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Abnormalities of Plasma von Willebrand Factor in Patients
with Chronic Myeloproliferative Disorders
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In chronic myeloproliferative disorders (CMPD) hemorrhagic complications are rel-
atively common, in association with thrombocytosis. We studied the multimeric com-
position of plasma von Willebrand factor (vWf) in CMPD and investigated the possi-
bilities of in vivo or ex vivo proteolysis.  The relative amount of large multimers
in patients with CMPD was significantly decreased in relation to platelet count as
compared with normal subjects. It correlated negatively with platelet count, and pos-
itively with the ristocetin cofactor /vW{ antigen ratio. All patients with primary
myelofibrosis who had normal or subnormal platelet counts showed an almost normal
multimeric pattern. The vWf abnormalities normalized with decreasing platelet counts
after starting chemotherapy or when blast crisis occurred with decreased platelet
counts. These abnormalities would be caused by in vivo proteolysis, because they were
not corrected even when blood was obtained in the presence of protease inhibitors.
The relative amount of large multimers of vWf did not correlate with plasma concen-
tration of plasmin or elastase.  Thus neither plasmin nor elastase appear to be the
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enzymes responsible for in vivo proteolysis.
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#* 1 Clinical and laboratory data of patients with chronic myeloproliferative
disorders (CMPD: devided into 4 groups, CML, PV, ET and PMF) and
normal subjects. Results are given as mean values®standard deviations.

Subjects | Age | WBC | PLT | VI:C |vWi:Ag| RCof | RCof vWf multimers (%)
(x10%/D) | (x1°/1) | (%) %) (%) |vWi'Ag| small |medium| large
CML 38.0 89.6 790 9 146 89 0.63| 68.6| 23.5 7.9
(n=21) | *12.9| *102.0 | + 640 | + 37 | + 65 | + 45 | £0.20 | =10.5 | + 6.0 | + 5.1
PV 59.9 16.8 738 89 118 100 0.84| 64.3| 25.3 8.3
(n=18) |+ 7.2 £ 10.1 |+ 607 + 22 | + 28 | + 36 | £0.24 | +13.1 | + 6.4 | = 7.9
ET 60.4 9.3 1129 88 116 107 0.74| 67.5] 24.5 8.0
(n=16) | *17.0| + 3.1 | £ 526} + 23 | + 84 | + 88 | £0.43 | +10.6 | + 6.4 | + 4.9
PMF 59.1 16.2 227 115 146 130 0.90| 53.5] 27.0| 19.4
(n=9) |+3.1| £16.4 | £ 155| +63 | =46 | = 57 | £0.37 | £ 5.9 |+ 3.6 | + 6.4
normal 6.4 272 99 98 96 1.04| 52.5| 30.6| 16.9
+1.2 | £59 | +27 | £33 £22 | +£0.14 |+ 63|+ 4.2|%4.0

WBC: white blood cell count, PLT: platelet count
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