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Your health i®ur #1 priority. There are new responsibilities and processes on the aust

that young adults must learn and understand when they transitidfe are giving you this
transitionguidebook with the hope that it will help you answer questions about your medical
care. Iwill provide you with information and resources to help you successfully transition into
the adult care setting. In ihguidebooknformation will be providedibout available medical,
clinical, utritional, and social services that wiklp prepare youo becomean 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 goow 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 617-638-5795Pager 0400

Duyen Ngo, MD Call617-638-6428 and ask to speak with Dr. Ng¢during the day)
Laura Dickman, LCSW Laura.Dickman@bmc.org

How ToReach aPhysician

Pediatrics Adults
Days* 617-414-4841 617-638-6428
Nights & 617-414-5000 or 617-638-6428 after hours this becomes an
Weekends 617-6385795pager5731 | 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 8:3dpm, use this number

to reach your nurse, doctor or social worker for rRemergent issues.

*When paging a Doctor, please make sure your phone is accepting blocked calls.

**Days aretypically MondayFriday from 8:30arbpm.

Clinic Locationss of 2014

Pediatric Hematology Clinic Adult Hematology Clinic/Sickle Cell Transition Clin
Yawkey Building,"5Floor Moakley Building, '8 Floor
850 Harrison Ave, Boston MA 0211 830 Harrison Ave, Boston, MA 02118
617-4144841 617-638-6428
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Common Issues/Questions

Issues/Questions Pediatrics Adults
What do | doif I | First, follow you sickle cell care plan. Call 617638-6428 (after hours
am inpain? If you need advice then contact your you will reachan on-call
doctor serviceand ask for the
Phone: 617-414-4841(during the day) hematologist on cajl
PagingDial617-4145000and ask for the
Pediatric Hematologist enall. Or, dial If your pain is not controlled,
617-6385795 enter 5731 & then enter | report to the Emergency
your call back number Department
What do | do ifl | Call the office at 61-414-4841and ask to | Call the Hematology/Oncolog
am low onpain | be directed to the nurseYou will need to | clinic at 6176386428 and
medication? leave your name and a call back number request a refill from the triage
This may take up to 2 days to get nurse. It typically take4
Prescripions for opioid pain medication | hours (not including
(such as oxycodone) must be picked up | weekends) to get a refill; if yo
person! You may need to be seen befor{ need medication sooner
a refill can be written. please be sure to say so.
What do | do ifl | Call 617414-4841andask to reschedule | Call the Hematology/Oncolog

cannot make my
appointment?

your appointment.

clinic at 617638-6428 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 |
have mygeneral
guestions
answered?

You can email your doctor or writlown
your questionsto bring to your next
appointment. Email should only be for
non-emergent questions.

Philippa SprinzPhilippa.Sprinz@bmc.org
Amy Sobota; Amy.Sobota@bmc.org
Caitlin Nerig Caitlin.Neri@bmc.org

Please reach out to Dr.
McMahonor Dr. Ngdor any
guestions. They are there to
help you!You can reach them
at 617638-6428 or through
the contact information
provided above
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Booking Appointments with Specialists and Primary Care Physicians
Please check ahead of time as clinics may move and phone humbers may change. You can always call
the BMCoperators at (617) 415000 and ask for the number of the clinic you agéng to reach.

Pediatrics
Specialties Contact Information
Dentistry Yawkey Ambulatory Care Cent&f Floor
Call: 6174144046
Ophthalmology (Eyes) Yawkey Ambulatory Care Cente? Eloor
Call:617-638-8350
Orthopedic Surgery (Bones) ShapiroCenter, 4' Floor, Suite 4B
Call: 6176385633
Pediatric Specialties Group Call 617-414-4841
1 Cardiology (Heart) Yawkey Ambulatory Care Cente¥, Eloor
617-414-4841
1 Developmental and Behavioral Yawkey Ambulatory Care Centef, Bloor
617-414-4841
1 Endocrinology/Diabetes Yawkey Ambulatory Care Centef, Bloor
617-4144841
1 Gastroenterology Yawkey Ambulatory Care Cente¥, Bloor
617-414-4841
1 Hematology/Oncology (Blood) Yawkey Ambulatory Care Cente¥, Bloor
617-414-4841
1 Neurology (Brain) Shapiro Center Floor
617-4144841
1 Pediatric Surgery Shapiro Center,"8Floor
617-4144841
1 Pulmonology (Lungs) Shapiro Center,"8Floor
617-414-4841
Primary Care Yawkey Ambulatory Care Center
Call: 6174145946
Renal MedicingKidney) Shapiro Center,'TFloor, Suite 7A
Call: 617414-8680
Urology Shapiro Center,"8Floor, Suite 3B

Call: 617638-8485




Adults

Specialties Contact Information
Cardiology (Heart) Cardiovascula€enter
Preston Family Building!3-loor
Call: 617638-7490
Dentistry Boston University Goldman School of Denta

Endocrinology

Gastroenterology(Stomach)

Hematology/Oncology (Blood)

Neurology(Brain)
Ophthalmology(Eyes)
Pulmonology (Lungs)
Primary Care/General Internal Medicine
1 Family Medicine
1 Integrative Medicine & Health Care
Disparities

Renal Medicine

2 2 YSy Q& GitodplPfiniafy Care)

Medicine; 100 East Newton Street Suitel@®/
Call: 617638-3430

Nutrition & Weight Management
Preston Family Building"@Floor

Call: 6176387470

Moakley Building, ® Floor

Call: 617638-6525, option #1

Solomont Center for Hematology/Oncology
Moakley Building, '8 Floor

Call: 617638-6428

Shapiro Center

Call: 617638-8456

Yawkey Ambulatory Care Cente? Eloor
Call 617638-8350

Shapiro Center,"9Floor, Suite 9B

Call: 617638-7480

ShapiroCenter, 8 and 6" Floors

Call: 6174145951

Yawkey Ambulatory Care Cente¥, Bloor
Call: 617414-2080

Yawkey Ambulatory Care Cente¥, Bloor
Call: 6174146795

Shapiro Center,"TFloor, Suite 7A

Call: 617414-8680

Shapiro Center,'5Floor, Suite 5A

Call: 617638-7428




Common Differences between Pediatric and Adult Care

You may noticéhat there aresome differences in thpediatric and adult medicinelinics
Neither one is better noworse, but understanding what to expect may help méie

transition easier

Pediatrics

Adult

Parent/guardian isn chargeof most of your
care needs

Care is selflirected (as an adult, you are in
charge)

Parent/guardiarusuallytellsthe docta about
how you have been doing

You give the doctor your medical history sin
your last visit

Parent/guardiarhelpsto scheduleyour
appointments

You schedule yowswn appointments

Support services are offered for financial an
emotional issues

Youcan ask for financial or emotional suppo
servicedased on your needs

Transportation to your appointments is
usuallyprovided or arranged by an adult

You must provide or arrange your own
transportation

Yourparent/guardian hagnsurance or health
beneits

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

The above chart provides a very simple overview of some differdret@seen pediatric and
adult care Everypodycomes with different experiences with their own healthcare. Vikie
you and are here to help you with the transition process. For some gftyaumay mean
assuming newoles and responsibilitie$or others it may not. Regardless of where you are
coming from, an important part of becoming an independent adultasking towards

assumingesponsibility of your healitare.



Navigating BMC and the Health Care System

Keeping track of medical appointments

T
T
)l

T

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 ae not going to be able to keep your appointment, call as soon as possible to
rescheduleg this way your canceled appointment can be filled by other patients who
need to see their provider.

Getting prescriptions filled/refilled

1
1

l

l

Do not wait until you run ot 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 firshe At
appointment, ask for any prescription refills you need.

** Prescriptions foopioid pain medication must be given §@uin 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 aefill, or ask at your next visit.

Utilizing the Emergency Department

T

T

T

If you are having pain at honiest follow you sickle cell pain plan; if you need advice
see thetable on page 3and call your doctor to discuss what you should do.

Even if youhink 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 carimalp them take the
best possible care of you.

Primary Care

T

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 havea primary care doctor who can help with routine medical needs and
coordinating care with different specialistéou should segour primary care doctor for

a regular checkip once or twice a year.



Facts about Sickle Cell Disease

How did | get Sickl€ell Disease?

,2dz OlFyy2i4 aOlI G QiKisinhgritled THatSnednat t6 hae Sidk ICall S
Disease you have received one gene for the disease from each of your parents. One gene
means yolare a carrieftwo genes mean you have the disease.

Everyone has two genes for hemoglobin (the protein in the red bémdidthat carries oxygen),
2yS FTNRY SIOK LI NBylGo® G ! sckleé@mogiobilly' | £ KSY23f 20

If both parents have one normal geaed onesickle gene, they have AS, also known as Sickle
Cell Trait Eaclof their childrenhasa one in four chance of inheriting Sickle Cikase (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 Sickl&&glland a 25% chance

(1/4) of inheriting two abnormal genes (SS). Inheritimg abnormalsickle genes gives a child
a{{¢ 2NI{AO1ftS /Stft ! ySYAl ®

The picturebelowillustrates how someone can get Sickle Oedease (SS) from his/her parents.

Father AS Mother AS Key
Has sickle Has sickle A
cell trait cell trait Normal gene
One copy of One copy of Normal
sickle hemoglobin sickle hemoglobin hemoglobin
gene gene 2]
= Sickle
hemaglabin
gene
Abnormal
hemoglobin
(S}
Child AA Child AS ) Child S A Child 55
Does not have Has sickle Has sickle Has sickle
sit:kle_wll cell frait cell frait cell anemia
ol One copy of One copy of Two copies of
Two copies of sickle hemoglobin sickle hemaglobin sickle hemoglobin

normal gene gene gene gene

A A

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

{2YS LIS2LX S KIFIGS | a/ ¢ 3ISYS BKAOK Aa Fy20KSNJ
you have a different type of Sickle daiease.


http://www.nhlbi.nih.gov/health/health-topics/topics/sca/causes.html
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Typical Sickle Cell Trait Sickle Cell Disease
(No Blood Disorder)

From CDhttp://www.cdc.gov/ncbddd/sicklecell/traits.html

Some people inherit a combination of Sickle Omleéase andBeta Thalassemia. Beta

Thalassemia is @ndition, whichoccurs when not enough (beta) hemoglobin is made. If one
LI NBy 4 KI & drhit) and ond parént HasSR° (B&d) Thalassemia trait, there is a 25%
chance for each child to havecBlie- 3° Thalassemia.

Can | pass on Sickle Cell Disease to my children?

,SaH L¥ eé2dz KIS a{{¢ FtYyR @&2dz KIS AOKXKT RNB i K&
each child has a 50% chance (1/2) of having Sickl®C&lIS I &S a{ { ¢ & Af f dza G NJ
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 partnerskimeivsickle

adl Gdzao . 2dzNJ LI NIy SNDa LBckdttisaTo wdstre,pobr | 6t S
partner can ask their doctor for a hemoglobin electrophoresis test. If you or your partner were
02NY | FGSNJI GKS SINIeé mopbpnQa Ay GKS ! yAGSR {dF
newborn screening tests for Sickle Cell Disease and other abnbemaglobn. 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

Sickle Cell Inheritance

LF L KFE@SX |[LF Yeé LI NIhdz2NJ OKAf RNBY

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 (S¢ Sickle Cellrait (AS) 25% Sickle Cell Trait (AS)

25% Hemoglobin C Trait (AC)
25% Sickle Cell Anemia (SS)
25% Sickl€ell/Hemoglobin C (SC

Sickle Cell/Hemoglobin C (S¢ Normal Hemoglobin (AA)| 50% Sickle Cell Trait (AS)
50% Hemoglobin C Trait (AC)

Sickle Cell/Beta Thalassemig Sickle Cell Trait (AS) 25% Sickle Cell Trait (AS)

25% Sickle Cell Anemia (SS)
25% Thalassemilait

25% Sickle Cell/Beta Thalassem

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

Can | grow out of it?

No, your genes do not change. The symptoms of Sickle Cell Disease may change vgetn you
2f RSNE odzi AF &2dz I NB 02NY GAGK a{{é¢ &2dz oAt

Is there a cure?

The ore cure for Sickle Cell Disease &eam cell transplant, usually from a brother or sister
with the same mom and dad. Talk with yalactor 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
I 6y 2 NI ® Flia@e®f the red bloodellsas wellas inflammation and hemolysis

(breakdown of rectells). These can often be preventedreducedif you are welmonitored

by your doctorand follow the preventative recommendations in your sickle cell care plan. We
recommend alwaykeeping regular cliniappointments and following up with specialists. Some
common complications other than pain include:

1 Acute Chest Syndrome: Acute chest syndrome is caussdkigdhemoglobin trapped
in the small blood vessels of the lungs. This causes shortness tf,ldmer and chest
pain. It can be triggered by a chest infection such as pneumonia. Auegsésyndrome
can also develop before, during, or after an episodaakiecell pain. This is why it is so
important to use your incentive spirometéryou 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 chesgndrome or any problems with your chestme to
the ER immediatelycalling ahead to let the staff know you are coming in sick.

1 Eye problems: Sickle Cell Disease can leath$truction of blood vessels in the retina,
part of the back of the eye. Thisrgaover time, lead to problems with vision. If this
sickle retinopathy isletected 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.

1 Gallstones: When the heoglobin 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 substancem 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, chifigJe colored sbol, dark urineor
yellowish discoloration of the eyes. If you have repeated episodes of pain from
your gallbladder, thdaematologistor the surgeonmay recommend itsurgical
removal.

1 Infection: In people with Sickle Cell Disease, the spleen stogamngowell in childhood,
increasing the risk of frequent infectioou shouldeceive 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 fevefgreater than101.3, which might be a sign of serious infection.

1 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 reoccur after lealing. 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 bloddw out of an erect penis. If you experience priapism

treat it like you would a pain episodedrink 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 ste prolonged priapism can lead to impotendgall ahead to let
staff know that you are coming in with this problem.

Pulmonary Hypertension: The blood vessels in the lungs can b
damaged by thaickledcells making it difficult for the heart to
pump bloal 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.

Enlarged
spleen

of
nomal
spleen

Splenic Sequéstion: 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
maytrap 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 ammiafollows this is known as splenic
sequestation. 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 blockediigdcells. This may

reduce the blood suppglwith oxygen ¢ the brain causing a conditiaralled 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 beaused 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 paue SS disease or S beta zero
thalassemiayour dctor 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 havig one.

12



Pain

What causes pain?

Peoplewith Sickle CeDisease have red blootkllsii K | (i sF @ INOY'S ®Hodh Bldagfed (fe@
next page). Thesgckleshapedcellscan stick in the blood vessels, block blood flow, and cause
pain (which is calledasoocclusive pain). When the individual with Sickle Cell Disease is well,
most ofhis or her reccellsare shaped like those of people without the disease. It is when the
individual with Sickle Cell Disease is stressed or sick thaellsbecomesickle shaped.

Vasoeocclusive 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 CBikease noticeéhey have moresickle pain around the time of
their period. If this happens to you, please discuss it with your doctor. Sometimes hormone
therapy may helpeduce the frequencyr severityof the pain.

The two pictures below show the difference betwesormal red bloodcellsin the blood vessel
andsickled red blooctells and how thesickled redcellscan block blood flow to organs which
often results in painful episodes.

@ Normal red blood cells

Normal
red blood

N7

RBCs flow freely
within blood vessel

Abnol
(sickle cells)

Sticky sickle cells

FromNHLBIhttp://www.nhlbi.nih.gov/health/healthtopics/topics/sca/
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How can | prevent pain?

T

)l
T
T

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

Limit your time outside when it is very cold.

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

Keep yourself wethydrated(drink between 23 liters of water a day)Sickle Cell Disease
causes your kidneys not to hold water well so yall need to drink extra fluids,

especially if it is warm outside or when you are exercising.

How do | treat my pain?

You should have an individual pain treatment plan that you have discussegautidoctor.
This should include:

1
1
1

Drinkingextrafluids.

Usingwarm packr taking a warm shower or bath.

Usingyour anttinflammatory medicine (ibuprofémotrin/advil/naprosyn) and a shor
acting opioid medicine (such agycodon@ when pain starts. It is OK to takehort
acting opioid with an ardinflammatorymedicationtogether, and the sooner you sta
treating your pain the better.

Using deep breathing, guided imagery, meditation (Please refpages 120for more
information).

If your pain is not controlled or you have any questions, call flearatologist. 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 honiéyou are traveling, call your doctor to leér know,
keep your prescriptions in their original bottles, astdy hydrated.

Refills(paper copies of scriptdpr opioids (Oxycodone, Percocet, Tylenol with Codeine,
Dilaudid or Long Acting Morphine) must be given to you in person. These drugs cannot be
calledin, sent in electronically, or faxed to the pharmacy. Therefore always make sure to
contact your doctor for a refilBEFORf#ou run out of your medicine

14



Should IBe Worried About Taking Too Much Medicine orDeveloping an

Addiction to Medications?

No! If you use your pain medications appropriately as prescribed by your doctor, it will not lead
to addiction. Just remembeNEVER SHARE MEDICATIORS&Ir doctor prescribes you
medication based ogour 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 thergerecy 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),
1 pain relief
1 anti-inflammatory
Oxycodone
9 fast acting/short lasting opioid pain medication
(starts working in 20 minutes, lastsédhours)
MSContinfad [ 2y 3 | OG A yedende@ rNldasemgrihing):
1 slow acting/long lasting opid pain medication (starts working in 1 ¥z hours, lasi28
hours)
It is OK to take these medications togetfacording to your sickle cell pain plan.

QO
MS Contin \‘_‘/

Serum Concentration

O\@

Time

*Serum Concentration = blood level

Remember
1. Never run out of medicine.
2. Call your doctor for helpefore having to go to the ED

15



Pain Pyramid

Level #3 Medicines
-- Morphine
-- Hydromorphone

Severe Pain: Use strongest pain R
(Dilaudid)

medicines that your doctor has
prescribed
Continue with any medications from
Level #1 or Level #2 that have been
helping

Level #2 Medicines
-- Oxycodone
-- Tramadol

Level #1 Medicines

-- Ibuprofen (Motrin or
Advil)

-- Acetaminophen (Tylenol,

Moderate Pain: Use stronger pain medicines
prescribed by your doctor
Continue with any medications from level #1 the
have been helping

Mild Pain: Use over the counter pain relievers, wartr
packs and drink plenty of fluids. Massage and
acupuncture may also help

SICKLEELIPAIN
(WITHOUT FEVEI

What if my pain is interfering with my life?

There is a medication namedlydroxyurea. Thismedicationhas 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 dedd ahealthier life with the disease. If you have
frequent pain and it is interfering wittvork, school, etc. talk to your doctor about Hydroxyurea.
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Hydroxyurea for Individuals with Sickle Cell Disease

What is Hydroxyurea?

Hydroxyureds 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 hospitahtP &tike

it by mouth once a dayit 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 foeotiseases. Hydroxyurea has been

used in children with Sickle CBliseasdor close to 20 years.

How doesHydroxyureawork?

Red bloodcellscontain hemoglobin, which carries oxygen. In patiesith Sickle Cell Disease
abnormalsicklehemoglobin causs the red bloodtellsii 2 6 S02 YS sk @lyfaS AN&IFARR &
and sticky. Sickling causes blockage of blood flow to vital organs, muscles and tissues. With
Hydroxyureared cellshave more fetal hemoglobin, become larger, less sticky, and travel more

easily through blood vessels. Hydroxyurea also decreases the number of whitecbltzod

which causes less inflammation and sickling.

ccccccccccc

Who should take Hydroxyurea?

People with &kle CelDisease 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 Sickl®i€etise (frequenpain,
pneumonia, very low hemoglobin, etc.) are especially suited for Hydroxyurea. Even those with
milder disease may benefit since the treatment may presckle complications.

What are the proven benefits of Hydroxyurea?

Fewer pain events

Fewerepisodes of pneumonia and acute chest syndrome
Fewer hospital admissions

Fewer blood transfusions

Improved appetite

= =4 -8 4 -4
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Increase in height and weight
More energy

Fewer missed school days
Longer life

= =4 -4 -4

Are there side effects?

Hydroxyurea is extremely well tolstied. It can cause a decrease in blood counts and must be
carefullymonitored for this side effect. Blood tests ever inonths areusually required.

Is it safe?

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

How do you take it?

Hydroxyureacomes 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 mgsivate drug insurance policies and by MassHealth.
How do | 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 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 IfFer moreinformation aboutthese

pain management strategies, please contact the Program for Integrative Medicine and Health
Disparities at Boston Medical Centat,617-414-6795

Acupuncture/Acupressuras 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 painYou can get acupuncture right here at BMnd 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.

Aromatherapyis a way of using good smells to help you relax@extease pain. Candles,

massage oil, scented bublbaths, 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 Bkelorphins, which can help decrease pain.

Breathing exerciseare 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 tolbw bubbles.

Some Additional Breathing Exercise Examples:

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

1 Breathe in deeply through your nose and imagine your breathe bringing calmpdomf
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

1 Breathe in through your nose and imagine a place that is comforting to youhamd t
breathe out through your mouth, slowly, still picturing that comfortable setting

Distractionteaches you to focus your attention on something other than pain. Watching TV,
reading a book, spending time with friends/family, playing board games or gae®s 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 imageryteaches you to put pictures in your mind to help make the peds 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 doéng 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 watienagine 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.

Heatcan help derease 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.

Musicincreases blood flow to the brain and helps you take in naorelt 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 biofedbackteach 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
regponses can make the pain worse. Relaxation helps lessen the pain by changing these
responses.

Massageis 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 placenaymake it easier for you to deal with the pain. Avoiding bright lights or
loud noisy places may help you control your pain.

Selfhypnosisis a way for you to change your level of awareness. This means that by focusing
your attention, you can move away fropour pain by making yourself open to suggestions like
ignoring the pain or seeing the pain in a positive way. Hypnosis can givagimg relief of

pain without affecting your normal activities. Shifpnosis gives you better control of your

body. Younay feel less hopeless and helpless because YOU are doing something to decrease
the pain.
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What is aFever andWhat Should | do if IDevelop aFever?

Fever is a temperature of greater than normal (908:.)3 In order to ensure adequate care, any

individual withSickle Cell Diseag#éo hasa temperature of 10B°F (38.§C)or greater needs
to seekimmediate medical attention

Fever is a normal response of the body to infectiBemember: although taking Tylenol or
Motrin may bring your temperature down, these medicines do ntteat infections. Always

call your doctoior go to the emergency rooiyou have a fever af01.3°F or greater. Keep a
thermometer at home so you can take your temperature. If you lelmv graddever but feel
sick at the same time, this is also a reason to call your doctor.

Peoplewith 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 infectiorkersure you are

up to date on all your vaccines, especially pneumococcal and meningococcal vaccines. The
pneumococcal vaccines may protect you from developingumonia;an infection of thdungs,
and the meningococcal vaccines may protect you from gettiegingitis, 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 havefaver. Ask your doctor to write a prescription for a
thermometer if youdo not have one.

If you have dever, call your doctor andome to the emergency department right awat.the

ED, they will take a sample of blood and test it for any bactemaeSiacteria can take-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.
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Dental Care

Always schedule and keep appointments withur dentist in order tgrevent mouth or teeth
infections that may lead to complications of Sickle Cell Disease. A @gatahtion should be
carried out every 6 monthsYou can go thttp://www.masshealth
dentalnet/MemberServicesfor 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.
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Diet and Sickle Cebisease

How do | Meet My Daily ldid 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 dayl fluid needs and prevent dehydration. Dehydration may cause your red
blood cells tasickle more than normal and this can lead to painful episodes.

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

U start your day by drinking a glass of watedahen have something to drink
approximately every 2 hours.

U drink extra fluid when you have pain and with exercise.
choose fluids such as water (spring/tap/flavored), milk, and 100% fruit juice over
others (soda, coffee, tea or fruit drinks).

U drinkat least2-3 liters of waterper day.

Eating Healy Diet¢ Do | have to go on ag&cialDiet?

There is no special diet for anyone with Sickle Qis#ase. However, it is important to eat a
healthy, balanced diet including fts, vegetables, whole graingan meat and fishf you drink
milk, chapse low fat or fat free dairy products.

Studies have revealed that individuals with Sickle Gisdlase need about 20 percent more
calories than others to fuel their production of rétbod cells Not getting enough calories may
lead to delays in growth and maturatiofit 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 crackairs to make at
fSHad KIFIfF 2F GKS ANrAya GKIG @
9 Fiberc helps to reduce blood cholesterol and keeps your bowel:

e

moving

i Folate(in fortified grains), helps our body to make new red bloot
Cells

I B-vitaminsc helps our body to use the energy from foods that w
eat

I Magnesiunt important for healthy bones
1 Seleniung important for healthy immune system
Spinach, carrotqyroccoli, tomato, green beans, sala@im for orange and
dark green leafy vegetables
1 Fiberg Tip: keep the skin on veggies and fruits for extra fiber
1 Folateg Tip: choose leafy greens
T Vitamins A keep eyes and skin healthy, helps protect against
infections
1 Vitamin Cg helps heal wounds, keeps teeth and gums healthy
T Potassiunt, may help maintain healthy blood pressure
Fruits Orange, bananas, apples, grapes, melon, berries, kiwi, peach, plums
‘ 9 Provide similar vitamins, minerals and fiber as velykets
1 Note: individual fruits and vegetables provide different amounts
vitamins, minerals and fiber so it is important to eat a variety of
different fruits and vegetables daily to maximize your benefits.

Low fat milk, yogurt and cheese
1 Calciumand Vitamin Iy for strong, healthy bones
1 Potassiunt especially in milk and yogurt

Meats and Beans Lean chicken, pork, fish and beef, nuts, seeds, peas and beans
\§ 9 Protein and zing for energy and growth
;Q? 1 Iron¢ helps to carry oxygen in our blood
‘:" 4 I Omega Fatty acidsg in certain fish, nuts and seedselp to
“- . reduce inflammation and decrease risk of chronic diseases, like
heart disease
Oils Liquid vegetables oils like olive, canola, corn oil; nuts

1 Vitamin Eg works as an antioxidant to help to prevetisease
1 Omega 3 fatty acidsin flax, canola, soybean and walnut oils, ar
walnut flaxseeds and pumpkin seeds

o m——

»

{
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Does Sickle Cell Disea&tect Pregnancy inAny Way?

Most commonly, Sickle Cell Disease does not affect fertility and many young vgmanto
havesuccessful pregnares. Women who may become pregnamt men who may father a
childshould talk to their hematologist if they are on Hydroxyurea, since theymaay to stop
the medication while pregnantSickleCell Disease caalso worsen during pregnancy. There is
an increased chance of havingmplications such gsregnancy induced hypertensippre-term
birth and/or low birth weight babies.Therefore womerwith Sickle CeDisease should get
special prenatal care and frequent checkups to ensure a healthy pregnaitayan be
beneficial for individuals with Sickle Cell Disease to speak to a genetic cowrsalaternal
fetal medicine specialist BEFOBEoming pregnant. If you are thinking about becoming
pregnant, contact your primary care provider, or hematologist for advice.

Sexual Health and Relationships

Things to Remember

1 Deciding when to becomsexually active and wittvhom are decisionshat should be
YOUR choice.
o Consentis a very important part of healthy sexuality and should be ajomy
process during each part séxual intimacy
1 Talk to your doctor aboutvays to prevent pregnancy and sexually transmitted
infections.
o Decide which metbd(s) of contraception and protection from sexually
transmitted infections to uséeforebecoming sexually active.
o Keep in mind, @ntraception methods vary in effectiveness and cost.

What Are Some Qualities od Healthy Relationship?

Mutual Respect
Trust

Honesty

Support
Fairness/Equality
Separate Identities
Good Communication

= =4 -4 -4 —a -8 -
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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 sheterm or exclusive and serioushis wheel showsome elements of

unhealthy relationships.

TeeN Power AND CoNTROL WHEEL

VIOLENCE

QNGER/EMOTIONAL

F\nm—w her/him down
ba

crazy. Playing mind
games, Humiliating one
he

individual to peer group.

;-un*

USING SOCIAL STATUS:

Tre almbhu like a servant.

all 'h: decisions.
te

reads, where she/he
mn‘e

g R
define men's and women's
roles,

goes. Limiti
involvem
to justify 3

INTIMIDATION:

Making someone afraid

SEXUAL COERCION:
Manipulating or

1o get sex. Gettil
pregnant. Threatening to take
the children away. Getting
someone drunk or drugged
to get sex.

'® threats

Destroying pi ty.
Abusing pets. anm,mb
weapons.

THREATS:

Making and/or carrying

out threats s

thing
h

e ppen
7 responsi HI|\Y‘) for
havior, Saying
m-v.'.'w caused it

{“nry“‘s I*‘Al r-a hw him
do illegal things

VIOLENCE

Produced and distributed by:
NATIONAL CENTER

Developed from:
Domestic Abuse Intervention Project on Domestic and Sexual Violence
202 East Superior Street training comsulting - advocacy
Duluth, MN 55802 Shoal C k Blvd N T

4612 Shoal Creek v - ustin, Texas 78756
218.722.4134 512.407.9020 (phone and fax) - www.ncdsvorg
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If you are being hurt in your relationshiplease gt help. Talk to supportive friends and family
or amedical provider about the services available to y@amember, you can always call 941
an emergency. You can also contaB@MC Safety and Support Advocéte support. BMC
Safety and Support Advocates can be reached Motkidalay during business houns their
intake line at (61414-5457.

What types of contraceptiorand protectionare there?
The chart on the following 2 pagé®m www.reproductiveaccess.omutlines multipleoptions

for contraception and protection from sexually transmitted infectionBalk toyour doctor
aboutwhat method(s) make the most sense for you.
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