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Your health is our #1 priority.  There are new responsibilities and processes on the adult side 
that young adults must learn and understand when they transition.   We are giving you this 
transition guidebook with the hope that it will help you answer questions about your medical 
care.   It will provide you with information and resources to help you successfully transition into 
the adult care setting.    In this guidebook information will be provided about available medical, 
clinical, nutritional, and social services that will help prepare you to become an independent 
adult.  We strongly encourage you to make the best use of these resources to help you live a 
healthy life with Sickle Cell Disease as you grow older.  
  

Contact Information 
 

Providers 
Please do not email in an emergency; use the paging operator to reach the on call physician if 
you have a fever or need urgent assistance. 

Philippa Sprinz, MD Philippa.Sprinz@bmc.org 

Amy Sobota, MD Amy.Sobota@bmc.org 

Caitlin Neri, MD Caitlin.Neri@bmc.org 

Lillian McMahon, MD 617-638-5795 Pager 0400 

Duyen Ngo, MD Call 617-638-6428 and ask to speak with Dr. Ngo (during the day) 

Laura Dickman, LCSW Laura.Dickman@bmc.org 

 
How To Reach a Physician  

 Pediatrics Adults 

Days**  617-414-4841 617-638-6428 

Nights & 
Weekends 

617-414-5000 or  
617-638-5795 pager 5731 

617-638-6428, after hours this becomes an 
on-call hematology service. 

*This is also the number you should use to schedule, cancel or reschedule an appointment or 
for prescription refill requests.  In addition between the hours of  8:30am-5pm, use this number 
to reach your nurse, doctor or social worker for non-emergent issues.  
*When paging a Doctor, please make sure your phone is accepting blocked calls. 
**Days are typically Monday-Friday from 8:30am-5pm. 
 

Clinic Locations as of 2014 
Pediatric Hematology Clinic Adult Hematology Clinic/Sickle Cell Transition Clinic 

 

Yawkey Building, 5th Floor 
850 Harrison Ave, Boston MA 02118 

617-414-4841 

Moakley Building, 3rd Floor 
830 Harrison Ave, Boston, MA 02118 

617-638-6428 
 
 
 
 
 

mailto:Philippa.Sprinz@bmc.org
mailto:Amy.Sobota@bmc.org
mailto:Caitlin.Neri@bmc.org
mailto:Duyen.Ngo@bmc.org
mailto:Laura.Dickman@bmc.org
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Common Issues/Questions 
 

Issues/Questions Pediatrics Adults 

What do I do if I 
am in pain? 

First, follow your sickle cell care plan. 
If you need advice then contact your 
doctor 
Phone:  617-414-4841 (during the day) 
Paging: Dial 617-414-5000 and ask for the 
Pediatric Hematologist on-call.  Or, dial 
617-638-5795 enter 5731 & then enter 
your call back number 
  

Call 617-638-6428 (after hours 
you will reach  an on-call 
service and ask for the 
hematologist on call) 
 
If your pain is not controlled, 
report to the Emergency 
Department.  

What do I do if I 
am low on pain 
medication? 

Call the office at 617-414-4841 and ask to 
be directed to the nurse.  You will need to 
leave your name and a call back number.  
This may take up to 2 days to get.  
Prescriptions for opioid pain medication 
(such as oxycodone) must be picked up in 
person!   You may need to be seen before 
a refill can be written. 

Call the Hematology/Oncology 
clinic at 617-638-6428 and 
request a refill from the triage 
nurse.  It typically takes 24 
hours (not including 
weekends) to get a refill; if you 
need medication sooner 
please be sure to say so. 

What do I do if I 
cannot make my 
appointment? 

Call 617-414-4841 and ask to reschedule 
your appointment. 

Call the Hematology/Oncology 
clinic at 617-638-6428 to 
reschedule. ** If you miss an 
appointment and do not 
reschedule you will not be 
prescribed pain medication 
until you are seen by the 
doctor again.**  

Where can I 
have my general 
questions 
answered? 

You can email your doctor or write down 
your questions to bring to your next 
appointment.  Email should only be for 
non-emergent questions. 
Philippa Sprinz ςPhilippa.Sprinz@bmc.org 
Amy Sobota ς Amy.Sobota@bmc.org 
Caitlin Neri ς Caitlin.Neri@bmc.org 

Please reach out to Dr. 
McMahon or Dr. Ngo for any 
questions.  They are there to 
help you! You can reach them 
at 617-638-6428 or through 
the contact information 
provided above. 

 
 
 
 
 
 

mailto:Philippa.Sprinz@bmc.org
mailto:Amy.Sobota@bmc.org
mailto:Caitlin.Neri@bmc.org
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Booking Appointments with Specialists and Primary Care Physicians 
Please check ahead of time as clinics may move and phone numbers may change. You can always call 
the BMC operators at (617) 414-5000 and ask for the number of the clinic you are trying to reach. 

 
Pediatrics 

 

Specialties 
 

Contact Information 

Dentistry Yawkey Ambulatory Care Center, 5th Floor 
Call: 617-414-4046 

Ophthalmology (Eyes) Yawkey Ambulatory Care Center, 2nd Floor 
Call: 617-638-8350 

Orthopedic Surgery (Bones) Shapiro Center, 4th Floor, Suite 4B 
Call: 617-638-5633 

Pediatric Specialties Group 
 

Call: 617-414-4841  
 

¶ Cardiology (Heart) 
 

Yawkey Ambulatory Care Center, 5th Floor 
617-414-4841 

¶ Developmental and Behavioral 
 

Yawkey Ambulatory Care Center, 5th Floor 
617-414-4841 

¶ Endocrinology/Diabetes 
 

Yawkey Ambulatory Care Center, 5th Floor 
617-414-4841 

¶ Gastroenterology  
 

Yawkey Ambulatory Care Center, 5th Floor 
617-414-4841 

¶ Hematology/Oncology (Blood) 
 

Yawkey Ambulatory Care Center, 5th Floor 
617-414-4841 

¶ Neurology (Brain) 
 

Shapiro Center, 7th Floor 
617-414-4841 

¶ Pediatric Surgery 
 

Shapiro Center, 8th Floor 
617-414-4841 

¶ Pulmonology (Lungs) 
 

Shapiro Center, 8th Floor 
617-414-4841 

Primary Care Yawkey Ambulatory Care Center 
Call: 617-414-5946 

Renal Medicine (Kidney) 
 

Shapiro Center, 7th Floor, Suite 7A 
Call: 617-414-8680 

Urology Shapiro Center, 3rd Floor, Suite 3B 
Call: 617-638-8485 
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Adults 
 

Specialties 
 

Contact Information 

Cardiology (Heart) Cardiovascular Center 
Preston Family Building, 3rd Floor 
Call: 617-638-7490 

Dentistry Boston University Goldman School of Dental 
Medicine; 100 East Newton Street Suite G-407 
Call: 617-638-3430 

Endocrinology Nutrition & Weight Management 
Preston Family Building, 2nd Floor 
Call: 617-638-7470 

Gastroenterology (Stomach) Moakley Building, 2nd Floor 
Call: 617-638-6525, option #1 

Hematology/Oncology (Blood) Solomont Center for Hematology/Oncology 
Moakley Building, 3rd Floor 
Call: 617-638-6428 

Neurology (Brain) Shapiro Center 
Call: 617-638-8456 

Ophthalmology (Eyes) Yawkey Ambulatory Care Center, 2nd Floor 
Call: 617-638-8350 

Pulmonology (Lungs) Shapiro Center, 9th Floor, Suite 9B 
Call: 617-638-7480 

Primary Care/General Internal Medicine 
 

¶ Family Medicine 
 

¶ Integrative Medicine & Health Care 
Disparities 

Shapiro Center, 5th and 6th Floors 
Call: 617-414-5951 
Yawkey Ambulatory Care Center, 4th Floor 
Call: 617-414-2080 
Yawkey Ambulatory Care Center, 4th Floor 
Call: 617-414-6795 

Renal Medicine Shapiro Center, 7th Floor, Suite 7A 
Call: 617-414-8680 

²ƻƳŜƴΩǎ IŜŀƭǘƘ Group (Primary Care) Shapiro Center, 5th Floor, Suite 5A 
Call: 617-638-7428 
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Common Differences between Pediatric and Adult Care 

You may notice that there are some differences in the pediatric and adult medicine clinics.  
Neither one is better nor worse, but understanding what to expect may help make the 
transition easier. 

Pediatrics Adult 

Parent/guardian is in charge of most of your 
care needs 

Care is self-directed (as an adult, you are in 
charge) 

Parent/guardian usually tells the doctor about 
how you have been doing  

You give the doctor your medical history since 
your last visit   

Parent/guardian helps to schedule your 
appointments 

You schedule your own appointments 

Support services are offered for financial and 
emotional issues 

You can ask for financial or emotional support 
services based on your needs 

Transportation to your appointments is 
usually provided or arranged by an adult 

You must provide or arrange your own 
transportation 

Your parent/guardian has insurance or health 
benefits   

By age 26, you must have your own insurance 
or health benefits   

 

 

The above chart provides a very simple overview of some differences between pediatric and 
adult care.   Everybody comes with different experiences with their own healthcare.  We value 
you and are here to help you with the transition process.  For some of you, that may mean 
assuming new roles and responsibilities, for others it may not.  Regardless of where you are 
coming from, an important part of becoming an independent adult is working towards 
assuming responsibility of your healthcare.   
 

 

 

 

 
 
 
 
 



7 
 

 

Navigating BMC and the Health Care System 
 

Keeping track of medical appointments 
¶ When you make a medical appointment make sure you get a card with the date, time 

and location on it. 

¶ Write your appointment down in your calendar or put it in your phone right away. 

¶ You should get a reminder call and receive a reminder letter ahead of time. However, do 
not depend on this! Make sure you are keeping track of your own appointments. 

¶ If you are not going to be able to keep your appointment, call as soon as possible to 
reschedule ς this way your canceled appointment can be filled by other patients who 
need to see their provider.  
 

Getting prescriptions filled/refilled 
¶ Do not wait until you run out of medicine to call and ask for a refill. 

¶ If there are refills left on your prescription, call the pharmacy phone number on the 
bottle and you can directly refill it yourself. 

¶ Take ownership, when you have an appointment check your medication first.  At the 
appointment, ask for any prescription refills you need. 

¶ ** Prescriptions for opioid pain medication must be given to you in person; always make 
sure you have some pain medication at home in case you need it. When you are starting 
to get low, call for a refill, or ask at your next visit. 
 

Utilizing the Emergency Department  
¶ If you are having pain at home first follow your sickle cell pain plan; if you need advice 

see the table on page 3 and call your doctor to discuss what you should do. 

¶ Even if you think you need to come to the ED, paging the doctor ahead of time can 
sometimes help speed things along. 

¶ If you ever need to be seen at an outside ED it is particularly important to page your 
hematologist; otherwise we will not know you are there and cannot help them take the 
best possible care of you. 
 

Primary Care 
¶ Your hematologist is a specialist in Sickle Cell Disease; however, there is a lot more to 

maintaining your health than just following up with your hematologist! It is extremely 
important to have a primary care doctor who can help with routine medical needs and 
coordinating care with different specialists. You should see your primary care doctor for 
a regular check-up once or twice a year. 
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Facts about Sickle Cell Disease  
 

How did I get Sickle Cell Disease? 
 

¸ƻǳ Ŏŀƴƴƻǘ άŎŀǘŎƘέ {ƛŎƪƭŜ /Ŝƭƭ 5ƛǎŜŀǎŜ; it is inherited. That means that to have Sickle Cell 
Disease you have received one gene for the disease from each of your parents.  One gene 
means you are a carrier, two genes mean you have the disease.   
 
Everyone has two genes for hemoglobin (the protein in the red blood cells that carries oxygen), 
ƻƴŜ ŦǊƻƳ ŜŀŎƘ ǇŀǊŜƴǘΦ  ά!έ ƛǎ ƴƻǊƳŀƭ ƘŜƳƻƎƭƻōƛƴΣ ŀƴŘ ά{έ ƛǎ sickle hemoglobin.   
 
If both parents have one normal gene and one sickle gene, they have AS, also known as Sickle 
Cell Trait.  Each of their children has a one in four chance of inheriting Sickle Cell Disease (SS). 
Each child has a 25% chance (1/4) of inheriting two normal genes (AA), a 50% chance (2/4) of 
inheriting one normal gene and one abnormal gene (AS or Sickle Cell Trait), and a 25% chance 
(1/4) of inheriting two abnormal genes (SS).  Inheriting two abnormal sickle genes gives a child 
ά{{έ ƻǊ {ƛŎƪƭŜ /Ŝƭƭ !ƴŜƳƛŀΦ 
 
The picture below illustrates how someone can get Sickle Cell Disease (SS) from his/her parents. 

 

 
From NHLBI http://www.nhlbi.nih.gov/health/health-topics/topics/sca/causes.html 

 

 
 
{ƻƳŜ ǇŜƻǇƭŜ ƘŀǾŜ ŀ ά/έ ƎŜƴŜ ǿƘƛŎƘ ƛǎ ŀƴƻǘƘŜǊ ǾŀǊƛŀǘƛƻƴ ƻŦ ƘŜƳƻƎƭƻōƛƴΦ LŦ ȅƻǳ ƘŀǾŜ ά{/έ ǘƘŜƴ 
you have a different type of Sickle Cell Disease. 
 
 

http://www.nhlbi.nih.gov/health/health-topics/topics/sca/causes.html
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The image below ǎƘƻǿǎ Ƙƻǿ ǎƻƳŜƻƴŜ Ŏŀƴ ƎŜǘ {ƛŎƪƭŜ /Ŝƭƭ ά{/έ Disease from his/her parents. 
 

 
From CDC http://www.cdc.gov/ncbddd/sicklecell/traits.html  

 
Some people inherit a combination of Sickle Cell Disease and Beta Thalassemia. Beta 
Thalassemia is a condition, which occurs when not enough (beta) hemoglobin is made. If one 
ǇŀǊŜƴǘ Ƙŀǎ ά!{έ ό{ƛŎƪƭŜ /Ŝƭƭ Trait) and one parent has ß° (Beta) Thalassemia trait, there is a 25% 
chance for each child to have Sickle- ß° Thalassemia.   
 

Can I pass on Sickle Cell Disease to my children? 
 

¸ŜǎΗ LŦ ȅƻǳ ƘŀǾŜ ά{{έ ŀƴŘ ȅƻǳ ƘŀǾŜ ŎƘƛƭŘǊŜƴ ǿƛǘƘ ǎƻƳŜƻƴŜ ǿƘƻ Ƙŀǎ {ƛŎƪƭŜ /Ŝƭƭ TǊŀƛǘ ά!{έ ǘƘŜƴ 
each child has a 50% chance (1/2) of having Sickle Cell DƛǎŜŀǎŜ ά{{έ ŀǎ ƛƭƭǳǎǘǊŀǘŜŘ ƛƴ ǘƘŜ ǘŀōƭŜ 
below.   
 
If your partner has only normal hemoglobin all your children will be carriers of the disease and 
no one will have the disease.   
 
 

You can prevent this from being a surprise by making sure your partner knows their sickle 
ǎǘŀǘǳǎΦ  ¸ƻǳǊ ǇŀǊǘƴŜǊΩǎ ǇŀǊŜƴǘǎ Ƴŀȅ ōŜ ŀōƭŜ ǘƻ ǘŜƭƭ ǘƘŜƳ ǘƘŜƛǊ sickle status.  To be sure, your 
partner can ask their doctor for a hemoglobin electrophoresis test.  If you or your partner were 
ōƻǊƴ ŀŦǘŜǊ ǘƘŜ ŜŀǊƭȅ мффлΩǎ ƛƴ ǘƘŜ ¦ƴƛǘŜŘ {ǘŀǘŜǎΣ ƛǘ ƛǎ ƭƛƪŜƭȅ ǘƘŀǘ ȅƻǳ ǿŜǊŜ ǎŎǊŜŜƴŜŘ ǿƛǘƘ 
newborn screening tests for Sickle Cell Disease and other abnormal hemoglobin.  If you were 
born outside the United States it is possible you were not tested as a baby.   
 
 
 

http://www.cdc.gov/ncbddd/sicklecell/traits.html
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Sickle Cell Inheritance 
 

LŦ L ƘŀǾŜΧ LŦ Ƴȅ ǇŀǊǘƴŜǊ ƘŀǎΧ hǳǊ ŎƘƛƭŘǊŜƴ Ƴŀȅ ƘŀǾŜΧ 
Sickle Cell Anemia (SS) Sickle Cell Trait (AS) 50% Sickle Cell Trait (AS) 

50% Sickle Cell Anemia (SS) 

Sickle Cell Anemia (SS) Normal hemoglobin (AA) 100% Sickle Cell Trait (AS) 

Sickle Cell/Hemoglobin C (SC) Sickle Cell Trait (AS) 25% Sickle Cell Trait (AS) 
25% Hemoglobin C Trait (AC) 
25% Sickle Cell Anemia (SS) 
25% Sickle Cell/Hemoglobin C (SC) 

Sickle Cell/Hemoglobin C (SC) Normal Hemoglobin (AA) 50% Sickle Cell Trait (AS) 
50% Hemoglobin C Trait (AC) 
 

Sickle Cell/Beta Thalassemia Sickle Cell Trait (AS) 25% Sickle Cell Trait (AS) 
25% Sickle Cell Anemia (SS) 
25% Thalassemia Trait 
25% Sickle Cell/Beta Thalassemia 
 

Sickle Cell/Beta Thalassemia Normal Hemoglobin (AA) 50% Sickle Cell Trait (AS) 
50% Thalassemia Trait 

 
 

Can I grow out of it?  
 

No, your genes do not change. The symptoms of Sickle Cell Disease may change when you get 
ƻƭŘŜǊΣ ōǳǘ ƛŦ ȅƻǳ ŀǊŜ ōƻǊƴ ǿƛǘƘ ά{{έ ȅƻǳ ǿƛƭƭ ŀƭǿŀȅǎ ƘŀǾŜ ά{{Φέ 
 

Is there a cure? 
 

The one cure for Sickle Cell Disease is a stem cell transplant, usually from a brother or sister 
with the same mom and dad.  Talk with your doctor to find out if this is an option for you.  
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What are the complications of Sickle Cell Disease?   
 

Sickle Cell Disease affects many organs/systems in the body. Complications are caused by the 
ŀōƴƻǊƳŀƭ ΨsƛŎƪƭŜΩ shape of the red blood cells as well as inflammation and hemolysis 
(breakdown of red cells).  These can often be prevented or reduced if you are well-monitored 
by your doctor and follow the preventative recommendations in your sickle cell care plan.  We 
recommend always keeping regular clinic appointments and following up with specialists. Some 
common complications other than pain include: 
 

¶ Acute Chest Syndrome:  Acute chest syndrome is caused by sickled hemoglobin trapped 
in the small blood vessels of the lungs.  This causes shortness of breath, fever and chest 
pain. It can be triggered by a chest infection such as pneumonia.  Acute chest syndrome 
can also develop before, during, or after an episode of sickle cell pain.  This is why it is so 
important to use your incentive spirometer if you are admitted for a pain episode. 

o Acute chest syndrome is a medical emergency and requires hospitalization and 
treatment with antibiotics and may require a blood transfusion.  If you think you 
are experiencing acute chest syndrome or any problems with your chest come to 
the ER immediately, calling ahead to let the staff know you are coming in sick. 

 

¶ Eye problems: Sickle Cell Disease can lead to obstruction of blood vessels in the retina, 
part of the back of the eye. This can, over time, lead to problems with vision. If this 
sickle retinopathy is detected early it can be treated. For this reason, we recommend 
that everyone with Sickle Cell Disease have a dilated eye exam by an eye doctor every 
year.  

 

¶ Gallstones: When the hemoglobin in red blood cells breaks down in the body, it releases 
bilirubin. In an individual with Sickle Cell Disease, the red blood cells are constantly 
being broken down and bilirubin forms rapidly. Excessive bilirubin in the body can form 
hard substances in the gallbladder called gallstones.  

o People with gallstones usually have pain at the upper right side of the abdomen, 
under the right shoulder, or between the shoulder blades. They may also have 
nausea, vomiting, fever, sweating, chills, pale colored stool, dark urine or 
yellowish discoloration of the eyes.  If you have repeated episodes of pain from 
your gallbladder, the hematologist or the surgeon may recommend its surgical 
removal.   

 

¶ Infection: In people with Sickle Cell Disease, the spleen stops working well in childhood, 
increasing the risk of frequent infection. You should receive a flu shot every year and get 
all available vaccines against infections.  Always call your doctor or report to the hospital 
if you have a fever (greater than 101.3), which might be a sign of serious infection.   
 

¶ Leg Ulcers: People with Sickle Cell Disease may have one or more sores on the leg called 
ulcers. This is often found in the lower third of the legs. Ulcers can sometimes persist for 
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years or re-occur after healing.  If you have any ulcers show your doctor as the doctor 
does not always look at your legs and may not know that you have this. 
 

¶ Priapism: This is a painful erection that occurs in males with Sickle Cell Disease. It is 
caused by a blockage of blood flow out of an erect penis. If you experience priapism 
treat it like you would a pain episodeτdrink lots of fluids, take a warm shower, use your 
pain medication, and attempt to urinate.  If the erection lasts for more than 1 hour go to 
the emergency room since prolonged priapism can lead to impotence.  Call ahead to let 
staff know that you are coming in with this problem. 

 

¶ Pulmonary Hypertension: The blood vessels in the lungs can be 
damaged by the sickled cells making it difficult for the heart to 
pump blood through the lungs. This eventually leads to an 
increased blood pressure in the lungs. This is one reason we may 
recommend that you see a pulmonary (lung) specialist in your late teen or early 
twenties, so that this can be detected early. 
 

¶ Splenic Sequestration: The spleen is an organ in the body found in the upper left part of 
the abdomen, under the rib cage. It helps to separate abnormal red blood cells from the 
normal ones, and also fights infections. In people with Sickle Cell Disease, the spleen 
may trap both abnormal and normal red cells. The abnormal cells may block the normal 
flow of blood out of the spleen.  This makes the spleen become big and sometimes 
painful. When the spleen traps many cells and anemia follows this is known as splenic 
sequestration. Splenic sequestration is more common in young children, but if you have 
sudden pain in your left upper abdomen call your doctor right away. 
 

¶ Stroke: The blood vessels in the brain can also be blocked by sickled cells. This may 
reduce the blood supply with oxygen to the brain causing a condition called stroke. 
Common symptoms of stroke include weakness in the arms, feet or legs, slurred speech, 
changes in vision, severe headache and vomiting.  In patients with Sickle Cell Disease a 
stroke can also be caused by bleeding in the brain.  Stroke is common in young children 
with Sickle Cell (SS and S beta zero Thalassemia) Disease and older people with these 
forms of the disease. When you were younger if you have SS disease or S beta zero 
thalassemia, your doctor will have ordered Transcranial Doppler (TCD) Ultrasound 
studies. If you have not had an abnormal TCD study by your teenage years it is less likely 
that you will have a stroke. Ask your doctors if want to know more about strokes and 
your risk of having one. 
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Pain 
 
What causes pain?  
 

People with Sickle Cell Disease have red blood cells ǘƘŀǘ ŦƻǊƳ ΨsƛŎƪƭŜΩ ƻǊ ƘŀƭŦ-moon shapes (see 
next page).  These sickle shaped cells can stick in the blood vessels, block blood flow, and cause 
pain (which is called vaso-occlusive pain).  When the individual with Sickle Cell Disease is well, 
most of his or her red cells are shaped like those of people without the disease.  It is when the 
individual with Sickle Cell Disease is stressed or sick that the cells become sickle shaped.   
 
Vaso-occlusive pain can be triggered by factors such as cold weather, having an infection, being 
dehydrated, or stress. You can help prevent some pain episodes by avoiding these kinds of 
triggers. 
 
Some women with Sickle Cell Disease notice they have more sickle pain around the time of 
their period.  If this happens to you, please discuss it with your doctor.  Sometimes hormone 
therapy may help reduce the frequency or severity of the pain.   

 
The two pictures below show the difference between normal red blood cells in the blood vessel 
and sickled red blood cells, and how the sickled red cells can block blood flow to organs which 
often results in painful episodes. 
 

 
                                From NHLBI: http://www.nhlbi.nih.gov/health/health-topics/topics/sca/ 

 

 
 

http://www.nhlbi.nih.gov/health/health-topics/topics/sca/
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How can I prevent pain?  

¶ Always dress appropriately for the weather; make sure you have warm clothes with you 
in case the temperature drops.   

¶ Limit your time outside when it is very cold. 

¶ If you go swimming, always swim in a heated pool. 

¶ Keep yourself well hydrated (drink between 2-3 liters of water a day); Sickle Cell Disease 
causes your kidneys not to hold water well so you will need to drink extra fluids, 
especially if it is warm outside or when you are exercising.  

 

How do I treat my pain?  

                                                       

You should have an individual pain treatment plan that you have discussed with your doctor. 
This should include: 
¶ Drinking extra fluids. 

¶ Using warm packs or taking a warm shower or bath. 

¶ Using your anti-inflammatory medicine (ibuprofen/motrin/advil/naprosyn) and a short-
acting opioid medicine (such as oxycodone) when pain starts. It is OK to take a short 
acting opioid with an anti-inflammatory medication together, and the sooner you start 
treating your pain the better.        

¶ Using deep breathing, guided imagery, meditation (Please refer to pages 19-20 for more 
information). 

 
 
If your pain is not controlled or you have any questions, call your hematologist.  Sometimes we 
can give you advice over the phone to treat your pain and keep you out of the emergency 
room. 
 
Always make sure to have pain medication with you at home, at school, or in your bag if you 
might be spending time away from home. If you are traveling, call your doctor to let her know, 
keep your prescriptions in their original bottles, and stay hydrated.   
 
Refills (paper copies of scripts) for opioids (Oxycodone, Percocet, Tylenol with Codeine, 
Dilaudid or Long Acting Morphine) must be given to you in person.  These drugs cannot be 
called in, sent in electronically, or faxed to the pharmacy. Therefore always make sure to 
contact your doctor for a refill BEFORE you run out of your medicine. 
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Should I Be Worried About Taking Too Much Medicine or Developing an 
Addiction to Medications?  
No! If you use your pain medications appropriately as prescribed by your doctor, it will not lead 
to addiction.  Just remember: NEVER SHARE MEDICATIONS.  Your doctor prescribes you 
medication based on your needs so it is dosed for you! 
 
Make sure you follow the instructions as to when and how to take pain medicines given by your 
provider(s) and take the required doses to control your pain. If your pain persists despite all 
medications given to you, please call your doctor or go to the emergency department.  
 
**Never use your pain medications to relieve stress or anxiety. If you are experiencing stress 
or anxiety, contact your primary care provider, hematologist and/or social worker for 
assistance.**  

 
Pain Medication Education 
Ibuprofen (Motrin and Advil),  

¶ pain relief  

¶ anti-inflammatory 
Oxycodone:  

¶ fast acting/short lasting opioid pain medication 
  (starts working in 20 minutes, lasts 4-6 hours) 
MS Contin (ά[ƻƴƎ !ŎǘƛƴƎ aƻǊǇƘƛƴŜέΥ extended release morphine):  

¶ slow acting/long lasting opioid pain medication (starts working in 1 ½ hours, lasts 8-12 
hours) 

It is OK to take these medications together according to your sickle cell pain plan. 

 
*Serum Concentration = blood level 

Remember 
1. Never run out of medicine.  
2. Call your doctor for help before having to go to the ED 
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Pain Pyramid 

 
 

 
 
What if my pain is interfering with my life? 
 

There is a medication named Hydroxyurea.  This medication has been shown to reduce the 
number of painful episodes for many people with Sickle Cell Disease. Studies also show that 
Hydroxyurea may help you live longer and lead a healthier life with the disease. If you have 
frequent pain and it is interfering with work, school, etc. talk to your doctor about Hydroxyurea.  

 

Mild Pain: Use over the counter pain relievers, warm 
packs and drink plenty of fluids.  Massage and 

acupuncture may also help 

Moderate Pain: Use stronger pain medicines 
prescribed by your  doctor 

Continue with any medications from level #1 that 
have been helping 

Severe Pain: Use strongest pain 
medicines that your doctor has 

prescribed 
Continue with any medications from 
Level #1 or Level #2 that have been 

helping  

Level #3 Medicines 
-- Morphine 

-- Hydromorphone  
    (Dilaudid) 

 
Level #2 Medicines 
-- Oxycodone 
-- Tramadol 
 

Level #1 Medicines 
-- Ibuprofen (Motrin or       
Advil) 
-- Acetaminophen (Tylenol) 

 
 
 
 
 

 

SICKLE CELL PAIN 
(WITHOUT FEVER) 
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Hydroxyurea for Individuals with Sickle Cell Disease 
 
What is Hydroxyurea? 
 

Hydroxyurea is a medicine that has been shown to help adults and children with Sickle Cell 
Disease.  Studies have shown that Hydroxyurea can decrease the number of pain events, acute 
chest syndrome (pneumonia), blood transfusions and admissions to the hospital. Patients take 
it by mouth once a day. It must be prescribed by a doctor and is available at most drug stores. 
The U.S. Food & Drug Administration approved it in 1998 for treatment of Sickle Cell Anemia in 
adults, although it has been used since the 1960s for other diseases. Hydroxyurea has been 
used in children with Sickle Cell Disease for close to 20 years. 
 

How does Hydroxyurea work? 
 

Red blood cells contain hemoglobin, which carries oxygen. In patients with Sickle Cell Disease, 
abnormal sickle hemoglobin causes the red blood cells ǘƻ ōŜŎƻƳŜ ƭƻƴƎΣ ǊƛƎƛŘ άsƛŎƪƭŜ ǎƘŀǇŜŘέ 
and sticky. Sickling causes blockage of blood flow to vital organs, muscles and tissues. With 
Hydroxyurea, red cells have more fetal hemoglobin, become larger, less sticky, and travel more 
easily through blood vessels. Hydroxyurea also decreases the number of white blood cells 
which causes less inflammation and sickling. 

 

 
 
 

Who should take Hydroxyurea? 
 

People with Sickle Cell Disease may be eligible for Hydroxyurea treatment. Only those who can 
make regular Hematology Clinic visits for required blood counts and physical exams would be 
given Hydroxyurea. People with severe complications of Sickle Cell Disease (frequent pain, 
pneumonia, very low hemoglobin, etc.) are especially suited for Hydroxyurea. Even those with 
milder disease may benefit since the treatment may prevent sickle complications. 
 

What are the proven benefits of Hydroxyurea? 
 

¶ Fewer pain events 

¶ Fewer episodes of pneumonia and acute chest syndrome 

¶ Fewer hospital admissions 

¶ Fewer blood transfusions 

¶ Improved appetite 
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¶ Increase in height and weight 

¶ More energy 

¶ Fewer missed school days 

¶ Longer life 
 

Are there side effects? 
 

Hydroxyurea is extremely well tolerated. It can cause a decrease in blood counts and must be 
carefully monitored for this side effect.   Blood tests every 1-3 months are usually required. 
 

Is it safe? 
 

Yes. There have been no severe side effects seen in small groups of children, ranging in age 
from 6 months to 15 years. Some pediatric patients have been treated with Hydroxyurea for 
more than twenty years, and they have no reported irreversible complications. 
 

How do you take it? 
 

Hydroxyurea comes as a capsule or a liquid and is taken by mouth just once a day. Treatment 
will begin on a low dose daily based on weight and increases every few weeks depending on its 
effect.   
 

What is the cost of Hydroxyurea? 
 

Hydroxyurea is fully covered by most private drug insurance policies and by MassHealth. 
 

How do I get more information? 
 

Contact your Hematologist for more information about whether Hydroxyurea is right for you. 
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Alternative Methods of Treating Pain 
 

Aside from medication to help ease your pain there are many other pain management 
strategies.   Sickle Cell Disease is a chronic disease, it is lifelong so finding successful ways to 
manage pain can help improve your overall quality of life.  For more information about these 
pain management strategies, please contact the Program for Integrative Medicine and Health 
Disparities at Boston Medical Center, at 617-414-6795. 
 
 
Acupuncture/Acupressure is based on the belief that life forces move through the body in 
specific paths. These paths are called meridians. With acupuncture, a needle is put into the 
meridian that runs to the area where you are having pain. This needle blocks the meridian, to 
stop or decrease the pain.  You can get acupuncture right here at BMC and it may even be 
covered by your insurance. 
 
Acupressure uses the same pressure points and meridians as Acupuncture, but a gentle to firm 
finger pressure is applied instead of needle. 
 
Aromatherapy is a way of using good smells to help you relax and decrease pain. Candles, 
massage oil, scented bubble baths, and even baking cookies are all ways that smells are used. 
Scientists are learning that good smells may change your mood and helps you relax. It may also 
help your brain make special chemicals like endorphins, which can help decrease pain.  
 
Breathing exercises are another way to help your body relax. Teaching the body to relax helps 
lessen pain. You can teach yourself to breathe in and out very slowly. A fun way to practice 
breathing slowly is to blow bubbles.  
 
Some Additional Breathing Exercise Examples:  

¶ Breathe in slowly through your nose, count to 5 and then breathe out slowly through 
your mouth counting to 5 again 

¶ Breathe in deeply through your nose and imagine your breathe bringing calm, comfort, 
and relaxation to the painful area(s) in your body and then breathe out through your 
mouth imagining the pain, tension, and discomfort leaving your body with your breath  

¶ Breathe in through your nose and imagine a place that is comforting to you and then 
breathe out through your mouth, slowly, still picturing that comfortable setting 

 
Distraction teaches you to focus your attention on something other than pain. Watching TV, 
reading a book, spending time with friends/family, playing board games or video games may 
help you relax. This can help keep you from thinking about the pain.  These tools can be helpful 
to you during medical appointments, procedures, or blood draws, too. 
 
Guided imagery teaches you to put pictures in your mind to help make the pain less intense. 
With guided imagery, you learn how to change the way your body senses and responds to pain. 
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You can imagine floating in the clouds, remember a favorite place, or imagine doing a favorite 
activity. Think about the things you see while you are doing this. 
 
An example of this is to imagine that you are on a beach.  Start by picturing the sand and the 
water. Then focus in on the water.  Imagine you can hear the sound of the waves crashing into 
the sand, laughter of people splashing in the water.  Imagine you can feel the cool comforting 
temperature on your toes.  Then think of the warm sun shining down on you.  Try to imagine 
the smell of the beach, other people enjoying the day, what you would be doing while you were 
there, etc.  
 
Heat can help decrease pain. Some types of pain ease by using heat.   A warm bath can be 
calming and can help your muscles relax. A heating pad held against the area of pain may help 
to reduce the pain.  
 
Music increases blood flow to the brain and helps you take in more air. It does not matter 
whether you listen, sing, hum, or play an instrument. Scientists are learning that music 
increases energy and helps change your mood. Music also may cause your brain to make special 
chemicals like endorphins.  
 
Relaxation and biofeedback teach your body to respond in a different way to the stress of 
being in pain. Normally, when pain starts, the body responds with tense muscles, a faster 
heartbeat, and higher blood pressure. Your breathing also becomes faster and shallower. These 
responses can make the pain worse. Relaxation helps lessen the pain by changing these 
responses.   
 
Massage is often used to help someone become more relaxed. You can ask friends or family 
members to gently massage your back, shoulders, and neck. Massage may work even better if 
you use guided imagery, breathing exercises, or music.  
 
Being in a quiet place may make it easier for you to deal with the pain. Avoiding bright lights or 
loud noisy places may help you control your pain.  
 
Self-hypnosis is a way for you to change your level of awareness. This means that by focusing 
your attention, you can move away from your pain by making yourself open to suggestions like 
ignoring the pain or seeing the pain in a positive way. Hypnosis can give long-lasting relief of 
pain without affecting your normal activities. Self-hypnosis gives you better control of your 
body. You may feel less hopeless and helpless because YOU are doing something to decrease 
the pain.  
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What is a Fever and What Should I do if I Develop a Fever?  
 

Fever is a temperature of greater than normal (98.6
 o
F).  In order to ensure adequate care, any 

individual with Sickle Cell Disease who has a temperature of 101.3
o
F (38.5

o
C) or greater needs 

to seek immediate medical attention.  
 
Fever is a normal response of the body to infection. Remember: although taking Tylenol or 
Motrin may bring your temperature down, these medicines do not treat infections.  Always 

call your doctor or go to the emergency room if you have a fever of 101.3 
o
F or greater. Keep a 

thermometer at home so you can take your temperature.  If you have a low grade fever but feel 
sick at the same time, this is also a reason to call your doctor.   
 
People with Sickle Cell Disease are at higher risk of infections because their spleen does not 
work properly to remove bacteria from the blood. To prevent an infection, make sure you are 
up to date on all your vaccines, especially pneumococcal and meningococcal vaccines. The 
pneumococcal vaccines may protect you from developing pneumonia; an infection of the lungs, 
and the meningococcal vaccines may protect you from getting meningitis, an infection around 
the brain.  If you have had a splenectomy you may also need to be on long term antibiotics. 
 
Make sure you have a thermometer with you that you know how to use so that you can check 
your temperature if you think you have a fever.  Ask your doctor to write a prescription for a 
thermometer if you do not have one.   
 
If you have a fever, call your doctor and come to the emergency department right away. At the 
ED, they will take a sample of blood and test it for any bacteria. Since bacteria can take 1-2 days 
to grow they will give you a dose of antibiotics while waiting for results. In many cases you will 
be able to go home from the ED. 

 
 
 
 
 
 
 
 
 
 
 
 



22 
 

Dental Care 
 

Always schedule and keep appointments with your dentist in order to prevent mouth or teeth 
infections that may lead to complications of Sickle Cell Disease. A dental evaluation should be 
carried out every 6 months.  You can go to http://www.masshealth-
dental.net/MemberServices/ for a complete listing of local dentists. 
 
Cleanings and dental fillings do not require special care, but operative procedures such as 
extractions and root canals may require antibiotic prophylaxis in order to reduce the risk of 
bacterial infection. Dental procedures under anesthesia may require a transfusion ahead of 
time.  If you need dental work done, make sure your dentist and hematologist discuss your case 
before anything is done.   

 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 

http://www.masshealth-dental.net/MemberServices/
http://www.masshealth-dental.net/MemberServices/
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Diet and Sickle Cell Disease 
 
How do I Meet My Daily Fluid Needs? 
 

Individuals with Sickle Cell Disease have a higher risk of developing dehydration than other 
people because their kidneys cannot hold water. It is important therefore to drink plenty of 
fluids to meet your daily fluid needs and prevent dehydration. Dehydration may cause your red 
blood cells to sickle more than normal and this can lead to painful episodes. 
 

We advise you to: 
ü carry a water bottle with you at all times. 

ü start your day by drinking a glass of water and then have something to drink 

approximately every 2 hours. 

ü drink extra fluid when you have pain and with exercise. 

ü choose fluids such as water (spring/tap/flavored), milk, and 100% fruit juice over 

others (soda, coffee, tea or fruit drinks).  

ü drink at least 2-3 liters of water per day.  
 

Eating Healthy Diet ς Do I have to go on a Special Diet? 
There is no special diet for anyone with Sickle Cell Disease. However, it is important to eat a 
healthy, balanced diet including fruits, vegetables, whole grains, lean meat and fish. If you drink 
milk, choose low fat or fat free dairy products. 
 
Studies have revealed that individuals with Sickle Cell Disease need about 20 percent more 
calories than others to fuel their production of red blood cells.  Not getting enough calories may 
lead to delays in growth and maturation.  It is advisable to eat less saturated fats, trans fat, 
cholesterol, sodium and added sugar.    
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Food Groups    Examples of foods and what they give our bodies. 

Grains                            

 

Whole grain breads, rice, pastas, cereals and crackers ς aim to make at 
ƭŜŀǎǘ ƘŀƭŦ ƻŦ ǘƘŜ ƎǊŀƛƴǎ ǘƘŀǘ ȅƻǳ Ŝŀǘ άǿƘƻƭŜέ ƎǊŀƛƴǎ 

¶ Fiber ς helps to reduce blood cholesterol and keeps your bowels 
moving 

¶ Folate (in fortified grains) ς helps our body to make new red blood 
Cells 

¶ B-vitamins ς helps our body to use the energy from foods that we 
eat 

¶ Magnesium ς important for healthy bones 

¶ Selenium ς important for healthy immune system 
Vegetables 

  

Spinach, carrots, broccoli, tomato, green beans, salad ς aim for orange and 
dark green leafy vegetables 

¶ Fiber ς Tip: keep the skin on veggies and fruits for extra fiber 

¶ Folate ς Tip: choose leafy greens 

¶ Vitamins A ς keep eyes and skin healthy, helps protect against 
infections 

¶ Vitamin C ς helps heal wounds, keeps teeth and gums healthy 

¶ Potassium ς may help maintain healthy blood pressure 
Fruits 

 

Orange, bananas, apples, grapes, melon, berries, kiwi, peach, plums 

¶ Provide similar vitamins, minerals and fiber as vegetables 

¶ Note: individual fruits and vegetables provide different amounts of 
vitamins, minerals and fiber so it is important to eat a variety of 
different fruits and vegetables daily to maximize your benefits. 

Milk 

 

Low fat milk, yogurt and cheese 

¶ Calcium and Vitamin D ς for strong, healthy bones 

¶ Potassium ς especially in milk and yogurt 

Meats and Beans 

 

Lean chicken, pork, fish and beef, nuts, seeds, peas and beans 

¶ Protein and zinc ς for energy and growth 

¶ Iron ς helps to carry oxygen in our blood 

¶ Omega 3 fatty acids ς in certain fish, nuts and seeds ς help to 
reduce inflammation and decrease risk of chronic diseases, like 
heart disease 

Oils 

 

Liquid vegetables oils like olive, canola, corn oil; nuts 

¶ Vitamin E ς works as an antioxidant to help to prevent disease 

¶ Omega 3 fatty acids ς in flax, canola, soybean and walnut oils, and 
walnut flaxseeds and pumpkin seeds 
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Does Sickle Cell Disease Affect Pregnancy in Any Way?  
Most commonly, Sickle Cell Disease does not affect fertility and many young women go on to 
have successful pregnancies. Women who may become pregnant or men who may father a 
child should talk to their hematologist if they are on Hydroxyurea, since they may need to stop 
the medication while pregnant.  Sickle Cell Disease can also worsen during pregnancy. There is 
an increased chance of having complications such as pregnancy induced hypertension, pre-term 
birth and/or low birth weight babies.  Therefore women with Sickle Cell Disease should get 
special prenatal care and frequent checkups to ensure a healthy pregnancy.     It can be 
beneficial for individuals with Sickle Cell Disease to speak to a genetic counselor or maternal-
fetal medicine specialist BEFORE becoming pregnant. If you are thinking about becoming 
pregnant, contact your primary care provider, or hematologist for advice. 
 

Sexual Health and Relationships 
 

Things to Remember  

¶ Deciding when to become sexually active and with whom are decisions that should be 
YOUR choice. 

o Consent is a very important part of healthy sexuality and should be an on-going 
process during each part of sexual intimacy. 

¶ Talk to your doctor about ways to prevent pregnancy and sexually transmitted 
infections.  

o Decide which method(s) of contraception and protection from sexually 
transmitted infections to use before becoming sexually active. 

o Keep in mind, contraception methods vary in effectiveness and cost. 

What Are Some Qualities of a Healthy Relationship? 

¶ Mutual Respect 
¶ Trust 
¶ Honesty 
¶ Support 
¶ Fairness/Equality 
¶ Separate Identities 
¶ Good Communication 
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Abuse in Relationships 

Any young person can experience unhealthy relationship behaviors or dating abuse, regardless 
of who they are or where they come from. Abuse can happen in many types of relationships, 
whether casual and short-term or exclusive and serious. This wheel shows some elements of 
unhealthy relationships. 
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If you are being hurt in your relationship, please get help. Talk to supportive friends and family 
or a medical provider about the services available to you. Remember, you can always call 911 in 
an emergency. You can also contact a BMC Safety and Support Advocate for support. BMC 
Safety and Support Advocates can be reached Monday-Friday during business hours on their 
intake line at (617)414-5457.  

What types of contraception and protection are there?  

The chart on the following 2 pages from www.reproductiveaccess.org outlines multiple options 
for contraception and protection from sexually transmitted infections.   Talk to your doctor 
about what method(s) make the most sense for you.  
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