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PIEU TRI POT CAP SUY TIM MAT BU VA HA NATRI MAU NANG
TREN NEN THIEU SAN PONG MACH PHOI MOT BEN
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Tém tat

B#di canh: Thiéu san dong mach phéi 1 bén (UAPA) 1a khiém khuyét tim bam sinh hiém
gip v6i ty 16 moi mic 1: 200000. Bénh nhan thuong nhap cp ciru vi suy tim phai (RHF) va
tang ap phoi (PTN). Mit khac, bénh nhan suy tim phai nhap vién c6 thé bién ching boi cac roi
loan dién giai (ha natri mau). Chung t6i trinh bay mot trudng hop suy tim cip mat bu bién chimg
ha natri mau ning trén bénh nhan c6 tién sit UAPA duoc diéu tri thanh cong véi liéu trinh chuan
két hop Tolvaptan liéu thap.

Case 1am sang: Bénh nam 44 tudi tién can UAPA, RHF, PTH, rung nhi va hé van 3 1a
nhap cap ctru vi khé th kéo dai, bang bung, va phu 2 chi dudi. ECG cho thay tinh trang rung
nhi dap tng that trung binh 60 1an/p, song T déo & cac chuyén dao trude tim (V1-V5), dién thé
thap & cac chuyén dao chi, truc 1éch phai va block nhanh phai khong hoan toan. X quang ngurc
thang cho thiy cac ddc trung ciia UAPA bao gém thiéu san phoi trai v6i khi quan léch tréi va
bong tim to, khéng dau hiéu phui phdi cép. Siéu 4m tim 2D cho thay chirc ning that trai binh
thuong EF 53%, va 16i loan chuc nang that phéi (TAPSE = 15 mm, FAC 27%, d = 57 mm),
khong ri loan van dong ving va hé van 3 1a 4/4 véi PAPs 30 mmHg.

Sau 2 ngay diéu tri noi khoa véi Furosemide, Tadalafil, Resenium, tinh trang bénh nhan
cai thién. Tuy nhién, bénh nhan van than phién vé tinh trang 14 13n. Natri mau rat thip
(104 mmol/l). Ching t6i thém Tolvaptan 15 mg 1/2 vién/ngay cho bénh nhan. Sau 2 ngay,
Na mau cai thién 114 mmol/l. Sau 10 ngay, bénh nhan dugc xuat vién véi Natri mau 120 mmol/l.
Bénh nhan giam phu va hét kho tho.
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Ban luin: Diéu tri ndi khoa UAPA tip trung vao kiém soat 4p suit dong mach phoi va
du phong suy tim phai. Bénh nhan suy tim phai s& dugc diéu tri chi yéu véi loi tiéu. Tuy nhién,
viée sir dung loi tiéu lau dai c6 thé gay ra tinh trang dé khang loi tiéu va cac tac dung phu
nghiém trong nhu ha natri mau. Trong tinh trang suy tim cép voi qué tai tuan hoan, diéu tri
thudng quy cua ha natri mau (Truyén Nacl 3%) khong thé ap dung. Thudc d6i khang thu thé
vasopressin (Tolvaptan) c6 thé dugc sir dung voi bénh nhan ndi tra trong thoi gian ngan nham
cai thi¢n triéu chung va tinh trang ha natri mau.

Két luan: Thudc d6i khang thu thé vasopressin (Tolvaptan) c6 thé duogc sir dung & bénh
nhan noi tra voi suy tim phai va ha natri mau. Cac nghién ctru can dugc thuc hién nham ching
t6 gia tri ctia né trong diéu tri 1au dai bénh nhan suy tim c6 triéu ching.

Wi 304

Hinh 1. CT nguc cho thdy mat dong mach phdi trai
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Hinh 2. ECG cho thiy rung nhi véi T déo ¢ chuyén dao trude nguc,
block nhanh phai khong hoan toan
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Hinh 3. X quang nguc cho thdy bong tim to, thiéu san phdi trai, khong déu hiéu phii phoi
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Hinh 4. Siéu 4m tim 2D cho thiy chirc ning tht trai binh thuong véi EF 53% va dan that phai
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SUCCESSFUL TREATMENT OF ACUTE DECOMPENSATED
HEART FAILURE AND SEVERE SYMPTOMATIC
HYPONATREMIA ON THE SETTING OF ABSENCE OF
PULMONARY ARTERY BY COMBINING TOLVAPTAN INTO
STANDARD REGIMEN
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Abstract

Background: Unilateral absence of pulmonary artery (UAPA) is a very rare congenital
heart defect which has incidence 1: 200000. Patients often present to emergency room because
of Right Heart Failure (RHF) and Pulmonary Hypertension (PTN). Moreover, hospitalized RHF
patient can be complicated by electrolyte disturbances (hyponatremia). We present a case of
Acute Decompensated Right Heart Failure (ADRHF) complicated by severe symptomatic
hyponatremia in patient with history of UAPA who was successfully treated by adding low
dose Tolvaptan into standard regimen.

Case: 44-year- old male with a history of UAPA, RHF, PTH AF and tricuspid
regurgitation presented to ER with severe progressive dyspnea, ascites and bilateral pedal
edema. His initial EKG (Figure 2) is remarkable for a moderate ventricular response (60 beats
per minute) atrial fibrillation associated with T inversion in precordial lead (V1 — V5), low
voltage on limbs lead, right axis deviation and incomplete right bundle branch block. His chest
x ray (Figure 3) shown characteristics of UAPA consisting left lung hypoplasia with deviated
trachea and cardiomegaly without sign of acute pulmonary edema. An 2D echocardiography
demonstrated normal functional left ventricle with EF 53% and a dysfunctional right ventricle
(TAPSE = 15 mm, FAC 27%, d = 57 mm) without regional wall abnormalities (Figure 4) and
4/4 tricuspid regurgitation with PAPs 30 mmHg.
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After 2 days medical therapy with Furosemide, Tadalafil, Resenium, his condition improved.
However, he continued to complaint of confusion. His blood sodium level was very low (104
mmol/l). In this situation, we add Tolvaptan 15 mg 1/2 daily into his standard regimen. After 2 days
of treatment, his Na+ level started to improve to 114 mmol/l. At the end of day 10, he was
discharged without dyspnea, grade 2 ascites and less edema, with Na+ serum level was 120 mmol/L.

Discussion: Pharmacological treatment of UAPA focusing on control the pressure of
pulmonary artery and prevent of RHF. Patients with right heart failure will be treated with
diuretics. However, long-term using of high dose diuretic can cause diuretic resistance and
severe side effects such as hyponatremia which standard treatment (infusion SodiumChloride
3%) was contraindicated in the situation of acute decompensated heart failure due to volume
overload status. Vasopressin receptor antagonist (Tolvaptan) can be used in hospitalized patient
during short term treatment to relieve the symptoms and correct the hyponatremia.

Conclusion: Vasopressin receptor antagonist (Tolvaptan) can be used in hospitalized
patient with right heart failure and hyponatremia. Further study is needed to prove its efficacy
in long term treatment of symptomatic heart failure patient.

Figure 5. Chest CT scan shows absence of left pulmonary artery
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Figure 6. EKG shows atrial fibrillation with T wave inversion over precordial lead, low voltage, RBBB
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Figure 7. Chest xray demonstrates cardiomegaly
and left lung hypoplasia without sign of pulmonary edema
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Figure 8. 2d echocardiography shows normal left ventricle with preserve ef 53%
and dilated right ventricle d = 57mm



