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Abstract
The interstitial pneumonia (IP) associated with myeloperoxidase anti-neutrophil cytoplasmic
autoantibody (MPO-ANCA) showed characteristic histology dominated by usual IP pattern. We
showed a 94-year-old woman, whose prognosis was poor by severity of IP by MPO-ANCA associated vasculitis. The median age at diagnosis of IP by MPO-ANCA associated vasculitis was over 60
years, with a male predominance. Most patients died related to respiratory insufficiency. Our case
would be the oldest patient in IP by MPO-ANCA associated vasculitis in the literature.
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1. Introduction
The interstitial pneumonia (IP) associated with myeloperoxidase anti-neutrophil cytoplasmic autoantibody
(MPO-ANCA) showed characteristic histology dominated by usual IP pattern. IP associated with MPO-ANCA
may be a histologically distinctive disease from idiopathic pulmonary fibrosis. Mortality was relatively high and
life threatening acute exacerbation may occur. The age of patients in IP associated with MPO-ANCA may be
related poor prognostic course, since they suffer the other significant sickness and their symptoms may be
masked by their holding diseases [1]-[3].
The natural history and pathogenesis of IP are controversial, and ongoing research continues to investigate
multiple hypotheses. IP generally occurs after the age of 60 years and is more prevalent in men. The initial clinical presentation is not specific, consisting of progressive dyspnoea on exertion combined with dry cough. Its
prevalence and incidence still remain unclear, with a large variability across reports due to a number of reasons.
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The majority of the studies have showed higher prevalence and incidence rates among men and with increasing
age, especially after 75 years. Older age and male sex seem to be correlated with a poorer prognosis in IF patients, whereas there are contrasting data about smoking status [4].
We show a 94-year-old woman with IP associated MPO-ANCA and discuss the relation between elderly patients and the disease characters.

2. Case Presentation
A 94-year-old woman presented with a 4-day history of exertional dyspnea and productive cough. She quitted
smoking 20 years ago. She was treated with chronic renal failure, dementia and lipid disorder in an open clinic.
Her examination revealed facial and pitting edema. Respiratory examination revealed fine bilateral end-inspiratory crepitations. Initial investigation revealed raised blood inflammatory markers (C reactive protein; 4.90
mg/dL) and renal dysfunctin (creatinine; 2.59 mg/dL) and MPO-ANCA was positive of 15.8 IU/ml with the
normal range being 0 - 3.5 IU/ml. The proteinase 3(PR3)-ANCA was negative (5 IU/ml). The titer of antinuclear antibody was slightly positive, such as 40 times. The level of serum KL-6, mucin-associated antigen,
was positive of 62,600 U/ml. Other serum biomarkers such as SP-A, SP-D were not measured. Urine dipstick
and microscopy revealed microscopic haematuria, glass casts and proteinuria. The chest X-ray showed congestion and cardiac enlargement with interstitial fibrosis (Figure 1). The chest radiograph showed basal pulmonary
fibrosis with usual interstitial pneumonia pattern on high-resolution computed tomography (CT) imaging
(Figure 2). The CT scans were reviewed in a blinded fashion by a chest radiologist experienced in the interpretation of diffuse lung disease and were classified using the radiologic patterns described in the ATS/ERS International Consensus Classification 2002 of the Idiopathic Interstitial Pneumonias (IIPs) [4]. These clinical and
laboratory findings pointed towards an MPO-ANCA associated vasculitis with no features to suggest an infectious cause or alternative connective tissue disorder. This patient was started on 3 days pulse of methly prednisolone at 500 mg mg/day intravenously. She did not improve from respiratory symptoms. Finally, she became
multiple organ failure and died at 26 days after admission.

Figure 1. Chest X-ray in admission revealed congestion and cardiac enlargement with interstitial fibrosis.
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Figure 2. High-resolution CT scan showing classical features of usual interstitial pneumonitis with subpleural basal honeycomb change with reticular abnormality.

3. Discussion
We showed a 94-year-old woman, whose prognosis was poor by severity of IP by MPO-ANCA associated vasculitis. Mortality was relatively high and life threatening acute exacerbation may occur. The previous reports
show that median age at diagnosis of IP by MPO-ANCA associated vasculitis was over 60 (range; 4 - 85) years,
with a male predominance [1]-[3]. Most patients died related to respiratory insufficiency. Our case would be the
oldest patient in IP by MPO-ANCA associated vasculitis in the literature.
MPO-ANCA is a well-known marker for small vessel vasculitis. Recent reports have demonstrated that IP
may rarely be associated with serum MPO-ANCA. Mortality was high and life threatening acute exacerbation
may occur. According to the guideline for IP [5], basically all IP cases are recommended to examine serum
ANA, MPO-ANCA, PR3-ANCA and other autoimmune antibody as a routine screening test to exclude the collagen vascular disease from IIPs. In the elderly, other symptoms such as hearing loss, recognition impairment,
and cerebral infarction often disturb the definite diagnosis which will be taken several months [2]. Therefore,
improving awareness and vigilance regarding this disease is important for early diagnosis and treatment.
Although the relationship between the clinical damages and patients’ age and course of disease revealed that
age and disease course do not have a significant effect on the kidney, and heart involvement, the age of patients
with pulmonary damage was significantly higher than that of patients without lung damage, and the course of
disease was shorter, which suggested that elderly patients experienced early lung damage, or more serious lung
damage such as pulmonary hemorrhage leading to early death [5]. Older patients were more likely to show lung
involvement in the early disease stage in Japan [6]. This tendency is compatible with European patients [2].
Elderly patients in IP with MPO-ANCA are predominantly MPO-ANCA positive compared to PR3 ANCA.
IP with MPO-ANCA in elderly frequently involves the kidney [7]. The elderly patients present more often with
severe renal disease and have more infections as a consequence of immunosuppressive therapy and higher mortality [8]. The combination of older age and renal insufficiency portends a poor prognosis due to poor response
to therapy and increased therapy related adverse events. Observational studies of ANCA-associated vasculitis in
the elderly, have demonstrated a poorer prognosis for older patients, with significantly higher rates of death and
treatment-related complications [9]. Following these reports, this case showed multiple organ failure after prednisolone administration. With the anticipated doubling of Japanese aged 65 or older in the next 25 years [10] and
the predilection of IP with MPO-ANCA associated vasculitis for elderly, our ability to identify safer alternatives
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to standard of care therapy in this vulnerable population becomes paramount.
The authors conclude that the age-related changes of various immunological parameters are different between
men and women, likely due to a lower biological age of women [11]. These findings, indicating a slower rate of
decline in these immunological parameters in women than in men, are consistent with the fact that women live
longer than men, i.e. in Japan 85.5 years in women and 79.0 in men [10]. A sexual dimorphism in the immune
response means that females are more resistant to infections but they have higher incidence of autoimmune diseases compared to male [12]. This aged woman revealed poor prognosis from IP with MPO-ANCA associated
vasculitis, probably due to immunological impairments.

4. Conclusion
The authors conclude that aged woman revealed poor prognosis from IP with MPO-ANCA associated vasculitis,
probably due to immunological impairments. Older patients are more likely to show lung involvement in the
early disease stage of IP with MPO-ANCA associated vasculitis. Physicians should be aware of secondary IP
with autoimmune diseases in very old patients instead of infection and malignancy.
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