Chuong 38 : Chuyén vi dai dong mach cé sira chira
Pinh nghia, phd bénh va tv 1§ mic moi

Chuyén vi dai déng mach co sira chita (C-TGA), cdn dugc goi chuyén vi dai déng
mach dugc sita chira bam sinh hoac chuyén vi dai déng mach “duge sira chira” vé mat
sinh 1y, 14 mot di tat tim hiém gap, ddc trung béi su bat tvong hop nhi that va bat
trong hop that-dai dong mach. Bt tuemg hop nhii thit ¢6 nghia Ja nhi phai vé mat hinh
thai duoc nbi vai thét trai vé& mat hinh thai bai van hai 14 va nhi teai v& mit hinh thai
duoc ndi voi that phai vé mat hinh thai béi van ba la (Hinh 38.1) (1). Bét twvong hop
thit-dai dong mach c6 nghia la cac dai dong mach bi chuyén vi véi dong mach phdi
két ndi v6i that trdi v& mat hinh thai va déng mach cha két ndi véi thit phai vé mat
hinh thdi (1). Trong phén 16n cic truémg hop C-TGA, dong mach chd nam truéde va
bén trii ciia dong mach phéi (L-malposition cua ddng mach chu), vi C-TGA trude day
duge goi 1a L-TGA hodc levo-TGA. Pidu quan trong cin hru y la trong C-TGA, két
ndi tinh mach-nhi binh thuéng, véi tinh mach cha trén va dudi ¢ vé nhi phai va cac
tinh mach phéi dé vé nhi trai. Sur bit twong hop ca ting nhi - thét va that - dai déng
mach trong C-TGA dan dén su bu trir huyét dong trong d6 mau tinh mach hé thng db

vao ddng mach phéi va méau tinh mach phéi ¢d vao ddng mach chu.

C-TGA xéy ra & khoang 20% tong s6 trudng hop TGA, ty 1é hién méc i 3/100.000 tré
sinh séng va chi chiém dudi 1% cac bénh tim bam sinh (1-3). Nhu trudng hop cia D-
TGA, C-TGA thuong gip hon o nam gidi. C-TGA c¢6 nguy co tai phat kheang 2% &
nhimg ngudi thin tnwe hé (4) va duoc cho 1a do vong trdi bét thuong (thay vi vong
phai binh thuéng) cia éng tim béng that trong qua trinh hinh thanh phoi thai. Phd
bénh rgng, va C-TGA don déc [d ngoai 1€ vi nd chi duge ghi nhan trong 9% dén 16%
trudng hop (5-7). Céc di tat tim lién quan 14 tiéu chuan va phd bién nhit bao gdm
thong lién thdt (VSDs), téc nghén duomg ra dong mach phdi, bat thuong van ba 14,
dextrocardia/mesocardia va ri loan nhip (5-11) (Bang 38.1). Trong mdt s trwang

hop C-TGA kém dextrocardia hode situs inversus, nhi phai ¢6 thé nam bén trai, véi su
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bt trong hop kép cha thit va dai dong mach. Su s&p xép trong khéng gian cua cac dai
ddng mach & cac tinh trang nay giéng voi D-TGA. Do dé, didu quan trong la khéng st

dung thuat nglr L-TGA nita mé nén sir dung C-TGA.

Corrected Trangposition of the Great Arternies

Graat vasssln in
paralel crientalion

Swdtchoct vertnolos

Hinh 38.1: Hinh v& gian d6 chuyén vi dai dong mach ¢o st chia (C-TGA) cho thay
giai phiu mat cat bdn budng bét thudng véi su bit twong hop nhi thit. Tam nhi phai
(RA) duoc két ndi bit thuang qua van hai 4 véi tim thit tedi (LV), va tim nhi trai
(LA) duoc két ndi bat thudmg qua van ba 14 v&i tdm thét phai (RV). Ngodi ra, c6 sur bt
twong hop that-dai déng mach vai déng mach chd (Ao) xuat phat tir RV v& mat hinh
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thai va déng mach phdi (PA) XUt phat tr LV vé mat hinh thai. Cac dai dong mach
chay song song vdi nhau, véi Ao & phia trudc va bén trai PA. Xem vin ban dé biét

thém chi tiét.

Bing 38.1 + Chuyén vi dai dong mach cé sira chira (¢-TGA): Di tit trong tim di

kém ¢ series thai nhi va tré em

Di tat tim Series thai nhi (%) Series tré em (%)
Khong 13 9-16
Thong lién thét 70 70-84

Tic nghén déng mach phéi 40 30-50

Di tit van ba la 33 14-56
Dextrocardia/mesocardia 17 25

Thiéu san that 17 NA

Block tim hoan toan 13 12-33

Bat thuong cung déng mach chu 10 13

Nhip tim nhanh vao lai 7 6

NA, khong ap dung.

Modified from Paladini D, Volpe P, Marasini M, et al. Diagnosis, characterization and
outcome of congenitally corrected transposttion of the great arteries in the fetus: a
muiticenter series of 30 cases. Ultrasound Obstet Gynecol. 2006;27:281-285, with

permission.
Cic diu hidu trén siéu am
Thang xam

Xac dinh situs binh thuéng va vi tri cia tim trong 16ng ngue li nhimg bude dau tién
trong qua trinh dénh gia tim trude sinh. Chin doan C-TGA chu yéu dua vao viée nhin

biét sir bét tirong hop nhi that, co thé duoc ghi nhan néu danh gid theo timg doan tuan
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tur cia tim thai (xem Chuong 6). Manh mdi dau tién vé sur hién dién cia C-TGA 1a mét
bubng tim “hinb thanh mém” phia truéc véi cac dic didm gidi phiu cia that trai
(Hinh 38.2 va 38.3). Nhan biét dac diém giai phau cia cic budng tim la cuc k¥ quan
trong vé kha ning xac dinh sy bat tuong hop nhi thit (xem Chuong 7). Mit cit bén
budng cho phép danh gia hinh thai that dién hinh (Hinh 38.2 dén 38.5). Trong C-
TGA, nbi trdi 43 vao thit phai vé mat hinh thai, nim & bén trai va phia sau. Thit phai
vé mat hinh thai ¢6 thé duoc nhan biét qua giai phau dac trung cia no, bao gdm dai
diéu hoa ndi bét, van nhi that bam vio mom, phin ddy ching van nhi thit bam truc
tiép vao vach lién that, b& mat ndi tim mac khong déu va co hinh tam giac hon. (Hinh
38.2 dén 38.5). Trong C-TGA, nhi phai d6 vao thét trai v& mat hinh thai, nim bén phai
va phia trude. Hinh thai that trai ¢6 thé dwoc nhén biét boi giai phiu déc trumg ciia né,
bao gdm bé mat nhan dién hinh, hinh dang thudén dai hon va hinh thanh mom tim
(Hinh 38.2 dén 38.5). Situs inversus duoc ghi nhin trong 5% truang hop C-TGA, va
dextrocardia/mesocardia gap trong khodang 25% truong hop C-TGA (Hinh. 38.6).
Pénh gia cac dudng ra cho thiy sur bit tuong hop thit-dai déng mach véi déng mach
phdi, duroe nhéan biét béi sy chia nhanh cia nd, xut phét tir that trai vé mat hinh thai &
bén phai va déng mach ch xuat phat tir thit phai vé mit hinh thai & bén trai va hudng
di chay song song véi dong mach chi & trude va bén trai dong mach phdi (Hinh 38.7).
Diéu tha vi la déng mach phdi xudt phat tir that bén phai ¢é hwdéng di sang bén trai
(Hinh 38.7B va 38.8), va thuong rat kho xdc dinh déng mach ¢hd nam trude va hudng
di cta nd ciing sang trai trir khi ¢& ging lay mit cit doc hoic s dung Doppler mau. O
mit cit ba mach mau-khi quan, chi thidy mdt mach 1én duy nhat (Hinh 38.9), nhu
duoc md ta trong D-TGA (xem Chuong 37), nhung diéu thi vi 1a L-malposition cia
cac dai dong mach, déng mach chu va tinh mach chu trén { SVC) ¢ xa nhau (Hinh
38.9), mot dac diém khac biét tir mat ¢t ba mach mau-khi quan trong D-TGA. Trong
mét s6 truomg hop C-TGA dom doc, gidi phiu bét thuong cta cac dai ddng mach duoc
nhén bié dau tién va sau d6 kidm tra toan dién tim cho thay su bat thudng & mat cét

bén budng. Trong cic trusng hop C-TGA kém theo cac di tit trong tim khéc, mit cét
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bén budng dudmg nhur ¢6 vé bt thirong va thudng 14 1y do chinh dé chuyén vién siéu

am tim thai (5,6).

Abtloventricuty Discortiancs in C-TOA

—— -

Hinh 38.2: Hinh v& gian db (A) va mat cit bn budng tir mom (B) & mét thai nhi véi
chuyén vi dai déng mach c6 sta chita (C-TGA) cho thay su bit tuong hop dién hinh
ciia cac két ndi nhi thit, TAm nhi & vi tri gidi phdu binh thudng, nhung tam that trai
(LV) va van hai 12 (MV) nam & bén phai két n6i véi tim nhi phai (RA), trong khi van
ba 14 (TV) cam vé phia mém hon va tuong Gng cua nd, tdm thét phai (RV) nam & bén
trai két n6i véi tAm nhi trdi (LA). Luu y ring mom tim duoe hinh thanh béi LV & bén
phai va dai diéu hoa (MB) (mili t&n 1én) duoc phat hién trong RV & bén trai. Ao, dong

mach chu; L, trdi; R, phai.
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Hinh 38.3: Hinh vé gian d (A) va mat cit bn budng tir mém & 5 thai nhi khac nhau
vol chuyén vi day dong mach cé stra chira (C-TGA) va levocardia cho th'fiy sy bat
twong hop dién hinh cua cac két ndi nhi thit. TAm nhi & vi tri giai phau binh thudng,
nhung tam that tedi (LV) va van hai 1a (MV) nam & bén phai két ndi véi tdm nhi phai
(RA), trong khi van ba 1a (TV) cim vé phia mom hon va twong mg cia no, tam thit
phai (RV) nam & bén trai két ndi voi tam nhi tréi (LA). Litu v ring RV & bén trai cho
thiy dai didu hoa (MB). Théng thuong, ¢o thdng lién thit (VSD) va ¢ thé duoc nhin
thdy nhu & thai nhi trong mat cit C. Hiém khi, nhur dugc thay & thai nhi F, TV (hai

mai tén) cim vao vach vé phia mom hon trong RV, goi ¢ di tat Ebstein "bén trai".
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Normal Heart with Atrioventricular Concordance

Hinh 38.4: Hinh vé gian db (A) va mit cit bon budng tir bén tuong ing (B) & thai nhi
binh thuong. Luu ¢ (A, B) c6 su tuong hop trong két ndi nhi that voéi tam thét phai
(RV) két ndi voi tam nhi phai (RA) va duoc nhan biét bai day ching van ba l4 (TV)
cim véo thanh tam that phai & mom va dai diéu hoa (MB) (mii tén 16n) & mom cua
no. Tam thit trai (LV) (A, B) két ndi véi tdm nhi trai (LA) va dugc nhén biét bai su
bam dién hinh cta day ching vao co nhii cia van hai 1a (MV) (vong tron) ma khong

bam vao thanh tu do.
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C-TGA Wt Anovenincuder Dinoorsncs

Hinh 38.5: Hinh v& gian d6 (A) va mit cit bdn budng tir bén tuong tmg (B, C) & hai
thai nhi vai chuyén vi dai dong mach ¢6 stra chira (C-TGA}). Luu ¥ (B, C) ¢6 su bt
twong hop nhi that véi tim thit trai (LV) két ndi véi tim nhi phai (RA) va tim that
phai (RV) két ndi véi tam ohi trai (LA). Luu y dai diéu hoa (MB) trong RV & bén trai.
Cing lwu y su ¢im cia céc day ching, gillp xac dinh gidi phiu tam thit (xem Hinh
38.4). L, trdi; R, phai.

.
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Dextrocardia in C-TGA

Hinh 38.6: Hai thai nhi (A, B) vé&1 chuyén vi dai déng mach co6 sura chira (C-TGA) va
dextrocardia. Ly ¥ rang truc tim huéng sang phai (R) trong cé hai trudmg hop. Ca hai
truomg hop déu co béat twong hop nhi that dién hink véi sy khac biét nhd. O thai nhi A,
tdm nhi trai (LA) 1a budng tim ndm phia sau nhét va & bén phai (R), trong khi & thai
nhi B, LA ndm trude tam nhi phai (RA) va ¢ bén trai (L). Cac tinh mach phdi (Pv)
duge nhin thz‘iy dé vao LA ¢ ca hai thai nhi. Tam that trai (LV), tao thanh mom & cé
hai thai nhi, duoc phat hién & bén trai & thai nhi A va bén phai & thai nhi B. Ly do cho
su khac biét ndy 1 situs bung, vi thai nhi A ¢0 situs inversus bung va tinh mach chu
duéi bén trai (IVC) d6 vao RA bén tréi, trong khi & thai nhi B, situs bung binh thuong
va IVC bén phai dé vao RA bén phai. C6 su bét tuong hop thét-dai déng mach & ca
hai thai nhi, va cac dai dong mach ¢6¢ L-malposition & thai nhi B va D-malposition ¢
thai nhi A. Pi¢u quan trong 1a phai danh gia can than giai phau nhi thét (tvong hop
hay bat tuong hop) trong céc tridng hop mesocardia hodc dextrocardia vi 25% téng sd
C-TGA cho thdy vi tri tim thai bat thuomg (xem thém Chuong 40). So sanh voi trudng
hop & tudi thai sém durge trinh bay trong Hinh 38,17 va 38.18. Ao, ddng mach chi;
MB, dai diéu hoa; RV, tam thét phai.
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Hinh 38.7: Ba mit cit siéu 4m, cing véi cdc hinh vé gian dé twong (mg, phat hién
chuyén vi dai ddng mach c¢6 sira chira (C-TGA). Hinh A cho thz‘iy mit cit bén buéng
vai sur bt twong hop dién hinh cua cac két ndi nhi thit (xem chi tiét trong Hinh 38.3).
Hinh B, déng mach phdi (PA) dugc nhin thiy xuat sinh tir tam thit trai (LV) vé mat
hinh thi va duoc xac dinh béi sir phan nhanh ciia né thanh déng mach phéi trai (LPA)
va phai (RPA). Luu ¥ ring & “mit cit nam budng” niy, PA huéng sang trai (L) khi né
xuat phat tir LV: mdt dac diém dic trung cia C-TGA. Hinh C 1a mat cit trung thét
trén va cho thz“iy ddng mach chi (Ao) XUt phat tir tam thét pha (RV) vé mat hinh thai
huéng sang trai va phia truée PA (khong duoce cho thdy & mat cit nay) theo kiéu L-
malposition (xem van ban) . LA, tim nhi trai; MB, dai diéu hoa; Pv, tinh mach phoi;

RA, tdm nhi phai; SVC, tinh mach chu trén; Tr, khi quén.
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Left Ventricular Outflow Tract in C-TGA

Hinh 38.8: Mat cit dudng ra thét trai tir bén (A) va mom (B, C) & ba thai nhi véi
chuyén vi dai dong mach co6 stra chita (C-TGA). Pong mach phéi (PA) Xudt phat tur
tam thét trai (LV) vé mat hinh thai dugc xac dinh bai sw phan nhanh cua né thanh
ddng mach phdi tral (LPA) va phai (RPA). Luu ¥ PA huéng vé nira nguc trai trong C-
TGA so vai D-TGA, n6 huémg v& nira nguc phai. L, trai; RA, tam nhi phai; SVC, tinh

mach chu trén.
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Theaa Vessel-Traches View In ¢ TGA

Hinh 38.9: Hinh v& gidn dé (A) va cac mit cat ba mach mau-khi quin tir mom twong
ing trong chuyén vi dai dong mach c¢6 sua chita (C-TGA) & ba thai nhi lic 17 (B), 22
(C) va 27 (D) tuan tudi. Luu ¥ s hién dién cua cung déng mach chu (Ao) ohu mét
dong mach 16n duy nhét véi sur udn cong dién hinh, ahu dwoc tha“'ly trong D-TGA.
Nguoc lai véi D-TGA, ¢6 mét khoang trng (thanh kép) gitta cung dong mach chu va

tinh mach chd trén (SVC), vi déng mach cht xudt phat tir tim that phai vé mat iai
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phiu & bén trai (RV) (D). Ciing ¢in Tuu y Ao hudng vé& nira nguc trdl & nhirng thai nhi

nay voi C-TGA, 50 voi D-TGA, né huéng vé nira ngue phai (xem Chuong 37). L, trai.
Doppler mau

Can than trong khi sir dung Doppler mau trong C-TGA vi giai phau mat ¢it bon budng
bét thudmg véi mém tim duoc tao thanh béi thit trai bén phai duge danh gia tdt hon
trong thang xam so v&i Doppler mau (Hinh 38.10). Tuy nhién, Doppler mau cfing rat
quan trong trong viée phat hién hodc loai trir cac bat thudng trong tim thudng di kém
kém vai C-TGA, nhu thong lién thét (VSD) (Hinh 38.11 va 38.12B), hep van dong
mach phdi va b van (Hinh 38.11C), mot s6 bat thuomg khac. Doppler mau ciing ¢o
thé gitip chimg minh déng mach phdi xuat phat tir thit trdi theo giai phau va cb thé
quan sat thdy dong mach chi 1én duy nhét cach xa tinh mach chu teén (SVC), nhu
duge mé ta trong phan *Thang xam™ (Hinh 38.13). Ngoai ra, Doppler mau ciing ¢
thé gitip xac nhan hudng di song song cua cac dai dong mach (Hinh 38.14 va 38.15),

dic biét néu déng mach chi hode déng mach phdi bi tic nghén nang.
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Atriovenidiculy Dacordancs in C-TOA

Hinh 38.10: Mat cat bdn buéng & mot thai nhi voi chuyén vi dai dong mach ¢é sira
chita (CTGA) liic 17 (Hinh A, B) va 23 (Hinh C, D) tudn tudi trong thang xdm va
Doppler mau. Nhitng hinh nay cho thiy mat ¢t bdn budng bat thuong duge nhan ra
moét cach rd rang trong thang xam (A, C) va kho khan hon trong Doppler mau vi mau
sic ¢o thé che khudt hinh thai tam thit. Dai diéu hda (MB) nim trong tam that phai
bén trai (RV), va Hinh A va C cho thiy su bét tuong hop dién hinh cda cic van nhi
thét (xem chi tiét trong Hinh 38.3). Ao, dong mach chi; LA, tam nhi trdi; LV, tam thét

trai; RA, tam nhi phai.
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Vantmoular Sectal Dofect iIn G- T0GA

Hinh 38.11: Mit cit bén budng trong thang xam (A) va Doppler mau trong thoi ky
tam thu (B) va tdm truong (C) & mét thai nhi voi chuyén vi dai dong mach cé sua
chira (C-TGA) va théng lién that (VSD) (ngdi sao ). Luu ¥ sur bat tuong hop nhi that
v&i tam that phai bén trai (RV) két nbi véi tAm nhi trai (LA) va tim that trai bén phai
(LV) két ndi voi tam nhi phai (RA). Thuong phat hién VSD trong C-TGA, vai
Doppler mau cho thdy shunting hai chi¢u (B, C). L, tréi.

’ Four Chardier Vesw n Doy Doptike 01 ©-TOA

Hinh 38.12: Doppler mau trong mat cit bén budng & ba thai nhi véi chuyén vi dai
ddng mach c6 sira chira (C-TGA) cho thdy su d6 ddy déng déu cia tam that phai (RV)

va trai (LV), véi mém tim chi yéu duoc tao thanh boi LV bén phai (mii tén m&). L
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y co thong lien that (VSD) (B), mot di tat thirémg gap trong C-TGA. Cling can lwu ¥
su hién dién cua hdr van hai [& (MI) va van ba la (T1) (C). L, trai; LA, tdm nbi trdi; RA.

tdm nhi phii.

Three-Vessel-Trachea View in C-TGA in Color Doppler

- = IS~

Hinh 38.13: Hinh v& gian d6 (A) va mat cit ba mach mau-khi quan tir mom tuong
{tng & ba thai nhi (B-D) véi chuyén vi dai ddng mach co sita chira (C-TGA). Luu y su
hién dién ciia mét dai dong mach duy nhét: déng mach chit (Ao), v&i hudng di vé phia

nira nguc trdi. Luia § khoang tréng (thanh kép) gira cung déng mach chi va tinh mach
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chu trén (SVC), do Ao xudt phat tir tam that phai bén tréi (khong thiy ¢ ddy). Xem

Hinh 38.9 trong thang xam.

Para¥fsl Grast Vesssls in 0-TGA

Hinh 38.14: Thai nhi v&i chuyén vi dai ddng mach c6 stra chira (C-TGA) duge cho
thdy & mat cat doc trong thang xam (A) va Doppler mau (B). Péng mach chi (Ao)
xuat phat & phia trude hon so vai déng mach phéi (PA), cho thay 1a xudt phat tir tam

thit trai (LV).

s Or s ) TOA
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Hinh 38.15: Thai nhi v&i chuyén vi dai dong mach c6 swra chira (C-TGA) va
dextrocardia duoc cho thiy trong Doppler miu & ba mit cat siéu am (A-C). Mt cit A
& mirc mat cit bon budng trong thi tam truomg va cho thiy su bit tuong hop nhi thit
va mot 16 thong lién that 16m (VSD). Mit ¢it B & mitc mat cit bn budng trong thi tim
thu va cho thdy dong mau qua VSD (ngdi sao). Mat cit C, thiy rd cac dudng thodt
trong thi tAm thu vé cho thay dong mach phéi (PA) xuat phat tir tim that trai (LV) va
d6ng mach chui (Ao) tir tAm thét phai (RV). Luu ¥ huéng di song song ciia Ao va PA,
v&i Ao & bén trdi va phia truée PA, theo kidu L-malposition . L, trdi; RPA, ddng mach
phéi phai.

Thai sé6m

Co thé chan doan C-TGA & tudi thai som chia yéu bai phat hién ngudn gde va huéng
di bt thuong cua cac dai ddng mach, hon 13 su bit tuong hop nhi thit (Hinh 38.16).
Tuy nhién, c6 thé thdy su bit twong hop nhi thét trén thang xam trong quy | thai ky
bang cach chtmg minh that phai vé mat hinh thai, voi dai diéu héa cva no, & bén trai
va thit trai hinb thinh mém & bén phai (Hinh 38.16 dén 38.18). Doppler mau rét himu
ich & di thai som trong viée xac dinh hudng di cla cac dai ddng mach. Hinh 38.16
cho thay mét thai nhi 13 tuén tudi véi C-TGA. Hinh 38.17 v 38.18 cho thay mét thai
nhi khdc v&i dextrocardia, khi kiém tra toan dién giai phau budng tim va huéng di cia

cac mach mau trén thang xdm va Doppler mau xéc nhin chin dodn C-TGA.

BIEN DICH : BS V[ TAl Page 18



Hinh 38.16: Thai nhi 13 tuan tudi v&i chuyén vi dai déng mach 6 sia chiva cho thay
mat cat bén budng trong thang xam (A), Doppler mau (B), va su bit twong hop nhi
thét (C). Hinh v& gian dé mat cat bdn budng va mat cét ba mach-khi quan ciing duoc
hién thi. Luu ¥ & hinh A va B rang dai diéu hoa (MB) niam & bén trai, xéc dinh tim
thit phai (RV). Hinh C, ngudn goc va huéng di ciia cac dai dong mach duge nhin thiy

rd trong Doppler miau véi ddng mach phdi (PA) xuit phat tir tdm thit trai bén phai
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(LV) va ddng mach chii (Ao) & bén trai déng mach phéi, xuit phat tir RV. Luu v &
hinh C cdc dai déng mach chay song song v&i nhau. Hinh D, Ao duoc thiy nhur mdt
dai dong mach duy nhit & mat cit ba mach-khi quan, ddy thuéng 1a manh méi dau tién

cho su hién dién cha bénh tim bam sinh. L, trai; LA, tAm nhi trai; RA, tim nhi phai;

SV, tinh mach chu trén.

Hinh 38.17: Mit cit ngang qua am dao & mic chu vi bung (A) va mit cit bon budng
(B) & thai nhi 13 tudn tudi véi situs inversus. Bat thudng situs duoc chin doan lac 12
tuan tudi khi sidu am do 46 m& da gay (khdng hién thi). Luu ¥ ring da day (St} & (A)
va tim & (B) o bén phéi. Ao, déng mach chi; L, trai; LA, tAm nhi trai; LV, tdm that

trai; MB, dai didu hoa; R, phai; RA, tm nhi phai; RV, tAm tht phai.
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Hinh 38.18: Siéu 4m tim thai d6 phan giai cao va Doppler mau cua thai nhi duoc trinh
bay trén Hinh 38.17, dugc thue hién lic 13 tudn tudi. Hinh A 1d mit cdt bon budng
trong thang xam va cho thay tim & bén phai (R) cua 16ng ngue, véi mém tim hurdng vé
bén phai. Luu y tam nhi trdi (LA), nam ¢ phia sau va duge xéc dinh bdi cac tinh mach
phdi (mi tén trang). Ciing cin luu ¥ sy hién dién cia bét trong hop nhi thit véi LA
két néi voi tam thit phai (RV) vé mat giai phiu, dugc nhin biét bai dai didu hoa
(MB), va tim nhi phai (RA) két ndi voi tam that trai (LV). Hinh B 13 mét cét bén
budng trong Doppler mav & thi tam truong va cho thiy mét 13 théng lién thit (VSD),

véi shunt gitra RV va LV. Hinh C 1& mat cat qua trung that & mirc mat cat ba mach
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mau-khi quan va cho thiy déng mach phdi xudt phat tir LV va duoce xéc dinh bai dong
mach phéi trai (LPA). Hinh D 13 mat cit & mitc ba mach mau-khi quan va cho thiy
ddng mach chi (Ao) phia trude PA. Ciing ¢an luu ¥ rang ca cung Ao vi PA déu & bén
phai khi quan (Tr) va D-malposition. Chan doan cudi cling 1a situs inversus hoan toan
v&i bat trong hop nhi that va that-dai dong mach nhu C-TGA voi VSD va céc mach

mau D-malposition .
Siéu 4m 3D

Siéu 4m 3D trén cac mit cit true giao hodc vai ché dd hién thi cit 16p (Hinh 38.19) ¢o
thé gilip chimg minh giai phau cua that va van nhi that, cing nhu ngudn géc vé duong
di cta cac dai dong mach. Dung hinh bé mat khdi ¢é thé cho thdy giai phdu mat cat
bdn budng bét thuéng (Hinh 38.20) ciing nhw cac mach méu chay song song, bing
cach str dung ché dé bé mat hoic két hop vai Doppler mau, Doppler ning luong, ché
d6 déo nguoc hoac cac ché dé khac (Hinh 38.21) . Mat cit truc dién cia nhi va cac dai
déng mach co thé chimg minh sur sip xép trong khng gian cua cac dai ddng mach,
véi dong mach chi & phia trude va bén trai dong mach phéi (10,12). Vo1 siéu am tim
4D va tuong quan hinh anh khéng gian thi gian (STIC), ¢6 thé cho thiy ngudn gde,
dudng di va mdi quan hé cia hai dai dong mach bing cach di chuyén diém tham chiéu

trong ba mat phang truc giao twong quan (13).
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Hinh 38.19: Siéu am 3D khdi hinh anh tuong quan khéng gian thai gian (STIC), duoc
hién thi & ché d6 chup cét lop, & mét thai nhi véi chuyén vi dai dong mach cé sira
chira. Ché d6 hién thi nay cho thiy & mét mit cét: mat cat bon budng bat thuong (A)
véi thong tam that (VSD), dong mach phdi (PA) xudt phat tir tim that trai bén phai
(LV) véi hudng di vé bén trai va chia thanh déng mach phéi trai (LPA) va phai (RPA)
(B) va cung ddng mach chu & trung that trén & mat cit C, phia trirde va bén trdi PA,
duoc cho thay & mat cit B. L, trai; LA, tam nhi trai; RA, tim nhi phai; RV, tam that
phai.
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Hinh 38.20: Siéu 4m 3D khéi hinh anh tuong quan khéng gian thai gian (STIC) duoc
hién thi & ché d& dung hinh bé mit & hai thai nhi v&i tim binh thudng (A) va vdi
chuyén vi dai ddng mach c6 sira chira (C-TGA) (B). Luru y su tuong hop nhi that (AV)
(A) va bat tuong hop (B) & mat cdt bén budng (A, B), tuong (ng. Luu ¥ & ca hai thai
nhi ring mém tim duoc tao thanh bai tam thét trai (LV). LV ndm phia sau & thai nhi
binh thudng (A) va phia truée trong C-TGA (B). Luru ¥ sy hién dién ciia mot 16 théng
lién that (ngdi sac) trong C-TGA & (B). L, trai; LA, tam nhi trdi; RA, tam nhi phai;
RV, tam that phai.
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Hinh 38.21: Siéu am 3D kh&i hinh anh tuong quan khéng gian thai gian (STIC), duoc
hién thi & ché d6 co thé tong sudt, & mot thai nhi vai chuyén vi dai ddng mach ¢o sira
chira (C-TGA) va dextrocardia. Hinh A & mirc mat cit bon budng trong thi tim trueong
(A), va hinh B & mirc mat cit ba mach mau-khi quéan (B) trong thi tam thu. Luu y
trong hinh A, tim nam trong [dng nguc bén phii va truc tim hudng vé bén phai (mi
tén). Cling hwu  trong hinh A, ¢é sy bat tuong hop nhi that véi tdm thdt phai (RV) &
bén trai két ndi véi tam nhi trdi (LA), duge xéc dinh bai cac tinh mach phdi (Pv) db
vao va tm that trai (LV) két ndi véi tam nhi phai (RA). Ngoi sao trong hinh A biéu thi
vi tri cua 16 thong lién thit (VSD). Trong hinh B, mau chay tir LV vao ddng mach
phdi (PA}, duge nhin biét bai su phan chia cvua ddng mach phdi phai (RPA). Ciing
trong hinh B, dong mach chii (Ao) xudt phat phia trwde tir RV va bén trai PA theo

huéng D-malposition. DAo, déng mach chi xudng; L, tréi.
Cic dau higu ligén quan dén tim va ngoai tim

Cac di tat trong tim lién quan thuémg gap & C-TGA va duge tom tit trong Bing 38.1.
Cic bét thuomg ngoai tim dwoe quan sit thiy & 16,7% truong hop trong mét nghién

¢iru va khéng ddc hidu nhung ¢d thé bao gdm céc bat thudmg vé situs va bat thuong
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nhidm sic thé, dién hinh 1a hdi chimg mét doan 22q11.2 (7} va hiém gip hon 13 mét
bénh di truyén don gen nhu réi loan vin ddng nhung mao nguyén phat. Do dé, thi
thuat xam 14n dugc khuyén cao khi phat hign C-TGA, dac biét khi co thém céc di tét

ngoai tim.
Chan dosn phin biét

Thét phai hai dudng ra va D-TGA 12 hai di tit tim phé bién nhat trong chan doan phan
biét v6i C-TGA vi chung déu khéng ¢6 dau hiéu “bét chéo™ cha cac dai dong mach.
Phén biét C-TGA véi D-TGA duoc tom tit trong Bing 38.2. Doi khi, thit bén trai
ngén (that phai v& mat giai phau) co thé gidng hinh anh cia thit trai bét thuong véi rdi
loan chite ning trong hep van déng mach chii rat nang va 6 thé 13 goi y dau tién aé
chuyén sang thue hién siéu am chi tiét. Sy hién dién ciia D-TGA, that duy nhét, su sap
xép L-malposition cia cac dai dong mach, dextrocardia, mesocardia, hodic situs

inversus can phai danh gia bang siéu 4m tim chi tiét dbi voi C-TGA.

Bang 38.2 » Cac dic diém Khac nhau cia chuyén vi dai dong mach va chuyén vi

dai déng mach ¢o sira chiva (c-TGA)

D-TGA ¢-TGA
Tém that Binh thwong bBiéo nguoc
Thét phai Phia truéce, bén phai Phia sau, bén trai
That trai Phia sau, bén trai Phia trude, bén phai
Van ba la Binh thudng, bén phai Bén trai, ¢ thé h&, hoac bi

ddy léch vao that nhu di tat

Ebstein bén trai hodc teo

van

Van ha 14 Binh thuong, bén trai Bén phai

Thong Iién that ( VSD) | C6 o khoang 40% Co & khoang 70%

Bong mach phd Xudt phat tir thit bén trai | Xuat phat tir that trai & bén
huéng vé phia nguc phai phai hudng vé phia nguc
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phai

Déng mach chu Phia trude, bén phai ddng | Phia trude, bén trdai déng

mach phéi mach phdi

Cac di tat tim di kém VSD, hep van doéng mach | VSD, hep van déng mach
phdi phdi, teo van ba 14, thiéu
san thit, dextrocardia, thiéu
san cung doéng mach chu,

block tim,vv

Tién lwong va két cuc

Nhin chung, dién tién cua thai nhi trong C-TGA thudng én dinh, trir khi ¢o bién chimg
do loan san va hd van ba 14 ning (di tat Ebstein) hoic block nhi thét, ¢6 thé din dén
pht thai va tir vong. Tién lwong sau sinh chit yéu phu thude véo céc di tat tim lién
quan. Dj tit tim phiic tap lién quan dén C-TGA din dén tién luong xéu, ddc bigt khi
chi ¢ mét that duy nhét, teo mot trong cac dai déng mach, hodc loan san van ba la
nang (103. C-TGA don déc thudng ¢6 khoang thai gian sau sinh 6n dinh va khong can
diéu tri ngay lap te (8). Cac yéu tb tién luong lau dai kém bao gom di dang Ebstein
cila van ba 1a, méc d6 ha van ba 13, i loan chirc niang that phai hé théng va block tim
hoan toan kém theo (10,14,15). Block tim hiém khi gip trudc sinh nhung cé thé phat
xuat hién trong thoi k¥ so sinh va thai tho 4u, din dén can phai dat méay tao nhip tim.
Block tim trong C-TGA lién quan dén vi tri bit thuémg cha nit nhi thit va bo His, bi
xo hoa (16). Trong mét sé series thai nhi, ty [& sdng sot duoc ghi nhan trén 80% khi C-
TGA dugc chan doén trudce sinh va tiép tuc thai ky (5-7). Trong mét phan tich hdi ctru
da trung tdm gan day vé thai nhi mac C-TGA, ty [é séng sot chung duoc ghi nhén 13
91% trong s& 54 thai nhi dugc chin doan xac nhin (7). Tudi thai trung binh tai thoi
diém chan doan la 25,6 + 5,9 tuan tudi. Cac bit thudng trong tim 1a 85%, vai di tat

thuomg gap nhit 1a VSD (75%). Block tim hoan toan duoe chin dodn & 18,5% truong
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hop. Bét thuéng vé nhidm sic thé duoc ghi nhin & 13% thai ky lua chon xét nghiém

chén doan di truyén (7).

Ty 18 sdng sot 1au dai duec bdo cao 13 hon 90% sau 10 nam (10). Mt trong nhitng
bién chimg mudn nghiém trong & bénh nhan C-TGA la phat trién rdi loan chirc ning
thit phai. R&i loan chirc nang thit phai duge cho 1a két qua cua viée thit phai bom
mau vao tuan hoan hé tl16ng {dong mach chn) trong mot thaoi gian dai. R&i loan chirc
nang thit phai thuomg dugce phan anh bang su khai phat hd van ba 14, tinh trang nay
lam x4u di tién hrong 1au dai (1), Pidu nay da khién céc bac si phdu thudt tim kham
phé ra mét phau thuét phire tap duoc goi 1a “chuyén vi kép”, 1a su két hop cia chuyén
vi nhi Senning — Mustard va chuyén vi dai déng mach (1). Két qua cua phau thudt nhu
vay 14 mau & nhi tréi s& d vao thit trai & bén phai, sau dé duoc két ndi voi dong mach
chi va do &6 ¢o chite nang nhu thit hé théng. Thao luan chi tiét vé uu va nhuge didm

ctia phau thudt chuyén vi kép nam ngoai pham vi cia cudn sach nay.
Tiép cén chén do4n

Hinh 38.22 trinh bay cach tiép can chan doan cd hé théng & thai nhi nghi ngo bi C-
TGA.
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Hinh 38.22: Cach tiép cin chin dodn & thai nhi nghi ngo chuyén vi dai déng mach co
sita chira (C-TGA). Xem van ban dé biét chi tiét. Ao, ddéng mach chi; AV, nhi thét;
LA, tam nhi trai; LV, tim thét trdi; PA, déng mach phdi; RA, tim nhi phdi; RV, tim
that phai; VA, tam that

CAC DIEM CHINH » Chuyén vi dai dong mach ¢ sira chira

s C-TGA duoc dac trung boi su bat tuong hop nhi that va that-dai dong mach.

o Trong C-TGA, nhi phai vé mat hinh thai duoc két ndi véi that trai vé mat hinh
thai, va nhi trai vé mat hinh thai duoc két ndi véi that phai vé mat hinh thai.

e Trong C-TGA, dong mach phdi duoc két ndi véi that trai vé mat hinh thdi, va

dong mach cha dugc két ndi véi thit phai vé& mat hinh thai.
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s Trong C-TGA, céc dai ddng mach chay song song véi nhau, thuéng gap nhat 13
déng mach chi ndm phia tnrde va bén trai dong mach phdi (L-malposition).

o Trong C-TGA, ¢6 sur b trir huyét donyg trong dé méau tinh mach hé théng d6 vao
ddng mach phéi va mau tinh mach phéi dé vao déng mach chu.

« Mt cit bon budng ludn bit thuomg trong C-TGA.

e Cac bat thudong tim di kém trong C-TGA rét phé bién va 1a tiéu chuan.

* VSD, tic nghén déng mach phdi va bit thuamng van ba la thuong lién quan dén
C-TGA.

»  Dij tit ngoai tim va bit thudng nhidm sic thé rit hiém gap trong C-TGA.

» C-TGA don ddc thuong cd6 mét khoang théi gian sau sinh én dinh va khong cn
diéu tri ngay 1ap tic.

o Cac yéu tb tién lugng 14u dai kém trong C-TGA bao gdm di tit Ebstein cia van
ba 14, mirc dd h& van ba 13, ri loan chirc nang that phai hé théng va block tim
hoén toan kem theo.

o Ty 1 sbng sot trén 80% khi C-TGA duoc chin dodn trirée sinh va tiép tuc thai
ky.
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