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Bénh nhan nam 33 tudi dén khdm bénh vi mét mai, giam kha ndng geng sirc, hoi hép nhiéu. Bénh
nhdn dwoc chan dodn bénh tim tir 1Gc 14 tudi, nhung khéng diéu tri ngi khoa hogc can thiép phau
thudt, bénh nhdn theo déi diéu tri khéng déu.

Kham 1am sang ghi nhdn: tim trung tam, ngén tay dui tréng, ap luc tinh mach ¢é Scm nudc Véi
s6ng A va V rd. Am théi toan tam thu dang tran cuong do 2/6 va click tam thu & bo trdi xwong iic,
cdc co quan khac khdng ghi nhdn bdt thurong.

Pién tdm do: nhip chdm xoang véi block nhanh phdi va block nhi that @ 1 (hinh 12.1). X quang
phoi: bong tim 16n Véi cudng tim (b6 dai déng mach) hep va phé triwong sang (hinh 12.2). Siéu am
tim qua thanh nguc: buong tim phdi dan va giam chiee nang tam thu, dw va dinh mé van 6 ld trueéc
van 3 la. La vach va la bén b; gan vao thanh tim, léch vé phia mém tim. Hé van 3 14 nang (hinh
12.3) va thong lién nhi’16 nhé véi luong thdng 2 chiéu.

Céng hwong tir: buéng tim phai dan va giam chire nang tam thu thdt phdi. Hé van 3 14 ngng do
van 3 14 c6 14 van b; di chuyén vé phia mém (hinh 12.4).

Bénh nhan khi 1am nghiém phép gang sirc bang tham lan dat 66%. Do bdo hoa oxy 94% khi nghi
va 84% khi gdang sizc. Monitor ghi nhan phitc bg QRS hep véi tan sé 1501/p. Bénh nhan cam giac
hoi hgp, khong chong mat.
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Hinh 12.1: ECG: nhip cham xoang véi block nhi that do | va block nhanh phai kém bién doi thir
cap doan ST vasong T.

BOI CANH



Bénh Ebstein duoc md ta dau tién vao nim 1866 do Wilhelm Ebstein trinh bay trong bao céo “Mo
ta mot vai truong hop hé van 3 14 do bat thuong bam sinh”. Bénh Ebstein 1a bt thuong tim bam
sinh thuong xay ra khoang 1 trong 200000 tré ra doi con séng chiém < 1% cua tat ca cac truong
hop tim bam sinh.

(b)

(a)

Hinh 12.2: X quang phoi thang (a) bong tim dn va hep & phan cuéng tim, X quang nghiéng (b)
mét khoang tréng sau xuong ¢ do Ién tim phai.

b)

Hinh 12.3: mat cit 4 budng tir mom trén siéu &m 2D qua thanh nguc (a) ghi nhan 14 vach van 3 14
di chuyén vé phia mom (miii tén) so véi 14 truéc van 2 14, dinh 14 truéc van 3 14, (b) ton thuong
phdi hop ha nang van 3 14 trén siéu am Doppler mau.

RA (right atrium) nhi phai, ARV (atrialized right ventrice) that phai nhi hoa, LA (left atrium) nhi
trai, LV (left ventricle) that trai, TR (tricuspid regurgitation) ho van 3 I4.



Hinh 12.4:Hinh anh cong huéng tir: chitng minh sy di chuyén cua 14 vach van 3 14 vé phia mom,
cling nhu hinh anh dan 16n budng tim phai. Thé tich that phai cudi tim truong do dugc 435ml.
Chte niang tim thu that phai giam trung binh. Chirc ning tht trai bao ton, that trai cé dang chix D
do qua tai that phai.

GIAlI PHAU BENH DI TRUYEN VA PHAN LOAI
GIAlI PHAU BENH

Bénh Ebstein lién quan dén bat thuong giai phau va chac nang cha yéu do hinh dang van 3 14 va
that phai. R6i loan nay duoc dic trung boi su dinh 14 vach va 14 sau van 3 14 vao co tim nguyén
nhan do bat thuong phan chia trong thoi ky phdi thai, nhiing ton thuong nay gay nhi hoa buong
that phai, nhi phai 16n voi thanh nhi méng di (Hinh 12.5)[1.2].

O tim binh thuong, 14 vach va 14 sau van 3 14 c6 léch nhe vé phia mom tim so véi van 2 14 <
8mm/m2 dién tich co thé. Do d6, su thay ddi vé khoang cach giira van 2 14 va van 3 14 1a 1 trong
nhitng phuong phap dé phan biét bénh Ebstein véi cac nguyén nhan dan budng tim phai khac trén
siéu am.

L4 truéc van 3 14 trong bénh Ebstein thuong du mé van voi nhiéu mic d¢6 khéc nhau cua dinh 14
van. Déi khi, 14 truéc bi bién dang nang dan dén van dong md van du vao dudng thoat that phai cd
thé gay tic nghén. Day ching van 3 14 ¢ day thudng ngan va thiéu san [2,3].

That phai duoc chia 1am 2 phan: phan nhan c6 chirc niang hoda nhap véi nhi phai, phan co va phan
thoat 1a phan chic nang cua that phai. Thuong c6 dan Ion vong van 3 14, vong van khdng bj 1éch vi
tri. Bong mach vanh phai danh dau vi tri vong van thyc. Budng tim dugc gidi han béi vong van 3
14 thyc véi budng that phai chirc niang duoc goi budng nhi hoa that phai [2,4].

Trong bénh Ebstein ghi nhan 60% c6 dan that phai bao gom dan budng nhi héa va ving mém,
budng thoat that phai. Dan budng that phai c6 thé gay phinh vach lién that vé that trai, gy chén ép
budng that trai [2]. Trong trudng hop ndy, & mit cat canh Gc tryc ngang: that phai hinh tron, that
trai hinh ludi liém. Duong thodat that trai ¢6 thé bi tic nghén trong 1 vai trudng hop ning.
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Hinh 12.5: (a) Pac diém bénh Ebstein & mat cat 4 budng tir mom: 14 vach van 3 14 léch vé phia
mom (dau sao), 1a trugc dinh kém bét thuong tim phai (b) Mau giai phau bénh trén bénh nhan
Ebstein ning cat theo 4 budng mom: 14 sau dinh vao véch lién that tao nén budng nhi hoa that phai,
14 truée (mii tén) dinh bam vao thanh tu do bai nhiéu co nha, ghi nhan ¢6 dén nhi phai, that phai,
vong van 3 14 thuc (Hinh anh giai phau bénh dugc cho bai BS WD Edwards, khoa giai phau bénh,
Bénh vién Mayo).

RA: nhi phai, LA: nhi trai, LV: that trai, Atrialized RV: that phai nhi hoa, Functional RV: that phai
chtrc nang.

DI TRUYEN HQC

Pa s6 bénh Ebstein xay ra ngau nhién it c¢d tinh chét gia dinh. Cac yéu t6 nguy co bénh Ebstein:
yéu tb di truyén, kha nang sinh san, méi truong. Bénh Ebstein phd bién trong truong hop sinh doi,
trén nhitng bénh nhan ¢4 tién cin gia dinh mic bénh tim bam sinh va trén nhitng san phu cé sir
dung benzodiazepines [5]. Cac ba me dang diéu tri Lithium c6 thé gay bénh Ebstein tuy nhién véi
ty I& hiém gap [6].

PHAN LOAI

Bénh Ebstein dugc phan loai tir nhe, trung binh dén ning dua trén su di chuyén cua céc 14 van vé
phia mom gay hd van va mirc d6 dan ciing réi loan chirc nang budng tim phai trén siéu am [7]. Cac
phan loai khac nhau dia trén 1am sang va siéu am tim di duoc béo c4o [8]. Phan loai dua trén két
qua giai phau nhan manh nhimg dic diém quan trong dbi véi phau thuat vién. Phan loai nay dé
Xuit 4 loai ctia bénh Ebstein [4]:

Type |: 14 van trudc 16n, van dong dé&, 14 vach va 14 sau dong thap, loan san hoic khdng cé. Budng
that nhi hoa thay doi tir nho dén lon.

Type II: 14 trudc, 14 sau, 14 vach kich thudc nho va dong thip gan mom tim. Budng that nhi hoa 16n
trung binh.



Type III: 14 truéc han ché ctir dong do ngan, dinh day chang cot vao véach. Phan co nha gan truc
tiép vao 1a van trudc thuong cd. LA sau va la vach dong thap, loan san va thuong khdng chirc ning.
Budng that nhi hoa 1on.

Type IV: 14 truéc bi bién dang ning va di chuyén vé duong thoét that phai. C6 it hodc khdng c6
day ching, thuong dinh truc tiép mép van vao co nhi. L4 sau thudng loan san hodc khéng co, 14
véch hién dién boi cac mo sgi kéo dai tir phan mang vach lién thit dén mom tim. M6 van 3 14 di
chuyén vao duong thoat that phai cd thé gay tic nghén méau (hep chirc ning van 3 14). Budng nhi
héa gan nhu chiém toan bo that phai.

LAM SANG

Trén nhirng bénh nhan khdng phau thuat, 1dm sang bénh Ebstein phu thudc vao muc do bién doi
cua van 3 14, kich thudc tim phai, &p luc nhi phai, mac d6 ho van 3 1a, su hién dién hoac khong
ludng théng phai — trai, loan nhip. Tudi biéu hién 1am sang phu thudc vao mic do bat thuong giai
phau va huyét dong.

Bénh Ebstein thé nang c6 thé chét trong tir cung hoic ¢6 biéu hién 1am sang sém. Tré so sinh méc
bénh Ebstein biéu hién véi tim Ién, suy tim va tim. Tré so sinh duoc chan doan bénh Ebstein c6
tién luong xau, 20 — 40% tir vong trong vong 1 thang dau, < 50% sdng téi 5 tudi. Biéu hién 1am
sang nay xuat hién ¢ tudi cang tré, bat thuong giai phau hoc va réi loan huyét dong cang ning
[9,10]. Tién luwong Xau véi cac truong hop suy tim phan d6 NYHA 111 va IV, ti 1¢ tim/ 16ng nguc
trén X Quang > 65% hoic rung nhi. Tré em bi Ebstein c6 triéu chimg co ning, c¢6 thé dén that phai
ngay cang nhiéu, tuy nhién hau hét séng téi thiéu nién va tudi truéng thanh.

O bénh nhan vi thanh nién thuong c6 biéu hién vé dién sinh 1y hon rdi loan huyét dong. Biéu hién
1am sang & ngudi 16n bao gom: khd tho khi giang stic, mét va cac biéu hién caa loan nhip hoac suy
tim phai. Tim thay di tly muc do, dac biét khi gang suc, xay ra trén bénh nhan c6 ton tai 156 bau
duc, thong lién nhi. Bénh nhan s& c6 nhiing con thiéu mau nio thoang qua, dot quy hoac abcess
ndo do thuyén tic. Ludng thong trai — phai gay ddn budng tim phai [8], kha ning ging suc tly
thudc tudi va do bao hda oxy ltc nghi va ldc ging sic [11]. Bénh nhan phét hién Ebstein ¢ lia tudi
truong thanh thuong c6 tién luong tot [8].

Bénh Ebstein biéu hién & giai doan cudi gdbm: hé 3 1a ning, rdi loan chirc ning 2 budng that. Co
thé nang hon do loan nhip nhu: rung nhi ... nguyén nhan 1a do thiéu su cham soc y té day du caa
ca bénh nhan va bac si. Thiéu sy chiam soc tai mot Trung tdm bénh tim bam sinh nguoi I6n 1a
nguyén nhan chinh lam ting tat bénh va tir vong bénh nhan tim bam sinh nguoi 16n. Bénh nhan c6
thé dot tir do rung nhi ting dan truyén qua duong phu hoic do rbi loan nhip that.

Bénh nhan c6 biéu hién bénh ¢ giai doan truéng thanh co thé khéng cé triéu ching co niang anh
huong 18n sinh hoat thuong ngay, day 1a thé c¢d bién doi cau tric giai phau nhe. Séng con cé thé toi
tudi 90 da duoc béo céo [12].



CAC TON THUONG PHOI HQP

Bénh Ebstein thuong phdi hop véi cac bénh tim bam sinh khac, nhitng ton thuong nay cé anh
huong quan trong 1&n 1am sang. Pa s6 ton thuong phdi hop & ting nhi bao gom thong lién nhi, 15
bau duc thong thudng chiém trén 50%, gay tim & nhiéu mic d6 [13].

Bénh Ebstein thudng cd cam giac hdi hop do nhip nhanh do anh huong cua bénh, budng tim dan,
su hién dién cua 1 hodc nhiéu duong dan truyén phu. Cac duong dan truyén phu c6 & 25% bénh
nhan Ebstein va lam ting nguy co réi loan nhip nhi.

Tén thuong phdi hop it gip bao gom théng lién that, nghén duong ra that phai va bat thuong tim
trai (sa van 2 14, van dong mach chu 2 manh, that trai khong biét hoa) [13]

CHAN DOAN
Kham thuc thé

Kham thyc thé Ebstein thé nhe ghi nhan tiéng T1 manh hoic tiéng click thi tdm thu, am thoi tam
thu ngan. Ap lyc tinh mach ¢6 thudng binh thudng mac du bénh nhan c6 hé van 3 14 ning do nhi
phai dan hap thu dong ho. Khi bénh ning hon, c6 tim ngoai bién do cung lwong tim thap hoic do
ludng théng phai — trai & nhi, mach yéu, c6 dau nay thanh nguc do that phai tuy nhién kin dao.
Tiéng T1 manh, tiéng click thi tm thu , &m thdi ho van 3 14 dang tran nam thap & bo tréi xuwong e
tang khi hit vao. Am thdi tam thu rit nhu nhac diéu goi y thang 14 van. Gan nay theo mach duoc
ghi nhan & mot vai bénh nhan c6 ho van 3 14 nang. Giai doan cudi cia bénh bao gém ho van 3 14
nang, réi loan chirc nang that biéu hién suy tim phai kém phu va bang bung.

ECG

Pién tam d6 ghi nhan bat thuong trong hau hét cac truong hop Ebstein, can luu ¥ cac duong dan
truyén phu. S6ng P cao nhon do dan nhi phai, block nhanh phai hoan toan hay khong hoan toan.
R&i loan nhip nhi, block nhi that do I, dién thé QRS thap & cac chuyén dao phai.

X quang

X quang phoi thay d6i tily theo mirc d6 ning cia bénh. Bong tim cé thé co kich thude binh thuong,
dan nhe, hoac dan I6n (hinh 12.2) hoac hinh qua cau véi phan hep ¢ cudng tim (hinh 12.6). Tuan
hoan phdi c6 thé binh thuong hoac giam. Bd nhi phai cong rd nét, bo tim tréi tré nén thang hoic
16i do dan va léch budng tong that phai.

Siéu am tim

Siéu am tim qua thanh nguc thuong duoc lya chon trén nhiing bénh nhan da biét hoic c6 goi ¥
bénh Ebstein. Trén hinh anh 2D ghi nhan dan Ién budng tim phai, duoc ding dé danh gia chirc
nang that. Nhi phai, budng nhi héa cua that phai, va that phai dan Ion, anh huong cua bénh Ebstein
trén that trai. Bat thuong hinh anh van 3 1a thudng duoc ghi nhan qua mat cit 4 budng tir mom
(Hinh 12.3).

Pic diém bénh Ebstein ghi nhan trén siéu am: khoang céach giita 14 vach van 3 1a va 1a trudc van 2
14 12 > 8mm/m2 dién tich co thé [3], hinh anh 14 trudc van 3 14 dai do du mé van va dinh 14 van, 14



sau van 3 la giam ctr dong. Siéu &m mau, Doppler xung, Doppler lién tuc dung danh gia mac do
nang cua hd van 3 14 [15]. Siéu &m tim giup xac dinh vi tri va do ho cta van 3 1a dé quyét dinh
phau thuat stra chira. Thém vao d6, siéu 4m gitp xac dinh c4c tén thuong phdi hop nhu: 15 bau duc
thong thuong, thong lién that, tic nghén duong thoét that phai.

Siéu &m tim qua thuc quan it dugc dung dé chan doan bénh Ebstein [16]. Tuy nhién, trong 1 vai
truong hop, siéu &m tim qua thuc quan duoc yéu ciu dé xac dinh thdng lién nhi hodc dé mo ta
nhitng bat thuong giai phiu trong tim dwoc ghi nhan trén siéu &m tim qua thanh nguc. Siéu &m tim
qua thuc quan trong phau thuat duoc thyc hién thudng quy giup xac dinh ton thuong giai phau
trude khi phau thuat va danh gia két qua trong llc phau thuat [17].
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Hinh 12.6: X quang trén bénh nhan Ebstein ghi nhan hinh anh béng tim dan 16n (a) tu thé trudc
sau va (b) nghiéng bén, luu ¥ hinh anh may phé rung va cac day dan. Bénh nhan theo dai ¢ ngat
va ghi nhan c6 nhip nhanh that, do dé chi dinh dit may dugc dat ra. Mic du ghi nhan c6 nhip
nhanh that, bénh nhan di khong duoc theo ddi bénh va can thiép phau thuat cho dén khi bénh nhan
c6 biéu hién suy tim phai ning vai nim sau do.

(a) (b)

Cong hwéng tir

Cong huong tir dugc ding dé danh gia dung kich thuéc va chiic ning that phai va thét trai trén
bénh nhan c6 bénh tim bam sinh, tuy nhién, né gisi han trong viéc cung cap théng tin vé bénh
Ebstein truéc phau thuat (Hinh 12.4) [18,19].

Thong tim

Thong tim khong can thiét cho muc dich chan doan bénh Ebstein, nhung can thiét dé khao séat
mach vanh trugc khi phau thuat. Ap luc that phai cudi tam truong co thé tang nhung ap luc dong
mach phdi binh thuong trong cac trudng hop nay. Ap luc nhi phéi ¢6 thé binh thuong mac du dong
ho van 3 14 nang do dan 16n budng nhi phai.

Théng tim ¢6 thé duoc thyuc hién dong thong lién nhi trong 1 vai trudng hop bénh nhan Ebstein.



Chan doan phan biét

Chén doan phén biét bénh Ebstein voi cac nguyén nhan hé van 3 14 va dan budng tim phai khéc.
Bac si siéu am kinh nghiém c6 thé phan biét duoc da s cac trudng hop bénh Ebstein. Céc 16i chan
doan thuong gap: sa van 3 14, loan san van 3 14, ton thuong van 3 14 do chan thuong, viém noi tam
mac van 3 14, bénh tim do hoi chiing carcinoid va bénh co tim that phai gay loan nhip [20].

PIEU TRI
Noi khoa

Céc truong hop Ebstein thé nhe, bénh nhan c6 thé diéu tri noi khoa trong nhiéu nim va theo dai
loan nhip vi bénh nhan c6 ty 18 cao loan nhip trén that. Can duoc theo dbi thuong ky boi cac bac si
tim mach chuyén sau vé tim bam sinh.

Phong ngtra viém ndi tim mac duoc khyén cio trong cac truong hop Ebstein c6 tim va nhiing bénh
nhan Ebstein cd kém van nhan tao, diéu nay khong can thiét ddi véi cac truong hop bénh nhan
khong tim va khéng phau thuat [21].

Sinh hoat thé luc dugc hudng dan tom tat trong quyén “Task Force 2 on Congenital Heart
Disease” [22]. Bénh nhan Ebstein thé nhe, kich thuéc tim gan nhu binh thuong, khong tim, khdng
rbi loan nhip cd thé tham gia tat ca ca&c mon thé thao. Bénh nhan Ebstein c6 mac do ho van 3 14
trung binh c6 thé tham gia vao cac mon thé thao it cd tinh chat canh tranh khi da loai trir duoc cac
loan nhip nguy hiém. Bénh nhan Ebstein thé niang khong nén choi cdc mén thé thao cé tinh chit
canh tranh, ngoai trir truong hop bénh nhan da duoc phau thuat sita chita hoan toan, tim cé kich
thudc gan nhu binh thuong va bénh nhan khdng ¢ tién can loan nhip tim.

Céc chuyén gia tim mach danh gia cac triéu chirng suy tim ctia bénh nhan Ebstein dé diéu tri noi
khoa bao gom: digitalis, digoxin, loi tiéu, (rc ché men chuyén. Tuy nhién hiéu qua cua cac thudc
nay trong diéu tri suy tim phai trén bénh nhan Ebstein van chua duoc ching minh.

Bénh nhan Ebstein nén dugc theo déi tinh trang loan nhip dé cé thé diéu tri phdi hop: phau thut,
thdng tim, can thiép dat may. Khang dong Warfarin dugc khuyén cdo ddi voi cac bénh nhan cé
rung nhi hoic ¢d ludng théng trong tim.

Thai san

Bénh nhan tim bam sinh nén duoc tu van truée khi mang thai. Bac si 1am sang s& danh gia tinh
trang tim bam sinh va cac nguy co cao gap phai trong thai san. Trén nhitng bénh nhan khdng tim
hodc bénh nhan da phau thuat sira chira khdng c6 hoac cé rt it triéu chung 1am sang thi viéc mang
thai c6 thé dung nap duoc. Bién ching thai luu ting cao trong cac truong hop Ebstein ¢6 tim trong
thoi gian mang thai [23]. Vi vay, bénh nhan Ebstein c6 ho 3 1a nang, tim hoac cé loan nhip tim nén
dugc xem xét can thiép trude khi mang thai dé giam nguy co cac bién chiing trong thai ky.

Céc nghién ciu tir 1985 — 2007 ghi nhan tan s6 thap bién chang tim mach xay ra trong thai ky (>
20 tuan) trén nhitng bénh nhan Ebstein c6 va khong c6 phau thuat sira chira. Cac bién chung tim
mach bao gdm: loan nhip 3.9%, suy tim 3.1% trén 128 san phu, khéng bién c6 tim mach khac nhu
nhdi mau co tim, dot quy, tir vong tim mach [24].



Bénh nh&n Ebstein khi mang thai sé€ tang nguy co sinh non (22%) tir vong chu sinh (2.3%), tim
bam sinh, du ¢6 hozc khdng ghi nhan tinh trang tim cua san phu. Cac béo céo vé tan sut di truyén
bénh tim bam sinh trén bénh nhan Ebstein 1a 4% [4], bénh nhan Ebstein ciing 1am ting nguy co tim
bam sinh cho con (ty I 1%) [23].

CAT POT DPIEN SINH LY VA CAN THIEP LOAN NHIP

Trén bénh nhan Ebstein diéu tri cit dét bang séng radio c6 ty 1é thanh cong va tai phat cao hon &
nhitng ngudi binh thuong, nguyén nhan 1a do trén nhiing bénh nhan Ebstein ¢6 nhiéu duong dan
truyén phu chiém gan 50% [25,28]. Do dé, cac chuyén gia c6 kinh nghiém nén kiém tra dién sinh
ly, cac duong dan truyén phy trén nhitng bénh nhan nay. Réi loan nhip thuong gap trén bénh nhan
Ebstein 1a nhip nhanh trén that c6 thé can thiép cit dbt cung ldc véi phau thuat stra chira.

Nhitng bénh nhan Ebstein truong thanh khéng phau thuat sira chita c6 nguy co tim cé lién quan
dén ludng théng do phéi hop ha van 3 14, rdi loan chiic ning that phai, 15 bau duc thong thuong
hoac théng lién nhi. Bénh nhan ho van 3 14 nhe cd thé khong can phau thuat sira chita nhung xét
chi dinh dong théng lién nhi vi lam giam nguy co tim va cai thién chirc ning ctia budng tim phai.

CHI PINH PHAU THUAT VA CAC LUA CHON

Phau thuat trén bénh nhan Ebstein nén duoc thyc hién bdi cac phau thuat vién co kinh nghiém
phau thuat tim bam sinh. Chi dinh phau thuat bao gom: (1) suy tim d6 111 hozc 1V, giam kha ning
gang suc, (2) tim két hop véi c6 hoac khong cd thuyén tic, (3) dan that phai hodc giam chic ning
tam thu that phai, (4) dién tién réi loan nhip that hoic trén that khdng diéu tri thanh céng véi tha
thuat qua da, (5) hoi chung kich thich sém khdng diéu tri thanh cong boi cac chuyén gia dién sinh
1y [29].

Phau thuat ban dau thudng dong 16 thong lién nhi, cac thu thuat can thiép trén loan nhip nhu phau
thuat cit duong dan truyén phu, dét lanh vong vao lai nhi that hozc phau thuat MAZE. Phau thuat
may gap sta chita hoic cat bo mot phan budng nhi héa that phai ciing dugc thyuc hién. Van 3 14
duoc phau thuat sira chira hoic thay van 3 14 vai van sinh hoc hodc van co hoc dugc tién hanh khi
khdng sira chita dugc hoic sira chira thit bai.

Bénh Ebstein co nguy co phau thuat cao bao gom: cac bénh nhan réi loan chirc nang that phai
nang, chirc nang that trai bao ton va ap luc nhi trai thip, can dugc phau thuat ndi hai chiéu tinh
mach chu dong mach phéi [30]. Phau thuat duong Fontan tdm that doc nhat duoc thuc hién trong
truong hop réi loan chirc nang that phai nang, da sé dwoc thuc hién ¢ tré nho. Ghép tim dugc thuc
hién trong nhitng truong hop giam niang chirc nang 2 that vai biéu hién 1am sang suy tim nang.

Phau thuat lai thuong dugc thuc hién thay van 3 14 hoic tai thay thé van 3 14. Phau thuat sira chita
lai van 3 14 c6 ty Ié thanh cong thip. Tha thuat MAZE c6 thé dugc thyc hién dong thoi trong
truong hop ¢ rung nhi con, rung nhi man hoic cudng nhi. Chi dinh phau thuat lai ddi véi cac
truong hop: (1) triéu chung 1am sang giam kha nang gang stc, hoac suy tim NYHA 111, IV, (2) ho
3 14 nang sau phau thuat sira chira c6 dién tién dan budng tim phai, giam chirc ning tim thu that
phai, (3) xuat hién hoac tién trién rdi loan nhip nhi va hoac nhip thét lién quan dén tinh trang ho 3
14 nang, (4) r6i loan chic ning van 3 1a sinh hoc do hd nang, hep ning, hoic hep hé niang van 3 14.



THEO DOI SAU PHAU THUAT

Bénh nhan Ebstein sau phau thuat can duoc theo ddi sudt doi: réi loan chic ning van 3 14 sau stra
chira, réi loan chtrc ning van nhan tao, loan nhip, rdi loan chirc ning that [31]. Bénh nhan cai thién
nhiéu kha ning ging stc sau phau thuét so véi bénh nhan trude phau thuat, dic biét trén bénh nhan
c6 théng lién nhi. Tudi, giéi tinh, kich thudc tim anh huéng dén kha ning ging stc sau phau thuat
[32]. Bénh nhan sau phiu thuat stra chira vin con nguy co réi loan nhip nhi va thit nén duoc
khuyén cao theo ddi sudt doi.

Ty 18 tir vong cta phau thuat bénh nhan Ebstein chiém 5 — 10% tai cac trung tam c6 kinh nghiém.
Tién lugng séng con sau phau thuat dat 92%. Thay van 3 14 sinh hoc ¢6 nguy cao ty Ié block tim
hoan toan tai cac trung tam thiéu kinh nghiém.

TIEN LUQNG BENH

Tién lugng cua bénh nhan Ebstein thay doi tly theo mac do nang cia bénh. Theo ddi 220 bénh
nhan tir 1958 — 1991, ty 18 song trén 1 ndm chiém 67% va 59% song trén 10 nam [8].

Pa s6 nguyén nhan tir vong do tim 1a: suy tim, giai doan chu phiu va dot tir. Yéu té chinh du béo
tir vong duya trén phan loai bénh trén siéu am, c6 thai, tic nghén dudng thoat that phai. Tién lugng
t6t hon trong nhiing truong hop bénh nhan biéu hién 1am sang muon ¢ lia tudi truong thanh.

Sdng con trén nhitng bénh nhan Ebstein gip cai thién viéc chan doan va k¥ ning phau thuat, ciing
nhu chim soc sau phau thuat gilp cai thién két qua phau thuat. Trong bai bdo céo theo ddi 158
bénh nhan thay van 3 14 sinh hoc dau tién [31], séng con 10 nam 1a 93%, khong can thay van sinh
hoc sau 10 — 15 nam 1a 98% va 81%, twong tu, 92% bénh nhan c6 NYHA | hoic 11, va 94% khong
dung khang dong.

KET LUAN

Bénh Ebstein 1a mot bat thuong tim bam sinh phuc tap véi sy da dang vé giai phau bénh va 1am
sang. Theo ddi bénh can duoc thyuc kién bai cac bac si co kién thire vé giai phau va huyét dong da
dang, ciing nhu cac ton thuong phéi hop va vi¢c diéu tri dugc lua chon trén tung bénh nhan. Hy
vong la viéc cai thi¢n chién luoc diéu tri séng con bénh nhan Ebstein moi ltra tudi s& duoc cai
thién.

CA LAM SANG

Céc chuyén gia tim mach, dién sinh Iy va bac si phau thuat da kiém tra toan bo thong tin bénh
nhan. Trudc khi phau thuat, nha dién sinh 1y da ghi nhan bénh nhan khong co duong dan truyén
phu nhung bénh nhan dé& c6 tinh trang cudng nhi. Khong can thong tim trudc khi can thiép phau
thuat. Phau thuat vién da dé nghi dong thong lién nhi, sira van 3 14, va tha thuat MAZE.

Siéu &m tim qua thuc quan dugc thyc hién trong khi phau thuat, gitp xac dinh nhiing hinh anh siéu
am tim qua thanh nguc trudc khi phau thuat. Phau thuat bao gdom stra van 3 14, dong thong lién
nhi, ¢6 lap tinh mach phdi bén trai, thuc hién tha thuat MAZE cét dét bang song radio ¢ nhi phai.
Tiéu nhi trai duoc cot. Sau phau thuat, siéu &m tim qua thuc quan ghi nhan ho van 3 14 nhe va
khdng hep van 3 14 sau mo. Bénh nhan cai thién tt sau phau thuat, ghi nhan luc xuét vién 1a nhip



xoang. Khang dong duoc dung trong 3 thang sau phau thuat. Sau 6 thang theo ddi, bénh nhan ghi
nhan c6 cai thién kha nang gang sic, khdng ghi nhan rdi loan nhip nhi tai phat.
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