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Tom tat

Thodt vi hoanh la bénh ly mat tinh lién tuc trong qud trinh phat trién cda co hoanh qua dé cdc tang trong phic mac di
chuyén Ién khoang I6ng nguc qua cdc 16 cua co hoanh, ddy la di tat ba&m sinh gdp khoang 2,5 - 3,5 ca trén 10.000 tré sinh
séng. Tré mac thoat vi hoanh bam sinh thudng kém véi suy hé hap & nhiéu mic d khéc nhau vi thi€u san phdi va tang
ap phoi, ti 1é t&r vong tir 20% - 60% du la 6 cdc quoc gia phat trién. Muc tiéu: 1) M6 ta co ché€ bénh sinh va cdc phuong
phédp chan dodn thoat vi hoanh; 2) Cap nhat nhitng bdng ching can thiép trudc, sau sinh va mét sé yéu t6 lién quan.
Tir khod: thodt vi hodnh, suy hé hdp.

Congenital diaphragmatic hernia, update the prenatal and postnatal
diagnostics, management
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Abstract

Congenital diaphragmatic hernia (CDH) is a developmental defect of the diaphragm that allows abdominal viscera
to herniate into the chest. The rate of affected neonates was 2.5 - 3.5 per 10000 live births. Children with congenital
diaphragmatic hernia are often associated with various degrees of respiratory failure because of pulmonary hypoplasia
and pulmonary hypertension, mortality rate was 20% - 60% even in developed countries. Objectives: 1) To describe
the pathogenesis and diagnostic methods of diaphragmatic hernia; 2) To update the evidence of prenatal, postnatal
intervention and some related factors.
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1. PHOI THAI HOC, PHAN LOAI THOAT VI HOANH

Tuan thir 8 thai ky ban ngang va 2 1a phuc - phé mac
nhap lai, phan hoa nhap sau clung nhat nam & phia sau
bén. Co hoanh cé hinh vom, mat 16m hudng vé phia
bung, ngan céach gira [6ng nguc va 6 bung. Co hoanh cé
vai trd quan trong nhat trong hé hap, cé nhiéu 16 dé€ cho
céac tang, mach mau va than kinh tir [6ng nguc xudng
bung [1], [2].

- Thoat vi hoanh 16 (Bochdalek) la dang hay gap nhat
(70 - 90%) chu yéu & bén tréi vi: (1) Qua trinh phat trién

Trwéce (Morgagni 23%) Trung tdm (2%)

Phai (13%) Trai (85%)

phéi, 16 mang phéi - phic mac bén phai bit sém hon (16
& bén trai cé kich thude 16n hon). (2) Gan nam bén phai
chéng dugc sur thoat vi clia cac thanh phan cla 6 bung
Ién khoang ngurc.

- Thodt vi qua 16 Morgagni, viing gan xuong Gc phia
trude co hoanh: 10 - 15%. Thoat vi loai nay thudng & bén
phai hodc hai bén. Bénh thuong biéu hién & tré I6n, vdi
cdc triéu chiing dau thugng vi, buén noén.

- Thodt vi trung tam: chiém < 2%, cau trdc co & vién
I6 con nguyén ven.
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Hinh 1. Phan loai thoat vi hoanh bdm sinh dua trén vi tri
(ngudn Satyan Lakshminrusimha)

2. SINH BENH HQC THOAT V| HOANH BAM SINH

Tai tuan th 7, khi co hoanh déng hoan toan tuong
duong véi luc dudng thd phan nhanh thé hé thi 4. Tir
tuan thir 10 - 14, sy phat trién cla dudng thd nhanh nhét.



Cotron va sun hinh thanh tir gitra tuan th&r 7 dén tuan 11,
tuan tha 20, nhu mé phdi va mang ludi mao mach phai
hinh thanh. Clng thoi gian d6, nhirng thanh phan thoat vi
day phéi Ién clng bén, néu 16 16n trung that bj ddy sang
bén dai dién. Sy chén ép lam giam phan nhanh duong
thd, giam nhu mo phdi va mao mach phéi dac trung bai
thi€u san phai, giam phé& bao type II, giam surfactant [3].

Thiéu san phéi la tinh trang giam s6 lugng duong
thd, giam dién tich trao d6i khi, nhu méi phéi khéng
trudng thanh va s6 lugng nhanh dong mach phé quan,
mao mach phdi cling giam.

Tang dp déng mach phéi: s6 luong céc nhanh dong
mach dén nhu mé phéi cung bén va phéi doi dién déu
giam. C4c ti€u dong mach cé I1&p co phat trién qua murc
$0 Vi binh thuong lam téng ap luc phdi. Lép co day kém
dap Ung vai thong khi va cac thuéce gidan mach.

Tén tai 6ng déng mach, 16 bau duc: & tré thoat vi
hoanh bam sinh, tang ap luc déng mach phdi tang lén
can trg déng 16 bau duc.

Tat quai rudt. doan rudt thoat vi sé tu do trong
khoang nguc, do dé, né dé dang chén ép hodc xoan
ho&c that nat lai.

3. CAC D| TAT PHOI HOP

Thoat vi hoanh bdm sinh (TVHBS) két hop céc di tat
khac da duoc béo céo trong nhiéu nghién ctru. Ty 1é nay
dao dong tir 30 - 50%. Cac di tat bam sinh lién quan dén
TVHBS bao gom:

- Di truyén: Pober va cong su 2008 c6ng bd yéu t6 di
truyén & tré TVH chiém 15 - 20%, trong dé khoang 10%
TVHBS lién quan bat thudng nhiém sac thé, pho bién la:
Trisomy 18, 21, 13...[3].

- Di tat tim mach: 1/4 bénh nhan TVHBS cé bat
thudng tim mach: thong lién that, khuyét tat vach lién
nhi, t&r chirng Fallot, thi€u san that trai...

- Di tat ho hdp: 18% bat thuong giai phau khi phé
quan, bat thuong mao mach phéi.

- Di tat than kinh trung uong: hay gap di tat ong than
kinh, ndo Ung thuy, bat san thé chai.

- B4t thuong da day - rudt: Sy quay bat thuong cda
quai ruét, ludng trao ngugc da day - thuc quan, di dang
thuc quan, ngoai ra con gap thoat vj rén.

- Bat thuong hé sinh duc tiét niéu: than lac chg, tinh
hoan lac chg, thi€u san tinh hoan, mo ho gidi tinh, than
mong ngua....

- B4t thuong co xuong: thira ngén, dinh ngoén, giam
san xuong suon.

4. CHAN POAN THOAT VI HOANH BAM SINH

Chan doan trudc sinh

TVHBS c6 thé dugc phat hién qua siéu dm & tuan thi
14 cua thai ki. TVH trdi bi€u hién day trung that sang bén
phai, da day va rudt trong nguc. Bén phai, vi nhu mé gan
tdng am nén khé phéan biét dugc véi phéi, Doppler mach
mau rén va mach mau gan hoéc vj tri tdi mat bé sung

cho chén doan [3],[4].

Ca siéu am 3D va MRI déu cho phép déanh gia thé
tich tuyét dai ctia phdi nhung MRI t6t hon. Ngoai ra MRI
con gilp tam soat dij tat phoi hop.

Ty |é phéi - dau (LHR) duoc danh gia gian tiép vé kich
thudc clia phdi ddi bén thodt vi so véi chu vi dau. Tuy nhién,
& thai binh thudng, LHR tang theo tudi thai vi dién tich phai
tang nhanh hon chu vi vong dau. ¢ thai binh thuong, LHR
quan sat duoc so véi LHR mong dgi (o/e LHR) hang dinh
theo moi tudi thai. Theo Alfaraj va cong su, 100% TVHBS
c6 o/e LHR > 45% song sau sinh. Theo Jani va cong s, ty
|é s6ng con la 18% néu o/e LHR < 25%, 66% néu o/e LHR:
26-45% va 89% néu o/e LHR > 45%.

Chan doan sau sinh

- Suy ho hap sdm ngay sau sinh (da sé cac truong
hop). Khdng co triéu chiing suy ho hap sau sinh (sd it
dudi 10%).

- Léng nguc bén thoat vi vong, bung I6m hinh thuyén.
Nghe ph&i mét tiéng ri rao phé nang cung bén va cé thé
nghe tiéng éc ach cua rudt.

- Phan 16n TVH xdy ra & bén trai nén nghe tim
thudng thay ré hon & bén phai do trung that bi ddy sang
bén d6i dién. RGi loan tuén hoan: cé thé gap nhip nhanh,
thai gian lam day mao mach trén 3 gidy, dau hiéu suy
tim phai.

- Dau hiéu tang ap luc déng mach phai, chénh léch
Sp02 trudc va sau 6ng.

- Di tat bdm sinh kém theo: bat thudong nhiém sac
thé, di tat 6ng than kinh...

Céan lam sang

- Chup X Quang nguc bung khong chuén bi thdy hinh
anh bong hoi trén 16ng nguc, co hoanh mét lién tuc, tim
bi day sang bén ddi dién. Chup luu thong rudt: hinh anh
thuSc cén quang ong tiéu hod Ién [6ng ngurc.

- Siéu am: phat hién hinh anh 6ng tiéu hod, nhu mé
gan lach trong 16ng nguc; danh gia mirc do thi€u san
nhu mé phai bén bénh; khé khan trong tim vi tri, do kich
thudce 16 thoat vi. Siéu &m tim: tiéu chudn vang chén
doén tang ap luc dong mach phdi dua vao dac diém:
Shunt phai - trai.

- Xét nghiém: khi mau déng mach, lactate dé danh
gia suy ho hap va rdi loan toan kiém. Cac xét nghiém
chiéc nang gan, than, déong mau, cong thirc mau, nhém
mau chu y&u phuc vu trong va sau mé.

- Ch&n doan phan biét: tim bén phai; nhdo co hoanh;
phdi biét 1ap; bénh phdi tuyén nang; xep thuy dudi phdi
phai.

5. DIEU TRl THOAT VI HOANH BAM SINH

5.1. Theo dai va diéu tri trudc sinh

- V&i TVHBS don thuan, ly thuyét phau thuat dat tam
chan thoat vi tir trong td&r cung cai thién su phat trién
clia phdi, néu co thoat vi gan thi khéng thuc hién. Cac
nghién ctu thay khéng cé cai thién ty |1é séng cho con,
tang nguy co cho me.
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- Lam tac khi quan thic déy sy tang trudng phai.
Tac khi quan tir trude sinh gy can trd viéc thoat céc
dich & phai, lam tang ap luc dudng thd gay tang sinh t&€
bao phdi, tang thé tich phé& nang va su trudng thanh cda
mach mau phai. Duy tri viéc tac khi quan co bat lgi la
giam san xuat t€ bao type Il va Surfactant. Lam tac khi
quan cé thé thuc hién qua da vao thai nhi ma khéng can
gay mé toan than. Nghién ctru 1én nhat vé lam tac khi
quan (n = 210), cho thay ty |& s6ng tang tir 24% dén 49%
(TVH bén trai), 0 dén 35% (TVH phai). Thuc hién khi chi
s0 phdi dau < 1,0, o/e < 25%, khong cd di tat va bénh di
truyén, thai 27 - 30 tuan [4], [5].

5.2. Theo doi va diéu tri sau sinh

Nguyén tac:

- Dam bao hé hap: thd may thich hgp theo chién lugc
(théng khi nhe nhang).

- Diéu tri tang ap luc déng mach phai.

- H6 trg tuan hoan: dam bdo tudi mau tang dich.

- Phau thuét c6 tri hoan.

- Theo doi lau dai sau phau thuat.

Dia diém va thai gian sinh:

Tré TVHBS can dugc sinh & bénh vién c6 kha nang

Khuyén céo diéu tri sau sinh:

phau thuat nhi khoa. Phan tich k&t qua ctia 2140 tré dé
noi khac dugc van chuyén dén trung tdm cé kha nang
phau thuét thay ti & t&r vong hodc phai (ECMO) cao hon
$0 vGi nhom sinh tai bénh vién cé trung tdm phau thuat.
Mot nghién clru 628 bénh nhan cho rang sinh sém bang
m& chid dong trude chuyén da (37 - 38 tuan) so véi 39 -
41 tuan thi it nguy co phai str dung ECMO va ty Ié s6ng
sau nay cao hon. Nghién ctru da trung tam vé TVHBS
cho thay phuong thirc sinh khéng anh hudng dén ty Ié
s0ng vi vay khong khuyén cdo mé sém. Mét s6 tac gia
Gng hé viéc dung gian co dé€ han ché viéc nudt thém khi
tuy nhién khong thay cé hiéu qua [3], [4].

Diéu trj tai don vi héi stic so sinh:

Quy trinh chuén gan day nhdn manh vai tro théng khi
nhe nhang va diéu tri tang ap luc déng mach phéi. Tracy
va cong su; Van dent Hout déu cong bd ap dung quy
trinh diéu tri chudn nay cai thién két qua diéu tri thoat
vi hoanh so véi trudce day. Tuy nhién, nhitng nghién ctru
nay chua chi ré dugc két qua cai thién hon la do uvu viét
cla quy trinh chuén hay do tién b chung cua y hoc [6].

Bang 1. Diéu tri sau sinh TVHBS dua vao déng thuan chau Au

Tai phong sinh
bat NKQ ngay lap tic
Ap luc dinh < 25 cmH,0
D&t ong théng da day

Khéng ding béng va mat na dé hdi strc

Tai khoa hoi strc
so sinh pH > 7,2, Lactate 3- 5 mmol/I

mode thd CMV hodc HFO

Thong khi thich hop dé& duy tri SpO, 85% - 95%

Ap luc dinh 1a 25 - 28 cmH,0 (kiéu thd CMV)
Ap luc duong thé trung binh 17 cmH,0 (cho HFO)
Duy tri huyét ap binh thuong theo tudi thai

Can nhac dung thuéc van mach

Tang ap phai

Siéu am tim danh gid muc dé tang ALDMP

Hit khi NO, néu khong dap (ng thi dirng
Tang ap phdi kéo dai: dung céc thudc trc ché& phosphodiesterase, irc ché thu thé

endothelin, trc ché tyrosin kinase

Chi dinh ECMO That bai dé duy tri Sp0,> 85%

Toan hé hap

Tinh trang thiéu oxy (lactate > 5 mmol/I)

Trong thai gian cho
phau thuat

Fi0,< 0,5

Bai niéu > 2 ml/kg/h

HATB trong gidi han binh thudng so véi tudi thai

Khong triéu chirng cua tang ALDM phéi

XU tri h6é hap trong tang dp luc déng mach phéi:

- Thd mdy thong thuong. Tranh céng gian qua murc
phai, chan thuong thé tich, xep phdi. Chap nhan PaCo,,
tang cho phép khoang 60 mmHg. Gidi han ap luc dudng
thé: PIP (dén 25 cmH,0); PEEP (3 - 5 cmH,0); MAP (12-
14 cmH,0), Vit (6 ml/kg). SpO, trudc 6ng > 85%, sau 6ng
> 60%, pH > 7,25; PO2 > 40 mmHg; day la quan diém
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mai, van kiém soat dugce strc can hé mach phdi (PVR)
ma khong lam ton thuong phai thir phat do ép luc. Trong
khi quan diém cii giam PVR bang tang thong khi kiém
soat PCO, va pH gay chan thuong phdi do gidn né phdi
quéa murc, khong thay déi két qua diéu tri.

- Thd méy cao tan (HFOV). Chuyén HFOV néu qua
céc gidi han cai dat trén cla kiéu thd thong thudng, kem



tinh trang thi€u oxy kéo dai (Sa0, < 80% hodc PCO, >
65 mmHg). Lgi ich cua HFOV: du thong khi va trao doi
oxy v&i thé tich luu théng nho, rit duge CO, dé dang.
Huy dong nhu mo phdi hoat dong t6i da vai ap luc phé
nang thap, t6i vu hod thé tich phéi va giam téi thi€u chan
thuong khi va tranh tang ap luc dong mach phai. Cai
thién phan bg chat surfactant khi cé chi dinh dung thuéc
nay. Cai dat HFOV : MAP trén gidi han truée d6 2 cmH,0;
F:12-20 Hz; FiO,: 1.0 sau gidm dan d€ dat chi s6 dich.

- Mang trao d&i oxy ngoai co th€ (ECMO). Chi dinh
ban dau khi 4p luc dudng thé cao, Pa0, < 40 mmHg
trong 2 gid, pH < 7,25 trong 2 gid, ha huyét ap dai dang,
hodc Ol > 40 mmHg qua 2 [an déanh gia cach nhau 30 phdt,
hodc ro khi ndng. Sa0, trudc 6ng < 85%hoédc Pa0, truéc
ong < 30 mmHg, hoac lactate mau nang. Tién lugng khi
TVHBS phai ECMO, t&r vong 80% va ty |& tan tat cao.

- Bom Surfactant. Diéu tri bom Surfactant con tranh
céi, tuy nhién nhéom bénh nang, tré dudi 34 - 35 tuan,
bom qua NKQ sém vai gio sau dé lam giam ty |é t&r vong
tré TVHBS.

XU tri tdng dp luc déng mach phdi:

- H6i strc tuan hoan. Han ché dich, Dopamin 3 -5
mcg/kg/phut, duy tri huyét ap trung binh trén 40 mmHg
hodc trén tudi thai, néu shunt phai - trai nhiéu: dopamin,
adrenalin, bu dich hodc albumin 5%. Dung thudc gién
mach phai: iNO, lloprost, Milrinon, Sidenafil...S&r dung
PGE1 khi c6 anh hudng huyét dong.

- Sr dung PGET1. Chi dinh lam giam tai that phai do
hiéu qua cia mé 6ng DM: giam ganh that phai, cai thién
hoat doéng vach lién that, cai thién kha ndng lam day
va chirc ndng that trai. Bich khi sir dung PGE1 la SpO,
trude 6ng > 85% (dd tudi mau ndo). Can dam bao du tién
ganh, néu HA t6i da thap can bu dich, cho Adrenalin. Khi
shunt phai - trai lién tuc qua 6ng DM, bién do chénh léch
trude va sau 6ng, stirc can mach phéi con cao, chua nén
phau thuat, thoi diém phau thuat khi strc can mach mau
ph&i va chirc nang that phai cai thién.

- Diéu tri gidn mach phai dac hiéu. S&r dung khi NO
duong hit (iNO) khi shunt P - T nhiéu, ap luc dudng that
phai > 2/3 &p luc hé thong. Theo d6i bang siéu &m nhiéu
[an dénh gid chirc nang va ap luc tdm thu that phai.
Dap Ung tot, can cai iNO tlr tlr, g6i chat &rc ché PGES
(Sidenafil). That bai cé thé lién quan kich thudc va chic
nang tim trai.

- Prostacycline: duong khi dung tot hon dudng tinh
mach do khong ha HA hé théng, liéu truyén tinh mach
lién tuc 2 - 4 ng/kg/ph, khi dung 15 ng/kg/15 phut.

- Két hop thuéc: iNO + Sidenafil; lloprost + Sidenafil.

5.3. Phuong thirc phau thuat

Thoi gian phau thuét: cac nghién ciru phan nhém
ngau nhién 0 - 3 ngay; 3 - 7 ngay; sau 7 ngay thay ty |&
song khong cé su khéc biét, nhirng tré dugc diéu tri ndi
on dinh trude mé co ty 1é song cao hon. Tiéu chuan cho
on dinh trudc phau thuat, tuy theo tirng trung tam diéu
tri. Theo V. Dattin - Dorriere: 6n dinh tinh trang chung khi

dam bdo du céc tiéu chuan sau:

- (a) Cac bién huyét déng binh thuong (HATB > 40
mmHg; bai niéu > 2 ml/kg/h; khéng c6 van mach).

- (b) Khéng con chénh léch SpO, trudc va sau dng va
dau hiéu tang ap luc dong mach phéi kéo dai trén siéu
am, khong cd iNO.

- (c) Bat trd lai ché do thd may thong & (CMV) dam
bdo an toan véi céc gia tri PIP 15 - 20 cm H20, dd trao d6i
oxy gidi han Fi02 < 0,4.

- Thaoi gian cu thé: nhitng tré triéu chimng nhe ho trg
ho hap t6i thi€u, khong ¢ tang ap phdi hodc thi€u san
ph&i mao sau 48 - 72 gio.

- Nhirng tré thi€u san phéi nhe c6 tang ap phéi cé thé
hoi phuc thi mé khi da diéu tri dugc tang dp va dé gian
na phéi cai thién, mé sau 5 - 10 ngay.

- Nhitng bénh nhan khong dap tng diéu tri n6i khoa
can ECMO, thoi gian mé phu thudc nhiéu tirng trudng
hop nhung nhém mé sém lam ECMO 1 - 5 ngay cé ty |é
bién chirng chdy mau va t&r vong cao hon nhom ECMO
sau 5 ngay. Jason 2018 nghién ctru thdy nhdm bénh nhan
ph&u thuat sém (trong vong 5 ngay ké tur khi dat ECMO)
va nhom phau thuat mudn (sau 5 ngay dat ECMO hoéac da
bo dugc ECMO). Ti Ié s6ng cia nhdm phau thuat sém va
muon [an luot la 43% va 68,8% (p < 0,05).

6. KET QUA PIEU TRI TU' CAC NGHIEN CUU

- Ty Ié t& vong: t&r vong thudng khong tinh nhirng
truong hop bi thai luy, sdy thai hodc ti vong trudce khi téi
nhirng trung tdm I&n. Nghién ctru da trung tam tai Thuy
Sy theo ddi céc truong hop TVH dugce chdn doan tir bao
thai thay ty I& t&r vong 45%. Mot s6 tac gia ghi nhan ty
I& t&r vong sau ma tai céc trung tdm: Landy (2003) 30%,
Basuto (2019) 32%, Pham Thi Thu Phuong, Tran Minh
Dién (2017) 25%, Nguyén Viét Hoa (2019) 15%.

- Bién ching: viém phéi 11 - 40%, tran khi 7 - 11%,
tdng ap phdi sau mé 7 - 19%, nhiém trung 4 - 16%, tai
phat sau mé 3 - 13%, tac rudt 10%, rd bach huyét. Lau dai
giam nhan thirc, cham phat trién than kinh va diéc tudi
di hoc tr 30 - 50%.

- Nhitng yéu t6 lién quan tién lugng: thi€u san phdéi,
tdng 4p dong mach phdi quyét dinh ty 1é t&r vong; chi
SO phdi dau < 1; o/e LHR < 25% ty 1é t&r vong 90 - 100%.
Sp02 trudec md < 90% nguy ca bién ching tang 10 [an.
Can nang < 3000 g nguy co bién ching tang 10 lan.
Thodt vi c6 gan hodc da day nguy co tir vong cao gap 4
[an. Co6 rdi loan di truyén hodc kem di tat khac nguy co
TV hoéc tan tat tang 3- 9 lan.

7. KET LUAN

TVHBS la giam s6 lugng phé& quan, ph& nang, nhu
moi phdi khong trudng thanh va sé luong dong mach,
mao mach phdi cling giam lam tang &p luc phéi. Doan
rudt thoat vi sé tu do trong khoang nguc dé dang chén
ép, xoan hodc that nut.

Siéu am va tinh chi s6 phéi dau hién nay la phd bién
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nhat co gia tri d€ chan dodn, tién lugng bénh.

Diéu tri trude sinh véi nhirng trudng hop néng chi sd
phéi dau < 1, tudi thai 27 - 30 tuan. Sinh & co s& cé hoi
strc so sinh chuén, phau thuéat tri hoan khi da &n dinh hé
hap, tuan hoan sau sinh.
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