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( Abstract )

Deficiencies in proteins C and S in a patient with idiopathic portal hypertension
accompanied by portal vein thrombosis

Sena Hwang, M.D.", Do Young Kim, M.D.", Minju Kim, M.D.2, Young Eun Chon, M.D.!,
Hyun Jung Lee, M.D.l, Young-Nyun Park, M.D.z, Jun Yong Park, M.D.l,
Sang Hoon Ahn, M.D.l, Kwang-Hyub Han, M.D.l, Chae Yoon Chon, M.D.!

Department of Internal Medicine' and Pathologyz, Yonsei University College of Medicine, Seoul, Korea

Portal vein thrombosis (PVT) is an uncommon cause of presinusoidal portal hypertension. Among various
hepatoportal disorders, noncirrhotic portal hypertension conditions such as idiopathic portal hypertension (IPH)
are considered to have a close relation with PVT. PVT is known to have several predisposing conditions,
including infection, malignancies, and coagulation disorders. There is growing interest and recognition that
deficiencies in proteins C and S are associated with a hypercoagulable state. These deficiencies are regarded
as key factors of systemic hypercoagulability and recurrent venous thromboembolism. We report the case of
a 19-year-old male diagnosed as IPH with PVT and combined deficiencies in proteins C and S. (Korean J
Hepatol 2010;16:176-181)
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Figure 1. Liver CT scans show partial thrombosis (arrow) in the portal vein (A) and splenic vein (B) with massive
splenomegaly. Dilatation of the splenic hilar vessel is evident.
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(B 84~100%), S EFHZTH=HATE C4 19.3 mg/dL(7 10~40 mg/dL) it}

38A4x(8 26~36%), EFWIAZT 1392084 1 Uil Gl AlEE B ARSI EE G Al A
6~21%), D-dimer ¥olAth. Fanto] 2] 2314 g oHpg o] REE AT v &
A A BEFA 2H 9 (HBsAg) &4, BE < BAa ARSI 1S 22 it
gt oisk & 24, HBsAgel digh (1% 1A, 1B). 1P x2g=oA SA ¢ -9 q)
A X, CHzrAntel ]zl g A 540 H 2= 12 mmHg ol AT A s Al 7 H At
At WA A NA FF S 310 2K lupus A T ol 9 B AT o] vy
anticoagulant) <4, protein-C 51%6(74+ 70~130%), ATHIIE 2A, 2B). 9 & Algst =57 Akl A
protein-S  37%(%73 70~130%), antithrombin III o] A7 gty &5 3 A}
87%(A 80~120%), ©]e] aallgkA] IDNAZHA], (transjugular liver biopsy) & A &3tloH, 1 4
A F 23S T A2 A EA (p-ANCA), Ax2AEs I HEARTe] 24 AAS HolA egkem 9
2 T-AI 2 A (c-ANCA), fﬂulitzao}fﬂxﬂ & o] Awgk & Ae BATHE 3A). o] F H]
BEdA, 7 AddA IgG 3 IgM K FHaAlss Adstde, e FA Al
24019041, C3 84 mg/dL(AA 90~180 mg/dL), AAANAME 7] 42712 HolA| gkgrom,

Flgure 3. Trans]ugular hver blopsy specimen shows mild portal ﬁbros1s and shght d11atat1on of the portal vein (A) (XIOO
H-E). Liver wedge biopsy specimen shows incomplete septal fibrosis and dilated portal veins related to noncirrhotic portal
hypertension (B) (x40, trichrome stain).
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Figure 4. The extent of venous thrombosis (arrow) increased after splenectomy at the portal confluence, splenic vein, and

proximal superior mesenteric vein (A, B).
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