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

Yuka MATSUNAGA *!, Junko YAMAMOTO *!*2 Shouichi OHGA *!*3, Chie YOKOTA **
Yastthiko TAKAHASHI *2 Souichi SUENOBU * 5, Michiyo URATA **, Yuzo KAYAMOQRI
DongchOn KANG **, Toshiro HARA *!

Inherxted protein C (P(,) deﬁczency is one of the autosomal dominant thzombophxlias that Jead to thxomboombohc
events. We describe a case in a female newbern 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~Merrigt syndrome. A computed tomography scan of the brain on admission showed subarachnoid
and intraventricular hemorrhages, and right intraccular 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 exon$:1088G>>A/1341delG). Homan 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~6’eﬁciency int infants are critical for minimizing long - term complications.
e e <}. Pediat. Dermatal., Vol. 31, No. 1, 2012>
' Key w ords :fLT‘Uﬁ’U FA v C RARJE  inberited protein C-deficiency, HMMMERH purpura fulminans, )@
neonate

* LU R SRS R R SR T E B BLR B R S = -~
Department of Pediatm’cs, Graduate School of ‘ =
Medical Sciences, Kyusyu University ERETOF 4 Y C (PC) KIBRILE Gk

2 Ju B Ak 4E SR e/ N e
Department of Pediatrics, Kyusyu Koseinenkin

% iix.fv‘ifﬁ;c’& z <‘: %&2{457?‘% Z> o EFHTERO

Hospital DR HdH @tﬁg L FEHOSHIBL L A
* 3 NIRERFEESETREREY - NEERE WAL 7"‘_0 ;g;g M 1fn 42 [g,jmpf # (DIC) %
Department of Perinatal and Pediatric Medicine. e, B }\ 4N - & 5 Kasabach-

Graduate School of Medical Sciences, Kyusyu

University

AR ERE IR RERESE

Department of Clinical Chemistry and Laboratory
Medicine, Kyusyu University Hospital

*3 R ERIR AR - AR IIEEE  NEREE
Department of Brain and Nerve Sience, Department
of Pediatrics, Oita University Faculty of Medicine

Hp&EE #3134 ®1% 2012

Merritt ZEGERE® 5k o 720 BHER CT (2 CHIZEPIM
& HIRIRBIMAE S D &R oz, 2B
DIC S % Btk L. b\o?"/uﬁ, RPEG L2728
H¥5 5 W #shiig i (FFP) #Wik L& 25,
Bi#g7 Esjﬁfi&ﬂ%‘m%ﬁ}f%éﬁ U7z PCIHE (K
%) OEWLIEE PSHEE,S, EREPC K

19 (19}

._86_.



A. BEO ‘n”ﬂC‘f

BEEE P L & OB e

B2

{8 & 2T (PROC exon9: 1088G>A/1341 delG)
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HAMEHSAMEE 116575  1102~1107 (20124E)
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*ECLIA (mAU/mI), **LA (ug/ml) ECLIA : Electrochemiluminescence Immunoassay

LA : Latex agglutination
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A Hospital-based Study of Intracranial Hemorrhage Caused by Vitamin K Deficiency in fafants
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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 includirig “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 X 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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