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Mot nguoi dan ong 67 tuéi ¢6 tién sir hep van dong mach phoi bam sinh va da dugc mé xé van dong
mach phoz (valvotomy) tir ndm 14 tuéi. Ong dwoc gidi thidu dén dé kiém tra tzeng thoi & tim, dong
thoi ¢é tién can cao huyét ap, ting lipid mdu va dai thao dwong duong type I1. O lan kiém tra dau tién,
ong cam thay khée manh, khéng cé biéu hién ciia bénh tim, tuy nhién ong khbng thuwong xuvén luyén
tap thé duc.Ong cé thé leo 2 luot cau thang, nhung ong cam thdy mét khi di khoang cdch xa hon.
Khdm lam sang phat hién mat tiéng P2 va am thoi gitka tam thu (mid - peaking) viing canh trdi xuong
ke, khéng cé tiéng théi tam truwong, C&C phan khdc déu binh thuong. Dién tim phat hién phi dai that
phai véi block phan nhanh phai khong hoan toan. Siéu am tim thay hinh anh phi dai that phai (hinh
3.1) véi chike ndng tam thu thdt phdi bao ton. Van dong mach phoz day va c¢é dé chénh dp toi da (peak
gradient) qua van 1a 61 mmHg & mdt cdt canh e trai. Mat cat dwdi bo swon cho thdy dp chénh ap i 16i
da la 89 mmHg. C6 su chénh &p dong hoc toi da muén( late peaking dynamic gradient) ¢ buong tong
that phai lén dén 25 mmHg (hinh 3.2). Than dong mach phéi bi dan dang ké.

MO DAU:

Hep dong mach phdi (PS) la nguyén nhan ctia hau hét cic truong hop tic nghén budng tong
that phai, day ciing 12 mot bénh bam sinh. Vi tri tic nghén dudng thoat that phai c6 thé 1a ¢ van tim,
dudi van hay trén van. Trong ba loai trén, hep tai van dong mach phéi thi gip nhiéu nhit va chiém ty
16 dén 10% céac bénh tim bam s1nh(1) Tén thuong nay co thé di kém voi nhitng bat thudng bam sinh
khéc, nhung bai nay chi dé cap dén thuong t6n hep dong mach phoi don doc ma thoi. Trong nhiéu
bénh tim bam sinh, hep dong mach ph01 12 mot bénh c6 dién tién 1am sang tuong ddi nhe nhang va c6
tién lugng tot. Vi Iy do nay, day 1a bénh tim bam sinh c6 biéu hién 1am sang kha mudn va c6 thé duoc
chan doan lan dau ¢ tudi truong thanh. Rat nhiéu bénh nhan s& khong can diéu tri gi va nhitng bénh

nhan can dugc dleu tri thi c6 thé dicu tri thanh con 12 v6i phuong phap thong tim can thi¢p qua da.
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Hinh 3.1: Siéu 4m tim thiy hinh anh phi dai tht phai dang ké & mit cit dudi suon.(Courtesy of Dr
Geoge Cohen)
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HEP TAI VAN PONG MACH PHOI:
Bénh hoc:

Trong hep dong mach phdi do van, van dong mach phéi thudong c6 3 14, tuy nhién do sy dinh
clia cdc mép van 1am cho hep 16 van & vi tri trung tAm. L4 van van moéng, trong thdi ky tam thu, van
m¢ dang hinh vom 1am han ché ludng méau thoét khoi that phai. C6 thé thiy 14 van bj xo day voi nhiéu
mirc 6 khac nhau, nhung hiém khi c6 hinh anh canxi héa 14 van. Hiém gip hon trong cac truong hop
14 van khong bi dinh & mép van ma bi dang nhiy (myxomatous), loan san, khong di dong, nhing
truong hop nay ciling ngan can duong thoat cua thit phai(1,2). Van dong mach ph01 2 1a thi cuc ky
hiém gip trong hep dong mach phdi bam sinh. Cudi cung hep van dong mach phdi co thé méc phai
trong vai trudng hop nhu trong hoi ching carcinoid (carcinoid syndrome), & ddy thuong c6 thém ton
thuong van 3 la.
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Hinh 3.2: (a)Doppler lién tyc & mat cit canh uc truc ngang: Do chenh ap t6i da qua van dong mach
phéi 1a 61mmHg. (b) O mit cit dudi sudn thi dd chénh ap cao hon: 89 mmHg. Ghi nhan d6 chénh ap
t6i da mudn 25 mmHg( phan hep), hep dong hoc budng téng do phi dai ving phéu that phai(Courtesy
of Dr Geoge Cohen).

Hep van dong mach phéi bam sinh c6 thé lién quan dén mot vai bénh di tmyén. Hoi chung
Noonan 12 mot bénh di truyén c6 lién quan dén tim khoang 50% cac truong hop, trong d6 thudng gip
nhét 14 hep van dong mach phoi — kiéu loan san 14 van. Hoi chimg Williams va hoi chtng rubella bAm
sinh 13 nhing truong hop hiém gip khac lién quan dén hep trén van dong mach phoi.

Sinh ly bénh:

ROi loan huyét dong do hep dong mach phoi gay ra tily thudc vao mic do nang cua hep . Khi
do chénh ép qua van (transvalvular gradient) cao hon ép luc h¢ thong thi gay tang héu tai trén that
phai, sau d6 duoc bu trir bang phi dai that phai. Hep du6i van thir phat do phi dai phan phéu cling dan
dén tic nghén duong thoat that phai. Ap lyc trong dong mach ph01 van binh thuong hay thap do sy
giam luong méu dén ph01 vi tic nghén. Tuy nhién vé mat giai phau hoc, su dan than va cac nhanh bén
trai ctia dong mach phdi sau chd hep thuong xay ra & hep van dong mach phéi dang vom. Piéu nay tao
thanh do dong mau xody véi téc do cao di qua 16 hep, huéng vé phia dong mach phdi trai do dong
mach phdi trai ngd vé trudc hon. Diéu la 1a trong hep dong mach phdi do loan san 14 van khong thay
su dan dong mach phéi sau chd hep.

Dac diém l1am sang:

Bénh nhéan hep dong mach phdi thuong khong biéu hién triéu chimg, ngay ca khi hep nang. Vi
véy, day 1a bénh tim bam sinh thuong dugc phat hién ¢ tudi tredng thanh. O tudi vi thanh nién, thudng
phat hién khi nghe tiéng théi dac trung ¢ tim. Tuong tu, & tudi thanh nién, duoc phat hién tinh co tiéng
thdi ¢ tim khi khdm bénh hay thy ting d6 chénh ap qua van trong luc siéu am tim. Khi hep dong
mach phéi dén giai doan nang, bénh nhan thuong biéu hién khoé thd, déi khi loan nhip tim, dau nguc
hay ngét. Pau nguc c6 thé 1a do thiéu méau co tim & tim that phai do thit phai phi dai. C4c biéu hién
1am sang khéc 12 do thit phai khong thé ting cung luong .



Kham thyc thé ¢ thé phat hién ra 4m thoi tam thu dang phut hinh qua tram nghe rd nhét ¢ gian
suon thir 2. Tuong tu nhu hep van dong mach chi, hinh dang ciia 4m thdi c6 thé thay d6i theo do
nang hep cua van. Khi d6 hep gia tang, am thoi tAm thu c6 dinh mudn va kéo dai, 6 murc d hep nang
nhat, am thdi co the keéo dai qua ca tiéng dong van dong mach chu cua tiéng tim thir 2( S2). Mot dic
dlem nira d6 1a tiéng click tong mau 4m sic cao ngay sau tiéng tim S1. Trong truong 'hop hep nhe,
tiéng click xay ra cham sau S1, tuy nhién trong truong hop hep ning, tiéng click co thé di trudc hay
nhap chung véi tiéng S1. Khong giéng nhu nhiing tiéng tim bén phai khac, tiéng click tong méau trong
hep dong mach phdi giam cuong do khi hit vao. Su giam cuong do theo ho hép cung véi vi tri nghe
duoc tiéng click giup phan biét voi tiéng click téng mau cua van dong mach chu. Thém vao do, khi do
hep cua dong mach phdi gia tang, sy tach doi cua tiéng S2 rong hon, va trong nhirng trudong hop hep
nang, thanh phan P2 c6 thé giam cuong do va ngay ca khong nghe thdy. Xung dong tinh mach canh
thudng thy song “a” 16n , biéu hién gia tang ap luc nhi, khi nhi phai co bép manh dé tong mau di vao
that phai ma that phal thi 12_11 khong thé gidn duge (noncompliant right ventricle).

Bén canh kham lam sang, cac xet nghiém cén lam sang co thé gitp xac dinh do ning cua hep
dong mach phoi. Pién tim c6 thé binh thudng nhung thuong biéu hién day that phai, truc chuyen phai
va lon nhi phai. B cao cua song R ¢ V1 ¢6 lién quan dén d6 nang ctia hep van dong mach phéi(1,2).

Siéu am tim cho thay dic diém vé vi tri, hinh thai va do ning cua hep. Mat cit canh ¢ truc
ngang & day tim cho hinh anh rd nhét van dong mach phdi va dudng thoat that phai trén siéu am 2-D.
Néu hinh anh ciia mat cat nay chua rd thi lam mit cat dudi suon theo truc ngang dé bo sung. Siéu am
Doppler c6 thé tinh duoc d6 chénh ap trong hep dong mach phdi dua vao cong thirc Bernoulll
Doppler lién tuc tinh dugc ngay do chénh &p ti da. Doppler mau va xung gitp dinh vi vi tri tic nghén
do d6 c6 thé phan biét dugc hep dong mach ph01 tai van, dudi van hay trén van. Hinh vom déc trung
ctia van dong mach phoi c6 thé thay duoc trong hau hét trudng hop hep tai van dong mach phoi. Thém
vao 1 hinh anh gin dong mach phéi sau chd hep ciing thudng dugc thdy (4). Céc truong hop hiém
gip nhu dang nhay ( myxomatous), hay dinh mép van trong cac trudng hop loan san cac 14 van ciing
duogc nhin thiy, trong nhitng truong hop nay khong thiy su gidn than dong mach phdi. Kho khin cho
nhitng nguoi siéu am danh gia do ning tic nghén chitc ning dudi van, thuong kém theo hep tai van
dong mach phoi do sy phi dai thir phat ctia ving phéu that phai, biéu hién dic trung boi dong xoay
dinh mudn (late peaking jet), twong tw nhu hep dong hoc budng tong that trai. Mt cit dudi bd suon c6
thé cho phép do dac chinh xac hon do sy thang hang ciia dong Doppler véi dong mau xoay van toc cao
di ngang qua van dong mach phoi.

Chup cong hudng tir (CMR) la phuong cach chan doan hinh anh b6 sung, o thé hiéu qua trong
mot sb truong hop hep dong mach phoi. CMR cho thay hinh anh chi tiét clia that phai va duong thoat
ctia nd, cho phép nhan ra vj tri tic nghén. Phuong phap nay rat c6 ich giup chan doan phan biét hep
van dong mach phdi véi tic nghén dudi van do phi dai cac dai co that phai, hay tic nghén trén van do
hep cac nhanh dong mach phoéi. Hep van dong mach phoi ciing c6 thé di kém véi cac ton thuong trén.
Thém vao d6 CMR 1a phuong phap luong gia kich thuéc va chirc ning that phai, diéu ma thyc hién
bang siéu 4m 2-D cuc ky kho khan(5).

Thong tim 13 mot phuong phép thay thé khiac dé danh gia d6 ning cua hep van dong mach
phdi, mic du 1a xam 14n. Tuy nhién véi su chinh x4c ciia ky thuét siéu 4m Doppler, thong tim chan
doan chi danh cho céc truong hop bat thudng ma siéu am khong thé danh gia hét. Thong tim co thé
dugc thuc hién két hop vai cac phuong phap can thiép dé lam giam hep: nong van qua da. V& biéu do
ap luc trong lic thong tim dé do 4p luc that phai gin bang hay hon ap luc thét trai, ciing nhu phat hién
song “a” 1on ctia nhi phai trong truong hop hep ning van dong mach phdi. Chup mach mau c6 thé thuc
hién trong tu thé nam nghiéng hoan toan hay trudc sau, cho thiy hep ctia 15 van va budng tong that
phai phi dai(6).
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Hinh 3.3: Cac 14 van dong mach phoi diy nhin thdy & mit cat canh trc truc ngang dudng thoat that
phai.

Cac phwong phap diéu tri:

Trudc nim 1980, phau thuat stra van thuong duoc wu chudng trong trudng hop hep van dong
mach phoi. Phuong phap phau thuat don gian 13 xé mép van hay phirc tap hon 13 téi tao lai duong thoat
that phai c6 hay khong c6 manh ghép. Thay van dong mach phdi c6 thé dugc ap dung cho céc trudng
hop di san van dong mach phoi.

Nam 1982, céac k¥ thudt nong van béng bong qua da dugc thyc hién trén bénh nhan hep dong
mach ph01 tré em(7) va nguoi 16n(8). Véi két qua thanh cong xuat sic, phuong phap nay trd thanh lua
chon diéu trj cho ca nguoi lon va tré em. Bong Inoue ngan va mém déo thuong duoc ap dung dé han
ché sang chan cho budng tong that phai, bom cing bong trong thdi gian ngin dé han ché tbi thiéu anh
hudng trén huyét dong hoc(9-12). Ky thuat dung bong doi (13-16) hay bong ba( triple balloon) (17)
cling dugc st dung khi vong van 16n hon & nguoi truong thanh. Thong thuong dudng kinh bong su
dung 16n hon duong kinh vong van.

Tién luwgng:

Rét nhidu nghién ciru cho thay tién lwong hep van dong mach phoi 1a rat tot. Nghién ctru Second
Natural History Study of Congenital Heart Defects 1 bang chtng 16n nhat vé két qua 1au dai cua bénh
ly nay. Nghién ciru theo ddi két qua 1am sang ciia 592 bénh nhan hep van dong mach phdi tir 1958
dén 1969. S liéu cho thiy ty 1é sdng 25 nam cta cac bénh nhan nay trong duong voi nhom dan 5O
binh thuong. Trong nghién ciru nay, nhiing bénh nhan c¢6 d6 chénh ap t6i da hon (peak gradient) 80
mm Hg dugc phau thuat diéu tri, va nhitng bénh nhan it hon 25 mm Hg khong can phai diéu tri, nhom
gitta 25 va 80 mm Hg c6 thé nhan dugc diéu tri hay khong. Két qua ctia nghién ctru nay goi y: khi do
chénh ap t6i da dudi 25 mm Hg thi kha ning can thiép diéu tri gn nhu khong co, nhitng ngudi co do
chénh &p tir 25 — 49 mm Hg ¢6 20% can thiét phai can thiép diéu tri, nhitng bénh nhan 16n hon 50 mm



Hg thudng can phai dugc diéu tri @ mot thoi diém nao do. Bénh nhéan thudng khong co triéu chung gi
trong sudt qué trinh theo ddi bat ké 1a bénh hep ning hay nhe, c6 duoc diéu tri ndi khoa hay ngoai
khoa hay khong(18). Khi khao sat kha nang dung nap vén dong thé Iyc theo thang diém cia Bruce,
bénh nhan bénh hep dong mach ph01 c6 thé thuc hién gan nhu binh thuong, voi thoi gian trung binh la
94% cua du trit(19). Khao sat vé chat lugng cude séng cua bénh nhan gin nhu bang voi dan s binh
thuong( 20). Ty 1é viém noi tAm mac nhiém trung ¢ ca nhom bénh nhéan diéu tri noi khoa hay ngoai
khoa thi cyc ky thap(21). Khi theo ddi dién tim d0 lién tuc thay c6 su gia ting ty 1¢ ngoai tAm thu that
va trén that nhung khong c6 gia ting ty 1& nhip nhanh that(22).

Nghién ctru trén nhimg tré em dwoc phiu thuat tao hinh van cho thay két qua lau dai rat tt va
ty 18 tir vong rat thap. Theo ddi sau 10 nim, ty 1& can thiép lai rat thip tir 3 — 4%(6-23). Theo ddi lau
dai hon tir 20 -30 nam thi ¢6 ty 1& can thiép lai tir 15 — 53% chi dinh thuong gip nhat 1a ho van dong
mach phdi( 24-25). Vi vdy, ¢ nhitng bénh nhan truéong thanh dd dugc md tao hinh van réi, bat ky
nhitng loan nhip nao lién quan dén nhi hay that, khong thé hoat dong ging sirc, hay c6 tim to trén X
quang thi phai tim kiém hé van dong mach phéi. Thay van dong mach phdi phai duoc thue hién trudce
khi x4y ra nhitng suy giam chirc ning tdm thu that phai.

Trong nhitng nam 1980, tao hinh van qua da( percutaneous valvuloplasty) thuc hién ngay cang
dé dang dé diéu tri hep van dong mach phdi, va tién lugng cho thdy trong duong véi nhitng bénh nhan
duoc phau thuat. Két qua ttrc thi ngay sau thuc hién thu thuat 1a gidm d¢ chénh 4p qua dong mach phéi
mdt cach ngoan muc(9, 26-34),( bang 3-1). O nhitng bénh nhan c6 triéu chimg co ning, gan nhu 100%
bénh nhan hét triéu ching va cai thién cac chirc nang (theo danh phan loai cua Hoi tim mach Hoa Ky)(
30-31). Ty 1¢& bién chtng cua k¥ thuat nay rat thap, hau hét cac nghién ctru déu khong c6 nhimng bién
chirmg nghiém trong nao xay ra. Nhing bién chimg hiém gap nhu: loan nhip that tam thoi hay ngoai
tam thu that c6 thé tu hét( 33). Ngay sau khi stra hay diéu chinh tac ngh@n tai van, mot bién chung
ngay lap tirc thuong gap la sy chénh ap dong hoc con lai qua vung phéu thit phai do sy phi dai hay sy
tang co thit cua co that phai, day 1a hién tugng “ that phai ty sat”( succide right ventricle). Vao nhimng
thoi diém nay, su chénh ap c6 thé dat dén bang véi mirc cua hé théng va hiém khi giy ra nhimg rdi
loan huyét dong nhu tut huyét ap hay ngit. Trong truong hop cip tinh, thudc ¢ ché beta nhu
propanolol d6i khi c6 thé ngan ngira hodc lam giam tinh trang chénh 4p cao nay. Nhiing nghién ciru
theo doi sau dé cho théy cO sy giam dan su chénh ap con lai sau nhiéu thang, két hop voi su gidm dan
phi dai co tim ving phéu that phai( 9, 26-29, 31, 33). Hiém khi bénh nhén can phai can thiép lan tha
hai (0 — 9%). Ho van dong mach phoi mic do nhe c6 thé xay ra sau khi tai tao van nhung nd anh
huong 1én huyét dong khong dang ké. Ty 18 ho dong mach phdi mic do vira ngay sau tao hinh van hay
theo ddi sau d6 chiém tir 2-79%(30,33), ty 1& ndy it hon dang ké so véi phau thuat stra van.

Bang 3.1: Cé4c nghién ctru theo ddi nong van bang bong & ngudi truong thanh qua it nhat 8 nghién
cliu:

Tac gia S6 bénh Tubi Do chénh ap Do chénh ap Thoi gian theo
nhéan lwe (truwdce va theo doi sau doi(trung binh)
sau) do(mmHg)
Al Kasab va 15-37 12-26 thang
c5(26) 21 (24) 93226 23 (17 thang)
Siert va cs 17-71 3 thang dén 3
27) 24 (39) 92->43 33 nam
Herrmann va 23-66 .
cs(28) 8 (40) 62->20 20 24 thang
5 18-56 .
Kaul va cs(29) 40 27) 107->37 31 24 thang
X 13-55 0,2- 9,8 nam
Chen va cs(9) 53 27) 91->38 19 (6.9 nim)
Sadr-Ameli 127 16-54 108-22 20 6-8 nam
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Teupe v 2.355:?)55‘ 1955 | gy 2 459 wim
Lip va cs(32) 22 1(61';)6 53515 N/A 20 thang
E:(‘g’g’ va ?SE(EF)SE 1(52';4 105>34 26 (2110711123
Mang thai:

Céc nghién ctru phu nit mang thai bi bénh hep van dong phdi cho thay tién luong cho nhitng
bénh nhan nay rat tot. Ngay ca trong truong hop su chénh ap cao goi ¥ hep ning, néu bénh nhan khong
triéu ching hay chi c6 cac tridu ching nhe trude khi mang thai thi trong qué trinh mang thai cac rdi
loan huyét dong trén bénh nhan c6 thé dung nap duogc t6t ma it khi xay ra cac bién chung trén
tim(35,36). Co vai nghien clru cho thiy bénh nhan hep dong mach phdi thuong bi cao huyét ap nhiéu
hon, 1y do dugc giai thich la rdi loan chtrc nang 16p ndi mac ctia bénh tim bam sinh(37). Khi mang thai
néu c6 cac bién ching nang, hiém xay ra, hodc khong dap mg voi didu tri ndi khoa thi k¥ thuat tao
hinh van bang béng sé& giup diéu tri thanh c6ng(23,38) .

Cac huéng din (guidelines)

Hudng dan méi nhat theo Hoi tim mach Trudng moén Hoa ky (American College of Cardiology/
American Heart Association Guidelines ) cho diéu tri bénh nhéan trudng thanh bi bénh Hep van dong
mach phoi. Hoi khong khuyén céo (Class IIT) thyc hién thong tim thudng quy cho bénh nhan.

- Thong tim chi thuc hién (Class I) khi si€u am tim Doppler phat hién hep dang ké v&i chénh ap
t6i da 1on hon 36 mm Hg va néu c6 chuong trinh thyc hién tao hinh van bang bong khi ¢ chi
dinh.

- Tao hinh van bang béng nén thyc hién (Class I) khi chénh ap ti da qua van dong mach phoi
16n hon 30 mm Hg qua théng tim (peak to peak gradient by catheterization) va c6 triéu chung
nhu: kho thé, dau nguc va ngit. V4i nhimg bénh nhan khong triéu ching, tao hinh van chi nén
thue hién khi chénh ap 16n hon 40 mm Hg.

- Ngoai ra, tao hinh van con dugc xem xét (Class IIb) trén bénh nhan khong c6 triéu ching
nhung c6 d6 chénh ap tir 30 — 39 mm Hg(39). Mac du khong c6 trong guidelines nhung moi
ngudi cong nhan rang phau thuat thay van dong mach phdi chi danh cho nhimng trudng hop
loan san van dong mach phoi, hay c6 nhiing tat tim khac can phai duoc can thiép phau thuat,
hodc céc truong hop phi dai cac dai co ctia that phai can thiét cat b6t , can ct trén dit lidu cta
nghién ctru The second History Study of Congenital Heart Defects(21) . Guidelines(40) cling
dé nghi nhitng bénh nhan chi bi hep dong mach phdi don thuan khong c6 manh ghép hay
nhitng dung cu nhén tao thi khong cin phai phong ngira viém ndi tim mach nhiém tring khi
chira rang hay thuc hién cac thu thuat khong vo trung.

HEP DUOI VAN PONG MACH PHOI

Hep dudi van dong mach phoi thuong di kém voi khiém khuyét vach lién that( thong lién that-
V3D) va rat hiém chi c6 hep dudi van don thuan. Vi tri hep ¢6 thé phan pheéu cua budng tong that
phai do tac nghén cua co sgi( fibromuscular) tam that, hay trong budng that phai do cac dai co bat



thuong tao thanh that phai 2 budng(1). Trong truong hop that phai 2 buong, vi tri ctia dai co co thé
lam thay dbi rat nhiéu noi tic nghén va mure do tac ngh&n(41). N6 chia that phai thanh 2 budng: budng
c6 4p sudt cao va budng c6 ap sudt thap, vi vy gy kho khin cho chan doan chinh xac. Hep dudi van
thuong niang dan 1én theo thoi gian, do d6 thuong phat hién triéu ching lan dau tién 6 tu01 truong
thanh(42). Sinh 1y bénh 1a do tic nghén dong hoc duong thoat that phai, khac hon véi tic nghén cb
dinh cua hep van dong mach phoi. Tuy nhién, két qua cudi cung déu 1a ting ap luc 1én that phai din
dén phi dai thét phai. Khi van con 18 thong lién that, chiéu cta shunt s& phu thude vao vi tri ciia nd.
Khi 16 thong két ndi voi budng gan ap luc cao, shunt c6 chiéu tir phai sang tréi, gdy ra thiéu oxy luc
nghi hay chi khi ging strc nhe. Néu 15 thong két ndi véi budng xa ap luc thap, shunt s& cé chiéu tir trai
sang phai.

Biéu hién 1am sang giéng nhu cac truong hop hep van dong mach phdi, do tic nghén duong
thoat that phai. Bénh nhan c6 thé than phién kho thd, dau nguc va hiém khi ngit. Do nhing triéu
chimg trén c¢6 thé do nhidu bénh tim mac phai giy ra, nhu bénh dong mach vanh, nén can phai nghi
ngd dén trong khi lam chan doén. Tham kham lam sang co thé nghe tiéng thoi tam thu vung dong
mach phoi, co thé nghe tho rap hon tiéng thoi cua hep van dong mach phoi do tic nghén dong hoc.
Khong c6 tiéng click tong mau giup phan biét véi hep do van dong mach(1). Néu co phi dai that phai
thi s& phat hién qua kham 1dm sang va ECG. Chan doan thuong dugc thyuc hién qua siéu 4m tim, phat
hién sy chénh ap dong hoc duong thoat that phai. Siéu am tim 2 chiéu & mat cit dudi bo suon s& cho
théy vi tri, hinh thai cta chd hep: do hep phéu hay do dai co phi dai bat thuong, hay hinh anh 2 budng
that phai. Hinh anh ctia van dong mach ph01 cling quan trong dé loai trir hep van kém theo, doppler
mau gitp danh gia xem c6 thong lién that kém theo khong. Néu siéu am tim khong du dé chan doan,
MRI c6 thé xac dinh giai phau(43 44). Thong tim c6 thé dugc dung dé xac dinh that phai c6 2 buong,
bang cach ‘phéc hoa ra budng vao ap luc cao va budng thoat ap luc thap. Chup hinh mach mau that
phai c¢6 thé cung cip hinh anh rat tot vé hep dudng thoat hay c6 vach ngin trong budng that phai, mic
di hién tai hiém khi phai can dung dén phuwong phap nay dé chan doan.

Piéu tri hep dudi van dong mach phdi thuong phai can dén phau thuat dé cit bo mot phan phéu
hay dai co phi dai bat thuong. Co nhimg bao cao ap dung phuong phap can thi¢p qua da nhu nong
bang bong(45,46) hay tiém chich con(47), nhung chiing khong c6 hiéu qua rd rét nhu hep van dong
mach phdi. Khong c6 nhiéu bao cao theo ddi sau do, tuy nhién tién luong sau phau thuat rat tot trong
cac trudng hop hep do phi dai co ving phéu (48) hay that phai 2 budng(49,50). Hiém khi phai can can
thiép lan 2, tuy nhién bénh nhan can duoc theo ddi dai 1au béi bac si tim mach dé tam soat cac hau qua
Ve sau.

HEP TREN VAN PONG MACH PHOI

Hep trén van dong mach phoi don doc bam sinh, hay hep dong mach phdi 1a bénh 1y rat hiém ¢
ngudi 16n. Tré em duoc chan doan bénh 1y nay thuong di kem voi hoi ching Williams hay Alagille, va
no thuong duge thay trong nhirng bénh tim bam sinh khac, nhu tir chung Fallot. Tuy c6 thé chan doan
bénh 1y hep dong mach phdi ngoai vi 6 nguoi 1on, nhung co thé chan doan 1am véi cac tinh trang bénh
1y thuyén tac. Triéu chung bao gém kho thé va mét moi, cac phuong phap can lam sang cho thdy hinh
anh giam tudi mau phdi va ting ap luc tim thu that phai qua thong tim. Nong bang bong hay dat stent
dong mach phdi giup diéu tri hiéu qua.

TRUONG HQP LAM SANG:

Bénh nhdn dwoe chuyén vdo théng tim va tao hinh ddng mach phéi do sw chénh dp ting cao ding ké
va phi dai that phai. Po dwoc mitc chénh dp qua van dong mach phéi la 80 mm Hg, chup hinh mach
mdu phat hién van dong mach phéi hinh vom, 16 van nhé va hep viimg phéu. Thin dong mach phéi
gian rdt Ién , do dwoc 6 cm(hinh 3.4). Tao hinh van déng mach phéi thanh cong sir dung ky thudt bong
déi. Sau thii thudt, dp chénh dp qua van t6i da- t6i da( Peak- Peak transvalvular gradient) la 14
mmHg va chénh &p déng hoc dinh muén 1a 10 mmHg( Hinh 3.5). Khdng cé bién chitng xdy ra sau thi



thudt. Bénh nhan khoe manh khong co réf loan huyét dong hay ho van dong magh phéi sau do 1 ndn}.
Do ty I¢ vé hay boc tach dong mach phoi khi khong co tang dp phoi la qua thap nén can thiép phau
thudt de dieu tri gian sau hep la khong can thiet.
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Hinh 3.4: Chyp mach mau da 14t cét cho théyN hinh anh hep phéu (mﬁj tén den), van dong mach phéi
hinh vom (mdi tén trang), va gian nang sau cho hep cua dong mach phdi (mii tén den kép). ( Courtesy
of DR Thomas Ports).



(b) K WTT
Hinh 3.5: Huyét dong hoc (a) trudc va (b) sau tao hinh van cho thdy sy giam dang ké chénh ap qua
van dong mach phéi. ( Courtesy of DR Thomas Ports).
TOM TAT:

Hep dong mach phéi 1a mot bénh tim bam sinh ¢ thé dugc phat hién ¢ tuél truong thanh khi biéu
hién kho tho, dau nguc hay danh tréng nguc. Thém vao do, do két qua qua t6t ciia diéu tri phau thuat
stra van hay tao hinh van bang bong, nén hau hét tré em séng khoe dén giai doan trudng thanh va can
theo ddi dinh ky boi bac si tim mach dé phat hién hep tai phat hay hd van dong mach phdi. Siéu 4m
tim, va gan day 1a chup MRI 1a phuong phap chan doan khong xdm nhép dé dénh gia muc do tic
nghén duong thoat va chirc ning cua that phai. Tao hinh van bang bong hién nay 1a phuong phéap lua
chon cho tré em va nguoi 16n khi ¢6 hep van dong mach phoi dang vom. Huéng dan dé nghi thyc hién
cac ky thuat trén cho nguoi 16n co triéu chung va co sy chénh ap qua van trén 30 mmHg hay khong
triéu chimg ma c6 chénh ap 16n hon 40 mm Hg. Hep dudi van hiém gip hon & ngudi 16n, didu tri phiu
thuat cho két qua tot.
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