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I. TOM TAT

Bit thuong Ebstein 1a mot bénh 1y hiém gap,
chiém 1% céc truong hop tim bam sinh, dic trung
boi su bam thip cua 14 vach va 14 sau cla va ba 14
(VBL) vao that phai (TP) dan dén hinh thanh mot
ving nhi hoa cia TP [1]. Bat thuong nay thuong di
kém véi thong lién nhi va ho VBL, hiém gip hon 1a
hep VBL.

Biéu hién 1am sang co6 thé ngay sau sinh véi
triéu chimg tim nang va suy TP. Nhimg truong hop
nay can can thi¢p phau thuét rat sém [2]. Da sb cac
truomg hop biéu hién & tudi thiéu nién véi biéu hién
tim vira va suy TP & thoi diém lic can thiép phau
thuét [3].

Hiém gap hon 1a nhimg bénh nhan Ebstein 16n
tudi. O tudi nay thuong c6 cac biéu hién gom tim,
loan nhip, suy TP ning va kém theo suy that trai thir
phat do tinh trang tim va suy TP kéo dai. Véi cac
truong hop nay sitra chita 2 that thuong khong co
két qua va ty 18 tir vong cao theo nghién ciru cua
Carpentier [1].

Chung t6i bao cao mot truong hop Ebstein
16n tudi, thiéu san TP nang duoc sua chira theo
phuong phap 1-1/2 that nhiam dua ra mot lua
chon diéu tri trong cac phuwong phap phiu thuat
cho bénh nhan Ebstein.

II. CA LAM SANG

Bénh nhén nit 53 tudi, tién sir phat hién bénh
cach 2 nam, duoc diéu tri ndi khoa nhiéu dot nhung
khong dd. Dot nay vao vién voi biéu hién khé thd
khi gang suc, kem theo tim. Kham lam sang:
NYHA 1II, SpO2:92%; gan 3cm dudi bo suon mat
d6 con mém, phu nhe 2 chi dudi, tinh mach ¢d noi.
Nghe tim ¢6 thdi tm thu nhe & vi tri VBL.

Siéu 4m tim: hinh anh bam thip cia 14 vach
va la sauVBL 25 mm so v6i vong van hai 14, 14
vach va 14 sau dinh vao thanh that di dong han
ché; 14 trude di dong duoc nhung kich thude nho,
hé VBL ning. Nhi phai gian khong 15, nhi hoa
TP 16n, kich thuéc TP nho.Thong lién nhi kich
thuéc 10mm shunt phai-trai. Van hai 14, van dong
mach chu hé nhe. EF 60%. Ap luc dong mach
phéi t6i da do qua dong hé VBL: 20mmHg.

Chénh ap qua duong ra TP va van dong mach
phéi: 4mmHg. Kich thuge 2 nhanh phdi tét.

Bénh nhan dugc chan doan: Ebstein typ B-C,
suy TP nang.

Phau thuat: mo duong doc giita xwong trc nhu
thuong quy. Do ap lyc DPMP: 15/10/12mmHg.

Heparm 3mg/kg Thiét 14p may tuan hoan
ngoai co thé v6i canule tinh mach chu trén sat
chd ndi cia tinh mach v6 danh.

Liét tim bang dung dich méau am qua gdc
dong mach cha 15 phat/11an.

M¢ nhi phai theo duong chéo tir tleu nhi dén
tinh mach cha dudi. Thuong t6n bao gdm: thong
lién nhi 16 thir 2 kich thuge 10 mm; 14 vach va la
sau VBL bam thap 25 mm so véi binh thuong,
dinh vao thanh that. L4 truéc VBL di dong dugc
nhung dién tich 14 van nhd. Vung nhi hoéa cua TP
16m, phan TP con lai bé.

Tién hanh: Sta VBL theo phuong phap
Carpentler cai t1en giai phong t6i da 14 vach va la
sau va mot phan 14 truge. Buong nhi hoa cua that
duogc khéu hep bang cach gip nép theo tryc doc.
Tlep theo cac 14 van duoc chuyén vi vé ding vi
tri giai phau binh thuong. Do 14 trudc kich thudce
nho nén chang t6i mé rong la trude bing mang
tim. Thu lai thay con ho nhe trung tdm. Thong
lién nhi dwgc va kin bang mang tim. Dong nhi
phéi va tha clamp dong mach chu dé tim dap lai.
Phau thuat Gleen ra hai huéng duogc thuc hién
trong thi tim dap. Cat roi tinh mach chu trén vi tri
noi voi nhi phai, dong dau nhi phai, ndi dau xa
tan bén voi dong mach phdi phal Ngung may tim
phoi véi cac thong so huy€t ap: 130/80 mmHg;
PVC: 18mmHg; thudc trg tim: Dobutamin liéu
7 Smcg/kg/h Bénh nhan dugc rut ndi khi quan
ngay tha 1. Khong thudc van mach, huyét ap
120/80mmHg. PVC 12mmHg.

Siéu am tim kiém tra sau mo: cau ndi thong
tdt, VBL h& nhe. Bénh nhan ra vién sau 7 ngay.

* Pon vi phd~u thuat Tim mach C8, Vién Tim mach, Bénh vién Bach Mai
Nguoi chiu trach nhiém khoa hoc: TS. Duong Dirc Hung
Ngay nhdn bai: 01/08/2017 - Ngay Cho Phép Dang: 07/08/2017
Phan Bién Khoa hoc: PGS.TS. Bang Ngoc Hung

GS.TS. Lé Ngoc Thanh



PHAU THUAT TIM MACH VA LONG NGUC VIET NAM SO 17 - THANG 8/2017

Kham lai sau mot thang: NYHA I, SpO2: 100%,
gan khong to, khong phu.

II1. BAN LUAN

3.1. Tén thwong giai phiu bénh va phén
loai trong bat thwong Ebstein

Bét thuong Ebstein 1a mot bénh tim bam sinh
hiém gip voi ty 18 1/200.000 tré sinh ra, chiém
khoang 1% cua tat ca cac loai tim bam sinh [4].
Bét thuong ndy dugc mé ta dau tién boéi Wilhelm
Ebstein nam1866 [5]: gdm bat thuong ciia VBL
va TP ddc trung boi: dinh cua 14 vach va 14 sau
VBL vao thanh thit (do bat thudng trong qua
trinh phan chia cac 16p trong qua trinh phat trién
cua bao thai); vong VBL bam thap Ve phia moém,;
gidn phan nhi héa TP; gian chd ndi nhi phai va
TP (vong VBL nguyén phat); 14 truéc VBL
thuong rong va sé nhu canh budm [6].

O tim binh thuong 14 vach bam thap hon 14
trude van hai 14 12 8mm/m2 co thé. Mirc do bét
thuong cta VBL c6 thé tir nhe nhit cho dén ning
nhat khi 14 vach va 14 sau di chuyén dén tan ving
co be cua TP. Phan TP duogc chia lam 2 phén
phan truc tiép lién quan dén thuong ton nim &
vung buong nhén, c¢6 lién quan mat thiét voi nhi
phai; phan khong lién quan dén bat thuong gom
co be TP va duong ra TP, c6 vai tro TP chuc
nang. Phan nhi hoa ciia TP c¢6 thé chiém tir 1/3
dén 1/2 thé tich TP.Bat thudng Ebstein co thegap
gian TP. O mot vai truong hop TP gian lon day
vach lién thit sang trai, ép vao that trai. Véi
nhiing ca nhu vdy siéu 4m tim truc ngan thay TP
hinh tron con that trai hinh lugi liém [6].

Carpentier va cong sy dua ra phan loai muc
do ndng cua bat thuong Ebstein dya vao kich
thudc phan nhi héa, kich thudc cia phan TP chirc
nang, su dich chuyén cua 14 vach va 14 sau VBL
vé phia mom, va van dong cia 14 truéc VBL gdm
4 tuyp: A, B, C,D [1].

3.2. Chi dinh phiu thuit cho bt thuong
Ebstein

Chi dinh phiu thuat cho bénh nhan bat
thuong Ebstein bao gdom:

- C6 tri€u chung co nang hoac giam kha nang
gang st

- Tim (d0 bao hoa oxy < 90%)

- Bong tim to dan trén X-quang (chi sb tim
nguc > 0.65)

- TP din dan hoic chic ning tim thu TP
giam dan

- Lién quan dén véi cac bat thuong khac
trong tim (thong lién nhi, hep dudong ra TP...)

- Réi loan nhip nhi hodc nhip thit tai dién

- Tién st thuyén tic mach nghich thuong

3.3. Cac phwong phap phiu thuat diéu tri
Ebstein

Cac lya chon phiu thuit cho bat thuong
Ebstein bao gdom:

- Stra chita mot that: Phau thuat Starnes + B-
T shunt + m¢ rong TLN >> Phau thuat Glenn
hodc Hemi Fontan >>Phau thuat Fontan.

- Stra chita hai that: Stra/thay VBL kém theo
sira cac bat thuong khac trong tim: dong thong
lién nhi, mé rong duong ra TP.

- Phéu thuét diéu tri rdi loan nhip: phau thuat
Maze, d6t cac dudng dan truyén phu.

- Stra chita 1-1/2 that: Sira/thay VBL kém
theo phau thuat Glenn ra hai huéng.

- Ghép tim.

3.3.1. Phwong phap sira chira 1 that

Phuong phéap nay thuong dugc ap dung trén
tré so sinh voi bat thuong Ebstein thé ning, tim
va thiéu san TP ning. Budc dau tién cta phuong
phap 1a phiu thuat Starnes [7]: dong VBLbang
mang tim dé dua bat thuong Ebstein thanh gidng
nhu teo VBL bam sinh vé& mit sinh 1y. Tao thong
thuong gitta hai budng nhi bang md rong vach
lién nhi va cau ndi chi phdi (B-T shunt) nhim
cung cAp méu cho phdi.Khi tré dugc 6 thang thi
phiu thuat Glenn ra hai huéng duoc tién hanh va
cau ndi chi-phdi duge ldy bo.Phau thuat Fontan
thuong dugc tién hanh khi tré 2-4 tudi.

3.3.2. Phuong phap sira chira hai that

Vi da sb cac bénh tim bAm sinh thi stra chira
2 thit luén duoc uu tién hang dau nham dua trai
tim vé sinh 1y, giai phdu binh thuong. Stra chita
hai that lam cho tudn hoan phdi va tudn hoan hé
théng tach biét hoan toan, mdi tAm thét s& phu
trach bom mau cho mdi hé théng. Pdi véi bat
thuong Ebstein thi sira chira hai thit bao gém:
stra/thay VBL kém theo sira chita nhiing bat
thuong khac trong tim nhu: thong lién nhi, hep
duong ra TP...Stta VBL dugc thyc hién khi md
van c6 ddy du. Stra nhim muc dich giam kich
thudc vong van lam cho céc la van dong kin va



BAT THUONG EBSTEIN SUA CHUA 1-1/2 THAT...

mo hop 1y khi tim hoat dong. Trong truong hop
md van thiéu san nang khong c6 kha ning sira
chira thi thay VBL duogc tién hanh. VBL sinh hoc
thuong duoc sir dung nhidu hon 1a van co hoc.

Phuong phap stta VBL thanh cong dau tién
dugc mo ta boi Danielson va cac cong sy nam 1979
[8]. Phiu thuat bao gdm: khau nép gap ctia phan nhi
hoa ciia TP theo chidu ngang, tao hinh vong van tai
vi tri 14 sau va cat giam thé tich cua nhi phai.

Nam 1988, Carpentier va cac cong sy dua ra
mot phuong phap sita VBL bang cach tach di
chuyén mot phan 14 trude va 14 sau vé vi tri vong van
binh thudng va phu hét vong van, sau khi da khau
gip nép phan nhi hoa cla that theo chiéu doc [1].

Ngoai ra con mét s6 phuong phap duoc cong
bo gan ddy: phuong phap Carpentier cai tién -

“cone reconstruction” [10]; phuong phap cua
Dearani [9]; va Wu [11].

Thay VBL duogc thuc hién khi VBL khong
c6 kha nang sua chira. VBL sinh hoc dugc da $6
cac trung tam st dungvi VBL co hoc thuong lién
quan dén cac bién c¢b chdng dong va ket van. Cac
ky thuat thay VBL thuong dé tranh ton thuong
nut nhi that. Tam giac Koch va xoang vanh duoc
day xudng phan TPhoic sir dung mang tim nham
dé tranh ton thwong nut nhi that ma van dé xoang
vanh ¢ tAng nhi [9].

Mot cau hoi dat ra 1a liéu thay VBL hay sta
VBL,phuong phéap nao ¢ két qua lau dai tét hon.
Mot nghién ctru trén 294 bénh nhan Ebstein, ty 1¢
mo lai sau 12 ndm cua nhom thay van va stra van
khong c6 sy khac biét c6 y nghia thong ké [12]. Do
vay stra VBL van duoc uu tién t6i da nham tranh
nhiing bién chimg ciia van nhan tao. Trong trudng
hop phai thay van thi van sinh hoc dugc lya chon
hon 13 van co hoc vi VBL sinh hoc ¢6 d6 bén hon
so voi so voi van sinh hoc & cac vi tri khac [12] va
tranh céc tai bién cua chong dong [9].

Cac thu thudt kéem theo phwong phap svra chira
hai tht: ddéng thong lién nhi, mé rong duong ra TP
trong truong hop c6 hep duong ra TP... Diéu trj ri
loan nhip tim bang thu thuat Maze hay dét cac
duong dan truyén phuy trong tim [13].

3.3.3. Ghép tim

Bénh nhan suy chirc ning that trai ning (EF <
30%) va co tri¢u chiing suy tim ndng nén xem xét
chi dinh ghép tim.

3.3.4. Giai phap sira chira 1-1/2 that

Nhiing bénh nhan Ebstein dén phﬁu thuat muon
voi triéu ching suy TP nang, tham chi suy gidm
chirc ning cua ca hai thét, stra chita hai that thuong
ty 18 tir vong cao. Khi sira chira hai that khong thich
hop, chic nang TP suy ning hodc thiéu san TP lam
cho TP khong du kha nang bom mau cho toan bd
mau cua hé thong tinh mach tr vé thi phuong phap
stra chita 1-1/2 that dwoc dit ra.

Huyét dong hoc ciia phuong phap nay Van
dac trung boi sy tach biét cuia hai hé thong tudn
hoan chu va ph01. Tuan hoan hé thong van duoc
bom mau boi thit trai, tudn hoan phoi phu thude
vao cau ndi tinh mach chu trén- dong mach phoi
(shunt Glenn theo hai hudong) cho tinh mach chu
trén va TP giam chirc ning hodc thiéu san bom
méu cho tinh mach chi dudi. P& dam bao cho
cau ndi tinh mach cha trén - dong mach phéi chay
tot thi ap luc dong mach phdi va sirc can phdi
phai binh thuong.

Mic du muc dich chinh ciia phau thuat tim
bam sinh 14 stra chita hai that bat khi nao c6 thé.
Tuy nhién v6i cac truong hop khong thich hop cho
stra chira hai that vi budng that thiéu san nang thi
sua chira 1-1/2 1a mot Iya chon mang lai nhiéu loi
ich nhu: tdng cung lugng tim, tang kha nang thich
mg v6i hoat dong thé luc, duy tri dong chay co
nhip dép (pulsatile) cho tuan hoan phdi, it 1am ting
stc can phoi, gitp cho tuan hoan tinh mach chu
dudi (ap luc thap) dé dang; TP thleu san nhung
van c6 kha ning giai quyét giam tién ganh.

Theo mot sé nhing bao cao 1am sang dau
tién vé stra dung phuong phap stra chira 1-1/2 thit
thi rat nhiéu cac chi dinh dwoc 4p dung phuong
phap trén, tuy nhién chi dinh chu yéu lién quan
dén hinh thai TP nho hodc réi loan chirc nang
nang [14,15,16]. Trong bénh 1y Ebstein, do thé
tich TP chirc ning khong dam bao & cac thé ning,
sua chita VBL nhu thuong quy kém theo lam
shunt Glenn ra hai huéng cho phép TP giam churc
ning van giai quyét dugc mot phan luong mau
tinh mach tr& vé do vdy giam tién ganh. Hon nita,
tinh mach chu trén d6 tryc tiép vao dong mach
phéi do vay giam dugc khoang 1/3 lugng mau
tinh mach tré vé nhi phai do vdy s& lam giam
nguy co hep VBL sau m6 do qué trinh sira van
gay nén [14].
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Chi dinh stra chira theo phwong phap 1-1/2
TP bao gom: [14].

- TP gidn ning hodc thiéu san, giam chuc
nang nang.

- Thét trai bj d¢ bep bai TP (that trai c6 hinh
anh ludi liém trén siéu 4m truc ngang).

- Hep VBL vura sau khi strta VBL (chénh ap
trung binh qua VBL 6mmHg).

- Ap luc nhi phai/Ap luc nhi trai > 1,5. Biéu
hién cta suy TP ndng.

- Tim trén 1am sang lac nghi hodc gang stc.

Picu Kién c6 thé sira chira theo phwong
phap 1-1/2 thét [15].

Dé shunt Glenn ra hai hudéng c6 thé hoat
dong tot thi chirc nang that trai phai tot, van hai
1a, dong mach chu phai binh thuong kem theo
khong c6 tang ap luc dong mach ph01

- Ap lyc cubi tAm truong thét trai (LVEDP)
<12 mm Hg

- Chénh 4p qua phdi(transpulmonary gradient)
<10 mm Hg

- Ap lyc dong mach phdi trung binh (mPAP)
<16 mm Hg

Két qua sira chira 1-1/2 that dwoc bao cdo
qua mdt sé nghién ctru:

Chauvau va cong sy nghién cuu 113 bénh
nhan Ebstein tir nam 1980-1997, trong d6 c6 60
bénh nhan nguy co cao (VBL t6n thuong ning,
phan nhi hoa that rong, suy chirc ning TP ning,
rung nhi). Nhom I: 45/60 bénh nhan dugc sua
chita 2 that; Nhom II: 15/60 dugc sira chita 1-1/2
that. Két qua: Ty 1é tr vong sau phau thuat nhom
I: 24%; nhom II: 0% (p<0,05). Ty 1é song sau 5
nam nhom I: 66,1 + 14% va nhém II: 80,0 + 16%.
Nhom I c¢6 kha nang thich (mg véi gang suc tot
hon nhom II. Két qua cho thdy, stra chita 1-1/2
that 1a mot lwa chon tdt trong nhom nguy co cao,
giam ty 1 tir vong do phau thuat [14].

Nghién ctru cua Quininez va cdng sy tir
1999 dén 2006 c6 169 bénh nhan dugc sta chita
bat thuong Ebstein trong d6 14 bénh nhéan sta
chita 1-1/2 thit; tit ca cdc bénh nhan déu la
Ebstein thé ning, c6 3 bénh nhan trong danh sach
cho ghép tim. Trong d6 co6 9 bénh nhéan du kién
lam shunt Glenn tru6e mo, 5 bénh nhén 1a quyet
dinh trong m6 do khong cai duoc may tim phdi
nhan tao. Két qua: 1 bénh nhén tir vong do suy da

10

tang, 10 bénh nhan duogc theo ddi 18 thang (3
thang - 6,5 nam), cac bénh nhan déu cai thién 1am
sang so voi trudc phau thuat [16].

Nghién ctru cua Prifti va cac cong su tir nam
2006-2013 trén 11 bénh nhan duge chan doén bat
thuong Ebstein thé ning dugc phau thuat sira
VBL kém theo shunt Glenn ra hai huong. Thoi
gian theo ddi trung binh 3,8 + 2,4 nam. Két qua tir
vong sém c6 1 truong hop, 10 truong hop con lai
déu cai thién vé NYHA, Sp0O2, chi s6 tim nguc so
v6i trude phiu thuat ¢6 ¥ nghia théng ké. Pong
thot cac bénh nhan cing khéng c6 cac bién chimg
mudn g1ong nhu phau thuat Fontan nhu: tim tai
phat; r6i loan nhip, tic cau ndi, hoi ching mat
protein [17].

Bénh nhan ctia chung t6i 53 tudi, co biéu
hi¢n tim, shunt théng lién nhi phai-trai, suy that
phai trén 1am sang va hinh thai that phai thiéu san
nén da dugc lya chon phuong phap stra chira 1-1/2
that thay vi stra chita hai tht. Két qua ngan han
cho thay bénh nhan cai thién rd rét vé triéu ching
co nang cling nhu can 1am sang (NYHA I, SpO2
100%, gan khong to, khong phu).

Tom laituy s6 luong cac nghién ciu chua
nhiéu va du dai dé dua ra mot két luan chinh xac
vé hiéu qua 1au dai caa phuong phap sura chira 1-
1/2 that nhung nhimng két qua ngan han va trung
han cho thdy stra chira 1- 1/2 that c6 thé 1a mot lua
chon thém trong mot s6 truong hop suy chiic
nang hoac thiéu san that phai niang thay thé cho
phau thuat Fontan hay stra chita hai that.
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