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Experience in treatment of retroperitoneal kaposiform hemangioendothelioma. L/ Kai, XIAO Xian-min,
DONG Kui-ran, et al. Department of Pediatric Surgery, Children’ s Hospital of Fudan University, Shanghai,
201102, China

[ Abstract] Objetive Retroperitoneal kaposiform hemangioendothelioma ( KHE) is a rare and locally
aggressive vascular tumor that usually occurs in infants. This paper wants to analyze medical records of retro-
peritoneal kaposiform hemangioendothelioma (KHE) in our hospital, and to share experience and opinions in
treatment of such kind of KHE. Methods 2 cases of retroperitoneal KHE with Kasabach merritt Phenomenon
(KMP) were diagnosed and treated in Children’ s Hospital of Fudan University, their medical histories were
reviewed. Results Huge retroperitoneal mass or hematochezia with thrombocytopenia in both cases were the
main complains. They were misdiagnosed as retroperitoneal neuroblastoma or Necrotizing Enterocolitis (NEC)
first, and were confirmed as retroperitoneal KHE after prudent multidisciplineary discussion. Prednisone was
effective at the beginning of treatment, but symptoms rebounded shortly after medication withdrew. Vincristine
was especially effective on those 2 patients whose symptom were rapidly relieved after 2 dosages of VCR admin-
istration. The retroperitoneal masses disappeared finally during follow up in both cases. Conclusion Retroper-
itoneal KHE with KMP is very rare, and hard to be diagnosed. Understand such kind of disease and multidisci-
plinary discussion can prevent it from misdiagnosis. VCR is especially effective in patient who resist to predi-
nisone. Standardized and personalize treatment is necessary in treatment of retroperitoneal KHE.
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Figure la,During disease onset. A huge heterogenous mass with a clear boundary about 7 e¢m in diameter located on the left abdo-
men, exceeding the midline, stripe calcification can be seen. The lesions exhibited obvious heterogeneous enhancement, while the
spleen could not be clearly visualized ;b,3 months after treatment by VCR administration, the mass reduced in size obviously; c, Fig.
1C: One year after treatment by VCR administration. The mass reduced obviously. Spleen returned to normal position;d, Two years
after treatment by VCR administration. The tumor almost disappeared only slight calcification left; Figure 2a, MRI analysis revealed
that abnormal crumby signals existed in the mesentery root, and intestine wall became thicken and swelling accompanied with a great
amount of ascites ;b, MRI indicated that previous abnormal crumby signals disappeared, only slight enhancement at intestinal wall.
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