WE 45 IRARFIR SEREZHT

Smim

Ly,

EEHICHMAELEHIBRTS.

@HHT TROBBICREHL'H S/, MBLRHT (REEATRIRFFLTTS) HosEEZY
P, LMERBHEEIC<OYH, RENMOICEIY, EELTS.
@ BIZFISFEED S OHMAE <, FHICRPIREEIEBITE TH S Kiesselbach BN SHHRLH

@EFEAEDAITRERSEMAHSNZD, ARVENENEETIEEMNIH 1/3 THS. N

1. BHIMEETEEEDH

HIMASEE 2 2 7z dicid, MEBEDE L 7 i duid e
5RVDIILBLAATHEY, ThrBEIME (H3
VIZEERE) 3L oMb LCwtud, KEE TS B\ I
ToMEEERT 220 T, Ledd->T, &
& BACIE AR & B 9 RIERTE b WERAICBGET 5
EDBRBEME D, EVHIET DN, 2
WIRIMERD S OES (IE) 25Mb-o7tETH S
(H24). A ELTRPRICLZBEEPFEICLS
T %S, HIIMETHLIRT 5. BT, N0
BHIMOIZEAEBTULEY —HERERTHY, &
BUTBPL L5708 TITokh, BHFPEE-
THIEAL L 2BRICIETIEL 2% D §5, ZAUT K DK
[ EE RS, ME HBELHHET 5. 61
BOEESDSED &I X 2 MR IS, BE
FEES S A I b, 2R FITR ) RIEIME 2T
xnzY, ZIHans L, REHEBLAMNC G FECER
Wb, BEMICHEMT A Z Licks, o, {L»
AKX BAREEMBEET 2, Zo kI I/hRIZB W
TR DEEDR ., MMED 2R 2 B BER
BORRHEE 25, MEBEDHED -7, T TIOME L
EHSBEIN LY TIUL, &b Rk
T, MERBOERE LT3 77Fu—2, SRR, 8
ERETE 2 £ 035 1T o 1, B IR E IRR
fiE (HHT) T o Wik o RN 2 Mg BE R

[BCOPY] 498-03524

MEBEE 2N S MERENYE
ICHHET 5T &

TN UT ORGEDRE

-HAh —FERER ME

- MEAMNSDES (ME) «MRD
BEGEL

O IUCh7 b (K25), MERERE D7 OHH &
filige (REEGCIRRRINEZ T cd) Hiis o
DT, IRIMEEF L@ EIc vz, BliidEER
ez b, BEET 5.

2. 20K D8I

ST SR D Mb b 9\ SPEETH RS,
iz B g B R R AT T & 5 Kiesselbach BRALAY
Bb % OHIMEN Th 525, HHT b Z OIS CldZ\e
(X 26). HEZOEHILICHFZ BDh, ZOHBE L
LTk, OQLEBETZIMEETT 2, QHE?H
WIMEDZ ) 218, FRIC L Y BEICEbNTw 3




BE4E RRATR & EREHT
[25EH] [BRrEA]
Osler % EE

SO, BARE{CE
HEIRS, FFIEE
BE, Br2

iR, AR, BRE
Ex32CrZ

mEREES

BE, FRMER
HRBHE, EYhE
BEWELE
TLILE—=

S & EEERRIE

WE, wWEH, AR
EE), EERE

M/, MR
AffE, BENEEMN
HEARRMEM, DIC
von Willebrand #

TEREN, THERE

iesselbach ERAIDINEIRIE

T OISRDHIR S 12, OREER B I E
AHLTOL70MEEICZ L, @ONH 5 FlEEZT
PILEHLTO DS, BHIToNs, RTHLDI

U/

ESE=3
824, RIE Sha%

-

Mg, Fifs i)

SAIER, BB

[ EHEE
———»m%mﬁﬂﬁﬁ///’ OFROBME

\
W,
- B, < L &

M/ERE

nEEERTFRY

MEBIERRE ~__

S AREE

AREE i R

TEFENHETH D, BHEEDR, BRI
SRR R L 728 h3b Y, 81k (”27). L
73T, BEEE TR o IMESTHRET 5.,

3. MEREDDHE

Mahoney & Shapshay® i HHT (231} 2 80 1%
2% WERAT R & 0 L, IS RIS B 1
B, OVFAMEEBNEZ 2 B, ISIEEsIRGE 3
BEL, 1825525%, 2 8A535%, 3 AT 125%%
B3 RN, EEORMI LI NS DIFE
F—BEICBWTHRET 20T, &b HIZ O,
b B\ IFHIMSEE D% I OIRZE THHET 2 DBFE
U LtBbh g, T nSMOEERBIEIREY S
LBl AN 2D THRAICA4EE LTEML, Bk
Bl RT 2 (28)Y, Pagella 5V 3HE%E S H 4 L
Bl L, sURE (RO »FEHRMEEE) LB
KE (RELET 2 EIRR) L Z20RAEE )
XT3 2T T3, 2L TEREDIE G IE
EERERBIZEEEM»S W EERBL TWw3,
WEL O NICZDEMOERIIET AR =7 (R
77AN=R2a=7) TFH. ZOBRICEHIME R
W 9IT, Ra—7RiEe R i v X ) ICEER
95,

498-03524



2, SHmmE

ISR D T (Folz BJ, et al. Am J Rhinol. 2005 ; 19 © 65-70)?

18 MR ET R

4. EHMOFERS

s cofEHC K UEMFEE RSB TH 2 H D
2380%THH, THRIEERMITZ 12K TH 5. 20 KM
AiH o o RHBIIEEE ETh 5. KEESHDS
96%IC A 6, “FIHIMSEE X A 18 BT, FHH
IMEERDS 7.5 & v, Abeelfiizg pE L § 58
KE - REEGIZ 1/3 L vubn?, BEMDHT %\,
BIEGITE, BEIA LR, BIRA, EE), SKifinE
DB OFERE & 2 57, /N DRG] I3 NIERZE
FBIRE DA S Nin\ T BB RRME R /- I e WG &
3%\ 03, A HHT O%é 50% DETIHIET 57217
i, EHbALF =y 7 TRETH S, NRHTOEH
MUIFEACHEARIZ 2 ICEIETH 5, Ml e & HICHE
ELRELENT S,

BEGIIEERIEZEAETHZDT, N TAD
Do T3 EEZ NS, SHIMOFBRHILFE

JCOPY| 498-03524

2 Bl UFEAMDERSINE
) BIIEMEREDSEE (Mahoney EJ, et al. Am J Rhinol. 2006 ; 20 : 87-90% #Z)

3 B FSMEENREIRET T 4 BU SEETUENERIRET Y

% 223 BT, WCRICH-BEWEIAICS 5,

5. SHIMOEERE

BHMOBEFEEIC OV T Rebeiz 5%FLHEL
THER 4 DDEFWPBEH I T 7243, Al-Deen &
Bachmann-Harildstad'® %% HHT o & H i< B ¥ %5
XERAHL TWAEN22 4 (EHLED) IKHL
TP w7 — bEZRTY, ZORREEDL & ICHRET
MREZREL TS, BAIKET S TNM A%
5\, HItoMEE (I intensity), HIMAHE (F:
frequency), Wilfl (T: transfusion) DEEEH%E A7
LLT, BIZIXIBF3TI DX HICRET LD TH S
(R 14). TNRZHEEFHETH D, HEMICELE, BE
EVIEIICRDETERONAYTABHBDT, &
512 Hoag 5™ 23%%% AV CEIEE % S ¥ 28
HEFTHOTVS (F£15),



BE 45 RRATR & EGRZH

€ 2hmfRE

(Al-Deen S, et al. Rhinology. 2008 ; 46 : 281-4)12

S OMEIRREK

6. E{REEHR

HIAEIIRME: TRV DS\, £ MEER
BEBEI TR LD, V—F v OIEEE R Th
iz, EERA P RIERA & OfFlic CT % MRI %
19 2Lbd 5D, MNLEREETIEIRY, Ek
FNBILEHBEE O BPENOHER D 72 12> 72 MRI
AT, MBEORKEISHMD (X29).

B

1) B3k, B, HRERK. 1983; 761 1329-36.

2) Folz BJ, Wollstein AC, Lippert BM, et al. Morphology
and distribution of nasal telangiectasia in HHT-
patients with epistaxis. Am J Rhinol. 2005; 19: 65—
70.

3) Mahoney EJ, Shapshay SM. New classification of
nasal vasculature patterns in hereditary hemorrhagic
telangiectasia. Am J Rhinol. 2006; 20: 87-90.

4) WNE— AR 75— GEREMEH R SRR
HE) DS HEBE & ERPR. B, 2009; 52 (3) : 138-

— 62— 498-03524



2, BHimm

6)

8)

9)

498-03524

52,

Pagella E Colombo A, Matti E, et al. Correlation of
severity of epistaxis with nasal telangiectasias in
hereditary hemorrhagic telangiectasia (HHT)
patients. Am J Rhinol Allergy. 2009; 23: 52-8.
Aassar OS, Friedman CM, White RI. The natural his-
tory of epistaxis in hereditary hemorrhagic
telangiectasia. Laryngoscope. 1991; 101: 977-80.
Stecker RH, Lake CF. Hereditary hemorrhagic
telangiectasia: review of 102 cases and presentation
of an innovation to septodermoplasty. Arch
Otolaryngol. 1965; 82: 522-6.

Rebeiz EE, Bryan D], Thrlichman R]J, et al. Surgical
management of life—threatening epistaxis in Osler-
Weber-Rendu disease. Ann Plast Surg. 1995; 35:
208-13.

Lund V, Howard DJ. A treatment algorithm for the
management of epistaxis in hereditary hemorrhagic

10)

11)

12)

13)

telangiectasia. Am J Rhinol. 1999; 13: 319-22.
Bergler W, Sadick H, Goétte K, et al. Topical estro-
gens combined with argon plasma coagulation in the
management of epistaxis in hereditary hemorrhagic
telangiectasia. Ann Otol Rhinol Laryngol. 2002; 111:
222-8.

Pagella E Semino L, Olivieri C, et al. Treatment of
epistaxis in hereditary hemorrhagic telangiectasia
patients by argon plasma coagulation with local
anesthesia. Am J Rhinol. 2006; 20: 421-5.

Al-Deen S, Bachmann-Harildstad G. A grading scale
for epistaxis in hereditary hemorrhagic telangiectasia.
Rhinology. 2008; 46: 281-4.

Hoag JB, Terry B, Mitchell S, et al. An epistaxis
severity score for hereditary hemorrhagic
telangiectasia. Laryngoscope. 2010; 120: 838-43.

(N



ERPRP R & EIRE2E

®EMMERRERZIIBEALE, 15IC 30 K THEICLS.
@REETIERF, REYRSEICERTS.
CHRBEMIBHELTEL, K, BRCERIINEZEELD. EHNEOIERERRIROT

ENBO,

B2 B DR M EHLRAE

FAE MG RBRAE 13, BRI RS B HRBRAE 1
BUC, HRSUEEYD 1 2Ilh T o aFiRTH
%, BRPRIRICR T B ARERSS, BB R
MEILIRIEDBWID X - T & e o FIER S HEET
22 —7%, BHIMEILE L 2RI ) TR
THBHID, INOHR T KGR E OERIXHEL
VW, ZITE, YRhCRBLEAZRR L, &R
H PR SRS M IR ARAE 12 38 1) 2 BRIIE IR DRl s
X OERERBIZ O WLTEST 3,

iE Bl

B & 43HEBH

# 21991 FE11 228

F R EECEOFREVUEBROEMMELER.
RIEFE: AR, BBLUBDRS - B - *&lCRET

DELMOBES D Ki - RE(ITERMEILRS D .
BEERE: HICIEL

43 RS
T 1 mm K, SREMMEIRNEAET S, vascular
spider £, IR, WROEMOELRSBET 5.

BRE N\ZEDQELDER - RIS EBROE
HMEIRENEEL, RLITEH U, DREDRH
SRERMEENIRYT LS. HERIDIEET
X RRECTHREERE ZEEIN, BB CT &
& - EiREEC CERBIRSTE SN e. Z DB,
BEBEEHMESEENEIREZRON, JREENTE
nie.

B BEIC 1 mm KORREV U EEIROFEMIME
WERDBAET D, K BROMEILRDEET D
(H 30). FBITH 1 mm KO EZREMMEI RN S H
LTWS (B 31).

2 B REE, REUSBMOBE, OBERER,
BRURE - MEOFRBMENRED SBE LM
RIEMEHRRAE S S2H LTz

2. REDISHE

BZjd, RSB BAIMAE IR RIEE 13 BAERIDIE,

2 30 RCHEEIZ 5P, Benedikt! 512 k5 &, BE

& 30 &FE—5)
FiT 1 mm KOSREMMELRENSHL TWS,

JCOPY]| 498-03524



3. HEORMMELRER

3 Tl
BICHFEY 2R EHO AR - MRBHMEILE.

W ETic 10% (5/50), 30 R E TIZ 60% (30/50),
50 % % TIZ 18% (9/50) DIREGNCERENHET 2 &
w9, ZOBMIMEIRRERZ IR, 13U S 1~4mm
OEHTEIEE LTAEL, MR, BRicERs 2/ e

L (®32). KELS 5L, JRERL EIROBES
Ik hEEEZELTL 5, RERETFRICE> TRE
BT 3%, HBOKE XIEH 60% (38/63) 2MEM
EEHITHARL, f33% (21/63) IFZMLE T, H97%
(4/63) (3fANT 29,

BAIE OISRFEIZR O 3 B IS, OR
R B 1~4mm, SO UBTGOMEE I
RIELAFO RREMMERR. BLT250b5N0
BLRwbDbH 5, @vascular spider £ BEEE 2~4
mm D RRFLHED 5 1 A% WL 2, 3EKMHBTTw 3
bD, BEO 7 ERMENE (vascular spider) I[ZER 3
&, MoHDiz, POROEVRPRERS, O
W RRA 2T 2 R TBMIMERERE. =720, 8
EVoTHRR T AME %L, b EroET 58
BT, ISR ICERT 29, 2o 3Boird T,
BRD S DHEH %D,

EMMEERII2SEDOH & W 2K - MEICHIRT
%, SWEREIE - F - U (K133) WWHSHFEL, KE
T, F 40%) KEASnD, EHE (19%) PF
B (23%) ICbBN, FiX 61%, OREE 39%, OB
3 59% THB(E 16). KEFSICKk B E, AHEK
EHNE O TRFRBERBRIEZ W O & 5517 &
In o THEGNE 3.2% (3/94) TH-7?.

PRI I I E R NI 1 B N B I B %
NI MEDPLEARBICHNET 5, AES X I nichn
Z, B ZEHEL, MRBICHE T LEYS |

498-03524

) A7 AT
I BB OEMINEIRENBIET 3.

THE

) REMEIRIREBA Ok 8~
10, BKU 2003~2009 EDFRELD)

LBk, BERERBCTEHICHEELZ 1 BOHEY
B b OB Z 2 E A, ZOBTHIE, ZTulk
AfilEbAaONBEL, Thbb, TtUI—EOBE
RETH 2 L LEY, ZOMEIKE L 7ok
BIL CIIEEH 2705, ZORKAIZHS 2> Tldi\v,
5%, AEQBMIMBEILRIZEL 2HETIERL, 7
UL ARG EE T RN R METRER T, XE
WCEMIMEROWEL &Y EL, BMERR, Btk
HREZ TR L T» L ELTwaY, f72, REIC I
I, WEMIBOERBEESD, 250 dEEaROm
REZDHDREDH 5, BENEZEOWEICLS L,
PR LB OBEDMENLSHA LN, o DllED
% I3 IE A B O BERHMES TR 2 K\ Twe 5 LR
£XNTVW3Y, Jahnke (FFRAF O UUHEDA 2T,
BRI R B E N LT BT E R0 WA L
TWw»3Y,



BE4E RRFTR CEGRZHT

3. fERIZR

THIMEIREEEZELC 2B E LT, MTHH
Fons, BES, WREHE, BMIMERRNNO
ERDE R ED S 8T 5,

a. EAEMEE
FRBRPS LY FYRETOLVE—fLEaZET S
EHRET, T LTERE, & EICI3EER - JEE -
PUERIRIC A 6 N B PRI IR U v, shEDIE
WAL, Mfige EHEMd 5. OBIAEL DI
venous lake & XX 3,

b. JEINMERE

WEFEEAD 5 L B R E TORLEVINES & Hubic
HORHRIRIC 04 O 2 BALME IR T, IS % hic,
BT - S - R - RO 5. RN, BRI
ELRT 0,

c. Fabry f&

angiokeratoma corporis diffusum PBIED E LD, &
BRICES, REEI/MIEBERDEZEL T 5DT
Al TE B,

d. CREST JE{REF

BPLAE, Raynaud R, SEIEE, BMMMENRR%
BT BREREET, ity FuxX PHEEED 2 &%
W,

e . Mibelli #AMERE

SRR & FRRLR DRt 6 REFEGDORE AL
HhmET, EEEE - TRE, & EICEE - NI
MEMEICET 5, BEICEL, BESPNKS T —
Y2HHETE I ENL0,

f . Crow-Fukase EfRE% (POEM JE{REE)
BRERER, s u 7Y v RE, SREMEE, W

TUWEE, FREZ &SR R 2R SREREE. FE
R TR ERE, $%8, SRENEERZ VAN
3.

g. BEILAEEREBHEIRSEE viue rubber

bleb nevus syndrome

HIZEIRE, & L I3RS S BT 2. JEEDOARE
FHERRINEETH D, HELFTOOERE T LKRD
WHEHET S LPRETH S,

L BN

1) Plachu H, de Chadereivian JP, Bideau A, et al. Age-
related clinical profile of hereditary hemorrhagic
telangiectasia in an epidemiologically recruited
population. Am J Med Genet. 1989; 2: 291-9.

2) KB, WATHF, KB, fl, Osler HD 1
Bl HEPREE. 20065 600 673-6,

3) HMEME=. Rendu-Osler-Weber FEMREE, HAHIK,
1982; 40: 1206-7.

4) Benedikt JE, Burkard ML, Ana Cerr W, et al. Mucocu-
taneous telangiectases of the head and neck in indi-
viduals with hereditary hemorrhagic telangiectasia—
analysis of distribution and symptoms. Eur ]
Dermatol. 2004; 14: 407-11.

5) FHEME=. Osler-Weber-Rendu Syndrome. HZAEEHf
SRS 1973, T AT ==Y

6) WMsR—, LA, REHET, M EEEHinE
B IAHRAE (Osler 8) @ 4 1. MRS, 19695
23: 385-96,

7) AKHIREEE, PRAEFA, MFEFEE. Osler WD 1 KEH.
HEmRWER, 1984; 561 309-14,

8) HAHEAS, &BAE. A A7\ WK 1989; 8:
707-12.

9) AKFEEMR, LHEHET, THELT. BIIRERME,
HEICECEEEZE LA A7 —HD 16l KFEE
PE. 1998; 40: 1767-71,

10) EH S EF, EHERE, NARR—, . Osler-Weber-
Rendu 0 1 61, RZFEEER. 2004; 46: 1055-8,
11) B HE, dAEF, WHEKE, . Osler HD 1

B, WEEZ, 1969; 23: 905-10,
12) BRE3ET, A A7 K, HIEE. 1968; 261 2826-7.
13) Hashimoto K, Pritzker MS. Hereditary hemorrhagic
telangiectasia. An electron microscopic study. Oral
Surg. 1972; 34: 751-68.
14) Jahnke V. Ultrastructure of hereditary telangiectasia.
Arch Otolaryngol. 1970; 91: 262-5.
(REEH 5L B R

JCOPY] 498-03524



ERPRFR R S EHSRESIR

8

mE4E

A. Ff
1) MEER

A EEN R T2

@PAVM (& HHT @ 15~60%(CEH# T3 MERET, MBRMOS/Y vV FFBIEICKY, SFE
EREREBHL S B3EHELZSISEIT.

@PAVM OHEUAEDTEICHML, HHT (CEHLTC PAVM BBHEMHSB L.

@PAVM DRHY—ZVHICRIEH X REENEHTH 3 S, BEZHOICDICEHANEDE
EZPHSMITHIETHY, M58 CT PHMBESHRERVRTHD.

®PAVM ORHICIE CT A ERAKCY, BERODHITREANE® PAVM % EHICFHE Y B FRIC &6
PBMETNEETH 3.

w

fEhEsivE Rz pulmonary arterio-

venous malformations (PAVM) t(g:

PAVM &, JEBESARICHRER L 72 0 ABHEIAR & Fi A B
k7 & ICZ OYIEEL 6 R BIMEDRETH S, W
A IR E RBRINEOEZ L 25D, BB
NRERR DB Z I T 5 b DD 5.

DK REEDRD, MENRILAEMIILE 2 NS
THEIRA~RAUAAR, EEETSILICLD, %
EREMEEN L) bEMEZSIERITI L ER

— I R F N IO B RE TIE D B3,
B AR % B M A 95 IRIE hereditary hemorrhagic
telangiectasia (HHT) TIZEMEEICA&HT 218 BRE
Th5.

2. PAVM & HHT O&1H

PAVM %% HHT i &0 3 2 ERMEICL D IES
03D BB, K TIF 15~60%BREDEHIHE S
Tw3™, f7, KETREHOEERIDLRIE
DBUFETOMEEED 12~31%BEDEHIEE X
NTWw35 " HHT TId PAVM i3 L TE Nk &bt
fiECld 72\ 72, HHT % 2W & 72 1358 - 7 BRI 8b
T PAVM DAY Y —= v 7 %{FH)RETH5, HHT
TIFHERICIEREIED ST, FEREDL T EIE

JCOPY] 408-03524

RIZBEELT Y 2 25, b LURBIRIC PAVM 23%
Dol GBETY, 5~10 FBICA 7Y —= v 7z ki
ToRBENH D, Fil, HELETHNUL, EIRICK
DRERIEE - DHHEEIHMNL PAVM 28E§
B2EbHD. ZOROEREFEL R, IR
BICHAZ ) =2y TR2TRELINTVEY,

3. PAVM DjREE

PAVM T, ZD¥ 4 X538 2cem BLE, WABIIREE
78 3mm P ETIHMEBEMIED 32, EE, —8k
MRE MFETE, MRS, MHEIE LA &k Ea Rk DR
FEREELZREI LR TuEHEINTVE, FRE
i, Mg k) REMrE»THILGHEZREZ 32
L dH 32070 (RERRIME G ERIMBICREL T8
b, 25~50% DIEFITRD 5N TW»31617 L,
ANE W PAVM BEERERZ 2 20O n—KRHNTH
D9, % DIEFIDMED B P EEERET T O X #
BEMTHRICHBREEEY L L UBRICERI NS,
DX RAFHEDRVIEFTY, 25%RIEOES T
3%k % 12 PAVM ORE XL, ZOEEZFE™M
0.3~2.0mm DERE INTWVBY, Uit THEtk
BB TE 2 L) ICT 5720, 4 OERBWIE
T PAVM Z2Wi, f@% My 2 081 H 3,



BE4E FRRARCERS

= ) HHT IC& B LTz PAVM DFFR (KRS
Be 9 fEMI, 30 Bl H T BHE)

4. PAVM D5

PAVM 3 2 D¥)> 5 8%, %%, CEAMICTTS
115, PAVM @ 33~50% 3% FMETH 328, 2HTH
HHT Z& 8 L 72 PAVM T3 L 55 23% E[AIC
LwubhbinTw 3, Bosher 513 BFEMED 36%, ﬂ%‘l‘i@
57% 1 HHT 2 &6 L Tz L& LT 39,
PAVM DS DRMIE TSI L TH B, 65%D8
TEICALN, KD IIMHLEE HPE FTXXICHU
BETAHAONEY, EIREDL 3o RWEHIIZ 5
b, DEBIMRE & a8 LT 520 $EB o6l I
W DIRZED =8, BEMEDEET 2 ThHLDEE F
6, WHFE 2 I3 RRENEHEET 2RI NS 2 &
bH D, IOMFIFEFERKFICMBEIEMT 2720
Wt 22 EBHeNnTHD

MAMESICE L T, White 52V 13 ¥l 1 A0
WANTEIIR & 3 iEIR Y& 9 % simple type &,
znEn 2 KL Lo@mARENR, WLMEIREE T2
complex type D 2 EHICDEHL T35, ZOSEIED
T =T NVEENOKEZRET DB LEMATH 5.

%72, PAVM D—EBIC I3 KIEERZD & DEIIRAIFEA
THEILEDHEIELMEINTWVEY,

WEETD HHT IC&HE L7z PAVM OR#% X 34 I
AT, 9REGIT 8 FEMIDSEFET, complex type D3R H

AIAE % FEFR T % 72 25 {8 D PAVM 1, 8 fllCH > 7z,
D INETORE LA, TEECZOFHEED
T (:ﬁ 17, X 34).

5. PAVM DEHRFFR

PAVM DR 7 Y —= v 73 X MEEVSEH

(n=30)

BEAD PAVM DY &N (B RZER
B 9fEM 30 MEICH T BHRE)

THBH, HHTEZVIEIEINAIVEEDL SO A

Y == IR 2 v PSR P a—2E
ATHBY, —K, HEEDWIIZRABIR & 7 &R

DHERBHEET, CT PHBNRERIC X H BWi»hEE
T35, MEBEOTMICIIMEEL L LI 3 XTT
(3D) CT bFHEI NS, > ¥ FDOERES v~ bR
DRE I IBELRENERTH 5.

a. 8 X fBE (¥ 350)

PAVM (&, Ma¥8 X #MEE L, REY—, HRHEELR
FIE®H 5 W IEHE TRl o R OEREE & L <8l
EIND, ZOMRIEBREL»S0 x5 AH,
LERETIEZIETHS. THEFICE L, SIEM
TIRFHE I O F A D/ NELRFE PRI R RO VISR &
LTEDZZEbH, FNTRH 20 FHERML
BRI & I N D Y A 7 CIRERH R EEBREILE %
1"455 25, M X I3 EREZHS»ICRERTE R

GELH B,

BURIAYIZIE C D X 9 7 BRI AP A R & D
B9 5, LA - WIBIE D & & 2 RER S
BEETE 20, EHOWMAB L RLERZ 6T 2%
BB AHRZ o720, RoBEE L ks L
3% 5. B~ B[ 2 &0F L BRI i3E
EEINsg,

X #UEHL T PAVM ICHAB)SA 5 41, Valsalva F£
THIEENEDS 7T 5 LI, MullerF5CHy
FENEDMET 2 LB IR T 5 Z L b2linsE
£,

JCOPY]| 498-03524



4. NEEENFHIRET E

b. BIEE CT

HETEZW D 1= DI AIE DFEZH S 22T
52ETHY, ZORAEDLD, K CT LMillE %
EHEINATH S,

CT BHFIcfT22METHD, B CT TB,
PAVM (37 & 72 i3 M8 CliEl s SR 0¥ — 28
EollEgEy L L (RO S, EiiEA 7 A AlHHZ &
BICHE L T EREICREI R, BERL ZHRA -
MHMEIC k37 0RREFLBETES (X
35b). X 6T, WEE TITH LIEE L IRABINR &
HIRPABREICEEINDE L TRHPHEEL LS
(X1 35¢). FAEMOWREIZRA - MHIME I HE L P
TL2HOASTH 20, MPIHOBETETEA - 5
HIMEBE OB PEH L Wl E8H 5,

BETIE, multi-detector-row CT (MDCT) % Hiv»
7. 3DCT CHAMER IMEMEZ BT 2 TE5 X

JISe Y, HERAREER 7 B SR 2 L T PAVM
BT 5 EDTETV 3% (1M 35d).

7> Tl PAVM DR 7 &I A& S D38 A AT
bITwizds, Remy 6 D Tlk, PAVM DREHE
1 CT T 98%, MEEEHRET60%THY, BLA
CT ToOMEEIE L, MEEEHREIL PAVM O2H
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HIEB MRI

MRI Tb PAVM Z T2 2 LA3C&E 5, LaL,

MRI 13 22 ff# 1R FRE < CT 1% - TR D,
NEVRERBHETELRWI LB, ZORDBTE
DEZAHCT U EOFERERRVEING, 72, K
FEIC B} 5 MRI OBENIIREOBH L D b, thotRE
THRHLZZBEEOBENZEICERERS 2 LS
217 BETIE, BIE® T TO 3 XIG MR angiography
Tl B EARE BRI 2 C EAYHRE L 22 D),
Fi %> & 0 MIP (maximum intensity projection) HE/{ERIZ
X0, WMABR, REBIROFE L 2087, & ¥
A ZADFHIRNTET 2 BEIME & OBEZFHE§ %
EHTERYW,

d. BhMESERR
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UFEAKEICERD D PAVM
(Faughnan ME, et al. Chest. 2000; 117(1): 31-8)%

PAVM & OBR7: &, fRROEEE R EMEICFHIET 5 72
BITIF, PR MEEIREESEECH 5, MBIk
5D®EHFICLY, WAMENR, PAVM HittiEh, 2
Tl CRHIEIR, EZEPEEI NG, v v v
Mk b EEMH L b BEICEIRESEE I3 D
BT d 529 (1 35¢).

PAVM EBID 9 5, ¥ 1/3 3RELSFED -0,
RIEL LokwE ) HIME 7217 ¢k, iz 49,
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RE2DHHBEN LDV A XOEBILAEAIEIIRA
B o DEH T TH B, NERRREBWT S
IR SIGBIRN RS TRRT 2 LR EE R
5.

3DCT OHIRIZ X D PAVM 3/ X W il SEAE R 1
I EIREEIGIC 72 & B WIERI TR AMEBE A E L b D
Wb o0d B, L, U PAVM U EAMD
REERRT I EHY, CT TRIERTE RV
X\, HHo PAVM % )AEICRDY), EBREMEL 2
#2370 (12 36). BRERAEIRZ£E 9 BITIE, CT TIRREM
ENTOEEDHRREIGO CHRAINEILLH S

498-03524

e, I3 FEIGER IC X 5 Ml 8RO 5 1E
DFHEPBETH 5.

e. {RifEET O1—

PAVM 02k LT, #7—F7 71 a—BED
HREEEIN TV S, 27 URESIEICET 3
2, b LR MEICH 5 2 Ly, MHOFML %
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RS
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BE4E RAMR CEGRDHY

BRICE > TEBEWICY v~ FIBET S, ZD70IC
fifif R R I & BIIRINEER S EDZETH 5 A-aDo,
2 0ILRkeT, 5~10%FKT 5. Lo L, BT »
¥ MOSEEINT B & A-aDoyid 15% LA EBIRT 5. Ry
ICIERIR S v v FoSHEINT BREE L L T,
v v MTH L HEEIVE, LY Y P THBDLE
R R EE P L E R EBESRRNTH 5. AT
HBHIZEIEN S © >~ P oRETH 2 BB IR
TIME JRHRIE (Osler-Weber-Rendu fEMREE) THA LN
72 B ERIREE pulmonary arteriovenous fistula (PAVF)
oW THERI 2 18 UMY % . PAVFE 1%, BHI0E %
R 7o B & RO IEREZGE T 20 Th h, 5k
RKEOFRR & U GEEEHRIME RIS IRBRIEIC B »
TEEICAHL, EKBEMEDRKE L %52, AHHE
ELTIRIRESIME I X 2R, X 6 IENO M
RS BMEREO R & > THLER» S ELFRICH
EPMEPBE L, BMERCR - FICBE2ERT
23 FEEEOBEIC X B IR, Wb & 5,
BEIC I O b H 5%, s OFERIE, BEhsh
e EbICERL, A-E vy bEP2BBLUE, &
%\ % PAVF O 20 mm LA EICET 2 HEHH» S
FRAHZ H 1 THBR L T 39,

1. i @l

FEF: 58 iz, ORI ERHM, WERERERE, 48
BIRUIN, BEETHRICTHER. BEESULT 455K
BRI, 54 mRAS|CGRER FIIAEDETE T INERH
fir & RSP ARNEIREE 0 o DEIRE D U w il
TSN, RIBREE LT, 3 ADIRD DB, KL,
ZRERGORICKEESHMOBENDSD.

BRE: 20 mIUh SREMOBHEIIAS >z, AL
D AT OER, BEESLUAZITORBNHEEREURE
JeHITEERZESE. TDEE, ERERERLD LR
(CRP: 24.2mg/dl), IEB X %?Eﬁlctmﬁ!mﬁi@%@ﬂi
EE B RJUES T I—&E(C T C R =R
B ZROTEEINEENICTEN )\l%*ﬁt?ébi;.

TE: 5& 150cm, A& 63.2kg, R 36.3C, ME
165/100 mmHg, kiR 98/, B, EHUEHE. RERE
BRICEM, &HEg, ®REVUV/EHERAETT. BIC
BATERWSD. MRS, DEEDICTEE. MEME
([FEEE LD ofe. BEERIG (Ao Er, FTiElEam
BET 2 BEMAL, TRERDL.

BRMAADH ERKEAT, MEAD: pH 7.439,
Pao,. 58.8 Torr, Paco,. 36.6 Torr, HCO;™ 24.4 mmol/
1, BE 0.9 mmol/l, Sao,: 90.8% & 1 BUFIEAEHETRL

HIsk X REE
ETHAE & AT EF (L RBAB R B R #2a8 0

fo. BARXSEER 3 IRATITTDH Pao,: 60.0 Torr,
Paco,: 36.0 Torr CEHE(CZ U 0.

IR HEEARES . 90RT/EE 83.3%, 1 #E (FEV,/FVC)
78.4%, WK E 119.0%, %HiHLEEES (Dlco)
77.1%.

HIEB X fREE (K 38): £ FHIEFICEE 3.50m jt aF
FREFICHR 2.5 om KD IIRERES B2 R 380

FOREER CT HRUMBEIER : 168 CT LT, E@Jlﬁ%ﬁ‘ 33
nﬁﬁk 32 mm DIEFRERE CHB IR FIEEZR

&, MABIREBON D LATER ASh &RHERIRO L
Eﬁi*ﬂﬁi V3b HMEER U CHERR S /e (B 39). F/ohfl
S8 (C(dZ 21 mm DIEFRARCIELERZRY, &
bl A8 DS DHiAR LIcRABIIR & HATEDR A9 H
SORBLVRAEIRD 2 A& FRfEaR V8 ~DILA LTz
IABRIRZERESR U, MESERICCRMERMTECZIL
o (B 40) . BEERERS CT (CT, R S7 $BlICIE 22X
38X 40 mm AOPRIHIARIRISZ Y, 3EFICCHE
ZAbDH B NEIFPEE#RRsD . B3R MRI Tl&, T2wl
[CTHTNICEES, PLBEEESTREEERS
NEFRE SRS Ne. FFRICIFEEEIREEME
REnghofe.

AR & SHMEBEOEMNSHRS TEERH
MPIRICHEROBBERHMN G O, BERMEDLH
S TCHEEZ#HF Uz Osler-Weber-Rendu JEIREE(C
KDETEIERIRES W L. MBEEOBERIOER
FREFEIES IR AR, RHEIRAVLTNSE 16 mm LU
5T L, BECERRIESFREZEHULTS
D, MEICHRBEICH U CHERICKDMNE (SBT/
CPZ 2 g/day) D#ICHARIEIRAMZ 2 @ICHITT
Iofc. 1 OB EEBHIREVIBRIT (L ABKUIRRAT)
BTSN, &IC, RO EROERHREDYIIR M 24T o
fz.

498-03524



4. NEEREIRE @

fEpiER CT

& S3 fEIEIICHE 32 mm, & S8 HEEIICE 21 mm OERPER CEBLBEEIEEINIEEZRS

AR RLERIRO RS ne.

FEhifoER

40
42, Uns
W07

EREMBIREE T 2 KOFRAIME A8, A9 &RHME V8 NHERE N3,
GIREMEBEE T, FAMLE A3b &FREIME Vb MR L TSRS NS,

2. Vv hERORDE"

T v M X A EBEIEDSS, SIREDOBER
Am;01$%MM@§ﬁEﬁm9@&§ﬁ2Lm:
EHEELFRTHZ, REFD Y7 IANy 7%
W 100% R E 20 TETRA ¥ KD Paoyld
105Torr ¢ HEIXZ Lo Tz,

v N ROEMRBE I A LD F—F VRS
L5 h, Xy FYA FCRUTICORY RS
kD, BXZORYEDI3ZEHTEST, 100%
BEEE 20 SREIBAT 3 &, BKMBHREESD 5\
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T3, MERRZEBT 22HERIE, 2OKE
(QT) x BfRIMEESE & & (Caoy), T4 b DL QT XCao,
ThbH, Uiy vy FBRE, LB YU b
My (QS) X BAEIRIMLEESRE (Cvo,) LEAREM
FifiE (QT—QS) X EKREMEMEEE (Ccoy)
fichHs, Thbb,

QT X Ca0y,=(QSXCv0,) + (QT—QS) XCc'o, & 72 5.
INEEEMZ T,
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fitifa
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RREMETSE
990! &E(Cc’ o)

00 R~ O M Gs0

00 (QT-Qs) 600

00 Yy b 508

o 6 o0 0 o 5] oooOo

EEEIRL o[ BT TTTTET o5 o 0%
R AED (A . foxe]
BRERCVO) |ofo] oo \mmGs) |82
2RO (QT) 89

Io 0} So | BRMEETESE (Caony)
g R iR M

Yy hE (Qs/Q)=(Cc’o,—Caon,)/ (Cc'o,—Cvoy,)
= 0.003 (Pao,—Pao,)/ [0.003 (Pao,—Pao,) +5]

¥ ¥ v FE (QS/QT)=(Cco,—Caoy)/ (Cco,—
Cvoy,)

=(Cc’'0,—Ca0,)/ ((Cc'0,—Cao,) + (Cao,—Cv0,) )

100%RERAT T, ~EZ T E VI 100%RE
BALTwARLZDIC, MBICEFEL TCHIRESED
AHEET 5, MEEhBEER (Co,) =0.003X R
FE (Po,) TZREZI 4, Cc0,4d 0.003 X PAOLIERIT 5 D
T, Cc'o,—Cao,i3 0.003 X (PAo,—Pao,) & 7% D, PAo,—
Paoyid A-aDo, TH 505, £-T, Eio=iz,

=0.003XA-aDo,/ ((0.003XA-aDo,)+0.003x
(Pao,—Pvo,) )

L3, BINRIMOBEEEFIE S 100% CIEREIREDIE
W, BEREERE&BEESIEEHED 5vol% L4
ETELRho Yy PRIEMTICEESHEZZ Z LT
5,

=0.003 X A-aDo,/ ((0.003 X A-aDoy) +5)

RARTORZEIE 700 Torr, BEZE 100% %A T T,
Pao, 105 Torr, Paco, 36 Torr TH > 7= DT,

PAo,= (RRJE — SR ZARE) X M ARBERIEE
((Floy) —Paco,/ "M% RE (R) +Paco, X Flo, X ((1—~R)/
R)=(700—47) x1—36/0.8+36x1x (0.2/0.8) =617
mmHg & 7% b, A-aDo,=PAo,—Pa0,=617—105=512
mmHg & 7% % DT, ¥+ ¥ FE (QS/QT)=0.003 X
512/ (0.003 X512+5) =235% &L FHE I 5, HAEHEIZ
2~5% D THRIEFIEEEZ R L2 LItk b, &

7o, 881 [E OEBEIELIERN (A L REEIERT)
fiitaD > v v FERIF, WMATO 235% 05 194%ITET
L, Pao, ZERNKIKAT 64.3 Torr & EEZRL 7.

>y v PERORDTICEMILES v F 75 7 4 2H
WTHIET 52 L bATRETH 29, KLTHDS 20~60
um DOP"Te-macro-aggregated albumin (MAA) 7% &k
WIEAT 3 &, MOBMIMEIC NSy 73N, £
SEYY VY IBEET S E, MCh 7y 7E3NTICH
IRICHRAVAA, > v P ORBEIC X ) B, N, K
BEWERL, filahs, ZofERL-EAEHE
TEEL YV FRERDBIENTES, PTe-MAA
WS~ 5277 7 4 Ty v v FEF 15% 2 Z
5 LSt EER A SN B,

B ERIRE OB MR IC & - T, (KEERIME I 13k %
DEEZRY. MREIZEETHY, [MMFAEITZEL
S\, JEEEES] (DLeo) b BEEE (KEERIMIEIC b 2>
boT, BEMMETICLEE S, AREH D BEE 2K
BEFEMAEIC B 20> 5§ DLeo & 77.1% L BEEDOET
Thote, FMNY v ML, FmE KPR R
EIFRLD, v OWHBIRO DI —RIVICH
BIMEERRD Sy, FIrEBNA e 1 AR 7
, EEERIMEZRET 2201, DEEERZESI
BEedIpTE, BEVLIJEGT 200 EHHZ
LT3, Bk, Rendu-Osler-Weber & $emR L, i
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A IR MEIARAE (HHT) I8V To0
Ia—FEELBW Y-V TH S HHT DEHEE L
THEDEVEIHETH 2 MEIEIREFICB L TOR
7V =y 7R, AL E HAT O DA BHE
DBMICERTSH 5.

1. MEIEIREEOAOU—20T
[CHITDERAM

a. AV MSAMMII—AEICEKD
AOYU—=VFdDER%

HHT B THEDEWEIHED 1 > Th 3 g

FlR&EOZWICIE, hra—2Hw/izary b7 A

DEa—EERTHBEY, av SR ML a—k

pulmonary
arteries aorta

pulmonary
capillary
bed

pulmonary
veins

vena cavae

i, RELDTTLUARER FO2 W EREESERE
wE, Yy v MREOBMZENE T AERNTIVE
D2o0H 5, MEEIREHOBENICE, MEEIRES
Whh-Er v b 2RTIERFAL, BTN
HErelvs (K42), MEEIREEOARA ) —=v 7
B e U, Mosfsaid X B E S AaPo, gradient & [t
L CREIEE > b 5 A b o — 3 ERE 93%, R
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