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Challenges in Diagnosis, treatment and 
survivorship

Kenneth R. Cooke, MD
Director, Pediatric BMT Program

Optimizing Outcomes for AYA 
Oncology Patients 



• Recognize unique Challenges facing AYA oncology   
patients

• Review details regarding the complexities    `
surrounding the diagnosis, treatment and outcomes    
of oncologic disorders and HSCT in AYA patients

• Identify strategies to improve outcomes of AYA 
cancer patients

• Describe what we are planning as we move forward

Advances are bypassing this age group

Objectives
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More than 70,000 young adults are 
diagnosed with cancer every year.

ESTIMATED NUMBER OF PERSONS
DIAGNOSED WITH INVASIVE CANCER
YEAR 2000, US;  SEER 1975-2000 

The Facts
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Cancer is the Leading Disease Killer 
Among 20-39 Year Olds**

DEATHS DUE TO CANCER IN
YEAR 2002, US:  10,029 

Cancer kills more adolescents than AIDS, heart disease, 
cerebrovascular disease, pneumonia, influenza, cystic 
fibrosis, diabetes, and  asthma combined.

The Facts
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• One in every 210 persons in the U.S. 
develops cancer between ages of 15 and 30

• The incidence of cancer among adolescents
and young adults is on the rise

• The causes of these cancers and of the  
increased incidence are not known

Advances are bypassing this age group

The Facts
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Young adults with cancer face a 
variety of unique short- and 

long-term medical and 
psychosocial issues

The Facts
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AYA = Adolescents and Young Adults
Ages 15 to 40!



• Delayed diagnosis
• Rare tumor
• Biology not 

understood
• No clinical trial
• Poor prognosis
• No local 

specialists
• Insurance issues

• Sense of invincibility
• Egocentrism
• Identity development
• Sexuality, body image
• Development of ideals, 

morals
• Vocational / career path
• Evolving relationships
• Move toward independence

AYA Oncology
Issues
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– Threatens sense of safety, security
– Feelings of loss of control 
– Body image concerns may impact self-

esteem, relationships
– Sense of self may change 
– Occupational path is interrupted
– Peer relationships may change, dissolve
– Family relationships may change
– Sense of independence is threatened

Development of Cancer / Need for HSCT

AYA Oncology
Issues
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Birth 20 4010

ALL
NHL
PNET
Wilms’ Tumor
Neuroblastoma
Retinoblastoma
Craniopharyngioma
Rhabdomyosarcoma

Adolescents & Young Adults
Hodgkin’s

Osteosarcoma
Ewing’s Sarcoma

Giant Cell Tumor of Bone
Rhabdomysarcoma – t (2,13)

Soft-Tissue Sarcoma – non-RMS
Desmoplastic Round Cell Tumor
Oligodendroglioma
CNS Germ Cell Tumors
Melanoma 
Ph+ Lymphoblastic Leukemia
T-Cell Leukemia – Hox+ Type
Acute Progranulocytic Leukemia
Acute Myeloid Leukemia – inv16 Type
Testicular Carcinoma
Ovarian Ca – Borderline & Malig.Germ Cell
Colon Ca – Microsatellite Instability Type
Hepatic Ca – Fibrolamellar Variant & Trans.-cell
Nasopharyngeal Ca – Undiff. Type (WHO III)
Bronchoalveolar Ca

Carcinomas

Children

Adults

Aerodigestive
Genitourinary

Breast
Skin
etc.

Years



AYA Oncology



The AYA population has not
experienced improvements in 

mortality rate reduction and overall 
survival seen in both younger and 

older populations

The Problem
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Age at Diagnosis (Years)

Relative Change in 5-Year Survival
1975 to 1997, SEER 
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ALL AML
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Actual Survival
Gap

Sarcoma
SEER Monograph 2006
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Actual Survival
Gap

Lymphoma (NHL)
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• Biology of underlying cancer

• Participation in clinical trials 
• key to success in pediatric age range

• Insurance issues?
• Approach to therapy

• time to medical attention

• Pediatric vs. adult regimens
• dose intensity

• Compliance with medical plan

The Cause?

Multifactorial



Biology of AYA cancers:

Acute lymphocytic leukemia (ALL)

A. No change in signs and symptoms of disease at 
presentation

B. increase in T cell ALL (more aggressive)

C. change in genetics of ALL in AYA patients
- ↓ in low risk cytogenetics
- ↑ in hi risk cytogenetics

Ph+ ALL

D. change in response to Rx
- ↑ rates of MRD after therapy.

Cancer Biology



Older adolescents & young adults are
disproportionately under-represented 

on clinical trials

Mortality rate reduction is correlated 
with clinical trial participation

Clinical Trials
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Data from SEER, NCI and U.S. Census analyzed by A. Bleyer.

Participation
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Clinical Trials

Trial



National Cancer Mortality Reduction, 1990-1998
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Lack of Insurance

SEER Monograph 2006
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Percentage of the U.S. Population < 65 Years of Age 
who are Insured, according to Age
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The Insurance Gap



Time From 
Symptoms to Rx
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Childrens
Hospitals

and
Facilities

Adult
Patient

Hospitals

Age (Years)
0 15-19 30-34

No Man’s 
Land

70+

Facilities and Service
GAP
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Management Sites of  Cancer Patients, U.S.
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Tertiary Cancer
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Oncology

Participate in 
Clinical Trials

in part from Lui L, et al, Cancer 97, 1339, 2003

AYA cancer patients are least 
likely to be referred to 

comprehensive cancer centers.

The Referral Gap



Pediatric vs. Adult based protocols
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ALL Regimens
Ped vs. Adult



16-20 Years (N = 103)

20-29 Years (N = 123)

DFS

CCG-1800 Series   16-21 Year-Olds (N = 175)

68+2%

Stock W, Sather H, Dodge RK, Bloomfield CD, 
Larson A, Nachman J. Blood 96: 467a, 2000.

CALGB

ALL Regimens
Ped vs. Adult



Same Results in France 
Comparison of the French FRALLE-93 and LALA-94 trials

75% vs. 40% 5-Year Survival

J Clin Oncol, 2003:2(5):774-780

Overall Event free

ALL Regimens
Ped vs. Adult



ALL Regimens
Ped vs. Adult
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1. Drugs used
• tolerability of side effects

2. Treatment duration
3. Schedule of drug delivery

• dose intensification
• CNS prophylaxis

4. Are pediatricians better doctors?
• adherence to treatment regimen
• clinical trial enrollment

5. Site of care delivery
• university hospital vs. community
• resource availability

Pediatric Protocols
Superior?



New Approach

Acute Lymphocytic Leukemia



CALGB 10403

New Approach
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Inter-group; phase II; 16 to 39 yrs; accrual complete

Ulman Cancer Fund



The Future
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Adherence to treatment regimens has 
been studied extensively

• Extent to which person’s behaviors 
corresponds with agreed 
recommendations from a health care 
provider 

• Medication, diet, lifestyle change

Compliance
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Or mentor….or boss…

Ulman Cancer Fund



Adherence to treatment regimen
• Measured over a continuum
• Evaluated based on the impact of the behavior on 

therapeutic benefit of the treatment regimen
• Dynamic process

– Interaction between patient and medical team
– Cognitive-motivational components
– Direct and Indirect measures

Butow, et al., Journal of Clinical Oncology, v28(32); Kondryn et al., Lancet 
Oncology v12

Compliance
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Practical strategies to improve Adherence:
• Communicate… ask, ask, and ask again!
• Non-judgmental exploration of adherence 

behaviors
• Identify risk factors, including high risk behaviors
• Discuss barriers, collaborate with AYA to 

generate a solution
• Encourage questions, make sure AYA patients 

understand treatment regimen… all aspects!

Compliance
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Takes time and resources!
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AYA Oncology: Specific Challenges
• Under-representation on clinical trials

< 15 yrs on NCI trials; > 15 yrs  no so much

• Lack of Insurance; access to health care

• Issues pertaining to body image, school, career

• concerns about fertility

Independence / autonomy
guidance / inexperience

AYA Oncology



• Oncologists
Pediatric and Internal medicine
Hospital base + community

• Nursing / advanced practitioners
• Coordinators / social workers
• Surgeons
• Fertility experts
• Endocrinologists

The Future
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Multi-disciplinary Team Approach
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• Dedicated clinicians and practitioners, RNs
Pediatric and Adult protocols
Clinical-laboratory bio-repositoriess

• Triage
Age
Diagnosis
Psycho social assessment
Protocol availability

• Determine treatment institution / strategy
Internal medicine
Pediatrics

November 21, 2017 41Ulman Cancer Fund

The Future



• Create a seamless continuum of care by            
pediatric & medical oncologists at the time of 
Dx and treatment

• Build awareness with primary care 
physicians and oncologists regarding the 
need for and availability of long term 
follow-up to address late effects.

The Future
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• Choice of oncology specialist and center
• Therapeutic regimen: Peds vs. Adult based
• Clinical trial participation
• Identify and address unique AYA issues
• Multi-disciplinary approach
• Integration of psychosocial care
• Heightened awareness of Late effects

Many unique challenges must be considered:

Together we can make a difference!

Conclusions



– 23 y/o WM, college grad, unemployed, lives @ home; 155 kg
– 8 week h/o groin abscesses  ER  ABX + steroids
– 5 to 7 day h/o fatigue, malaise, SOB, Fever  ER
– Diagnostic work-up:

• Exam: Febrile, pale, anxious, tachycardic, tachypneic 
• CBC: Pancytopenia, CXR: NED; Coags wnl, Chem 20; wnl
• BM: 80% blasts, myeloid morphology, flow and cytogenetics sent

– Treatment considerations:
• Adult vs. Pediatrics?; Clinical Trial vs. SOC?

– AYA issues:
• L/O independence, invasion of privacy  anger / frustration 
• Disruption of daily routine, Insurance issues
• Recreational drug use, fertility  sperm banking

AYA Oncology
Case Presentation



Communicating about Advance Care 
Planning

With Adolescents and Young Adults

Lori Wiener, PhD
National Cancer Institute



Going through cancer treatment can be really tough. 
Sometimes it’s unclear how things are going to turn out. There 
may be difficult conversations that young people want to have 
with family, friends and their healthcare team that they might 
not have the words for.

• To review the development of an adolescent and young adult 
(AYA) planning document

• To describe communication about end-of-life care and barriers 
and opportunities to integrating advance care planning 

Objectives



• Each year >11,000 adolescents and young adults, ages 15-34, 
die from cancer and other life-limiting conditions. 

• The AAP, IOM and WHO recommend involving youth in 
decisions regarding their care as they are emotionally and 
developmentally ready.

• A minority of children living with a chronic illness have an 
Advance Directive (AD). (Liberman et al., Pediatrics, 2014)

• 82% of families want their child to participate in the decisions. 
(Lotz, et al. Pediatrics 2013)

• Few formal resources/tools for pediatric or AYA advance care 
planning are available
– informed by adult experiences 

End of Life (EoL) in the AYA Population



Talking About Death with Children

• Survey in 2001 of 429 Swedish parents who had lost 
child to cancer between 1992-1997

• None of 147 parents who talked with their child 
about death regretted it 

• 69 of 258 parents (27%) who did not talk with their 
child about death regretted not having done so

Kreicbergs U et al, NEJM 2004



II. Development of an Advance Care Planning Tool





Would an advance care planning 
tool be helpful?



Study Aims:
To explore whether adolescents/young adults living with a 
life-limiting illness are interested in a developmentally 
appropriate EoL planning document.

Phase I: Development of an Advance Care 
Planning Tool



• AYA participants (N = 20, ages 16-28) were asked to 
critically evaluate whether the concepts included in 
Five Wishes® and Focus Groups were:

1. Helpful to themselves and others their age living with a 
serious illness?

2. Appropriate to ask individuals their same age?
3. Stressful to contemplate?

• Participants were also asked to:
– Which questions/statements should be added or removed 

and why

Methods



Five Wishes®



• How Appropriate would an EoL 
planning document be for 
Adolescents and Young Adults 
with a serious illness?

• How Helpful Could An EoL
Planning Document For 
Others Your Age? 

100% of participants reported 
that an ACP

document would be 
appropriate for adolescents 

and young adults living with a 
serious illness 

Results: First Cohort

N= 20



“Where I want to be when the end of my life is near” and “the 
people I would like to be with me”.

“The clothes I want to wear at my funeral”; “The friends and 
family who I would like to attend the service”; and “The specific 
music and readings I would like”.

“A place to describe spiritual preferences”.

“The people who I would like to receive my belongings” (clothes, 
music, photographs, jewelry, books, artwork, etc.). 

“How I would like to be remembered by my family and by my 
friends on my birthday and on specific holidays”.

“A place for letter writing”.

What Needed To Be Added:



What was missing were the 
developmental considerations…



• Identity

• Independence

• Intimacy
Death
is the 

ultimate 
challenge to 

each of these 
processes The loss of identity,

the demise of 
independence, the 

end of intimacy

Three I’s of Adolescent Development



• Took into account the importance 
of both familial and peer 
relationships and the need for 
intimacy

• Recognized the capacity for
independent decision-making

• Addressed identity through 
personalization of the end of life 
experience (music, readings, etc)

A New Document Was Created…An Interim Document Was Created



• Pediatric Branch NCI & Georgetown University

• 52 participants, ages 16-28 (M= 20.3)
• Participants critically reviewed the new document in 

conjunction with Five Wishes

Qualitative information was gathered regarding 
document preferences, design, and specific content.

Study Phase 2 – Methods

Wiener ….Pao, Pediatrics, 2012



Family & Friends

Legacy

Autonomy/Control
Identity

Spiritual 
Thoughts

Finding Meaning



The Current 
Document:

Wiener, Zadeh, Battles, Baird, 
Ballard, Osherow, Pao,  Pediatrics, 
2012, 130:897.

Zadeh, Pao, Wiener, Palliative and 
Supportive Care, 2015

Aging with Dignity
www.agingwithdignity.org

http://www.agingwithdignity.org/














Emphasis on identity, present/ future. 
Preserve what is important to them today 

and how they wish to be remembered in the 
future. 









Youth with serious illness:
• Contemplate EoL issues
• Wish to participate in decisions
• Can effectively talk about death if

given the proper format and a 
supportive environment

• Want a developmentally 
appropriate document to help 
them decide how, where, with 
whom and how actively they 
would like to be treated and 
remembered after they are gone

Where Are We Now?
Future Empirical 

Research Is Needed

Does VMC improve 
patient outcomes? 

Help with conversations 
around 

EoL decision-making? 

Increase congruence 
between patients and 
families or their HCP?

Appropriate for older YA 
or those with children?



Voicing My CHOiCES™ as a Tool for 
Advance Care Planning

Primary Objectives
• To determine whether engaging in advance care planning using VMC 
is associated with reduced anxiety, improved social support, increased 
acceptance of illness, and/or improved communication with family, 
friends, and/or health care providers.

Study is currently open at NIH, Cook Children’s Medical Center, Children’s National 
Medical Center, CHOC, Dana Farber Cancer Institute, Moffit, UNC, University of Miami



Are AYA Having ACP Discussions? 

N=72
18-39, mean=25.9



I haven't brought it 
up with friends. I never 

talk to them about these 
issues.

I don't want people to think 
that I am miserable. It's not a 

situation that others can 
understand. I want them to 

think I am ok.

…doctors always seem too 
busy. They come in and out 
so quickly. They never seem 

to want to talk about 
anything but what is needed 

for me to do that day.

They aren't as 
concerned with the 

psychiatric or 
emotional side of my 

care.

Why conversations don’t happen?



What about when communication
is AVOIDED? 



• Develop a Systematic Approach and Use it Consistently
– A standardized message to implement consistently.

• Team Approach
– Introduced by a member of the healthcare team who:

• Has a trusting relationship with the AYA and their family to talk 
frankly about EoL without it being portrayed as loss of hope.

• Maintains familiarity with specific physical, psychosocial, cultural 
and spiritual needs.

HOW To Approach ACP

Weissman, 1998; Prendergast, 2001; Emanuel 
et al., 2004



• Identify time points at which a patient’s wishes and 
goals are discussed
– i.e., start of treatment, time of relapse, etc.
– When the patient is relatively stable and not in a crisis. 
– Prognosis is not necessary to initiate the discussion.

• Remind families that communicating about EoL does not 
reflect a loss of hope 
– rather it informs the patient/family that the health care 

providers wish to respect individual wishes.

WHEN To Approach ACP





Standard: Palliative and End of Life Care

“Youth and their families should be introduced to 
palliative care concepts to reduce suffering 

throughout the disease process regardless of 
disease status.”

Evidence from 36 Studies Support this Standard



Comprehensive Cancer Care for Children and Their Families



Palliative care no longer means helping 
children die well; 

It means helping children and their families 
live well and,

then, 

When the time is certain, 
helping them die gently.

Mattie Stepanek
July 17, 1990 – June 22, 2004



YOUR DECISION
Your Decision

Leaving a legacy is a human need.

Help your patients plan 
by asking what is most important to 

them.

It is the gift that keeps on giving.





• https://www.agingwithdignity.org/latest/lates
t-news/2016/04/14/tara's-story

https://www.agingwithdignity.org/latest/latest-news/2016/04/14/tara's-story


AYA ONCOLOGY
PSYCHOSOCIAL ISSUES

Allie Gubin, MSW, LCSW-C
The Johns Hopkins Hospital 

Ulman Cancer Fund for Young Adults
November 10, 2017



Objectives
• Understand unique psychosocial needs of AYA’s with 

cancer
• Discuss how certain psychosocial issues may 

manifest in the health care and pediatric cancer 
camp environments.

• Identify clinical/programmatic interventions that may 
be able to better support this patient population. 



My Role
• Partnership between Ulman Cancer Fund for Young 

Adults and Johns Hopkins
• Support patients primarily of the ages of 15 to 25 who 

are in active treatment
• Strive to improve patient care through institutional 

initiatives (e.g. AYA Work Group, Fertility Preservation 
Protocol)

• Knowledge of AYA-related resources 



AYA Development
• Period of Growth, Change and Instability
• More independent
• Emphasis on establishing relationships (peer and 

romantic)
• Developing career goals
• Exploring sexuality
• Forming their own worldview
• Personal identity developing
• Engagement with parents decline
• Wide range of functioning  within the population



AYA Cognitive Development



Cancer-Related Challenges

(Institute of Medicine, 2013)



Clinical techniques for Providers
• Promote self-awareness: Help adolescents / young adults identify emotions

• Focus on what a patient “can do” versus “can’t do.” Follow up about when limitations may be removed.

• General counseling strategies
– Empathy, listening, reflection

• Behavioral strategies
– Whatever you pay attention to will increase
– Whatever you ignore will decrease

• Motivational strategies
– Promote behavior change through skills that build insight into discrepant behaviors “help me 

understand how taking your chemotherapy whenever you feel like is helping you achieve your goal 
of survival”

• Mindfulness strategies
– Focus on present moments with calm awareness of thoughts, feelings

Anna George, PsyD, The Johns Hopkins Hospital,  2016



Institutional Recommendations
• Identify internal champions of AYA Oncology Care 
• Create a work group of multi-disciplinary providers to address gaps in 

health care system 
• Provide education and training to health care providers about AYA-

Oncology topics.
• Psychosocial providers to regularly assess and support AYA patients with 

potential barriers to treatment (e.g. mental health, financial, child care, 
housing).

• Importance of MULTI-DISCIPLINARY TEAM approach (e.g. chaplain, fertility 
specialist, palliative care, dietitian)



References
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Building a “Home Away From Home” for
Young Adults & Families Facing Cancer

Brock Yetso, MBA, President and CEO, 
Ulman Cancer Fund for Young Adults





The Unique Problem
• More and more young adults are coming to 

Maryland for life saving treatment

• Young adults are receiving more aggressive 
and lengthier treatment protocols that require 
overnight stays

• Shortage of affordable and age specific long-
term for young adult patients and families



99

The Novel Approach





CURRENT FACADE



FUTURE FACADE CONCEPT



FUTURE FACADE CONCEPT



1ST FLOOR



1ST FLOOR



1ST FLOOR



2ND FLOOR



FUTURE BEDROOM SUITE CONCEPT



FUTURE WORKOUT ROOM CONCEPT



FUTURE PATIO CONCEPT



Anticipated Impact & Status

• 1,200 sq. ft. facility

• 300 unique patients/families 
every year

• Community Development & 
Economic Impact

• Construction and Q3 2018 
completion and opening



Thank You & Questions

Kenneth R. Cook, MD, Sidney Kimmel Comprehensive Cancer Center at Johns Hopkins
kcooke5@jhmi.edu 

Lori Wiener, Ph.D., DCSW, LCSW-C, Center for Cancer Research, National Institutes of Health
wienerl@mail.nih.gov

Alexandra Gubin, MSW, LCSW-C, Program Manager, Ulman Cancer Fund for Young Adults, The Johns 
Hopkins Hospital

allie@ulmanfund.org

Brock Yetso, MBA, President and CEO, Ulman Cancer Fund for Young Adults
brock@ulmanfund.org
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