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ABSTRACT

Introduction: Idiopathic pulmonary hemosiderosis (IPH) is defined as a clinical triad of 
hemoptysis, pulmonary infiltrates, and iron deficiency anemia. It is a diagnosis of exclusion 
when all other causes of diffuse alveolar hemorrhage have been ruled out. Epidemiologically, 
IPH is a rare disease, with an incidence of 0.24 per million children per year; overall, 80% of 
cases occur in children, most being diagnosed in the first decade of life. 
Case Report: We present a 38-year-old female who presented to our casualty with acute 
respiratory failure which resolved on high dose corticosteroids. Patient on evaluation was 
diagnosed to have diffuse alveolar hemorrhage with idiopathic pulmonary hemosiderosis. 
Patient is currently asymptomatic and is on regular follow-up in our hospital.
Conclusion: Diffuse alveolar hemorrhage should be a differential diagnosis in a patient 
presenting with hemoptysis, breathlessness, anemia and radiological evidence of infiltrates. 
Awaiting detailed work-up, patients should be promptly started on high dose steroids.
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AbstrAct

Introduction: Idiopathic pulmonary 
hemosiderosis (IPH) is defined as a clinical 
triad of hemoptysis, pulmonary infiltrates, 
and iron deficiency anemia. It is a diagnosis 
of exclusion when all other causes of diffuse 
alveolar hemorrhage have been ruled out. 
Epidemiologically, IPH is a rare disease, with 
an incidence of 0.24 per million children per 
year; overall, 80% of cases occur in children, 
most being diagnosed in the first decade of 
life. case report: We present a 38-year-old 
female who presented to our casualty with 
acute respiratory failure which resolved on high 
dose corticosteroids. Patient on evaluation was 
diagnosed to have diffuse alveolar hemorrhage 
with idiopathic pulmonary hemosiderosis. 
Patient is currently asymptomatic and is on 
regular follow-up in our hospital.conclusion: 
Diffuse alveolar hemorrhage should be a 
differential diagnosis in a patient presenting 
with hemoptysis, breathlessness, anemia and 
radiological evidence of infiltrates. Awaiting 
detailed work-up, patients should be promptly 
started on high dose steroids.
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IntroDuctIon

Idiopathic pulmonary hemosiderosis (IPH) is defined 
as clinical triad of hemoptysis, pulmonary infiltrates, and 
iron deficiency anemia [1, 2]. It is a diagnosis of exclusion 
when all other causes of diffuse alveolar hemorrhage have 
been ruled out [3, 4]. Epidemiologically, IPH is a rare 
disease, with an incidence of 0.24 per million children 
per year [5]; overall, 80% of cases occur in children, 
most being diagnosed in the first decade of life [6]. The 
remaining 20% of cases are adult-onset IPH, most of 
which are diagnosed before 30 years of age. In adults it is 
more common in males and in smokers [6]. Our patient 
had a rare presentation as she is a 38-year-old female, 
non smoker and had no history of hemoptysis.

cAsE rEPort

A 38-year-old female, presented to our emergency 
room with progressive breathlessness (MMRC grade 2- 
4) and dry cough for three months. She had history of 
multiple blood transfusions elsewhere during the prior 
three months period. She had no history of hemoptysis, 
hematemesis, menorrhagia, bleeding per rectum or any 
other obvious focus of bleeding. There was no history of 
fever. She had no symptoms related to connective tissue 
disorder. She was not a known smoker and had no history 
of exposure to toxic gases and fumes. She had no history 
of exposure to any drugs. Physical examination in the 
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emergency room revealed the temperature to be 370 °C, 
pulse rate 130 beats/minute, Blood pressure 130/80 
mmHg, Respiratory rate 60/minute and SpO2 was 56% 
on room air ventilation. Her palpebral conjunctiva was 
pale. On auscultation fine end inspiratory crackles were 
heard bilaterally in all lung fields. Physical examinations 
of other systems were found in normal limits.

Arterial blood gas analysis of the patient showed Ph 
7.46, PCo2 30 mmHg, Po2 37 mmHg, SpO2 77 mmHg 
(P/F ratio of 0.37). Her serum d-dimer done within two 
hours of admission was low. Electrocardiography and 
echocardiogram were normal. Her total counts were also 
normal. She was admitted in intensive care unit (ICU) 
and was treated with non invasive ventilation and high 
flow oxygen.

Subsequent investigations revealed corrected 
reticulocyte count 0.5%, microcytic hypochromic 
peripheral blood smear, low serum iron (36 μg/dL), low 
transferrin saturation (28%), normal Ferritin (140.2 
ng/mL), normal total iron binding capacity (415 μg/
dL) and normal serum vitamin B12 and folic acid levels. 
Her stool was negative for occult blood or parasites. Her 
serum creatinine was 0.8 mg/dL, blood urea was 36 mg/
dL and urine microscopy was normal (no protein or red 
blood cells). The liver function tests and coagulation 
profile were within normal limits. Her retroviral status 
(HIV I and II by ELISA), hepatitis B surface antigen and 
hepatitis C antibody were negative. She received one pint 
blood transfusion in the ICU. Her chest X-ray (Figure 1) 
which was done in the ICU showed bilateral reticular 
infiltrates. Computed tomography (CT) scan of thorax 
was subsequently done which showed bilateral extensive 
ground glass opacities with interstitial thickening and 
nodules (Figure 2). A provisional diagnosis of acute 
interstitial pneumonia/diffuse alveolar hemorrhage was 
made and she was started on broad spectrum antibiotics 
with high dose pulse steroids (Inj methylprednisolone 
500 mg i.v. daily in divided doses for 3 days). Within 
3 days she improved significantly and was weaned off 
the non invasive ventilator support. Later the steroids 
were tapered to oral prednisolone at 0.75 mg/kg body 
weight. Subsequently fibre optic bronchoscopy was 
done under local anesthesia with conscious sedation. 
Sequential broncho alveolar lavage (BAL) was done from 
right middle lobe, it showed increasing hemorrhagic 
returns of BAL aliquots and BAL counts showed 60% 
hemosiderophages (Figure 3), confirming the diagnosis 
of diffuse alveolar hemorrhage. BAL was negative for 
gram stain and culture showing no evidence bacterial 
pathogens, acid fast bacilli, fungal organism,  Fluorescent 
antibody stain for Pneumocystis jeroveci and cytology 
for cancer cells. Transbronchial lung biopsy was done 
from right middle and lower lobes. It showed interstitial 
fibrosis, hemosiderin laden macrophages in alveolar 
spaces and interstitium with positive Perl’s stain (Figure 
4). There was no evidence of vasculitis (capillaritis), 
granulomas, organising pneumonia and malignancy 
in the biopsy specimen. Her serum Rheumatoid factor  

Figure 1: Chest X-ray showing diffuse reticulo nodular shadows 
involving all segments of both lung fields. X-ray done at the time 
of admission when the patient was in acute respiratory failure.

Figure 2: Computed tomography scan of chest revealed ground 
glass opacities with diffuse interstitial opacities.

Figure 3: Broncho alveolar lavage showing Hemosiderin laden 
macrophages.

(RF), antinuclear antibody (ANA), Double stranded 
Deoxyribonucleic acid (DsDNA), antiphospholipid 
antibody(APLA), Anti Glomerular Basement Membrane 
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antibody (anti GBM) and anti U1 RNP were negative. 
Serum Complements (C3, C4 and Total Complement) and 
Antineutrophilic Cytoplasmic antibodies(c and p ANCA) 
were in normal range. After one week of treatment with 
steroids, she improved and there was no further drop in 
hemoglobin. At this time spirometry was done and it was 
normal. Her chest X-ray and CT thorax repeated after 
one month showed complete clearing of the shadows 
(Figure 5). 

episodes, manifested by cough, dyspnea, hemoptysis 
and sometimes respiratory failure. Almost 100% of the 
adults experience hemoptysis during the disease course 
[9]. Secondly, the chronic phase is characterised by a 
slow resolution of previous symptoms, with or without 
treatment. The alternation of the two phases is largely 
unpredictable. Our patient never had hemoptysis.

The diagnosis of IPH is difficult, it requires the 
exclusion of other diseases which can be associated, 
such as cardiac diseases, bleeding disorders, connective-
tissue diseases (systemic lupus erythematosus and 
rheumatoid arthritis), systemic vasculitis (Wegner’s 
granulomatosis or microscopic polyangiitis), or anti-
basement-membrane-antibody diseases (Goodpasture’s 
syndrome). Laboratory analysis for ANCA, anti-GBM, 
antiphospholipid antibody, ANA and RF should so be 
negative. In our patient, they were all negative. 

Association of IPH with celiac disease has been 
mentioned in literature [11]. However, we have not 
done serum antigliadin, antireticulin and cow-milk 
precipitins as she had no symptoms suggestive of celiac 
disease or milk allergy. Goodpasture’s syndrome can 
present with or without pulmonary capillaritis [3], 
diffuse alveolar hemorrhage resulting from antibasement 
membrane antibody disease is usually associated 
with glomerulonephritis [1]. Immunofluorescence of 
transbronchial lung biopsy specimen was not done as she 
had no glomerulonephritis and serum anti GBM antibody 
was negative. Based on the clinico- radio- pathological 
interpretation, we feel that the findings are consistent 
with idiopathic pulmonary hemosiderosis. 

A number of therapeutic trials have been tried, 
including: (1) splenectomy, without significant results 
(there is no evidence of hypersplenism), and (2) systemic 
glucocorticoid, commonly started in the acute phase of 
IPH, with apparent good control and impact on mortality 
[1]. Among immunosuppressants, azathioprine in 
combination corticosteroids might be the best therapeutic 
regimen, especially in preventing IPH exacerbations 
[12]. Adults with IPH seem to respond more favorably 
to oral corticosteroid therapy [6] than children, in 
whom treatment can be problematic. The recommended 
starting dose is 1 mg/kg/day prednisolone for two 
months, until the new alveolar infiltrates tend to resolve 
[13, 14]. In our patient, there was complete radiological 
clearing at four weeks and repeat CT thorax after four 
weeks showed no new infiltrates. We treated our patient 
with oral prednisolone 0.75 mg/kg body weight for 4 
weeks, followed by 0.5 mg/kg body weight for another 
8 weeks and 0.25 mg/kg body weight for another 12 
weeks (Total duration of 6 months). We had planned to 
add azathioprine if she had recurrence or exacerbation. 
She is in our regular follow-up and has no recurrence of 
her symptoms. The long-term prognosis of the disease 
remains poor, and death may be due to massive diffuse 
pulmonary hemorrhage or chronic respiratory failure 
because of pulmonary fibrosis [11]. 

Figure 4: Tans bronchial lung biopsy capillary wall with no 
evidence of capillaritis.

 
Figure 5: Post treatment computed tomography chest showing 
significant resolution.

DIscussIon

The entity of IPH was initially described by Virchow 
[7] in 1864 as “brown lung induration”. Waldenstrom 
[8] established the first ante mortem diagnosis in 1944. 
There are a few aetiological hypotheses of IPH including 
genetic, autoimmune, allergic, environmental and 
metabolic theory [9]. Environmental exposure to fungi 
(especially Stachybotrys atra) in water-damaged houses 
has been mentioned to cause IPH [10]. The clinical 
course includes two phases. First, an acute phase “IPH 
exacerbation”, corresponds to intra-alveolar bleeding 
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concLusIon

Diffuse alveolar haemorrhage should be a differential 
diagnosis in a patient presenting with hemoptysis, 
breathlessness, iron deficiency anemia and radiological 
evidence of infiltrates. Awaiting detailed work up, 
patients should be promptly started on high dose steroids. 
Idiopathic pulmonary hemosiderosis is confirmed when 
all other secondary causes of alveolar hemorrhage have 
been ruled out. Adults with IPH respond better to steroid 
therapy than children.

*********

Author contributions
Jackin Moses R – Substantial contributions to 
conception and design, Acquisition of data, Analysis 
and interpretation of data, Drafting the article, Revising 
it critically for important intellectual content, Final 
approval of the version to be published
Nishant Sinha – Substantial contributions to conception 
and design, Drafting the article, Final approval of the 
version to be published
Madhusmita M – Substantial contributions to conception 
and design, Revising it critically for important intellectual 
content, Final approval of the version to be published
Kisku KH – Substantial contributions to conception and 
design, Revising it critically for important intellectual 
content, Final approval of the version to be published
Manjiri P – Substantial contributions to conception and 
design, Revising it critically for important intellectual 
content, Final approval of the version to be published

Guarantor
The corresponding author is the guarantor of submission.

conflict of Interest
Authors declare no conflict of interest.

copyright
© Jackin Moses R et al. 2014; This article is distributed 
under the terms of Creative Commons attribution 3.0 
License which permits unrestricted use, distribution and 
reproduction in any means provided the original authors 
and original publisher are properly credited. (Please see 
www.ijcasereportsandimages.com/copyright-policy.php 
for more information.)

rEFErEncEs

1. Soergel K, Sommers SC. Idiopathic pulmonary 
hemosiderosis and related syndromes. Am J Med 
1962;32:499–511.

2. Morgan PG, Turner-Warwick M. Pulmonary 
haemosiderosis and pulmonary haemorrhage. Br J 
Dis Chest 1981;75(3):225–42.

3. Amy L Olson, Marvin I Schwarz. Diffuse Alveolar 
Hemorrhage. Prog Respir Res. Basel, Karger 
2007;36:250–63.

4. Lara AR, Schwarz MI. Diffuse alveolar hemorrhage. 
Chest 2010;137(5):1164-71.

5. Kjellman B, Elinder G, Garwicz S, Svan H. Idiopathic 
pulmonary haemosiderosis in Swedish children. Acta 
Paediatr Scand 1984;73(5):584–8.

6. Miwa S, Imokawa S, Kato M, et al. Prognosis in adult 
patients with idiopathic pulmonary hemosiderosis. 
Intern Med 2011;50(17):1803–8.

7. Virchow R. Die krankhaften Geshwulste. Berlin, 
August Hirschwald 1864, p. 26–240.

8. Waldenstrom J. Relapsing, diffuse, pulmonary 
bleeding or hemosiderosis pulmonum - A new clinical 
diagnosis. Acta Radiol 1944;25:33–42.

9. Ioachimescu OC, Sieber S, Kotch A. Idiopathic 
pulmonary haemosiderosis revisited. Eur Respir J 
2004;24(1):162-70.

10. Dearborn DG, Smith PG, Dahms BB, et al. Clinical 
profile of 30 infants with acute pulmonary hemorrhage 
in Cleveland. Pediatrics 2002;110(3):627–37.

11. Pacheco A, Casanova C, Fogue L, Sueiro A. 
Long-term clinical follow-up of adult idiopathic 
pulmonary hemosiderosis and celiac disease. Chest 
1991;99(6):1525–6.

12. Airaghi L, Ciceri L, Giannini S, Ferrero S, Meroni PL, 
Tedeschi A. Idiopathic pulmonary haemosiderosis 
in an adult. Favourable response to azathioprine. 
Monaldi Arch Chest Dis 2001;56(3):211–3.

13. Michaeli J, Kornberg A, Menashe M, Lugassy G, 
Mogle P. Exacerbation of idiopathic pulmonary 
hemosiderosis in pregnancy. Eur J Obstet Gynecol 
Reprod Biol 1987;25(2):153–8.

14. Leatherman JW. Immune alveolar hemorrhage. Chest 
1987;91(6):891–7.



IJCRI – International Journal of Case Reports and Images, Vol. 5 No. 3, March 2014. ISSN – [0976-3198]

IJCRI 2014;5(3):230–234.  
www.ijcasereportsandimages.com

Moses et al. 234

Access full text article on
other devices

Access PDF of article on
other devices



EDORIUM JOURNALS  AN INTRODUCTION

Edorium Journals: On Web

About Edorium Journals
Edorium Journals is a publisher of high-quality, open ac-
cess, international scholarly journals covering subjects in 
basic sciences and clinical specialties and subspecialties.

Edorium Journals 
www.edoriumjournals.com

Edorium Journals et al.

Edorium Journals: An introduction

Edorium Journals Team

But why should you publish with Edorium  
Journals?
In less than 10 words - we give you what no one does.

Vision of being the best
We have the vision of making our journals the best and 
the most authoritative journals in their respective special-
ties. We are working towards this goal every day of every 
week of every month of every year.

Exceptional services
We care for you, your work and your time. Our efficient, 
personalized and courteous services are a testimony to this.

Editorial Review
All manuscripts submitted to Edorium Journals undergo 
pre-processing review, first editorial review, peer review, 
second editorial review and finally third editorial review.

Peer Review
All manuscripts submitted to Edorium Journals undergo 
anonymous, double-blind, external peer review.

Early View version
Early View version of your manuscript will be published 
in the journal within 72 hours of final acceptance.

Manuscript status
From submission to publication of your article you will 
get regular updates (minimum six times) about status of 
your manuscripts directly in your email.

Our Commitment

Mentored Review Articles (MRA)
Our academic program “Mentored Review Article” 
(MRA) gives you a unique opportunity to publish papers 
under mentorship of international faculty. These articles 
are published free of charges.

Most Favored Author program
Join this program and publish any number of articles free 
of charge for one to five years.

Favored Author program
One email is all it takes to become our favored author. 
You will not only get fee waivers but also get information 
and insights about scholarly publishing. 

Institutional Membership program
Join our Institutional Memberships program and help 
scholars from your institute make their research accessi-
ble to all and save thousands of dollars in fees make their 
research accessible to all. 

Our presence
We have some of the best designed publication formats. 
Our websites are very user friendly and enable you to do 
your work very easily with no hassle.

Something more...
We request you to have a look at our website to know 
more about us and our services.  

We welcome you to interact with us, share with us, join us and of course publish with us.

Browse Journals

CONNECT WITH US

Invitation for article submission
We sincerely invite you to submit your valuable  
research for publication to Edorium Journals.

Six weeks
You will get first decision on your manuscript within six 
weeks (42 days) of submission. If we fail to honor this 
by even one day, we will publish your manuscript free 
of charge. 

Four weeks
After we receive page proofs, your manuscript will be 
published in the journal within four weeks (31 days). If 
we fail to honor this by even one day, we will publish 
your manuscript free of charge and refund you the full 
article publication charges you paid for your manuscript.

This page is not a part of the published article. This page is an introduction to Edorium Journals and the publication services. 


