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History	of	10	days	intermi8ent	dosing	

Griggs	et	al.	Arch	Neurol	1991	



History	of	10	days	intermi8ent	dosing	

Dubowitz.	Neuromuscul	Disord	1991	



n	=	10:	+0.81	s	

n	=	7:	+0.08	s	

p	=	0.005	

History	of	10	days	intermi8ent	dosing	

Beenakker	et	al.	Arch	Neurol	2005	



History	of	10	days	intermi8ent	dosing	

27-sep-18	6	 Kinali	et	al.	Neuromuscul	Disord	2002	



Loss	of	ambulaHon	in	35	paHents	on	10/10	

27-sep-18	7	 Straathof	and	de	Groot	et	al.	J	Neurol	2009	-	Bakker	et	al.	Am	J	Phys	Med	Rehabil.	2002			

         mean 10.9 
(n=35, treatment onset 3.5-9.7 y) 

mean 9.4 
(n=44) 



Current	pracHce	in	the	Netherlands	

Onset	of	treatment	around	4-5	years	
Dose	up	to	0.75	mg/kg/d	in	ambulant	pa:ents		
Maximum	dose	varies	between	30-40	mg	
10	days	on	10	days	off	as	standard	regime	

	-	Shortening	of	interval	in	case	of	response	fluctua:ons	
	-	Occasionally	3	days	on	–	4	days	off	

Prednisone	first	choice	
Deflazacort	in	selected	cases	

	-	Excessive	weight	gain	or	behavioral	changes	on	prednisone	
	-	Explicit	request	by	parents	

Con:nua:on	of	intermi`ent	treatment	in	non-ambulant	phase	
	-	Larger	varia:on	regarding	the	daily	dose	
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LUMC	data	on	10/10	–	6	MWD	(m)	

	=	prednisone	
	=	deflazacort	
	=	no	steroids	

Age	(yrs)	
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Ataluren	-	Study	007	placebo-control	data		



LUMC	data	on	10/10	–	10	meters	run	(m/s)	

	=	prednisone	
	=	deflazacort	
	=	no	steroids	

Age	(yrs)	



LUMC	data	on	10-10	-	NSAA	

	=	prednisone	
	=	deflazacort	
	=	no	steroids	

Age	(yrs)	



LUMC	data	–	body	mass	index	



LUMC	data	–	height	*	

*	Only	data	from	electronic	hospital	records	could	be	used	to	compare	normaHve	data	



N	=	64,	born	<	May	2012,	>	1	year	of	steroid	treatment	

LUMC	data	–	scoliosis	surgery	

Y = 65.98 



Daily	steroids	recommended	–	prednisone	or	deflazacort	(Fig	3)	
Weekend	only	dosing	men:oned	as	alterna:ve	
When	to	start	not	prescribed	
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ConsideraHons	on	SoC	2018	(not	only	facts…)	
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Cumula:ve	dose	per	month	for	28	kg	(~	8	yrs)	

0.75/kg	daily	

10/kg	weekend	

0.75/kg	-	10	on/off	

0.75/kg	-	10	days	per	
month	



Daily	steroids	recommended	–	prednisone	or	deflazacort	(Fig	3)	
Weekend	only	dosing	men:oned	as	alterna:ve	
When	to	start	not	prescribed	
	
Is	the	10/10	schedule	sHll	an	alternaHve	approach?	
	
-	Shorter	ambulant	phase	
-	More	scoliosis	surgery	
-	Obesitas	and	behavioral	changes	
…	
	

-	Preserved	height	
-	Li`le	changes	on	lateral	VFA	
-	No	clinical	adrenal	insufficiency	
…	
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ConsideraHons	on	SoC	2018	(not	only	facts…)	

PaHent	and	parent	perspecHve	on	this	balance	?	
Decision	to	be	made	prior	to	knowing	individual	responses	and	preferences	
	



Dutch	Dystrophinopathy	Database	&	Parelsnoer	
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-  Na:onwide	inclusion	
-  All	ages	
-  Standardised	assessments	by	

trained	PTs	
-  DNA	
-  Longitudinal	sampling	of	blood	

and	urine	for	biomarkers	



Discussion…	


