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Patient friendly version of standards of care
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ADRENAL SUPPRESSION FROM LONG
TERM USE OF STEROID




i University NHS
of Glasgow e i

Steroid & Adrenal Glands

The pituitary gland the master
—— regulator of hormone control in
= X the body

Greater Glasgow
and Clyde

Adrenal glands make steroid
adrenocorticotropnin  NOTMONES

Hormone (ACTH)

Steroid medicines (eg
Prednisolone or Deflazacort)
are mugh higher than the

‘._ __' amount produced by the body

Kidney This leads to switching off of
the master regulator (ie ACTH)

Adrenal gland
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Adrenal suppression

4 (_’f Gl"lsg()\\" Greater Glasgow
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NHS All patients who take steroids for longer than 6
N, e’ .
s months have adrenal suppression (sleepy adrenal
glands)
ll’r)('i";“eml';aab;mSuppression from . .. .
Long Term Use of Steroid in Access to hydrocortisone as injections to be
Duchenne Muscular Dystrophy . . .
(DMD) administered at home during severe illness

(when unable to take steroids by mouth)

Intramuscular injection video

OO & 000 CNMMOASYUEND 3% N amsCUl il eacion of Nydoon sose

http://www.smn.scot.nhs.uk/patients-and-families/dmd/
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Have emergency plans in place (steroid card, hospital alerts etc)

If serious vomiting illness or unable to tolerate oral steroids (eg

major operations)
- Need plan for extra steroid to be given either as an injection or

as a drip
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Growth Issues
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Growth hormone treatment

Not recommended routinely

Not licenced indication

May improve growth rate but remain short
Daily injections

Side effects
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Puberty

o of Glasgow c:;?cﬂ;;w
NHsS Almost all boys on steroid treatment
“wgie~  (especially daily steroid) will not show
Information about 1
Puberty and Hormones in SIghs of pUberty _ ,
(DMD) - Bone/muscle effect
Examination for puberty 6 monthly
A from age 9 years
v .
‘ : ‘ Have to be examined from age 13
years e
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Steroid medicine like
———— Prednisolone and Deflazacort
=X turn off the hormone switch that
starts puberty.

Follicle-Stimulating
hormone (FSH)

omeme iy LH and FSH leads to testicles
size to increase

Testosterone leads to hair and
genital development

Testicle
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i pienity N",'.% Testosterone treatment
Injections
Creams/gel
Tablets

If no signs of puberty by 14 years, can consider treatment
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BONE HEALTH/OSTEOPOROSIS




..L University NHS
& of Glasgow

Bone Health

Fractures are very common

- At least 50% of boys with DMD will have a fracture

- Compression fracture of the back common and
underestimated if diagnosed based just on back
pain

t GI asgow
dClyd

Spine x-rays: Baseline then 1-2 yearly (steroid); 2-3
yearly not on steroid

Vitamin D levels: Baseline then annually

DXA (bone density scan): Baseline then annually

Prioritise spine x-ray above DXA scan

- Bone density results should not be used as a guide
to start bone protective medicine

- Presence of vertebral fracture is indication for
consideration of bone protective medicine
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Normal spine Mild vertebral fractures Multiple severe
vertebral fractures
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Bisphosphonates

Useful in post-menopausal osteoporosis as problem is due to
increase breakdown of bone

In steroid treated patients like DMD most likely due to reduction
in amount of bone formed

PRESCRIPTION ONLY MEDICINE
KEEP 04T OF BEACH OF ChLINEN

. [ONCE WEEKLY
Can be given as tablets FOSAMAX
- Indigestion R

Can be given as medicines into drip
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Bisphosphonates in DMD

No good published evidence of the effectiveness of
bisphosphonates in DMD

GI asgow
d Clyde

Probably increases bone density but unclear if prevent fracture.
Very good for bone pain

No evidence for preventative use of bisphosphonate
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No evidence of its use as a preventative medicine (and concern
about possible side effects)

Indication are:

Painful vertebral fractures
Moderate or severe vertebral fractures (even without pain)

MILD: Genant 1

MODERATE: Genant 2

SEVERE: Genant 3 %za m “"*-m.

Other situations to discuss on a case by case basis carefully
- Lots of long limb fractures
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yo# Library

Cochrane Database of Systematic Reviews

Interventions to prevent and treat corticosteroid-induced
osteoporosis and prevent osteoporotic fractures in Duchenne

muscular dystrophy (Review)

Bell JM, Shields MD, Watters J, Hamilton A, Beringer T, Elliott M, Quinlivan R, Tirupathi S,
Blackwood B

No good quality studies to recommend treatment of
osteoporosis in DMD
- Trials urgently needed
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CURDPEAN

1-3June 2018

Workshop nr. 236
Bone protective therapy in Duchenne Muscular Dystrophy: Determining the feasibility and standards of

clinical tnals (BONE). Organisers: Prof Volker Straub, Dr. Jarocd Wong, Prof Leanne Ward and Dr. Ros
Quinlivan.
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“Unfortunately the care standards of boys with DMD can vary quite
substantially. That’s why it’s important to read these new guidelines,
which will give you the information you need to fight for the best care for
your child at your medical Centre. The information is based on what
clinicians and physiotherapists have known and developed over the
years. Some advice, for instance on cardiac care, may not necessarily he
known by the cardiac team looking after your son, so it's important to
have the right information so that you can ask the right questions when
you go to your clinic appointments.”

Emlly Crossley, Co-founder and Co-CEO of Duchenne UK
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“If there is only one guide you ever read about Duchenne it should be
this. It will allow you to arm yourself with all the information you need
to make sure you get the best care for your child. You don't have to
read it all in one go. Take your time, read a section at a time.
Highlight points and make notes of anything you don't understand or
concerns you that your child isn't getting access to. Reach out to your
doctor, care advisor or us to discuss the guide and get any additional
information you need.”

Alex Johnson, Co-founder and Co-CEO of Duchenne UK
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