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ABSTRACT

Background: Ebstein-like malformation of the mitral valve is an exceptionally rare
congenital anomaly characterized by incomplete delamination and apical displacement of
the posterior mitral leaflet. The resulting deficiency of functional leaflet tissue may cause
severe mitral regurgitation and poses a major challenge for valve repair.

Case presentation: A 9-year-old boy presented with fatigue and exertional dyspnea.
Echocardiography showed severe mitral regurgitation, marked posterior leaflet hypoplasia,
and left atrial enlargement. Intraoperatively, the posterior leaflet was almost completely
adherent to the ventricular wall, and the posterior annulus was poorly defined, apically
displaced, and dilated. The anterior leaflet and its subvalvular apparatus were preserved.
The posterior leaflet and chordal structures were reconstructed using glutaraldehyde-treated
autologous pericardium, followed by prosthetic ring annuloplasty. Intraoperative
echocardiography demonstrated competent valve closure without mitral stenosis or
systolic anterior motion. The postoperative course was uneventful, and mitral valve
function remained stable at the one-month follow-up.

Conclusion: Reconstruction of the posterior leaflet and chordal structures using autologous
pericardium, combined with ring annuloplasty, may provide a valve-preserving option for
pediatric patients with an Ebstein-like malformation of the mitral valve when the anterior
leaflet and its corresponding subvalvular apparatus are adequately preserved; although
long-term follow-up is required to assess durability

Keywords: Ebstein-likemalformation, congenitalmitralvalveanomaly; mitralregurgitation;
mitral valve repair, autologous pericardium.
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SUA CHUA THANH CONG DI DANG VAN HAI LA
DANG EBSTEIN: BAO CAO MOT TRUONG HOP

Nguyén Sinh Hién, Nguyén Dang Hing, Nguyén Hitu Phong®

TOM TAT

Dt vin dé: Di dang van hai 14 dang Ebstein
12 mot bat thuong bam sinh dic biét hiém gap, dic
trung bdi su tdch 16p khong hoan toan va sy di 1éch
vé& phia mom ctia 14 sau van hai I4. Tinh trang thiéu
hut mé 14 van c6 chirc ning c6 thé gay ho van hai 1a
ning va dat ra nhiéu thach thirc d6i v6i phau thuat
sura van.

Ca bénh: Tré nam 9 tudi nhap vién vi mét va
kho tho khi gang strc. Siéu 4m tim cho thdy hd van
hai 14 nang, thiéu san ning 14 sau va nhi trai gidn
16n. Trong mo, 14 sau gan nhu dinh hoan toan vao
thanh that; vong van sau khong rd ranh gidi, di 1éch
vé phia that va gidn rong. La trude va bo may dudi
van tuong tmg con dugc bao ton. L4 sau va cac day
ching dugc tai tao bang mang ngoai tim ty than da

xtr 1y glutaraldehyde, két hop dit vong van nhan
tao. Siéu 4m tim trong mo ghi nhan van déng kin,
khong hep va khong c6 van dong ra trudc trong
thi tAm thu. Dién bién hau phau thuan loi va chirc
ning van con on dinh sau mot thang.

K&t ludn: Tai tao 14 sau va ddy chang bang
mang ngoai tim tyr than, két hop tao hinh vong van,
¢ thé 12 mot lua chon bao ton van & tré mac di
dang van hai 14 dang Ebstein khi 14 trudc va bd
may dudi van tuong trng con phu hop; tuy nhién,
can theo ddi dai han dé danh gia d6 bén cua cu
trac duoc tai tao

Tw khoa: Di dang van hai la dang Ebstein;
bat thwong van hai la bam sinh; ho van hai la; swa
van hai la; mang ngoai tim ty than.

1. PAT VAN PE

Dj dang bam sinh van hai 14 13 nhom ton
thwong hiém gip, da dang vé hinh thai va c6 thé
anh huong dén moi thanh phan cta bd may van.
Trong d6, di dang van hai 14 dang Ebstein 1a mét
thé dic biét hiém, dic trung boi su thit bai cta
qua trinh tach 16p, khién mo 14 sau con dinh vao
thanh that trai, diém bam chirc ning cua 14 van bi
di 1éch vé phia mém va mot phan duong vao that
trai bi “nhi hoa”, tir d6 1am giam dién ap va gay hd
van hai 1a [1-3]. Diéu tri phiu thuat can duogc ca
thé hoa theo giai phau ton thuong. Mic du stra van
dugc wu tién & tré em nhung diéu nay cé thé gap
nhiéu kho khin khi mé 14 sau thiéu hut hodc dinh
rong vao thanh that [1,2,4,5]. Chung t6i bao cdo
truong hop tré nam 9 tudi bi hé van hai 14 ning do
mo 14 sau gan nhu khong tach khoi thanh thét trai,
dugc stra chira thanh cong bang k¥ thuat tai tao 14
sau va day chang bang mang ngoai tim ty than, két

hop tao hinh vong van.

2. CABENH LAM SANG
2.1. Piic diém truéc phiu thuat

Tré nam,9 tudi, vao vién vi mét, kho the khi
ging strc. Khong c6 tién str gia dinh bénh tim mach
trong tu. Siéu 4m tim luc vao vién cho thay ton
thuong (hinh 1): van hai 14 hé nhiéu, 14 sau thiéu
san toan by, mo van ngén, cOt co va day chfmg la
sau kém biét hoa, sa la trudec, buéng nhi trai gian
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16n. Tré duoc chi dinh phau thuat.
2.2. Pic diém trong phiu thuit:

Phéu thuat duoc tién hanh qua dudng mé mo
xuong Uc, dudi gdy mé toan than. Sau khi bénh
nhan di dugc heparin hoa, tién hanh thiét 1ap hé
thng tuan hoan ngoai co thé trung tam tiéu chuan
véi cac canuyn tai dong mach chu 1én va hai canuyn
tinh mach chu. Sau khi chay may tun hoan ngoai
co thé, tién hanh cip dong mach chi va lam ngimg
tim bang dung dich liét tim tinh thé lanh (HTK).
Mo va tiép can van hai 14 qua dudng mé vach lién
nhi.

Tén thuong trong mo (hinh 2): Nhi trdi va
that trai c6 twong hop. M6 van 14 sau gan nhu khong
tach roi khoi thanh that, chi ton tai dang mang bam
trén bé mat that trai. L4 trude mé van du, di dong
t6t, cac cot co va day chang 14 trude tot. Vong van
sau ranh gioi khong rd, “bam thap” vé phia that, va
gian 16n. Khong tao dugc dién ap gitra 14 trude va
la sau do vay van bi hd nhiéu.

Tré dugc phﬁu thuat stra van theo k¥ thuat
tai tao 14 sau bang mang ngoai tim tu than: mang
ngoai tim duoc 14y, lam sach va xtr 1y bang dung
dich Glutaraldehyde. Ching t6i tién hanh do va ct
tao hinh 14 sau lién cac “ddy ching” theo céc kich
thudce (hinh 3): d6 dai vong van 14 sau, chiéu cao
wéc luong khoang 15mm, va d6 dai day chang binh
thuong tuong tng ¢ 14 trude. O day, chidu cao 14
sau can tai tao duoc ude lugng dya trén mbi tuong
quan hinh hoc gita chiéu cao hai 14 van, kich thudc
trudc—sau clia vong van sau tao hinh va chidu dai
ap kin mong mudn. Theo dé, chidu cao dién ap co
thé duoc udc tinh theo cong thirc: chiéu cao dién
ap = (chiéu cao 14 truéc + chiéu cao chirc ning
cua l& sau sau tai tao — duong kinh trudc—sau du
kién cua vong van sau tao hinh)/2. Vi vong van
Edwards ¢& 32 (du kién st dung) c6 kich thudc
trudc—sau khoang 21 mm va lya chon chiéu dai ap
kin myc tiéu khoang 5 — 10 mm, chiéu cao 14 sau
cAn tai tao dugc tinh theo cong thic trén la 12 mm.
Ngoai ra, miéng mang tim phai 16n hon mot chut
dé danh dién tich cho duong khau va tao do cong
cua 1a sau.Sau do6, 14 sau moi nay dugc khau )

dinh vao vong van sau bang duong khau vit, hai
chum “day chéng” s€ duoc khau chon vao cac cot
co khoe, twong tng. Cudi cing, chung toi dit vong
van nhan tao dinh hinh (truong hop nay st dung
van Physio II s6 32, Edwards Lifesciences®). Bo
may van hai 14 sau tai tao dugc thu voi ky thuat
bom nudc (saline test), cho thiy van c6 thé dong
kin véi dién ap tot (khoang 8mm) (hinh 4). Thoi
gian cdp dong mach chu la 133 phat va thoi gian
chay may tuan hoan ngoai co thé 1a 175 phut.

Sau khi hoan thién stra chira, cac buéng tim
duogc dong lai. Pudi khi trong cac budng tim va tha
cap dong mach chii dé tim dap lai. Sau khi ngting
may tuan hoan ngoal co thé, chung t6i tién hanh
siéu 4m tim trén bé mat trong mo dé kiém tra (hinh
5), hinh anh cho thé'ly van sau tai tao hoat dong tdt,
van dong kin, khong hep van, khong c6 hién tuong
SAM.

2.3. Piéu tri sau phiu thuat

Bénh nhén diéu tri hau phau tai ICU: dugc rit
ong sau 10 gid va chuyén vé phong bénh thuong
sau 48 gio. Siéu 4m tim qua thanh ngyc sau md cho
théy chtrc nang van tdt. Bénh nhan duoc xuét vién
sau 7 ngay. Két qua kham lai sau 1 thang cho thiy
chtc ning van con 6n dinh nhu sau mo.

Hinh 1. Siéu 4m tim lic vao vién cho thay hinh
anh hé van hai 14 nhiéu, 14 sau thiéu san toan b,
mo van ngin, cot co' va diy ching 14 sau kém biét

héa, sa 14 trude, budng nhi trai giin 16n.
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Hinh 2. La sau van hai 14 khong tiach roi khéi
thanh thit, vong van giin, ranh giéi vong van
sau khong ré, bam thap vé phia budng that.
M6 van la truée rong, di dong tot, hé thong
day ching va cot co dwéi van tot.

Hinh 3. Cit tao hinh 14 sau va cac diy ching
bang manh ghép mang ngoai tim tu than da
qua xur ly bang dung dich Glutaraldehyde.

Hinh 4. Khau la sau méi vao vong van hai la,
chdn cic cum day chang vao cdt co twong ing,
dat vong van nhan tao dinh hinh van hai la
(Physio II s6 32, Edwards Lifesciences®).

Hinh 5. Siéu 4m tim trye tiép trén bé mit sau

sira chira: cho thiy 14 van sau méi tai tao hoat

dong tdt, van kin, khong hep van va khéong c6
hién twgng SAM.

4. BAN LUAN

Bénh Ebstein dién hinh 1a mot di tat bam
sinh hiém gip cua van ba 1a va thét phai, ddc trung
béi su dinh cua 14 vach va 1a sau van ba 14 vao
16p co tim bén dudi, lam diém bam chirc ning cua
cac 14 van di 1éch vé phia mom. Hau qua la vong
van ba 14 chtic ning bi bam thip xudng that phai,
mot phan that phai nim phia trén vi tri bAm van tro
thanh budng “nhi hoa”, déng thoi xuat hién ho van
ba 14 va rdi loan chtrc ning thit phai voi cac mirc
d6 khac nhau.3 Co s& hinh thai cia ton thuong
duoc cho 1a sy thit bai cua qua trinh tach lop
(delamination failure) gitra mo 14 van, diy ching
va co tim trong thoi ky phoi thai [2,3]. Mot qua
trinh phét trién bat thuong tuong tu rat hiém khi
xdy ra ¢ van hai 14, tao nén bAt thuong van hai 14
bam sinh “dang Ebstein”. Trong ton thwong nay, 1a
sau van hai 14 khong tach hoan toan khoi thanh that
trai ma tiép tuc dinh hodc trai &p sat trén bé mat co
tim; diém bam chuc nang cua la van bi di 1éch vé
phia mom, khién mot phan duong vao that trai bi
“nhi hoa”. Su thiéu hut mé 14 sau c6 kha ning di
dong, két hop voi bién dang hinh hoc cia vong van
va giam dién 4p giita hai 14 van, 1 co ché cha yéu
din dén ho van hai 14 [2,3]. Méc du c6 nhitng dic
diém hinh thai tuong tu di tat Ebstein cua van ba
14, di dang van hai 14 dang Ebstein dac biét hiém va
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moi chi dugc mo ta trong mot sb it bdo c4o ca bénh
[2,3]. O ngudi bénh cua chung toi, siéu am tim
truéc mo cho thdy tinh trang ho van hai 14 ning,
nhi trdi gian va la sau thiéu san toan bo, khong di
dong. Panh gia truc tiép trong phau thuat, mo 14
sau gan nhu khong tach khoi thanh tht trai, chi ton
tai dudi dang mot 16p mang bam trén bé mat that;
vong van sau khong ¢ ranh gidi 13, bi di 1éch vé
phia that va gidn rong. Trong khi dé, 14 trudc, day
ching va cot co tuong tng con tuong d6i bao ton.
Sy thiéu hut mé 1a sau di dong két hop véi gidn va
bién dang vong van lam mat dién ap giita hai 1a
van va giai thich co ché gdy ra ho van ning. Nhitng
phat hién nay phul hop véi cac mo ta trude day veé
di dang van hai 14 dang Ebstein, trong do 14 sau
dinh vao thanh that, diém bam bi di léch vé phia
mom va hinh hoc van bi bién dang [2,3].

Chan doan trudc md co thé gap kho khan do
ton thuong rat hiém va hinh anh han ché van dong
ctia 14 sau dé bi quy cho cac nguyén nhan khac.
Trong truong hop dugc Yokota va cong su [3] bao
c40, co ché hd van ban dau duge cho 1a do 14 van bi
kéo cang thir phat boi 16i loan véan dong thanh that.
Chi khi quan sat tryc tiép trong mo, cac tac gia méi
xac dinh dugc 14 sau thiéu san va dinh vao thanh
that [3]. Tuong tu, Putra va cong sy [2] mo ta mot
thiéu nién ban dau duoc chan doan mac bénh van
tim do théap, trong khi phau thuat cho thay 14 sau
van hai 14 bi di 1éch va phan duong vao that tréi b
nhi hoa [2]. Do do, Vlec danh gia co hé thong toan
b6 bo may van, bao gém vi tri diém bam 1a van,
muc d6 di dong cua mo van, hinh thai vong van,
day chang va cot co, ¢ vai trdo quan trong trong
xac dinh co ché ton thuong va 1ap ké hoach phau
thuat [1].

Phiu thuat di dang bam sinh van hai 14 can
dugc ca thé hoa theo hinh thai ton thuong cu thé,
v6i muc tiéu chu yéu 1a khoi phuc chirc ning van
hon 14 tai tao mot cau tric hoan toan binh thuong
vé giai phau [4—6]. Stra van duoc uu tién o tré em
nham bao ton b may van tu nhién, tranh phai diéu
trj thuéc chdng dong kéo dai va han ché nhing
van dé lién quan dén kich thudc c¢d dinh cua van
nhan tao trong qué trinh phat trién co thé [4-6].

Tuy nhién, vi¢c sura di dang van hai 14 dang Ebstein
dic biét kho khan do thiéu mo 14 sau, vong van
sau c6 thé khong rd rang va vi tri khau nam gan
dong mach mil. Mot truong hop sira van bang tao
hinh vong van don thuin & tré nho da phai phau
thuat lai do rach mo tai vi tri khau, cho théy tao
hinh vong van c6 thé khong du khi ton thuong co
ban 13 thiéu hyt nghiém trong mé 14 van c6 chirc
nang [2]. Trong truong hop nay, ching t6i nhan
thdy rang mo van 1a trudc t6t va bdo may dudi van
tuong tng con dugc bao tdn, tao co s& dé lua chon
stra van thay vi thay van. Do mé 14 sau hau nhu
khong c6 kha nang tham gia vao hoat dong dong
van, do vy, chung t6i quyét dinh tai tao mot 14 sau
méi kém cac cdu trac dang day chang bing mang
ngoai tim ty than da qua xu 1y glutaraldehyde.
Chung t6i thuc hién cat tao hinh 14 sau lién véi cac
chu trac kiéu “day chang” tir mot manh ghép mang
tim duy nhat. Manh ghép nay sau d6 duoc khau
vao vong van sau, con hai chum day chang duoc
¢ dinh vao cac cot co trong Gng, nham phuc hdi
dong thoi dién tich 14 van, sy nang d& dudi van va
kha nang tao dién ap vdi 14 trude. Viée su dung
mang ngoai tim tu than dé md rong mo 14 van da
duoc mo ta trong phau thuat di dang bam sinh van
hai 14 khi m6 14 van khong day du [5,7]. Tuy nhién,
diém dic biét & ca bénh nay d6 1a mang ngoai tim
khong chi duoc st dung dé mo rong 14 van hién
hitu ma con nham tai tao gén nhu toan bo 14 sau va
hé théng day chang di kém. Gidn vong van 1a mot
thanh phan quan trong gép phan gy hd van ¢ bénh
nhan nay. Sau khi tai tao 14 sau, vong van nhan tao
duoc dat dé dinh hinh lai hinh dang vong van, tang
dién 4p va gop phan 6n dinh két qua stra chira. Viéc
tao hinh vong van co6 thé cai thién tinh tai lap va
d6 bén cua stra van, nhung & tré em ludn can can
nhic nguy co vong van nhén tao c6 thé 1am han
ché sy phat trién cta vong van tu nhién [5,7]. O tré
9 tudi trong bao cao nay, quyét dinh st dung vong
van dugc dua ra dua trén tinh trang vong van gian
16n va yéu cau bao dam su 6n dinh cua cau trac 14
sau moi tai tao. Hon nira, viéc dat dugc mot vong
van kha 16n (s6 32) s& khong can trd nhidu déu su
phat trién cling nhu cac can thiép vé sau, néu can
thiét. Nghiém phap bom nuéc cho thiy van déng
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kin véi dién ap khoang 8 mm; siéu am tim tryuc tiép
trén bé mat sau khi nging tuan hoan ngoai co thé
cling ghi nhan 14 sau tai tao hoat dong tdt, van dong
kin, khong hep va khong bi hién tugng van dong
ra trude trong thi tim thu (SAM). Cac két qua nay
cho thay su phéi hop gitra tai tao mé 14 van, phuc
hdi hé thong diy ching va tao hinh vong van da
khoi phuc dugc chic nang van hai 14 trong giai
doan sém.

Dién bién hau ph?lu cua bénh nhan thuéan loi,
v6i thoi gian tho may 10 gio, didu tri hoi stic 48
gio va xuat vién sau 7 ngay. Siéu am tim trudc khi
Xuét vién va tai thoi diém kham lai sau mot thang
cho thay chirc nang van con on dinh. Tuy nhién,
két qua theo ddi ngin han chua du dé khang dinh
d6 bén cua k§ thuat. Theo thoi gian, 14 van tir mang
tim ¢6 thé bi co rut, day, xo hoa hodc voi hoa, lam
giam do mém mai va kha nang van dong. Su bién
d6i vé chiéu dai ciia cac ciu tric day chang tai tao
cling ¢6 thé anh huong dén dién ap, din dén ho
van tai phat hodc hep van. O tré em, sy phét trién
cua tim trong khi kich thu:0'c manh ghép Va Vong
van nhan tao twong ddi ¢6 dinh 1a mot yéu té bd
sung c6 thé 1am thay d6i hinh hoc b may van. Cac
nghién ctru vé stra di dang van hai 14 bam sinh cho
thdy két qua dai han phu thudc vao mirc do phirc
tap cua ton thuong, chét luong mo van con lai va
su xuat hién cta hé hodc hep van ton luu, mot sd
ngudi bénh van can sira lai hodc thay van trong qua
trinh theo ddi [4-6]. Trong khi d6, két qua thuan
loi & cac truong hop di dang van hai 14 bam sinh
duogc sira chita cho thiy chién lugc bao ton van
6 thé duy tri hi¢u qua khi dat dugc dién ap tt va
khong con ton thuong van dang ké sau mo [7]. Vi
vay, bénh nhan can dugc theo ddi lau dai bang siéu
am tim, tap trung vao muc dg ho van, chénh &p qua
van, chiéu dai dién ap, do di dong va muc do voi
hoa cuia 14 sau tai tao, kich thudc vong van, chirc
nang thit trai va nhu céu tai can thiép. Mac du thoi
gian theo doi con ngan truong hop nay cho thay
viéc stra van van c6 thé thuc hién duge & mot 50
tré ¢6 di dang van hai 14 phuc tap dang Ebstein néu
14 trudc va cac thanh phan dudi van twong g con
dam bao churc ndng. Panh gi4 chinh xac hinh thai
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ton thuong, lua chon k¥ thuat theo ting thanh phén
cua bd may van va kiém tra chdt ché két qua trong
mo 1a nhiing yéu t6 quyéet dinh kha nang sua chira.

5. KET LUAN

Di dang van hai 14 dang Ebstein 1a mdt ton
thuong bam sinh dic biét hiém gap, trong d6 14 sau
khong tach hoan toan khoi thanh that trai, 1am bién
dang by may van va giy hd van hai 14. Viéc danh
gia chinh xac hinh thai ton thU:O‘ng bang 51eu am
tim két hop v6i tham do tryc tiép trong mo cé vai
tro quyét dinh ddi voi Iya chon phuong phéap phau
thudt. Truong hop ca bénh cua chiing t61 da duoc
sua chira thanh cong véi ky thudt tai tao 14 sau va
day chang 14 sau bang mang ngoai tim tu than, két
hop dat vong van tao hinh, véi nhiing két qua thuan
loi trong giai doan som. Tuy nhién, can tiép tuc
theo ddi 1au dai dé danh gia d6 bén cua cu trac
duogc tai tao va nguy co tai can thiép.
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