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LIZFLIFRRZHFET HA. B DEDEAYDZEIFERMMELZLIZITZAS,
RE-BEBAOBRLO—FRICHEREOERMULEZLELL. BELFICHIREZELLLSN. B
RICE > TRRFERDETEFITES LD,

4. BMEZEDBIRRMBRREEGHTDIRIELDLD,

- BRIMERE DBEMBREREEEH T DIRINERICENELD,
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ISSVA(International Society for the Study of Vascular Anomalies)HhVIRIE 9 5 ISSVA S E¥ETIL., 8 &R - (AR
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W o



HILa—RifpEE 1 [95] glucose transporter 1 [W&]GLUT-1 [#H[E]] Solute Carrier Family
2A1 (SLC2A1) [FtH] X ToOMME T, MWREHERF ICKLERED 7V a— A Z MK HHRY
AL T= DI TR/ 7V 3 — AEE R Ch 5, IR VR T < BB L TV A 23, sA T H AR I
BRI MR I BE T A A Rl 3~ 2 W ECHERR CREBLS A B D, FLIR M EIED N AL CHEL L
TR, ERMEMEEEOENICHAHTH S,

CLOVES fE{&EE [Z%] CLOVES syndrome [¥H[A]] CLOVE syndrome [FnEH] REIRHIS{KErDEE
JaC MU et DA TED BT SND BT 5 DOMIEDIE LT % & > T SN TW5b, #F
MEA S S [IRE arIERRE ) OHEAZ S,

I+

mEFH (k] kB TITEMMLE . FIR, BROGTELGLEREMETH L, JhETY &~
NEFREEZLZ LB DD,

BEMEY V/\ERE (%] lymphangioma circumscriptum [FRBH] U L VEIED 9 HRFICE
BT D/IRIMEDRE Z E 2T b DA, BIEORIEIZRD 55, WAIKIZ L > ThLo M
FNTER 2 Z LB 0D, MEOEIFICL > T 7 nilt, B o2 bd 5,

BiE (98] fast—flow [F[FA] high—flow [FH1] JWZENZ AL D MAR O HEIL D S 25 F
Tl ERET, BIRLEEREZICEIN TS Z LA RET 2REBTH D,

T—/\LJE (2] Gorham—Stout disease, Gorham's disease [W&] GSD [F[E] KEBIAMR
JiE. massive osteolysis [FiH] HICIE LY N ENRIE L, B2 2 3R I/
R TH D, WHIRZDJEDOWEHRKIZ Y o NRESL Y U NREA R Z L2 0 | JWETRALIC
Lo TTAEDOBERTIRE T 5, FEMIIA S wm [V o NEH R (Vo8 E) | oEES
M,
3

HY—FE /8y F [J5] salmon patch [FHF] EHFRREEE [FAA] Bum EEcJaM. AR,
B, EABEREIHRET2EBMLEFE CTHL, 5 AETICHRHET 200 H 5,
FEMIIA S S T TEMILE R E] OHEASR,

L

B#ARFT A (251 venous malformation [WE] VM [FA[R] ¥Rk A& NE [FiH] JeRIEDHLEE
LIRS 72 D RETH %,

FRAREA [2<] venous lake [FiPA] HRIEEOELE FIZ—2b L <IFTEWIT @S 5 EH
DIMEREN G720 | AR FIT 5, SilE OBm. I, AR & ORI Btk
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AT 5,

j—

A= = D —/\—fEREE [J:] Sturge-Weber syndrome [Fif] = XA/ AR5
FHEEDOR— T A RBE CEMME A7) & MR, IR ORI D & 47T 2 RS & 5
DIEWERE AR, FEIA S TARE A TR ERE) DIEA S,

+

FXRMEMEREREBREBERB [(25] cutis marmorata teleangiectasia congenita [W&]
CMTC [FH1] TR OO D, FENHIRWERED TREAER] £721% THIR) ORFDZE
BEETOHRETH D, WHERICEZ A O D, FERE TS 2 BMIME & ki
K9 %, cutis marmorata (KRERAAREE) & HE72 0 ANE L CH BW EAFRERF ITHE L2V,
FEARIIASCA TR TIRE ATIIERRE ] O Z S,

-

BEnERA, BHEHA, EKHA (2] proliferating phase, involunting phase, involuted phase
GGiA] LR MAIEO BRBEIZ =2 OEEIZ ST S5 T\ 5, SRR S 7 T2LIR meE

i (W R IMAEE) | DI A S,

1=

Tie2 ZBMRER (] Tie2 mutation AR TEFFAY Tie2 IHMEALA R [FRAT] M N
JIZRBRT 2R AT X F—ETH D Tie2 DB FERNTF O T —EDIE
WHHEMLE 726 LEARGEORIKE & 72 5,

5
FEO—IL [H] timolol [FiMA] FEBEIREGAZEAPRE B AR, TEk & 0 kPR
T ORI L LTHOW LR TV, IEEALRMAETEIC ST 2 AL #E ST,

T

EFE (5] slowflow [HFR] low—flow [FiBH] FWANZ N DMK E 7212V > 7SRO
NORIMNIBNT & 2T, HRAICENRM 2N ERMAERS S TIWRW T & 2 oRIgd 5 RAE
ThbD,

&
BERIRFTN (25] arteriovenous malformation [ME] AVM [HE[R] &R fE [FiBH] Bk
EERR & DEHEEAG (T x> b)) DOIRAE LI REOMEMHIRE Th 5, sl oW TE



ARG TBVEIRATTE ) DA S,

BhEFARE [0<] arteriovenous fistula [W] AVF [FiPA] Bk & SR & 28BS (S v o~
N TR LT RS 2V E% R OMERERM:Z2 L) O MmEMRE CTh 5, FEMICD
WA S i TEVEIRATTE ] OHAE B,

I<

FLRMERE (5] infantile hemangioma [W&] TH D[R] W& HRIMENE, /)R 8 i,
strawberry mark, hemangioma of infancy, juvenile hemangioma [FtBA] B vascular
tumor THIBIZEWHE TR OND, A% LIEH LTHRL, £ 0% B RRHET 2 R
IR A T 5, FEMIASCS R TARMENE ()b RIMAEE) ] OEESH,

LU (MK-BEK) [95] chylous ascites, chylous pleural effusion, chylothorax [&i
B] Male s 72 1 3REREIC IR L2 ) N & EIR L LTCIRIR T, I TS e i A e X 7
BACE YD IATRRONBZTT DO TH D, MEAKTO M) 7V F=110mg/dl, #=
L AT m— /ROt (FIEAK/ %) <1 E721%, MEAKTOI A v 7w OFER LR
Wro L b,

(/)]

ERR () Y/NEIE [25] cystic lymphangioma [FEF] ~ 7 2 AT 4 v 7 Y 5%
w1 ] SEAI A FERANICIEANT 5 2 L DSR2 Bl OB TR S LD U v VB A 15
T, BIOBERIZETIC L MR ERITR,

non-involuting congenital hemangioma [#%] NICH [FiPH] e RPEIMEED — R CH 5,
Ak d 0 FLIR A RIS D 03, BRI A2 S eV, FERIEA S A G TRLIE A il (L
b IRIMAE ) | DEEZZM,

F3

IN—D R T —/N\—JEEEE [J5] Parkes Weber syndrome [#iFH] HIXOBEEEICONE AE
DN S TRENFARE 22D LEIERIRS v o D &8 9 SERRECd D, FEMIIIA S m TR 77 TAE
RE) OHEZEZR,

IRIVABRL—Y— [3%] pulsed dye laser [W§] PDL [HE[F]] /5L AME A AN AH L—H
—. Flash lamp—pumped pulsed laser (FPDL), Vbeam (F&Eh4). SPTL1-b (FEdu4a) [EiHH]
1980 FAR O EBMIME AT OBRICHNOND L) IZ/hsTem— X I U BFEE W UL
ARPRL—F—Th b, TOK%, BWVIEE, JRVWOUL AR, KRERARy ME, KFRE D
MALEE R EO T RN R INBUEICE D, FEMIIA ST [BMILETE] OBEA SR,
partially involuting congenital hemangioma (%] PICH [EiBH] 4R gD — il ¢
b5, kDY FIRMAEEIEEI L, — BN 2 A3 5 e RMEMmAE I, SEMIEAR S5
MFLRMAEE (WD ZRIMEE) | DA SR,

21
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03

HAMER (<] anagiokeratomas [FiH] HR FLEHJE O FAM M & LR & R D A{LTIHEC
LV AT LA THTOHBEERONMIZ T 2HETH D,

B [95] flap [FHA] fedp &3, MRRKBEOFEZ EO B THW LN AR (R, &
THAfk, TP, EEENOOEEE) OZETH Y, L OBHMXOMHTLH 5,
JRFTR RO T T2 EDN D D,

)Y

7075/ 8—)L [#] propranolol [H[R] ~~ > VA (Faih4) FERIRAIAEARHRE B
ZAHERIEE, fEsk X 0 BEIERI & LTV DIVTW A, SRS M ISk 2 A b iEDs
HEHEN TS,

PHACE SEfEEE (%] PHACE syndrome [JH[R]] PHACES JEMERE [FiHA] 4430 PL VT M & 2 i 4%
EIEMBEEDHBENTHEEOBEERTH D, 52720 LIL6 DOMBEDIHLF4E & > T
BEINTWD, dBIIAC S i TIRESTTIEGERE OHA B,

F

BRIMEE (%] tufted angioma [W&] TA [HE[A] M M afE (F)11), angioblastoma of
Nakagawa [FiPA] EEERHOE N7 Vascular tumor D—-2> T, HF « LT L EHI 2 L %
Bl b5, BEIA AR TRLEMAAE (WO IRIMAEIE) | OIEZ B,

R— k74 BB [95] port-wine stain [W] PWS [HA[R]] BAMMAE A, BRI fE
KIGIRIMAEE, capillary hemangioma [FHHA] HZERF X U AE(ET DR, RO B/ O
X U — 27128 HARFEEME TIHREMED 72 W I YERMEDOIR A ThH 5, FHRREABE T,
—A %8 U CREOERORREEIZHA] U CHEZIERT 5, FEMIIAS S 6 [0 A
DIHZ B,

*

IVAIVRTF AP Y NETH (5] macrocystic lymphatic malformation [FAIR] FEH
PRV B RE [RER ] BRR I I3 2 F NI AT D Z & DAl RE7 T OB 7% THERR X
nNaV o NEFIEERT, BIROBERICETIC L DM ERIT R0,

H

SHAVRT A4V ) INEZFH (5] microcystic lymphatic malformation [FEFE] VEiR
KU > g B ] FERa N 2Rl oo REEZR Fi )/ N S R Bl TR S LD U o NETTE, 2
Ha DEAITITT K 2 BRI BRI,

IREEH (5] vascular malformation [FiHA] EAMME. ¥R, B, Vo "EHELZE



DREBETH D, MEBRENRO FTEC AR R LS 7T 2 & £ 720,

£
EMMEYLIRAE (<] teleangiectasia [FHAA] E RN O LAY EVEINL CEMIMAE M3 L5E
L/fk—’[j( %*El‘a‘

EMMETF (95] capillary malformation [B&] CM [FEFR]] AN— R U A REBE, B M
B, KRR E, capillary hemangioma [FiBH] HIAEWRF L O FIET 2 B, Kl
M DRy N T — 728 2 ARG TIREMED 22 W F LRI DR A Th 5, FHAR R
R T, —A &l U CEREOEROKEICHE U CEZIERT 5, sEMIEAS S5 B
BRI OEEBR,

(6

WERER S (D8] free flap UHHIR] WEEEMMAAE (D] WEHER P &3, mEREEAL © O
EBAED 7= OBk KX OFRIR (ML) 2500 TR 2 5iETh o, —EUVEtSh
Mk 2 AR OBk L OFHIRICE 5 2 & TIRHEN 2 815§ 5,

o

SINA LY [#] rapamycin [EAE] 2 U LA, sirolimus [FiA] =27 2o 4 R{LEW
D—-2, mTOR PRFEIEMIZ LV % itIfER &l EmtER 2 /35, 7 3v1v b
u ) AZXALR AW ERT k4 TH D,

rapidly involuting congenital hemangioma [I%] RICH [EiBH] S KM MmAEfED — MR CTH
%o Ak v IR MAE NIRRT 5208, F%E oy H 0 5 BICREITIRNGT 2 S Rk & E T
b5, FEMIEA S TFLIRMAEE (WE ZRIMAETE) | OEASR,

Y

) D INEYERAE [95] lymphangiectasia U /7 NFHEIRIEIX Y o VE OFeZE « BAZEICHE-SL
U NENED ERORER, Vo NEOFERRIREE U RO A T THREBE B R
LTS, VU NEIRRIEL U U/ NEIERE, U o VIR & BIRELIC /0T D 2 R T e .
Y IINESR [35] lymphantic malformation [M&] LM [JEE] VU o EfE, B o—=<,
cysitic hygroma [FiPA] JAFEIZIX Y //\”ﬁ@%\éiﬁ}i@/ﬂ:% IHVECTRESERERT,
FIRFEITIT, WD D T //\”"I’}EJ EREIN TV, FEIT/NRITHEAT L RNADY
Feluz FRE LT ERIERZ CTh v | G2 R S TAEW PRI Y v VETRREE (RYE
W) LEZDND, FEMIIAE [V o NEFE (VB | OEASR,
)2/EE [5%] lymphangioma [HAF] —fik « SRR Y > YE&HIE, (common of cystic)
lymphatic malformation, bt Z m—=_ cysitic hygroma [F%BH] ISSVA 53%ECVU /3%
FIED 5 H— « TR Y O NERFRITHY T 5, EINRICHAET 2RO v %
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FRE LT EEMERZAE Th 0 | G2 R S TAEM TR Y B R (BIERZ)
LEZOND, FEMIA K TV o NEEHE (U N E) | DIEEBIR,

) D /NEMBAE [95] generalized lymphatic anomaly [W&] GLA UHER] &Y o S IEIE .,
lymphangiomatosis [FH] AARFRIRR 4 B < WOEREA> B, TR, UisR, W, #ERm7e &1
WE A Y BRSNS D RE A OIEF BB Th 5, FFMIEAS K [V
g (V) ) | oz B,

1) 2R (%] lymphorrhea [FiBH] VU L/ HDJRIKNC Ko THGHE L. U &7\
FHANRNUHTHRETH D, JIKE UTERM, SMEME. Vo NEZD0LODRFE R END
Do BT ABECIRE LTI T 2130, RENOARRICEERET 22 bd 5, 4
SNBELITRRDWETH D,
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1. fERTT &t

MR - MEFTEBIRATA R7 A 2 20131 (5 1 ) 13— ERER b IC—KiTTR
Zxfgel U, I - 1 45 #1212 B8 L T evidence based medicine (EBM) D T2 £S5\ T
ThRAD - DhRAVBIR A L, BeMERGEL, KRLT5 22 HME L CTER SN,

Rk 21 AR L0 JRAE GBI R R B (A PER B SO IRAF TR ) THETA I I I -
MAEF I OWTOFRANIEIE] 2FR L CERL 21-23 FENIEREE xR T, Pk
24-25 FEEAFERES =8 F30 . ZougEnE TEHEMEmEE - i FF] [2o0nTo
WFEEAT o 723, BEHAMEIRE ORI OV T O ZAT 9 fiifE & LT, T E - & w7
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T 5, #EROWEIX, 1ER 7 N—T OFHEIZHE S, BRAO—KEHBWGEITIE, #EE
ToTRET D, HERROWREIZIE, =T8T VA0 &G TRO LN [T v ADiR
S, MR EFEONRT 2] O, TEF OMMEBLO ZARNE ], TR P2 A BB L T,
HELE & 2 DRI PR ET D,

2B HAL
I 2 T D, N7V w7 aRX s FEEEL THREZRMEIE 5,

3) SNEREEAE O BARR ik

SHEEIE DMERNZ 2 A > N ETRMT D, A BT A AMNER T A—T 1%, K2 A MTxt
LCRHEHA RTA U EERTHHEEEZFEL T, MIEERET S,

AR . BARRER S, AAREFBNR TS, AARIVR Fa. BANS
Bl BRI AARMERELE S FROTA BT A Y PN R R 2 2 10
HEXZ O - FBLAREMESEIC S X Tl &2 %1 ) 5,

X7 Y w7 aXy MR U THRIRHT, A RTA AR AV —T 1, 2 A2 Mkt L
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TRBETA RTA4 EERTHMEMRZRG LT, SHnERET D,
LA Minds DR #5205,

4) KNEEDOTFE
SNERHIT, X7 7 a A RADORNERET LT b, A RI A4 UHIERE D ARO
RERTEET D,
NBRDFEZ., HA RTAMNER I N—T L A RTA4 URFEREESNH#EO EkET
%, 201 THEAMOTETHSD, Web L TART %,
XE “HHX









1. ISSVA7¥

ek, [/EfE (hemangioma) | [V Vg (lymphangioma) | TEMEREE (vascular
birthmarks) | % & MFRS VT ETNRETRANCIE, ANERNTIFRED I 2 ZAR2IASHNRAE LT
%o LU, JRZSENL - SEIR - ARV L 0 BE OWIRRI N SIS Z & & U CeiRRHEOBRE
WL T7, FEFROIEE, £ U UERE R 2 LIcky, 2L oBE e~ —U A

FABIESTCE T2, ZORBEOMEH D=9, the International Society for the Study of Vascular
Anomalies ISSVA) 13, JRREOAEH)72E NI S EBA ORI L bl Staba B L CIRE R
i (vascular anomalies) DFRHAIZRGFAE Y A TE 7z, ZOPNEIE, 19824FMulliken &
Glowacki?®, IMAEWNEHIRORSEEDOAEZER L, LM EEInfantile hemangioma) & K& &1
(vascular malformation) 372 HJRE T D Ll L7- 2 LITma RS 25 0, & 2 Tl Sz
IMAERE & IRE FTEOEARFNER 2RI (R o FURMAETE I BGOSR 2 TIREBIC
THIB T DR FHE CTH D, —T7, NREFTATARICESI L TR L, 165 L7 dudAEAhe s
Do

Z D%, Mulliken 52300 & 720 19920 ZISSVAD IR SdL, 2HBICT—7 L 3 v 7 &Rl
L. BEOSECUGETICI A TE T, 1996FICm—< THOT—7 ¥ 3 v 7 THIRSIISSVA

SR (FR2) TiE, WREREIX, IRE S (vascular tumors) & JRE WO _FHI KBS T2, =
DISSVASFRIT, MFSLESFRE L TR L ANUE L7272, FEFEICHRRbOTH-
720 20004FLAREIE, JRERFA & DU NI AR FRVRIFTR DA LV | BT 72 ieokk & 7l
DIFERH BN/ S & &I, FIFET_REFEPEMTEN U, 7o, IREFT A Kt (slow-
flow)7 midfast-flow) 25T 2 2 & bIafG# . EECTh -7, UL, ISSVARHOHZE
BHCKVIMBIZT v 77— h SIVSETIIZ OPSAA RIS A U TETD, £To, AT
WFFEDHEHNT K 0 BB DIFRIE LT b UEBITARA S, BRI RS bR iATe Z

EMBEINT, T TCQIMEIZANVRN L TOT—T v a v 7T, 18FESD ITHISSVASHE

(http://www.issva.org L W PDFX 7 > m— Ra)) 28ERICSGET Sz (383) 4,

FISSVALFATIL, BOERNIEHIEII SV TR Y | BAIOBIER(ERS) T, NREMEIELIL,
EVERE - BEFUWE < O3S, IRE R, THRR) RS THap) TR
BERE ) DAOOPFAAPIASITND,  THRIR) 13, T DIRERGNC &~ T, B a7
(capillary malformation, CM), #k&/F(venous malformation, VM), VU >~ V& 77 (lymphatic




47

malformation, LM) X OEEffk# 7 (arteriovenous malformation, AVM)A3 & 5,  [TEAH)

X, EEOIRERNEAE LIZ b DT, fix DMAEDERET oG,  THmR) 13, N4
a2 X85 eifEe L YEDXRIR, kG - ETRE., A - B2 - 55k - Rl - AR KON
M I E IR E 0, TBAEERRE) (3, IREFTRTINA T, RSN S
RFHEEEE AT A bOREEN TS, S 5IT, BlRERCIIARE MR WKE A D YV SEARRE 2
WAEBIAEL TRV, [HERERZ] & LT RRmAEE - g EiEoh R O RiERR ) o g
JEIEZR 82T TN D,

ISSVASPEIE, R SHI BT DARAA TSRV 2B TH D | IRE IS & IR SO E L
AN K | IR R ORI RIS LD B O TH Y | ERRIC b E LS 2d D, L
L. AT ISSVASPEITI ik S TR b3, WEZEAMMEE LIZUIEER ST D
DOHBURTH Y (4) | ISSVALHHDO BRI FFHEEND,

< 3CHk >
1) Mulliken JB, Glowacki J. Hemangiomas and vascular malformations in infants and children: a classification based on endothelial
characteristics. Plast Reconstr Surg. 1982;69:412-422.

2) Enjolras O. Classification and management of the various superficial vascular anomalies: Hemangiomas and vascular malformations. J
Dermatol. 1997;24:701-710.

3)  Enjolras O, Wassef M, Chapot R. Color atlas of vascular tumors and vascular malformations. Cambridge University press, New York,
2007.p 1-18.

4) Wassef M, Blei F, Adams D, et al. Vascular anomalies classification: recommendations from the International Society for the Study of

Vascular Anomalies. Pediatrics. 2015;136:¢203-214.



71 Infatile hemangioma & vascular malformation OFHIE: 2.
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Infantile hemangioma Vascular malformation
FERERFI R OVPaE  SLohVE TR U7 i U EERi <
R SR . AR LT | D> LF ok
w8 G, S, WO RSP LT O
B 1:3~9 111
Al RGO turnover s TtE B turnover IE 7
AEHREAR DN it P S
FEJREDJEE FEJEE 37
HROkR 72 CRH) oM, RVE L DEAL
SR A . y M, , LM, A “ILODE
i s, S, s Uy 0 Ve DD AVMEREROR
GLUT1+ GLUT1-
ey FARHIR, SRR, Fifr, L—9— TG BT L—H—, Fif,

FERRIRIE, ILIRIER L

GLUT1=glucose transporter 1

22 ISSVA classification of vascular anomaly (1996, Rome)

Tumors Malformations

Hemangioma Simple

Other Capillary (C)
Lymphatic (L)
Venous (V)
Combined

AVF, AVM, CVM, CLVM,
LVM, CAVM, CLAVM

*ISSVA = The International Society for the Study of Vascular Anomalies.
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# 3 New ISSVA classification of vascular anomaly (2014, Melbourne) (53|13 www.issva.org)

Vascular anomalies
Vascular tumors Vascular malformations
(Benign) Simple | Combined | of major named vessels associated with other
anomalies
Infantile hemangioma,
ete. CM CVM, Affect Klippel-Trenaunay
) CLM syndrome
(Locally aggressive or LM lymphatic, veins, arteries
borderline) LVM, Parkes Weber
VM Anomalies of
CLVM syndrome
Kaposiform
. . AVM * igin, ber,
hemangioendothelioma, CAVM * OT1BIR, COUTSE Nutber Servelle-Martorell
te. i
e AVF* CLAVM * length, diameter, valves, syndrome
(Malignant) communication, Sturge-Weber
others
. syndrome
Angiosarcoma, persistence
etc
etc.
Provisionally unclassified vascular anomalies
Verrucous hemangioma
Angiokeratoma
Kaposiform lymphangiomatosis (KLA)
PTEN (type) hamartoma of soft tissue,
etc.

* high-flow lesions


http://www.issva.org/

570,

—
224 ISSVALIHR L TERD PFADRT L
PERD IS ISSVA/3%i

IR PR vascular tumor
WHTIRIMAENE  strawberry hemangioma FLI i A e infantile hemangioma

R A vascular malformation
Bl i A hamangioma simplex FHIMERE  capillary malforamtion
FBHIMAERIE  teleangiectasia

N—FUA B

portwine stain

U 2T lymphangioma U BT lymphatic malformation
cystic hygroma

NI cavernous hemangioma HIRATIE venous malformation

HRE A i venous hemangioma

PPN I A5 e intramuscular hemangioma

Vs A N synovial hemangioma

IR arteirovenous hemangioma | BEFFRETE arteriovenous malformation

KU EE OB Z R LT D03, BIESIE TR SR ST 58 b H D,
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2. B2l
| omsen wm |
Il. IS OB ZEhh 5T X 1 T 1 (MAIER, US, CT. MR) OREBEER, &0

mEHE
RGNS - IRE AT ORI DIG2roRENL, (D) @2 (RF7E. JRANY | i e o
B L (@) TEEEEHEL (3) IR - ROREIE CTh D,

HWSNLEX Y T 4 TG, EMXHEEE, CT. MRITHD, FTH, 2HHe L=
DB DBEE A E MRS T & 72D, IAEERIHRENHLOT, ZWioA2AE LTUTH
Z LTSRN DRV, IV DHNG, BEDILDIRZAORE L EGR2E O HIIJR U TES
U ¢ & O 715 ERT %, 7277 Leapillary malformation’s SAZ IR DI T2
BRAREE TR Lo, 09 LB EGRI e e & LV, BRFT RIS ERLDESX Y 7 1 05
551 D EigAT R A H#AA4E, venous malformation<°lymphatic malformation® J 9 72slow-
flow vascular malformation & AVM® J. 9 7efast-flow vascular malformations S OVREHIES 27>
L. WELEERET S (K1)

B R, 22l ERE)OZE/] - RHRZR MR BN E X ) 7 1 ThH Y | JIRETE
JE; - NRE AT A B T BROBE—IR & 725, B FEIRADFAIIB (brightness)E— NEIf{ Th
V. FLRIMENEE R L 92 MEPHEG MR~ OF I L LT, IRE T ERHiko
\AHAET DA DFRER LT IRERROIRIEESRZ & L CRD BILD Z E N RZiEZ\ ) 12, BE
— NEHRIZ A 7 — R 7T ZERCFoRT 5 2 & T, WENEOMGEOATE, MO SmEz2 Y 7
NWEA NGHETE D, 7VVA RTZETILSD 22— R0 2 MO 722 b A FoR T Bk
PEOHIENT & HARMEDEE W2 XAITX %, BE— FEIRIZ R IME4 DTS 2 LT, ke
PRI - NIRE AT OB & pFROER BB LEFRETH D 29, 7-72 L, EEIRE s
ST O DFHIIA 7208, SESEIORIRINZR S ST DRSSO OIR AR DRI, K& 7
JRZEDIRDN O LWLV,

MRIFHEHERR I IV Ty b T X MfifREZ AT L TR Y | IRE MRS - IKE A 2 S ok
EIRE DN BENTEX VT  Th %, MRITIIRZEDOTAAT U ClEib)7e A XD 3 A L2341
L. SR B SRBRITR 8 2\ NIRRT AN 2 72 ZJ5 1ALl b6 OFHlAYE E Ly,

HA L 72 HMRID > —4 > A|Fspin echo (SE) £ 7-13fast SE (FSEEDTIWIE | HEU5HTIHIT2WI
¥ 7zl3short TI inversion recovery (STIR) Ték % 47, FEAHIHIT2WLSH 5V MESTIR Tl JREEE
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Wi+ NRERTE % < D3RV EE 5% 3 % —J7 CIAPHONEHERO(E oM <4, A& o=
N7 Z SR E 72 TIRADOHIPHSAfE L 722 8, SEdH D WIIFSEIEDOT2ZWIIENE L TH B
23, STIRIZT2WI & Lb_TEFADIEF D = b T A "3EN=8, T2WIE g L7251
STIR 2D DOTEIZEE LT21E D 25 BMME A L9V, MRICHRE PR JIRIRME O M A2
& LT, IRE AP AR OMIR 72203 > CRIBME IR DIRERkD 2\ IFEIRORAL L L TR
HILDHZ ENZN 9, Fi-fast-flow vascular malformation<CHRE AL O FEMRMED it oDH
WIS Z A L TEY . ZHUISED 2V FFSERE Cllow voidiZ & > THIPEAEE = & 70 > T IR
RS & LGB NS, Slow-flow vascular malformation CIIIRAND T TE B H U NTZ L
Wz, flow voldidREed HALRY Y, & BIZvenous malformation CIIFRA & FEHII D/ NS AR L
DNRHSIET L C 5, B B ilow void & [F] U < SEd 2 W NIFSEE CIR(E B Ofd & L Tifithi S 4
D03, M & B 0 ERIR CEgE N B 2 N2 b T2 DK 572 T T 1= h=a—k (GRE)
TIEMAE D EE B & 72D DI L THIRA TR 527~ 9 2 & EERIRN RN & Lol mns
BERITHZ ENTE D 1, ZATHERDHEHE L GAIZE, B RaCHEMX G CTORT
REHOETHWT D & XV, T OBEG THRADEZIICILN Y | HPHDIER R & OACER
PRz iy %, WADIZRES  low void, #HIRAOATHEEZ 7> DIREN RS - IKE SO/ 5H1 D
BERNIH HFREE TARETH 208 10, TEAULEZHNEZHNIZI B L Y ETHDH 112,
AT 2556, BEOEEMRIOA7: 57 MR angiography MRA) 2432 Z & T,
JRZSERIC IS T D IMAE DEATRMATEREAFE L <A1 2 ENTE D, —AI7RE R MRAITIE A4 5
SR L7278 B[R 2B HRDHAL TR D IR LIRS T2 D Th Y . FLASH (Siemenstt), SPGR
(GEtD). T1-FFE (Philipsth) &\ 723D T1WI fast GREWED v —47 VARV BILS, IR
time-resolved MRA &\ 9 midfiRfiE &5 L CE TRV . ZHUuT—iI72iEw MRA L 0 IRt /o fig
AEDNEI S RPHANLOORE RG] Tl 0 3R LRI 248 S5 2 L 3 CT& D, L7273 Ttime-resolved
MRA ClIFEMRILGTE & EFARMGEO XA TE 57217 T3 <, feeding vessel DfiH, v hDFH
HE RO TTERCIERCAIRERHR O HZe CREMZR A TENE L THRME T, FHIIBREHEIZINT
B> 4781219 Timeresolved MRADHRIZIX, TWIST - TREAT (Siemensft), TRICKS (GE
#) &vro723D TIWI fast GREIED S —F U AN BND, T HIEEMRAICKHN VT, Ffhl i
RNENAHTIWIA RS 5, ZHATEERIOEIR & B2 2 & T, FERFISER T A 2D TR
ZENERIC MDD 2708 5 D ORHEA ATREL 72D, Z DB HSEH 2 NIFSEILEOTIWIL Y VIBE
(Siemenstl), THRIVE (Philipsfl), LAVA (GEtD) &\ 5 7=GREEDSD-TIWIA FHVZIE 9 23, Hik
GV < ZEHOMREE B iEV Y 47, 25 3DIRIGIE TR DAVl T — 2 1 3E 22 iRREI TN A
VTR T A A LEHR T L E WS T RHEE A L TR Y . @A TOsubtractionFif<°3D
FEAERLES (maximum intensity projection : MIP, volume rendering : VR) & &S Z/ER CT&E 5D



o3

THEFMAT 20085, 72720, SDIREIZITT 7=V 7057 A v hbdH Y (FENZITTS

WREDF RS D, FTAMERE CMRIO Ay 7| TH2 D728, AhiskOMRUEE DR LIS

UC. Hersiaamie L L, #fi CMRIDEGE ATV, #RfGIEZ IR 5 Z L NEETH D,

RN U L3R Ot FE Ml AL C ORI T 2 Z ENEE LoD, ARITRT
TN DRER DD, YA AORSEBE BINOADBEITITER L THEYY, 728, MRITHHE
W BAIATZ DRETH DD, FSEOEATIT UIE LIS ANE L 70 D 2 L ICREE T D0
D35,

JIRGEHERERIES - WG AT DRI T30 2 X HR BB ORENIIRERIZD3, IRt 28 - B
ORI ZFHET 2 DI Z L0135, BITREL TWDEEIZE BUBASCEM b, FHZE
RSSO BT 25807 0 . BIEIIRME L T D5A1Ti3, BIEOZE « BMHE LA 780720 3
DT ENDD, Eio. HHXEEEITEUEHIRORE R WESR L) IR D5k
AR ARTHS 0, RGNS R OAKRIbRET L LTS D,

CT & X G E & [FIRRICE + BIFIORHIE-CERA ORI BN D, & BICCT TIIHRADRESR
JEFHOAER 72 £ HRHUITFTRE T D703, JAEDIRA Y BID R TIE= Y T 2 MyfifiedEy "MRID 7
WIERETHH Z EDNZN O, LinL, CTTIEA A T v 7iEEA1T) 2 & T, WAEDMATEREA R
flid % Z LINTE D, Ficfast-flow vascular malformation( 235\ Y Cldfeeding artery & draining
veinZ[AE L. CT angiography (CTA) & 1ET 5 Z & DNEFEHBO_E TR, — 5 CCTIIAEFR
PARORIEN DY | HBIOCTHRASCEE 2 CTADIRZITRES H & Th D, FRIMENE « JRE7TE
DEFIARFEEINC D 2SN NRICE < | BEREERE A O IOV TE TEEIAIZERKT
Z5MRVIK< 9% (As Low As Reasonably Achievable : ALARA)| DOJFHNZD-E V| RO U A
7 &BRE LT TR S eI biau,
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Fast-flow vascular malformation

(BERFRLL)

~

EERE 2 (VM) 1. slow-flow vascular malformation (F#AR
BAHRT LHRIOFRFEESD)

l2. zomonmmz |
1. B#o7e—Fr—b k13, 1550 S LT51H)
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| CEg I hEtES - hEa

I 1. Slow-flow vascular malformation (1) >/ VEZ S ZER<)

(a) #HRETZ (Venous malformation) (X 2, 3)
<>

HRERTED 44-64%TFEY L, BB R 19, JERERZI3SEaR, #HIReR, PRoRFIkOE
RIS, MERIR & 2R 2 295 T L MG ILTN D 17,

FIRATATAE TRAZ S CIAHAET 2 b DDLU E SHLDH3, TEIRDSFEBLS 2 DI NEIE I & FH4E
BN, BRI 8 D 5 HE DN S ZFF o723 b VEE 7B OfifE & LTk
wEnD ¥, BEERMHRTORVE YL, MERYYE, SME RealBiRaEES 5K+
& 70 %, MR & 1350 D RAME TR SRR IE R LS b ORBIZIED 911 %,

SR 40% 3 UL, 40%D3EESEAR, 20%2MAHETH 5 16, FRETIIITEBEOFHIRIZH) 2
Tt 2 A9 D K D FIIHERRD S SAERL S, 99% DM SRS T D 19,

TBIERRHICIIIREDOY A X, E., FOEOIERIVIET, FHIOE AMEOIRZETS & MR i
Hk & DASEIEORHIINEE TH 5,

<#EE>

—IRANZI A PO T U T — 8 D WA — 72T 2 — DA & DI NRIMEME S 0T %
D, SRRSO OO0, MRS 2 295 b, Mr a—OiERIE T LRt 2 245
HOFETHA Th D 20, WHFIIFE TR RIS 2PTRNZDILD A, /NS AR5 LTz %
R TR SAUEE L LIS WZ L3 D, BERER (acoustic shadow) 2 9 SR EERSH &
LTt S o8icald, #lRTICRREDNEWVITR TH S 3, 777 Tid, B
(monophasic) C, EEROMFTEAMERTE 223, 20%DFREIEIL R 7T CHAWERE TE 720 9,
ZAUTMFEANEE X THED T 22WEE L IMARTAUC & 0 SR IFT e W E OmE R D5 0,
B SANNEER NS ERRIC K7 Z 2 T T ARHER LT W L 3D D,

<MRI>

W, PIEME B3 T1 58 THENBIRE 2, T2 83i5<° STIR TRl a2 %, Hallk
STCIE, P U7 BRIy 2 Rk U C fluid-fluid L~ba B35, feeifnid 25415, T1 58
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AR TR 7B B 2% Z LBV, FHREED YA XD3RE A IR D& 5725 T2 78
TR THDILDD, NS TRFIRT v > VORI TR T THIRHE Bt S ) 5,

WA RISEIRE MR T 2 £ ETHY B, FHRAILIEDT—7 o A THIRFZD
FEEIAEIGE 2 LS & U TR SvD, TRV T2 58ai5<° STIR (13 A E R Ok
(L O, BRI DAL A, BROITE, B BIEIPIC DIRAD S, IR TR R -
TR & R A9 DR % 10,

BFRTERIGET DTS 7o TR, IWADILRHlASEET, MRI L, JWAMREHTHS &3 25H
WikHEI L SE 15 (A B @ 2 —1E) TN flow void S RLOAVRNFETH S 810182122 IRAT
Ko TUHKFZ ORGSR, Mt L7ZRE, #kn7e 228 flow void BRIZ R A T2 D 475725,
%D T1 3858 GRE £ (77 Py b a—EIZ T flow void (TIEH S5 RIZF\ THEBIAS AT
RETHD 2,

HA TR 7 @R IR OE AT STV TO S BTG B AL, SR T L7 RS
PICIESERIRD SR S AL D 810, Gl TIERE TR 90 TR TIWAICIEAIEIEL, AVM KV S
NS 20, A CIEE O E AMEDENR B0 5 422, TREBEIR & Ot b 5
FHIRAT A TIRESEIRIARD U 2 7 23 < | 1BFREHEIZ 72T B CZOFMIANEZE TH Y 2, JHIEH
D MR Z OREHICHE LTS 2, BB R —UME DR RN &0, SERUAR X
TR LA TRUVERDMG DN DT R.L S D 9132,

FHARATTZ S PSR O EAECHHEN R E O E 2 5 0F 5725, mass effect 1 —fRANZIFZfEDZRN S
B2, @ LESTHHED DD LD IR BAERDPMETH D .29,

<A >

2T H BN A T S5 2 LIREF RV, 18R B TITON DA DRI,
B EHRIED ) A7 RN, EEEERNC L D3EIT R, ISR GRS 52T
T2 b0, IEFME~OBETNAAHND B0, B S HIERNENROND O, FlRILE
FHHNDEDOD ATNIHFL, B RIEC L D58 ) 27 24l L WD e 5 620, JURMED
b DIFGMME N R OND O, FIRILIEDNZ DAL D & DI AN BHITIRIND U A7 D38 0 16RE
JRZOWTHEICHGETT 20BN 05 & S D,



o7

I
<CT>

BERSC MRICHATFERIID 20D, §HRG, FiREOFHIC IR TRE TS 5, 7 ARk
SO S FTRETH Do TAZRITARIIN D DU NI — 72 Uii % 2 U, EBEMEDEE R A D D
DT D, CT 1, MRIIZE U CHERGIPH 23l 2 1S T S 7auy 0,

< Bl E >

HENRROFECHAA 2T 2 Z L TE D, £z, BOEZERECA0F Dbk £ Ot
fifih FTRECT & %,

2.10 %% B  ERETE Venous malformation

(A) BEHB T— Mg Blca 3522 (acoustic shadow) 21 5 FifiifEiGE & L TGRS,
(B) FBIFHREAMETE « EEESMUOPGHRRSEIR U, PERICERG &5 2 5 AIRb A 78 5 (K
). (C) MRL STIR 7Bk « [REBALIC—E L CRa B4~ i d » GURA), PREBICEHIR
LA HND, HRIFE TR LD L0 < OfFEREEN & D03, ARILT DRIOFIRA S
MRI Cldfithsns7=0 B2 Hs, (D) MRI, T2 5% (E) MRL, T1 5&aEig  (FMRI,
STIR 4 : BRGIIARES 7S T2WI, STIR CTrfE%. TIWL THREEZORRZ L LTt

%o PIBIZIZHHIAR ) A SEdot 2 T2WIRIE S, TIWI &fE a3l H(RIR), FkAIX T o
= U AT HIRME S OEMEG L LT S LD R,



3.305%(% &Mt FRE Venous malformation

(A) Hifii CT (B) 15 CT #fikkAiEse (C) CT IEEAHQ 431%) (D) MRI, STIR # : Hiffi CT TI3%M
ORI 278 5, B TP SEEAID AL AEERR O ARA A H AL, EIEFH TJE
SDIRDY BRHIVTNDERF), %% STIR 4 & il % L. CT OIHERR T b A i
EIN QRN ERDND, AN IR IFEORE CTh 2 F 5 L QN DFETRE S
%, (B) #& BE— NEan (F) ek  @E 7 v — N L DR a e LB RoZ
{bER LTS, JEEIZ L D BEBITIRENR AL L T D GLBEAESD),

(b) FHNMEETE (Capillary malformation)

Slow-flow OHRE I T 5, R, HEEOEMMIME OILRFE CTh 5, FIBORFAE T 0 EE,
BRI TLEL L 72 B 720 29

(© Vo ¥EEE (Lymphatic malformation)

Slow-flow vascular malformation |Z& F 5, BIFECH,
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I 2. Fast-flow vascular malformation (& < [Z AVM)DEHE2ER

BEAIRATE (AVM: arteriovenous malformation) (X 4)
<R >

BN 2T SIROBIFAROVIS S TH Y . BIFRks v o P E—~EA T2, v MiE
R MEDEEIRTH 2 nidus A 2K S OBFIREZZRL L, WA « HIEOHGE - #E47 - el
I E TN AR, ETRENDIMEL, R L & BITHERT 2, EFERIOMHR R SR vEL 8T
> ADIAERIME A TR I LTV BRRFTR.OZBEICIE, Schébinger 7578HE) AV HILD

29)
o

<HEER>

B &— Mg CITER IR TIARSRRE 2 7RI Hiik - 0T Lo 23860 %, T — R IIETIEE
YA T ROD T —FRBRABND, 7 VA BT ZIETIE, JED R AEED & L ELE 2 v > MK
TEZi8h % 9,

<MRI>

PR U7 ABDRS® nidus (& T1 5%, T2 5855I TS50 flow void & L TRED HALD,
MRA [ TRABIRCHHF RO AN E A D DIZH A TH 5, 3D fast gradient echo (GRE)Z~<—
Al a—y =7 U o 7¥EEFIH L= timeresolved MRA 1, 55\ WFEIMIERE & 2281/ fiRRE DI NT.
DFRETCH Y | WRABIROAOENE, shunt FOFE, FHIFHREROMH G FTREL 725 19, fiIE
M3 X O nidus JEFHOANTET 28GR S T1 55 TGS, T2 Mg CRIEFEZE L., &Y
HNEN#I T1 5% TR & Sh b,

et

7% : Schébinger 73%8 ik 28 L Y 28 LC51H)

Stage I Al FEFGHLH, FR
Stage II S = FEHAEE OREHL, R
Stage IIT B P, 15, i, R

Stage IV TUIER 2 D2




ARSI, (A, B) T1 SR E(C) N T2 #3t% TS 5% 2972 nidus (A, B, C;
RER), PR LIt ABIR (As RED EiHER (B; KRFDZFED 5, (D) i
GRER), $E3R LT-BEEEIR (ORED) & FIRIRETORIRAD 2580 2,

.

4. 105% B #EIRGTE AVM : Schobinger 734 stage IT (L3R

I3 BamIRE
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A Cld nidus

RETIRE L, 2 DLLEOIREFTINANRIE LTOWAEEZ AT 2 b DT, LIFD & 5 I1Thkx 727

Fid v | JERFEOEEDO L LTOEMFbHON TS,

Capillary—venous malformation

Capillary-lymphatic malformation

Lymphatic—venous malformation

Capillary—arteriovenous malformation

Capillary-lymphatic-arteriovenous malformation
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AT

IBAT DARE RS T 2GR RAME LD, K4 OREFTEOFTRIZOWTIFED LB Y
ThH D, IRETRINREH 2 S0ET DIERRAC W TIL, BIED@EY TH D,

4. meEdiEs e <ISFLURMEE L Kaposiform hemangioendothelioma) DiE§Es

(a) FLRIMAZHE (infantile hemangioma) (X 5)
<A >

W ZIRMAEREE [FIFE T D, 9 60%I34E FRACITZBDZR Y, B3 1:3-9 THIRITE Y, 4F
FEEOLIERS, (AR, VU DNRTH 5, SMBUIE TITRE L7235 13 strawberry appearance,
VEEIRACld blue appearance & 22975, MEENIAEREOE CHEL L, 2w F CHERT 2 REHGEGH
AT, 8RB E CITIBMG (HBY) 35,

<EEEw>

B SRIAIEE CPA RIS & B DNRAE LIS Cv %, B 77— R ZIE T, Fudosw
TMABRHES S LD,

<MRI>

VEREMN CIIBE IR, g A R L, T1 i ol & E~IKE 5. T2 kg calE s 29
%o NEGROIIFRIC flow void |2 & D HE(E 548 A5 2703, BIFHIRETE CRDDH L D722t v Mz
V. dynamic study CIEFHI L 0 E TR EL S D, TEEITZEFTRICZ L, JEPHOIEIEE
DIe B, BHE CIERENRIR R B S L 5 720, T1 TG CrafE Bl HEL L, @b
KTFT2% 2,
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5. 1% &R FLURIMAFHE Infantile hemangioma: ZE# 1 @M HIZHER

A ONERI X strawberry appearance &% L CVWA(A), BRI IEZFRAREC, (B) T1 #iig <
55, (O T2 e CRlEEZ 2L T\ 5, IEEOIIRZIZ flow void ()2 & 5 Y5 Bk 2580
%, (D) % MRI Ci3¥—058< @ STV,

(b) HARVANEERMAENE (Kaposiform hemangioendothelioma) (%] 6)
<A >

FPE A TRHCAAE S Do FABEEIE 100 T ABHT=D 9 NEFREBTHD 0, FRARFTRIZ
PG DEFA L, AR, B rTENEEIR A &2k, K9 70%IZ Kasabach-Merritt B4 &0
% 30, VU, (RGO TR AT T 203, BAEIEHitR7: & OB 4T 2 Z &3
%, MEFIREEHAATR | SIS 2, & TR~ 25 ORIEIRRE AR
Kasabach-Merritt Bi5 2 50F L300,

<HEHER>

JEGOESUIATH Y | ARIHAE & SR S A JIR(ET D,
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<MRI>

FEGOSEFUIAIMETH Y | PRI/ NS IR ABIRCHTHEARE R8O D Z L 3 d D, BUFPR MR
IR IR L, T1 G CIR(ES. T2 WG TRl oa 232, £z, HiEo~ET7T Y ik
L DIRMETRETED D, BHET DB ZMBEET D 208D 5 %,

6. 0% &I AR VHERRLEANEE Kaposiform hemangioendothelioma

FHE TER DRERICANT T, Ik N E OIS 2780 5, (A) T1 7% Cik(E7. (B) STIR
TR CRfE S 2 2L 0D, (O) FRHIHNESE T1 Mg T30 &g ST,
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N eEszE U asy

) > V& &/ Lymphatic malformation (LM)

International Society for the Study of Vascular Anomalies (ISSVA)Z X % ISSVA classification
for vascular anomalies? CiL, VU >/ VE &P/ lymphatic malformations I3 simple vascular
malformations Il DO DIZFES VD, Y 27 AT/ Lymphatic anomaly (X, &1 DT &<, &
OICHDEEND, Afa Tt IR L7 common (cystic) LM, GLA., LM in Gorham-Stout
disease (T—/AJ5) | 72 HLONZBHET D HRBOBEIEZWN S E T 5,

% 1: ISSVA classification for vascular anomalies? % —Eick

Simple vascular malformations II

Lymphatic malformations (M)

Common (cystic) LM

Macrocystic LM

Microcystic LM

Mixed cystic LM

Generalized lymphatic anomaly (GLA)

LM in Gorham-Stout disease (GSD)

AT OBEENL, MONRE STFER, B2l ((FERAL, FE230 . BN | TBIRIEEIROM
B, 1RBEMROHERREEE (BOFEOZE) | Tho,

EHEAIOBREN L, MONRE TR, 2T (HESNL, SR80 BRI | TR OMB,
TBFRROHEOREBIE: (BOFEDRZE) . Tho,

728 ISSVA classification |22V Y ClE"issva.org/classification" CEHTIK DO SFENSMFTHETH 5,

() Common (cystic) LM

< REIE>


https://issva.clubexpress.com/docs.ashx?id=178348
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JWEDREEIZEY, v~/ av AT 4y 78K DEI7muv AT v 78 (X 125D
W, WEDEAELH Y | IRER L Sbivd, EHITEEGIEONRE & U CHgR i, oy oy
K2 29, FlRGIEE 20| HSATRBUZ LV, S8/ KBRS 72 & OS2
BT 2FCBIEHRIEL 72 V155, 7 RY AT ¢ v 7MY Lo ERTROIE D BEEIEE< . A TR
IZHEREND Z ENZDITKT L, /NI A TSI 20 CBE L 28 H D, 2 7us
AT 4 w7 L VEBATREITRET D XSO BN, v a VAT v I LR
IR TR E LTHBILD Y I RY AT 4y 7MY S E CTIEOE AMEORHRRANE & &
PHO U LB ED Z e 03D 39, FATMIIFETERICE < (70-80%) | FHIHEIEMN S
W, ZORIEERE (20%) 0, FAUPUBIAHET S 220, TR AIIRETO B R S e
JERDIFIRNC 725,

<R ARA >

B BURAR IS DR PR CR L CIIRHTAATA T, B — MR T VB AR ORE
HIRHED I CE 5 0, <27 By AT v 7B L e R I3 fREE TEER Sl = —
WAL UTHGESNDDIZKI LT, 70y AT v 7B LR N S 7R B s A m = =
— L LTSNS Z L0395 9, ZHUTINEROEEROEE?S interface (272502 HTHH 9 , 7
BV AT oy 7B L NERFAT ARG T K NERIS SO T 7 ) ARSI 2 &
tr, B 77— N7 T Tl S72BEHIRNEE D FEOBEHEEN, FHFEIC A DD A3, FEIRPIIRm
I IHER SR N 910,

<MRI>

DM FIZRRRI, MRIIFZ OF SIS OIEREIC L0 B ZED, U o SRR s
LVEREZFHIT DIBEOTX ) T 4 ThD, Vo ERRZAT T2 Hiiig, STIR 4 Trils 595
78, T1 iEREIE CIERE WA & L TR S LD, REMECAHE L. TENE AR Y ook a2
19, APICIEE 2O LRAFEREOHIRS AOND Z L0835 112 | ~7ui AT 4 v 7 RIp) v~
HNERIE. PRS2 o TG BTG S DEE O —E 22 L0 2 | {KEE
FRZAE D a3 % 9, FNBE I IMENRIEIRDN L OND D, 13-o& 0 LAWEELH D,
RO T2 S 7220\, ZAUTFIRET T P E PR &R AR 2 DAL D A CHERI L &
RHW , 2T RVRT 4y 7 L NERIRTSEIEY NS W OIZgEI & LR LA N T &8
BHOH, ASFIIFRRRC T2 s8I, STIR B CRfE 5IA, T1 isdiEig CIRESHA L U TR E
ND, BT ETENRE RERVA, /NS 7P ADMREEDIE IARSOIRIE LT BIRATIZA T &



68

D OVEAANEDEEENRD ALY | FEFEIEEGOE OMOFHIRATE & RN L 7200 Z L0305

12, 14)
o

<CT>

CT OF MM, T M < L Aied TR IR IAW I 23 - C& 5 & WVl Th D,
Hik M REE CIT MRI 12252 S DD, JRZED SR ERJE g & OBIR bAHiirf e Th 5, & CT %
1792 LT, B ENRE &L ORISR S EMIGTHI CE 2, ~7 ni AT 4 v 7B L VEFIE, %)—
F TR A O AR & LTt S 4L, &R ICREDIEEIE R 2~ 2, CT 21T
BT, ALARA OFHICO- & 0| BIREBICS0 B 088 H 5,

=3

< Bl X R >

HHl X SR A D A 7 V) —= 2 ZIAEThH 5, Hfl XSl L, FEErfifEc,
BEIIET D,

(b)  Generalized lymphatic anomaly (GLA), =—/~AJ#% (Gorham-Stout disease: GSD)
<>

GLA X, Fk-R, IR, Mo, H8m. JiliZe & ONZHGHR/ERR & W o Tokfkx Zalifal DR A 2 leh 5 19
(X 3), 7283, AFEHEILZ I E T Generalized lymphangiomatosis & HFHIIVTE 7223, NEEEMHIEE
Tl & DOBLEDD, Foll Tl GLA 230 R E L THWSHND 19

GSD &, BEfR L S OIRE 72 HONZ Y »r SHERROVSHA FHE L T 2HiRETH 5 10 (X 4),
GSD | ZEAERDLRNEDE T D03, PIIAZTBO D560V | IEARRE)S GLA (ZH(E9
LHED 5 1,

ISSVA 5% b, EIERNI 3 FEARRR R U o/ SERTIE & S TVvD Kaposiform lymphangiomatosis
(KLA)/E GLA OFHIREE L TEETH S0, ZZITMFET 2 0, 54F, GLA L2 Tng
HZ, B CIRE IR ) o NEN BRI O SER A GTERIA 2 Z L3 . ZD X 57
TRERHARET 2 m e, BACOIRIE, BEERE 2D Z L%, FRARTHL L2 b,
Kaposiform lymphangiomatosis (KLA) & 4 S4172 1718, KLA (3 GLA BROWEEZ AT 5708, H4E
FE D1 MEIA(100,000/ 1 LA TR0, fiffiz-tGed & LIZRZEND B OIS EHFT 5 7 L ORE#E A
T2, ZORRIGEITIE. KLA OFREMHEIRE SN 1718 AR COMERE T 5 19, BRI
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GLA LHAEIS 273, BRRIWATAPHOSERIRINA, 1SR I itad ORISR ) H 3L
MDD D 19,

< Bl X iR >

BIRAE, B X AREEIZROTRAMIYC, GLA TR B 2780 505, BB
L. BEECREDORE &7 LSBT 5 b OORE T, BREEETZ L1301, Zhuc
%L, T AE T, ATV B R OIS T, AR & 725 19,

BIRAEOENTT— L5 & i LT GLA THEICE S Y THI— LD 7.5 AT L,
GLA T 30.7JREL W H ML H D 19, BIREDAMCONT H T— L e GLA THRA 7245
Wb o, SHEE. BHEE. Wi, Bg, FHEE W o -SRI, S— & GLA &b
X EFICROLNLDIZKT L, BFE. B LTk WV o EEREOWRAILT— L[ T
26.3%. GLA T87.5%& . GLA THED G\, FEEROWAIL. £ O%a, T— 2T
HGHETH DM, GLA TlIdEEketEThH D 9,

Common (cystic) LM [FIfk, MGHH X S L, MERAD A7 ) —=  ZICHERTH 5,

<MRI>

IR A ORHIENL, MRI 2MEN S, HERMRZAT, BRAICHEEL TR, T— ATl
HERHNRD HALD, FEFIRGRZIL, T2 e CRlE B2 m L, RO EEIR AR 5
19, GLA CIIBEZEIC B D WA 2580 DI 720 2, GLA OS5 ERZEDORHIZ
45 STIR A HEET 2WE 65 2,

TS OV 8 B\ NI & Vo 7o SEE RS L. GLA TRlsd HAVAHEREANE < . MRI T2 SR
G TR emIE SIWA L LTl S,

FUBEHI L, BT D BRI K E & 2 WIIHIED U Lo NEORFEITERT 2 LB X BTV D
20, iK% GLA 3 LT — 20 & BISEERREEI R DD 2 & D, BKOTFEE & 0 i % 8
BT Z EIFREETH D,

45 MRIGEERIETIRNG#IH T1 s8aREiG, STIR 4. JE&ARHIH T1 HaRmigI L, 45 53725 60
NEBETLHHOD, T HZ LK HL B JOSERER AN TRE T, RIS OH 2N
b NSREHBENCHATH S 2, wlE, STIR Tl MABNEEETHDLZ E0h, WEAIMKRE
L7125 CT k0 WEDTGNES T 5 2,

<CT>
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A& Common (cystic) LM TORTARIAEE. CT DA FMEL, IEEERMAMES | Fied TR
\ZIEVEIPHZ R CE B LW\ ST i Ch 5, MRk IAFIE CII MRIIZHE D HOD, JHED JESCSE
lidigs & OER LEHMIirTRE T 5,

BHSRIZOWTIR, O FEAMZIE MRI TR APRIHIE S 028, JWirEda ks & 5 g%
fEid CT T VAR SN D560 05 P,

g7 & OFENERRZSIE, & CT 2R W TRIRIUR E L GROHILL 2

WA, MEbRlEN AR & OV E PR IR 2 5 /NERTBREE DO AR 72 & N &S A -
JEEZFRD 5 20 Jazkds L OB OIEIL, HlERAIC XL 5 Y o \oBAZEIZERT 5 ATeErE
N5 | CT 21THENE. ALARA OJFEANZD - & 0 | BERMERICED A BN 5 5,

<BEEF A >

U 2 N D B RIS O B AR ORI R AR I FTRE T D, AT 238541 E 99mTe-HSAD(A
IMET VT 2 2) T, WHRUEERE 1 BHCRE T L, AN U2 A L 7 TEA T v 7 i
¥AAT 7% SPECT(SPECT/ICDHE 21T 90 MUK DEFRDILIN Y Zfed 20BN o 5
SralX, WEE 3 WA, 6 Wi, 24 WHifR, L\ oo X A I U VITIBIMRE AT 5,

U o F TR BRANSENOILR LI ) o VEITROSERE 2580 % 22, SPECT/CT T
13, BEAEOERELZ BRI TE 5 2

<>

GLA X° GSD OEHERMRNZ 6T~ 2 BB R A OREN L, WA SAOE L S 5 L 0id Bk
TAEDREHBIE L 5 A D, BIRIZHHE L CIEBRINA 2780 5 Z EMNLNDOT, K= OF
(i LTz, D =7 RS ERERAIC K DRI TH D,

Rl i & S el i 2 Pk ORHl ., #EF iR & CT <> MRI TR Rds LY
REEBELTUTOINE THD,



A BEEBE— N, B BEEI T — N7 % iy (%) IFEAZTROE K 225D
FEMRA CIREERSZ0E D ORHD | Hol THIERICAE —BEEE O INAIORSHIA R S 41, HIf<oRk
YUZ LD debris Z R TWH D TH D, HT7— N7 FBRTIIMEE MG S 52780 505, PIERIIE

AR IHER S 720, (C) MRI T2 JRVH#IERETEL, (D) T2 SRR AR < 2 E T2 58
B CEE T2 R L. PERCIHMRE 5 OEEGE 280 5 ORFD)
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NG L NE BT

M2:1m B

A BEEBE— N, B) BEED T — N7 7%« i TR SR O OIE )Y
b DA NS TRFHAHAE L CD, BT — R TNERC IR 522 TlidZayy, (C) MRI
T1 SEFRFARITE, (D) T2 SRFRIRIHE, (B) STIR /KA -

ARBRASTHRL T T1 SRRl CIEAF 5, T2 sRaibifg Crfs S OmKE R 30 L Tho - Gupd
V), STIR Bifg CIHWAR R ERE S 2R LTS GRFD)
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X 3 :

107 &2 Generalized lymphatic anomaly(GLA)
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(A) HigBEEAE X BRI « MERIER, P25 ORI 2NT CTHEMRITHES 5 IR 2788 5, Minor
fissure OILE, WHMIFEFAZITH — U —B izl HERADOFTR TH S, (B) JRktssy CT
H RIS RIS : ZEOMERITE A D720, R T 23805, (C) My ik
WP I « HEHE X Ml CRBeOTo, WADHEGE TE %, KB SUEROMR, /NEHIFEEEDAE
JEDIANE T DD, I AT 2/ NTARRIUS A58, A L B2 bivs, (D) e
CT SHEFSIFRENMEG: - MEPRZRI e L CRUE S SRR 7R & ONT IS ARAH D/ NEERRRE D IR A
MG CE 2, (B) W& CT Mthmaetifiilis « USSR S ONTHET 2 IEhiRa B Y FA TR %
I TED B,



4:125% 2 LM in Gorham-Stout disease(GSD)

(A) Hifli X S BB « OB E M b AR, FRIH B T BV i ClRlE R &
7o TS, (B) Bl X MR AR T e s o 2 A A KBRERRL BN TEW
INZTRD D, MBI BIEEMZEIARD HILD, (C) FIEHH BB TANT T MR EEREHEIH
T2 SRFEIG: : 45 KERE VAL & B E P ORKEHEA 4503 5 @5 5z 78 5, [RIEROL FAEIHKIC
SRIRDOERHAROYEN Y 23880 %, LRI balE oiliziin 5, K BHEETE 2,

EHRES, D> F)
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I1.Eﬁﬁﬁ

MEFENCR. BMOER, SRR OND (K1) o BRSO SERH S 2 ik a2
A, BRAME CIRIMIR &R MO ASHD 22 SHL, BRI 2 I Lo oAb Do Dlige~ & 8
SN, ENETVDORERER SO U TG BV DB B D,

BRI ST K> THEEIR, AR, AIENIRIC S D, BIIREE PN, ik, SMiEoD 3 &
G LD, BRE L COEL BPEIME ChH D, TNENDRBOIE SO OFEEI 38
HROFHAIZ L > TEZR > TWD23, PRI DTS VE, T HE 2 Gk, SN
ITHHEMERE AR D72 DB T, NIRE IO R NSRRI, PSS & SO /MR 2 LD (B 2-
D o MM - BRI E ENDERNE. 720 CUOFHMEINR, MERL L Th
D, DSBEIRE 1ZZ O L~ OBfRE 4T,

AR IR, LRI EN- < EOEEZ S5, LT UIZE OSMANZJE Beifa a1 5
(x2-2) .,

BRI S U2 K0 MR & SR S AL, B BRI L~V OBIROITH A ET D 2 L 3%
VS, BIRE D BIERCEER B D R LRSI OEIEE BT D, MRS B B IR A R
72723, 2850 pm P EORIFHIR CIIERREIRAES HBL LA 5, IR 1IN B i i 7=
i, SRR GTAR, X <IEE LTRSS DR D0MEA o (X 2-3) , PIEEL Pl
DN TR E A R <,

Elastica van Gieson (EVQ)4Lta, ClEMsin d Bl e E 5, BhREEOMAR-CEIFRREE D
MRRHEE AR L3 < 25728, BREFROHBICARTHS (23-1,2) .

IMEREAFAET DB A BT X 0 Yot 2 FIEN Y Th D, — BN S5 i
WEZ~—7—I% CD31 X° CD34, FactorVlITH Y, U o Y¥ENE~—7—(3 podoplanin (23 5%
Eguth, (HiA41ED2-40) ThD (M3-34,5) o JEARGIECHIRIZ I 2 B 3 a7 7 -

(XS D 0EY s (o SMA) THEE72d (K8-6)  F-FLMENEDNEGHI X glucose
transporter protein-1 (GLUT-1) 2k A0 isa Cruthic e s v (XX 4. mEMEIEEOREZ
WroEAZZH) . GLUT-1 I3 MO B EMROME ORI b~ T,

MAEMAES - & 7TEOBZEN L HE YDA TIFREET, 2o ORBRIL G, ot zfaah
HTOHEZBIEET D 2 LICR D REL 2D T LMEY,
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§ 2. OEHER - NEFHOFELHOSER

MR XIRK, SMBECHERE Y. 078 Rk e B DO DA L TE 722 &
T, JREEOHFECH Y P NTIRELVE U QW e, THEFET %72 1976 412 Workshop for the
Study of Vascular Anomalies 73325 _EiF B, FERHOEHREL, JREL VR E BRI ORFY
EN—EIIR UCELAEVDM T, ZOMfS, IKERFICRE 2 EEARERFER TH D
International Society for the Study of Vascular Anomalies ISSVA) DRii& TH 5,

ISSVA /A ClE, A THSLD) WkZ, MR oMM FRRHIIC L0 TR & Tar
o) WCREL 53T % 2, W ZERIT 5 2 LIFREERGE L o0, FARRNIIRO & O 1TREE2
ZATD, ETIEABRABELR L, MEEMT 2T O LOIMEIEL THL 070y, MEDIZEH
38D DTS %, HERGHIAAMEIE L CO L5 B TIES CTH Y | TRRBRE N D 58135
TdD, WIT, IR DIRE OVEE 2 ot PRI S TR D, & L CHRlm, P31,
WOINBIHET DIFETH D7, & BIZAIRFTRACHEHEET ROMEHE I L, REEZE 2 RE T %,

TP RSO AT & RGOSR AFE L, EI2IE T ISSVA A CIlAE w7 &
L T o TODRZICE L THBIS FREDHE SILTND 2 b, SE%aE & EEOMES
L L TS ATREME S B X B, 7272 L, ISSVA RIS S < 0JE%EAT 9 2 & TRERAYEY $%
WIIRIRIEDNE G725 EWV O RIRIND, AHA R T4 o TILISSVA 5zt L Thd,

ISSVA A CTAE & SIVTW AR, BHcEiEss WHO 43585 4 hit CldFEIZ hemangiomas @
THIZPFESN TRV, /INEH TlX venous hemangioma &)\ 7RI SRS D485 & |
intramuscular hemangioma &\ o 7= A ST 24 FDNEAE L T D 9,

—J7. WG REEYRERSMT OREUE R E T 5 Soft tissue tumors 5 6 il Cld. Vascular
malformations &9 IEAFRIT HUTEY . [HEO “hemangioma” &\ 9 FHEELAFE LoD, HES
E LT ISSVA A EFEU L Toniha & > Tund 9,

F 72 B SR ELOEE ERECT o 5 Lever's Histopathology of the Skin 2 11 it Tl vascular
malformations &9 HFEIFEM L CTE LT, BHEMEMIEED/27MZ cavernous hemangioma <°
arteriovenous hemangioma 7 £ /NEH Z 5% Tt ST 5 9,

TS E OREUER 7R B2 OZRL ECH DAMVEWRERE: 55 4 I CIRMAEIEOE A IZBW T, [ED
NI SRR AT, £ L DB FDOINE DI TH L DE-E 0 LAy St L Tnd
23, /NMEBE CIIFLRMEE : & ISSVA 7738 CHRFH /088 S ARG BMIAE A H—FE L CHM
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MAEREIZZDTIY . LOMMEMRILEIE, FHAPNMEEZR SIROMFHEEZCOEEHFEHNL TS

6

o

B SN TEXTEREOEN S L, A HBRETENTNOHREOERT 5 & Z A&
VIED HOHLH DT, TTEMERE LT NEREVERT 5 2 SIZREECTH D3, MAEREDOERE
T& 5 Vascular Anomalies 7> 5S4 « S22 LT KE Dkt a FRIRT 7,

A A FAEBFED AT DN TI, Bl % OIFERN I Z N EN O b B E 7T, #
RerfEra Efgarr L, JREIETR.L L TED & D iy a EN T D ZRCHT 2 L83 H 573,
EHEBOBURIDIRERWA L0 BERRZR IR S LD,

KHA BT A > TILISSVA SSHAITIR - Tk 2 LTS3, B 2P CIRRELZRET 572
D, [FROAHEVENS U THRET 2 2 EnEENRD,

7235, ISSVA SPHITE &2 b4 FRORIEMETEHREDPAEAT D 2 L bifE o727, B
PERZRICEI L TH T NRICR BN DIRICHRZEN TN D, ZOHA RTA AW T b T
JZEIC B UL E, e R E A L& LTI o TR Y . oMo HEEZE L
CIIHEERE BT D EA BB I STl

IR, B2 IOV TR,

I 3. mEHMOREDE

RE AL, IS RE 2 & 7 LB BR, #Hk. BHE, U Thormnic iy
T D, HRETE (Venous malformation, VM) (X 4) | B/ (Capillary
malformation, CM) (X5) . U VE#H (Lymphatic malformation, LM)IZEAM T HIFAET D
2, BRI TEIZ L 220 2 L1137 THFIRIC O3 28k & HFIRE HHBIT X 2V AL
BafES Z LG, BEIRETE (Arterio-venous malformation, AVM) &4 ST\ 5% (X 6) .
FTEETERRT DEWEN, FIROI, 8DV NIBMIE DI &> T B—Dpy Tidzal | #o
FROTINRIET D858 b2V, ZOWEBITHES D as % L, BLEFIRETE (Capillary-
venous malformation, CVM)72 £ & FES, 2014 AR ZHUE S5 ISSVA 735E Tl AVM,
VM, CM, LM 72 EH—DRk557)> 572 54713 simple malformations, CVM, CLM, LVM, CLVM 7z
EBELDR Gy H 6 78 H AT combined malformations & &AL TV (X 7) 2,
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VM TIERE AR ODITHRR L7 A Hav, BECHN EESHED SO b, $iz, Ik
SRINE OBE I TR BAAE L. SMA (T3 9 T 5 LAGITHI T & 2, 72721, BE
D—FB TP 2 JHE T D 2 & b2V, LA TR, JRME O ile) 580
b, ARKILEMED 2L b D, BT TALNLHIRAIL. ZOaKbE S/ LIZiieTH 2,

CM 1T VM & bz U CTHRR L7 VD IED B 72D | A OFRRDS I, HEIT X
Tl CM DIEREN LR LEIRAS Y & iDL S Z & b DA, EVG Yetall X 0 dti 4 du
52 LT, CM DEENDFIREENZ B TE 2,

AVM (T ERE T & < Bk LOVRHEMR, 62572 < nidus #3705 5705, EDORGIRE
D& D IREIE TEEND MNIBIES, IZE o THRA TH Y | TREO—H) BAER S U7 TR Bk
FEARDHTIE AVM & DWIERREEZREE B E, BN Ry 77— a =R A R £ Tl
ARILFEDH M2 RS D Z L NEHETH D,

I 4. nEHEEOFED
ML SBEGE L7 Cdo D8ra. il ClEZe G & 9725725, 0D T DI FMERIFOHE R, VW o7»
BIFE LTS TH 20 E WD THEHRAENCEE Ch 5, IS DI A ET DK &
e LC, ASmERE (X8 | JeRMMmEE (X9) . Kaposiform hemangioendothelioma
(KHE) (X/10) . Tufted angioma 3% %, MEFEE TIFTRNHOO, & AZFLILMAER ISV
TR 2 2 M STl 0 | AR DHFRIETH 5 Vascular Anomalies 7> DY « i
BT REDR A RITRT 7,

FURIMANE A TRAZIIAAE LRV, A% T SITERZIL LD, P THIRT2HETH D,
KU COD RPN RIS BRI 72 A A BN D, ERE IR S L ThFoMc2 U » b
WIZHONDFEETH D, IBMESEEIUL, S BAWZERE RS BN X 912720 | A3 TRl
ROJE RGN LT AR b —3 AU THEE L7 EEREDO L3 5405 KO IZ72 0 | SR IRZSE D
KD SNERGRR CE X Ho 2, FURMAETEONEAIIL, BT 2R HiRE T DR AE L, W
THORB T HEEYRA T L a—R 8TV AR—2—O—FETh 25 GLUT-1 IZEEZ R T D, i
A MRS CIINEGEAS GLUT-1 f&th4 md 2 & L0, St hike LTHVWeng,

FERMEMAENEL, A FRENDAAET DA T, TORIZHNHET 572E 97 T, Rapidly-
Involuting Congenital Hemangioma (RICH) & Non-Involuting Congenital Hemangioma (NICH)
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533 D, B YAE SR RICH % NICH bABMkE0I IR TR T, PIHHIN & A

Rz A T FRARD/ NIAE OREAD A B, EDOHRERIZIIHER L IZ#FIRIEDIE G0 B
Do

5T ISSVA 43#ACIE NICH & RICH OHfljodfisfiE & LT, Partially Involuting Congenital
Hemangioma (PICH) &\ 9 BEMEE S5 2,

KHE 5 XU Tufted angioma (3 340 h ., HHFERD HFEMFE O ME N EGHINEES J OVE Bl oo
B T NIE DS AR U BEIRI RS 2185 C©, HE BEA L Lo /PR % 7”3, KHE T
IIOFERI SIS 2 REHOIED . BB OVE AN 84 2 SIS AT RO b R
{EL. —Ji Tufted angioma Tl cannonball pattern & FH SN DFEEMIAEE &, MEEHIZROZYR
BRCHEBR L7z U » VEDRHEI & W T D, 725t Cld, KHE I DD H5HER i
N, & ITREELIR% T podoplanin [5EA 7~ & ATV 523, Tufted angioma OFEEHHIE IR
T, JESOPEIR LT ) L NEDORTHM A R T E WO MERH D 9, 72721, WEIER—DHRET
o EVIFHHY . TORFMIOWTTFERDIED & ZATHS 9, 723, KHE [ZoW TR~
NERROEG BB STV, MRS OFUS OV TR 11 SRR S,
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Hum Pathol. 2000; 31: 11-22.
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4)  Goldblum JR, Weiss SW, Folpe AL. Enzinger and Weiss’s soft tissue tumors. 6th ed. 2013, p.639-680.
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hemangioendothelioma and tufted angioma. J Cutan Pathol. 2006; 33: 492-497.

9)  Goldblum JR, Weiss SW, Folpe AL. Enzinger and Weiss’s soft tissue tumors. 6th ed. 2013, p.666-667.
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#*  ISSVA SSADMODRKEIZIS I A FROLR

Vascular Anomalies DF(ZF1F 5 G \
Old terminology e (REA)
. Port -wine stain FEAMAENE G VEHREEY)
capillary
malforamtion naevus flammeus synovial hemangioma (WHO)
(€M) capillary hemangioma intramuscular angioma, (WHO)
AN S OVEHRERT)
venous hemangioma (WHO)
FRIRIEM SR OMEHRELY)
venous hemangioma )
cavernous hemangioma (Lever)
cavernous hemangioma . . . .
venous o WK (R
malformation capillary-cavernous hemangioma ) )
(VM) . synovial hemangioma (WHO)
venous angioma . .
. intramuscular angioma, (WHO)
cavernous angioma - . e
TRANIMAETE GEHHERT)
venous malformations (Enzinger)
EARIMAETE OMVEHRERT)
capillary-lymphatic hemolymphangioma
malformation ) )
(CLM) lymphangiohemangioma
Lymphatico-venous hemolymphangioma
malformation ) '
LVM) Iymphangiohemangioma
Capillary-venous intramuscular angioma, (WHO)
malformation " . . .
CVM) AT GRHEES)
arteriovenous hemangioma (WHO,
Arteriovenous rter h . Enzinger, Lever)
malformation arteriovenous hemangioma synovial hemangioma (WHO)
intramuscular angioma, (WHO)
AR GMEHREET)
capillary hemangioma
juvenile hemangioma PEPEIEIE GRS
Infantile strawberry hemangioma infantile hemangioma (Enzinger,
hemangioma cellular capillary hemangioma Lever)

capillary-cavernous hemangioma

infantile hemangioendothelioma
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1 IEWOIRERL, EVEEZROMIBOBIIKA) & VO EEZ R B AR L7CRIRVZME L TR0 |
JEIFHORE A B O BRI (C) 2 B S D,
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I
! b
» i

1: SRR R 2: EHMEENXER 3: FARERE

2 MAEORGX, 1. BINRITHE IS, TR & S E PR, BRHEERE SR D2 DIMEEE o, B
PYRIIP BRI SRS TH SAL, PIIRE Bl il &AM T2 i, SIS E S TnD, 2.
MMAEOREIE S . PHIPBHIIAIC TS S, COIMNEIRIENRE o, FEEIHD S HIZAMUZ LIZLI3JE
Bz s, 3. BRI ST SAV OISR A Berfii, o < 85 L 7oREMERE S ik
IMNDIRDIMEN B2 %, VIS FPIRORIZ A B % PR de 2 k<



3 IEFHO/NER, NIROMRG, 1LEEDE W IROBIRE . BEOEN YR L7 Z2bhd, 2. EVG
Yo ClII R G B, SRS, BIRRHES IR E D, BRI NG 2 B D
23, EHIRVBEOBMSHERE 1%, 8. CD31 Yt TN A, VIS & 722, Eiz—H ) v SELy)N
Bebittarnd, 4. CD34 Yutaid CD31 L[tk MAEPNBUZHIEL 22205, U L ERNBIIH £ D Qe S
T, ZOMBREMRESREDSIME L 725, 5. D2-40 Yt XU TRaNE, U o SENEICE L 72D, 6.
aSMA Bt CIIBIIR, FIROMAEFRBD M & 72 D,

X 4 : BARGHEORMERSE, 1. WOMDITHER L7-BEO U REREE DA 20/ LT D), 2. EVG 4T
TR T LD, ZOIEFICIIBHER TR TX 212 E OIS Sy, 8. CD31



86

G TIIESIAIR L 72 D720, PIEORSEDFER LIV 4. aSMA Bet TIIRHBIR O AN — 725541 ) SR
TE D,



—

5 : BAMUEATHOML, 1. A I LT B 4%, BRI L Ol BRI B T
By MACHIELTOBE, 2. EVG Yt CHIMTRPRIESRN HAP, NEINR T < B TR
b LTRELAL, 3. CD31 R THNEABIEE 720, FED/EE TR LT,

v

6 : BifiRa P OMIRG, 1L RS —RESDBER A L, NERREA ST, BIRE BEHIRE &7y WREH
AR HNAHAVM), 708, nidus 23 EDIREICS =D DD E N D B, RO IREIRED—E T 5
DNy, BHFEONRE TH D DN D RUTHONWTIE, HDHEIICE 2 2 & b H DA%, REHHRHEA COHEN
W22 Z &2\, 2. EVG Geta CIIBENO B TAR 572 & ORI D500 LT D Z & h3bh»
Do
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7 EHIRY Lo VETIROMG, 1. Aol A L, ANRISHE LT IREHED B L Q0D 2.
CD31 Y& CIRHTT R CONRE DN B2~ 3 (V, Ly), 3. CD34 YefaTld, ORI ChH 2 03—
IRE ONBERErE L 22 5 (Ly), 4. D2-40 Yett Tld CD34 Yt TRAMETH S TZARE SEME S 720 (Ly), U o7&

FRGYDIRAEE B R %,

X8 : FLIRMAFHEOMML, 1. S, M IREREE EICHE L, BRIy b2y, 2.CD31
Yefo CIIIRERRE R LoV, 30 PNEGHIIICIE GLUT-1 233474, 4. B, IREHSEOREIIE
WL, Bk 72 NTHER LT IRERESE DS HHE L T D, 5. CD31 Yetad bl C B IREEE DDA 53T
bD, 6. BHFEYTHNEGIEIL GLUT-1 L 725,



9 : Se RMMAEIEOMRRE, 1. PECHING & B EeHIla R % Lo 7 ko NS OBYE 3 2 b, THE LT
MANEEL TS, 2. CD31 Y TIIRE OREDTE® LoV, 8. GLUT-1 Yeta TlaRImER ) S & 72
STWBHN, FeRMEMAENEOHSEHIN I TH 5,

'.- TAnEE

10 : Kaposiform hemangioendothelioma OfHfkS, 1. [f& PRI X OVE B oOBE5E 2 £ T/
BB L, HEERITEE L T D, 2. CD31 Tl imAE ORI NIERSESTAET D Z & 0505k L
9V, 3. AEHILGCIE D2-40 23EE T
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OEIEHE T =
nEtEE

11 - MAEMREDOZHT 7 n—F v — b

ISSVA) %8

Simple vascular
/" malformations
ERTaRE (LM, VM etc.)
moows L
(7m0 — Combined vascular
SEE i) malformations
(cvM, LVM etc.)

B LUADRE

YES _  RICH/PICH/NICH

CETENE

FETS

NO IH

GLUT14 &

SN

. KHE/TA or other
vascular tumors
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TEERARIME R E VL R E V2D, 209 h, UL VER EITBMIME L0 IRH L. Rk
VI FRVEIRDN A Y SIS T2 Y LN () Z MR R T, 1EE A LDRHI A S
Do VU VERITMNER LR —HaET, BlY A EmRE LTUILED . KEIZHETL T
RENWY D/ NEITATL, BfICE &5 Y o AR & CIUIBAIEBRRITIRA T D, 7233,

BE, 0, PSR, MR, IRBRRB L OMICZ 0L 5 R ) Lo VERITFELRV EEZ ST
Do

U LB & RRROMEEZ A LD A%, BB X I U TR Cd 5, BB X
PRGN & J I3 2 BB ORE el & 2k Sz 2 IR - 7B RIE & 0 72D, BHID 2%
BCIRBREPRENZ LA L, Y o VENBHIBAOAIE L& s T | FRERIB TR S
LiExkanL, JERmazE K< (X 1A), Vg RE L RDIT oM, B EL D 725 s s
OIMADOFTRE L L CGED BILD L9125 1B), KDY » Tl - dnkd 2iEaa4
NN HDEFUTHIRE L2, SMEIISMADRE SR T D, HEHIL Y > AR L
IHDPY . PERICIREREZRS STo DD AT D, Fio, RERY L/ ¥EDETTR-> T,
U2 SR OELRTH D U o \Hindd 5, SfBRF71213 podoplanin (D2-40), PROX1,
LYVE1l, VEGFR3 72 &ED Y o ERNBG i~ —J—3 ) L VEDRIEIAMN TH 5 v,

| 2. Vo ESRORERE

MES LILY oVE X0 R DIREREIEIL. A8 LRI bivd, ZD9H, U
BREIEIXIE E A EDETE(Malformation) & B 2 HAVTIY . AKHTH U o VB RE 2R BRI
£k & LT “U L o¥EEE  (Lymphatic malformation: LM) 7 & Hu 5,

(DPRRFTA

LM I 3REMES L <ITEHPECAE U0, LM OSSN, Mrs, SHEmEORETHR CH 2
DS, AFTH R~ T (Cutaneous and subcutaneous LM) | &g (Visceral LM:E H1Z
PSS, BlED . i(Intraosseous LM)72 E73 5, FEAEFMIIFRAEME ThH T2 D IRIEMETH -T2
T2, IHIT, LM IZHARAICE S AR BB O XD FRRIRIRE ZTER T 2 b D E, AR Y
() IR CIRZSIEAY PR L L720b D, S BITITH BV ERAEE27RD5 Z LD TERNBDE
THixORE SZFETD, IMIIFEROKREIICEY v A7 ¢ v 27 Macrocystic) &7 1
VAT 4 w7 (Microcystic) (Z/7), MEMNRET D HDOERAM Mixed) &7 5(0X2), K
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OFHNFT VX UTIRIEL RO b D T2, BZIRNTER L CUIIREDZ  OE A BIEST 240813 &
%o FEMORE SITONT, %l % ISSVA /3 (2014 4F) TIIHEHEZITR LTy, #iE
DIFHEREFIETH % Soft tissue tumors, 556 it TIE 0.5em & LTWH25, — 5T, IRERHFTEIC
DN TOHFFETH 5 Vascular anomalies, 265 2 it ClE 1.0cm % K/ NOFERIDO K E SOEERE LT
%12,

(2) MRRIPT A

IR GHRRPICIEA L, FRIESML, FERRD IV INT )0 HFIREZ TS D EENEILER O U
LoNE L RRE RERRBGIIAIC Lo TEFTH S ) /g XV R, v/ u i AT 1 v 27 LM
TIIBE B ZRDD Z EMZVR, 7T AT 17 LM TIEHNTZZ20, LA LS,
KRANOEIUT UL UITIRIEL T, flix DY o EREN—DOIRAENICRD HivD, FERINIE T
THN SIS Z DD DD, FLEIRRIECIZERISEOIERIT/2 Y, LM OPNENCITEEEAE, U
VERERD D, Flo, MIKERDD ZERHLN, IMNETIRATH D, Bk L7z o7 VENRL
M~ —7—% b HU SR T - JRE AT & OERNAMIEN. PEGld) SRE 27
D, RWEDTHIERDDHTD, LT NEMIAORE, MIWEZHEE L7208 D HET S (3), 7
B, SR T E NS~ — 5 — T % CD31 & L <L CD34 ZfF LTV v ¥ENEZ L O
EANZAT S, CD31ILY o VENBUT b x ORRE DT R A 592725, CD34 13V » VEIT 3k
PED L <IET < DTN LGSy, MBI o SEREFEDSRO biILD 2 & 03bh 5, i
AR IR & FIECTHIEA 2 L, BHEHEICHRD 12, [REROZTRREIC OO bILD 2 ENdD
D05, RBREITEFIZ L > T2 TH D, 786, U U \EREE EFEORAENIZE IO bvd
Taid, BBV ROIZE & -5% Lymphatico-venous %7213 Venous-lymphatic malformation &3
Wrd 2,

(3) &F5 MY L&

BEVHRET DL OZRFEO L O & XBI L Tag Y o VELE (Generalized lymphatic
anomaly ‘GLA) &\ E0PE (P il - B, AT, /NIB) 7 SRS AR, MR SE
AREEIIRITIE Y > VAT & 7] U CHIRE 72 T 285 42 2 LITTE2R0, L L2
5. GLA TIHERROPFIREEOEMER Y L \BIERERD D Z L Wb D, Fio, MEEEZATOW
Bl B2 EbdD (K4)

EREMRZE A LE S TM & L. GLA DIz 2 — 24 (Gorham-Stout disease: GSD)  JEA3
5o GSD 1T T B AL A SEEXEED U o/ NEHEAE NI RO DI T,
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“disappearing bone disease” &\ 11D, GLA & T— N AFIE—H CH——F v 7L T\ 5 AfHE
PN D D73, HEFNIARTZHA G TII RV, GLA TIISEE b Lo B AT B HMR-Ce /L, ~7 o
Y TEERD D ZEIFIDIRNDITH L, GSD TITERITL 0BT, MR EHI>E M A 37
B, BREOBHE LD &V D T EAMERRF AR E LTET b TS (K5) 9,

GLA O— I PR RR R VRS Y o VEEE  (Kaposiform lymphangiomatosis ‘KLA) 73%
%, KLA 1T GLA ORIz, 7178 P RE L E PN A iE(Kaposiform
hemangioendothelioma KHE) & 352l L 7= A B O 4E 7 B(Kaposiform foc) 2585 % 9
(B16) . Kaposiform foci 735 F4LTWRWGA, GLA & KLA O#HIIIREETH 5, KLA &
KHE | 3k AP 2N S OOREARRE RN RS H 5, KLA VNI AET 52 &n
%< ZHMTH D, —7, KHE [FHIINRAET D 2 LD, BMECRFTRENED L E5
T, WWRBUGHEHIRAF CTH D, WiE L bV Sy Ay MNIGEEET 55, KHE (2 L TKLA
TIHERITHR Y, KLA T3V 2 VERRONRE HIFFEFAIEOV YT 41 E Proxl, podoplanin 2358240
AN CTH 525, KHE THEEEAIEA Proxl, podoplanin 72 E2NGETH D70, TR
HIRIN IR 2 25 49,

I 3. U ERRORESEORERE
U 2 NEFTEOIREEFHIA PRI DOV TUIR D <IBELDH 5, IHROD Lymphangioma (U o7V
i) . Cystic hygroma GEfaf:Y > ViE#E) | Cavernous lymphangioma (R Y o VERR) |

Lymphangioma circumscriptum (FRfEHEY > ¥E ) | Lymphangiomatosis (&84 1 /¥
) 72L& | RS DT A KT R -oma” 2 W 2O DAFRDIZE AL LT, U v
HERETENBEEM S AT D EE X BV 19 R4 Db o TH D Y,

U U NERFETEDAKREN G Ch 5 LEZDbNDL K DT | WRERFIZFET 2 FERERRY S TH
% International Society of Studying Vascular Anomaly ISSVA)IZ 1996 4Ei(2 Y o VEREELR ) o
Y& EHE(lymphatic malformation -LM) & L C/H%E L, 2014 420 EE#2E L= (ISSVA 4y
) R,

ISSVA 73 Cli R/ oFEiu 2 1509 2 [REMHZA % Common (cystic) LM, 2514 LM %
Generalized lymphatic anomaly (GLA) & L C\\%, FEOAE X2 X T Common (cystic) LM
I Macrocystic LM, Microcystic LM, 3 X OV OIRFET 5 mixed cystic LM & LCW5, Zih
(Zxb T2 AAGEZRGOE, ATHECINETHWTE 7@y, @i GEet) U o EHRILM),
~IuVAT 47 1M, R/ AT 47 IMBIWNEAEILM L7225, BORMARED R
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)72 F—/~2951% LM in Gorham-Stout disease & 77fHILT\D, 7238, GLA O T/ AR L
& z2 b5 Kaposiform lymphangiomatosis (KLANZ DWW T, SEEMENGTE Th 2D DIKRTERE T
ETCWRNE LT, ZORITEEN T, Channel type Id Central lymphatic channel
anomaly &\ VOIND HDITFY L, RKRY U >0 HFLUEERE « i ~DIE s, WaREIc k> T

U LNl K. Mk, 03K WELDHDZN D,

Bin -REICEES < Y v VEREYENX Primary lymphedema & L C—fELTH¥EL T\ (v =
WITEfE5 1) . Nonne-Milroy syndrome(FLT4 / VEGFR3). Primary hereditary
lymphedema(VEGFC, GJC2/ Connexin 47), Lymphedema-distichiasis(FOXC2),
Hypotrichosis-lymphedema-telangiectasia(SOX18), Primary lymphedema with
myelodysplasia(GATA2), Primary generalized lymphatic anomaly (Hennekam
lymphangiectasia-lymphedema syndrome) (CCBE1), Microcephaly with or without
chorioretinopathy, lymphedema, or mental retardation syndrome(KIF11), Lymphedema-choanal
atresia(PTPN1O)23FT HIV TN D, — DDIFENIZ —DLLEDORGIHFRD i HikE

“Combined vascular malformations” & U ThllZ0M L T\ D, 1A &TE CIEEMINE a7
(Capillary malformation: CM). ##k#7%(Venous malformation: VM) L Ok # i (Arterio-
venous malformation: AVMIZH/FES VTN DS, U L VE A LMIEEE T, 3 ComA
ZHFET D,

AHA BT - THERM L7z Lymphatic malformation (VU >/ EaE) &) FREAITIFHEDIIE
WA SN b DO TH LD, ZORBADBHRATH TR IREL T D EIFNR 720y, 2013 4RI
RSB - WENEED WHO 4575855 4 iU Cld Lymphangioma %44 & L CTERHL TED .,
Cystic hygroma. lymphatic malformation |% synonyms & L CZEIF HITND, F7-,
Lymphangioma % Cavernous (R & L <1Z Cystic GEIRIR) (208 L T 508, ElIOY A
RIZOWTUTE R L TR 7, ETIEEHREEA M O ER R T D Soft tissue tumors (35 6
(2014 4F)7)>5 Lymphatic malformation 23 i L & 72> CN5 2, —05, B REIREROEET R £
T 5 LEVER’s histopathology of the skin, &5 11 i)t (2014 4F) ~Cld Lymphatic malformation &
VW) FRRIAWVW S TE BT, Lymphangioma % Cavernous lymphangioma, lymphangioma
circumscriptum 33 U lymphangiomatosis (27738 L TV 5 9, FZEIRER2IETEE Cld Cavernous
lymphangioma (iR Y > VEE) ANEERL, lymphangioma circumscriptum  (FRfEEY >/
JE) MEREA L UTHDILTN DY, ZHUGIEEL & IRAIZRET RIZ L 0 KR S 4L, KE SITONT
OfINEE KIF7ev, F7-, Lymphangioma circumscriptum (JFHSAOZRAMIRATRAZ 2925 2 & &
HY | EREEE CIERZE & L TABR BN HILTN EBZ BiVD, D EOFEAET L ymE2r
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DHERETH LRI, 554 1RQ006 F)TH, U o/ ERFIEISHMATY ChHD LW Hrha b
DM, Vo VEEE D BIREEFVTI Y . B Lo VBT, MERIR D VBT, ZERRIR Y L NETE
BROBRHMEY L/ VEEEAHHL T D 9, FETHO LI TODIREAR2EM & ZHUTkt
JiT % ISSVA 53 2R 2 13, AT, Y o VERFREOIREI A2 W4 % ISSVA 43%4IC
WL L7278, RS CIRRELARRT 2720, MENIL U CTIHMEDRLT 2 2 L 2D 5, Hlfiksk
DOPEFUZDNTIEIK 75T 5,
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2)  Goldblum JR, Weiss SW, Folpe AL. Enzinger and Weiss’s soft tissue tumors. 6th ed. 2013. p. 733-747.
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Lymphatic malformation (LM)

Common (cystic) LM
Macrocystic LM
Microcystic LM
Mixed cystic LM
Generalized lymphatic anomaly (GLA)
LM in Gorham-Stout disease
Channel type LM
Primary lymphedema
Others

#1 ISSVA 4

£ AREPTALLATLAIAERREICOLTOREBLNERSA

i t ERBE/BHEL TRREN TLHBHE O ISSVABSITONET SBIE

Cutaneous and . (Lymphangioma
subcutanelous lymphatic circumscriptum) Common LM (macrocystic LM,
malformation . . . .
Visceral lymphatic (intestinal microcystic LM, mixed cyatic LM)

Vascular anomalies, 20124E Lymphatic malformation lymphangiectasia)

W2k malformation  Intreaosseous lymphatic
malformation
Generalized lymphatic (lymphangiomatosis) GLA/ LM in Gorham—Stout disease
anomaly / Gorham—-Stout
disease

WHO Classification of (Cystic hygroma, Common LM (macrocystic LM,

Tumours of Soft Tissue 20134 Lymphangioma

and Bone, 415 lymphatic malformation) microcystic LM, mixed cystic LM)

Lymphatic malformations (lymphangioma, cystic Common LM (macrocystic LM,

hygroma) microcystic LM, mixed cystic LM)
;?g héissue tumors, 20144E Lymphangiomatosis GLA
Gorham disease LM in Gorham—Stout disease
Localized massive lymphedema Lymphedema
Cavernous lymphangioma
Lever' s Histopathology . Lymphangioma Common LM
of the skin, 81 14K 20145 Lymphangioma circumscriptum
Lymphangiomatosis GLA/ LM in Gorham—Stout disease
£/ VEE (capillary
lymphangioma Common LM (macrocystic LM,
S E R EE microcystic LM, mixed cystic LM)

(lymphangioma) (cavernous lymphangioma)
BROK) 2 B E(cystic (ED—%
lymphangioma) hygroma)

NEFRESE B4R 20064

Common LM (macrocystic LM)

2 51 VEIESE (systemic

. . GLA
lymphanigomatosis)

K2 AGERRE THO DIVTO DIRBE PRSI & ZHUTHISd % ISSVA /34,
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4. nTEYE

N Onremrr nEsh
TR FHIEICIS 5 EARRER L M S ORET B

MAEVIREHIONRETER BAEE D | Bix 2lliE ) 7 Y 7 Oiife e ~T, &< £ < M1
RS S5, RIEHONREZROBIEF-RFIZRN O, BRRIEFEAECSE, £
T2 AR DT OE S FARIC N T b ARG D A I = XL REAE LD &, iE DL
TR S MAETFENAE L 9 B, ABIRAA RTA % BiRd 5 BT, BTN A 1= L0
BAFERT D Z LITEFICEE TH D, £ T AHTIE, MERDBISIC LD L 51T EL,
ED X IR AE TR~ L AR LT DDy, JEED DI L TE CWD 20021
L. ED XD B OERPIE T Tl SILTE TV DDNEFIZELTZN,

1) mEHERE

I TR oy 2 R & CREET 5 7L L COMERRFO Z L ITAMTH D03, Z Dok
BEL LC, FMEBIRCIIZ OMERIEIC L 0 MEOFRE 217\, BHILE CORERER Sy OMHEIVE £
A, & U CHIFRIR CIISERMAAC FIMER DI SHFE S 41D, £7o, MR SHERHIE & DB
IPRHESERNC L0 | KERTERES L OSERROMERH M RE T 2, BIRIT, IS MmERHIE-CrRERRE e & o
FHFESIO T, AR AR RETT (=) & LTER L, IERIEDM T 2012k~ T
ERHIEO B CAEOFEAR M LR Eomilat g s n g, mEMns X EORHN
ez O MAEPNEGH & 2 OJEFE TRl & 8259 2REMin. (BRI ClE_U¥A ~ £
AL D EPEORE 728 CIEMIY) CTho05, FATEHIE & Bi 2 DI E NN & 5 %
HILTWND,

F7o, IEEFREEA A N EAIEOEE L B DN 72 0 D08 5, Bl 2 IXBBEOTAERIE ORI
I%. notch 7 F /L3 EEET, notch ZWNEGHIIFHEANIC RIRSE D & ETERA 15312720 |
ZDOGEBERB A3 705, T, FERMAE 2853 25 NEIR 5w 9% HGE <° Wnt2
DIFHIIAOMERFCIARI BB R ENZ F T, 20 &9 I EN B D S, AHERIEEIC
Bh 5.2 553 11%. angiocrine factor & FHIIL TS, M TIAEE/ 2SRRI AT 5 2 &N T
5, PIZITENRORERMATERL, WU 31T 26 7 MEMAE DR & OREERIRHE @SS
%, Elo, MAFITITERHR,. U YENMAET D05, T2, Bk, IR U PRGN s
BEF S TOBn FRBF— R L, ENENDIEIFFAE DKL T-b L TWDH B2 b T
W5, Fio, BEFEOMAE OHIZImE NEAEOSMIRERMI AL L TR Y . ZAAIE ORERFORT
ARNCEHEREE AT 5 2 EDRBR STV D,
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2) MEDREAE RERL MEFE)

LN | Al IRV = ROV ik i { e S 11| K 05 | 7 e N 1 i RV I 11 i o e S @ IRER )3
HMA~OH LT, MAEPIBGII LD E RN OIAE D, Z ORI IIRETERN D 5\ M5
ALFEE (X1) | RO D SHT LOIE AT S 5 AT EDRE & 1358728 ->T
l/ A 60

[ o — —c— ———
,\—o:);rjsb nEm&Ima. ] [ : 1 ]
chREEE ,
8. - h‘ﬂz[ : -]b
st =L , . .
\ﬁ o mamna @
- BRI (SRR L)
B4R

H1 ARERRORKE.

FIEEED R AESOHIREE) > & PN BRI RS Ol ~D /M LR EIZ,  bone morphogenetic protein 4
(BMP4)7)>5 D> 7 FUAIEIRC fibroblast growth factor 2 (bFGR) AN ZIECIEETH D,
Indian hedgehog THH)IZ, (M PNEGIRAODSMEFEICEHE T 5 Z EAVRBRIILTWA A, 72721
ZoobEe ~ ES iz T2 BRI~ LRI RN TRWZ S b D TH D, HILEE
HIR2> 5 OGO IC BT, E-26-specific (ETS) #iz5K+~7 7 2 Y —d ER71 (ETS-
related 71, B4 BETV2)NEEREE Ri- ¥, 0L, MEROEMROI /MU EER
VEGFR2 (vascular endothelial growth factor receptor 2), Tie2, Scl, Notch4, % L C NFATC1
(nuclear factor of activated T cells, cytoplasmicl) DFH & 34 2 #55 K+ Fox (forkhead
transcriptional factor)-C2 L AHASER LT, &AMl & AR DR A U H DORSREZ F 7=,
FRARSE ) B R U7 S N EGHIEI X BN B R RIRF- - (vascular endothelial growth factor;
VEGF) (CXY, ZO%EAETHSH VEGFRL, 2, 3 DHTHENZ VEGFR2 24t LT, WEGHiROR
TR, € U CEBRENHE S, BIEAA T HME IR S D, —BANS, B L7
(3, PEGHIaEPHI ZEEa) 08 L CRERMEZ 29525, IRIEHIRIIIERM S D A, BEM
NADEFTH A EDT, RGNV RE TH D, ZO L 5728 TIE, MERTARILRL TBY, K
BERE S JiIns, ZOMERIL Hr iz TRV NOREMNEZ AT 2 IR LT
<o ZOWRITYET Y 7 LIHTIL, FEROBETIMET D, BIAIE PEGHIA~OBERIOIEFT
b, MEFELOREIZ & > TIEEORANME DI, —ADME ) SEEOME D ME DAL TIZZ
S TN W DR AN E T, E-BHFOME D HFT LOMAE B33 LT, Mg
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RAL T FEFRIMAE T, W SRRINTEA S AV A IO 7 A b — A X0 a8
60

3) FIFMmBEH A

FRARIZISN T, a7 CBIER SN A BRI, BEFOME B F- e & smsn g3 2 363
PR EOIRFRMC L0 FIGHE SIS, MEFAEIL, RS CREE O S8 & 7 L Ok
(ZBAET 5 Z &M D, ZORTFRIMEFEDST 1 A T =R KR a UGE T DARIFOIRIES —7 > |
Thd, fek, MEHEINECHEHTE, BEFOMENON AL —ER TR A 1GD . BrilimE 7y
BEKT D EEBEZONTETZ, LML, BT Z Omkid7e< &b 8725 3FRONEHIEABEH
STWH I EMHHALTE (M2) ,

REARORIEIC L W yEn D
VEGF 7 & OIfE R4 R A A
U DBAFDME Z RS 5 &
Tip (i) Al & PR 2 A
DFET D, ZOMIEITZE < DX
e A B CRY AN 5
WAOEER TR L, oy (= | - [ =] |
D5 A B L C, Frilomig 9 erreons
DILEL & STLDTEIBUIZA D IAA TV, Tip AFUIZIBEIEIE IR EE X BIVTWD, ZD%T
(2. Tip MfIZHERS LT, HFETEMEDOE N Stalk (B2) Mllfa & FEEA D NEGRIIAMEES D, Z DY
SEIEPEAND | Stalk ABIITHHUE DR S AT 5 L B BT 5, Tip #llad Stalk Alfss A
TVED D ATREME B NB SIVTND A, EEHETITAR Y,

Tip HEOIAE, F9°VEGFR2 OifMA b L= BEF I OB, D4 (delta-like
ligand 4) DB, WD E ST/ Tip ML & 725 2 EAVREN TS, SRSz DI4 1%
Z DJEFHONEAMRID Noteh 215 LT, VEGFR2 X° VEGFR2 & ~7 1 XA ~—% AL T
VEGF D37 F 1 %58b 28R4 49 % neuropilin-1(Nrp1)X° VEGFR3 (Flt4) DOFHAT5D 5,
—75C Tip M Nrpl OFBATTHEL, LT Tip #ifle & Stalk #iE Tl VEGF 12692 Sk

B e Ml e 705, Stalk Al TIL VEGF-A (T 22D N8ES LT, DIl4 OFEEL) e
T 5, ED7=% Tip flE TIE Notch OIEMEALAE TR0,

Tip FUCINTIZ VEGFR3 23%5BLL TR Y . ZOZEAD VEGF-C (—fRBziL) > YENE
RERTCTH D) IZLAHIEEE, Stalk flaO/MEREICHHERET D Z LG S Tn5, F
7z, Stalk #ifaTi% VEGFR2, 3 ORBUIMNN S41523, VEGFR1 (Flt-1) OFBLNEL<, Zhn

FREZ

VEGF Tiptass — ‘ »R

b I M
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Tip AL HM CIZHIHIFNAERE T 2 2 & BRI S CD, Faf&iIC Tip M IREAF O & i
%7, Tip MRaFE %8Rs U Ol LWILE ONA—T" %o D,

Stalk M & > TS DHT LW, @t il LIoREEVRIE TH Y . PEGHTIIFE
LOOBRE R, BRI OBEE N TE S REME DA S5 %12, Phalanx i & I
1T 2 NEGIIA HEL %, Stalk A7 Phalanx a2 /0695 E B2 200 S THDHM, £72
TSI RATH 5, Phalanx MRl L riiAMED VEGF 284K (sFIt1) 4w LC, JEFED
VEGF % #fn L CiE R E AR S5 2 &%, VE-cadherin OFBIZTTHES T, MAEPEGHHID
At < BEE S8 D, -T2 Phalanx fIMIOHERDS, & EOBER R\ Cidumis
O T & EBEMEOBIMRORR L 725 LB Z BiILD,

4) MERFRL

IR LM CIE, AR L7z & 5 (S BHfalE LooBE 0P Roiia & BERD & oMifazaE Iz < o
. MEFECHIEN~ R Y > 7 20300 U OGS S AT, SO TR, MM
AR & BERRL & OMIRFFEAE/ERIZS DAADZ & 778U —fifnd LT, MEhifa s i Rk
BYUIZEEE LD, MAEREMEEFRIILI T O X ) ICEKT& 5,

I PN RS CIERR ST B WE Tk L, BERAAS BB & HFT S U ORISR R E 2R A
DHERF SIS, Z OB WNESIE) D W S5 Platelet derived growth factor PDGF)D 7 A > 7
F =209 5, EiZ PDGF-BB 23EEH0 0> PDGF 284K B 235 L, BEHIIROESNRE A 15,
BRI~ DB E A THET 5, BEMIOIX, WESIICRBIT 2 L7 2 —Fn s X —
Y Tie2 DFEAD . 7o VA RTF — 1 (AngD) Db S, NEGHIED Tie2 OIEMEIZ L 0 A
YT i EOBGERT AT LT, NEGHITE & BSOS STHRE S LD, F7- Tie2 DML
I, PNEZHIRlR L85 % VE-cadherin 2/ L GRS L, @il L7 & ORI E92

(%ik) . Angl 13 E HIZEMIMAE DOMERAERNILR S, MRS 5, ZOmERED
M, Tie2 OIEMAIZ > THESHNED & 53 8412 apelin 23, WEIIIZFEELT 2 7 [BI5E
D G HAMBTIZAAR APS 2505 Z &L TRRESID Z &ML Ta,

Tie2 IEMAUIL, MBI TIX, MAELERZT The< . PEGHIRo @@ D TTE L W S |
PNEGRIIOMRAEIZIS UC IR v VT UREDNE L D, EDSHEGEFR A DBR T, Akt D
SUFADPMBALE TRV . BN, NR—BEMIaE oSS 200D, MELEILEFHLET D, —H,
MEFAOHESTHTIL, Tie2 OFEMAL T ERK DY 7 F/AAMBAIZ/R Y . IR OIEE A8
%, 1R E ORFRTIE, MAEFTAEDIEFET, MENDBIEICHEMEEH R U7 il X
Angl Z53U LT, BMEEHI NGO EN 27555, ZiUdEE D ERK &7 J/VMERIZ 72
STBRTAECLDBIG LA H T ENTE D, 7272, MG/ % Angl (FoFiME &4 L7z
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FREMMAE OFFEIZ G > TR Y, Akt, ERK OV 7 F/LVOIR—METH - EBMECH A FTREMN: D &
60

5) M&VETY v 7 DOBRtsEHE

MG ZLE LT D IED S H LWILEDSERR SN DERTIE, PIEGHIE & BElaORIfas . ¥
F OB L ORISR SH1 D, ZDA T = A LIOWTIILL T O L 9 2280 LT
WD,

MAENBGHROES), PERZFHET 2223 S 5 VEGEF IZ XY | WEGHIE o> VEGFR2 73
b END &, TOTFHT Sre F oo F—POiEH AN LT, VE-cadherin OFfINBITZ
L., AaESE A8 L Ot A TTES YD, LasL, BERON B ZEEE L TV DZE L
BCIE, Tie2 WWEMH L L TR Y, ZOFEZIX small GTPase T RhoA & 2D FiiD X —7 v k
T % mammalian diaphanous (mDia) % /1 L C Src Ofifi a5 LT, VE-cadherin OFMEN
T2 U OB A 2, £ 2C, MG —HELNAFES 2720, Tie2 OiEM bz H
EFY D Angl OF A=A TS Ang2 BB AW ST, Tie2 OANEMLATRES
%o DT EIZLY ., PRGN & BERRAE L OSSP 5 AHVE L, PIRGHITAR] & 5RIE Zehes & 137
53 NEGHIAOEBI TR S5, REMARECIE, AR A OBRAGRTICPEGIINC miR125b &\
)~A 71 RNA 28T % &, VE-cadherin ® mRNA OFEHFRRAHIHIT 25 Z 12XV VE-
cadherin DFHEIMETT 25 Z & HHPIL TEXTW%, VE-cadherin 23HIEPICEE) LT, PR
felF DRI B < & & 2B METERUC BT 2 Mmiggiilas it LT, ME R 2R S
%o ZOX LT, NLETRSTZMAEDHH LOMAEDMER LT Z LM LT D,

6) MEAIBSES DB T

MAETERROBRCI, xR AMER 2 2 L& R Uiz, Z oME BRI 5455 10 /KBS0
TRFEEL, BHDHUNTY B RIFRIFR7Z AR OIEMIZ L 0 | a7 iEEOR b a H7- 58, 1L
BETEDIRR L 7p o TS, LTSS G & FDFR & 72> TN Z EDVRIB S TS BG4
F DT,
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Capillary malformations (CM)
Cutaneous and/or mucosal CM (aka “port-wine” stain) GNAQ---------=-- 1
CM with bone and/or soft tissue hyperplasia
CM with bone and/or ocular anomalies (Sturge-Weber GNAQ--------===--- 1)
syndrome)
CM of CM-AVM RASA1------------ 2)
Telangiectasia
Hereditary hemorrhagic telangiectasia (HHT)
HHT1 O e — 3)
HHT2 ACVRL1---- 4)
HHT3
JPHT (juvenile polyposis hemorrhagic telangiectasia) | SMAD4----------- 5)

Others

Cutis marmorta telangiectatica congenita (CMTC)

Nevus simplex/Salmon patch

Others

Venus malformation VM)

Common VM

TIE2 somatic—----6)

Familial VM cutaneo-mucosal (VMCM)

Blue rubber bleb nevus (Bean) syndrome VM




—
Glomuvenous malformation (VM with glomus cells) Glomulin--------- 7
Cerebral cavernous malformation (CCM)
CCM1 KRIT1----------- )
CCM2 Malcavernin------9)
CCM3 PDCD10---------- 10)
Arteriovenous malformation (AVM)
Sporadic
In HHT
HHT1 ENG-------------- 3)
HHT2 ACVRL1--- 4)
JPHT (juvenile polyposis hemorrhagic Telangiectasia) SMAD4------------ 5)
In CM-AVM RASA1----------- 2)
Arteriovenous fistulas (AVF)
Sporadic
In HHT
HHT1 ENG------------- 3)
HHT2 ACVRL1------- 4)
JPHT (juvenile polyposis hemorrhagic Telangiectasia) SMAD4------=---- 5)
In CM-AVM RASA1----------- 2)




109

—
Vascular malformations associated with other anomalies
Klippel-Trenaunay syndrome
Parkes Weber syndroma JLYNCYN —— 9)
Servelle-Martorell syndrome
Sturge-Weber syndrome GNAQ------ 1

Limb CM + congenital non-progressive limb overgrowth

Maffucci syndrome

Macrocephaly - CM (M-CM or MCAP) PIK3CA--------- 12)

Microcephaly - CM (MICCAP) STAMBP---------- 14)

CLOVES syndrome PIK3CA--------- 12)

Proteus syndrome AKT1--------- 13

Bannayan-Riley-Ruvalcaba syndrome PTEN------------ 11)
Provisinally unclassified vascular anomalies

Verrucous hemangioma

Multifocal lymphangioendotheliomatosis with thrombocytopenia /

cutaneovisceral

angiomatosis with thrombocytopenia (MLT/CAT)

Kaposiform lymphangiomatosis (KLA)

PTEN (type) hamartoma of soft tissue / "angiomatosis" of soft tissue PTEN--------- 11)
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1) GNAQ

Guanine nucleotide-binding protein G(q) subunit alpha % =— N9 551, 7 [RIIREGERISZ AA
LHEAE LT, GEAONEM L Z7#HE 2, Sturge-Weber syndrome & port-wine stains OEH T
BR RN IO TS,

< 3CHEk>

Shirley MD, Tang H, Gallione CJ, Baugher JD, Frelin L.P, Cohen B, et al. Sturge-Weber syndrome and port-wine stains caused by somatic
mutation in GNAQ. N Engl J Med. 2013;368:1971-1979.

2) RASA1

P120-RasGTPase activating protein T# 5 RasGAP % 22— N %i#fx 7, RasGAP (ZX V. Ras
PANEMEA LS 2 Z 22k 0 AEE 2495, CM-AVM 0% < OFE# T 30 Ll OB AT
A S Tng,

<3CHR>
1)  Boon LM, Mulliken JB, Vikkula M. RASA1: variable phenotype with capillary and arteriovenous malformations. Curr Opin Genet
Dev 2005;15:265-269.

2)  Hershkovitz D, Bercovich D, Sprecher E, Lapidot M. RASA1 mutations may cause hereditary capillary malformations without
arteriovenous malformations. Br J Dermatol 2008;158:1035-1040.

3)  Revencu N, Boon LM, Mulliken JB, Enjolras O, Cordisco MR, Burrows PE, et al. Parkes Weber syndrome, vein of Galen aneurysmal
malformation, and other fast-flow vascular anomalies are caused by RASA1 mutations. Hum Mutat 2008;29:959-965.

3) ENG (Endoglin)

il 2 o T Y TGF B DT 7Y U —%FKTH D, MAEWEHIGIIIESL, BafaEIc Xk
v MAEFIEOSITITIRFE 22000, EREORF 1 BliZi S5, HHT1 B#H CRn AR
WwEHY,

< 3R>
1) PeceN, Vera S, Cymerman U, White RI Jr, Wrana JL, Letarte M. Mutant endoglin in hereditary hemorrhagic telangiectasia type 1 is
transiently expressed intracellularly and is not a dominant negative. J Clin Invest. 1997;100:2568-2579.

2)  Rius C, Smith JD, Almendro N, Langa C, Botella LM, Marchuk DA, et al. Cloning of the promoter region of human endoglin, the
target gene for hereditary hemorrhagic telangiectasia type 1. Blood. 1998;92:4677-4690.

3)  Rossi E, Lopez-Novoa JM, Bernabeu C. Endoglin involvement in integrin-mediated cell adhesion as a putative pathogenic mechanism
in hereditary hemorrhagic telangiectasia type 1 (HHT1). Front Genet. 2015;5:457.

4) ACVRLI (activin-like receptor kinasel)


http://www.ncbi.nlm.nih.gov/pubmed/15917201
http://www.ncbi.nlm.nih.gov/pubmed/18363760
http://www.ncbi.nlm.nih.gov/pubmed/18363760
http://www.ncbi.nlm.nih.gov/pubmed/18446851
http://www.ncbi.nlm.nih.gov/pubmed/18446851
http://www.ncbi.nlm.nih.gov/pubmed/9366572
http://www.ncbi.nlm.nih.gov/pubmed/9366572
http://www.ncbi.nlm.nih.gov/pubmed/9845534
http://www.ncbi.nlm.nih.gov/pubmed/9845534
http://www.ncbi.nlm.nih.gov/pubmed/25709613
http://www.ncbi.nlm.nih.gov/pubmed/25709613

111

TGF 3, BMP9, BMP10 5244, & ~ AVM OJFRE(A T PN EGHIFERAE s KR~ 7 AT
AVM MFEEND, HHT2 (TP U738, BRI ST/ » 7 7 b~ o ATl
FTAVM MBI S D,

< 3CHRk>

1)  Abdalla SA, Cymerman U, Johnson RM, Deber CM, Letarte M. Disease-associated mutations in conserved residues of ALK-1 kinase
domain. Eur J Hum Genet. 2003;11:279-287.

2)  GuY,din P, Zhang L, Zhao X, Gao X, Ning Y, et al. Functional analysis of mutations in the kinase domain of the TGF-beta receptor
ALK1 reveals different mechanisms for induction of hereditary hemorrhagic telangiectasia. Blood. 2006;107:1951-1954.

3) Alaa El Din F, Patri S, Thoreau V, Rodriguez-Ballesteros M, Hamade E, Bailly S, et al. Functional and splicing defect analysis of 23
ACVRL1 mutations in a cohort of patients affected by Hereditary Hemorrhagic Telangiectasia. PLoS One. 2015;10: e0132111.

5) SMAD4

TGF /BMP > 7 /UUri#sy 1, juvenile polyposis DJF KT, SMAD4 L~V /&P Rl
IZBIT AR C, MEDTIERNE LT D, PEHINL & BEIOMiaESE 2B 2,
<3CEk>

Howe JR, Roth S, Ringold JC, Summers RW, Jarvinen Hd, Sistonen P, et al. Mutations in the SMAD4/DPC4 gene in juvenile polyposis.
Science. 1998;280:1086-1088.

6) TIE2

MBI ZFEBLS 5 L 72 —HlF s ok —8, 2 OIEHE TR EGHITLRE oy BRIl #:
BINFEIND, TEHFITEMR Tie2 2SFHIRETEOIRIA & 722,

<3CHR>

1)  Vikkula M, Boon LM, Carraway KL 3rd, Calvert JT, Diamonti AJ, Goumnerov B, et al. Vascular dysmorphogenesis caused by an
activating mutation in the receptor tyrosine kinase TTE2. Cell. 1996; 87:1181-1190.

2)  Limaye N, Wouters V, Uebelhoer M, Tuominen M, Wirkkala R, Mulliken JB, et al. Somatic mutations in angiopoietin receptor gene
TEK cause solitary and multiple sporadic venous malformations. Nat Genet. 2009;41:118-124.

7) Glomulin (GLMN)

48kD @ FK506-binding protein (FKBP)-B&#EH, cMet & HHASEHT 2, MEDEFFAEIL
HTHY, B ZERIZEY glomangioma &35 glomuvenous malformations Z #5595,

<3k >

Brouillard P, Boon LM, Mulliken JB, Enjolras O, Ghassibé M, Warman ML, et al. Mutations in a novel factor, glomulin, are responsible for
glomuvenous malformations ("glomangiomas"). Am J Hum Genet. 2002;70:866-874.


http://www.ncbi.nlm.nih.gov/pubmed/12700602
http://www.ncbi.nlm.nih.gov/pubmed/12700602
http://www.ncbi.nlm.nih.gov/pubmed/16282348
http://www.ncbi.nlm.nih.gov/pubmed/16282348
http://www.ncbi.nlm.nih.gov/pubmed/26176610
http://www.ncbi.nlm.nih.gov/pubmed/26176610
http://www.ncbi.nlm.nih.gov/pubmed/9582123
http://www.ncbi.nlm.nih.gov/pubmed/8980225
http://www.ncbi.nlm.nih.gov/pubmed/8980225
http://www.ncbi.nlm.nih.gov/pubmed/19079259
http://www.ncbi.nlm.nih.gov/pubmed/19079259
http://www.ncbi.nlm.nih.gov/pubmed/11845407
http://www.ncbi.nlm.nih.gov/pubmed/11845407
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8) KRIT1(Krev interaction trapped1)

NAEHHZ 4 >DT % U ) B — &, L TCKIZITKrev-1 (Rapla, ras-related protein 1A) &
FHHEAERT 2 KA A »&FF255 1, CCMODEFE Tloss of function mutation @2 S5, #74 0%
DFEFEMCCMDPAR L AR AT D,

N Rl Z i Fintegrin cytoplasmic domain-associated protein-1a ICAP1a) & AHEA/EFH4 2 NPXYEF
—7 %A%, NPXYEF—7(IHMENER DA 7 7Y o B1EICAPla L HAMEH &A%,
KRIT1®Loss-of function mutationsiZ X > T, A 727V > B1EICAPla & AHASEM A TTHEL T,
MRS OO EN A KT,

< 3CHk>

Zhang J, Clatterbuck RE, Rigamonti D, Chang DD, Dietz HC. Interaction between krit1 and icaplalpha infers perturbation of integrin
betal-mediated angiogenesis in the pathogenesis of cerebral cavernous malformation. Hum Mol Genet. 2001;10:2953-2960.

9) Malcavernin (Cerebral cavernous malformations 2 protein)

CCM2 &5 {7, D& DR & IE MR C B, NEHIIRD VY > 7 v a v OREL TR
PEOHIENZ T 53 %, MAP2K-MAP3KS 7 U35 B2 b Tnb, B8EHL,
MAPSKS (A7) p38 IEMAIZBIEd %, F7-, RhoA-GTPase & L THILILTCND Y 7Ty 1%
P2, IBIET 7 F ORI G5,

<3CHR>

1)  Zawistowski JS, Stalheim L, Uhlik MT, Abell AN, Ancrile BB, Johnson GL, et al. CCM1 and CCM2 protein interactions in cell
signaling: implications for cerebral cavernous malformations pathogenesis. Hum Mol Genet. 2005;14:2521-2531.

2)  Stockton RA, Shenkar R, Awad IA, Ginsberg MH. Cerebral cavernous malformations proteins inhibit Rho kinase to stabilize vascular
integrity. J Exp Med. 2010;207:881-896.

10) PDCD10

CCMS3 i#&{z 1%, PDCD10 (programmed cell death 10, TFAR15)% 21— K95, 40%DFNRME
CCM Z CCM3 locus (ZBFi#3"%, PDCD10 (Xt MaFE#EROMIaE (TF1) 123\ T, plERTv
7 VOB, BRHEFA~DT R ~— ADFHEIZ L) FED T Hin 1L LTRNZER
oo MBI DHEREIIRTZIHE TRV,

<3CHR>

1)  Guclu B, Ozturk AK, Pricola KL, Bilguvar K, Shin D, O'Roak BJ, et al. Mutations in apoptosis-related gene, PDCD10, cause cerebral
cavernous malformation 3. Neurosurgery. 2005;57:1008-1013.


http://www.ncbi.nlm.nih.gov/pubmed/11741838
http://www.ncbi.nlm.nih.gov/pubmed/11741838
http://www.ncbi.nlm.nih.gov/pubmed/16037064
http://www.ncbi.nlm.nih.gov/pubmed/16037064
http://www.ncbi.nlm.nih.gov/pubmed/20308363
http://www.ncbi.nlm.nih.gov/pubmed/20308363
http://www.ncbi.nlm.nih.gov/pubmed/16284570
http://www.ncbi.nlm.nih.gov/pubmed/16284570
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2) HeY,Zhang H, Yu L, Gunel M, Boggon TdJ, Chen H, et al. Stabilization of VEGFR2 signaling by cerebral cavernous malformation 3 is
critical for vascular development. Sci Signal. 2010;3:ra26.

3)  Stamatovic SM, Sladojevic N, Keep RF, Andjelkovic AV. PDCD10 (CCM3) regulates brain endothelial barrier integrity in cerebral
cavernous malformation type 3: role of CCM3-ERK1/2-cortactin cross-talk. Acta Neuropathol. 2015;130:731-750.

11) PTEN

A =LY NEETHARAT 7 FINA ) h—13,45-=V % (Ptdlns(3,4,5)P3) DV
ARV A AR CTH D, PTENSBHE X315 2 &2 L 0 MNIZ 3 PtdIns(3,4,5) P33k
UABRR OB G B3 5

< 3CHk>

1)  Marsh Dd, Dahia PL, Zheng Z, Liaw D, Parsons R, Gorlin R, et al. Germline mutations in PTEN are present in Bannayan-Zonana
syndrome. Nat Genet. 1997;16:333-334.

2)  Arch EM, Goodman BK, Van Wesep RA, Liaw D, Clarke K, Parsons R, et al. Deletion of PTEN in a patient with Bannayan-Riley-
Ruvalcaba syndrome suggests allelism with Cowden disease. Am J Med Genet. 1997;71:489-493.

3)  Mesterd, Charis E. PTEN hamartoma tumor syndrome. Handb Clin Neurol. 2015;132:129-137.

12) PIK3CA

Phosphoinositide 3-kinase (PI3K) 1%, /¥ b=V U UAREO Y Vb A58 DR T, 20V
YRUZ K DT 0T A %) —EB (PKBYAKtOTEIH LT, MllROSFCHla 77 Dikx Zaiiian
TR 525, 7 A ETHISLIAD8ODPIK & 8 SOPIKIE{LE A DO C, PIK3CA
(23T A R BB S 3\ CRE AR S T AR RE ST D,

<3CHR>

Riviere JB, Mirzaa GM, O'Roak BJ, Beddaoui M, Alcantara D, Conway RL, et al. De novo germline and postzygotic mutations in AKT3,
PIK3R2 and PIK3CA cause a spectrum of related megalencephaly syndromes. Nat Genet. 2012;44:934-940.

13) AKT1

12) Tt D PISK/IAKT o 7 F IR 2270 9 2 7 F VAT £ < ODS A CIRRIZR 3851 L OVEMH L,
P IND,

<3Ck>

Lindhurst Md, Sapp JC, Teer JK, Johnston JdJ, Finn EM, Peters K, et al. A mosaic activating mutation in AKT1 associated with the Proteus
syndrome. N Engl J Med. 2011;365:611-619.


http://www.ncbi.nlm.nih.gov/pubmed/20371769
http://www.ncbi.nlm.nih.gov/pubmed/20371769
http://www.ncbi.nlm.nih.gov/pubmed/26385474
http://www.ncbi.nlm.nih.gov/pubmed/26385474
http://www.ncbi.nlm.nih.gov/pubmed/9241266
http://www.ncbi.nlm.nih.gov/pubmed/9241266
http://www.ncbi.nlm.nih.gov/pubmed/9286463
http://www.ncbi.nlm.nih.gov/pubmed/9286463
http://www.ncbi.nlm.nih.gov/pubmed/26564076
http://www.ncbi.nlm.nih.gov/pubmed/22729224
http://www.ncbi.nlm.nih.gov/pubmed/22729224
http://www.ncbi.nlm.nih.gov/pubmed/21793738
http://www.ncbi.nlm.nih.gov/pubmed/21793738
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14) STAMBP

STAMBP (3ffi~ & F AR Z 72— N 28In T, 2O FOZSR)INFE - Bl E 57
PSIEGREA FIE S D 2 LSS STV D,

< 3CHk>

McDonell LM, Mirzaa GM, Alcantara D, Schwartzentruber J, Carter MT, Lee LdJ, et al. Mutations in STAMBP, encoding a
deubiquitinating enzyme, cause microcephaly-capillary malformation syndrome. Nat Genet. 2013;45:556-562.
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N onzame voEgsh

Y L BRI D EARFEL U VB ORI FRE

U L NEITIAE & & BITAERNIZBWTARIFRIC R h T —7 TR L UV CEE R 24 5,
U o NEDOIHER 1T L OFMNBRGE# D Y . 100 4ELL BB EINHIA NI STV, L
L. VI NEOS AT HIT 2 Rl & LT AT I 5 T2 DiE 21 AU A THTh
. MAEROIEU ATV D BN EZ TS TD,

FRAERAD U L EFAZBA L Cldsaid V. Sabin H13 1902 4RI Fifk (Cardinal Vein) 7>
BJFEE Y > 73% (primaly lymph sac) 2MERLSIL (K1) | U o SENEHRO T AEDEHIRI SRR
T5Z EARLEED, MY IFIRO— O ME RIS U o SN AR B iR L, %
FETL D VU L VENEGIRASEEE L, JFRG ) Lo SFEERLEND (K1), DRI s S hs
ey v \gEh LT, VBT Y 7 EEEMbOiEE ~T (M2) | A E e U ooilEzk
VKD &5 2, Srinivasan 5% 2007 452 Sabin Oz~ 7 ADFER T L T\ 5 3,

JRYEHID U o SERRIOR BV T, SER ) L VERERE AR U SR, U oo
DK & 725, AHTIE, U ERRBIRIC ED X HITIEL, ED X ) Il i ~Thk
R NEASEEER LT O, IR L TETWD 200 T 2L L. B EE CTRIES N
TWD Y L NERTTEDBIG AR DOWN TIPS LTS,

1) U 3%bRE

UorRidl oNvg Vo FERERB IO oSl 6700, U L NEOT AN DIRIEE )
MR GRERRIR) LIRS, U L NEORRRR (U Nik) o & L COBREZ ©-O Z LA T
DN, [FIRAZ@VE LA DD ORI & RO IERETH D . ORI E B S,

MR OD—ER 34 DEHAMAERE 218 L GREFRIIRD 2V NS A Y | KRGO HERE L 72
%o ZORHOMFRHKO—EIEFFOBMIMAEZ S & 505, 750 Offkik (ERlZe & Mg 13EH Y
> & (lymph capillaries %7213 Initial lymphatics i Z A%, B Y L SEFIFUERICEE -~ T, £5
U o7 ¥ collecting lymphatic vessel) & 72 ) BefHIITRY AR & 70 0 Bk CRIIRICIEA T 2, U >
RV &1L TN DD, B<AMEDREIERNT 2, MEa—. $18 FORMIRATY 7 SR
WRIGERRIZ D7D RIS D, ARNGHAE CHE U= EEEMIT 2T Y o AR S0 THIXA~IE
. BRHICIE IR SN DA, @mHNITY o ~Hizg EOMRIH Y . ) NP DR EIE R
E13% ZThaiL s,
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2) YV oERNBGROFEE (U o/ YEEMORE) (M3)

JEVEHIRINC Y » VEDMEE LRV R Tl FIRSER RO MAEFAEDSRL U, HIBAEERD AL L
TR L SROFAEDEZ D, BRR LTZEY . U o SENEGHIR =R IRO M PN EGHRE (FHHE
i) DRSS 5 Z LIC Ko TAERHEIND EBZ N TND Y, BT T 7 4 v aTIEIOE
FIRNO U > SERTBRII LI 2RO = » F2BA U, A ZENIIIBIGES & FcEam 2 5o
HE AT Z LB TN D B, ZORARROFEAEITMAE TN CoupTF I35 B L, B)
AR DiE A 2 R7ES1F 5 Nrpl X° Notch 2492 Z L THEL S0, Zo7-w, FEHIROME P
BZlE CoupTFILAMEBLL T2, FERROMEPNEMIR—H (U > YERIEEIL) | E5HR 1T
&5 Sox18 3FEELL, CoupTFII & AT Prox1 DISELAMAE L, U >/ VEPNRGHI A~ Lkt
% Z L THRIEHIO D Lo VERADRE (164 6-7 1) 9, R Prox1 13V >/ ENEGHIING master
regulator TV, U 1 VENEH L L COMWE AL > QREST 5 HEERR - Th 5 9,

3) FHFNY AL VET Y T

U LB N BGADFEF OB I LE PHOORERE )~ 5 3 S 4 2 B B RRIAFT- vascular
endothelial growth factor (VEGF-C)35 L (), Collagen and calcium-binding EGF domain 1
(CCBEDIT72< T2 b7e\, key regulator Td D Z E33hoTD 9, FEFEDIFRTY vV
WEAIIA L VEGF-CIZ LV | ZOZEMETHSH VEGFR3 /T LT, U 2 VENEGHITRO B
VIR AR L, JFARY " BaoRd D, ORIV T, Proxl Bitho U o MEN G0 —
I EEEIRICE EFE 0 U o NE TR 72 D (podoplanin [, Foxc2 F5ft:, Itg- o9
BHIE) 19, [REEPALITAPN CHE —IMER & U o VESRDS SR A A D8 E MEIRE BRI A4
Do UL NETEREOY L ERTEOIRIZIW T, 1M C-type lectin receptor(CLEC-2)13 Y
2 NENEGHIBEIZ S8 E LTV 5 podoplanin % ligand & L TWAN, MAERE Y L VERDASEMNE Z
DARVEI/FAL TS 10,

FRVUHEHI TR S D U v VL, BEIROII T 2o, KGR v YETHDH, 2D &
IRV NETIE, U ERTRRTIER L TRY, FnY vl Kidng (K1) » 2ol
BT, BRx BB AR RV NORS MR AT D U L VEICRR LTS, ZOBBIIY £ 7Y o
7 EWHTI, BEOWTFIMET %, FIRAZ Y LSO - iEMEDRFE T 5, BT ~DEE
MO S, MRIARE DL, U > EFPOTZRE CLERMIE « BEZ 275 X 012725,

U BRI R bARER L [AER, JRFZBARD AR v b U —27 2R D703, £ DFRIZ axon
guidance molecule T % Semaphorin &% DA T % neuropilin 23 HHHD T 7 /UK L L
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THEREEZRTHENDD-> TETCND, 2LV L EDYET Y U7 L fEMUTER LT
Semaphorin3A & neuropilinl 2ESHIAOIF T HCFERIZBI G725 12,

4) VBV T Y 7 OBRIGEERE

JFhEY > 3% (primitive lymphatic plexus) %V >/ ¥E U ET U 7 OifE a2 i T L S
U EERT D, Zb DY) VIR E T COMMIRZ I 2 EH Y » N L @R
A HRANMRES DA ) L VEIEEN D,

7 U ATIHIRAETIINC Y o EDWERE LD, MRk AR5, MEOHBRROE S E D &
FHl Y o NED Y L NENEGHINE | ZIE X SN D R T B 1-integrin 25EMYL L, VEGFR3 DY
ALY . U L NENBGIRAORFESNEE 2 19 (X4) , FHI, FHEZR S X DA T O
7RI U o EPN R R L CIRY IO RUG & 52 D

FEARPNITTLG Y o FEUT ) L SEDAT D & U v EElIRFER SN S  (E125) , KE
IZBIT DA D L NEDORERILY TT ) v 7 OIFEE R GRRRROPEE A T T B SIS

(E16) .

PN U > ETERI R\ CEREREEI 2R T E A L TR Y . 20N TAwF L LT

DL S TND EZATHD,

5) Y rY¥EDREML

U L ORBRERIRE LD, RGO EEAEES - JRIEIR - BEIROIZRM oD, U /X
EHIE DV L ERNBHIIAZ W T, Ml A3 VE-cadherin ORHEANZR ANEH5E7/2 50T 273
T ZONEGRIARIEEA I A AT DR Y L D KD TefitARd, 7 button” BRI
OPREITH ARG L, RIERHIER I Ch D, —HTHRE Y v B I IS S et Tt
[FloD72y Y Zipper” Higx 23519 (X2) .

T, U L NEIC B EEEENGAET DI L7z, 4V > Y% Tl Fibronectin <° collagen
VA5 70 2 BB RIS TS L, AR D70y iiEa 295, HMlY o/ Y8 Tl
collagen IV 572 2 BEEDLNEFTE L, U L ¥EFRR0NBIROEFTHR 72 < | KRk 2RI
57 DBHAETS” button” MG L 78D, FMY L VEICRBOTUIREAZA L. BB 72
Wz, REESEGEE R LT D, U VENERIEOREE X, ZELEHE 507 anchoring
filament & HIANEE THD 19, FRTHISMEEILY o VENEGIIONEGE 2 322 2 D72 53
PERERI IV T O R AIR 22l & 235,
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U L/ NESEDIRBEDELIR AT v 7 & LTER Y L/ NEOIIERN D, 2D U 27 3
NEHERFT 272DICEETH Y | BT VN Z 5, FROERULY v Sinsgs T 50
EIRRHZAAE D, Sweet IO Y Lo ¥ED Y T Y 7 JAONARGHIZO ALY 7570
MU ) 2 ST CH H 2 L A BT LTS 19, F7-, Kazenwadel H13Y L/ 3iilc k-
TGATA2 SFEBLL, U U3 pOIDGHRESND Z & AR LIZ 0, U a0 ISR
RADEFEBAIZI51F 2 PROX1 OFEBUEINE FOXC2 ORBINA LD 17 (M5) , ZORHZFIRHS
Vegfr3, Lyvel 25l SIVTEES U L YEOFRDBRIGT 5, b DO~—I—REfETHIUT
Foxe2 I3l SN FE T, D IAE H720 Y, Foxce2-calcineurin/NFATc1 signaling (345U
PNETERL, Y o NEFITRUIC IR TR <L SPOMEFRC S EETH D, Gap junction protein T
H5Cx3TH YV L VERERICEE CH D 19, Proxl, Foxe2 &V L ¥EOF 0 IS IZ LY Cx37 233
BLL, WU T caleineurin/NFATe1 signaling Z{i&k L C lymphatic valve forming cell {ZF/E% %
T DTH D,

6) U VEETCEET SBInT

U U NETEROBATIE, B2 28T IMET 2 2 &% iR L7, 20U L/ ERICE D %5310
RIBROERIZRTEHL, D DUNTY o FIEAFRV LR DIEIIZ L0 | Bl 72l o Va2 L
ZHlcbt, VI VERRORK E 725, BIEE TICHA LN > TS s FERFEIIHID U o)
BIEMUCRED D BFNE LA ET, U SROFAERFIZ L0 R oL 72632
EDHDBNTND, UUTIZY /YRR E X DR E 72> TS T LAVRRSN TV OB FAE L
iz,

JFHEME Y L NEBRBOZ < DIFIRIIARIFEI Th 5703, FIMEOMERTIER IO v VERTE Tl
R FERNFEE SN TETND, £0 ) BLFRENMEY VBRI L CRE STV D s 713
11 ETH-Tz (F1) , FEEFOIER TROICiiHET 2, M - V2 SASROMAIZER
TOBET L. FIBET DBIETFORENFER THLHENL, TNHDOFRMED > VEFIRIZHE
W OB FAERO Y 7 /WA &L 6 DL O ITERNTE T, PISK-Akt signaling
pathway 7>5 mTOR signaling pathway %i#-> T VEGF signaling pathway (Z2 1) |
lymphangiogenesis ZHEEFI DR T/ TH D, B EFEDEIE SN CWDFEIRMED ¥
FIEGRE L, & 7 T VR DEFEIT LV IER 2 U SR HE SRR, U o NiEe LT
FIET D Z EMERISND, BERANZIZZ DT 7 F N A — RICBRE T D8 n FAERDRK L 725
PRI, [ ZEAEDNETHL Z EmbLTWD (E2) .
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7 1. Lymphatic malformations (273> %8s

Lymphatic malformations (LM)
Primary lymphedema
Nonne-Milroy syndrome FLT4/ VEGFR3
Primary hereditary lymphedema VEGFC
Primary hereditary lymphedema GJC2/Connexin 47
Lymphedema-distichiasis FOXC2
Hypotrichosis-lymphedema-telangiectasia SOX18
Primary lymphedema with myelodysplasia GATA2
Primary generalized lymphatic anomaly CCBEL
(Hennekam lymphangiectasia-lymphedema syndrome)
Microcephaly with or without chorioretinopathy, KIF11
lymphedema, or mental retardation syndrome
Lymphedema-choanal atresia PTPN14
Vascular malformations associated with other anomalies
PIK3CA
CLOVES syndrome (postzygotic
(LM + VM + CM +/- AVM + lipomatous overgrowth) somatic
mosaicism)
AKT1(postzygoti
Proteus syndrome Fpos Zygotic
. . somatic
(CM, VM and/or LM + asymmetrical somatic overgrowth) .
mosaicism)

# 2. BRI DBERE

Gene associated disorder

FLT4/VEGFR3/VEGFC

* Milroy disease
* Lymphatic metastasis




GJC2/ Connexin 47

+ primary hereditary lymphedema
+ Leukodystrophy hypomyelinating 2 (HLD2)
- Spastic paraplegia 44 (SPG44)

+ Pelizaeus-Merzbacher-like disease-1

FOXC2

+ Lymphedema-distichiasis syndrome

SOX18

+ Hypotrichosis-lymphedema-telangiectasia syndrome

(HLTS)

GATA2

+ Dendritic cell monocyte lymphocyte B and natural killer

lymphocyte deficiency (DCML)

+ Primary lymphedema with myelodysplasia (LMPM),
- Myelodysplastic syndrome (MDS)

CCBE1

« Primary generalized lymphatic anormaly (Hennekam

lymphangiectasia-lymphedema syndrome)

KIF11

+ Microcephaly with or without chorioretinopathy

lymphedema, or mental retardation (MCLMR)

PTPN14

« Choanal atresia and lymphedema (CHATLY)

+ Influence clinical severity of hereditary haemorragic

telagiectasia (HHT)

* Frequently mutated in a variety of human cancers

PIK3CA

» Macrocephaly-CM (M-CM or MCAP)
+ CLOVES syndrome

+ many types of cancer, including cancer of the ovary, breast,

lung, brain, and stomach, and colorectal cancer

AKT1

+ Proteus syndrome

- cancer (small percentage of breast, ovarian, and colorectal

cancers)

* schizophrenia

PRI BT D16

120

- FLT4 (Fms-like tyrosine kinase 4) 1B 71, U 2/ VEROMERFOHFELTTH VEGFR3 EH %
a— K95, VEGFR-3/Flt-4 | VEGF-C & VEGF-D |Zxfiis LT, U L/ YEERETRET L TV D
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ZEPHBILTWS, VEGFC X° VEGFD 78 VEGFRS LiEAT 5L, U o SEHIMORERH)
SRR DIEEE LN,

+ GJC2 &5 113 gap junction protein % =1— K95, gap junction protein | L= > OFHENE

ERO7 7 IV —D—BThHS, ZOBIE I TIXOBEHZAIC B LB E 2 AR TI3EE
FEIRU B35,

- FOXC2 #fn 1132 < O MEERBIRIR DT A ZHIE L T D, HAERNCZ < OIFEOMHREZ T

AR DB AR A D A DO G A RET 2, ZORATEEGRFTH Y DNA OFFED
TR RE A LT D028 < ORBIR - OIS LOTEZ AT 2, FOXC2 1%, &, i, H.
R, SREE. DR, U L EORICR ORISR CHEARREIZH S, FOXC2 D¥EL
X D~ AR —R T D Proxl DNFETH LW HHELH D,

« SOX18 i&fn FIHRIE DI EIPEECHIluOIEMIE IR T DHEEIX - T 5 SOX(SRY-related

HMGbox) 7 7 X U —D—2% a— ¥ 5, ZOEAITEZOE, ME, Vo VEREOREIZHE
%35,

+ GATA2 BfxfiE, 5K ThH D GATA2 2 =— N9 %, DNA ITHEG L TEEANEIS O FEL,

N OSHIRROME ZHlEd AR+ & L THHIL TS, GATA2 Xadimssimia, i aisrimo, W
SRR D HESEHERE - EEBE RERE A ST 5, F7-. BN ESHIIEIZ R CF O EHEEH B
THY . [FREs T OEREN KD & BN RS D583 B OMIR S Elisfia A it 3530
Mo TN,

+ CCBE1 #fn HIHIIANEE O FHEEEORBE & WS TAREEZ AT 5 B2 DILTW\ D, AT

B D53UWY o VERAE, RO DOFEIFTMIATH D, LTI TREILL TWD23, IS A
DENT A ORI TIPSV TV D720, IEEZIIT 5 & E 2 bt T,

+ KIF11 s A3 R v EAY 7 XU —IOR 2 P2 s 2 12Ol L EB R E &

a— K45, FRVUVEAT 7 U INEICD o CEENT AR AR D, M2k
WEHE M E 2 L O D, ZORRENSIE S LD & R OEIEB L O R h—v
AHEH SN D e TAOmRUKERE, PHRERIEHEIZAL, (RDLABIORIE, RO EE D HE
IRAMBIGUI RIS LT D,
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- PTPNU4 @fs (I3IEZRINT a7 4 A7 7 4 —E e a— K15, Mllai. ok, %
W, 72 SI2RE 59 %, PTPN14 13V U IRESAEI L E RN 0 o VR AT 7 21—
VEGFRS |Zf567 %, ARBEATY o7 VEHTARICEETH Y . KIESALEN Choanal atresia
and lymphedema |2 5%, £/, TGF BB FHBIZFRE L2V | BHEOT 7L yh—& L
THERET %

+ PIK3CA BIZIPIBK D a7 4147 (pl10a)% 21— K35, PIK3|LPIP2 % PIP3 |2V »
BT DIFEF T —ETHY, il 7 2=y FCThH 2 pll0 LHlHY 7=y FO~T R &
KTH5, PIP3IL i PDK1 X° Akt 24T LHFHS 7L & LT mES L5, PIBK 7)1
(. MIEORER < HPE - BEE - AR - M E OIS - MlaOAEFR L %< OMaDTE
PRICEETH D,

© AKT1 (3 AKT1 ¥ —FZa— 2%, ZOEAIFANOD LW HHMIIUIA BN, —J7TED
ST SR BB A S . AKTL S — I3RS « ik - 251k - AfFOFHE, B
FOT R b=y 2% a3y ba—nT5, AKTLICEHES 5 3 7T/ UIREROIER OFEEORERE
IR, Fo, AT LTELHbR TN,
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MLCRD: microcephaly with or without chorioretinopathy, lymphedema, or mental retardation syndrome
CDMMR: chorioretinal dysplasia, microcephaly, and mental retardation
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1. FURMERE (WD R

| =2z

LY & Einfantile hemangioma)i, ISSVA /7HOE A (vascular anomaly) @ 9 B
PR (vascular tumors) (ZJ& L. EAREENEO M NI 248 Rk~ 2 #i & F8(EL L 7= glucose
transporter- (GLUT- DB EARMA S 55835 RMEDIBE Ch 5 12, HIARAIIIAFEL
7208 DU NI NS AR IBRRAE DAIFAET 2 HVEWK 2 TR CRZADNBEEL L, 22BN 2455
By 72— B AR, BRTeHEER (proliferating phase, ~1.5 % £ ) « iMEHIGEE
#D(nvoluting phase, ~5 %) + HAHlinvoluted phase, 5 A & LD AN, FGMIHE N4
WREL, FABMTULUZEMICEY 10 F48% % 39,

AFBTHER L D AN SIVTO D4 Th D0 E DIRIMAEIE & HAMIC[FZETH S8, ISSVA /%

(Rl THFLRIMAENE &V 9 FERRNRE Lo dh 2 39,

I = |
FLTHI Ol b BB OV B O—oT 0 NEAIO TR, E- Rl - AR A RE RIS
 FABEEIIIAFEZENFE L, HATORIEL 2~12%, African-American Cld 1.4%, Hi5T
130.2%, E7ZHARNTORIEL0.8~1.7%L ST 81, Z IR THBEMEDOFE LTS D
DT THDHN, FHIEN B AATT D5 A TAIME IO T AN 2 (SFREIC ERT 5 L0
Wb D W, FEAFNLITIAGES 60%., 1Aur 25%, MU 156% &, BASHATICZL ) 16,16,

5 |
FLYLMAETEOIHRRIIARTEAH Th 5, TR IX AR DN G b S 57— A2 T

monoclonality 23388 515 72 O SUL ST Tl 72 < . JRFT CelonallZHEHH L CUWL D EOEE T 2
VA, M RO 3T 25~ & PIREERRTEHAIAD 53 LEEH & 2 NI BT K 5%
AFROELE & T O, MREEHDROAIIROIER &350, & L CIE N ARG - D8R
T HAEFFHIINZE R (germline mutation) & (ASHIlAZZRZE R (somatic mutation) D= B
F—ar LT ORI L ZRERLRENTER SN TN 51620,

RS |
FLRMAERE L, AiRbo X 5 I & 138072 25550 AR Z T, FERBLZE TH
V. FCKTIERITR (superficial type) - R7E (deep type) 3L OVESHE (mixed type) &V o
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TeREIRYIEIS I T D75, AT mmY - il - B MR Zn b DIRETRIE W S /b S
AT S 2, Superficial type TIHAR /NS 22 M2 NS ZD X 9 ZMfkoE A A L. deep
type TIIR FIZAE UHROZERIZZ Lu 2229,

AR IIAFE L7\ DU NT 220y (REES - SREE - BB JEPRA I A 72 BAL A 0R
MBI 5/ S TRHBRAEDSHAERAZ RO 2 030 5) D344 2 TR CIRADH B & 72
o, B (IBESHER L, DEREHIGHE) CIREMRA L&, [THR) 12
XS BITHRIZAN D, ZAUBITRHRENIIN > TEART 2 —EDIRETH Y . BAROPOETET S
b L UTEET 2 0ED D %,

NS TRIRAR TR AEBNZI T IS DIEBI D2\ AL SR YZS CIItEM: TR T U A Lk &
IRolefc b LT, BEEROBIBAROME & & bITFAF L TERARZRREIZR D59V, 72, deep
type TIT FITHHE PN RFT 256030 5, — 7, FIRMAEFEO IR/ —7
RO THIRT 20O H Y | FEAFMAZ KLV XOERIZE, FUleE, milbes, EE PERYEER
. 2 U CRpHE R ORI K DFLIREECR IR B £ 2 ki falia A9 5 & DITITR20
KIS EET 5 %), T RERFATI UL UIEREAP BEHRHZ 2 L-OBIRGEA L, HiflL7zy —
PG Rk LIUIED IR & 725 Z & b i D,

TOMIZH, 77 (R PaTy7) ORAL K 20%ICH N5 0, £ L Clisds
I H IMEE A 786 % neonatal hemangiomatosis, PHACE (S) JEffE72 &, AL E 5T
WD,

I#== |
AL -« AREIGHIED) - T2 N ZAUTRER RS T5 2, BRIV TIRCD31 &
TROGLUT- 15 ONEEAIIRAA 5 272 AR 22 L MEFAIINOESL 2T L. D% AT
& JE BN £ 2 I & F S F AR MEREEN T 5, IBHEIHIRIDIC TR AR E OB
DU, THRCIXRE SRR & TR SIRAE S D\ v Dfibrofatty residuedSE(Ed 2 = & M3 527
30, (PEEIr ORI 2 2R

| &g |
MBS T, & 0D B OIF ER RS HRAMONES & OSSO0, migis
WHIRAYS Z LITTEAR, EIRGEIC & DMEROZ L DIEIDT=DIZ b AT D, Sy NEE %4
L U= MRI THERAI DR 22 12O b S\ S, S22 AV VR T1 SRaiifg: & AERAHH)
i (STIR 1) OBEIZALRNC, B PLIR A S BRI RS LT X 5 7 ROBE5
%72 T1-low, T2-high, STIR-high DJFZE L LT, NEMOIE BABE S APt s s 392, (i
BRMORBEBIR)
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Superficial type OFLRMAENED & —F A = & —p LTI, HEFEIICIE tiny lagoon 2NEHE L 72U
B BN E R 503, IBEIGHIBEDIC /2 2 EASED HIRA ML, SRR ME & ETRIRERR
OYINZ B UT- s A ERROPENN ) & LTRSS K 912725 339,

B

% < DIEBITIIHFLIZ L V2 vRE TH 2205, MDMENEEEOIE), deep type [ZOVNTiTHy
O RHIE, ARy CFEE (cyst) - iEREfE (hamartoma) - BB (tumor) - #JF (anomaly) @
HIREI BT DIRATYH, H2OATIHERITE AW RENH Y . MRI OGS 72 CHiE2HA
AR 2 3%, FUIRMENEL O], RS 22 AV S LTI DIFObL00 %
Do

OFLIRMAETED deep type &FHIRATE (EEARKIAETER | REHERRAANTIEIT 5 2 L2030 D IRF S
NTWDEAEDRH DN, IHRENEL F2 ) Z OB IES Z 2T 2,

QLI N & $ER1 2 3542 F /e RIEDIMAEE Cé 5 rapidly involuting congenital
hemangiomas (RICH)IZ, HYAERHZ I CIIIBEETEM L TER 0 £ OB FLITMAEE & [FIEk B 2R R s
% {425, —J5. non-involuting congenital hemangiomas (NICH) /7] U < JeRMAZA U D 23BER
JBHEE A 247 X720, Partially involuting congenital hemangiomas (PICH)I 3B E 0T 5
39, Z O SERIEMENE T3 GLUT-1 13RI TH D 197,

QFE I EE(tufted angioma) & 778 P PAERE L PN EZRFE(K aposiform hemangioendothelioma )
X, WEE ATy Ay NIRAEE L O 2MEIETH DA, MBI A /3y /N - 2
Uy NG A RT3 2 Lide, FRMEE AR A DI ET 5 2 L © 2 < ETIRA0SITA
D DD D, FEHEREFHC, PIBHCZE LT TR MTE O MAE NGRS, BERRR N IT R/
OEWEETRL L, \Woid D cannonballfk “HFEATED Hivd, TEEAIIGLUT- 1R CHh L, &
AR IERRMAE N BN X, SVRIMEDZ L SBR[ NEREE ) PR A BRI L. 2
HZZRER O MAE BN L 7- B 03558 v, GLUT-1R2METH H(CQ19BH,

N amz

PRRERR OIS, -t - Y - BUISEDfERRME, 7RV DRI A B35 FTRE
YOI DT, FHNIREA R « BAT 20ENR 05, 0 X9 e afREMAMET IS wait-
and-see policy (ZC, MEHIIG U THRIZR AR — R 21T 9 2 L ANEHE « DN/ D,

FEO LD AR AR T WA LTI e S m—L - FRE (S - ETFHD - R
TraA NEE QM - RIS - 255 - b—— - B RMERE - A IFE R - RINEFRR
B SO F—Txny « YT aRAT 7 I R T LA A L s BT YRTF L « "B



130

Vv v ) AR - SRR - FRSERE R S ORBIAEE ST A(CQL4-18 ), L
L. BINHRMEND S 5 7 DITIRFNROHIENEHE L2 & BB & TR CFEES
MBI, RES - 5L - 9w - it - SOREOHEE - B - 45l - M1 - TRIROEINIL
Dk« ERTORERT: P12 K> THRIROA LN & fERME 2l L ik 2 7= C AR H 5,

EEEATaA R

il

Pk, #E SR EDE TR S D, PIiRkERE S L CEEYIHIEII2~3 mgkg/dayD 7L K=
Y ayBHNGND, T H MMEHEGREROA Z T ) A THRIREIN TN D33, BWERIE L
Tt A AREL ANIRZ: EONSHER « BRROEEE « JYYER SITEET 2485035 5 (CQL6EHR),

A=A A= %

FOK T T TE 727 7T ) o — /LA T 2016 FIHAGE S22, AFRT b FRERE
EDOSERMIES T CRIE & 72 2 FURMAEEI o LTI 8RR E LTHWORD b D EEZ BILD
39,40 (CQ14 2/, BIWEHE U CIEIRT, Rk, BEREEE, ARl SKMIMAE, PPREER: & D
FEEUTKE L. For7eiEE » KIS TH D ( THERBIRCIBNT, ERETARERA U M )
9, FIRRGHILERRGHE TRICIETES IR - FERT 52 b b D70, BRI DEGH
THBAEZEEIC7 40— L TN S EBWETH D, TOVERBFIRIZAATHH03, YRR
VTR NO PEAEHING K 2 A3, BEGE R Tt VEGEF « bFGF - MMP2/MMP 72 &
O pro-angiogenic growth factor > 7 /LDFBIEN L HBFHOS T, F T2 R 78500
Jre UCImERNEGIED T R b —3 A 255535 Z EMEESITERY 849, X LR 008
ns,

EHIZ, RITVEIL BEWEETH A FEr—/L~ LA LEEEOINHFNT DT S A RIEDH 7
L5 9,
AIFER

A XE NSRS ST 5 & & bicEBrAdE A ET 21EHZ2E3 5, superficialds LY
mixed typeDIMENE X 2MNHA 2 3 RdOphase II4—7"> 7~ LR TlL, superficial type?
FRZNZ DU TRIBRZ 161 TRBEOTHIENN R E DA 70, BIWER & L CTRFTORIER IR
BT &,
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v I VAT

AR —T 0 q

AIFEIIBUEA, BB 4 VAL LTHDND, IR THSGEA ST D LIEEWER
BTHTBINHRESITEY | IWREET L0871 7T ) b —) ORI REALE TR AD
AVRWERBI TIRNERIL L 720 9 5 L b, LirL, TIVENEWERIC R0t B a4 2 0350 &
60

SRR

ARG TATRIEAS AR L7 L 0 b BT LA BT, BONEAHE LR Vr—2
CIHEEISESZHWTT_RE TH D, 72 & 2UTME AR LR SRR R D7 5 %
P LTS5 » ORI & 72 5 WREASIE, MR - /NS < PR L 7= RJRIBHOD 0 - SEeiton
B ER L ME A LD b LG 7y Ve BB DA A B CEE S A, Aok
PEZ B8 UHEHEH DT 2 W] SR IR IBED 0 IS FI AT 5 2 & T IEg o
HARTHoH IND tissueexpanding effectlZ & 0 JEEFOIFRE O/ RIBRIOPABIN B ST 72 D
RIS & H 4748

IOV AT L ——

AR B L A Lo D@ GRR CH D LT R EIo0H 508 9% Gl oL
— P —DHREHER DR E D2 EIC L0 ZOFHME, BERDO THIARSAE I DN T EDRE
ISR, 7272 LY —DERSERE IR B Y deep type (26 L TIIRIERNZ L E
WD, IRHEIIGHIR) DARE & BRI A ILRD R o THEF CIE L — V1RO A U » MEdb 2 s
WTEBBIEZERN—BL T D Ko Ilibon g, —RRETORIE, IR, #E, il - 5%
fidds LOMBSRIAE, WPR, & L QB SIOEET 2 0ERH D,

Z DD L—H—

SREETT A L —P— TR A Z I LT~ A L—H—T, IKSOE S 7ohifk A L 768 - b
D72, AV EOFENSH D, /INSTRIFZESR, KCEPHRZIZE B AV ST
%, FDIED, NAd-YAG L—H—IC L DHHfRENE 72 & BTN 5 Z L3 D,
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IR

WIRERL R TA T A AR EL N D, FHRITIIIA S T 575, IR, KPR, S BITI3HE
TR IS M TR 295, TRIEMEOFLRMAEI SN LTI L— 18R L 0 bR MEN
DL DHEL DD 9,

Frod EiBRI%:

CQ18 &

fOTEFR TG T DIEHI T, BERIRAE TOLARRMPREWGER EIZEEIND,

FEPRRO Y R— b

ADBAFFO RIS b SN2V ERFAEEDN D7 ERASFIED RN T 5 B0, |
Ho THARE < B2V 5 2EOHE « IBROSEIRM: & AR E12OVW TR Lo o7 i —
N EAT O FAMENEOFIIA TR Th D,

G=xSa:l)
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LTI v NEFERHOLILTO A DS, ICD-10 « fREH4 « /NRIEBMERFESSR CIL Y o VERRN
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FTIEND Y 2 G ORE WOk, Eadvh & RO SV ik, £720F
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D 3FEZSTT BITN D, FHIIBIRIEDZERIZI W TIFIRO YA X EE L 725,
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—HEEEIE, PNESOIRIRDIERIARIT T 5 D E I~ K o —2oR 3, B g LT 5354
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6. U /YEEE, J— A% (Lymphangiomatosis and Gorham-Stout disease)

E2NE

U ovghiie (Lymphangiomatosis) (3, HHARESR 2 BR < 5 Ol THER LTz U o VE R
WNRIET 2M7ERTHSH Y, I— 49 (Gorham- Stout disease, LT GSD &3°%) 131954 4F
IZ Gorham & Staut HHMHINCE & 7-“disappearing bone” #4H# & L, £HOEHERE, A
VRIS D78 TC, YA LI, U o IR B S5 2, 1983 4FIZ Heffez 5723
TR LT AETIR, B~ ORIEIE N & ST D033, JLOMAA R 2972 8 Y o B fEIE &
BT 2 mNE L, ZIVDITEEIC KB HIRZRN2, 9i4 2 W CRidk LT 523, ASRITHIHE
DB TH D,

2014 40 ISSVA 7JEIZHBW T, 2L H OF AT Lymphatic malformation(LIM) (25548 S 7= 4,
%72 Lymphangiomatosis |3-matosis &9 #EED MBI 2~ 372D, Generalized
lymphatic anomaly(GLA) (&&PEY Lo VERE)  CUTF, GLA £3°%) SRS E, ZOHFET
JHREIELD BEDET ol 2oL, MIFND 7 —T e U ERROBE S E DO B DL D, U g
JEE & SAUTETIEBIOTNT, JHBHERR CRE WD U o EPR BGOSR 270D DIEBIAMT
FEL, ZNDIFHKOMRE, BEERENL <, PRARTh1Z &nbioTed, bz
Kaposiform lymphangiomatosis (KLA) & 3287 LU MEE S HITE TD 08, RIERI R0 <,
ISSVA CII/EARERACE L TD 9, ZHO#EAMY v/ YiEsE% Complex lymphatic
anomalies (ML Y » SERED O 830N« XU NRGAE Z 3 AR IMAE NEIE, Fk
MAENE: EO MEVEEPIRARNRE FTE22 &0 TERAMEMA - U o SERE) 2 U T
Complex vascular anomalies (BHRRE ) LFFINA Z L b8 D 7,

U o ENEREIIRAAE 20 HRTD U o SETAEI T Z 2 8 AVRIR & STV D, RIEAHTH
%o F 2B E GERIRAE 3N, TORIEEFORRBIZOWVWTHRIEANATH S, ZHETD
WFFED BT, GSD OIRZERIFTI A IS 5 Z L0, MAEPNRGIE, U o VEPRRGHE, %
T JERADRE AN~ 7 v 77— BRI 1 S A > IENBGHIIESER T (vascular
endothelial growth factor: VEGF) 72 Effx Z2RFAVRREICRES- L TS LB X Bt TV1D 7,
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WRE MRS & IRE AT I TN E BT D 2B DEBRE I DAL T D 12, ISSVA S5 L [
BRIC, WREEIERE 2 X5 L TE R D0EEN D D | FHINRE FTAZ IRV TIERITEHI B> T D7
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D, INOIEFHEHEIEET 2008, IEHEIET 5 b0 L H D,

K1 WRERES & URE AT OERRE

HRAE RIS IR T
FLU M AEE AR RS
PHACE syndrome AL =« 7 = SEfGRE = A o SEfGRE
PELVIS/SACRAL/LIMBAR |7 U w~L « b L/ x—JiElGERE (AR T
Syndromes 7a T AR GBI EARRS M ETRIE)
CLOVE(S) syndrome Capillary malformation
e RMEM AR A RRE BE —Arteriovenous malformation
Adams—0liver syndrome Syndrome
A N E ) RRRIBEEGRE AT N
(Bean syndrome) Wyburn—-Mason syndrome
=N F 7213 Cobb syndrome
Macrocephaly/ T—T R - K on AfEERE (AT
megalencephaly-
capillary  malformation
¥ 72 1% Megalencephaly—
capillary malformation—
polymicrogyria syndrome
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3)  Nozaki T, Nosaka S, Miyazaki O, Makidono A, Yamamoto A, Niwa T, et al. Syndromes associated with vascular

tumors and malformations: a pictorial review. Radiographics. 2013;33:175-195.
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]
BAFBENED - EHR 306 BRD 55 (BEREHROXNR) IREEES - IRETE
DEETBZERNambni- %R (FRR 28 4 11 A BLE)

LT OFEIRIZB W TR M R UE 27— LT BIER ClEFm & 2o = & CEERERO B %
ZUFDHZEMTE D, M OWTIIENRERE L X — DR — L=V 2RI 720,

http://www.nanbyou.or.jp/

& R¥—U . y=—N—JEGERH (FREE  BEER 157)
T—F X - B ZEGERE (FREEERN 168)

FAZ—h (FEHN 227)

U LRI TN B (FEE R 277)

ERU 8 (BEEmINE)  (FEEHH 278)
FOREIRATTE  (BEED O RERSE OV AMEIRZ)  GGREEER 279)
EREEIRAE GRS UTUEIRZ)  (FEE 5 280)
7Y Yl R L R— e = —SEGERE EE RN 281)
L EIFERMAENE (F6 & HEp 295)

B A BE B ED T /NRIBHEERR 14 KA (T0459K) 0O b (BEREBROXSR)
RS HEIESE - IREFENEET A Z Lmb %R (ERR 28 4E 11 A BE)

PLFOBEIRIZB W TR W R EA 72 L7 EEM TIE T & 2T 2 & CTEBREIRO G %
ZTHTENTED, MOV TII/NNRIEMR s ERFEERE F— DR — L= 25 M
7=\, http://www.shouman.jp/about/

U B B EIE

T—F A « X1 A (Ehlers-Danlos) JE{ERE

B NN XY b (Kasabach-Merritt) JEfERE
EAME PR RAE LB IR (A T — i)

74 rbvoyb s U Ry (von Hippel-Lindau) %
W5V o/ NEHLARIE

PR R I e (L U S P T o 7 )

°
°
°
°
°
°
°
o HEhEE


http://www.nanbyou.or.jp/
http://www.nanbyou.or.jp/entry/4308
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http://www.nanbyou.or.jp/entry/4637
http://www.nanbyou.or.jp/entry/4893
http://www.nanbyou.or.jp/entry/4757
http://www.nanbyou.or.jp/entry/4631
http://www.nanbyou.or.jp/entry/4601
http://www.nanbyou.or.jp/entry/4640
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169

I PHACE(S) syndrome

1978 41T Pascual-Castroviejo (T & 0 #h5& O FL IR M0 AE ME I M55 & IR E MO IIENTFIE 2
PEOBEBE L THRINTZONRIITHY . 1996 4£1C Frieden (2 & Y PHACE
syndrome & W) BEERB Sz DV, LUFIZR~% 52720 L 6 DOBEDIH T4 & -
TW5b,

Ei:3

2001 FFE TIZ 130 BlIZ E DEEN B D,

N EEERFRR & B R

1. P: Posterior fossa anomalies(#4 58 25 & 0 HL )
Dandy-Walker malformation <CHM=E LK 72 &

2. H: Hemangioma of the face and neck(#fi - SASA?

ot
o
i
E‘T‘
S
4
-
o
bl
==
HE
N

FLYL A S ERR A, Bem 2 2 25 b ORE,
3. A: Arterial anomalies(@fJk D 5 &)
4. C: Cardiac anomalies(ir L5 % 7%)
REWRHRE, KRENRAGEE, OETRRE. DEPRXE, oL
5. E: Eye/Endocrine anomalies(IR/PN 4355 &)
FINRE, fRNRE, NIRERGE, GRS 72 &
6. S: Sternal cleft(ffa 5 %d)
Mog KkEZHES Z L2038 0, PHACES association E WO EFEZT52 455,

SASHE RIS R & AL IR A FE(E <12 5em LA B) 3 H 2 8Fi1x. PHACE JEGERE D Al REME:
H V. BEE MRI. MR angiography ZEDOREEZ 35 Z E 3 HERE XL D 2,

< 3Lk >

1) Frieden IJ, Reese V, Cohen D. PHACE syndrome. The association of posterior fossa brain malformations,

hemangiomas, arterial anomalies, coarctation of the aorta and cardiac defects, and eye abnormalities. Arch
Dermatol. 1996;132:307-311.

2) Oza VS, Wang E, Berenstein A, Waner M, Lefton D, Wells J, et al. PHACES association: a neuroradiologic review of
17 patients. AJNR. 2008;29:807-813.
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I PELVIS syndrome &E7=[& LUMBAR syndrome ‘
KEPOILMAHO R E e ALURMAENE & | REE, FHE. 1L K OER DKV 2t 5 K&
BRETH D, 2006 FIZ Girard b3 [EE A H.0 & T 5B EHEA PELVIS syndrome & L

D 2010 4T Tacobas &I D TR DS K& TE % 5 > C LUMBAR syndrome DR 4
B L7 2, UTICHRAR2 6 SOMBEDIHLFZ & > T, FHEICEW T PHACE®S)
syndrome & OFELIMERH D & S b,

W sEE
2010 FFE TIZ B3 HNE EDHENRH D,

N ERERAR R L ERATR
PELVIS syndrome

1. P: Perineal haemangioma (£ [& & o 1fi. 4% i)
2. E: External genitalia malformations (#MEFEZR D A7)
3. L: Lipomyelomeningocele (5% #tiftNEg)
4. V: Vesicorenal abnormalities (& JRE#77%)
5. I: Imperforate anus($4T)
6. S: Skin tag
LUMBAR syndrome
1. L: Lower body hemangioma and other cutaneous defects
2. U: Urogenital anomalies, Ulceration
3. M: Myelopathy
4. B: Bony deformities
5. A: Anorectal malformations(EJFILFH4772), Arterial anomalies

6. R: Renal anomalies

< 3Cigk >

1) Girard C, Bigorre M, Guillot B, Bessis D. PELVIS syndrome. Arch Dermatol. 2006;142:884-888.

2)  lacobas I, Burrows PE, Frieden IJ, Liang MG, Mulliken JB, Mancini AJ, et al. LUMBAR: Association between
cutaneous infantile hemangiomas of the lower body and regional congenital anomalies. J Pediatr. 2010;157:795-801.
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—
I 21)yR)L - b/ R2—fEEE Klippel-Trenaunay syndrome ‘
1900 27 T » ADMHRENEE TH 5 Klippel & % D 1-® Trenaunay @ . A2 &LV f)D
TS ST, B OFHREHER OB R AR OIRE 77 Z {1 5 FHREER DR 2R+
RIETH Y, EARMICIIIEBEHREE IS 12, 7 U vo~ub - b x—JEfEffix [
Uyl s FL )/ R— - 7x—"—JEGEHE] & UTHRESRN 281 IEBEINTEY ., 2W

HEHE AT LI TR C I T X 2 BT 2 & CERBBIRO SRR 5 2 LS TE S,

| s
IR (RN CME— ) ICRIET 5.

I 5%
1994 4% TIZ 900 BILL EOWE R H D05, WESNTORVLDORNRY HDH L Sh, %

BRIZ®H - & 2T B D,

I BEmRR
LT 3 AV L Sh o 9,
1) HIR AR — b U S HE B O RIS B TN BRI RN Y . 20~30 B E TITIH

BL IO D,
2) SeRMEERNRRE - G ERIRE RN 42 I BB O SMAITE IZ Lateral megavein & U
YRR LT B E N A LD,

3) KD B HEEAR DA IRIZ KX DK+ T5%LL EDOFEFI TIZA MO T TH 53, K
EBHEAMECAS NS DL H 5,

J ot
VEEDEIRILAR . WHAEROIE . R - WO, ARV B EMHLM - MR

< 3Cigk >

1) Gloviczki P, Driscoll DJ. Klippel-Trenaunay syndrome: current management. Phlebology. 2007;22:291-298.
2)  Oduber CE, van der Horst CM, Hennekam RC. Klippel-Trenaunay syndrome: diagnostic criteria and hypothesis on
etiology. Ann Plast Surg. 2008;60:217-223.

3)  Redondo P, Aguado L, Martinez-Cuesta A. Diagnosis and management of extensive vascular malformations of the

lower limb: part I. Clinical diagnosis. J Am Acad Dermatol. 2011;65:893-906.
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I IN—9 XA 2 —/\—fEZEEE  Parkes Weber syndrome ‘
1907 2 A ¥ U A NFJEFHE T 5 Parkes Weber 73, FMIAE R Z £ 5 M MR & LT
HRLICOPEA T D, BEOBRRICONE AMED /NS 2B RE 2D LEFRIRS v+ > B
EREIEGRIECH D, 7V vl s ML X—EGREE DRRINHONDR, 7 U vUL -

b b R—JEBRE R D RE A 2 B B9 2 O L. AEBRE T Idm Hitk o JRE 7777
DEHTHD, TNHIFTTELILETEHLTERALNDINETHD YV, /N—F AT =—/3—
JEEREE (27U v~b s P/ 32— Ux— —JEfREE] & U THREEN 281 [ZES L
TRV, WAL R L2 EER CIEFhiE 2t 2 & TEREDNROIMEZ T2 L
MTE D,

| 5B - mEsE
REBORBENMEGITH S, FFEESE T RASAL

| Ei:
7Y oL L) R—IEGRE L ORFAD S 1120, FHTh S,

N EsATR

70 ol b REERIERIT 228, Bk & <ICBEIEH O L D/ S 72 EhERR
B, Bk v F AT LONRETH D,

ML DEEFE S E N BN T2 O C 5 K D pseudo-Kaposi sarcoma(pseudo-capillary
malformation) R DRI, VU \RER EEA AT HZ LR E D,

B TH D720, EITHTIEE I LAREET D2 L03H D,

22U, BB U v~k s b L R—IERERE L IXBI 2 O EE LVER S & 5,

R
CT angiography, MR angiography. M &5 @ BEEE B IR W ENFFAGERE O IR YL 7 5
N5 ENRHTHD 2,

< 3Lk >

1) Ziyeh S, Spreer J, Rossler J, Strecker R, Hochmuth A, Schumacher M, et al. Parkes Weber or Klippel-Trenaunay
syndrome? Non-invasive diagnosis with MR projection angiography. Eur Radiol. 2004;14:2025-2029.

2)  Dubois J, Alison M. Vascular anomalies: what a radiologist needs to know. Pediatr Radiol. 2010;40:895-905.
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CM-AVM syndrome
(capillary malformation-arteriovenous malformation syndrome)

2003 4212 Eerola HITEAMEEMIMLE FE 2 A2 17 OFERE T RASAL Bin R %
27V —=7 L., 6FEH D RASAL Bin FREZFE LTz, BMEE T L BFHIRGT T
ME—DBIn T RE N OIRIE L. Atypical 72 Bl E &2 1L 80 & NSO O B EF IR A7 -
HEFIRED A 7 V) — = ZRA& 44T 5 indicator 2720 9 % & L7z 12,

| 3 - mresE

RO AEERR  RAEEGA T - RASAL

| El:

R

N ERERFR R

B AT DR Z DL FIZHIT 5 29,
FHEMEETRTZ ENZ 0, IR EICRIED H 5,

B~V RE, BRI, A e (Af) 2085 ZERD D,
ARANZRALEIZ ZFEMEIAFAEL . FOHD VLS H D,

B AR AT O MR 0 720 & L BLR A WBALIC & B E AN BT 5.

| EgmR

BRPT R (B, JER, fAEhzfitns, RV AVEREIRT 5742 L) 2 TEICEy, FElAIE 7
BHIME TN EDI DA, EHEB L OFEMOBBHIRGEOAZ V—= T D=9l
CT angiography. MR angiography #4179,

< 3Lk >

1) Eerola I, Boon LM, Mulliken JB, Burrows PE, Dompmartin A, Watanabe S, et al. Capillary Malformation—
Arteriovenous Malformation, a New Clinical and Genetic Disorder Caused by RASA1 Mutations. Am J Hum Genet.
2003;73:1240-1249.

2)  Revencu N, Boon LM, Mendola A., et al. RASA1 mutations and associated phenotypes in 68 families with capillary
malformation-arteriovenous malformation.Hum Mutat. 2013;34:1632-1641.

3) Behr GG, Liberman L, Compton J, Garzon MC, Morel KD, Lauren CT., et al. CM-AVM syndrome in a neonate: case

report and treatment with a novel flow reduction strategy. Vasc Cell. 2012;19.


http://www.ncbi.nlm.nih.gov/pmc/articles/PMC1180390/
http://www.ncbi.nlm.nih.gov/pmc/articles/PMC1180390/
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I A= - )z —/\—EEHE Sturge-Weber syndrome ‘

1879 T A ¥ U A AMHEFLE D Sturge (2 L 0 f)O THE S, 1922 1214 XU AN
JERHED Weber 2NEHZEF OHM T EIZIBIT 5 AKMOFT R E & HICHE L TWD, =X
P BRI 31T DB DR — h U A U REBE (B w7 TF) & IR, R oD ARAS AR oD ifn
AE AR L T DREGERE T, WAV O RAE I # OIRME, BERENRIERT & L TE X
LNTEY, REFIEREMELE ESND 1Y, ZAF— « U= — —JEGERFIIHRE R 157
(CRESNTERY, WAL U ERER TR T E 2kt 2 & TEREBRO G %
LT ENTED,

| s
JFREm T : GNAQ (somatic mossaicism)

I
23 TN LBl L HE SN D2, IR TH 5,

N ERERFT R

BHOR— U A BB (BHINEHFE) 135 < 13 = SRR 1 E2 Bk T H 5,

1% E TIZ 80%DEF TIHWIAZEFIE L, 1TWILAIZ X0 B O B/l & #7F & Bt o
HRER I B R, FERE AL D D,

KRR BT DA AT A B D,

KIS D R AR AT T X I O BME ST & R Cd D Z L3 E <, FATHZE, 1AUAZE, AisHzE
DNAIZ 2\, 23S B O BHMINE 7 O & BE L TR0, = AR s 1 AR

CUHTATE, 5 2 BUAHIG & RUATE, 5 3 BURHIK L ATTEEENBET D L &b,

IR DPRAENE D 1L T2V T Bl O BMIME w7 & RAITH Y . T0% TH B D,

fitllZ ZIRMEAIR & 2 WITRRNIE S 30%I260FT 2.

| EgfFRR

GHER CT IZ381T D ISR » To MR O A KAk (tram track) 34 TH DA, 2 ik £ TIEA
LN T &LL< EE MRI TOMKIEIZZ > 7o MR O M55 77 T2 O 1E AT A M3 2
ZEDHEHATH D,

< 3CjEk >

1)  Comi AM. Presentation, diagnosis, pathophysiology, and treatment of the neurological features of Sturge-Weber
syndrome. Neurologist. 2011;17:179-184.

2)  Welty LD. Sturge-Weber syndrome: A case study. Neonatal Netw. 2006;25:89-98.
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—
Iifﬁmﬁﬂi?ﬁﬁkﬁﬁﬁ&ﬂi Cutis marmorata telangiectatica congenita (CMTC) ‘

1922 4£|Z Van Lohuizen (T K » TREl A &z, WERESRICEZ < b5, FERE T
YRERT 2 B A & #IRICER T 2, BREEE. V7 =4 VR, BERAT YA b—
A FETREMCHAOERARE G052 3% 5, cutis marmorata (KELAEEFE)
ERZRVIME L TH B E AR ITIHIE L2 12,

| s
SRR FAE T 5,

L
300 fHlE EDOHENRH D03, FEIRDIEE TR DO MLIEIN 72N TZ DB N2 B 72 WER 3 S
WeEZ N5,

| KRR EESFR

PRI ERER 134 & & b2 LIEERYICHIRT 2, JRHR I O —F0 sk
MMOEREIIHRD Z LN DD 12,

LUTFIZRT R RMEORE & OBEREM I T2,

soft tissue hypoplasia (FZ TR A OTE A E)

limb length discrepancy (MDD R & DOA—)

glaucoma (fkPFE)

developmental delay (Z¢E A 4)
neurologic abnormalities (&) FL5)
hypothyroidism (FUIRIEREREAR TE)

V& zEd%5

HMEmEE (R— U A R | AURMERE (W RMAEE) | 107 R

70 yrYb e b L R—IEERE, cutis marmorata(REEAEREE) 72 &
* cutis marmorata(CKELAKEEE) « BEMRIRIC S b e L E T 7 Rpoleh
BOEREORXREARDINEZ 2T 5R08,  FHEOKI 50% 25 E L, —REIZAR 2 2>
ABEIZHRT 2, @, BIRICE > TEOEFRRINMLE 0D, IRROLEITR,
* macrocephaly (F8H) . OEND & - UKD CMTC, fiiRErRE . UMK
DIRESAFE, GE « ZHE. BHRE,. ROV EF A TR ERIT
macrocephaly-cutis marmorata telangiectatica congenita (M-CMTC) & LARTIHMEFR S 21
TWe, L UESIOER S RIE L3MThi, 2 oMmERE 1T CMTC T2 < RO R —

Chr
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KT A URBETH D & L, macrocephaly / megalencephaly (F KIM#HIE) — capillary
malformation (M-CM) DFEFRS 2 7 L—T BB iz 39, X 5IZ
polymicrogyria(Z/MKED 237 5415 Z L 225, megalencephaly-capillary
malformation-polymicrogyria syndrome (MCAP) &\ 5 W4 THIEN D X 91278
0. ORI TIEE LD TM-CM/MCAP & LIRSS L DI T,

< 3Lk >

1) Ponnurangam VN, Paramasivam V. Cutis marmorata telangiectatica congenita. Indian Dermatol Online J.
2014;5:80-82.

2)  NORD [homepage on the Internet] . Danbury: National Organization for Rare Disorder. Cutis Marmorata
Telangiectatica Congenita. Years Published 1994, 2002, 2005, 2009, 2012, 2015. Available at:
http://rarediseases.org/rare-diseases/cutis-marmorata-telangiectatica-congenita/ Accessed April 21, 2016.

3)  Toriello HV, Mulliken JB. Accurately renaming macrocephaly-cutis marmorata telangiectatica congenita (M-
CMTC) as macrocephaly-capillary malformation (M-CM).Am J Med Genet A. 2007 Dec 15;143A(24):3009.

4)  Wright DR, Frieden 1J, Orlow SJ, Shin HT, Chamlin S, Schaffer JV, et al. The misnomer "macrocephaly-cutis
marmorata telangiectatica congenita syndrome": report of 12 new cases and support for revising the name to
macrocephaly-capillary malformations. Arch Dermatol. 2009;145:287-93.
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I o5 REHRERHE  Proteus syndrome

1979 412 Cohen (Z & - THRE R i B 2 0F 5 S R E MR B & LT, RuIoHs S
. ZD% 1983 HIZ KA Y ANO/NEEHE CTH D Wiedemann (2L D XV v MEEDOELLIH
EOMTHDLTOT T ANLMA INTZKETHD V),

| 3 - mresE

JFEINEfEf : AKT1 (somatic mosaicism)

| El:
2001 £ F TIZ 200 HILL EOWENRH 5.

N ERERFR R

@R & LT DIRENET A ZRICERIENT IS 0T 5 2 & I THEORE
EHZ L, DIFBEMEORIETHDHZ &, BETLATNS,

S F I E R OIES R E ORI A TGk ORERR, A5 S R REBE, KR
HHEDRE G2 B0 2.,

AT EA~BER D 2 L 3% < . BRIICEHRVEROHEEZ KT b OBNFET D,
BWHEREL LT, LLTFICRT AN LD, BOOIHD 290, CDH LD 3 D042 X2 W
L% 2,

AR DA REREREDE

B.D#BRFZREBE, 2)IERIFREOBAR (UL, B, 8358, Wil L), 3)10 fRE TIo%
iE 9™ 2 AR I B 5 R R i/ B T iR 22 T8 i i

C.DIEWIESD 2\ MERETH R IENI RHH, DIRE A CEHUIILE a7 §RlRar ) U o g ay
) | BN, 4)EE A

R
FEAFERTRE OB LR OB AR R . MR . TSR, AT BEIRE . i o FERa M SR
ML &

< 3CHik >

1)  Wiedemann HR, Burgio GR, Aldenhoff P, Kunze J, Kaufmann HJ, Schirg E. The proteus syndrome. Partial
gigantism of the hands and/or feet, nevi, hemihypertrophy, subcutaneous tumors, macrocephaly or other skull
anomalies and possible accelerated growth and visceral affections. Eur J Pediatr. 1983;140:5-12.

2)  Biesecker LG, Happle R, Mulliken JB, Weksberg R, Graham JM Jr, Viljoen DL, et al. Proteus syndrome: diagnostic
criteria, differential diagnosis, and patient evaluation. Am J Med Genet. 1999;84:389-395.
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I CLOVE(S) syndrome ‘
2007 4F{Z Saap . 2009 4EIZ Alomari (2 & > TIESNIEERTH S 12, IRIEHI)
b iR O FN-LC WU etm DA e AR S D, LIS~ D 5 SOOI F 42 & > T
WD, ERAZBETREICZ U yoL - b L R—IEGRE. T T REBREE,
hyperplasia-multiple lipomatosis 23Z(F H 115,

| 73 - mgsE
JRIME{s T : PIKSCA

b osEE
2015 4£ £ TIZ 100 FILL FosE & Bbih b,

N SRR - EfgFR

1. CLO: Congenital asymmetric Lipomatous Overgrowth of the trunk

BE DR BFFEIIERTH Y . RIRIZEE 4 72 K& SO lipomatous masses 2SHELT 5,
lipomatous masses [IAFFFAI/R A=A LB BIAN Y, U o oNEE - BHIMmE
A - BERIRATIE 2 B HE IS E 72 1B ERIICE 9, lipomatous masses [FEF D L 9 12K E <
ROMRMR DY . YIRRIC S HE KT 5,

2. V:Vascular malformations

BMME T U NETE - §RIRaTTE - BiEIRETE 2 &, FHETES O IRE FAZ K> TN
MR BBIELZ T2 LD D,

3. E: Epidermal nevi

AMRIEHDROERRIE T, G, 7R Z U, =2 U U, 77 F 7 A N EDXMERGY
L,

4. S: Spinal & Skeletal anomalies

MU ARAE D ¥ (wide feet and hands, wide sandal gap, Ef8JE, #OH 5 RIE, R2)
EROSE (WRE, BEKERE, BRA, WEE, &REE)

5. Central nervous system involvement

Polymicrogyria, non-contiguous abnormalities of the gray and white matter, a four-

layered cortex, MO ITHIFEERE, MMEILK,

< 3CjEk >

1) Sapp JC, Turner JT, van de Kamp JM, van Dijk FS, Lowry RB, Biesecker LG. Newly delineated syndrome of
congenital lipomatous overgrowth, vascular malformations, and epidermal nevi (CLOVE syndrome) in seven
patients. Am J Med Genet A. 2007;143:2944-2958
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|
2)  Alomari Al. Characterization of a distinct syndrome that associates complex truncal overgrowth, vascular, and
acral anomalies: A descriptive study of 18 cases of CLOVES syndrome. Clin Dysmorphol. 2009;18:1-7.

%% Ju7 vy AEGERE CLOVE(S) syndrome

7a 7 v AJEGEREOJR N EA T (AKT : Location 14932.33) % CLOVE(S)JEMERED JF K 1E
fzf- (PIK3CA : Location 3q26.3) . 507172 &5 7 Tdh 5 PTEN {5 1 (Location
10923.3) 23B89 59~ D A o 7 T AR IC B £ T D Y, B NI RE R PTEN
AT RRE U AT, fx OMERRR ST 2 IEFERTEL TS Z &, £
B A ENTTET 5 2 LIC X > TIHRBOERSIMEL TWD Z EIVRESNZ?, TuT vy
ZJEERE L CLOVES syndrome O P Z O 56 HEfifT 5 LN TE 5D, By
N AUy FREOIRETERIND v r U AR (U 2 IRE S A
PIBK/Akt/mTOR ¥ DL ES R ZFf> TV D

* PTEN = phosphatase and tensin homolog deleted on chromosomel0

B1 PTEN/PI3K/Akt/mTOR L FILEERE +xiwrenosim(—&esim

RRaiE

. Kinase Rac )
Q Apoptosis Cde42
C) Transcription factor

P1(3,4,5)P3 PI(4,5)P2

() Gprotein / GEF/ GAP f Sroun
@ others \<—R’eceptor 1 Crotne
Insulin
D p i) ) bat) cRe3 @ID Fow) Bim)
| 4
pesenn) W) o) Boi2) Nee) (2D GEED
BoIXL)

ey

7R k=2 AOERYE

B0 B A

MY A X DRE

< Sk >

1) Loconte DC, Grossi V, Bozzao C, Forte G, Bagnulo R, Stella A., et al. Molecular and Functional Characterization of
Three Different Postzygotic Mutations in PIK3CA-Related Overgrowth Spectrum (PROS) Patients: Effects on
PISK/AKT/mTOR Signaling and Sensitivity to PIK3 Inhibitors. PLoS One. 2015;10.

2)  EHE—, e REEE, TERER, AR, 2 AMBIEET PTEN 812 L2 4MKE~PTEN XKii~ 7 A0 H X T
7ob D~ A{k%:. 2008;:80:1017-1025.
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I HREILEYIEBMEREE Blue rubber bleb nevus syndrome (Bean syndrome) ‘
1860 4FIZ Gascoyen 75 B J& DRIk & THALE HIL O & HFF) 2 #d L7 D03 ) Tdh %

A3, 1958 £ Bean D#ifi & & - T, Bean JEBRE L WbILD Z L b D, MIFIZEHET S
HRAT T & HLE OFFIRTTIZ 2 /e & 2R AT, LIT UMb E HLZ 2325 12,

| E:l:
1999 4% TIZ 200 HILL EO#WmE N H 5,

bR R
0.1~5cm FEEDOHFO~BODO T LI EREHIZ DD X 5 RS OFIREG RN 235 L T A

D, HILERBEOHIRTIZIC LY, HLEHLAALND Z L13h 5, &L, MBI
PR, ML, ST Y AME, WIROILE & ER EE2 G LTeRmEbH D, H
MNZZWE S D, EEE OBARGT IS U CIINREERIRE LI L —F—EEE T, SR
BROSEILS & 720 9 D,

) B R
LB ERIC TS E SRV A ROFIRGTHIC B LT=R ) —FIROLHRENHRLND,
BB R CT 72 & CIEE IS SR T 2 8IRE & £ 2 DN RRLBHBND I,

< 3Cigk >

1) Nahm WK, Moise S, Eichenfield LF, Paller AS, Nathanson L, Malicki DM, et al. Venous malformations in blue
rubber bleb nevus syndrome: variable onset of presentation. J Am Acad Dermatol. 2004;50:101-106.

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. 2003;18:1000-1002.

3)  Donnelly LF, Adams DM, Bisset GS 3rd. Vascular malformations and hemangiomas: a practical approach in a
multidisciplinary clinic. AJR. 2000;174:597-608.
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I < 7w FEEBE Maffucci syndrome
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1) Albregts AE, Rapini RP. Malignancy in Maffucci's syndrome. Dermatol Clin. 1995;13:73-78.

2)  Zwenneke Flach H, Ginai AZ, Wolter Oosterhuis J. Best cases from the AFIP. Maffucci syndrome: radiologic and
pathologic findings. Radiographics. 2001;21:1311-1316.
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# A5 —¥%& Rendu-Osler-Weber syndrome GE{=EH M4 R#EMEHLIRE : Hereditary
hemorrhagic telangiectasia : HHT)
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1)  McDonald J, Bayrak-Toydemir P, Pyeritz RE. Hereditary hemorrhagic telangiectasia: an overview of diagnosis,
management, and pathogenesis. Genet Med. 2011;13:607-616.

2)  Faughnan ME, Palda VA, Garcia-Tsao G, et al. International Guidelines for the Diagnosis and Management of
Hereditary Hemorrhagic Telangiectasia. J Med Genet. doi:10.1136/jmg.2009.069013 Published online June 23, 2009
in advance of the print journal. Available from: http://jmg.bmj.com/content/early/2009/06/29/ijmg.2009.069013
Accessed August 10, 2016.
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I AT Cowden’s disease
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1)  GeneReviews HZARGEI(Y A b [Internet]. Sapporo: GeneReviewsdJapan. Last Edited5/22/2011. Available from:
http://grj.umin.jp/grj/pten.htm Accessed April 10, 2016.
2)  Cancer.Net[Internet]. Alexandria: American Society of Clinical Oncology. Cowden Syndrome. Last Edited11/2015.

Available from: http://www.cancer.net/cancer-types/cowden-syndrome/cicowden-syndromeprinter Accessed April 10,
2016.
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1) Online Mendelian Inheritance in Man (OMIM)[Internet]. Baltimore: The Johns Hopkins University. ADAMS-
OLIVER SYNDROME 1; AOS1. Entry No: 100300. Last Edited10/6/2015. Available from:
http://www.omim.org/entry/100300 Accessed May 5, 2016
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Wyburn-Masson syndrome E71=I& Cobb syndrome  (IRE @ ETEEEE Vascular
metameric syndrome)
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1) Krings T, Geibprasert S, Luo CB, Bhattacharya JJ, Alvarez H, Lasjaunias P.: Segmental neurovascular syndromes
in children. Neuroimaging Clin N Am. 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.

3)  Cobb S. Hemangioma of the spinal cord associated with skin naevi of the same metamer. Ann Srug 1915;65:641-
649.
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I—5X - ¥UOREERH (MER)
Vascular Ehlers-Danlos Syndrome (Ehlers-Danlos syndrome type IV)
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1) Dominique PG. Ehlers-Danlos syndrome type IV.Orphanet J Rare Dis. 2007; 2:32.
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5% DB : EH13E Web

FEEH 201548 A 11 H

Hasa

(@BYEFIRATFTH or BEHIRE/TH) and ((FEA/TA and (fi47AL or BIIKTA or EHRWTH)) or MAT#E/TA) and (FEKH/TH or
FER/TA or FEEH/AL) and PT=25#80R< and DT=1980:2014

1452 DB : Pubmed
WMFRH 2015458 H 11 H
R

("Arteriovenous Malformations/therapy"[MH] OR "Arteriovenous Fistula/therapy"[MH]) AND (feeding arteries[TIAB]
OR feeding artery[TIAB]) AND ("embolization, therapeutic'[MH] OR "Ligation"[MH]) AND (Japanese[LA] OR
English[LA]) AND ("1980/01/01"[PDAT : "2014/09/30"[PDAT])

#:3% DB : Cochrane Library

MR H 2015428 A 11 A

HeRAL

#1 “arteriovenous malformation”:ti,ab,kw or “arteriovenous malformations’:ti,ab,kw or “arteriovenous fistula’:ti,ab,kw
(Word variations have been searched)

#2 “feeding arteries” or “feeding artery” (Word variations have been searched)

#3 “Embolization” or “Ligation” (Word variations have been searched)

#4#1 and #2 and #3 Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials
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1 Wu JK, Bisdorff A, Gelbert F, Enjolras O, Burrows PE, Mulliken JB. Auricular arteriovenous malformation: evaluation,
management, and outcome. Plastic and reconstructive surgery. 2005;115(4):985-95.

2) Slaba S, Herbreteau D, Jhaveri HS, Casasco A, Aymard A, Houdart E, et al. Therapeutic approach to arteriovenous malformations of
the tongue. European radiology. 1998;8(2):280-5.

3) Toker ME, Eren E, Akbayrak H, Numan F, Guler M, Balkanay M, et al. Combined approach to a peripheral congenital arteriovenous
malformation: surgery and embolization. Heart and vessels. 2006;21(2):127-30.

4)  Doppman JL, Pevsner P. Embolization of arteriovenous malformations by direct percutaneous puncture. AJR American journal of
roentgenology. 1983;140(4):773-8.

5) BRI W, il fER SR PN T REAS R, A O et al. BMERIRGT A LA O B BB O LRIl C L 0 B
LT 1] BA~A 7 ath—Uy U —52455E 2010;:23(3):311-315.

6) AR ASE, i fERT, (L HERE fh EEEIRAT D OIERIFORET. RoTRNDEE TGS 1997:26:77-82.

DR B, A BE, S9 B, I B, R A, tak 3T etal. Asifaia 75 Lis TRRBEIIRETAC S D AR i
1L FTEBARIEN. SRR AIERR MRS 1999,108(9):981-994.



195

CQ4 : BFRATAIAT 2 UIBRITRIZERAEOEMR & LT, B0V 07?2

HELEL

IRV RGN, TRt 3 (T2 W) LIPAMERE IS, RS2
5o, Tt LMo, WAIMTHOREIVED . f ki OBb S 5
AHEMEDN B D, FZERBITIRE DM R Z =7 LFRINDREEHNZ 72 D015 5,

HEROM K 2 G

TEF VR D GEEIZHV)

K

PEEBEMIRZDOFPHIZ L > THIRFRENRRR Y | —BUTRRGIEZ RS Z LITREETH S
2, SRR O EEHRATE CIINRIZERD A I Ch - Toim O R Sz,

TIRAY ) —= 7 OfER, pubmed T 10 3Gk, [EHEET 3 ST G L 7o 0T, ZIUD A
U —= U ZVEE B SN ST AT DEGRE ) & L<IE HEBKEERE ThY ., —B7 v ADH
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5% DB : EH13E Web

FRFRE : 20154E8 H 12 A

FRERE

(@EERIRETIZTH or BFHRE/TH) and (GE2H/TH and AVAL) or #AIZE42/TA) and PT=238%< and DT=1980:2014

1%:5% DB : PubMed

MERH $ 2016428 H 12 H

MR

("Arteriovenous Malformations/therapy"[MH:noexp] OR "Arteriovenous Fistula/therapy"[MH]) AND ("Preoperative
Care"[MHI OR preoperative[TIAB] OR "Time Factors"[MH]) AND ("Embolization, Therapeutic'[MH] OR
embolotherapy[TIAB] OR embolization[TIAB]) AND (Japanese[LA] OR English[LLA]) AND ("1980/01/01"[PDAT] :
"2014/09/30"[PDAT])

152 DB : Cochrane Library

WMFRH 201548 H 12 H

FeRAL

#1 “arteriovenous malformation”t1,ab,kw or “arteriovenous malformations’:ti,ab,kw or “arteriovenous fistula’ti,ab,kw
(Word variations have been searched)

#2 “embolization”:ti,ab,kw or “embolotherapy”tiabkw (Word variations have been searched)

#3 preoperat*:tiab,kw (Word variations have been searched)

#4#1 and #2 and #3 Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials

1 Deng W, Huang D, Chen S, Zhang X, Li X, Li J, ChenManagement of high-flow arteriovenous malformation in the maxillofacial
region. J Craniofac Surg 2010; 21(3):916-9

2) Erdmann MW, Jackson JE, Davies DM et al. Multidisciplinary approach to the management of head and neck arteriovenous
malformations. Ann R Coll Surg Engl 1995;77(1):53-9

3 Goldberg RA, Garcia GH, Duckwiler. Combined embolization and surgical treatment of arteriovenous malformation of the orbit. Am
J Ophthalmol 1993; 116(1):17-25
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| xcarigsst

% DB : [EHEE Web

FFRE : 201548 H 12 A

Hsak

(@EEHIRATE/TH or BhEHIRE/TH) and GH/TH or 28/TA) and PT=2#%< and DT=1980:2014

195 DB : PubMed

kA 2015428 A 12 A

R

("Arteriovenous Malformations/therapy"[MH:noexp] OR "Arteriovenous Fistula/therapy"[MH]) AND ("jaw"[MH] OR "Jaw
Abnormalities"[MH]) AND (Japanese[LLA] OR English[LA]) AND ("1980/01/01"[PDAT] : "2014/09/30"[PDAT/)

%52 DB : Cochrane Library
R - 2015458 A 12 A
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#1 “arteriovenous malformation”:ti,ab,kw or “arteriovenous malformations’:ti,ab,kw or “arteriovenous fistula’:ti,ab,kw
(Word variations have been searched)

#2 Saw” (Word variations have been searched)

#3#1 and #2 Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials

B ok

1) Persky MS, Yoo HJ, Berenstein A. Management of vascular malformations of the mandible and maxilla. Laryngoscope.
2003;113:1885-92.

2)  LiuDG, Ma XC, Zhao FY, Zhang JG. A preliminary study of angiographic classification and its correlation to treatment of central
arteriovenous malformation in the jaw. Oral Surg Oral Med Oral Pathol Oral Radiol Endod 2005;100:473-80.

3)  Rodesch G, Soupre V, Vazquez MP, Alvarez H, Lasjaunias P. Arteriovenous malformations of the dental arcades. The place of
endovascular therapy: results in 12 cases are presented. J Craniomaxillofac Surg 1998;26:306-13.

4)  Chen W, Wang J, Li J, Xu L. Comprehensive treatment of arteriovenous malformations in the oral and maxillofacial region. J Oral
Maxillofac Surg 2005;63:1484-8.

5) Chen WL, Ye JT, Xu LF, Huang ZQ, Zhang DM. A multidisciplinary approach to treating maxillofacial arteriovenous malformations
in children. Oral Surg Oral Med Oral Pathol Oral Radiol Endod 2009;108:41-7.

6) Churojana A, Khumtong R, Songsaeng D, Chongkolwatana C, Suthipongchai S. Life-threatening arteriovenous malformation of the
maxillomandibular region and treatment outcomes. Interv Neuroradiol 2012;18:49-59.

7) Liu D, Ma XC. Clinical study of embolization of arteriovenous malformation in the oral and maxillofacial region. Chin J Dent Res
2000;3:63-70.

8 Chandra RV, Leslie-Mazwi TM, Orbach DB, Kaban LB, Rabinov JD. Transarterial embolization of mandibular arteriovenous
malformations using ONYX. J Oral Maxillofac Surg 2014;72:1504-10.

9) Fifi J, Niimi Y, Berenstein A. Onyx embolization of an extensive mandibular arteriovenous malformation via a dual lumen balloon
catheter: a technical case report. J Neurointerv Surg 2013;5:e5.

100  Fan XD, SuLX, Zheng JW, Zheng LZ, Zhang ZY. Ethanol embolization of arteriovenous malformations of the mandible. AJNR Am J
Neuroradiol 2009;30:1178-83.
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#%% DB : PubMed

MsRH 2015428 H 12 A

.

("Arteriovenous Malformations/therapy"[MH:noexp] OR "Arteriovenous Fistula/therapy"[MH]) AND ("Hand"[MH] OR
"Fingers"[TIAB] OR "Finger Joint"[MH]) AND (Japanese[LAl OR English[LA]) AND ("1980/01/01"[PDAT] :
"2014/09/30"[PDAT])

152 DB : Cochrane Library

WsRH 201548 H 12 H

T

#1 “arteriovenous malformation”t1,ab,kw or “arteriovenous malformations’:ti,ab,kw or “arteriovenous fistula’ti,ab,kw
(Word variations have been searched)

#2 “fingers”ti,ab,kw or “thumb”:ti,ab,kw or “hands™ti,abkw (Word variations have been searched)

#3#1 and #2 Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials

B

1) Park HS, Do YS, Park KB, Kim DI, Kim YW, Kim MJ, et al. Ethanol embolotherapy of hand arteriovenous malformations. J Vasc
Surg. 2011;563:725-31.

2)  Park UJ, Do YS, Park KB, Park HS, Kim YW, Lee BB, et al. Treatment of arteriovenous malformations involving the hand. Ann Vasc
Surg. 2012;26:643-8.

3 PR, IRHERE, AHE RS, SRR, A, AR et al. BRI & 0 FRIERT D EHEHEIC N R A To 728
HIRRTEAVMUES]. AA~A 7 oih—% ) 22556 2008;18:78-82.

4)  Widlus DM, Murray RR, White RI Jr, Osterman FA Jr, Schreiber ER, Satre RW, et al. Congenital arteriovenous malformations:
tailored embolotherapy. Radiology. 1988;169:511-6.

5)  Hattori Y1, Doi K, Kawakami F, Watanabe M. Extended wrap-around flap for thumb reconstruction following radical excision of a
congenital arteriovenous fistula. J Hand Surg Br. 1998;23:72-5.

6) ARSI, W)L AR, AdB I BAESE. THRICHA: L-BRIRATEAVMIO TR AARTOIEEEHMES. 2008,24:940-
943

DR R, i RS RMEIIRATEO—THA. IR 2009;49:430-433.

8)  Moore JR, Weiland AJ. Embolotherapy in the treatment of congenital arteriovenous malformations of the hand: a case report. J Hand
Surg Am. 1985;10:135-9.
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5% DB : EHiEE Web

FERH : 20144E8 A 24 H

fRERE
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5% DB : PubMed
MsRH 2014428 A 24 A
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("Venous malformation"[TTIAB] OR "Veins/abnormalities"[MH]) AND ("Pain Management"[MH] OR "pain"[MH] OR
pain[TTAB] OR analgesia[TW] OR "analgesics"[MH]) AND ("therapy"[SH] OR "therapeutic use"[SH] OR "etiology"[SH]
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#4 #1 and #2 and #3 Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials (Word
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#5 #1 or #2) and #3 or#4) Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials

| B

1) Orten SS, Waner M, Flock S, Roverson PK, Kincannon dJ. Port-wine Stains. An assessment of 5 years of treatment. Arch Otolaryngol
Head Neck Surg. 1996;122(11):1174-9.

2)  Michel S, Landthaler M, Hohenleutne. Recurrence of port-wine stains after treatment with the flashlamp-pumped pulsed dye laser.
Br J Dermatol. 2000;143(6):1230-4.

3)  Soueid A, Waters R. Re-emergence of port wine stains following treatment with flashlamp-pumped dye laser 585 nm. Ann Plast Surg.
2006:57(3):260-3.
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P (debulking) ZHEREL T, Gates & NIHF G H U -CRUIMN IEIWmRO AN B
DN EHE LTV EELET 5,

B

FEORERIC X D FE BRI S B F ARG~ OREED FIRIE EHEEIC2 D 2 Eovbied . ERoOlRRIC

X IR SRS (T 707 o T, FROEBEATAC X D BRERRE A1 © & — A CIIEIi O

BERENTND O, BRI LBLEDD debulking A TH D & THMELROLNLMNI, —FHT

debulking |3 & 572 2 BIEOTHIEZ 5| 8 2 U OF@EiE, WAOTS, HHEMHEE L & OB DHEN
HH S TR Y 2072 B Th 5,
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1#5% DB : EH13E Web

WA 20144E8 4 27 A

R

("Klippel-Trenaunay"/AL or "Parkes Weber"/TA or 1E&HUME A /TA or MEAHMTH) and (IAJ/AL or EK/TA or 3
KITA or IBAURITA or Fit/TA or ZEHAL or #ii/]VTA) and (/AL or SH=IREE S SNRHABRE TR ORI and
PT=2#0R< and LA=HAGH,%# and CK=t h and DT=1980:2014

#%% DB : PubMed

MsRH 2014428 A 27 B

.

("klippel-trenaunay"[TW] OR "parkes-weber"[TW] OR "Vascular Malformations"[MAJR] OR ("Abnormalities,
Multiple"[MAJR] AND "Blood Vessels/abnormalities"[MAJR])) AND (hypertrophy[TW] OR hypertrophied[TIAB] OR
enlarged[TIAB] OR swollen[TIAB] OR overgrowth[TW] OR atrophy[TW] OR atrophied[TIAB]) AND ("therapy"[SH] OR
"therapeutic use"[SH] OR "Treatment Outcome"[MH] OR "outcome assessment"[TW] OR "Cohort Studies"[MH] OR
"Clinical Trial"[PT] OR "Meta-Analysis"[PT] OR systematic[sb]) AND "humans"[MH] AND (English[LA] OR
Japanese[LA]) AND (1980[PDAT] : 2014[PDAT])

152 DB : Cochrane Library

MFRH 2015451 A 29 H

T

#1 "klippel trenaunay’:ti,ab,kw or "parkes weberti,ab,kw or “Vascular Malformations™ti,ab,kw (Word variations have
been searched)

#2 hypertroph* or enlarge* or “swollen” or “overgrowth” or atroph* (Word variations have been searched)

#3#1 and #2 Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials (Word

variations have been searched)

| B

1) Jacob AG, Driscoll DdJ, Shaughnessy Wd, Stanson AW, Clay RP. Gloviczki Klippel-Trenaunay syndrome: spectrum and
management. Mayo Clin Proc. 1998;73(1):28-36.

2)  Capraro PA, Fisher J, Hammond DC. Grossman Klippel-Trenaunay syndrome. Plast Reconstr Surg. 2002;109(6):2052-60; quiz 2061-
2.

3)  Meine JG, Schwartz RA. Janniger Klippel-Trenaunay-Weber syndrome. Cutis.1997;:60(3):127-32.

4) Redondo P, Aguado L. Martinez-Cuesta Diagnosis and management of extensive vascular malformations of the lower limb: part IT.
Systemic repercussions [corrected], diagnosis, and treatment. J Am Acad Dermatol. 2011;65(5):909-23; quiz 924.

5) Gloviczki P, Hollier LH, Telander RL, Kaufman B, Bianco AdJ, Stickler GB. Surgical implications of Klippel-Trenaunay syndrome.
Ann Surg. 1983;197(3):353-62.

6) McGrory BJ, Amadio PC. Klippel-Trenaunay syndrome: orthopaedic considerations. Orthop Rev. 1993;22(1):41-50.

7 Takata M, Watanabe K, Matsubara H, Takato K, Nomura I, Tsuchiya H. Lengthening of the normal tibia in a patient with
hemihypertrophy caused by Klippel- Trenaunay-Weber syndrome: a case report. J Orthop Surg (Hong Kong). 2011;19(3): 359-63.

8 Servelle M. Klippel and Trenaunay's syndrome. 768 operated cases. Ann Surg. 1985;201(3):365-73.
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9) Gates PE, Drvaric DM, Kruger L. Wound healing in orthopaedic procedures for Klippel Trenaunay syndrome. J Pediatr Orthop.
1996316(6):723-6.
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—IRANTEIERRITE < | TRED 90%LL EOUIERDMHF 60%LL EDOLEIZRRETH D & S d 19,
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IR IR ARROUIBRZ S, BFRE ORI CRIME RS0 2 D94 TIIUIBREZ D& OREI T Hi
2% < 725, PRI, (S, RFTOEESE, MUE, BUE, MERHE, W&, S0EP%E, REA7RE
AERPEIHED S S TI Y 12412 K H FIRER CIRIEMED © OIXEIFRC K 0 BRI 2
LTV, NI 2 ADHERASITA ML O mR, EEO LY B Eem, S R
FLIENDIEEEL 725 810, FEREDEIEFIZ OV THHRIET O FHENE S 525, SMEHGEIERD
SEORLITHA O TN 238, FfiiROFRIL, IWEDHARI L HUIRO I & BhsEE< |
HPHDAL . ETREEDTR BIBR LI WEAIS, BRI Oen % & STz 1w,
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SCERIZ 3 0 GISROEREIEDS—E TR < SIBROARIEDFHII I TIIRROBERITE DD 5
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(2o Tehs, YIBRINZ B S 0T DI O J7 S LR e S TRV WERE GBS
ETRHEINDGAETHD LEZEZDNDLN, ZOFEETH LT, (o TEFIZ L OFF LD K
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7
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W - (ARD ) L NETIE (U o VEIE) (T DUIREOARIMEERT LTS, =87 v ADm0
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(CBWTIAEBE SNAATR B2, EDIIHZ LV UBRTD U 2 27 135472% Z LAV ST
B IEFIPHITIRZED ST 5 b O, KUEPHZE R EOFERD 6 2 & DIIHERENI T2 | TIRED
IR, BOHEDREIR G A,

PLERY | BT, BEERIUNTIZ LS, TERICH D Z L3, AL, ATk, i
RERYT#%. DIBRATREME, BRSCABHERAD TREMA B L CTHNESARET DUERH D, | &
ERT DT & & L, IWADTEEDRIWRE TH D5l FUIRI MBS L TThIL D 2L b b 575,
{8l % DREBIORR % 725 H S TR ERIEZ Hl & LTZOIRRE ISR LT 1T, MoiaRiED )
DGR, B NNIIMEHIEIBRICENANEZZRD DG EITUIRNEIR SN o~ & TH D,

§ carigmst

185 DB : [Er135 Web

fFEA 201449 A 1 H

FeRAL

(Vo r¥&EMTHor U YEIETAor V2 SEEITA or (U 7 YETURYTH and U > $SR5%/TH) or "lymphatic
malformation"/TA) and (WAL or /AL or SHEAVEHHEIE) and LA=H AGE, 5% and PT=25R< and PT=/Ef#H
Eh< and CK=t I and DT=1980:2014)

5% DB : PubMed

MRH 1 201449 A 1 R

T

("lymphangioma"[MH] OR "lymphatic malformations"[TIAB] OR "Lymphatic Vessels/abnormalities"[MH]) AND
(resection[TIAB] OR excision[TIAB] OR "surgery"[SH]) AND ("Treatment Outcome"[MH] OR "Cohort Studies"[MH] OR
"Clinical Trial"[PT] OR "Meta-Analysis"[PT] OR systematic[sb]) AND "humans"[MH] AND (English[LLA] OR
Japanese[LA]) AND (1980[PDAT] : 2014[PDAT])

#5% DB : Cochrane Library

MR H 12015451 7 29 A

R

#1 “lymphangioma”:ti,ab,kw or “lymphatic malformation”:ti,ab,kw or “lymphatic malformations’:ti,ab,kw (Word variations
have been searched)

#2 MeSH descriptor: [Lymphatic Vessels] explode all trees

#3 embolization* or *ectomy or “resection” or “excision” or “surgery” (Word variations have been searched)

#4 @#1 or #2) and #3 Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials (Word

variations have been searched)

B

1) Bajaj Y, Hewitt R, Ifeacho S, Hartley BE. Surgical excision as primary treatment modality for extensive cervicofacial lymphatic
malformations in children. Int J Pediatr Otorhinolaryngol. 2011;75:673-677.



2)

3)

4)

5)

6)

7

8)

9)

10)

11)

12)

13)
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Orvidas LJ, Kasperbauer JL. Pediatric lymphangiomas of the head and neck. The Annals of otology, rhinology, and laryngology.
2000;109:411-421.

Algahtani A, Nguyen LT, Flageole H, Shaw K, Laberge JM. 25 years' experience with lymphangiomas in children. J Pediatr Surg.
1999;34:1164-1168.

Wiegand S, Zimmermann AP, Eivazi B, Sesterhenn AM, Werner JA. Lymphatic malformations involving the parotid gland. Eur J
Pediatr Surg. 2011;21:242-245.

Chen WL, Zhang B, Wang JG, Ye HS, Zhang DM, Huang ZQ. Surgical excision of cervicofacial giant macrocystic lymphatic
malformations in infants and children. Int J Pediatr Otorhinolaryngol. 2009;73:833-837.

Lei ZM, Huang XX, Sun ZJ, Zhang WF, Zhao YF. Surgery of lymphatic malformations in oral and cervicofacial regions in children.
Oral surgery, oral medicine, oral pathology, oral radiology, and endodontics. 2007;104:338-344.

Okazaki T, Iwatani S, Yanai T, Kobayashi H, Kato Y, Marusasa T, et al. Treatment of lymphangioma in children: our experience of
128 cases. J Pediatr Surg. 2007;42:386-389.

Hamoir M, Plouin-Gaudon I, Rombaux P, Francois G, Cornu AS, Desuter G, et al. Lymphatic malformations of the head and neck: a
retrospective review and a support for staging. Head & neck. 2001;23:326-337.

Fageeh N, Manoukian J, Tewfik T, Schloss M, Williams HB, Gaskin D. Management of head and neck lymphatic malformations in
children. The Journal of otolaryngology. 1997:26:253-258.

Padwa BL, Hayward PG, Ferraro NF, Mulliken JB. Cervicofacial lymphatic malformation: clinical course, surgical intervention, and
pathogenesis of skeletal hypertrophy. Plast Reconstr Surg. 1995;95:951-960.

de Serres LM, Sie KC, Richardson MA. Lymphatic malformations of the head and neck. A proposal for staging. Arch Otolaryngol
Head Neck Surg. 1995;121:577-582.

Riechelmann H, Muehlfay G, Keck T, Mattfeldt T, Rettinger G. Total, subtotal, and partial surgical removal of cervicofacial
lymphangiomas. Arch Otolaryngol Head Neck Surg. 1999;125:643-648.

Greinwald J Jr, Cohen AP, Hemanackah S, Azizkhan RG. Massive lymphatic malformations of the head, neck, and chest. Journal of
otolaryngology - head & neck surgery. 2008;37:169-173.
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R

(Vo YEETHor U > VEETAor U SEETA or (V 27 ¥EYTH and U > SREETH) or "lymphatic
malformation"/TA) and GIMYAL or fi§HYAL or SH=IERE S VBT HEE SpRE e and GHAA/TA or FREYYTA or 1%
FAETH or 4EIKF-TH or fWFZE/TH or BHETA or FHH/TA) and LA=HAGE 355 and PT=238#%:< and CK=t h
and DT=1980:2014

5% DB : PubMed

W H : 201499 H1H

.

"lymphangioma"[MH] OR "lymphatic malformations"[TIAB] OR "Lymphatic Vessels/abnormalities"[MAJR] AND
(resection[TTAB] OR excision[TIAB] OR "surgery"[SH]) AND ("Outcome Assessment (Health Care)"[MH] OR "Time
factors"[MH] OR "Age Factors"[MH]) AND "humans"[MH] AND (English[LLA] OR Japanese[LLA]) AND (1980[PDAT] :
2014[PDATY)

152 DB : Cochrane Library

HsRH 1201541 H 29 H

FeERAL

#1 “lymphangioma”ti,ab,kw or “lymphatic malformations”:ti,ab,kw (Word variations have been searched)

#2 resection or excision or surgery (Word variations have been searched)

#3 “age” or “time” (Word variations have been searched)

#4 #1 and #2 and #3 Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials (Word

variations have been searched)

| B

1) Fageeh N, Manoukian J, Tewfik T, Schloss M, Williams HB, Gaskin. Management of head and neck lymphatic malformations in
children. J Otolaryngol. 1997;26:253-8.

2) Padwa BL, Hayward PG, Ferraro NF, Mulliken. Cervicofacial lymphatic malformation: clinical course, surgical intervention, and
pathogenesis of skeletal hypertrophy. Plast Reconstr Surg. 1995;95: 951-60.
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B. JEIR symptom

AHEB IR U CRBI 27— 2 Lo Gl Stk e < IERZEDO B DIZER LIz H D
BlxE A ERD 5Tz, Chaudry G B L, EREZTFZ TCWEED TB% N T LA~ A 2 AT K
DI WFRIELITIERRDNHR LTc LW ) |0, HIMSORPIRIEE 722 & DREtk) & DREF 6 LT,
B EFRIAIC LV EBGE LT & IR DS UL SV TV D REETH 5 67,

C. H&sERY function

Ravindranathan H & &3O &, WHEAIZO7 HIREHR I 7 0 AT 1 v 7 95ds 3 Bl
i U CRIEFREZATVO, TR SRR T KO K 2 PRIl R DOUeED MG H il
7= & L7z, Poonyathalang A & 913, ERFEHIMIC X 208 KHE, SIHK T2 EikE L7ciRERZ
2% LT STS (Sodium Tetradecyl Sulfate) Z#5-L7c& 2 A, EDIERDOUEI G HNTZ L
HE LT3, EROER & [FbkED) ST Th o7,

D. #RE cosmetic

BT DRHIl 3T b BBIRHI A T2 Z L IFREECTH S, Poonyathalang A & 9

X, BRERZEH A 5k & LTZAREHRZSIC STS  (Sodium Tetradecyl Sulfate) Z#¢5-1U7= 3 Filloxf L
T, 1BFATE CRNORBEZIE LTz & ZAUGEDMS DAV L L T2, MU BEFIEDI
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TRIRAT L D UG8 LTz &\ 9 BRI O OFHliA b o7z L LTV D,
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(ZAHRRHERED SN LT A%, Chaudry G 5 952 Yang Y & VI3l LRAICH 4 D REEORE:
THIUTPRISRERED A U2 E LT 5,

EX25)

Bm 7 v AT 4 w7 ) NgRE (U2 YEil) (S8 o UREIARN 2?1 £0v ) CQ
EESET DI WRIEEZTO 2 LK D, TR response, Sk, BEREAU T2, MM
DU symptom, function, cosmetics, SFE complication &) AN DT &I TS24, =8
TV ADEWFRSUTEE A EROIG DTz, B BRIEIZ X DO NORREE I SCHRIZ > TR
ERMER DTN, —H U CEIMIRA & B2 0 i MR NS & ShTunTe, TERSHRERT T
%, AN LIZBWT, WS OMER LG D-Teb DD, BRIV Ay AT v 7 ) 7N
wE (U o EHE) e DR WRIEO—Ga A iR 2 DIZIIAF 3 Th o7z, T bRIERA DA
fEE LT, AR (FRo—% /—)V) ORI X 0 EEAREEZ X 79 rREERH D . ORI
BT o0 ERS D, UEERE XD BRI 70y AT 0 v 7 VI oVERE (U o0 YEE)
(xS DR BFEEOTIN DN, BB CIIEMEA R T CIREEIC AR E T 5 2 L ITREECH D,
ZDI=8, A CQ DEHMUREEDHFAIMEOGEHIIIA R T v & MEHEEERER 7 & DT VA L CORGFIED
wEEE b,

N iz

95 DB : EH155 Web

kA 2015428 4 12 A

MR

(U > EHETH or HERIRY v V&AL or (V > ¥E/ALand (R 7 BV AT w7 [TAor ~A 7 BV AT (7 [TAor /|38
JI'TA or microcystic/TA))) and (FHf/TH or F/TA or JHTAor H/ETAor &/TA or 45/TA or H/TA or RIS/TA or HRE/TA
or ZFH/TA) and E{H#EA/TH or f#{L#AVTH or Picibanil/TH or OK-432/TA or Ethanol/TH or =4 /—/L/TA or
Polidocanol/TH or 7"V K% ./ —/UTA or "Sodium Tetradecyl Sulfate"/TH or STS/TA or Bleomycin/TH or 7' L-A~A 3>
ITA) and PT=23#5% < and DT=1980:2014

1#:5 DB : PubMed

HRH 201548 H 12 B

HeRAL

("Lymphatic Abnormalities"[MH] OR "lymphangioma"[MH] OR "Lymphatic Vessels/abnormalities"[MH]) AND
(microcystic[TTIAB] OR "face"[MH] OR facial[TTAB] OR cheek[TTAB] OR chin[TTABI OR eye[TIAB] OR mouth[TIAB] OR
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lip[TIAB] OR nose[TIAB] OR nasal[TTAB] OR Jaw[MH]) AND ("Sclerotherapy"[MH OR "Sclerosing Solutions"[PA] OR
"Picibanil"[MH] OR "OK-432"[TIAB] OR "Ethanol"[MH]) AND (Japanese[LLA] OR English[LA]) AND
("1980/01/01"[PDAT] : "2014/09/30"[PDAT])

%% DB : Cochrane Library
WsRH 201548 H 13 H

=

#1 “Lymphatic Abnormalities”:ti,ab,kw or “Lymphatic Abnormality”:ti,ab,kw or lymphangioma:ti,abkw (Word

variations have been searched)

#2 “microcystic” or “face” or “facial” or “cheek” or ‘jaw” (Word variations have been searched)

#3 “chin” or “eye” or “mouth” or “lip” or “nose” (Word variations have been searched)

#4#1 and @2 or #3) Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials
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44

Udagawa A, Yoshimoto S, Matumoto F, Ishii K, Nakajima Y, Hasegawa M, Suzuki H, Ichinose M. A Case of Facial Cavernous
Lymphangioma: Observation from Infancy to Adulthood BRI Y > VEFD 151 SR SR E COBiEY). AASHRE IR
APl 2005;21(4):302-9.

RIR F8, fexok T, dl s, PN S, LR AT - AR - SEEEDR ) o SERTROTRIEER. BTSSR
2007:27(11):779-82.
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Tetradecyl Sulfate(7 b 77 IUEET b U 7 2% FW-HRES U > SEIEORE ). Japanese Journal of Ophthalmology. 2008;52(4):
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Emran MA, Dubois J, Laberge L, Al-Jazaeri A, Butter A, Yazbeck. Alcoholic solution of zein (Ethibloc) sclerotherapy for treatment of
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Yi Bai, Jun Jia, Xing-Xing Huang, Mohd Jamal Alsharif, Ji-Hong Zhao,Yi-Fang Zhao. Sclerotherapy of Microcystic Lymphatic
Malformations in Oral and Facial Regions. J Oral Maxillofac Surg. 2009;67:251-6.
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12)

13)

14)

15)

16)

17)

Shiels WE 2nd, Kang DR, Murakami JW, Hogan MdJ, Wiet. Percutaneous treatment of lymphatic malformations. Otolaryngol Head
Neck Surg. 2009;141(2):219-24.

Nehra D, Jacobson L, Barnes P, Mallory B, Albanese CT, Sylvester. Doxycycline sclerotherapy as primary treatment of head and
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FA[EEVE 35, FEME MO /INRY o SEIR IR DR TaRaEis 55 84 [BUUNNEAMEHIIZER T v 7 — M 5 217 Bl
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FBIl 855, 100 Th—, 98 JAT, PlER A SESERREY o SEEOIRE  IRERIENT 2561 T U7ER] & OK-432 ff{ LiEEA fitf 7L
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Lz s L b, Won & 3L NERREENDIR U o N HE 1 HIl 2kt UHEIRLC A BERE ATV
P & MR Z & 72 L7=03, fURITZ AR & R 7= DRI & fim ol s,
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RCT 72 K= BT U A LULDENWT AV TORGEDSE & b,

| izt

1R DB : EHTEE Web

MR A 2015452 H 24 H

PR

(Vo YEIETH or U 2 YEHETA or U 2 Y& A or () 7 Y&IYTH and U > $REH/TH) or "lymphatic
malformation"/TA) and ({5 TH or JEFH/TA or IS/ TH or JEEYTA or JER/TA) and (E{LH#TH or i LHEEA/TA or
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OK432/TA or Bleomycin/TH or 77 L4~ 3 >/TA or Doxycycline/TH or 73 A/TA) and DT=1980:2014 and LA=H A5 5=
7% and PT=238#5%< and CK=t b

1$:5% DB : PubMed

WsRH 2015422 H 24 H

MR

(lymphangioma[TW] OR "lymphatic malformations"[TIAB] OR "Lymphatic Vessels/abnormalities"[MH]) AND
("Abdomen"[MH] OR abdomen[TTAB] OR intraperitoneal[TIAB] OR abdominal[TW] OR peritoneum[TW] OR
peritoneal[TTAB] OR retroperitoneal[TW] OR retroperitoneum[TIAB] OR "Abdominal Neoplasms"[MH]) AND
(sclerotherapy[TW] OR "Sclerosing Solutions"[PA] OR sclerosing[TIAB] OR picibanil[TW] OR "OK-432"[TIAB] OR
bleomycin[TW] OR injection[TTABJ]) AND "humans"[MH] AND (English[LLA] OR Japanese[LLA]) AND 1980[PDAT] :
2014[PDAT]

%5 DB : Cochrane Library
MRH 1 2015422 A 24 A
FeERAL

#1 "lymphangioma":ti,ab,kw or "lymphatic malformations":ti,ab,kw or "lymphatic abnormalities":ti,abkw (Word

variations have been searched)

#2 "sclerotherapy":ti,ab,kw or "sclerosing":ti,ab,kw or "picibanil":ti,ab,kw or "OK-432"ti,ab,kw or "bleomycin":ti,ab,kw

(Word variations have been searched)

#3 "abdomen":ti,ab,kw or "intraperitoneal":ti,ab,kw or "abdominal":ti,ab,kw or "retroperitoneal:ti,ab,kw or

"retroperitoneum"ti,abkw (Word variations have been searched)
#4#1 and #2 and #3
#5#1 and #2 Publication Year from 1980 to 2014, in Cochrane Reviews (Reviews and Protocols) and Trials (Word

variations have been searched)

B
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3
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Shiels WE 2nd, Kenney BD, Caniano DA, Besner. Definitive percutaneous treatment of lymphatic malformations of the trunk and
extremities. J Pediatr Surg. 2008;43:136-140.

Alqgahtani A, Nguyen LT, Flageole H, Shaw K, Laberge. 25 years' experience with lymphangiomas in children. J Pediatr Surg.
1999;34:1164-1168.
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FRERH : 20154R2 24 H

AL

(Vo VEETHor U > VEETAor U SEETA or (V 27 ¥EEYTH and U > SREETH) or "lymphatic
malformation"/TA) and (#HYTH or AZHYTA or MEHEEY/TH or MVYTA or BEIE/TA) and GAWI/MTH or MEiEfFEMEEE/TH
or MEAEF/TA or HEEH/TA) and DT=1980:2014 and LA=HAGE, #53F and PT=23#$%< and CK=t k

RA2 :

(Vo YEETHor U > VEETAor U L7 SEETA or (V 27 ¥EYTH and U > SRELETH) or "lymphatic
malformation"/TA) and (IEHVTH or JEHYTA or HEEEEYTH or MEZ/TA or IEIETA) and G LFATH or #H{L#ETA or
L/ TH or S LAVAL or VEATA or SH=IAFEHI, AR SPMREE S VERIRE, R SoiRiE B #vie) and DT=1980:2014
and LA=HAGE, 755 and PT=2i##%< and CK=t k

16:5% DB : PubMed

HsRH : 20154F2 H 24 H

BeERAL

(lymphangioma[TW] OR "lymphatic malformations"[TIAB] OR "Lymphatic Vessels/abnormalities"[MH]) AND
("Abdomen"[MH] OR abdomen[TIAB] OR intraperitoneal[TTAB] OR abdominal[TW] OR peritoneum[TW] OR
peritoneal [TIAB] OR retroperitoneal[TW] OR retroperitoneum[TIAB] OR "Abdominal Neoplasms'"[MH]) AND
("Diagnosis"[MAJR] OR "Asymptomatic Diseases"[MH] OR asymptomatic[TIAB] OR silent[TIAB] OR subclinical[TIAB]
OR symptomless[TIAB] OR "Treatment Outcome"[MH]) AND "humans"[MH] AND (English[LLA] OR Japanese[LA])
AND 1980[PDAT] : 2014[PDAT]

WMRA2

(lymphangioma[TW] OR "lymphatic malformations"[TIAB] OR "Lymphatic Vessels/abnormalities"[MH]) AND
("Abdomen"[MH] OR abdomen[TIAB] OR intraperitoneal[TIAB] OR abdominal[TW] OR peritoneum[TW] OR
peritoneal [TTAB] OR retroperitoneal[TW] OR retroperitoneum[TIAB] OR "Abdominal Neoplasms"[MH]) AND
("therapy"[SH] OR sclerotherapy[TW] OR "Sclerosing Solutions"[PA] OR sclerosing[TIAB] OR injection[TIAB] OR
"therapeutic use"[SH] OR "Treatment Outcome"[MH]) AND "humans"[MH] AND (English[LLA] OR Japanese[LLA]) AND
1980[PDAT] : 2014[PDAT]

#:3% DB : Cochrane Library
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#1 "lymphangioma":ti,ab,kw or "lymphatic malformations":ti,ab,kw or "lymphatic abnormalities":ti,abkw (Word
variations have been searched)

#2 "diagnosis':ti,ab,kw or "asymptomatic":ti,ab,kw or "silent":ti,ab,kw or "subclinical":ti,ab,kw or "symptomless":ti,ab,kw
(Word variations have been searched)
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12)  HUIL i, Ak B AGHh kAT, P T, AR B, AE SR et al MAPNTRIRIC K 0 UGEE AT RRIFLONEAIED 151, AAER
I NBP P HHIDS R 253 200251(4):399-403.

13) i =B, AW 1R, Pk A, HE SESAT. LB - B OBREERORRE & IR TR BIEINT - OK-482 A Clfl L7-%ER
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