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PREFACE 

Dear Parents, Family and Relatives, 

 
If you are holding this booklet in your hands, then your child has 

already been diagnosed with an interstitial lung disease (chILD ) or it 

has been raised as a potential diagnosis. 

 

ñchILDò is an acronym for a multitude of differing chronic diseases, 

all sharing in common the symptom of dyspnoea (shortness of 

breath) and often also having hypoxia (decreased oxygen uptake via 

the lungs). The acronym has been derived from the English name for 

this group of diseases, Childrenôs Interstitial Lung Diseases ï 

chILD . 

 

In view of the rarity of these diseases in children, there are only a 

very limited number of doctors significantly familiar with them, 

especially in terms of diagnosing and treating them. A search of the 

internet for further information unfortunately is often more troubling 

than beneficial. Frequently people develop anxiety, fear or 

melancholy when trying to deal with these chronic diseases, because 

of the limited knowledge about them and their causes. This is often 

exacerbated by poor or limited information being provided by their 

doctors, regarding investigations, treatments and strategies to 

conquer their disease. Additionally, this can contribute to feelings of 

being helpless and isolated. 

 

With aid from the European Union, an international expert panel has 

been formed, that has set the goal to correct this situation. An 

additional goal is to place the needs of the children afflicted with 

these diseases and their families first. This booklet is only a single 

building block in this project. Of course, it cannot replace the need 

for talking with your childôs treating doctor. Rather, it is intended to 

provide supplementary information regarding the condition of your 

child. 

Please do not allow yourself to become overwhelmed by the contents 

of this booklet.  
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It is not necessary to read everything in a single sitting, as each 

chapter has been inspired by frequently asked questions from parents 

and children. Maybe you will find in this handbook the answer to 

questions you have previously asked, but have not received an 

adequate answer for. 

 

Your opinion is very important to us! We would be very grateful and 

appreciative for feedback regarding this booklet; whether you liked 

it, think something is missing or is written in a confusing manner. 

 

We would like to give our thanks to all the children and their parents, 

who have helped us develop this handbook and by allowing us to tell 

their stories. Special thanks go out to the mum of one child, Mrs.  

Judith Eisenbach, who has given us invaluable support in writing this 

booklet. In the hope that this handbook is a little helpful for you and 

with the best wishes for you, your children and your whole family. 

 

 

 

The chILD-EU Team 
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What is the chILD -EU 

Project? 
 

ChILD -EU is a project funded through the European 

Union, which was started in December 2012 and will be 

financed over a period of 42 months 

(http://www.klinikum.uni -muenchen.de/Child-

EU/en/index.html). As explained in the preface, the term 

is an acronym derived from the English abbreviation for a 

group of lung diseases, childrenôs interstitial lung disease, 

forming the word ñchildò. 

 

The goal of this project is to gain more knowledge about 

the causes of the diseases, their progress over time, 

available diagnostic techniques and therapeutic options, 

through a systematic review of information available about 

these rare lung diseases. Additionally, the treatment of 

children in Europe with these diseases will be improved 

and unified through the publication of diagnostic and 

therapeutic guidelines. 

 

Another very important goal is to develop an information 

and education programme for children with the disease 

and their relatives. This is in an effort to make it easier for 

them to deal with the chronic illness. In chapter 12 there 

is further information provided about this project and 

research into chILD. 

 

 

 

 

 
 

 

 

 

 

http://www.klinikum.uni-muenchen.de/Child-EU/en/index.html
http://www.klinikum.uni-muenchen.de/Child-EU/en/index.html
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CHAPTER 1: THE DEVELOPMENT AND 
FUNCTION OF THE AIRWAYS 
 

How do the airways develop?  
The completed development of the human body from a fertilised egg and the function of each 

of its organs (such as the lungs) are incredibly complex. Lack of understanding of these 

processes can make it even more difficult for patients and their relatives to understand the 

actual cause or causes of their medical illness. This can be made even more difficult by the 

fact that doctors often use words or terms when explaining things that they themselves may 

not fully understand. Further, the flood of information provided during each short discussion 

with your health provider, can often be too much to subsequently remember or fully grasp. 

Which often leads to questions such as: ñWhat have I been told (again)?ò, ñWhat problem do I 

actually have?ò, ñWhere did it come from?ò and ñWhat is coming next?ò. 

To better understand a disease and its origin, it is helpful to know a bit more about the 

development and function of the affected organs. That is why this chapter is dedicated to the 

development and function of the airways. Additionally, it will also explain what fundamental 

changes occur as a result of having chILD  (interstitial lung diseases of childhood). 

 

The Lung 
The lung is a paired organ in the chest (thorax), whose primary function is to enable 

breathing. It consists of two ñwingsò on each side of the chest, a left and a right, which are 

moderately different in design. The right lung wing consists of three lobes (an upper, middle 

and lower lobe), while the left has only two lobes (an upper and lower lobe) (see Figure 1). 

The structures that guide air into the alveoli (the terminal sack-like compartments of each 

lobe) are called the airways. The airways are divided into an upper and lower part. The upper 

airway includes the nose, the mouth and the throat. The larynx (voice box) is the point of 

transition to the lower airways, which is made up of the trachea, bronchi and bronchioles.  

 

 

 

 

 

 

 

Figure 1: Schematic picture of the 

Airways and Lungs: 

 
a Voice Box (or Larynx) 

b Windpipe (or Trachea) 

c Right Main Bronchus 

d Left Main Bronchus 

e Carina 

f Right Upper Lobe 

g Left Upper Lobe 

h Right Middle Lobe 

i Right Lower Lobe 

j Left Lower Lobe 
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Trachea and Bronchi  
The trachea (windpipe) consists of horseshoe shaped ñringsò of cartilage that are connected 

with each other by tough, fibrous ribbons of tissue (ligaments). These cartilage rings provide 

stability to the trachea and hold it open (see Figure 2). There are diseases where the cartilage 

rings are very soft, hence causing the wind pipe to partially or completely collapse when 

breathing. This problem is called Tracheomalacia (see Figure 2). Whereas those children that 

have only mild forms of this condition only become apparent when they demonstrate an 

abnormally roaring cough, those with severe forms present earlier with severe breathing 

difficulties or shortness of breath (dyspnoea). Another problem, known as Tracheal Stenosis, 

occurs when the rings are too small or form a complete circle, which results in narrowing of 

the airway. The severity of this illness is directly related to the extent and severity of the 

airway narrowing. If present, tracheomalacia may be made worse by lung disease in ChILD. 

Tracheal stenosis is not normally present in ChILD.  

At the lower end the trachea splits into the right and left main bronchi (see Figures 1 and 2). 

The right main bronchus splits into the right upper, middle and lower lobe bronchi, whilst the 

left main bronchus splits only into the left upper and lower lobe bronchi. These lobar bronchi 

then subsequently divide into smaller and then smaller bronchi, much like one can imagine 

branching on a tree from its main trunk out to the leaves. The smallest bronchi are called 

bronchioles. These branch even further and terminate at the alveoli (see Figure 3). 

 

 

 

 

 

 

 

 

 

 

 

 

 

Alveoli 

Figure 2: Bronchoscopy of the trachea 

 

Left Picture: a photo of the inside of a normal healthy trachea (windpipe), taken 

during a bronchoscopy. The epithelium (surface) shows no irritation 

(inflammation) and the airway is being held open by cartilage rings (visible along 

the top of the pipe). At the far end you can see the division into the right and left 

main bronchi the carina.  

Right Picture: A photo of a partially collapsed soft trachea with ovoid narrowing, 

seen with tracheomalacia. 

 

 

 
 

 

 

 

 

 

 

 

 

 

 

 

 








































































































































































