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TOM TAT

Di tat Uhl's 1a bénh 1y hiém gip dic trung boi mét
hoan toan hodc mot phan 16p co tim phai, chi con 16p
ndi tdm mac va thugng tdm mac. Thuong bénh nhan
(BN) khé song tdi tudi truong thanh. Ching toi thong
b4o mot trudng hop BN nit 24 tudi ¢ di tat Uhl's
dugc chan doan va phau thuat tai trung tdm Tim mach
Bénh vién E Ha Noi

Case report; The first case of Uhl’anomaly in
adult patient operated by Bidirectional Glenn
Shunt at Cardiovascular Center of E Hospital

SUMMARY

Uhl’s anomaly is characterized by complete or
partial absence of the myocardium of the right
ventricle, with ap-position of the endocardium and
epicardium.We report a case of a 24-years-old female

with Uhl’s anomaly who underwent successful
Bidirectional Glenn Shunt in Cardiovascular of E
Hospital Hanoi

PAT VAN DE

Di tat Uhl’s (Uhl’s anomaly) 1a mot bénh tim
bam sinh (TBS) rat hiém gip dic trung boi hoan
toan khong cé 16p co tim & tdm that phai. Nhing
BN mic bénh nay thudng khé séng lau dén tudi
truong thanh [1], [11], [12]. K& tir 1an thong bao
dau tién cua Uhl vé di tat nay thi chi c6 8 truong
hop duge thong bao phau thuat thanh cong cac BN
trong giai doan vi thanh nién [1], va 1 truong hop
ngudi 16n- BN nam 23 tudi [6]. Trong bao céo nay,
chiing t6i thong bao mot trudng hop BN nit 24 tudi
méc di tat Uhl’s duge chan doan va diéu tri béng
phau thuat Bidirectional Glenn shunt (BDGS- Phau
thuat Glenn Shunt hai chiéu).

CA LAM SANG

BN Nguyén Thi L. , nit 24 tudi vao vién vi mét,
kho thé khi géng strc.

- Lam sang: tim mdi va dau chi, nhip tim 110
lan/p. NYHA III-IV, phdi khong ran, gan to 4-5cm
dudi bd suon, tinh mach ¢d noi.

- Bién tm d6: Nhip nhanh, loan nhip hoan toan.

- Xét nghiém mau: Ure:6.6mmol/l; Glucose: 5.4
mmol/l; Creatinin: 48mmol/l; Natri: 124 mmol/l; Kali:
4.9 mmol/l; Cl: 91 mmol/l. Cong thirc mau: BC: 7.75
G/l; HC: 5.02 T/1; TC: 168 G/l; Het: 0.466 1/1; Hgb:
161 g/l. SpO2: 90%.

- Si€u am tim: Kich thudc 14 trudc cua van hai 1a
(VHL) va 1a vach cia van ba 1a (VBL) 1a 9mm, kich
thudc nhi phai (NP) 120mm*88, dong mau trong NP
rit cuén c6 nhiéu cudn 4m, khong 1a dong shunt lién
tuc, that phai (TP) con day du cac thanh phan budng
nhan, bung téng va budng phéu (TP dong vai trd nhu
mét ong dan mau tir tinh mach chu (TMC) trén 1én
dong mach phé)i (PMP), khong con chiic nang TP,
khong co thong lién nhi (TLN). Vach lién that di
chuyén nghich thuong, nhi trai (NT), that trai (TT)
binh thuong.

- Théng tim: Nhi phai 16n kt 100*90mm. That
phai va duong ra tht phai kém, thanh mong. Ho ba 1a
vira = nhiéu, duong kinh vong van 26mm.

- Chup cdng hudng tir (CHT): Khoang cac gitra 14
trudc cia VHL va 14 VBL la 10mm (loai trir kha néng
Ebstein). NP gian to kich thuéc 120*89mm. thanh TP
mong. Khong thay thim nhiém mé vao co TP.
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Hinh 1: A: Siéu am NP to,; B: Thong tim NP-TP to; C: CHT: NP-TP lon

Két lu@n: hinh dnh nghi t6i bat thwong Uhl’s, it nghi téi bénh co TP gy loan nhip (ARCV). (H.1).

Phiu thuit:

- M6 nguc duong gilta xuong ¢

- Panh gia trong md: tim to toan by NP rit to,
mong, TP to dap yéu.

- Thiét lap hé théng tudn hoan ngoai co thé
(THNCT), chay may, kep dong mach chi (PMC), chay
dung dich bao vé co tim. Mo NP va TP rat mong,
moNP, VBL mong, sinh thiét TP, NP ( H. 2).

Hinh 2: Thiwong ton danh gid trong khi phdu thudt

- Tién hanh thit dong mach phdi (DMP), dong
VBL bing miéng va nhan tao, m¢ vach lién nhi,
dong NP, 1am cdu néi TMC trén va nhanh phai
DMP. Sau khi thd kep PMC tim phai cang to,
khong dap, Spo, tut, tién hanh chay lai dung dich
bao vé co tim, thao bd miéng va nhan tao, mé DMP,
dong lai vach lién nhi, dong NP. tha kep PMC tim
dap lai, ngimg may, trung hoa protamin, dit dan
luu, dong nguc chi thép. Thoi gian chay may 140
phut, thoi gian cap PMC 57 phut.

- Dién bién trong hdi strc: thudc milrinone;
dobutamin, lasix, khang sinh, thoi gian thd may 24
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gi0, thoi gian ndm hoi strc 72 gio.

- Sau 8 ngay BN mét kho tho nhiéu, siéu am: tran
dich mang ngoai tim nhiéu, tran dich mang phdi. Dan
lru mang tim ra 500ml mau khéng déng, dan luu
mang phdi ra 500ml dich vang chanh.

- BN 6n dinh ra vién sau 20 ngay diéu tri, Spo,
100%.

Két qua giai phiu bénh:

Thiéu san co, xo hoa vach tim that phai va tim
nhi nang. M6 hoc phu hop véi Uhl’s (H. 3).
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Hinh 3: Hinh anh gidi phau bénh

- BN kham lai sau 3 thang: Lam sang: BN tinh tiép xuc t6t, NYHA II, Spo, 100% Siéu 4m: Cau nbi Glenn

Philips Healthcare

Hinh 4: Cau néi Glenn hoat dong 16t

hoat dong tot.
NGUYEN THI LIEN 25T
13-04-11-081412
+ Length
X Length
Color
1.9 MHz
Gn 70
1/1/0
Filter 2
BAN LUAN:

Dj tat Uhl’s 1a bénh 1y TBS rat hiém gip dic trung
béi su Véng mat hoan toan hoac mdot phﬁn cua l6p co
tim thanh tam that phai, ma thay vao d6 bai 16p mé xo
dan hdi khong c6 chirc ning [2], [3], [10]. Py chinh
1a nguyén nhan gy suy tim phai ning véi cac déu
hiéu phu ngoai vi nhiéu, gan to, ) truong, tinh mach
¢b ndi...BN thuong hiém khi sdng sot dén tudi truong
thanh. Viéc chin doan c6 thé dua vao siéu 4m tim
hodc chup cit 16p vi tinh (CLVT) tim hodc chup CHT
tim.[5], [9].

Céc déu hiéu siéu am tim: Budng NP, TP giin
rat 1on. Thanh tdm that phai rit mong dong déu
khoang tr 1-2 mm. Vong VBL gian rong, la van
chuyén dong trong ca thi tdm thu va tdm truong,
nhung hé VBL rat it nén c6 thé tim thiy HK trong

TP. TT hoat dong binh thuong. Vach lién thét di
dong nghich thuong [6].

Trén CLVT va CHT: TP gién to, thanh rat mong
khong thiy phan bé co hodc c¢o rat it so véi TT.
Khong thdy xam nhiém xo-m& (fibrofatty) vao
thanh TP, day 1a d4u hiéu quan trong dé chan doan
phan biét v6i bénh ly loan san TP gay loan nhip.
VBL khong loan san, vi tri cia van va vong van
binh thuong, diéu nay dé chin doan phan biét vai
bénh Ebstein. NP gian va phi dai 1a hdu qua cua
viéc TP co bép kém va tdm nhi phai ting co bop dé
c¢b gang téng mau Ién phoi [7], [9].

Mb hoc: bénh Iy Uhlls va ARVD la nhiing bénh
Iy khac nhau. Nguyén nhan ciia ARVD la sy thay thé
cia t& bao co tim boi nhing thanh phin xo-md
(fibrofatty). Trong bénh ly Uhl’s khong c6 m6é md xen
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lan, 16p ndi tdm mac va ngoai tAm mac nam song song
nhau [5], [10].

Co ché gay ra bénh ly Uhl’s dén nay chua duoc
biét rd, nguyén nhan c6 thé la dot bién gen trong thoi
ky bao thai. Bit thudng nay ciing c6 thé 1a mot khiém
khuyét di truyén, c6 thé gip di tit TP v6i cac mirc do
khac nhau trong cting mét gia dinh [7], [10]. Van d&
huyét dong co ban cta bénh 1y Uhl's 1a thiéu hodc mat
hén sy co bop cua TP, chinh vi vay TP khong con co
¢6 vai tro téng mau tir NP 1én DPMP ma chi nhu mot

ong din mau tir NP 1én DMP. Dong mau duoc dua
dua 1én phdi qua 6ng TP 1a dua vao su co bop clia NP
va sy di chuyén nghich thuong cia vach lién thét.
Théng tim s& cho thay sy tang ap luc ciia NP tuong tu
TP va BMP [7].

Ké tir khi 1an thong bao dau tién cua Uhl’s vé di
tat nay thi chi c6 8 trudng hop duoc thong bao phau
thuat thanh cong cac BN trong giai doan vi thanh
nién (infancy) va mot truong hop nam 23 tudi (a
23-year-old male with Uhl’s anomaly).

Bang 1: Piéu tri phdu thudt bénh 1y Uhl’s

L 3 Tudi Tudi Theo doi x R
Tac gia Nam | sthien | phiuthuat | (thang) Phau thuat
Ikari * 2001 3 thang 11 thang 5 Ghép tim
Yoshii® 2001 2 thang 9 thang 5 Sira chira tam thit
Azhazi! 2002 3 thang 5 thang 37 EE?“ thuat Glenn, mg vich lién
3.5 nam A1 - 3 5 5
Tanoue® 2003 2 thang 16 N0~1 Tl\;/lc BMP toan bo. Stra
2 thang chira that phai
' 1 Néi TMC-DMP toan b
Takizawa K 2009 9 thang 6 nam
Moradian M" 2010 9 tudi 9 tudi 12 Sira chita tim thét
. 1 , , Phau thuit Glenn, mo vach lién
Hoschtitzky A 2010 9 thang 13 thang nhf. tao hinh tht P
Fu-ping L° 2011 23 nam 23 nam 60 Nbi TMC-DMP toan b
Téc gia 2013 24 ndm 24 nAm Ph~au thu::;lt Glenn, mfy vach lién
nhi, tao hinh van ba la

biéu tri triéu chung cua bénh thi tuy thudc vao
muc d§ suy tim phai, tim; diéu tri noi, thude tro tim,
loi tiéu, thd oxy. Tuy nhién diéu tri ndi khoa khong
ngan can sy phat trién cia bénh néu nhu khong phiu
thuat. Piéu tri ndi khoa trude lam giam cac tri¢u
chung s& gitp cho phiu thuat sira mot phan hodc toan
bd duoc thuan loi hon. Hau hét cac tac gia gidi thiéu
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cac phuong an lya chon phiu thuat Gleen cho nhing
truong hop tang 4p PMP nang, tinh trang BN suy kiét,
tién lugng hoi strc sau md ning né. Ngoai ra c6 thé két
hop véi viéc khau nho mot phf?ln TP, phﬁu thuat stra
chira tAm that, khau VBL. Phau thuét nay ty 18 tir vong
sau mo cao nhung néu BN con sdng thi tiép tuc phiu
thuat cu ndi TMC-DMP toan b¢ [9].
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KET LUAN
Bénh 1y Uhl’s 1a mét di tat bAm sinh do mat

hoan toan hodc mot phﬁn cua co TP. Bénh dan
dén tinh trang suy tim phai nang thudng tir vong
0 giai doan tré con nho. Chan doan bénh co thé
dua vao siéu am tim, chup CLVT, CHT tim.
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