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Case review
57/M, Rheumatoid arthritis  

Associated interstitial lung disease (UIP pattern) 



Previous PFT



Echocardiography

Peak TR velocity
=4.25 m/s



Worsening exertional dyspnea
2 weeks

• Cough ↑↑

• Non-purulent mucoid sputum ↑

• Febrile sense (+)

• Elevated CRP  10.84 mg/dl

• Procalcitonin 0.06 ng/ml



Pneumonia  vs. 
ILD acute exacerbation 



ILD AE >> pneumonia

• Short-term High dose steroid

• 3 days pulse therapy (500mg/day)

• 1 mg/kg 7 days

• Cough , sputum, dyspnea  → improved 

• WHO Functional class III → II   



Worsening dyspnea again!

• Both leg pitting edema  ++/++

• → Functional class IV

• Resting hypoxemia 

94% on nasal prong 4 L/min

• Cough, sputum : same as before

• HR CT follow up : no interval change 



Echocardiography



Management

• Short term management for RV failure 

: Low dose dobutamine infusion

Lasix IV → negative I/O balance

• Sildenafil 20 mg t i d PO 

→5 days later     → WHO Fc III

→ Sildenafil 40 mg t i d PO

→ 2 weeks later  → WHO Fc II 

Consider Inhaled prostacycline → patient refused 



Discussion

• Sero-positive Rheumatoid arthritis

• Associated ILD (UIP pattern)

• PH due to chronic lung disease

• CTD (RA) associated PAH ?



Selection of good candidate for PAH target therapy ??



Selection of good candidate for PAH target therapy ??



2022 ESC/ERS 

recommendations for PH-LD



Wasman A, et al. N Engl J Med 2021;384:325-34.

Multicenter, randomized, DB, placebo-controlled, 16-week trial
Inclusion criteria : PH-ILD confirmed by RHC and FVC <70% pred

Inhaled Treprostinil in PH-ILD: INCREASE trial

6분도보검사!



Take-home message

Group 3 PH 의 기본적인 치료 전략은 기저 폐질환에 대한 최적화된 치료

Lung disease and non-severe PH 에 대해서는 일반적으로 PAH target 
medication 이 권장되지 않는다.

환자에 따라 선택적으로
Individual decision making 
필요하다

다른 원인에 의한
PH 가능성도 고려하고
배제해야 한다



Cor pulmonale

• Acute

• Sub-acute

RV dilatation

vascular remodeling

• Chronic

+ Hypertrophy

Acute PTE
Air/Fat/amniotic 
embolism

ARDS
Severe pneumonia
Aspiration

Chronic lung disease
: ILD
COPD
TBDL

Hypoxic pulmonary 
vasoconstriction
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