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Abstract

Background: IPF is defined as a specific form of chronic fibrosing interstitial
pneumonia limited to the lung, with the histopathology of UIP on surgical lung biopsy.
Pulmonary hypertension (PH) is frequently seen in patients with IPF and is commonly
attributed to hypoxic vasoconstriction and capillary destruction. Pathology findings
include endothelial proliferation and medial hypertrophy that exceed those expected in
the setting of hypoxia. PH in patients with IPF is associated with decreased exercise
capacity and worse survival (Patel et al., 2007).The endothelium of the bronchial
circulation shares characteristic features of other systemic vascular beds. Namely,
leukocyte recruitment and vascular leak occur at postcapillary sites, and there is a
vigorous angiogenesis response to tissue ischemia. This is in direct contrast to the
pulmonary vasculature. both bronchial endothelium and pulmonary endothelium are
exposed to mechanical stress imposed by lung ventilation (Wagner, 2009).Together
these findings support the notions that under ischemic and/or hypoxic conditions,
ELR" CXC chemokines are involved in promoting angiogenesis in the lung and that
both the bronchial and pulmonary circulations of the lung are important in promoting
vascular remodeling (Strieter et al., 2007).

Aim of the work: to assess the prevalence of endothelial dysfunction in
patients with Idiopathic Pulmonary Fibrosis and its correlation with pulmonary
hypertension.

Subjects and methods: the study included two groups; target population and
control group. The target population subdivided in to 2 subgroups included 30 IPF
patients: Subgroup I (15 IPF cases) with pulmonary artery hypertension; Subgroup Il
(15 IPF cases) without pulmonary artery hypertension. The control group included 10
normal healthy individuals. They were subjected to written informed consent,
demographic data acquisition, detailed history taking, thorough clinical examination,
collagen profile, ABG (PaO,, SaO,), PFTs (spirometry), 6MWT, HRCT chest scan,
echocardiography, and brachial artery duplex to assess endothelial dysfunction.

Results: Subgroup (I) & Subgroup (II) showed a statistically highly
significant difference in BADgmp and ERD compared to the control group. Whereas,
BADpasai, BADevp and ERD were affected in both Subgroup (1) and Subgroup (1),
But with no statistically significant difference. EPSP was correlating indirectly with
BADpasat and BADgvp Whereas EPSP was correlating directly with ERD, but these
relations were found to be statistically insignificant.

Conclusion: This work concluded that BADgvp &ERD more affected in IPF
patients regardless PAH presence or absence than normal population.

Key words: IPF, brachial artery flow mediated dilatation, estimated pulmonary artery
systolic pressure, ERD.
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