HO VAN HAI LA
Yongkasem Vorasettakarnkij, MD, MSc

CO BAN

MO TA
e Riloan dong van hai 14 (VHL), ¢6 thé 1a nguyén phat, thir phat (chire nang), hogc hon hop, dn dén dong méu tir that
trai (TT) trao nguoc vao nhi trai (NT); néu khong duge bu tri, tinh trang nay dan dén gian TT va NT, tang ap lyc dong
mach phoi, rung nhi (RN), suy tim (ST), va dot tir do tim.
e (Cac loai hé van hai 14 (HoHL):
— Cép tinh va man tinh
— Nguyén phét va thir phat (chtic ning), va hdn hop
o Nguyén phat: bit thudng ¢ bat ky cdu triic nao ciia VHL (vong van, 14 van, ddy chang, va co nhi)
o Thu phét: khong tim thay bat thuong tai van. Thét trai gidn bat thuong gy di léch co nhu, dan dén kéo cing 1a
van kém gian vong van lam can trd sy ap sat cta 14 van.
o Hdn hop: phbi hop bit thudng cia ca hai dang nguyén phat va thi phat
e H¢ co quan bi anh hudng: tim mach; ho hép

DICH TE HQC
H& van hai 14 mire ’d(f) trung b@nh dén néng anh huong dén 2,5 triéu nguoi tai Hoa Ky (s6 liéu nam 2000). bay la bénh van
tim thuong gdp nhat va du kién s€ tang gap doi vao nam 2030 (1).
Ty 1¢ hign mdic
e Theo mirc d0 trén si€u am tim:
— HoHL nhe: 19% (1én dén 40% néu tinh ca cac dong ho khong dang ké)
— HoHL trung binh: 1,9%
— HoHL nang: 0,2%
e Theo nguyén nhén (1)
— Thodi hoa (bénh van dang nhdy, voi hoa vong van): 60—70%
— Thiéu méau cuc bd: 20%
— Viém ndi tdm mac: 2-5%
— Thiap tim: 2-5%

NGUYEN NHAN VA SINH LY BENH
e HoHL cip tinh
— Thung 14 van: viém ndi tim mac nhiém khudn, chén thuong
— Put day ching: chan thwong, dit tu phat, viém ndi tim mac nhidém khuan, hodc sot thap khép
— Dt hoic ri loan chirc ning co nhi: nhdi mau co tim (NMCT) cap, thiéu méu co tim ning, hodc chan thuong
e HoHL man tinh
— Nguyén phat
o Thoai héa: voi hda vong van hai 14, sa van hai 14 (SVHL)
Viém noi tim mac nhiém khuén
Bénh thap tim (BTT)

Bénh 1y viém: lupus, bénh noi tim mac ting bach cdu 4i toan

o O O O

Bénh van do doc to: thudc gay chan in
o Béam sinh (khe hé 14 van)
— Tht phat (chtrc nang)
o Do thiéu méau cuc bo: bénh dong mach vanh (BDMV)/NMCT



o Khéng do thiéu mau cuc bd: bénh co tim do bat ky nguyén nhan nao, gidn vong van do RN man tinh, mat dong
bd do tao nhip that phai

e HoHL cap: Ton thuong VHL cép tinh gy qua tai thé tich dot ngdt 6 NT va TT. Thé tich TT tang dot ngdt khi chua co
tai cau truc TT dan dén gidm cung lugng tim va cé thé gy soc tim.

e HoHL man: Phi dai léch tam TT bu trir cho t}}é tich dong ho tang 1én nhim duy tri cung lugng tim va giam sung hqyét
phoi. Tuy nhién, tai cau tric TT c6 thé dan deén roi loan chirc nang TT. Gian bu trir NT do thé tich dong h¢ 16n khién
bénh nhan dé mac RN.

e HoHL do thiéu mau cuc bd: dit co nhu, thiéu mau co tim trong NMCT cép, va ap sat 1a van khong hoan toan hodc han
ché vén dong van do thiéu mau cuc bd man tinh

YEU TO NGUY CO
Tudi, tang huyét ap, bénh thap tim, viém ndi tim mac, thudc gay chan an

DU PHONG CHUNG
e Diéu chinh yéu t6 nguy co ctia bénh dong mach vanh
e Dy phong khang sinh dbi véi bénh thp tim sau nhidm lién cau
e Dy phong viém ndi tim mac khong con duoc khuyén céo.

CAC BENH LY THUONG PI KEM
SVHL kéem HoHL thuong gap trong hoi chung Marfan

CHAN DOAN

BENH SU
e (Cac bénh ly lién quan: bénh thép tim, tién st NMCT, bénh mo6 lién két
e HoHL cép
— Khéi phat kho tho dot ngdt
— Kho thé khi nam, kho thé kich phat vé dém
e HoHL man
— Kho tho khi géng strc, mét moi
— Hoi hop danh trong nguc: RN kich phat/dai dang

KHAM THUC THE
e HoHL cap
— Mach nhanh, nhé
— Déu hiéu tuéi mau moé kém kém co mach ngoai vi
— Mom tim dap ting dong nhung khong 1éch chd
— Tiéng T3 va T4 (néu nhip xoang)
— Tiéng thoi tim thu ¢ bo trai xuong tre va day tim
o Tiéng thdi dau, giita, hodc toan tim thu
o Thudng nhe, 4m sic thap, dang giam dan
Ran & phoi
e HoHL man
— Mach canh nay manh

— Mom tim Iéch trai

— Rung miu tdm thu & mém tim (goi y HoHL nang)

— T1 nhe va T2 tach d6i rong, tiéng T3

— T2 manh (néu c6 tang ap phoi)

— Tiéng thdi toan tim thu & mom tim, lan 1én nach hodc bo trai xuwong trc

— Phu mat ca chan, tinh mach ¢6 noi, va co trudng, néu co6 suy tim phai



CHAN DPOAN PHAN BIET
e Hep van dong mach chu (HDMC): thudng 1a tiéng thdi gitra tam thu nhung c6 thé kéo dai; khé phan biét véi tiéng thoi
toan tdm thu, & ving mom tim, va lan 1én dong mach canh (khac véi HoHL)
e H¢ van ba 14: toan tim thu nhung & bd dudi trai xwong trc, khong lan 1én nach, va c6 thé ting cudng do khi hit vao (khac
v6i HoHL)
e Thong lién that (TLT): tiéng thdi toan tdm thu tho rap & bo dudi trai xwong tre nhung lan sang bo phai xuong tre (khong
lan 1én nach)

CAC XET NGHIEM CHAN POAN VA GIAI THiCH
Xét nghiém ban dau (xét nghi¢m, chin dodn hinh dnh)
e X-quang nguc (CXR)
— HoHL cép: phu phdi, kich thudc tim binh thudng
— HoHL man: gian NT va TT
e Dién tim d6 (ECG)
— HoHL cép: thay dbi tiy nguyén nhan (vi du: NMCT cép)
— HoHL man
o Song P hai 14 do gidn NT, RN
o Phidai TT
o Song Q do NMCT trudc do6
e Men tim, peptide lgi ni¢u natri typ B, néu phu hop
e Siéu am tim qua thanh nguc (TTE)
— Chi dinh TTE (2)

o Panh gia ban dau kich thudc va chirc niang TT, chirc ning thit phai va kich thudce NT, 4p luc dong mach phdi,
va muc d0 HoHL
o Xac dinh co ché HoHL
o Theo dai rbi loan chirc nang TT mure d6 trung binh dén nang khong triéu chimg (phan suat tong mau [EF] va
duong kinh cudi tdm thu [ESD])
o Danh gia bd may van hai 14 va kich thu6c, chirc nang TT sau khi c6 thay déi ddu hiéu/triéu ching & bénh nhan
HoHL
o Panh gia sau sira van hoac thay van hai la
— Két qua trong HoHL cip
o Bang ching nguyén nhan: 1a van sa lat (flail) hodc sui van
o Kich thudc NT va TT binh thuong
— Két qua trong HoHL man
o Bé‘mg chirng nguyén nhan thoai hoa, thép tim, thiéu méau cuc bd, bAm sinh, va cac nguyén nhan khac
o GianNTvaTT
Xét nghiém theo doi & cdc cdn nhic dic biét
e Khoang thoi gian theo di TTE: xem muc "Khuyén c4o theo doi".
e (Cong huong tir tim mach (CMR):
— Khi két qua TTE khong du dé danh gia thé tich, chtrc nang TT va thit phai, hodc muc do HoHL (2)[B]
e Siéu am tim qua thyc quan (TEE)
— Trong md dé xac dinh co s& giai phiu cua HoHL va huéng dan stra van (2)[B]
— Khi thong tin khong du chan doan vé mirc 49, co ché HoHL, va/hodc chirc nang TT tir chan doan hinh anh khong
xam lan (2)[C]
e Danh gia huyét dong khi gang sirc bang siéu am Doppler hodc thong tim (2)[B]
— Khi c6 sy khong phu hop gitra tri¢u chung va mic d6 HoHL trén TTE luc nghi, & bénh nhan c6 triéu chung bi
HoHL nguyén phat man tinh
e Nghiém phap ging sirc trén tham chay (2)[C]



— Pé xac dinh tinh trang triéu ching va kha ning ging strc ¢ bénh nhan khong tridu chimg bi HoHL nguyén phat man

tinh

e Chén doan hinh anh khong x4m l4n (xa hinh ging sttc/PET, CMR, siéu am tim gang stc, chup CT dong mach vanh)

— Pé xéac dinh nguyén nhan HoHL th{r phat man tinh va/hodc danh gia kha ning sdng cua co tim (2)[C]
Thii thudt chin dodn/Khdc

Thong tim (2)[C]

e Chup budng TT va do huyét dong

— Khi cac xét nghiém khong xam 14n chua du két luan vé mirc d6 HoHL, chirc nang TT, va nhu ciu phiu thuét

e Chyp dong mach vanh: trude phau thuat van hai 14 & bénh nhan c6 nguy co bénh déng mach vanh

Gidi thich xét nghi¢m

Dinh lwong mirc 46 HoHL ning doi héi tong hop cac théng sé cau triic sau:

DPIEU TRI

Kich thuéc NT: gidn, trir khi cp tinh

Kich thuéce TT: gian, trir khi cp tinh

Hinh thai van hai la: 14 van sa 1at, dit co nhu

Théng sé Doppler: dong phut trung tdm 16n (>50% dién tich NT), ddo nguoc dong chay tdm thu tinh mach phdi
Thong s6 dinh lwgng: dién tich 16 hé hiéu dung > 0,40 cm2, thé tich dong hé > 60 mL, phan sudt dong h > 50%

PIEU TRI NQI KHOA
e HoHL cip, nang

— Diéu tri ndi khoa c6 vai trd han ché va nham 6n dinh huyét dong truéc phau thuat.

— Thude gidn mach (nitroprusside, nicardipine): cai thién bu trir huyét dong nhung thudng bi giéi han béi ha huyét ap
toan than (2),(3)[C]

e HoHL man

— Nguyén phat

o Khéng triéu ching: chwa ¢ didu tri ndi khoa dai han duoc chimg minh hiéu qua

o Céb triﬁ:u chung: loi tiéu, chen beta, thy(*)c‘l'rc ché men chuyén (ACE-I) hoic chen thu thé angiotensin (ARB), va
c6 the khang aldosterone theo phac d6 di€u tri chuan cho suy tim (2)[B],(3)[C]

— Tht phét: r6i loan chirc nang TT hodc c6 triéu ching (giai doan B dén D)
o ACE-I hoic ARB, chen beta, va/hoic khang aldosterone theo phac do diéu tri chuan cho suy tim (2)[B],(3)[C]

PHAU THUAT/THU THUAT KHAC
e Phau thuat van hai 14 don thuin khong co chi dinh ¢ bénh nhan HoHL nhe dén trung binh.
e HoHL cip, nang do NMCT cép
— Pt co nhii cap tinh: sira/thay van hai 14 cap ctru

— Di léch co nha

o On dinh ndi khoa tich cuc va boéng ddi xung dong mach chu

o Thuong can phiu thuat van kém theo tai tudi mau

e HoHL man, ndng
— HoHL nguyén phat nang (2),(3),(4)
o Phau thuat van hai 14

O

[m]
O
O
O

Bénh nhan c6 tri€u ching (giai doan D)

Khong c6 rdi loan chirc nang TT nang (EF >30%) (2),(3)[B]

C6 thé xem xét néu c6 16i loan chie nang TT nang (EF <30%) (2),(3)[C]

Bénh nhan khong triéu chung

Réi loan chue nang TT nhe/trung binh (EF 30-60% va/hodc ESD >40 mm, giai doan C2) (2)[B]



O Stra van hai 14 1 hop 1y & bénh nhan khéng triéu chimg (giai doan C1) ¢6 chtre ning TT bao ton (EF >60%
va ESD <40 mm):
» Kha ning sira van thanh cong, bén vimg, khong con HoHL ton du 1a >95% va ty 16 tir vong du kién
<1% khi thuc hién tai trung tdm van tim chuyén sau (2)[B].
o Kich thuéc TT ting dan hodc EF giam dan trén cac 1an chan doan hinh anh lién tiép (4)[B]
0 HoHL khong do thip tim méi khdi phat RN hofc tang ap phoi lic nghi (4p luc dong mach phoi tam thu
>50 mmHg) va khé nang stra van thanh cong, bén viing cao (2),(3)[B]
o Sira van hai 1a dugc khuyén cdo hon thay van hai 14 & bénh nhan
o HoHL gidi han & 14 sau (2)[B]
0 HoHL lién quan 14 truéc hodc ca hai 14 van khi c6 thé thuc hién sira van thanh cong, bén viing (2)[B]
o Stra van hai 1a qua dng thong:
0 C6 thé xem xét & bénh nhan tri¢u chimg ning (NYHA III/IV) méc du da diéu tri ndi khoa t6i wu cho suy
tim, ¢ gidi phau thuan loi dé sira van, ky vong song hop Iy nhung nguy co phau thuat qua cao do bénh
dong mac nang (2)[B]
— HoHL thu phat nang (2),(3),(4)
o Phau thuit van hai 14
o Khi phau thuat bic cau dong mach vanh (CABG) (2),(3)[C]
o Khi thay van dong mach chu (2)[C]
0 C6 thé xem xét & bénh nhan tridu chimg nang (NYHA III va IV) mic du da diéu tri noi khoa tdi wu cho suy
tim (2)[B],(3)[C]
o Thay van hai 14 bao ton ddy chang duoc wu tién hon tao hinh vong van thu nho & bénh nhan HoHL do
thicu mau cuc b (4)[B]
o Liéu phap tai dépg b6 tim dwgc khuyén cao cho bénh nhén c6 triéu chimng (giai doan B dén D) dap tmg chi dinh
diéu tri bang thiét bi (2)[C]
o Stra van hai 1a qua dng thong:
0 C6 thé xem xét khi con tri¢u chimg dai ding du da diéu trj ndi khoa t0i wu, dugc danh gia boi nhém da
chuyén khoa c6 kinh nghiém v€ suy tim va bénh van hai 14, 6 bénh nhan HoHL thir phat mire d¢ trung
binh-nang dén nang, LVEF 20-50%, va duong kinh cudi tam thu TT <7,0 cm (5)[C]
Cin nhic 6 ngwoi cao tudi
e Diéu trj ndi khoa don thun dugc vu tién & bénh nhan >75 tudi bi HoHL, do ty 1¢ tir vong phau thuft ting va ty 1& séng
giam (so voi HPMC), dac bi¢t khi c6 san bénh dong mach vanh hodc can thay van hai la.
e Sura van hai 14 dugc wu tién hon thay van hai 14.

CAN NHAC NHAP VIEN, NOI TRU, VA CHAM SOC PIEU DUONG

HoHL cap: On dinh duong thd, ho hap, tuan hoan (ABC). Thiét lap duong truyén tinh mach, tho oxy, va theo doi.
Nitroprusside (kém dobutamine va/hoac bong d6i xung dong mach chu néu tut huy¢t ap). Dicu tri nguyén nhan nén (vi du:
NMCT). bicu tri phu phdi cap bang furosemide va morphine. Hoi chan phau thuat cap cou.

CHAM SOC LIEN TUC

KHUYEN CAO THEO DOI
HoHL man: khong triéu chung
e HoHL nhe vo6i kich thugce, chirc nang TT binh thuong va khong tang ap phdi: danh gi4 1am sang hang nam va TTE mdi
3 dén 5 ndm, hoac thudng xuyén hon tuy dien tién
e HoHL trung binh: danh gia 1am sang hang nim va TTE mdi 1 dén 2 nam
e HoHL ning: danh gia 1am sang va TTE mdi 6 dén 12 thang
e Can nhéc chup X-quang nguc va ECG dinh ky, va can nhéc nghiém phap géng strc néu kha ning ging sirc chua rd rang.

GIAO DUC BENH NHAN

e Vin dong sau sira van hai 14: Tranh cac mén thé thao c6 nguy co va cham co thé hogc chan thwong. Puoc phép choi thé
thao thi dau cuong do thap.



e Van dong vién thi d4u bi HoHL
— Khong triéu chimg véi kich thude, chire nang TT binh thuong, ap lyc dong mach phéi binh thuong, va nhip xoang:
khong han ché
— €6 triéu chimg nhe va gidn TT: duoc phép hoat dong véi mire gang strc dong va tinh thdp dén trung binh
e RN va thudc khang dong: khong choi thé thao ddi khang

TIEN LUQNG

e HoHL cép, ning: Nguy co tir vong khi phiu thuat 1a 50%; nguy co tir vong khi chi diéu tri noi khoa 1a 75% trong 24 gio
dau va 95% sau 2 tuan.

e HoHL man: HoHL néng khong triéu chimg v6i LVEF binh thuong co ty 16 tién trién thanh ¢6 triéu chumg va LVEF ltc
nghi dudi binh thuong 1a 10%/nam. HoHL néang c6 tri¢u ching: ty 1¢ song 8 nam 1a 33% néu khong phau thuat; ty 1¢ tir
vong 5%/nam

Cén nhic trong thai ky
HoHL véi NYHA d¢ III va IV ¢6 nguy co cao cho me va/hodc thai nhi

BIEN CHUNG

Phu phdi cp, suy tim sung huyét, RN, nguy co chay mau do thudc khang dong, viém néi tim mac, dot tir do tim
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MA ICD10

e 134.0 Ho van hai 1a khong do thap tim
e 105.1 Ho van hai l4 do thap tim
e (23.3 Ho van hai 14 bim sinh

PIEM LAM SANG QUAN TRONG




e Theo ddi HoHL nhe dén trung binh: kham 14m sang va/hodc siéu 4m tim dinh ky (nhe: mdi 3—5 nam, trung binh: mdi
1-2 ndm), trir khi c6 thay doi cau tric TT

e HoHL ning thudong dugc diéu tri bang sira van hai l4.

e Khong khuyén céo du phong viém nodi tim mac.
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