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Meet the Campbell Family! 

• Riley is 22 year old

• Mask/vent dependent during 

sleep; on a Trilogy

• Trying to establish care in the 

adult world



Objectives

1. General transition concepts

2. CCHS specific transitional care 

3. Medical issues in the CCHS adolescent/young adult











From Boston Children’s 



Assemble your adult-care team:

• primary care physician

• pulmonologist specializing in ventilators, 

cardiologist, 

• gastroenterologist, 

• and sleep medicine physician 

Other adult skills to gain 

• Understand health insurance coverage, 

knowledge of accepted providers and 

hospitals and programs

• Identify and advocate for 

accommodations needed for success at 

school/work 



Adolescent rights







Objectives

1. General transition concepts

2. CCHS specific transitional care 

3. Medical issues in the CCHS adolescent/young adult



CCHS-specific transitional care 



Self-care and Self-knowledge

• gradually administer self-care 

with both medical knowledge 

and medical skills

• practice conversations in 

medical planning with family 

and friends

• to participate in care

• to contribute to emergency 

plans.

• clear communication of their 

medical condition and care 

plans by adults with CCHS to 

other responsible adults is 

critical to the maintenance and 

success of their independence 

and health 



Internal support

• Identify members of the “inner 

circle”

• Buddy system

• Create a weekly schedule

• Technology

•  pre-set reminders on a 

smart phone and watch for 

sats, CO2, vent initiation, 

pacers  to.

• wearable options to detect 

oxygen saturation and heart 

rate are available. 

• Smarter/smaller ventilators



External Support

• Portable Medical Health Summary 
readily available -- digital

• It is also advisable for each patient 
with CCHS to carry critical medical 
information available on a smart 
watch, medical bracelet or necklace, or 
card located on a phone cover 





Objectives

1. General transition concepts

2. CCHS specific transitional care 

3. Medical issues in the CCHS adolescent/young adult



Common conditions  are common 



Ventilatory Management

• “you have one job” = use the ventilator

• Identify a pulmonary or sleep physician who if not 

familiar with CCHS, willing to listen and learn!

• Sleep lab that incorporates capnography (CO2 

monitoring); annual sleep study

• ”Adult” DME if not already transitioned

• Copies of letters, justifications, appeals written for 

equipment to date 

• Determine what is needed for exercise (next slide)

• Ensure equipment and settings are updated before 

transition (as close to transition as possible)

• Annual labs

• Nightly oximetry; screening oximetry 

• Decannulate/place pacers prior to transition

• Development of obesity-related OSA

• Address craniofacial issues from prolonged mask 

use prior to transition



Exercise Management



Cardiac Management

Prevalence

(%)

N=72, age=16 yr

Life threatening

>=3sec systolic pauses

or

 >2.5 seconds + syncope

22%

(16/72)

Pacemaker placement 12/16

Symptoms

Syncope

Dizziness

Chest Pain

Tingling left arm

Palpitations

11/16

8

3

2

1

1



Cardiac Management

• Annual Echo, Holter 

• Get pacemaker if needed prior to transition

• Adjust/establish appropriate support during 

exercise

• Understand that high blood pressure is 

COMMON in adults – but may be masking 

pulmonary hypertension or part of CCHS 

dysautonomia.



GI Management

Prevalence (%)

n=721 n=1962

HSCR 31 16

GER 11 18

Constipation 17 23

G-tube 26

Achalasia 1

Esophageal/

other dysmotility

1 12

Chronic diarrhea 19

Absent gag 11

GENOTYPE MATTERS – Higher PARM 

and NPARM worse



GI Management

• Determine motility issues prior to transition

• Understand that chronic abdominal 

discomfort/constipation/bloating is 

COMMON in adults – but may be masking 

underlying dysmotility or undiagnosed 

HSCR.



Perioperative Management

• Get as many procedures as you need done 

prior to transition! 

• Say NO to ambulatory surgical centers – 

anything under anesthesia needs to be 

done in the OR 



Alcohol/Drugs



Endocrine/Reproductive Management



Endocrine/Reproductive Management

• Obesity, diabetes common in young adults

• Sexual activity, pregnancy 

planning/prevention



Neurologic Management

• Headaches, fatigue = adulting in general!

• But also may be related to CCHS 



Final Thoughts 

• Transition to adult care starts 

in the tween-teen years 

• Knowledge of CCHS

• Ability to self-administer 

medical care

• Reliable communication

• Unrealistic to continue going 

to a pediatric specific center – 

we need to develop training 

and pipeline for adult CCHS 

experts.

Thank you! – and next Dr. Orr!  
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