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1  |   CASE DESCRIPTION

A 7-day-old female infant with large purpuras on the 
left abdomen (Figure  1) was referred. Abdominal ultra-
sonography revealed no abnormal findings (Figure  2). 
The platelet count was 5.6 × 104/µl, and the D-dimer was 
22.4 µg/ml. However, other parameters were hemoglobin 
(18.9  g/dl), PT-INR (1.14), fibrinogen (151  mg/dl), and 
bleeding time (5.50 min). No data raised suspicions of an 
infection. The platelet antibody screening for alloimmune 
thrombocytopenia was reported negative on day 22. On 
the same day, the infant was diagnosed with Kasabach-
Merritt phenomenon (KMP) caused by retroperitoneal ka-
posiform hemangioendothelioma (KHE; Figures 3 and 4). 
As steroid, beta-blockers, and frequent blood transfusion 
therapy were not effective, the infant was transferred to a 
tertiary referral hospital and finally cured with vincristine 
and radiation.1

Neonatal retroperitoneal KHE is rare and has a poor prog-
nosis 2; hence, early detection is crucial. In this case, the first 
presentation was limited to purpura only. If ultrasonography 
was repeated during differential diagnosis, retroperitoneal 
KHE would have been detected before the occurrence of se-
vere bleeding due to KMP.

Sirolimus, an mTOR inhibitor, would have prevented the 
infant from the side effects of radiation exposure. However, it 
was not available in Japan at that time.
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Abstract
Large abdominal purpuras may be caused by retroperitoneal kaposiform hemangioen-
dothelioma with consumptive coagulopathy. Clinicians should perform serial ultra-
sonography studies to detect the sings of tumor until the final diagnosis is confirmed.
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F I G U R E  1   Localized large purpura over the left abdomen on day 
7 of life
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F I G U R E  2   Abdominal ultrasonography. No tumor was observed 
in the subcutaneous area, retroperitoneum, and abdominal cavity. 
Diaphragm, arrow; spleen, double arrows

F I G U R E  3   Abdominal ultrasonography of the kaposiform 
hemangioendothelioma. A heterogeneous, irregular-shaped tumor 
(triple arrows) was observed between the diaphragm (arrow) and 
spleen (double arrows)

F I G U R E  4   Contrast-enhanced computed tomography image of 
kaposiform hemangioendothelioma. A large tumor to the left of the 
retroperitoneum (double arrows) displacing the kidney (single arrow) 
downward. Ipsilateral side subcutaneous thickening and hemothorax 
were present
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