NGHIEN CUU LAM SANG

Panh gia mot so dac diém lam sang va can lIam
sang coO lién quan dén tién luong 6 nhém bénh
nhan tang ap luc dong mach phdi nang

TOM TAT

Tang 4p luc dong mach phdi la nhém bénh
hiém trong d6 co ché bénh sinh va cic bién phap
diéu tri da dugc hiéu biét kha siu sic trén thé gidi
& cac nudc phat trién. Cac s6 liéu riéng vé dic diém
TALDMP & Viét Nam van chua dugec mo ta.

Muyc tiéu: Budc dau danh gid cic dac diém lam
sang va cdn lam sang c6 lién quan dén tién lugng &
bénh nhin TALDMP ning,

Phuong phap: Nghién cttumo ta trén 30 bénh
nhén dugc chin dodn ting dp luc dong mach phai
nang.

Két qua: Nhém NC c6 30 bénh nhan. Phan b
theo gidi: ty 1é N@/Nam = 3,3/1, tudi trung binh
32,9 + 10,8 (nam), phan d¢ co ning NYHA III, IV
chiém 23,3%; ty 1¢ bénh nhan c6 bénh tim bdm sinh
12 76,7%. C6 33,3% s6 bénh nhén c6 biéu hién suy
tim, 13,3% s6 bénh nhén c6 triéu chiingho mau. Cé
sukhdcbiét c6 y nghia thong ké vé cac gid tri: dudng
kinh that trdi cudi tim truong, vin téc S’ ctia vong
van ba I3, ty 1é dudng kinh thét phai/that trdi, chi
s0 Tei that phai va gid tri 4p luc DMP trung binh
trén thong tim gitta nhém cé phin d6 co nang I,II
va nhom IILIV cing nhu gitta nhém tim bdm sinh
vanhém vé cin (p<0,05).

Nguyén Thi Minh Ly, Nguyén Lan Hiéu, Nguyén Lan Viét

Dai hoc Y Ha Noi

Két luin: Nguyén nhin thuong gip nhit giy
TALDMP la tim bdm sinh. Céc dic diém lam sang,
can lam sang danh gid mic d6 suy that phai c6 lién
quan dén tién lugng bénh nhan ting ap luc dong
mach phdi.

Tt khéa: Tang 4p luc dong mach phéi; Tim
bam sinh; Tang dp luc dong mach phdi vo cin,
TALDMP.

DAT VAN BE

Tiang 4p luc ddong mach phdi la mot tinh trang
bénh ly man tinh lién quan t6i r6i loan chiic ning
ndi mac, bao gém rdi loan phén trién té bao va xo
hoéa xay ra & cdc ti€u dong mach phdi dan téi su
ting dan vé stic cin mach phdi. Mic dii co ché bénh
sinh cia TALDMP xudt phat ttt bién d6i tai hé tuan
hoan phdi, suy thét phai 1a yéu t6 chinh gay ra cic
biéu hién bénh tit va tit vong & cic bénh nhén nay.

Tang ap luc dong mach phdi la mot bénh hiém
v6i ty 1é hién mic udc tinh Ia 15-50 ca trong 1 triéu
dan [1, 2]. Vé phan nhém ting 4p luc dong mach
phdi, tai cic nudc phuong Tay, TALDMP v6 can va
lién quan v6i bénh mo lién két la hai nguyén nhén
hay gip nhét lan lugt 1a 30-50% va 15-30%[3].
Tang ap luc dong mach phdi ngay cang dugc chin
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dodn nhiéu hon trén nhém bénh nhan 16n tudi
va ¢6 nhiéu bénh ly phéi hop. Dic diém vé phan
nhdém ting ap luc dong mach phdi & cic nudc dang
phat trién lai c6 diém khdc biét. Tai Trung Qudc,
TALPMP do nguyén nhan tim bdm sinh chiém ty
1é cao nhdt, c6 thé lién quan téi van dé chdn dodn
muoén va khong dugc stra chaa di tat kip thoi giai
doan con nho.

S6 liéu tir cac nghién ctiu s6 bo vé TALDMP
cho thdy c6 su cai thién vé ty 1é s6ng con ¢ déi
tugng bénh nhéin nay lién quan véi viéc st dung cac
thudc ha ap Iuc DPMP. Theo nghién ctiu NIH, thoi
gian s6ng thém trung binh tir thoi diém chdn doan
bénh 1a 2,8 nim; ty 1¢ s6ng con sau 1, 3, S nam lan
lugt 13 68%, 48% va 34% [4]. Véi sy ra doi ctia cac
thudc diéu tri hudng dich ha dp luc DPMP tu dau
nhiing ndm 1990, ty 1¢ séng con trong nghién ctiu
REVEAL nam 2006-2009 tai Hoa Ky, sau 1, 3, S, 7
nim lan lugt1a 85%, 68%, 57% va 49 % [S]. Cacyéu
t6 du bdo séng con khd tuong déng gitia cic nghién
cttu s6 bo tai cac khu vuc khic nhau trén Thé gisi
bao gom: nguyén nhéin giy TALDMP, tudi, gidi,
kha nang hoat dong thé luc, cic thong s6 danh gid
chtic nang thét phai [6].

Nim nhém thudc hién tai da dugc chdp thuan
trong diéu tri ha dp lyc PMP bao gém: nhém thudc
d6i khang thu thé endothelin, thuéc déi khang thu
thé PDE-S, chit kich thich guanin cyclase hoa tan,
céc chdt giong prostacyclin va chit dong van cua
thy thé IP cta prostacyclin. Diéu tri phéi hgp hién
nay dugc coi la diéu trj tiéu chuin déi véi ha ap luc
DPMP va da c6 cic biang chiing tir cac thu nghiém
lam sang tng ho cho viéc phéi hgp thuée sém va
phoi hop thudc tich cuc tir thoi diém chdn doén,
nham cai thién s6ng con ¢ bénh nhan TALDMP.

V6i sy phat trién nd rd cua cic hiéu biét méi vé
ting ap luc dong mach phdi trén thé gisi dac biét
trong S nam gin day, su can thiét tim hiéu va quanly

vé bénh ly ting ap luc dong mach phdi tai Viét Nam

cang khong thé di léch quy dao chung nay. Chinh
vi véy rét cdn c6 cdc nghién ctiu mo6 ta dic diém lam
sang, c4n lam sang ctia cic bénh nhén bj tang 4p luc
dong mach phdi nang va theo doi, danh gid cac yéu
t6 6 gid tri tién lugng 6 nhém bénh nhan nay.

DOI TUONG VA PHUONG PHAP NGHIEN CUU

Déi tugng: Bénh nhin ngudi trudng thanh ¢
chdn doan TALDMP ning do nguyén nhan bénh
tim bam sinh, hodc v6 cin tai Vién Tim mach Viét
NamvaBénhviénDaihoc YHaNoittr01/01/2015
dén 31/7/2016. Tang ép luc PMP ning dugc dinh
nghia khi ALDMP trung binh > 50 mmHg khi nghi
keém theo stic can mach phéi> 3 don vi Wood va ap
lyc mao mach phdi bit < 15 mmHg,

Céc thong s6 dugc thu thip bao gom: tudi,
gi6i, chin doian bénh TALDMP theo phan loai
lam sang vé TALDMP tai Nice 2013, nim chin
dodn bénh, chiéu cao, cin nang, ddu hiéu sinh ton
(mach, huyét 4p, spO2), phan do co ning NYHA,
quang duong dibo 6 phut, dién tim d6, x quang tim
phdi, siéu am Doppler tim qua thanh nguc dugc
x4y dung theo mot protocol riéng gém cac thong
s0 danh gid: c6 di tat tim bdm sinh khong, loai di
tat, 4p luc DMP tdm thu, trung binh va cic thong s6
danh gid mdc d6 suy that phai do TALDMP gay ra:
vén t6c song S’ qua vong van ba 14, chi s6 TEI that
phai, chi s6 TAPSE, ty 1¢ duong kinh that phai/that
trai, chi s6 léch that tréi, kich thudc thét phai viing
day, viing gitia va chiéu dai, phin sudt tong mau
that phai (FAC), dién tich nhi phai, théi gian ting
tdc qua dudng ra thit phai (PVAT), ty 1¢ thoi gian
tim thu/tdm truong, dudng kinh TMCD thi thé ra
va thay d6i theo ho hdp, dich mang ngoai tim. Céc
thong s6 dugc thu thap tirkét qua thong tim (c6 thé
1a két qua da c6 trude d6) bao gom: ndéng d6 bao
hoa oxy tinh mach trén (SvO2); ap lyc tim thu, tim
truong, trung binh ctia nhi phai, dong mach phdi,
dong mach chu, chi s6 cung luong tim, ty 1é cung
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lugng tuan hoan phdi/cung lugng tudn hoan chy,
stic can mach phdi, ty 1 stic can mach phéi/stic can
mach hé thong. Céc gia tri xét nghiém huyét thanh
bao gom néng do ProBNP va téng phan tich té bao
mau, néng d6 GOT, GPT. Cic thudc diéu tri dac
hiéu ha 4p luc PMP dang dugc st dung.

Phén tich va xit ly s6 liéu: Stt dung phin mém

Bdng 1. Dac diém chung ciia nhom nghién ciu

STATA. Bién lién tuc biéu dién dudi dang trung
binh *+ d6 léch chuin. Kiém dinh c2 dé so sanh hai
bién dinh tinh. Test ANOVA va Kruskal-Wallis dé

so sanh gid trj trung binh cta hai bién lién tyc.

KET QUA

Ba muoi bénh nhin dugc vao nhém nghién ctu.

Bién s6 Lam sang
(N=30)
Tugi, trung binh = SD 329+108
N gidi, n (%) 23(76,7%)
Bénh mdi mic, n (%) 27(90%)
Phan d6 NYHA, n (%) 30 (100%)
111 23(76,7%)
11RAY 7(23,3%)
Tan s6 tim, trung binh + SD 932+10,8
Quang duodng dibo 6 pht, trung binh + SD (n=14) 403 £ 85,1
ProBNP (pmol/1), trung binh + SD (n=26)229,4+2989

Nhin xét: Trong nhom nghién citu, gidi ni chiém uu thé, da s6 bénh nhan méi dugc chdn dodn, véi
76,7% s6 bénh nhan c6 mutic d6 kho6 thé nhe NYHA LIL Chi ¢6 16 bénh nhén dugc khao sat quang dusng
di by, quang duong di dugc ndm trong gidi han nguy co trung binh theo phén loai ctia Nice 2013. Gid tri

trung binh ctia néng d6 ProBNP ctia nhom nghién ctiu khd cao va thudc nhém phan loai nguy co cao.

Bdng 2. Bdc diém siéu dm Doppler tim theo phdn nhém bénh

TALDMP v6 can | Thongliénnhi | TBS khong phai TLN
(N=7) (N=9) (N=14) P
Ap lyc DMP trung binh (mmHg) S2+11,7 55,6154 70,6+16 0,0373
Ap luc DMP tim thu (mmHg) 94+219 1039+15 100,3+169 0,5805
DK thit tréi cudi tim truong (mm) 34,641 36,3+6,2 52,8+123 0,0002
Phan suit tdng mau that trai(%) 68,6+79 68,1+103 57,172 0,0130
Van toc vong van bala (S) 85+ 1,6 103+2,6 11£1 0,0866
Chi s6 TAPSE (mm) 15£32 16+22 17,1+43 05731
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Chi s TEI that phai 09+0,2 0,6+0,1 06+0,1 0,0867
Kich thudc thit phai 352+104 39+£6,7 22,7+43 0,0002
Dién tich nhi phai (cm?) 269+73 283+112 179491 0,1257
Phan sudt dién tich thit phai (FAC) 281+6 308+11,6 283+63 09928
Chis6 léch thit trai (D2/D1) 1,8+03 1,7+04 1,4+02 0,1127
Tyl¢ dudngkinh that phai/thét tréi 18+03 1,502 0,6+0,1 0,0040
Thei gian tang toc tai DRTP(PVAT) 61+281 71,8+ 14,5 78,7+21,8 04751

DK TMCD thi théra 155+ 1,6 16,4 +4,5 13,3+6,1 0,4095

Ty 1¢ thoi gian tam thu/tam truong 1,3+0,1 1,5+0,5 1,3+03 0,8320

Nhdn xét: Cac thong s6 danh gia dic diém siéu am Doppler tim & phan nhém TALDMP v6 can,
TALDMP lién quan véi bénh thong lién nhi khd tuong dong nhau va c6 xu huéng ning hon so v6i nhém
TALDMP lién quan vé6i bénh tim bdm sinh khong phai thong lién nhi; mot s6 gid tri khdc biét c6 y nghia
thong ké bao gém: gia tri ALDMP trung binh, DK cudi tdm truong thit trdi, phan suit tong mau that trdi,

kich thudc that phai va ty 1¢ dudng kinh that phai/ that trai.

Bdng 3. Ddc diém cdc thong s6 thong tim theo phdn nhém bénh

TALDMP vo TBS khéng phéi
) Thonglién nhi
can TLN P
(N=9)
(N=7) (N=14)
Bao hoa oxy méu tinh mach trén(SvOz) 659+11 673+7,5 699+8,6 0,6053
Ap lyic nhi phai trung binh (mmHg) 10,3+59 74+44 82+104 02143
Ap luc DMP tam thu (mmHg) 693+104 92,6+23 109,1 £19 0,0128
Ap lyc DMP trung binh (mmHg) 65,5+2538 604+13,6 794+ 14,8 0,0202
Ap luc PMC tam thu (mmHg) 1158+ 14,9 121,3+19,1 1254 +259 0,8401
Ap lgc DPMC trung binh (mmHg) 845+11,2 86,1+94 88,7+123 0,6888
Stic cin mach phéi (dv Wood) 19,3+5,5 11,781 17,7+12,1 0,2586
Ty 1é stic can mach phdi/stic cin mach hé thong 070,22 06+0,5 29+63 0272
Chi s6 cung lugng tim (1/p/m?) 2409 3+29 3615 0,0545

Nhdn xét: Vé dac diém huyét dong ctia cdc nhém TALDMP lién quan véi cdc phén loai bénh thay do

bao hoa oxy mau tinh mach thudc phan nhém nguy co thap, ap Iuc nhi phai trung binh cia nhém tim bam

sinh bao gom ca thong lién nhi va khong phiai thong lién nhi déu thu¢c nhém nguy co thdp, con ap luc nhi

phai trung binh ctia nhém TALDMP v6 can thudc nhém nguy co trung binh. Chi s6 cung lugng tim caa

nhém tim bdm sinh thudc nhém nguy co thip trong khi d6 nhém TALDMP v6 cin thudc nhém nguy co

viia -cao, sy khic biét c6 y nghia thong ké.
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Bdng 4. So sdnh cdc thong sd siéu dm Doppler tim theo nhém phan dé condng

NYHALII NYHAIIL IV P
Ap lic DMP trung binh (mmHg) 64,9+15,6 50,7+16,8 0,1260
Ap luc DMP tim thu (mmHg) 102,8+15 92,7+2138 0,2844
Duongkinh thit trdi cudi tim truong (mm) 462+132 351+44 0,0621
Phén suit tdng mau that trai (EF) 603+9 70+ 8,6 0,0357
Kich thudc that phai (mm) 288+98 35+98 0,1840
Thoi gian tang td¢ tai DRTP (PVAT) 754+18,5 61+281 0,3675
Ty l¢ dudng kinh that phai/thét trai 1,L1+£0,S 1,7£0,3 0,0188
Chi s6 Tei thit phai 0,6+0,1 0,8+0.2 0,0606
Chi s TAPSE 168+3,6 14624 0,1902
Phén sudt thay déi dién tich that phai 30,5+£10,7 279+49 0,8312
Chis¢léch that trai ,5+03 1,7£03 02145
Ty 1é thoi gian tam thu/tim truong 14+04 1,3+0,1 0,9263
Dién tich nhi phai 205+11,1 275+74 0,0531
Vin tdc song S’ vong van ba ld 105+22 93+19 0,2955
Dk TMCD thi thdra 145+5,2 16,743 0,6003

Nhin xét: Gid tri ap luc DMP trung binh va tdm thu ¢ nhém phén d6 conangI, II cao hon so v6i nhém
phén d6 conang IILIV; tuy nhién sy khac biét khong cé y nghia thong ké. Cac gid tri danh gia chiic nang that
phai trén thong tim ciia nhém phéan d¢ co ning NYHA III, IV déu nang hon so v6i nhém phan d6 co ning

NYHA I, II; trong d6 su khéc biét vé ty 1¢ DK that phai/that trdi la cé ¥ nghia thong ké.

Bang S. Ddc diém cdc thong s6 vé thong tim va xét nghiém theo phdn nhom co ndng

NYHAILII NYHA III, IV p
D¢ bao hoa oxy méu tinh mach tron (SvO,) 69,1+7,6 656+11,7 04137
Ap lyic nhi phai trung binh 77 +84 10,6+6,5 0,2682
Ap luc DMP tim thu 1032+192 7324262 0,0229
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Ap lyc DMP trung binh 72,8+152 64,4+283 0,4963
Ap luc DMC tam thu 122,6+239 121,6+119 07215
Ap lyc DPMC trung binh 873+11,6 87+9 1,0000
Gid tri stic can mach phéi (PVR) 159+106 165492 0,6695
Ty 1é stic can mach phéi/mach hé théng 2+51 09+09 09716
Ty 1é luu lugng tudn hoan phéi/tudn hoan hé théng 1,5+1 1,72 0,4995
Chi s6 cung lugng tim (1/p/m?) 32+2 28+23 0,2409
Giatrj GOT (U/1) 24,8+9 44+166 0,0175
Giatri GPT (U/1) 20+7,5 33,7+168 0,0253
Gia tri Pro BNP (pmol/l) 206,2+338,1 2924 £151,8 0,0401

Nhdn xét: Cac gia tri trén thong tim vé do bao
hoa oxy mau tinh mach trén, dp luc nhi phéi trung
binh, gid tri stic can mach phéi va ty 1é stic cin mach
phdi so véi stic can mach hé théng, chi sé cung
lugng tim ctia nhém phan d6 co ning NYHA III,
IV ning hon so v6i nhém phéin d6 co nang I, II
tuy nhién muc khac biét chua c6 y nghia théng ké.
Gid tri &p luc PMP tdm thu ctia nhém NYHA T, 11
cao hon mot cach c6 y nghia théng ké so v6i nhém
NYHA III, IV. Cac gid tri vé xét nghiém néng do
ProBNP va GOT, GPT ctia nhém phén d6 co nang
II1, IV déu cao hon mot cich cé y nghia théng ké so
vGinhom NYHA I, IL

BAN LUAN

Vé dic diém phan nhém bénh & cdc bénh nhéin
TALDMP, trong nhom nghién ctiu ctia ching toi
chu yéu la bénh nhén thudc nguyén nhan tim bim
sinh, chiém 76,7%, s& con lai 13 bénh nhan thuoc
nhom TALDMP v6 can. Do dic thu d6i tugng ng-

hién ctiu Ia cdc bénh nhan TALDMP ning va ldy
bénh nhén nghién cttu ¢ hai trung tim chuyén sau
vé tim mach nén cic nguyén nhan c6 nguén goc
tim gap nhiéu hon. Tai Viét Nam, cdc bénh nhé4n c6
bénh Iy mé lién két thudng dugc quan ly va theo doi
tai chuyén khoa di ting va da liéu va doi khi viéc diéu
tri chi tdp trung chu yéu vao bénh géc ma chua cé
quan tdm day du dén dnh hudng trén tim caa bénh
ly mo lién két. Péng thoi do ¢6 mau thu thip nho
nén cé thé mot s6 nho cac truong hop bénh nhan
c6 bénh ly mo6 lién két nhung c6 biéu hién tim nang
né c6 dén kham chuyén khoa tim mach nhung chua
dugc quan ly theo doi ddy du, lau dai. Tai céc nude
phat trién trén Thé gidi, ty ¢ TALDMP v6 can la
nguyén nhén gip phé bién nhit (30 -50%), sau d6
dén cin nguyénbénhmoélién két (15-30%), tiép d6
méi dén nguyén nhan tim bdm sinh (10-23%) [6].
bic diém phin bs & Viét nam ciing tuong ty nhu &
cac nudc dang phat trién khac nhu Trung qudc véi
cin nguyén tim bdm sinh chiém uu thé, ty 1¢ nay tai
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Trung Quéc 12 43% [6] do dén thdi ky nay van con
mot ty 1é 16n bénh nhan tim bdm sinh truéng thanh
do bi chim tré trong ch4n dodn va stra chia di tat
tim bdm sinh nén tién trién thanh TALDMP ning &
tudi trudng thanh va khong con kha nang stra chia.

Tu6i trung binh cdc bénh nhéin trong nghién
ctiu ctia chung t6i 1a 32,9 + 10,8 (tudi), tuong tu
trong nghién ctiu NIH nim 1981-1985 tai Hoa Ky
(36 + 15 (tudi)), thip hon so véi mot s6 nghién
ctiu gin diy tai Anh va Ailen (50 £ 17 (tuéi)),
nghién ciu COMPERA tai chau Au (65 * 15
(tuéi)), nghién cttu REVEAL tai My nim 2006-
2009 (5315 (tudi)) va nghién ctu tai Han Quéc
nim 2008-2011 (45+ 16 (tudi)) [6,7]1a do sy dich
chuyén vé Itia tudi chdn doén TALDMP v6 cin méi
phat hién va cic bénh Iy di kem.

Dbic diém phén bé vé gidi, trong nghién ctiu ctia
chung t6i, nt gi6i chiém 76,7%. Ty 1é nay tuong
tu v6i cdc nghién ctiu s bo 16n trén thé gisi vé
TALDMBP, ty ¢ gidi nit dao dong tit 62-80%. Vi
vdy nt gi6i dugc coi la mét yéu t6 nguy co mic
TALDMP. Diéu nay dugc ung ho bsi quan sat thiy
ty 1é mang dot bién gen BMPR2 gip & bénh nhan
TALDMP chiém 42% & nit va 14% & nam gidi [6].
Trailai giGi nam lai dugc coila mot yéu té tién luong
doc 1ap lién quan véi tién lugng xdu vé séng con &
bénh nhan TALDMP [6].

Cac yéu t6 dinh gid nguy cd & bénh nhan
TALDMP theo khuyén cio ctia Hoi Tim mach
Chau Au 2015 vé TALDMP dugc dénh gia trén
nhém bénh nhan nghién ctu cta ching téi cho
thdy 1am sang c6 biéu hién suy tim chiém 33,3%, ty
1¢ bénh nhan c6 ho mau chiém 13,3% va ngat chiém
3,3%. Phan d¢ triéu ching co ning bénh nhan caa
chung t6i cha yéu thugc nhém NYHA L, 11 (76,7%).
biéu nay dugc giai thich do da s6 bénh nhan trong
nhom nghién ctiu ctia ching toi la bénh nhian mic
tim bdm sinh nén dién bién lam sang sé 6n dinh
trong mot thoi gian kha dai ti thoi diém chdn dodn,

trai ngugc v6i nhom TALDMP v6 cin. Sy ton tai
ctia di tat tim bdm sinh nhu mét duong thoat giam
ap cho tam that phai khi dp lyc va stic can phdi ting
qué cao, tranh cho tim thdt phéi bi suy giam chtc
nang. Diéu nay khong c6 dugc 6 nhém TALDMP
v0 can. Gid tri quang duong di b 6 phut ctia ching
t6i chi thu thap dugc trén 14/30 bénh nhan do thim
do nay chua dugc trién khai nhu mét xét nghiém
thuong quy trong bénh vién nén mudn thuc hién
duoc thim do cin bé tri bénh nhan lam test vao
thoi gian budi trua khi bénh vién tam nghi, han ché
ngudi qualai trén hanh lang. Diéu nay la mét can tré
do moét s6 bénh nhan mong muén tham kham két
thuc sém dé€ di vé nha. Quang duong di bo trung
binh ctia cdc bénh nhén dugc ddnh gid trong nghién
ctiu ctia ching t6i 1a 403 + 85,1 (m), & mudc nguy
co trung binh, cao hon trong nghién ctiu s6 bo caa
Phép (329 + 109 (m))[3], Han Quéc (376 + 124
(m))[7] va tuong tu & nhém con séng trong nghién
ctiu s6 bd caa Thyy sy (400m [300m - 459m][8].

Mot s6 thong s6 trén siéu am tim, thong tim va
xét nghiém nhim danh gid mdc do suy that phai
biéu hién ning hon 6 nhém cé phan d¢ triéu ching
co nang NYHA III, IV so v6i nhém ¢6 phan do co
nang I, IT mot cach c6 y nghia thong ké bao gom:
ty 1é duong kinh that phai/that trdi, nong do Pro
BNP. Gid tri cdc enzyme ctia gan nhu GOT, GPT
cing cao hon ¢ nhém NYHA III, IV so v6i nhém
NYHA I, II, ¢6 thé ly giai do mtc d¢ suy tim phai
ting lam t6n thuong gan. Gid tri ap lyc DPMP trung
binh theo dién bién tu nhién cta bénh Iy TALDMP
sé khong tiép tuc tang theo dudng tuyén tinh ma
khi TALDMP dén giai doan nang thi tly thudc vao
muc d6 suy that phai ma gia tri ALDMP nay lai gidam
di. Trong nghién cttu ctia chung t6i gia tri ALDMP
trung binh cia nhém phan d6 co ning NYHA III,
IV thip hon mdt cich c6 y nghia théng ké so véi
nhém NYHAL IL.

Khi phidn nhém bénh nhén trong nghién ctu
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theo nhém v6 can, c6 thong lién nhi va tim bim
sinh khong phai thonglién nhi, chung t6i nhan thay
c6 sy tuong dong vé cic dic diém trén siéu dm tim
va thong tim ctia nhém TALDMP v6 can va nhém
TALDMP do c6 bénh thong lién nhi. Diéu nay dac
biét ding trong mot s6 trudng hop 16 thong lién nhi
nho6 ma bénh nhan van c6 TALDMP miic d¢ ning
chiing t6 c6 vai trd ctia yéu t6 vo cin gop phan thém
vao ¢ nhiing bénh nhan dugc chin dodn thong lién
nhi nay. Diéu nay dac biét c6 gid tri khi chung ta phai
ra quyét dinh c6 bit hay khong m¢t 16 thong lién nhi
kich thuéc trung binh —16n, 4p Iuc PMP khong qué
16n nhung gid tri ty 1é stic cin mach phdi/stic can
mach hé théng ¢ mic ranh giGi vi qua theo doi mét
s6 cic truong hop da bit cho thiy muic d6 giam ap
luic va stic can mach phéi sau d6 rat khiém tén va su
tién trién cta suy thit phai do mét co ché giam ap
tu nhién cho thdt phai qua 16 thong lién nhi c6 sin
nay da bi bit kin. Trdi lai c6 mot s6 dic diém c6 thé
quan st thdy mot s6 dic diém khac biét & nhém vo
cin va thong lién nhi so véi nhém tim bdm sinh sau
vi tri van ba 4 (thong lién thét, con 6ng ddng mach)
la miic d6 gian cta cic budng tim phai 16n hon &
nhém v6 cin va thong lién nhi so v6i nhém tim
bdm sinh sau van ba ld mét cdch cé y nghia théng
ké thé hién & kich thudc thit phai va ty 1é duong
kinh that phai/thét trai. Kich thugc tim thét trdi &
nhém tim badm sinh sau van ba 14 16n hon & nhém

vO can va thong lién nhi mot cach c6 y nghia théng
ké. Gid tri 4p luc PMP tam thu, trung binh va chi s6
cung lugng tim ciing cao hon mot cich c6 y nghia &
nhom tim bdm sinh sau vi tri van ba I3, trong khi sy
khac biét vé chi s6 TAPSE, gid tri bao hoa oxy mau
tinh mach tron va dp luc nhi phai trung binh khong
c6 y nghia théngke.

KET LUAN

Qua ddnh gidsob trén 30 bénh nhan TALDMP
nang vé dic diém lam sang, can lam sang c6 gid tri
tién luong chung t6i nhin thdy: Nguyén nhan tim
bam sinh gdy TALDMP ning la gap phé bién nhat
trong cic bénh nhin TALDMP ning dugc quan
ly va theo doi. Tudi trung binh phat hién bénh van
tuong déi tré dao dong tir 30 -40 tudi. Gidi na la
mot yéu t6 nguy co cia mic TALDMP. Cé nhiéu
dac diém tuong dong vé 1am sang, can lam sang ctia
nhém TALDMP v6 cin va nhém TALDMP 3bénh
nhan c6 bénh tim bdm sinh dua ra mot gia thiét vé
sy dong gop cua yéu t6 vo can & nhiing bénh nhan
thong lién nhi c6 TALDMP. Miic d6 suy that phai
vé lam sang, siéu 4m, thong tim va xét nghiém cua
bénh nhan tim bam sinh it hon so v&i bénh nhin
TALDMP v0 can, giai thich thoi gian bénh 6n dinh
kéo dai hon & nhing bénh nhan TALDMP ¢6 16
thung trong tim so v6i nhiing bénh nhan TALDMP

vO can.

SUMMARY

Assessment of clinical and laboratory aspects may related to prognosis in patients with severe

pulmonary arterial hypertension.

Pulmonary arterial hypertension is an orphan disease which the pathogenesis and management have

been understood thoroughly in developed countries. In Vietnam, data related to pulmonary arterial

hypertension is still lacking,

Purpose: initial assessement of clinical, echocardiographic and hemodynamic features that may related

to prognosis in a group patients diagnosed of severe pulmonary arterial hypertension.
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Methods: Descriptive study in 30 patients diagnosed of severe pulmonary arterial hypertension.
Results: Study population: 30 adult patients, female/male = 3.3/1; mean age 32.9£10.8 (year); 111/
IV NYHA functional class accounted for 23.3%. Etiologies: idiopathic: 7 (23.3%); Atrial septal defect: 9
(30%); ventricular septal defect and PDA: 14 (46.7%). There were 33.3% with signs of heart failure; 13.3%
had hemoptysis. There were a significant difference between LVDd (mm); tricuspid S’ velocity (cm/s);
RV/LV basal dimension index; RV Tei index; mean PAP (mmHg) based on cardiac cath between
functional class I/II and III/IV groups as well as between idiopathic PAH and PAH associated with CHD.
Conclusions: Congenital heart diseases were the most common causes of severe PAH. Clinical and lab
investigations features used for assessing the severity of right heart failure may related to prognosis of PAH.
Key words: pulmonary arterial hypertension; congenital heart diseases; idiopathic PAH.

TAI LIEU THAM KHAO

1. Peacock, A.J., N.F. Murphy, J.J. McMurray, et al., An epidemiological study of pulmonary arterial
hypertension. Eur Respir ], 2007. 30(1): p. 104-9.

2.Ling, Y., M.K. Johnson, D.G. Kiely, et al., Changing demographics, epidemiology, and survival of incident
pulmonary arterial hypertension: results from the pulmonary hypertension registry of the United Kingdom and
Ireland. Am ] Respir Crit Care Med, 2012. 186(8): p. 790-6.

3. Humbert, M., O. Sitbon, A. Chaouat, et al., Pulmonary arterial hypertension in France: results from a
national registry. Am ] Respir Crit Care Med, 2006. 173(9): p. 1023-30.

4. D’alonzo, G.E., R.J. Barst, S.M. Ayres, et al., Survival in patients with primary pulmonary hypertension:
results from a national prospective registry. Annals of internal medicine, 1991. 115(5): p. 343-349.

S.Benza, R.L., D.P. Miller, R.J. Barst, et al., An evaluation of long-term survival from time of diagnosis in
pulmonary arterial hypertension from the REVEAL Registry. Chest, 2012. 142(2): p. 448-456.

6.Lau, E.M.T., E. Giannoulatou, D.S. Celermajer, etal., Epidemiology and treatment of pulmonary arterial
hypertension. Nature Reviews Cardiology, 2017. 14: p. 603.

7. Chung, W.-J., Y.B. Park, C.H. Jeon, et al., Baseline characteristics of the Korean registry of pulmonary
arterial hypertension. Journal of Korean medical science, 2015. 30(10): p. 1429-1438.

8. Tueller, C., H. Stricker, P. Soccal, et al., Epidemiology of pulmonary hypertension: new data from the Swiss
registry. Swiss Med Wkly, 2008. 138(25-26): p. 379-84.

TAP CHI TIM MACH HOC VIET NAM - SO 84+85.2018| 239



