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Restrictive Pattern Pulmonary Vascular Pattern

PFT’s: FVC, TLC, FVC%/DLCO%<1.4 DLCO, FVC%/DLCO%>1.4

DDx: Interstitial Lung Disease Pulmonary Arterial Hypertension
Extrinsic Restriction (taut skin) Pulmonary Venous Hypertension
Respiratory Muscle Weakness Interstitial Lung Disease
Pulmonary Hypertension Congestive Heart Failure

Assessment:

Major PFT Patterns in SSc with Recommended Assessment
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�CPK
�Myositis-specific ab’s
�MIP’s and MEP’s
�Skin Score
�Echo (see Table 4)

+ Ground Glass
+/- Fibrosis

Treat ILD

HRCT

+ Ground Glass
+/- Fibrosis

HRCT

- Ground Glass
- Fibrosis
+/- Dilated PA

Treat ILD Echo (See Table 4)

RHC Monitor PFT’s,
6MWT, Echo

�LVEDP
�PCW

Diastolic Heart Failure

Monitor DLCO,
6MWT, O2 SAT
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RHC

Elevated mPAP

Treat PAH

Treat CHF
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Yes No

NoYes

Yes

Abnormal Normal

No
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Left Atrial Enlargement
Left Ventricular Hypertrophy

Abnormal E/A slope

�

Right Heart Cath

Right Atrial or Ventricular Dilation
Right Ventricular Hypertrophy

Septal bowing
RVSP

Elevated mPAP
Pericardial Effusion

Cardiac Cath

Treat PAH

Treat with ACE-Inhibitors,
Diuretics, Beta-Blockers*,

Digoxin

Consider other Causes of Dyspnea
PAH PVH

Yes

Yes

Yes

Yes

No

No

No
No
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�
Echo Findings with Recommended Assessment

* Beta-blockers may exacerbate Raynaud phenomenon
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Heart Failure
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