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Abstract: This presentation will focus on participation and performance for children and youth with Batten disease. Lack of performance often automatically results in losses of participation. Children and youth in general ensure and consolidate participation by themselves, where the degree of participation often is closely associated with the individual’s level of performance. The situation for children and youth with Batten disease should be considered as different. The level of performance will over time decline. These children and youth will successively be more dependent on the surroundings, and require more assistance and support in order to consolidate and develop participation in the society. How can education handle such a situation?
A platform for habilitation 

The limited research into Batten disease covers the implications for the family of providing care for children and young adults particularly in relation to stress (Labbe 1996; 2003) and the wider implications of the experiences of families living with Batten disease on our understanding of disability within society (Scambler 2005). There is ongoing research looking at the support needs of families with Batten disease funded by the Batten Disease Family Association (Scambler & Williams 2005). L.B. Augestad (2008) and many other authors stress a need for a supplementary and alternative focus on research on habilitation for children and youth with Batten disease. 

The Batten disease can be described as a severe dementia disease (Uvebrandt 2001). Until recently, there was an unfortunate bias that rehabilitation bodies did not focus on the possibilities within stimulation and education for people with dementia. “It appears that there has been a belief that people with serious dementia diseases could not learn” (D. Loewenstein, 2004). This might be one of many reasons why there has been so little interest, so few educational guidelines, or little production regarding education for the target group. There are a number of studies looking at the use of medications and therapies in the treatment of young adults with Batten disease, but these focus mainly on medical treatments and symptom control rather than the psychosocial support of this group of young people.
Many studies indicate that systematic rehabilitation efforts will help people with dementia diseases to slow down the effects of dementia implications (D. Loewenstein, 2004). Results of trials show that rehabilitation can help people with dementia to improve their ability to perform practical tasks and even to improve specific skills. Rehabilitation may, for instance, help people with memory losses to stay functional related to perform everyday tasks and to be independent, but more research is needed (D. Loewenstein, 2004). For instance, studies in USA show promising results. 20 minutes with daily reading results in improved reading performance of people with dementia diseases.  

Batten disease is progressive and includes progressive loss of sight, motor skills and a growing condition of dementia. The following guidelines from “Smart Living Demens” (Ministry of Health, 2009) could be used by education as an alternative platform for habilitation, stimulation and learning for children and youth with Batten disease:

· Human beings have the ability to learn throughout the life independent of diagnosis. Dementia diseases makes learning more difficult, but it is still very possible. It just takes more time, demands more effort, and requires more assistance and adaption. 
· It is propitious for the brain capacity to work with learning. Learning of doing new things results in establishment of new neural functions in the brain. It is also important to maintain already established skills and performance. The maintenance stimulates the brain to perform tasks more effectively. 
· To learn new things is to optimize brain stimulation. For example building up new knowledge within history, geography or knowledge of general interests. Or learning of doing things in new way/techniques on activities such as doing craft work or fishing. 
· Social settings are the most efficient settings for learning. We are social organisms and learning effects are best when learning is executed together with others. 
· To process old memories is brain stimulation. Mental activity can be created through conversation about the past combined with using old photos, old newspapers, well-known objects from old times etc.
· Physical activity is of great importance for stimulation and maintenance of brain functions.

The text is translated from Norwegian to English by the presenter

The ICF approach
The concept “handicap” should be considered as a societal disadvantage that limits or prevents performance, a social role or participation (ICF, 2001). This definition is of particular importance for children and youth with Batten disease. This “paradigm” makes rehabilitation action-oriented because one can find solutions by assessing and focusing on the everyday situations instead of the limitations of the target person.

The above thinking model stresses the need of assessing on situations instead of the target person. For instance; if a non-English but Norwegian speaking person receives a menu written in English will a handicap-situation arise. Such a problem has many solutions when using the WHO model such as “teach the target person English”, “ask somebody to translate the menu into Norwegian”, “ask the restaurant to provide a menu in Norwegian”. When one of these actions is implemented will the handicap-situation disappear according to the above definition. The following table of David B. Gray (2004) shows a model for thinking that is in line with the WHO and ICF philosophy: 
	The assessment and reported activity dilemma (after David B. Gray, 2004)



	
	Ability to do activity


	Inability to do activity


	Does participate in context

	1.

Assessment shows that the person has capacity to do and do participate
	3.

 Assessment shows that the person cannot do but they actually do participate



	Does not participate in context

	2.

Assessment shows that the person has capacity to do but they don’t participate
	4.

Assessment shows that the person has no capacity to do and they do not participate




The table shows a relation between ability/performance and participation related to single activities for an individual. The four squares show four different scenarios. In rehabilitation setting, based on the perspectives of ICDH-2 and ICF, can square nr. 2, 3 and 4 should be followed by questions like: 

· Square 2: What initiatives are needed in order to gain square one? (if desired and feasible)

· Square 3: What initiatives are needed in order to gain square one? (if desired and feasible)

· Square 4: What initiatives are needed in order to gain square one or three? (if desired and feasible)

Possible answers would cover the range from “not possible because of the nature of the disability” up to “possible if barriers in the society are removed” or “possible if training was made available for the target person”. The nature of the Batten disease will with growing age limit performance for certain activities, or cost so much effort, that initiatives won’t be worthwhile. The big danger is, however, if “non-performance” or “inability” automatically leads to “non-participation”. We suspect that it is considerably more common that contextual factors are limiting the person’s degree of participation than the disease itself. To remove such factors require a tight collaboration between different service providers and the target family and a high degree of flexibility, in particular among the service providers. Objectives and collaboration should be defined in a mandatory “future plan of action”.
Participation - the fundament for compilation of educational plans
The directives of the World Health Organization related to the classification of functioning, disability and health describe four domains of analysis of a person’s health condition: body function and structures, activity, participation and environmental factors (ICF, 2001). Such classification implies that the life of a person with disabilities is not only affected by body limitations resulting from the disability, but is also depending on the degree of their activity and participation in natural environments. That raises the need for a tailored educational approach which takes into consideration real life activities in natural settings as a basis for intervention. The use of such an approach requires teachers to move from a developmental, skill based approach, to an activity based intervention approach, that consider participation in activities in meaningful contexts as a basis for analysis of educational progress. 

Focussing on participation is particularly important since passivity is among the greatest threats for children and youth with Batten Disease. Participation in activities is life quality and stimulation, and the important basis for learning. This statement should be used as the platform when preparing educational plans for children and youth with Batten disease. Exclusion from participation might have seriousness impact for children and youth with Batten Disease.
Individual Plans – focus on participation
Activities like having dinner, playing soccer or visiting friends, are easily identified as meaningful for us. Such activities can in an educational setting be divided into “tasks” to be performed by the individual. Examples: To “pay entrance fee” is a task within the activity “watching a soccer game” or “to put salt on the food” is a task within the activity “to prepare porridge”.  “Use a voice aid switch” could be a task within the activity “socialising with the family”. A task becomes first of personal value, and of functional importance, when it is considered to be a part of a meaningful activity. An assessment of what activities the target person participates in is therefore essential.

A tool that can be used to promote participation in activities is Individual Plans (IP). Persons in need of long-lasting and coordinated rehabilitation services from the public authorities in Norway have the legal right of having an Individual Plan. The plan shall be composed and prepared in cooperation with the target person according to a law developed by the Norwegian Ministry of Health (2004). The Individual Plan shall promote that actions are taken according to individual’s needs and in order to ensure a holistic approach. An Individual Plan should, in addition, promote coordination of services, predictability and define roles of responsibilities. It is a requirement that the target person, or his/her representatives, actively takes part in the compilation of the plan.  
It is highly recommended that Individual Plans for persons with Batten disease is built upon the approach “participation in activities” (Amaral et al. 2006; Tellevik & Elmerskog, 2001). The plan should built upon 2 types of assessments; (1) analysis of the present situation (assessment of current activities) and a proposal – (2) the visioning of the future (assessment of desired activities for the future). It is in addition important to consider different activity categories in order to ensure a holistic approach. Examples on such activity categories are home based activities, school/educational based activities, social/leisure time based activities, work based activities etc. We assume that a satisfactory life situation requires a reasonable balance between such major categories of activity.  
Analysis of present situation might show that the target person is participating in too few activities and/or few activity categories. New activities and activity categories can be defined when visioning the future in order to fulfil the goals of development, stimulation and participation. 
To ensure and promote participation should always be an important habilitation goal for children and youth with Batten disease. However, there is always a danger that lack of performance on activities automatically results in losses of participation. It is important to consider this threat when composing a plan for the future. Participation should, to the highest possible extent, be considered and maintained as an important goal by itself for the target group. Participation in activities is our most important quality-of-life criterion and our most important base of functional learning. The goal “participation in activities” should, in the Norwegian setting, be defined in the Individual Plan. 
Habilitation goals related to “skills, performance or learning” should be considered in relation to the above, i.e. the identified activities the target person participates in. It is therefore a must to gather information regarding (1) the individual’s participation in current activities, and (2) the individual’s participation in desired activities for the future.  
Individual Educational Plans – focus on development, performance and adaption
A range of needs, wishes and suggestions for action-oriented initiatives always come forth in connection with the process of mapping the present situation and future vision. It is necessary to prioritise among the suggested activities and education-related initiatives when composing an Educational Plan. Prioritisation of activities might imply that one focuses on existing current activities or that one have an intention to introduce new activities. 

Lack of performance will often result in acquisition of individual control. By letting other people execute actions for us, might result in physical and mental passivity, which is of particular danger for the target group in mind. For instance, it is much more effective to be in the driver’s situation if you like to learn or remember the route to a certain place instead of being the passenger. To be in the driver’s situation requires attention and action, which are the important prerequisites for learning, maintaining and developing skills. To allow or enable someone to act as the driver is a prerequisite of ensuring stimulation and development. 

It will over time be difficult to develop or maintain 100 % performance or independence within an activity when the disease evolves. However, it is of particular importance in an educational setting to identify the particular tasks where the target person can learn or maintain/develop skills or performance.  It is therefore important to plan for every-day-challenges, where one has used meaningful activities as the base for such interventions. 

Prioritised activities should according to text above, be prepared for prospective initiatives. Making task analyses on prioritised activities might show different kind of needs, for instance need for training, need for sighted helpers, need for physical adaptation, need for transports etc. Questions to be elaborated in this setting could be; “what communication skills/means are required when the target person shops at the local shop, what kind of support is needed when the target person participates in the local swimming club, what tactile sign could be used in order to make a choice between different activities, how could the target person instruct somebody to fill the glass with water when having dinner?” Training should, as far as possible and in particular in the later stage of the disease, be accomplished in the context where the activity and required skills will be performed and used by the target person after the training is accomplished. 
The individual’s accomplishment of a task should, according to the above, be related to the concepts “performance, skills or ability” while activity to the concept “participation”.  
Barriers or other contextual factor that prevents the target person to perform is also often found on the task level. Task analysis might highlight different kind of needs for interventions that will make it easier or possible for the target person to perform. Examples on such initiatives are “special marking on CDs in order to make it possible for the target person to recognise the CDs”, “prepare the dinner table in a fixed way”, or “placing a sound source on the fridge in order to make it possible for target person to locate the fridge” etc.   
Making task analysis is a way of identifying situations where the target person can act as the driver. This could mean that the target person can perform on one, two or three tasks within a desirable activity or instruct other people to execute tasks for him/her. Educational plans are a good tool that can be used to identify tasks or abilities for intervention. However, Educational Plans should build upon the long-term goals that were defined in the Individual Plan. To make Education Plans, without considering the target person’s participation in current and future activities, is not recommendable. This might result in training of skills with no relevance to real life situations.    
Conclusions
WHO (1947) stated that health is more than the absence of illness. Health is a condition where the person is functioning comfortably, has well being, and has a good quality of life. National policies and trends regarding rehabilitation have been changed in recent years. 

The conversion from the theory level, i.e. policies, ideologies, and political trends into practise, is a difficult process, f. ex. within education. This process becomes even more difficult when one consider rare and complex syndromes such as Batten disease. Reasons behind this situation are many.  Practises in the society are often permeated with history, traditions and culture reflecting the past. Society structures are indeed very slow in adapting new or alternative policies and ideologies. 

Rehabilitation initiatives for children with Batten disease must be built on to a clearer fundament compared to most other disability groups because of the nature of the disease. Batten disease is progressive and includes growing dementia, progressive loss of sight and motor skills etc. It is always a danger that rehabilitation initiatives for children and youth with Batten disease will build up and maintain a focus on the traditional way of looking on health and care. The main role of service provision within rehabilitation should according to the new trends and ideologies focus on the core concepts of “Handicap” and “Participation” as it is described by WHO and ICF. This means that individual quality of life elements always should be the foundation when considering rehabilitation initiatives. 
Tambartun National Resource Centre has many years of experiences in using an educational approach that have similarities to the guidelines of “Smart Living Demens” (2009). Our experience shows the importance to focus on abilities such as reading, writing, mathematics etc. in early school age (even preschool age if the diagnosis is confirmed). Skills and abilities developed during young age will follow the individual many years if maintained. There are examples on subjects who are productive and acting “authors” in late puberty age. These abilities have been maintained and developed in close cooperation between the school and the guardians of the target person. Our recommendation also includes educational focus on social subjects and teamwork. We stress the importance of making the target person a member of the class and avoid situations where the target person is excluded from participation in class room situations. There is an absolute need for educational plans that have a focus on early intervention. These plans should be definite and concrete in order to ensure participation, stimulation, learning and development. The main goal for Tambartun and other service providers should be to take requisite initiatives that allow children and youth with Batten disease to participate in desirable activities to their highest extent of ability. 
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