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Abstract
OBJECTIVE: To investigste the effact of oral bosantan in the trestmeant of conganital haart diseass-associsted pulmonary artenal
hypertension.

METHODS: 24 patients with congenital heart disease-associated pulmonary arterial hypertension, including 4 receiving heart surgary
and 20 with surgical contraindications, were enrofied in this study. All the pstients were given oral bosentan and followead up regularty for
analyzing the outcomes and side effects.

RESULTS: Cne pstient was lost to foliow up and one pstient died. Systolic pulmonary artery pressure showed no significant changes
st 2 (83.9 £ 17.2 mmHg) and 4 months (5.7 £ 25.5 mmHg) of bosentan trestment comparad to that before the medication (87.8 £ 14.8
. ., mmig) (P=0.098), but dacreased significantly sfter a 8-month therapy (80.2 £ 25.0 mmHg, P=0.029). The 8-minute walking distance

i‘:‘ increased significantly sfter 5 2, 4, and S-month therapy [(4858 £ 88.8, 405.3 £ 88.0, and 481.3 £ 114.2 m, respectively; P=0.004, 0.003,

i .- and 0.004 vs tha distance before medication (317.0 £ 134.1)]. The New York heart functional classification was improved significantly

n - gfters 2, 4, and 6-month therapy [(2.0£0.5, 1.8 £0.4, and 1.7 £ 0.5, respectively; P<0.001 vs pre-medication score (2.9 £0.5)).
Hepatic and renal function remainad normal, and ALT and AST showed no significant variations dunng the medicstion {P>0.05).

\‘ CONCLUSION: Cral bosentan can effectively ralieve the symptoms, decraase pulmonary artery hypertension, and improve exarcise

tolerance and cardiac function classification i pstients with pulmonary artery hypertension associated with congenital heart disesse
with good safety and miki side effects.
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TaKpIPBINITHIH aThl: OKINEHIH apTePUAIbIK

rMIEPTEH3UAChIMEH 0alIaHBICTBI KYPEKTIiH TyMa

aypyJiapbl Ke3injae opajbabl bo3eHTaHHBIH eMaeyaeri

acepi

Name of article: Efficacy of oral bosentan for treatment of
congenital heart disease-associated pulmonary arterial
hypertension.

Astopiapsl: Ye W, Li B, Sheng W, Yao M, Shang L, Gao
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MAKCATDBI:

OKIICHIH apTEePUSIIbIK THIECPTECH3USICHIMEH
OaMJIaHBICTBI >KYPEKTIH TyMa aypyJaapbl KE31HAEC
KOJIIaHBLIAThIH HEpOpaib/ibl bo3eHTaHHBIH
EMCYICT1 9CEPIH 3EPTTEY.

OBJECTIVE:

To investigate the effect of oral bosentan 1n the
treatment of congenital heart disease-associated .
pulmonary arterial hypertension.



QJIICI:

3eprTeyre KarbiCKaH 24  HayKacTblH OOpIHIE  OKIENIK  apTepHUsUIbIK
TUIIEPTEH3USIMEH OAMIaHBICTHI )KYPEKTIH TyMa aypybl OOJI/IbI,COHBIH IIITHIE:

4eyl XUpyprusiIblK onepalusiad oTKeHAep KoHe 20Chl XUPYPIrUsIbIK KapChl
KOpPCETKIIITEP1 Oap.

METHODS:

24 patients with congenital heart disease-associated pulmonary arterial
hypertension, including 4 receiving heart surgery and 20 with surgical
contraindications, were enrolled in this study. All the patients were given

oral bosentan and followed up regularly for analyzing the outcomes and side
effects



e HoTmxkeci:

bip Haykac OakplIay TONKA aJIBIHIBI dKOHE O1p HAYKAC KAaUThIC OOJIIBI.
3eprreyre aeninri(97.8 + 14.9 mum ¢.6.) (P=0.096) sxone bosenranmen
2(93.6+17.2 MM ¢.0.),4 (85.7 +£25.5 MM ¢.0.) ail eMJICTCHHCH KCHIHI
CHCTOJIAIIBIK OKIICIIK apTCPUSIIBIK KBICBIM/IA aUTapiIbIKTal e3repicrep
OaliKanaMaabl,01paK 6 alJIbIK TepalusgaH Ke1H KeHET TOMEH/ICY
Oaiikanel (80.9 +25.0 mum ¢.6., P=0.029). 6 MUHYTTBIK Kasy XKYpY A€
EMICYre JACHIHT1 KepceTKmJTepMeH canpicTbiprana (317.0 £ 134.1)
2,4 xoHe 6 ailIbIK TepanusaH KeiiH JKorapbliai 0acTtaapl: (488 +
98.8, 496.3 £ 89.0, and 491.3 £+ 114.2 m, carikecinme; P=0.004, 0.003,
xoHe (0.004. Hpro-MOpKTIK KYPEKT1 (PyHKIMOHAJIBI KIKTEYI1H EMACY
anabIHAArbl KepceTkimTepl (2.9 £ 0.5)anra kapaitl aapiM 0acthl (2.0 &
0.5, 1.8 £ 0.4,5x0ne 1.7 £ 0.5, colixkecinuie; P<0.001). baysip >xoHe
OyHpeK KepCEeTKIMTEPl SHIKaHaal e3repic KopceTkeH koK, AJIT MeH

AC/l neHrewusiepl 1€ eMI€y yaKbIThIH/Ia HOPMAChIHAH aybITKBIMAIbI
(P>0.05).



e RESULTS:

One patient was lost to follow up and one patient died. Systolic
pulmonary artery pressure showed no significant changes at 2
(93.6 = 17.2 mmHg) and 4 months (85.7 £ 25.5 mmHg) of
bosentan treatment compared to that before the medication (97.8
+ 14.9 mmHg) (P=0.096), but decreased significantly after a
6-month therapy (80.9 + 25.0 mmHg, P=0.029). The 6-minute
walking distance increased significantly after a 2, 4, and 6-month
therapy [(488 £ 98.8, 496.3 + 89.0, and 491.3 £ 114.2 m,
respectively; P=0.004, 0.003, and 0.004 vs the distance before
medication (317.0 £ 134.1)]. The New York heart functional
classification was improved significantly after a 2, 4, and
6-month therapy [(2.0 £0.5, 1.8 £ 0.4, and 1.7 £ 0.5,
respectively; P<0.001 vs pre-medication score (2.9 &+ 0.5)).
Hepatic and renal function remained normal, and ALT and AST
showed no significant variations during the medication (P>0.05).



e CONCLUSION:

Oral bosentan can effectively relieve the symptoms,
decrease pulmonary artery hypertension, and improve
exercise tolerance and cardiac function classification in
patients with pulmonary artery hypertension associated
with congenital heart diseasewith good safety and mild
side effects.

e TYKbBIPBIMbI:

Opanbabl bo3eHTaH eKNeiK apTePUSIHBIH
TUTIEPTOHUSICHIH a3aUThII,0HBIH CUMITTOMIaPbIH
>1<eH1Hz[eTez[1 (PU3HKAJIBIK )KYKTEMEIEP KE31H/IE
TO3IMJILIKTI )KOHE OKIIC apTEePUSIIbIK T IEepTE3UsIMEH
OalJIaHBICTHI KYPEKTIH TyMa aypylapbIHIAFrbl )KYPEK
(PYHKIMSIIaPBIHBIH KJIACCU(DPUKALIUICHIH KaKCcapTabl.
JKanama ocepiiepi mamarlisbl.



APTEPUSIIBIK TUIIEPTOHUS KOIITETEH aypyJiap
YIIIIH aca Kay1nTl GaxkTop OOJIbII TaObLIadbL.
OmapapiH 1nHAe MaHbI3AbLIAPEL : KA,
MHCYJIBT, )KYPEK KOHE OYMPEK KETKUIIKCI3IIT]
aypynapbl. OCBI aypynapIblH aIabIH aly
MAaKCAaThIHAA KOHE a3aMTy YIIIH apTEePHUSIIbIK
TUICPTOHMUSHBIH Maiaa O0IybIH, OFaH aJIbIIl
KEJIETIH (DaKTOpJIapbIH CAHBIH a3alTy KaXKeT.






