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|NTRODUCT|ON RESU LTS 56 (50%) respondents from |-CAH, _I-DSD & E_uRRECa Registries Criteria for defining an 'adrenal crisis’
(56 centres, 27 countries, 4 continents) Clinical symptomZ® Essential = Desirable W Not applicable “
* Recent studies performed USing I-CAH Stress dosing regimens Events requiring glucocorticoid stress dosing Fatigue g
Registry data show a wide variation in the B Moderate stress M Severe stress  m All stress Not applicable No response Fever M Nausea, vomiting o

reported rate of adrenal inSUﬂ:iCienCy (AI) Largest daily hydrocortisone dose doubled TDS NN
related adverse events (sick day episodes
and adrenal crises) between centres (1) Total daily dose tripled TDS I

Severe infection (e.g. pneumonia) Reduced conscious level

Major surgery

: Confusion
Minor surgery

The definition of these events as well as Largest daily hydrocortisone dose doubled or tripled TDS  IEE————— Dental procedures in community Abdominal pain

their management may vary from one Major emotional or mental stress

Back and leg cramps
centre to another (2) Total daily dose as 30 mg/m2/day QDS  E——— Exhaustive strenuous exercise

Physical examination

i i - .. Vaccinations
A greater standardisation of the definition Total daily dose tripled and QDS EE———

and management of these events would Other
facilitate the benchmarking and comparison Largest daily hydrocortisone dose tripled and TDS I EE— Mild intercurrent iliness, afebrile

Of care across centres 0%  20%  40%  60%  80%  100% >chool examination Skin pigmentation

% of Clinicians (n=56) 0% 20% 40% 60% 80%  100%
% of Clinicians (n=56)

Low blood pressure

Weight loss

Fever

. L . ] Lab findings
Medical management of adrenal crisis Adrenal crisis- management setting

B Always Sometimes B Never No response Hyponatraemia

Bolus injection (IV or IM) of
hydrocortisone Hyperkalaemia

Evaluate the level of consensus on the criteria S | ® Managed at home |
_ ‘ C 1y IV isotonic saline solution Hypoglycaemia
that should be considered ‘essential’ for .
o _ mergency dept. only o
defining and managing adverse events Glucose infusion Elevated serum creatinine
associated with acute Al in children m Admitted to hospital Normochromic anaemia

Continuous infusion of hydrocortisone

Other

Sodi | tati
M ETH O D odium supplementation Clinical improvement after parenteral GC [N

Prednisolone -Written_ corticos_teroid management plans and pr_le_ to one patient Other, please specify: [ _
education provided by 54 (96%) & 51 (91%) clinicians, respectively 5

Three grOUpS Of CllﬂlClanS, enCOunterlng Antihypoglycaemic drugs e.g. g|ucagon 0% 20% 40% 60% 80% 100%

' . it indi ' ' % of Clinicians (n=56)
patients aged <18 years old, were 0% 20% 500 200 Lo, Vomiting was the most common indication for IM hydrocortisone,

approached to complete an online survey, % of Clinicians (n=56) reported by 34 (61%)
these Included:

» Active users of the International Congenital
Adrenal Hyperplasia & International CONCLUSION REFERENCES CONTACT INEORMATION

Disorders of Sex Development (I-CAH/I-

DSD) Registries (n=66) Although there is considerable variation in the 1. Ali SR et al. Real-World Estimates of Adrenal Insufficiency-Related
> Non-active users of I-CAH/I-DSD (n=35) deflnlthn an_d management of AI. rglated adverse Advers_e Events in Chlld.ren v.wth Congenital Adrenal Hyperplasia . J Clin Salma.Ali@glasgow.ac.uk

- o events in children amongst specialist centres, there Endocrinol Metab. 2021;106:€192-e203 Visit the 1-CAH Registry website:

» Clinical users of the European Registries s also good evidence of consensus that can be 2. Chrisp GL et al. Variations in the management of acute illness in children

for Rare Endocrine Conditions (EURRECa) used to develop standardised criteria for developing with congenital adrenal hyperplasia: An audit of three paediatric
e-Reporting platform (n=10) benchmarks and facilitating care improvement hospitals. Clin Endocrinol (Oxf). 2018:89:577-85.
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For further information please contact:

https://hnome.I-cah.org/
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