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Guidelines for the Care of People with Spina Bifida
An Initiative of the Spina Bifida Association

Preface to the Fourth Edition

Spina Bifida is the most commonly-occurring complex congenital birth defect associated with
long-term survival. With this understanding, along with the knowledge of the multiple medical
and psychosocial issues that people with Spina Bifida face, the Guidelines for Spina Bifida
Health Care Services Throughout the Lifespan were first published by the Spina Bifida
Association of America (how known as the Spina Bifida Association, SBA) in 1990 and revised
in 1995. Both editions were the culmination of several years of work by the SBA’s Professional
Advisory Council (PAC), as well as numerous consultants under the editorial leadership of
Karen Rauen, RN, MSN. These guidelines were based on limited contemporary knowledge and
expert opinion.

Research on outcomes in Spina Bifida has been sparse. In that light, a symposium entitled
“Evidence-Based Practice in Spina Bifida: Developing a Research Agenda” was convened May
9-10, 2003 to identify the current evidence related to Spina Bifida, identify research gaps and
priorities, and to foster new directions and funding for research. Sponsors included the Centers
for Disease Control and Prevention, Agency for Healthcare Research and Quality, the National
Institutes of Health (Office of Rare Diseases), and the U. S. Department of Education. Additional
supporting agencies included the National Institute of Child Health and Human Development,
the Interagency Committee on Disability Research, and the Spina Bifida Association. (A
summary manuscript, edited by Gregory Liptak, MD, MPH, is available from the Spina Bifida
Association, 1600 Wilson Blvd, Suite 800, Arlington, VA 22209.)

This meeting highlighted that much of the research in Spina Bifida was based on case series;
very few randomized control trials or representative cohort studies had been performed on any
topic on people with Spina Bifida. Research related to adults with Spina Bifida was nearly non-
existent. The primary goal of the evidence-based review was achieved: directions for research
were clarified. The third edition of the Guidelines for Spina Bifida Health Care Services
Throughout the Lifespan, edited by Mark Merkens, MD, was published in 2006 by SBA.
Guidance included in the third edition was based on reviews generated from the Evidence-
Based conference as well as expert consensus.

Guidelines for the Care of People with Spina Bifida are the fourth edition of the Guidelines, and
the result of three years of planning, literature review and content development by nearly 100
volunteers. The new Guidelines were needed to ensure that all people living with Spina Bifida
receive the best and most up-to-date care possible, and because previous versions did not have
robust coverage of the care needs of adults. Additionally, the fourth version features a new title
that reflects greater respect and understanding for the people who are impacted by living with
Spina Bifida. In other words, the fourth edition Guidelines were developed to treat and care for
the people who live with Spina Bifida, not just the conditions associated with this birth defect.
Finally, this fourth edition features a number of new topics, including Transition and Quality of
Life, important to the health and well-being for all people living with Spina Bifida.

Despite the efforts resulting from the “Evidence-Based Practice in Spina Bifida: Developing a
Research Agenda” conference in 2003, the extensive literature review done for the fourth



edition of the Guidelines continues to identify that research in Spina Bifida remains limited.
Where evidence exists, it is included. For other recommendations the collective judgement of
expert working groups determined the appropriateness of assessments and interventions to be
considered. The workgroups used the consensus-building methodologies of Single Text
Procedure and Nominal Group Techniques. These recognized guidelines development
methodologies allow the inclusion of expert opinion for aspects of care for which medical
evidence does not exist or is not robust 1

Moving forward, these recommendations will be updated as new data become available. As
such, these should be considered as guidelines and options, not standards of care. Currently
available reported research findings are not sufficiently strong and robust to set standards of
care. Guidelines are not meant to be legal requirements but rather provide the practitioner with
recommended directions for assessments and interventions for their patients with Spina Bifida
based on the current best available research findings and expert consensus. It is hoped that
these Guidelines will not only guide health care providers but also patients and families, so that
people with Spina Bifida can have the best and most scientifically-based care and treatments
throughout their ever-longer and higher-quality lives.

Since the publication of the third edition of the Guidelines, there have been advances in health
care service delivery concepts related to improving the care of children with a medical
complexity, including Spina Bifida. These concepts will be important in ensuring the full
implementation of the fourth edition of the Guidelines for the Care of People with Spina Bifida.
The first is that care coordination is an essential component of health care delivery.® At the core,
patient- and family-centered care within a medical home is a foundational component; outcomes
are optimized when there is cross-sector collaboration among the multiple medical systems and
providers, community services, and support agencies with whom families and people with Spina
Bifida interact. While effective care coordination typically requires dedicated paid personnel,
care coordination activities are not the sole responsibility of a single individual or provider.’
Rather, all people who interact with patients and families have a role to play in care
coordination. The second concept, in the context of patient- and family-centered care, is that for
people with Spina Bifida, care provision may be provided via a medical neighborhood 8 with
team-based care.® Within this framework is co-management with defined roles, data sharing,
and collaborative care protocols among primary care, community-based services, and
subspecialty care. Full implementation of these Guidelines to optimize outcomes for people with
Spina Bifida cannot rest with the Spina Bifida clinic alone. Indeed, guidance provided on many
topics should be implemented through primary care providers and efforts of community
services. While the Spina Bifida clinic may direct the overall health care planning in many cases,
optimal care is best achieved as a partnership between families and people with Spina Bifida,
primary and subspecialty care providers, health systems, and community services.

These Guidelines were developed to serve people with Spina Bifida and those who care for
them. It is essential to remember that several factors influence how an individual or family
member uses the education and written information they are provided. This is imperative,
particularly when reaching across potential obstacles such as cultural and/or language
differences. It is known that the dynamics that modify the incidence of Spina Bifida are
multifactorial, such as the well-documented higher incidence of Spina Bifida among people of
Hispanic origin. Thus, it is increasingly critical for health care and community service providers
to consider how a family's language, level of acculturation, and cultural constructs of care (e.g.
concept of self-management and independence from others) directly influence their
understanding and reception of the health care message along with their willingness to change
behavior.l® Moreover, since over 20% of the US population older than five years of age speaks
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a language other than English at home, when possible, all families with limited English
proficiency ought to be supported with additional health care navigation services, along with oral
and written information provided in their preferred language.!!
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Care Coordination

Workgroup Members: Alex Van Speybroeck, MD, MPH (Chair); Patricia Beierwaltes, DNP,
CPNP; Betsy Hopson, MSHA; Suzanne McKee, RN, BSN; Lisa Raman, RN, MScANP, MEd,;
Ravindra Rao, MD; Rebecca Sherlock, MSN, PNP; Jonathan Tolentino, MD

Introduction

“Care coordination is the deliberate organization of patient care activities between two or more
participants (including the patient) involved in a patient’s care to facilitate the appropriate
delivery of health care services. Organizing care involves the marshalling of personnel and
other resources needed to carry out all required patient care activities, and is often managed by
the exchange of information among participants responsible for different aspects of care.” —
International Journal of Care Coordination?

Care coordination (also described as case management services) in the case of people with
Spina Bifida and their families, is a process that links them to services and resources in a
coordinated effort to maximize their potential by providing optimal health care. However, care
coordination for people with Spina Bifida and their families can be complicated due to the
medical complexities of the condition and the need for multidisciplinary care, as well as
economic and sociocultural barriers to coordination of care. Care coordination is often a shared
responsibility by the multidisciplinary Spina Bifida team.? For this reason, the Spina Bifida Care
Coordinator has the primary responsibility for overseeing the overall treatment plan for the
individual with Spina Bifida.® Care coordination includes communication with the primary care
provider in a patient’s medical home.?#®

Care coordination is an essential part of the multidisciplinary Spina Bifida care team and vital to
improving the health care and wellness outcomes for people living with Spina Bifida. It is
recommended, if possible that Spina Bifida care programs dedicate the necessary financial
resources and fund sufficient full-time equivalent staff so that optimal care coordination can be
provided by designated, trained, and paid health care professionals.

There are very few database studies that demonstrate the benefits of Spina Bifida care
coordination programs resulting in improved health outcomes, decreased morbidity and
mortality, higher quality of life, improved success and independence in adulthood and
decreased cost of care for people with Spina Bifida. More research needs to be completed to
compile scientific evidence of the effectiveness of care coordination programs to develop a best-
practices model of care coordination for the person with Spina Bifida.

A pediatric medical home is a family-centered partnership within a community-based system
that provides uninterrupted care with appropriate payment to support and sustain optimal health
outcomes.® In their important role of providing a medical home for people with Spina Bifida,
primary care providers also have a vital role in the process of care coordination, in concert with
the family, and the Spina Bifida team.?*

Over the past 50 years, advances in medicine have resulted in increased survival of children
with Spina Bifida.” Many of these people, now adults, require long-term coordinated services
from a variety of health care professionals and organizations. Great variability exists among
programs with services for people with Spina Bifida and their families. During the past 10 to 20



years, people with Spina Bifida and their families have had greater access to care coordination,
in part due to systems of care consisting of a variety of organizations and agencies that include
independent health care professionals and third-party payers, often with different missions.
However, despite increased access in some areas, not all individuals receive appropriate care
coordination services, especially as they transition from pediatric to adult care.

Generally, the goals of care coordination are the following:
e (gain access to and integrate services and resources,
e link service systems with the family,
e avoid duplication and unnecessary cost, and
e advocate for improved individual outcomes.

Outcomes
Primary
1. Maximize the overall health and functioning of individuals living with Spina Bifida
throughout the lifespan by improved access to team-based, patient- and family-
centered coordinated care for medical, social, educational, equipment needs, and
other developmentally relevant related services.
Secondary
1. Promote comprehensive, coordinated and uninterrupted access to medical,
subspecialty, and allied health professional services throughout the lifespan with
appropriate communication between the person with Spina Bifida and members of
their care team.®
2. Promote routine screenings and testing congruent with Spina Bifida guidelines for
specific secondary conditions.
Tertiary
1. Maintain up-to-date coordinated care for individuals living with Spina Bifida to
minimize medical complication rates, help control cost of care, and minimize
emergency room use and unanticipated hospitalization, morbidity, and mortality.®

Pregnancy to 0-11 months
Clinical Questions

1. How do the roles and responsibilities of the Spina Bifida Care Coordinator evolve
over time as people with Spina Bifida age?

2. How do Spina Bifida Care Coordinators collaborate with team members, allied health
services, and community partners to optimize opportunities and overall quality of life?

3. What is the best way to communicate effectively between the multiple Spina Bifida
care team members and the family so as to best serve the child’s needs, prevent
complications, and improve the overall experience of care?

4. What are the common barriers to creating an effective patient-centered care
coordination program within the multidisciplinary Spina Bifida clinic? Examples of
barriers include insufficient training, logistical difficulties, and unavailability of
personnel and community resources.

5. What aspects of a care coordination program do families with a pregnancy or
children with Spina Bifida find most helpful and improve their perception of the care
they receive?

Guidelines

1. After the Spina Bifida diagnosis has been made, it is recommended that the Spina

Bifida Care Coordinator should be readily available to the family to provide support



and education throughout the pregnancy. These consults may take place as part of a
maternal fetal health visit in a high-risk pregnancy center. The goals of the consults
may include to:
e assist the family with coping with the new diagnosis,
e provide overall education on what the family can expect ages 0-11 months and
while in their stay in the neonatal intensive care unit (NICU) stay, and
e provide general information on the signs and symptoms related to Spina Bifida.
The Spina Bifida Care Coordinator may assist in synchronizing prenatal visits for
other subspecialties that could include neurosurgery, urology, and orthopedics. The
primary role of the Spina Bifida Care Coordinator during this stressful time for
families is to convey the message that the family is not alone because a well-
prepared team will be on hand to provide them with the support they need to help
care for their child. *°
It is recommended that the Spina Bifida Care Coordinator should use the time during
pregnancy or 0-11 months to introduce the family to the Spina Bifida clinic and
multidisciplinary team (when one is available) and begin the process of arranging
post-discharge follow-up. Through counseling and encouragement, the Spina Bifida
Care Coordinator:
e assists the family to accept the diagnosis, and
e contacts the medical home of the family and infant with Spina Bifida and
identifies the specific lead professional or nurse case manager who will serve as
the point of contact for the family to provide education, resources, and support.®
11
It is recommended that the Spina Bifida Care Coordinator provide families with a
broad and appropriate early education across the spectrum of symptoms and
conditions related to Spina Bifida. This may include educating the family on early
urologic work-up and management and possibly teaching them about clean
intermittent catheterization (CIC). Other topics may include education on latex allergy
and precautions, education regarding early orthopedic interventions, and education
to help families recognize potential neurosurgical complications. (clinical consensus)
(Latex and Latex Allergy in Spina Bifida Guidelines, Neurosurgery Guidelines,
Orthopedics Guidelines, Urology Guidelines)
It is recommended that the Spina Bifida Care Coordinator work closely with the NICU
staff to ensure that parents have the necessary skills and education for discharge
and a smooth transition to home care. (clinical consensus)
It is recommended that the Spina Bifida Care Coordinator should communicate and
collaborate between the family and the multidisciplinary and sub-specialty Spina
Bifida team members to arrange and execute the child’s follow-up appointments,
monitoring, and care plan.2*?
When applicable, it is recommended that the Spina Bifida Care Coordinator should
update the child’s primary care provider and/or medical home on the current care
goals and recommendations of the Spina Bifida multidisciplinary care team. Use two-
way communications to identify and address medical concerns and obtain updated
records from the medical home, such as immunizations, growth charts,
developmental screenings, and other materials.**!
When appropriate, it is recommended that the Spina Bifida Care Coordinator should
refer families to early intervention services. (clinical consensus) (Appendix: Early
Intervention Services, Individualized Educational Plans (IEP) and 504 Plans)



8. Itis recommended that the Spina Bifida Care Coordinator make referrals to local
Spina Bifida Association Chapters and parent support groups, as available. (clinical
consensus)

9. Itis recommended that the Spina Bifida Care Coordinator should monitor the
parent’s and caregiver’'s compliance with appointments, and problem-solve with them
if non-compliance is noted. (clinical consensus)

10. When appropriate, it is recommended that the Spina Bifida Care Coordinator should
assess family dynamics in how they are coping with the diagnosis, evaluate
psychosocial stressors for the family, and assist them with referrals to mental health
and social services professionals. (clinical consensus) (Mental Health Guidelines)

1-2 years 111 months
Clinical Questions

1. How do the roles and responsibilities of the Spina Bifida Care Coordinator evolve
over time as people with Spina Bifida age?

2. How do Spina Bifida Care Coordinators collaborate with team members, allied health
services, and community partners to optimize the opportunities and overall quality of
life of the child?

3. What is the best way to communicate effectively between the multiple Spina Bifida
care team members, the child, and the family so as to best serve the child’s needs,
prevent complications, and improve the overall experience of care?

4. What are the common barriers to creating an effective patient-centered care
coordination program within the multidisciplinary Spina Bifida clinic? Examples of
barriers could include insufficient training, logistical difficulties, and unavailability of
personnel and community resources.

5. What aspects of a care coordination program do families and their children find most
helpful and improve their perception of the care they receive?

Guidelines

1. Itis recommended that the Spina Bifida Care Coordinator work with the family and
the multidisciplinary Spina Bifida care team to ensure that the child with Spina Bifida
is up-to-date on all sub-specialty care visits, imaging, monitoring, and equipment
needs where appropriate. This may include assistance with insurance authorization
or referrals.!?

2. lItis recommended that the Spina Bifida Care Coordinator provide education across
the spectrum of symptoms and conditions related to Spina Bifida to empower
families and children to manage their own care and recognize complications and
emergencies. The Spina Bifida Care Coordinator should also identify gaps in the
family knowledge base. (clinical consensus) (Family Functioning Guidelines, Self-
Management and Independence Guidelines)

3. ltis recommended that the Spina Bifida Care Coordinator monitor and document
family enrollment in and progress with therapies and treatments and encourage
continued participation in early intervention services.®

4. Itis recommended that the Spina Bifida Care Coordinator collaborate with team
members to identify gaps or barriers to achieving the goals of the person’s care plan
and assist with additional referrals as appropriate.*?

5. When applicable, it is recommended that the Spina Bifida Care Coordinator update
the primary care provider and/or medical home on the current care goals and
recommendations of the Spina Bifida multidisciplinary care team. Use two-way
communications to identify and address medical concerns and obtain updated
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records from the medical home, such as immunizations, growth charts,
developmental screenings, and other materials.**!

It is recommended that the Spina Bifida Care Coordinator begin emphasizing the
child’s path towards independence with the family. Encouraging activities such as
learning to help put on shoes and braces will promote greater independence and
autonomy and promote further discussions of independence as the child ages.
(clinical consensus) (Self-Management and Independence Guidelines)

It is recommended that the Spina Bifida Care Coordinator assess family dynamics in
how they are coping with the diagnosis, evaluate psychosocial stressors for the
family, and assist them with referrals to mental health and social services
professionals when appropriate. (clinical consensus) (Mental Health Guidelines)

3-5 years 11 months
Clinical Questions

1.

2.

3.

6.

How do the roles and responsibilities of the Spina Bifida Care Coordinator evolve
over time as people with Spina Bifida age?

What evidence exists to show the success of the care coordination program in
improving the overall health of children with Spina Bifida?

What literature is available to support optimal teaching and education of children and
their caregivers throughout the lifespan to maximize early independence?

What is the best way to effectively communicate between multiple Spina Bifida care
team members, people with Spina Bifida and their families to best serve their needs,
prevent complications, and improve their overall experience of care?

What are the common barriers to creating an effective patient-centered care
coordination program within the multidisciplinary Spina Bifida clinic? Examples of
barriers could include insufficient training, logistical difficulties, and unavailability of
personnel and community resources.

What aspects of a care coordination program do families and their children find most
helpful and improve their perception of the care they receive?

Guidelines

1.

It is recommended that the Spina Bifida Care Coordinator provide developmentally-
appropriate care education across the spectrum of symptoms and conditions related
to Spina Bifida to empower families and children to manage their own care and be
able to recognize when complications and emergencies arise. The coordinator
should also identify and/or improve gaps in the family knowledge base specifically
related to the preschool period (mobility progress, skin inspection, bowel and bladder
care, speech/cognitive development, and more). (clinical consensus) (Bowel
Function and Care Guidelines, Mental Health Guidelines, Mobility Guidelines,
Neuropsychology Guidelines, Skin (Integument) Guidelines, Urology Guidelines)

It is recommended that the Spina Bifida Care Coordinator prepare the family for early
independence, entering preschool, and planning special education and health-
related services in the school. (clinical consensus)

It is recommended that the Spina Bifida Care Coordinator coordinate with the family
and multidisciplinary Spina Bifida care team to ensure that the child with Spina Bifida
is up-to-date on all sub-specialty care visits including, imaging, monitoring, and
equipment needs, where appropriate, including assistance with insurance
authorization when needed.?*?

It is recommended that the Spina Bifida Care Coordinator assess family dynamics in
coping with the diagnosis and evaluate psychosocial stressors for the family. The
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Spina Bifida Care Coordinator should also assist with referrals to mental health and
social services when appropriate. (clinical consensus) (Mental Health Guidelines)
When applicable, it is recommended that the Spina Bifida Care Coordinator update
the primary care provider on the current care goals and recommendations of the
Spina Bifida multidisciplinary care team. Use two-way communications to identify
and address medical concerns and obtain updated records from the person’s primary
care provider such as immunizations, growth charts, developmental screenings, and
other materials.**

It is recommended that the Spina Bifida Care Coordinator serve the family as the
lead contact person and information-provider for the multidisciplinary medical
services for the child with Spina Bifida. The Spina Bifida Care Coordinator should
monitor the family’s needs and prescriptions for durable medical equipment,
supplies, and medications, as needed.!

6-12 years 11 months
Clinical Questions

1.

2.

3.

6.

How do the roles and responsibilities of the Spina Bifida Care Coordinator evolve
over time as people with Spina Bifida age?

What evidence exists to show the success of care coordination programs in
improving the overall health of children with Spina Bifida?

How do Spina Bifida Care Coordinators collaborate with team members, allied health
services, and community partners to optimize the opportunities and overall quality of
life of people with Spina Bifida?

What is the best way to effectively communicate between multiple team members,
people with Spina Bifida and their families to best serve their needs, prevent
complications, and improve the overall experience of care?

What are the common barriers to creating an effective patient-centered care
coordination program within the multidisciplinary Spina Bifida clinic? Examples of
barriers could include insufficient training, logistical difficulties, and unavailability of
personnel and community resources.

What aspects of a care coordination program do people with Spina Bifida find most
helpful and improve their perception of the care they receive?

Guidelines

1.

It is recommended that the Spina Bifida Care Coordinator provide developmentally-
appropriate care education across spectrum of symptoms and conditions related to
Spina Bifida to better empower children and their families to manage their own care
and be able to recognize complications and emergencies. Identify and/or improve
gaps in the family knowledge base specifically related to the school age period
(mobility progress, skin inspection, bowel and bladder care, academic/cognitive
development, school and social functioning, and more). (clinical consensus) (Bowel
Function and Care Guidelines, Mental Health Guidelines, Mobility Guidelines,
Neuropsychology Guidelines, Skin (Integument) Guidelines, Urology Guidelines)

It is recommended that the Spina Bifida Care Coordinator monitor primary school
functioning and update school education and health plans. Encourage patrticipation
in age-appropriate activities outside of school with peers, with and without Spina
Bifida. Encourage participation in activities such as camps or special family
weekends that provide safe places to develop peer relationships with children who
may have similar medical challenges. (clinical consensus) (Appendix: Early
Intervention Services, Individualized Educational Plans (IEP) and 504 Plans)

12



It is recommended that the Spina Bifida Care Coordinator coordinate with the family
and multidisciplinary Spina Bifida care team to ensure that the child is up-to-date on
all sub-specialty care visits, imaging, monitoring, and equipment needs, where
appropriate. This may include assistance with insurance authorization when
needed.21?

It is recommended that the Spina Bifida Care Coordinator assess family dynamics in
coping with the diagnosis and evaluate psychosocial stressors for the family. Assess
for depression and anxiety and assist with referrals to mental health and social
services when appropriate. (clinical consensus) (Mental Health Guidelines)

It is recommended that the Spina Bifida Care Coordinator should work with the child,
his or her family and Spina Bifida team members and therapists to start progress on
self-management goals and education. Monitor family progress in self-management
at regular intervals and clinic visits. Engage the school nurse to help facilitate self-
management and independence.!* Teach self-advocacy and encourage the child to
participate as much as possible in his or her own self-management.® (Self-
Management and Independence Guidelines)

When applicable, it is recommended that the Spina Bifida Care Coordinator update
the primary care provider on the current care goals and recommendations of the
Spina Bifida multidisciplinary care team. The Spina Bifida Care Coordinator should
use two-way communications to identify and address medical concerns and obtain
updated records from the primary care provider and/or medical home such as
immunizations, growth charts, developmental screenings, and other materials.**!

It is recommended that the Spina Bifida Care Coordinator serve the family as the
lead contact person and information-provider for the multidisciplinary medical
services for the child with Spina Bifida and monitor family needs and prescriptions for
durable medical equipment, supplies, and medications, as needed.*1¢

13-17 years 11 months
Clinical Questions

1.

2.

3.

How do the roles and responsibilities of the Spina Bifida Care Coordinator evolve
over time as people with Spina Bifida age?

What evidence exists to show the success of care coordination programs in
improving the overall health of people with Spina Bifida?

How do Spina Bifida Care Coordinators collaborate with team members, allied health
services, and community partners to optimize the opportunities and overall quality of
life of people with Spina Bifida?

What is the best way to effectively communicate between multiple team members,
people with Spina Bifida and their families to best serve their needs, prevent
complications, and improve their overall experience of care?

What are the common barriers to creating an effective patient-centered care
coordination program within the multidisciplinary Spina Bifida clinic? Examples of
barriers could include insufficient training, logistical difficulties, and unavailability of
personnel and community resources.

What aspects of a care coordination program do people find most helpful and
improve their perception of the care they receive?

What is the Spina Bifida Care Coordinator’s role in 1) educating and bringing adult
providers into the care team to ensure seamless transition of care and in 2)
developing transition goals and processes for people as they age out of the pediatric
system to ensure continuity of care?

Guidelines

13



1.

It is recommended that the Spina Bifida Care Coordinator provide developmentally-
appropriate care education across the spectrum of symptoms and conditions related
to Spina Bifida to better empower children and families to manage their own care
and recognize complications and emergencies. Identify and or improve gaps in the
family knowledge base specifically related to the teenage age period (mobility
progress, skin inspection, bowel and bladder care, sexuality, academic/cognitive
development, social functioning at school and with peers, high risk behaviors, and
more). (clinical consensus) ( Bowel Function and Care Guidelines, Mental Health
Guidelines, Mobility Guidelines, Neuropsychology Guidelines, Skin (Integument)
Guidelines, Urology Guidelines)

It is recommended that the Spina Bifida Care Coordinator monitor secondary school
functioning and update the school education and health plan so that it includes
preparation for college or other higher education opportunities. Encourage
participation in age-appropriate activities with peers outside of school. Where
appropriate, provide information for driver education and training programs for the
teenager with Spina Bifida. (clinical consensus)

It is recommended that the Spina Bifida Care Coordinator communicate with the
family and multidisciplinary Spina Bifida care team to ensure the individual with
Spina Bifida is up-to-date on all sub-specialty care visits, imaging, monitoring, and
equipment needs where appropriate. This may include assistance with insurance
authorization when needed.?*2

It is recommended that the Spina Bifida Care Coordinator update the primary care
provider on the current care goals and recommendations of the Spina Bifida
multidisciplinary care team. The coordinator should use two-way communications to
identify and address medical concerns and obtain updated records from the primary
care provider such as immunizations, growth charts, developmental screenings, and
other materials.**!

It is recommended that the Spina Bifida Care Coordinator work with the teenager
and his/her families, Spina Bifida team members, and therapists to continue progress
on self-management goals and education. Monitor family progress at regular
intervals in self-management and clinic visits with the goal of achieving as much
independence as is realistically possible. Engage the school nurse to help facilitate
self-management and independence.'* Teach self-advocacy and encourage the
teenager to participate as much as possible in his or her own self-management.
When appropriate, discuss what limitations to independence the teenager may have
due to deficits in memory, cognition, and executive functioning and provide the
parents with additional resources and support services, as needed.'”*° (Self-
Management and Independence Guidelines)

It is recommended that the Spina Bifida Care Coordinator begin preparing the
teenager for transition to adult health care, including familiarizing them and their
family with the Transition Guidelines and Self-Management and Independence
Guidelines. Encourage the family to develop and assemble their own health care
folder and records for use during travel, appointments in hospitals that are away from
their home area, and other occasions when they will be away from the medical
home. Encourage the person to make his or her own medical appointments once she
or he is capable of doing so, and to start leading the conversation with specialists
and other providers during clinic visits. Assist the family by making them aware that
transition to adult life involves many aspects beyond health care, including
educational planning or job training, making arrangements to live independently, and
financial planning.'>20-2! (Self-Management and Independence Guidelines, Transition
Guidelines)
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7.

It is recommended that the Spina Bifida Care Coordinator assess family dynamics in
coping with the diagnosis and evaluate their psychosocial stressors. Collaborate with
primary care provider to review age-appropriate screenings and assist with referrals
to mental health and social services when appropriate. (clinical consensus) (Mental
Health Guidelines)

It is recommended that the Spina Bifida Care Coordinator serve the family as the
lead contact person and information provider for the multidisciplinary medical
services for the person with Spina Bifida and monitor family needs and prescriptions
for durable medical equipment, supplies, and medications, as needed. (clinical
consensus)

It is recommended that the Spina Bifida Care Coordinator conduct an inventory of
the person’s ability to provide self-management, complete activities of daily living,
and manage mobility equipment and transportation needs. For a person with a
significant intellectual disability who may not be able to live independently, assist the
family with the conservatorship process prior to age 18, and with maintaining
Supplemental Security Insurance (SSI) and other types of insurance coverage.
(clinical consensus) (Self-Management and Independence Guidelines)

18+ years
Clinical Questions

1.

2.

3.

How do the roles and responsibilities of the Spina Bifida Care Coordinator evolve
over time as people with Spina Bifida age?

What evidence exists to show the success of care coordination program in improving
the overall health of people with Spina Bifida?

How do Spina Bifida Care Coordinators collaborate with team members, allied health
services, and community partners to optimize the opportunities and overall quality of
life of people with Spina Bifida?

What is the best way to effectively communicate between multiple team members,
people with Spina Bifida and their families to best serve their needs, prevent
complications, and improve their overall experience of care?

What are the common barriers to creating an effective patient-centered care
coordination program within the multidisciplinary Spina Bifida clinic? Examples of
barriers could include insufficient training, logistical difficulties and unavailability of
personnel and community resources.

What aspects of a care coordination program do people find most helpful and
improve their perception of the care they receive?

What is the Spina Bifida Care Coordinator’s role in 1) educating and bringing adult
providers into the care team to ensure seamless transition of care and in 2)
developing transition goals and processes for people as they age out of the pediatric
system to ensure continuity of care?

Guidelines

1.

It is recommended that the Spina Bifida Care Coordinator be knowledgeable about
the resources for adults with Spina Bifida in their geographic area and coordinate the
successful transition from pediatric to adult providers for adults with Spina Bifida.
Where appropriate, educate adults with Spina Bifida about the key differences
between adult and pediatric providers, including the possibility that there may not be
an adult multidisciplinary Spina Bifida team nearby. Inform adults with Spina Bifida
on the importance of having a primary care provider.'® (Transition Guidelines)

It is recommended that the Spina Bifida Care Coordinator conduct an inventory of
the adult’s ability to provide self-management, complete activities of daily living, and
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manage mobility equipment and transportation needs. For those who have a
significant intellectual disability and may be unable to live independently, assist the
family with the conservatorship process and with maintaining Supplemental Security
Insurance (SSI) and other types of insurance coverage. (clinical consensus) (Self-
Management and Independence Guidelines)

It is recommended that the Spina Bifida Care Coordinator assist with referrals to
vocational and employment training opportunities, as needed. (clinical consensus)

It is recommended that the Spina Bifida Care Coordinator assist with referrals to
driver education training opportunities, as needed and/or referral for appropriate pre-
driver training evaluations including vision, ability to use lower extremities vs. hand
controls and other driving requirements. (clinical consensus)

It is recommended that the Spina Bifida Care Coordinator coordinate with Spina
Bifida care providers to determine if the person is up-to-date on all sub-specialty care
visits, imaging and monitoring and equipment needs, where appropriate. This may
include assistance with insurance authorization.2?17 (Mobility Guidelines,
Neurosurgery Guidelines, Orthopedics Guidelines, and Urology Guidelines)

It is recommended that the Spina Bifida Care Coordinator assess individual
dynamics in coping with living with Spina Bifida and evaluate psychosocial stressors
for the individual. Collaborate with primary care provider to review age-appropriate
screenings and assist with referrals to mental health and social services, when
appropriate. (clinical consensus) (Mental Health Guidelines)

It is recommended that the Spina Bifida Care Coordinator should serve as the lead
contact person and information provider for the Spina Bifida clinic and monitor
individual needs and prescriptions for durable medical equipment, supplies, and
medications as needed. Special considerations may be needed to apply care
coordination principles to assist adults who see multiple providers independently.®
It is recommended that the Spina Bifida Care Coordinator assess and monitor for
clinical deterioration, loss of mobility, chronic pain, obesity, and use two-way
communication between the Spina Bifida Care Coordinator and the primary care
provider and/or medical home to assess and address concerns and assist with
medical referrals, as appropriate.'”-?° (Health Promotion and Preventive Medicine
Guidelines, Mobility Guidelines, Neurosurgery Guidelines, Nutrition, Metabolic
Syndrome, and Obesity Guidelines, Orthopedics Guidelines, Urology Guidelines)

Research Gaps

What database studies demonstrate the benefits of Spina Bifida care coordination
programs, specifically regarding improved health outcomes, decreased morbidity and
mortality, higher quality of life, improved success and independence in adulthood
and decreased cost of care?

What research exists regarding the effectiveness of care coordination programs to
develop a best-practices model of care coordination for the person with Spina Bifida?
How do the roles and responsibilities of the Spina Bifida Care Coordinator evolve
over time as the person with Spina Bifida ages?

What are the common barriers to creating an effective patient-centered care
coordination program within the multidisciplinary Spina Bifida clinic? Examples of
barriers could include insufficient training, logistical difficulties, and unavailability of
personnel and community resources.

What aspects of a care coordination program do families and individuals with Spina
Bifida find most helpful and improve their perception of the care they receive?

16



10.

11.

12.

What evidence exists to show the success of the care coordination program in
improving the overall health of people with Spina Bifida?

What literature is available to support optimal teaching and education of children and
their caregivers throughout the lifespan to maximize early independence?

What is the Spina Bifida Care Coordinator’s role in 1) educating and bringing adult
providers into the care team to ensure seamless transition of care and in 2)
developing transition goals and processes for people as they age out of the pediatric
system to ensure continuity of care?
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Health Promotion and Preventive Health Care Services

Workgroup Members: David Kanter, MD (Co-Chair); Margaret Turk, MD (Co-Chair); Ellen
Fremion, MD; Jonathan Tolentino, MD; Jason Woodward, MD

Introduction
Individuals with Spina Bifida have unique and specific medical and social needs when
compared to the general population, especially over a lifetime. They often have issues with pain,
including the shoulders® and back, as well as neuropathic pain.? Neurogenic bowel and
neurogenic bladder are common medical problems for people with Spina Bifida. Without routine
monitoring, neurogenic bladders can result in kidney failure and require dialysis.® Persons with
Spina Bifida are also at increased risk for hypertension.*> Depending on the subtype of Spina
Bifida there is also the risk of hydrocephalus, either with or without shunting, and this requires
lifelong management.®’ Self-management of personal medical care by adults with Spina Bifida
may be difficult because of the frequent presence of cognitive impairment and the number and
complexity of possible medical issues to be managed.®

Because of challenges with self-management and the need for environmental and attitudinal
accessibility, individuals with Spina Bifida may find it difficult to access both routine and
preventive health care services fully. Health professionals must be willing and able to take the
time needed to appropriately communicate with and manage the sometimes complex health
care needs of people with Spina Bifida.

Persons with Spina Bifida need the same routine screening procedures that any other person
their age would need.®° However, many medical offices do not follow universal design
principles. For example, examination rooms may be far from the reception area and/or
otherwise inaccessible; examination tables may be too high or not be adjustable to allow for a
transfer for a physical examination; scales may not be wheelchair accessible or safe for people
with limited balance.

Persons with Spina Bifida also have difficulty with medical professionals’ lack of knowledge
about or recognition of common medical conditions related to Spina Bifida. Medical
professionals who do not routinely care for people with Spina Bifida are less likely to recognize
these unigue situations and address them appropriately. Routine histories may not always
include gquestions about possible changes in mobility or other bodily functions.

The goal of improving access for people with Spina Bifida is to promote better use of routine
and preventive health. Health promotion supports improved long-term health and well-being,
improved quality of life, and decreased utilization of emergency services and hospitalizations.”*!

Outcomes
Primary
1. Maximize physical and mental health for individuals with Spina Bifida within the
context of the underlying condition.
2. Identify risks and presence of common or known secondary conditions early.
Secondary
1. Limit preventable emergency department visits and hospitalizations for individuals
with Spina Bifida.
2. Monitor trends of identified and newly-emerging secondary conditions.
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Tertiary
1. Provide patient-centered general health monitoring based on the United States
Preventive Services Task Force (USPSTF) recommendations and Spina Bifida-
specific biomedical information.

0-11 months
Clinical Questions
1. Do children with Spina Bifida receive preventive health care recommended by the
USPSTF?!
Guidelines
1. Inform families about the importance of routine pediatric care, developmental
surveillance and anticipatory guidance (e.g., immunizations and vision and hearing
screens).%10
2. Provide age-typical health promotion counseling (e.g. counseling for car seats or
other motor vehicle occupant restraints, water safety, and nutrition).®° Counseling
should be individualized to accommodate for Spina Bifida comorbidities such as
having a shunt, mobility impairments, orthopedic deformities, developmental delays,
and bowel and bladder management.%12 (Bowel Function and Care Guidelines,
Mobility Guidelines, , Neuropsychology Guidelines, Neurosurgery Guidelines,
Orthopedics Guidelines, Urology Guidelines)
3. Counsel families about possible future medical and social needs related to living with
Spina Bifida. Needs might include latex allergies,*>*2 chronic urinary issues,®*3
problems with shunts, and achieving an inclusive environment.?!® (Latex Allergy
Guidelines, Mobility Guidelines, Neurosurgery Guidelines, Urology Guidelines)
4 Monitor the child for neglect and/or abuse.®° (Family Functioning Guidelines)

1-2 years 11 months

Clinical Questions

1. Do children with Spina Bifida typically receive preventive health care recommended

by the USPSTF?!
Guidelines

1. Inform families about the importance of routine pediatric care, developmental
surveillance and anticipatory guidance (e.g., immunizations, vision and hearing
screens).%10

2. Provide age-typical health promotion counseling (e.g., counseling for car seats or
other motor vehicle occupant restraints, water safety, and nutrition).®° Counseling
should be individualized to accommodate for Spina Bifida comorbidities such as
having a shunt, bowel and bladder management, mobility impairments, orthopedic
deformities and developmental delays.'%*? (Bowel Function and Care Guidelines,
Mobility Guidelines, Neuropsychology Guidelines, Neurosurgery Guidelines,
Orthopedics Guidelines, Urology Guidelines)

3. Counsel families about possible future medical and social needs related to living with
Spina Bifida. Needs might include latex allergies,*? chronic urinary issues,*2
problems with shunts, achieving an inclusive environment, overweight/obesity risk,°
importance of physical and recreational activity,® managing unexpected changes in
function, keeping regular medical appointments, and pain.?*® (Bowel Function and
Care Guidelines, Latex Guidelines, Nutrition, Metabolic Syndrome, and Obesity
Guidelines, Physical Activity Guidelines, Urology Guidelines)

4. Monitor the child for neglect and/or abuse.®° (Family Functioning Guidelines)
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3-5years 11 months

Clinical Questions

1. Do children with Spina Bifida typically receive preventive health care recommended

by the USPSTF??
Guidelines

1. Inform families about the importance of routine pediatric care, developmental
surveillance and anticipatory guidance (e.g., immunizations and vision and hearing
screens).%10

2. Promote age-typical health promotion counseling (e.g., counseling for car seats or
other motor vehicle occupant restraints, water safety, and skill development).®1°
Counseling should be individualized to accommodate for Spina Bifida comorbidities
such as having a shunt, mobility impairments, orthopedic deformities, developmental
delays, and bowel and bladder management.®1° (Bowel Function and Care
Guidelines, Mobility Guidelines, Neuropsychology Guidelines, Neurosurgery
Guidelines, Orthopedics Guidelines, Urology Guidelines)

3. Counsel families about possible future medical and social needs related to living with
Spina Bifida. Needs might include latex allergies®, chronic urinary issues,>*3
problems with shunts, achieving an inclusive environment, overweight/obesity risk,°
importance of physical and recreational activity,® managing unexpected changes in
function, keeping regular medical appointments, and pain.?** (Bowel Function and
Care Guidelines, Latex Guidelines, Nutrition, Metabolic Syndrome, and Obesity
Guidelines, Physical Activity Guidelines, Urology Guidelines)

4. Monitor the child for neglect and abuse.®° (Family Functioning Guidelines)

6-12 years 11 months
Clinical Questions
1. Do early discussions about maintaining health and using health promotion and
prevention strategies facilitate later participation in those activities?
2. Do children with Spina Bifida typically receive preventive health care recommended
by the USPSTF?°
3. When does pain become a common secondary condition? What are the
characteristics that increase risk for pain complaints?
4. What are the characteristics that increase the risk for hypertension?
Guidelines
1. Monitor that the child is making routine well-child visits to their primary care provider
to receive age-appropriate health promotion and preventive services, including age-
appropriate screenings for: (clinical consensus)

o Hypertension.*1%1# Since there is no agreement on blood pressure targets for
patients with Spina Bifida, it is recommended that baseline blood pressure be
monitored to know what is considered hypertensive for a particular child.
(clinical consensus)

o Iron deficiency.%°

o Lipid disorders.%°

o Overweight/obesity, including the role in hypertension.® (Nutrition, Metabolic
Syndrome, and Obesity Guidelines)

o Abuse, neglect, and/or violence.'® (Family Functioning Guidelines)

o Social isolation, anxiety, and depression.®° (Mental Health Guidelines)

o Motor vehicle and wheelchair safety.**1° (Mobility Guidelines)

2. Provide counseling about tobacco and illicit drug use and refer the family to an
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appropriate treatment program if needed.®1°

3. Provide guidance on skin cancer prevention.®°

4. Provide information about adaptive physical and recreational activities keeping in
mind the particular child’s degree of mobility.” (Physical Activity Guidelines)

5. Provide information about accessible physical activity and recreational opportunities
in the community.® (Physical Activity Guidelines)

6. Monitor for pain and changes in pain using an appropriate pain scale for the child’s
level of cognition and communication, as pain may not be clearly recognized due to
the unique neurologic status of children with Spina Bifida. Be aware that depending
on their cognitive status, the child may not be able to give specific answers to
guestions such as the severity, frequency and duration of the pain. Proceed with
appropriate evaluation and treatment.°16

7. Monitor for comorbid conditions that are specific to children with Spina Bifida, both
during visits specifically-intended to monitor Spina Bifida conditions as well during
well-child visits. (Bowel Function and Care Guidelines, Mobility Guidelines,
Neurosurgery Guidelines, Orthopedics Guidelines, Skin Care Guidelines, Urology
Guidelines)

o Shunt concerns.®> Ask about any neurologic changes.

o Sleep apnea. Ask if sleeping is restful and if there are snoring or apneic
pauses during sleep.® (Sleep Related Breathing Disorders

o Guidelines)

o Skeletal and limb deformity. Check for new issues with bracing, positioning,
or function. (clinical consensus)

o Constipation, urinary tract infections (UTIs), renal function, and problems with
bowel and bladder regimens. Provide prescriptions for routine bowel
medications, treatment of recurring UTIs, monitor for adherence to bowel and
bladder management program and changes in bowel and bladder function.®
(Bowel Function and Care Guidelines, Urology Guidelines)

o Skin breakdown and pressure injury.” Urge the family and child (if
appropriate) to perform daily skin checks. Recommend that the child’s skin is
properly moisturized, and that appropriate weight shifting is taking place
based on the child’s neurologic level. (Mobility Guidelines, Skin Care
Guidelines)

o Adaptive equipment needs, including for orthoses, crutches, walkers, and
wheelchairs.®57° Make referrals to necessary subspecialists. (clinical
consensus) (Mobility Guidelines)

o Osteoporosis. Encourage weight-bearing activities for at least one hour per
day to promote bone health as well as for its social benefits. (clinical
consensus) (Mobility Guidelines, Orthopedics Guidelines, Physical Activity
Guidelines)

8. Promote care coordination between Spina Bifida-specific subspecialists and primary
care providers.’ (Care Coordination Guidelines]

9. Educate families on early signs of chronic conditions related to Spina Bifida.>’

13-17 years 11 months
Clinical Questions
1. Do early discussions about maintaining health and using health promotion and
prevention strategies facilitate later participation in those activities?
2. Do children with Spina Bifida typically receive preventive health care recommended
by the USPSTF?°
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6.
7

8.

9

Guidelines
1.

What are the parameters to begin screening for metabolic syndrome?

What are parameters and modifications are needed (if any) to begin education
related to sexually transmitted infections, partner violence, and human
papillomavirus (HPV) immunization?

What characteristics may put a child in this age range at risk for low self-rated health
and health-related quality of life (HRQOL)? Do increasing acute medical conditions
affect this?° Are there interventions or supports that may mitigate this?

When does sleep apnea become notable and what are the risks?’

Do interventions make a difference in weight control, participation in physical or
recreational activities, and pain control?

Can emergency department or hospital admissions be avoided?39¢

Do hypertension interventions make a difference?

Monitor that the child is making routine well-child visits to his or her primary care
provider to receive age-appropriate health promotion and preventive services,
including age-appropriate screenings for:

o Hypertension.*%0 Since there is no agreement on blood pressure targets for
patients with Spina Bifida, it is recommended that baseline blood pressure is
monitored to know what is considered hypertensive for the particular child.
(clinical consensus)

o Iron deficiency.®1°

Lipid disorders.®1°

Overweight/obesity, including the role in hypertension.®° (Nutrition,

Metabolic Syndrome, and Obesity Guidelines)

Abuse, neglect, and/or violence.'° (Family Functioning Guidelines)

Social Isolation, Anxiety, Depression.®1° (Mental Health Guidelines)

Motor vehicle and wheelchair safety.**1° (Mobility Guidelines)

Contraceptive use, pregnancy, and sexually transmitted diseases. (as age

appropriate) ! (Sexual Health and Education Guidelines, Women'’s Health

Guidelines, Men’s Healthcare Guidelines)

Provide counseling about tobacco and illicit drug use and refer the family to an

appropriate treatment program if needed.®1°

Provide guidance on skin cancer prevention.®°

Provide information about adaptive physical and recreational activities keeping in

mind the particular child’s degree of mobility.” (Physical Activity Guidelines)

Provide information about accessible physical activity and recreational opportunities

in the community.® (Physical Activity Guidelines)

Monitor for pain and changes in pain using an appropriate pain scale for the child’s

level of cognition and communication, as pain may not be clearly recognized due to

the unique neurologic status of children with Spina Bifida. Be aware that depending

on their cognitive status, the child may not be able to give specific answers to

guestions such as the severity, frequency and duration of the pain. Proceed with

appropriate evaluation and treatment.236

Monitor for comorbid conditions that are specific to children with Spina Bifida, both

during visits that are specifically intended to monitor Spina Bifida conditions as well

during well-child visits. (Neurosurgery Guidelines, Orthopedics Guidelines, Bowel

Function and Care Guidelines, Urology Guidelines, Mobility Guidelines, Skin Care

Guidelines)

o Shunt concerns.* Ask about any neurologic changes.

o Sleep apnea. Ask if sleeping is restful and if there are snoring or apneic pauses
during sleep.®

O O

O O O O
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o Skeletal and limb deformity. Check for new issues with bracing, positioning, or
function. (clinical consensus)

o Constipation, urinary tract infections (UTIs), renal function, and problems with
bowel and bladder regimens. Provide prescriptions for routine bowel
medications, treatment of recurring UTIs, monitor for adherence to bowel and
bladder management program and changes in bowel/bladder function.® (Bowel
Function and Care Guidelines, Urology Guidelines)

o Skin breakdown and pressure injury.” Urge the family and child (if appropriate) to
perform daily skin checks. Recommend that the child’s skin is properly
moisturized, and that appropriate weight-shifting is taking place based on the
child’s neurologic level. (Mobility Guidelines, Skin Care Guidelines)

o Adaptive equipment needs, including for orthoses, crutches, walkers, and
wheelchairs.®%"° Make referrals to necessary subspecialists. (clinical consensus)
(Mobility Guidelines)

o Osteoporosis. Encourage weight-bearing activities for at least one hour per day
to promote bone health as well as for its social benefits. (clinical consensus)
(Mobility Guidelines, Orthopedics Guidelines, Physical Activity Guidelines)

8. Promote care coordination between Spina Bifida-specific subspecialists and primary
care providers.’” (Care Coordination Guidelines)
9. Educate families on early signs of chronic conditions related to Spina Bifida.>’

18+ years
Clinical Questions

1. Do early discussions about maintaining health and using health promotion and
prevention strategies facilitate later participation in those activities?

2. Do adults with Spina Bifida receive preventive health care recommended by the
USPSTF?!

3. What characteristics may put the adult with Spina Bifida at risk of low self-rated
health and health-related quality of life? Do increasing acute medical conditions
affect this?° Are there interventions or supports that may mitigate this?

4. Can future health issues and health care utilization be predicted? What is the
prevalence and risks for common and Spina Bifida-related conditions? What is the
expected cost of care?

5. Can the number of emergency department or hospital admissions be mitigated?*°¢

Guidelines

1. Monitor that the adult is receiving typical and age-related health promotion and
preventive services, including screening or counseling about:

o Hypertension.*%19 Since there is no agreement on blood pressure targets for
patients with Spina Bifida, it is recommended that baseline blood pressure be
monitored to know what is considered hypertensive for the particular child.

o Lipid disorders.® Treat as needed.

Overweight/obesity. Counsel as to healthy diet and exercise habits.*
(Nutrition, Metabolic Syndrome, and Obesity Guidelines)

Cancer, including skin cancer.® Promote age-appropriate screening.
Diabetes and metabolic syndrome.® Screening and treatment as needed.
Fall prevention.®

Adaptive physical activity.” (Physical Activity Guidelines)

Depression and anxiety.® (Mental Health Guidelines)

Smoking and illicit drug use.!

Hearing and vision.®

O

O O O O O O O
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Monitor for comorbid conditions that are specific to adults with Spina Bifida, both
during visits that are specifically intended to monitor Spina Bifida conditions as well
as routine visits to their PCP. (Bowel Function and Care Guidelines, Mobility
Guidelines, Neurosurgery Guidelines, Orthopedics Guidelines, Skin Care Guidelines,
Urology Guidelines) Check for:

o Shunt concerns.* Monitor for neurologic changes.

o Sleep apnea.® May need a referral for pulmonary evaluation and sleep study.

o Skeletal and limb deformity.” Check for new problems with positioning or
brace use and new pain.

o Osteoporosis. Counsel about the need for weight-bearing activities.!

o Pain.?1% Use age- and cognition-appropriate pain scale to assess.

o Constipation, urinary tract infections (UTIs), renal function, and problems with
bowel and bladder regimens.®’ Provide prescriptions for routine bowel
medications, treatment of recurring UTIs, monitor for adherence to bowel and
bladder management program and for changes in bowel/bladder function®
(Bowel Function and Care Guidelines, Urology Guidelines)

o Skin breakdown and pressure injury.® Encourage adults to conduct frequent
skin checks and to shift their weight at least every two hours.

o Lymphedema.®

o Adaptive equipment needs such as for orthoses, crutches, walkers, and
wheelchairs.z37.916-19 Make referrals to necessary subspecialists.

Promote care coordination between Spina Bifida-specific subspecialists and primary
care providers.” (Care Coordination Guidelines)

Educate adults about early signs of chronic conditions related to Spina Bifida.>’
Counsel about and monitor for sexually transmitted infections, use of different types
of contraceptives, and violence among intimate partners. (clinical consensus) (Men’s
Health Guidelines, Sexual Health and Education Guidelines, Women'’s Health
Guidelines)

Provide counseling about family planning and possible fertility and genetic
counseling to individuals interested in pregnancy. Recommend counseling about
prenatal vitamins and folic acid. (clinical consensus) (Men’s Health Guidelines,
Women’s Health Guidelines)

Promote self-management for health and health care services. Assess the adult’s
ability to perform routine care needs such as bowel, bladder, and skin-check
regimens, their ability to detect changes in their health status, and their awareness of
their need for provider services to maximize their independence.®"° (Self-
Management and Independence Guidelines)

Research Gaps

Can future health issues and health care utilization be predicted? What are the
common health conditions that are preventable or easily amenable to interventions?
What is prevalence and risks for common and Spina Bifida-related conditions? What
are the common causes for preventable or unanticipated mortality? What is the
expected cost of care?

What are the common physical and mental health conditions associated with
emergency department visits and hospitalizations? What are key anticipatory
guidance or management strategies to prevent the need for higher levels of care?
Can emergency department or hospital admissions be avoided, and how? Does a
medical home help to prevent admissions for all age groups?*8
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What are the characteristics that may put an individual with Spina Bifida at risk of low
self-rated health and HRQOL? Are there preventive care interventions or supports
that may mitigate this?

What adaptations to general care practice and the USPSTF recommendations do
individuals with Spina Bifida need, taking into account patient-centered perspectives
and biomedical information?

What long-term care planning is needed to support the best health for adults with
Spina Bifida?
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Introduction

The prenatal diagnosis of Spina Bifida or a neural tube defect (NTD) is a pivotal moment for
families. NTDs can be open or closed, and the type of finding determines important counselling
considerations, particularly as closed NTDs often do not need surgical intervention in the
neonatal period. The manner in which information about NTDs is conveyed is critical to the
family’s future and provides the basis for important family decisions (e.g. possible fetal surgery
versus postnatal closure for open NTDs, adoption and termination).! Families may experience
intense emotions such as uncertainty, confusion, grief, anxiety and anger. At the same time,
families need to absorb a great deal of information about their options and to understand the
risks and benefits of those options. Differing cultures have disparate perceptions around
disability, and this may impact families’ expectations about treatment options and/or their
understanding of the condition. It is essential that parents and caregivers are told about the
clinical course and the anticipated strengths and challenges associated with Spina Bifida. This
information should be individualized and provided in a neutral and collaborative manner that
meets the needs, values, and beliefs of each family.?® Families should be offered the
opportunity to meet with key members of the Spina Bifida team.>*> Neurosurgeons experienced
with and dedicated to caring for patients with NTDs are uniquely qualified to discuss both short
term and realistic long-term expectations and challenges facing a child born with Spina Bifida.

Outcomes

Primary
1. Convey information about medical care and lifelong impact of Spina Bifida in a value-
neutral, collaborative manner while seeking from families an understanding of their
needs, values and beliefs.
Secondary
1. Provide education regarding all treatment options available to women carrying
fetuses affected by Spina Bifida, including fetal surgery, postnatal closure, adoption
and termination.
Tertiary
1. Provide families with information about providers and resources that will assist in the
caring for their child with Spina Bifida.

Clinical Questions

1. What are the essential components of prenatal consultation for any child affected by
a potentially disabling condition?

2. What are the essential treatment options that are to be discussed as part of the
prenatal consultation for a family with a fetus affected by a NTD?

3. Are there critical language elements to be considered?

4. Are there critical and specific medical providers that should participate in the prenatal
consultation for a family affected by a fetus with a NTD?
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Guidelines

1.

Convey information about the medical care and lifelong functional impact of Spina
Bifida in a value-neutral, collaborative manner while seeking from families an
understanding of their needs, values, and beliefs.

o Ideally, consultations with the parents will take place shortly after identification of
the NTD is made at the 18th week and before the 24th week of gestation.>*

o Efficient consultation is essential and should happen quickly, soon after the
identification of the NTD, to allow parents the broadest array of options and to
provide enough time to consider the option for fetal surgery. (clinical consensus)

e Base consultation with families on a collaborative, shared decision-making model
that includes the medical team and parents. (clinical consensus)

¢ Avoid using words that assign value or bias, such as “risk,” “bad news,” and “bad
outcomes.” Use words that impart the importance of the decision, such as
“important news,” “significant outcome,” and “potential challenges.” This allows
parents to assign their own values to the news provided.®*

o Offer a review of prenatal testing and results to clarify any misunderstandings or
confusion that may exist. Typically, the diagnosis is made by a high-resolution
ultrasound examination that is performed during the second trimester at a
maternal—fetal medicine unit. An ultrasound can define the location and size of
the lesion, whether it is open or closed (in most instances), and secondary
findings such as hydrocephalus.” Given the increased risk of other abnormalities,
fetal echocardiography should be considered. Genetic evaluation by
amniocentesis for chromosomal microarray should be recommended because
the identification of a genetic abnormality in a fetus with an NTD has important
implications for counseling regarding prognosis, pregnancy management, and
determining whether the patient is a candidate for in-utero NTD repair.8*°
Measurement of amniotic fluid acetylcholinesterase helps to differentiate
between open and closed NTDs and is a component of many preoperative
evaluations for fetal repair. Fetal MRI also may be considered for assessment of
unclear findings on ultrasonography.*°

o Expect to provide critical information about the likelihood of survival and the
spectrum of outcomes (i.e. neurosurgical, cognitive, developmental, urologic,
orthopedic, dermatologic) for children with NTDs.>!!

e Discuss disability. Provide information on outcomes with a lifespan approach.®

e Review general principles associated with lesion levels, as well as the difficulty
with providing specific predictions based on lesion level.*?

+ Review treatment options for conditions associated with NTDs with an emphasis
on functional outcomes.!

Review evidence-based treatment options with the family, including fetal surgery.

e Treatment options should include prenatal closure for open NTDs offered at
treatment centers with expertise in the surgical and obstetrical management of
NTDs.*513 |t is recommended that fetal surgery and the details of the surgical
and obstetrical impacts should be reviewed by surgeons/obstetricians with
experience managing high-risk pregnancies and/or providing care to infants with
NTDS.4_6’11’13

e |n addition to the option for prenatal closure, also present the option for term
delivery and postnatal closure for open NTDs. Explain to parents and caregivers
that caesarian delivery at 37 weeks and closure within 24 hours of delivery is
generally recommended when the decision is made for postnatal closure. Ensure
that the parents are aware of what to expect at birth and after the surgery.*?
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Although closed NTDs usually do not require surgical intervention in the newborn
period, it is recommended that they have the same monitoring and investigations
in the newborn period as open NTDs. (clinical consensus)

Present adoption as an option for parents who are not open to termination but
are not able to raise a child with a disability. (clinical consensus)

Review termination of the pregnancy as another option for the family.*

Offer families the opportunity to meet with key members of the Spina Bifida care
team:

Specialists in fetal medicine and/or obstetrical medicine are familiar with
managing pregnancies complicated by a prenatal diagnosis of NTD. These
providers are first to share the results of the testing. The prenatal diagnosis of
Spina Bifida should be made in a value-neutral manner.*13

Neurosurgeons provide information about management approaches such as fetal
surgery and postnatal closure.*® Neurosurgeons experienced with and dedicated
to caring for patients with neural tube defects (NTDs) are uniquely qualified to
discuss both short term and realistic long-term expectations and challenges
facing a child born with Spina Bifida.

Experts in clinical genetics can clarify test results, discuss the genetics of NTDs,
provide information about folic acid, and discuss recurrence risk and potential
impact on future pregnancies.*?

Developmental pediatricians, advanced practice nurses, and physiatrists focus
on childhood disabilities and how to optimize function. These specialists can
provide essential insight into potential medical needs and functional goals across
the lifespan. They provide parents with evidence-based, up-to-date information.
They can also assist with resource identification, access to care, and utilization,
including caregiver support and mental health resources.** (Family Functioning
Guidelines, Mental Health Guidelines)

Social workers provide critical emotional support and screening for parental
mental health and are recommended to be included in all consultations. They
provide families with links to important financial resources and sources of
emotional support, including caregiver support and mental health resources.>*?
They can also provide information to families about local, national, and
international sources.! (Family Functioning Guidelines, Mental Health Guidelines)
Urologists and orthopedists can provide more detailed discussions on
interventions available for optimizing functional outcomes.® (Orthopedic
Guidelines, Urology Guidelines)

Neonatologists can provide information and resources in advance about the
child’s immediate care needs such as breastfeeding, skin-to-skin care, and tours
of the neonatal intensive care unit (NICU).>%3

Offer information about what to expect at birth.

Review that the child may need to be admitted to a special care or intensive care
nursery (all with open NTDs, some closed NTDs may be cared for collaboratively
with the nursery and community teams) and that psychosocial support is
available to them in that setting.* (Family Functioning Guidelines, Mental Health
Guidelines)

Help families to anticipate that specialists in Spina Bifida will need to be present
at the delivery to examine the child, that there exists the possibility that
intravenous fluids/antibiotics will be necessary, and of the possibility that the child
will need additional support.*
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e If fetal surgery is not an option, review the timing of delivery by 37 weeks? and
post-natal management. The first step should be the closure of the spinal defect
within 24 hours?? followed by attention to hydrocephalus as indicated.*®

o Emphasize typical aspects of newborn care, including breastfeeding and skin-to-
skin care.1617

e Counsel families who choose to continue the pregnancy that there are many
normal aspects of preghancy, caregiving for the newborn and parenting across
the lifespan. (clinical consensus)

5. Discuss folic acid and recurrence risk.

e Reassure the parents that while NTDs are not completely understood, this birth
defect was not something that was caused by their actions.!

o Reassure the parents that while folic acid can help diminish the chance of a
pregnancy being affected by NTD, it is not entirely preventative.8-1°

e Counsel women about their recurrence risk and review the 1991 U.S. Public
Health Service guideline for daily consumption of 4 milligrams (4000 micrograms)
of folic acid beginning at least one month (but preferably 3 months) before they
start trying to get pregnant and continuing through the first three months of
pregnancy. (Women’s Health Guidelines)

Research Gaps

There exist limited studies describing parental experiences and the variables that influence
decision-making. While the short-term outcome data for prenatal surgery is promising, long-term
outcome data are not yet available. In addition, there is limited data on trauma informed care
and this approach to prenatal counselling. There is also limited data on intervention strategies to
facilitate coping by parents and families as they navigate the health care system.
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Introduction

The primary goal of transition from pediatric to adult health care is to maximize lifelong
functioning through the provision of quality, developmentally-appropriate health care that
continues uninterrupted as the individual moves from adolescence to adulthood.! Coordination
between the individual, family, health care providers, school, and allied health services
throughout the transition process enables young adults with Spina Bifida to optimize their ability
to eventually assume adult roles and activities.

Health care transition is a process that includes:
1. Preparation for engaging in adult health care and adult responsibilities through
planning and coaching during pediatric years, school, and home settings.
2. Handoff of care responsibilities from pediatric to adult providers and from parents to
young adults as they are developmentally able.
3. Transfer of care to adult providers and health care settings between the ages of 18-
21.2

Adolescents and young adults with Spina Bifida have increased hospitalizations for chronic
condition exacerbations, such as urinary tract infections and skin breakdown, and more difficulty
accessing health care services than their age-matched peers.® Furthermore, they are less likely
to achieve emerging adult milestones such as leaving home, attending college, finding
employment, developing romantic relationships, and having multiple friendships. Executive
function, socioeconomic status, intrinsic motivation, and parental fostering of independence are
significant predictors of successful transition to adulthood.* Patient-centered, comprehensive
transition care is needed to address the chronic health condition, funding, care coordination,
self-management, and social challenges that adolescents and young adults with Spina Bifida
face when transferring to adult care and life. (Neuropsychology Guidelines, Self-Management
and Independence Guidelines)

The following key elements have been identified as essential for transition programs for
adolescents with chronic conditions:

1. Designate a transition program to support care coordination and transition to adult-
oriented care;

2. Ensure flexibility regarding transfer timing based on the individual’s cognitive
development, physical abilities, social and financial situation, and health status;

3. Begin transition planning at ages,*?'* including creating a medical summary,
identifying insurance coverage plans, and designating care providers throughout the
transition process;

4. Support self-management development for health care navigation and chronic
condition management (Neuropsychology Guidelines, Self-Management and
Independence Guidelines);

5. Consider the adolescent’s views and preferences regarding transition plans;

6. Designate time alone with the adolescent for at least part of their visit, if
developmentally appropriate;
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7. ldentify adult providers to assume care prior to the transition; and
8. Provide chronic condition management and age-appropriate preventive care
throughout transition.>>¢ (Health Promotion Guidelines)

While transition focuses on adolescent age groups, the trajectory to maximize adult function and
independence is fostered throughout the lifespan by setting expectations for adult independence
and making the transition to adult care. While survival to adulthood for individuals with Spina
Bifida now exceeds 85%, the degree of adult independence in the population varies.’ In general,
individuals with higher lesions (i.e., above L2) and hydrocephalus are more dependent on
others for bowel and bladder management, mobility, self-care, transfers, and activities of daily
living.%* Individualized goals and interventions should be emphasized for adolescents with
Spina Bifida because they tend to experience a two- to five-year delay in developing autonomy
skills compared with their typically-developing peers.® By age 30, approximately one-third of
individuals with Spina Bifida are independent, one-third need supervision and occasional help,
and one-third routinely need assistance for daily care needs.! Thus, lifelong assessment and
interventions to maximize chronic condition management, family function, socialization,
cognitive function and school performance, mental health, and self-management/self-care are
foundational to participation, function, and quality of life in adulthood.®!?-'5 (Self-Management
and Independence Guidelines).

Transition resources and assessment tools can be found at www.gottransition.org.

Outcomes
Primary
1. Maximize health and participation in emerging adult milestones throughout the
transition process for individuals with Spina Bifida.
Secondary
1. Provide patient-centered, comprehensive transition care that includes transition
planning and care coordination beginning by age;!* self-management coaching;
decision-making support; education and employment resources; and independent-
living support.
Tertiary
1. Promote access to uninterrupted, developmentally-appropriate Spina Bifida condition
management and preventative care throughout transition, specifically ages.42

0-11 months
Clinical Questions
1. How can a child’s probable trajectory regarding future adult function and
independence be identified?
2. What are barriers and facilitators to participating in emerging adult milestones for
children with Spina Bifida?
3. What are the essential transition planning elements to promote uninterrupted access
to care once children with Spina Bifida need adult care?
Guidelines
1. Provide families with a realistic, long-term orientation that includes a probable
trajectory for adult function and expectations for optimal independence according to
the child’s abilities.”~11:1
2. Provide information for families regarding long-term financial, insurance, and
supportive living planning based on the child’s probable trajectory into adult
function.’
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3. Set expectations as to where individuals with Spina Bifida can access
comprehensive care throughout the lifespan, including transition care.®

1-2 years 11 months
Clinical Questions
1. How can a child’s probable trajectory regarding future adult function and
independence be identified?
2. What are barriers and facilitators to participating in emerging adult milestones for
children with Spina Bifida?
3. What are the essential transition planning elements to promote uninterrupted access
to care once children with Spina Bifida need adult care?
Guidelines
1. Provide updates for families regarding a probable trajectory for adult function and
expectations for optimal independence according to the child’s abilities and chronic
condition status.’-11:16
2. Provide updates for families on information regarding long-term financial, insurance,
and supportive living planning based on the child’s probable trajectory into adult
function.’
3. Review expectations as to where individuals with Spina Bifida can access
comprehensive care throughout the lifespan, including transition care.®

3-5years 11 months
Clinical Questions
1. How can a child’s probable trajectory regarding future adult function and
independence be identified?
2. What are barriers and facilitators to participating in emerging adult milestones for
children with Spina Bifida?
3. What are the essential transition planning elements to promote uninterrupted access
to care once children with Spina Bifida need adult care?
Guidelines
1. Provide updates for families regarding a probable trajectory for adult function and
expectations for optimal independence according to the child’s abilities and chronic
condition status.’%16
2. Provide updates for families on information regarding long-term financial, insurance,
and supportive living planning based on the child’s probable trajectory into adult
function.’
3. Review expectations as to where individuals with Spina Bifida can access
comprehensive care throughout the lifespan including chronic condition
management, preventative care, and transition care.!®

6-12 years 11 months
Clinical Questions
1. How can a child’s probable trajectory regarding future adult function and
independence be identified?
2. What are barriers and facilitators to participating in emerging adult milestones for
children with Spina Bifida?
3. What are the essential transition planning elements to promote uninterrupted access
to care once children with Spina Bifida need adult care?

Guidelines
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1. Provide updates for families regarding a probable trajectory for adult function and
expectations for optimal independence according to the individual’'s abilities and
chronic condition status.’-116

2. Consider unique neuropsychological issues in transition and self-management.
(Neuropsychology Guidelines, Self-Management and Independence Guidelines)

3. Provide updates for families on information regarding long-term financial, insurance,
and supportive living planning based on the child’s probable trajectory into adult
function.’

4. Review expectations where individuals with Spina Bifida can access comprehensive
care throughout the lifespan including chronic condition management, preventative
care, and transition care.!®

5. Review the clinic’s transition policy with patients and families at age 12.1°

13-17 years 11 months
Clinical Questions
1. How can a child’s probable trajectory regarding future independence be identified?
2. What are barriers and facilitators to participating in emerging adult milestones for
children with Spina Bifida?
3. What are child-centered perceptions of a successful transition experience?
4. What are the systems level barriers to successful transition and strategies that have
effectively mitigated them?
5. What are the key transition readiness parameters for patients with Spina Bifida that
can be measured over time?
6. What are the preventative and chronic condition management considerations in the
transition age group, ages 14-217?
7. What are the essential transition planning elements to promote uninterrupted access
to care once children with Spina Bifida need adult care?
Guidelines
1. Provide updates for children and families regarding a probable trajectory for adult
function and expectations for optimal independence according to the individual's
abilities and chronic condition status.’-11:16
2. Consider neurocognitive assessment to identify cognitive, adaptive, or learning
support needs if knowledge or skill gaps are identified. (Neuropsychology Guidelines,
Self-Management and Independence Guidelines)
3. Discuss transition planning with children and families including:517:20-27

a. Expectations of when the transfer to adult care will occur based on the
individual’s health condition, insurance/funding, cognitive development, and
personal/family needs.

b. Expectations of who will provide care throughout the transition process.

c. Counselling regarding long-term financial, insurance, and supportive living
(housing and transportation) plans, based on the individual’s current needs
and probable trajectory of adult function.

d. Information regarding the child’s education and employment needs, such as
vocational rehabilitation services, school transition planning as part of the
Individualized Educational Plan [INSERT LINK], and adaptive vocational
needs.

e. Preparation for decision-making supports and modalities that maximize the
individual’s ability to participate in decisions for themselves once they are age
18, such as a medical power of attorney, supportive decision-making, or
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guardianship. Referral for neurocognitive testing and to medical legal
partnerships may be needed.
f. Information regarding the Social Security Administration’s Disability
Determination Services before age 18, as applicable.
g. Creation of a medical summary including past medical and surgical history,
current care plans, medications, allergies, vaccines, and current providers.
h. Self-management support. Consider using transition and self-management
assessment tools to direct goals and interventions.*® (Self-Management and
Independence Guidelines)
4. Ensure that the patient’s views and preferences are included in transition planning.®
5. Designate time alone with the child for at least part of their visit, if developmentally
appropriate.®
6. Consider having a designated transition clinic or care coordinator to support
transition planning and coordination.®
7. Ensure patient-centered and developmentally appropriate preventive and chronic
condition management services are provided throughout transition. (Health
Promotion Guidelines) Evaluate management plans and assess for necessary
adaptive equipment and supplies to maximize independent function. 82223

18+ years

Clinical Questions
1. What are barriers and facilitators to participating in emerging adult milestones for
individuals with Spina Bifida?
2. What are the preventative and chronic condition management considerations in the
transition age group?
3. What are the essential transition planning elements to promote uninterrupted access
to care once children with Spina Bifida need adult care?
4. What are the best strategies to find and engage adult providers?
Guidelines
1. Provide updates for adults and families regarding a probable trajectory for adult
function and expectation for optimal independence according to the individual's
abilities and chronic condition status.”-1116
2. Consider unique neuropsychological issues in transition and self-management.
(Neuropsychology Guidelines, Self-Management and Independence Guidelines)
3. Continue to assist with transition coordination as applicable including:51320-2528

a. Assistance in identifying adult providers who accept the patient’s insurance
and can assume his/her care.

b. Counselling regarding long-term financial, insurance, and supportive living
plans (housing, transportation, etc.) based on the individual’s current needs
and probable trajectory of adult function.

c. Information for education/employment transition support as applicable to the
individual’s need such as vocational rehabilitation services, school transition
planning, as part of the Individualized Educational Plan [INSERT LINK], and
adaptive vocational needs.

d. Decision-making supports and modalities that maximize the individual’s ability
to participate in decisions for themselves, such as a medical power of
attorney, supportive decision-making, or guardianship. Referral to medical
legal partnerships may be needed.

e. Adult disability determination information, if applicable.
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f. Creation of a medical summary including past medical and surgical history,
current care plans, medications, allergies, vaccines, and current providers.

g. Self-management support. (Self-Management and Independence Guidelines)
Consider using transition and self-management assessment tools to direct
goals and interventions.*®

Ensure that patient-centered and developmentally appropriate preventive and
chronic condition management services are provided throughout transition. Evaluate
management plans and assess for necessary adaptive equipment and supplies to
maximize independent function,822-23

Research Gaps

There is a need for studies that explore comprehensive care and best practices for
children with Spina Bifida ages 13+ that address demographic and functional
variables that influence transition, preventive care and condition management,
strategies to improve access to quality health care throughout transition, and
evaluation of effective self-management intervention programs.28-3t

Educational programs are needed to improve health care professionals’ awareness
and knowledge of the medical and social issues related to the transition from child to
adult life and health care for people living with Spina Bifida.

Studies are needed to identify the risks and facilitators of secondary education and
workforce and social participation for adults 18+ with Spina Bifida, in order to inform
transition counseling and intervention.?°31

Studies are needed to examine internet and technology applications for education
and transition should be further explored.3?

Studies are needed to determine what barriers/facilitators adult health care providers
experience in caring for adults with Spina Bifida, and how they can best support
health care services for adults with Spina Bifida.

Studies are needed to determine the best assessments to measure transition
readiness for adolescents with Spina Bifida.

There is a need to identify models of care for adults living with Spina Bifida that
consider the specific needs of the individual, such as proximity to appropriate
specialty and primary care services, transportation accessibility, and personal
preference about the service delivery desired.
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Family Functioning
Workgroup Members: Grayson Holmbeck, PhD (Chair); Arthur Robin, PhD

Introduction

The impact on the family of having a child with Spina Bifida varies considerably.12 Overall, there
are relatively low rates of family-level dysfunction (10-15%) and high levels of family resilience.
Families of children with Spina Bifida show few differences in marital function compared to
families of typically-developing children.*3 The quality of the marital relationship prior to the
birth of a child with Spina Bifida is an important predictor of parental adjustment. Findings
suggest both positive and negative effects of having a sibling with Spina Bifida.'* Positive family
attitudes toward Spina Bifida, overall family satisfaction, and the degree of sibling conflicts are
important predictors of sibling adjustment.*®>% Family cohesion appears to be somewhat lower in
families with children who have more significant cognitive impairment.3

Parental stress in families who are raising children with Spina Bifida is higher than in the general
population, particularly among mothers, single parents, older parents, and/or economically
disadvantaged and culturally-diverse parents. This is an example of cumulative risk, which is an
important construct relevant to both family functioning and Spina Bifida care.3* The complexity
of the child’s condition and parental personality traits (e.g., extraversion, agreeableness,
emotional stability) have also been found to be significant predictors of parental stress.®

It is common for parents of children with Spina Bifida to feel less satisfied and competent as
parents, to have a lower quality of life, to have smaller social networks, to be less optimistic
about the future, and to feel more isolated.5® Spina Bifida has a significant impact on parental
adjustment and outcomes such as sleep duration, especially for mothers.”® Parents may also
experience Post Traumatic Stress Disorder (PTSD) and depression.>”1° The alterations in
parent functioning that occur as a result of having a child with Spina Bifida impact the
psychosocial adjustment of children.°

Parents of youth with Spina Bifida exhibit higher levels of parental intrusiveness (i.e.,
overprotectiveness) and these behaviors are often linked with less functional child outcomes
(e.g., lower levels of independent decision-making). However, these effects are often modified
by the child’s cognitive level (e.g., children with lower IQs have parents who are more
controlling).!! Parents of children with Spina Bifida tend to be less responsive to pubertal
development than is the case in families of typically-developing children.!?

Adolescence is a challenging time as parents and teens negotiate the gradual transfer of
medical management from parent to child.* Family conflict is associated with diminished medical
adherence in this age group.!’ Few family intervention studies specific to Spina Bifida have been
conducted to better understand this important topic.'® (Self-Management and Independence
Guidelines, Transition Guidelines)
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Outcomes
Primary
1. Maximize family resilience and adaptation to multiple Spina Bifida-related and
normative stressors as appropriate for developmental level.
Secondary
1. Maximize parental adaptation, expectations, and responsiveness to the changing
developmental level of the child by identifying and reinforcing effective parenting
techniques.
2. Maximize independence of the child within the family context, given developmental
level and condition-related constraints.
Tertiary
1. Minimize parental and marital stress and maladaptation when raising a child with a
serious chronic health condition.
2. Maximize family engagement in social activities, including parental self-care
activities.
3. Maximize parental knowledge of Spina Bifida and advocacy.

0-11 months

Clinical Questions

1. What is the impact of having a child with Spina Bifida on family functioning (including
parental adjustment, marital functioning, effect on the siblings and extended family,
and familial participation in social activities) and how does this impact change as
children move through various stages of lifespan development?

2. What resilience and vulnerability factors are predictive of familial adaptation at each
level of child development?

3. What parenting behaviors facilitate adaptive child outcomes (including
independence-related outcomes such as self-management and the transfer of health
care responsibilities from parent to child) and how do these adaptive parenting
behaviors vary developmentally?

4. What interventions or approaches can promote family functioning?

Guidelines

1. Refer families who have received a prenatal diagnosis of Spina Bifida for prenatal
counseling and consultation with members of a Spina Bifida multidisciplinary clinical
team. Assess family dynamics and adjustment in response to diagnosis.*® (Prenatal
Counseling Guidelines)

2. Assess for postpartum depression. Provide information about Spina Bifida,
parenting, treatments, support groups, and the Spina Bifida Association. (clinical
consensus)

3. Coordinate services during the transition from the hospital stay to subsequent clinic
follow-up, stressing the need for ongoing multi-specialty care.®

4. Teach necessary home care procedures such as post- surgical care, skin care, and
clean intermittent catheterization, as needed.®

5. Assess family dynamics and adjustment (e.g., post-traumatic stress disorder in
parents) during infancy.>"1®

6. Refer the parents or caregivers to infant intervention and appropriate state programs
(e.g., Supplemental Security Income) and financial resources as needed. Provide
financial counseling if necessary. (clinical consensus)

7. Provide support and ongoing counseling as needed to parents, the child, and
siblings.¢°
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8. Provide anticipatory guidance for parents regarding strengths and possible cognitive
and behavioral challenges in children with Spina Bifida and their siblings.6-1°

9. Teach parents to advocate for themselves and their child when working with medical,
educational, and agency staff. (clinical consensus)

10. Be aware that although interventions should target all families, some families are
particularly at-risk for adjustment and adherence difficulties (e.g., those from lower
socioeconomic backgrounds and single-parent families).8

11. Assess the family’s ability to carry out medical regimens, and identify possible
barriers to adherence, such as need for caregiver support and parental beliefs
regarding alternative therapies.’

1-2 years 11 months
Clinical Questions

1. What is the impact of having a child with Spina Bifida on family functioning (including
parental adjustment, marital functioning, effect on the siblings and extended family,
and familial participation in social activities) and how does this impact change as
children move through various stages of lifespan development?

2. What resilience and vulnerability factors are predictive of familial adaptation at each
level of child development?

3. What parenting behaviors facilitate adaptive child outcomes (including
independence-related outcomes such as self-management and the transfer of health
care responsibilities from parent to child) and how do these adaptive parenting
behaviors vary developmentally?

4. What interventions or approaches can promote family functioning?

Guidelines

1. Provide support and ongoing counseling as needed to parents, the child, and
siblings.1®1° (Mental Health Guidelines)

2. Be aware that although interventions should target all families, some families are
particularly at-risk for adjustment and adherence difficulties (e.g., those from lower
socioeconomic backgrounds and single-parent families).*®

3. Promote effective parenting techniques or provide referral for such services.!

4. Provide anticipatory guidance for parents regarding possible behavioral challenges
and autonomy needs in children with Spina Bifida and their siblings.!5° (Mental
Health Guidelines, Neuropsychology Guidelines)

5. Assess family’s need for additional counseling, financial resources, or other support
services. (clinical consensus)

6. Inform families of advocacy resources and encourage them to contact the
appropriate governmental and non-governmental authorities to obtain additional
information, referrals, and support. (clinical consensus)

7. Encourage the parents or other primary caregivers to teach other family members or
close friends how to provide for the child’s specialized care needs and how to access
other needed services. Alternatively, families can arrange for child care by trained
professionals. (clinical consensus)

8. Educate parents about the importance of engaging in personal activities that promote
parental well-being.®

9. Refer the parents to early intervention services, if these are not already in place.
(clinical consensus)

10. Assess the family’s ability to carry out medical regimens, and identify possible
barriers to adherence, such as need for caregiver support and parental beliefs
regarding alternative therapies.’
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3-5years 11 months
Clinical Questions

1. What is the impact of having a child with Spina Bifida on family functioning (including
parental adjustment, marital functioning, effect on the siblings and extended family,
and familial participation in social activities) and how does this impact change as
children move through various stages of lifespan development?

2. What resilience and vulnerability factors are predictive of familial adaptation at each
level of child development?

3. What parenting behaviors facilitate adaptive child outcomes (including
independence-related outcomes such as self-management and the transfer of health
care responsibilities from parent to child) and how do these adaptive parenting
behaviors vary developmentally?

4. What interventions or approaches can promote family functioning?

Guidelines

1. Provide support and ongoing counseling as needed to parents, the child, and
siblings.%1°

2. Provide anticipatory guidance for parents regarding possible behavioral challenges
and autonomy needs in children with Spina Bifida and their siblings.° (Mental
Health Guidelines, Neuropsychology Guidelines)

3. Teach parents to advocate for themselves and their child when working with medical,
educational, and agency staff. (clinical consensus)

4. Be aware that although interventions should target all families, some families are
particularly at-risk for adjustment and adherence difficulties (e.g., those from lower
socioeconomic backgrounds and single-parent families).8

5. Re-assess parenting skills such as discipline, behavior management, and sibling
relationships.tt

6. Inthe context of family functioning, address self-care abilities and refer to therapies
(OT, PT). (clinical consensus)

7. Discuss issues that affect children with Spina Bifida when they transition to school.
(clinical consensus)

8. Advise parents of their child’s’ right to free and appropriate education in the least
restrictive environment through the public schools (i.e., explain services available
under the Individuals with Disabilities Education Act). (clinical consensus)

9. Assess the family context for helping the child to develop self-management skills and

to carry out medical regimens and identify possible barriers to adherence.” (Self-
Management and Independence Guidelines, Transition Guidelines)

6-12 years 11 months
Clinical Questions

1.

2.

3.

What is the impact of having a child with Spina Bifida on family functioning (including
parental adjustment, marital functioning, effect on the siblings and extended family,
and familial participation in social activities) and how does this impact change as
children move through various stages of lifespan development?

What resilience and vulnerability factors are predictive of familial adaptation at each
level of child development?

What parenting behaviors facilitate adaptive child outcomes (including
independence-related outcomes such as self-management and the transfer of health
care responsibilities from parent to child) and how do these adaptive parenting
behaviors vary developmentally?
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4. What interventions or approaches can promote family functioning?
Guidelines

1. Provide support and ongoing counseling for parents, the child, and siblings, as
needed.®1°

2. Provide anticipatory guidance for parents regarding possible behavioral challenges
and autonomy needs in children with Spina Bifida and their siblings.%° (Mental
Health Guidelines, Neuropsychology Guidelines)

3. Be aware that although interventions should target all families, some families are
particularly at-risk for adjustment and adherence difficulties (e.g., those from lower
socioeconomic backgrounds and single-parent families).8

4. Assess family dynamics and relationships with school staff. (clinical consensus)

5. Have detailed discussions about appropriate interventions to address academic and
social difficulties. Provide parents with current and accurate information about
various school settings. For each type of setting, identify potential gaps and
determine the impact that such a setting has on family members and the family
system. (clinical consensus)

6. Encourage advocacy activities and resources and motivate parents to advocate for
themselves and their children with medical, educational, and agency staff. (clinical
consensus)

7. Advise parents of their child’s’ right to free and appropriate education in the least
restrictive environment through the public schools (i.e., explain services available
under the Individuals with Disabilities Education Act and Section 504 of Vocational
Rehabilitation Act of 1973). (clinical consensus)

8. Serve as a resource to school systems regarding health issues, individualized
educational planning [INSERT LINK TO IEP/504], and socialization. (clinical
consensus)

9. Reinforce appropriate family leisure activities. (clinical consensus)

10. Reinforce effective parental discipline, behavioral management, and expectations.*!

11. Encourage the family to facilitate medical self-management in their children with
Spina Bifida, as developmentally appropriate.l”2%-2! (Self-Management and
Independence Guidelines)

12. Facilitate parents’ understanding of the importance of fostering their child’s
independence and participating in chores and other activities of daily living.° (Self-
Management and Independence Guidelines)

13. Encourage social activities such as sleepovers, camp overnights, dating, and social
and recreational activities outside the home. Encourage development and
maintenance of friendships.?

14. Emphasize positive attitudes, assertiveness, and self-empowerment of family
members. (clinical consensus)

15. Encourage the family to develop strategies that gradually empower their children
toward independence such as decision-making and problem-solving.112-21 (Self-
Management and Independence Guidelines)

16. Assess the family context for helping the child to develop self-management skills and
to carry out medical regimens and identify possible barriers to adherence.’ (Self-
Management and Independence Guidelines, Transition Guidelines)

13-17 years 11 months
Clinical Questions
1. What is the impact of having a child with Spina Bifida on family functioning (including
parental adjustment, marital functioning, effect on the siblings and extended family,
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and familial participation in social activities) and how does this impact change as
children move through various stages of lifespan development?

2. What resilience and vulnerability factors are predictive of familial adaptation at each
level of child development?

3. What parenting behaviors facilitate adaptive child outcomes (including
independence-related outcomes such as self-management and the transfer of health
care responsibilities from parent to child) and how do these adaptive parenting
behaviors vary developmentally?

4. What interventions or approaches can promote family functioning?

Guidelines

1. Provide support and ongoing counseling for parents, child, and siblings, as
needed.16:1°

2. Be aware that although interventions should target all families, some families are
particularly at-risk for adjustment and adherence difficulties (e.g., those from lower
socioeconomic backgrounds and single-parent families).*®

3. Assess parent-child communication and their relationship. Aid parents to encourage
the development of autonomy in their child with Spina Bifida.!! (Self-Management
and Independence Guidelines)

4. Encourage the family to begin planning for their child’s transition to adult health care.
(Transition Guidelines)

5. Begin discussions of other important developmental milestones, including
educational and vocational achievement, living independently, and community
participation. (Transition Guidelines)

6. Give advice to the child and family about the right to free and appropriate education
in the least restrictive environment through the public schools (i.e., explain services
available under the Individuals with Disabilities Education Act and Section 504 of
Vocational Rehabilitation Act of 1973). (clinical consensus)

7. Assist with normative sexual education, as well as specific issues relevant to the
teen’s condition. Work with the teen to navigate sexual expression in a safe and
mature fashion. (Sexual Health and Education Guidelines)

8. Continue to encourage the family to facilitate medical self-management in their child
with Spina Bifida.?*?! (Self-Management and Independence Guidelines)

9. Assess the family context for helping the child to develop self-management skills and
to carry out medical regimens and identify possible barriers to adherence.’ (Self-
Management and Independence Guidelines, Transition Guidelines)

18+ years
Clinical Questions

1. What is the impact of having a young adult with Spina Bifida on family functioning
(including parental adjustment, marital functioning, effect on the siblings and
extended family, and familial participation in social activities) and how does this
impact change as children move through various stages of lifespan development?

2. What resilience and vulnerability factors are predictive of familial adaptation at each
level of child development?

3. What parenting behaviors facilitate adaptive child and adult outcomes (including
independence-related outcomes such as self-management and the transfer of health
care responsibilities from parent to child) and how do these adaptive parenting
behaviors vary developmentally?

4. What interventions or approaches can promote family functioning?

Guidelines
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Provide support and ongoing counseling for parents, young adults, and siblings, as
well as older adults with Spina Bifida, as needed.®1°

Work with families to support the development of maximal vocational and social
independence.*®

Continue to work with the family to support medical self-management in their young
adult.?0-2

Continue working with the family to ensure a successful transition to adult health
care. (Transition Guidelines)

Work with the young and older adults to navigate sexual expression in a safe and
mature fashion. (Sexual Health and Education Guidelines)

Assess the family context for helping the young adult to develop self-management
skills and to carry out medical regimens and identify possible barriers to adherence.’
(Self-Management and Independence Guidelines, Transition Guidelines)

Research Gaps

What interventions are available to maximize familial resilience and adaptation at
each level of the child’s development?

What interventions are available to facilitate adaptive parenting behavior?

What interventions are available to enhance familial, marital, and parental
adjustment outcomes?

What interventions are available to support families as they transfer medical
management from parent to child, and the transition from pediatric to adult health
care?

How does the characteristic cognitive profile of children and young adults with Spina
Bifida complicate the unfolding of self-management within the family context?
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Mental Health

Workgroup Members: Grayson Holmbeck, PhD (Chair); Toyia Greene, MSW,; Kathryn
Smith, RN, MN, DrPH

Introduction

Multiple studies have shown that children with Spina Bifida have lower Health Related Quality of
Life (HRQOL) than both typically developing individuals without Spina Bifida and children with
other chronic health conditions.® Variables such as resilience (e.g., attitude towards Spina
Bifida, hope and future expectations, coping skills) have been strongly related to higher HRQOL
and quality of life (QOL). In contrast, depression, a lack of optimism and reduced executive
functioning are related to lower QOL/HRQOL.> The interplay between the neuropsychological
patterns of development in children, family functioning and quality of life is the context within
which the mental health of children with Spina Bifida is best understood.

Children with Spina Bifida tend to score below average on measures of neuropsychological
functioning that involve the construction or integration of information.®” The ability to shift
attention appropriately (sometimes referred to as executive functioning) is important to social
development. Impairments in this area are associated with subsequent internalizing of
symptoms (i.e., depressive and anxiety symptoms).8

Children with Spina Bifida also tend to have social difficulties, including social immaturity and
passivity, fewer friends, and fewer social contacts outside of school. They also have fewer
romantic relationships during adolescence.®*! These social difficulties appear to continue into
adulthood.®*? Youth with Spina Bifida may also exhibit lower levels of sexual maturation,
knowledge, and experience.*1°

Children with Spina Bifida are more dependent on their parents for guidance, show less intrinsic
motivation at school and exhibit less behavioral autonomy at home.®'217 Levels of decision-
making autonomy lag behind typically developing peers by about two years.'” Pain and
depressive symptoms interfere with social involvement.*®

Children with Spina Bifida exhibit lower levels of participation in physical activities and activities
of daily living.1®-2° Higher levels of physical activities are related to adaptive outcomes (i.e.,
participation and HRQOL). Some evidence exists that weight management interventions that
include physical activities are effective in this population.?!

The transition from pediatric to adult Spina Bifida health care poses significant challenges.?® For
instance, the reported quality of health tends to decline from adolescence to young adulthood,
presumably due to difficulties in navigating the transition to health care for adults with Spina
Bifida.?*%

Regarding psychosocial adjustment during emerging adulthood, young adults with Spina Bifida,
like their younger counterparts, are at-risk for depressive symptoms and anxiety?-24, but they
are less likely to engage in at-risk behaviors than their typically developing peers (e.g., using
alcohol and having multiple sexual partners).2> With respect to relationship quality,

43 to 77% live with their parents?®-?” but over half (52-68%) have had a romantic relationship,
although this latter rate is lower than in typically developing young adults.?” The lowest level of
life satisfaction is in the areas of romantic relationships, employment, and financial
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independence.?83!

Regarding educational and vocational outcomes, emerging adults with Spina Bifida are less
likely to go to college than typically developing youth.2?22425.2731 \Njth respect to employment,
recent studies report rates of full- or part-time employment ranging from 36-48%%3!, which are
significantly lower than those found in typically developing youth and in those with other chronic
conditions. With respect to community participation and social integration, participation in leisure
and recreational activities tends to be low, with over 50% participating in no activities.?® Studies
that examine the employment and community participation of middle-aged adults with Spina
Bifida document a decline in workforce participation over time, particularly among those with
high levels of motor impairment and lower educational levels.*2-** Bowel and bladder
incontinence is also associated with unemployment and social isolation among adults with
Spina Bifida.3*3®

Access to mental health services is a critical issue throughout the lifespan for children with
Spina Bifida and their parents and other family members. Such services could begin just after
birth for parents as they adjust to having a child with Spina Bifida. During the school years
counseling for learning and emotional issues can be accessed via the child’s IEP or 504 Plan.
Camp programs can also provide emotional support and a context where children and youth
can learn independence and self-management skills. Individual psychotherapy by skilled
pediatric psychologists and social workers may be needed during adolescence and adulthood
for emotional, educational, and vocational issues related to the transition to adulthood. Regional
Independent Living Centers can offer peer counseling and referral to mental health services for
adults with Spina Bifida.

Outcomes

Primary
1. Achieve optimal mental health throughout the lifespan as evidenced by adaptive
psychological, social, and participation outcomes.
Secondary
1. Maximize adaptation across all factors that are predictive of mental health outcomes
(including neuropsychological, family, peer, academic, biological, and condition-
related predictors). Access services and supports across appropriate domains to
optimize mental health throughout the lifespan.
Tertiary
1. Maximize self-management, independence, quality of life, and transition-to-adulthood
outcomes by addressing mental health challenges.

0-11 months

Clinical Questions
1. What parenting interventions can promote mental health for parents and children?
Guidelines
1. Assess family functioning, stressors and supports. Identify strengths and build on
resources and supports that encourage resilience.%24
2. Provide parents with detailed information about Spina Bifida.! (Prenatal Counseling
Guidelines)
3. Connect families with contact information of local Spina Bifida Association (SBA)
Chapters, community resources, and the SBA’s National Resource Center. (clinical
consensus) (http://spinabifidaassociation.org/chapters/)
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(http://spinabifidaassociation.org/national-resource-directory/)

Address developmental strengths and concerns through information and support.
(clinical consensus)

Refer to early intervention services [INSERT LINK TO EARLY INTERVENTION] and
the American Academy of Pediatrics. (clinical consensus) (INSERT LINK TO
https://www.aap.org/en-us/Pages/Default.aspx)

Assess quality of parent-child attachment.°

Promote effective parenting skills in stimulation, caregiving, and enjoyment of the
child to optimize typical child development.11° (Neuropsychology Guidelines)
Screen for post-partum depression and post-traumatic stress disorder. (Prenatal
Counseling Guidelines)

1-2 years 11 months
Clinical Questions

1. What is the psychosocial impact of having Spina Bifida on mental health and
adaptation across the lifespan?

2. Which domains of mental health are most adversely affected in individuals with
Spina Bifida and in what areas of mental health are individuals with Spina Bifida
most resilient?

3. What are some common maladaptive behaviors that can negatively impact persons
with Spina Bifida across the lifespan?

4. What resources or practices are most effective at mitigating mental health issues in
this population?

Guidelines

1. Address developmental concerns and optimize typical child development by building
on resilience, resources, and supports.! (Self-Management and Independence
Guidelines)

2. Encourage families to offer developmentally-appropriate choices in daily life
activities, including such things as picking up toys, cleaning up, and doing imitative
housework.®

3. Encourage developmentally-appropriate play and social opportunities. (clinical
consensus) (Family Functioning Guidelines, Physical Activity Guidelines)

4. Assess parenting skills and provide education on parenting strategies and behavior
management techniques as needed.°

5. Provide additional age-appropriate information about Spina Bifida as the child
grows.!

6. Continue participation in early intervention services, as appropriate. (clinical
consensus) (Appendix: Early Intervention Services, Individualized Educational Plans
(IEP) and 504 Plans)

7. Consider referrals for parent-to-parent support opportunities. (clinical consensus)

8. Encourage families to participate in SBA and SBA Chapter-related activities and

events (e.g., Spina Bifida Education Days, Walk-N-Roll for Spina Bifida, and other
activities organized by local Chapters). (clinical consensus)
(http://spinabifidaassociation.org/chapters/)

3-5 years 11 months
Clinical Questions

1.

2.

What is the psychosocial impact of having Spina Bifida on mental health and
adaptation across the lifespan?
Which domains of mental health are most adversely affected in individuals with
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Spina Bifida and in what areas of mental health are individuals with Spina Bifida
most resilient?

3. What are some common maladaptive behaviors that can negatively impact persons
with Spina Bifida across the lifespan?

4. What resources or practices are most effective at mitigating mental health issues in
this population?

Guidelines

1. Discuss with parents the importance of their child’s socialization and developing
friendships with their peers and taking advantage of opportunities for activities.

(36, 37) (Family Functioning Guidelines, Neuropsychology Guidelines)

Encourage participation in preschool educational programs. (clinical consensus)

Discuss the importance of making and keeping schedules/routines, doing chores,

modeling behaviors, and making age-appropriate choices and decisions. (clinical

consensus)

4. Assess social and psychological development and identify resources that build on
strengths and encourage resilience.®%

5. Refer for social skills training as indicated.3®

6. Include optimization of mental health when developing an Individualized Education
Program (IEP, IFSP or 504 Plan). (clinical consensus) (Appendix: Early Intervention
Services, Individualized Educational Plans (IEP) and 504 Plans)

7. Provide additional age-appropriate information about Spina Bifida as the child
grows.!

8. Refer parents to the local school district to begin the process of requesting special
education or classroom support (IEP, IFSP, or 504 Plan) needed to optimize their
child’s participation in school. (clinical consensus) ) (Appendix: Early Intervention
Services, Individualized Educational Plans (IEP) and 504 Plans)

wnN

6-12 years 1 month
Clinical Questions
1. What is the psychosocial impact of having Spina Bifida on mental health and
adaptation across the lifespan?
2. Which domains of mental health are most adversely affected in individuals with
Spina Bifida and in what areas of mental health are individuals with Spina Bifida
most resilient?
3. What are some common maladaptive behaviors that can negatively impact persons
with Spina Bifida across the lifespan?
4. What resources or practices are most effective at mitigating mental health issues in
this population?
Guidelines
1. Encourage participation in community activities for recreation.9-20.28:36.37.38 (Physical
Activity Guidelines)
2. Promote the development of friendships by helping families to identify social
opportunities (e.g., participation in camps, adaptive sports programs/events, Walk-N-
Roll for Spina Bifida, Boy and Girl Scouts, church youth groups, YMCA activities, and
SBA and SBA Chapter social even