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trang bénh nhan ma bac si diéu tri s€ dua ra
phuong phap diéu tri ban dau phu hdp nham giai
quyét tinh trang cap cu, giam thiéu chi phi diéu
tri cling nhu thai gian nam vién cho ting bénh nhan.
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GIAN POAN PONG MACH PHOI: BAO CAO LOAT CA BENH

Cao Viét Tung', L& Hong Quang', Nguyén Minh Dirc!,
Duong Khinh Toan', Ngé Quoc Thai', Lé Vin Tuyén!

TOM TAT.

Gian doan dong mach phé&i’ (BMP) |a bénh ly bt
thuding mach méu hlem gap dac trung bai tlnh trang
nhanh dong mach phdi phai va trai khong co lién ket
nGi véi nhau tir chac ba dong mach phoi. Bénh néu
khong dugc phat h|en sém va diéu tri kip thdl sé dan
tGi thi€u san mach mau phdi va tang ap phdi ndng bén
phéi dugc cap mau binh terdng tu dong mach phai.
Trong bai bao nay, chiing t6i b4o c4o V& loat ca bénh
¢ tré nhii nhi va s sinh c6 gian doan dong mach ph0|
ma mot trong hai nhanh dong mach phdi hoac ca hai
nhanh dong mach phdi pha| va trai dugc cap mau tir
mau bai dng dong mach cung bén. Tat ca cac benh
nhan déu dugc dat stent d€ duy tri &ng dong mach va
sau do du’oc phau thudt tdi théng tudn hoan ddng
mach ph0| Hai bénh nhan phai d6i mét véi tinh trang
ting ap phdi, suy tim sung huyet ngay sau khi dat
stent do tinh trang tai tuéi mau Mot benh nhén ¢
tinh trang téc hoan toan doan ndi mach méau ph0| sau
md 2 thang, can pha| phau thuat Iam cau no6i cha -
phéi tam thdi d& mau van dudc cdp cho ddng mach
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ph0| bi tdc do, trudc khi co thé stra chifa hoan toan.
Gian doan dong mach phéi & tré em thudng khodng c6
triéu chimng d|en hinh. Phuang phap can thiép tim
mach d3t stent 6ng dong mach 3 giai doan dau da
chitng minh dugc su hiéu qua. Ngoa| ra, can co su
phdi hgp gilfa can thiép tim mach va ngoai khoa trong
diéu tri bénh. Benh nhan can dugc theo ddi can than,
dé du phong cac bién chiing.

T khoa: gian doan déng mach phéi, d5t stent
dng dong mach, teo phdi

SUMMARY

CONGENITAL DISCONTINUOUS

PULMONARY ARTERY: CASE SERIES

Congenital discontinuous pulmonary artery (also
known as unilateral absence of a pulmonary artery or
absence of the proximal pulmonary artery) is a very
rare lesion that is defined as complete absence of
connection between the right and left pulmonary
artery branches originating from the main pulmonary
artery. If it is left untreated, this condition can lead to
pulmonary artery hypoplasia and severe pulmonary
hypertension in the lung where blood flow is supplied
by the normally connected pulmonary artery. In this
article, we report on a series of cases in newborns and
infants with congenital discontinuous pulmonary
arteries, where either one or both branches of the
pulmonary arteries, both right and left, are supplied by
blood from the patent ductus arteriosus in their same
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side. All patients underwent ductal stenting to keep
the duct open and subsequently underwent surgical
procedures to reestablish pulmonary artery circulation.
Two patients experienced conditions of pulmonary
hypertension and congestive heart failure immediately
after the stent placement due to reperfusion. One
patient experienced complete occlusion of the
pulmonary artery connection two months after
surgery, requiring the systemic to pulmonary shunt to
ensure blood supply to the obstructed pulmonary
artery before full repair could be performed.
Congenital discontinuous pulmonary artery in children
often does not have typical symptoms. The early
intervention method of ductal stenting has proven to
be effective. Additionally, cardiac intervention and
surgery need to be closely coordinated in the
treatment of the disease. Patients need to be
intensively monitored to prevent complications."

Keywords: discontinuous pulmonary artery;
ductal stenting, pulmonary atresia.

I. TONG QUAN

Gian doan dong mach phdi’ (DMP) la bénh Iy
bat thudng mach mau hiém gap dac trung bdi
tinh trang nhanh déng mach phdi phai va trai
khong co lién két ndi vGi nhau tir chac ba dong
mach phdi, ma mdt trong hai nhanh ddong mach
phéi hodc ca hai nhanh ddng mach phdi phai va
trai dugc cdp mau tr mau bdi 6ng dong mach
cung bén. S& di dugc goi la* glan doan’ bdi hé
th6ng mach mau clia phéi van con nguyén ven.
Néu khong dudgc phat hlen va diéu tri kip thO'I
khi 6ng dong mach cdp mau truc ti€p cho nhanh
ddng mach phdi bén do dong lai sé gay teo
nhanh dong mach phdi, tir d6 dan dén thiéu san
hé mach mau ddng tinh mach phéi va gy ting
ap phdi bén déi dién.

Bénh co ti 1€ gap 1/200.000 ngudi trudng
thanht. Trén y van thudng chi dugc biét dén vai
cac bao cao ca bénh. Chlng téi xin trinh bay 3 ca
bénh Gian doan ddng mach phéi tai Bénh vién
Nhi Trung uong dugdc nhap vién trong thang 8
nam 2023.

Il. BAO CAO CA BENH

Ca bénh 1: Tré nit 35 ngay tudi, 4,3 kg dén
kham trong tinh trang kho khé sau sinh, két qua
siéu am tim theo ddi “Sling ddng mach phdi”,
khdng thdy hinh anh tdng ap phdi. Sau d6, bénh
nhan dugc chup cdt 16p vi tinh da day, chén
doan xac dinh “gian doan DMP trai” va chi dinh
can thlep dét stent 6ng_dong mach trai lic 47
ngay tudi, tiép dén phau thuat cat ndi dong
mach ph0| sau day 18 ngay Tuy nhién, sau phau
thuat gan 2 thang, doan ndi cla nhanh PMP trai
bi hep va tac hoan toan, chi con cau tric & doan
Xa gan phia rén ph0| Do dé, bénh nhan da dugc
phau thudt lIam cu ndi chi phdi va sé co ké

hoach dé& stra chira toan bd.

Hinh 6. Bac diém chan doan hinh anh ca bénh 1

A. Siéu am tim: hinh anh nghi ngd Sling
ddng mach phdi

B. Phim chup cat I3p vi tinh: khong thdy DMP trai

C-D. Théng tim chup mach: gian doan BMP
trai va hinh anh con di tich 6ng déng mach trai
déng mach than canh tay dau bén trai (mii tén).
Quai déng mach chu (bMC) quay phai.

E. Hinh anh sau ddt stent 6ng dong mach trai

F. Thong tim chup mach sau 2 thang phau
thuat trong lai DMP trai vao chac 3 g6c BMP thdy
tic hoan toan doan ndi (doan tic sau phiu thuat
dai 8,9mm)

Hinh 7. Hinh anh phim XQ nguc ca bénh 1
A. Tai thdi diém chan doan (35 ngay tudi)
B. Sau dat stent 6ng dong mach ngay thd
nhat (48 ngay tu0|)
C. Trudc khi phau thuat [An 1 (64 ngay tudi)
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Ca bénh 2: Tré nam 18 ngay tudi, 3,0 kg
dén khdm vGi cac triéu chiing viém dudng ho
hap trén, kém theo nghe tim cd ti€ng théi tdm
thu. Bénh nhan dudc chan doan ‘Théng lién that
- Gian doan déng mach phdi phai’ dua trén siéu
am va phim cét I6p vi tinh. Tré dudc can thiép
dat stent 6ng dong mach bén phai cdp mau cho
ddong mach phéi phai luc 23 ngay tudi. Sau dé
phau thuat sira tao hinh nhanh dong mach phdi
phai ltic 37 ngay tudi.

Hinh 3. Dac diém chan doan hinh nh ca bénh 2

A. Siéu am tim: hinh anh con 6ng dong mach
phai cdp mau cho DMP phai

B. Phim chup cét I8p vi tinh: khdng c6 dong
mach phdi trai

C-D. Thong tim chup mach: gian doan BDMP
phdi va con 6ng dong mach phai. Quai DMC
quay trai (mi tén)

E. Hinh anh sau dat stent 6ng ) mach phai

-

> . B =N ‘
Hinh 8. Hinh anh phim XQ nguc ca bénh 2
A. Tai thai diém chan doan 15 ngay tuoi
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B. Sau dat stent 6ng dong mach ngay thd
nhat (24 ngay tudi) _

C. Trudc khi phau thuat khi bénh nhan 35
ngay tubi (mii tén chi stent dit vao dng ddng
mach phai)

Ca bénh 3: Tré ni, 43 ngay tudi, 4,3 kg,
dén kham vi vang da va nghe tim cd tiéng thai.
Bénh nhan dugc chan doan ‘Teo phdi — Théng
lién that — Gian doan ddong mach phéi hai bén’
dua trén siéu dm va phim cét I8p vi tinh. Sau 1
tuan phat hién bénh, tré dugc dat stent ong
dong mach bén phai do 6ng dong mach bén trai
kich thudc I6n va phau thuat lam cau néi cha
phdi khi gan 3 thang tuGi (85 ngay tudi).

Hinh 9. Pic diém chan doan hinh 8nh ca bénh 3
A. Siéu am tim: Con 6ng dong mach phai cap
mau cho DMP phéi (mi tén)
B. Phim chup cat Idp vi tinh: gian doan DMP
2 bén. Quai BMC quay trai.
C. Théng tim chup mach: gian doan DMP 2 bén
D. Sau dat stent 6ng dong mach phai

Hinh 10. Hinh anh phim XQ nguc ca bénh 3
A. Tai thdi diém chan doan (43 ngay tudi)
B. Sau dét stent ngay thir nhét (51 ngay tudi)
C. Trudc khi phau thuét (60 ngay tudi) (mdi
tén chi stent dat vao 6ng déng mach phai)
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Bang 5. Bac diém chén doédn va dién bién can thiép stent éng déng mach

Bat thudng cau tric Tudi Kich thudc nhanh Thai gian
tim va mach mau Ién (ngay) gian doan (binh Can thiép thé may xam
kem theo gay thudng) (mm) nhap (ngay)
Ca bénh 1 Nong bong 4mm,
(Gian doan Quai quay phai 47 2,7 (5,5) stent 3,5mm¥*, 6
nhanh DMP trai dai 18mm
Ca bénh 2 Thong lién that Nong béng
(Gian doan Quai quay trai 2,5mm; stent
nhanh BMP Bat thudng xuat phat 23 3,0 (5,9) 3mm¥*, dai 7
phai) déng mach dudi don phai 18mm
Cabénh3 |T€0 phdi, thdng lién that Stent 8ng déng
(Gidn doan 2 . QI;JaE quay Eréih, 50 2,5mm 2 nhanh 3n;ach Ehgl 1
P at thucng xuat phat ,5mm*, dai
nhanh) déng mach dudi don phai 16mm

*: stent vanh phu thudc Resolute Integrity DES (Medtronic)

Bang 6. Dic diém chan doan va dién bién phdu thuit diéu tri

(ngay) Phau thust im mhap (nghy)
Ca bénh 1 16250 That 6ng dongcguacnhéitfﬁahjnphhgi(png mach phoi g
Ca bénh 2 37 That 6ng dong matchhéntg(ljig;ntmé“(?tong mach phdi, va 7
Cavenn3| s | TR 000 S0 T tao el dong pech il |
I1. BAN LUAN bén thi thudng & vi tri d6i bén vdi quai dong

Gian doan ddng mach phdi la bénh ly tim
bam sinh hiém gdp, bénh dugc miéu ta lan dau
bdi Fraentzel vao nam 1868. Tu do6 dén nay,
bénh cht yéu dugdc miéu ta theo loat ca bénh, vi
thé rat khd xac dinh ti 1&é mac. Dac biét hon, nhd
tién bo trong linh vuc chdn doan hinh anh, ngay
cang c6 nhiéu ca bénh dudc bao cao han trong
nhirng ndm gan day.

Hinh 11. M6 hinh cung déng mach chu theo
Rathke?

Vé mat phdi thai hoc, ddng mach phéi dugc
hinh thanh tir cung dong mach chd thd 6. Trong
thai ki bao thai, 6ng déng mach la cau ndi giira
ddng mach chl va déng mach phéi va & cung
bén vai quai dong mach chu.? Vi thé, trong bénh
ly gidn doan hodc bat san ddng mach phdi mét

mach chu. Bénh cd thé kém theo céc ton thuang
tim mach badm sinh khac nhu t& chirng Fallot,
thong lién that, thong lién nhi , hep van cha,
chuyén géc déng mach®... Ngoai ra, bénh cé thé
di kém vdi cac bat thudng vé mat di truyén nhu
hoi chirng Di George.

Vé mat sinh ly bénh, néu khong dugc phat
hién va diéu tri kip thdi, hodc khi bénh nhéan I6n
lén 6ng dong mach khong cung cap dd mau
hoac 6ng dong sé khién DMP gian doan teo dan,
phdi cling bén s& dan thiéu san. Khi phat hién thi
PMP teo nhd, tham chi khéng c6 kha nang can
thiép. Dong thdi, bén phdi d6i dién sé phai hoat
ddng bu gay ra tinh trang tdng &p phéi, ho mau.

Bi€u hién Iam sang cta bénh phu thudc vao
thdi diém chan doan. O tré nho, thudng cd triéu
chitng khdng dién hinh. Bénh thudng biéu hién
triéu chirng & tré I6n va ngudi 16n, bao goém kho
thd khi nghi ngoi hodc gang stic, nhiém triing hd
hap tai dien hoac ho mau.* Tat ca déu do tinh
trang mot bén phéi phai hoat dong bu, mau tir
tim hoan toan di vé mot bén phdi dan dén téng
ap phéi, chay mau phai.

Phim chup Xquang nguc & bénh nhan khi
dén mudn cd thé cb cac diu hiéu nhu md mot
bén phdi, trung thdt kéo léch sang bén ton
thuong, hinh anh tang théng khi & bén phdi
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khdng t6n thuong. Dua vao phdi thai hoc, siéu
am tim cé thé thdy nhanh PMP bi gidn doan
thudng nam ddi bén so vdi hudng quay cla quai
DMV. Chup cét I8p vi tinh co tiém thudc can
quang va thong tim cé vai tro quan trong trong
xac dinh chan doan.> Diéu quan trong trong chan
doan la can phai danh giad con 6ng dong mach
cap mau cho nhanh DMP bi gian doan hay khong.

Trong bao cdo cua chdng toi vé lam sang, ca
3 ca bénh & tudi nhii nhi va so sinh nén déu
khdng ¢ bi€u hién tim tdi ndng hay thd gidng
suc, tat ca déu tinh cg phat hién dugc khi di
kham. Trén phim Xquang nguc thdng & ca 3 ca
bénh déu khdng ggi y dén tinh trang thiéu san
phéi bén tén thuong. Dic biét ca bénh s§ 2 cb
tinh trang ton thuong phdi do viém phdi do
Staphylococcus aureus.

Thuc t€ viéc chén doan & cac ca bénh cla
ching toi cling gap mot s6 thach thic. O ca
bénh 1 chén doén ban dau la bénh ly Sling dong
mach phdi v6i hinh anh gia trén siéu am tim
(Hinh 1), phim chup cét I8p vi tinh khong thay céd
déng mach phdi trdi, 6ng ddong mach gan nhu
tdc hoan toan, chi con di tich phia dong mach
chu, khong thay c6 tuan hoan bang hé cap mau
cho phéi bén trai nerng van ¢6 mau Vvé tinh
mach phdi trai. Chinh vi vy bénh nhan dugc tién
hanh théng tim chin doan va di tdi két luén
“gidn doan déng mach phdi trai.”

Hién nay, nhiing bao cao Vvé tinh trang bénh
ly gidn doan ddng mach phdi & tré nho con han
ché. Viéc duy tri 6ng dong mach la van dé song
con doi v8i bénh nhan. Do dd, ngay khi thiét |ap
chan doén, chlng t6i da tién hanh can thiép tim
mach dé nong &ng dong mach va ddt stent dé
lam cau n6i cho phau thuat stra toan bd sau nay
O ca bénh s§ 2, méc du cd ton _thugng phai
trudc can thiép nhung ching tdi van quyét dinh
can thiép cho bénh nhan bdi theo thdi gian khi
o6ng dong mach dong lai viéc dat stent sé vo
cung khé khan. Biéu nay dudc chirng minh & ca
bénh s6 1 khi chi thay di tich dau phia chd cla
dng déng mach tai th&i diém hon 1 thang tudi.
Ca bénh s6 3, do 6ng dong mach hai bén kich
thudc con tuong ddi, cd thé thy rd trén phim
cdt I8p vi tinh va théng tim nén khdng can nong
6ng dong mach.

Sau khi dat stent 6ng dong mach, tuong tur
nhu bao cdo ca bénh cla Ho, hai ca bénh cla
chiing tdi cé triéu chirng phu phdi do tinh trang
tai tudi mau (H|nh 2, 4).5 Ddc biét & ca bénh sb
2 khi kém theo ca tinh trang viém ph0| san co
khién cho tinh trang tén thuong phéi cang nang
né hon. Viéc tai tudi mau khién cho mot bén
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phéi tén thuong ndng né trong khi phdi bén con
lai khdng bi anh hudng khién cho viéc diéu chinh
thong s6 may thd khé khan. Chang t6i da nghi
dén thuc hién chién lugc ‘Thong khi phéi déc
lap’, tuy nhién do khong cé kha nang ndi soi phdi
hdp thuc hién cling nhu rat may man tinh trang
bénh nhan cling dan dap Ung véi diéu tri ndi
khoa bénh nhan van sau dé cai dugc may. Trén
thuc t€, day la mot phuagng phap cling nén can
nhdc néu khdng dap (ing vdi diéu tri bsi phucng
phap nay cling da dudc thuc hién & tré sd sinh
va tré nhd.” & Ca bénh s6 3 do 6ng dong mach
hai bén déu cd kich thudc tuong do6i tai thdi
diém can thiép nén khdng chiu anh hudng nhiéu
do tai tudi mau phéi (Hinh 6).

Céc ca bénh clia ching tdi sau khi dugc can
thiép déu co ké hoach phau thuat sira toan bd
sém. Ca bénh s6 3 ching t6i ban dau du dinh
lam phau thuat Rastelli, tuy nhién dién bién
trong mé cho thdy hai nhanh déng mach phdi
hai bén kich thudc chua du I6n cling nhu ¢é tinh
trang ton thuong ndi mac do stent nén da dudc
ti€n hanh tao hinh va lam thém cau ndi chu phdéi.
Co |é do kich thudc du sau dat stent van nho nén
cling 1a ly do bénh nhén khdng cd tinh trang tén
thuong phéi sau dat stent nhu' dé cap & trén.

Hién nay, phau thuat tao hinh nhdnh DMP
bdng mang tim tuci cling dat ra nhiing thach
thirc khong nhé trong trudng hdp bénh nhan can
nang thap, khoang cach tur than BMP dén doan
xa nhanh DMP tugng d6i dai. Do do, khi theo doi
cac ca bénh, chldng t6i nhan thdy ca 3 bénh
nhan déu cé hep géc nhanh BMP gjén doan &
cac mirc d6 khac nhau ngay sau phau thuat. Vi
vay, mac du da dugc phau thuat, bénh nhan van
can dugc theo ddi can than dé phat hién nhiing
bién chliing nang nhu tdc hoan toan doan cit
ndi, tuong tu' ca bénh s6 1 cla chung toi.

IV. KET LUAN

Gian doan dong mach phdi la tinh trang bénh
ly tim bdm sinh can dugc phat hién sdm va diéu
tri kip th&i. Phuong phap can thiép tim mach dat
stent 6ng dong mach & giai doan dau trong mot
vai trudng hgp da chiing minh dudc su hiéu qua.
Ngoai ra, can cb su phdi hgp gilta can thiép tim
mach va ngoai khoa trong diéu tri bénh.

Tuy nhién, mac du da cd nhitng cai tién
dang k& vé kha ndng chan doan va su phat trién
cla cac phu’dng phap diéu tri, nhitng di ching
ldu dai cia bénh da dudc giam thiéu, nhu’ng
quan ly bénh “Gian doan dong mach phéi” van dat
ra nhitng thach thic khong nhé trong hoi siic va
phu thuét déi véi nhitng bac sy tim mach.
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PAC PIEM TON THPONG TIM O BENH NHAN PHAN VE
Nguyén Quynh Phwong!, Trin Quyét Thing?,

TOM TAT

Muc tiéu nghién clru: M6 ta dic diém ton
thuong tim & bénh nhan phan vé. D6i tugng va
phuacng phap nghlen ciru: 99 bénh nhan chan doan
phan VE tUr do II trG lén theo t|eu chuén quy dinh tai
Thong tu so 51/2017/'IT BYT vé hudng dan phong,
chdn doan va x{r tri phan vé tur thang 1/2021 dén
thang 10/2022 tai Trung tam Hoi strc tich cuc — Bénh
vién Bach Mai, trong dé c6 38 benh nhan c6 tén
terdng tim (du’dc chdn doan khi c6 1 trong 3 dic
diém: Loan nhip tim, ton thuong suy tim theo tiéu
chudn clia Hoi T|m mach Chau Au ESC 2019,
Troponin tim tang cao vdi it nhat mot gid tri trén gldl
han tham chiéu trén bach phan vi th(r 99 (theo Hoi tim
mach Chau Au ESC 2019%), dugc thu thap cac chi s6
nh!p tim, huyét ap, dlen tim, 5|eu am tim, néng doé
Troponln Ths: trong ngay nhap vién. Tinh ty 1é phan
trdm cac blen dinh tinh, cac bién dinh lugng biéu thi
bang cac gia tri trung b|nh do l&ch chuan, trung vi,
gia tri nhd nhat, 16n nhat, so sanh gia i trung b|nh
bang t- test, so 'sanh ty Ié phan tram bdng x2( Fisher
exact test) Két qua nghién clru: 99 bénh nhan
phan vé tu do IT tr¢ Ién, trong dd co 38 (38.38%)
bénh nhan ¢ tén thuong tim. O nhém ton thuang tim
c6 biéu hién da dang ve triéu chiing tim mach: nglig
tuan hoan (26,3%), s6c tim (52,6%), loan nhip nguy
hiém (23,7%), phu phéi cap (28, 3%), kém theo mach
nhanh, huyét ap trung binh thap, néng dé Troponln
Ths 1344 + 171,1, NTproBNP 663 + 524, phan suat
tong mau that tra| (EF) glam gap & 93. 7% bénh nhéan
cd tén thuong tim, giam van dong thanh tim gdp &
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84,2%. Két luan: T6n thudng tim ¢ bénh nhan phan
vé dién blen kho Ierng, can chu y theo ddi, kiém tra,
danh gia ton thudng ¢ tat ca bénh nhan phan vé tu’
mUc do II tra 1én. Tur khda: Ton thuong tim, phan vé,
trung tam hoi surc tich cuc.

SUMMARY
CHARACTERISTICS OF HEART INJURY IN

ANALYSIS PATIENTS

Research objective: Describe characteristics of
cardiac injury in anaphylactic patients. Research
subjects and methods: 99 patients diagnosed with
anaphylaxis of grade II or higher according to the
standards specified in Circular No. 51/2017/TT-BYT on
guidelines for prevention, diagnosis and treatment of
anaphylaxis from January January 2021 to October
2022 at the Intensive Care Center - Bach Mai Hospital,
including 38 patients with heart injury (diagnosed
when having 1 of 3 characteristics: Arrhythmia, heart
failure heart according to the standards of the
European Society of Cardiology ESC 20191, elevated
cardiac troponin with at least one value above the
reference limit on the 99th percentile (according to the
European Society of Cardiology ESC 2019'), collected
indicators Heart rate, blood pressure,
electrocardiogram, echocardiography, Troponin
concentration MS: on the day of admission. Calculate
the percentage of qualitative variables, quantitative
variables expressed by mean values, degree standard
deviation, median, minimum value, maximum value,
compare mean values by t-test, compare percentages
by x2 (Fisher exact test). Research results: 99
patients had anaphylaxis of grade II or higher,
including 38 (38.38%) patients with heart injury. In
the heart injury group, there were diverse
manifestations of cardiovascular symptoms: circulatory
arrest (26.3%), cardiogenic shock (52.6%), dangerous
arrhythmias  (23.7%), acute pulmonary edema
(28.3%), accompanied by rapid pulse, low mean blood
pressure, Troponin Ths concentration 1344 + 171.1,
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