiét dé twdi mau
ndo chon loc qua hai ddng mach canh. Kip phau
thuat stra van hai la bang vong van chi mdii roi dé thu
hep vong van gian va phuc hdi hiéu suat tbng mau
that trai. Tiép theo, thwc hién ky thuat FET cai tién:
thay dong mach chu Ién va toan bo quai déng mach
cht b&ng mach nhan tao nhiéu nhanh, béc ciu déng
mach chu véi ddng mach duéi don hai bén, néi déng
mach canh chung v&i dong mach dwdi don hai bén
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va dat stent graft ddng mach chi xudng. Stra van hai
I4 trong giai doan nay gilp cai thién huyét dong that
trai tire thi, con phau thuat FET cai tién tao viing neo
nhan tao d4u gan virng chac tai Zone 3.

Hinh 2. Sau phu thuat FET. (Miii tén: Bong mach

canh chung 2 bén, D&u sao: Mach nhanh nhan tao

ndi tan tan véi dong mach duéi don 2 bén, Bau mii
tén: Stent-graft dong mach cht xuéng)

Mot ngay sau giai doan moét, bénh nhan dwoc
chuyén sang phong mé thuc hién giai doan hai: thay
doan déng mach chi bung dudi than bang mach
nhan tao chir Y 18-9 mm, ndi xubng hai déng mach
chau chung qua dwéng mé bung duwdng trang gita.
bong mach than tang, ddng mach mac treo trang
trén va hai déng mach than dwoc tai twdi mau bang
cac cau nbi riéng biét dé tao viing neo xa va bao ton
twdi mau tang. Giai doan ba dwoc thyc hién ngay
sau d6é dwdi may chup mach sd hoa xoa nén (DSA)
qua dwdng dong mach dui: hé théng stent-graft dong
mach chi ngwc-bung dwgc dwa lén va bung ra, dau
gan tiép nbi voi stent-graft ddng mach chd xuéng
dat & giai doan mét va dau xa trong mach nhéan tao
ch Y cla giai doan hai. Cau hinh mach nhan tao
néi mach nhan tao nay da loai trir hoan toan khoang
phinh l6¢c ngwc-bung doa v& ma stent-graft khdng
tiép xuc trwc tiép hay tac déng lwc 1én thanh mach
gbc vbn dé bi tén thwong clia bénh nhan Marfan.

Hinh 3. Sau phéu thuét thay doan déng mach chii
bung chéu 2 bén va béc céu cac nhanh. (Dé&u sao:
Mach nhén tao chir Y 18-9, Sé 1

Do phai trai qua hai dai phau lién tiép trong thoi
gian ngén véi sang chan sinh ly 16n, dién bién hau
phau clia bénh nhan tai hdi strc tich cwc rat phirc
tap va la thtr thach I&n cho hdi strc da chuyén khoa.
Bénh nhan lo mo, kich thich nhiéu, phai thé may
kéo dai va roi vao suy da co quan nang, tén thwong
than cép tién trién va yéu co hai chi dwdi (chi con
van dong nhe ban chan) do thiéu mau tay sdng ngay
hau phau dau tién sau thi bung. Dé bao vé tiy sbng
khan cép, hé théng dan lwu dich ndo tiy dwoc dat
cap clru tai giwong dé giam ap lwc noi tay, két hop
dung Acetazolamide (Diamox) gidm tiét dich nao tdy
va nang huyét ap trung binh lén 70-80 mmHg béng
thudc van mach dé tdi wu hoa ap lwc twéi mau tay.
Nh& sy phéi hop hiéu qua ctia héi strc da chuyén
khoa, cac tang suy yéu da hdi phuc tét: thiéu mau
thy dwoc kiém soat giup bénh nhan hdi phuc hoan
toan van doéng hai chi dwdi, chrc nang than tré lai
binh thuwéng véi creatinine mau gidm vé mirc nén én
dinh, viém phéi dwoc kiém soat hoan toan va bénh
nhan dwoc rat ndi khi quan, ty thd tbt qua oxy mask.
Sau khi chuyén vé khoa néi tri dé tiép tuc phuc hoi
chtrc n&ng van dong va ly liéu phap ho hap, bénh
nhan xuét vién trong tinh trang tinh tao, huyét déng
4n dinh. K&t qua chup cat I6p vi tinh trwédc khi ra vién
cho thdy hé théng quai, cac cau ndi tang va mach
ndo hoat dong tét, long gid dong mach chd nguc
xubng duoc huyét khdi héa hoan toan va khéng cé
rdé ndi mach.

Hinh 4. Chup cét I6p vi tinh mach méu dung hinh.
A: Trwée mé, B: Sau mé
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Ill. BAN LUAN

Bénh ly ddong mach chu trong héi chirng Marfan
thwong lan tda, tién trién va lam thanh mach dé tén
thwong. Du tén thwong gbc va dong mach chd 1én
phd bién hon, I6c ddng mach chi doan xa van la
bién cb nghiém trong, c6 thé gay gian phinh nhanh
toan bd dong mach chd ngwc-bung. Nghién clru
co sinh hoc cho thdy ddng mach chi & bénh nhan
Marfan bi thoai héa sgi dan hdi, giam kha nang chiu
lwc va thay dbéi dac tinh co hoc, khoéng hoan toan
phu thudc vao dwdng kinh mach. Diéu nay ly giai
nguy co tién trién, l6¢c va v& dong mach chd ngay
ca & bénh nhan tré.(1) Bat thwong van hai la 1a biéu
hién tim mach thwong gap trong hdi chirng Marfan,
lién quan dén bt thwerng mo lién két cda 14 van, day
chang va vong van; bénh cé thé tién trién thanh hé
van nang ngay tw khi con tré.(2) Trong trwong hop
clia chung t6i, tdn thwong van hai 14 bao gdm gian
vong van, la van day va dai, phu hgp véi bénh ly
mé lién két. Kich thwéc phinh doéng mach cha ngwc
la 78 mm, dong mach dwéi don phai xuét phat bat
thwong tr déng mach chd nguec xudng. Bénh nhan
c6 triéu chirng dau bung tang dan va cé dich mang
phdi trai cho thdy nguy co vé rat cao, trong khi pham
vi l6¢ kéo dai tir truvde gbe clia ddng mach dwéi don
trai dén dong mach chau va lién quan tryc tiép dén
ngudn cAp mau cla cac nhanh tang, do dé chi dinh
can thiép la rd rang va khéng thé tri hoan.(3) Muc
tiéu diéu tri khong chi 1a che phu 16 vao hodc gidm
ap lwc long gia ma con phai kiém soat toan bo ton
thwong bao gdm van hai 14, bat thworng xuét phat
cla dong mach dwdi don, xt ly toan by doan dong
mach chi bénh ly, ddng thdi duy tri twdi mau nao,
chi trén, tang bung, than va chi dwéi.(4)

Ph&u thuat mé van dwoc xem la phwong phap co
dd bén cao nhat ddi véi bénh ly déng mach chd ngue-
bung & bénh nhan Marfan. Cac nghién ctru I&n tai cac
trung tam chuyén sau cho thay thay déng mach chi
ngwc-bung béng phau thuat mé cé thé thwc hién voi
ty 1& tr vong phau thuat thap va két qua dai han kha
quan. Coselli va cong sw ghi nhan ty 1é t& vong phau
thuat la 4% & 127 trwdng hop Marfan cé l6c déng
mach chud doan xa, trong khi Rustum va cong sw bao
céo ty |& t& vong trong 30 ngay la 3% va ty 1& séng
sau 5 nam dat 80% sau phau thuat thay déng mach
chi ngwe-bung mé.(5,6) Tuy nhién, cac két qua nay
khong lam gidm mirc d6 phire tap va nguy co cla
ph&u thuat mé& toan bdé dong mach chd ngwe-bung,
dac biét khi bénh nhan can df‘)ng thoi stra van hai 1a
hoéc tai tao cac nhanh quai bat thudng. Do dd, chién
lwoc diéu tri nén duoc xay dwng dwa trén kha ning
phdi hop nhiéu ky thuat trong mét ké hoach tdng thé,
thay vi wu tién tuyét déi mot phwong phéap duy nhéat.
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Diéu tri ndi mach don thuan & bénh nhan Marfan
van con gay tranh cii do lwc hwéng tam cla stent-
graft tac dong lén thanh ddng mach chd bt thwong,
lam t&ng nguy co cac bién chirng muédn nghiém trong
nhw rach mang ndi mac mai do stent, l6¢c tach dong
mach chd ngwoc dong type A cp tinh, rd ndi mach
dai déng ho&c v& déng mach chi do long mach gbc
tiép tuc gian réng quanh dung cu, cling nhw nhu cau
tai can thiép.(7) Theo bao cédo cia Waterman va
cong s, chi 38% bénh nhan thanh cong vo&i diéu
tri ndi mach, trong khi 44% that bai diéu tri ban dau
va nhiéu truéng hop phai chuyén sang phau thuat
mé&.(8) Do d6, phwong phap nay khong nén dwoc
xem nhu mét lwa chon thay thé phd quat cho phau
thuat mé& & bénh nhan Marfan. Gia tri ctia chién lwoc
nay nam & viéc gidam sw phu thudc clia hai dau stent-
graft vao doéng mach chd nguyén ban: dau gan dwoc
tich hop voi cAu tric FET va mach nhan tao quai,
trong khi dau xa dwoc neo trong mach nhan tao déng
mach chi bung. Cac téng hop hién tai cho thay diéu
tri hybrid & bénh nhan Marfan phu hop nhat khi dwoc
str dung dé tao cac vung neo nhan tao, tai twédi mau
nhanh quai hodc nhanh tang, hoan tat theo tirng giai
doan hoac thwc hién loai trir graft-to-graft, thay vi dat
stent-graft nhuw mot giai phap triét dé& trén toan bod
doéng mach chl nguyén ban.

Bén canh cac can thiép ngoai khoa I&n lién tiép
trong thoi gian ngén, bénh nhan Marfan phai di mat
v&i ganh nang sinh ly dang ké 1&n cac co quan noi
tang chu phau do rdi loan mé lién két. Mot thach thire
I&n trong hdi stc hau phau 14 thiéu mau tdy sbng
tién trién, gay yéu hai chi duéi vao ngay dau sau mé
bung. Theo y van, bién chirng thiéu mau tdy sbng
muon chiém t&i 60% cac khiém khuyét than kinh sau
phau thuat DPMC ngwc-bung va thwong khéi phat dot
ngdt trong hai tudn dau do bién cb huyét dong, thiéu
mau hoac réi loan dd6ng mau.(3) Ngay khi phat hién
yéu chi du6i, kip hdi strc da trién khai quy trinh bao
vé tly sbng ddng bo, tuan tha day du khuyén cao
ACC/AHA 2022 (Nhém 1, Mtrc bang ching B-NR).
Cac bién phap gdm: dan lwu dich ndo tiy cép ctru
tai giwong, tdi wu héa va nang huyét ap trung binh
ddng mach, diéu chinh giam tiét dich nao tdy, duy tri
truyén mau khdi héng cau dé gitr hemoglobin > 10
g/dL, dam bao tdi da oxy nuéi dwéng tdy sdng trong
chu phau. Viéc phat hién sém tdn thwong than kinh
va ap dung kip thoi phac db hdi stre tiy da mé thirc
da mang lai két qua héi phuc tét. Bénh nhan phuc
hdi hoan toan van déng hai chi dwéi, khong dé lai di
ching than kinh. Céac suy tang phdi hop, bao gébm
tén thwong than cép, ciing héi phuc hoan toan trwéc
khi ra vién.
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IV. KET LUAN

Ca lam sang nay minh chirng rang chién lwoc

hybrid nhiéu giai doan, lap ké hoach toan dién, dwa
trén neo mach nhan tao ndi mach nhan tao va ho tro
b&i hdi strc tich cuwe, cé thé gidi quyét thanh cong cac
tbn thwong déng mach chd ngwc-bung phirc tap &
bénh nhan Marfan.
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