
BLEEDING	DISORDERS	

Disorders	of	primary	haemostasis	
•  The	ini;al	forma;on	of	the	platelet	plug	also	
known	as	‘primary	haemostasis’)	may	fail	

•  In	thrombocytopenia,	von	Willebrand	
disease,	

	and	also	in	platelet	func;on	disorders	and	
Diseases	affec;ng	the	vessel	wall.	







Platelet	func;on	disorders	

•  Bleeding	may	result	from	thrombocytopenia.	
				or	from	congenital	or	acquired	abnormali;es	
				of	platelet	func;on.		
•  The	most	common	acquired	disorders	are	
iatrogenic,	resul;ng	from	the	use	of	aspirin,	
clopidogrel,	dipyridamole	and	the	IIb/IIIa	

					inhibitors	to	prevent	arterial	thrombosis.	



Inherited	platelet	func;on	abnormali;es	are	
rela;vely	rare.		
	
• Congenital	abnormali;es	may	be	due	to	
deficiency	of	the	membrane	glycoproteins,	e.g.	
Glanzmann’s	thrombasthenia	(IIb/IIIa)	or	
Bernard–Soulier	disease	(Ib).		
	







In	adults,	ITP	more	commonly	affects	females	
and	may	have	an	insidious	onset.		
Unlike	ITP	in	children,	it	is	unusual	for	there	to	be	
a	history	of	a	preceding	viral	infec;on.		
	
Symptoms	or	signs	of	a	connec;ve	;ssue	disease	
may	be	apparent	at	presenta;on	or	emerge	
several	years	later.		
Pa;ents	aged	over	65	years	should	have	a	bone	
marrow	examina;on	to	look	for	an	
accompanying	B	cell	malignancy	and	appropriate	
autoan;body	tes;ng	performed	if	a	diagnosis	of	
connec;ve	;ssue	disease	is	likely.	
		



It	is	not	a	single	disorder;	some	cases	occur	in	
isola;on	while	others	are	associated	with	
underlying	immune	dysregula;on.	
	
In	condi;ons	such	as	connec;ve	;ssue	diseases,	
HIV	infec;on,	B	cell	malignancies,	pregnancy	and	
certain	drug	therapies	(Heparine	).		
	
However,	the	clinical	presenta;on	and	
pathogenesis	are	similar,	whatever	the	cause	of	ITP		



Clinical	features	and	inves0ga0ons	

•  The	presenta;on	depends	on	the	degree	of	
thrombocytopenia.	

•  Spontaneous	bleeding	typically	occurs	only	
when	the	platelet	count	is	below	20	×	109/L.		

•  At	higher	counts,	the	pa;ent	may	complain	
of	easy	bruising	or	some;mes	epistaxis	or	
menorrhagia.		

•  Many	cases	with	counts	of	more	than	50	×	
109/L		are	discovered	by	chance.	

















	
HIV	tes;ng	should	be	considered.	
	
The	peripheral	blood	film	is	normal,	apart	from	a	greatly	
reduced	platelet	number,	whilst	the	bone	marrow	
reveals	an	obvious	increase	in	megakaryocytes	





Management	

Many	pa;ents	with	stable	compensated	ITP	
	and	a	platelet	count	of	more	than	30	×	109/L		
do	not	require	treatment	to	raise	the	platelet		
count,	except	at	;mes	of	increased	bleeding		
risk,	such	as	surgery	and	biopsy.	



First-line	therapy	for	pa;ents	with	
spontaneous	bleeding	is	with	prednisolone	1	
mg/kg	daily	to	suppress	an;body	produc;on	
and	inhibit	phagocytosis	of	sensi;sed	platelets	
by	re;culoendothelial	cells	



The	condi;on	may	become	chronic,	with	
remissions	and	relapses.		
	
Relapses	should	be	treated	by	reintroducing	
cor;costeroids.	
	
	If	a	pa;ent	has	two	relapses,	or	primary	
refractory	disease,	splenectomy	is	considered	



Splenectomy	produces	complete	remission	in	
about	70%of	pa;ents	and	improvement	in	a	
further	20–25%,	
Following	splenectomy,	only	5–10%	of	pa;ents	
require	further	medical	therapy.		
If	severe	thrombocytopenia	with	or	without	
significant	bleeding	persists	despite	
splenectomy,	second-line	therapy	with	the		
	
Thrombopoie0n	
analogue	romiplos;m	or	the	thrombopoie;n	
receptor	agonist	eltrombopag	should	be	
considered	



Administra;on	of	intravenous	immunoglobulin	
(IVIg)	can	raise	the	platelet	count	by	blocking	
an;body	receptors	on	re;culoendothelial	cells,	
and	is	combined	with	cor;costeroid	therapy	if	
there	is	severe	haemosta;c	failure	or	a	slow	
response	to	steroids	alone.	
	
	Persistent	or	poten;ally	lifethreatening	
bleeding	should	be	treated	with	platelet	
transfusion	in	addi;on	to	the	other	therapies	
	



Low-dose	cor;costeroid	therapy,	
immunosuppressants	such	as	rituximab,	
ciclosporin	and	tacrolimus	should	be	considered	
in	cases	where	the	approaches	above	are	
ineffec;ve	



Management	of	the	splenectomised	
pa;ent	

•  Vaccinate	with	pneumococcal,	Haemophilus	
influenzae	type	B,	meningococcal	group	C	and	
influenza	vaccines	at	least	2–3	wks	before	elec;ve	
splenectomy.	Vaccina;on	should	be	given	aeer	
emergency	surgery	but	may	be	less	effec;ve	

•	Pneumococcal	re-immunisa;on	should	be	given	at	
least	5-yearly	and	influenza	annually.	Vaccina;on	
status	must	be	documented	

•	Life-long	prophylac;c	penicillin	V	500	mg	twice	daily	
is	recommended.	In	penicillin-allergic	pa;ents,	
consider	a	macrolide	

	



•	A	card	or	bracelet	should	be	carried	to	alert	health	
professionals	to	the	risk	of	overwhelming	sepsis	
•	In	sep;caemia,	pa;ents	should	be	resuscitated	
and	given	IV	an;bio;cs	to	cover	pneumococcus,	
Haemophilus	and	meningococcus,	according	to	local	
resistance		pagerns	
•	The	risk	of	cerebral	malaria	is	increased	in	the	
event	of	infec;on	
Pa;ents	should	be	educated	regarding	the	risks	of	
infec;on	and	methods	of	prophylaxis	



Essential Thrombocytosis 



Causes for Thrombocytosis 
























