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Introduction

Sickle cell disease is an inherited lifelong disorder that affects red blood cells. It is the
most common genetic disorder and most common in Black Americans. In addition,
people from South and Central America, the Mediterranean, the Middle East and India
may also be affected.

Hemoglobin is the main substance of the red blood cell. It helps red blood cells carry
oxygen from the air in our lungs to all parts of the body. Normal red blood cells contain
hemoglobin A and are soft and round and can move through blood vessels easily.
Normal red blood cells live approximately 120 days.

People with sickle cell disease have red blood cells that contain mostly abnormal
hemoglobin S, (S stands for sickle). Sickle red blood cells do not live as long as normal
red blood cells (normally about 16 days). These blood cells also become stiff, distorted
in shape, and have difficulty passing through the body’s blood vessels. When sickle-
shaped cells block blood vessels, it deprives the organs and tissue of oxygenated blood.
Parts of the body that do not receive a normal oxygenated blood flow eventually
become damaged which leads to complications of sickle cell disease. The breakdown of
red blood cells results in anemia so children may occasionally appear pale and / or have
jaundiced eyes. The severity of disease and symptoms can vary widely from student to
student. There is currently no universal cure for sickle cell disease, however research
continues for both bone marrow transplant and gene therapy.

Sickle cell conditions are inherited from parents in much the same way as blood type,
hair color and other physical traits. The type of hemoglobin in the red blood cells
depends upon what hemoglobin genes the person inherits from his or her parents. Like
most genes, hemoglobin genes are inherited in two sets, one from each parent. A
person who has sickle cell trait is a carrier of the gene for sickle cell - they have one
normal hemoglobin A gene and one gene for abnormal hemoglobin S. The most
common type of Sickle Cell Disease is Hemoglobin SS where they inherit 1 hemoglobin
S gene from each parent. Other types of sickle cell disease include Hemoglobin SC
Disease, Sickle Beta-Thalassemia Plus and Sickle Beta Thalassemia Zero. Hemoglobin
SS and S Beta Zero Thalassemia are typically more severe forms, while SC and S Beta
Plus Thalassemia are typically milder.

School personnel need to be prepared to provide care to students with sickle
cell conditions including sickle cell crises at school and at all school-sponsored
activities in which a student with sickle cell disease participates. In an effort to
standardize the support for students with sickle cell disease in schools, Michigan
Departments of Education and Health and Human Services have garnered input from a
multi-disciplinary team consisting of national and statewide stakeholders. The work of
this team has been incorporated into the Supporting Students with Sickle Cell Disease
at School Training Standards.

Standards of Care have been developed to guide schools in providing support to
students with chronic health conditions which meet the requirements of the law and
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ensures that best practices are followed. These general standards are outlined in the
Standards of Care Document. The sickle cell specific standards of care and training
standards are included in this document.

Instructions:
Supporting Students with Sickle Cell Disease in School
Training Toolkit

The school nurse is the most appropriate person in the school setting to provide care
for a student with sickle cell disease. Many schools, however, do not have a full-time
nurse, and sometimes a single nurse must cover more than one school. Even when a
nurse is assigned to a school full time, she or he may not always be available during the
school day, during extracurricular activities, or on field trips. In circumstances where a
nurse is absent or unavailable, the school remains responsible for arranging and
implementing the agreed upon care that is necessary to enable the student with sickle
cell disease to participate in school and school-related activities. The school nurse or
another qualified health care professional plays a major role in selecting and training
appropriate staff and providing professional supervision and consultation regarding
routine and emergency care of the student with sickle cell disease.

In Michigan, school districts may train school personnel to provide daily care and
emergency medical assistance and rescue medications to students with sickle cell
disease, in accordance with a health care provider’s written statement. Best practice is
set forth by St. Jude’s Children’s Research Hospital and Children’s Hospital of

Philadelphia.
This toolkit is designed to guide the School Nurse or other medical professional in

providing the most complete training according to standards set by the Supporting
Students with Sickle Cell Disease in School Standard of Care and Training Standards.

The training standards outline the steps for supporting students with sickle cell disease
in school. These steps follow the Safe and Legal Support for Students with Health and
Medication Needs in School guidance developed by the Michigan Association of School
Nurses for medication administration Training. Once Performance Standards Steps 1-3
of this toolkit are complete, the staff training, and ongoing management and support
can be implemented.

All school personnel should be given training about sickle cell and how to manage it in
Performance Standard Step 4. This training should be broken down into different levels
depending on the responsibility of each staff member towards the student with sickle
cell disease. The training should be administered by a school nurse or a qualified
medical professional. Training should take place at the beginning of each school year
and should be repeated when a current student is newly diagnosed with sickle cell
disease or a student with sickle cell disease enrolls in the school. Refresher training is
done as needed to support the student as his/her condition or needs change, as
outlined in Performance Standard Step 5.


https://www.michigan.gov/mde/-/media/Project/Websites/mde/Year/2021/10/14/ADA_Standards_of_Care_for_Supporting_Students_with_Chronic_Health_Conditions_in_School_Fin.pdf?rev=48bfea264bf04b11bf853d82ae77ab84&hash=C53C25A79765BD0D5A42A4E75014CDB8
https://www.stjude.org/treatment/disease/sickle-cell-disease.html
https://www.chop.edu/centers-programs/sickle-cell-center
https://www.chop.edu/centers-programs/sickle-cell-center
https://nursingnetwork.wufoo.com/forms/masn-medication-administration-training-kit/
https://nursingnetwork.wufoo.com/forms/masn-medication-administration-training-kit/

The Performance Standard Steps included in this kit outline the support that should be
provided to students with sickle cell disease in school in compliance with the law and
best practice. Training must be documented and these records must be saved according
to the Michigan Records Retention and Disposal Schedule for Michigan Public Schools.

Training Presentations for the 3 tiers of training are available as links in this document
and in the Supporting Students with Sickle Cell Disease in School Toolkit on the MDE
School Health Services webpage. Additional resources for training are provided in the
appendices and marked in the training outline with a ».



https://www.michigan.gov/dtmb/-/media/Project/Websites/dtmb/Services/Records-Management/RMS_GS2.pdf?rev=6bab3a5ee5544a479e9cb969e7a53de8&hash=7EEFE375A9BA52044B5F88D12BFEDF59
https://www.michigan.gov/mde/services/health-safety/school-health-services
https://www.michigan.gov/mde/services/health-safety/school-health-services

Performance Standard Steps to Supporting Students with
Sickle Cell Disease in School

Performance Standard Step 1: Review the Legal Considerations

a. Michigan School Code

b. Michigan Public Health Code

c. FERPA
d. Individuals with Disabilities Act of 1997 (IDEA) 34 CFR Part 300

e. Section 504, Rehabilitation Act of 1973

Performance Standard Step 2: Assemble the Student's Health Care Plans

f. »ECP Sickle Cell Emergency Care Plan can be considered the MMP or
Medical Management Plan including the MAA Medical Authorization
(Prepared by the Student’s Personal Sickle Cell Disease Health Care Team)

g. »IHP Individualized Health Care Plan (Prepared by the School Nurse)

Performance Standard Step 3: Coordination of Care: School Health Team/Sickle Cell
Disease Health Care Team

h. Meet with student’s parent(s)/guardian(s) to review Health Care Plans and
identify the support that will be provided according to the student’s specific
needs.

Performance Standard Step 4: Train School Personnel
The three tiers of support build on each other.
i. Tier 1- General Staff Awareness (All staff members)
j. Tier 2- Emergency Care (MERT Team and Daily Support Staff)
k. Tier 3- Daily Support (Daily Support Staff)
i. Varies by individual student need

Performance Standard Step 5: Ongoing Sickle Cell Disease Management and Support

The checklist on Page 7 is the Sickle Cell Disease specific Standard of Care tool that can
be used to ensure that all steps are completed when providing care to students with
Sickle Cell Disease in schools.


http://www.legislature.mi.gov/(S(mo4k2uprxqnmf21ppazf5vk0))/mileg.aspx?page=GetObject&objectname=mcl-380-1178
http://www.legislature.mi.gov/(S(udbjtvgae03uy0v1psrd20ek))/mileg.aspx?page=GetObject&objectname=mcl-368-1978-15-172
https://studentprivacy.ed.gov/sites/default/files/resource_document/file/2019%20HIPAA%20FERPA%20Joint%20Guidance%20508.pdf
https://sites.ed.gov/idea/regs/b
https://www.dol.gov/agencies/oasam/centers-offices/civil-rights-center/statutes/section-504-rehabilitation-act-of-1973

Safe & Legal Support of Students with Sickle Cell Disease

Checklist:
Key:
DSP Designated School Personnel PA Physician’s Assistant
ECP/MMP Emergency Care Plan/Medical NP Nurse Practitioner
Management Plan RN Registered Nurse
MAA Medication Administration SSH Team Student-specific Health
Authorization Team
MERT Medical Emergency Response Team | *SSH Team includes:
Parent(s), Student, DSP
Registered Nurse/Physician/PA/NP

Please note: Timely completion of each step | ** Based on Michigan law and current
is an expectation for all members of SSH best practices
Team

O

Non-Emergent Health Need Identified - Student with Sickle Cell Disease
If Emergency is suspected, Call 9-1-1 immediately
0 Parent Provides:
= ECP /MMP; includes routine/daily care and emergency action steps
DSP/RN verifies forms are complete
Student specific meeting with parent, administrator, teacher, DSP and RN/Trainer
to provide input to the POC based on the ECP /MMP, MAA, and student needs
(i.e., student’s daily schedule)
Building administrator identifies and designates school personnel to be trained
DSP determines training needs and arrange skill-based training for SSH Team*
SSH Team participates in skill-based training**
STOP: Verify all forms are appropriately signed and training is complete before
DSP assume responsibility for provision of care
DSP establishes student-specific health file and medication administration record.
DSP distributes ECP/MMP to SSH Team members/other school staff per FERPA
guidelines
DSP provides care to student as outlined in ECP /MMP
O DSP documents in student health records all care (including student responses to
care)
= In the event of non-urgent unexpected response or error, follow school
procedure.

= Inform parentin a timely manner
0 In the event of suspected emergency, always call 9-1-1 first, then parent

= Follow ECP /MMP emergency plan

= Follow school policy for responding to emergencies (See MERT protocol)
0 DSP maintains regular communication with SSH Team. If appropriate, evaluate for
eligibility for a Section 504 Academic Accommodations Plan

O I I O O O

O

O




Performance Standard Step 1: Legal Considerations

The Michigan School Code and Public Health Code (applicable for schools with school
nurses) dictate the legal requirements for support provided in schools to students with
health and medication needs. Three laws apply to students with sickle cell disease. The
Americans with Disabilities Act (ADA), the Individuals with Disabilities Education Act
(IDEA) and Section 504 of the Rehabilitation Act of 1973, require schools to provide
accommodations for students if their health condition affects their education.

Students with sickle cell disease may qualify under ADA for reasonable accommodations
in the school setting so they are successfully supported, and their schooling is not
adversely affected by their disability or perceived disability. The Individuals with
Disabilities Act of 1997 (IDEA) 34 CFR Part 300 guarantees access to education and
related services to assist children with disabilities who benefit from special education.
Section 504 of the Rehabilitation Act of 1973 protects the rights of children with special
health-care needs (CSHCN) by providing accommodations to those not eligible for
special education.


http://www.legislature.mi.gov/(S(cvjk2yt4l1pxqcahp5swvgjx))/mileg.aspx?page=GetObject&objectname=mcl-380-1178
http://www.legislature.mi.gov/(S(12uleibpnhs5pvhoccwfpdve))/mileg.aspx?page=GetObject&objectname=mcl-act-368-of-1978
https://www.ada.gov/ada_intro.htm
https://sites.ed.gov/idea/regs/b
https://www.dol.gov/agencies/oasam/centers-offices/civil-rights-center/statutes/section-504-rehabilitation-act-of-1973

Performance Standard Step 2: Coordination of Care

Collaboration and cooperation are key elements in creating a Circle of Support for
planning and implementing successful support for students with sickle cell disease at
school. To work collaboratively, a school health team should be assembled to include
people who are knowledgeable about sickle cell disease, the school environment,
Federal, State, Education, and Nursing laws. The school health team is distinct from
the student’s personal health care team.

The school health team members work together to implement the medical orders in the
Sickle Cell Disease Emergency Care Plan (ECP/MMP) developed by the student’s
personal health care team, using the strategies outlined by the school nurse in the
Individualized Health Care Plan (IHP).

In addition, the school health team should be part of the group that develops and
implements the student’s Section 504 Plan, if there is a need for one.

School Health Team Student with Sickle Cell Disease
Parent/Guardian

School nurse or other qualified personnel
Other school health care personnel
Trained Sickle Cell Disease Support
Personnel

Principal and other administrators
504/1EP Coordinator

Office Staff

Teacher(s)

Guidance counselor

Coach(es) and other school staff
members responsible for the student

Personal Health Care Team Student with Sickle Cell Disease
Parent/Guardian

Medical Provider Sickle Cell Disease
Medical Provider Pulmonologist

Other Medical Specialists

Nurse

Sickle Cell Disease Educator (if available)
Clinic Social Worker (if available)

Sickle Cell Disease Association of America
(SCDAA) Michigan Chapter - Community
Health Worker




Performance Standard Step 3: Student Health Plans
» Sickle Cell Crisis Emergency Care Plan/Medical Management Plan ECP/MMP

Provides explicit steps for how to avoid and respond to a sickle cell crisis.

Information in the ECP/MMP will include:

Contact information (parents/guardians and student’s health care providers)

List of known triggers to avoid

Student specific symptoms and action steps

Assessment of student’s self-care skills for identifying sickle cell crisis warning signs
What first aid may or must not be provided

When and how to administer pain and/or rescue medications, post-administration
monitoring requirements

e Activity restrictions

e 72-hour disaster, lockdown, or emergency plan

» Medication Administration Authorization (MAA) Provides the health care
provider’s orders that allow for medication to be on school property and to be
administered to students according to Physician’s, Physician’s Assistant’s (PA) or Nurse
Practitioner’s (NP) instructions and written parent/guardian permission.

» IHP Individualized Health Care Plan (Prepared by the School Nurse)
sometimes called the nursing care plan, is based on the medical orders in the student’s
ECP/MMP and MAA and incorporates an assessment of the school environment as well
as student-specific information (e.g., familial, psychosocial, and developmental
information).

Information in the IHP may include:

e Plan for supporting the student daily (including avoidance of known sickle cell crisis
triggers, adhering to the student’s medical plan, and promoting physical activity)

e Any supplies needed and where they will be kept

e Participation in all school-sponsored activities and field trips, with coverage
provided by the school nurse or trained school personnel

e Guidelines for communicating with the family and the student’s personal health care
team

e List of trained sickle cell crisis emergency personnel

¢ Plan and timeline for training and supervising trained sickle cell response personnel
and other school personnel

e Timeframe for ongoing review of student outcomes

e Strategies to ensure the student is not subject to penalties for health care
appointments and to provide accommodations during the school day

¢ Maintenance of confidentiality and the student’s right to privacy
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Performance Standard Step 4: Training

Sickle Cell Disease care must be carried out as specified in the student’s Emergency
Care Plan/Medical Management Plan (ECP/MMP).

Nonmedical school personnel, called “trained sickle cell personnel” or “designated
school personnel” can be trained and supervised to safely support students with sickle
cell disease in the school setting. In addition to learning how to perform general sickle
cell care tasks, trained school personnel should receive student-specific training and be
supervised by the School Nurse and follow the guidelines in place per
hematologist/pulmonologist/neurologist recommendations.

Care tasks performed by trained school personnel may include pain management and
symptom triage (fever/symptoms of stroke/respiratory symptoms).

The school nurse has a critical role in training and supervising trained school personnel
to ensure the health and safety of students with sickle cell disease. In addition, a
student’s health care provider or sickle cell disease specialist may assist in training
nonmedical personnel in sickle cell disease care. Given the rapid changes in technology,
therapies, and evidence-based practice, the school nurse who provides care to students
with sickle cell disease and facilitates training for school personnel has a professional
responsibility to acquire, maintain knowledge and competency related to sickle cell
disease.

All school personnel should be given training about sickle cell conditions. Training
should be broken down into different levels depending on the responsibility of each staff
member towards the student with sickle cell disease. The training should be
administered by a School Nurse or sickle cell specialists.

Training should take place at the beginning of each school year and when a student
with sickle cell disease enrolls in the school. Refresher training is to be done as the
needs of the student change.

Sickle Cell Disease Training Documentation should include student specific training. The
trainer shall document the training.
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Tier 1- Training outline
Administered to all school personnel at the beginning of the year. This training may be
provided at a staff meeting and consists of viewing the recommended short video.

Tier 1 Training content: (15 - 20 Minutes)

Short video: Mechanism of Sickle Cell Disease
Managing Sickle Cell in School PowerPoint Presentation (kennedykrieger.org)

¢ Roles and responsibilities of individual staff members

» St. Jude Children’s Research Hospital Educators Guide to Sickle Cell Disease

Other suggested handouts include:

MDHHS NBS Sickle Cell Disease Family Fact Sheet

MDHHS Sickle Cell Trait NBS Family Fact Sheet

Ohio DOH: Facts About SCD for Teachers, Coaches and School Nurses
CDC Handouts: https://www.cdc.gov/ncbddd/sicklecell/index.html
Emergency Guide: When to See the Doctor

Sickle Cell Infographic

SCD Factsheet — What You Should Know about SCD

Sickle Cell Trait Factsheet — What You Should Know about SC Trait
Tips for Supporting Students with Sickle Cell Disease

Team Doctors (Trainers): Don’t Let Your Athlete Get Sidelined by Sickle
Cell Trait (Coaches/ Gym Teachers)

e American Society of Hematology: Understanding SCD Infographic

VVVVYVYVYYVY

Tier 2 - Training outline

Designed for school personnel who have responsibility for providing emergency care to
the student with sickle cell disease during a sickle cell crisis, including but not limited
to: MERT Team, classroom, physical education, music, and art teachers, as well as
other personnel such as lunchroom staff, coaches, and bus drivers.

Tier 2 training content: (1-2 Hours)

Tier 2 Emergency Care PowerPoint:

Content from Tier 1 with specific instructions for responding to an emergency
Expanded overview of sickle cell disease and crisis

Procedures and brief overview of the nebulizer and/or MDI and spacer,
commonly used by students with sickle cell disease

Symptoms requiring emergency action

Fever 101 or higher

Emergency Care Plan / Medical Management Plan - how to activate Emergency
Medical Services in the case of an emergency

Sickle Cell Crisis Emergency Response Protocol
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https://gcc02.safelinks.protection.outlook.com/?url=https%3A%2F%2Fyoutu.be%2FHP11Mvx1Vtg&data=05%7C01%7CJankowskiE%40michigan.gov%7C6656e8144f834d0442d308da6f3b693c%7Cd5fb7087377742ad966a892ef47225d1%7C0%7C0%7C637944598328761805%7CUnknown%7CTWFpbGZsb3d8eyJWIjoiMC4wLjAwMDAiLCJQIjoiV2luMzIiLCJBTiI6Ik1haWwiLCJXVCI6Mn0%3D%7C3000%7C%7C%7C&sdata=zLY1BALpMwdssInKU7oBzFZ5%2BpIv4swA7kzbArZH5f0%3D&reserved=0
https://www.kennedykrieger.org/sites/default/files/library/documents/community/specialized-health-needs-interagency-collaboration-shnic/factsheets-medical-conditions/SCD-%20Managament%20in%20the%20Educational%20Setting.pdf
https://www.stjude.org/content/dam/en_US/shared/www/patient-support/hematology-literature/educators-guide-to-scd.pdf
https://www.michigan.gov/mdhhs/-/media/Project/Websites/mdhhs/Adult-and-Childrens-Services/Children-and-Families/Hereditary-Disorders/Newborn-Screening/Fact-Sheets/Sickle_Cell_Fact_Sheet_465285_7.pdf?rev=107b3c86d43b4ee8859e1b1b659f37f2&hash=5707E9A15F2196A96C603C810EB1D8F5
https://www.michigan.gov/mdhhs/-/media/Project/Websites/mdhhs/Adult-and-Childrens-Services/Children-and-Families/Hereditary-Disorders/Newborn-Screening/Fact-Sheets/Sickle_Cell_Fact_Sheet_465285_7.pdf?rev=107b3c86d43b4ee8859e1b1b659f37f2&hash=5707E9A15F2196A96C603C810EB1D8F5
https://www.michigan.gov/mdhhs/-/media/Project/Websites/mdhhs/Adult-and-Childrens-Services/Children-and-Families/Hereditary-Disorders/Newborn-Screening/Fact-Sheets/MDHHS-Sickle_Cell_Trait_Fact_Sheet_473550_7.pdf?rev=55b4b58c3ace425fb525ac042cd3f02a&hash=14BF9A1E0B84B540F00D8224108F46B9
https://gcc02.safelinks.protection.outlook.com/?url=https%3A%2F%2Fodh.ohio.gov%2Fwps%2Fwcm%2Fconnect%2Fgov%2F02d0864d-5ca4-41a7-a6f0-70ce77f76265%2FSickle-Cell-Facts-for-Teachers.pdf%3FMOD%3DAJPERES%26CONVERT_TO%3Durl%26CACHEID%3DROOTWORKSPACE.Z18_M1HGGIK0N0JO00QO9DDDDM3000-02d0864d-5ca4-41a7-a6f0-70ce77f76265-mqNNm9I&data=05%7C01%7CRobinsonM31%40michigan.gov%7Cd2dd3b8ef65e4f8cff7308da73e141e5%7Cd5fb7087377742ad966a892ef47225d1%7C0%7C0%7C637949708549431656%7CUnknown%7CTWFpbGZsb3d8eyJWIjoiMC4wLjAwMDAiLCJQIjoiV2luMzIiLCJBTiI6Ik1haWwiLCJXVCI6Mn0%3D%7C3000%7C%7C%7C&sdata=Uq2Y%2FMZtQhES0ahegF1hl1wuJ5ZDM9kzWoz5Y5Ijcfs%3D&reserved=0
https://www.cdc.gov/ncbddd/sicklecell/materials/factsheets.html
https://www.hematology.org/-/media/hematology/files/education/clinicians/guidelines-quality/documents/ash-understanding-scd-infographic_2019.pdf?la=en&hash=F96E476D04908727FD74678B5C876266

» Kennedy Krieger Emergency Care Plan or Student Specific Medical
Management Plan

» Nationwide Children’s Fact Sheet Sickle Cell

» Michigan Emergency Guidelines for Schools

» Sickle Cell Crisis Emergency Response Protocol
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https://www.kennedykrieger.org/sites/default/files/library/documents/community/specialized-health-needs-interagency-collaboration-shnic/factsheets-medical-conditions/SCD%20Emergency%20Care%20Plan.pdf
https://www.bing.com/ck/a?!&&p=5c95bb071ebae2b7JmltdHM9MTY1OTYxMjgwNiZpZ3VpZD0yMmE0ZmIyZS1jYTk3LTRlODctODRiYy0xMTA1ZWE2MTZhYTkmaW5zaWQ9NTE1NQ&ptn=3&hsh=3&fclid=4113f793-13e9-11ed-9766-4ce28be6211c&u=a1aHR0cHM6Ly93d3cubmF0aW9ud2lkZWNoaWxkcmVucy5vcmcvLS9tZWRpYS9uY2gvc3BlY2lhbHRpZXMvaGVtYXRvbG9neS1vbmNvbG9neS1ibXQvZG9jdW1lbnRzL2ZhY3Rzc2lja2xlY2VsbC5hc2h4P2xhPWVuJmhhc2g9OEU0NTAwN0I2MzZBMUEwRDRGREEzMUQyRTYzMzk5N0I&ntb=1
https://www.michigan.gov/mde/-/media/Project/Websites/mde/ohns/School-Health-and-Safety/Emergency-Guidelines-for-School-Final-10-10-23.pdf?rev=85e0718dcc2f48519c1496c229b25e53&hash=859114CA95869ACCE8EE25817B6DE3DF

Sickle Cell Crisis Emergency Response Protocol (sample)
Sickle Cell Crisis identified — note the time, and initiate actions below:

+ Call 9-1-1 immediately:

>
>
>

>

R/

Make call from location of incident, if possible

Use speaker mode on phone, if possible

Be prepared to provide EMS Dispatcher with location name and address and the
entrance door number nearest to the emergency situation

Don’t hang up the phone until instructed to do so by the EMS Dispatcher.

* Notify front office of Medical Emergency:
< Announcement ( O OVER-HEAD; O WALKIE-TALKIE) to alert trained

Medical Emergency Response Team (MERT) members:

"Attention Staff and Students, We are now going into Lock-in (Verbiage for
all to stay in place) for a medical emergency in Room
MERT team please respond.”

+ Available MERT members immediately carry out assigned tasks:

>

YV VYV VYV

>

>
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Take AED and any emergency medical supplies and medication (if ordered) to
location

Inform Central Administration of Emergency

Contact parents. Meet them in the parking lot

Meet the ambulance. Unlock the gate/door/ direct traffic

Copy the medical records of the student; provide to EMS

Control the scene: clear the area by directing uninvolved students to alternate
location

Document emergency situation and response on Emergency Response/Incident
Report form

Conduct debriefing session of incident and response following the event.

*» Response Team members will immediately initiate the student’s specific Emergency

Care Plan (ECP) or “Basic First Aid” if no plan is on file:

>
>
>
>

>

Administer pain, seizure and respiratory medications as ordered

Monitor student temperature

Monitor for signs of stroke: F.A.S.T.: e Face Drooping. ¢ Arm Weakness.
e Speech Difficulty. e Time to call 911

Keep airway open, monitor breathing -

If no breathing/ineffective breathing, start CPR and use AED
Ensure that 9-1-1 has been called

PLEASE NOTE: Regardless of any other instructions/requests you have received,

always call 9-1-1 if:
»You are unsure of what to do
»Student temperature is 101 or greater
»Change in alertness or confusion
»Severe stomach pain or swelling is identified
»The student is having difficulty breathing and/or severe chest pain
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Tier 3 training outline

There is rarely daily care necessary for students with sickle cell disease. The initial
Student Specific meeting with the Students School Health Team may serve as the
training for daily support.

Ideally, at least four adults should be trained as a Tier 3. Monitoring all employees who
assist students with sickle cell care is the responsibility of each school. All supplies for
treatment, including the materials necessary to administer rescue medications, are
provided by the parent/guardian.

504 accommodations may be put in place to support the student. Tier 3 Trainees may
also be responsible for assuring the school personnel are in compliance with appropriate
accommodations and the accommodations are updated as necessary.

Occasionally it may be necessary to administer routine medications at school.

Tier 3 training/Student Specific Meeting content: (as necessary)

Tier 3 Daily Support PowerPoint:

e Information on possible routine medications: hydroxyurea, voxelotor or L-glutamine

Impact of sickle cell disease on behavior, learning, and other activities

e Tips and planning needed for the classroom and for special events

e What to do during a schoolwide emergency (e.g., lockdown or evacuation)

e Overview of the legal rights of students with sickle cell in the school setting

e Student-specific training, when addressing each sickle cell care task, including:

o 504 Plan, IEP, or other education plan
o Clear identification and understanding of the task as outlined in the student’s
MMP
Pain, seizure, respiratory, and other PRN medications as ordered
Trigger avoidance
How to document all care tasks provided
Plan for ongoing evaluation
Each student’s specific triggers and symptoms
o Stress
e Dehydration
e Lack of sleep

O O O O O

e Pain anywhere
e Vision Problems

o Caffeine Fever
Heat above F *
: Cold below F e Difficulty Breathing and/or chest
e Other Diln .
 Exertion/extreme physical * Change in alertness
activity e Headache
e Physical and emotional stress e Fatigue
o Irritability

e Menstruation
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e Jaundice/pale skin color e Decreased energy level
e Weakness

» Nationwide Children’s’ Potential school accommodations for a student with SCD

» NASN Jan 2022 Sickle Cell Disease Care Planning for School Nurses

» CDC Coaches: Don’t Let Your Athletes Get Sidelined by Sickle Cell Trait!

» New England Pediatric Sickle Cell Consortium Sickle Cell and School: A guide to
School Policy and Best Practices
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TRAINING: Content and Resources for School Nurses

Sickle Cell Disease Overview

Sickle cell disease (SCD) is an inherited blood disorder (a blood disorder that runs
in families). People with SCD produce an abnormal type of hemoglobin (called
hemoglobin S (HbS) or sickle hemoglobin). Hemoglobin is a protein in red blood
cells that carries oxygen from the lungs to the organs and tissues in the body. The
abnormal hemoglobin in SCD can cause the red blood cells to have a sickle or
banana shape under certain conditions. People with SCD often have a decreased
number of red blood cells, a condition called anemia, which can cause lack of
energy, breathlessness, and pale color of the skin and lips.

There are many forms of SCD, and the most common type is Hb SS, known as
sickle cell anemia, which is inherited when a child receives two “S” genes (one from
each parent). Hb SC is a form of disease that is inherited when a child receives one
sickle cell gene, “S” from one parent and from the other parent, a gene for an
abnormal hemoglobin called “C”. Another type of SCD, sickle beta-thalassemia,
occurs when a child inherits one sickle cell gene and one gene for beta thalassemia
(another type of abnormal inherited hemoglobin that causes anemia).

Prevalence and Incidence

In the United States, SCD is most commonly found among African Americans or
persons of African descent; however, people of all races and ethnicities can have
SCD. About 1 in every 365 African American babies in the United States is born
with SCD; and worldwide, approximately 300,000 babies are born with SCD each
year.

What Happens During a Sickle Cell Crisis?

While normal red blood cells are round like donuts and move freely through blood
vessels, sickled blood cells clog the flow of blood and can break apart as they move
through blood vessels. Additionally, sickled red blood cells do not deliver oxygen
throughout the body as well as normal red blood cells do. As a result, people living
with sickle cell disease may suffer with:

° Severe pain
o Low number of red blood cells (or anemia)
. Stroke

*Note complications (signs/symptoms) may occur anywhere in the body where the
blood vessels are impacted, and tissues do not receive an adequate supply of
oxygenated blood.
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Triggers
One of the biggest challenges posed by SCD is the unpredictable nature of pain and
the wide-ranging severity of health problems due to the condition. Some people
with SCD may have infrequent problems with pain, whereas others experiencing
pain may require hospitalization.
Certain factors are more likely to trigger a painful sickle cell crisis:

e Infections

e Air pollution

e Dehydration

e Extreme physical activity

¢ Smoking, alcohol, or caffeine use

e Swimming in non-heated pool

e Stress

e Sudden changes in temperature

Signs and Symptoms

Children with sickle cell disease are asymptomatic most of the time. However, due
to complications which could be severe, and life-threatening, they may experience
periods of crisis that may occur suddenly and with no warning.

Pain Episodes

Pain episodes are a common health problem of SCD. Pain may occur anywhere in
the body (most commonly in the arms, legs, abdomen and back) and may last a
few hours, days, weeks or longer. Pain may ease or get worse over this time or
may become so severe that a child needs to be hospitalized. The unpredictable
nature of pain associated with SCD may create a sense of uncertainty that may
cause unusual behavior. A child who is typically easy-going and attentive in the
classroom may become grumpy, uncooperative, and unresponsive. Many children
with SCD suffer with pain on a daily basis and still behave “normal,” focusing on
their schoolwork and engaging in classroom activities. It is important to recognize
when a student’s pain is worse than usual or no longer tolerable.

Best practice: Be responsive to complaints of pain. A student will come to know
whether their pain is mild or moderate and will pass, or whether it is necessary to
call his or her parents or go to the hospital. If a child has pain during the school
day, schools can help by allowing the child time to rest and then returning him or
her to class, if possible. Do not encourage the student to simply bear the pain. In
clinic or hospital settings, doctors often use a scale of 1-10 to rate pain. Use this
type of scale to check in periodically with a student to learn the difference between
the student’s usual level of pain and when emergency contacts need to be called.

It is important to take the student’s temperature before administering any pain
medication. In addition, alternative methods of pain control maybe helpful:
breathing exercises, distraction, guided imagery, heat, music, relaxation, massage,
location in quiet dark place.
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Fever

Children with SCD are at greater risk for certain bacterial infections compared to
other children. A fever maybe caused by a bacterial or viral illness, dehydration, or
other conditions. A fever of 101° Fahrenheit (38° Celsius) or higher, could mean
the child has an infection.

Infection is the leading cause of death in young children with SCD, and frequently
leads to hospitalization. If fever is accompanied by pain in the ribs or chest,
coughing, and difficulty breathing, this may be a sign of acute chest syndrome, a
serious medical emergency.

Best practice: Be alert for signs of fever. Teachers should have access to an
individualized care plan for a student with SCD that lays out instructions for what to
do if a fever occurs during the school day. Children with SCD and fever should be
seen by a doctor to evaluate the child for health problems, such as pneumonia or
other infection; contact the student’s parent(s) immediately.

Children with sickle cell disease take penicillin prophylaxis from birth until they
complete their pneumococcal immunization series to hopefully prevent a
pneumococcal infection. Children with sickle cell disease also follow High Risk
Immunization Guidelines to help reduce the risk of infection. Refer to the MDHHS
Quick Look at Vaccines Needed for Sickle Cell Disease.

Dehydration
It is very important that children with SCD are well hydrated. Dehydration leads to
complications with SCD.

Best practice: Do not restrict access to water and encourage student to keep a
water bottle with them at school.

Acute Chest Syndrome - This is a medical emergency!

Sickled red blood cells block blood vessel supply to the lungs. It can lead to
pneumonia and/or cause pneumonia. Symptoms may include shortness of breath,
congestion, cough, rapid breathing, chest pain, difficulty breathing, wheezing
and/or fever greater than 101° Fahrenheit.

Best practice: Call 9-1-1 and activate MERT immediately if student displays any
of the symptoms listed above. Contact parent and administer respiratory
medications per medication administration plan.
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Priapism
Priapism is a painful continuous erection of the penis without sexual desire and
occurs when sickled red blood cells block the blood circulation to the penis.

Best practice: Encourage student to empty their bladder. Administer pain
medication. Encourage fluids. Provide heating pad. Ensure privacy. Notify the family
immediately if lasts longer than time provided by the primary care provider.

Stroke

SCD is one of the most common causes of childhood stroke. Strokes are small brain
injuries that may impact learning. Between 10% and 20% of children with SCD will
have a symptomatic stroke, meaning that the stroke will produce physical changes
in the student. Most commonly, a stroke can happen if sickled red blood cells get
stuck to walls of blood vessels and clog blood flow to the brain. Signs of stroke
include severe headaches, dizziness, slurred speech, visual changes, sudden onset
of weakness (not due to pain) in one limb or side of the face, humbness, typically in
the face or the limbs, sudden inability to produce speech, or a seizure.

More than 25% of children with SCD suffer from a silent stroke by six years of age.
Silent strokes do not have the same clear signs of symptomatic strokes but may be
evidenced by changes in a student’s behavior, concentration, or sudden decline in
the quality of their schoolwork. Silent strokes are a serious problem that may
require consultation with a doctor who specializes in the brain and behavior.

Best practice: Monitor for signs of stroke: F.A.S.T.: e Face Drooping ¢ Arm
Weakness e Speech Difficulty e Time to call 911

¢ Face Drooping - is one side drooping?

e Arm Weakness - is one arm weaker than the other?

e Speech Difficulty - is their speech garbled?

e Time to call 911 - if any of the above are present, call 911 - requires emergency
assistance.

Teachers are in a unique position to identify changes in students’ behavior that may
be linked to symptomatic or silent strokes associated with SCD. If a sudden stroke
is suspected, parents should be contacted immediately, and the child should be
rushed to the hospital. Children who have suffered a stroke or whose medical tests
indicate that they are at higher risk of stroke may need monthly hospital
appointments to receive blood transfusions to prevent strokes. Children who have
suffered a stroke often have learning problems and/or possible physical disabilities.
Create plans to help children make up missed schoolwork. If a student with SCD
begins to show gradual declines in academic performance, attention, or memory,
teachers should contact the student’s parents so that medical attention can be
sought if necessary. Implement appropriate 504 Plan accommodations and/or IEP.
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Anemia

Many children with sickle cell disease experience anemia (lower than normal level of
hemoglobin). Hemolysis is the rapid breakdown of red blood cells which depletes
the child’s ability for normal activity / energy level. Symptoms may include fatigue,
decreased energy, weakness, paleness, and/or headache. Anemia may lead to
fatigue during normal and/or vigorous activities. Children are aware usually what
activities they can tolerate and when they need to rest.

Best practice: Discuss with the parent the child’s level of judgement for physical
limitations. Allow rest period to recover from vigorous activities. Provide alternative
less stressful opportunities for involvement if unable to participate in normal
schedule. Notify parent if the child looks pale, shows a low and decreased
tolerance for physical activity.

Splenic Sequestration

The spleen is an organ in the upper left side of the abdomen. Normally, it is tucked
up under the rib cage. Splenic sequestration most commonly occurs before age 6
however can occur at any age. Blood is trapped in the spleen from the sickled red
blood cells and causes spleen to become very large and may lead to severe anemia
and is considered a medical emergency.

Best practice: Be aware of signs of splenic sequestration: enlarged spleen, sudden
weakness, pale lips, gum and nails, abdominal pain, increase in left upper
abdomen, and fever. Parents should be contacted immediately, and the child should
be seen by a physician. Prompt recognition and treatment is necessary.

Sleep Problems

Some children with SCD have enlarged tonsils and adenoids which may cause
difficulty with breathing while sleeping, possibly sleep apnea. The child may or may
not be aware this is causing them to toss and turn and/or wake up frequently
during the night which may lead to memory issues, difficulty with concentration,
fatigue and/or daytime sleepiness.

Best practice: Notify parents if above signs/ symptoms displayed. Allow child to
take rest periods.

Jaundice

Sickle red blood cells do not live as long as normal red blood cells. Bilirubin is
produced due to the destruction of red blood cells and can cause jaundice or
yellowing of the skin or eyes. This may lead to teasing or lower self-esteem in
children.
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Best practice: Notify parents if notice above signs/ symptoms. Allow child to take
rest periods. Monitor for interactions with peers that may involve teasing or bullying.
Implement actions according to school anti-bullying policy.

When to Seek Medical Care

When to seek medical care for students with Sickle Cell Disease

Sudden or worsening symptoms, like chest or abdominal pain, fever (=101 degrees), or any sign of stroke (e.g., weakness
or numbness on either side of the body, not able to talk, sudden dizziness or headache, difficulty with memory, blurred
vision) require immediate medical help. Remember, always notify parents if their child’s health status changes during
the school day.

Signs and Symptoms of Sickle Cell Disease

Sign/Symptom Description Call 911
Pain or discomfort Headache (severe) v
Chest pain v
Bone/joint/ hip pain
Upper left, abdominal pain (spleen) v
Priapism (sustained, unwanted erection) v
Paleness Noticeable change in the color of the skin, lips, fingernails
Fever 101 degrees or higher (indicates a medical emergency) v
Weakness or fatigue Weakness on either side of body (may be due to stroke) v
Inability to speak (may be due to stroke) v

Difficulty with memory (may be due to stroke)

Sudden or constant dizziness (may be due to stroke) v
Blurred vision v
Vomiting

Changes in Breathing Difficulty breathing v
Fast rate of breathing v
Harsh noisy breathing v

Swelling Hands
Feet

*NEVER APPLY ICE* Joints (with redness)

v parents should be contacted immediately and 911 may need to be notjﬂed

CDC: Tips for Supporting Students with Sickle Cell Disease
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Medications, Treatments and Actions

Management of sickle cell disease is aimed to avoid pain episodes, relieving
symptoms, and preventing complications. This may include routine and/or rescue
medications as needed. Some individuals require routine and/or intermittent blood

transfusions.

Routine Medication:

Medication recommendations may vary based on the individual and the
treatment plan prescribed by his/her physician. Options include:

Penicillin Prophylaxis is given twice a daily in low dose from age 3
month until the child completes his/her pneumococcal immunizations
between age 5 and 6 years of age. If patient undergoes a
splenectomy, this may continue past age 6.

Hydroxyurea (Droxia, Hydrea, Siklos) is an oral medication which can
significantly decrease the frequency of painful crises as well as and
might reduce the need for blood transfusions and/or hospitalizations.
It must be taken regularly.

L-Glutamine (Endari) is an oral medication intended to help reduce the
frequency of pain crises.

Crizanlizumab (Adakveo) is administered by intravenous infusion and
is indicated for 16 years of age and older to help reduce the frequency
of pain crises.

Voxelotor (Oxbryta) is an oral medication for those over 12 years of
age intended to decrease sickling and improving oxygenation
throughout the body.

Immunizations — CDC has high-risk recommendations for vaccinations
for those who have sickle cell disease in addition to the routine
childhood immunization schedule.

Rescue Medication

Pain Relieving Medications (acetaminophen, ibuprofen and sometimes
narcotics) - Each individual living with sickle cell disease should have a
written pain management plan. Mild pain can often be successfully treated
with non-opioid analgesics. The most common opioids are codeine,
morphine, and oxycodone. Do not apply ice. Check temperature for fever
before administering medication.

Respiratory — Some individuals with sickle cell disease may have routine
respiratory medications as well as rescue medications due to history of
Acute Chest Syndrome and/or asthma. Each individual should have a
respiratory medication plan from their pulmonologist and/or hematologist.
Seizures- refer to Seizure toolkit and medication administration plan from
neurologist.
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Blood Transfusions

Intermittent blood transfusions are at times needed for anemia or during a crisis to
treat and/or prevent complications. Individuals who have had a stroke may receive
routine blood transfusions. Long term blood transfusions may lead to an excess
amount of iron in the body. This can cause damage to the heart, liver and other
organs and may require medications to reduce iron levels.

Recommended daily routines:

Healthy balanced diet

Hydration - drink plenty of water. Dehydration increases risk of sickle

cell crisis.

Exercise regularly in moderation. Participate in activities up to level of
tolerance.

Take regular breaks and have readily available access to water/fluids.

Allow recovery time after physical activity, with rest breaks as needed.
Dress appropriately for the weather

Things to avoid, that may trigger a sickle cell crisis:

Cold or hot conditions or sudden changes in temperature

Infections

Smoking and/or exposure to secondhand smoke

Air pollution

Extreme physical activity

Stress

Use of alcohol or caffeine

Dehydration

Do not apply an ice pack as this may further exacerbate the sickling
process

Potential 504 Accommodations

Additional steps to support students with SCD may include evaluation for 504
accommodations. The accommodations necessary will vary depending on student
need. Accommodations that may be considered include:

Two sets of books, one for home and one for school

Permission to carry a water bottle to drink throughout the day
Bathroom and clinic pass as needed

Physical Education participation adjustments

Exemption from outdoor activities when temperatures are less than 40
or greater than 90 degrees

Allow additional time between classes

Adjust workload when absent for illness or provider appointments
Homebound Teacher intermittently when absent

Understanding the Child with Sickle Cell
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Impact on Daily Life and School Performance

Communication between families and the school is essential to ensure success in
managing sickle cell disease and educational needs of the student. Sometimes
families are hesitant to share that their child has sickle cell disease. If teachers
and/or staff are not informed, it can result in the student lacking appropriate
accommodations.

Many students with a chronic iliness can feel isolated or that they are the ‘only
ones’ with the illness. Students may experience chronic anemia, unexpected
episodes of illness as well as frequent medical appointments which all may impact
the student’s school experience. Children with SCD are at increased risk for school
absenteeism. Monitor for signs of decreased school performance. Students who
have SCD may experience jaundice (yellowing of the eyes and/or skin), poor
growth, delayed puberty and/or other body changes which may lead to difficulties
with self-esteem. Monitor for teasing and/or bullying by other students. Consult
with school counselor, social worker, or psychologist. Discuss all concerns with
parents. Refer for educational or neurocognitive testing if notice changes in school
performance.

Many children with SCD can adapt both emotionally and socially to the stress from
SCD. Teachers and staff can provide opportunities which help increase self—esteem
such as encouraging participation, assign leadership roles to the child in classroom
activities, and choosing the child for appropriate classroom jobs.
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