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Abstract

Objective: As Turkish Respiratory Society Diffuse Parenchymal Lung Diseases-Pulmonary Vascular Diseases Study Group (TRS DPLD-PVD SG),
we aimed to demonstrate the approaches of physicians with a questionnaire toward the patients with IPF in our country.

Methods: An invitation letter including a questionnaire with 24 questions to assess the approaches they prefer in the patients with IPF and
the capabilities of the departments they work at and a link for the questionnaire was directed to the mail groups of chest diseases and thoracic
surgery specialists. Responses of the physicians who participated in the questionnaire were reviewed.

Results: Thirty percent of the participants saw less than 5 patients with IPF in a year and 16.8% of them saw more than 21. 66.3% of partici-
pants stated that anamnesis, symptoms and clinical findings along with typical radiologic findings would be sufficient for the diagnosis, while
27.7% suggested that pathological findings should indicate IPF along with clinic and radiologic ones.When the methods used for tissue samp-
ling were viewed; application rates of bronchoscopic transbronchial biopsy, thoracoscopic biopsy and open lung biopsy were found very close
to one another.In the patients with the suspected disease of IPF, the fields in which the hesitation was the most problematic were respectively
pathological examination of biopsies (73.2%) and interpretation of radiologic findings (49.5%). 37.6% of the patients with diagnosis of IPF were
directed to experienced centers; medical treatment and drugless follow-up rates were respectively 33.6% and 14.8%. Among the participants,
29.7% suggested lung transplantation for all cases while 48.5% only preferred this operation in particular ones.

Conclusion: Some of the results of our study is compatible with the guidelines of IPF, is to show that the quality of debate and confusion still
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continued in this regard.
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INTRODUCTION

Idiopathic pulmonary fibrosis (IPF) is a prototype of chronic, progressive, and diffuse parenchymal
pulmonary diseases that can be an important cause of mortality and morbidity. It is a form of chronic
interstitial pneumonia that occurs with progressive fibrosis and has an unknown etiology. The clinical
picture of IPF is histopathologically and radiologically consistent with usual interstitial pneumonia
(UIP) that occurs at advanced ages (>50 years) and is limited to the lung (1, 2). The final diagnosis is
established by ruling out other possible factors and by demonstrating UIP pattern. In lung biopsies,
UIP pattern can also be seen in some cases such as collagen tissue diseases, progressed fibrosis phases
of hypersensitivity pneumonitis, asbestosis, and drug toxicity (3). Because the appearance of UIP pat-
tern in lung biopsies is alone insufficient for establishing the diagnosis of IPF and some difficulties are
encountered during differentiation from other interstitial pneumonias, a multidisciplinary approach
with a specialist in chest diseases, pathology, and radiology is used for the diagnosis of IPF at present.
Because of the difficulties in diagnosis and the absence of a common clinical approach in the treat-
ment and follow-up of the disease, the American Thoracic Society (ATS) and European Respiratory
Society (ERS) published a common consensus report for IPF in 2000, and this report was updated in
2011 (1,4).Thus, clinical, radiological, and pathological data were described, particularly by increasing
the use of high-resolution computed tomography (HRCT) and restricting the routine implementation
of lung biopsy (4). Moreover, in the last 10 years, a remarkable progression has been achieved in the
definition of clinical, radiological, and histopathological IPF findings, and a general worldwide stan-
dardization and algorithm have been developed for the diagnosis of the disease.

Worldwide, different approaches have been seen in the diagnosis and treatment of IPF patients among
physicians in Turkey. As the Turkish Respiratory Society Diffuse Parenchymal Lung Diseases-Pulmo-

85



86

Anar et al. Approaches in Diagnosis and Treatment of Patients with IPF

nary Vascular Diseases Study Group (TRS DPLD-PVD SG), we aimed to
demonstrate the diagnostic and treatment approaches of specialists
in chest diseases to IPF patients and the facilities that could provide a
multidisciplinary approach to this disease at their institutions through
a questionnaire.

METHODS

The link for a web-based questionnaire consisting of 24 questions was
sent to the personal e-mail addresses of specialists in chest diseases
and thoracic surgery who were selected as the target population. In this
manner, participants were prevented from responding to the question-
naire more than one time. Furthermore, via e-mail groups of the soci-
eties, the same physician population was invited to participate in the
questionnaire study up to four times at 1-month intervals beginning
from April 2014.

Specialist physicians in the related branches were requested to answer
the questionnaire by displaying their own attitudes and behaviors. Par-
ticipants’ personal information, such as name, surname, title, and insti-
tution were not asked, except their areas of specialization, duration of
working as a specialist physician, and type of their institutions (such as
university, education hospital, and state hospital).

In addition to these initial questions regarding the features of the partic-
ipants, there were other questions regarding whether laboratory exam-
inations for rheumatic diseases were performed at their institutions, the
presence of a rheumatologist and pathologist studying the respiratory
system, the number of IPF patients encountered in a year, the most fre-
quently hesitated areas during diagnosis, treatment, and follow-up.

For some questions, the participants were requested to provide only
one answer, but for some questions, the participants were allowed to
provide more than one answer.

The questions included in the questionnaire are provided in Table 1.

Statistical Analysis

For the evaluation of the responses provided to the questionnaire in the
study, number and percentage (%) were used; for the evaluation of mul-
tiple responses (in case of more than one answer), number of responses
and percentage from descriptive statistics were used. The percentage
values that were obtained were summarized using bar graphs and pie
charts. Crosstab was used to examine the distribution of opportunities
and specialists in the institutions where physicians worked. The data
obtained in the study were entered in a database created in the SPSS
for Windows, Version 16.0 [Statistical Package for the Social Sciences Inc.
(Released 2007), Chicago, IL, USA], software, and statistical analyses of
the data were performed using the same statistical program.

RESULTS

Atotal of 101 specialist physicians from the departments of chest dis-
eases (n=93) and thoracic surgery (n=8) answered the questionnaire.
Of the physicians, 47.5% worked in universities, 22.7% in education
and research hospitals, 11.8% in state hospitals, 8.9% in private hos-
pitals, 2.9% in foundation hospitals, and 5.9% in other hospitals.

It was found that all rheumatic laboratory examinations, which con-
tributed to the diagnosis, were performed at the institutions of 54.6%
of the participants who answered the questionnaire. Although some
of these examinations were performed at the institutions of 34.6% of
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Table 1. Questions included in the questionnaire

Question 1:  Your age (year of birth)?

Question 2:  Your occupation?

Question 3:  Your area of specialization?

Question4:  Duration of working in the area of chest diseases?

Question 5:  Your institution?

Question 6: s there a rheumatologist in your hospital?

Question 7:  Where is your hospital (city)?

Question 8:  Is it possible to perform laboratory examinations for
rheumatoid diseases in your hospital?

Question 9:

Is there a pathologist sFeciaIized on the respiratory
system in your hospital?

Question 10: How7many patients with IPF have you examined in a
year?

Question 11:  Which of following data are enough according to you
for establishing the diagnosis of IPF?

Question 12: If %ou want to take tissue sample for IPF diagnosis,
which of the following options would you prefer?

Bronchoscopic transbronchial biopsy, thoracoscopic biopsy, open lung
biopsy, | do not perform biopsy and | try to diagnose according to clinical and
laboratory findings

*Question 13: During the diagnosis stage of a patient suspected of
having IPF, which areas do you mostly hesitate in?

Interpretation of biochemical examination results, radiological findings,
functional measurement values, and pathological evaluation of biopsies
(bronchoscopic or surgical)

Question 14:  Are meetings for evaluating and discussing the pa-
tients suspected of having IPF held in your hospital?

Question 15:  Which of the followin og)tions do you prefer for pa-
tient diagnosed with [PF?

| direct the patient to a center experienced in this issue, | recommend medical
therapy for IPF, | follow up without any medication, other.

Question 16:  If you have to recommend medical therapy to your
patients, which one would you recommend?

Corticosteroid, corticosteroid + two immunosuppressive agents (azathioprine,
cyclophosphamide, or methotrexate), N- acetylcysteine, corticosteroid + two
immunosuppressive agents (azathioprine, cyclophosphamide, or methotrex-
ate) + N-acetylcysteine, pirfenidone, | follow up without medication

Question 17: If?/ou follow up your patients diagnosed with IPF, how
often do you control them?

*Question 18: Which of following examinations do you order for the
control of patients?

Spirometry, DLCO, 6-min walk test, chest radiography, HRCT, echocardiogra-
phy, cardiopulmonary exercise test, symptom and/or life quality question-
naires, blood analysis

Question 19: Do ?FL’JFr7ecommend influenza vaccine for patients
witl !

Question 20: Do you recommend pneumococcal vaccine for pa-
tients with IPF?

Question 21: Do you direct your IPF patients to pulmonary rehabili-

tation program?
Question 22:
Question 23:

Is lung transplantation performed at your hospital?

Do you recommend lung transplantation to IPF pa-
tients?

Question 24:  When would you recommend transplantation to

patient diagnosed with IPF?

When | diagnose, | give medical therapy; if patient’s health deteriorates, |
direct to the unit performing transplantation; | recommend according to
functional measurements and radiological findings; others.

*Participants may choose more than one answer for these questions. IPF:
Idiopathic pulmonary fibrosis
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the participants, none of these examinations were performed at the
institution of 8.9% of the participants. The rate for the presence of a
pathologist specialized in rheumatology and the respiratory system
was found to be 49.5% and 37.6%, respectively (Table 2).

Of the participants, 30.6% examined less than five IPF patients in a year
and 16.8% examined more than 21 IPF patients in a year (Figure 1).

Of the participants, 66.3% stated that the presence of anamnesis,
symptom, and clinical findings with typical radiological findings may
be enough for the diagnosis of IPF, but 27.7% specified that histo-
pathological findings must also be consistent with IPF as well as with
clinical and radiological findings. In the evaluation of techniques
used for taking tissue sample for the diagnosis of IPF, it was observed
that the rates of preference for transbronchial, thoracoscopic, and
open lung biopsy were approximately similar (25.7%, 24.7%, and
25.7%, respectively). Among the hesitated points during diagnosis
in patients suspected of having IPF, problems related to the patho-
logical evaluation of biopsies were mostly encountered at the rate
of 73.2%. This was followed by the interpretation of radiological find-
ings at the rate of 49.5% (Table 3).

Anar et al. Approaches in Diagnosis and Treatment of Patients with IPF

It was learned that case meetings for evaluating the patients with a
suspicion of IPF were always conducted and occasionally conducted
at the rate of 28.7%, respectively, and never conducted at the rate of
42.5% at the place where the physicians participating in the ques-
tionnaire work.
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I Figure 1. The number of patients examined by physicians in a year

Number of rheumatologists in the hospital in which you work 50
Laboratory examinations for rheumatoid diseases 57
Number of pathologists specialized in the respiratory system 38

Table 2. The state of opportunities and specialists in the institutions of the physicians participating in the questionnaire study

49.5 51 50.5 -
56.4 9 8.9 35 34.6
37.6 63 62.3 -

Table 3. The techniques used for IPF diagnosis by participants and their hesitations

For you, which of following data are enough for establishing the diagnosis of IPF?
Anamnesis, symptoms, and clinical findings 1 0.9
Typical radiological findings 3 2.9
The data given in a and b are sufficient if they support the diagnosis 67 66.3
The data given in a and b are insufficient, pathological findings must be consistent with IPF 28 27.7
Other 2 1.9
If you want to take tissue sample for IPF diagnosis, which one do you prefer?
Bronchoscopic transbronchial biopsy 26 25.7
Thoracoscopic biopsy 23 24.7
Open lung biopsy 25 22.7
I do not perform biopsy and | try to diagnose according to clinical and laboratory findings. 23 25.7
Otner 26 0.9
During the diagnosis stage of a patient suspected of having IPF, which area(s) do you mostly hesitate in?
Interpretation of biochemical examination results 7 6.9
Interpretation radiological findings 50 49.5
Interpretation functional measurement values 8 7.9
Pathological evaluation of biopsies taken 74 732

IPF: Idiopathic pulmonary fibrosis
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Table 4. The approaches of the participants to treatment and
follow-up of IPF
Questos %
The patient diagnosed with IPF
| direct to a center experienced in this issue 38 37.6
I recommend medical therapy for IPF 34 336
| follow up without any medication 15 14.8
Other 14 13.8
As medical therapy to IPF patients
Corticosteroid 22 21.7
Corticosteroid + two immunosuppressive agents 8 7.9
(azathioprine, cyclophosphamide, or methotrexate)
N-acetylcysteine 16 15.8
Corticosteroid + two immunosuppressive 20 9.8
agents (azathioprine, cyclophosphamide, or
methotrexate) + N-acetylcysteine
Pirfenidone 10 9.9
| follow up without medication 12 11.8
Other 13 12.8
How often do you control your IPF patients?
Every 3 months 88 87.1
Every 6 months 13 12.8
Every 12 months 0 0
Which of following examinations do you order
for the control of patients?
Spirometry 920 89.1
DLCO 63 | 623
6-min walk test 53 524
Chest radiography 78 77.2
HRCT 51 50.5
Echocardiography 38 | 376
Cardiopulmonary exercise test 4 3.9
Symptom and/or life quality questionnaires 39 38.6
Blood analysis 31 30.6
Other 1 0.9
DLCO: diffusing capacity of the lungs for carbon monoxide, IPF: idiopathic
pulmonary fibrosis, HRCT: high-resolution computed tomography
Table 5. The views of the participants for vaccine, rehabilitation
and transplantation in IPF patients
suggestons [ Yes | parally | No
n % n % n %
Influenza vaccine 80 | 792 | 20 | 19.8 1 0.9
Pneumococcal vaccine | 79 | 78.2 | 21 20.7 1 0.9
Rehabilitation 51 | 505 | 31 | 306 | 19 | 188
Transplantation 30 | 297 | 49 | 485 | 22 | 217
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It was confirmed that 37.6% of the patients diagnosed with IPF were
referred to experienced centers. The rates of medical treatment
and follow-up without any medication were found to be 33.6% and
14.8%, respectively. Of the physicians, 87.1% followed up patients
every 3 months, and the mostly preferred examination during fol-
low-up control was spirometry (89.1%) (Table 4).

It was revealed that 50.5% of the participants always suggested and
18.8% sometimes suggested rehabilitation to their patients. On the
other hand, 30.6% stated that they never suggested rehabilitation.
While approximately 80% of the participants recommended both in-
fluenza and pneumococcal vaccine, 29.7% always and 48.5% some-
times recommended lung transplantation (Table 5).

It was found that lung transplantation was not performed at the rate
of 89.1% in their hospitals. While the rate of the physicians who de-
cided on transplantation according to the functional test results and
radiological findings was 43.5%, 35.6% of the physicians decided on
transplantation when the diagnosis of IPF was established and 11.8%
decided on transplantation in case of deterioration despite medical
treatment (Figure 2).

DISCUSSION

The approaches for the diagnosis and treatment of IPF have been de-
veloping every day. However, multidisciplinary approach maintains
its importance, particularly in diagnosis. For this, it is significant that
the physician should have sufficient opportunities for the evaluation
of the patients who are suspected of having IPF.

In this questionnaire study, we aimed to reveal the approaches of the
physicians to the diagnosis and treatment of IPF patients in our country,
their general tendencies, and the opportunities that their work places
had. Based on the evaluation of data obtained from the questionnaire
items, differences among participants were observed in the stages of di-
agnosis and treatment with regard to the approaches to IPF.

Since the diagnosis is difficult and the incidence of disease is low, it is
difficult to conduct an epidemiological study on this disease group;
therefore, the number of studies on the epidemiological features
of this disease is limited in the literature. In the study conducted by
Musellim et al. (5), in which they evaluated 2245 patients with dif-
fuse parenchymal pulmonary disease, it was detected that 19.9% of
the patients were diagnosed with IPF. While the prevalence has been

At the time During the According to functi- Others
of the estab- occurrence of  onal measurements

lishment of deterioration after  and radiological

diagnosis medical therapy findings

Figure 2. The time distribution of the participants’recommendation
for transplantation
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found to be between 14 and 63 per 100,000 people in the USA, it
is between 14 and 28 per 100,000 people in Europe. On the other
hand, the incidence rate is 6.8-17.4 per 100,000 people in the USA
and 4.6-8.8 per 100,000 people in Europe (6).

In our study, 30.6% of the participants stated that they examined less
than five IPF patients in a year, and 16.8% of the participants examined
more than 21 IPF patients in a year. The primary examination technique
in the algorithm of IPF diagnosis is HRCT. In HRCT, the UIP pattern is
characterized by the presence of reticular opacities, which are basal and
peripheral with subpleural localization, and HRCT is often associated
with traction bronchiectasis and the appearance of honeycomb (4).

In patients suspected of having IPF, chest radiography is less useful
than HRCT. In some studies, the positive predictive value of HRCT was
reported to be 90%-100% for the diagnosis of UIP (7, 8). In the guide-
line of ATS/ERS/JRS/ALAT, it is suggested that surgical lung biopsy is
not required anymore because a good quality HRCT has a high spec-
ificity for the detection of histopathological pattern of UIP. While the
presence of consistent clinical findings and radiological UIP pattern is
accepted to be sufficient for the diagnosis of a patient with idiopath-
ic interstitial pulmonary disease, surgical biopsy is recommended in
the presence of inconsistent clinical-radiological findings or atypical
features of HRCT (4). In our study, 66.3% of the participants stated
that the presence of anamnesis, symptoms, and clinical findings with
typical radiological findings may be sufficient for IPF diagnosis and
27.7% of the participants specified that pathological findings must
be consistent with IPF as well as clinical and radiological findings.
The accuracy of IPF diagnosis increases with clinical, histopathologi-
cal, and radiological correlation, and this is possible with a multidisci-
plinary debate among physicians who are experienced in interstitial
pulmonary diseases. However, it should be kept in mind that HRCT or
pathological UIP pattern is not 100% specific for IPF (9). Inconsistent
histopathological patterns have been reported in surgical lung biop-
sies taken from different segments. It is specified that the course of
the disease is similar to UIP pattern in all lobes in patients who have
both UIP pattern and fibrotic non-specific interstitial pneumonia
(NSIP) pattern (10, 11). With appropriate radiology and elimination
of other causes, the diagnosis of IPF can be made; however, existent
knowledge indicates that surgical lung biopsy must be taken from
more than one lung lobe in patients for whom radiology is not suit-
able, in other words, those who are suspected of having IPF. In stud-
ies comparing open thoracotomy with VATS, the diagnostic success
was found to be similar. No adequate data are available on specificity
and positive predictive values of transbronchial biopsy as a tissue
sample in IPF. Moreover, the number and place of transbronchial bi-
opsy are unknown. Transbronchial lung biopsy (TBLB) can be useful
only for ruling out some diseases, such as granulomatous diseases or
sarcoidosis, rather than for diagnoses (12). In contrast, considering
the techniques used for taking tissue sample for the diagnosis of IPF
in our study, it was observed that the rates of transbronchial biopsy,
thoracoscopic, and open lung biopsies were approximately similar
(25.7%, 24.7%, and 25.7%, respectively). In a case series by Arbak et
al. (13) that included 12 IPF patients, it was found that the diagno-
sis of one patient (8.3%) was made via open lung biopsy; it was also
found that for 3 of 5 patients (41.7%) who underwent TBLB, biopsy
material provided diagnostic contribution. In a study conducted in
England, TBLB procedure was used at the rate of 33% and open lung
biopsy was utilized at the rate of 7.5% as a diagnostic approach (14).
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In recent years, after morphological findings of IPF have become well
known via open lung biopsies by pathologists, some studies have
reported that the diagnosis of IPF can be predicted with broncho-
scopic biopsy in the presence of patchy appearance, fibroblastic fo-
cuses, and honeycomb appearance as well as with an adequate size
of transbronchial biopsy (15).

In our study, the rate for the presence of pathologists specialized
on the respiratory system at the place of work of the physicians was
37.6%. The mostly hesitated point in the diagnostic stage of the pa-
tients who were suspected of having IPF was related to the patho-
logical evaluation of biopsies at the rate of 73.2%. As it has been
previously known that from the view of a pathologist, the most im-
portant and basic histopathological criterion for diagnosis is a het-
erogeneous appearance in which fibrosis is observed with scars and
honeycomb changes in the less affected or normal parenchyma. In
some biopsies, fibrosis pattern that does not completely form UIP
pattern can be detected. These biopsies are defined as non-classified
fibrosis. In the absence of histopathological features consistent with
an alternative disease, such as hypersensitivity pneumonitis and sar-
coidosis, these biopsies can be evaluated as IPF if consistent clinical
and radiological findings exist. This shows that a multidisciplinary
approach (specialist in chest diseases, radiologist, and pathologist)
is very important for establishing the correct diagnosis. It was found
that at the place of work of the participants, meetings for discussing
and evaluating the patients suspected of having IPF were always and
sometimes held at the rate of 28.7%, respectively. On the other hand,
they were never held at 42.5% of the institutions. In the guideline, it
is recommended to refer the patients to an experienced center if it is
impossible to hold a multidisciplinary discussion (4).

The UIP pattern can be histopathologically seen in connective tis-
sue disease, and interstitial pulmonary disease can be the only find-
ing in case of connective tissue disease (16). Therefore, it has been
suggested that serological examination must be performed for the
differential diagnosis of connective tissue disease in most of the pa-
tients (4). Moreover, in the absence of the symptoms and findings
of connective tissue disease, the presence of RF, anti-CCP, ANA titer,
and pattern must be investigated. In our study, rheumatic laboratory
examinations could be performed at the place of work of 56.4% of
the physicians, and the rate of the presence of rheumatologists at
the same institutions was 49.5%. This shows us that examinations for
the differential diagnosis of underlying rheumatic diseases cannot
be performed at every health center, and that it may be necessary to
refer these patients to another hospital.

Despite many studies conducted in the last decade, a treatment reg-
imen that will change the poor course of the disease has not been
developed for IPF patients. In Cochrane analysis evaluating the effi-
ciency of corticosteroids in IPF and published in 2003, no high-qual-
ity study was found and there was only one non-randomized retro-
spective study. This review demonstrated that there was no sufficient
evidence for supporting the use of corticosteroids in IPF (17). Fur-
thermore, in large-scale retrospective studies, any advantage for sur-
vival could not be shown in IPF patients using corticosteroids (18-20).
Contrary to the 2000 Guideline, azathioprine and cyclophosphamide
therapies as well as corticosteroid therapy were not recommended
in the 2011 Guideline (4). In accordance with all these studies, it was
revealed in our study that 21.7% of the participants recommended
corticosteroid, 19.8% recommended corticosteroid + two immuno-
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suppressive therapy (azathioprine, cyclophosphamide, or metho-
trexate) + N-acetylcysteine, and 7.9% recommended corticosteroid
+ two immunosuppressive therapy in the treatment of the patients
diagnosed with IPF. On the other hand, 11.8% of the participants
mentioned that they followed up without administering a medical
therapy. In the PANTHER study published in 2012, mortality and hos-
pitalization rates were found to be higher in patients receiving triple
therapies than in the placebo group (21).

The use of pirfenidone, which can be orally consumed and the an-
ti-inflammatory, antioxidant, and antifibrotic features of which were
demonstrated both in vitro and in vivo, was approved for IPF treat-
ment in some countries (Europe, USA, and Japan), except our coun-
try. In our study, it was detected that 9.9% of the participants used
pirfenidone in IPF treatment.

It is important to define the progressive disease efficiently in IPF pa-
tients and to treat symptoms in a timely manner before deterioration,
oxygenation, and complications during the course of the disease.
Moreover, for obtaining the best functional capacity beginning from
the establishment of diagnosis, pulmonary rehabilitation (PR) pro-
grams should be put into use before the development of end-stage
lung disease and of apparent ventilatory limitation and pulmonary
hypertension (4, 22). In our study, 50.5% of the participants always
and 30.5% sometimes directed their patients to PR, but 18.8% never
directed their patients to PR. Furthermore, 87.1% of the participants
controlled their patients almost every 3 months, and the most fre-
quently preferred examination technique during follow-up was spi-
rometry, which can easily be implemented everywhere and showed
functional evaluation beginning from the diagnostic stage (89.1%).
In addition to respiratory function test, diffusing capacity of the lungs
for carbon monoxide (62.3%) and a 6-min walk test (52.8%) for func-
tional evaluation as well as HRCT (50.5%) for radiological evaluation
were required. In the 2011 Guideling, to efficiently define progressive
disease in IPF patients and to treat complications on time, follow-ups
at 3-6-month intervals are recommended (4). In addition, in our study,
patients were followed up. With regard to the determination of disease
severity, dynamic respiratory function tests display a lower correlation
than the diffusing capacity of the lungs for carbon monoxide or exer-
cise tests (23). Moreover, impaired respiratory function tests, despite
the absence of deterioration in the symptoms of IPF patients, demon-
strates non-response to treatment; these patients must be evaluated
for lung transplantation (24). IPF is a disease necessitating functional
evaluation at the beginning of the diagnostic stage. The most helpful
procedures during the determination of prognosis and assessment of
the response to treatment are spirometric examination as well as dif-
fusing capacity and 6-min walk tests (22).

Despite the median survival indicated in previously conducted stud-
ies, the median survival of IPF in this study is between 2 and 5 years
after the establishment of diagnosis (25). Therefore, since the increase
in the number of studies in 2004, the evaluation of all treatment op-
tions has been attempted to get the advantage of survival (26, 27). In
IPF, which is a disease with exacerbations, it has been reported that
these exacerbations are independent of disease severity, age, and
immunosuppressive treatment. However, only in one study, IPF has
been reported to be associated with genetic susceptibility (28). Ac-
cording to the 2006 guideline of the International Society of Heart
and Lung Transplantation (ISHLT), despite all treatment approaches
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and continual studies at present, the only treatment option provid-
ing long-term survival, particularly in patients with exacerbations
is lung transplantation (29). Of the participants in our study, 29.7%
always and 48.5% sometimes recommended lung transplantation
to their patients. While the rate of the participants who decided on
transplantation according to functional measurements and radiolog-
ical findings was 43.5% in our study, the rate of the physicians de-
ciding on lung transplantation at the time of IPF diagnoses and in
the occurrence of deterioration despite medical therapy was 35.6%
and 11.8%, respectively. Contrary to this, in the ISHLT 2006 guideline,
the criteria for directing to lung transplantation are specified for the
histological or radiological existence of UIP (regardless of vital capac-
ity) and the presence of histologically proven NSIP. Furthermore, for
early inclusion in the transplantation list, these patients should be
directed to transplantation as soon as their diagnosis is established
because the mortality rate is high among the patients included in the
list for interstitial pulmonary diseases indicated with lung transplan-
tation. However, the patients in this group have the highest survival
rate after lung transplantation. It is notified to all chest diseases so-
cieties in the ISHLT 2006 guideline that patients must be directed to
transplantation in the early period, and the most appropriate time for
transplantation must be determined because of high mortality (29).

The most important limitation of our study is that the number of spe-
cialists in chest diseases and thoracic surgery who participated in the
questionnaire was low.

CONCLUSION

Although some of the results obtained in our study are consistent with
IPF guidelines, they also show that discussions and confusions regarding
this issue are still ongoing. In the recent guidelines, a multidisciplinary ap-
proach is recommended for the diagnosis and treatment of IPF and im-
munosuppressive drugs, such as corticosteroid, azathioprine, and metho-
trexate, which have been previously used in treatment, are not suggested
to be used in treatment any more. However, in our study, it has been seen
that most of the participants still use these treatment protocols.

Therefore, we believe that the formation of a national guideline on IPF,
which has a poor prognosis and does not have a medical cure by follow-
ing studies on the disease, will facilitate the work of specialists in chest
diseases during the diagnosis and treatment of IPF, which is increasing
with time.
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