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W ORA
[#&]

EyED kAR T HME A THY ., LR BMILE DEENORD, WEITHAOTIE 2,

[FE725ER]

(1) fERR

A TR EVTEET B EHAROEE, ARG T, —E v FRu T REEOLMNITITHEIETEL 0
BB, FRANIZRDE R4 TSR ELRD | B OBERICERY ., BARONMEEZ 2T, A TITETEV DT
I, DES TIEUIULE T OBEHEREF OB A ERH D,

(2) RIEFRE OB FHIFT R
O EDERD . ALE (E TR ~ BRE (KA THD,
@/NEHICIX TR TEFENEETS
FRoMIE A -
OHEIH DT IE HEE 3D,
OFERALIZ, BUERLIME | D BB B DEEEN 9D,
@/ NEHI TR ETHS
@/ NEII M L ERD D,

(3) RER - RALIRE DEE 2K :
EHME DEEL-MERETHY, ERETHD,

O FEME:
JRENTITETa—THo0, AT oo e &1 (VM %) 28 H 35,
FROMEH BN 5,

@MRI:

AT OO M E F T (VM %) 2 H T 5280300, £DOHE ., AN T1 jRfG TIR~FRDE =,
(RERSHIH]) T2 587 THRVE(E 5. &R T1 iR TP ERSNDZEN LV, £o, CM ZERE TS
FEGERE TITFARF R A O IZN MRI 23 HTH 2,

PR+ E B Flow void (Rt D IMEIZ L HIE B R18) 1355,

QEHEZFH

W EEERN TR S | SNDZ TRV, TEEIC VM 26 0F T 25 6 13 F kIR L2 ZR R0 5 | FTREZR

GandH D,

[ZDfDiER]
B - HRERRE R D AR R (B
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[ LoBEA]
FIERE 2O THZEFTRICEVZEITE 5, 72770, AR MEEC, oM E 4. s DOER]SME
ThHHEAL. RBBE, BEEBRE,. MRI BE., Bz, LEIZSCTTY,

PUTO 4 SENERILT S, (HIRFHCHKTTAE)
TR STEAELTE,
RIBAIC . BEEROSMES, 0D BRI B OBE 2720,
SN TR RO, T, EY 2 DBETHB,
GyNEH I AT 2,

2

PLFD20%+4535MEE35, CHIETICREBBIZZET5)
5. L EBESFLIEEN RN (L 23R 720,
6. ALEBE AR LIS O B (RS, &0, A8 l) 2380720,

FRACARE CTIIMEEME T, BIREAZ 2 TDIENHY MERMAD3, 45T SRNZENHD, SHIZEEERN
Lo TE, ZWBRE RSB S0 50T, J/NEHIOVER) LR TH o7 ZE2MHERE LI X TIHEIZZHE
T5, RETHIUTEREATV, BB, £OMO R ERBEZERIN D,

(I FEE
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8. JEREE
LA

I REE - 1 AT T AE MR R

PR L ARV TENENBEIET 22 B DERREA MO TV512, ISSVAGERLFRRIC, ML
BEHEEZ XL TEZALERHY, FHCMETFHICB W UIRE T EHI B> A7, EiitE DL DL,
EFEDOSDZEFBEL TEZDUENH DY, KRR DE—EITRTEE 1, ZhOIIFEMICRETHH0
&L IMFEEIZRIE b DLHD,

Infantile Slow-flow Fast-flow
hemangioma
‘PHACE - Sturge-Weber syndrome -‘Bonnet-Dechaume-Blanc syndrome
syndrome - Klippel-Trenaunay syndrome (Wyburn-Mason syndrome)
(PHACES - Proteus syndrome - Parkes Weber syndrome
association) Cutis marmorata telangiectasia - Rendu-Osler-Weber syndrome
PELVIS congenita (CMTC) (Hereditary hemorrhagic
syndrome -Adams-Oliver syndrome telangiectasia : HHT)
‘Blue rubber bleb Nevus syndrome - Cobb syndrome
(Bean syndrome) -CM-AVM syndrome
- Maffucci syndrome - Cowden syndrome
- Gorham-Stout syndrome -Ehlers-Danlos(Type4) syndrome
[zl
1)  Enjoras O. et al: Color atlas of vascular tumors and 2007;56:541-564
vascular malformations. Cambridge university press, 3) Nozaki T. et al: Syndromes associated with vascular
2007 tumors and malformations: a pictorial review.
2)  Garzon MC. et al: Vascular malformations. Part II: Radiographics. 2013;33:175-195..

associated syndromes. J Am Acad Dermatol.
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PHACE(S)E &

1978 £=iZPascual-CastroviejolZ LW F O FL I M B IEIZ & L FE M B M DBREN AT B E OB $&L’C%
RENT-OPEHTHY, 1996 FIZFriedenHIZ LW PHACEEBEREE W OBEE N RES Y, LLTICiR~% 5
272N 6 DOBIEDTASLFA LTS,

(47 ]
2001 FFETIT 130 BlEE DHEDHD,
(e PR T 2L & G T L
1. P: Posterior fossa malformations(f% B8 2 & D 2 5)
Dandy-Walker malformation <A E L K7L
2. H:Hemangioma of the face and neck (¥ - 58 SE 5B AR 0> 7L VT i i)
FLIR M PR I EiRD> Sem 222 DB D10,
3. A:Arterial anomalies(@ifJk?> B %)
C: Cardiac defects/Coarctation of the aorta (L& 2/ KENRFEAZIE)
REMRE ., RERARRE, ASD, VSD 7oL
5. E:Eye/Endocrine anomalies(R/PN 73 W 52 5)
FINRE, fRPRE, /NREREE , SRR AR E

6. S:Sternal defect(fliE K+8)

Wag RABZEEIZENBHY, PHACES association LWV FE2 T 528062,
BESHERAER I K & 2p LR A FE(E<IZ Sem L ) 2352 p1E, PHACESEBERED FIGEMENHY | BEFMRI,
MRAZDFEEZTHIENHETEZ D2,

[kl

1) Frieden IJ, Reese V, Cohen D.: PHACE syndrome. The 2) Oza VS, Wang E, Berenstein A, Waner M, Lefton D, Wells
association of posterior fossa brain malformations, dJ, Blei F.: PHACES association: a neuroradiologic review
hemangiomas, arterial anomalies, coarctation of the aorta of 17 patients. AJNR 2008;29:807-813.

and cardiac defects, and eye abnormalities. Arch Dermatol.

1996;132:307-311.

Klippel-Trenaunay fEFRE
1900 FZ 7 7 ADMERNEHE THHKlippel &t Z D5 T DTrenaunay® — AZXOFIO TGS, Bk
O EHEARR OB R LRI EMED LB FRE O PIRERDRE L THRETHY, AT T
RERLINDLY,
[$EEE]
1994 £ FETIZ 900 FILL EDIMENHLHH, FESILTVVRWEDRHRHHESI, FEEIFTH-L LV AlHE
HERHD,
(R PR AT R
LI 3 ARy L Dy,
D HERAR—IT A B BEED R EIC CM 23 AFEICIADY, 20~30 mETITHIBLYD,
2) SeRVEERRIE - R ER IR R A 4 MR A1 3B D SMAIE 1 Z Lateral megavein EVVOPEIRL - R
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BILENHZDILD,
3) BEEOEEIMMEMOBRRICLDIER: T5% L EDEF T A BIO TRTHDA, B R m Al
PEIZHBNDL DL HD,
[&HHE]
TRENERARMAR , FZEARIE | RS - RO | 8RR E 2, B i - i R
BaN
1)  Gloviczki P, Driscoll DJ.: Klippel-Trenaunay syndrome: 3) Redondo P, Aguado L, Martinez-Cuesta A.: Diagnosis and
current management. Phlebology. 2007;22:291-298. management of extensive vascular malformations of the
2)  Oduber CE, van der Horst CM, Hennekam RC.: lower limb: part I. Clinical diagnosis. J Am Acad Dermatol.
Klippel-Trenaunay syndrome: diagnostic criteria and 2011;65:893-906.

hypothesis on etiology. Ann Plast Surg. 2008;60:217-223.

Sturge-Weber JEFRE

1879 FIZAF YA NMIERL E D Sturgel 2LV FID THESIL, 1922 FIZAF YA K ERHEDWeberH BEZE
FOBEMEBEE BT AKAEOFT REEBIZEHE L TV, = R EIR BT AEE DR —RT A3
(EAR M A7 : CM) LIMERAEE, IR ARKE IO 8 3 7 & RS e 3 DIE BERE C L BRI D 5 G if 38 O3B
HEREDBIERFLL TEIONTEY, KEHKIIFFEERELESNSL2,

[ EE]

23 T NI 1 NEHEESHDDS, FEMITIAREA,
[ PR AT L

BHE OB —RTABE (CM) 13 <13 = XA 1 HifEig+2 il ch o,

1 B ETIZ 80%DBE THWAIAERIEL, ITWIANCIVEE O CM &Ml SREF 514 B R, 2%
£T5%,

R ER SR I A LN,

FHERIE DB ARG LT O CM LRMITTHDHZEMN L, BHTEE, % IREE, ATEAEDIEIZZV, ZHOITEE
? CM O RE LEIEL TRV, = AR 1 A fEIREEHTEEE, 55 2 BOAEm 4 EEEE, 55 3 B iEI L AisaEED
B sLs5,

IRDARKEIED M A A DV THERE O CM EFRAITHY, T0% THHID,

Iz ZIRMEAIRS DU ITRENEED 30%I2&0FT 5,

[Eg AT R

FEES CT IR AMIEIZ IR T B IR DA TR L (tram track) B3E 4 THHD, 2 B ETIT ORI ENE

<, EH MRI TORGEICE 72 MERIED 8 F I OEE T RERH T2 ENF A THD,

[zl

1) Comi AM.: Presentation, diagnosis, pathophysiology, and 2)  Welty LD.: Sturge-Weber syndrome: A case study.
treatment of the neurological features of Sturge-Weber Neonatal Netw. 2006;25:89-98.

syndrome. Neurologist. 2011;17:179-184.
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Proteus SEEEE

1979 412 CohenlZ K> THIFR I B 25 e RIE AR IEMER B L LT, BTG SL, D% 1983 4F
[ZRAY AO/NRBHE THDHWiedemannlZ LDFV Y MEED L L] HIED M THDH T BT T AN bind ST
B, PTENBE G FOMEN—HEZ 2 51T 2hs, 2011 FiCLindhurstiZ LVAKT-1 kinase D28 EAERE X
-2,

B8 EE]

2001 £ TIZ 200 FILL EOWENRH D,
[ PR T 5L

AT REL T DIRENETAZRICERENT T A T528, 2ETHEOFKEE L 5L, 3)FEEEN
DRIETHHZE, BT I TNVD,

SFESFRENLOIERIFRE/ 2B OWALRITMA , 2 FEERRROIENR . 7S Rk REBE, (R0 &M ML &7 T2
zetFT D,

A TFRHOTE~EAER O 2032 BRERMICAMTEROEEL KT HOREET D,

DWTEYEL LT, AMIEIORE G AR FEEE, B DARIRER R REEE, 2) I FrtE i plcz (MK, B HE, BHEE . N
72 &), 3)10 RETICHRIET DM IR ERRIE/ H T ARZEIRIE, C. DIEIGIESD A\ LB ATHIZR ARG K1,
2) ML 4 #7 T (BAML A &% : CM/ $#URE T : VM/ U & & LM) | 3)IigER, ) m A0 H, AD 1,
BDHYHD 2 9>, COIBHD 3 DHRIZ L2 Wi 7253,

[T R

T IERFRE DB RGO AR | RIS A, BEEYIR, (LB BEAEIE, i FERaE R IEMEZE (b E

[sziEk]

1) Wiedemann HR, Burgio GR, Aldenhoff P, Kunze J, 2) Lindhurst MJ, Sapp JC, Teer JK. Et al: A mosaic
Kaufmann HdJ, Schirg E.: The proteus syndrome. Partial activating mutation in AKT1 associated with the Proteus
gigantism of the hands and/or feet, nevi, hemihypertrophy, syndrome. N Engl J Med. 2011;365:611-619.
subcutaneous tumors, macrocephaly or other skull 3) Biesecker LG, Happle R, Mulliken JB, Weksberg R,
anomalies and possible accelerated growth and visceral Graham JM dJr, Viljoen DL, Cohen MM dJr.: Proteus
affections. Eur J Pediatr. 1983;140:5-12. syndrome: diagnostic criteria, differential diagnosis, and

patient evaluation. Am J Med Genet. 1999;84:389-395.

Blue rubber bleb nevus JEf&E#f (Bean fEFEE)

1860 A2 Gascoyen?’ 2 DVMETHILE H LD &Il Z R E LT DR TH 503, 1958 £DBeanD ¥
& LoT, BeanfEEREWVDONDHZEN DD, FIEIZLIHETHVMEHELE ODVMARHELE T KA T, LIZL
IEVEEE i E 29512,

]
1999 £ TIZ 200 BILL EDOWEDRHD,
(EGARAT R
0.1~5cm BREDEH A~ BADT LI FREFIZONDLIREZED VM H3EFEL THLILD,
THLEREIED VM IZ&0, LB AN Ln D,
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i, BEREEREE, m-CHERAE ., ML Y AME, NIEO M &l ALz HELH5,
HAIZZWEEn3,
THALE O VM 23 U IREERIEE (LAT-OL — Y —BEET | AARHIBR B IR E7209 5,
[EHESEZN
HILBEERICTSESERTARD VM IZ—H LR = RO SR KIBRHLND,
B BEELCTRE THILEICE R T8I LB oD AR H LD,

[Tkl

1)  Nahm WK, Moise S, Eichenfield LF, Paller AS, Nathanson 2003;18:1000-1002.
L, Malicki DM, Friedlander SF.: Venous malformations in 3) Donnelly LF, Adams DM, Bisset GS 3rd.: Vascular
blue rubber bleb nevus syndrome: variable onset of malformations and hemangiomas: a practical approach in
presentation. J Am Acad Dermatol.2004; 50:5101-106. a multidisciplinary clinic. AJR 2000;174:597-608.

2)  Wong CH, Tan YM, Chow WC, Tan PH, Wong WK.: Blue
rubber bleb nevus syndrome: a clinical spectrum with
correlation between cutaneous and gastrointestinal

manifestations. J Gastroenterol Hepatol.

Gorham-Stout SEBEH

1955 12 Gorham&Stout3, ‘B 725 H ZRRAE L 7= 24 Fl DI EZ 38T L, massive osteolysis&\ ) IR4 ZHE"E
LD THDY, JRERAHAOE R LMEZ & 0T HEBEFETHY, WRICOWTUIBRIEDLZARHT
&5,
[$EEE]

1998 FETIZ 175 FILL EOBEDHD,
[ PR P 52

@'Eﬁﬁwﬁ‘ﬁﬁi}\“@@%rﬁ%b\

BEPICHAETD LM T, WEMHOZEZ R L, W PRI L@ T HILELIZV L YE RN ENICS
BHBND,

B2HNVTNOFEICHELIDN, BF ., BEHEITETETHS,

SRR AR ORIK R BEBNLDETR A A HID,

AL B—=T zaRAT AR P A LDBEITHDH, IREIC OV TO—ED RARITR,
[ T R

JREARHAOEE MIRE, FIENIIR B LI EHEBRESALNDZENHD,

[Ciik]
1)  Gorham LW, Stout AP.: Massive osteolysis (acute 2) Patel DV.: Gorham's disease or massive osteolysis. Clin
spontaneous absorption of bone, phantom bone, Med Res.2005;3:65-74.

disappearing bone); its relation to hemangiomatosis. J

Bone Joint Surg Am. 1955;37-A:985-1004.
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Maffucci FEFERE
1881 FE(ZA XV T DIRERFEE MaffuccllZ KD AN G S BT, PR O EE 1 E 26
TUNVD, 5PN IESE LERETHLRR O 2 R B M 27 (VM. £HICLM) 24 6 5 REB THHY,
(4 EE]
2004 FEFETIZ 180 Bl E DB D,
[ PR AT 5L
80% D BE N BFEMEE TICRIET S, (25%I1F 1 ET)
FROBEEBIHHEL, FEBHAETHD,
ERARERERTZENLU,
FFAEAE D I BRI AR i & 0D B A3V v T D,
WHER B FEDO BEER (LAY 15-20% THHILD03, /N COBMEIRLIZ D720,
Glioma CHIHE, B2 OEMEEORAEN LR L, RMNR7r0—T vy 7 BUNETHD,
[ 5 AT L
FROFEE B OLRNEEIEE B L OGO KRB S & GRIRA72ENH55)2,
[Tk
1)  Albregts AE, Rapini RP.: Malignancy in Maffucci's 2) Zwenneke Flach H, Ginai AZ, Wolter Oosterhuis J.: Best
syndrome. Dermatol Clin. 1995;13:73-78. cases from the AFIP. Maffucci syndrome: radiologic and

pathologic findings. Radiographics. 2001;21:1311-1316.

Parkes Weber fEf&#E

1907 FIZAFV AN R JEFLE ThDHParkes Webers, FAIAE R Z S MAEMERZE L L TRELIZOMPEHIT
H5, BEEDOBEREIZOFAMED /INEI2AVEZRN LAV shuntZ fEHIEBERETH D, Klippel-TrenaunayiE BRt
EDRFINHBNSD, Klippel-TrenaunayfEERHI LRI O ML F 2 S DI L, AIEERETIZE
MEDMEFEDOE THD, ZHHIXTELETRFIL TEZLNAIREITHDY,
[ EE]

Klippel-Trenaunay syndrome JEERELDIRFEI D H 72728, R THD,
(R PR AT L

Klippel-Trenaunay JEEREZEELIT 523, Bk, EICBEEIE O L5 0/ &7 AVE, AV-shunt #5035
DOFHATHD,

M DOEEEFENEWT-DOIEL DR E D pseudo-Kaposi sarcoma(pseudo-CM)RP R i DR, UL /7%
Bl 2 et +2280305,

B Ch D=8 EATHI CIEE AR LA REETHTENRHD,

72721, B Klippel-Trenaunay SEMEREE XA T 2D AL MEREHD,

EEESR
CT angiography, MR angiography. M. &5 : B & FIZIE WO AVFER DR IL N B ONAZ LN FHE TH
52)0
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[SC#k]
1) Ziyeh S, Spreer J, Rossler J, Strecker R, Hochmuth A, 2)  Dubois J, Alison M.: Vascular anomalies: what a
Schumacher M, Klisch J.: Parkes Weber or radiologist needs to know. Pediatr Radiol.
Klippel-Trenaunay syndrome? Non-invasive diagnosis 2010;40:895-905.

with MR projection angiography. Eur Radiol.

2004;14:2025-2029.

Rendu-Osler-Weber JEE#E GB{Z M H fu iR AH M EYL3RAE : Hereditary hemorrhagic telangiectasia:
HHT)

1896 FEIZRendu B HIZHE L . D% 1901 F1Z0sler, 1907 I WeberPNFNZF R R LI FEERETH
Do BIGORERED /L E DILIRAFFMEL . FAUTED B H 0V E A H A 42 U5 # Y R B X 08 s
PEFR D,

[ EE]

10 FiZdHi=h 1~2 Nexiub,
(& AR T L]

.7 PR R R AE oD AR PR B AS T 2R L, B M L7 &/ N R 0D L 87 B R0 S B RELRR D FEE RS A2 K0 . B R 23 i
iR 2,

60%DBE T 16 i ETITERA TR T,

ENG. ALK, Smad4 O#£FFIZLY 5 RIZSHSN TV,

BHHEENEVO HHT1 TENG OEE THY, ifico AVM/AVF OB E,

DWEEIZ 1.V T B, 2. 20 ER(DE, OFEE, 5. &), 3.0 AVM/AVF (i, &, X,
). 4. —HEFTTOFERPHY, Zhbm 3 DL ERHIIE, HEE, 2 DLl E TR\,

TGF-B DEEZEIBEBRO—DOTHD(XK),

Cardiovascular ~ Rendu-Osler-Weber syndrome ENG, ALK, Smad4
disease Marfan syndrome TGFBR1, TGFBR2, FBN1
Loeys-Dietz syndrome TGFBR1,TGFBR2
Arterial tortuosity syndrome SLC2A10
Ehlers-Danlos syndrome (Type4) COL3A1
Familial thoracic aortic aneurysms TGFBR1,TGFBR2,ACTA2.
Malignant Juvenile polyposis ENG, Smad4, BMPRI1A
tumor Hereditary nonpolyposis colorectal cancer TGFBR2
Bennayan-Riley-Ruvalcaba syndrome BMPR1A

Cowden disease BMPRI1A
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[ie & T ]
i, FFg, HARAHEE 22 E D AVM/AVE

[Tkl
1. McDonald J, Bayrak-Toydemir P, Pyeritz RE.: Hereditary management, and pathogenesis. Genet Med.
hemorrhagic telangiectasia: an overview of diagnosis, 2011;13:607-616.

I B~ EE B B¥ (Vascular metameric syndrome)

FHEENM XRG4 20 HEIZFIRIEDsegment THAKEI DR IEIALD, FICL~VOEHTTIE, HREE - 1%
BRI ENERRCL LD MENE, PRICEE M5, —OKEICRHENELDE, ZHUCHTBL
TWDIRE  FZ R - B 72 & MR EE A Z 1T DLV IS THHY,

[E& R AT R

Wyburn-MassonJEFEREI XX - #8IED AVM/AVE &7 UK ERZ k458 . CobbJE EREISFHED
AVM/AVFIZ[R ARSI B k32 B8 O ILUE w T D& & 0 £4E fLeerebral arteriovenous
metameric syndrome(CAMS)., spinal arteriovenous metameric syndrome(SAMS) -t L iE41529),

(i 4 A7 5]
Mo e, SRS 728 D AVM/AVE
[kl
1) Krings T, Geibprasert S, Luo CB, Bhattacharya JJ, 3) Cobb S. Hemangioma of the spinal cord associated with
Alvarez H, Lasjaunias P.: Segmental neurovascular skin naevi of the same metamer. Ann Srug
syndromes in children. Neuroimaging Clin N Am. 1915;65:641-649.

2007;17:245-258.

2)  Bhattacharya JJ, Luo CB, Suh DC, Alvarez H, Rodesch G,
Lasjaunias P.: Wyburn-Mason or Bonnet-Dechaume-Blanc
as Cerebrofacial Arteriovenous Metameric Syndromes
(CAMS). A New Concept and a New Classification. Interv
Neuroradiol. 2001;30:5-17.

(Bl KAr)





