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ABSTRACT

Background: Supravalvular aortic stenosis (SVAS) is a rare congenital heart defect first
described by Chevers in 1842. It accounts for approximately 8-14% of all congenital
aortic stenosis cases and represents 0.05% of all congenital heart diseases. Surgical repair
remains an effective primary treatment for this condition.

Case Presentation: This report describes a clinical case of SVAS successfully diagnosed
and treated at Viet Duc University Hospital.

Results: A 27-year-old male patient was diagnosed with SVAS and underwent successful
surgical reconstruction of the aortic root using the modified three-patch technique (Brom
technique). Postoperative computed tomography (CT) scan at the 3-month follow-up
showed favorable anatomical and hemodynamic outcomes.

Conclusion: Supravalvular aortic stenosis (SVAS) is a rare congenital condition associated
with significant risks and potential complications. Aortic root reconstruction has proven
to be an effective surgical approach, providing favorable long-term outcomes for patients.
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THONG BAO CA LAM SANG HEP TREN
VAN PONG MACH CHU PUQC PIEU TRI THANH CONG

Lé Truong Giang, Hodng Trong Hdi, Phiing Duy Hong Son”

TOM TAT

Dt vin dé: Hep trén van dong mach chu
(supravalvular aortic stenosis- SVAS) 1a mot bénh
Iy tim bam sinh hiém gap duwoc mo ta 1an ddu nim
1842 boi tac gia Chevers. Bénh Iy nay chiém tir 8
—14% tong s ca hep dong mach cht bam sinh va
0,05% bénh tim bam sinh'2. Phiu thuat stra chita
hep trén van dong mach chu 1a mdt phuong phép
diéu tri hiéu qua cua bénh Iy nay.

Déi twong va phwong phdp nghién civu:
Bé4o cdo mot truong hop lam sang hep trén van
dong mach chu dugc chan doan va diéu tri thanh
cong tai Bénh vién Hiru nghi Viét Buc.

Két qud: Bénh nhan nam 27 tudi duge chan
doan hep trén van dong mach chu va diéu tri thanh
cong bang phuong phap phiu thuat tao hinh gdc
dong mach chu voi ki thuat 3 miéng va cai tién (ki
thuat Brom). Bénh nhan dugc chup lai ct 16p vi
tinh nguc sau mo 3 thang cho két qua kha quan.

K&t lugn: Bénh 1y hep trén van dong mach
cht 1a mot bénh 1y hiém gap di kém nhiéu nguy co
va bién chung. Phau thuat tao hinh géc dong mach
chu 1a mot phuong phap da mang lai hidu qua tot
cho nguoi bénh.

T khoa: Hep trén van dong mach chu, Bénh
vien Hitu Nghi Viét Duec.

1. PAT VAN PE

Bénh 1y hep trén van dong mach chu thuong
dugc mo ta trong hoi ching Williams. Nguyén
nhan hoi chtng nay duoc cho 1a do dot bién ty phat
hodc di truyén ctia gen san xuit elastin nam trén
nhiém sic thé s6 73. Sy bat thuong trong qué trinh
san xuat elastin dan dén xo cing dong mach va
tang sinh co tron mach mau gay hep long mach &
cac dong mach 16n trong co thé. Pong mach chu,
dong mach vanh va cic nhanh dong mach phoi
thuong 1a nhimg vi tri gdp bat thuong trong bénh
1}'/ nay. SVAS dugc mo ta gdm 3 thé trong d6 thé
dong ho cat (hourglass) hay gip nhét, thé mang
(membranous) va thé thiéu san qual dong mach

chu#. Phau thuét 1a phuong phap diéu tri hidu qua
nhat ctia bénh 1y nay. Hién nay di c6 nhiéu béo cdo
vé cac ki thuat sira chira bénh 1y hep trén van dong
mach chu nhu ki thuat McGoon, ki thuat Doty va
gan day nhat 1a ki thuat 3 miéng va do tac gia Brom
mo ta?. Chung t6i da thuc hién ki thuat Brom cai
tién dé phau thuat cho mot bénh nhan méc bénh
1y hep trén van dong mach chi hiém gip nay tai

Bénh vién Hitu nghi Viét Buc va cho két qua som
kha quan.

2. BAO CAO CA LAM SANG

Bénh nhan nam 27 tudi, cao 1m57, can nang
57kg tién st cham phat trién tri tué tinh than. Phat
hién bénh tim bam sinh (theo ddi bat san DMC 1én)
niam 2007 c¢6 chi dinh phau thuat nhung khong phau
thuat. Bénh nhan dén vién kham vi khé thé kém
dau nguc nhe. Siéu am tim cho két qua thiéu san vi
tri 6ng ndi giita xoang Valsalva va dong mach chu
1én, chénh ap duong ra thét trai 1a 68/37mmHg.
Chtrc ning tim con bao ton EF 68%. Bénh nhan
dugc chi dinh chup cét 16p vi tinh da ddy dung hinh
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dong mach chu (Hinh 1) voi két qua: dong mach
chu 1én hep ngay trén xoang vanh chd hep nhat
duong kinh 9.5 mm trén doan dai 6mm do xo vira
mém bam thanh day 4mm, doan ngang mirc than
dong mach phéi 20mm, doan xuéng 18mm, gian
dong mach vanh.

Hinh 1. Hinh anh chup cit 16p vi tinh PMC
va dong mach vanh

Bénh nhén véi chan doan: Hep khit trén van
dong mach chu/ hoi chirng Williams dugc chi dinh
phau thut stra chita hep trén van dong mach chi.
Ca phau thuat duoc thuc hién qua duong mo gitra
xuong trc c6 s dung may chay tudn hoan ngoai co
thé. Trong md: hep trén van dong mach chu dang
d6ng ho cat (hinh 2A). Ki thuét 3 mleng va cai tién
(ki thuat Brom) da dugc str dung dé tao hinh lai
géc dong mach chu cho bénh nhan nay. Bong mach
chu 1én duoc cit ngang trén mép van PMC 5 mm
va lén phia trén cho dén hét phan bi hep. Diém giita
3 xoang Valsalva dugc mé tir trén xudng dén cach
vong van PMC 5mm (Hinh 2B), Mach nhan tao
Darcron s6 20 duoc cit tao hinh canh hoa tuong
duong vdi ba vi tri mé rong 3 xoang Valsalva véi
kich thudc dugc do dac trude. Sau d6 mi¢ng ndi
mach nhéan tao voi géc dong mach chu dugc thuc
hién bang khau vét chi don soi khong tiéu 5-0 c6
dém, miii chi dugc khau tir diém sdu nhat vi tri
mé rong xoang Valsalva vanh trai (hinh 2C), sau
khi két thuc duoc ting cudng bang keo sinh hoc.
Miéng ndi xa duge thuc hién gitra mach nhan tao
va DPMC 1én con lai. Cudc md duge két thic nhu
thuong quy.

A: Hep trén van DPMC hinh dong ho cat; B: Cdt mé réng diém giita cac xoang Valsalva;
C: Khau noi voi mach nhan tao co dém.

Hinh 2. Hinh dnh trong mo

Thoi gian tuan hoan ngoai co thé 1a 80 phut, thoi gian cip dong mach chi 1a 55 phut. Sau mo thuén
loi, bénh nhan 6n dinh va ra vién sau 9 ngay di€u tri. Si€éu am sau mo cho két qua tot, van DPMC h¢ Va,

chénh 4p qua ving ndi xoang 6ng SmmHg.
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Hinh 3. Hinh truée khi két thic cude mo va
chup cat 16p vi tinh sau 3 thang

Két qua chup cat 16p vi tinh sau mo 3 théng
cho thdy gbc dong mach chu va dong mach chi lén
khong c6 hep ton du, khong thoat thude can quang.
Bénh nhén c6 1am sang on dinh khong mét, khong
kho tho.

3. BAN LUAN

Hep trén van dong mach chu 1a mot tén
thuong hiém gip trong cic bénh ly dong mach hé
thdng. Phau thuit sir dung may tuan hoan ngoai co
thé stra chira ton thuong dugc chi dinh voi tat ca
bénh nhan duoc chan doan hep trén van dong mach
cht v6i chénh ap qua duong ra that trai > 50mmHg,
kém phi dai that trai hodc khong. Dic biét ¢ tré em
khi duoc chan doan hep trén van dong mach chu
can can thiép phau thuit cang sém cang t6t2. Phau
thuat stra chita SVAS duoc dé cap 1an dAu tién nam
1956 boi McGoon, tac gia st dung 1 miéng v hinh
thoi mé rdng dong mach chu tai vi tri xoang khong
vanh. Mic du hep trén van PMC duoc giai quyét,
nhung hinh thai binh thuong ciia gbc dong mach
cht khéng duoc phuc hdi. Nam 1977, tac gia Doty
mb ta ki thuét sir dung miéng va hinh chit Y mo
rong xoang khong vanh va xoang vanh phai nhim
tai tao lai hinh thai giai phau cua gdc dong mach
chu. Téi nam 1988, ki thuat 3 miéng va duoc tac
gia Brom mo ta st dung 3 miéng va dé mo rong
ca 3 xoang vanh nham muc dich mo rong va phuc
ho6i hinh thai giai phau gbc dong mach chu mot
cach d6i xtng. Ki thuat Brom hién nay dugc ap

dung rong ri trén toan thé gi¢i*>47%. Chiing t6i cai
tién k¥ thuat cia Brom bang cach khong cét rdi ba
miéng va ma chi cit tao hinh ba miéng va & mot
dau mach nhan tao dang canh hoa. Vol cai tién nay
s€ do phai lam thém mot miéng ndi gitip rat ngan
thoi gian md va han ché nguy co chay méu.

Vi bénh ly hep trén van dong mach chu vo
cung hiém gap nén c6 rat it nghién ctru ¢6 ¢& mau
1én dan dén viéc so sanh giita cac ki thuat sira chita
ciing han ché. Theo cac nghién ctru ¢6 c& mau 16n,
ty 1¢ song sOt va phau thuat lai glu’a cac ki thuat sua
chira mot miéng véi ki thuat nhiéu miéng va khong
¢6 su khac biét mang y nghia thong ké, tuy nhién &
nhitng bénh nhan dugc stra chira hai hodc ba xoang
khong c6 truong hgp tir vong mudn, it phai phau
thuat lai hon va chénh léch ap suat lau dai thap
hon*7#, Nghién clru nay ciing chi ra nhitng bénh
nhan duoc phﬁu thuat theo ki thuat sira chira nhiéu
miéng va co ty 1é tai hep trén van dong mach chu
va ho van dong mach chu thir phat thap hon so véi
ki thuat stra chita mot miéng va*™. Diéu nay co thé
duoc giai thich do ki thuat stra chita nhiéu miéng
va phuc hdi lai hinh thai géc dong mach chu tdt
hon.

4. KET LUAN

Hep trén van dong mach chu 1a mot bénh 1y
phirc tap va hiém gip. Ki thuit sira chita bénh 1y
nay hién van dang duoc tiép tuc nghién ctru va cai
tién, trong d6 ki thuat Brom di va dang mang lai
két qua som kha quan cho bénh nhan.
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