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Piic diém 1am sang, cin 1am sang va siéu am Doppler tim
¢ bénh nhan kénh nhi that ban phan

Clinical, paraclinical and echocardiographic features in patients with
partial atrioventricular septal defect

Tran Thi An*, *Bénh vien Tim Ha Noi,
Pham Nguyén Son** **Benh vién Trung wong Quan doi 108
TOm tat

Muc tiéu: Nghién ctu dac diém lam sang, can |am sang va siéu am Doppler tim & bénh nhan
kénh nhi that ban phan. Péi tugng va phuong phdp: Nghién ctu tié€n cliu, mé ta, cdt ngang. Nghién
ctu thuc hién ti thang 1/2011 dén thang 12/2014 trén 67 bénh nhan kénh nhi that ban phan va cé
chi dinh phau thuat tai Bénh vién Tim Ha Noi. K&t qua: Tudi trung vi 16 tudi (ty I& nam/nir: 1/1,16),
49,3% bénh nhan trén 16 tudi. 26,9% bénh nhan tinh c& phat hién bénh. Dau hiéu co nang thudng
gap 1a khoé thé (NYHA 11 1a ch( y&u chiém 56,7%). Dau hiéu thuc thé: Nghe tim phat hién tiéng théi
tdm thu & mom 88,1% va tiéng théi tam thu trong mdm 53,7%. 94% bénh nhan c6 hinh anh X-
quang tim phdi c6 chi sé tim nguc > 50%, dau hiéu tang tuan hoan phéi chi€m 49,3%. Trén dién tam
d6: Nhip xoang chiém 91%, 5 bénh nhan rung nhi: 7,5% va 1 bénh nhan block nhi that cap IlI: 1,5%.
Truc trai chiém 62,7%. Block nhanh phai khong hoan toan 67,2% va block nhi that cap | chiém
34,3%. Trén siéu am tim, cac tén thuong cd ban cta kénh nhi that ban phan phu hop véiy van véi
théng lién nhi 16 thd nhat réng (100%), tén thuong xé van hai 14 (97%), chi s6 budng téng/ buéng
nhan: 1,19. Tuy nhién, gia tri chan doan cac tén thuang giadi phau chi tiét van hai la va van ba la con
chua cao. Két luan: Cac bénh nhan trong nghién ctiu ctia chidng téi c6 d6 tudi trung binh kha 16n va
gan 27% la dugc phat hién bénh tinh ¢&. Phan 16n cac bénh nhan ¢é bi€u hién dién hinh trén cac
tham do can 1am sang nhu dién tim, siéu am tim.

Tir khéa: Kénh nhi that, kénh nhi that ban phan, siéu am Doppler tim.

Summary

Objective: To evaluate the clinical, paraclinical and echocardiographic features in patients with
partial atrioventricular septal defect (AVSD). Subject and method: A descriptive study, from January 2011
to December 2014, recruited 67 patients with partial transplantation having indication of surgery at
Hanoi Heart Hospital. Result: The median age was 16 years (male/ female ratio: 1/1.16), of which 49.3%
were over 16 years of age. There were 18 patients (26.9%) without obvious presentation and accidentally
discovered the disease. The most common functional sign was dyspnea with NYHA Il (56.7%). Physical
signs included systolic murmur at apex of 88.1% and systolic murmur at left sternal border of 53.7%. 94%
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of patients had chest X-rays with a cardiothoracic index of = 50%, and the signs of pulmonary
hypertension of 49.3%. On electrocardiography, the main rhythms were sinus (91%), atrial fibrillation
(7.5%) and complete atrioventricular block (1.5%). The left axis accounted for 62.7%, incomplete right
bundle branch block of 67.2% and first degree atrioventricular block of 32.8%. On echocardiography, the
primary lesions of partial AVSD were suitably described as in literature such as a large primary atrial
septal defect (100%), mitral cleft (97%), left ventricular inlet/outlet ratio 1.2. However, the role of
echocardiography in detailed diagnosis of mitral and tricuspid valve lesions was not high. Conclusion:
The patients in our study had an average age was relatively high and nearly 27% were found
accidentally. The majority of patients had typical clinical symptoms and paraclinical features in

electrocardiography and echocardiography.

Keywords: Atrioventricular septal defect, partial atrioventricular septal defect, echocardiography.

1. D4t van dé

Kénh nhi that (KNT) chiém khoang 3 - 5% cac
bénh tim badm sinh, trong d6 thé KNT ban phan
chiém 25%, dac trung bdi su thiéu hut vach héa nhi
that véi su bat thudng da dang clia van nhi that do
su két n6i khong hoan toan clla géi ndi mac trong
thoi ki bao thai. Siéu am Doppler tim la mét trong
cac phuong phap chin doan hinh anh ¢6 gi4 tri cao
trong chan doén xac dinh, phan loai, gitp xac dinh
chién lugc didu tri va 13 cdng cu vé cling hiiu hidu dé
theo déi bénh nhan. Chlng t6i thuc hién dé tai
nghién ctu nay v6i muc tiéu: Nghién cuu ddc diem
lam sang, cdn lam sang va siéu am Doppler tim & bénh
nhan kénh nhi that bdn phén.

2. Déi tuong va phuong phap
2.1.Déituong

Céc bénh nhan (BN) c6 chidn doan KNT ban
phan vao vién phau thuat tai Bénh vién Tim Ha Noi
tu thang 1/2011 dén thang 12/2014.

2.2, Phuong phdp
Phuong phap tién ctu, mé ta, cat ngang.
Tiéu chudn chon bénh

Bénh nhan dugc chadn doan xac dinh 13 KNT
ban phan, dén diéu tri tai Bénh vién Tim Ha Noi
dua trén két qua siéu 4m tim qua thanh nguc véi
cac tiéu chuan:

Thong lién nhil6 tha nhat hodc tdm nhi déc nhat.
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Van hai |4 va van ba la riéng biét nam trén cling
mat phang, khong con khoang vach nhi that nam
giGra 2 vong van.

C6 xé 14 trudce van hai la (s6 it khéng cd).

Bénh nhan ¢é chi dinh phau thuat va dugc phau
thuat slfa chira toan bo KNT ban phan tai Bénh vién
Tim Ha Noi.

Bénh nhan déng y tham gia nghién cuu.

Tiéu chudn loai trir

Bénh nhan c¢6 kém thém di tat bdm sinh tim
phuc tap khac (Fallot 4, that phai 2 dudng ra).

KNT ban phan c6 biéu hién cha héi ching
Eisenmenger (bénh nhan c¢é tim thudng xuyén, siéu
am tim thay shunt hai chiéu hodc chiéu phai - tréi la
cht y8u, thédng tim c6 stc can phéi > 10 Wood).

Bénh nhan da dugc phau thuat stta chita mot
lan, vao vién dé mé lai.

Bé&nh nhan c6 bénh néi khoa nang di kém.

Bé&nh nhan va ngudi nha bénh nhan khéng
déng y tham gia nghién cdu.

Bénh nhan khoéng dén tai kham theo hen, sé6m
hon hodc cham hon ngay hen > 1 tuan.

Cac budc tién hanh nghién ctu: Bénh nhan dugc
tham kham, khai thac tién s, kham lam sang, lam
dién tim, chup X-quang tim phdi, siéu &m Doppler tim
va cac xét nghiém theo bilan phau thuat.

2.3. Xirly s6 liéu
C4c s0 lidu dugc xt ly, chuyén d6i va phan tich
bang phan mém Stata 12.0.
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3. Két qua
3.1.Ddcdiém chung cianh6m déituong nghién ciu

Bang 1. Mét sé dic diém chung cia nhém dai
tuong nghién ciu

Dac diém (n=67) Kétqua
557
Tudi (thang) Hjjggé\:\l vi 361-95 12
Cannang (kg) I[}‘Sﬁav,l Vi 10,2(f 48

Nhdn xét: Ty 1é bénh nhan theo gidi tinh xap xi
bang nhau (ty 1& nam/ndr; 1/1,16). Bénh nhan nhé tudi
nhat 1a 4 thang, I6n tudi nhat 64 nam. DY tudi trén 16
nam chiém 49,3% va nhom nhé tudi nhat (dudi 2 nam)
chiém 22,4%. Bénh nhan thap can nhat la 4,5kg.

3.2. Mét sé ddc diém lém sang cia nhém déi
tuong nghién ciu

3.2.1. Mdt s6 ddu hiéu phdt hién bénh

Ly do phat hién bénh bao gém: Kho thé: 22,4%,
tinh c& phat hién: 26,9% va dau hiéu khac: 29,9%. Mot
bénh nhan cé thé c6 1 hoac nhiéu hon mét Iy do.
Riéng ddi v6i nhém tré < 2 tudi, ly do thudng gap nhat
la viem phé quan phdi (VPQP) tai dién va cham [én can
lan luot 1a 40% va 26,7%.

3.2.2. Mgt s6 triéu ching condng

Dau hién dau nguc va héi hop cling xuat hién &
23,9% bénh nhan. Dau hiéu mét c6 & 35,8% bénh
nhan. Dau hiéu tim khi gang suc cé & 9% bénh nhan,
khong c6 bénh nhan nao tim thudng xuyén.

Bi€u dé 1. Phan nhdm bénh nhan
theo muic dé kho thé

Dau hiéu kho thé muc dé NYHA Il thuong gap
nhat (56,7%). Khéng cé bénh nhan nao & mic NYHA
IV (Biéu d6 1).

3.2.3. M6t s6 ddu hiéu thuc thé

Mot s6 ddc diém toan than

Tan s6 tim trung vi 99 chu ky /phat (80 - 110),
nhip tim kha nhanh, dac biét v&i nhém tré em, su
khac biét gilra cdc nhém tudi 6 y nghia véi p<0,001.

Dau hiéu pht chi duéi c6 2 bénh nhan (3%). Khéng
¢6 bénh nhan nao ¢6 dau hiéu gan to, tinh mach cé
ndi. C6 5 bénh nhan c6 hoi chiing Down (7,5%).

Mot s6 ddc diém tiéng théi tai tim

DPac diém tiéng tim tai 8 van dong mach phdi:
Tiéng T2 manh & & van déng mach phéi chiém
46,3%. Tiéng T2 tach déi nghe dugc & 23,9% bénh
nhan va c6 su khac biét gira cac nhém tudi.

Pac diém tiéng théi tam thu clia hé van hai la va
h& van ba la (Biéu d6 2).

Tiéng thoi tam thu (TTT) tai moém tim ghi nhan
dugc & 88,1% bénh nhan (trong d6 cudng dd 3-
4/6 chiém 82,1%), khéng c6 su khac biét gitta cac
nhom tudi.

Tiéng TTT trong mém tim ghi nhan duoc &
53,7% bénh nhan (trong d6 cudng dé 3-4/6 chiém
41,8%), khong c6 su khac biét gilta cac nhém tudi.

o | a8
60% _"&‘.1;' i 11 9 .
40% |
20% = ﬁO -
0% -
TTT & mdm tim TTT & trong mém

= Khaong 1-2/6 = 346 m 5608
Bi€u d6 2. D3c diém ti€ng théi tam thu
clia hé van hai ld va hé van ba la

Mot s6 déic diém cdn lam sang cta nhém déi tuong
nghién cau

X-gquang tim phéi théng.

Chi s6 tim nguc I&n hon 50% & 94% bénh nhan.
Su khéc biét khong c6 y nghia théng ké gilia cac
nhom tudi. Dau hiéu tang tuidn hoan phdi gip &
49,3% bénh nhan.
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Mot s6 ddic diém dién tdm do

Bang 2. Mét s6 dic diém co ban trén dién tim

. Trén2-5 | Trén5-16 . "
Thg]g Dic dim <2 tuoi Ui Ui > 16 tudi Téng sé 0
n (%) n (%) n (%) n (%) n (%)

Xoang 15 (100) 9(90,0) 9 (100) 2(84,9) 61 (91,0)

Nhip tim | Rung nhi 0 0 0 5(15,1) 5(7,5) 0,15
Khéc 0 1(10,0) 0 0 1(1,5)
Trung gian 2(13,3) 4 (40,0) 3(33,3) 3(9,1) 12 (17,9)

Truc Tréi 7 (46,7) 6 (60,0) 4 (44,4) 25 (75,8) 42 (62,7) 003

diéntim | Phai 2(133) 0 0 4(12,1) 6(9,0) ’
V6 dinh 4(26,7) 0 2(22,2) 1(3,0) 7(10,4)

Block Khéng 5 (33,3) 2(20,0) 0 4(12,1) 11 (16,4)

nhanh | Khéng hoantoan | 10 (66,7) 8(80,0) 5 (55,6) 22 (66,7) 45 (67,2) 0,03

phai Hoan toan 0 0 4(44,4) 7(21,2) 11 (16,4)
Khéng 14 (93,3 7(70,0) 6 (66,7) 16 (48,5) 43 (64,2)

E'ﬁl‘i‘;at Cap| 1(6.7) 2 (20,0) 3(333) | 17(515) | 23(343) | 001
cap il 0 1(10,0) 0 0 1(1,5)

Nhip xoang chiém chil yéu (91%), ¢6 5 trudng hop
(7,5%) rung nhi trudc mé déu nam trong nhém trén 16
tudi, c6 1 trudng haop (1,5%) block nhi that cap Il Truc
dién tim chll yéu truc trai (62,7%). Block nhanh thudng
la block nhanh phai khéng hoan toan (67,2%).

Bdic diém siéu dm Doppler tim ctia nhém déi tuong
nghién cau
Mét s6 dic diém théng s6 chung:

Da s6 BN ¢6 EF trudc mé t6t (EF trung binh 68,3
+ 9,5%). Khong c6 su khac biét gitta cac nhdm tudi.

Ty 1& budng téng/ buéng nhan 1,19 (nho nhat la
1,08, 16n nhat l1a 1,39). Ty [é dudng kinh vong
van/chiéu dai | trugc 1,05 (t& phan vi 1 - 1,1). Khdong
¢6 su khac biét c6 y nghia thdng ké theo nhém tudi
& ca hai chi s6.

C6 98,5% bénh nhan c6 dinh vi tim théng thudng,
chi ¢6 1 bénh nhan (1,5%) cé dao ngugc phu tang véi
mom tim quay phai. Khdng cé bénh nhan nao cé bat
thudng uu thé that phai hay that trai.

Dic diém tén thuong van hai l4 (VHL), van ba 14 (VBL):

Bang 3. Mét sé dac diém gidi phau van tim trén siéu am

<2 tudi Tret:é -5 Tre?u%i- 16 > 16 tudi Téng sé
Pac diém (n=15) (n=10) (n=9) (n=33) (n=67) p
n (%) n (%) n (%) n (%) n (%)
Xé |4 truée VHL
C6 xé van 15 (100) 10 (100) 8(88,9) 32(97,0) 65 (97,0) 039
Khong xé van 0 0 1(11,1) 1(3,0) 2(3,0) ’
S6 cét co VHL dich chuyén nguoc chiéu kim déng hé
2 cot co can doi 14.(93,3) 10 (100) 8(88,9) 28 (84,9) 60 (89,6) 070
2 cot ca khéng can déi 1(6,7) 0 1(11,1) 5(15,1) 7(10,4) ’
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Bang 3. Mét s6 dac diém giadi phau van tim trén siéu am (Tiép theo)

<2 tudi Tretﬂgi -5 Tre?u%i- 16 > 16 tudi Téng sé
Dic diém (n=15) (n=10) (n=9) (n=33) (n=67) p
n (%) n (%) n (%) n (%) n (%)
Xé la vach VBL
Co xé van 3(20,0) 1(10,0) 2(22,2) 9(27,3) 15 (22,4) 078
Khong xé van 12 (80,0) 9(90,0) 7(77,8) 24.(72,7) 52 (77,6) ’
Thiéu san la vach van ba la
Co 3(20,0) 3(30,0) 1(11,1) 8 (24,2) 15(22,4) 0.6
Khéng 12 (80,0) 7(70,0) 8 (88,9) 25 (75,8) 52 (77,6) ’

Nhdn xét; Xé 1a truéc van hai la la dau hiéu thudng gap (97%), xé la vach van ba 14 it gap hon (22,4%). Da
s6 cOt co van hai la bao gém day du 2 cot co va phat trién can doi (89,6%). Khong 6 trudng hop nao chi cd

mot cot co.
Bang 4. Dac diém hé& van hai la va h& van ba la trén siéu am tim
<2 tudi Tretﬂgi -5 Tre?u%i- 16 > 16 tudi Téng s6
Pacdiém (n=15) (n=10) (n=9) (n=33) (n=67) p
n (%) n (%) n (%) n (%) n (%)
Hé& van hai la
Khong - Nhe 4(26,7) 1(10,0) 0 4(12,1) 9(134)
Vira 2(13.3) 1(10,0) 1(11,1) 10(30,3) 14(20,9) 038
Nhiéu 9(60,0) 8(80,0) 8(88,9) 19 (57,6) 44 (65,7)
Hé van ba la
Khéong - Nhe 3(20,0) 2(20,0) 0 9(27,3) 14(20,9)
Vifa 5(33,3) 4 (40,0) 5 (55,6) 7(212) 21 (31,3) 045
Nhiéu 7(467) 4 (40,0) 4 (44,4) 17 (51,5) 32 (47,8)
Nhdn xét: H& hai 14 nhiéu chiém tsi 65,7%, con hé van ba la nhiéu cling chiém téi 47,8% bénh nhan.
Bdic diém cdc tén thuong vdch tim va shunt trong tim
Bang 5. Dac diém cac 16 théng vach tim va shunt truéc mé
<2 tudi Trén 2 -5 tudi Tre:lu%i- 16 > 16 tudi Téng s6
Dic diém (n=15) (n=10) (n=9) (n=33) (n=67) p
n (%) n (%) n (%) n (%) n (%)
Shunt thong lién nhi (TLN) 16 tha nhat
Trai - phai 14(93,3) 10 (100) 9 (100) 30 (90,9) 63 (94,0) .
Hai chiéu 1(6,7) 0 0 3(9,1) 4(6,0)
Puong kinh TLN 16 thd nhat (mm)
Trung vi 13 10,8 25 295 22 <001
Tu phan vi 10-24 10-175 195-42 21-396 13-33 ’
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Nhdn xét: 100% bénh nhan ¢6 TLN [6 thi nhat v&i dudng kinh trung vi 22mm (nhé nhat ¢c6 dudng kinh
6mm, I6n nhat téi 60mm). C6 6 trudng hop c6 dang tam nhi ddc nhat.

Shunt théng lién nhi cht yéu shunt trai - phai (94%), tuy nhién cling c6 4 trudng hgp (6%) thay shunt 2
chiéu nhung khong thudng xuyén. Mot dic diém khac trong KNT ban phan |a shunt that trai - nhi phai gap &
7 bénh nhan (10,8%).

Bang 6. Dac diém dudng kinh TLN 16 thi nhat theo nhém ap luc déng mach phdi (AL DMP)

Nhém AL PMP Puong kinh TLN tién phat
(mmHg) Trung vi Td phan vi Min - Max p
<30 11 10-15 6,5-36
31+39 19,3 12-35 10-45 0.05
40 + 59 22,5 16-30 6- 60 ’
= 60 26 175-395 9,5-49
Nhdn xét: Nhém tang ap DMP (TADMP) nhiéu hon ¢6 dudng kinh TLN 16 thi nhat 16n hon.
Mot s6 théng s6 huyét dong
Bang 7. Dac diém ap luc DMP tam thu truéc mé
ALDMPTT <2 tudi Trén2-5tudi | Trén5-16tudi | > 16 tudi Téng sé
(mmHg) (n=15) (n=10) (n=9) (n=33) (n=67) p
X n (%) n (%) n (%) n (%) n (%)
<30 1(7,) 4 (40,0) 1(11,1) 3(9,1) 9(136)
31+39 2 (14,3) 1(10,0) 3(33,3) 6 (18,2) 12 (18,2) 026
40 + 59 9(64,3) 2 (20,0) 3(33,3) 12 (36,4) 26 (39,4) !
> 60 2 (14,3) 3(30,0) 2(22,2) 12 (36,4) 19 (28,8)
Nhdn xét: C6 9 bénh nhan (13,6%) khdng c6 TADMP truéc mé, TADMP nhiéu chiém 28,8%, TADMP viia

chiém 63,6% bénh nhan. ALDMP tam thu trung vi la 43,3mmHg, ALDMP tam thu nho nhat la 25mmHg va
I&n nhat dat 108mmHg.

Bang 8. Dac diém luu luong tuan hoan hé théng va tuan hoan phéi

. R .. | Trén5-16 . . -
g <2tudi Trén 2-5tubi tudi > 16 tuoi Tong s6
Piic dié uoi
acciem (n=15) (n=10) (n=33) (n=67) D
Qp/Qs (n=9)
n (%) n (%) n (%) n (%) n (%)
<1 0 0 0 0 0
1-2 1(7,1) 5(50,0) 1(11,1) 11(33,3) 18 (27,3) 0,06
>2 13(92,9) 5(50,0) 8(88,9) 22 (66,7) 48 (72,7)

Ty 1é Qp/Qs cao véi trung vi 2,6 (tG phan vi 2 - 3,7, gia tri nhé nhat 1a 1,3 va lén nhat 1a 7,0).

Mot dac diém khéac la chénh ap trung binh qua VHL va chénh &p téi da dudng ra that trai (DRTT) khong
vuot qua 5SmmHg truée mé cling chiém 85,1%.
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Bang 9. Pac diém chénh &p qua van hai la va dudng ra that trai

<2 tudi Tretn 2-5 E%e? 5 | > 16wsi Téng sé
Thongss | Pacdiém | (n=15) | :"1'0) o :“;)' (n=33) | (n=67) D
n (%) n (%) n (%) n (%) n (%)
s 13 6 9 29 57
(86,7) (60,0) (100) (87,9) (85,1)
Chénh ap 2 4 4 10 011
trung binh | 5+ 10 (13.3) (40,0) 0 (12.1) (14,9)
?;?%’?HZ"’;' Trung vi 25 4.4 32 3 3 013
Td phan vi 12-4 23-6 | 23-33 2-33 2-38
Min - Max 1-55 22-65 1-38 1-8 1-8
s 12 8 8 29 57
(80,0) (80,0) (889) (87,9) (85,1) 08
Chénhép | .« 3 2 1 4 10
t6i da BRTT (20,0) (20,0) (11,1) (12,1) (14.9)
(mmHg) Trung vi 35 39 4,1 3,8 3,7 050
Td phan vi 28-38 | 32-49 | 31-42 3-42 3-42 ’
Min - Max 23-51 | 28-61 | 21-65 2-73 2.73

M6t dac diém khac la chénh ap trung binh qua
VHL va chénh ap t6i da BRTT khéng vuot qua
5mmHg truéec mé cung chiém 85,1%.

4. Ban luan

4.1. Ddc diém chung cia nhém déi tuong
nghién cifu (Bang 1)

Trong nghién cdu cla chung téi ty 1& nam/nd la
1/1,16. Ty 1& nay tuong duong véSi nghién cdu cla
mot s tac giad trong va ngoai nuéc. Nghién clu cla
DPao Quang Vinh [3] ty 1& nam/n(r la 1,18. Tudi trung
vi clia cac bénh nhan trong mau nghién cudu la 16
nam, bénh nhan nhé tudi nhit 4 thang va bénh
nhan I6n tudi nhat 64 nam. Ty 1& bénh nhan trén 16
tudi 1a 49,3%, déi tuong bénh nhan 16n tudi ngoai
nhing bat thudng bdm sinh con kém theo céc tén
thuong tién trién theo thdi gian (gian budng tim,
suy tim...). Phat hién bénh tim bam sinh muén la
mot dic trung phé bién trong diéu kién clia nudc ta
mac du ching ta da trién khai mé tim hé trén 20
nam. Trong nghién ctu cla tac gia Nguyén Thi Mai
Ngoc [1] v&i déi tugng la bénh nhan TLN tha phat
[1], tudi trung binh cGia bénh nhan la 28,07 + 15,21

(ndm), nghién ctu cta Dao Quang Vinh [3] véi doi
tuong |a bénh nhan KNT ban phan, tudi trung binh
[ 16 tudi (3 thang - 48 ndm), nhém bénh nhan trén
16 tudi ciing chiém 40,4%.

4.2. Mét sé ddc diém ldm sang cia nhém déi
tuong nghién ciu

Ly do phat hién bénh phong phu. Riéng déi véi
nhom tré < 2 tudi, ly do thudng gap nhat |a VPQP tai
dién va cham lén can lan lugt la 40% va 26,7%, phu
hop véi sinh ly bénh tim badm sinh khéng tim cé
tang luu lugng mau lén phédi. Nghién ctu clia Dao
Quang Vinh [3] ¢6 gan 1/3 bénh nhan cé tién su
VPQP tai dién, cao hon nghién ctu clia ching téi.
K&t qua nay cling tuong tu cac nghién cru bénh tim
bam sinh cla cac tac gia trong nudc: Ty 1é cham 1én
can 1a 21,4% trong nghién cu cla tac gia Nguyén
Thi Thu Thay vé bénh Ebstein [2], 15,8% trong
nghién cu cla tac gia Nguyén Thi Mai Ngoc [1].

Vé dau hiéu co nang, n6i bat Ia triéu ching khé
thé. Trong nghién cdu clia ching té6i nhém bénh
nhan cé NYHA Il chiém 56,7%, NYHA Ill chiém 1,5%.
Khéng c6 trudng hop nao & mic NYHA IV (Biéu do
1). Trong nghién ctu cta Dao Quang Vinh [3] da s6
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bénh nhan & mudc NYHA Il (48,3%), ¢6 1,1% bénh
nhan & NYHA IV.

Vé dau hiéu toan than: KNT dédc biét hay phéi
hop v6i hoi ching Down, dac biét thé toan phan.
Nghién cdu chung téi c6 5/67 (7,5%) bénh nhan cé
héi ching Down. Nghién ciu vé phau thuat KNT
ban phan cta Shinebourne va cong su (CS) [13] ty &
¢6 hoi chiing Down chiém 10%. Trong khi d6 nghién
clu clia tac gia O’ Sullivan va CS [11] cho thay ty lé
phéi hgp kha cao la 56,8% & Ireland - dat nudc co ty
|é tré sinh ra c6 ty Ié Down cao nhat chau Au (gan
gap doity lé chung).

Nghe tim la mot dau hiéu quan trong trong
kham sang loc bénh Iy tim bdm sinh néi chung va
KNT ban phan néi riéng. Trong giai doan dau clia
KNT ban phan cé thé nghe thay tiéng TTT nhe qua
van dong mach phdi do ting luu luong mau lén
phdi. Tiéng T2 tach déi khong thay déi theo nhip
thd do su chénh léch thagi gian md van ddéng mach
chll va van déng mach phéi so véi binh thudng,
tiéng T2 phdi manh do TADMP. Nghién ctu cla
chung t6i c6 t6i 46,3% bénh nhan dugc ghi nhan cé
T2 ph8i manh va 23,9% cé T2 tach dbi, chiing té tinh
trang TADMP 16 rang & nhém bénh nhan. Théng s6
nay lan luot 1a 48,3% va 26,9% trong nghién ctu clia
tac gia Nguyén Thi Mai Ngoc [1], trong bénh thong
lién nhi tha phat, mét bénh cé sinh ly bénh va bénh
canh tuong tu KNT béan phan.

Tiéng TTT & mém thudng thé& hién muc dé hé
VHL (HoHL) tr viia tré 1én 1a mét dau hiéu c6 gia tri
gitp dinh hudng chan doéan cling nhu du béo tinh
trang bénh. HoHL va shunt that trai - nhi phai khéng
phai 13 dau hiéu gap & tat ca cac bénh nhan kénh
nhi that ban phan, tuy nhién, néu c6 sé gay anh
hudng dén dién bién bénh. Trong nghién cdu nay,
tiéng thdi tam thu véi cudng do kha 16n 3-4/6 clia
HoHL gdp & 82,1% bénh nhan, minh ching tinh
trang HoHL déng ké (tac gid Pao Quang Vinh xac
dinh ¢4 100% bénh nhan c6 théi tam thu & mém).
Khi c6 gian buéng tim phai nhiéu gay gian vong van
ba la (VBL) hodc tén thuong thuc thé VBL (thiéu san,
xé van) c6 thé nghe thay tiéng TTT trong moém.
Trong nghién ctu nay, TTT clia h& van ba la (HoBL)
ghi nhan & 53,7% bénh nhén, khoang 2/3 trudng
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hop ¢c6 cudng do tiéng théi 3-4/6 thé hién muc do
hé kha ré rang (Biéu do 2).

4.3. Mét sé ddc diém cdn lém sang cia nhém
déi tuong nghién ciru

Ddic diém X-quang tim phdi

Cac bién d6i trén phim X-quang tim phéi &
bénh nhan KNT ban phan khéng phai 1a dau hiéu
dac trung ma la dau hiéu chung cho cac bénh c6
tang luu lugng mau I&n phéi. Nhém bénh nhan cla
ching toi ¢6 t6i 94% bénh nhan c6 chi s6 tim nguic >
50%. Béng thai dau hiéu tang tuan hoan phdi cling
gap G 49,3% bénh nhan. Tac gida Nguyén Thi Mai
Ngoc [1] thdy 74,4% c6 biéu hién ting tuan hoan
phdi. Nghién ctiu clla Waqar va cong su [14] cac
bénh nhan KNT ban phan véi tudi trung binh 14,67
+ 7,96 (nam) con hinh anh boéng tim to va dau hiéu
tang tugi mau phaéi rd trén phim X-quang nguc.

Ddc diém dién tam dé

Dién tim clda bénh nhan KNT c¢é nhiing dac
trung riéng, duoc giai thich bdi cac bat thuong vé
giadi phau cla duong dan truyén cing nhu cac
khiém khuyét vach tim. Trong bénh ly KNT, nat nhi
that va bo His thudng nam thap hon vé phia sau
dudi so véi vi tri binh thudng. Nghién cdu clia ching
t6i (Bang 2) quan sat thdy 91% bénh nhan cé nhip
xoang, tuy nhién & nhém > 16 tudi c6 5 trudng hop
rung nhi va 1 bé&nh nhan block nhi that cap Il khdng
triéu chung. Truc dién tim chd yéu la truc trai
(62,7%) nhung cling c6 th& gap truc trung gian
(17,9%), truc phai (9%), truc v6 dinh (10,4%), cho
thay su phong phu cta hinh anh dién tim & bénh
nhan KNT ban phén. Block nhanh phai gap & 83,6%
bénh nhan (trong dé block nhanh phai khbng hoan
toan la 67,2%). Block nhi that cap | ciing thudng gap
Vv3i 32,8% bénh nhan. Cac dau hiéu nay khéng ¢é su
khac biét c6 y nghia gita cdc nhoém tudi, trir thong
s6 nhip tim nhanh hon ¢6 y nghia & nhém tré em so
vGi ngudi 16n, két qua nay 1a binh thudng. Cac két
qua nay cing phu hop véiy van [4], [6], [7].

4.4, Ddc diém siéu aGm Doppler tim ciia nhém
déi tuong nghién ciu

Chung t6i danh gia EF theo phuong phap
Teicholz la mét phuong phap lugng gia nhanh va
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khéa chinh xac chic nang that trai. Nhin chung EF
trudc mé clia bénh nhan tét, diéu nay cting phu hop
vai tinh trang kho thé tru6c mé cha bénh nhan
(khong ¢6 bénh nhan nao ¢ NYHA V) va la mét dau
hiéu tién luong tot cho viéc phau thuat tim.

Ty Ié bubng téng/budng nhdn hay su bién déi cta
dudng ra thét trdi

D6i véi tim binh thudng, chiéu dai buéng téng
va budn nhan that trai tuong duong nhau (ty 1& xap
xi bang 1). Trong bénh KNT chiéu dai buéng tong
thudng dai hon budng nhan do vong van hai 14 bam
thap han, trén cing mét mat phang véi vong van ba
14, dong thoi dudng ra that trai nho 1én trén va cao
hon binh thudng. Ty 1& budng téng/budng nhan la
1,19 (nhé nhat 1,08 va I6n nhat 1,39) va khéng ¢6 su
khac biét gitta cdc nhom tudi. Pay 1a mot chi s6 dé
dang thuc hién va dac trung cho bénh KNT, vi vay
nén dugc dua vao quy trinh siéu am tim thudng quy
déi véi bénh KNT [4], [6], [13].

Bdic diém van hai ld va van bald (Bang 3, Bdng 4)

Tinh trang giai phau ctia VHL va VBL, cling nhu
muc dé hé van la méi quan tdm cla cac bac si diéu
tri cing nhu phau thuat vién, viéc mé ta cang chinh
xac va chi tiét cang tét, giup phau thuat vién dinh
hudng vé mat ky thuat cling nhu tién lugng két qua
[6], [8].

Xé 13 truéc VHL véi déac diém vi tri xé van hudng
vé phia vach lién that chinh la diém dac trung cla
bénh KNT. Trong nghién clu cla chdng téi, tinh
trang xé la truéc VHL quan sat thiy & 65/67 (97%)
bénh nhan va chi c6 2 trudng hop khoéng thay xé
van. Nghién ctiu cla tac gia Pao Quang Vinh [3] ty |é
xé1a truéc VHL 12 92,1%.

Bénh KNT ban phan cling cé dac trung vé su
dich chuyén cét co VHL ngugc chiéu kim déng hé,
c6 thé c6 du hai cot co phat trién déng déu hodc c6
mot cdt ca uu thé hon, mét cot co thidu san, hodc
tham chi chi c6 mét ¢6t co. Trong nghién cdu cla
chung t6i khong cé trudng hop nao ¢6 1 ¢t co VHL.

Vé t6n thuong thuc thé cta VBL trong bénh
KNT cling bao gém mot s6 dac trung nhu xé |4 vach
VBL, thiéu san |4 vach VBL. Trong cac nghién ctu
nuGc ngoai ma chdng téi tim hiéu hau nhu khéng

dé cap dén van dé hé VBL, ¢6 thé do déi tuong bénh
nhan cda ho thudng la tré em, that phai thuong
chua gian dén muc dé gian vong VBL, vi vy HoBL
khong phai la van dé can quan tam. Tuy nhién, trong
nghién ctu cla ching toi c6 mot ty l1é dang ké bénh
nhan c6 dau hiéu TTT trong mém nghi dén HoBL va
ching to6i van danh gia VBL mot cach thusng quy.
Két qua cho thay, xé VBL quan sat ducc & 22,4%
bénh nhan va thiéu san 14 vach VBL trén siéu am la
22,4%.

Vé muc do hé van nhi thét, ching t6i thay muc
dé hé van hai |4 va ba la trong nghién ctu nay tuong
tu nhu nghién cdu ctia BPao Quang Vinh [3], trong dé
muc d6 HoHL nhiéu chiém 65,7% va HoBL nhiéu
chiém 47,8%, khong hé hodc hé VHL nhe chi chiém
13,4% va HoBL nhe chiém 20,9%. Tac gia Waquar va
cong su [14] v6i 103 bénh nhan tudi trung binh
14,67 nam cho thay trudc mé ty 1& HoHL nhiéu va
vUa lan luot la 12,5% va 47,5%, thap hon nhiéu so
vdi nghién cliu cla chung toi.

Ddc diém tén thuong vdch tim va shunt trong tim
(Bang 5)

TLN 16 tha nhat 1& mét tidu chuin bt budc
trong chan doan KNT ban phan, trong nghién ctu
c@la chuing t6i khéng cé bénh nhan nao bi bé sét tén
thuong nay (trong nghién ctu ctia Pao Quang Vinh
[3] ¢6 2,2% bénh nhan bi bé sét tén thuong va dan
dén chéin doan sai). 94% bénh nhan c6 shunt tréi -
phai rd, c6 6% bénh nhan c6 shunt 2 chiéu (khéng
thudng xuyén). Bang 6 cho thdy méi lién quan gida
dé 16n cta 16 TLN va muic dé TADMP kha chat ché.
Tuy nhién tac gia Nguyén Thi Mai Ngoc [1] cling
nhan thay nhém bénh nhan TLN tha phat ¢6 tang ap
PMP c6 dinh (hoi chiing Eisenmenge) cé ap luc DPMP
cao hon nhém TLN thd phat di mé nhung dudng
kinh TLN lai nhé hon. Diéu nay cho thdy su anh
hudng téi ap luc DPMP khong chi don thuén 13 kich
thudc cia 16 théng.

Bdic diém dp luc déng mach phéiva chisé Qp/Qs

Siéu am Doppler tim 1a mét phuong tién chan
doan khéng xam nhap va mang dén cac théng s6
huyét déng hiu ich trong thuc hanh 1dam sang. KNT

25



JOURNAL OF 108 - CLINICAL MEDICINE AND PHARMACY

Vol.14 - N°1/2019

ban phan la mét trong cac bénh tim bam sinh can
danh gia cu thé cac thong sé huyét dong.

Trong nghién clu cha chidng téi, c6 9 bénh
nhan (13,6%) chua c6 TADMP trén siéu am Doppler
tim, TADMP nhe, vlia va nang lan luct [a 18,2%,
39,4% va 28,8%, khéng cé su khac biét gilra cdc
nhém tudi (Bang 7). Tac gia Waqar va CS [14] phan
tich & nhém bénh nhan c6 tudi trung binh 14,67
(ndm) cho thay c6 7,5% bénh nhan ting ap BDMP
nang va 57,5% bénh nhan c6 TADMP vua. Trong khi
dé6, nghién cttu 6 nhom bénh nhan it tudi hon, trung
binh 4,6 nam, tac gia Najm [10] cho thay trung binh
cla ap luc DMP tam thu khéng cao 20,4 + 1TmmHg.

Luu lugng mau lén phéi nhiéu ciing dugc thé
hién bdi chi s6 Qp/Qs véi trung vi 2,6 (2 - 3,7), 16n
nhat la 7,0 va chdng téi cing khong thay su khéac
biét giia cac nhém tudi (Bang 8). Tac gia Nguyén Thi
Mai Ngoc [1] trong danh gia vé bénh TLN thi phat
cling nhan thay trung binh ty 1é Qp/Qs kha cao (3,08
+ 1,61) thé hién ré hau qua cla tang luu lugng mau
l&n phdi. Nghién ctiu clia tac gia Gatzoulis va cdng
su [9] trén déi tugng kénh nhi that ban phan & ngusi
I6n cling cho céac két qua tuong tu, véi ALDMP tam
thu trung binh 46,1 + 13,5mmHg (nhé nhat 1a 18 va
|6n nhat |14 80). Chi s6 Qp/Qs cling ¢c6 su tuong déng
vGi ALDMP, Qp/Qs trung binh 3,1 + 0,6.

Ddic diém chénh dp qua VHL va dudng ra thdt trdi

Panh gia chénh ap trung binh qua VHL va tai
PRTT theo thdi gian ti trudc mé dén qua trinh theo
dbi sau nay 13 can thiét dé danh gia tinh trang HHL
va hep PRTT [6], [8]. Trong nghién ctu clia chung toi
¢6 14,9% bénh nhan ¢6 chénh ap trung binh qua
VHL truéc mé = 5mmHg (I6n nhat [a 8mmHg). Theo
quan sat trén siéu am tim qua thanh nguc, ching toi
khéng nhan thay cé ly do thuc thé ndo dan dén tinh
trang nay (nhu van hai la hinh du, vong van hai 14
nhé...). Chénh &p t6i da DRTT = 5mmHg (t6i da
7,3mmHg) & 14,9% bénh nhan va khdéng c6 su khac
biét gitta cadc nhém tudi, cho thay su gia ting nhe tai
PRTT ma khoéng thay cac nguyén nhan khac nhu
vong xo duédi van DMC. Tac gid Aubert [5] nhan thay
viéc khéng c6 hep dudng ra that trai lién quan dén
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ty 16 mé lai thap sau phiu thuat lan dau & bénh
nhan KNT ban phan.

5. Két luan

Nhém bénh nhan KNT ban phan trong nghién
ctu clia chung tdi ¢6 phé tudi réng véi tudi trung vi
192 thang (nhé nhét 4 thang, I6n nhat 64 tudi),
trong dé nhém tudi > 16 tudi cao chiém 49,3%
nhém nghién cdu.

D4u hiéu kho thé danh gia theo NYHA kha
thudng gap (56,7%).

Dau hiéu tiéng thdi tam thu clla HoHL va HoBL
kha thudng gap la dau hiéu chi diém tot trén lam sang.

X-quang tim phdi: Chi s6 tim nguc trén 50% va
tang tuan hoan phdi thudng gap ¢ gia tri ggi y
bénh tim bam sinh c6 luéng shunt trai - phai.

Pién tim véi cac dau hiéu dac trung truc trai,
block nhanh phai khéng hoan toan, block nhi that
cép | c6 y nghia gai y chan doan bénh KNT.

Sidu &m tim c¢6 gia tri chdn doan KNT béan phan
cao (100% pht hap véi chan doan khi mé).

Cac tén thuong co ban trén siéu &m tim bao
gém: TLN 16 thi nhat (100%), xé VHL (97%), hai van
nhi that trén cing mat phdng (100%). Tinh trang
ting 4p DMP truéc mé gip & 86,4% bénh nhan,
trong d6 ap luc DMP tam thu trung vi la 43,3mmHg.
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