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Table 1 Laboratory results

ABO & RhD B, RhD (+)
Hb 6.0g/dl
Platelet 40,000/l
PA-IgG 46.7ng
RBC osmotic fragility test Negative

direct & indirect Coombs test Negative (mother & patient)

Platelet antibody screening Negative

HLA antibodies Negative
Ultrasonography n

and thoracoabdominal CT P

Blood N

and bone marrow examination P

ADAMTSI3 activity < 05% No inhibitor

Urinary occult blood and decrease of haptoglobin level were no-
ticed with hemolysis (day33 after birth)
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Fig. 1 5 units fresh frozen plasma and 1/8 subdivided

product
5 units fresh frozen plasma (left)
1/8 subdivided product (right)
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Abstract:

Upshaw-Schulman syndrome (USS) is a congenital thrombotic thrombocytopenic purpura (T'TP) caused by a de-
ficiency of von Willebrand factor-cleaving protease (ADAMTS13) activity due to genetic mutations. The most strik-
ing clinical picture of USS is severe neonatal jaundice soon after birth that often requires exchange blood transfusion.
These patients subsequently have repeated episodes of thrombocytopenia and microangiopathic hemolytic anemia
(MAHA) that are reversed by infusions of fresh-frozen plasma (FFP). Therefore, most patients with USS require FFP
infusion every 2 to 3 weeks to preserve ADAMTSI13 activity levels. However, FFP infusions from random donors
sometimes cause side effects such as viral infections and allergic reactions. To prevent these issues, we investigated
the use of divided FFP from single donor unit for a patient with USS. The patient in this report had two episodes of
urticaria after FFP infusion from a random donor. After using the subdivided FFP, however, the patient did not expe-

rience urticaria in 40 FFP infusions over 22 months.
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