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Pathophysiology of PAH

Imbalance of Vasoconstrictors and Vasodilators



Hemodynamic Impact of PH









PH HISTORY AND EXAM

 Clinical History = symptoms

 Clinical Exam: PH severity

 Prominent S2(P2), RV heave, JVD, murmurs (TR), Hepatojugular reflux, 
Hepatosplenomegaly, Peripheral edema,  Ascites, 

 low CO state (low BP, diminished pulse pressure, cool extremitie)s

 Clinical Exam: find underlying cause or association of PH

 Central cyanosis, clubbing, other murmurs, rales/dullness/diminished 
breath sounds

 Obesity, kyphoscoliosis, Mallampati airway III-IV

 CREST syndrome, thrombophlebitis, signs of portal hypertension























Right Heart Catheterization







Severe PH = Independent Risk Factor for Death







• “Reduce pulmonary artery pressure”  (PAH vs PH)





AGENTS USED TO REDUCE PULMONARY VASCULAR RESISTANCE

 Intravenous

 Prostacyclin (Treprsotinol, Epoprostenol).        

 Half-life = 3-4 minutes.    SE = hypotension, V/Q mismatch, HA, Flushing, jaw pain

 Sildenafil 0.05-0.43 mg/kg.   

 Half-life = 3-5 hours.  SE = Hypotension, V/Q mismatch, HA

 Milrinone 0.375-0.75 ug/kg/min infusion     

 Half-life = 1-2 hours.     SE = Tachyarrhythmias, hypotension

 Adenosine     50-350 ug/kg/min     

 Half-life = 5-10 seconds.   SE = Bradycardiac, Bronchospasm, chest pain

 Inhaled

 Prostacyclins (Iloprost, Tyvasso)   2.5-5 ug 6-9 times per day.    Half-life = 30 min. 

 NO   5-40 ppm   SE = methemoglobinemia

 Oral

 Sildenafil   20-80mg TID, can titrate up further



• Norepinepherine

• Epinepherine







• ECMO
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