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TONG QUAN

MO TA
e Tang ap dong mach phéi (PAH) 1a mot nhom tang ap phdi (PH) dic trung boi cac bat thuong & cac dong

mach ph01 nho (PH truéec mao mach) gay tang ap luc dong mach ph01 (PAP) va stc can mach mau, cudi
cung dan dén suy tim phai. PAH 1a mot bénh 1y tién trién lién quan dén tang ty 1é tir vong.

Trudce day, PH dugce phan loai thanh PH nguyén phat (khong rd nguyén nhén, nay goi 1a IPAH v can)
hodc PH thtr phat (c6 nguyén nhén hodc bénh ly di kém); hién nay, rd rang 1a mot s6 loai PH thir phat
¢6 mo bénh hoc, dién tién ty nhién, va dap Gng diéu tri rat glong v6i PH nguyén phat (IPAH). Do 4o,
WHO phan loai PH thanh 5 nhém dya trén co ché, véi PAH 1a nhom 1 trong phan loai nay.

PAH dugc chan doén bang thong tim phai va dugc dinh nghia 1a PAP trung binh >20 mmHg lic nghi
va stc can m%ch mau phdi (PVR) >3 don vi Wood, khi cac nhém PH khac da duoc loai trur; ap luc
mao mach phoi bit <15 mmHg (loai trir PH do bénh tim trai; trc PH nhom 2).

Bénh phf)i man tinh nhe hodc khong cd, hodc cac nguyén nhan khac gay giam oxy mau (loai trit PH do
bénh phoi hodc giam oxy mau; tirc PH nhém 3)

Khoéng cé bénh thuyén tac huyét khdi tinh mach (loai trir PH huyét khéi tic mach man tinh [CTEPH];
tirc PH nhém 4)

Khong c6 rdi loan toan than (nhu sarcoidosis), rdi loan huyét hoc (nhu bénh ting sinh tay), va rdi loan
chuyén hoa (nhu bénh du trit glycogen) (loai trit PH nhom 5)

e PAH duogc chia thanh cac nhom chinh sau:

V6 can: xay ra 1é té, khong co tién st gia dinh hodc yéu t6 nguy co
Di truyén: IPAH c6 dot bién hodc cac ca gia dinh c6 hodc khong c6 dot bién
Do thudc hodc doc chit: chﬁryéu 1iénr quan dén thudc chén an (vidu: fenﬂpramine), dau hat cai,
L-tryptophan, dasatinib (thuoc urc ché tyrosine kinase Ber-Abl), va cac chat gay nghién nhu
methamphetamine va cocaine
Lién quan: bénh mé lién két (vi du: lupus ban dé hé théng, viém khép dang thap, xo cimg bi), nhiém
HIV, tang ap tinh mach ctta (HTN), bénh tim bam sinh, benh sdn mang (thleu mau tan mau man tinh
duoc xép thém vao PH nhom 5—co ché khong rd rang/da yéu tb) (1)
Bénh tac tinh mach phdi (PVOD) va/hodc u mach mau mao mach phdi (PCH) va tang ap phoi dai
dang ¢ tre so sinh (PPHN) duoc phén loai thanh cac nhom riéng biét do c6 nhiéu khac biét hon la
tuong dong véi PAH.

o PVOD va/hoic PCH: nguyén nhan hiém gap gay PH, déc trung boi tac nghén lan téa rong ciia cc

tinh mach phdi (khéc véi PAH lién quan dén céc tiéu dong mach phoi co nho)

DICH TE HQC
o Tudi: co thé xay ra & moi lira tudi; tudi trung binh 1a 37
e Gi6i tinh (IPAH): nit > nam (ty 1& nir:nam dao dong tir 1,7 dén 4,8:1,0)

Ty 1€ mac

PAH noi chung: 5-52 ca trén 1 tri€u nguoi

IPAH: thip, ~2-6 trén 1 tri¢u

PAH do thudc: 1/25.000 véi >3 thang sir dung thudc chan in
Lién quan HIV: 0,5/100



e Lién quan tang ap tinh mach ctra: 1-6/100
e Lién quan xo cing bi: 6-60%

Ty 1¢ hién mac
e PAH: ~15-50 ca trén 1 tri€u nguoi
e [PAH: ~6 catrén 1 triu nguoi

CAN NGUYEN VA SINH LY BENH
° Véﬂphéi: Viém, co ;nach, roi loan chuc nzjmg ndi mac, va tang sinh 16p ndi mac géy ’téi cAu tric dong mach
phoi do tang sinh t€ bao va giam ty 1€ chét theo chuong trinh (apoptosis), dan dén tac nghén.
e V& tim mach: Phi dai that phai (RVH), cudi cung dan dén suy tim phai va thiéu mau cyc bo that phai (RV)
do giam dong mau dong mach vanh phai, gay tai cau tric RV lié€n quan dén PAH.
e IPAH: theo dinh nghia, chua rd nguyén nhan. IPAH thuc sy phan 16n xay ra 1¢ té hodc d6i khi c6 tinh chét
gia dinh.
e Tang hpat tinh va co tl}ét cac tiéu dong mach phéi, thuyén tic huyét khéi thim lang, hodc co ché ty mién
(tan suat cao khang thé khang nhan)
Di truyén hoc
e 75% cac ca PAH di truyén (HPAH) va 25% céc ca IPAH c6 dot bién gen BMPR2 (di truyén trdi trén nhiém
sac thé thuong).
e Dot bién ALK va endoglin (di truyén trdi trén nhidm sic thé thudng) ciing lién quan dén PAH.

YEU TO NGUY CO

Gioi tinh nit

Tién st str dung thude chan an

Thuyén tic phdi cip gan day

Nguoi than thé h¢ thir nhét cta bénh nhan PAH gia dinh

CAC BENH LY THUONG PI KEM
Xem phan PAH lién quan di trinh bay & trén.

CHAN DOAN

Triéu ching cua PAH khong déc hiéu, co6 thé dan dén bo sot hodc cham tré chan doan can bénh nghiém trong
nay.

BENH SU
Kho tho, yéu mét, ngét, chong mat, dau nguc, danh tréng nguc, phu chi dudi.

KHAM THU'C THE

Thanh phén phdi cua tiéng T2 (nghe & & moém tim & >90% bénh nhén)
Naéng that phai

Tiéng click tim thu sém cta van dong mach phdi

Tiéng thdi toan tAm thu ctia ho van ba 14

Tiéng théi tim truong ciia hé van dong mach phdi (tiéng thoi Graham Steell)
T3 hodc T4 tht phai



Phu biéu hién bé“mg tinh mach ¢ ndi, cd truong, gan to, hodac phi ngoai bién

CHAN POAN PHAN BIET
Céc nguyén nhan khac gy kho tho:

Bénh nhu mé6 phéi nhu bénh phéi téc nghén man tinh, bénh phéi k€&, hodc bénh phéi han ché
Bénh mach mau phdi nhu thuyén tic huyét khdi phoi

Bénh tim nhu bénh co tim

Cac 16i loan chtrc nang ho hap khac nhu ngung tho khi ngit

XET NGHIEM CHAN POAN & GIAI THICH

Dién tm d6 (ECG): phi dai thét phai va truc léch phai, hodc diu higu qué tai that phai (ting bién do song
P, dang block nhanh phai khong hoan toan, ty 1&¢ R/S >1 & chuyén dao V1)
Do chic ning hd hip: giam kha nang khuéch tan
Khi mau dong mach: giam oxy mau dong mach, giam CO2 mau
Xa hinh thong khi/tuéi mau (V/Q): tim huyét khéi thuyén téc dong mach phéi gﬁn va CTEPH; loai trir PH
nhom 4.
Nghiém phap ging stc: giam tiéu thu oxy tdi da, ting thong khi phut, ngudng yém khi thp, ting chénh
1éch PO2 phé nang-dong mach; twong quan véi mirc ¢ nang ciia bénh qua nghiém phap di bo 6 phut
(6MWD)
Khang thé khang nhan duong tinh (t6i 40% bénh nhan)
Xét nghiém chirc nang gan (LFT): dénh gia ting ap cira-phdi nhu mot bién chimg ciia bénh gan man tinh.
Xét nghiém HIV, chirc ning tuyén giap, sang loc bénh hong cau hinh liém
Tang peptide loi ni¢u ndo (BNP) va N-terminal-proBNP ¢6 t}}é hiru ich dé phat hién sém PAH ¢ bénh
nhan tré, khoe manh c6 tri€u ching nhe. Ciing c6 thé dung dé danh gia mirc d6 nang va tién lugng bénh.
X-quang nguc
— Pong mach phdi trung tdm ndi rd kém giam mach mau ngoai bién ciia cac nhanh dong mach phdi
— Gian thét phai 1a ddu hiéu mugn.
Siéu am tim Doppler
— Nén thyc hién khi nghi ngo PAH; 'siéu am tim goi y, nhung khong chan doan xéac dinh, PAH; 1a cong
cu sang loc thudong dugc dung nhat
o Udc tinh PAP trung binh va danh gia cAu tric, chirc nang tim, loai trur di tat bam sinh
o Gian nhi phai va that phai; ho van ba 1a
o Quan trong dé loai trr bénh tim nén nhu thong li€n nhi kém PH thir phat hodc hep van hai 14
O bénh nhan c6 nguy co HPAH, sang loc dot bién gen BMPR2.
Do da ky gidc ngu: khi nghi ngd tri¢u ching ngung thé khi ngii do tic nghén

Thii thuit chin doin/Khac

Chup d6ng mach phoi
— Nén thyc hién néu xa hinh V/Q goi y CTEPH

— Thén trong; c6 thé gay truy tuan hoan; nén ding thudc can quang c6 ap lyc thim thau thap, chup mach
chon lgc phan.
Thong tim phai (tiéu chuan vang dé chan doan PAH)
Can thiét dé x4c dinh chan doan va danh gia mirc d¢ ning, tién lwong bang cach do PAP va huyét dong
hoc
— Loai trir bénh tim nén (vi du: bénh tim trai) va danh gia dap tmg vai liéu phap gidn mach.



e Sinh thiét phoi: khong khuyén cao trir khi ¢6 bénh nhu mé phdi nguyén phat
o 6MWD: phan loai mitc d6 nang cia PAH va udc tinh tién lugng

PIEU TRI

e Dibutri cac bénh ly/tinh trang nén co6 thé gdy PAH dé giam triéu chimg va cai thién chit lugng cudc song,
kha nang song con.
e Cac muc tiéu diéu tri hop 1y bao gom:
— Phan d¢ chuc nang NYHA cai bién I hodc II
— ECG/CMR cho théy kich thudc va chirc ning that phai binh thuong/gan binh thuong
— Cac chi s6 huyét dong cho thiy binh thuong héa chirc ning that phai (RAP <8 mmHg va chi s6 tim
[CI] >2,5-3,0 L/phat/m2)
- 6MWD >380-440 m
— Nghiém phap giéng sirc tim phoi, bao gdm tiéu thu oxy dinh >15 mL/phut/kg va EqCO2 <45 L/phut
— Nong d6 BNP binh thuong (2)[C]

BIEN PHAP CHUNG

Tap luyén thé luc c6 giam sat (3)[A]

HG tro tm 1y-xa hoi (3)[C]

Tranh hoat dong thé Iuc ging sirc (3)[C].
Tranh mang thai (3)[C].

Tiém véc-xin cam va phé cau (3)[C]

Oxy—duy tri ap luc oxy mau dong mach >60 mmHg (3)[C]

PIEU TRI THUOC
e Nghiém phap gian mach cép trong khi thong tim cho tat ca bénh nhan c6 kha ning 1a (mg vién diéu trj lau
dai bang thuoc chen kénh canxi (CCB) dudong uong (3)[C]
— Sang loc kha néng dap ing/phan timg gidn mach phdi bz‘i’ng khi nitric oxide hit; epoprostenol (IV) hodc
adenosine (IV): Dap ting duong tinh c6 thé 1a mdt chi so tién lugng.
— Chéng chi dinh trong suy tim phai hogc mét 6n dinh huyét dong
e Licu phap gidn mach man tinh
— Néu IPAH c6 dap timg duong tinh voi nghiém phap gian mach cap (PAP trung binh giam >10 mmHg
va xuong gia tri <40 mmHg, véi cung luong tim khong doi/tang), dung CCB.
o Pap tmg day du dugc xac nhan sau 3-4 thang diéu tri
~13% s& dap tmg ban dau. Dap tng 1am sang lau dai véi liéu phap CCB 1a nhé (~7%) (3)[C].
Céac CCB bao gom nifedipine (tac dung kéo dai), diltiazem, va amlodipine.

o O O

Tranh verapamil do tic dung giam co bop co tim dang ké.

— CCB chdng chi djnh & bénh nhan c6 chi s6 tim <2 L/phtit/m2 hogc ap lyc nhi phai >15 mmHg nél}
PAH c6 dap tmg &m tinh v6i nghiém phap gian mach cap hodc nang 1€n khi di€u tri; lva chon thude
gian mach cu thé dya trén phan tang nguy co (3)[C].

© Bénh nhén khong dap timg v6i nghiém phap gidn mach cap va thupc WHO-FC II nén dugc diéu tri
bang mot hop chat duong uong (3)[B].
o Bénh nhén khong dap timg van duy tri hodc tién trién sang WHO-FC III nén duoc cin nhic diéu
tri bang bat ky thuoc PAH nao da duoc phé duyét (3)[B].



O

Epoprostenol truyén tinh mach lién tuc dugce khuyén cdo 14 liéu phap hang dau cho PAH
WHO-FC IV do lgi ich vé song con (NNT = 5) (3)[A].

Trong truong hop dap ing lam sang khong day dii, nén can nhic liéu phap phdi hop tuan tyr. Liéu
phap bao gdm ERA phbi hop thude irc ché phosphodiesterase type 5 (PDES) hodc prostanoid phéi
hop ERA hoic prostanoid phdi hop thude wrc ché PDES5 (3)[A].

Thube duoc phé duyét cho PAH WHO-FC II: ambrisentan, bosentan, macitentan, riociguat,
sildenafil, tadalafil (3)[B]

Thudc duoc phé duyét cho PAH WHO-FC III: ambrisentan, bosentan, epoprostenol (IV),
macitentan, riociguat, sildenafil, tadalafil, treprostinil (ti€ém dudi da, hit) (3)[B]

Thude duoc phé duyét cho PAH WHO-FC IV: epoprostenol (IV) (3)[A]

o (Cac nhoém thuoc:

— Prostacyclin: ci thién kha ning géng sirc, huyét dong tim phdi: epoprostenol (IV), treprostinil (IV,
SC, hodc hit), iloprost, beraprost

— Chét chu van thu thé IP cua prostacyclin: selexipag

— Thudc dbi khang thu thé endothelin: cai thién kha ning ging strc; da ghi nhan giam ty 18 tir vong
(4)[A]: bosentan (PO), ambrisentan (PO), macitentan. Nhom X trong thai ky; theo doi chirc nang gan
hang thang.

— Thudc e ché PDES5: goi ¥ cai thién kha ning gang strc, huyét dong tim phdi, va tridu chimg (3)[C]:
sildenafil (PO), tadalafil (PO), vardenafil

— Chat kich thich guanylate cyclase: kich thich thu thé nitric oxide, cai thién kha ning ging sirc:
riociguat (PO)

e Chdng dong

— Ban dau ngudi ta cho réng chi cai thién séng con ¢ bénh nhan IPAH. Cac nghién ctru méi hon cho
thay mot s6 bang chimg vé tac dung c6 loi ctia chong dong doi voi song con ¢ IPAH, HPAH, hodc
PAH lién quan dén thuoc chan an (3)[C].

— Warfarin voi INR tir 1,5-2,5 cho théy loi ich séng con & bénh nhan trong nhiéu nghién clru quan sat.

O

Chéng chi dinh: Tranh ding ¢ bénh nhan c6 ngét hodc ho ra mau dang ké; can nhic tuong tac
thudc.

e Thudc loi tiéu dugce chi dinh ¢ bénh nhan qua tai thé tich that phai (vi du: phu ngoai bién hodc ¢b truéng)

(3)[B]

e Digoxin c¢ it dir liéu dai han trong PAH: dung trong suy that phai va/hoac 1i loan nhip nhi, ting cung
luong tim, va béo ton kha nang co bop that phai

VAN PE CHUYEN TUYEN
Chuyén dén béc si chuyén khoa ho hap va/hodc tim mach dé danh gia/diéu tri thém néu nghi ngd PAH.

PHAU THUAT/THU THUAT KHAC

° Bénh nhﬁn cc} bénh thuyén tég huyét khdi mach méu 16n d3 duge ghi nhan nén dugc can nhéc phau thuat
lay huyét khoi dong mach phoi.

e Mo vach lién nhi biang bong cho PAH nang kém suy tim phai mac du da t6i wru hoa diéu tri ndi khoa, nham
giam triéu ching trudce khi ghép phoi hodc nhu mot phuong phap dicu tri doc lap

e Ghép tim-phoi hodc ghép phoi

NHAP VIEN, PIEU TRI NOQI TRU, VA LUU Y VE CHAM SOC PIEU DUONG

e Dibu tri ndi khoa chi1 yéu mang tinh giam nhe.

e Can nhap vién véi theo ddi xam 14n dé sang loc kha ning dap tmg gidn mach va bét dau lidu phap gidn

mach.



e Di thiét ap s6 ding ky qudc gia boi Vién Tim, Phoi, va Mau Qudc gia (Hoa Ky).

CHAM SOC LIEN TUC

KHUYEN CAO THEO DOI
e Vic-xin phé cau va cim
e Van dong: di bo hoég hoat dong thé duc nhip di€u mic d6 nhe, tuy theo kha nang dung nap, khi da on
dinh; tap luyén ho hap
Theo déi bénh nhan

Thuong xuyén danh gia tién trién bénh va hiéu qua diéu tri. Cac xét nghiém do luong dap Gmg diéu tri bao gdm
nghiém phap di bd 6 phit va nghiém phap gang suc tim phoi.

CHE PO AN
Han ché dich va mudi, dic biét khi co suy that phai.

GIAO DUC BENH NHAN
Thao luan vé tién luong, thay doi 16i séng, va tit ca cac Iya chon diéu tri (bao gdbm ghép tang).
TIEN LUQNG
e Thoi gian song trung vi 1a 2-3 nam ké tir khi chan doan; ty 1& séng 5 nim 1a 34% (theo s6 dang ky NIH);
dir liéu méi hon cho thdy ty 18 sdng 5 nam ~70% véi cac phuong phéap didu tri méi.
e Nguyén nhan tir vong: suy tim phai (phd bién nhét), viém phdi, dot tir, tir vong do tim
e Cac yéu t tién lugng xau
— Triéu chtng tién trién nhanh
— Bang chung lam sang cua suy that phai
— PAH 46 chtc nang IV theo WHO (hoéc dg chtic nang III hodc IV theo NYHA)
- 6MWD <300 m
— VO2 dinh trong nghiém phap géng strc tim phdi <10,4 mL/kg/phat
— ECG ¢ tran dich mang ngoai tim, gian/rdi loan chirc ning that phai dang ké, gian nhi phai
— Ap lyc nhi phai trung binh >20 mmHg
— Chi sb tim <2 L/phat/m2
— Tang PAP trung binh
— BNP va NT-proBNP ting dang ké; cac déu 4n khac ciing cho thay trién vong trong dy doan sdng con:
RDW, GDF-15, interleukin-6, creatinine.
— Ph bénh xo cimg bi

BIEN CHUNG
e Thuyén tic huyét khdi, suy tim, tran dich mang phdi, va dot tir
e Nén tranh mang thai do ty 18 tir vong me cao (30-50%) va mat thai.
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MA BENH (ICD10)

e 127.0 Tang ap phdi nguyén phat
e 127.2 Ting ap phdi thir phat khac

PIEM LAM SANG QUAN TRONG

e PAH lién quan dép céc bat thuong & dong mach phdi nho (PH trude mao mach) lam tang PAP va sirc can
mach mau, dan dén suy tim phai. Chan doan dugc thuc hién bang thong tim phai.

e Ddi voi nghiém phap gidn mach dwong tinh, CCB 1a thudc hang dau dé diéu tri IPAH.

e Ddi voi bénh nhan khong dap tmg, diéu tri phu thudc vao WHO-FC.
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