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Summary:	  
•  What	  is	  normal	  adolescence?	  

•  JDM	  in	  young	  adults	  

•  Developmentally	  appropriate	  care	  for	  young	  
adults	  with	  JDM	  
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What’s a normal adolescence and young adulthood? 

•  Healthiest period in one’s life 
 
•  Life-changing events and 

‘watersheds’ 

•  Period of immense change 
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Psychological	  development	  in	  young	  
adults?	  
	  
….what	  is	  normal?	  



Normal	  development	  in	  adolescent	  brain:	  

•  Pre-‐frontal	  cortex	  not	  fully	  
developed	  unDl	  early	  20s’	  

•  	  –	  ‘ExecuDve	  suite’	  
–  CalibraDon	  risk/reward	  
–  Problem	  solving	  
–  Thinking	  ahead	  
–  Self-‐evaluaDon	  
–  Long-‐term	  planning	  
–  RegulaDon	  of	  emoDon	  



Risk	  taking	  behaviour:	  

•  Is	  it	  a	  good	  idea	  to	  
swim	  with	  sharks?	  

•  Is	  it	  a	  good	  idea	  to	  set	  
your	  hair	  on	  fire?	  
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Risk	  taking	  in	  adolescence	  
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How our capacity to lie peaks in young
adulthood
The ability to lie follows a distinct pattern as we age, says Bruno Verschuere, who finds ways to spot
liars in the hope of building better lie detectors

(Image: Danny Schwarz)

Does our capacity to lie change?

There are age-related differences in our ability to lie, and these are in line with the
development of the prefrontal cortex – a part of the brain involved in controlling our

Adherence	  





www.centre-‐for-‐adolescent-‐rheumatology.org	  



	  

www.centre-‐for-‐adolescent-‐rheumatology.org	  



Juvenile	  DermatomyosiDs	  (JDM)	  
•  Rare	  –	  3.2	  per	  million	  children	  per	  year	  
•  Average	  age	  of	  onset	  –	  7	  years	  
•  25%	  ≤	  4	  years	  	  
•  F:M	  =	  2.3:1	  

•  Vasculopathy	  affecDng:	  
–  Skin	  
–  Skeletal	  muscle	  
–  GI	  tract	  
–  Kidneys,	  eyes,	  heart	  



JDM	  –	  Diagnosis	  (Bohan	  and	  Peter	  
1975)	  

•  Characteris9c	  rash	  	  
+	  3	  (for	  definite)	  or	  2	  (for	  probable)	  of	  the	  following:	  

•  Symmetrical	  proximal	  myopathy	  (80-‐100%)	  
•  Raised	  muscle	  enzymes	  	  (~90%)	  
•  Abnormal	  EMG	  (50-‐95%)	  
•  Abnormal	  muscle	  biopsy	  (75-‐90%)	  



Goiron’s	  papules	  

BM	  Feldman	  et	  al,	  Lancet	  2008	  

Nail	  fold	  capillary	  	  
dilataDon	  
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Juvenile	  Myosi9s	   Adult	  Myosi9s	  

Age/gender	   7yrs	  –	  F>M	   30-‐50yrs	  –	  F>M	  

Clinical	  features	   calcinosis,	  lipodystrophy,	  
cutaneous	  ulceraDon,	  no	  
cancer	  signal	  

ILD	  and	  myocardial	  
involvement	  more	  
common,	  30%	  cancer	  

Pathogenesis	   Humoral	  aiack	  on	  muscle	  capillaries,	  upregulaDon	  of	  
MHC	  Class	  I	  myofibres,	  pDC	  infiltraDon,	  type	  I	  IFN	  
response	  

Treatment	   1)  Steroids	  (PO+IV),	  MTX	  (s/c),	  IVIG	  ,	  HCQ	  
2)  AZA,	  MMF,	  Cyclophosphamide,	  anD-‐TNF,	  RTX	  
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An9bodies	   Juvenile	  Myosi9s	  
associa9ons	  

Adult	  Myosi9s	  associa9ons	  

TIF1α	
 Skin	  disease	  (20-‐30%)	   Cancer	  associated	  

MDA5	   Skin	  (amyopathic)	   Skin	  and	  lung	  (Japanese)	  

NXP2	  (anD-‐MJ)	   Calcinosis,	  muscle	  cramps	   Lung	  and	  cancer	  

AnD-‐synthetase	   5%	   20-‐25%	  



LL	  –	  19	  years	  old	  
•  JDM	  since	  aged	  2	  
•  Severe	  skin	  involvement	  
•  Managed	  iniDally	  with-‐	  Azathioprine,	  CyA,	  IVIg	  
(oesophageal	  involvement)	  

•  Moved	  to	  X	  hospital	  –	  changed	  to	  MTX	  	  
•  Pred	  throughout	  



•  Worsening	  calcinosis	  since	  aged	  10/11	  yrs	  
•  IV	  Pamidronate	  infusions	  
•  Aged	  14	  life-‐threatening	  sepsis	  
•  Off	  immunosuppression	  for	  2	  years	  –	  rapid	  
progression	  of	  calcinosis	  

•  Restarted	  Pred	  and	  MTX	  20	  mg/wk	  

LL	  –	  19	  years	  old	  



•  Nailfold	  capillary	  dilataDon	  
•  Heliotrope	  rash	  
•  Elbows	  and	  knees	  fixed	  flexion	  ≥90º	  
•  Widespread	  calcificaDon	  –	  trunk/prox	  limbs	  
•  Unable	  to	  assess	  power	  
•  Chest	  clear	  

•  Growth	  delay	  –	  short	  stature	  (30	  kg)	  
•  CachecDc	  

LL	  –	  19	  years	  old	  



•  Bloods	  	  
–  CK	  120	  
–  Cr	  17	  
–  ESR	  51	  
–  Hb	  10.9	  	  
–  ANA	  /	  ENA	  –	  negaDve	  

–  Echo	  –	  normal	  
–  HR-‐CT	  chest	  –	  no	  ILD	  
	  

LL	  –	  19	  years	  old	  



•  Reviewed	  by	  physio	  and	  OT	  
•  Counseled	  

– Pros	  and	  cons	  of	  anD-‐TNF	  
–  Infliximab	  via	  PICC	  or	  portacath	  
– Pre-‐treat	  with	  anDbioDcs	  

Management	  



Treatment	  for	  calcinosis	  

Calcium	  /	  phosphate	  modulators	  
-‐  Calcium	  channel	  blockers	  -‐	  dilDazem	  
-‐  Bisphosphonates	  –	  pamidronate,	  alendronate	  
-‐  Sodium	  thiosulfate	  (chelates	  free	  calcium)	  
-‐  Aluminium	  hydroxide	  (decrease	  intesDnal	  absorpDon	  PO4)	  
-‐  Probenecid	  (PO4	  excreDon,	  decreases	  extracellular	  ATP)	  
	  
TNF	  inhibitors	  –	  infliximab,	  adalimumab	  
IVIG	  
Abatacept	  
Rituximab	  
Colchicine	  
Thalidomide	  
Intra-‐lesional	  Depo-‐Medrone	  
	  

Aggressive	  control	  of	  disease	  to	  prevent	  onset	  and	  progression	  is	  key	  
	  
If	  suspect	  –	  X-‐ray	  to	  map	  and	  repeat	  12	  months	  later	  to	  monitor	  



UCLH	  adolescent	  and	  young	  adult	  JDM	  Cohort	  (n=56)	  
Mean	  age	   22	  yrs	  

Mean	  duraDon	  of	  disease	   12.8	  years	  

Ongoing	  skin	  disease	   9	  (16%)	  

Calcinosis	  	   9	  (16%)	  –	  3	  severe	  

Treatment	  free	  remission	   30	  (54%)	  

Treatment:	  

MTX	   13	  (23%)	  

HCQ	   15	  (27%)	  

MMF	   5	  (9%)	  

AZA	   5	  (9%)	  

IVIG	   3	  (5%)	  

Biologic	  	   6	  (11%)	  
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Adolescents	  with	  chronic	  
disease:	  
	  
Bridging	  the	  gap	  	  
Between	  Paed	  and	  	  
Adult	  care	  
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Healthcare	  change	  -‐	  challenge:	  
•  Paediatric	  

– MulDdisciplinary	  
– More	  Dme	  
–  Parent	  orientated	  
–  AcDve	  follow	  up	  
–  Time	  to	  extract	  info	  
–  Psychosocial	  support	  

•  Adult	  
–  Physician	  orientated	  
–  Small	  team	  
–  No	  family	  support	  
–  No	  psychosocial	  support	  
–  Large	  volume	  
–  Less	  Dme	  
–  PaDent	  orientated	  	  
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Paed	  Rheum	  assessment:	  
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Paed	  Rheum	  assessment:	  
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Don’t	  just	  talk	  about	  myosi9s	  

HEEADSSS	  3.0	  
•  Home	  
•  EducaDon	  
•  EaDng	  
•  AcDviDes	  
•  Drugs	  and	  alcohol	  
•  Sexual	  health	  
•  Suicide/spirituality/sleep	  
•  Social	  media/general	  safety	  

hip://contemporarypediatrics.modernmedicine.com/contemporary-‐pediatrics/content/tags/
adolescent-‐medicine/heeadsss-‐30-‐psychosocial-‐interview-‐adolesce?page=full	  
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CommunicaDng	  with	  young	  people	  
•  Young	  person	  first	  and	  foremost	  
•  TherapeuDc	  alliance	  –	  engage	  them	  as	  central	  person	  
•  Be	  curious,	  non-‐judgmental,	  open-‐ended	  quesDons	  
•  Avoid	  clinics	  with	  more	  than	  1	  other	  person	  observing	  
•  Don’t	  try	  to	  be	  cool!	  
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Tips	  communica9ng	  with	  young	  people	  in	  clinic	  
•  Young	  person	  first	  and	  foremost	  
•  TherapeuDc	  alliance	  –	  engage	  them	  as	  central	  person	  
•  Be	  curious,	  non-‐judgmental,	  open-‐ended	  quesDons	  
•  Avoid	  clinics	  with	  more	  than	  1	  other	  person	  observing	  
•  Don’t	  try	  to	  be	  cool!	  
•  Be	  frank,	  avoid	  authoritarian	  approach	  
•  Introduce	  choice	  
•  Examine	  paDent	  fully	  at	  every	  consultaDon	  
•  Not	  rushed	  -‐	  cannot	  do	  effecDvely	  in	  10	  minutes	  
•  Introduce	  idea	  of	  seeing	  paDent	  alone	  early	  and	  stage	  
•  ConDnuity	  of	  care	  
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