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Introduction: Pulmonary arterial hypertension (PAH) is a group 1 pulmonary circulation disease. It is associated with severe 
arterial remodeling, increase in pulmonary vascular resistance (PVR), precapillary pulmonary hypertension, systemic pro-
coagulant condition, and lastly, with right heart failure. Increased blood viscosity, oxidative stress, Raynaud’s phenomenon 
(RF) intermittent vasospasms contribute to PAH. The incidence of primary RF and PAH is insufficiently known.1,2

Case report: 49-year-old male, first hospitalization. Principal complaints: extreme fatigue on the slightest effort and ankle 
and abdominal edema for the past three months. For the past several years, he noticed paleness of his fingers at exposure to 
cold, but did not consider this to be significant. Eupneic at rest, acyanotic, emphasized P2, with systolic murmur with point of 
maximum intensity in the left parasternal area; preserved radial and ulnar pulsations on both sides; discrete ankle edema. 
BP 110/70 mmHg. ECG – sinus rhythm, HR 100 beats per minute, right axis deviation, negative T in V1-4. Increased levels of 
bilirubin, Na, LDH, CK and CK-MB. NT-proBNP 3830 pg/mL. Echocardiography - LV shows normal ESD and EDD; EF 40%; with-
out segmental kinetic disturbances. DV:LV>1.06; TAPSE 13 mm; PaccT 61 ms; RVSP 70 mmHg; TR 3 +. Thoracic HRCT shows 
small zones of ground glass opacity, without lesions of lung interstitium or airways. Right heart catheterization – confirmed 
precapillary pulmonary hypertension; mPAP 48 mmHg; PVR 7 WU; CI 2.5. Perfusion scintigraphy indicated small perfusion 
defects. Highly positive ANA in Hep 2 cells. Pulmonary function – FVC 113.20; FEV1 101.30; TTGV% 153.20; pO2 8.59 kPa; pCO2 
3.76 kPa; sO2 92.8%; pH 7.43. 6 Min WDT Borg 4. 

Conclusion: The diagnosis of severe PAH in our patient was delayed due to a long oligosymptomatic period. PH evaluation in 
the presence of Raynaud’s phenomenon is necessary.
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