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BENH TIM BAM SINH

Muc tiéu

- Liét ké duoc nhitng bénh tim bam sinh gap & ngudi 16n

- Trinh bay dugc nguyén nhan cua bénh tim bam sinh

- Trinh bay duoc triéu chirng va cach chan doan cac bénh tim bam sinh

- Ném vimg va van dung duoc céc chi dinh va cac phuong tién diéu tri ndi ngoai khoa

trong di€u tri bénh tim bam sinh nguoi 16n.
Noi dung
I. DAl CUONG
Bénh tim bam sinh 1a nhiing di tat tim va mach mau 16n tao nén do nhiing bat thuc‘yng trong
bao thai ¢ thang thur 2-3 cua thai ky, vao giai doan hinh thanh cdc mach mau I6n tir ong tim
nhguyén thuy. Ty 1€ chung 5% ¢ tré so sinh theo tai liéu Phap, MJ, ¢ Vi€t nam hién chua co
mot thong ké nao.
I1. BENH NGUYEN
2.1. Céc beénh ngudi me mac phai trong thoi ky thai nghén: Nhiém siéu vi chi yeu la bénh
dao ban (Rubella), hoi chung Rubella thuong 6 diec, duc thuy tinh thé, dau bé va c6 the phoi
hop véi con 6ng dong mach, hep van dong mach phoi, théng lién that.
2.2. Céc yéu t6 di truyen c6 hodc khang réi loan nhiém sic the nhu méc tim bam sinh trong
hoi chirng M‘arfan, Iéch khép hang, hoi ching Down, bié’n di don gene cling dugc dé cap den
trong di truyén mang tinh gia dinh ctaa bénh théng lién that, thong lién nhi, dao phu tang...
2.3. Gan day nguoi ta phat hién ¢ nhitng ba me nghién ruou ma mang thai cé thé sinh ra tre
co di tat bam sinh 7goi la hoi chirng ruou d(}i véi bao thai, gom dau bé, mat ti hi, tran go, ham
nho, cham phat trién thai nhi, théng lién that, thong lién nhi...
I11. SO BQ PHAN LOALI

Shunt trai-phai, phai-trai hoac khéng c6 Shunt

1. Logi Shunt trai - phai: Ia loai tim bam sinh khdng c6 tim. Mau chay tir bén tréi c6 &p luc
cao sang bén phdi c6 ap luc thap hon. Tuy nhién lau ngay do téng ap luc dong mach phoi
ndng ne co the dao shunt luc do nguoi ta goi la hoi chung Eisenmenger. Trong nhém nay hay
gap thong lién nhi, thong lién that, con 6ng dong mach.
2. Logi c6 Shunt phai - trai: Thuong la nhiing di tat gay tang ap luc khoang tim phai lam mau
tur phai sang trai gay tron lan mau dong mach va mau tinh mach phat sinh tim, tim xuat hi¢n
khi Hb > 5g/100ml va d6 bdo hoa O, < 70%, day la bénh tim bam sinh gay tim. Cac bénh
thuoc nhom nay nhu tir chiing Fallot, tam chirng Fallot, Ebstaine.
3. Logi khdng c6 Shunt: 1a di tat bAm sinh trong tim hay trén cac mach mau I6n nhung khong
€6 shunt nhu hep eo dong mach chu, hep dudi van chu hay phoi...
IV. BENH TIM BAM SINH CO LUONG THONG TRAI-PHAI
1. Thong lién nhi
La bénh tim bam sinh thuong gap nhat (15-20% truong hop). Dang don thuan chi chiém
khoang 20% trong tong SO cac truong hop thong lién nhi. Ti I¢ nir /nam vao khoang 2/3. Néu
khong diéu tri bang phau thuat tim ha thi két cuc dan t6i suy tim nang né.
1.1. Thé 1am sang
- L3 thir phat: nam ¢ trung tam con goi la con 15 Botal. L6 hinh tron hogc bau duc, doi khi
kéo dai hoac la dang cura s6. Buong kinh trung binh vao khoang 20-30mm.
- L3 xoang tinh mach nam & trén hoic dudi:
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+L5 & trén chd vao cia tinh mach chu trén, loai nay hau nhu ludn kém bat thuong tré vé tinh
mach phoi khéng hoan toan (truc tiép dé vao nhi phai hoac la & phan thap cta tinh mach chu
trén).

+ L& & phan vach thap: kéo dai toi tan tinh mach cha dudi (16 xoang vanh).

- L tién phat: hiém gap hon nhitng loai trén. L6 thong nam ¢ phan day cua mang truéc 15
xoang vanh. N6 c6 thé don thuan hoac la phoi hgp vai lai phéu 1a véch van hai la.

1.2. Sinh ly bénh:

Pay 1a loai c6 ludng théngNChiéu tréi phai do &p lyc nhi tri cao hon. Do I6n cua shunt tuy
thuoc vao kich thudc caa 10 va suc can tieu dong mach phoi. Mac dau luu legng shunt Ion
nhung &p luc dong mach phéi khong tang hoac la tang it. Qua tai thé tich 1am gi&n budng tim
phai va mach mau phoi. Nguoc lai bUOng tim trai cling nhu dong mach chu kich thuéc lai
nho. V& sau tiéu dong mach phpl bi top thuong (viém tang sinh noi mac, thuyén tac) s& lam
tang sic can dua tdi tang ap phoi va theé tich shunt giam. Cuoi cung khi &p luc buong tim phai
tang qué sé lam dao shunt va ngudi bénh sé co tim.

1.3. Triéu chitng chan doan:

1.3.1. L6 thtr phét: trong 90% truong hop s& nghe duoc tiéng thoi tam thu kicu tong mau ¢ 6
van dong mach phéi. '!'iéng thoi lan doc bo trai xwong uc nhu:ng cuc dai ¢ lién suon 2 hoac 3
Ce;mh Gc trai. Tieng thoi co dac tinh cuong d6 vira phdi, am sac ém nhung ciing c6 the 9(’) am
sac thd manh giong tieng thoi gap trong hep van dong mach phéi. Tieng T2 tach ddi co dinh
theo chu chuyén hd hap. Trong truong hop tang ap phoi ‘nang co thé nghe duoc tiéng thoi tam
truong do hd van dong mach phdi. Hinh anh Xquang néi bat cac dau chang gidn tim phai va
dong machﬂphol Pién tam do hay c6 truc QRS léch phai ya nhat Ia,hlnh anh bloc nhanh phai
hay gap thé khong hoan toan. Siéu am la phuong tién chan doan rat hiru hiéu, trén hinh anh
siéu am hai binh dién cho thay that phdi tang kich thuéc do qua tai the tich tam truong. N6
cho thay truc tiep hinh anh khuyét vach lién nhi va voi siéu @am mau thay luong shunt qua
vach, siéu am can quang thay vung rira trong nhi phai neu shunt trai phai va trong truong hop
dao shunt c6 thé thay chat can quang qua tim trai.

Thdng tim: ¢6 hai triéu ching sau cho phép khang dinh chan doan

- Ong thong chay tir nhi phai sang nhi trai dé (7-8 1an/10).

- Nong do Oxy & nhi phai giau hon trong tinh mach chi.

Ngoai ra thong tim ciing cho phép danh gia ap luc dong mach phdi, do luu lugng cua shunt,
do suc can dong mach phoi.

Tién trién

Tuy thugc vao duong kinh 15 thong tac 12 luu luong shunt. Tui tho trung binh 35-40 tuoi.
Bénh nhan lau ngay sg tien trién suy tim phai, loan nhip (hay c6 rung nhi), khi 4p lyc nhi phai
tang hon bén nhi trai sé lam dao shunt va co tim. Luu y ¢6 14-66% thong lién nhi ty dong 1o
théng.

1.3.2. L tién phét: chiém 20 % céc truong hop thong lién nhi. Tuoi tho trung binh thap hon
(30 tudi), phau thuat kho hon.

Lam sang ngoai tri¢u ching ciia thong lién nhi con ¢6 thdi tam thu ¢ mom do bat

thuong van hai la. bi¢n tam do truc trai trong khi lai 6 bloc canh phai. Thong tim c6 thong
lién nhi thap cling nhu thay dong mau chay ngugce 1én nhi do h¢ hai 14. Siéu &m Doppler ciing
cho phép chan doan tuong tu.
1.3.3. Thong lién nhi phdi hop tre vé bat thudng tinh mach phoi: hay gap tro vé bét thuong
tinh mach thuy trén phai hoac gitta phai vao phan tan caa tinh mach chu trén (dang sinus
Venosus).

Théng tim chup mach cho phép chan doan rat tét.
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1.3.4. Hoi chitng Lutembacher: phdi hop hep hai 14 va théng lién nhi.
2. Thong lién that: 1a loai tim bam sinh hay gap nhat chiém 20-30% cac bénh tim bam sinh,
NEu tinh chung ca cac bénh tim bam sinh c6 thdng lién that phoi hop n6 chieém 50%. bay la
loai tim bam sinh c6 shunt trai phai (dang don thuan).
2.1. Giai phau bénh hoc: 6 nhiéu vi tri théng lién that.
- Hay gap nhat la théng phan mang.
- O cao va phia truéc dudi van dong mach phai.
- O cao phia sau dudi 14 vach caa van ba la.
- Thap nam & phan co caa vach lién that.
That trai ¢ thé thdng véi nhi phai (khdng thuc sy 14 thong lién that), thuong phdi hop voi bat
thuong van 3 la.
2.2. Sinh ly bénh: do ap luc that trai cao hon &p luc that phai cho nén s& c6 shunt trai phai qua
végh Ii7én that. Do I6n caa srlunt tuy thugc véo kich thug’yc 16 théng v§ suc can tieu dong mach
phoi. O tré em duong kinh 16 thdng >1,2cm2 /m2 co the (hoac >1/2 16 van dong mach chu) thi
khong con chénh ap gitta hai buong that va cho thé tich shunt I6n neu strc can phoi thap tao
tang ap phoi “ cung luong *“. Lo thong cd the tu dong theo thoi gian hodc la shunt s& giam
(hay cai thién luc 2 tuoi) do tang duong kinh 16 van dong mach chu. Trong loai thong lién that
phan co 10 théng s€ nho di ¢ ky tdm thu.

Stic can tiéu dong mach phai tang I1&n cd thé do cac yéu tb sau:
- Tang ap phoi hau mao mach: tao nén do méau vé nhi tréi qua nhiéu trong khi van hai la dong
va khi m¢ thoat mau khong kip tao hep co nang van hai la.
- Tangluu luong phdi sau nay c6 hau qua day céc soi co 1op 4o giira cac mach méu nho (giai
doan 1), tang sinh ndi mac (giai doan 11), thoai hoa hyalin va xo hoa (giai doan Ill), hoai ti
gidn khu tra (giai doan IV). Luu lugng shunt sé giam theo nhung ap luc dong mach phoi van
tang.

Sinh ly bénh s& khac néu c6 hep dong mach phoi (bam sinh hogc méc phai do thich
nghi tha phat) cho bénh canh gan giong ta chung Fallot.
Ngudi ta chia cac nhdm thong lién that chinh nhu sau:
- Thong lién that 16 nho, ¢d shunt trai phai ap luc dong mach phoi binh thuong, day la bénh
Roger.
- Shunt 16n 15 to, sirc can tiéu dong mach phéi binh thuong hozc tang it.
+ Nhom 11 a: &p luc dong mach pho tam thu < 70% ap luc hé thng.
+ Nhom 11 b: ap lyc dong mach phdi tm thu > 70% &p luc hé thong.
- Nhém 111: tang &p phoi va ting sac can phdi nang, shunt trai phai nho, c6 thé c6 shunt hai
chiéu nhe. Khi dao shunt goi la hgi chiing Eisenmenger.
- Nhém IV: phéi bao vé (hep dong mach phéi van hozc phéu), ranh giéi vai ti chitng Fallot
(ngoai trir shunt trai phai).
2.3. Triéu ching chan doéan
- Lam sang: tri¢u ching co nang thay doi tuy theo nhém thong lién thét ciing nhur tudi ngudi
bénh ma cd thé v triéu ching hoic 1a khé tha. Tré em cd thé cham Ion, bién dang 16ng nguc.
Khém c6 théi toan tam thu to ¢6 rung miu (khong phai ludn véy), am sic tho rap cuc dai lién
suon 4 canh rc trai Iar] moi huong Tiéng T2 phol binh thuong hoac 1a manh tgch doi. Ngoal
ra con c6 thé nghe tiéng thoi tam thu kiu tong mau do tang luu luong phoi nghe thay &
khoang lién suon 2-3 canh e trai, rung dau tam truong do hep van hai la co nang nghe duoc
¢ mom tim. Khi tdng nang suc can ticu dong mach phoi tieng thoi sé giam cuong do hodc la
mat, khéng con nghe thay tieng rung tam trueong & mom.
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- X quang: c6 thé ¢ hay khdng thay bong tim I6n troi 1én bén tréi cling nhu tinh trang gian
dong mach phoi.

- Dién tam dd: day that trai, nhi trai, khi co tang &p phdi co thé thdy dau day that phai.

- Siéu am doppler: cho phép thay duoc 15 thng lién that ciing nhw ludng shunt qua 15 thang,
danh gia dugc do 16n cua shunt cling nhu tinh trang tang ap luc dong mach phoi.

- Thong tim chup mach: chup buong thét trai cho phép thay chinh xéac thong lién that. Ngoai
ra thoéng tim con cho biét dugc ap luc dong mach phoi cling nhu sirc can tiéu dong mach phoi,
luu lugng shunt.

3. Con éng déng mach

3.1. Giai phu: vi tri ctia ong bét nguon tir dong mach chi trudc eo vao dong mach phoi trai
doi khi ¢ cho phan nhanh dong mach phoi. Hiém khi vao dong mach phoi phdi. Buong kinh &
tré em dai 7-10 mm rong 5-7mm, ong ciing c6 thé cd hoac khong to 1én theo tuoi.

3.2. Sinh ly bénh: éng dong mach tao shunt tréi phai. Néu shunt I6n &p lyc ngang bang hai
bén hé tuan hoan. Tang 4 ap nhi trai va tinh mach phoi gay co that tiéu dong mach phoi phan xa

trong thoi gian dai cé thé hoi phuc 1am giam bét luu lugng shunt. Lau ngay suc can tiéu dong
mach tang thyc thé khong hoi phuc va tién t6i dao shunt hozc 1a mat shunt.

Trong mot s6 hiém truong hop c6 tang ap ph01 cling nhu tang sic can phoi ngay do
bat thuong cau tric bao thai cua tiéu dong mach phoi.

3.3. Triéu ching chan doan:
- Lam sang: thuong phat hién tinh co khi kham sic khoé boi bénh thuong dung nap t6t. Nghe
tim 1a co ban dé chan doan vei tieng thoi lién tuc ving ha don trai. O tré bl me doi khi chi
nghe tiéng thoi tam thu.

Néu shunt 16n c6 thé nghe tiéng rung tam truong do hep co ning van hai 14, hiéu &p
dong mach tang.
- X quang: bong tim thuong binh thuang, trong truong hop shunt 16n that tréai ¢ thé gian.
- Pién tam d6: binh thuong néu shunt nho hozc hinh anh day that trai néu shunt 16n.
- Thong tim: cho phép khang dinh chan doan khi éng thong tir dong mach phdi vao dong
mach chu thanh hinh chr phi, tuy nhién thuong khdng can thiét.
- Siéu am doppler mau: cho phép nhin thdy éng thong ciing nhu shunt, danh gia luu lwong
shunt ciing nhu &p luc dong mach phoi.
3.4. Tién trién:
- Suy tim: tuy thugc vao luu lugng shunt va ap luc dong mach phoi. Bénh canh suy tim tréi
sau d6 suy tim toan bo tro nhanh vai diéu tri trg tim.
- Viém noi tam mac nhiém tring trén thanh ng: nang né kho diéu tri. C6 the 1am phinh ong
lam phau thuat khé khan,
- Phinh éng: ¢6 nguy co V4.
3.5. Thé 1am sang:
- Con 6ng dong mach tré b: thoi tam thu vei tiéng T, manh & 6 van dong mach phoi. Chan
doan c6 thé kho phan biét vai thong lién that. Néu nhu c6 tang hiéu ap, dong mach chu gian

cling nhu tang dam mach phdi loai nay thuong 1am suy tim sém va can phai dugc can thiép
phau thuat som.

- Con 6ng dong mach c6 tang p phoi manh: kho tho, co thé tim (nhét 1a chi duai), hay nhiém
trung phoi, dau suy tim nang, bién dang I6ng nguc, cham phat trien thé lyc.

Nghe tim khong con tiéng thoi lién tuc, T2 rat manh doi khi 6 thoi tam truong do hé
van dong mach phoi co nang.

http://vietham12h.com



Céng ty Héa Chat Xay Dwng Phuwong Nam

107

X quang tim l6n, cung dong mach phdi phdng trong khi ngoai vi phdi sang llc ting
suc can tiéu dong mach phoi va shunt nho.

Dién tam d6 tang ganh tam truong that tréi phdi hop tang ganh tam thu that phai (do
luu lugng shunt I6n hoac sic can phoi lon).

Thong tim ngoai viéc chan doéan va do ap luc dong mach phol con cho phép phan dinh
duoc co ché cua tang &p luc (do tang luu lugng hay ting sic can phdi).

- Dang phéi hop: hep eo dong mach chu, théng lién that, hep dong mach chi.
4. Phinh xoang Valsalva
Tui phinh Valsalva thuong tiérp tang va dugc phét hién tinh co. Tuy nhién c6 nguy co vo tdi
phinh va viém néi tdm mac nhiém trang.
4.1. V&: thudng nhan mot dong tac gang stc va gay dau nguc dir di, tinh trang choang va
kho thé dir doi. Thong thuong tli phinh v vao that phai va hiem khi v& vao nhi phai. Kham
tim c6 tieng thoi lién tuc cuong do manh nam & vung thap bo trai xwong wc va dau hiéu ngoai
vi cta ho van chi. X quang va di¢n tam do cho thay dau hiéu qua tai ca hai that. Thong tim
phai thay shunt trai phai 16n ¢ tang nhi hodc that cling nhu cho bict mirc d6 tang ap phoi. Siéu
am Doppler ciing cho phép chan doan v& phinh Valsalva. Tién trién ta vong nhanh chong
trong vong vai tuan hoac vai thang vi suy tim.

~ Néu v& tli phinh vao mang tim ¢6 the lam tran mau mang ngoai tim, v vao nhi trai
tao tieng thoi lién tuc nhung khdng c6 shunt, v& vao that trai gay hé van dong mach cha.

Chan doan phan biét véi do dong mach vanh, do chu phé.

4.2. Céc bién chimg khac: nhiém tring tii phinh c6 thé cing lam v&. Khi tdi phinh lon vé
phia véch lién that cé thé lam cho roi loan dan truyen.

V. BENH TIM BAM SINH CO LUONG THONG PHALI - TRAI

1. Tur chueng Fallot

La di tat bam sinh phdi hop bao gém 4 ching sau:

- Hep dong mach phoi.

- Thong lién that.

- bong mach chu Iéch sang phai.

- Day that phai dong tam.

Lam sang tim ngén tay chan di trng, tré em khi mét hay ngoi xom, khé the ngét co
giat. Nghe c6 thoi tam thu cuong do manh thd rap ¢ khoang lién suon 3 canh uc do hep dong
mach phoi. Tieng T2 giam cuong d6 hoac la mat.

X quang bong tim binh thuong nhung c6 hinh di hia, cung gitra trai 16m, cac dong
mach phdi nho va trudng phéi séng.

Dién tam d6 cd day that phai va nhi phai.

Siéu am cho thdy dong mach chu cudi ngua, thong lién that phan mang, day that phai
cting nhu khao sat van dong mach phéi va than nhanh cuaa no.

Thdng tim chup mach cho phép chan doan cac bat thuong trong di tat bam sinh nay.

2. B¢énh Ebstaine

La bat thuong bam sinh hiém gap cua van ba 1a. L& vach va 14 sau dinh nhau va chi
tach nhau ¢ 1/3 dusi. Ching lam thanh 16 van ¢ dudi thap bat thuong, nhu vay tao bénh canh
that bi nhi hoa.

- Phén thét bi nhi hoa co bop cung lic v6i nhi vi thé can tré qua trinh 1am day méu. LG van ba
14 hep hoac la ho. Két qua la & tré tuan hoan ¢ thugng nguon cua van ba 1a, néu c6 phoi hop
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thong lién nhi thi s& c6 shunt phai trai, néu vach lién nhi binh thuong thi ¢6 @ tré tinh mach
ngoai vi (gan lon, tinh mach ¢6 noi, c6 chudng).

- Nghe tim c6 cac tiéng tim tach doi do bloc canh phdi hoan toan, thanh phan T1 cua van ba la
am sac kim loai. Hay gap tieng thoi tam thu do h van ba la dac diem la dich sang trai so voi
binh thuong lam nham h¢ hai l4.

- X quang c6 bong tim 16n 1am cho c6 thé nham tran dich mang ngoai tim. Pién tdm d6 c6
Iéch truc phai day nhi phai va hinh anh bloc canh phai.

- Siéu am M-mode thdy van ba 14 dong cham 0,04-0,12s so véi van hai 14, siéu am hai binh
dién thay bam thap van ba Ia.

- Théng tim chup mach cho thay tinh trang nhi hoa thit ciing nhu do &p luc budng tim phai.

- Tién trién thay doi, doi séng trung binh 13 nam. Néu qua khoi thai ky nién thiéu cé the song
30-40 nam. Nguyén nhan tir vong do tai bién mach néo, suy tim phai, roi loan nhip.

5.3. Phuc hop Eisenmenger: Bugc mo ta lan dau tién vao nam 1897 khéc véi tir chiing Fallot.
Tim muon, bao gom céc di tat sau:

- Thong lién that cao.

- Pong mach cha xuat phat tir chd thong lién that c6 thé c6 cudi ngua.

- Day that phai.

- Gi&n dong mach phoi.

bién tam d6: Thuong day 2 that. Xquang: Tré nho tim to va rén phoi dam.

Hién nay nguoi ta xép tat ca cac bénh tim bam sinh ¢ Shunt trai-phai nhung da dao Shunt
phai-trai goi la hoi chiing Eisenmenger.

VI. BENH TIM BAM SINH KHONG SHUNT

1. Hep €0 dong mach chu

- Lam sang: }héi tam thu canh uc trai cuong do vira phai, khong ¢6 rung miu nhung lan ra sau
lung rd, huyét &p tang va mach nay manh ¢ chi trén, huyét ap thap va mach yeu ¢ chi dudai.

- bién tam do, Xquang: Day that trai manh hay vira tly hep eo dong mach chii gan hay xa 15
van dong mach chu, that trai 16n vira phai véi gidn dong mach chu phan trén xwong don trai
kém theo dau gam mon xuong suon (dong mach lién suon giédn).

- Siéu am-Doppler: Thay dugc vi tri, kich thugc cua hep, dong chay tang téc do qua noi hep
va dau anh huong caa hep eo dong mach chu (gidn that trdi....).

- Thong tim, chup mach: Ap luc tht trai tang, ap luc dong mach chu tam thu tang cao phan
trén hg:p nhung binh thuong & dong mach ben. Chup mach cho biét vi tri hep, mirc d6 giam
cua tuan hoan bén ctia dong mach lién suon, dong mach vu trong.

Ngoai hep eo dong mach chii con gap hep dudi van dong mach chi bam sinh do ton tai mot
mang dudi cha can duong tong mau that trai.

2. Hep van dong mach phéi: Chiém 7% bénh tim bam sinh gom hep van, hep dudi van, hep
phéu, va phoi hop:

- Lam sang: thoi tam thu manh ¢ 6 van dong mach phoi kém rung miéu, T2 nhe hoac mat, tim
muon.

- bién tam d6, Xquang: day that phai chon loc, than dong mach phoi gin va phong, lon that
phai, giam mach mau ca 2 truong phoi (phoi sang).

- Siéu am-Doppler: Cho biét the hep van, dudi van, phéu hay phoi hop, thét phai day, toc do
mau qua van dong mach phoi tang cao, d6 chénh ap qua cho hep tang.
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- Thong tim, chup mach: thdy do chénh &p luc gitra that phai va dong mach phol tang (ap luc
budng that phai tang cao trong khi thip & dong mach phdi). Chup mach cho thay hep, chét can
quang di qua chd hep van.
VIL. PIEU TRI
1. Thong nhi
Phan 16n thong nhi khong dﬁn’dén suy tim. D9 chénh ap lyc gitra 2 budng nhi khéng cao do
do thong nhi cing khong bi bién ching viém ndi tdm mac nhiém trung. Do d6 thuong khong
can phai dung khang sinh du phong khi nhd rang, chira rang hoac lam thu thuat ngoai khoa.
1.1. Noi khoa
Chi ¢6 vai trd twong ddi nhat 1a khi chwa c6 chi dinh phau thuat nhu:

- Piéu trj bdi nhiém phdi.
- Piéu trj r6i loan nhip khi ¢6 rung nhi, nhip nhanh kich phét trén that.
- Piéu trj suy tim.
- Piéu tri phong chdng tic mach.

~ bong 16 thong lién nhi bang 6ng thong dua mot dung cu goi 1a du d6i dua vao 16 thong
dé bit 1a mot tha thuat dugc cac nha ndi tim mach thuc hién.
1.2. Ngoai khoa

Béng phau thudt tuan hoan ngoai co thé, dong 16 thong lién nhi bang cach khau truc tiép
hay bang mieng va tong hop. Thong nhi c6 thé ty dong véi tan suat tir 14-66%. Do d6 khong
nén phau thuat ¢ tudi dudi 1 tudi trir khi co bién ching suy tim hodc ting ap phdi khong kiém
soét dugc.

Chi dinh phau thudt: tu6i phau thut thay doi c6 tac gi cho nén m & tudi di hoc tir 3- 5, hogc
6 thé mo ¢ tudi tu 15 -20 tuy vay nhin chung chi dinh phau thuét théng nhi thuong khong
khan cap nhu thong that vi bién chung tang ap phoi thuong xay ra mudn hon. C6 nghién ctru
cho nguoi 16n tudi méi phat hién cling nén mo. Chi dinh thuong thong nhat khi:

- Luu lugng dong mau phoi/ luu luong dong mau dong mach hé théng >1.5/1

- Chua d6i shunt (ndng do 02 bdo hoa dong mach (92% hoic sirc can PMP < 15 don vi

Woods/m? co thé).

Khoéng phau thuat khi: ap luc dong mach phoi do bang Doppler gan bang 4p luc mach
hé thdng, ludng thong rat it va 2 chidu, d6 bao hoa O luc nghi dudi 92% va giam hon khi
gang sirc.

2. Thong lién that (TLT)

q Vé noi khoa noi chung can diéu tri cac bién ching ctiia TLT nhu suy tim, boi nhiém
phoi, viém ndi tdm mac nhiém’trl‘mg. Phau ‘Ehuat tré so sinh thuong co tir vong cao IQ-ZO% S0
voi tré 16n 2%. Thong lién that cting co thé tu dong, cac truong hgp nang dé lau de chuyén
sang hoi chung Eisenmenger kho khan khi phau thuat.

2.1. Thong that c6 16 thong nho, shunt nhod

Khong c6 chi dinh ngoai khoa vi bénh nhan thich nghi t6t. Chi can dy phong nhidm
trung ndi tam mac. Tuy vay TLT 16 nho c6 kem ho van dong mach chu (hoi ching Laubry -
Pezzi) cling nén Xét mo sém.

2.2. Thong that 16n, shunt trai - phai 16n (thong lién that nhém II)

_ Chiém 50%. Noi khoa gitip diéu tri céc bién chimg hai khi bgnh nhan khong c6 chi dinh
phau thuét. Bi€u tri chu yéu ngoai khoa voi tuan hoan ngoai co thé, bang cach dung miéng va
nhan tao. Nguy co tr vong tur 1-2% trong thé nhe va < 10% trong thé nang. Tai bién phau
thudt thuong gdp do ton thuong bo His gdy bloc nhi that hay bloc nhanh.
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Chi dinh: nén dit vin dé sém tudi tur 2 -10, chi s ap luc dong mach ph01/ ap luc dong mach
toan thé (0.75 kém theo suy tim can phau thuat ngay. Néu suy tim 6n dinh khi diéu tri noi
khoa

Ngoai hai nhdm mau lam sang trén con hai nhom dac biét khac it gap hon:

- Nhom III voi su tang ap phdi ning, gan véi hoi chimg Eisenmenger nhung shunt trai-phai
van con du rat yéu. Khong cé chi dinh phau thuat.

- Nhom IV véi hep van hay p}leu DMP (Thong lién theit c6 bao vé phéi) gén v6i t chung
Fallot, nhung shunt trai - phai van con du rat yéu. Can phau thuat néu day that phai rd.

3. Con éng déng mach (COPM)

Tét qé bénh nhan CODM néu khong tu dong dll’qc can chi dinh phau thuat do cc')vnhiéu
nguy co néu khong giai quyet nhu: viém ndi tdm nhiém trung, suy tim trai, tang ap phoi, voi
hoé ong dong mach.

3.1. Noi khoa

O tré so sinh va con bu co thé dung indometacine (Indocid) 25mgx 1-2 vién/ngay 1
thang lam déng lai ong dong mach do thudc trc ché tac dung co that cua Prostacycline. C6 tac
gia sir dung Aspirine ciing c6 két qua. Néu khong co két qua phai phau thuat. Ngay nay co thé
bit ong dong mach bang dung cu khéng can phau thuat.

3.2. Ngoai khoa
, Bang thu thuat cat bugc hay nut 153 thong néu 15 thong duong kinh dudi Smm va tre 8kg.
Ap dung phau thuft vdi tudi tir 1-2 tudi nhung c6 the 16n hon nhung chua doi shunt. Ty 1€
nguy co tir vong khi phau thuat tir 1-2% do suy tim, Osler.
Theo Kirklin tat ca COPM ¢6 trigu chimg hogc tré khong lon du da diéu trj ndi khoa tich cuc
c6 the phau thuat ¢ bat ky tudi nao.
- Con dng dong mach véi shunt 16n va tang ap phoi nhe:

Diéu tri ngoai khoa: Cat budc. Nguy co tir vong cao hon so v&i nhom trén.
- Con dng dong mach véi shunt nho va tang ap luc phoi ning.

Diéu tri: Chi dinh ph?lu thuat cAn xem xét ky.
Né}l sfrp can ap luc phéi trén 10 dv/mzr, khong con chi dinh plze:lu thuat. Néu sirc can mach
phoi thap hon nhung ong dong mach ngan, voi hoa nhiéu nén phau thuat tim ho tranh v6 dong
mach khi kep trong phau thuat kin.
4. Tu ching Fallot
- Noi khoa}: diéu tri c,hi co tinh tam thoi, ’lém bot ’céc triéu chiing chuén bi cho phéu th}lé.t.
Giam sy tong mau that phai bang cac thudc trc cl}é béta nhu Propanolol 40mg x1vién uong.
Cho thuoc chong dong hay chong ngung tép ti€u cau nhu Aspirine 0.25g/ ngay. Tré so sinh c6
tuan hoan phoi khong du co thé chuyen Prostaglandlne El dé gitr ong dong mach me. Tat ca
tre co dung tich hong cau cao can cho thém vién sit udng. Chbng con thiéu Oxy kich phat:
cho ndm dau thip gbi - nguc, O2, Morphine 0.01-0.1 mg/kg TB, truyén Natri bicarbonate.
- Ngoai khoa: c6 thé phau thuat tam thoi hodc phiu thuét sira chita. Tudi 1y tuong dé phiu
thuat stra chira (va 16 thong that bang manh gheép va stra chita hep DPMP) la 2 tudi. Bé cham
tudi 16n s€ co nhiéu bién chimg sau mo. Tinh trang thét trai va kich thudc dong mach phdi 1a
nhimng yéu t6 quan trong gitip quyét dinh ky thuat nay.
V& phau thuat tam thoi c6 hay k¥ thuat thong dung la Blalock - Taussig (nbi ha don trai va
nhénh trai DPMP) va Blalock - Taussig c6 bién cai (ndi bang dng Gore- Tex). Khong thuc hién
pl~1au thuat Blalock - Taussig ¢ tré nho dudi 6 thang tu6i hoac PMP c6 duong kinh <3mm vi
de bi thuyén tac.
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Can giai phau sém khi triéu ching co hang ngay cang tang hodc thé tich hong ,cﬁu khoang
65%. Ty 1¢ tr vong khodng < 5% doi voi Blalock va 10% doi véi dicu tri tan goc. K thuét
Blalock chi cho két qua tot trong khoang 50% truong hop trong vong 10 nam.

5. Hep dong mach phoi

- Noi khoa: it c6 tac dung. Puge coi vira khi d6 chénh ap luc that phai/ PMP ti da 50-80
mmHg, nang khi d6 chénh ap t0i da >80 mmHg. Can thi¢p cang cham cang hep néng hon do
phi dai ving phéu. C6 thé ap dung phuong phép nong van thay cho phau thuat mo. Hién nay
chi dinh nong béng qua da nhung co gia tri cao néu tudi nho. Day la phuong phép diéu tri lya
chon, hau nhu khéng c6 tir vong.

- Ngoai khoa: chi ap dung khi khong nong van qua da duoc. Phau thuat tao van dong mach
phoi hai 14 ¢6 kém theo hay khong sura chira phéu phoi. Khi ¢6 suy tim phai ti 1€ tir vong cao
trén 14%.

6. Hep eo dong mach chu

Ngoai khoa: Can dat Vén dé phau thuat ngay khi bénh nhan con chiu dung duoc. Tudi 1y
tuong la tir 10 -15 tudi, Ve sau nguy co cao do bi xo vira phéi hop. Nguy co tir vong dudi 5%.
Phau thuét bang cach ni tan hodc bat ciu ndi bang dng nhén tao.

7. Phirc hop va hoi chirng EISENMENGER

-Nbi khoa: diéu tri bién chung suy tim: Oy, trg tim, o1 tidu...

-Ngoai khoa: khong c6 chi dinh phau thuét ngoai trir thay tim.
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