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Foreword
The greatest burden of sickle cell disorder worldwide occurs in Nigeria due to our large population as
well as the inheritance of the most problematic type of the disorder. The sickle cell disorder is a lifelong
condition and there is yet no cure. The care of the affected cannot be overcome only by the medical
segment of society thus a multidisciplinary public health approach to care is essential.
These two Parent Handbooks on Sickle Cell Disease (SCD) on children age 0-6, and 6-18 years will save
thousands of children’s lives in Africa. During my childhood days, I have seen many children both within
and outside my locality that may have had SCD but I did not know the diagnosis then. They had all the
physical characteristics of SCD but we called them “ABIKU” literally translating to “BORN TO DIE”.
We held them with awe. They repeatedly fell ill, had bone pains, yellow eyes, swollen abdomen and had
stunted growth. Sadly, these manifestations and experiences often plunge parents into various degree of
emotional turmoil and sometimes, it could spark off a marital disharmony among parents. All
manifestations were then attributed to their association with their ‘spiritual world’.
Over the years in my medical career, I have seen so many children come into the hospital at death’s door
because their family did not know how to care for their child with Sickle Cell Disease. No more now!
Investments in educational materials by parents or guardians, along with improved medical care, can
amazingly reduce morbidity and mortality rates of these children.
This handbook is unique in a number of ways; first is its response to the clarion call by the community on
the University of Ibadan to provide a leadership role in the care of those affected by this disorder with its
enormous experience in tertiary education and research in Nigeria. There is also the need to fill the gap of
a platform for those affected who constantly yearn for excellent care. This handbook will also serve the
much needed multidisciplinary approach to the management of this disorder as parents will be much more
involved with the care of their affected wards.
I am very grateful to my colleagues at the University of Ibadan, Dr. Biobele Brown and Professor
Adeyinka Falusi, as well as Professor Paula Jaudes from the University of Chicago, who adapted the
American handbooks to suit our settings in Africa in general and Nigeria in particular. These handbooks
represent a giant step forward in providing education for millions of families and health care providers all
over Africa. The University of Ibadan proudly counts this achievement as the first university in the
continent to provide Parent Handbooks on Sickle Cell Disease on our website free for downloads or for
viewing online. This effort is one of the core dividends of a virile academia to her community. This is a
worthy contribution to global efforts and commitments to eradicating this needless suffering and death of
children with Sickle Cell Disease and the heartbreak of their families in our communities!
Home care by parents or caregivers plays a vital role in the well being of affected persons. By adapting
this handbook to meet the needs of Nigerians, the authors have filled a major gap in the care of children
and adults with sickle cell disorders in Nigeria and other tropical countries in the Sub-Saharan region of
Africa. In a unique fashion, the authors have focused on common problems in individuals with sickle cell
disease and appropriate steps to the taken by parents. In addition, questions frequently asked by the
public about sickle cell disease (SCD) are raised and appropriate answers provided. The simple language
in which this book is written makes it easily understandable by the lay public. In addition to being of
immense value to parents of children with sickle cell disorders, it will be of great value to the affected
children, their caregivers and the lay public. The guidelines for the management of SCD outlined in this
hand book will also be of tremendous value to medical students, doctors, nurses and other professionals
who have to care for those affected.
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The Parent Handbooks presented here, and also available in printed form, will serve to advance the
world’s largest and most important promise to our children as we aim to achieve the Millennium
Development Goals, specifically Goal 4, which is to reduce child mortality by two-thirds by 2015.
May these handbooks enlighten all who care for children with Sickle Cell Disease.
Professor Isaac F. Adewole, MB; BS, FMCOG, FWACS, HFESN, FAS
Vice-Chancellor
University of Ibadan
Ibadan, Nigeria
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Preface
Nigeria has the largest endemic population of adults and children with Sickle Cell Disease/Disorder
(SCD) in the world. A quarter of all Nigerians have the Sickle Cell trait and approximately 150,000
children are born each year with the disorder (World Health Organization, 2006). Sadly, over 100,000
children die each year from SCD. Eight percent of child mortality in Nigeria occurs because children
under 5 years old die from Sickle Cell Disorder. One of the reasons that these children succumb is the
lack of educational material for parents instructing them on how to manage their child’s Sickle Cell
Disease (Disorder). We believe this Parent Handbook, which we have adapted for Nigerian families, will
help children with Sickle Cell Disorders live healthy and productive lives.
If you have a child with sickle cell disease who is between 6 and 18 years of age, this handbook is for
you! This handbook is the second part of a series for parents of children with sickle cell disease. Part I
was written for parents of children from birth to 6 years of age. This book, Part II, focuses on older
children and teens.
By using this handbook and working together with your child’s health care provider, you can make sure
that your child gets the best care. If you have a special concern, use the Table of Contents to find the
chapter that covers this concern. For example, if your 8 year-old child is having a problem with
gallstones, you will find that Chapter 4 covers health concerns for school-aged children. Or, if you want
to know more about school success for your teen, you will find it covered in Chapter 7. Once you find the
right chapter, go through the pages until you find your concern.
We hope that you will share this textbook with others who are close to you. This can help them learn
more about sickle cell disease. Relatives, friends, teachers and your family doctor may have questions that
this handbook can answer. The more they know, the more they can help you and your child. You don’t
have to manage all by yourself.
Note: In some of the chapters in this book, your child will be referred to as male. In others, your child
will be referred to as female. ALL of the information applies to both girls and boys unless it is clearly
stated.
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Note to Health Care Providers
This handbook is the second part of a two-part series to assist parents of children with sickle cell disease.
It was developed in response to requests from parents for more information about the care of their
children.
“A Parents’ Handbook for Sickle Cell Disease, Part II” covers the developmental years from school-age
through adolescence. In addition to ongoing medical needs, the handbook addresses other areas at home,
school and in the larger community that have been voiced as concerns by parents.
The goal of this second volume is twofold: first, to continue to support parents as partners in the care and
the development of their children; and second, to help parents of adolescents to begin to shift some of the
responsibility of care to their teens.
The role that parents play in the care of their school-age and adolescent children with sickle cell disease is
very important. The intent of the authors is that this handbook will be used by parents as a resource guide
in conjunction with the care provided by a sickle cell centre or a primary care physician treating a child
with sickle cell disease.
Parents of children with sickle cell disease were involved in the development of this handbook. The
formal field test with parents resulted in many comments and suggestions that were incorporated into the
final version.
Shellye Lessing, MS and Elliot Vichinsky, MD
Editors
Children’s Hospital - Oakland Sickle Cell Center
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Chapter 1

Key Guidelines for Parents
Most children with sickle cell disease can look forward to a full life. It is important that they be prepared
for adulthood and living on their own. School, friends, hobbies, and work are all part of helping them
grow up.
The outlook for people with sickle cell disease gets better every year. Research on how to treat and cure
sickle cell disease is being done. We hope that we will make even more progress during the coming
years. With parents, health care providers and researchers working together, children with this disease
will be better able to enjoy a full life.
There are a few key guidelines that are important for all parents of children with sickle cell disease.
These guidelines are briefly discussed in this section. They also appear in each of the chapters in this
book. We hope that you will use these guidelines to help you be the best possible parent for your child.

Guidelines for Parents:
Prevent Problems
Get Problems Treated Early
Help Your Child Take Care of
Himself
Build Self-Esteem
Take Care of Yourself and Your
Family
Get Expert Help When Needed
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Key Guidelines for Parents
Prevent Problems
The best way to help keep your child healthy is to prevent problems from getting started. There are many
different ways to prevent problems. Here are some of the most important ways described in this
handbook:
 Keep giving your child penicillin until your doctor says to stop.
 Keep giving your child anti-malarial medication.
 Take your child for routine check-ups even when he is healthy.
 Make sure your child gets all the shots (immunizations) he needs.
 If your child has sickle cell pain, help your child manage it at home.
 Follow your doctor’s advice for care at home.

Get Problems Treated Early
Not all problems can be prevented. But most problems can be handled if they are found and treated early.
Watch your child for danger signs and call or take your child to see the doctor when needed. Also, take
your child to the doctor for routine check-ups.

Help Your Child Take Care of Himself
Children with sickle cell disease need to learn to do things for themselves. Sometimes, it is hard for
parents of a child with a chronic illness to allow their child to grow up. They may feel like they need to
protect their child all the time.
Start young. Help your child do things himself. As he gets older, allow him to do more things for
himself. By the time he reaches the teen years, he will be able to handle most of his own care. Then,
when he is an adult, he should be ready to live on his own.

Build Self-Esteem
There are many ways that you can help your child learn to feel good about himself. These ideas will be
covered in more detail in this book:
 Listen to your child. Let him know that you value what he says and does.
 Praise him when he does something well.
 Spend time with him.
 Help him learn to do things that he can do well and enjoy.
 Expect success.
Children who have a chronic illness like sickle cell disease sometimes have poor self-esteem. Help your
child see himself as a person, not just a disease. Make sure that you and others treat him as a whole
person. Expect him to succeed. Help him overcome any problems that get in the way.
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Take Care of Yourself and Your Family
You need to help your child with sickle cell disease stay strong and healthy. Your other family members
also need you to make sure their needs are met. And you need to have a good life, too.
It is often hard to balance each person’s needs. It is even harder when your child with sickle cell disease
is having problems. Still, this is all part of your challenge. You may need to ask relatives or friends to
help out with your family or give you a break.

Get Expert Help When Needed
It is a sign of strength to reach out for help. If you, your child or other family members are having
problems, get outside help. There are many sources of help. You can go to relatives, friends or a parent
support group. You can also see a social worker or counselor who knows a lot about sickle cell disease.

Find a counselor who knows about sickle cell disease.
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Chapter 2

Routine Health Care and Home Care
Children with sickle cell disease need to take care of their bodies. With special care, many problems can
be prevented. You can help your young child do what is needed to take care of himself.
You can take him for well child exams and make sure he gets all the shots (immunizations) he needs.
You can work with his doctor to make sure that he gets helpful referrals and tests. You can also make
sure that he takes any medicine that he needs.
It is best to help your child do more now so that he will be able to take care of himself when he gets older.
When your child is young, you will need to help him do many things. As he gets older, he will be able to
do more and more things on his own. The transition to adulthood is difficult for all adolescents with
sickle cell disease. Your child should become familiar with the adult programme or adult doctor before
he actually has to make his first appointment. By the time he is an adult, he should be able to take care of
all of his health and home care needs.

This chapter covers these
health and home care topics:

Well Child Exams
Shots
Common Medical Tests
Using Other Doctors (Specialists)
Taking Medicine at Home
Taking Care of Their Own Health
Needs

When to Call the Doctor or Nurse
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Well Child Exams
How Often Your Child Should See a Doctor
When your child is 6-8 years old:
Every 3-4 months
When your child is 9-18 years old:
Every 4-6 months
When your child is over 18:
Every 6-12 months
Well child exams are essential for your child’s health. At these visits, the health care staff checks your
child’s whole body. They also do hearing and vision exams once a year.
Older children and adults don’t need to see the doctor as often as younger children, unless they are sick or
having problems. If your child goes to both a Family physician /Paediatrician and a sickle cell centre, the
family physician will do most of his routine check-ups. Your child should go to the sickle cell centre two
or three times a year for special check-ups, or more often if she has special problems related to sickle cell
disease.

Well Child Exam Checklist
At well child exams, the medical staff will check the following:
Temperature and blood pressure
Heart rate and breathing rate
Height and weight
Eyes, ears, mouth and throat
Head and neck
Heart and lungs
Abdomen and spleen
Skin
Penis and scrotum or vaginal area
Joints and back
When girls reach puberty, they are also given pelvic and breast exams. When girls become sexually
active, they should have a Pap smear once a year.
See Appendix C for a Comprehensive Sickle Cell Disease Care Plan. It describes what should be checked
at different ages.
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Shots (Immunizations)
Timely shots (immunizations) will help keep your child well and prevent diseases. Check with your
child’s doctor to make sure that he is up-to-date on all his shots.
Hepatitis B Vaccine

Your child should have received a series of 3 vaccines before the age of 18 months. If you’re not sure
this has been done, talk to your doctor.
Diphtheria and Tetanus Booster

When your child needs these boosters depends on when he had his last shots.
Pneumococcal Vaccine Booster
Whether your child needs this booster depends on when he had his shots and your doctor’s advice.
Measles
If your child has not had this shot, he needs to get it.

Keep a careful record of the shots your child is given. Bring this record with you whenever you take
your child in for health care.
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Common Medical Tests
Many of the common medical tests ordered on babies and young children with sickle cell disease are also
ordered on older children. Most children will have had these tests by the time they are 6 years old:
 Haemoglobin electrophoresis
 Full blood count (FBC)
 Reticulocyte (Retic) count
 Kidney and liver function tests
 Urine test
 Blood chemistry tests
 X-Rays

There are a few tests that may be new to older children. These are explained here.
Pulmonary Function Tests (PFT)
These tests check how well your child’s lungs are working. Your child blows into a machine that
measures how the lungs are doing. Starting at 6 years of age, these tests should be done regularly or
when your child has pneumonia or other lung problems.
Pulse Oximetry
This test is done to find out how much oxygen is getting from the lungs to the blood. A plastic band is
put on the index finger. A machine then measures how much oxygen is going through the blood. If your
child is in the hospital with pneumonia or other lung problems, he will be attached to this machine so the
test can be done all the time.
MRI (Magnetic Resonance Imaging)
This may be done to look at the bones of the hips or to look at the brain. It takes pictures with a
computer. No X-rays are involved.
Cardiac echocardiography (Cardiac ECHO)
This is a test to determine heart function. It is used to determine whether the heart is working too hard to
pump blood through the lungs due to lung damage.
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Using Other Doctors (Specialists)
Your child will also be sent to other doctors for special exams. These doctors check your child’s eyes and
heart.
Ophthalmologist (Eye Doctor)
Starting at age 6, once a year your child should see an ophthalmologist who knows about sickle cell
disease. An exam should be done by an eye expert who is also a medical doctor, not an optometrist. The
eye doctor dilates the pupil to check for damage from sickle cell disease in the back of the eye. This is
not a vision screening.
Cardiologist (Heart Doctor)
If your doctor is concerned about heart problems the heart doctor checks to make sure your child’s heart
is healthy. Sickle cell disease may cause one side of the heart to become enlarged. The heart may need to
work harder than normal and needs to be checked.

The eye doctor checks the eye for damage from sickle cell disease.
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Taking Medicine at Home
Penicillin
Make sure that your child keeps taking penicillin until your doctor says to stop. Whether your child
will take penicillin after age 5 depends on your doctor’s evaluation. If your child has had a lot of
infections or had his spleen taken out, he will most likely need it. Many doctors believe that all children
should keep taking it. Research is being done now to find out how long penicillin is helpful.
If your child is on penicillin, he will take 250 mg. twice a day, morning and night. By age 6, most
children should be able to take it in pill form.
As children get older, it is harder to make them take something they don’t want to take. If this is a
problem with your child, explain why this medicine is so important. If your child still won’t take it, tell
your doctor. As a last resort, shots can be given.
Anti-malarial Medications
Malaria can be prevented by giving anti-malarial medications daily and keeping the mosquitos from
biting your child in the first place.
1. Give your child anti-malarial mediation (Proguanil) daily from 6 months of age for as long as he
lives in a malaria endemic environment. Recommended dosage:
Age

Proguanil Tablets

5 - 8 years
≥ 9 years

75 mg (¾ of 100 mg tablet) daily
100 mg daily

Other Common Medicines
There are a few medicines that children with sickle cell disease often take at home:

 Acetaminophen (Paracetamol, Tylenol) for fever and/or mild pain
 Ibuprofen (Ibupain, Brufen, or Advil) for mild pain
 Dihydrocodeine (DF118) for moderate or severe pain (by prescription only)
 Folic Acid (a vitamin pill taken once a day)

17

Chapter 2: Routine Health Care and Home Care
Antibiotics
If your child has an infection, he will probably be given antibiotics. These must be taken until they are
finished and there is no medicine left. Even if he feels fine, he needs to take the medicine until it is gone.
Most of the time, antibiotics are taken in pill form. If it is in liquid form, check the bottle to see if it needs
to be kept cold.
Antibiotics, Anti-malaria and Pain Pills Are Not the Same
Antibiotics must be taken for as long as they are prescribed. Even if your child feels better, he should
keep taking the pills until all of them are gone.
Pain medicine should only be taken as long as it is needed to relieve pain. As soon as the pain is gone,
your child should stop taking it.
If your child has Malaria, he will be given anti-malarial medication.
NOTE: Don’t forget to call your doctor if your child has a fever!
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Taking Care of Their Own Health Needs
Children must play an active role in meeting their health care needs. As they get older, they should
depend on you less. Your doctor should ask your child some questions. If not, you should direct the
doctor’s questions to your child. By the time they are teens, they should be taking care of most of their
own health care needs.
Primary School-Aged Children Can Do These Things:







Learn the danger signs and tell you when they have one.
Take their medicine (you still need to track how much they take).
Speak up at doctor visits by asking questions and giving answers about themselves.
Drink fluids when they are thirsty and at other times when they need more fluids.
Take breaks and rest when they feel tired.
Learn to manage mild pain by taking Paracetamol, drinking extra fluids, using “home remedies,”
staying busy or relaxing.

Teens Can Do These Things:











All of the things that younger children can do.
Call the doctor if they have a danger sign and tell you about their concerns.
Take their own medicine and tell you how much they are taking.
Take their own temperature.
See the doctor while you wait in the waiting room.
Go to doctor visits without you.
Manage mild pain by themselves.
Go to a teen support group.
Talk to a genetic counselor.
Keep you informed about what they are doing and how they are feeling.

Learning about the Disease
Talk to younger children about sickle cell disease so that they can tell others about it. Older children can
write a report for school, read books and ask their health care providers for more information.
Taking Medicine
Younger children should know what medicine they take and be able to remind someone when they need
it. Teens are able to take most medicine on their own. At any age, you need to keep track of the medicine
your child takes.
Nutrition
Your child needs to make sure that he eats a well-balanced diet. Children with sickle cell disease need to
eat good foods full of protein, vitamins and minerals every day. These foods will help them build new
red blood cells. They also need to keep taking 1 mg. folic acid every day.
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Your teen can talk to a clinic staff.

Drinking Fluids and Taking Breaks
Children with sickle cell disease need more fluids, bathroom breaks and rest than other children. When
your child is away from home, it may be hard for him to take care of these needs. You or your child
should tell teachers and other adults about his special needs so it will be easier for him.
Allow your child to take care of these needs himself as he gets older. Check to see how he is doing, but
don’t follow him around. Help him think of ways to make sure he rests when he is tired. Help him to
understand that if he doesn’t take care of himself, he may have more problems.
Taking Trips
Travel is fine for children with sickle cell disease. There are just a few rules for your child to follow
which will help him stay healthy:
 Drink plenty of fluids while traveling.
 Fly only in pressurized planes.
 At elevations over 1,500 meters, drink extra fluids and rest often.
 Carry a “Travel Letter” from the doctor.
Watching For Danger Signs
The sooner you find out about health problems, the better. Sometimes, early treatment can save your
child’s life. Other times, it keeps a problem from causing damage. The longer your child waits to be
treated, the worse a problem can get.
Both you and your child can watch for early signs of problems. These danger signs are listed on the next
page. Go over them with your child so he will also know what signs are important to share.
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Extra Fluids Are Needed:
With a fever
With pain
When it is hot outside
With a high level of activity
When traveling
When your child needs extra fluids, the amount needed every 24 hours is based on your child’s weight.
At 20 kg: Drink 7 cups
At 25 kg: Drink 8 cups
At 30 kg: Drink 9 cups
Over 30 kg: Drink 10 or more cups
A cup is 8 ounces of fluid (250 ml.). The fluids should be clear fluids, like water, bouillon, or fruit juices.

Your child needs to drink plenty of fluids.
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When to Call the Doctor or Nurse
Call to Have your Child Seen Right Away
If Your Child Has One of These Danger Signs:
Fever:
Head/Neck:
Chest:
Stomach:
Color:
Penis:
Behavior:

38.3o C or higher
Severe headache or dizziness
Stiff neck
Pain or trouble breathing
Severe pain or swelling
Loss of normal skin color, very pale or gray
Painful erection
Seizures
Weakness or paralysis (can’t move arm or leg)
Can’t wake up

If you can’t reach the doctor, take your child to the Emergency Room.

Call for Advice
If Your Child Has One of These Problems:
Stomach:
Fever:
Color:
Arms, legs, and back:
Chest:
Nose:
Behavior:

Vomits more than once
Has diarrhea more than once
37.5o C which lasts more than 24 hours
Jaundiced (eyes or skin look yellow)
Pain, with no other symptoms
Coughs, without fever or chest pain
Runny or stuffed nose
Acts strangely
Refuses to take medicine
Refuses to eat or drink
Less active than usual

See Appendix G for a copy of this list to post in your home.
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How to Deal with Pain
Pain is common in children and adults with sickle cell disease. Most pain can be handled at home. But if
the pain doesn’t go away or gets too strong, your child may need to go the clinic or hospital. You should
o
o
take your child’s temperature immediately. If above 37.5 C, call your doctor. If 38.3 C or above,

take him to the hospital after given the pain medication.
As soon as the pain starts, your child should drink lots of fluids and take Acetaminophen (Paracetamol,
Tylenol) or Ibuprofen (Advil, Ibupain, or Brufen). She can also try other home remedies for pain.
If the pain gets worse or doesn’t get better, call your doctor. Your doctor may ask you to find out if
your child has a fever. The doctor may also tell you to give your child more to drink, to try heat packs or
to use other medicines.
If the pain is too severe, your child may need to go to the Clinic or the Emergency Room.

This chapter will cover:
 Easing Pain at Home
 Hospital Care for Pain
 Narcotics
 Teaching Your Child to Relax
 Describing the Pain
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Easing Pain at Home
Home Remedies
There are many things your child can do at home to ease sickle cell pain. She can try any of these:
 Drink lots of fluids.
 Rest or play quietly.
 Take a warm bath.
 Put a heating pad or warm, moist towel on sore places.
 Massage the place that hurts.
 Take Acetaminophen (Paracetamol, Tylenol) or Ibuprofen (Ibupain, Brufen, or Advil).
Keep Your Child Busy
Keeping your child busy is an important way to deal with pain. She can talk to people, watch TV, play
games or listen to music. Let her pick what she wants to do to keep her mind off the pain.
Try not to leave your child alone when she is hurting. Make sure that someone is with her to help keep
her involved in other things.
Help Your Child Learn To Relax
Your child may hurt less if she is able to relax. You can help your child learn to relax when she is in pain.
With practice, she may be able to stay calm and relaxed.

Encourage your teen to drink fluids and rest as needed.
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Clinic & Hospital Care for Pain
At the clinic or hospital, your child may get fluids through an IV (in a vein). She may also get stronger
pain medicine through an IV or a shot. This helps most children feel better quickly so they can go home.
At home, the pain may last a few more days, but it should keep getting better. Again, use fluids,
Acetaminophen (Paracetamol, Tylenol) or Ibuprofen (Advil, Ibupain, or Brufen), relaxation and other
home remedies to help ease the pain.
If the pain does not get better, your child may need to be hospitalized. She will be given more fluids by
IV and more pain medicine. Physiotherapy may also be used to help with pain. This can include
whirlpools, massage, exercise and heat packs. After 3 to 5 days in the hospital, your child should feel
well enough to go home.
PCA (Patient Controlled Analgesia)
At many hospitals, your child will get a PCA pump so that she can control her own pain medicine. With
a PCA pump, your child can decide when she needs more medicine. She presses a button to pump the
medicine into her veins. The pump is set up so that she gets the right amount but not too much medicine.
This gives her better control of the pain in a safe way.

Your child can control her own pain medicine with a PCA pump.
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Pain Medications
If your child goes into the clinic, day hospital or emergency room for the treatment of severe pain, she
will most likely get strong pain medication. The most common ones are morphine, dihydrocodeine
(DF118) and Pentazocine. Pethidine is no longer recommended to treat sickle cell pain.
If your child needs oral pain medication, you will get a prescription from the doctor for a small amount.
These drugs should not be stockpiled at home. Also, these drugs (like all medicines) should not be shared
with other family members.
Getting the Right Dose
The right dose of pain medication can be very helpful with severe pain. If your child’s pain is not better,
she may not be getting enough. On the other hand, too large of a dose can cause problems, like sleepiness
or pneumonia. If you are concerned about how much pain medicine your child is getting, talk to the
doctor.
Side Effects
Pain medications can have some side effects. Often, they cause constipation. If this happens, give your
child something to help soften her stools, such as fruit juice. Feed her a diet high in fibre, with lots of
fruit, vegetables, whole grains and beans and give her a lot of fluids. If the constipation goes on, call your
doctor for advice. Other side effects include itching and mood changes. Pain medication can cause
serious problems, but these are rare.
Pain Medication Use Does Not Cause Addiction
Pain medication for short-term sickle cell pain is not addicting. Many parents worry about whether
their children will get addicted. Short-term use of these drugs to relieve pain will not lead to addiction.
Addiction Stems from Other Problems
Children with sickle cell disease are not more likely to abuse drugs than other children.
In most cases of addiction, other problems besides sickle cell pain are involved. Pain medication may be
abused by a teen or adult who is having problems with home, school or friends. When this happens, it is
likely that other drugs would be used if the pain medication wasn’t around.
Prevention Begins at Home
Speak to your doctor, social worker or nurse if you are concerned about drug abuse. Take action early if
you think your child is having problems at home or in school.
Chronic Pain Syndrome
Pain medications are only for acute pain. They are not meant to be used for chronic, long-term pain.
People with chronic pain need to learn other ways to control their pain besides taking pills. Some special
pain problems require different medications that your doctor will talk with you about.
Fewer than 1 in 20 people with sickle cell disease have chronic pain that may result in the frequent use of
narcotics. If your child is one of these, she should see a team of pain experts for help. This team may
include a psychologist, social worker, physiotherapist, neurologist and pain medicine expert. The team
will draw up a treatment plan for home and the hospital. It is important to follow all parts of the plan.
.
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Teaching Your Child to Relax
Relaxation is a skill that can be learned. Like any other skill, it takes practice to learn to relax. Pick times
that are quiet and free of distractions to help your child practice. Bedtime is often a good, quiet time. It is
also a time when you may have a few extra minutes to help lead your child through these exercises.
Deep Breathing
Deep breathing is one of the simplest and best ways to relax. Try to find fun ways to help your child to
breathe deeply and evenly. Have your child take a few deep breaths and let them out to the slow count of
1…2…3… Or have your child pretend to be a bicycle tire that the air is going out of slowly.
Try one of these ways to keep the deep breathing going for a while. Tell her to pretend that she can
breathe under water if she breathes in this special way. Or she can pretend to be an astronaut in a space
suit who has to breathe deeply and evenly.
Exercises for Younger Children
Exercise #1: The Rag Doll
“Pretend that you are a robot (or wooden doll), all stiff and straight. Your arms and legs don’t bend at all.
They just stay straight.”
“Now you are a rag doll, all floppy, with no bones.” (Lift your child’s arm up, shake it a little to make
sure it’s really loose.) “All loose and floppy.”…“When you need to relax, pretend to be the wooden doll,
then the rag doll.”
Exercise #2: Spaghetti
“Pretend that you are spaghetti in a package that has not yet been opened. You are all stiff and straight.”
(Have your child hold this for a few moments.)…“Now you’re cooked spaghetti, all over the plate. Are
you covered with sauce or vegetables?”…“When you need to relax, pretend to be spaghetti in the
package, then the cooked spaghetti.”
Exercise #3: My Special Place
Begin with deep breathing practice. “Each time you breathe out, you get more and more comfortable.
Now you’re loose and comfortable. No tightness anywhere, breathing deeply and evenly. All your
muscles are smooth and warm. Just an easy feeling. As I slowly count backwards, you are going to feel
even more relaxed: 5…4…3…2…1…”
“Now imagine that you’re in your favorite place (maybe floating underwater or in a made-up land),
feeling free and easy. What do you see? Hear? Taste? Feel? Smell?” (It’s best if her eyes are closed, but
they don’t have to be.)

You can help lead your child through relaxation exercises.
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Exercises for Older Children
Begin with deep breathing practice. “Start at the top of your head. As you breathe out, your scalp feels
loose and comfortable. Now go down through your face and feel all the little muscles smooth out. Now
feel any tightness flow out of your shoulders, down through your arms and hands, out of your body.”
“Now feel any tightness flow out of your chest as you breathe out. Your stomach muscles feel loose. You
feel any tightness, any tension, flowing out from your hips down through your legs, out the bottoms of
your feet. You feel loose and comfortable, more and more relaxed each time you breathe out.”
“Now I’m going to count backwards from 5 to 1, and you will feel even more relaxed. 5…breathing
deeply and evenly 4...more and more relaxed 3...further and further 2...loose and comfortable 1.” (If your
child wants, she can imagine her favorite place at the end of the count of 1.)
Teaching Tips
• Keep your voice low and soothing.
Speak slowly, but not in a monotone.
• Keep it natural.
These are just outlines of what to say. Say what feels good to you. Soon, you will find your own
words for the same things.
• Work with a psychologist.
It can be helpful to learn these exercises from a psychologist. He or she will pick the ones that will
work best for your child and teach them to both of you.
• Make tapes of the exercises.
A psychologist can also make a tape of these exercises for your child to use as a guide. She can listen
to it when she is in pain and can’t relax on her own. You or your child can also make your own tape.
Add music or a story if it helps.
• Keep it positive.
Your child does not have to try to relax all of the time. Make it enjoyable so that she’ll be willing to
try.
Self-Hypnosis
A psychologist can teach your child self-hypnosis. This is a more detailed relaxation technique that your
child can use on her own.
What to Expect
It is important for your child to practice these techniques
when she doesn’t have pain. This practice will help give her
the best results.
Relaxation techniques can help your child manage pain. If
she feels pain coming on, she should drink extra fluids, take
Tylenol and relax in whatever way works best for her.
Relaxation exercises and other home remedies alone will
often take care of the pain. Other times, medicine may also
need to be used.

Your child can listen to music.
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Describing the Pain
You and your child must know how to describe her pain so she can get the right treatment. There are
many ways to describe pain. Stick to the one that works best for your child. Make sure her doctor uses
the same one too.
• How severe is the pain?
First, she needs to be able to say how severe it feels. She can give the pain a number from 1 to 10, with
1 as the mildest pain and 10 as the worst pain. She can also pick a face, from a big smile for no pain to a
big frown for the worst pain. The pain rating scale below shows these different ways to rate pain.
• Where is the pain?
Her doctor will also want to know where she feels the pain. Sometimes it is easiest to describe where it
is. Other times, it is helpful to mark the places on an outline of the body.
• How does the pain feel?
Pain may feel sharp or dull, hot or throbbing. If your child can’t tell you how it feels, sometimes she can
show you with color. Ask her to color how the pain feels and you can show it to her doctor.

Please circle the face that best describes the way you feel right now.

Figure 2. Pain Scale
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Living with Pain
Pain Itself is not a Cause for Panic
While sickle cell pain hurts, it rarely causes serious problems. Most of the time, it can be managed at
home. This pain is usually not a sign of something worse. It is part of the disease and needs treatment.
You and your child need to know when you should call your doctor with pain. Call your doctor if your
child has any of these:
• Chest pain
• Severe headaches
• Severe pain in the belly
• No relief after trying “home remedies”
Not all pain may be caused by sickle cell disease.
If you have questions about the cause of your
child’s pain, ask your doctor.
Get Help with Pain Problems
If your child has many problems with pain,
counseling may be helpful. Counseling can help
your child learn to manage the pain. A counselor
can also help other family members cope. One
person in pain can put a strain on the whole
family.
Don’t let pain take over your child’s life. Help
your child find ways to ease her pain and to live
with it. She will learn more about when she
needs to manage her pain and when she can
ignore it. Also, ask your doctor about Hydroxyurea.

The more your child is in school, the better off he’ll be.
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Primary School Years
In this chapter, we will describe these problems and how they affect primary school-aged children.
Different centres and doctors may use other approaches to treat these problems. Follow the doctor’s
advice. If you are concerned about what you are told, get a second opinion from another doctor.

Children between the ages of 6
and 12 can have most of the
problems that affect younger
children. The most common
problems are:
Infections
Malaria
Acute Chest Syndrome
Anaemia (Low Blood)
Gallstones
Spleen Problems
Priapism
Delayed Growth
Problems With Kidneys and Urine
Strokes and Other Brain Problems
Meningitis
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Infections
As your child gets older, his body will get stronger. He will be able to fight infections better. He won’t
need to go to the hospital for infections as often. He can be treated at home and get well.
Still, some infections can cause problems. You still need to watch out for fevers. If your child has a
fever of 37.50 C or more, call your clinic.
Meningitis
This is a severe infection of the membrane that surrounds the brain and spinal cord. It can be caused by a
bacteria or virus.
These are the most common signs to watch for in older children:
• Fever
• Severe headache
• Throwing up
• Stiff neck (not able to touch chin to chest)
If the doctor thinks that your child might have meningitis, a spinal tap will be done to test the spinal fluid.
If there is an infection, he will be put in the hospital right away and given antibiotics by IV.
Sometimes, after children get over this infection, they may have some hearing problems. Hearing tests
should be done to check for these problems.

If your child has a fever of 37.50 C or more, call your doctor’s office.
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Malaria
Malaria is an infection caused by a parasite that is carried by mosquitos. Children with sickle cell disease
are vulnerable to malarial infections. The infections can cause painful crisis and severe anaemia. It is
important to prevent malaria in children with sickle cell disease.
1. Give your child anti-malarial mediation (Proguanil) daily from 6 months of age for as long as he
lives in a malaria endemic environment. The recommended dosage is 75 mg (¾ of 100 mg tablet)
daily for children ages 5 to 8 years old, and for youths ages 9 and up is 100 mg daily.
2. Use of insecticide treated mosquito nets over the bed when sleeping.

3. Use mosquito repellent on her skin if she goes outside at dawn or dusk.
Symptoms of Malaria
Early signs or symptoms of Malaria are:
1.
2.
3.
4.
5.
6.
7.
8.
9.
10.
11.
12.

Fever greater than 37.50 C
Poor appetite
Trouble sleeping
Pain
Chills
Fast breathing
Bad temper, cranky
Drowsy
Sweating after fever
Headache
Enlarged spleen
Seizures

If she has a fever greater than 37.50 C and has other symptoms described above, take her to the clinic or
the Emergency Room immediately. The doctor will take blood to see if she has malaria. She will likely be
given new medications and may have to stay in the hospital.

33

Chapter 4: Primary School Years

Acute Chest Syndrome
Acute Chest Syndrome is the term used to describe pneumonia in sickle cell disease patients. It can have
many causes including infection or sickle cells lodged in the lungs. It frequently develops during a pain
episode and can be accompanied by low oxygen in the blood.
Early treatment will keep it from getting worse. Watch for these warning signs:
• Fever
• Coughing
• Rapid breathing

• Shortness of breath
• Difficulty breathing or “grunting”
• Severe chest pain

If you see any of these signs, take your child to the doctor right away. Call first and describe the signs
your child is showing.
Treatment for acute chest syndrome is given in the hospital. Your child will be given antibiotics and may
need oxygen. A blood transfusion may also be required. Most of the time, this treatment makes people
feel better.
The doctor may order a chest X-ray every day in the hospital as well as within a few weeks after
discharge. The doctor may also repeat lung tests and an echocardiogram in a month or two to see how
well the lungs have healed.
Acute Chest Syndrome can be brought on when a child does not take deep enough breaths. This can
happen when too much narcotic medication is given for pain or surgery.

Gallstones
About a third of children with sickle cell disease have gallstones by the age of seven. Many others
develop them later.
Gallstones in sickle cell disease are formed from the products of broken-down red blood cells. This
collects in the gall bladder and forms thick sludge or stones. Gallstones can become stuck in the bile duct
where they can cause serious problems by stopping the flow of bile. This requires emergency procedure
to remove the stones. After recovering from this procedure, the gall bladder is usually removed.
Signs and Treatment
Often, there is a warning before gallstones get stuck in the duct. When the stones pass through the duct,
they may cause pain in the right side of the abdomen. If the gall bladder is taken out after this warning,
serious problems can be avoided. When gallstones are stuck in the duct, a person’s skin and the white of
the eyes may become very yellow.
Your doctor may suggest surgery to remove the gall bladder before an emergency happens. Taking out
the gall bladder is the most common surgery in people with sickle cell disease. People can get along well
without a gall bladder. However, they may have trouble eating a lot of fatty foods at one time.
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Anaemia (Low Blood)
People who have sickle cell disease have fewer red blood cells than normal. They often become tired
more quickly than people with normal blood counts. In general, people with SS disease have the most
severe anaemia.
There are times when your child’s blood count may fall much lower than usual. This can happen with a
fever, an infection with malaria or other infections. Either the body stops making new cells or the cells are
destroyed quicker than usual. When this happens, the destroyed red blood cells in the body fluids can
make the eyes look more yellow and the urine look darker.
Signs
Bring your child to the doctor to have his blood count checked if you notice any of these signs:
• More tired than usual
• Pale color
• Loss of appetite
• Yellow eyes or skin
• Dark urine
• Enlarged spleen
Treatment
If your child’s blood count falls very low, a blood transfusion may be needed. An extremely low blood
count can result in heart failure and death if not treated in time. Since the blood count often falls when
there are other medical problems, your doctor will usually check it daily if your child is in the hospital.

Bring your child to the doctor for a blood count.
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Spleen Problems
The spleen is in the left upper corner of the abdomen, just under the edge of the rib cage. The spleen’s job
is to filter out damaged red blood cells from the blood and to help fight infections.
Enlargement and Scarring
Different types of sickle cell disease affect the spleen differently. With sickle cell anaemia (SS) and sickle
beta (β) thalassaemia, the spleen often becomes small by age 6, after being enlarged for a few years.
Children with other types of sickle cell disease (see Appendix A) can have enlarged spleen for spleens
for many years. Sometimes the spleen must be removed due to chronic anaemia.
A mildly enlarged spleen doesn’t usually cause problems. Still, the scarring keeps the spleen from
working well. This is one of the reasons that children with sickle cell disease get so many infections.
Splenic Sequestration
In some children, the spleen may become larger very quickly and begin to trap lots of blood cells. This
“bleeding into the spleen” can cause the blood count to drop quickly. When this happens, it is called a
“splenic sequestration crisis.” It can lead to heart failure and death it not treated promptly with a blood
transfusion.
Splenic sequestration can happen when your child has a fever or a cold. Other signs to watch for are
abdominal pain or swelling, pale color and fatigue.
If your child has one splenic sequestration, he will be more likely to have another one. His spleen may be
taken out so that it can’t happen again. He doesn’t need his spleen to live. To help prevent infections, he
should keep taking penicillin twice a day until his doctor tells him to stop, usually at five years of age.

Your child’s spleen may be larger than a normal spleen.
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Priapism
Priapism happens when sickle cells block the blood vessels in the penis. This makes the penis hard and
sore. This is different than a normal erection. It can happen at any age.
He may need treatment right away with a blood transfusion, IV fluids, and pain medication. Sometimes a
procedure is required to restore normal blood flow to the penis.
Priapism can occur frequently, but resolve without treatment. This can be as serious as a single severe
episode and needs to be reported to the doctor. Your son needs to tell you if he has priapism. Boys often
feel shy about telling their parents about this problem. Talk to your son about this before it happens. Tell
him that he must tell you if his penis gets hard and sore, even if the pain stops. Even if the priapism goes
away, tell the doctor about it. There are medications that can be taken for this problem.

Delayed Growth
Some children with sickle cell disease are small for their age. As they become adults, most children with
sickle cell disease reach full size. If your child is smaller than his friends, tell him that he will most likely
catch up. It will just take him a few years longer to grow.
Some children with sickle cell disease also reach puberty later than other children. Talk about this with
your child early, before he brings it up. Help him find ways to feel good about himself now. Reassure him
that he will mature in time.

Some children with sickle cell disease are small for their age.
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Problems with Kidneys and Urine
Dehydration
Sickle cell disease can damage the kidneys. Children with sickle cell disease pass urine more often than
other children. Therefore, they need to drink more fluids to avoid dehydration. When a child becomes
sick and drinks less than usual or loses more fluid by vomiting, diarrhea or fever, he can get dehydrated.
These are some signs of dehydration:







Urinating much less than usual
Darker urine
Difficulty urinating
Burning when urinating
Dry, sticky mouth and lips
Sunken eyes

Sometimes, the skin may feel different. If you pinch it, it doesn’t return to normal right away.
If you notice any of these signs, call your doctor and give your child plenty of extra fluids to drink.
Bedwetting
The need to urinate often can lead to bedwetting. This is common in many older children with sickle cell
disease.
There are several ways you can help your child stop wetting his bed. It may help to wake your child to
urinate twice during the night. This could be just before you go to bed and one other time. You could try
setting an alarm clock to go off in the middle of the night so your child can get himself up to go to the
toilet. Your doctor or nurse may have other helpful ideas. Children who are sound sleepers will have
more trouble getting up at night to urinate. They may have bedwetting for a longer time. Do not criticize
your child for bedwetting.

Your child should drink plenty of fluids.
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Kidney and Bladder Infections
With sickle cell disease, bladder infections are fairly common. If they are not treated promptly, they can
move from the bladder up to the kidneys and cause kidney damage.
Call your doctor or nurse if you notice any of these signs:








An increase in the number of times your child goes to the toilet
Bedwetting after your child has stopped wetting the bed
Being unable to hold the urine
Foul smelling or cloudy urine
Fever
Burning and pain when urinating
Abdominal or back pain

If your child has a bladder infection, he will need to have his urine tested again from time to time. If the
infection returns often, he will need to take pills every day so that the infections won’t keep coming back.
He may need tests to be sure his kidneys have not been damaged.
Blood in the Urine
Another problem caused by sickle cell disease is blood in the urine due to bleeding from the kidney.
When this happens, the urine usually looks bright red or brownish. In more severe cases, there may be
back pain and small pink specks or lumps in the urine. The blood usually leaves the urine within hours. In
some cases, the bleeding can go on for days and become a serious problem.
Always call your doctor right away if you notice blood in your child’s urine. Tests can then be done to
find out what is causing the bleeding. In most kinds of kidney bleeding, it is very important to get plenty
of fluids, sometimes through an IV in the hospital, and to rest in bed. Tests to see if there is blockage
from clots may need to be done.
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Strokes and other Brain Problems
One of the worst problems caused by sickle cell disease is strokes. Early treatment can help prevent
serious damage.
A stroke occurs when part of the brain doesn’t get as much blood as it needs. This is caused by sickle
cells blocking a blood vessel in the brain.
Watch for these signs of a stroke:
 Sudden weakness or tingling of an arm, leg or the whole body
 A difference in the way one side of the face or one eye moves compared to the other side
 Seizures (shaking that can’t be stopped)
 Speech trouble
 Sudden, strong headache
 Fainting
If you see any of these signs, call your doctor and bring your child to the hospital right away. The sooner
he gets help, the better.
Minor Strokes and Other Brain Problems
Minor strokes and other brain problems can happen without your child having any signs or symptoms.
The only way to know that a small stroke has happened is through some special tests.
Minor strokes often cause learning problems. These learning problems can affect how well your child
does at school.
Tests to Learn About the Brain
There are some tests which check whether your child is having problems with his brain due to sickle cells.
The results of these tests will tell you if your child needs to take special steps to prevent strokes.
• Transcranial Doppler (TCD)
Transcranial Doppler is a machine that uses ultrasound to detect areas of increased blood flow in the
blood vessels of the brain. When blood vessels are narrowed due to sickle cell damage, the blood makes
a louder noise as it travels through the narrow area. If there is faster flow that means that the blood
vessel may be narrower, and there is a greater risk of possibly having a stroke in the future. At two
years of age, your child will have this test, and then annually. If his test is abnormal, he may need
repeated tests more often.
• CAT Scan
When an MRI is not available, a CAT Scan can be used instead. It uses X-rays to make a computerized
picture of the brain and check for bleeding.
• MRI (Magnetic Resonance Imaging)
An MRI is done to look at the brain. Pictures of the inside of the brain are taken by a computer. It
shows where an injury is in the brain. It usually takes about an hour and doesn’t hurt. Young children
may need to be given medication to relax while it is being done since they have to lie still for an hour.
No X-rays are used.
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Treatment for Strokes
If your child has a stroke, he will need monthly blood transfusions or daily Hydroxyurea. These
transfusions help prevent more strokes. They are usually given for at least five years.
To help your child recover from a stroke, take him to a centre that has a rehabilitation programme
including physiotherapy, occupational therapy, and speech therapy
Treatment for minor strokes is often the same as treatment for other strokes. Transfusions are used to help
prevent more strokes. If there are learning problems, steps can he taken to help him manage them.
Strokes and other brain problems can cause learning problems in some children with sickle cell disease.
To find these learning problems early, all children should be screened at routine exams, starting at age 6.
Transfusions
There are two types of transfusions your child may need. Simple transfusions are the most common. For a
simple transfusion, a person is given a set amount of blood through an IV. This is done to treat anaemia.
For an exchange transfusion, a person is given a set amount of blood while the same amount of blood is
taken out of the body. This is done to reduce the amount of sickle haemoglobin.
Each time your child needs to be transfused, his blood will be typed and cross matched (see glossary)
before the transfusion. Complications are rare, but can happen. Complications include rashes, itching,
and rarely infections.

Your child may need monthly blood transfusions.
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Learning Problems
Any child, with or without sickle cell disease, can have learning problems. Learning problems can affect
how well children do at school and in their social lives. Most children with learning problems have
normal intelligence. They are just as smart as other children.
There are many different kinds of learning problems. Some children have a hard time taking in
information. Others have problems understanding or remembering things. Some children have a problem
with reading, writing or other skills.
If your child is having trouble at school or socially, work with the school and tell your doctor.

Help for Learning Problems
A child with learning problems can learn when he is taught in a way that works for him. Often, small
changes in how a child is taught can help him do well in school. Also, teachers may be able to show him
ways to use his strengths to learn better.
Make sure that you understand your child’s problems and how he learns best. Use that information to
guide you when you are teaching your child something. Also, stay involved with your child’s teachers
and school to make sure that they give him whatever help he needs to do well. Some children will need a
special education programme.

Find the ways that your child learns best.
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Guiding your Younger Child
While you need to care for your child’s health, you also need to focus on more than her health care needs.
When your child starts school, she begins a new stage in her life. She will spend a lot of time away from
you, in the care of other adults. She will also spend more time with other children her own age. Both her
social life and her school life may raise new questions or problems.
Transitions involve change: adding new expectations, responsibilities, or resources, and letting go of
others. Transitions, large and small are a predictable part of child and family life. There are transitions
that are normal for development, from infancy, to childhood, then adolescence and adulthood. These
developmental transitions occur for children with and without chronic illness. Other transitions that all
children face include changing from preschool to primary school, then secondary school, university or
work. Still other transitions include moving into new programmes, working with new agencies or
providers.
You are the most important person in your child’s life and are the key to her success and self-confidence.
This is a time to help your child learn to do more things for herself. It is also a time to help build your
child’s sense of herself and to give her a good start with school. These are the same challenges faced by
parents of all children, and the same guidelines apply. The goal of your child’s health care team is to
support you in making your child’s life as normal as possible.

This chapter will give you
information about how to help
your child with these issues:
 Doing Things for Herself
 Self-Esteem
 School Success
It will also help you look at the needs of
your whole family and how you can take
care of yourself.
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Doing Things for Herself
Your child can learn to take care of herself, even though she has sickle cell disease.
She needs to do things on her own. You still have to see that your child gets what she needs. But your job
as parent is changing. You need to help your child learn to do things for herself.
By age 6, most children want to start doing things themselves. Your child may want to:




Help make her own breakfast or lunch.
Dress herself and get ready for school.
Take a class or learn a skill, like playing the piano.

Besides the things she wants to do, she can also help out with the house. She can:





Help with household chores.
Clean up her room.
Clear and set the table.
Do the dishes.

Let her do things herself unless you’re certain they are not safe. Even if it takes longer, it is good for her
to do them.
Help your child plan what she needs to do. Young children often need more help than older children. For
example, when you ask a 6 year-old to clean up her room, explain what you mean. Tell her to:




Put her toys in the chest.
Put her clothes in the hamper.
Pull the covers up over the bed.

By the time she is older, she should know what it means to “clean up her room.”
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If your child doesn’t ask to do things by herself, you may need to push a little. Parents often find it hard to
push a child who has an illness. They feel guilty or afraid. Don’t let your child’s illness get in the way of
helping her to grow up. It’s OK to let her fail sometimes. That is part of how we all learn what we can do.
No matter what, don’t do everything for your child. When she does things for herself, she will feel good
about herself.
You are not the only one who may try to protect your child too much. Other family members may feel
that she needs special care. Let them know how you want them to treat your child. Ask them to focus on
what your child can do, not what she can’t do. She doesn’t need their “help.” She needs their support for
growing up.
Support your child to begin to interact directly with the health care provider. Make sure that your child
can say what special things she needs to do, like drink more water, take certain daily medicines, not get
over tired and come to visit the doctor regularly. She also should know when she needs to tell you or a
teacher that she is not feeling well.
Teach your child age-appropriate ways to take care of herself, i.e., making some of her own decisions but
with your close guidance. Encourage hobbies and social activities, including music lessons, Boys Scouts
and Girls Scouts, and sports. Give a small allowance and help your child learn about budgeting it and
saving. Make sure that your child does some household chores like washing the dishes, keeping her room
clean and sweeping. Encourage her to think about her future by asking “what will you do when you grow
up?”

Your child may be old enough to make his own lunch.
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Self-Esteem
Help your child feel good about herself. Pay attention to more than her problems. Notice her skills, her
strengths, her interests and her style.
Praise her when she does well.
You can’t give too much praise. Children thrive when they are told that they are special. They feel good
when someone sees something they’ve done well.
Listen to what she has to say.

Ask her questions. Show her that you care about what she thinks and feels.


Help her to get involved in things besides her illness.
She can try some of these things to see if she wants to do them:









Playing music
Being with friends
Learning the computer
Drawing or working with clay
Playing chess or other board games
Acting in a play
Reading books

Be careful not to push your child to compete where she can’t succeed. If she can’t run very long without
getting sore or tired, don’t force her to play fast sports. Help her to find at least one thing she does well
and enjoys.

School Sports: For Boys and Girls
One of the ways that many children build self-esteem is through sports. If your child wants to play school
sports, help her to be realistic about what she can do. Talk to your doctor about sports. Look at her
strengths and find a sport that matches these.
If the sports programme has a leader or coach, tell them about your child’s special needs. Remind your
child that she needs to take good care of herself. She needs to:
• Drink when she is thirsty.
• Rest when she feels tired.
• Dress for the weather.
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Accepting Herself
When your child starts school, she may begin to notice that she is different from other children. When she
becomes aware of having “a disease,” she may feel afraid or angry. She may think that she got sick
because she did something wrong.
Make sure your child knows that she didn’t get the disease because she was “bad.” Nothing she did gave
her the disease. Nothing she can do will get rid of it.
Your child needs to accept the fact that she has sickle cell disease and make the most of her life. Tell
her that except for her disease, she is just like other children. Help her learn what she can and cannot do
so she can gain more control.
Fitting In
We all like to feel that we belong. Your child may be afraid that she won’t fit in because sickle cell
disease makes her different. She may think that others will make fun of her or treat her “special.”
Some children feel good about telling their friends about sickle cell disease. Others don’t want anyone to
know. It is good for children to tell at least one close friend about their disease. If no one knows, it is
more likely that they will feel ashamed of their secret. When friends know, they can support your child
when she needs it.
If your child doesn’t know what to say to her friends, let her practice with you first. Her friends will
handle it best if she tells them what the disease means and that they can’t catch it from her. Once she has
told others, she will probably feel better about herself.

Help your child try new things, like learning how to use a computer.
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School Success
Most children want to do well in school. School is their work. Doing well in school builds a strong future.
Be a Partner with Teachers
At the start of a new school year, go to school and meet your child’s teacher and school nurse. Bring your
child with you. Let your child ask any questions that she may have and help her feel at ease. Tell the
teacher about sickle cell disease. Give the teacher things to read so she can learn about the disease.
The teacher needs to know that your child will come to school even when she has minor aches and pains.
She should be sent home only if she has a fever or
severe pain or if she needs to see a doctor.
Explain your child’s special needs. She needs to:








Get water when she is thirsty.
Go to the bathroom as soon as she feels the
need.
Make up school work if she has to miss school.
Rest or slow down if she is tired or sore. For
example, during gym class, she may only be
able to run 2 laps, not 6.
Rejoin the class as soon as she is ready.
Get medicine if she needs it.

Check to see that her teacher gives your child what she
needs. Some teachers may protect your child too much
while others may ignore her. Talk to the teacher about
these things if you are concerned. If you need help or
support, talk to your doctor, nurse or social worker.

Give your child’s teacher information
about sickle cell disease.

Stand Up For Your Child’s Rights
If your child is not doing well in school, talk with her teachers. You may want to ask that she be tested for
learning problems. If she has a learning problem, she should get special help so she can learn better. Ask
the school counselor for an “individualized educational plan.” This plan could include any of these:






Regular school classes
Home instruction
Time with a resource specialist
Special classes

Tell your doctor or a social worker if you don’t think your child is getting enough help. They can help
you work with the teacher and school so your child gets the help she needs.
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Plan Ahead for Illness
Set up a plan with your child’s teacher for your child to do homework or make up the work that she
misses if she gets sick. Talking about the plan will give you a sense of what the teacher thinks about your
child’s disease. It is a good time to give the teacher more facts about sickle cell disease. Most teachers are
happy to do what they can to help.
Find out what resources your school has for children who have a chronic illness. Ask your child’s teacher
if there is a hospital tutor programme or other community programmes that could be helpful if needed.
If you don’t think that there is enough help, speak up before your child needs it. Ask the social worker
who works with your sickle cell programme, a family member or friend to help you speak up about your
child’s needs.
Keep Your Child in School
Send your child to school unless she is sick enough to see a doctor.
Don’t keep your child home from school if she just has something like a
runny nose. She also doesn’t need to stay home because of bad weather.
Just make sure she wears the right clothes.
Keeping your child home from school when she doesn’t need special
care will cause problems. She may be left out of friendships and have
trouble learning social skills. She may also find it harder to do well in
school.
If your child does have to spend time in the hospital, have her try to do
her homework in the hospital. You can also encourage her to talk or
write about what has happened to her in the hospital. If she misses much
school, she may need outside help or a tutor so she can keep up.
The more your child is in
school, the better off he’ll be.

Most of the time, it’s best to send your child back to school as soon as
she comes home. The more she is in school, the better off she’ll be.

Unless your doctor says it is needed, don’t agree to home instruction for your child. Home instruction
can’t replace the school setting. In the classroom, children learn from each other as well as from books
and teachers.
Expect the Best
Like other children, children with sickle cell disease can excel in school. Both you and her teachers need
to expect the best from your child. When you expect more of your child, she will do better.
Some teachers may not expect enough from your child. Don’t let a teacher protect your child from
learning what she needs to learn. If your child is not doing well, she should get help.
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Care for Yourself and Your Family
Even though you do all that you can to help your child stay well, she may still have problems. And these
problems can affect your whole family.
As your child grows up, you may face new problems, like learning problems or pain. You may feel scared
and angry again, even though you thought those feelings had left for good.
It is important for you to take care of yourself, as well as your child. Learn about your limits and
needs. Sometimes you may need time for yourself, your other children or your work. Ask for help so you
can have the time you need.
Your Other Children
Your other children need your
attention and care, too. Make time
to talk to them and be with them.
Try not to miss school or sports
events that they are involved in
because you are focused on your
child with sickle cell disease.
It can be helpful to teach all of
your children about sickle cell
disease. If they have questions that
you can’t answer, let them ask the
staff at the sickle cell centre.
Knowing more about the disease
will help them feel included.
One of the keys to a healthy family
is to treat your child with sickle
cell disease like her brothers and
sisters as much as possible. Try to
use the same system of discipline
and rewards with all of your
children. Special treatment isn’t
good for any of them.

“My son said he wished he had sickle cell disease like his sister. I
told him that he was special, too.”
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Ask for Help and Support
Chronic illness raises questions and concerns for all families. It can help to have someone to talk to about
your concerns.
Family members can be a big source of help. Share your problems and successes with them. Grandparents
are often the most helpful. If your family wants to help you out, let them.
You can also get help from your church, social worker or counselor. Or look for a support group with
other parents of children with sickle cell disease, Sickle Cell Clubs.
Don’t be shy about asking for help. If you hold on to problems for a long time, they can be harder to
solve.

Other People Can Help You in
Many Ways
Friends, relatives and neighbors can:


Listen to you.



Take you and your child to
the doctor



Spend time with your other
children when you have to
give your child with sickle
cell disease special care.



Include your child with sickle
cell disease in parties, outings,
and other social events.



Tell you about places to get
help or other resources



Comfort you when you’re
feeling down.
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The Teen Years
Teens can still have many of the same problems which younger children have from sickle cell disease.
Infections, pain, low blood counts and strokes can affect people with sickle cell disease at any age.
Some of these problems may be less frequent for teens, like infections. Most fevers can now be treated
with antibiotics at home, not an IV in the hospital. Still, your teen needs to see a doctor for a fever over
38.3°C.

Here are the most common health
problems that teens with sickle cell
disease face:
 Pain
 Eye Problems (retinopathy)
 Leg Ulcers
 Avascular Necrosis (hip and shoulder pain)
 Appearance (delayed growth)
 Infections
 Gallstones
 Acute Chest Syndrome
 Priapism
Many of these problems have been described in
detail in earlier chapters. Pain and the first four
problems will he described in this chapter.
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Pain
Some teens with sickle cell disease have more pain as they get older. The pain may feel worse or just
come more often. The treatment for pain is the same for teens as it is for children. (See Chapter 3 for
more about pain.)
By now, if your teen has had a problem with pain, he has most likely tried lots of ways to ease it. It makes
sense for him to use the ones that work best for him.
Pain Triggers
Dehydration (lack of fluid in the body) is a common trigger for pain at this age. Teens often get involved
in sports and don’t take the time to stop and drink or rest. They need to take responsibility and find ways
to take care of themselves since you can’t always be there to remind them.
Rarely, girls get severe menstrual pain which brings on sickle cell pain. The doctor may be able to
prescribe a hormone to prevent this pain.
Your teen will learn more about what triggers his pain. As he does new things, suggest that he watch to
see what happens with the pain. If he finds that something often leads to pain, he can stay away from it or
take special care with it.
Pain Therapy Agreements
For teens with chronic pain, a written agreement may be helpful. The agreement is about how pain will be
handled. These agreements are often used in the hospital, but can be helpful at home.
Pain contracts have two parts:
1.The first part says what the health care staff will do to help the teen manage his pain.
2. The second part states what the teen will do for himself to manage the pain.
See Appendix K for a sample Pain Management Agreement.
NOTE: If a teen has a fever with pain or if the pain is in his stomach or chest, he should see a doctor. Call
first so he can be seen right away.

Eye Problems
Sickle cell disease can cause eye damage and, rarely, blindness. This is why your teen needs to be
checked by a special eye doctor (an ophthalmologist) once a year. By the time your teen complains of
poor vision, the changes may have gone too far to correct.
The back of the eyes contain tiny blood vessels that can become clogged by sickle cells. This can cause
bleeding or scarring at the back of the eyeball. When the damage starts, you can’t see it. Only an eye
doctor using special techniques can see it. If the doctor finds damage, it can be treated. Without treatment,
these early changes can lead to loss of vision.
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Leg Ulcers
Ulcers usually start as a small sore on the ankle. They can grow large and get infected. Some ulcers heal
quickly, while most take a long time to heal.
Sickling happens more in the lower legs and ankles because of the pressure of standing. With sickling,
small blood vessels get blocked, and blood can’t get through to all of the tissues. An ulcer forms when
lack of blood flow to the ankle skin kills the skin cells.
Men are more likely to get ulcers than women. People with SS disease (SS anaemia) are also more likely
to get ulcers than those with other kinds of sickle cell disease.
It is much better to treat leg ulcers when they are small than when they are larger. Skin ulcers frequently
recur.
Treatment
These are the basics to good treatment for ulcers:
 Keep the area very clean.
 Stay off the feet as much as possible.
 Elevate the feet as much as possible.
 Put on a fresh bandage twice a day or as often as advised.
 Wear clean white cotton socks and flat protective shoes until the ulcer is healed.
 Use lotion or ointment to keep the skin moist.
 If the ulcer looks infected, see your doctor for antibiotics.

If the ulcer is large or has not started to heal in a few weeks, your child may need to go into the hospital.
There, he will be on strict bed rest and get special wound care. Transfusions may also be used to try to
bring more oxygen to the tissues.
If the ulcer doesn’t heal, surgery may be needed. A piece of skin from the thigh may be used to cover the
ulcer. This is called a skin graft. It means a longer stay in the hospital for strict bed rest. If it doesn’t work,
another skin graft may be needed.

Signs of Ulcers
Take your teen to see the doctor if you see either
of these signs:

 A cut or wound that doesn’t heal
 A patch of dry, itchy skin
 A small dark spot that is surrounded by
painful swelling.
Put on a fresh bandage every day.
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Avascular Necrosis (Bone Damage)
This is the term for damage to the bones caused by sickle cell disease. When the hip bone is involved, it
can cause chronic pain in the hip joint when a person walks.
When the blood flow to the hip joint is slowed by sickle cells, the bone in the joint becomes flat and
crooked. Then the hip can’t move freely. Walking puts pressure on the joint, and more damage is done.
Your teen will know if he has this problem. His hip will hurt when he walks or runs. He may also have
lower back or thigh pain. Make sure he tells the doctor if he has pain in any of these areas. Early
treatment helps. The treatment depends on the extent of the problem. Sometimes a person needs to use
crutches for a few months to take the weight off the joint. Other times, your doctor may suggest
physiotherapy or surgery to stop the hip from changing shape.
If your teen can’t walk without severe pain, the hip may need to be replaced. This can only be done when
the bones have stopped growing. If your teen needs this treatment, he will need to wait until he has grown
to his full size.

Appearance
Late Puberty
Some teens with sickle cell disease reach puberty about two years later than others their age.
Puberty means many changes. These changes are the same for teens with and without sickle cell disease.
The only difference is when they happen. For girls, puberty is when their breasts grow and their periods
start. In boys, their face hair grows, their muscles get bigger and their voices deepen. Puberty also means
being able to get pregnant or to make someone pregnant.
Late puberty is not a problem in itself. But it can make your teen feel bad about himself. Talk to your
doctor or a counselor if you or your teen feel concerned about this issue.
Smaller Size
Some teens may be small and thin for their age. Children with sickle cell disease catch up late in their
teen years. Although they may be worried about being short, most people with sickle cell grow to normal
height. If your teen is very small or thin, talk to your health care team. Usually, nothing is needed. In a
few cases, tests may be done and treatment recommended.
Yellow Eyes
People with sickle cell disease can have yellow eyes from time to time. This is caused by a yellow colored
substance called “bilirubin” that comes from broken down red blood cells. In some people, the yellow tint
lasts for a long time. It may always be there. It is not a medical problem unless the eyes are much more
yellow than you’ve seen before. If the color is much stronger, call your doctor to see if your teen needs to
be checked.
What Can Be Done
If your teen is concerned about his looks, reassure him. You and other family members can support him in
feeling better about himself. It may also be helpful for him to talk with a counselor or other teens with
sickle cell disease about his feelings.
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Living with Your Teen
The teen years are a time of major changes for you and your child. There is a lot that you can do to help
your child during these years. There is also a lot that is out of your control. Your support and help still
matter, but your teen will be making his own life choices.
The teen years can be hard for families, with or without a chronic illness. There are also special problems
for this age group that come with sickle cell disease. These problems can make these years a challenge for
everyone.
Your teen will learn to take care of himself more and more during these years. He is getting ready for the
time when he will be on his own. He is growing up and learning to live his own life. Your teen needs
limits, but he also needs freedom. You and your teen will keep trying to find a balance that works.

As a parent, there is much that you
can do to help your teen during
these years. Each of these guidelines
will be described in this chapter.
 Let Your Teen Do for Himself
 Set Limits for Your Teen
 Build Self-Esteem
 Help with School and Future Plans
 Get Help for Your Teen and Your Family
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Let Your Teen Do Things for Himself
Your teen will soon be an adult who will be living on his own. Now is the time for you to help him take
control of his life.
It can be hard for a teen with sickle cell anaemia to feel in control of his life. Many teens feel chained to
the disease and the special care it requires. They feel angry that they have to listen to lots of adults - you,
teachers and doctors. While this is true, there are ways that they can have more control over their lives
even with their disease.
Starting To Let Go
Your teen may not take care of himself as well as you took care of him. Try to let him do it anyway. If
you are afraid that he is hurting himself, talk to him about it. Explain what might happen and find out why
he doesn’t want to do something. Help him figure out a better way to take care of himself.
Now is the time to shift control from you to your child. You can start slowly, but keep moving towards
giving him more control. You need to trust him to ask for help when he needs it. If he makes a mistake,
help him learn from it. If he learns now, he can take charge of his own life as an adult.
Doing Other Things His Own Way
There are many ways for your teen to be independent besides caring for his disorder. The way he talks,
the clothes he wears, the music he likes, and the way he does his hair are all ways to express himself.
You may not like the way he looks or acts, but try to accept it. Unless he is hurting himself or others, try
to leave him alone. He wants to be different from you. He wants to be himself.
Growing Up May Be Scary
Many teens with and without sickle cell disease are afraid to grow up. They don’t want to take care of
themselves and face their lives. They may try to act younger than their age. A 13 or 14 year old with
sickle cell disease may look 10 years old. Since they often look younger, you and others may be tempted
to treat them that way. Don’t let this happen. Expect your teen to act his age, not his size. Stop doing
everything for him. If you don’t do it all, he will find out that he needs to take care of himself.
It can also be helpful for your teen to get more involved in things other than his disease. Help him find a
part-time job, a hobby or new friends. This will give him a chance to be with others and prepare for his
future.

Your teen wants to be herself.
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Gaining More Independence
Your teen should know the name of his condition (i.e., Sickle cell - SS, Sickle cell - SC, Sickle Cell - S β
thalassaemia, etc.). He should know what kinds of medicines he is supposed to take every day, at what
doses. You can still fill his prescriptions and monitor that he is taking his medicines regularly. He should
know the steps to take when he is having pain, what triggers his pain and how to prevent pain when he
can. He should keep track of his medical appointments and start to make his own appointments, although
you should make sure he stays on schedule with appointments. You can go to appointments with him but
he should see the health care provider by himself for part of the appointment.
Keep important medical records (e.g., immunizations, medical history) together in a folder and present a
copy of everything to your child when he goes away to school. Talk with your teen about adult health
care options and what things will be the same or different in the adult health care setting. Talk about
financial resources, both health care related (i.e., insurance) and related to daily living so that your teen
has a good plan about how and when he might be able to support himself or contribute to your household.
By the time he is a finishing secondary school, he should be filling his own prescriptions, making his own
appointments and getting to them on his own. Once he is 18 years old, the health care providers cannot
talk with you without your child’s permission, so make sure he is ready to communicate independently!
Help your teen identify and build on his strengths. Discuss issues related to reproductive health, risky
behaviors that teens can get into and substance use. Talking about it won’t push your teen to do these
things but he needs your guidance in making the best judgments. Encourage work and volunteer
activities, talk about and help your teen explore possible career interest. For the university bound teen,
you may want to be in contact with the campus disabled student services to request accommodations.
(Caution - this doesn’t all apply if the child has learning disabilities or is in full time special education.
Some of these parents need to think about guardianship and conservatorship issues. However,
independence needs to be encouraged no matter what your child’s capabilities are, just in different ways.)

Sickle cell support groups can be a great help.
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Set Limits for Your Teen
Groups Who May Offer Help on How to Parent a Teen
Your local YMCA or YWCA
 Church groups
 Schools
 Support groups for parents
 Support groups for parents of children with sickle cell disease

As the parent, you are still in charge. You have a right to know what your teen is doing and who your teen
is with. It is your job to decide how much freedom to allow.
Limit Setting with Your Teen
Limits provide rules, boundaries and guidelines to protect your teen and support their growth. Limits can
cover many issues like curfew, homework, chores and use of the car. Communicate with your teen and
tell them how you expect them to act. Make sure that the limits are clear to both of you.
If the rules are broken, you should discuss the action and consequences with your teen. The disease is not
an excuse for breaking rules. Your teen needs to be held responsible for his choices.
Sickle Cell Disease and Risk Taking
Like other teens, young people with sickle cell disease sometimes take risks. Many teens have a need to
prove that they fit in with their friends. Drugs and alcohol, sex and fast driving are all things that some
teens do to prove themselves. Teens with sickle cell disease may have a stronger need to prove that they
fit in. They may also be depressed and want to escape from their pain. This can lead them to take risks
that can be hurtful to themselves and others.
Some of these risks may carry extra danger for your teen with sickle cell disease:
 Sex without condoms can bring a greater risk of getting a sexually transmitted disease (STD).
 Getting pregnant can be more of a problem for your teen.
 Alcohol can increase sickling because it dehydrates the body.
 Cigarettes can also increase sickling because smoke lowers the oxygen level in the blood.

All of these are risks for any teen. It is just that they can cause more harm to teens with sickle cell disease.
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When to Step In
If your teen is taking risks that could be harmful, you need to get involved. Your teen needs proper and
fair discipline if he is hurting others.
He also needs your guidance and attention. Listen to your teen. Find out what is behind his actions. Ask
why he is taking risks, and listen to his answers. Tell him how they could hurt him and ask him what he
thinks.
If your teen doesn’t stop or can’t stop taking these risks, he needs help. Taking risks that put him and
others in danger can be a sign of a deeper problem. You may need outside support and help.
Most people are not taught how to be parents, let alone parents of teens. It is OK for you to be confused
about how to handle your teen. It is OK to get help.

Your teen needs your guidance and attention.
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Build Self-Esteem
Like all teens, teens with sickle cell disease may sometimes have low self-esteem. There are many things
you can do as a parent to help your teen feel better about himself:
 Listen to what your teen says.
 Don’t put your teen down.
 Encourage your teen.
 Do things with your teen.
 Help your teen feel better about his body.
 Let him know how good you feel about him.
Listen To What Your Teen Says
Your teen needs to feel that you listen to him when he speaks to you. Even if you don’t like what you
hear, you can still try to understand what he is saying. A good way to let him know that you have heard
him is to repeat what he has said. Once he knows he’s been heard, you can then tell him how you think
and feel.
Ask questions if you aren’t sure what your teen means or how he feels. Questions that take more than a
“yes” or “no” response are the most helpful.
Don’t Put Your Teen Down
It can be easy to put down teens and say hurtful things to them. Put-downs are harmful, not helpful. They
won’t make your teen want to change or feel good enough about himself to change. Instead, they just
make it harder for your teen to relate to you.
If you don’t like something that your teen did, sit down with him
and talk about how it affects you. Your teen needs your respect
and praise.
Doing Things with Your Teen is Important
Being with you may not be your teen’s favorite thing to do. But he
still wants to know that you want to be with him, at least
sometimes. Think about something that you would both enjoy. It
could be a movie, a ball game, a concert or anything that you both
like to do. Spending time with your teen can tell him that you
think he is worth being with.
Your teen may also want you to be involved with his health care
sometimes. Check and see how things are going from time to
time. Once you’ve stopped taking care of all your teen’s health
care needs, it can still be nice to help him out sometimes.
Spend time together doing
something you both enjoy.
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Help Your Teen Feel Better About His Body
Teens with sickle cell disease often feel ashamed of their bodies. Some look younger than their friends
because they mature late. Some feel embarrassed by jaundiced eyes. Some have scars from surgeries and
IVs. Besides the things that can be seen, some teens may also have limits on what they can do, like sports
or dancing. Some teens want to prove to themselves they are like other teenagers and engage in behavior
that may not be appropriate.
There are some things you can do to help your teen feel better about his body. If your teen is small for his
age, help him find clothes that are right for his age and look good on him. If he has scars, help him find
clothes that cover them up. You can also help him find easy ways to talk about his differences to others. If
he can talk about them, he may not feel as ashamed.
Remind your teen that his body will mature, and he will get bigger. It will just take him a few more years
than his friends. Also let him know that it is OK to be his current size. Focus on his strengths and help
him feel good about them.
Encourage and Praise Your Teen
We all need praise. Providing your teen with regular praise encourages success.
Keep an eye out for the times your teen does good things for himself and for others. Don’t be afraid to tell
him how good it makes you feel when you see him doing things well. The more good things you notice,
the more good things there will be.
Don’t assume your teen knows that you love and care about him. Teens need to be told that they are loved
and that they count.
Treat your teen like he has something to offer, and he will. Help him get involved in things that he does
well. Ask him about school, work or any special projects. Ask him to show you what he is working on.
Your attention will show that you believe that what he does has value.

Praise your teen for a job well done.
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Help with School and Future Plans
Staying in School
Many teens with sickle cell disease have missed a lot of school because of their illness. Some of these
teens have managed to do well in school. Others have major problems. They may be behind their
classmates, have poor study habits, or overlooked learning problems.
If your child is having problems with school, these problems may get worse during the teen years. He
may feel depressed about his future. These hopeless feelings can make it hard to succeed. If your teen
feels like he can’t keep up, he may just want to give up and drop out.
Urge your teen to stay in school. Help him keep up his drive to do his best. Encourage him to focus on
what he wants to do in the future and to work towards it.
Your teen can arrange to make up school work he misses if he has to be out of school. Also, find out if the
school has help for students with special needs. Help your teen get extra help if he needs it.
Planning for the Future
Secondary school is the time for your teen to focus on his goals for the future. Help him focus on what he
can do, not what he can’t do. No matter what his limits, there is a place for him. As he starts to plan his
future, help him look at his strengths and skills and see what type of work might be good for him.
It may help him to have a model of success. If you know an adult with sickle cell disease whose life he
might admire, tell him about what that person is doing. He might even want to meet him or her.
A part-time job can be a good way for him to learn more about his interests. A job can also help your teen
gain confidence in his skills and earn some money. During the school year, make sure that the job doesn’t
get in the way of school. During summers, a job can be a great way to help teens mature.
Your teen will need to decide whether he wants to go on to university. Many people with sickle cell
disease go to university. Some universities have programmes to help students with special needs.
Encourage your teen to plan for a full life. When he takes some control of his life, his image of himself
will improve, and he will have a better chance for success.

A job can help a teen gain confidence in her skills.
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Job Worries
Many teens with sickle cell disease worry about whether they will be able to find a job. They are afraid
that they won’t be able to support themselves. They may feel scared that their limits will prevent them
from being able to work or keep a job.
Listen to his fears and give him support. Tell him that some people with sickle cell disease have become
doctors, lawyers, social workers, teachers and business owners. Help him focus his mind on what he can
do to get ready for his future.
 When you allow him to take care of himself, you are preparing him for the future.
 When you help him feel better about himself, you are raising his chances of success.
 When you help him do well in school as well as get involved in other interests, you are giving him the



best training for future work.

Help for Teens
If your teen is having problems with school or doesn’t have plans for his future, he needs help. A
counselor from the school or social worker from the clinic can help him take a look at his feelings and his
life. The counselor/social worker can work with him and help him find better ways to live with his illness.
Places for Teens to Get Help with School or Work
• School counselor
• Vocational counseling programmes
• Educational Consultants
• Tutoring Programmes
• Guidance clinics
• Churches
• YMCA or YWCA
• Social worker

Help your teen do her best.
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Get Help for Your Teen and Your Family
Get Help for Your Teen
There are times when your teen may need more help than you or his health care team can provide. These
are some signs that your teen needs help:
 Your teen is angry a lot or taking dangerous risks.
 Your teen seems very depressed or anxious.
 Your teen won’t take care of his health.
 Your teen is doing poorly in school.
 Your teen has more frequent visits to the emergency department and/or hospital.

Get More Help from Your Family
Families often have tough times with teens. When any of these things happen, reach out for help for your
family:
 You and your teen feel like you can’t talk to each other.
 Your other children are very upset about the way your teen is acting.
 Someone close to your teen gets divorced or dies.

Get Help for Yourself
When teens have problems, parents have problems. Getting help for yourself is often the best way to
help your teen. With support and guidance, you will be better able to give your teen what he needs.
Get Help Before Problems Get Worse
Getting help early is a sign of strength, not weakness. It is an important way for you to help your teen and
your family makes the most of your lives.
Where to Go For Help
Find a counselor or social worker who knows about sickle cell disease and chronic illness in teens. Most
sickle cell centres have social workers and counselors on their staff who knows a lot about the disease. Or
ask your doctor or nurse who they think would he most helpful to your teen or your family. You may also
be able to get help through your church.
Many cities have support groups for parents of children with sickle cell disease. Some large cities also
have support groups for teens with sickle cell disease. Ask your doctor if there is a programme like these
that you or your teen can join. Parents and teens can gain a lot from talking with other people like
themselves.
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Sex and Reproduction
In the teenage years and through adulthood, people face choices about sex and having children. It is not
always easy to know what is right to do. This is true for both children and parents.
People with sickle cell disease face the same challenges as other people. They need to decide when they
want to have sex. They also need to choose if they want to have children. There are some differences in
how these choices may affect their health. These differences will be discussed in this chapter.
Parents can help their children face these important questions. You can talk to your children so that they
know the facts. You can also share your feelings and values to help guide their choices. This chapter will
help you talk to your child with sickle cell disease about these issues. It will also inform you about the
impact of the disease on these areas of your child’s life.

This chapter will address:
 Talking to Your Teen About Sex
 Birth Control Basics
 Sexually Transmitted Diseases and AIDS
 Pregnancy
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Sex and Teens
Like all teens, teens with sickle cell disease face challenges with sex. As they reach puberty, their bodies
go through many changes. They begin to have strong sexual feelings. Girls are able to get pregnant, and
boys are able to make someone pregnant. All teens have choices to make which will have a major impact
on their lives.
Questions for Teens to Answer
Here are some of the questions which teens need to answer for themselves:







How will they respond to their sexual feelings?
When will they have sex? With whom? Will they wait to have sex until they are married?
Do they want to have children?
If they have sex but don’t want children now, what kind of birth control will they use?
How will they protect themselves from the AIDS virus? What about other STDs (sexually
transmitted diseases) like chlamydia or genital warts?

These are not easy questions. Teens need to give these questions a lot of thought and make good choices
for themselves and their future families.
Concerns with Sickle Cell Disease
Teens with sickle cell disease may have concerns about maturing late. Boys may wonder whether they
can have sex if they have not reached puberty or if they have a problem with priapism. Boys and girls
may worry about whether they will be able to have children.
These concerns can add to normal fears about dating. Teens with sickle cell disease often worry about
whether they will find a boyfriend or girlfriend. Having a good time with other teens of both sexes may
ease some of these worries.
Teens need to be reassured that they will be able to get pregnant and have sex like other people. Remind
them that getting pregnant or having sex are not good ways to prove that they are OK.
Talk To Your Teen About Sex
You don’t have complete control over what your teen does about sex, but you can talk to her. You can
give her the facts and help her make sense of all that she has heard. You can share your feelings and
values so that she knows where you stand. You can listen to her feelings and thoughts and help her decide
what is best for her.
Don’t wait until your child becomes a teen to start talking about sex. Your child may ask you questions
about these issues. Answer what she asks. You don’t have to explain everything at once. If your child
doesn’t ask you about sex, bring up the subject. Look for times to ask about her thoughts or feelings and
to share yours. It could be while watching TV or when you hear or read something about sex or love.
Don’t assume your teen knows it all even if she acts like she does. Research shows that teens who know
the least about sex are more likely to have sex sooner. More often than not, it is what teens don’t know
about sex that can hurt them.
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Birth Control Basics
People with sickle cell disease can have children. Girls who have reached puberty can get pregnant. Boys
past puberty can get a girl pregnant. If they choose to have sex and don’t want children, they need to use
birth control. There are many kinds of birth control available. Only the IUD (intrauterine device) should
not be used by women with sickle cell disease.
Condoms and Foam
One of the best forms of birth control for people with sickle cell disease is the condom. Condoms are
good because they also help protect a person from the AIDS virus and other STDs. Condoms don’t
always keep a woman from getting pregnant. For more protection, many women also use a special foam
with a condom. This foam is put in the vagina before sex. It kills sperm that the condom doesn’t stop.
The Pill
Most low-dose pills are safe for women with sickle cell disease. These pills almost always keep a woman
from getting pregnant, but they don’t give protection from STDs (sexually transmitted diseases) or the
AIDS virus. Some couples use both condoms and pills.
A prescription is needed to get the pill. Once the pill is started, it has to be taken every day.
Depo-Provera (DMPA)
Depo-Provera is a shot given every 12 weeks. The hormone in it keeps women from getting pregnant. It
does not prevent STDs or the AIDS virus. Women should ask their doctor about whether it would be a
good method for them. Women using Depo-Provera should have done density studies and may need
calcium supplements.
No IUDs!
The IUD is not a good method for women with sickle cell disease. It can lead to pelvic infections
which can cause many problems.
Choosing a Birth Control Method
There are other choices besides condoms and foam and the
low-dose pill. A woman can also use a diaphragm. Cervical
cap or other newer methods as they become available.
Your teen should talk with her partner and her health care
team about what method of birth control to use. Then she
can choose what will work best for her.
Using Birth Control
Planned pregnancies are very important with sickle cell
disease. Without planning and special medical care,
pregnancy can be dangerous for the mother and the baby. If
your teen is going to have sex and she isn’t ready for
children, she needs to use birth control.
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STDs (Sexually Transmitted Diseases)
STDs are a group of diseases that are spread by having sex. They include diseases like genital warts,
chlamydia, and gonorrhea.
People with sickle cell disease are not able to fight infections as well as other people. So if they have sex
with someone who has an STD, they are more likely to get one.
Signs of STDs
Most STDs can be cured if they are treated early. If your teen is having sex, she should watch for these
signs. If she finds any of these, she should call the doctor right away.
In men:
• Drip from the penis
• Pain or burning when passing urine (peeing)
• Sores, rashes or growths on or near the genitals
In women:
• Strange discharge from the vagina
• Pain in the lower abdomen and fever
• Sores, rashes or growths on or near the genitals
Some women never develop symptoms even though they may have an STD. Because of this, it is very
important that sexually active girls have a yearly gynecology visit. Early treatment can prevent some of
the more harmful effects of these diseases.
Your teen should be checked by the doctor right away if she is worried about any of these signs. STDs
can make her very sick or infertile if they are not treated.
Talk to your teen about STDs. Explain what they are and how they are spread. If she doesn’t have sex,
she won’t get an STD. If she chooses to have sex, condoms will help protect her and her partner.
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HIV and AIDS
Like other STDs, HIV and AIDS can also be spread through sex. Once you have this virus, you can’t get
rid of it. Over time, HIV can cause people to get sick with AIDS. Some people get sick quickly. Other
people stay well for years. As of now, most people who have HIV end up with AIDS.
AIDS is a deadly disease. There are treatments to strengthen the body’s immune response and to deal with
some of the problems that can occur but there is no cure.
The best way to deal with AIDS is to protect yourself from infection. The main way that people get
the AIDS virus is by having sex with someone who has it. Some people also get AIDS by sharing needles
through IV drug use.
Talk to your teen about how she can protect herself from this deadly disease. If she has sex or uses IV
drugs, she is at risk of getting infected. Go over these guidelines with her:
• The only sure way to avoid the virus is not to have sex or use IV drugs.
• If you have sex, condoms will help protect you from the virus. Also use foam or cream with

Nonoxynol-9 to help protect you from the virus.
In the past, some people have gotten the virus from blood transfusions. The risk now is very low because
all blood is carefully checked.

Talk to your teen about STDs.
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Pregnancy
While a woman with sickle cell disease can have a healthy baby, there are risks. Both she and her baby
need to be watched closely. It takes planning and work to have the best chance for a healthy baby.
Women with sickle cell disease may wonder if they can get pregnant and have healthy children. They can.
But they need early care to prevent or lessen problems.
Early prenatal care helps the baby. Early care can lower the risk of miscarriage. It can also decrease the
risk of having a baby that is too small.
Early prenatal care also helps the mother. The mother needs to be monitored so that any problems can
be found and treated early.
Prenatal care should be done by an obstetrician (OB) who is an expert in high risk pregnancy. It is best if
the OB knows a lot about sickle cell disease.
A woman with sickle cell disease needs to plan when she wants to have children. From the start of her
pregnancy, she has to be careful about what she does. Alcohol, certain medicines and other drugs can all
harm her baby. This can be hard for women who rely on certain drugs to help them manage their disease.
They may have to live with more pain while they are pregnant or go without treatment for certain
problems.
A pregnant woman needs to check with her doctor before taking any medicine. Her doctor will tell her
what medicines might cause problems.
It is best to start prenatal care before getting pregnant or right after. The OB and her sickle cell doctor can
work together to help keep the mother and her baby healthy.
Some women who are pregnant may need to receive blood transfusions near the last 3 months of
pregnancy. This decision is best made with both the OB and the sickle cell physician.
Partners should be tested
Both men and women with sickle cell disease can pass the disease on to their children if their partner has
a haemoglobin trait. If a partner has a haemoglobin trait, there is a 50% (1 out of 2) chance that a baby
will have the disease. Each time they get pregnant, they have the same chance.
If both partners have sickle cell disease, all their children will also have the disease.
If a partner does not have a haemoglobin trait, a couple can’t have a baby with sickle cell disease. Each
of their babies will have a trait.
If one parent has sickle cell disease and the other does not have a haemoglobin trait, then none of their
children will be affected. All of their children will have a trait.
A partner should have haemoglobin testing before a couple gets pregnant. Then the couple will know
ahead of time if they might have a baby with a haemoglobin disease. The test can also be done when a
woman finds out she is pregnant. Talk to a genetic counselor and your doctor to discuss your particular
situation.
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Both Parents Have Sickle Cell Trait

When both parents have sickle cell trait they have a 50%
chance (or 1 out of 2) of having a baby with sickle cell
trait, and 25% chance of having a baby with sickle cell
disease (or 1 out of 4). Each time they get pregnant, they
have the same chance. (See Figures 1 and 2)
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One Parent has No Haemoglobin Trait (AA) and
one Parent has Sickle Cell Trait (AS)

They have a 50% chance of having a child with no Sickle Cell
Trait (or 1 out of 2) and a 50% chance of having a child with
Sickle Cell Trait (or 1 out of 2). (See Figures 1 and 2.)
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One Parent has Sickle Cell Disease and
One Parent has No Haemoglobin Trait
If one parent has sickle cell disease and the other does not have sickle
cell disease or a haemoglobin trait, all of their children will have
sickle cell trait. (See Figures 1 and 2)
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Testing your baby before it is born
There are two types of tests which are usually used to test an unborn baby for sickle cell disease. These
tests are:
1. Chorionic Villus Sampling (CVS)
This test is done by putting a tiny tube through the vagina or abdomen into the uterus. A very small
amount of the outer placenta is then gently removed. This test is usually done between the 10th and 12th
week after the woman’s last menstrual period. With this test, you can find out if your baby has sickle cell
disease when you are only three months pregnant.
2. Amniocentesis (amnio)
An amnio is done by putting a needle through the abdomen into the uterus. A small sample of amniotic
fluid is then removed. This test is done between the 15th and 20th week of pregnancy.
Talk about the benefits and risks of these tests with your doctor or nurse and a genetic counselor.
The test results
These tests can relieve worries you may have about your baby’s health if the results show that your
unborn baby doesn’t have sickle cell disease. If the results show that your unborn baby does have the
disease, you may have several different feelings. You may be sad that the baby has sickle cell disease. At
the same time, you might feel you can manage the care for another child with sickle cell disease because
your child with the disease is doing well with treatment. Knowing before the baby is born that he or she
has sickle cell disease can help you plan ahead for the baby’s care. You will also have the choice to
decide whether or not to continue the pregnancy based on what you think is best for your family. A
genetic counselor can offer support and assistance to you in deciding on testing and dealing with the
results.
Should you have the test?
You choose whether you want to have your unborn baby tested for sickle cell disease. A genetic
counselor can help you look at whether testing would be helpful. The decision is yours. Only you can
decide what is best for you and your family.
NOTE: Some women with sickle cell disease choose not to have children. Others choose to have children.
The choice is up to each woman.
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Teen Pregnancy
Teens who get pregnant have more problems than older women who get pregnant. Pregnancy is stressful.
Since teens are still growing themselves, pregnancy places an added strain on their bodies.
Teens with sickle cell disease are at risk for even more problems. They have all of the risks that teens
have plus the risks that come with sickle cell disease. These risks include the chance of having a child
with sickle cell disease.
Some teens with sickle cell disease try to get pregnant to prove that they are normal. Talk to your
daughter about the risks before she does something that may not be right for her. Reassure her that she
will be able to get pregnant when she plans it. Tell her that she does not have to prove that she is fertile
now.
If your teen gets pregnant, she will need your support. If she doesn’t want the baby or didn’t plan to have
children, she may be upset or scared. Talk to her. Listen to her feelings and let her know that you will
help her. Share your feelings with her, too, but try to do it in a way that doesn’t turn her away. It won’t
help if you stop talking to each other.
Pregnant teens have some hard choices to make. Some teens choose not to continue the pregnancy. Others
choose to have their babies. They may raise them or give them up for adoption. No matter what their
choice is, teens with sickle cell disease need to see both an OB and their sickle cell doctor if they get
pregnant.
Some teenage boys may want to prove that they can father children. Make sure your teenage son knows
that he is fertile. If he has sex with a woman and doesn’t want her to get pregnant, they need to use birth
control.
Where to get help for pregnant teens
• Obstetrician (OB)

It is helpful to find an OB who is an expert in high risk pregnancies.
• Local Health Department
They may have a public health nurse or social worker who helps teens get the care they need. They may
also have prenatal clinic and/or classes for teens.
• Family Planning Clinics
These clinics offer low cost pregnancy tests and family planning services. Some of them also provide
prenatal care.
• Community Health Centres
These clinics often offer low cost pregnancy tests and prenatal care.
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Your Child’s Future: The Adult Years
Work, marriage and family are the main issues of adult life. These are also the main issues for adults with
sickle cell disease.
Most adults with sickle cell disease lead full lives. They are able to live on their own and work, take care
of a home and raise children. They live with the disease and enjoy their lives.
As a parent, you can help your adult child learn to live on his own. Even adults with serious problems can
often live on their own with the help of special programmes.

This chapter focuses on two
aspects:
Health Issues
Help and Support
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Health Issues
Most people with sickle cell disease can expect to live into middle or late adulthood. As more is learned
about this disease, people are living longer.
Find Problems Early
Adults with sickle cell disease still need to see a doctor at least once a year. At these routine visits, their
organs are checked for signs of damage. Over time, sickle cells can affect most body organs. The kidneys,
lungs, bones, eyes, heart or brain can be damaged by the disease. If signs of damage are found, proper
treatment can be started early.
Hospital Care
Most of the health care needs of adults with sickle cell disease can be handled at the doctor’s office and at
home. Hospital care is sometimes needed.
Major Health Problems
Some adults with sickle cell disease have major health problems. The most common are pulmonary
hypertension, chronic lung disease and kidney failure. Other problems, such as avascular necrosis (bone
damage), strokes, blindness and congestive heart failure can happen to adults.
• Lungs
Adults who keep having acute chest syndrome may need frequent blood transfusions. They may also need
to have their lung function checked closely.
• Kidneys
Some people develop kidney failure and need dialysis or transplants. Transplants can cure kidney disease
in many patients.
• Bones
The chance of getting avascular necrosis in the hip increases with age. Early identification and care, and
sometimes hip replacements, help many people who have this problem.
• Brain
Strokes can occur at any age in sickle cell disease. The incidence has decreased since screening for
strokes with TCD (see glossary) has been available. Transfusion and rehabilitation help most patients
regain their abilities.
• Eyes
Blindness rarely happens. It can be prevented by yearly check-ups with an ophthalmologist (eye doctor)
who knows about sickle cell disease.
• Heart
Older adults with sickle cell disease may develop congestive heart failure or pulmonary hypertension
affecting the heart.
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Medicine and transfusions may help.

To help prevent and treat these problems, regular visits to the doctor are a must.
Quality of Life
Life with sickle cell is not just about what is happening in your body, but also is about what sickle cell
means to the affected person and his family. On the yearly visit to a sickle cell centre, you should be
asked about your child’s quality of life, or you can go through this inventory annually on your own.
How does sickle cell affect how well your son gets around, his behavior and mental health? How does he
feel about his health compared with his health one year ago? How healthy does he feel he really is? How
much is pain a problem on a daily basis? How is he functioning in school or on the job? How is sickle
cell affecting other family members emotionally, and in terms of how everyone is getting along and is
supporting one another? Are family members able to be involved with usual activities? What does
coping with sickle cell mean spiritually - are family members despairing or angry, still stuck in “why us”?
Some people have a very good quality of life depending on the answers to these questions, no matter how
many physical symptoms they have. Others, with just a few physical symptoms, have a very poor quality
of life, because sickle cell might be the entire focus. If the answers to this yearly inventory about quality
of life show that there is room for a lot of improvement, talk about it with your medical team, a counselor
or a clergy.
Fears of Dying
People with sickle cell disease often have fears of dying. A long or serious illness can make these fears
worse. These fears can come up over and over again because each new set of problems brings new
worries.
The same is true for you. Parents are often afraid that their children with sickle cell disease will die.
Talk about your feelings with each other. It will bring you closer together, talking about these fears helps
most people live with them. Honest, open talk seems to work best. You may also feel better if you share
your feelings with others who are close to you.
It is important that the fear of death does not become the main focus of your life or your child’s life. If
either of you can’t stop thinking about it, get help. Talk about it with your medical team, a counselor or
clergy member.
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Help and Support
There are some programmes which provide help and support for adults with sickle cell disease. There are
also other sources of support. Both kinds of support are important for adults with sickle cell disease.
Friends, family and others who care can often be a major source of help. Their support is a gift of love
that tells a person that he matters.
Formal programmes provide a different kind of support. They offer money or other types of help that
most people can’t afford to give. If your adult child needs these programmes, he should make sure he gets
them. Some of these programmes are described here. Don’t figure it out on your own. Talk to the social
worker or other clinic staff to figure out where to get help.
Health Care Costs
Many cities and states have programmes to help people who have certain illnesses pay for health care.
These programmes often cover adults with sickle cell disease.

Job Training and Placement
Adults with sickle cell disease sometimes need help finding a job. Many states have programmes to help
people with chronic illnesses deal with job and career issues. Ask about job training, career counseling,
placement and job support programs.

Talk with clinic staff about where to get help.
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What is Sickle Cell Disease?
Sickle cell disease is a disease that affects a special protein inside our red blood cells called haemoglobin.
Red blood cells have an important job. They pick up oxygen from the lungs and take it to every part of
the body. It is the haemoglobin in these cells that carry the oxygen to different parts of the body.
A person with sickle cell disease makes a different kind of haemoglobin. This causes the red blood cells
to change their shape. Instead of being smooth and round, the donut-shaped cells become hard and sticky.
Their shape looks like a banana or like a sickle, a hand tool used to cut wheat or tall grass. It is this sickle
shape of the red blood cells that gives “sickle cell” disease its name.
The hard, sticky sickle red blood cells have trouble moving through small blood vessels. Sometimes they
clog up these blood vessels so that blood can’t bring oxygen to the tissues. This can cause pain or
damage to these areas.

Hard, sticky sickle cells clogging up a small blood vessel.

Normal red blood cells.

Sickle red blood cells.

Types of Sickle Cell Disease
There are many different types of sickle cell disease. The most common types are sickle cell anaemia (SS
disease) and sickle C disease (SC disease).
Sickle β thalassaemia disease (S β thal disease) and sickle alpha (α) thalassaemia disease (S α thal
disease) are other types but are less common.
There are many rare combinations of sickle haemoglobin with other types of haemoglobin. Some are as
serious as sickle cell anaemia. Some types of sickle cell disease cause fewer problems than others.
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What Causes Sickle Cell Disease?
Sickle cell disease is inherited
Sickle cell disease is an inherited disease. This means that it is passed from parents to their children
through their genes.
Genes are our body’s map for development. We have pairs of genes for the color of our eyes, for our
height, for our blood type and for each of our other features, including our haemoglobin type.
A baby gets one haemoglobin gene from each parent
To make up our pair of haemoglobin genes, we get one gene from our father and one gene from our
mother. Each of our parents has two genes for haemoglobin, but they pass only one of these genes on to
each child. Which gene is passed on is a matter of chance, like having a boy or a girl or like tossing a coin
and getting heads or tails.
To inherit sickle cell disease, a child must get the sickle (S) gene from one parent and a sickle (S) C, or β
(β thal) gene from the other parent. If a baby inherits at least one haemoglobin A (usual adult
haemoglobin) gene, he won’t have sickle cell disease. See Appendix M.
Both parents have haemoglobin trait
Someone who has one gene for haemoglobin A and one gene for a different type of haemoglobin has a
haemoglobin trait. This trait could be AS (sickle cell trait), AC (C trait) or Aβ (Beta thal trait). In
addition, there are other less common traits.
A trait is not a disease
People with a haemoglobin trait are healthy. They do not have a mild case of the disease. They do not
have a “trace” of the disease. It never changes into sickle cell disease.
How to find out about your haemoglobin genes
The only way to know for certain what type of haemoglobin you have is to have a special blood test
called haemoglobin electrophoresis with a complete blood count (CBC). Many families carry genes to
make other types of haemoglobin besides haemoglobin A without knowing it. Your doctor or sickle cell
centre can order this test for you.
NOTE: Haemoglobin type and blood type are not the same. Everyone has both a haemoglobin type and a
blood type.
AA = unaffected, AS = trait carrier SS = sickle cell disease
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Chances of Having a Baby with Sickle Cell
Disease
Both Parents Have Sickle Cell Trait

S ic k le C e ll T ra it
(A S )

No Trait
(AA)

Sickle Cell
Trait (AS)

One Parent Has Sickle Cell Disease and
One Parent Has Sickle Cell Trait

S ic k le C e ll T ra it
(A S )

Sickle Cell Sickle Cell
Trait (AS) Disease (SS)

Sickle Cell Disease
(SS)

Sickle Cell
Trait (AS)

When both parents have sickle cell trait, they have a 25%
chance (1 out of 4) of having a baby with sickle cell disease.
Each time they get pregnant, they have the same chance.

Sickle Cell
Trait (AS)

Sickle Cell Trait
(AS)

Sickle Cell
Disease (SS)

Sickle Cell
Disease (SS)

When one parent has sickle cell disease and the other has
a trait, they have a 50% chance (or 1 out of 2) of having a
baby with sickle cell disease. Each time they get pregnant,
they have the same chance.
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Comprehensive Sickle Cell Disease Care Plan:
6 Years to Adult
Evaluation

Interval

General Physical exam
6-8
9 - 18
Over 18
Immunizations

Every 3-4 months
Every 4-6 months
Every 6-12 months
As advised by your sickle cell
doctor
Comprehensive Social Worker evaluation
Interview, evaluation, and school
Once a year
assessment
Genetic Counseling Services
Family Studies
First visit
Sickle cell counseling
1 - 3 times a year
Every 4 months to twice a year
Haematology (red blood cell)
Evaluation
As advised by your sickle cell
Liver –Gall bladder evaluation
doctor
Once a year
Renal (Kidney tests)
By 10 years with follow-up as
Echocardiogram (Heart tests)
indicated
Once a year (after age 10)
Ophthalmology (Eye tests)
By 10 years with follow-up as
Pulmonary Function Testing (Lung
indicated
tests)
Once a year
Dental Evaluation
Once a year
Neurological Evaluation
Once a year
Psychological/Family Therapy
Consultation
As necessary
Physiotheraphy Assessment
Every 2 years or as needed
Formal Nutrition Assessment
Once a year
Sickle Cell Patient Education
Age 12 then yearly
Transition Evaluation
Once a year
School Performance Evaluation
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Common Medical Tests
When your child goes to the doctor, she may be sent to the lab for blood or urine tests. For a blood test,
they will take some blood from her arm with a tiny needle. This may hurt like a little pinch. It is important
to tell your child that taking blood is not the same as a shot, and it won’t hurt afterwards. If a urine sample
is needed, the nurse will explain how to get it. These are some of the most common tests:
Blood Tests
Haemoglobin electrophoresis
This is the test which is used to find out a person’s haemoglobin type. It is this test which tells you what
type of sickle cell disease your child has.
This test is also done when it is important to know how much sickle haemoglobin is in your child’s blood.
Before a blood transfusion, doctors use the test to help decide how much blood should be given. After a
transfusion, the test is used to see if enough blood was given to lower the amount of sickle haemoglobin
and prevent complications from sickling.
Full blood count (FBC)
The most common blood test is the full blood count (FBC). It is mainly done to find out the number,
shape and size of the blood cells and the haemoglobin level. This information is used to tell if any
treatment is needed.
The normal haemoglobin level in children without sickle cell disease is 11-14. Children with sickle cell
disease usually haven lower haemoglobin level of 6-10. This varies with the type of sickle cell disease. If
your child’s haemoglobin level is less than 6, she may need to be given blood or go to the hospital.
Reticulocyte (Retic) count
Reticulocytes are young red blood cells. The number of these cells shows whether the bone marrow is
doing its job well, making and releasing young cells into the blood.
Kidney and liver function tests
These tests show if these organs have been damaged by sickle cell disease. In young children, damage is
rare. However, over time, the sickle cells can plug up the small blood vessels of these organs so that they
can become damaged.
Urine test (urinalysis)
In sickle cell disease, children can get kidney or urinary tract infections. Because you may not have
symptoms, urine is checked under a microscope for signs of infection. With a bacterial infection, urine is
cloudy, smells bad and tiny swimming bacteria and white blood cells can be seen. Red blood cells in the
urine can be a sign of slight bleeding from the kidney. A lot of protein in the urine can mean kidney
damage.
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Imaging Tests
X-Rays
X-Rays are used to see if there is an infection in the lungs and to look at bones which may be damaged by
sickle cell disease.
Ultrasound
Sound waves are used to look at structures in the body. The images are not as clear as with an MRI.
Transcranial Doppler
An ultrasound used to measure blood flow in the blood vessels of the brain. This is a non-invasive test for
stroke.
Echocardiogram (ECG)
A test which gives a picture of the heart and shows heart function.
MRI (Magnetic Resonance Imaging)
MRIs are used to look at the structure of the brain and other organs without using X-rays.
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Health Care Providers
Audiologist
The person who tests your child’s hearing.
Cardiologist (heart specialist)
The doctor who does Echo and checks your child’s heart.
Child Life Specialist
A person who uses play with your child to lower anxiety and promote understanding and healthy patterns
of development during hospital stays. The child life specialist supervises programmes for groups of
children in the playroom and for the individual child at bedside.
Dentist
The doctor who helps your child keeps his teeth healthy and clean.
Genetic Counselor
A person who explains how your child inherited sickle cell disease and your chances of passing it on to
future children. By taking a detailed family and pregnancy history, this counselor gives you a chance to
discuss your concerns about your child having sickle cell disease. They also can tell you if there are any
other hereditary disorders that might be in your family. The genetic counselor teaches you and your child
about the disease and how to deal with it.
Haematologist (blood specialist)
The doctor who treats your child’s sickle cell disease.
Nephrologist (kidney specialist)
The doctor who treats your child’s kidneys if they are damaged.
Neurologist
This is a doctor who is an expert in the nervous system. The nervous system includes the brain. This
specialist checks for seizures, strokes or related problems.
Neuropsychologist
This is a psychologist who specializes in studying brain behavior relationships. They help evaluate and
treat children with learning problems.
Nutritionist
The person who gives you advice on the best foods for your child and helps you find ways to get your
child to eat what is good for him.
Occupational Therapist
The person who takes your child to “O.T.” (Occupational Therapy) when he is in the hospital. These
therapists help your child do activities that are useful as well as interesting. These activities can include
dressing, cooking, sewing, computer games, etc. These activities can help your child focus on other
things besides being sick or in pain.
Ophthalmologist (eye specialist)
The doctor who checks your child’s eyes for any sickle cell damage.
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Orthopedist (bone specialist)
The doctor who treats damaged bones or joints.
Paediatrician
A doctor who provides medical care for children. A paediatrician can give your child routine care,
referring your child to other specialists as needed.
Physiatrist
A doctor that specializes in physical medicine and rehabilitation.
Physiotherapist
The person who takes your child to “P.T.” (physiotherapy) when he is in the hospital. These therapists
also bring hot packs to the clinic if your child is being treated for pain or provide activities designed to
help relieve pain, such as mild exercise or whirlpool (hot tub) treatments.
Primary Care Physician
A doctor who provides medical care for people of all ages, from babies to older adults. A primary care
physician can give your child routine health care, referring to other specialists as needed.
Psychologist
A person who provides counseling for families and children. Psychologists are trained to help children
and families deal with a chronic illness. They also help with other concerns, such as school problems,
behavior problems, and depression.
Social Worker
The person who helps children and families cope better with sickle cell disease. A social worker can help
you with billing and health insurance, getting medical care in and out of the hospital, and finding support
for your emotional needs. You and your child can also talk to a social worker about any of your problems
or feelings.
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TRAVEL LETTER
Re: _____________________
SAMPLE
DOB: ___________________
To Whom It May Concern: __________________________________________________________________
is a ____________ month old child with haemoglobin _______________________ disease who is followed at
________________________________________ under the care of _______________________________.
In order to decrease the morbidity from their disease, our patients and their families are educated to recognize
the symptoms and seek immediate treatment of the following emergencies seen commonly in sickle cell
disease. We would appreciate your cooperation in the event that any of these patients come to you for
treatment.
1. Fever greater than 38.3o C: Aggressive evaluation for the source of such a fever in the child with sickle
cell disease is very important. This evaluation should include FBC, reticulocyte count, blood culture, chest xray and urine culture. He or she should be started on IV parenteral antibiotics pending blood culture results.
2. Acute chest pain or difficulty breathing: The patient should have a chest x-ray, FBC, reticulocyte count,
and consider blood gas studies if there is any evidence of acute respiratory distress. If the patient is febrile,
antibiotics should be started. In patient with severe chest pain and/or a positive chest x-ray, hospitalization is
mandatory.
3. Acute pain not relieved by acetaminophen, fluids, bed rest: An aggressive evaluation for the source of
the pain is mandatory. FBC, reticulocyte count, and other appropriate laboratory tests are also recommended.
Follow-up in twenty-four hours to evaluate status.
4. Marked lethargy or tiredness: Physical examination documenting the size of the spleen, FBC, reticulocyte
count and observation are recommended to rule out splenic sequestration and acute aplastic episode.
5. Vomiting, diarrhea leading to dehydration: If patient cannot take oral fluids, patient should be hydrated.
6. Neurologic symptoms (seizures, weakness in the arms or legs, severe headaches, marked dizziness or
visual changes): The patient should undergo an extensive neurological examination. All patients with
neurological symptoms should be admitted to the hospital. The possibility of a cerebrovascular accident
should always be
considered. Febrile patients demand a spinal tap. Exchange transfusion should be considered, and we should
be notified of such a situation immediately.
Telephone number ____________________ .
Please call Dr. _____________________________ available at telephone number
_______________________
during regular business hours to provide further information about individual patients, to answer any questions,
and to screen calls for appropriate physicians. During other times, call the on-call Haematologist, the
___________________________________________ hospital switchboard can page one of our physicians 24
hours a day at ______________________________ .
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When to Call the Doctor or Nurse
Call to Have your Child Seen Right Away
If Your Child Has One of These Danger Signs:
Fever:
Head/Neck:
Chest:
Stomach:
Color:
Penis:
Behavior:

38.3o C or higher
Severe headache or dizziness
Stiff neck
Pain or trouble breathing
Severe pain or swelling
Loss of normal skin color, very pale or gray
Painful erections
Seizures
Weakness or paralysis (can’t move arm or leg)
Can’t wake up

If you can’t reach the doctor, take your child to the Emergency Room.

Call for Advice
If Your Child Has One of These Problems:
Stomach:
Fever:
Color:
Arms, legs, and back:
Chest:
Nose:
Behavior:

Vomits more than once
Has diarrhea more than once
37.5o C which lasts more than 24 hours
Jaundiced (eyes or skin look yellow)
Pain, with no other symptoms
Coughs, without fever or chest pain
Runny or stuffed nose
Acts strangely
Refuses to take medicine
Refuses to eat or drink
Less active than usual
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Temperature Conversion Chart
Celsius (oC) to Fahrenheit (oF)

o

o

36.2
36.4
36.6

97.2
97.5

C
36.0

Normal armpit temperature

Normal temperature by mouth

F
96.8

97.9

36.8
37.0

98.2
98.6
99.0

37.2
Normal temperature by rectum

Call your doctor if your child
has a fever at or above 101° F
or 38.3° C.

37.4
37.6
37.8

99.3
99.7

38.0
38.2
38.4

100.4
100.8
101.1

38.6
38.8
39.0
39.2
39.4
39.6
39.8
40.0
40.2
40.4
40.6
40.8

101.5
101.8
102.2
102.6
102.9
103.3
103.6
104.0
104.4
104.8
105.1
105.4

100.0

Different centres and doctors may use other approaches to treating these problems.
Follow your doctor’s advice.
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Letter to Schools about Physical Education
Date:
RE:

Patient ___________________________________
MR# _____________________________________
DOB: ____________________________________

To Whom It May Concern:
The above-named patient is a _______-year-old followed at
_____________________________________ (Clinic or Hospital)
for sickle cell disease. She/he is capable of normal participation in a general physical education
programme, and we would encourage this as much as possible.
However, because of his or her sickle cell disease, there are times when the patient may experience pain
in the limbs, shortness of breath or other symptoms with strenuous physical activity. She/he should be
excused from such activity at these times, but alternatives should be sought which will allow as much
participation as possible in group activities, without forcing the child beyond these temporary limitations.
If you have any questions, please feel to contact me at
___________________________________________ (Clinic or Hospital)
Sincerely,
_______________________________
(Doctor or Nurse)
_______________________________
(Telephone Number)
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Nigerian Parent and Adult Support Groups
1.

Club/
Foundation
Sickle Cell
Health Watch

Phone number
Location
Yenagoa/
Bayelsa
Calabar

Contact
person

Email address
Oyinemi2001@yahoo.co.uk

08038977327

Philomena
Aladei

08036779276

Dr. Enang E.
Ukpong

geukpong @yahoo.com

2.

Sickle Cell
Club

3.

Oluwatoki
Oluseye
Siickle Cell
Foundation
Sickle Cell
Hope Alive
Foundation
(SCHAF)
Nike Opalemo
Sickle Cell
Foundation
The Sonny
Kuku
Foundation
Sickle Cell
Club

Ibadan

08033491006

Rev. Canon
Oluseye
Ogunrinde

Oluseye-ogunrinde@yahoo.com

Ibadan

08108192619
08033884293

Prof. A.G.
Falusi

schafoundation@gmail.com

Lagos

08083858961

Mrs. Nike
Opalemo

opalemojoslineadekoya@yahoo.co
m

Lagos

08023081224

Mayowa
Adeyemi

info@tskfoundation.org
www.tskfoundation.org

Kano

08065435023

Dr. Abubakar
Bala

abbadara@yahoo.com

8.

Sickle Cell
support Group

Kaduna

08137360788

Deacon Layi
Adisa

deaconadisa@yahoo.com

9.

Sickle Cell
Club

Badagry

08035821373

Abegunde A.
S.

10.

Sickle Cell
Patients’
Network
Sickle Cell
Club

Kaduna

080378779799

Hajiya B. M.
Inuwa

abegundearinola@yahoo.com
www.sicklerloosed.8k.com
sicklecellpatient@gmail.com
www.sicklecellpatient.org

Island

08023273594

Dr.
Braithwaite

banwotunjibraithwaite@co.com

12.

Sickle Cell
Club

Yaba

08033729436

Mrs. Adele

t_jeleelat@yahoo.com

13.

Sickle Cell
Club

University of
Lagos

08033005540

Dr. Akinfala

femiakinfala @yahoo.com

14.

Sickle Cell
Club

Festac

08034748125

Mr.
Omitogun

omitogunmathew @yahoo.com

15.

Sickle Cell
Club

Isolo

08037125465

Mr. Anthony
Osegbue

okeyosegbue@yahoo.com
www.sicklecellfoundation.com

4.

5.
6.
7.

11.
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16.

Sickle Cell
Advocacy &
Management
Initiative
Sickle Cell
Club

Surulere

Surulere

08023271415

Dr.
M.O.Kehinde

mokehinde@cmui.edu.ng
mo_kehinde@yahoo.com

18.

The Gene SS
Folks

Igando

08024749448

shunnamitewoman@yahoo.com
genessfolks@yahoo.com

19.

Sickle Cell
Club

Ijebuode

08055125468

Mrs. Niniola
PhilipsAdeleye
Mrs.
Adebanjo

20.

Maidunama
Sickle Cell
Foundation
Sickle Cell
Club

Jos

08037022089

Rabi
Maidunama

rabichina@yahoo.com

Osogbo

08035150289

Dr. Raji

niyiraji@yahoo.com

22.

Run Sickle
Cell Club

Mowe/Ogun

08052236377

Dr. O. O.
Ilesanmi

toytundun@aol.com

23.

Society for
Counseling &
Support
Sickle Cell
Club

Abuja

08028551863

heamatologistben@yahoo.co.uk

Ibadan

07033747593

Mr.
Emmanuel
Benjamin
Mrs. E. O.
Ajiboye

Sickle Cell
Humanitarian
Organization
Sickle Cell
Club

Katsina

08039703222

Mrs. Halima
Idowu

Halimaidowu@yahoo.com

Ife

08037115500

Mrs. Fashina

sicklecellclubife@yahoo.com

27.

Sickle Cell
Club

Ibadan

08054044916

Dr. Ipadeola

ipadeolat@yahoo.com

28.

Sickle Cell
Promotion
Centre
Orient Sickle
Cell
Foundation
Cannon Sickle
Cell Club

17.

21.

24.
25.
26.

29.
30.

08023132702

Ms. Toyin
Adesola

info@sami-ng.org
www.sami-ng.org

08029087796,
08033217343

taadebanjo@yahoo.com

jewelbuk@yahoo.com

Sicklecellpatient@gmail.com
www.sicklecellpatient.org.

Awka

08038995415

Chudi T.
Mokebe

tholcylab@yahoo.com

Enugu

08037844949

Charity
Aneke

anekecharity@yahoo.co.uk
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Sample Pain Management Agreement
Agreement between the Teen and the Sickle Cell Care Team
GOALS:
1. The teen will perform self-care activities as specified.
2. The teen will remain as pain free as possible.
The Teen’s Responsibilities
1.Will discuss how well the pain medication is
working with the treatment health team.

2. Will drink needed amounts of fluids.
3. Will do deep breathing exercises every 4
hours or use incentive spirometer as agreed
upon.
4. Will get out of bed for 10 minutes during
both day and evening shifts and increase this
amount of time over time.
5. Will do relaxation exercises for 30 minutes
on each shift.

Staff Responsibilities
1a. Will administer the agreed upon pain
medication and discuss the treatment plan with
the teen.
1b. Will adjust pain medication dosage as
needed within safe guidelines.
2. Will provide fluids of choice and encourage
intake when necessary.
3. Will encourage and assist as needed.
4. Will help, when needed, with walking during
both day and evening shifts, and provide
distraction activities.
5. Will encourage and assist as needed.
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Nigerian Sickle Cell Disease Centres
Sickle cell centres are available at all tertiary hospitals in Nigeria.
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Chances of Having a Baby with
Sickle Cell Disease
Both Parents Have Sickle Cell Trait

Sickle Cell Trait
(AS)

No Trait
(AA)

Sickle Cell
Trait (AS)

One Parent Has Sickle Cell Disease and
One Parent Has Sickle Cell Trait

Sickle Cell Trait
(AS)

Sickle Cell Sickle Cell
Trait (AS) Disease (SS)

Sickle Cell Disease
(SS)

Sickle Cell Trait
(AS)

Sickle Cell Sickle Cell Sickle Cell Sickle Cell
Trait (AS) Trait (AS) Disease (SS) Disease(SS)

When both parents have sickle cell trait, they have a 25%
chance (1 out of 4) of having a baby with sickle cell disease.
Each time they get pregnant, they have the same chance.

When one parent has sickle cell disease and the other has
a trait, they have a 50% chance (or 1 out of 2) of having a
baby with sickle cell disease. Each time they get pregnant,
they have the same chance.
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Chances of having a
baby with SC Disease

One Parent Has Sickle Cell Trait and
One Parent Has C Trait
Sickle Cell
Trait
(AS)

No Trait
(AA)

Sickle Cell
Trait (AS)

C Trait
(AC)

C Trait
(AC)
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Haemoglobin SC
(SC)

Appendix N

Diagrams of Inheritance
(Punnett Squares)
A
A

S

AA

AS

AS

SS

A

S

A

AA

AS

A

AA

AS

A

S

A

AA

AS

C

AC

SC

S
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Suggested Acetaminophen* Dose Chart
®

*Brand Names: Paracetamol, Tylenol
Drops
Age
0-3 months
4-11 months
12-23 months
2-3 years
4-5 years
6-10 years
11 years
12 – 14 years
>14 years

80 mg
Dropperful
1/2 dropper
1
dropper
11/2 droppers
2
droppers

liquid
120 mg
5 ml
1/2 teaspoon
1
teaspoon
11/2 teaspoon
2 teaspoons
2 teaspoons

0.8 ml
Dropperful
0.4 ml
0.8 ml
1.2 ml
1.6 ml
---

Tablets

500 mg
tablets
1/2 tablet
3/4 tablet
1
tablet
1 1/2 tablets
2
tablets

Give your child the right dose 4 or 5 times a day or as ordered by your doctor. Don’t give your
child more than 5 doses in 24 hours.

Suggested Ibuprofen* Dose Chart
®

*Brand Names: Ibupain, Brufen, Advil
Age
6 – 11 months
12 – 23 months
2 – 3 years
4 – 5 years
6 – 8 years
9 – 10 years
≥11 years

Suspension (100 mg/5 ml)
2.5 ml (50mg)
5.0 ml (100mg)
7.5 ml
10,0 ml (200mg)
12.5 ml (250mg)
15.0 ml (300mg)
20.0 ml (400mg)

Tablets (400 mg)

1/2

tablet

1 tablet

Give your child the right dose 2 to 4 times a day or as ordered by your doctor. Don’t give your
child more than 4 doses in 24 hours.
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Resources – Books, Foundations, Information
Books on Parenting:
Edelman, Marina Wright, The Measure of Our Success: A Letter to My Children and Yours,
Harper-Collins, 1993.
Beal, Anne C, Villarosa, Linda, Abner, Allison, The Black Parenting Book, Broadway Books,
1998
Poussaint, Alvin S. and Comer, James, Raising Black Children, Plume, New York, 1992
Price H. Achievement Matters: Getting Your Children the Best Education Possible. Kensington
Publishing Corporation, 2003
Boyd-Franklin, AJ. Boys into Men: Raising Our African American Teenage Sons,
Penguin Group, 2001
Ginott H, Ginott A, Goddard HW. Between Parent and Child. Three Rivers Press, 2003
Corwin DG. The Tween Years: A Parent’s Guide for Surviving Those Terrific, Turbulent and
Trying Times. McGraw-Hill, 1998.
Leff PT., Walizer EH. Building the Healing Partnership: Parents, Professionals and Children
with Chronic Illnesses and Disabilities. Brookline Books, 1992.
Books on Sickle Cell Disease:
Akinyanju O. , Olujohungbe A.: How to Live with Sickle Cell Disorder. BookBuilders, Editions
Africa, 2009.
Kotila R.T.: Sickle Cell Disease, that all may be aware. Ibadan University Press, Ibadan. 2010.
Foundations:
Nigeria: www.sicklecellfoundation.com
Ghana: www.sicklcellghana.org
United Kingdom: www.sicklecellsociety.org
United States: www.sicklecelldisease.org
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Information:
National Center for Biotechnology Information, U.S. National Library of Medicine
www.ncbi.nlm.nih.gov
National Heart, Lung, Blood Institute Disease, Inc.
National Institute of Health
(301) 592-8573
www.nhlbi.nih.gov
March of Dimes
www.marchofdimes.com
Brave Kids - Help for Children With Chronic, Life-threatening Illnesses or Disabilities
www.bravekids.org
Medical Home (American Academy of Pediatrics) Particular focus on transition to adult care.
www.medicalhomeinfo.org
MEDLINEplus
www.nlm.nih.gov/medlineplus/sicklecellanemia.html
Sickle Cell Anemia Mini-Course and Virtual Lab
http://k14education.uams.edu/SickleCell

Website for Children:
www.sicklecellkids.org/sicklecell_temp.html
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Glossary
Anaemia (low blood)
A condition in which there is less haemoglobin in the blood than usual so that the blood can’t carry as
much oxygen.
Aplastic Episode
An episode when the bone marrow stops making red blood cells. The blood count may fall much lower
than usual. If it happens, it is usually with a fever or infection.
Carrier
A person who has one gene for Haemoglobin A and one gene for another type of haemoglobin. This
person is also referred to as having a haemoglobin trait. A carrier doesn’t have the disease, but two
carriers can have a baby with sickle cell disease.
Chromosome
Structures containing the genes in the body. Most people have 46 chromosomes. Prenatal testing can be
done to study an unborn baby’s chromosomes.
Full Blood Count (FBC)
A blood test which measures the size of the red blood cells and the amount of haemoglobin. It tells the
number of red blood cells, white blood cells, and platelets.
Dehydration
A condition caused by not having enough water in the body. Dehydration can happen with diarrhea, fever
or exercise. It may cause a sickling episode in someone with sickle cell disease.
Electrophoresis
One of the best blood tests to find out a person’s haemoglobin type. It shows most haemoglobin traits
and can determine different types of sickle cell disease.
Gene
The basic unit of heredity. Genes are passed on by a mother in the egg and by a father in the sperm.
People have about 100,000 genes which determine many characteristics, including haemoglobin type.
Haemoglobin
The substance which carries oxygen in red blood cells. People with sickle cell disease often have lower
haemoglobin levels.
Infarct
A blockage of blood flow that causes tissue to die because it doesn’t have enough oxygen.
Inherited
A characteristic passed on from parents to their children. Sickle cell disease is an inherited disease.
Jaundice
Yellowish color of the skin or eyes. It is caused by coloring materials from red blood cell breakdown.
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Leg Ulcer
A breakage in the skin that begins as a small sore on the lower leg -- above, over and around the ankle. It
can be caused by injury and decreased blood blow.
Priapism
A persistent, painful, unwanted erection of the penis caused by sickling.
Prophylactic Penicillin
Penicillin which is given in order to reduce the number and severity of infections in children with sickle
cell disease.
Sickle Cell Anaemia
Another name for SS disease, the most common type of sickle cell disease.
Sickle Cell Disease
A term which refers to all types of sickle haemoglobin disorders, such as SS disease, SC disease and S β
thal disease.
Spleen
An organ on the left side of the body that may be felt below the rib cage. It is a filter to remove bacteria
from the blood. This organ does not work well in sickle cell disease. It can trap blood and become
enlarged.
Splenic Sequestration
One type of episode that can occur in patients with sickle cell disease which can be life threatening. It is
caused by blood being trapped in the spleen.
Trait (see Carrier)
Transfusion
Blood given to someone because of a very low blood count, to prepare for surgery or to treat certain
complications of sickle cell disease.
Vaso-Occlusive Episode
Occurs when sickle cells block the flow of blood. This causes pain and, if severe, tissue damage.
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