
Note: An “isolated” low diffusing capacity on PFT (with normal lung
volumes and airflows) should prompt an evaluation for possible PH

Abbreviations:

BOOP:  Bronchiolitis Obliterans Organizing Pneumonia
CT: Computed tomography
ECHO: Echocardiography
HRCT: High resolution computed tomography scan of the chest
ILD: Interstitial lung disease
LV: Left ventricular
PAH: Pulmonary arterial hypertension
PAP: Pulmonary arterial pressure
PCWP: Pulmonary capillary wedge pressure
PFT: Pulmonary function testing
PH: Pulmonary hypertension
PVR: Pulmonary vascular resistance
RV: Right ventricular
V/Q Lung Scan: Ventilation perfusion lung scan
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Baseline pulmonary
evaluation for all
patients:

• PFT with lung 
volumes and 
diffusing capacity

• Chest radiography
• 2D ECHO with 

Doppler estimate 
of PAP

Abnormal ECHO
Abnormal PFT

Abnormal PFT 
Normal ECHO

Normal PFT 
Normal ECHO

Rescreen annually 
or with development
of exertional dyspnea

• PH
• RV enlargement

Isolated PH?

Consider referral to
specialized centers for:
• PH – see 

www.phassociation.org
• Scleroderma - see 

www.sctconline.org

V/Q Lung Scan 
(? chronic/recurrent 
thromboembolic
disease)
• Consider contrasted 

CT if appropriate 
• Consider pulmonary 

angiography if 
indicated

HRCT without
contrast. Consider
bronchoalveolar
lavage
• Rec  caution in 

patients with PH

If abnormal, consider
further evaluation for
possible:
• ILD
• Chronic aspiration
• Bronchiolitis/BOOP

Right-heart
catheterization 
(with shunt studies 
+ vasodilator trial)
Diagnostic for PAH if:
• PAPm >25 mmHg
• PCWPm 

<15 mmHg
• PVR >3 Wood Units

If PCWPm >15,
consider left-sided
cardiac disease:
• LV diastolic 

dysfunction
• LV systolic 

dysfunction
• Mitral valvular 

disease

• PH
• RV enlargement
• Abnormal PFT

? PH and ILD

• Hyperinflation
• Airtrapping
• Airflow limitation

? Bronchiolitis

• Reduced lung
volumes

• Reduced diffusing 
capacity

? ILD

Abnormal ECHO
Normal PFT

James R. Seibold, MD
Professor and Director, 
UMDNJ Scleroderma Program 

New Brunswick, New Jersey


