11. /MNEDOREIREIRS v > MRE

&I

INROEZENEEIRY ¥~ MREEI, RADOZ
NEMUTIE R, DARIETIEHNR MO F
EB LD L7720, WEOMERERLERD T E
TEZLZS. LPLERICH B EH (trigger) VMR
ERATULTLOERLLIEES T, BICHED
KT B B (response) D&V, D F 1) 5E
1% Lo flexible 72 & 3 CIZ5ERE L7z rigid 2 B o
FIBHEDEN 2T S Ltk vy, NBEICHINE
WIHER OIS & 7% 5 MBEMWERE D% { ITMBIEIR
Yy Y MRETH LN, TOREEEIIEL, K
ANDBE % FITERET 5 PN RES, ok
I RRBERHEBETAREREILAE RV, BAL
BRI 7 7u—FPREE SNA/NEO MBI
IR v v MEBZ SIS 5571419,

LR - BRMEKRE

e R M E (congenital disease) & W9 EED
BRIZZ K 0%E, BARCT CIRAET LKA
2EFIENE . Ll THAE] Lvw) Dz
BrOGRIZAOBEERE L EAN L —RET
HBHZTT, WRBOHLRERIIRL, 2221
nidus AVM iZGRBEMEBERETH Y, FEOH
O JR UG/ 72 10485 R 22 (primitive plexus) O %% &
DEZFBHDW, BELLEITERL, %<
EHABICER S EENERELEZ LN
Y MAEBICERENIFELEE, BRERE
(acquired disease) EV29H Z &2k 505, HARE
CHEETHP LBV DA TEREEBERE LS
203D HRGENICEERIE R . BRE

FarwIf—

I

/INEDILPHERS

KRR EER Y Y & — i N EERR

REL SN B RAORKEREIEIRED, HAERC
DR ENA/NEORHESFIEL R U A S =X
A(fze 20, mRBR, sME, FIRMESIIE)IC
IOVEEEN TV ATRIESEL, 22 ThER
P BRI B BRI WS,

MNREBR

BEIEHIR Y v > MRBICIE, 4EREND Y, £
OEEIFSRUT T, OFOFAFALFD
KB ##IR 5 (arteriovenous malformation with
nidus: nidus AVM), @71 ¥ A &b i KE)
# IR (pial arteriovenous fistula: pial AVF), &
AV v KR (vein of Galen aneurysmal mal-
formation: VGAM), @7 I Bh & Ik % (dural
AVE)DNEIZ e 555, FHAERBICH S &, pial
AVF, VGAM, dural AVF, nidus AVM DJHIZ
b, AFTOSEUTTH L WS b8
R % >~ MREOBERIL, £FHIZBBLRI4A
THYH, ZONFUZL, nidus AVM 5 A, pial AVF
4 A\, VGAM 3 A, dural AVF 2 ATH 52, Pial
AVE O ¥ % ¥ MIFEDSH L ¥ KEIRICHEA L,
EEIRFANOBATHRICRESH L5720, LYK
#RAMEEE L 72 vein of Galen aneurysmal dilata-
tion (VGAD) & VGAM ¢ DEFNIZEETH 5
(Table 1).

INSDREDEMEIE, nidus AVM & pial
AVF &, %JET (subpial location) T& 5 7%,
VGAM %, velum interpositum cistern & quad-
rigeminal cistern @ { & (subarachnoid loca-
tion, choroidal fissure) 123 ¥, dural AVF iZ#
DEDEBYFIRICH S, Nidus AVM EINEZ



60 The Mt. Fuji Workshop on CVD Vol. 36 (2018)
Table1 5T OMBIEIRS v > MBS (2012-2016 0 54EM), 2E 200 fEaks b DHED

AVM AVF VGAM DAVF Total (%)
Fetal death 0 1 0 1 2(3%)
Neonate 1 12 11 6 30(42%)
Infant 1 3 3 3 10(14%)
Child 22 6 2 0 30(42%)
n(%) 24(33%) 22(31%) 16(22%) 10(14%) 72
Annual cases 5 4 3 2 14
WLMEBNIZORIDN B, Lid T, ZOB AT VYOXFOIICRZADL 70

BB R TH S HEBOEN BT
BETH L. BMETHEDHD, < bBETFTHELD
LIRS EORENEH~ER LI
v, Yr Y PEFELRLERETHETLE
FEOLOAEIIR S, FICRETHED A,
BE~OEEFRE L, RF ORI AKILL
I D Rgn,

AUy RENRE, BRPEHERBICEICR
HHN, BRATEHINEE1 VGAD DR
LETwbhs. BAEMHORRIZEE 5 DM
M PR FEIC X o T2 2 1 median vein of
prosencephalon {ZEH S 5. Willis BIR#E AT
a0 bDREE 6~11 BOWEIZ median vein
DOFEREPRIY, ZOFIRIC AV shunt 25
RENDBYE . EHREHHIRRTH S Wﬁﬁmﬁm
iE median vein EBRLRWVE IS, EBIC
median vein IZBERLGE L Z ) ThVBIEE 73‘5)
L. VUV VREREICE, REEBR S quadri-
geminal artery & Huls & L7280 EZBIR I
WRBOR T HICET D, IR BB DR
% choroidal type & #IRBE OB 1 8 5 7213 5E
DEFFIRE S TEK 3 % mural type B5H Y, Z0O%E
BIASH # 72 mixed type H 5. FHREICE
# AV shunt 2B $ % pial AVF(VGAD ® 1
A1) & mural type E DENETELVWI EHE
{, Wi % mural type ® VGAM & LCH % 2
JibdH AW, R LERES> S OB, kX
WREIRW D% 1/3 (23T 5 falcine sinus A9
LI ENEL, BRENTHI L3P RL, EE
DT AL, IBEEICE Y AV shunt 25TE% L
T2V o REIRE OREBEIRR I, BUREIRD S
lateral mesencephalic vein #4L, 5> FEHIRA
LIRS 2720, ZOBRBAERT

Vo4 VeI S, Choroidal type DJF AT &
DEET, LAEFEED I &% <, mural
type WEFLIBHNIKERRE, BHPAPLK - AP BIE
THRIET 2 2 L A%,

BB ERIREE I AR IR, FLIBEICA SR,
BRAICD ThicABNS. FERHPLILEHD
Z 3 OAEEET L. FHAERBO pial AVF T
i, SBOREGRSBERENOBERIRT AV
shunt #BE L TV AEH% {, shunt FALAT
MR D 2561, BEICHHHEITHEKL
T, FAERMBICmERELZILET 52 LEET
HB. Fithlko HHT 2 CM-AVM O X85 R
BLRVPRET LLEEH 5.

TR E B IR 1, /B IE R overlap
T A, FEED SNEIC dural sinus malformation
(DSM) with AV shunts, infantile dural AVF,
adult-type dural AVF ® 3023 E b, OF
D DSM ZMEEM & FiE RO O b 2 &
% <, infantile dural AVFE (ZZLIBHH 5 & %0 B EA LA
Bz, adult-type dural AVF 4 IBEA LIRS
LB T ENLV. dural AVE CTHELDOT, £O
B D £ 5 FEB) IR IR BB IR (H AE L E) Ik,
HEEHR, 7 FERE L) THAB. DSM IR
& AR OYPEE (dural lake) PR S, EEH)
MRAYZ W2 AV shunt B L Tw 5. Pial
feeder 1580 SNy, BHIRIAZSIIHEIC
hé#f5#ﬁ?%ﬁ%&b,m$®%W%ﬁ
BiFAHBORANTFHARTHSH. Infantile
dural AVF [33LRBIDIBETHEE D dural AVF 2%
BOLNDLZEDEL, T—M - WHOHK - S
WEFIRTF O mAATERELRD L Z &%
Adult-type dural AVF O#HE 2K, RAD
dural AVF & H T ) EN R nE Sh, ERTHIRE



BB S e n,
EiEHAR - ERH

BEIEHR S ¥~ MREOHIZIZ, BEWNRER
DiFo X LEEND 2P, BEEME T
[ PLRAE (hereditary hemorrhagic telangiecta-
sia; HHT, % X5 —%)id, 5000~8000 A1 A
OHEOIRB L 3N, endoglin, ACVRLI,
SMAD4 DEAETERD DY, FREHEEEE
21TV, 10-20% (BB AR AR F5 0 R N B B IR %
519 KITIE endoglin \ZEEH % 5 HHT
type 1 ®FHS, ACVRLI (2R DH 5 HHT type
2 X0 bHFFIIEWY. HAT OREIEIRS O
B, WMRIHFET HDSLRET, 2RMETH
Hriahag, BN, FKE - REPHEL
BOEMMEILIRHE, Hii(50%) « FFiE (70%) ©
EFREE LML) DD, FLREOMKE
BIREE 0 H UL HAT TH 2 W BEMEAE V. il
(2, RASAL % EPHB4 OBRIZ L ViR ) ¥t
REYEER % T 5 capillary malformation-arterio-
venous malformation (CM-AVM) 2% 0, FE®
lem BToOEE - B - ¥ 0 7 a0 BEoFEMl
EHROBENT VT AR D LN DOIHHY
T, 1/3 DEMICEEDEFRTE L, £0
OB IRER D) S 2 05H 9. LY KE
R D%  DEEHGZERIAHTD %75, endo-
glin, RASA1, EPHB4 ORI EN O H
bH5. BROEHFEHEREL THIRERE BrZ
OEBETHNZE, TE50% CTRERICERT S
TR D 5720, PEROR S ) —= v 7HARD
THY, AEDD L THREEIT).

Metameric syndrome

FHEBMOMRER, Mo T TRk
o TRAFNICRET 2 BET ChoOEER L K
RSN 55 segment OFEFEE LTEHZ BT
EHTETH L. MEHEMTIE, Fbo2s =
ALGEL LD, W UAHNTEEOME A
FOLRBEZ LIIES Mo NTEY, WT
iZ, Wyburn-Mason syndrome & 7% Bonnet-
Dechaume-Blanc syndrome & W2hih, HFHTIT
Cobb syndrome X \Wwhbits, Zhbix, CAMS

(cerebrofacial arteriovenous metameric syn-

MNEOREERY v > MER 6]

drome) & SAMS (spinal arteriovenous meta-
meric syndrome) & dEFI N, BELLFHUS
HINIC B 5 R IEAN L D %2 8) (migration) 12 B
LTwaEaE3Nns. CAMSIZ3EBIZGITT S
CAMSI (midline prosencephalic group) : 2B,
R T8, CAMS2 (lateral prosencephalic group) :
LR, SRR, MR, LR, BHTEZE, MIEEZE &
B3, CAMS3 (rhombencephalic group) : F 28
i, SERE, M8 ME Sha?Y. CAMS B
T5AVM IC G ETHEOREOILARTM S N
(growing AVM), #HED AVM 2527 O static T
HEDERLDL. BTEOMEHERELET S
ZEHE WS, Hiib 3. Cerebral prolifera-
tive angiopathy (CPA) IZL/-ERZ 25 5.

B

WA OBHE, BERICH LEDIEETRY F
FA FCHLMEPTHRLZBEEREVPFHTD
D, TNTRENADPNE, MRBEZITY.
HIRDE (3 7 AUN) ¢, BEERE CEEIE
BOHNLI L, JRERINEWEDIZEAERN
2, ORI O MR BEEBIRCH T % L4t
ML TWRWOTEHD b, JBIEO MR
EIBEEAFY YETTDIE. RO AV
shunt A, #3L HEREF (signal void) & %
3 EERLBV. ZOOKRE RWEOIRERE
745, T2 B EE T low signal (signal void) Tl 7%
{, iso-intensity # BT 5 Z L WO RNEE
LHEBENDIENDD. TLAWIMEICL B L
DETMED T L I H B5E, L
KEREL OBNZLELTLI LD 5. &R
HRMROEET, BERRETENTETH
B, FRBRFRKICIERLUBEEREND 5
dural sinus malformation & 87420, &L ¥ Kk
DRI X FE AR TR % 1 & 22V (Fig.
1).

¥

B M 4R %5

FrAERENCIE, B E MO MERR 1B
v, BEAEIRE L MERBICRE, s
fThihd. ZORMOBERICLERMEFR,
CT angiography % MR angiography T+75 %
ZEMRTEDL. RTINS RINERE OX
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A F Vv KEIRE (M4 36 38)

Fig. 1 MWEIERY v >~ MEEDOIEKE MR BEig

B: BNEVEIRIE (B542 33 38), BUKEIIRASREEIR CREZEBICKE LHRETD 5.
C: RAREREEH BRI (B 36 30), WAL, AROLDEEFT TRV,

S EIL, Willis BIIRWPIZERE (Wb, %1
L), PIES, BMEIEHIRAIE, R IKAE O K i
THY, IRSITBEORAORMEREEET
X BFHEHTIT) ZEATETH LY. ZHoH
MOMmERPZIE, RAEFRL X HIT4F ¥ -1,
AF ZWA 7T —T VT I, LMDy —X -
HF—=FNTOBHLTETH Y. BIRELYE
BALO R NRIMEREIE, FERBRO Y 7 —
FTVELEL T, BELRTZIRD Berenstein ¥
721% vertebral type THEETH 5. BEHOR
i, 6 ml/kg REREL SNBD, HAEWDEE
DHEE, ThEBIZAZ LD L. HED flat
panel DIMEBRBIEE TiX, 50-60% (D7 #EH
HTHI|mEWTRETD 5. HHIC80-85%
N-butyl-cyanoacrylate NBCA) glue (15-20% Lip-
iodol) Td glue X +oHHE IS,

HAERTRS B

HERIZIICBHEN-E LT, $CICBE
EHEXCLLERDL LIRSV, T2, &
FTLOWEWBIC L A MESDEE WL 2V
FEIBE, RAEMICERESRlicavcliE s
BUENR VY, JRRATE BTN TR
5D R THAEILR - TWw L Hlids#L,
HAEZLDTYMECELRVOIR, KA 34ED
e ans BAEALTELD, T CIHBENLE
POHWALET, LTLHTITHBRSBEL
RS v, 772 A RIS S I © AR T Bk

IR OO, KBROEFTBRD, EAERD
B3, BRETHESLEIOHIICERTS
b, FIMAEREN2700 g LT TH S &, KhEE)
ROFBA/NSEW2OH T —F VIREDP RS &
b\, 7122000 g LT T, KEREIRA 5 0%
F—TNVEEREFICHETH L. HAERIC
nidus AVM 232 W &N 5 Z L idhwas, Fhll
FHIEDWRBOWREME D H Y, MITHAERBR
NBRED, LTFLITL Y RERE TR NI &
bR TBLRETH DY,

&R OZH

HABOBREICBWTHRy N4 FOoTikd
HEEBEERIAEHTH Y, W2TTh OBRED
M D FRRICATY) . OB T/HNRERENEE
OFEIKE V., RoeHRBIZD X575 K
TEELDOACT & MR#BETH S, CT 135K
THRETRET, FED CT 13#EE 2 L THRET
BERIZE, ARNETRENSTRTH L. Bk
MEZ L, BERE T, mEWHAFEIC
BEhz FLROBESLHKILOMINTES
A5, WEEEIE MR BEO L2 X ) FEICHb S h
5. BEEHLL TR MO MR T NEE
PRI VEEDDH S, MR BREDOXR I,
BRI SPPAZ & THE. FRHHE
g, REEICIZ, mEPRERICLELRIM
BRI ol RETd % (Fig. 2).
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Fig. 2 FXEIEHIR > v > b BB OFLRM O DSA HE

Fig 1O A, B, CICFig.2 D A B, ClIMIEL, ThENRUERTHS. A BIIBIICRKE, &
BIRMEBRITZT 2, CIIRE, REFIRMELMZT- 7.

ATV KEIE (ERERBIIRER R, WEM, HEGL H)

B: MEHHIRE (EREBIIRRE, EEE HE1H).

C: BB B IRIBE (M AT 138 B B ARIRSE,

E & %

TREVERIR > v >~ MERBIGIERMEIC 2 2RI
X oT, BN ERED Y, AR ER LY
BB, LR (ER 124 F0), SR
QR Toh s, BAR - HiERHOE
72 B IERITOAE - FHRA 2O systemic disorder
Thsd HENOEEOLAEE, BREKE
hydrops fetalis Z#Z 3. MIBAEHE & 3ZHL
FRPEZ o555, RWEERS v~ MEEICB
WTit, BROOCAENEET, REORE K
K, JEK, GEEEY, ERFEDOR, £<
D&, BORMEAFLTEY, HWEEBO:
WEREAPSZ . AR R TR IR
hydrovenous disorder 252 Z ¥, JKHE#E - E B
(PR - BEEEHIR - R EREL 2T 5.
foiF BEHOIIREE CAR SR,  dEER (BR
IERWEEhD)THRNEI NS vy HHRmE
FIZRDY, HE FHLOAMRIC X Y REED
HEOBEIFEDYOOH L. wWThiT® X AV
shunt {2 X 2HRESILEIC L Y B RINESE
MRS, EE, EARIBESLREECAP )
7%, VP shunt 2179 & BRED SREBICES RN
) 7o ORER - EWK - BETAECMmE -
iz Eo&EE2EI4. #0728 VP shunt
#4717 AV shunt O - Lz BT, SR
B - aEREMICE, R - B - BB EEIR %

Emf%k HEO0H).

E® arteriovenous disorder DIEREZ BT 5 X9
k5.

DARE - 25 REOFFE

FAERIICIZAE R AV shunt 12Xk v, 5
DEREP2D, MBIE, ZRAPH R &I
HHh, HICHHILPEIRE & LoBRERO
FRIZIMA, LHEOMM, 1 EHBE DR,
FEEIAR O EMIC & Y ECERMAEP2D, R»CH
FRMIIEDS. BEOBEGCHNZ RO SLDIC
$Esk A 5 Neonatal Evaluation Score, Wh® 3
Bicétre score 255 [ E N5 A%, Z OB, L8
BE, MiReE, PUREREE, FERRGE, EARAEZ ERG S
LZDRAT—2MEATAORELL, EBEDH
FOFAIN TR, ZoRXa7—Rbo
T, CT/MR IZ X AOBEEOFHMEIIMEZ, W&
MOREX, ERBIROKE R Z DA O HLATEE
Wiz h oMmE, KERA, S OBERIR, £
FEEIR, ASHEFTENRE E~OmMEOT] &AL
L (UEHEBIZ), BmiE (FRMENR) O Mk, <y —
¥ (ORI O MR D EHE) 7 E% BEIT L RS
BEORHZIETS. ThbHiEXy FY4 FT
O/NRIERZIFEHEIC X 58 R T S i
5.

Melting brain Syndrome

FAERE» SR O AV shunt B X B8
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WRE DTG, FHIRR OB O FEEZLR &
& ¥ @ hydrovenous disorder 2522 1, A %
ROICEEORMEESZFICHETT 2 IREE &
L, o, BN - SR - ARAep R
HEATT B0, HIRROBEKRE TIE—HM B
RIS, BHICHE LR e EEORBEEE
HFTHLlBbOT, BREOWBBEILEL L
5. SRDRECIIREZ 520,

Secondary AV shunts

VGAM % pial AVF DE#EIC dural AVE 2%
TLDOIRZE D RE FHIRAD LB 7SI BR S h
L LB Y, follow-up FICHEEZ D LES
5. FICHEERFEO WE P FREEIRIZ R S
TRENDH Y, ThEZEETIULEND 5.
VGAM T, dural AVF 75 30% DFEFICEED 5
h, W8% XREOMERE CROONZ. =
Mid VGAM A REBRE S IC B § h v 5 3120
TEELBHRTAEENEY. TR pial
AV shunt (pial artery 7 & &R~ shunt %
pial artery #* & dural artery 7358 L CHRERIR
ChEB)OBEENDLZENDHE. OO
BHEVHROLERLRE, bhoTuniz,
B VGAM @ primary feeder & .0 247 H
h, BERBOBRETHETLII LIS . /-
dural feeder 7* % Onyx (ethylene vinyl alcohol
copolymer) T#AF L7z primary feeder % PAZE ¥
LHELHAH.

Secondary posterior dural sinus occlusion

B - S RERIRI 2> IEERIR 20 EHEIRR O %
WCHEITHEOBHENRL A2 9B 5. VGAM Ti,
32.8% DEZ T, FIT SIRERIE O M FLIE L
MR S /=%, FERBICIIRAD ok o
720, ZO7DRERERCEMILAE FEL 25
FEEGE L follow-up 2179 LEXRH 5.

BEED

BRI T —ViZ, AV shunt DHEEE RO
EEGRETH B, FARBICIE AV shunt ®
HEPLELIZEST, £9 AV shunt 2% H S
L, BoEELZEELHIET. HiERBomERN
HRIZE D, DEWEERLZEOROEEROR

HIIRERS~6 7 AEH L SN/ds, REENIHRE -
TWH I EDHY, Bk TIE 37 AEICKRDIE
BEITo T, ARMDEDORE T— VL, AV
shunt DK L BOIEE RAEMHAEET, KEEIC
A HBEE Y ¥ v M, 2o TIERDOEALE
721720, oA HHED L v/2® AV shunt @
HREMENEECHIET.

BETE

BIFIRO > v » b OFIED, BEITEERMIC
MENEBRICE VITbh s, BOhEG TR
BRI R BRZED TN S S, X U IS HERE 3
% { BETHRENRRBEIRWERMIE T35AS
N5, Glue (NBCA)REER R 2 4 V& v /=24
24T b, Nidus AVM % dural AVF 1213,
Onyx bbb Z &H 5. KBEEIRIC4F > —
AAMEE 55 FELS 2 2) 2 MEL, AFOH T —
FIVEBAHTF—F NV E L, coaxial catheter & L
T, BeD<A7uhF—FVEMERT S, KK
BEIRCWE, SF Y —AREERAL, 74 Kh7F—FNV
ZLICRA 70 F—FVEBEEHRAL, BEE
19 2L DRETH 205, BEREISATRETH
n, BEELEL, BEZBEETERY. K
BIR7 Tu—F B CTELWIEE, TROBFT 7
O—FREBMEOEEFERIC L LHBELEZDS
N5, NBCA ®FEAEICIE, &8 omE®GO
mmHg % 45 mmHg 2 I2) 24 L T CERN

P

179
Ear7yO—F

AR SR 1 AR 2720 7 — T Vi
WA TH MY, B IS IEEIIR 2 A & BRIk
P1IADY, FETERICENLESIRIE, B
KEBBIRO AR EE R EE, BICERLZT 7
O—FTdhb. HERICEE SNz AV shunt &
Boga, HrERECBNENGEILEELT S
ZEJd AL hvizd, BERKRICEYTF—7 VT
JEEIRON — P 2R LTBL L, ZOHRDERE
WCERBTH A, BB, BEROETICED
AR OV — AR B TEMM T LEAT 2. BHH
PRV — b THHRBETRTH LA, HLRDPSEL
FAIIHILERELTHF—FVEHFEL, 25
WCELMETHF—F Ve EAFRERICHETTU



=V EEDLLENRHLDT, BMIZZEST
3N

Tk EE

AT AV shunt 29 5 L7234, Neonatal
ICU % Pediatric ICU TR F CEEHT 5.
B OEFIIAET, PRBEIHER T2
Thb. WEBEBSEFHIREOEECT, EHEIZR
BRI fEE SN B354, heparin THIERE L
2475, RBMEMICHBREZLELTLILED
H5b.

F - 443K follow-up

PUEiiE, /NRE, 5 HA R oREiER S ¢
Y IMREBEDOFRHREARTH o7, LaL, WS
PIGEDOFER L L HICFDEGTRIZITTRL,
BrE P50 BIFREMARR T TWaY, il
BREARHONLORMEREELCH Y, MHImE
WIGRIEDERFB OB E T, EFICREL
TWwbER-TH, %3 L b milestone 25IEH &
HROT, bIPrREREL ARSI VDI
b, MEBEICD HARRHHEEZFHLTD S
D DAEN,

AEIRIE

BB EAROEEIEV/NE OB AV shunt
B2 MEici, A & BETREZ2 M IS N
HEMLANC, FrERER, NBIEEIENE, R
B, EFRL RAESE, RIDENEERR R &S
DEZHRBESUTRLERFLE L. 2
FH20Cid, AV shunt#E84E, FE L ARICHES
PRPLTEY, BHEEEPHER TLEXRTRE
LG EE, HRERFEELERX CHEETOIO
BEW,

X B
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