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BB MmEEBMENLRAE(EOsler-Weber-Rendu disease& HIE(E1. BARTEA RS —FEFEEN
32 B\, RKT(Ihereditary hemorrhagic telangiectasiaDIEXFZE > THHT & IEENTL D,
SBEARBICELSIRBELEEOLNTE D, BATOHHTDSEE(X50000 58000AC—AERESLS
ncwd, NHHTEEREAENETEAZE D, REMECPREZ S OE 5 (Ctelangiectasiah' 5
arteriovenous shunt(AVS)[CEZ X THRARBMESZTHZREL S D,

FAEREHO0BDHHTERE (CRSNDEEM T, CN(EEFEDtelangiectasiah SDOEMIC KD, U
DUZDESTIEHN30%HAHIC. T10%HRNICAVSZEIF>TLD, fiflarteriovenous fistula(AVF) (&L M
[C&2MmEPEM, HULKEEEY vy & UTHEREPKIESEORAE RO, fdarteriovenous
malformation(AVM)/AVFIZREM P TANADRRER D, BERBEEZZRUIZDEBIENICR 27D T D,
— AT, FPORAVSIIEEOTAERIZEES HZ L\, HHTDREAZHT & MNAVSD RO YU ——V Oh B E
EZ25N3%,

2 HHT D2

HHTDOZREX L UT(ICuracao Criteriah'RIEENTEH D . (1)spontaneous recurrent epistaxis,
(2)mucocutaneous telangiectasia, (3)visceral AV shunts(lung, brain ,liver, etc), (4)family history®4
BEDSE3DUULZERBLRIEHEE. 20T/ ITIBSFUEMEDHD. 1 DUMNELIBRVEEEFTENES
N, [21{BL. %M telangiectasialdF#re &6 I(CIBEL LT B7/NEBDZHIC(ETBLTE ST
EBRDNDEBETH D, TNZ@MOZWIAEE UCOELFRAENZE(TSND,

HHTOREEEFE LTIEEDMIREENTL\S(Table)s ENG, ACVRL1, SMAD4(ZWINHTGF-B D
SZBREO—ZLE UL BEZDIVITHIVREDTRICH DY VINOEZI—RLTWVSBA, telangiectasiads &
UAVSFERRICED XN Z X AGKREBATH D, ENG, ACVRLT(ALKT)IZCDWT(Fweb
(http://arup.utah.edu/database/HHT)(C % < dmutationhMB8FH SN T D, REKICIXENG,
ACVRLT(ALKN)IEDWGERFIREZSR B SHRADENFAH 5.

ZOMC, NPREBPINEPZECEDDEMNHHTZ BRI (CZEBINEMABRZEINEIT D E. (1)F
EMEMNEEPIIREDEBE TEEY vV MEUED DINAFALEEL R THAVFARDONDIBE. (2)2D8 L
DEKAVM/AVFA R 5N 215E([3]). B)MRIOTIEHABKRTY VY HVINBEZRKR T DIEEKDOSESHH D
BFAVSH'@RIONDIHZERE TH Do

HHTE 2B SNIEBERIZ(EHHTH R RO NDIHEE. MEMDAVSROU —Z Y IhREIN 3,
FIDR O —Z VT CIFMEEMCTIAERTH D, —H. WDROU—ZVTTIE. 1cmE T Dmicro
AVMDIREEZ E (3720 [SEFZMRINTHN TS,

3 HHT & iXAVM/AVF

AXAVM/AVF [GHHTE2ZED9~16%([CR 5N ([4-6], BEEYEmorphologyld. 45 XM ecmTD
micro AVM3cmBL T Dsmall AVMPAVFETH (7, 8]o 23~50%DFEE TEEDIKAVMZE LTEHED
[7-10). HHTES:EDMMAVM EFEEBEDH D& LLER U TR E TIIERDKAVMDA B NIEHHT TH S0l ge
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(F50fE(C72 B EEINTUVB([3], RERDHHT genotypetfizt TIEANAVMIZENG mutation& DBHEMEHIER
SINTUVED, RFTDMRE TERMAVMPZEN(C KDL M(dEgenotypelcBBH5TRID 5B EHRSN
TWw3[10].

Small AVMPAVF(C3E UTIEBEARETE NS D, micro AVM(ERNEIMDRAICTRD Z & (FRVWERE
SNTVEDT[7]). INXTEEBIBBEONRICEE>TIZHHO 7. LHL20125F([Cmicro
AVMH\ S DB Mm% =7z UTEERZERER U7z, 2 TYaleXZEE KU Toronto Western HospitalDmicro
AVMIERID ME RS Zreview U7z & Z 3. early venous fillingMD & %i@E DAVM & shunting flow DL\
fRZ (capillary malformation)h"&FENDZ ENDD o fce FATRDKRES(CKDRERDDFEICER>THK
D2HUWDEICRD I EDHRFEINDID, SEOEFBELIRIAINDETH D,

4 HHTEER

BK TEZH20FERI[CHHTRB@AEDRE U, REBOBEREH Y. BEFLTORNES). HHTICHEELE
EBZBLTITS -0 Y 3 v IEMMTHNTL S (http://hht.org)e BATEHNSWHREDIFUN T CE
IEBREBREENBERZRIL. 2012F12B(CE QDB ERNKRTITONIC, 2013F11A(CEE=
DB EENRRTHRESNDIFETH D, SROZDEREL TN S (http://hht.jon.com)o

Table

Subtype [Locus Gene |Protein

[HHT1  Jog33-34.1 [ENG [Endoglin

[HHT2 12q11-14 JACVRL1 / ALK1 JActivin receptor-like kinase 1

JP-HHT |18021.1 SMADA4 SMAD4

|HHT3 5031.3-32 |Unknown JUnknown

|HHT4 /q14 |Unknovvn |Unknown
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