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A neonate with inherited protein C deficiency first suspected of
having gluteal hemangioma and Kasabach - Merritt syndrome

Yulka MATSUNAGA *!, Junko YAMAMOTO *!*2 Shouichi OHGA *!*%, Chie YOKOTA *?
Yasuhiko TAKAHASHI *? Souichi SUENOBU *°, Michiyvo URATA ** Yuzo KAYAMORI **
Dongchon KANG ** Toshiro HARA *!

Inherited protein C (PC)-deficiency is one of the autosomal dominant thrombophilias that lead to thromboembolic
events. We describe a case in a female newborn infant presenting with purple induration on the right buttock. Because
the laboratory data indicated disseminated intravascular coagulation, the presumptive diagnosis was cavernous hemangi-
oma and Kasabach~Merritt syndrome, A computed tomography scan of the brain on admission showed subarachnoid
and intraventricular hemorrhages, and right intraocular bleeding. Anti-coagulant therapy ameliorated the clinical condi-
tion and coagulopathy. However, at 7 days after birth, purpura fulminans appeared on the left leg. Low PC (<10%) but
not protein S activity led to a diagnosis of inherited PC-deficiency (PROC exon9:1088G>A/1341delG). Human plasma-
derived activated PC (Anact®C) controlled the coagulopathy, but amputation of left ankle was unavoidable. On warfarin
therapy, the infant is showing subnormal development and left hemiplegia at 10 months of age. Early recognition and di-
agnosis of inherited PC-deficiency in infants are critical for minimizing long -term complications.
------------------------------------------------------------------------------------------------------------------- <J. Pediat. Dermatol., Vol. 31, No. 1, 2012>
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A Hospital-based Study of Intracranial Hemorrhage Caused by Vitamin K Deficiency in Infants
Nobuvuki Yotani”, Akira Ishigure””, Tetsuya Mori”, Masaaki Kumagai®,
Nobuhito Morota”, Mikiko Miyasaka” and Hirokazu Sakai”
"Department of General Pediatrics and Interdisciplinary Medicine, National Center for Child Health and Development
“Division of Hematology, National Center for Child Health and Development
“Division of Pediatric Oncology, National Center for Child Health and Development
“Division of Neurosurgery, National Center for Child Health and Development
#Department of Radiology, National Center for Child Health and Development

Since the introduction of vitamin K prophylaxis in the 1980, the incidence of vitamin K deficiency bleed-
ing (VKDB) has decreased remarkably. However, late VKDB is still reported. This is a retrospective analysis of
children who were diagnosed with VKDB at our hospital from March 2002 to September 2010. Thirteen in-
fants (8 male) were diagnosed with late VKDB. The median age was 62 days (41—121). The infants developed
non-specific symptoms including “not doing well”. In all, serum PIVKA-II levels were increased and coagulopa-
thy was resolved within 24 hours after the administration of vitamin K. CT scan showed cerebral edema in 12
cases (92%) and mid-line shift in 9 cases (69%). Neurosurgical intervention was performed in 10 cases (77%) -
one patient died, 4 had neurological sequelae and 8 recovered without sequelae. Seven had underlying dis-
eases, biliary atresia in 5 and hepatitis in 2 cases. In the remaining 6 cases diagnosed as idiopathic VKDB, 3 did
not receive a complete series of the recommended vitamin K prophylaxis. While the current prophylaxis may
not completely eradicate VKDB, we believe that full adherence to the recommended prophylaxis regimen will
decrease the incidence of VKDB.
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