Niche Neuro-Angiology Conference 2011

B RIEREREEMESFA, -Overgrowth syndrome and vascular malformation-

ERAZRAEBRAR, IL—ZARNILNERR NERBER?
A& =Z12, FTRER?2, Alejandro Berenstein?

BRLREERARE (Overgrowth syndrome, LLTOS) &I, HAERS UK FHERICERGEEREN, B
MPOERBREDORRESLITHERBHORBMTH S, S<HASNTVWIBRRIEKREIF, Proteus
syndrome, Klippel-Trenaunay syndrome, Parkes Weber syndrome, Hemihyperplasia-multiple
lipomatosis syndrome (HHML) 7z &EMH 2. AFeTId, Proteus syndrome & % DR DB R ZRE
ICDWTHESRL, & 5(cdhBEDOSIcparaspinal AVF%E&# U IcERI %IRRT 5.

Pr ndrom

Proteus syndrome (B{FPS) (19794 (CCohenbSic & DHFfiaEmERE & LT HRESIh, 1983%F(c
Wiedemann5Iic &K > TEDZERBINIERETH S, HSIEBAOWITNOEEBEHICEH TIEESR
WAHEAIZIRTRL, 1) FEEIOCEROHA/MWEKR 2) BRAEE 3) FHROFHOHIDEX 4) KTE
% b)) BEEE 6) IELKRE 7) NEBEE #BEOFHZHITL. i, HoDOBRENEER]
BETICBEO—TAINEBICEAL, KEBABROELESIEICEBL, FUIYvEEICETL
%, BEOZRZEHICEZZIENTEProteus" D&% C DIEEREEICD Tz, FODH#I1999F(C
Biesecker5 (T & D BMIEENFEK R IN2. THbLE, 1) MENETII/RICHASNZ L 2) BEN
(sporadic) BFEETHZIE 3) ETHORBEELDZZE DIDEMLAERGEEL, TDSZTIDIE
BHEICHENBERERZBE LTV ESIHITEMZT S L& L. o EHEERFENEINZDIE,
Cerebriform connective tissure nevus (CCTN) (K1) T#%H D, HBEIXKEDMICZDCCTNIEET L
IXZWTIEHEET 2. ZDH, PSEAFIEZHBEINIH, 2004F(CTurner SHREEF D BRI %17 >
23, 9%&, XBMERESNTWS2066H, BICPSEZMITE2DIFEI7H] (47%) THoTEWS,
"o IFEPSICHIF2BEEIE, FERFR (asymmetric) T, U EHL (distorting) , BRD R
(relentless) HDTHD, TSICHRDERENEULS RV EZHEERALTWS., —7, PSTRWEY
WrencEFATIE, BERENSHNUTHD, RREELMOBEROERRERAETHDH, — K
IC*ballooning” EIFIENZREZRT NS oI,
Mg, ZWEEICETOWREINH DIREICES>TWVBA

PSORERIEWERFZASMHNIETNTWEWD, 2000F &
2001£lc, ZhoushY“Proteus-like syndrome” DEEI(IC
PTEN EGFEENHSND I EZRELES 6 LHLE
[CIRRT=K ST, PSEZKISNIEFDRICIFZEDEZRTZ
BESNDZHDHHD, ZhoubDIRE LEBENEICPS
THOEMESHDBEOMELR>TWSD, “Proteus-like
syndrome” & WS Z D@D, EEEBSHZHNTETIERA
WZeZRLTED, PSOZME(RZIRIE L /cBiesecker
5D7I)IL—7&, PSICEIFBPTENEGFEEDEASICIX
BEMIISEZ E>TWBT,

X1. CCTN. X@r4 & D
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Klippel-Trenaunay syndrome
Klippel-Trenaunay syndrome (LUFKTS) (&, 1900F(c2AD 7 Z > A ANEH, Klippel& Trenaunay

IC&kDI|ESI N, ZOEMREEEIE, 1) capillary, venous, lymphatic vascular malformation® W< D h
DEAEDLEZAL, 2) EICTRIMNICHERGERIEND D, 3) TUTTROBERDH 2 I &z HiFE
E9% (K2) . ZOEREEEICH S5 2vascular malformationid“slow-flow” T#H D, BRE U fcEE
(FEULTTR) I, fA5hdDslow-flow vascular malformation h\7%E#E
TBHIED, REOKRBEEZSN TSRS
2010F(cAlomarishY, KTS&Espinal AVMODEFIC D W TR Z R (FH
(7729, 2 EFTKTSIE,  spinal AUM%Z LIRUISEHLEBZEEELT
| BRFBICBEHINTER, UHUVAlomaris i, IREESIDOKTSOZH
= ARELTHD, AEEFKTSITIEhigh-flow’vascular malformation <
| BBRAVMIBAHULABWEERL, ThETspinal AVMEAHLIKTS T
~ HDERESINERIL, RICIRRNBCLOVES syndromeTd % ABElE
NEWERRTWS, LHAULRBHLS, AlomariSOERICHT BIRAEHT
TICREINTEHRNIO, KTSIcspinal AVMDEH LIEZHE S D D5 iR
A DVNTLRWL,

X2. Typical KT aspect of the lower limb.
Textbook “Surgical Neuroangiography” vol 2.2., p. 767.

Parkes W r syndrom

Parkes Weber syndrome (L{FPWS) (&, 20tti#C#I5RICParkes Weber »YR&E U CAEREE T, BEX
UfzmEg(ic, capillary, venous, arterio-venous malformationh\f&@4 OfiHEHLE TEH TS, KTSED
RERNRIEERIL, “fast-flow” T Barterio-venous malformationh&H LEBZ & THD. FiK-
TSIZlElymphatic malformation®&#H 9 5H, PWSICEFEHLBWESIhTWS, fiic Klippel-
Trenaunay-Weber syndrome& WS EZ#inH 2. Zhld, KTSIC, “fast-flow”TdH BAVMAOIEH U 1215
BOEREEEEINTWVWED, KTSEPWSEABMICERDEERTH D, I DKlippel-Trenaunay-Weber
syndrome& WS ZFRIFE VB RETRLY, &DIERENH B8 °,

Hemih rplasia-multiple lipomatosis syndrome (HHML

HHMLIZ, 1998%(cBiesecke r5ic k> TRIESN, H5 I
Proteus syndrome& 2ZBiL71061E&, BEDO—IBITEFEH G D A5
lEHRoNn%H, BV EROMEFTFEDOBRVHIEIRRL, BEE
Proteus syndrome& FXBITREZEEBTH D E L. < DIEMEE
&, ZERUEOETEREZEL, PEEQSHRIENTEBBRREIEFH
EEINd (K3) . —RICHMORLMEFTEIE G, XIBEHREE®
BAEREORKERIETTH 2.

PSHMIL U FfEMRRE T D & DIRELIE, PSLBRIZMTS NS ES
MEMULE. LML, HERICEHEDO—LHAEHEIC K D AR T
HolceLTH, RROMEFTHEN G, FORDBEREEHEF LD
DTRIFTNIEL PSIEREENTHH ZOHHMLEE X AN KL,
HHMLIC& [F Blipomald BED E C THRET 20 8EENH D, i
VIR OBROBEICHSND. &> TERILEVIRRIE, ZDEIHENE
BETHDHZEICR - e AN K W2 13

X 3. Lipomatous lesions. X#E12& D
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mental overgrowth, lipomatosis, arteriovenous malformation and idermal nevu
(SOLAMEN) syndrome

2007%F, Caux5(ECowdenfEDEEZMINRINTVNZ2REZNS, BRREZTZUI2ADEEER
EUL4 ZOMERIE, BE—I0BK (segmental overgrowth) , FERAEELE (lipomatosis) , #hE%
k&2 (arteriovenous malformation) , &K (epidermal nevus) O&H TH D Proteus
syndromelT8EBL TWe DN EZIEEE AT S B o Tc. 28 DEEIEgermline PTEN mutation HHERE
hTtwad, UM ULCauxsDIRELE, SOLAMEN syndromeDHiz ARAEFI R & 78 LY,

nital lipomatous overgrowth vascular malformation and epidermal nevi (CLOVE ndr m

B U < 20074 (cSapp5id, —RProteus syndrome& B 3#EEERTHDD, FEEZHICIEES
BhoTTHZRRL, FicBREREZRIBLLS (RI4) . Congenital Lipomatous Qvergrowth
Vascular malformation, and Epidermal Nevi (CLOVE) syndromeT&%%. PS& DiEE&E=(d, CLOVE
syndromeTl&, 1BRER “ballooning”/k & D “proportional overgrowth”% /R U LLERBIEEFR T3H % D 1T K
U, PSTI, HEREFEENZWVWHDD, ZORIBFGBEEZRL, ZOMKRMNMAUN (distorting) %
L),  “disproportional overgrowth’z/Rg &&End. H7H2HIT, PTEN mutationid\\Z &HVFE
WEINTWB, BMEEERLZGVD, FRBICEEMEDOIMERF (capillary, venous, lymphatic) h'%
D, 2FICERENASN, RABEEOAEENDHD, —HEDOIERLGZENHASNDHBET, PSOZ
HECABULAITNIE, CLOVEEREREZZZTH L., I5(C2009FciEAlomarint18%FIDCLOVE
syndromefEflZ & U, AR ICHFET DIEMED, RIERME iRk, BERES SICIEEHEERE ORER
RICEET BMERALH D, AEEZISOCEHEOREENSEZ W EZERML, "CLOVES (scoliosis and
skeletal and spinal anomalies)’syndrome& WS &% i2IBLTWS16,

X4. Complex vascular malformation (left). Thoracic asymmetry and rotational scoliosis (right). 3
BA15&K D

Management and prognosis of Overgrowth syndrome

PSTIE, @ERERICHUTEZHEOBENARNFMHIDLEICRDZIBENZWV. UM UFMICK > THER
ROFHIEITEY EFRLOBMEEHETEZRIETEN LD OFHRZRITS. ECERTRDHZVDILAE
HIRRICER T 2 RERFRIRMATIE IC K 2 MEE TH S, TUREEENHEREINDD, ARNLEZET 255
NZWDOTZOIAY NA—IFEBICITORENHS. EEOEHOHEINSDD, BUHEEOSHEEDCR
HIEBW, EEXENRETFRORBIC DB IHEIIFER, THNLRE2ERREFERINTULRN
HHMLIE—HBMICFEBEFTHD. LHL, H6%ICER (Wilms tumor, adrenal cell carcinoma,
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hepatoblastoma) OEHNRESNTVWEZDTII—Ic LD EHNREZHHEE I TWS2. CLOVE
(S) syndromelCBALTIE, ZDEBHEIMNMEEINTHSHNERLS, RENLGFRIFESHICINTVER
W, LA ULZABHASCLOVE(S) syndromeTlE, —fi&(ICproportionate overgrowthZR9HY, @K U738
MICARINAEZEL 12155, LURIETa UhE# - fzdisproportionate  overgrowth|c 2 Z &Eh'H 3 &
DiEEN B 2. HHFHIRICKERET 2 FIBERIMMISIE DRI IFPSERRICFRICER T 2MEE Bbh s,
FrcAlomarishW> K5I, perispinal AVM(F)YAEHLPTVWDTHNIE, ZDMERENDINELE
NI IRENH .

TEFIRR

AR 0 20/ Bk

FiF - BHBEHMERZE O

W © £ Tk, Port wine stainhMIfficHS5nrc. MUEk, REROE TOMEREICX U TS HE O VIR
EERsyndactlyOFiz S35, 13mBFICEHRAEEICH U TEEM (T9-L1) Z51F, LUENEEL A
DEWIHERAEGS. REDHAES KOEIICEESEDERMNH D, FEEMRELCETROEEZR
Z%. 2010FEDOTEHNARCTICT, T4-60BHABDICASHDOMEREDOGFELZERIN, SHOEBE
HEREDIzHBN SN 3.

SR BB, BURXEERGL. EFER. WRE (L2UT) , BREEDINICETF, BCE
R. UTEBRSER.
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MRS SR DB BB O MERADARER L. T4-7Dparaspinal AV fistula %D, BEANDKZEIE
2 L. Anterior spinal arteryl&left VA, right dorsocervical artery, left T4 intercostal artery H 51t
fmEns.

F3E
Proteus syndromeDZHiEEICIEIEHEITRIDOSHEENEON. fEREE LT, chest/abdominal
wall vascular malformation, scoliosis, progression of vascular malformations, cutaneous involve-
ment of vascular malformation, paraspinal high-flow malformation, renal hypoplasia, enlarging
lipomatous mass, cerebriform pattern% & 5 W—EIOBEREDEE., left foot syndactly H'&% D
(K5, 6) , PTEN mutationD#ESED 7zNYU Genetic GrouplcBSAFETH > 1c. KiklcCowdends i
WaH o T, AFHREBRBERE L UBRAKFTEDLN S, AFIECLOVE(S) syndromeTH 2 HBEELEWVWEE X
fo. fEMIITscoliosisiCx U THIEMAEMEI NS A SHER L, paraspinal AVFICx U TIMERFMT
IC&ZshuntBsE%T>FEE U—BRBR L. ULH UBacrofen pump ANnE ZFiMio izl ABRRD
2010108 13HICET L. FERIEFMZER D RIBEMED =L,

ZR

Paraspinal AVFICEIU T3 13i%EFDscoliosisDIBIEFMEFICIEFER I NTWARW, KIMRICHHEZ
S UERERSRHATH S, COAVFIFMZZZEICTER S NICRED TRICIFEETET RV, fistulah®
T4-GICAIBT 2 DICXF U, scoliosisicxtd %rodidTO-L1IcH 2z ehs, ERMEFEKRDAEEITTEENT
H5.

Sapp5DCLOVE syndrome®i#@X Tl&, cerebral AVM, spinal AVMO&EHIFRE SN TWLRL,
20094 (T IFAlomarin’18BIDCLOVE syndromefEffl ZRE L, ARICTEET DEERHEEDY, RIS, i
PRRE, MRRRES S ICIFBHEAGE OEEBAICRET 21ERN G S5 EZ@AL TS0, EERIC 186484
TIEBENMEEHR L OBHRICZELTED, 205 556 TIIEEHICTEET 2 IEERZIChigh-flow
AVMOBEENER I N TWS, E5([CDVWEiLAlomariS g, CLOVE(S) syndromellspinal or para-
spinal high-flow AV shuntz&# U 766l MEBFERD SHTHRSE L.

AEFICH VT HBMME RS Tparaspinal AVFOBFEENHARICRSNIc. ThETOSICH T 2 FiEss
BROMEFHOEHITLBNENE ShTWh, CLOVE(S) syndromelcBIL TIE, BHHOEEICMES
EHEFEET B EIFRUTENRIRETIE AL, FITASHDOSHEEDLN, & 5SICERLEOMEELEH
MEOMEBFHHER I NICIBES, X TIECobb syndromelc {3 & 11 2metameric syndrome ¥,
KTSH EDERIICH D o TS, SE&IGCLOVE(S) syndromeb #ERllIc W2 WEHH 5.
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