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Hereditary hemorrhagic telangiectasia presenting as a recurrent hepatic
encephalopathy

Department of Internal Medicine, Department of Radiology, Eulji University College of Medicine

*Jung Hoon Ha, Byung Kwan Son, Sang Bong Ahn, Seong Hwan Kim, Yun Ju Jo, Young Sook Park, Yoon Young Jung

Background: Osler-Weber-Rendu disease, also known as hereditary hemorrhagic telangiectasia is a rare autosomal dominant disorder of
fibrovascular tissue, characterized by classic triad of mucclutaneous telangiectasias, recurrent hemorrhages, and familial occurrence. Hemmorrhage
often manifests as epistaxis, or gastrointestinal bleeding (GIB). Hepatic encephalopathy and Osler-Weber-Rendu disease are rare. We had an
experience with a case presented with recurrent hepatic encephalopathy(HE) in Osler-Weber-Rendu. Case: A 75-year-old female was admitted
due to altered mentality. Her neurological examination revealed no specific motor or sensory defect, nor asymmetry. Brain MRI revealed no
evidence to show cause of her loss of consciousness. Laboratory data were nonspecific except mild elevation in serum ammonia (137 ©+$]) and
bilirubin (3.3 mg/dL). Her mother and one daughter were dead from massive GIB. One child’ has been suffering from recurrent epistaxis. She
also complained of a recurrent epistaxis for more than 10 years and received coagulotherapy several times. She had iron deficiency anemia
maintaining hemoglobin at 10 g/dl. 3-phase CT scan showed telangiectasia in liver with multiple aneurysms of intraparenchymal branch of hepatic
arteries, consistent with hereditary hemorrhagic telangiectasia. Even though she was rehospitalized for HE, she was recovered without
complication after conservative treatment such as lactulose enema and restriction of high protein diet. Conclusions: Patients who have shown HE
and recurrent epistaxis or cutaneous telangiectasia should be thoroughly evaluated for the possibility of Osler-Weber-Rendu disease. And family
members of the diagnosed patient should also be screened even without the symptoms. Hepatic involvement and HE are very rare in
Osler-Weber-Rendu disease. No satisfactory treatment options are available as of today, except liver transplantation for such a case. Conservative
management based on treating for advanced liver cirrhosis could be an alternative solution in Osler-Weber-Rendu patients presenting HE.
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4] 0.2 mg/dL, AFP 0.8 ng/mL, CA19-9 2.32 U/mL, CRP 1.32 mydL % IgE 438K TU/Lo|Qith. 71 wlol#jA H AR}, i AA 2 &3
AAbelA] B Ajolglth Wx WOl BUMA HF BAT F715S B vl WATE Hold gokth By A4 B3 B
% @8 AU 1A A A2 Fow B 1 FA AT 248 WKk o) FF D 3 5LE AAN] 9lo)

ERER

o2 [ e oo 5. o flo re &
:

BN o

m{m

Aastach 2A A A D B 2912 M Sold o ATEME] AT B 4] WY ojnE 4] 9l
3 5 89 9 W A713Y B 4F 233 52 ABtAOU So| 271 Holx ghalrh. B wiAlsH] $Iste] 1t 27
A, #4749 FIPILI-PDGFRA 0% A4S A& TAskg oLk 228 7%sto] Alasha Eobgick. BT FFatolett 2
o] AHRo|EE AJE T Y 5 Hol HAl Ayt WEL 12260l (SAFT 2.6%), AST/ALT 25/3 6W/LZ UERG T Edl EH Ml o=
GAb AAA Y ALY 249 Bxo] My, WA Adol= G furshel o Ba A% B Folu

e o oY dor N o N pf & @ = oo o






