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Abstract

A 59-year-old woman was referred to our Advanced Lung Disease Center for consideration for lung
transplantation for stage IV sarcoidosis. She initially presented three years earlier with worsening dyspnea. High-
resolution computed tomography of the chest at that time demonstrated ground-glass opacities, traction
bronchiectasis, and a 4.5-cm Ascending Aortic Aneurysm (AAA). Biopsy of the lymph nodes revealed noncaseating
granulomas. A diagnosis of sarcoidosis with fibrotic changes was plausible; yet, the disease progressed over time
despite corticotherapy. At our referral center, a Usual Interstitial Pneumonia (UIP)-Idiopathic Pulmonary Fibrosis
(IPF) pattern was observed in the lung parenchyma. The patient was denied transplant due to an AAA requiring risky
and complex aortic surgery. Rapid deterioration and refractoriness to corticotherapy suggest her diagnosis may have
been sarcoidosis with UIP-IPF pattern. This case illustrates the importance of early recognition of disease patterns
of potential transplant candidates and pursuit of interventions to address comorbid conditions in a timely manner.
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Abbreviations AAA: Ascending Aortic Aneurysm; CSIPF:
Combined Sarcoidosis and IPF; HRCT: High Resolution Computed
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Introduction
Sarcoidosis and Idiopathic Pulmonary Fibrosis (IPF) are two

distinct restrictive lung diseases rarely observed in the same patient,
and these pathologies have markedly different clinical and diagnostic
features. Few reports have described cases of patients manifesting
both sarcoidosis and IPF [1-5], but our understanding of whether these
patients present concurrently with two different interstitial lung
diseases or with a merging, clinical entity of advanced pulmonary
fibrosis is unclear. Differentiating between these diagnoses is a unique
challenge for physicians, especially those in the transplant community.
The diagnosis is further complicated by the implications it has on
prognosis and considerations for treatment. We report an unusual case
of sarcoidosis and biopsy-proven Usual Interstitial Pneumonia (UIP)-
IPF in an older, Asian woman with a rapid decline in lung function
and comorbid cardiovascular conditions.

Case Presentation
A 59-year-old Asian woman, originally from Bangladesh and living

in the United States for 18 years, was referred to our Advanced Lung
Disease Center for consideration for lung transplantation for stage IV
sarcoidosis. On review of records, the patient had no known prior
medical history and had initially presented three years earlier with

worsening dyspnea. High Resolution Computed Tomography (HRCT)
at that time revealed ground-glass opacities on the left side with inter-
lobular septal thickening and traction bronchiectasis (Figure 1A).

Notably, a 4.5-cm Ascending Aortic Aneurysm (AAA) was also 
found on concurrent imaging. Infectious causes, including tuberculosis 
and fungal diseases, were ruled out. Biopsy of the lymph nodes via 
endobronchial ultrasound-guided transbronchial needle aspiration 
revealed noncaseating granulomas. Together, these findings supported 
a diagnosis of sarcoidosis, and the patient was started on oral 
prednisone (0.3 mg/kg) for 4 weeks, with taper. Her disease was 
initially responsive to treatment, and short-course corticosteroid bursts 
were given for every exacerbation. Nonetheless, her lung function 
progressively declined over time despite corticotherapy, necessitating 
the referral for evaluation of end-stage lung disease. To our knowledge, 
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  Figure 1A: High-resolution computed tomography of the chest 
at initial presentation.



treatment with steroid-sparing agents was not employed.

At our center, HRCT of the chest now demonstrated basal ground-
glass opacities with consolidation in the right lower lobe region and 
interlobular septal thickening with traction bronchiectasis Figure 1B, 
consistent with an exacerbation of sarcoidosis.

The patient continued to decline without response to corticosteroid 
bursts. At this time, she required high-flow oxygen supplementation 
and physical deconditioning. Histopathological analysis of Video-
Assisted Thoracoscopy (VATS)-guided lung tissue biopsy revealed 
areas of temporal dissociation with honeycombing on lung 
parenchyma, a typical UIP pattern. Although considered quite atypical 
of end-stage sarcoidosis, some reports have described end-stage 
sarcoidosis with the UIP pattern elucidated on histopathological 
analysis, and we considered this her final diagnosis. This patient was 
denied evaluation for lung transplant given the AAA (5.9 cm) and risk 
of performing a complex, open aortic surgery in a patient with end-
stage lung disease. The patient continued to follow with her 
pulmonologist at our Advanced Lung Disease Center. Ultimately, she 
was transitioned into hospice care after worsening disease progression.

Results and Discussion
We describe an unusual case of biopsy-proven pulmonary 

sarcoidosis and UIP-IPF in an older, Asian woman with a rapid 
decline in lung function and comorbid cardiovascular conditions 
seeking evaluation for a lung transplant. Our diagnostic considerations 
are illustrated in Figure 2.

The patient’s initial radiographic findings mimicked the typical 
radiographic pattern observed in pulmonary sarcoidosis [6]. These 
findings, combined with her clinical presentation, granulomas on 
lymph node biopsy, and initial response to corticotherapy (at the 
referring center), made the diagnosis of sarcoidosis plausible [7-9]. At 
the time of referral to our center, histopathology of VATS-guided lung 
tissue biopsy demonstrated parenchymal changes consistent with UIP, 
which may be only rarely observed in end-stage sarcoidosis. These 
biopsy findings, rapid deterioration, and refractoriness to 
corticotherapy suggested that her diagnosis may not have been 
sarcoidosis, but rather an overlapping disease entity with IPF. 
Sarcoidosis is also particularly uncommon in this patient’s 
demographic, as it typically presents in the second through fourth 
decades of life, and Asians and Hispanics have the lowest rates of 
incidence, between 3 and 4 per 100,000 [10]. The final diagnosis of 
end-stage pulmonary sarcoidosis with UIP pattern was not considered 
until (1) biopsy of lung tissue supported a coincident disease process 
and (2) the patient failed to respond to corticotherapy at our center, 
demonstrating the diagnostic challenge presented by this patient as 
well as the importance of early disease pattern recognition. Therapy 
may have been better targeted to this patient’s disease process had it 
been elucidated earlier.

Few reports have previously identified a subset of fibrotic 
sarcoidosis patients with UIP pattern presenting with rapid clinical 
deterioration [1-5,11]. Recently, Collins and colleagues characterized 
this unique presentation in a series of 25 patients with a described 
“Combined Sarcoidosis and IPF” (CSIPF). Uncertainty with the term 
CSIPF has since followed, as the most recent diagnostic criteria of IPF 
requires the exclusion of any other interstitial lung disease [12]. 
Debate ensues on the proper classification of patients who share 
radiographic and histopathologic features of sarcoidosis and IPF. It 
remains unclear whether our case supports a concurrent presentation 
of two distinct interstitial lung diseases or a merging phenotype of 
advanced pulmonary fibrosis. Because our patient presented with a 
plausible diagnosis of sarcoidosis three years prior to demonstrating 
evidence for IPF, it is unlikely that this patient represents a case of a 
merging clinical entity (ie, CSIPF). Nonetheless, from the experiences 
detailed in the literature, it remains possible for patients to develop 
IPF and sarcoidosis in close proximity, and additional research is 
warranted to understand whether these patients have a unique genetic 
predisposition to manifest both diseases.

Conclusion

In conclusion, this patient’s eventual denial of a lung transplant 
evaluation emphasizes the importance of early recognition of these 
distinct disease patterns for potential transplant candidates. 
Interventions to address comorbid conditions, particularly 
cardiovascular-related, in potential lung transplant candidates should 
be pursued in a timely manner to reduce disease severity and improve 
the opportunity for safe listing. Although we recognize that there are 
limitations in observations from a single case, and this report cannot 
answer the question of whether the concurrence of sarcoidosis with 
UIP-IPF pattern represents a combined entity, it is unlikely that this 
patient represents a case of a merging phenotype given the timeline of 
her diagnoses.
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  Figure 1B: High-resolution computed tomography of the 
chest at referral to our advanced lung disease center.

  Figure 2: Timeline of diagnostic considerations. Note: AAA: 
Ascending Aortic Aneurysm; LN: Lymph Node; UIP-IPF: Usual 
Interstitial Pneumonia-Idiopathic Pulmonary Fibrosis.
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