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Start of the project: Oct. 1st, 2001, end September 30th, 2002 
 
In October and first half of November the cases were collected in the respective 
Institutes of Pathology. A total of 688 cases could be collected from 32 
Institutions. The cases (paraffin tissue blocks) were sent in portions to the 
Institute of Pathology in Graz, where they were coded and sorted into a 
database. 
In November and December all cases were sectioned and stained. A total of 
19264 sections were cut and stained. In late December all the sections were 
ordered into plastic boxes, which were sponsored by the Institute of Pathology. 
The entire collections, i.e. each seven boxes per 100 slides were transported by 
railroad express to the final destinations in the different countries and 
respective Institutes. In one case (Turkey, Adana) the transport was done by 
DHL carrier, because of uncertainties of railroad transport in South-eastern 
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Turkey. The expenses for the slide boxes and for the transport were sponsored 
by the Institute of Pathology in Graz (see invoices) 
In January and early February all participating pathologists reviewed the cases. 
In February 7-10, 2002 we had the first conference here in Graz. We built 3 
subgroups, each of it going over one third of cases, i.e. a tumor group, a group 
on inherited and metabolic diseases, and a group on vascular and 
miscellaneous diseases. On late Saturday and first half of Sunday (9+10) the 
whole group met and discussed the results. 
In some diseases the primary diagnosis could be accepted in up to 95% of the 
cases, whereas in other diseases up to 50% of the diagnoses were rejected. 
The subgroups selected typical cases, cases that are misdiagnosed, and 
problem cases, which will be investigated in the next months and during the 
second meeting in June. 
The WHO classification for lung and pleura tumors was used as an aid in the 
diagnosis of rare tumors. In some entities this classification was useful and only 
minor additions had to be made. In other tumors this classification turned out to 
be useless. For these tumors a new proposal and rules will be set up and 
forwarded to the European members of the WHO committee (H. Popper, F. 
Galateau-Salle, P. Hasleton; these are also members of our group). 
For all rare diseases diagnostic criteria have been formulated. These criteria 
were communicated together with the reports of the subgroups to all 
participants. These rules than had to be tested during the following months by 
all members on the case collection. 
All participants agreed, that the collection is a major step forward in education 
in these rare pulmonary diseases. In the final discussion round Dr. Popper 
addressed the question of a geographic variation, which was discussed during 
the June meeting. 
A few new diseases were discovered, which will be published in the months 
ahead. 
The following statements were unequivocally decided: 
1. The material of the study collection can be used for education by each of the 
participants in their respective country, but also for teaching courses at 
international conferences. 
2. The material can be used to make electronic pictures, again for the education 
of medical doctors in all over Europe. 
3. The material can and should be used for research, to improve our 
understanding of these rare diseases. For the first time it is realistic to formulate 
research proposals for these diseases, because we have reached the critical 
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mass to draw conclusions (See also attached statement, how we will handle the 
aspect of authorship). 
At the end of the conference the first proposals have been made:  
A research for pulmonary hypertension and hemangiomatosis; 
A research in carcinoma development in adenomatoid malformation in children; 
A research in benign epithelial bronchial tumors, and in variants of fibrous 
pleura tumors. Other proposals will follow. 
During the months between the two conferences each subgroup produced a 
written statement and report, what was done, and the final diagnoses of the 
cases reviewed. The cases were ordered into “classic”, “do not confirm the 
original diagnosis”, “problem case”, or “new entity”. 
The clinical data have been collected for each case and the data have been 
integrated into the database.  
Between the two conferences all participants have re-reviewed the cases with 
the help of the updated list, including the clinical and radiological data. 
The research proposals have been formulated in more detail and forwarded to 
all participants, so the material necessary for this work could be collected. 
Some members of the group have met during the Pulmonary Pathology 
Working group meeting in Baveno, Italy. There some problems could be 
discussed and a few new cases that have been collected are handed over to 
me for sectioning and staining. A total of 25 further cases thus were collected, 
bringing the total number of rare disease cases to 713. 
A first public report of the work on rare diseases was given at the working group 
meeting of the European Society of Pathology in Baveno in my report on the 
group. 
In June 6-9 2002 we had the second meeting in Graz. Two clinicians joined us, 
Prof. Costabel, Pulmonologist at the University of Essen, and Prof. Gerritson, 
Paediatric Pulmonologist at the University of Groningen. 
On June 6th all subgroups had a further meeting discussing the problem cases. 
After that on Friday 7th and on Saturday 8th a grand round of all subgroups 
joined for a general discussion of all cases and the final reports of the groups. 
During these discussions the clinicians introduced their aspects of rare 
diseases. It was stated that the clinicians will try to formulate their aspects of 
these diseases which can than be inserted into the homepage for clinical and 
patient information. 
During the meeting problem and rejected cases were reviewed again, and this 
time all participants agreed to have improved their own skills and knowledge. 
In the following months the communication between the members of the group 
was done by electronic mail. Pictures from the selected cases were taken, 
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transferred into an electronic format and inserted into the database for the 
homepage. Prof. Hasleton for proper English corrected the reports of the 
groups. Updates of the reports were made until the end of September, and a 
translation of the results for the different diseases were done for a patient’s 
homepage. 
For some proposals a research grant application has already been formulated. 
In others the scientific reports have be approved and submitted to the relevant 
scientific boards. Results of this research will be labelled as ‘supported in part 
by the EU-PROJECT on Rare Pulmonary Diseases’. 
Negotiations for a scientific homepage for the group and also for an electronic 
journal were already finalized by June, but unexpectedly, and for unknown 
reason the publisher Scientific World has shut down the forum. Therefore Prof. 
Klaus Kayser will try to find another publisher willing to cooperate with us. 
At the end of the project the following proposed actions could be solved: 
1. 24 pathologists and 2 pulmonologists from 16 European countries have 
substantially increased their knowledge in rare pulmonary diseases. They all 
have a set of the case collection and the set of clinical data at their respective 
institutions. They all agree to serve as specialists for consultation in their 
countries and to train medical doctors in this field. The group has already been 
invited by the European Respiratory Society to provide update lectures and 
courses for European Pulmonologists during the meetings of this society – and 
the group has agreed to serve the clinicians. 
2. A homepage was set up for these rare diseases. It contains information for 
medical doctors and for patients. This homepage is distributed to all the above-
mentioned centres and is freely accessible. The homepage will be updated 
regularly. All the members of the project group have agreed, that the number of 
cases should be expanded for some of the entities, but also that new rare 
entities should be added. This will be done during future meetings without costs 
for the EU Commission. 
3. The homepage contains addresses from all the centres with fax, email and 
phone. So medical doctors and patients can call the expert and ask questions, 
or get desired additional information. At one of the next updates a questions 
box will be inserted. 
Personal: 
Prof. Alvarez and Prof. Praet have left the group in November. Despite all my 
repeated email, faxes and phone calls, they were unable to provide cases and 
clinical data. Prof. Praet was therefore replaced by Prof. Wim Timens from 
Groningen, Netherlands, and Prof. Alvarez by Prof. Bocon-Gibaud from Paris, 
France. In addition Prof. Paavo Paakköö from Oulu, Finland and Dr. Monika 
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Huber from Vienna, Austria joined the group and have provided cases. These 
personal changes will not affect the budget by extra costs, because we could 
reduce the costs in many other parts, but also reduce the hotel, travel and 
subsidence costs.  
Four people could not attend the February meeting because of other 
conferences they had to attend: Dr. Ramirez, Barcelona, Dr. Paakköö, Oulu, Dr. 
Papla, Krakow, and Dr. Huber, Vienna. 
The financial report is included on a separate sheet. The homepage with all the 
files is included on a CD (MacIntosh PC mixed format). 
The final project report and financial reports are also included electronically on 
the CD (Word and Excel). 
 
Graz, September 29, 2002 
 
 
Helmut H. Popper, M.D., Prof. of Pathology 
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