
■ THROMBOCYTOSIS
Thrombocytosis is almost always due to (1) iron deficiency; (2)
inflammation, cancer, or infection (reactive thrombocytosis); or (3) an
underlying myeloproliferative process (essential thrombocythemia or
polycythemia vera) (Chap. 103) or, rarely, the 5q– myelodysplastic
process (Chap. 102). Patients presenting with an elevated platelet
count should be evaluated for underlying inflammation and
malignancy, and iron deficiency should be ruled out. Thrombocytosis
in response to acute or chronic inflammation has not been clearly
associated with an increased thrombotic risk. In fact, patients with
markedly elevated platelet counts (>1.5 million), usually seen in the
setting of a myeloproliferative disorder, have an increased risk of
bleeding. This appears to be due, at least in part, to acquired von
Willebrand disease (VWD) due to platelet-VWF binding and removal
from the circulation.

■ QUALITATIVE DISORDERS OF PLATELET FUNCTION
Inherited Disorders of Platelet Function Inherited platelet function
disorders are thought to be relatively rare, although the prevalence
of mild disorders of platelet function is unclear, in part because our
testing for such disorders is suboptimal. Rare qualitative disorders
include the autosomal recessive disorders Glanzmann’s
thrombasthenia (absence of the platelet Gp IIb/IIIa receptor) and
Bernard-Soulier syndrome (absence of the platelet Gp Ib-IX-V
receptor). Both are inherited in an autosomal recessive fashion and
present with bleeding symptoms in childhood.

Platelet storage pool disorder (SPD) is the classic autosomal
dominant qualitative platelet disorder. This results from abnormalities
of platelet granule formation. It is also seen as a part of inherited
disorders of granule formation, such as Hermansky-Pudlak
syndrome. Bleeding symptoms in SPD are variable but often are
mild. The most common inherited disorders of platelet function
prevent normal secretion of granule content and are termed
secretion defects. An increasing number of genetic variants are
being found in patients with these disorders, although assigning
pathogenicity remains challenging.


