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A Case of Pulmonary Arteriovenous Fistula with Family History

Eun Sang Kuwon, MD., Won Koung Park, MD., Jeong Seon Ryu, MD.,
Seung Min Kwak, MD., Hong Lyeol Lee, MD., Cheul Ho Jo, MD., Hyung Keun Rho, MD.

Department of Internal Medicine, Inha University Medical College, Inchon, Korea

Pulmonary arteriovenous fistula is a congenital vascular malformation in lung resulting from abnormal capil
lary development and the exact etiology is not well known but it may oceur with or without hereditary hemor-
rhagic telangiectasia. Hereditary hemorrhagic telangiectasia (HHT) or Rendu-Osler-Weber disease is an
autosomal dominant vascular disorder which associates epistaxis, mucocutaneous and visceral telangicetases,

and recurrent hemorrhage with chronic anemia and visceral shuntings. Recently we experienced a case of the

pulmonary arteriovenous fistula in a 23 year—old woman with a family history of this disease, which was con-

firmed by pulmonary angiography.( Tuberculosis and Respiratory Diseases 1998, 46 : 643-653)
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HEANE (pulmonary arteriovenous fistula) &=
HYzhel] AT 7oz HEYHe] AFHYF
& 53 A oz oyl AULEE dAEHY
ANZ, ETE, 35T FTY £AE Kol 7)o
4] A2 (paradoxical embolism)& Yo A 20~
30% oA AAEH F4E Bolr|= . HF53Y
FE Rolx A8 40~60%9A #F34 £EAHR
A8 #8742 (hereditary hemorrhagic telangi-ec-

tasia or Rendu-Osler-Weber disease) o] Eukx]o]
vehs §44 284 2AEE 335 dRke) o
15% AxoA HEFHFE7L B 8o HEH
W5 gl A 745 & AL Badjed,
Well A sl s e Fofl it Has 434 Ao eyt
7FE2 el Burg Had o ISivH°.

AAEL AEE FA2 Y Hedgez A
9T wire coil spring & o] 43} MAES A%
234 o=} #} 1 o9} 2 715¥E Alste Bash
£ ulojth.

— 649 —



— E.S. Kuwon, et al —

Fig. 2. Pre-embolization : Selective right de-
scending pulmonary artery angiogram
shows vascular enhancing lesion with

Fig. 1. Her brother's Angiogram shows pulmo- early draning vein.

nary arterioveous malformation.

- | SGOT 18 IU/L, SGPT 17 IU/L, BUN 13.0ng/de,
creatinine 0.8mg/d¢, sodium 143mEq/L potassi-
234 ozt FAF WY 3¢ARE ARE AYL F um 4.2mEq/L, chloride 114 mEq/L ©]¢i =7A}
22 29 2Ea2 Uiglslgen, Uil 1749 A B o} AR Bt AAx Al Fdolde
B F 23 A= 147 B¢ A&EHE v Ee] Yol o Suiy 7hAAAR= pH 7.39, P,CO,36mu/Hg, P,
sith. 7= @uUs) 99 vAae]l A¥E Al 0,81m/Hg, HCOs~ 21mmol/L, O, saturation 96
1, ojmus e vade AYPsger, o % olth. da FH X-AolA] 31gell Bsjado
HE 19879 F¥ AslaEEde Mgt HE Bon, FRAAS 43I 23l tee 3
Auiea zvhiglel FAo] g EdojlA A3t stads BFY felwde] EE(ground glass
FH A1FEYANA HEANTFe FA7]e] Wsh= opacity)©] B or, $5HE 853 Felye
gigicH(Fig 1.). Eeto] Holn, vARH oz AR o] BAHE
YA $xbe] 4L Paglon JMFoh} TR 298 % WEAYF 208 2y w5
A5 AR G FH 2PN FEIA F Y e N9 dudd aF
(thrill) & &7 gsitt. TF2-L Gl 4 (hypervascular lesion)°] 3Ilen 3 31y %
2L FEF e AL itk ERAAA o 2o HEE dFzdes ABUAE o
%01*}%%%1%11 HRLANN 2AEH 45 o zRe FFde A HTZE(tortous
A4t A9 A AlEE gt o AHal AL 8 vascular structure)o] e.n =7] AY uj& A
A 11.0gm%, JRtEZBE 33.9%, HBT 4700 Z (early venous draing) & Xo #53UF2 ¥3
/mm® ] (37 38.6%, Y+ 43.5%, BT 14. 310ct.(Fig 2.) FF¥¥ (feeding vessel) & ¢
5%) AW, 320,000/mm?, prothrombin time 3le] wire coil spring& o|8-3le] 4H& (emboli-
71% o113, Yukslet Al A &2l 3.6g/dl, &2 zation) & Alslg o] AAe ¥, ojH Al ¥
2] =¥l 0.6mg/d?, alkaline phosphatase 147 IU/L, BT=EF w23 Ba= R gaict.(Fig 3.)
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Fig. 3. Post-embolization with wire coil spring : An-
giogram shows well embolization of pulmo
nary arteriovenous malfromation by wire
coil spring.
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HAFP9H= 1897°d Churton 0] A& Rty
o0, 1939'd Smith 54| Qi Ao e
AdEdt. HFHAE xbe] ViV ARG
A 7“-?"“ BAEE §3Fo] TR J1EHen
A de f34 2N IEERST AT
len, FA4 FPAARAERETSY 2 Vs
1/800014 1/100,000 A== LA UcH 2,
1948\d Goldman® o] #-34 2PN EBRRLS
& v AGgaNAg $ARdcs AR Basigle
], 19943 McDonald 5'°& &34 &¥Y=AE
B842 ¥xk9) K-} (hereditary hemorrhagic
telangiectasis gene)& ¥4 (mapping)3ld chro-
mosome 9q33-34¢] o]ite] Y& A& HuIHNCh
P. Vicent $?& chromosome 9g33-34 2]4] chro-
mosome 3p22, chromosome 12q°}} o]AH& K13}
o, Kawamura 5 #HEAYFE 93 £4
4 2P ANEREFE 82t 319 HLA typing
oAl th¥gt HLA holotypese] EA¥Ta B3ty
o} Sl s R i R A3 S Rae 5
I AN 7S] Fehg Bad o & e 0.
HEAURe Qe 3] FEHAUA gyt

sdgAd H¥3 & FHFoz WYY £+ -
AAH ZBedde =@HA719] 94 R 2AESd
(primitive splanchnic capillary bed)o] =l2}HA]
iR R 3t Jei 2 v HFAR] dEE o] F
7] o, FAHHA A9 Y & Hol, o F
HEES, 3 ANE, 20§45, 94 B o8
HAY 4 glenz Fhdstedopsty, B Faola F
Ao 2 AT FAE HolXgstr}! .

AR F] Hae Ho o= MR & 4= Q)
o F2 w9 diqgol 2 A3 50% ol gl A ot
WA, 75% A dFHde Jehdt. A S8
28 e YA govt Wae] 3717 AXEA
RAIE UYL FAASH sFugde’ =aEHUA
Z23o] velhdA gz ozl 200 o]Fel JehtA
"o} Ad3A] 5349 A7t gon o] e
Aoie Feal o ANF, 3FZS, ¥ETF
Z, T84, 4E, 288 8§33, vaE, 3504
A 24 Fol vehdtl. A4S Wie] avist ¥
#7189 Rzl vl 349 58 7 X-
Ad vehis 9d ¥ae] Av)eh #¥Ao] 2em o]
&<l v HadMe F4E JeRA getha &
ob, B FdlolME 2349 g3 8xt2A] Y 3Y
ARE AR A3 WY UIY A 15 F 238, 1
Al Az A&EE vEde] ddT. e F X-
Mol g8gell 7Zstazdzn, 35 AAGSEIY
S3lgel vlee] FEiaia BEY felnde) £
o] Hyor, $F3Qox £5% KelmYe] Eeo|
Holyj, u|Zgaog HA o] VA 3¥EL
SNt wEANT 248 2]

AL F2 d438T o8y 47, F4 X-4
27, F¥ A0 EG, A A% A
¥3xo] vn, HEW 29T vBF A3Ede
(perfusion lung scintigraphy) o2 A ¥4 U

B X-44 Wae AAV SR8 § A4 F2 29
o] BAg 98 & 79 S9E B e,
AZdE ¥Po] Holxm £k AW =EAE M=
Zo| FHEYIxE 90, FH AaFEder F
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T8 §99 2] ¥ AAE FHol B F Qe
H, FHULE |43 HEAF HFE < (perfusion
lung scintigraphy) 2% #lofilA WAE #AY 4
Act. W9 FAE M= HEBzGo] 83
o @i Z7], £, ¥ 9 AP 7o) AE #9l
83 & F99] e gz gRlixEs)or ¢
th & FHAME A59x9es Agsde 9 5
THoZREH FFEe AN YBTEEC] %o
A Z7] A9 wlE A48 Ho HEYAFE H§3)
At

gl BExE Z4o] 4sle} §S9 ooy,
19703 L7z Bie o3 HA fd3 2
B0 AAHo HE FAES AlPslgey, o
o] ASole e A AAI ¥ AAY
A & Wavl AA AR 10-20d9) FA o] A
wEo] A7 Ert. viEAQ Uyos MY
59 =25 E4) balloon ¥+ steel coilsg o]&3
HEZYF] Ay Fo] k. 1978 Taylor F'
Do] L9 & woolen coils& o]&3 ATHA MA
X8E Huslga, Chilvers T'9& steel coils&
AMSEE 3% 2 Aoyl F3Ea Bl AL
Bag ol FHId= ol A8 Fvkln Ut
€ F# X wire coil spring& o]-8-3te] AA&E
Algstdon MAE F, W5 29e 2 oAy
Al dET2ED w29 BEE R i), o)
TAYF FHFoaEs FYUTG Hd2 AT F
5, AE, 1A%, HsY F34 599, o84 4
e, HE84, H2E Fol ok & Fedre A
g 9 &3 TS eI A 93
nXE Az s ANF 2§44 284 g
o] Tk F79 WS WY {F ol A o
4 A& AY slae X F )l ¢33 Ao
d2A A

£ FHdA= EYo R njRojnel A4 2
ARAEBETFo] 4=y Ahe AP F M9
H g5 2ges ojde] AT ES wjEAY
o] EEA = Ao g Hol ofFE= 45 F RO

A4
2 o

HEAYTE ol ¥Ale 40~60%M FAA
F2ERAEREEF] FukEo] Jehtn 384
284 ZAET §435 819 oF 15% FEANA o
YT #FHnz dEEYE SAdMe
Holl i =APL dasich. FudlA slEAw R
W Bus A4 2ol stou S Fukeg B
1% de g

AREL AEE FA2 AYsk vEgA2s A
@3 wire coil spring & o83} AMAEE AJEF
234 Az B4 199} 2 715Ye 208l Bud)
+ Hloth.
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