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Usual interstitial pneumonia (UIP) refers to a combination of 
radiologic and histologic findings which include patchy interstitial 
fibrosis with alternating area of normal lung, temporal heterogeneity 
of fibrosis characterized by scattered fibroblastic foci with dense 
acellular collagen, and architectural distortion due to chronic 
scarring or honeycomb change [1]. Idiopathic pulmonary fibrosis 
(IPF) and UIP are terms that are often used interchangeably. 
However, UIP is not the same as IPF which requires exclusion of 
underlying clinical conditions including but not limited to connective 
tissue disorders, hypersensitivity pneumonitis, heavy metal 
exposure and several others. High-resolution computed tomography 
(HRCT) has improved diagnostic accuracy and has modified the 
role radiologic imaging has in managing patients. 
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The new 2018 guideline categories of UIP do help eliminate the 
need for surgical lung biopsy (SLB), when characterizing a patient 
“indeterminate UIP” and “alternative diagnosis”, the clinician should 
be cautious about prolonging SLB in patients to determine fibrosis 
pattern [2]. For patients with atypical radiologic findings, the SLB 
with histopathologic diagnosis remains a critical step to obtain a 
diagnosis of UIP and is the single most important predictor of 
prognosis at the time of diagnosis and therefore continues to be the 
gold standard for diagnosis [3]. A study done by Brownell, et al. 
found that  22.7% of patients with inconsistent UIP radiologic 
findings, had definite/probable UIP on biopsy [4]. Another study by 
Tomassetti et al. investigated how SLB changed diagnostic 
confidence and changed therapeutic strategy in one-third of cases 
determined to be IPF or non-IPF fibrotic Interstitial lung disease 
(ILD) [5]. Change in the treatment and overall prognosis of patients 
can occur due to SLB confirming UIP pattern on histology from 
treatment with antifibrotics, symptomatic management, pulmonary 
rehabilitation and early referral to transplantation center. In our 
case, the radiological findings were not consistent with definitive 
UIP. However histopathology did establish a definitive diagnosis 
changing our management to initiation of antifibrotics and leading to 
early referral for lung transplantation.
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The patient was diagnosed as having IPF due to negative work up 
and started on pirfenidone therapy, but ultimately failed and 
underwent bilateral lung transplantation with uncomplicated post 
transplant course and improved functional status.

A 65-year-old-male patient with no significant past medical history 
who presented to the clinic for evaluation of a six-month 
non-productive intermittent chronic cough; which occurred  
throughout the day and night. There was no relation with any 
specific exposures, aggravating or relieving factors. The only 
associated symptom was progressively worsening shortness of 
breath and dyspnea on exertion; unable to walk to his mailbox 
without stopping. He denied any significant environmental, 
occupational, pet exposures and was up-to-date with 
immunizations. He was a lifetime non-smoker, without any alcohol 
or drug use. Physical exam revealed bilateral basilar crackles 
without any wheezing, rhonchi or cardiac, skin, joint, or eye 
findings.Pulmonary function testing was consistent with moderate 
restriction with six-minute-walk testing showing severe activity 
limitation with desaturation requiring oxygen.HRCT illustrated  
findings consistent with the indeterminate UIP pattern including 
bilateral interlobular and intralobular interstitial thickening, subtle 
reticulation with areas of ground glass opacities without any 
associated bronchiectasis or honeycombing (Figure 1). The patient 
had bronchoscopy, immunologic, and hematologic laboratory 
studies reported to be unrevealing. A surgical lung biopsy was 
performed with multiple samples collected from the right lung. 
Histopathologic examination showed widespread extensive 
destruction of the normal lung parenchyma, with largely subpleural 
old dense fibrosis containing numerous honeycombing areas, 
fibroblastic foci, without granulomas or necrosis, consistent with UIP 
(FIgure 2). 
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Figure 1: Chest high-resolution computed tomography 
showing, reticular fibrosis (arrows) also with ground glass 
opacities (arrow head)

FIgures

Figure 2: Pathology slide from surgical lung biopsy, 
subpleural dense fibrosis (arrows) also with honeycombing 
(arrow head), and a fibroblastic foci (red arrow)


