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THY, ZLOFRKREGRZTNS, BHIEDTE
AR A4 DRBOEEBIIFEH OB T Tl
<, BEXWMESRLTUEL W,

I. 3C & Ic

W2 1, FEERIME & & 7 B & D FH
THh b, ML DOFREI & 2 IEH 7% B & o fifH 2
AR B IRE»r L DR EEZ LGNS,

W g
IMENEFIRZT (arteriovenous malformation : AVM) I & DRE

*¥RELTHHEREEETIE, TETEHIFEN
Hor=HFIN2X] 2F 1, WEDOEBITH AR
THhHEEZDNLTHA. ZORBOEIZIL,
[HAEFTIIRTOMEDOFEAEBRRITHKRT L,
ZOEREIHAEROTIHAFT THFINSG] &
WHIEZNHE., LrL, REBEEFOLEISE
W35 EPHBALTWAERTH-TDH, Hk
BIRENPERENE L b4, HELEICE
RUERBLEBREEBLXNTHZLIFELL %
<, MEOHEMF L HFHEEIZT S,
AFTIE, 54 - HH - BIEFEHRE2S

¥, A, B#, BlbLw ) EERVIOFRTHEA O

b M LEHE DS 2003 EISET L, &Y A
RN SN2BE, TRTOMEFEE RLERERD
AN ALDRHISND LB, — /T, b
F DBIEZFI 23,000 LW EDbR), 2D
Dip SITHED ATV, B ORAELREZFIC
REo/TOr T Ao TETL, IREBK
(vasculogenesis), IME i (angiogenesis), & 512
remodeling X° apoptosis & 1T L,

TIN5,

vascular tree %%
MEREDTEA 1 = X LHT T
biroTWAEDITTIERWA, HoEH ($
BAEMY) KHREO—RELDHBEL-KRER
(primary or causative trigger) ICBR SN, FHEZTE

MEREEMEBAT L L adl A, DL R KT HELTYH, ROZIKER (secondary or re-
A, MEREORN - HEELER 5 L THE vealing trigger) ¥ T/ (latent period), JEREILIE
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WOIKRELIRD (dormant defect). Primary trigger
2> 6 revealing trigger ¥ TOMIMIZEBRICL - T
£), MEFHRIZOREFERICENSIZ
E, REGFERHEROREL 2T, Bh
THNBIZEWERIRE LS RIREL 25,
BMEREL, Sl hNBEENETF & RE
HFHPHELTVDEEEZONTVAD, EE
i, ZHRORBERTFUMNC, LW BEMLET
(epigenome, transcriptome, proteome % &) A5% <
MboTwb, TE Do NMMEDORHEE - HE
I3, IEH#, Z£ (variant, anomaly), B% (ab-
normality) (2T TEZAIENTESL, [ER]
(% anomalous ZHEHETH 5%, EREMETII RV
B,

1. REBIROFEAE

BIETOFIZE FOBEOELFRDIE SN T
WA LI, NEESHRIT 1 EAOEDOTBETH S
25, EALFEAEZIICE, SEERMCHIRL-FiH
BYOBEBEFEOMBIRDELDOELERZ L £
TBY, WO0D segment 5B I N5 & F
Z b1 5 (segmental identity) ™. 14 ? segment
BIZEEERINIIRZ VDS, ZOERIZH D EMHG
PR, BHIR - BWIROBLR, FEORBIRSE, MNd
& DORAFRIL segment T & IR TH 5.

Lasjaunias 57713, FHE DA & HISABIR $
TOWNEBIRIE 7 DD segment ST S N5 &
RIBLTWBEY, BERHRPLEFROZEZL Lo
T & )%\ segment HEE SN, FTHEBIR=
LTEEERODIESEEZONEY, ZZTE
ELhDlEsegment DRI N HEZHTHB. &
segment, FFICINE AL, T84 ORIBIZ R -7
Rit%3 5. EAD% 3 EEEIR & FHKENRS
OLlGHED 3.5 AEIZFIRNEEIIRASTER S I, #
B OREENMNR & 22 5. FEEMIANIC Z OPNZEBEINR DS
BRI N 2L, KEEERIER SN ZVO
T, HEFITESLZWERDNS. OF ) NFHEE)
WRDE o 72 BB S N ARV E V) BEROE
TZHRE (agenesis) (X7 <, SSAEWHRICIZESDIR & %
TUZRE S N D KECEERATER S, ZORIT
H2OBMETHIEBIIRAHRL, ZOME%Hio)
HWEIEEATER 8, TNHHEBRERA L - &

ElLiesd, Z0LHZ, HHBEAT, KkbHs
NEMEPFEL VS, ZOMEIER SN
TWIGEEELHBLIBEEN DL LR, HIZEZ
LLENH D, BEBBTRKEBRSON% ) OB
THHBL, —HIREL TVRED0Z0 16T
BB, Vol AT ENTHFE D segment DEIIR
B, HMAZRISHRZE - BAZE L T\ < segmental dis-
ease D 1 212 Willis BIRIGPAZEIED S 5.

2. WMEhARDFEE

MR BYIR D F A 12D\ Tid Padget DR TATEE L
WU R4 28~29 H (4~5 mm) (ZIEEAAMIZEE)
Wi 2% B B - A % A& T BE IS, £ BN X carotid-
vertebrobasilar anastomoses (CVBA) % L CTH##
$%. CVBA 2L, &L SIEIC,
tery, hypoglossal artery, otic artery, trigeminal ar-

proatlantal ar-

tery A& V), — X} @ ventral longitudinal neural ar-
tery I220%A2%), BHBZICIEZTXTHEHET 5 0%%
HFT 55465 H 5. Trigeminal artery DIERLFEHT—
F% <, BRBIIRICIZ D 2A55 /NMEBIR 721 %
KIES B variant bH 5P, FIANEBRIZES
PRI % SRAE 3 5 WAL & b % S8 5 BHI
A, WRIBLD olfactory artery & BIARH: 3
R A® choroidal arcade 2 7E ), #i%REL, B
HkzE Willis BYIREG D242 BT 5.
fat 29 H (5~6mm) (213 CVBA 25HEB L, B
I FZ A% ventral longitudinal neural artery (2272 A% 1)
HRABEPIRHITZRL E 1, K\ T ventral longitudi-
nal neural artery 2S1EF T fusion L TR & L5 ik
JEBIRIZ D205 5.
- W32 H (6~7mm) 24d, FHAIIHEE C1~
C7 @ segmental artery 2° & TR & 7= M-S Bk &
BEBIIRAS 2 % A3 B, BEHE 35 H (7~8 mm) 121
HISCEBIR, FEAD KRB, HIRKEFEEDIR,
HMEIIR 22 EASEET . M 5~7 BIZIZ R
wEIIR (BTRBMBIAR D MRME#AL, BT - BARKEHES)
WR) 23S HIZ5ET 5. Ba4 2 7 BRI I3IRKE
IO ) NEBE L KRBT 28BN RET 5.
BRBBIIRD P2 LK 21X, DB IZHTIIRE R
HRD BB AL DK AHFAT &1 (distal annexation),
HWBBNRPSHEROBH 2 RBETHLIIRY, K
HENIRA2S5E L T L™, BB @ variation
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Fig. 1 Development of parenchymal vessels of the brain. A: Before closure of the neural tube (NT), nutrition is delivered via
diffusion from the amniotic fluid (AF) at 2-4 weeks of gestation. B: After closure of the NT, the meninx primitiva (MP) provides
nutrition via diffusion at 5-6 weeks. C: Invaginated choroid plexus (CP) and MP provide nutrition still via diffusion at the choroidal
stage (6-11 weeks). D: Small vessels from the superficial capillary plexus (SCP) perforate the brain parenchyma. The basic
superficial cerebral arterial system appears at this stage. The transitory median vein of the prosencephalon (MVP) drains the CP
fed by the choroidal arteries (anterior cerebral and anterior choroidal arteries). E: To provide nutrition to the germinal matrix
(GM), which requires high energy, the transcerebral arteries (TCAs) and transcerebral veins (TCVs) develop ventrally from the
superficial capillary plexus (until 20 weeks). The rostral portion of the median vein regresses eventually, and internal cerebral
veins (ICVs) appear bilaterally. F: With the development of the subependymal veins (SEVs), the deep venous system, including
the ICVs, is established. Owing to the enlargement of the cerebral cortex (CC), which now requires high energy in dorsal
developing pallium, peripheral cortical arteries (distal anterior, middle, and posterior arteries) develop, and superficial and deep
drainage systems are established in the third trimester and postnatal period.

(Abbreviations) AF: amniotic fluid, CA: cerebral artery, CC: cerebral cortex, CP: choroid plexus, CV: cerebral vein, GM:
germinal matrix, ICV: internal cerebral vein, MP: meninx primitiva, MVP: median vein of the prosencephalon, NT: neural tube,
SCP: superficial capillary plexus, SEV: subependymal vein, TCA: transcerebral artery, TCV: transcerebral vein, V: ventricle

(duplication, fenestration, aberrant origin 7 &) 1, trulation) T D, kW T4 3 IR IESEDE
FNENORATCRL 5 MATEE~OBIEO@EE IS X D IMEZEIZHFEER (neural plate) 27355 &

Tz 5. N5, FEM, fikEe ¥, 2L TS T IZ
BRI I (neurulation) & FHIEALS.
3. NERERNOME DFKE WREE D SE T 2 AT ORI, MR HAEHE

FRRR RS R DS TR A 2 D JF A (gas- DREFFIE KD B OILELTIr LS (Fig. 1A).
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MY OMBEE L 1 BOL OB Ak LM 5
b, MEAPOMETMETEL TS, JHE4
BIZHRENHET S L, FORENIEEREE
(meninx primitiva) (ZF &N 5. BAZE L 7-WiEE
BEWEHREIEINTBY, 229608
&) REBEROMGITONS (Fig. 1B).

T, BRIKBIIRE EEFIRD S, IREHIC
S FEEBEICHEEE M E M (meningeal mesh-
work) PR SN 5B, 3WillE & 7% o 7o MREE ORI
fisi & B DR ANFEIRREEAMRA L, IRk %
TR L, BMZEM & FIEME OIS 2 5 OYLHETH
REICHFBERVR SN S, HEZMIZME X
FEEEL TR (BE 5~8 ) (Fig. 1C).
JFAERERE O Fp DN RIS R B B E DS
TR s, MEFEC L) BERENC M TRImE
HHEAL, HRISGEWEBEIZ, ObDRKERDE)
Bk - BIRDSTER SN D, —BERICHFEET 5 me-
dian vein of the prosencephalon AN I (2 ER 4L,
kA% % 70 & OBk % H i § 5. T O choroidal
stage (JEH 6~11:8) ORBIROEESS, 1227
DE WA DIEBINROBEEEDERIZ 2 525, NiF
MROBEEIIWOTEICE b HAEZ L EL Lk
% (Fig. 1D). JR#% 3 0 & H 5 ® median vein of
the prosencephalon DY HB L, BELE 11 8E
I EDEE EAKREIRICES.

RO ARIZIE, BESHEE COERED
germinal matrix DFEE &, IR 3 Bl K&
DEENEBRL, ZO2HFMOEMTETHLF
—FBREIIF LT, ENENOTALTEL B
MmE 25 ET 5. £9REBEMED,SHEN L0
B, IS EBIAR - BIRO XA 2 As, B
EHTEREBRSN —TEEET B I %
0, V—TADMKDH A TENR - HIRHHRE S
nNa., FTHEEOEMP»S, FERHZED germinal
matrix % 53 5 %@L (transcerebral artery) &,
BEBIRMFE VB § % transcerebral vein 3583 %
(Fig. 1E).

Z D%, THRNVF—OFEIKMEEICRY,
KD TR B DR DBIIR R FIRASFEE L T <
(Fig. 1F). FHBIAR ORELIIANZE (2 A9 centripe-
tal pattern T& 5 7%%, WiEIRIE, RIEHIR & REH
IROWEIER SN D720,

superficial medullary

vein 2SRIEHIR~, deep medullary vein 732 J&
FOIREEFIRICEST 5. BERBEOELERS, B
Il RIEBFIR & REBERAR (CT 25 . F 72, transcere-
bral vein {ZMHFEIR & PR EBEAR 2 EHAS 57,
Z O transcerebral vein (&, T8 &R BA £ > A E B
FHIREE CE IR 2> & SR ENEIR R~ M A3 L
7R, REERIR R D O RIEFFIRZANOBIEIES 12
b,

4. RiggiroF4E

EIR DT EITEMET, MEEEORZEIZKE
B R T A, WMROFHHEEOEHIRE L L,
T FHREEOEAMINIIER SN D 1 O primary
head sinus AS$H 9. iy A% B & IR 7 0 L 13,
Streeter” %> Padget” DEAFE L\, JE4 6 AT
AU, WR#E#FED O DOFIRE LI, ventral dience-
phalic vein %> & M #] @ superior choroidal vein (2
TL, BN S5 1 A0 median vein of the
prosencephalon LA T 5 & 51274 5. #AHiL,
FIERZ X B BE 0 2> & germinal matrix ~~[[] 2> 9
transcerebral vessel IZ & D EfR SN 5.

R TIERESEFIRRASEZE L, BMEED S NKRE
BRIZ A %> superficial drainage &, fEMED LK
TH#IAR 717> deep drainage ? dual pattern @ &
BRI & 72 5. PIRAMERIR AR 12 FERL & 41 me-
dian vein DEFIZ2%HY, IE4E 10 BE T TIZ
IR#&FDIMFTIZMET L, median vein DOFTF 12384
L, ARBEROMTIZA L~ KER (kv
bridging vein £ Ez 5 %) » 5 EFIKF (ZEH
EN5'Y. Median vein 25E5% L, BEHRS v~ k
P S NAUTH L KEIRIE L 72 5.

FiaT >~ b ERIRIEHBERIR (TR0 KB EAR)
* BROMBEIRITICEHN T 2, KT HEMD7
OMFIRFRMAPAZE L, F-2EMEE LT, &
FRORIR IR & MR ERIR (basal vein) (ZHEAT BIE
PRIEEIR DS FZE T 5. P RREIR DB I
WL OPDERD Y, RHFENELONIZHEEF
IR (& d RAEN 2 4G 7 ~ b Bk 0 &R RE
T, 7 MERAZEHT 2), FH#EEFFIRE, S
SHEBFBOELER, latero-cavernous sinus, HEHEF
WRiF (B b HELL72TE) 298 5. BKERIRIZ K
i o FEAN - FRNERD 3 oD LR BE L\
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RS> SRR SN, BRIV OhDFIRAS
HY, INDRMEOEILONEI EHEEEFIRT, %
FRIRIR (7 > NERDRIA % 4% ), E#RE (57> b
FIRIA 2R, T Ly KERYED 5. BIROHE
AT A A A R R0 ok JES B R D 3B pattern 12
B2 2 EIZEBREC, Gl X ) I BIIRD
WEPARNRE 2 7 A TR T 201N, NIk
DREEITHAERLRE, 2RITAETELT .

. MERE—ZDBELEBRER—

B ML DEER X, AN BYIR- 28 8 Bh AR - & A 1 -
MEFIR-FEIR TR S TS, BE, N,
KB (EEK) TOEROBIIREESI, EMIE 5
TR SZA D centripetal pattern % 23 % 28 4%
&, BHIRME DS centripetal pattern % £9 5 4818
HMTd 5. KIKN Tl subpallium % 53 5 %@k
& pallium Z KEBT L EBEDSEULUT Y. $H
HLEFIR Y v MREOREOFE, FMim
H-HIR M o MEIR (post-capillary venule) T &
5. HHMEREDOMERBET, BFERLRVE)
IRRPEMRASDH o 72 & LThH, EARMIZHFH A9
L lms Nz B LT - B0 - LR - ML -
PAZE - BREEL ELBHEIi SN/ DT, o7 HF
TELZVIENRBDO LN Z Lk,

1. #EEoEEL

HREEL, FAEMBICETRE (R AR 5
EEIND) EHEEAHREL, M4 B THEE
MHAEL 2R, Atk - HIE#IE - THEEIL
(regionalization) 2SHEIT$ 5.

FMTIISEEFAIICHEFEZ 1 2OET (myelo-
mere) DOESEAFARETEEBAL (histogenetic unit) &
%0, £Dbody plan VLT OEEL %A 5
(metamorphosis), #0E§HEER £ 25 (metamer-
ism). BMOMELFR L D LBEMETD 5D neuro-
mere ¥ MMRFERAM L L TERIN TV S,
Neuromere {3 compartment &\ 9) #&TE S,
CORTOMBOBENLIEBHTH 525, compart-
ment ANDOFEEYIHIR X 15, Neuromere DEEFH
i3 Hox BIZF O L) 2 BEERFORBAFRTH
5D, MBFEERAIE, R 11, BEE (R -

ZEMFERER) (21, AN 2, RIBNLC 6, #ENIC 16
DEF36EH D, BT LI HBEREOEE
FHFEBEL T, I, KM E & EEH
o, KM EIZERE (medial pallium),
KME#T R & (dorsal pallium), MREZE (lateral pal-
lium), RPEME - FilE (ventral pallium) (2, ZEJEA%L
I$#R %=1k (lateral ganglionic eminence) & %% Bk
(medial ganglionic eminence) Z73F Hh, & 512
16 ([ZHisE b S 5. #ELDBEFRE THEREB YA
M5 L 72 body plan (ZfH (2132 LET, i
A TCHEHETFOFIRFEINTN S,

MHREIZIZEF (notochord) (Z& > ThH7zH &
M 5% #FAR (roof plate) « B AR (alar plate) « 2 K
(basal plate) * JEE#K (floor plate) & \»9) FREHIZiH
S/ LB RBDOND. BIEASENE=2—
0, B, OITEE = 2 -0 U PEET 5.
AT RS TR <, THEIIR S = DFEE
DN =N ESFY LA EREL TW
5 AVM OERAL B T D neuromere & HAL & L
THED, AVM OFKEEIRIZFOIMMTHRE > T
5. FHOEIRIE metameric 2REE LY LT\ 5
B, BRIZENRE R7% Y, FFTO passive demand
W&o TEDOBENRT 27280, FHOEFIR
¥ metameric % ZHC L IFERRICEET S, WO
R - EIROEAREEIL, BROZNEULT
W, R (homology) SAHNA. Z DM
HEDOERIZIE, FHEBWILEIZA LN L MEED
SEIEAES LT 5.

2. R O®E

MRS (neural crest) 1255 4 DIEZE L IFITh, &
MEBY ASHT 72\ 1S L - S RetE O MIMEECTH 5.
FARIRAAL L, MEREIRIL 64 4 BEIZ,
B & MREE I E NS BRY L T B I
EE o7V — M ERBEITABET, BEICHLHE
# & interaction (cross talk) AU B Z LT & -
T, ZORROEMIPRE SN, KEMER (K
Hoao—uory) REBOMEMAKE 2o TW
¥, MEDOHREOREEIC b HERMRIIEFS L
THY, JTIERE CHEDE L NIVIZH o ohIEZE
A & IR AE A H AR S B MEFHAS, [
UOEDRL - 28R SN EI12E,
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metameric fEME R & TN 2" (). Mo
metameric % AVM (& Wyburn-Mason FEfEHE*' T,
RO Z L Cobb EEH TH 5. D meta-
meric 7 BRI E 272 1213 Sturge-Weber 1 5
BED AT Y $ 5. PHACE JEMREE b MMz
BEBEBOREL SNTWA, Billkz B EAHE
M, 72ERREIAN & Rl S BE) L T & - MRS
Rk TH BA%, Hh - %A - FHOEIHIE
¥HTHDL, LA THELERT 2HME0R
VR, A& - EETIER R S, INENRTIE
Willis BIREG D L~V T DR T B MR L
5.

3. BNMESFR

Figh I 45 T2 13 1966 4E LS FRERZERY LS capillary te-
langiectasia, cavernous angioma (cavernous malfor-
mation), venous angioma (venous malformation),
arteriovenous malformation (AVM) O 4 B 38
7?2 ORI RERES IR T ORE
B L7, B0 EPREMSIZI
BTt F 5 %\ developmental venous anomaly
(DVA) with AV shunt” % cerebral proliferative
angiopathy (CPA) dH16N 5. BMEFICRS
T, MEHFELOEEHECTFOEERINO2HhDE
BTHOPIIE - TERLY. MEFHIIEEER
BOLHITHEIEIZET, B%F, FEORRIZLE
LTHERKTHIOATHAS., MICHEKTLMETT
D% L, HELL TR WEETREELFHOR
%45 (dormant defect) DSHEILT 72D TH
52 it &~ RIS T % high-
flow angiopathy X° secondary angiogenesis ® & 9 7
B & 2 O B 0ZAbss, MillEF oK
DFEHETH B Z DL,

4, BERoNEHEE LNESE
SHEHERFHIRTIE, MEHE L EHMREO T
HELLITONY, EHWF LS [ME
(hemangioma) | & MEEN T &7, 1982 FFIZERR
FEAR, RELAEAT R, BNEAED S MEEES &
MEHFBIZSET 5 EMPRE SN/208, TR
HENEDbo>TWRWY, Zoare7 M, #
£ @ The International Society for the Study of

Vascular Anomalies (ISSVA) O ETHRAINT
By, HEFOMBEREIZOSELERIIEZ
HRETH5H., MEMEEOREIIIBMEET
HH, MEFHIZOWRERIILY, EMME
B, BIREE, VU NESE, BERSE - #
WZalron, MBI >TIEINRSNRET
W) NEITERE D BET S0, ) U
HEHEEHRTEVRIET 5 Z LTS\,

V. %

1. REDREERL - BER

— R T DOPZEBEIIROTERA L « E|IEEA D
A4, ZOMREIE L TR EEIIR < %35 #EE)
RO B LS, VWD carotid rete °FFEF
% 38 % aberrant course DNFEBIIR (FAFEHIZIX
T ATIREEEN IR @ inferior tympanic branch &, % 2
MEEROTMH S % HoTnd) Db
BEGENH 5. NIEBIIRAFEIB B A & T
BThHoThH, RIEHHIRAEE O ARNENR %
KELTVBHAE, ZOBRKBEIRAY & EMED
EPNEEIR CH 5. NEEBIIRE O B ANIES)
RO DOFER L SN BH, BEEEOFFRIE
WHEBROTEE L DO ENLZ LR, BCT % &
ST 5 ENEBIRE DR 2hbh b 2
D%, NEBROEEEZEHT2L0TIE
v, NEEBIR O EIR B A ISR TId 2 VA,
IR MATBYRERY 22 2 b L A0, BEIRE)
Wk (BEEIREHTOBIRE R &) ST&5Z
EDH B0, ERNLREBBENVLETHD.
%178 ® PHACE JEfEH (Fig. 2) T3 NESIREFR
B EbT 5720, RENAZEBBEILETH
5.

E

2. BBHAR®D variations

MM BIIR O variation R EFREIRIZ1E, CVBA,
median artery of the corpus callosum, azygos anterior
cerebral artery (Tl @ Fi A EYAR 25 1E # C fusion
L7:&EZ 65N 5), fenestration (FEEF D
plexiform DIMEWDIEEDRIREEZEZ SN D),
PR ENR @ duplication, early bifurcation, acces-
sory middle cerebral artery (Heubner artery 7552 E B
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Fig.2 Agenesis of the internal carotid artery in the
PHACE syndrome. This CT angiography of a 10-year-old
girl with infantile hemangioma of the right face and right
cerebellar atrophy shows bilateral agenesis of the internal
carotid arteries. Although agenesis of the internal carotid
artery is commonly asymptomatic, the agenesis associ-
ated with the PHACE syndrome may present with
ischemic symptoms. The arrows indicate the middle
cerebral arteries.

MRABWDAAIZEDSEZONS)Y, LHEEORE
B x b o Z-HiREEFEBIIR 2 &A% 525, M1TE)
BRI 25 Z @ E WY, ERD
variation R° B EIEMNENNR & ZERMN BRI O & BF
OHRRERER ML L LS HDHH, BRI
WMEDEHFIIBERE SN TS,

3. Willis BhiR#BAZEIE (spontaneous occlusion
of the circle of Willis)
1950 ERBEFIT A Y, HARDRHEIE O &
7ohiE, BFEETHRE L RBE LNLERETH
WhEgREETHRBIIROE, BMUBELERL
7o RRMEH (FEH) L HBRMEH (BRI mT
) BEOPN AV, fliLORBENOIT SN
A3, EWAREIIZ D R b R & Willis B IR s P 28
FEX &) IRBH IR 72 T4, RNF213 BI5F
D p. RABIOK RN R b RFFD 70~90% DIE
BUZRED H N5 /-8, RNF213 BIZTF IR &
BFELTERBEINDE LR/, Ll
Down fEfEH#E, neurofibromatosis type 1, BhRTEAL
PR KINEIIRFAZERE 2 &2 ST 2L R LR
T, RNF213 BIZFDEEN 20~70% 12728 5
NB7=DY, L2b RHOEBIMES LW HLHE
HEMNRD LN TV D, FEOKRZIIHEBIRD
segmental vulnerability O —RIAETH v, HIE] M
T8 (b elE) Tldiwv., RRTH B8
LR RMEDHFE 25T, bR b R
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—fllH R b IR b & 72 NFHEBNIR O KT E D
TR - EY ET A ERBO2E% Willis B

PREGRASERE & L7213 9 A%, BEEMTH B2,
4. Developmental venous anomaly (DVA)
REIR DML MR DBRE2 VA LD ED
MR D54 - B ik < A%, TOEIZ, RO
B‘ZE%’?’HJR CieEPAZE R &, 5 2D event AN
) HMEEIROBESFIET DL, TOMERIKR
75‘#91% L7-F £%AF 9 579, collecting vein 25
M EEFIR (70%) LBGEREBEIR (20%), F/od£
DOE (10%) (JEH$ 25 DVA (LUETI IR
BHWCHIREMERE & RIEh) PRI N
%. DVA O, BIROTEREFE TIER L, E
H HLPH O 18 72 variation L WIS TEZ LN
TW5®, DVA IZBEHZEM O cavernous malforma-
tion AP TAI LT L CHMOLNT VB2, §EHEE
RO EIRET IR Sturge-Weber JEMEREIZ S 667
5. DVA LR LHELZ LTV 20 8#kY v ~
N2 2T BMERINDH Y, DVA with AV shunt, ve-
nous angioma with AV shunt'?7%2 &, WA WA %24
MCHEN TV 5 (Fig. 3). MEHRE TIIERAR
B 7% blush 2SENARAE B AT B L, HatKizie
SPLAR U 7o Bl #IR A3 collecting vein IZHEF 1),
MR F 7 TR ER ICEN T2 HFIERDO LN
5. AVM (2728 51 % nidus (72>, DVA with
AV shunt & U TBZEIZHRE SNZERNIZIE, DVA
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Fig. 3 Developmental venous anomaly (DVA) with arte-
riovenous (AV) shunt. This CT angiography of a 31-year-
old woman shows the typical umbrella appearance of DVA
in the right frontal lobe, but this lesion presents with AV
shunt on catheter angiography (not shown). This lesion is
to be differentiated from AV malformation with predomi-
nantly dilated medullary veins.

LRICHEDL DL, IR L 7-FEHIRDHETIR
12 3% iE 72\ medullary pattern @ AVM (venous-
predominant parenchymal AVM”) 2% % & Bbi
%. DVA with AV shunt ZBJ&fHIR S v >~ b O
FEEBOWEIIST T, BIEIS L TR H
R =T A TIERE D LIREDN D HHY, 2
YR HRAFBELN TR,

5. AU Y K#IRE (vein of Galen aneurysmal

malformation) (Fig. 4)

L v KEIRE LA 6~11 B OGEEREIRR D
FERE LEZLON, ARHBT 5 median vein of
the prosencephalon 2% #%5% « #LR L 72 b DT, AKX
BEIRITZR S e v, TR ST ERE &
L awvE Sz, EBITIE, EE AR
M3 7 < &b 1N SN, KEHIH S
ZEDNZWY . EE, MEEIRED D v~ Mik
EFICHEET B, FL oy KEIREDY v~ M
< B ETHED cavum velum interpositum (2 7E 9
5. MEHEIZLHOKETNIRA arterial maze &

Fig.4 Vein of Galen aneurysmal malformation. This CT
angiography of a 6-month-old boy shows a choroidal type of
vein of Galen aneurysmal malformation. This anomaly is a
consequence of the persistence of the median vein of the
prosencephalon, in other words, the development arrest of
the choroidal stage.

I 5 IMERCEE F 5 choroidal type &, B
BARDOBEIR S v ~ + 2 TERT % mural type (253
&M 5. Choroidal type {EHT4: 8124 <, mural
type (ZFLIBISE . INBIERIREE & SR D BN
A & D PR L7298 % B D vein of Galen aneur-
ysmal dilatation & mural type & D 8Bl 258 L 35
EHLHWY, BERBICL VEMMLERYE
L, #AERIIEOAE, FLRISKEEREHE
FETHAE L, ZhEBiElim, s EmaE, ri
% ETHRET 5. {HF I liquid glue (2 & 2 EH)
REGZEARMASE —RIRE Sh, BEIREVERM X
1EH 7 BREREFAR & BRI O 2@ M2 & e ) 2
IHENESND, ERTHEIRS v~ M ATTHE
L7256 OEREEFIRGR OB, PIRBNEIR (7
ES L) 2 OEEIRE % BE L CERFEREIC
a4 ¥4 &, transcerebral vein, 4¥|Z transthala-
mic vein % /i L TIRAIORIEFIRICHD S B D
H5,
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Fig. 5 Dural sinus malformation. This fetal MR image at 8
months of gestation shows the dilated huge posterior dural
lake (arrows) with dural AV shunts. The pathogenesis of
“congenital” dural AV fistula in this fetus may be similar to
that of “acquired” dural AV fistulas in adulthood.

6. MIRBIRRST R (T4 R 0B EEEIRE)

(dural sinus malformation) (Fig. 5)

BEHD 6 71 B D & F A BN 21 B E R E
TEZW N5 [ERME] OEREFFIRECTH 5.
B#IRY ¥~ PO F o7 R WEREHIRIFETE b
MOENTWAEY, W4 4~7 H A HOBEIRIR I
REHFREMT 20T, ZOREIHEEZL, £
CICEEIRY v v MR S NB L EZ END.
/IN YR oD i % B A IR JBE 12 13 12 A2 2 infantile type &
adult type °%H 5. [HERME] & SN bHRADOHRE
ByRIREE & e ), MEREIRIASIZE, BRELO
BRI 28 & R0 MR T S B KIS 965K L 72 venous
lake DEELZ, FRREIEBIAR X° 2 5H BYAR O WAL AR
ERBEIRY v > b (EHEY v v b LB R
Wrvy > b®s) 2L, HARNIZIEEKE
T, FERBIOALTRET 2. KADTEK
BEIRE L 3 o7 CBIER L 275, MK
REIRMES MME OB S HEE SN, BS HRIC

Fig. 6 Pial arteriovenous fistula in hereditary hemorrhagic
telangiectasia (HHT). This CT angiography of a 26-year-old
man with HHT type 1 shows a huge, left parieto-occipital
direct AV fistula fed by the left posterior cerebral artery.

EEBEOA D =X LM TEBY, FBREIKEL
R0, FEHHOEY, 2F ) EEREO
TR FUSEDTIRIR E RATRLR B0 L%
Abha, WREFEFIREIBRETHEEVHE
BEEAE, WEGROIIZIEL < v,

7. BBHERAREE (arteriovenous fistula) (Fig. 6)

PRBYEIRE X, B|IcME CEMERME) (R 28
G, MERISEZZHEVH L. MIHIILEE
4 B Il 12 B M I 3R AE  (hereditary hemorrhagic
telangiectasia : HHT) & capillary malformation-
AVM (CM-AVM) %% 1), IRFEHEDRHEIEIRE b
ZD L BRERDVDIP o THRRWETT, &5
RMDBIZERDH B & EbND. HHT b CM-
AVM b HREABEERZZITH 25, B LRET
ERTH-o THREN, REMTZOREEHIE
7% B DIZBBRE.

HHT 3R R #IEF & L T endoglin & ALK &
EFEEVPHL LI 2> TEY, ISIMEHSR
HIZBFRT B TGF-L DREERICERT B S o3
yONTORE (EEY VX7 BOBRWEL) »
HRE S5, HHT X, S, B - #EOE
MMEPLARAE, MIEZRD AVM (B - B8, B, BF
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Fig. 7 Sturge-Weber syndrome. This contrast-
enhanced T1-weighted image of a 1-year-old girl
shows cortical leptomeningeal enhancement in the
right temporal lobe, indicative of leptomeningeal
angiomatosis. This patient has a port-wine stain in
the territory of the right ophthalmic nerve.

g, HLERLE), REMEORBELFHET LY.
HHT (2B 5 AVM U T O 3 B 5E I 5.

OEVEFIRIE (fistulous type AVM), @ nidus % £ 9
BEIRE T (nidus type AVM), QBhERS v > b
DL WEMMEFT (capillary vascular mal-
formation : CVM)®., CVM IZHI L 2w & Eh 5
H, FOEOMM) A7 IEAHETH S, HHT (2
BITSH AVM iE 10% (Z@BDH LN, $5ME - RIE
%, BN S ZREPLSCOWREETH S, il
BhEARBE I 20~40% (RO O, H—EY v~
MR CIEEDRR & 72 5.

CM-AVM Tld RASAI BIZFOERNED L
n, $FEOLEEOEMNE DY (HF - K
D/t - €U 7 BOIRE) HHE R O WG
DN, FOHHERE LD ITHEMT S, N
BRIBEZZT TR, AL 2 KEFIRIE R Parkes Weber
TEMERET D RASAI BIZTFOEENED LN DY,
HHT & CM-AVM & perimedullary type O % % &)
HIREZ AT A2 0B 5. ZOIENICIIMNE
I, 4 LR A S U IR C A B AR E AT AR &
N3z b, BFiomMERE L OBEEHIIRE

N5,

8. Cerebral proliferative angiopathy (CPA)
CPA I KE 7% AVM IZl 5728, huge AVM X
hemispheric AVM & JRESNTEHEET, €D
FRUE, BEMIE2 CETET RESERT
%), PREOCBFIRS v P ERD LN, WED
RESIIRED T EREFHRLELFRIIKL %
<, EREHIRICBRE L2, MEHRLTE
KD 7 — v (puddle appearance) = £ L, #1773
HERBMbE T, HFEOTHIIE L, -
iy 2 A3 72\ WEESE « IR D FEAE - EITHE O
ERER IR E 5%, REMSHFEL L T
O TRV, WEICHEMLZICL 510
EFENH Y, BESHRIS>OMmMKdED LN
5. AVM L DEFNIILT L OBESH TIE 2w,
Cone-beam CT TH. % &, REFEMICEEIER L
7oREEBIRARBEE VAN T o, F TR
iR L7CREERIR & OB ICHI VS B direct shunt
2o THED, nidus BEIE S, HHEBIRCH
HEIROETIIIREN V. T &) LfEd
TREIIIEHH D EBbDE (REETF—%).

9. Metameric fiE{&E¥ (Fig. 7)

o SR MR > — R R U 43 B 0 BRI IS migra-
tion L, £ZTIREBHRZTTH. BEMMICEL
FRRETTET L NV B o 7R ML < T AR ZE M
B3 & BER O BEN /- ERAL IS E B E TR T 5 =
ENH Y, metameric FEMBEERE L NS, Wyburn-
Mason JEBEEEIL, |8 U8 OBHME & I AVM 2°
RO LN HIERET, IRE, S HX, #f
R, TR, MIEHZE, REFELR CHERICHoT
REDPHFET 5 OH A TH 2. Cerebrofa-
cial AV metameric syndrome (CAMS) & &I:iEh
%", Sturge-Weber fiE {8 #¥ | BH I o> M 1 & 25 7
(port-wine stain), $#(Z=3CHIFED S | BrsE, AR
KR DILK, FERAIRE, E#, stroke-like episode, &
FHFERMEZ: U B35, BHIEFERHIAZELS lep-
tomeningeal angiomatosis b F28 b A, T HUITNE
FERE TR <, BROEMME - BIROPHZE
HEETH L. BOEMIME - BIRMEREL LT

#£Z2 5N, cerebrofacial venous metameric syndrome
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(CVMS) D 1 ETH 2. RERMHBELEDL S
GNAQ #{ZF D somatic, mosaic ZEAI R &1
THBY, RO gain-of-function |2 & 2FE L S
%%, GNAQ BIZFERMIEABRED I <
AR MR Z i, FREEBEEEMED port-wine
stain (127 0, X BEENZTE 4 OMERMEIZ % 5
BTERAI I 122 & 1id Sturge-Weber JEMRFEIZ 2 B
EEZOND. HEROBEHEIC TS5 L
Sturge-Weber FEfERE L BRI SN D Z L DSBS,
CM-AVM % PHACE JEf#: & 5§ 5 LEDDH
5.

10. ILRMEE (infantile hemangioma)

o < IFERRIMERE (strawberry mark) & I
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REeLBETHIR B -5 - O - e EORE
(alarming hemangioma) ({1, 1RRZ D F A
REN/IBTO Y H—E—EIRE 25>,

11. PHACE jEf&8 (Fig. 2)

PHACE fE & # |3 Posterior fossa anomaly, He-
mangioma of the face, Arterial anomaly, Coarctation
of the aorta and Cardiac defects, Eye anomaly 9§ 3
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LRBPR L EVRDOLND, BREFEHOREN,
Dandy-Walker cyst, /MiEEROETER L &b 2o
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BICER S ND EEZ LN T WD,
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