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(6] Heanakac

(W] Wsae

DRl ] HaeRE £ 7 1L R 2an

H

FRITLEYHBEBEIREE [(95] blue rubber bleb nevus syndrome [$H[F] Bean JEfEREE
[FiBA] BRI 238+ 2 8RIRATTE & AL E OFMIRTIE 2 /8 & T2 RETH 5, FFEMIEA
i TIRE ay TE B E R ] DHAZZM,

755 (QOREA)) [] As low as reasonably achievable [I%] ALARA )] TS HHAIZE

FRATREZRBR VAR | DF, [FA] H AN OPEERR IR N E L | R R OB %

BREICANTZ D 2T, BEICER TELINE VIR RDZ L BT 2, FrIT, BB EER

ZPED EFEITA (CT RMENIRE) ([ZBW L, B OHERRENEREMICEE S L9

RO b A BB 5 2 L OBEENR AR T HEETH D,

TFILRY ST [#] alpelisib [FiFA] Phosphatidylinositol 3-kinase (PI3K) Z[HZEd 54y

TAHERIZE, PNWETE T £ 7o XN 3 WARTER I T AT U7 3l O TR REE,

Alarming hemangioma [l BiEE/2ifiRBI%E F 72 (3B QRO @O AEMEIES;, EFICKE

IS RGO, SN ERE OPHZE, BIMERIEOERIETS RO U 2 7 7e BITEE 2 E T,

ICG A 2 /REER (JU] A FoT =027V —r (I06) Z M/E AN IZIES L,

IARIMETI A T T IC6 DA R T 2 H 1k, RENHH 1 cm EFTOMERY 38 Y

NIRRT D LN TE D,

Ly

BEEHMEREMEILIEAE (95 hereditary hemorrhagic telangiectasia [W§] HHT [¥H

[@] A A7 —J%. Rendu-Osler-Weber SEfEHE [FHHT] BfFCRENETS K OV O LA §i 72 B4 1.

FIRA A L L, 2 L0 S f-oTE b i 24 0 R E G E KB EOIRE Th 5,

RIS TR A7 T BREE e ] DIHZ S,

—Hes (FRK) U NEFR [55] common (cystic) LM [FBA] RHPEY L8 RE
(generalized lymphatic anomaly, GLA) 72 & Z & Tef@MEIR U o B ARE L XB S

% BT,

A4 SXEF [¥] imiquimod [FH] Toll-like receptor 7 DU H > R TH DN, FEINE

DIRTECAEHOIENT R b=V ZAFEEM AL, REa Ve —< A EICfE
ShD, ARMEBIST 268 HE I TWD,
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) F 8B [5] Unna nevus [JH[A] EH#RREEE [FRE] HEEHEIC AR T 2 B/ a4
BThbsd, 5mEE TICARMEET 2O LH D, FEHIIA SR [BHLEHF OEE
S,

Wait-and-see policy [J[fl] wait & see [FiH1] FEMRAYZRVEHR AT, FLIEMEED
i 2 R Bl a2 3 5 e T 8,

r\;“\ﬂa

A
ADL & TAQOL [FiHA] ADL IE Tactivities of daily livingJ é"lﬂ?}bﬁ%ﬁf“ HARGH
1T TR EAIEENE], QOL X lquality of life] ZREL 7= TERDE ] EFREND,

mLkmmi%%@%@%@%%m%ﬁEméﬁﬁﬁét@@%Mo

MRI [J%] magnetic resonance imaging [HH[R]] KZRES NS H[15: 15

-FSE sk ] @A v = a—iE ] BRHIRICIIT 2 FSE 51X, AV = a—ik

ZISA LSO T E ORI THEE D = o —OYUE 4T\ RG] 2 IR 258545 L7 MRT

@ik Th 5,

MR angiography (W] MRA [HEIA)] RESILIR i 2 w4 s [Ril]] MR angiography 13, 1%
SR MRD 2 AW CIAE 2 #3256 T, REL DT TEA L AT - T754

l\¥£ (time—of-flight, TOF) &AfifH==> b F A bi#%E (phase contrast, PC) 2&H 5, Hi

£, FEIER O 3D-TOF IEAEE CHREMFM b . ZEHOMRENRFE VI ENBIM Ny 772 L

DA ) == THEZED, IE<fEbhT\d,

- &% MR angiography GBA] @& 75 4> b a—y%k (fast gradient echo) THE)

HEAZHC L DIERANEAZ O L7282 MRA &, 0 - KR B#72 Eloxt L TErbil T

W5,

* MR lymphangiography [FiB1] MRI ZHCT, U o 3 Z2H/iHT 2 MRT #RfGi1k,

- MR venography [#i#A] MRI Z VT, ERA#iH 9 2 MR fRffis,

»SE3E (MR Av v ma—3k [FiB] B2 MRT ik, SEIEIE, AR B URHMED

HISHER SNV AL D) 7 =T ATH D,

= STIR [#iBA] STIR X short Tl inversion recovery DR TH Y . 7k & NN D HEkEFoiRi

DFEZFM L, JBIOE S null point &7 2RICRG T 2 Fikim <, —MRBUZIZAEN

Pk & LT T D,

- Time-resolved MR angiography [FiBi] &/ AT, 22 fiFee. e oo figne 2 <

L CHME T 5 MR ML HgE D —o,

-§4T5v7ﬁ%[ﬁﬁ]@mmwstEﬁ%]W%W%Cf%ﬁ%%LEALWﬁ%

BT 554 v 7HRE TR, WEOMROZ5E (vascularity) CHE DL A HEE

THZENHETH D,

n~JFIL-2-F7 /751 L— bk [¥] n-butyl-2-cyanoacrylate [Wg] NBCA [ZiBA] n—7'F
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N=2-T )T 7V Vb—NMI VT /)T IVNBT ATV TH D, EADIRIETH Y, P,
WM RZHET S, KITIIRE, ERAOST 72770 b— hREERDERSTH D,

]

A2 FUFFF [3%] octreotide [FEF] v FAZF o (Pin4) [BiBl] 427 S LvAF
NEZY~ b AZF U2 FIRICHES T D, FLOWIKZ EomiBia# s LTER IR D,
0K-432 [¥%] OK-432 [H[A] v =—/ (FEi4) [FH] 0K-4321%, ALV hay s
A EAFRA (ARESAD) Subkz = U AUEEE, SRS U RIL (A s S ER
ELTOMEEZER LLEEFHIETE20EH1D) LEEFARACTH L, BEMiaoimE
b, SRS 303 DA N A » OREHIC X 0 S EH 2885895, W basii <ot o
FEA N R FS & OMih A BEZ) O BHAAER e - HUR I O NG N R ESHEHE & U N ORI
WZPRBRE 23 8 5, 1975 TR D P REA & U TREAT S 4L, 1995 4RI Y B FE (U
YNENE) IZOWTHIRREH & Ap o7z, — A (SRR U o NERIEHE N D D W IETH
KT H7012iF, B EEBENLILERGH D EZ X BTV, 0K-432 12X b5 =i
ZENDRNRIEIC K o> TY o \EORN EHEE DN T o AN RAMEINCELT D2 LD
FNEEZ LI N5,

Onyx [FiBH] WOIRZERME, ML & OIEEMER Y ~ —EHEIK T, o<V & LEETEA
RV T IR —ay ha—/UlEN D, EAFOMEER A ATHE,

H

IR ) VN EE (9] cavernous lymphangioma DHAF] I 7 0 27 ¢ v 7 U L NEHIE
[FiAA] 3EAI A FIANICIEAT 2 Z LR LWVIEE O/ S WE A BiRE 325 U S E
IR, WAMOM BT 22, FEROBERICTERTIC L DHMRERIT R,
AHsNyn A1)y FRE (7] Kasabach-Merritt phenomenon [W&] KMP [JAE] ¥ 3w
N XU MEMERE W] kaposiform hemangioendothelioma <° tufted angioma {233\
T, JEENTOM/MUOREEEIC LV iREEEELZ X - 3T8H5Th 5,

B TR [5¢] interventional radiology [M&] IVR [iBH] . CT, X #uEiH, M4
W EOEGFHE IS, BNICHT —T AR A A L TR RPT O ALE %217 5 IESMVE
HRIRO Z L 25T,

HAROE) V/REEAE [95] kaposiform lymphangiomatosis [M&] KLA [FiEH] &HMEY >
s (generalized lymphatic anomaly, GLA) OHZ . JRERAHGR CRE RF8EE OV
HNENBI DR (kaposiform foci) ZF8® HAEGIAIFAE L, Z v 5 ITMAKRMHZE,
BEEENEZL ., PTEARThLoTmZ N bMholz, T B % kaposiform
lymphangiomatosis, KLA &5, BRIRBLS TIEGLA & KLA (ZXFIE S, U T Y X
BREE] LI, ZERRSND ZEBITEAETH D,

HRCHEHRLEANRMBIE (5] kaposiform hemangioendothelioma [M&] KHE [FHE[R]
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NURRGN M AE N NE, 7 AR kR ORY) i AE N R, AR g N e (R ] R PR e m)
DHEVN, PRI F 4172 vascular tumor D— 2T 5, IR TV RIEIZL$5EER O fEEH a
DOHIEZ RS L T 5, FERNIASCS G [0 R D RERRIMAE N E] DEE S,
AILTABA—IL [H] carteolol [FHI] BEErEE, ASARRENHE L T\ D & ST BEE
RINENCIT T B & | ZRAP RSB L TR WBECIE, BB E DT Il d 25 & o
TR 8 %,

=
BFRE - BRE [(¥5] locally aggressive or borderline [FiBA] MR IEE O BEMEE 45%E
O—R MUz B, BEAHD, 26 ORIIET B,

<

P ERMERE [54] vascular spider [FiH] ALEALZ 2 HULITHERNIRICZ & L 2 E LR
IR IR E R AE TR0,

HYyRIL b/ R—EEERBE (%] Klippel-Trenaunay syndrome [M&] KTS [fE[E] 7 U
oYL e b R e U e — N IEGRE (] B OB R Ol s R & ARG ME O i
WA PMIERORE 2R TRE Th 5, FHMIIA A TIRE A BEEERE )
Ha 2,

HILa—REgHEE 1 [95] glucose transporter 1 [I] GLUT-1 [JE[F]] solute carrier family
2A1 (SLC2A1) [FiPA] T T, MEEHERF IS E R B O 7V 2 — A Z i 7 5 HY
AT DI IR 7V 3 — AR TH D, IR TR IBLL TV D23, BN T HRIL
BRI 1M R b BE P 2 A Rl 9~ 2 N BRI TR B A B AL 5, FLIR M AE R oD PN B TR L
Thy, HERELEREEOENICHEHTH 5,

CLOVES #E{&®¥ (=] CLOVES syndrome [JH[F] CLOVE syndrome [#iFA] FRIZHIN SR E
NS MU [ Seti DA TE D EH SN AIRE T 5 DOBEDHE L FTA2 & » Tk SN TW\W5b, 3
MIAS A G RS 47T BESE e ) DIHZ B,

I+

mEFH (] PR TITEMME, §#Ik, BROTEL ELREMSTH L, LFETY &~
NEFREEZLZ LB D,

EBEEMENEREREE [25] localized intravascular coagulopathy [Mg] LIC [FiBH] O
F AMEFARTT TG0 25 SR M DOBARF I Z BT DIRENE~DIHR 5 - #IC X 5 EEE R D
JUEERRE A R4, MIRFMINC 7 47V )= DR, D XA ~—D E&H- FDP O EHZR
DAHM, M/ IMRAR T IFREICE E 2 2 &%,

—
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iR (9] fast—flow [JAA] high—flow [FAA] JRZANZ AL D MK ORIV S 23
Z e EET, BROLAEEREICHE SN TS Z L2 RBT 5 RETH D, [Hl]EmitEk
HariP.

T—/\LiJE [9°] Gorham—Stout disease, Gorham' s disease [M&] GSD [FE[R] REEIEM
JiE. massive osteolysis [FtBH] ‘BICIERLU Lo VENERE L., B A R Z 5 IEF 172
R TH D, WHIRZADJEDOWEHEIZ Y RS UNRERZTZERD Y | R
EALIZ L o TIEL OISR T 5, FERIIASCS G [ U/ VEIEE, 2 — 295 DI
2,

&

H—F /Y F [5] salmon patch AR IEFREREEE [FRT] B E T C/aM. AR,
B, LARREIARTL2EBMLEFETHD, 5 mEETICAHRHERT2500H 2,
FERIIASCE R TR AT ) DEZE S,

L

BxEL—Y— (] dye laser [FA[F] pulsed dye laser, PDL, VL AMEA[ AR AFE L —
—. Flash lamp—pumped pulsed laser, FPDL. Vbeam (FHih4). SPTL1-b (FEfm4) [FiBH]
1980 A0 b BIME T OIGHICH WO N D £ D ICmolem —Z I LW UL
ARPRL—F—Th b, TOK%, RWVIEE., IRWVWVL AR, RERARy ME KFHRIEO
MALEE R EO T RN R INBUEICE D, FFIIA ST [BMILE TR OEA SR,
FRAUIRE SN (J5] anomalies of major named vessels (channel type, truncal vascular
malformations) [FiB] MEHIFHIA M A AT HEERIRS Y o NE DifLhs - E1T - THHE -
Hrp & o BSR4 I B IR & B e IRE AT

B#AR3TAZ [25] venous malformation [WE] VM [FA[R] Mgk e [REA] S RIMEDILIE
LTeEIRD D72 D ThH 5,

FRAREA (9] venous lake [FiMA] HEEKEORKZE FIZ—2b L <ITAVNTAIET 25
DIMEREN B2V | FRMERA TG T 2, mlind OFmE, B, REHZR & OB HEREM
IZELC %,

PAYLR [#] sirolimus [H[R] T /3<A >, rapamycin, 73U A A (FEdn4) [t
] =7 v 4 MeaD—>, nTOR FHEAEMIZ K0 Sl fE M & Miayg s 2
HT A, 2021 £ 9 A AFNTTHEGME Y o SR BICRHT AR L U CRBEH & 72 -
Tco T3wAv b vmr ) AALRUEEY LT A TH D,

CT [#%] computed tomography [FH[R] = v = — X W@

- CT angiography [W%] CTA [¥f[R] CT M HkiE (M) CT angiography (X, = — Ni&E%
FlZ2Fr G- L, MENZEZANEE L TCCTENR EF L TWDE XA I 7 TR S
L8O CT mEg» s, MEZMH L, ZROCEBICHERT 200 THD,
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- CT enterography [HiP] {HLEELAIZMN L CTIHE 2853 5 CT figik,
CTCAE [F%FH] Common Terminology Criteria for Adverse Events DFEIF% & - 7-WEEE,
BRI OA EFLRHLIC W THFULE THOL O TV S FERRILBMAFELED Z &,

¥
RAB—T ) —/)\—JEEHE [5] Sturge-Weber syndrome [FiH]] = XA EHIRIC IS
FAERDOR— N U A B (BARMAEAR) & M, AR ORI O & 77 7 2 R & 3
DIEGERE A4, FEMIIA S A RS S EBEEGERE) OEAE SR,

SPECT (SPECT/CT) [¥E[R] H— 7 x b v itWrigti® s (7] single photon emission
computed tomography &g L C SPECT (A7 k) EWMHINDDR—/EE), > F T T 7 4
DOIGHT, RNIZES LT i RN R B ikt S p o~ & it L. 2 050 % WiE
WEIZ L= b o,

» SPECT/CT [itH1] SPECT & CT ZAHAE 7= b DAY SPECT-CT 247 ¢, SPECT [Hiff & CT ]
BEERNEDEDL ZLICE > TREDEMRRIELZRETSHZ & TE 5,

AN

1c3

FREMEIREYEREBRRER (95 cutis marmorata telangiectasia congenita [M]
CMTC [RtEA] £ TN LED D, HENORWVEEED TRELARR] £72i3 THER) OREoL
tBEETHRETH D, WEEKRIZL b D, BEERE CTILRT 5 BMME & kIR
K4 %, cutis marmorata (RFRAKREE) & H222 0 IR L TH G EFREFEITHEL 20,
FEARIIASCA B TIRE AT B EERRE ] O Z S,

SXMMERE (SERBEAXMENER. FREMEXRENEE, BHREMLEXRENDE
BE) [Z%] congenital hemangioma (rapidly involuting congenial hemangioma [M%] RICH,
non—-involuting congenital hemangioma [M%] NICH, partially involuting congenital
hemangioma [M&] PICH), FEMMIEA A TFLIRMAENE] OEAE S,

28Rl MET—IWVOOF TS5 4— [FBi] BREZFHIRNICEG L, SRR - 5070 i
ITENAEFS KX ONIE VR Z DR 21T 5 IR Pk,

AL F S OE [Fi] A &G EE D Dl LT — & 2 IUET D iRMGik, B
BTH Y | RN DN T DI E W TR T, R R TE R 2 K3 2
EINTE D,

Z

BRG] R (%) = G84278%) (complete response, CR) DEHE 5y Z2%) (partial
response, PR) DHEEEL / 1GFEEFE ORI X100,

 CR (complete response) : BN EAICIHK, BT,

* PR (partial response) : fEE D 30%LL F3iHde, EB55=%N,
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- 8D (stable disease) : JEE DK & I BIEEHT & LT B L,
= PD (progressive disease) : DK & IDNVERHT & LT 20% L ERE WV, H DV,
HIR A D L

KEnEHA . BHEHA GHBHA) . ;HH] (5] proliferating phase, involuting phase, involuted
phase [FiA] FLRMAFIED BT 3 DOEEIZ ST S TW 5, FEIA S TH
RIMENE) OEZ S,

1=

Tie2 ZEMAER [J:] Tie2 mutation [E[FR] THFEH) Tie2 IHMELZA R [FiH] i N ESHE
JNZRET %2/ EF o o F—8ThHD Tie2 DBIEFERNTF O o FF—FDIE
WENEMHALE 726 LERGTEOJRIAE & 72 5,

5

FERA—JL [JE] timolol [FiH] FEBRIAOAIEARRE B 2 A UHEWIIE, fEk, FENBRIZ X3
DRI E LTHWLTW D, LR MEREICRT 52680 b #E ST\ 5,
PEHAERAER [9%] medium—chain triglycerides [W&] MCT [FiBH] NEWGERIZ, ZORIITX
o TYHAL « WINIE ORI D3 B 70 5, RBNGIIERIZ/ NG DI - BN ENT=d &, —HnY
>R il o CHRERRERRSO i N XA, BTG U Corfig - B S v 5, I EHIRIA IR I,
FHIEIRRICH AR TR SDNE WO, /MELPRE FRE L CEBEFIRICA Y 5 S b,
Cho/Do #48 [FiH] EEIRATED T A X ZADBEEEDF LT- 6 D, RWIEDERRIZIBNT
ENT ORI THLPNEETH D, FIOFHEIEA RARTTHTN TS 720, A4FIH
AFEDWERRA % [Cho/Do 43¥H) &5 2 LA RET D,

T

{EFRE [25] slow—flow [H[R] low—flow [FiFA] FWENZ N DMK FE 21XV 7 RO
NOBS DN & 2T, WAICEIRM S EREAS S Tidn v b 2 RRd 5 R EE
Thod, [Hl] EFEIRE 5T,

&

BERIRFTN (25] arteriovenous malformation [ME] AVM [HE[R]] EfRkmEfE [FiBH] Bhik
EERIR & BEEEEAE (v o N) MOIRE LT RMEOMEMIRE TH 5, FEHIC OV TIE
A TEVEIRETIZ) DO A S,

En##ARF R D Schobinger ERERAHINEE [Fill] BIRAE ORRARIERIZETHEIZELT 5
&I, RHI O - REIN TV D, FEPERAY RAFTTHEEIN TR . SEIAAE
FEDIERRA % TENERIRATIEZ O Schobinger BERIRHI ) &35 2 L 218 ET 5,
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BERARE (<] arteriovenous fistula [W&] AVF [FRBH] @R & &R & DSEEEE (v
N) ZIBRE LT RS 2 W idtk Kt OMECEFEME/2 &) oiEMHRETH D, sHflic>
WA K TEhIRE ) OEA S,

I<

FLRMERE [J%] infantile hemangioma [W&] TH [HHEIA] Wb THRMAEE, /N i 8 i
strawberry mark, hemangioma of infancy, juvenile hemangioma [FtBA] B vascular
tumor THIBIZEWHE TALND, £% LIEL S LTHAR L, 0% B RIBHET 5 R
B2 AT %, sEMIEA SR TFLRMAENE] OEE S,

LU (MK-BEK) [95] chylous ascites, chylous pleural effusion, chylothorax [#
B MalE E 7 13RI AT L2 ) iz EIR & LTIRIA T, IBE TN N A e X 7
BACE D IATIRRONBEZTT O TH D, MK O RY 7YY R=110 mg/dl, #
a L 27 u—/VEOH (BIEAK/TE) <1 7%, MEKFOT A v I 7o OfFEREN
oL SN D,

el

2A DL XH L—H— [#] neodymium—doped yttrium aluminum garnet laser [I&] Nd:YAG
laser [FifA] B BEMICE LY THEEOHEENHW LN TEY . ke Hite & 72 S12ix
FE A9, 532 nm & 1064 nm O E DR,

X

IN—D R 1 —/\—JEEEE (%] Parkes Weber syndrome [FiPA] B OEREICOE A
PEO/NS R ENERIE 72D LENRAR S v > R &2 D IERRECTH 5, sEliIA S S im TS w712
B SEfERE] DIEZ PR,

03

BAMERE (] angiokeratoma [FH]] HEZFLIE O EBMIMENLIE & REZOMLTTHEIC K
D AT DRIRETHLENEER OB E BT 2/RETH D,

RIE - $ED ) /N EJFH 5] superficial lymphatic malformation [¥E[FE] REMHY

/N, lymphangioma circumscriptum [FRBH] U L/ EIED 5 BIRFRIZ LIS 5/ NRIMED

WA (V) 7Y, vesicle, AT /VOIMROERIELE) ST bOafEd, BAETR

BEZER O B D, WARIKIZ K - TROAFRITER R Z L RZ 0D, MEOFEIZ LTy
7 bRl BE TEMT D,

PIK3CA B8sE:BRLEAARY 5L [#5] PIK3CA-related overgrowth spectrum [M] PROS
[FiBA] PIK3CA MR T DOMREEGZE R OEMIRE A 71T K- THI & 2 S DR ERE

PT & U APTT [FiP3] prothrombin time, '& kw2 B L[], activated partial
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thromboplastin time, VEMALERSY ba LR 7o 2F B,

)Y

TLFA2A 22 [5] bleomycin [FHHA] FUBIGIEGUAM B IS B S v, Bfdpe, SEEHE .
JiidE, B, MR Y LN, S, ARRRBAE, B SHIRER ORIV D
NOPUERITod D, FURNTES . AN BCTES, BRI, S e Eikx OfRK T
BN TE D, BEMEMZR - MSHEEOSINCER ZE S, mEN Y VNI RIAE %
BZ L2085, EIREER X OYRANCH L CHERAI L I T& 2 Bl 2 o3 it
DOEDTH D, REHEAICTIEH D08, MEFE - U o EHE (Vo 7YE8 ) 1235
weAlE LCEEIERA SN D ZEB3d 5, U o VEBOBLFIEIC AW A 0K-432 (2
K DIEHE L0 bt OIERD D720,

F7a7r5/ a—)L [#] propranolol [HHF] ~~> YAV (FEi4) (LA FHERIRAIAS
PR B 2 RRHERTER, RERMEER] & L CROW LI TW 223, I LY A& 253 2 A 230k
MEH STV D, 2016 4, AR TR MAE M0 2108 & U CRRER & 72 o7,
FDP [ZiPA] fibrin degradation product, 7 4 7 VU V" EEY., 747V ) —4, 2 KN
T4 TV, TTAIVOBEITL 0 i (BHE) SIVTEL 2WE ORI,

Fibro adipose vascular anomaly [li%] FAVA [FE[R] #HEAGNIMEARE 2% (R IRE &=
PRARMEERRRRONEIA 2> & 72 B FRMEFE DT WNICHAET 5, RUVIFAZED 2 & 3R
BT, T - TREOBEECEREL X729 2 23D D, sHIEA S IR AR
BUEERE) DHEE S,

Flow [FiBA] FRANO MK U > 7R DB,

Flow void [FHi] flow void &I MRI TOMEEMEIED = & TH D, MRI TixiFik Li-#l
MOKFR T O & 2H TS, MFESAREOMECIIKFERTFOBEE2L 5252 LN T
9. FOEBNEEST Lo TLED,

Fluid-fluid L)L [HR] i@imEak ] KBk S 7efsEmicis vy, F5EE o
Z LR DU DAFAET D 2 & T U DGR i,

PHACE fEf&#¥ [2<] PHACE syndrome [¥f[7]] PHACES JEMERE [FHAA] 442 3LV i 4 i 2 ifn %
CHEMAEVEDFEENT IR Z )RR TH D, 5 DRV LI 6 SOWMIEDIH L T % & - T
SNTWD, FEMIIA ST (RS ar T BEE R ) D22,

F3

BRIMERE (5] tufted angioma [M] TA D[R] & 5 (F1)11) . angioblastoma of
Nakagawa [EiPH] ELERAOE4L72 vascular tumor D—-2> T, [ » ZITRLEREHI & %
B L 35, FEMIIA G Ttufted angioma] OEAZSM, B ERI X NEHS> L x 9
L wite,

R—b74 VBB (5] port-wine stain [W] PWS [KE[R] BAMIMAT A7, B I 4 HE
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KI AR &, capillary hemangioma [FREA] HIAEREL V fA7ES 2 KW, HLIEE O B/l M8 D
Xy bU =7 BT AR RN TIEEIED 22 WA LRI DR Th D, FHARREGHET,
—A %@ U THERE DERDORRIZISE L CHBEZYERT 5, 3RS T ML a7 %)
DIHEBH,

R FA/ —Ju [5] polidocanol [JE[F] AU KA A7 Lu—/L (Fi4) [ERET] T
ARIBEE L AN /R S L2 38 A, AFI O R mTEMEERIC X 0 fifaiEz EES 2 2 & ThEN
Rz fEE4 %, PRGN LRSI C B W TARANT, MENEMnAEES S Z &k
DNEE TR OB 2 Z U, JEEIC X 0l Rl A fAe R 2 B L 7e A% O B S 7 g
AL T 2 L T IREZ B S b DL EZ LN TERY  IBEBICHMER b v x
JTCHEBEAT ) L9 ICBAT CEICTE R B 5, MENICHRWRIEZEZ L2 5 b, 250R
RER L OVRPFTICH L CHIRM LI T 2B A FORMLEO VO E S TH D, (RKIHE
RS TIEd D0, MEFFICHT oA E L CEECERSNDL Z E08H 5, HED 4~
5 EREDZERRL LR FELIRMLT 7 +— 4 (R IC L TIAENICRET 5 2 E N T
%o AN OFF MR EER XK~ AL RTHY 2R 0 6 JaThiRE LT 5HZ & T
JRFTOIEMPREZ R L, MVEERZR2 2 &N TE L &35,

F

IVAIVRTF LYY INETH [95] macrocystic lymphatic malformation [FH[E] FEM
PEY R [RAR] ERIRAOICITEAN 2 FERNICTEAT D 2 & 3 ATRE /R SEML D AR THERL =
NoHV U NEFEERET, EINL ecnz2ER & L Tnacrocystic (97 av AT 4 v 7) &
microcystic (X7 BT AT 4 v 7)) | £ LTEDRAGHDIFEIZ/FITHNTWD, JREED
BRICBWTIIWTNORM TH LB EETH L0, EHRMOVETHE LV,

H
SHAVRT A4 YD) INEBFH [(F5] microcystic lymphatic malformation [FEH[E] VAR
KU g (] ZEam 2R O R 72 i)/ N S 22 JE i THRERR S D ) B AT I, 5
A 1 em Z#8ER & L Cmacrocystic (w7 225 v 7)) & microcystic (27 ma AT
4w 7)) ZFLTEDREMD 3FEIZ/HT BTV D, JREIEORIUIZB W TIWT IO
RTHLPPEETH L0, BEFROHEITEHE LW,
IREEH (5] vascular malformation [FiP] EMME. #IR., @R, Y "EFELE
CREBEETH D, MERKENRO A -0 AR RR A A & 3 £ 7200,
IRESFHEEEMEEE (95 vascular malformations associated with other anomalies [#t
BI] ISSVA pJECHEE &z, IREFIZICI A T, MR ZE0 A AIIE K 72 SR EA%>B
B B 2 B OFT 2 BRERRE,

Z U )LF T [#] miransertib (K] MK-7075 [FiB7] #% 0 ALFH AT AEZ2 B RUAITL AKT
BRI, 717 v AREGRE « AKT 42 521 - PTK3CA Bk A ~27 k7 A (PROS) IZHIT 5
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TBEREROHRE DR HN TV D,

G

#KTA/—)L [J5] Anhydrous ethanol, absolute ethanol [FiRA] /K= % J —37T
Lo — VBT, 155C T # J —L (CHe0) % 99. 5vol%bh A& T, MEKTZ ) — LT
EHOWRET, HERIZBVWRS D | B2 07 < #ERETH L, KERML., PRI 78
~T79°CT, I 0.794~0.797 TH D, =& /) — /WIEEDERDH Y, EWMDO X 37
B OLEVEGERE RS EEIC R0 REEREZ T, RS R LRk 2 8 5
TH N EREZ E T2 IR VRERE W & T, FRUKT 76. 9~81. 4vol Bl Ay
WU, Ff5 - IEOWHE, FIREAL (FTE) OREOMERE, EEAROHERICHERINT
Wb, Fo, RIS T 2K ) — W EAREICEA S TW S,

TR AN Cldd 203, MAEFIKT DAl & L CEEICHEAINDS Z L0135 D, &
BEOT Y ) =MD 52 X7 EEE, X oI ENTOKBZEGEONT5 2 LT
VRTEDSIRREE EEE L S LT 5 2 ETH Y ZOEMIIR AW TH D, T OEH
IHEHUANTRZ Y, MBETY ) — L2 MENCEAT S & Bl U7z R i Bk i N
FRE, i A8 JE PR O AHAR SR EE S B, RIMERODERE L2 fik b 234 UL 2 s kKR e o
SMERREZE 29, F7-. FIRHCIAE N JOVE B OB E S LFICE 2 5, TAUCHE
WL O M E 2A U . IR DSERR S5, TEAREEIC XV BA%E &£ Cofkim L2
B, BN E X EAE S S,

%

EMMEHEIRAE [05] telangiectasia [FE] BN O A VAL CRMIMLE A3 PERE L
ToRBEA R,

EMMESTFM (] capillary malformation [W&] CM [JEH[F] ARN— ~NUA RRBE, BN
B, KHRIRILETE, capillary hemangioma [RiBH] HIZERF X VAF/ES DB, RO i
MEDOFy T — 7281 DA &M TIEEMED R WML ESLRMEORZE Th 2, PR
GEET, —A%E U CREDEROREICHE L CHBEZIERT 5, dEMIEASISEH [BMimn
BA) OEESR,

E/IBR)—=ITIoA LA UEEE (5] ethanolamine oleate [HE[F] A VZ 2 v (FES
) [FA] s o bk - BRI REAIC B S, AR REEEERIC XL
D M & [EE 95 2 & TIMENRMIZEE T2, LAUCEIERE, 74 7 U > MMk
BLORMEROIE, AR S5 &2 L, B IEE i lkE 2 il
BRESE D, BT 1 S T AH7=0 10 nL OWFS HK LIS G X SR 20
2 C BUAIRICIAILT 2, MENICHRWKIEAZE Z L2266, S RiEl X ORATICR L
THHZ R TE 2 FBEFFOIEMEDO O E D TH 5, PRIRE N TIIH 525, IE
WK T DR LAl L CTHEEBEICHER SN Z E03d D, 2022 45 7 ABUE, (RBRIGRIC T
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T COIEBRMBENTITHhIL T\ 5,

5

Life-threatening hemangioma [FiAH] Emicfafés ©7-57 U A7 2R oMm&MEEE, U
A7 & LTIk KNEE, ISR D ORBUMAE., MREEE 4 72 ERZEF 5 b,

Y

BRERBIZE (5] clinical research [FH] EEIRAFTE & 13X, WK DIRK O/, DB -
W IR OBEE, BE S ADETFEOE DN LR EDT-DIZ, NERRIAThID T _TO
ERTE A 4R L, ST AWTSE, SRAATSE, BT ER SIS N D, O T, ok b,
FIT BB SI2 L0 ARISKE U TR Z 1 O 98 (Ur ABFZE) DERIRERR CTh 5.
BRRGRBR DO H CTH R, BAETEE N OIE - ERESR L L TORRBEELZ L2 HRE LT
TORBRAIBIRE VWO, RIS DICREFER L EATFERIZ3T 5 2 &N TE D, v
DIFNITH . LY TOWBZB-CIREO T OIETFR T — 2 2550 S £ SE AR (8 E
ERAGRER) 23 %,

) O/INEHLIREE [95] lymphangiectasia [$A[F]] central conducting lymphatic anomaly,
CCLA[RRIA] U >R YRaRAEIT Y > N O fR%E « PAZEICES K Y/ YERNED EFRSJe R
DIFRBEORER, VU o NEOFERBRILRRY U NKORHEZ E T REEEZ BTV,
FRICHCAG D V) o NEPERIEN LS H BTV D, U U XEIREELZ U o NEEGE, U o
EHE & B 0T D2 MR 1T,

1) INEZFR (] lymphatic malformation [B&] LM [HH[R]] U o> g, & 7/ o—-~ cystic
hygroma [FiBA] JRFITITY N ORAEM ORIV A UTRERERZRT, FokE
WZIE, Wb d TU Lol ERHEI TV e, BN AET 2RO Y o FE % 3=
& LT rRZE Ch v | EMEZ R~ S TAEMFRIIT Y o NETERER T (BIERE) &
EZOND, FEIIASE G [V o NEEGE (V) Vg | OEESIE,

) 2/EME [5%] lymphangioma [HAF] —fk « SENBIRY > /Y8 &I, (common of cystic)
lymphatic malformation, & 7 @ —=_ cystic hygroma [F%FH] ISSVA 55¥E TV LB HFIE
D95 common (cystic) IMIZHHYT D, EI/NRIZRAETLR/NO Y R EZ FIRE L
TR CTh U | R 2R S TAW PR VNERARE (BMEHRE) B2 5
b, FEMIIAS S [V o NEwE (U gl ) OEESR,

) D/INERERE (95 lymphangiomatosis [FAR] &MY o & B generalized lymphatic
anomaly, GLA [FEH] XA 2 bR < SEAHASE . PN, . ffi, #tfR7e EICOVE A
PEIZ Y VB DSR2 IR R OIEF IR R Th D, sPMIIAS S [V vV
JRIE, F— D) DHEZZMR,

) 2\i& (9] lymphorrhea [RMA] U > 35O K- THRFEL . U > S
EHANFALTHETH D, JRRE UTERME, SMEME Vo NEZD0 B DDRFE R EN D
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Do BT, ISR L TR 2130 BENOREBICERERET 228 b5, 4
SN LITRRDIFETH D,
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CQ22. (IHCQ20) Hfad A VARNBUEREEZ 5o/ BIRIIE. ED XD eiEbE
BRAEDNG RN ET0ONOREZB LD JVon?

CQ2 3. (FHCQ) 27V wvrb . b/ X—IEBRED 7 + 1 —7 » FITH A7 A 1
N

CQ2 4. CHHlCQ) RAEBNIRE & E BT DIEGERC A 72 PRI T H 2

CQ25. %ﬁmn)WTVWE%EMW&%%Ekﬁ%EmEKiofﬁzotﬁﬁﬂy

< AUy NBRBITKIT DU 2R B0 D 2

CQ26.(ECQ22)%%'M@?ﬁﬂ“aw%()/ﬁwﬁ@ (23 2 GIBRIN 1A 2070~ 2

CQ27. (IHCQ2 3) #KEB - AR Y L/ VEHE (U /N E) 1Tk 280072 BT X
VD)2

CQ28. (HCQ2 43N Hm (REIREAEZL) I 70 2XT7 4y 7 U "EFE (U
) TR D AR IE I 2

CQ29. (IHCQ25, 26, 28UEN WMV L EHE (VL EE) (TR
fal 7> 2

CQ30. (HCQ2 7) HHAMEALOREAKIZKT L THBNIRIBHIXTH 2

CQ31. (IHCQ29) MBANTRIEMREEELTWDH Y L NERE (VN E) I2xfL
TRVRBYRIGEETAT > 2

CQ3 2. (IHCQ3 0KET) HMOXEFFIC AT DU o/ NEFE (Vo EE) T3 L
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T, RN SIREEIT) RED AT OIHRBILEDIRENLEE L2
CQ33. (HCQ3 1HET) HDY L /NERE (U /B (AN RIGRIIATH 2
CQ34. (IHCQ3 2) HAERMOAOMIAIZKE U TR 7S BHI A T AN D> 2
CQ3 5. (IHCQ3 3) RO VWAL LFERITH, MREELY 2T 5 U L NEFHIES
T — NI U TR DR IBHIEITA H 2
CQ3 6. (FHCQ) VI K (U EE) ICBEFEITE?
CQ3 7. (Wl CQ) B - KD U v B TE (BRRME Y v &) (A 27 15 HRIAmT )N 2
CQ3 8. CHMLCQ) BNV v/ \YRIEIZK T 2 B IEIT AN 2

3. VAT T 4 v 7 L a—ICHTAEIE
1) A a—b
SCHRIRERIZ 2 0 H . SCEROZBHIZ 22008, = €T > ARIKOFHM & A1 1 0 H,

2) TETFURADOBRE

VATRT A v L Ea—F—ANF—U— RERE L, SRR & FEIEE FIEE L
N B AREF R EE S KT 5,
OFAT AT RAE2A T

VATYT 4 v bEa— (SR) IAXTFIUTA (MA) §3C. MEBIBFTERR S, TEGIH
B DX A= N A=A v B 2 OERIEN CTRET D, BB OB ET AKX AT
THRBRTET U ABRRNWIEINTEGEIEL, Z 2 THRREKT LT, =87 A0 & #
HlcEte, 7277 L, ST ABEBHETCIE=ET VA LV OEWCERITIER I 72 e T
HIha,

fERIAFTERRSC & LClE, 7 v 7 SMeiGi (RCT) . FET v & AL baklin, Blgafst
IR OXG LT 5, BIIER SIEFIRE ORI LI S DIZOWTIE, SEBIEEFRE, JEG]
Wi E THRENSE LT D,

QFAT T —#_—2

SR/MA (Z2WTIE, #4301 PubMed, FISUIIEFEEE 5, EBHFEIZOWTIE, 253
I% PubMed, FISCIXEHFEE T 5, BEFOZIEITA KT A D0 TIE, #5300F Guideline
International Network ¢ International Guideline Library. Fi3Cid H AERHEREFEMHERE
EBM ¥ KSR (Minds) &%, SCHRBRSEIITIE 1980~2020 4F 12 AR & T 5,

3) CHERDBIRNELE, BRAVEYE

RCT ° MA, SR i XBFAET TR 5, SOMEICE LTI 1 B BRI L7220,
RRIOATL DN ICRRIIBRAN T 5, TR EE AN 72T A R T4 >0 SR i XFE
THHEIE, Thael Bkl T 5,
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BRI Z T 2WATA RT 4 0 SRERCN 72V GE IR, ERIBIE TR A k5 &
L Cdenovo CYAT~7T 4 v 7 LEa—%%Eid 5, Denovo VAT ~7 4 v/ LEa2—
TR &M 2077 RCT 28 L CEMT 5,

BIHEIEZ 723 RCT 2372 WIS ITITBIEMI T A R & T 5, SRS 2 72 3 BLa2hT
RBIBNGEII VAT ~YT v 7 LE 2 —TFEE LA,

4) TET RO LHE DI

Minds 2#H A K7 A AE~=2T /L 2017 125 & o575 v ZRIKOFHE & b &
19, 727201, %7 PICO 2@ ETE RV CQICHOWVWTIE, F—U—F&b LITHBEL
TR E AR L T T v A &1 5,

4. HERERN OB, ABRE TICBET2FH
1) HER{ERR D EAT #

Minds Z#EH A KT A AE~ == 7 /L 2017 £ER| > THER T 5, LB R ZIT->Th T
ETUVALLOEWICERITIZ E A EBEWE TRRENTNWD, YATIT 4 v b Ea—
TITFEBITMBEZITV, TENEMRT D, TDO LT, FRIEA =%l b L7z =F AN
— M =F N K HER SR O SC 2 AER L. AFFRBEDAERL 7 L — 7 D ERIZ L 0 Ik
ET D, HEEOWEL, 1ERRZ NV —T OFHITHE S, BERO—BE DLW GEITIT, HE
AT CTRET D, HEROWEIZIL, =TV ADFHli & HE TR LN 2T 2D
R, MR FEONT 2] oft, TEEOMEBLOZERME] . TRRE TR bEEL
T, HELE L Z ORI ERET D,

2) E#fb
NIRRT 2 i 5, NT Y w7 aX s haEE L CTHEREYNMEE 5,

3) AMEREHAM 0 BARR T

SNESRHE MEBNC 2 A > N BRI T D, WA RTA AER 7 —T 1%, &= A v Maxt
LCRIETA RIA B ERBTH0EEEZFEHL T, HRERET 5,

AARIERSME Y2, BARBJER Y. BAREFEHHRTS. BARIVR P, BANER
T, AANARES . AARFEYY S, AARMERELE SR FROTA KT A4 1Y
IR PR 2 G PECHESR O )S « FEBLATREME I D E M2 21T 5,

NT Y w7 aXy MR LUTHREHT, A RTA4 AER TV —T 1%, a3 A MTxiL

PIRITA RTA HBRS DUNEMEZRET LT, UG ZiET 5,
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4) KNEEDOTFE

SNERHTG, X7 Y v 7 3 A RADRNEDRET LT b, A R4 UHREEEE D ARO
RERTEET D,

NBDFEIZ, A RTA MNERITN—T L A R T4 UERES P& EIRET
%o, 202 2EAMOTETHD, Web ETART 5,

XE R

s
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1. ISSVA 43¥8

k. [ fE (hemangioma) | [V N& i (lymphangioma) | [ & % FEBE (vascular
birthmarks) |72 & EFERRS AU TETZARE O FLH (vascular anomalies)IZid, 4B
I3 BRI BB PR AR 23 B 7R D IR AR DNRAEL TD, Lol R ZETRNL < SiEdR -
Fh7e Sl K0 BE OYIRBI N LIGITIEDZ L SR BHEITROIBER - 28 B 03 R720 |
PR B - MERR-OTRIE T #7570 E OIRELL 2L BB Z @ Y72~ — T A b
OIS CEZ, ZO IO BIBEOEIE D=6, international society for the study
of vascular anomalies (ISSVA)IZ. JJRE 54512 B9~ HIGEDHE— L RM AR50 FHD
TERRICEDALA T, ZOPRBEIL, 19824-1ZMullikendGlowackiz®, IfiL 3 PN K2 iz
DOYEFEM: %A 95 3L R & f (infantile hemangioma) &I FENE & A S22 B AR S
H CHDHIRE 77 (vascular malformations) )3 ¥&725JRRETHHEME LT ZEITH K
5 [1], 19924F1ZMulliken® 23 L EZRVISSVADSAIFE S A, 19964F-D—~"THY
— 7 ay 7 TRARSIZISSVAS BT, IR B 7 2 RS PE S (vascular tumors)&
IRE BT RBIL TD, ABLL, HIRpOFIARIE, 5 e FHRE & LT /g Bk 255
DTz NRE MM IR S S 2 L LS IRE &7 T 1 X B L8 47 % (capillary
malformations, CM). k% /¥ (venous malformations, VM), Vo7& 51 (Vo7 5%
Ji&) (lymphatic malformations, LM), K& OV, Ei#k#7 /& (arteriovenous malformations,
AVM) - BiFRfIRHE (arteriovenous fistula, AVF)72E GLEAY7 254 1215 &30 ~ -l 70t
DT o7, D% JRBLFH 3 F AW FHIRBFFEDOHEHR T LD IR B DA%

(L EHEINT RS T D728, 201450 ALKV TOT —2 v av 7 T ISSVASFENNS
FESDICKIEICZAEE S, 20184 I2E8bIcekiT & 7=2,3],

HAEDISSVASFEIT ., ISSVAD IR— L —U(http://www.issva.org) CX 7 a—R

AHETHY . PDFER T20 21— I K 52, 1— BN BIRO LS 72 MEns 5% (351)
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(2725 TR, T N—T2% )0 FHE XN T DR BIARD ~—IZ HEIIZ
X T T HHEMA THD, IRE F W 2 RE MG S RE TR0 —HDh 7Y —I|Z
RN DHRME R D FEA IR A BETEL T D, BREPEIEIZ I, S S D0
(I D HE BRI 28 AN S 50 Ty | FLIUR M AR A, S KM if i e, ik
MAENEZRE DT RA% ] | F978 P AR .8 P9 BRI e 2 i oD &3 2 1L 45T PN B i oD i 7Y
ARV HNEZRE O TR « 55 58 | 2 LI P R E B i, A5 P R fi 7
EDEM D3 DDXAT I\ ASINTND (3R2) , 20956 b B O i FL U i
BRI OUTIE, JERE < RTED 53 R R O PHACESE B IECLUMBARJE MR 7S
MFRITRESITND (F3), — 7 IRE AR, TR | REGRY T 3w | TR A7
TEBIHSEWERE | DA D DX AT TSI TS, THAIA | 13, E7-20RE By Izd-
T, CM, VM, LM, X TPAVM/AVFIZG3F B TERY | K7 N —FICEENLLHD
PRBDBIR T HID (FR4-8) . FRIZ, LMTUE, MY SRR SHIZHI b
ENTNWD (%6), HEAEL TiE. [A— AL E I OIRE o BMIRIEL 26D T,
i 2 OB G DOEREITOND (R9), [E#BB T, 2L e R T 285
RSPV A DL < FEA T - T HE  Fhe & 00 FLR SO R AR 1 L A i R 3 B D (3R
10) , [HRAE B 7 BEEAE A ) I, ARE BTN CL IR 250 A IR R 72 kA
FRED B R R A GO DR AN E T HND (F1L) , SHIZ, PTENIEFRMEAE BFESP
MrAENE P VERE 5 5 (fibro adipose vascular anomaly, FAVA)7Z2 & 8L 1 CILRE M
NS DIRE AT D FE DS R B F 72 i 22 03, T E WISy FAR B2 28 | & L CorlT
LTS (FR12),

FI2L ISSVAGTERDF TR FHELL T W T o B 7 IV —0FRAICH | ZRVETICHE
SN R IR AR F M RES LT D, R, IRE AT B O R IR B A s 71X,
RAS/MEK/ERKi#% ¥ -<°PI3K/Akt/mTORFERE 72 & Ml o3 (b « H 570 & H S/ e

FEREIZ B OO M n E R IR TP L TR, RIURERER 7PN RR57 NV —T D
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BOHEIZEALGL TWDI5EbHL04], FHRTDERE DO P BIZBEH HPIK3CADZE
WAL R 2 A 09 DIEMBREIZPIK3CABTE I il R A7 h 7 A(PROS)EL TEED S
TS (F£13), HlT Tlt, mTORSPPIK3CAZR E ZAEMI & LT 00 TAER SRR S
TEY, IRE BE OS5I T A —F — A NEROBE AN EL DN RSN [5,
6], RED XL DMEIA L EHIT, ISSVAEAIT A % K000 AW # e B35 B A
TR NHEENERLID ATREMEDN DD,
WHO2320184F T304 SV DUGET 2 AR LT EBRFRIR /7 #A(ICD-11) Th | ISSVA
SRS DR BA D Z <IN TRY, JIRE BT ORI FHE L TISSVAZ A
FEBECHZ T ANLILTND, EN TORIES E E-TETNDH, ZIFEDOHL
5 Cld, 1RO FFEL OF S ILC WD LIS (F14) . ISSVAL DS KL, Ik
BHEREICETDHGEOR — L2 W - 16 OIS E T Z e I S LD,
W, EBIOIRBOFETUZ OV TR O K iz SRS,

< 3CHR>
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children: a classification based on endothelial characteristics. FPlast Reconstr
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PLUFIZ, ISSVAZYEE 2018424 3T hiR(CSCrik2) L0 —HBFi

AR L THFEL THI T %,

(FR1) HImgER MR HEEOMEEm A
Vascular malformations / K& & 7%
] associated
of major
Vascular tumors with other
. ) Combined / named )
! JRAE P N Simple / Fff% anomalies /
DIAinl vessels / R 45 95 Bl
R KB Ay 2 B 1
JiE A
(% 2-3 1) (FF 4-8 Z1R) Fozm) | El10zW) | FE11zH)
Benign/ B Capillary
Locally malformations (CM) /
aggressive or | BMIME AT
borderline / /&P | Lymphatic
=i - 55V malformations (LM) /

Malignant / ZE4

Vg (U~
)

Venous malformations

(VM) / #lRar %

Arteriovenous
malformations (AVM) /
Bk ar %
Arteriovenous fistula

(AVF) / #@hiwfRisE

(% 2) IREVEES; D%

Benign vascular tumors / Bt J KB A T
Infantile hemangioma, hemangioma of infancy / FLJ2IMEE (3% 3 &)
Congenital hemangioma / 2 K1 & fE GNAQ /GNA1I1

Rapidly involuting (RICH) / =udEHEM:
Non-involuting (NICH) / FEiRA#E

Partially involuting (PICH) / #54yik&

Btk
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Tufted angioma / 5k i & GNA14
Spindle-cell hemangioma / #5$ER A & g IDH1/IDH2
Epithelioid hemangioma / $8 b5z i 4% i FOS
Pyogenic granuloma / LMRVEPISFIE, il f 8 frRoRyE Y 28 BRAF/RAS/GNAI4
Z DA,
Locally aggressive or borderline vascular tumors / /@AH=iH « & A
Kaposiform hemangioendothelioma / 77 78 3 P il A L &7 PN 2 Al e GNAI14
Retiform hemangioendothelioma / &Ik IfiL 45 PN 57
Papillary intralymphatic angioendothelioma (PILA), Dabska [ /#L58
WY N ILE N
Composite hemangioendothelioma / # &% ifi & PN Hz il
Pseudomyogenic hemangioendothelioma / {24/ 54 i PN 2 il FOSB
Kaposi sarcoma / %78 2 AIJE
Z DA,
Malignant vascular tumors /
Angiosarcoma / Il PAJiE MYC (Ut 5 1%)
Epithelioid hemangioendothelioma / % _F R IfiL & PN 52 flE CAMTAI/TFE3
Z DA,
(3% 8) FLIEmENED5%E
Pattern Different types
Focal / Hijm B Superficial / FER
Multifocal / 2595 BT Deep / HER
Segmental / 4y #fi%! Mixed / {EH7
Indeterminate / ~EHTY Reticular / abortive / minimal growth
< DAt

Association with other lesions / flODJRZ % GG 5 Krikhl

Hemangioma / 2 i % i

Posterior fossa malformations /

Arterial anomalies / JMEh R &

TREAZET

PHACE JEfERT: Cardiovascular anomalies / /DMl H 5

Eye anomalies / [E %%

Jif e

N

%j;

Sternal clefting and/or supraumbilical raphe / -8 57 Eff -
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Ulceration / &5
\ Myelopathy / #HE5E
LUMBAR (SACRAL, PELVIS) JEfeE#f "
Bony deformities / ‘B &
Arterial anomalies / EhfJRE

Renal anomalies / & 25

Anorectal malformations / L9 E 537

Lower body hemangioma / F-& DI &
Urogenital anomalies / [R5 ae 52 5

iz

(% 4) BHIME IS £ DKE

Capillary malformations (CM) / =Bl 771 SRR AR T

Nevus simplex / $—F /3w F, “angel kiss”, “stork bite”
Cutaneous and/or mucosal CM / FZREKEECM, ~"— ~ U A REEE

Nonsyndromic CM / FEJE@NE CM GNAQ

CM with CNS and/or ocular anomalies / HX#i#% - BREH 4 ££ 5 CM, Sturge- | GNAQ

Weber/iE

CM with bone and/or soft tissues overgrowth/ FH#E OB EZE> CM | GNAIL

Diffuse CM with overgrowth (DCMO) / k& % £ 5 OVE AME CM GNA11
Reticulate CM / #g:k CM

CM of MIC-CAP (microcephaly-CM) / /|NEEJiE - Al 1 & 47 1 STAMBP

CM of MCAP (megalencephaly-CM-polymicrogyria) /E4iiE- Bl E 77 1E-2%/ | PIK3CA
Jibd [ iE
CM of CM-AVM RASA1/EPHB4
Cutis marmorata telangiectatica congenita / 4 KM I & fLaRM: K BRAT E R BE
Z DA
Telangiectasia / L& JL5RIE

Hereditary hemorrhagic telangiectasia / i {mf: H mAPERE & JLIEE (A2 F | ENG /ACVRLI
— ) SMAD4

DOt
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(F5) Vg a() o NEICE TN DR

Lymphatic malformations (LM) / U >/ XE&HHE (U 2 /g H) JRIAE AR F
Common (cystic) LM/ — %% (Fhatk) Vo & PIK3CA
Macrocystic/ ~7 @ AT 4 v 7
Microcystic/ X7 v A7 4 7
Mixed cystic / JR&7H
Generalized lymphatic anomaly (GLA) / 25U /3 B
Kaposiform lymphangiomatosis (KLA) / 78 U8 Y Lo ig JEE
LM in Gorham-Stout disease / Gorham-Stout #FZf£ 5 LM
Channel type LM / U >/ NEHEIESE
Acquired progressive lymphatic anomaly V3w % acquired progressive
lymphangioma
Primary lymphedema / iU o/ E (R 6 )
< DAt
(£ 6) FIEMEY RIS E T 5 RER
Primary lymphedema / JFUF&ME U o/ Y7 JE R K& T
Nonne-Milroy syndrome FLT4/VEGFRS3
Primary hereditary lymphedema VEGFC
Primary hereditary lymphedema GJC2/ Connexin 47
Lymphedema-distichiasis Foxcz
Hypotrichosis-lymphedema-telangiectasia S0OX18
Primary lymphedema with myelodysplasia GATAZ2
Primary generalized lymphatic anomaly CCBE1
(Hennekam lymphangiectasia-lymphedema syndrome)
Microcephaly with or without chorioretinopathy, lymphedema, or mental | KIF11
retardation syndrome
Lymphedema-choanal atresia PTPNI14
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(X7 HIRGTIZIZE ENDRA

Venous malformations (VM) / EFiR&1 T JRIREAS 1
Common VM / — ARk #7 TEK (TIEZ2) / PIK3CA
Familial VM cutaneo-mucosal (VMCM) / FHEME 2 J& ki gk a5 72 TEK (TIE2)
Blue rubber bleb nevus (Bean) syndrome VM / &&= A E D ERRIBLUEWRERE | TEK (TIE2)
Glomuvenous malformation (GVM) / 7' = A R §ffIRA7 Glomulin
Cerebral cavernous malformation / JMIERRIR A7 TE KRIT1 / Malcavernin
Familial intraosseous vascular malformation (VMOS) / FEMEENARE &7 | PDCD10
Verrucous VM (verrucous hemangioma) / PEIREARETE (IR L4 i) ELMO2
Z DA, MAP3KS3

(% 8) BRI - BIFFIOEIC S S D IR

Arteriovenous malformations / EhFFikET JR A B s T

Sporadic / MF: MAP2K1

In HHT / A7 —J{IZfES O ENG/ACVRL1/SMAD4
In CM-AVM / CM-AVM (219 $ D RASA1/EPHB4

Z DAt

Arteriovenous fistula / Bh#fjcfE

Sporadic / MF: MAP2K1

In HHT / A7 —J{IZfES H O ENG/ACVRL1/SMAD4
In CM-AVM / CM-AVM (219 $ D RASA1/EPHB4

Z DA
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(3 9) 1RARUNRE Ay DOFER

Combined vascular malformations / {&& BRI 77 ([E78
CM + VM capillary-venous malformation CVM
CM + LM capillary-lymphatic malformation CLM
CM + AVM capillary-arteriovenous malformation CAVM
LM+ VM lymphatic-venous malformation LVM
CM+ LM + VM capillary-lymphatic-venous malformation CLVM
CM + LM + AVM capillary-lymphatic-arteriovenous malformation CLAVM
CM + VM + AVM capillary-venous-arteriovenous malformation CVAVM
CM + LM + VM + AVM | capillary-lymphatic-venous-arteriovenous malformation CLVAVM

(3 10) EFRUARE A

N

DI3HA

Anomalies of major named vessels (Channel type,

truncal vascular malformations) / FE#EIRE &%

B R
I -
i
Bk

Bw OFERE
i hh
EAT
AH
R

e (e, IR, %, LR, BhiRR)

L

5
i@ (AVF)
B A i A D TR
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(3 11) IR 7 T B E A 1

DHRE (B

Vascular malformations associated with other anomalies / R &7/ BE B R

PRIBA SSHE IR RS+
Klippel-Trenaunay JE it CM + VM +/- LM + VUiG#E R E PIK3CA
Parkes Weber JiE R CM +AVF + MJa#pk R RASA1
Servelle-Martorell i DUz VM + HiSffak R
Sturge-Weber JE R PR + WMEREENR CM + IREE +- FHGHEKE | GNAQ
MMz CM + congenital non-progressive GNA1I
limb hypertrophy
Maffucci JEBE#E VM +/- #5SERINE LS I + PCE iE IDH1/IDHZ2
Macrocephaly - CM (M-CM / MCAP) PIK3CA
Microcephaly - CM (MICCAP) STAMBP
CLOVES JEERE LM + VM + CM +/- AVM + JRitE Ak PIK3CA
Proteus JEMEH CM + VM + LM + FExIFRPEi R AKT1
Bannayan-Riley-Ruvalcaba JEERE AVM + VM + KEEJE, HRIATEEKE PTEN
CLAPO JE et THAE CM + Bim&H LM + JERFMs i & PIK3CA

(£ 12) EEAIHFIREE 2 IRE IZE EN DR
Provisionally unclassified vascular anomalies / B & HI1Z 4558 IR #E 72 R 52 J KBS
Intramuscular hemangioma / A PN IfL & &
Angiokeratoma / #%f4 & &
Sinusoidal hemangioma
Acral arteriovenous “tumour”
Multifocal lymphangioendotheliomatosis with thrombocytopenia / cutaneovisceral
angiomatosis with thrombocytopenia (MLT/CAT)
PTEN hamartoma of soft tissue (PHOST) / PTEN & ffiie s £ PTEN
Fibro adipose vascular anomaly (FAVA) / #R#EHE 5 MEARE 5 PIK3CA
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(3 13) PIK3CA B sk RAEMBAF(PROSIZ & E 415K E

PIK3CA-related overgrowth spectrum / PIK3CA B8 & ik & JE R

Fibroadipose hyperplasia or Overgrowth (FAO)
Hemihyperplasia Multiple Lipomatosis (HHML)

Congenital Lipomatous Overgrowth, Vascular Malformations, Epidermal Nevi,

Scoliosis / Skeletal and Spinal syndrome (CLOVES JE{z#F)

Macrodactyly / E451E

Fibroadipose Infiltrating Lipomatosis / Facial Infiltrative Lipomatosis

Megalencephaly-Capillary Malformation (MCAP or M-CM) / E.fMJE-CM

Dysplastic Megalencephaly (DMEG)
Klippel-Trenaunay JEMERE

(F14) ISSVAEE L0tk D PB4 D%t

kD B4

ISSVA S ¥l 1T 28 (B 4

<R MR >

Strawberry hemangioma / V5 kI 1E

Infantile hemangioma / FLV2 %% iE

<JJRE BT >

Hemangioma simplex / Hifliff il & &
Portwine stain / "— s U A BB
Telangiectasia / Al L& YE5RAE

Capillary malformation / EH 4 777

Lymphangioma / UV > /& &
Cystic hygroma / ZEfuttt 7/ on—=

Lymphatic malformation/ Y /7 E /(U o i)

Cavernous hemangioma / ¥R L& &
Venous hemangioma / &R{E 1 & i
Intramuscular hemangioma / # PIPN If. 4

Synovial hemangioma / {5 1% fiE

Venous malformation / iR

MURY A E OB 2R LTS 28, MRS TIERS, R BRI LD 5,
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2.

H

(&

1) EBZERR
ARE T O BB BT EDNDEX VT (BEAMXHRIZE . US, CT, MRI) DHF#LE
R, BIOBRE S E

WREFPERSSS - IR 2T 0 A 50 BEGBITO B RIL, (1) BT (RTE, K459
AR L OB | () TABERHE, (3) TAREH R - KB T D,

MWONDEX VT (1T EE MR BAMXHREE . CT. MRITH2, F1Th, 2k
RELRBEME OB DB T R A EMRINH L ER D, IS &R IR EED K EWT20,
—IBDORFER 2 G A A RO T, Bl A% BHYEL TITHOZ LT EEARMICEID B2,
ZNHDOHMNG, DR OFEFE LB Z KO B IZIGC CTEX VT & DR
JiEZERIRT 5, 7272 Lcapillary malformationZs E KRR IZIRFE 32211, 20l
KRR CTZBILoT W), T LH BB Z W2 LB EL W, BRIRAT RIZ LFLo
EX VT 4O EL D E ST JL A2 A | venous malformation <°lymphatic
malformation ® X9 72 slow—flow vascular malformation & @&k 7712 O X5 72 fast—flow
vascular malformation3s X ONRE PEIEIE 20 F5 L 1RE S EH 2R E 35 (K1),

B BRI R, 2o, (RIR B> 22 ] - BRI 72 Sy R RE IS N T= B X U T+
THY ., IREVENES - IRE a7 & G- ToBR O — 1B IRE 70D, BE R A DR AIIB
(brightness)®—FE({§ THY | FLIE & EA R &2 M8 JEMERR IS AR~ S5 A
DIEFEMERZE L LT WRE & TR IE B O T AR D % DIEREZ LT MRE 1R
DR R ZE L L GRODNDZEN —RANIZITZ W [1,2], BE—FE&ICIT—F
T IHERTERRTHIET, IWENEO MDA I, MEOHSLCE 2T L4 A
DZFHICE D, 7 SIVAR T ZIETIED D — RUCB T DML DR R B b2 R T
& BIRTE DB L EFARITE O E H A KA TE D, BE—FERICN 7 Tz
HEDELHIET, PRE VIR - IRE w2 O L OB N BB L E A RETHD
[2,3] 72720 BB PR A LR B AL O F ZE DRI I3 A 7223 BHSAER S
BRI 72 B SR DI L CTRER DI ZE DR, R E7RIRZE D IR D2 Wi L
Y,

MRUTHEGES AR B W TRV M AN REEA A L TR0, IRE MEIEL - IRE &7
T % & et ERIRE DB NT-EX VT 4 ThDH, MRITIIIR A OERALIZ G E T
Bl7e AX DA N ZIRINL |, BAL T IR B H DV X R W 2 N 2 7= — 05
A LA BB OFHI S EELLY,

FEARET2DMRID Y —/7 2 Aldspin echo (SE)F7zidfast SE (FSE)EDTIEFHE L.
RERGENHI T25R 1% £7-1Zshort TI inversion recovery (STIR) T&5 [4-7], AEIHHNH
T2 S DVESTIR T, JRE MRS - IRE ST E DO Z< BV EE BE R 35—
05 CRE B DO RGN DOE B3 I Sdu, A LD NI AR BB RS TR A
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DOFFHNIAMEE 725 [8], SEHDVNIFSEIEDO T2 FHEITEME L TH BV s, STIRIE
T2 L TR PO IE MR D= b AR E = | T2 G 2 MR Ig L7
LA ZIESTIRZ H D OTE (ma—RE) (ZR E L TZIZO N BB AR L0770,
MRICHRE PRI LR R TE D IR MEIR A LU CL IRE AT I TE R OGRS F= 03>
TR LD DAREARD DVIIBIVRDIFELL TROLNDLZENE W [9], £
7-fast—flow vascular malformation=<CHR"& M:HEIE D —E0 %, BRI O ML HE O3 I &
g2 AL TERY, ZIUISESHHUNIFSEL Tllow voidlZ k> THNIEN RIS 5 L7e 7
REREE G S L CEROBILA, Slow—flow vascular malformation Tl /2N O MLFEHS
TFEWVHDNEZ LN, flow voidlZFRH BV, EhiZvenous malformation Tl
R EFEE D/ N S22 A IRAE SRR BT L T 5, #fIRA S flow void& [RIU<SE®
DHUMIFSEIE TG B O &L TR S D23, I & B0 RS ER Tl e B
2PN, T2AY —D Y9727 T T 4 hma—iE (GRE) CIEIME B EfE 5E785
DIZx LU TERA TR E B2 T, IR DN eV ST SB35 Z &M
TED (7], FNTHEBIAHLWGA L, BEERESCHMXBEE  CTOH
RebHbdTHErT5E L0, ZNHOEHE TIHE DB R E-CIA Y | JE FHOE R
FLfER L DN E BARZ R 5, JRA DOTERESClow void, #lkA DO F e XM IRE
PEREIE < IR AT T O 2T OB NS AFLE FTRRETH DAY [10], TEHE
EAE HWIEI NIV IEME THD [11,12],

E A2 T 5. B OEEMRIO 75T MR angiography (MRA)Z 14
THIET, AR HME OEITCMITENREZ L LD ENTED, — %Y
7R EMRAILIE S A 2 GOl L7 D35 R ERAL 2 48 RV A TRV IRUIRIR 9751
DOTHY ., FLASH (Siemensfl), SPGR (GEfL). T1-FFE (Philipstl)&V yo7-fast GRE
EDO3D-TIEFUGE DL — 7 ADBHNBINDZ LD\, T (L time-resolved MRAL
D) EDER R IED I K L CETERY, 2T — XA S MRA LD IR A R RE A <
FOEAL O BN FE TRV IR LR AL 2 R T 52818 TE D, LIZA > Ttime-
resolved MRA TIXBENR MR & AR MITED X BN TEAZIT TIde<, A E O
. v hOF I O J5 S0 A B ER R OF IR E | G2 A TENEE T
b & FRCIBE R IS B W TR SLD [4,7,8,12-14], Time-resolved MRAD
#121%. TWIST* TREAT (Siemens#t), TRICKS (GEft)&EUNo723D-T1WI fast GRE}:
DI —H L ARHANSIND, ZIHEEMRAICEN T, RZICERIEIEHEEL TEY
BN INHIT SRR B AR T 5, T EEE AT OEBR IR T 22T, FEHFITE
WL 2 & O TR AN LT 2320 E ORI N Al RE L 72D, ZDRRIZE SEd
HUNIFSEIEDO T84 LW VIBE (Siemenstt), THRIVE (Philipstt). LAVA (GEfH)&
W 72 GREJE D 3D-T158EFAE A FH W13 H 28, SRt R N <42 M 0 MR RE S
[4,7], ZAUS3DIRGIETELNZ G T — 218\ O ZE M 0 fREE NN 2 T e 27
AAREEE TR T BV NS T- R aH L TRY ., &R TO subtraction#j {4 <°3D
AR H 1% (maximum intensity projection:MIP. volume rendering: VR)Z & 5 (ZAE
CELO T BRI ATEDNEN, 72720, 3DIREITIZT T—V 7 VDT A ok
HHY | EENITIINE VST RS D, Fo KRR M TMRIO A~y 738057
| AN E% OMRIZE E O FFPE I U CRUN FR 72 M = Lol L C&- fE R TMRID f i
{BZATO, BRGIEERIRTLZENEE THD, EEANCEL IR RFOTE 5
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FHEZ L CHRRITITME R T2 EDNZEELNE OO A XORREE 52 H B D A DY
BITITEZPEM AT THHIOIZ, HRNISCTH W T 0 E D 05, 7235 MRI
IR DR LA Lﬁz%ﬁﬁﬁ“(%%ﬁ% FAROGE I IUIT U ESE S LB L 72
HZLICHETDREDNDD,

WIRE MRS - IR 7 T2 D2 T 36 1T 2 BAMIX KRR 52 DX BN IR ERI7E03, WA
T 58 F%@“@{X{FEJ%Jﬁﬁ?"ZD@ ﬁfﬁiﬁ_&ﬁ)%é Bl L{X{Fﬂbfl/\é
IZE OBASRCE AL, B WIL, R EBEOSCm B Iraid e -0, Bafi {X{FEJL
TWAG AT OE M - BB ERBOTVTHZE0nHD, Fo, HXHTE
VXE HGER AL D ik B (IR 2272 L) X°venous malformation(Z 31T AEARAT D F:

HIZOAEHTHS [1], FcA /NSO AIKIBAE &L TS s,

CTH X G E L [FERIZE - B OFHE-CHIR-A O HIZEN D, SHIZCTT
(IR D JHTESCJE P O 70 8O F-M RTRE TH DM, JHE DLV O [ Cld=
YT AN FRRED EVOMRID T3 ERECTHHZED %N [6], LrL, CTTIIA A7
VIR EATHIZE T A D IMATENEAZ TN T 52 L3 TE D, Frllfast—flow vascular
malformation{Z 3BV NTIL P AIMLE Lt H IS 2[R E L. CT angiography (CTA)Z1ERK
THZENRIEEHE O CHRALD, — 5 CCTIX SRR O RERHY | BB OCT
RSO H 72 CTAD T 52 1 38 Té“%f%é FRIZREPEIE S - IR AT T O -3 1
RN H HHL /NI U BRER 2 MEO A IZ DWW T T A B
I ZZERL TEARYIEL T 5 (as low as reasonably achievable, ALARA) | DJFHIIZD-E
D, PRDOVAI ZHBE LT ECRESNTIERB0,

[ mEm-RESHOR |

YES FEMEL 2 NO L

y A

(ms ] [ mEmp

&

IL

1. mERMEES (FLR
mERELEE)

2. TDHDRERIES

1. JRERT |
|2 zotoBBERE

BIREDEE o

ARZ 2 (VM) 1. Low-flow vascular malformation (§%ARk
i BAHRTHAIDFHIRTRESD)

[2 zomonsmz |

X1. ZWro7e—Fvy—h CCHR[13,15]E0E LTS5 H)

High-flow vascular malformation

(BFFARF L)

A 4
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2) EIRBWE

1. IRE MR OB 2 E

JRAE PRI X RIS . SR AT IR - BE SRS (locally aggressive or
borderline) . Ifil i P fEE72 & oD M E IR O 2 7o B OIR 2 SMEAE T 5[16], AIH
Tl BAPERESE U CRL R M 4% B & e Rk i 8 Al P R B M A & L CO AR Y
R M8 N B IO B T RAZ DU CTHERIL S D,

1) ¥V K (infantile hemangioma)([X| 2)
(— XAy SEIE)

LN ROHEE DR WEEDO 1> THY, (RO FRRMMEEEF KR THDH, £
60%I32E T IRFICIERR O 72\, FEBHI A B THIBLL | 1.5 mktE £ THIR D]
(FEFEHD AR T, 5 i E E CTITHIBGRHMEIN T 5, Bt 1 : 3 THIRIZZ W, 5
EALIFXEASAES RS, U DIECTH D, ST FIZHELTZG AL strawberry
appearance., {&uh% 4 Tl blue appearance & %95,

G

53 FAF I C PR L L AROBE B & i B DNVRAE L7 FE MRS Th D, BEIIZ VT
XM EE 7 fast-flow FLOIFE THD, BT —R 7 Z1ETILFIE DB OER ML H
S5,

(MRI)

R CIIBE RN, IR A 2L, T1 Mg TN EE~IKE 5. T2 RiiK
TEE 5215, EENCIUZIC flow void ICLDEE(E SIA R0 A0, B RAT
FECTRODLLH72 v NI, Dynamic study CTlXREHLDE— 2GR IN,
NG AT RACZ UL, JE PO RIEIIFE O 720y [17], 18058 1 C I ME s Mk A%
[CEHSNADT-D, T1 G ChENZ R U7 @15 Bk B L2 801272 | iE %)
RITE 5 [17],
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X 2. HIE FIRIMENE infantile hemangioma

(A) M E SR g, (B) AIIEAEE S G A% 4 » H R A AEEET B R D
e FE~RTa— O RS AR5, (C) T1 5RFHEGAMTG ., (D) T2 R
BT . (B) BRGNS T2 sRFa G i . (G2 @ Ng N End) T1 5838 E A
Wrfg: A=t% 6 7 A I MRL G, [RIEE IS TIWI CIX5S(E 5 T2 7838/ ARG BnH) T2
SR AR R CIXEAE 5 CHERNIZ flow void 2§89, Gd TIIH)—ZiEE ST\,

2) S KM% & (congenital hemangioma) ([X] 3)
(— M) =HIE)

LRI LR B LR R S D03, FLIR M E il L 7o & TR BFER LI R TE
THAET DENRNRE VIR ThoD, FERITBIROREHEA B TREH KT
DT ETARN18], Rl PR R | LD & TdOBAAME e R M if 8 I (RICH) | FF 1B 14 5
R (NICH) | #845 aBffe 1 e R 1 & i (PICH) O SFEFRIC /3 FHS T D,
oH 72T OB DA TOBZKITEELL, iR E AR NEDNLIRNE DD,

()

FLIE M A IR 7o FE MR A 2 229508, FLR M IEIZ H 2D S5 R DA
B CHERS N =72 2385, JH PRI IR O i ABRCE RS v o h s
MRS ND, TGN D M CEA LAY — = a— e L TROLNLI LD B D,
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FR A IKALD RO HLA[19,20],

(MRI)
T1 MFE THRNEE~IRE S, T2 B TRE SR TERAARL NI
Tfﬁﬁ?iﬁﬂir B A7 25, LIRUITIEEN ST flow void IZKD M Sia
IERHITTY— :ﬁ%ﬁéﬁhé[w 201, RN O AR CEESEIX MRI CTiEsg A~ R
tjz}:foeéo KRERIREDOEAITIIIE I MRl TSN —2b 55,

3. S RMEIMA& I congenital hemangioma (RICH)

(A) JEUE MRI IR IBrf& ., (B) T2 R k& - 4272 5 H B

REEEBICA ) — 2@ 5 B R, flow void Z ) RSB MR A 2789 5 (KFD) , (C) T2
SRR B SR « 1 A RE, R I ZTH R L Td,

3) IRV PINEREINE N E (kaposiform hemangioendothelioma)([X] 4)
(—fxHySIE)

FIFETAE TRICAAAEL . Z2<IT LR ETITIIE T D, FEAEBEIL 100 5 AT
9 NEFIREETHD [21], BREPTREL T, RGO, W . BEEI o Al )
IR E DR OBND, T0RZ T T 3y Ay MR E G0 D [21] TUBL, (R
D B FEDE BT AR AT 563 208, BIEMOMERR 72 & DTREBICH I AT HTEN
%, MEFFITIR TR 2358 < | HEOMMM L2 TIRD > TWDT —ARL N, &<
(AR~ T D55 OB IS LG TH Ry N AV RBLRZ SO L0770,
ISSAVA ¥ ClEmari=iE « 5253458 (locally aggressive or borderline vascular tumor)

(RS ND,
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(HEHE B
RIS OB FUT AR AR THY | KBRS & @R S A —IIRAE D, AT —RTTT
(TR 5 B E ISFRD B D,

(MRI)

NS DEEFUTARHRE THY . WIS/ NS72 it ABIIRSCVE H§IRA 5RO 52 L0380 5,
BRGS0 K T HENHERRIZAREL . T1 58F% TIRME 5. T2 MG CRlE 52275,
EEAITIIA Y —ITEE IS, NEICH A 7Lz — ATk T2 i@ T ~E
T VB ICL ARG B AR D, T OB AME T2 enh5[22],

4. 2 » A B R ANERE IS PN EZIE kaposiform hemangioendothelioma

(A) T1 5RFHE AN 4., (B) STIR #EKT4:
SHERIZBE AR B TR — 7215 B8 E 4 B3 AR IER N A bNS,

2. IRE&HHOERZ

ISSVA 53 FH THRE W T 13— D IRE 77 TR 28 70> 5 a5 BLAT AL RS 77 T (simple
vascular malformations) | 2 -2 LA D JJRE &7 JE 9 22 MR AE LT iR & BUIR & 47 B
(combined vascular malformations) . 3 OVRE A7 FEJE B % (vascular malformations
associated with other anomalies) |Z K&/ FAIALD, HAMM RS AF RIS OIZ AR M.
B, BRETE, Vo NEa I (Vo g ) | B Rar i lc o Esnval16],
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1) BAIME 277 (capillary malformation)

B g | REIEIZ A U7 B OILIRIRZ T b, KIBDIFHZ Th D7 BT A
(CZ UL, B E LB IR A O x5 L7 H720 23], o i E F R LEOAIHIITER T
DD DD,

2) ## kAT (venous malformation) (IX] 5)
<R >

ARE 7D 44-64% A4 L. FebBEEE MmO [24], TERERIIZZENIR . TR IR,
YL IRER O e ﬁ%i%L IR LAk 2 oo e 2352 LB T ([25],
ARE VLR FIRFIZ 9T ff?“%)%@z’))%’?b\kéﬂéﬁ FERNFHL T 2013/
ﬂ;ﬁﬁéﬂ;ﬁﬁ>%$$ﬂ;@75>§rb\ & N RRRIZ DD NEDOW I EFESEFFoT-ZRDWE
B AREZRFERIEN M O JE R & L CRERR S LD [26] HR P IE ToRLEZEAL,
IMARSECIEYE , SME ., RIE IR S B 1 &725,

TSy AR I 40% DS UU e, 40% 2 FESHER ., 203K THH[24], FRARETIL. ITfED
Rl M E 2 5 K/ BAMEERAR)S DRSS AU, 99 % D3 FIVRE MDD &)
FTE A ChD [27],

IEERTRH IR OV A X NLE | TR OE S LE T, RO FAMEDRE
72 L MR Ok E D @D R N EE Th D,

<HEPE >

—ENZIZE P ORI L T —H DNV I RS — 7ok a — DIEE S DR AN
REMEIZ AT 205, IRIGHESAA OO0, WmkiEEE 9500, lra—ok
BEREAT U= BRI AR 152 R T 20 O TH 4 THDH[28], B H 1T EH THRENE
Wi g2 HT A AOID, /NS T e DB U TR AR X @ L R S, R8T
LW Z e B 5, T2, (acoustic shadow)ZE) EEEFEEIS L CHEHE S NS
R T, FRIRAT AR B 23 T R T B (31,

R7°ZClX, BAEME (monophasic) TR D ML A FERE TE D3, 20% D EHRATE
IR 7T TR MR TEARN 3], 2T AR IEE TR TEARWEA &, ke
TERUZ RO BRI MR RN & O D30 5[6], il 0/ VL EEZ WD E
WNEBIZR T3 7 F VISR LSO T W2 ED3 D,
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<MRI>

RENG#NHI O T2 58FG> STIR 13X, W2 MR O ITEENA[5], EH . NH
FHEIX T R CTHENOIE B, T2 B STIR TR BE 275, BAIC
Ko TiE, o3 T oo ik 43 % B L T fluid-fluid LLa B35, 1nfe<eH
MA3HALEIE, T MR CARY—REETERTHIENEZ N, EREOT AKX
IR EVIRZE I IFERER O EE 5D T2 5FHG THLILDDY, NIRRT Yo R D
AL FENETHEE SIS 5, Mg HEE i;%%fw 1RAME TR TR
g7l % SLORIZIED A 35, MU CIXEENCIS - TS PATIC O35
B3 HA10], REZIXE . B, BAFTPNICHIRZE D K5 2R R 722 RIS IR
Eﬁiﬁtﬂf‘%ék%f“&)@[lﬂ\%%%E&iE@VH&/X’CU&Eﬁ@ﬁ RN SERAN
WL AR L L CHERR S LD,

BRATTAZ BT IR ENER NI LIEL . SE ETHAEWNERIZ flow void 1XERH B
72uN [8,10,26,29,30], H A 12> TIHKAE S O Fnik &R aE . A2 b U 72 IRE .
FRA72E DN flow void £RICHADZEHHHY, GRE {EDERE T1 58FHE T flow
void 1T END IR W TERNATRETHS [30],

A F Iy 7155 TIIIR B TRRAR & A DN 7o SV TOS AT LS 541, SL5REE
ITUTRE R E NI IE R R R B S 41 5(8,10,26,29,30], (71L& % 90 Fof2
f“ffﬁfz{ IEEANNEEL, AVM KOBASNTIEVNS,10,26,29,30], 1 EAEM T
I O FAMDE N R AR H4,17,30], EEERRE O GE N H D ER R

REERIR AR DYRZ DIENESITND[4,17,30], 1R Z7-TH L CZOFE
mﬁz@gw)@ FRIEAHOIER MRI (X2 OREHNIZE L TWA[31], BB —

PVIE DRNZERTE R PIRRR 2R 1L BB AR AR TE T R UDEER DS ND T
ReExinsl9,13,32],

R AT 135 B .fﬁ"rﬁk@{¥ﬂi%“f@fﬁﬂaﬂﬁ OB %509 573, mass effect 13—
W HIZE D 22N 5,17,33], B LIEST MR H IO OAEBRBLETH D
(5,17,331,

<méﬁ%

P A B S N G TSN D Z ST E 2R, TR H B TIT O DR A O
Eﬁ%%?ﬂiﬂﬁ%ﬁ T BALIRIED VAT HEER 1IN, BRI L D& b,
PRI 2 T ML E NSO T2 WD O IEF ME ~DIZ N ALINDHD
FIRIWEDHLHEFRINE N ROENDE 0, FRIRILIENADL0H DD 4 BT HEAL | i
{BIRIEIZE A ZERR VAV 2L TGN DD [6,34], FAMEDH 215 It ML 5 23
RoNDL0, FIRIEEN DN OIZEEALFI N EH TR DIAZ 3B | 1E#
SR DWW TEEICHRET T D0 E R HLHESID,
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<CT>

AE IS0 MRI AR TR 20D, FRA | BRI ORI IR "I EE T
55, FAEIIMEWL D DUNFIAR L — 72U A L BIETED ISR AL DR
—fXH) T D, CT 1%, MRIIZEL L T RO 2 3 9~ 11 <720 6],

< LA X MR >
WA RIS DAFAERCFRIR A AR T2 LN TED, Fo, B OEERECA 075
W22 E OFHEG ATEETH D,

5. 10 %1% B F#REZ venous malformation

(A) EBEHEB E—NE: FFIRAIIEERE (acoustic shadow)ZEDRGHitEELL T
RS ND, (B) i BEENEL B G2« I B i MUl O s ARk S IR L . PREBIC # IR
1L 2 D0 R ZZBD DR, (C) MRI, STIR FEIREH & : [FIEALIC—F L CTafE =
Zon G IEIE 230 GLBH 70) . WEIZEIRA DEE A DD, BMIBEE TALLD
FOZLDOFEHIEE DR HLD, AT DHRIOFIRAD MRI TiXiHEnsizH L%
255, (D) T2 s8FHE AW, (B) T1 58 &K WS . (F) STIR KR4 -
FRIRAT IR 7908 T2WIL STIR TiEfa 75, TIWI THREE S 0RAEL L TliHiEh
%o WEBIZIZ MM 73 2 B D T2WI AR5 5=, TIWI &5 Slka iR ed H(REH), #
ARATINT IO — 7 ATHIRG B O MG L L TS A (A,
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3) Vo NEHHE (U NE fE) (lymphatic malformation, LM)

FENCHREL TV E NS5 slow-flow type DARE #71E TH 5, 2018 4ED
ISSVA 73BT B A RIIR 1O T LSS NS [16], AT, RITRLE
common (cystic) LM, GLA, LM in Gorham-Stout disease (= —/ A7) D @& ZIHTIZ
DRI D,

% 1. ISSVA classification for vascular anomalies[16]&—EFkZ L CH|H

Simple vascular malformations I a

lymphatic malformations (LM)

Common (cystic) LM

Macrocystic LM

Microcystic LM

Mixed cystic LM

Generalized lymphatic anomaly (GLA)

Kaposiform lymphangiomatosis (KLA)

LM in Gorham—Stout disease

(a) — BB (FHEIR) V> /N B (common (cystic) LM)

< T >

REDORKEIIZID, ~7as AT 4o 7)o REFEIXE) LI Tay AT 4w 7Y R
B XD FESND, BIROREISITE TR ERITRVA, @ lcm
ZEZX RIS TND, ME DOIRIELHY ., ZIUTIRETE S s, 85 I3 HAE
PEDERE L L CHERI AL, H MO THE R 9 5(17,35]), Vo NEFFIZEBIZEY
KEEEZTICET D0, FIREGEERRVERIIL 2V, ~7as 2T 1w 7)o
BETEOIIHIDMEE ILEL, £ TR RESNDIENZ O DITHIL, 7T AT v
IV B IL AR IR 2 THEL T N HD, ~7a AT (7Y N
AT EICR FEBEL THALN, ST AT (7)o 7S TR B R E T 5
I AT B3], 7T AT 47U VE R L TIE ., OYEAMEO AR IR L JE B
DY R Z D DD H[5,17], FEATATZET IR 2 < (70-80%) | K24
AL\, AR KRR CKOE P KM 72 & ORE % 18 355 C, BUEMRiE
ER0T5RD, O R (20%) <2, AR ICHFEET S [17,35,36], VORI
VIR OB O k2 T R R DRI /2 5,
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<EBE PR >

AE TR X7 OBRRIPER A ISk L TR A Ak B E—RETY
B R E OME R RS T CE D [2], v IR AT 4y 7Y NE A T L MR
ICIFfRERE CERERA SN o — A L L THERINDDIZXLT2), I/ v AT (v
IV REF BT NS B E I s o — LU T SN D 2R B 5 [37], 2
1T/ NI DS DEED interface (Z72DMHTH D3], I AT 47 7NE Ef
TEATH PR L NI IS B O 7 7 U AR 1S R i T ik & & Te, BT —NK
7T IR NSRBI IE S FE R RECRREE N JE PR E A LIS, BRI
IR SR 2,3,9],

<MRI>

Vo B F IR T2 iREHE S, STIR B CTafE 52, T1 M CIK(E 5
AL THRIHESND, RIS/ EL RN B 205 Dk 2= 97171, 8
PACHERIRO L B TERROFIR WO 28238 % [38,39],

~ IOV AT 4y DY NEFTIGIL WENC ISR Y2 o 755 TR —
P15 R E A R LTV [35), IRE L& L7203 2858 135 5[40], THUEEIZIT, 5
MIRE N RDBRONDGED | EENRPT-EVL RN G55, FERPENIC
(TEE A RIT ESA20, ZHUTFRIRGT TN I E NI IE R R D AN KT
BRI L &7 538,

AV AT A IV NE B IAL D NS W DIZE IR LU TR LA T2 e
BHOHN, AR BIXFEARIC T2 HEFHEE, STIR B CTEE SR 4. T1 SR & TG =
JRAELL TRINEND, BHEITFREEE I RE BIRND | NESRFERIORRBED ISR
BHRCIRTE LT B ARG T 0 I Z O OV FANE OB RN A HI[17], T8 FVENE S
RE DA D ENRET T EE BN N L 72 H 2 L3 526,39,

<CT>
NIV AT 4y ) NE BTG B E IR TP R A FED AR IR N A L LT

HEHL, B ICRED G R R 71s47[35],

< B X iR >
BT X SRR IS A DA ) — = T A Th A,
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6. 17k 27" H ~o/as AT 4oV S

TERR 21 IS SO FE AR A e RS, RIERIT. 728 37 3 4 B I2# £Y)

BICHIA, 4 TRE, ASEEICEH U FEIRMERAZRO 5 FEREERZ L, £k
8 7> H IR IE CTSHE B S IR M T, MBI B BIDOSESS MRI 23 Ti
iz, ZOBBLEIEDM Tz, (A) A E R RN &R, B) MBS
FARAERER: 4SS REEZ A T D KSR EIMIRE DY | BREED —EBIZ Mk
PR TEDN, WENC I IZ A DR, (C) KT T2 SRFRmE . (D) AR ETAE
FAEN T2 sRFHEE ., (B) SRETAERGHNS] T2 FRaRE, (F) BRSNSl T1 5R5H
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B (G) R ARARWINENAMH T1 584 : MRI TR 34 7 2o %
EVERIMEIRZE T RBED —RICIE N RZRBO D08, WEHER SR,

7.6 BIR 0 2T 4o 7L LT

A FREL DA BRI 2 F R S AL QW Bl KA L Ae 2 ke o7, BE
FRAL 725 ONS MRIFREE (REE ) Fht, 0% LENMTbZ, (A) AEEE
T ARAARN R A B T IS AR o — a7 %, (B) #ilr T1 78
R, (C) BEWTAEN#NH T1 wFRE &, (D) BT T2 5RFH R, (B) BEWr STIR

%, (F) & 1% VIBE BiWr MPR, (G) &AW ARRGHNH] T1 5830 E {5 : MRI Tl
B TS, SRR R R FAE BIHH0 (KHD) | &2 — 7 ATORE 5

e EEALIEE SNV ENDIIa Y AT 7 N E TR LE 2 HA,

(b) &H M NE Bg (generalized lymphatic anomaly, GLA)&= —/~NA9% (Gorham—
Stout disease, GSD)
< fREEH>

GLA 1%, 'B#% ITFE, . MR, BfiZe O ONTHGER R S W > 7o kR & Zelidigs icY
2 NE RN RIS DR 7e FER R B THA(H 8), 72 AEBILINET
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generalized lymphangiomatosis (25 U/ E B EO XAV CTETDS, B TERY
FECTIZZRWNEDBLED T Tl GLA 2FFFREL CTHWWO D41, Vo ViE HfE
DOFENLEN IR B I O DU T K OFEK ., JEKDRTEE | HERs <Ll
A, Vo R EZBD D, GLA OO GIRELRE C R 7ok 8ER Y > N N ECHE
DA G T e fiE ] T kaposiform lymphangiomatosis (KLA) &4 &3, GLA O il
LTSN TND[16,42], KLA OEMGAT RIEL GLA ST 205, B A&In 28
DOFRERALRRIR A | 1 2 B2 R TR B L OB MERERZ 0 B N> 2355 [43],
F7o KLA [3HARRCMHRIEZ 1D 2223 %< R FE o ifi/ M (100,000/ w LA F)
RMAZ XL O ELTEIRENN OO I Z A LTZD 752350, THRAR THD
[43,44],

T — N DRI B VR LI A5 5y DAREE 72 H N > SHER O BE 2 R L 5 5
RETHH45]( 9), T — LRI EE R ERIRE DS THLD IR A ZRBD 5
ZELHY. FERFRES GLAIELEL T 2580155 [41],

<M X BRI >

GLA, = LFTITEREZ T2, Bl X B 36 H oo, Fi-aEsim
IEEBEEE D < BER LM X R ISR A DAY — = 2 VB ILD,

GLA, I — \MJFOEE AT R34 — =T 7 H 6508, B AL T
ORI DB FFEDFERI S TS, GLA TIEZ RO B R G AR D)5,
FEARINIRAE T BB CRBUE REEZ RS, FEREFIISIRZE D KREZ/2H W)
BTN T2 DD | SRR Z EDH[41,46], ZAUTH LI — LI T, 1T
PEDE B OB WG SRR T, LIRUIRIR IR FPH L7205 [46], BIRZE D%
FT— N LJREHE LT GLA THEILZWESNTEY, YT —LHED 7.5
JRZIT L. GLA TIE 30.7T IRAELVOHRE D DD [46], BIRED MOV THA
—\LJFE GLA TR WM G5, BEEE . Bl . W, g, FHEE -7
BB OREIL, I — AJFE GLA EBITIZIE2FITROOENLDIZX L, JH H
B A, ETEREOCSTEAMBEKORZITT — L[ T 26.3%, GLA T 87.5%&,
GLA THED W46, F2Z<D5GA . MR B DORZEILT — LJ56 Tkt
TohHH, GLA TiIFEsERerE ThH[46],

<MRI>

T NI IR 2GR AL R 28 258D | BT ALAR IS 28 38 9 28 (2 e
LU CAFTET D, #RESHARIRZ 1L T2 i CEfE 5 nL ., ks zh i
B B[46], GLA TIXE IR IR T 28GR IR A 25RO D8 FE 130 72
(471,
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N3 LTV BT E W o T FEE s iR 242 18 GLA TEROLALHBE D m<
MRI @ T2 SRFH I CHRReE(E TR L Cittians,

23 BIREDFIIC S STIR BAHELE T 58 EbH5[47], STIR B TITIHZED
mE FICHiESNAZ LD, JRWEMRRE LD CT LHARTREDRTNAAR S T
HD48], &5 MRIIIRRIZIZ 45 5375 60 3EETHLOD, YRR HZ L. H
G 3 L ONFEE N a2 3T FTRE ThD |, W12 I OEERIZZ W7o b MR BB 22 1A H
THo[48],

<CT>

B RICOWTIE, OFAMZE IE MR TIOBABIZH S D08, WS g
e IH7F 2k CT TRYBARRICH S D355 03549,

M CT TIFM AL LFEAKDATHE | /NEF FREES KU S E RO LEZRBD D
[50,51], FFIZ KLA TIIHtRRIB LV R BRIZIR > Te R MEIER 22703 B SESEH NS
MPED R AR FE R ELED = e 8 H[41,43], HAITT — L056 Th 3R 1238
BNAZENS, MIAKDIFIEICED GLA L — RO M EZER T 52 LI INEETH
% MERECB NE N D REJEAE IR 28 1 T Bl CT CIRIRIN A R L, Fili 2 OFE B D 15 8240 5
ZE9[43,51], /NERFEEE RS LOWE ORI, BRI DY D P ZERE
TRAEE TN T B ATREMED 5 [49],

HEES CT ClIMis/n & O T g Nk O Z RN Z 7RO D213 B0 | IE
Kb HHNHDH141,42,49],

<HEF A >

99mTe-HSAD(A IML{E 7 /L7 )% WL E R A Tk, Vo \RGE TR O B
8 <PV HH S 2 B PIRE T D, A Tl 99mTe-HSAD Z Ml /@585 1 BEfEiz
R VEL, BABALICIN U T2 H A 7 Tl L CF — X2 g3 28 mifg o 4 A
FIvI7WNEETT -T2, SPECT(SPECT/CTHRIE AT, MK K ~DEZFED S
INVETERT HLEENH LA, W, 3 FifE1%. 6 Frf#%., 24 BfE, Luvol-X
AT TIBIREZIT,

YL /X% scintigraphy CTl, fHANSCE NOILIRLCY L NE I FEOEFF 28
»5[48], SPECT/CT Tl M OEFEINLZ EMEICRHE T [52],

<A >

IR 2 (B R L CHIGET AR R 23RO D EM BN -0 | RAENGEFO G/ 2@ L
7o V=T B & JE i R 1 2 LD E BB EAER TH D, L, GLA X° GSD IZJHE N
JREEFHIZ DT D Z DL WO ARG OFHRIZIZ T, TR HiZEE £H2en
EAN
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8. 10 it 2Bk /9% gt (generalized lymphatic anomaly, GLA)

2 AR DO FER LR EVCTHRIE, AilE CEIRMEFEHEREL CHRE AR Th
ST, FED AT L TR L7272,

(A) BIE TOSEMEFN X AREREMIE A : C2 th 25 O BB IR T2 QD35
PERSTTHEL TS (RAD) . (B) &5 firse DEROSAHER A5 (O 2H B iRk
BROGEH IE T  SHHEILATE O Mg LRI THL0, HEEITIZMIEFT bk &G0
BLSND (KRAD, (D, E) BAES CT ‘B &M-pilts: Fheam lHERICZ DT
BiEEGHY, HERICHITHHEBEZEO L FRREBIINR DO HD I HZ D)
(RED) ., (F) KR CT e (1.25mm J&), (G) KERiiEs CT B4Rk
T P A S IR 2 < R D B 25 0, C2 (SRFN) & T8 (SRER) IZITRIL &Y, (H)
FHE MRI SR T2 5837 5(3.0mm), () FHE MRI JRIWT T1 5RFH M (3.0mm) |
(J) FBHE MRI SARWTHERGHNHI T2 FRFR Eif5(3.0mm) : CT THRONDIFZEIZ—FHL T
B B IERO D, (K) FIDD 2 T ORGEE CT B SRR B i i -
REIRNZEAEARE T, EATHEICZ LY,
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7
s

222700

e i

@ e

5N , B
9. 18 k&t I — 295 (Gorham—Stout disease, GSD)
A K DR H B CRIES 2, MRS Tz, AT OKIAK T, Fkess
TOLEE 10 By OFE 20 ONZJE PHEEHA A R AR & U TERIRL | [ BRI
Gorham-Stout disease THAHIENFEHIIN TS, 2D, firEiroT, -T2
DX, 20 ERFDEBR TH D,
(A) SEAZRES B X AR E R MK &8 10-12 BE OB g M LD
HiVD (L) . (B) HEBHLE CT BT, (C) B SRIF AR B CE ), (D) B &I
MERCEGGER), (B) Mz 3D FAEREE : M X SRR L [RERO P AR T&
%o HERDZEALHLES (5RFD), 3DCT TH 11 g OBEHEE A RbRETHHIL
O RHRR) o (F) BEWTIEN#0H T2 s&fAmfgCE 11 phrEL-~VL), (G) &
KW STIR BCE i), (H) SR STIR 4GEH): i MR Tldiai M2 b P (KR
I ) W R RAR 1T B SLT2 720005, 5 11 I L~ O ERSMRIHRER A% (SR EH)
(XTI L 278 D,

4) IBARIRE E7
BAMARE A2 2 DL EDOARE IR ENRELZLOTHY, L FTDOLIIZ
KE & IR T 5, IRE ST IIEERED —JEIREL COA L LTS,

® Capillary-venous malformation
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Capillary-lymphatic malformation
Lymphatic-venous malformation

Capillary-arteriovenous malformation

Capillary-lymphatic-arteriovenous malformation
B B, BAETAOBINRE A IS S T 5 AnEons (FIRE A TEOHEZ S
D) IREHRE AT B2 & OF T DIEGERRIC DWW TERIEEDEY Th 5,

5) BEhEHRETE (arteriovenous malformation)([X] 10)
(— MY EIH)

EAMIAE 2 SRV EFRIROY) & E ThY | Bifke v M —~ 85675,
T U MBIZERE ME OBEGERTHD T AX AR %2 7o REOE LR | Uit
AV IS OPLk - WELT B k72l D 2 WAL EED, A TRENDAFEL ., B s
EHITHIR T B, BEH IR/ R E R E L NT U AD A ROIME 5 LR | T HE BE R0
T, EFRARET D Schobinger ERAIH /382 W CHIRB ST SN L0 %
53],

(HEH )

B E—R& CIXIE O PIREE 2 /R T IR T L= B 238D 5, T —
R ZETITETAIRD DT —R RN RAOIND, 7SIVAR T ZEETIE, WO EUA
DO HLHELT S v MEEAZTRD 5[9],

(MRI)

PESRU T A BIARSS T A Z A1 T1 504 T2 5RFEICTHEAS 5O flow void &L
TROLIND, MRA 1T A BRSO H IR O SR E L O DICHE I Th D,
Time-resolved MRA &, &V \RFF 53 fRRE & 22 0 FRRED M NL2S FIHECTHD | Jii AH)
RO D E G v MO FRNE , R IRER O S e 5[14], PRk M4
VSO FTEMERR /313 T1 98FE TIRIE 5. T2 MG Tafe wx 2L, EeiEN
il T1 R CEEIind,

7% B ER R AT 2 D Schobinger & PR IH#1/0 FECCHR[23]1 LV ZE LTS5 H)

Stage | B 1 FZ G AL . 3R

Stage 11 PEIE Y] L FAE) S OBEEL, HEK
Stage 111 fift 1] PTG TR %, Hi, e
Stage IV REREH | DAL
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10. 18 e Bt ZA T EBOENEIRAFE (arteriovenous malformation, AVM)

(A) T2 FRFHRREG., (B) T2 smaitsisrg. (CxEBAaNGms T1 5wl R
(D) &L NN T1 585 KR W% (E) Time-resolved MR angiography R KK
# . (F) Time-resolved MR angiography &dkWH4E (G, H) & &5

B R E IR MR A L U TR SR WD flow void DEFEDBY time resolved
MR angiography TIZFBIRYGE, A& A BEEHIRE A HSHT0D, M &
e THENOLHERIND,
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3-1. MERKRE (MEMHEEE - MEHE) OREZH

1. MEDOEREEE

MAEIFBRR, BMME R, HIGRICOT O (K 1), BIRITOHE S 57
H S D MR 2 ARSI EM U, B C ik & A&k O ] O W E #2372 S .
FRIF LR 2 BT R LD DR B Dl & SR E 2 Ri2d, £ T ot
EMELC, MEOHEE - HEEICHLEORALND, B, 2 OEW T MmAEE -
RS ST DIRREIC BV T H Bl & ks D,

BHARIZOR S Ko THPEEIIR, FPEEIIR, MIEHARIC0HH S v, BEIXFRIR & bk
LTHEL, BETIRYOH LM EET 5, BIREEIINEE - 5 - S ED 3 3
g2 &0 NN EMIRICE DN EWE, RIRIEEG 2 S0, SR
FRAEMERE MR D 72 D TH D, NI & FIEO BT XN MR, I & SMED
TSN EEAR DA T D (X 2-1) . ENENDJE DJE S PRy DEIE 1L,
HIROFEIAIC K - THERR > TV D, MEME - 8w OREIZE L EREGY
X, [ FEpURE 4772 (vascular malformation of major named vessels) | #B&
T AT & A EIIATEEIIRD S MEIAR L~ TH D | AR TITUZBIIR & 1XZ D
LUV OBIREFE S Z & &9 5,

FARIZR S & o THIERIR & FRIRIC D S v, TR L~V OFE kD
PRFICAFIET 2 2 &ENE W RIERTH Y | 3 JEEITEIR & ot L CRBIREC
BEGQE S, RO DRWAEILOEREZGT 5, ik CIINEMIEIZE btz
Mo, a2 e e, & < I L2 BRHEMERE B ik & 72 240 Z © oY (4
2-2) , MFRIR OB B AN S OIT IR A Rz 7220, IR & H s oo ] o PR PR 1 308
fethE 2 R & MIOERIRCIE UIE UM AR 2 385 LRV,

EAME XN, FIEBICEI TG SN Z<EWEEEZ D LITLIEZED
SMANZ JE B fifn &2 o (K 2-3), HEWVENIRSCEIR & . BMIME & OB ITLT
Lb BB TIE 0,

WRE O - MEE AR LK 35 H1EE LT, Bk e Elastica van
Gieson (EVG)Yufa<o, Sufgiflifib et (SfEdvfa) 72586 %, EVG Gufa Tldmik
FRAED T BAICYE D | BYFRIREE O BRSO MEE S FRR LO3 < e B 72
O, Bk, #AR, BRLEOHRICAHATHS (K3-1, 2), mERAIL, BIY
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DE R EEFURE L CRMET 2P Z HO, SURBUARSZ R L T, 20
AESRTEEZFRARD FIETH D, ME -V o ENE~—F— (D31, MENKL
~—71— : (D34, Factor VI, ERG, U > YEWE~—5— : podoplanin (Hi{K%
1% D2-40) . Proxl. LYVEL 72 ENZxd D0 Qe taifRins, & & U Y& OHjl
WCERHTHD (K3-3, 4, 5), BRI T 2L, e o
T (SMA) 1Tk 2B Tt L 725 (X13-6), 7odstogyutal, HEi
BRROEESCHRIFREN AR ThONIERBERIEE 22 2 b LiIFLIERBR S
Do

2. MEME - JRE A DREZ Mo EZEE

BRER & Hel U CIVE 232 < A 2R ZIZHOW T, fEkiT—#E v i Nl
JE] EWHPERRAMER SN TE 7, LavL oo NIEE] OBERIIE, M
PE D TGP ZE O, e RO OCEILE B2 & fRa IRt & £
Do T BRARIEIR, MARRET R, MRSy FEAEERALZR & ZIEIC T DB
O S N ZR R B PMER S, [Jl— OFREIZ 3T L THEE O FFFR
PAFET 258 b oD, 20X D IRIFHROEME S 25, WREDBHF-LPHL Y TR
A UsETEl, 2O a2k L, BRGSO 298 2 &1 T )
T 2L L5 ERATZDIN international society for the study
of vascular anomalies (ISSVA)Z3¥ETH 5 Y,

ISSVA & b LiC Lie TG & TapB) OB J7iklE, IROEY T
%, HEEREA SR ZBE L, I8 2T 2l O b ORI L T D
Gt TG, Mg OIRSa 7 EOEREE N & 556 % [HF) &l
T 250 WIT, Rk o ez Nz TR Z AT 2 IRE OMEE Z it L.
BRI A AR ET D, IERERZWT O T2 012X, MERIRCF R, A2 TR HIRZE D
FAE Lo, B IR 238 273, 72 EORFRIER G EE CTH D, £IITFETIL,
FRE REREBIFFA OB FERDNRESNTE Y, WEHBIEA R & 2 ff
H LT8R TR R b 2o —Bh L 725 Y,

723, RS A7 T BUE BERE O MAF TR A2 DV T, 2 OFFR R ORI 2> 5
EHORBEFHETE 2D TRV, FEFAL LTEDL ) o ihE &
TN DDEFLHET D MEILH L0, RHEHOBLEN G, JRFTORMEZW 4 L
D bERIRI R EBE S D,
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RITA B A Tlk ISSVA I > oW B2 2 LTV 223, B
R TCIIRELZBET D720, [HROAFRZ LENZS C TR T2 2 EDNEEN
Lo IBR T & L THHAIN TETLHBOEN S, $128HBRETEN
TUDOHFEDOERT 2L ZHPHPICRVEI bOLH L12D, § Tk
LTS R 2 AERT 2 2 L IZREETH 58, MEHEDHAFETH S Mulliken
& Young’ s Vascular Anomalies?»DHHHE « i Lz KENkbingk & 112
AT, Elo RERZENC LK WO 2 REMZ2REICBIT 20 2 TIZED
7T

e E OREYER 72 Im BLE2 W O 20RLE CTh 2 AVEHR B 5 5 iR Cik, B
PERES 2 [MEME)] & L C—20HEBIZE O T/ TND Y, THGlfEE AT
2 M8 N B D BRI O, M 7 & e S D BRI L THIE
HHNCHWONTERY ) EDORL#LH Y | [FIF] DFEEZRBD TEND H DD,
RN 7R & BT X D TEROATRITOW T O H1T-> T\ D,

HHECE RIS WHO 2308 55 5 ICIR W Th, ISSVA JET [HJB] L EhTnd
2213 Hemangiomas DIAIZ /M I CE Y . /MAH TlX venous hemangioma &
W o TR 1T ST A4 R E . intramuscular hemangioma & Vo 72 FE8AES
PACHRT D4HBNREL TS Y, TIEE] (220 Tk, AFA KT AT
FITHEH L CWAIRZE D 9 5 infantile hemangioma <° congenital hemangioma
IZDOWTOREHEIE7 <. kaposiform hemangioendothelioma & tufted angioma
WZOWNWTIE, kT 5 XD IZF—AXT T LADRE L L TR INTWND,

R EIREROEVER R EZECTH D Lever’ s Histopathology of the Skin 5
11 R CT% . vascular malformations & W9 HEEIIMFEH L TR 59, BMHmME
PEREYE D 72 )3T cavernous hemangioma <° arteriovenous hemangioma 72 & /)
HEANRZTONTWE Y, TI&EE] 1225\ T, congenital hemangioma [3AH
NULTZZIEE E LT bILTWA N, infantile hemangioma, tufted angioma [
capillary hemangioma variants @9 HO/NEHHE & X3 TEY . kaposiform
hemangioendothelioma (Z-DVMT X kaposi—like infantile
hemangioendothelioma D[EFFE L L Cidd#i STV 5

— 5. WSS BRI O MER Z R E C o D Soft tissue tumors 5 7 iR C
I%. vascular malformations & WO HHMNEKIT LN TRY |, [&F), HERE &b
IZ ISSVA PRI E S WA RA L T D 9,
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3. REHE (BhLEHE) ORED

AR A TS 38 TR TE9HER THRE IS O 2% 23 B S22 ) FIR 2o —B) &
720 HMBE E OBINE A B0, & 2 CF O IREMEIZIT. IRE O 5415
AT, M, BEREIE 72 EANEEN T D, IWEERZ I CITEIIR, B . #k. U
NEDI G, EORIHED X ITHIT 0% Il L, MR D E—Thh
X TEIRI RS &7/ (simple vascular malformations) |. 82D A DNREET
A6 HEAMIRE A TE (combined vascular malformations) | (Z43FHT 5
V. BiEICIE. BIERATE (arterio-venous malformation, AVM) (IX4). ¥k
% & (venous malformation, VM) (X 5). FEHMIME & F (capillary
malformation, CM) ([¥]6) VU o N&EHE (VU & E) (lymphatic malformation,
L) BEENTND, AW 1T, FTERIZREARAS S OIEIC, 27 T IR £ 5
T LMD AWM &g STV DN, BRIARE R IC ST D, IRAGH
IRE B T, AEE T DIAUIRE A0 &2 51128 L, BMILE §HRA T (capillary-
venous malformation, CVM) . U > N & kK & &  (1ymphatic—venous
malformations, LVM)7Zg & EFES (X 7),

@O BEFARATIZ (AVM)

kP L OFEHEIR, chbE o7y v MER (54 X R) B DA,
EDORBMMED XS BREIGTEENDD, ETED X DITHAAT D NIEAER],
JREINZ L » T TH Y IRED 0 AR S 72 FE FERRE A D 2 Tk AWM
& DWIENPREERGE B2 (M 4), 2ENTITHEICY v FEDIEN, Ry
77—z a—MAEER., FIRREO 72 & O bR MO A 2 i
THZENEETHD,

@ #EWRETE (VW)

AR IO L2, HDWIEA Y » MRIZO L2 T 72
DABLANC o340 U BRI < W 072 PERRMEDS SR O DD 2 & 3% (K5),
FTo. YRR OBEZI IR — 72 iR G FE L, SMA 1Tk S e ta %
179 ERZGIHEICTE 5, FHMEATIEH WD, JEEME ORIz mie) iZod b
o, ARIEEES 22 bbb, XBABTALNLFHARAIL. ZOAKILE X7
Lzt Tdh b,
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@FMME A (CW)

W & b U CBICHRSR Lo Ml om0 572 % (K6), BRIAMK L7fER] 72
ET M OMEREDEIE L, BIRET & HEDND Z & b H DA, EVG Refall L
D BPERRME 2 Y (095 2 & T B A NEIIRD 2 HIBI T E B,

4. PREEER RRichERE) OREZ

AR PERESS ik, T89E K CIREHEE O R H L0 & AIIRE E O #2312 fF
<1 EN&ZWro—B 725, 72721 ISSVA /MEICH T D MG O & FE 1T
BRCTH Y, B DRBEOES, ¥~ ——Th D Ki-67 OEtIlii)
DRI ETHE SN TWD DI TIE R, E72. #IRO ISSVA 733 TlEN
B AR O HEFE & HE STV ey, FERRITIRE BRI & 1 > 7= M8 D5 2t 4
2L, —RIREVEN R REZ TR T 2R EN SN 7Y,

ISSVA HIEE B b A TRORIEMBEMEIREDSEEIT ) Z L bihE -
Ttz SRR ZICE L T RN OGN DMEICERAEZE TS, IE
722 Wr DT DIIE, PERIRCAE S, A2 TR BIRZEDMEE L7, IBFE I 23 &
L0, IR EDHIRFERNEETH L, IREFTHIZE TIERWbDD, & AR
MAFREIZ DWW TIRIEREE 2 e FRBMER S Tnd (£ 1),

KA RTZA T, MRICEBNAREM R MEEE LT, FLIEMEHE
(infantile hemangioma, IH) (IX]8). JCKMEIMEE (congenital hemangioma,
CH) (¥ 9) . hRAHEREMENEE (kaposiform hemangioendothelioma, KHE)
(410), FEHRMAENE (tufted angioma, TA) ZAAITT D, € DAMONRE N
B LI IS IS BT 2 pcE 2 B I STz,

@O FLEMmEE (1H)

FLIR M A R I3 FIRFIIIAFAE L722W s, A% 2~3 M CHBL L TRl
L72Db, 5 ZAETICARIERT 2HETH S, AR L TWHRICIZNE
HIRESCJE B IR DO F B e AN B B D (1K 8-1~3), M T EHE X CRAZE
L., —REPERE 20 LR, B A E D & S BV A& ER H 32D
X917 %, RO TH AR E BT AR F— ZRICkE Y | IBE L 72 LR
DHENFHIND L D70 | BRI ITIR O R DR I ORRHE MRk 2 &
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Hab s (X 8-4~6), FLILMEEDONEMMALIL, B HIRME £ T, v
NWORFHIcEWTHE 7V a— A NT U AR—FX—DO—FETh D glucose
transporter protein—1 (GLUT-1)IZ%d AyEduta |l 42 ~7 (X 8-3, 6)
O BRI MBI C I N BGRRE AY GLUT-1 BafEZ o Rd 2 & Kb | Sl
IREEREE LTHWSND, 72721 GLUT-1 &, AM o> M & <2 G o ifn 42 |
verrucous hemangioma 72 & D—EOMEMIHZIC bIGMHEL 70D Z L AMESH
TWb 7, GLUT-1 BtETHIUXT 2O L AR MEE & ZHrc& 5 b Tid/
VY,

@ e RMEMmEE (CH)

AETRENOHFET DIHAE T, £ 0% HIRIHIRT 2 G0d R g M e RV i 4 i
(rapidly involuting CH, RICH)., —iB{Hi& 3 5 &40 1B Mk 2 KM i & fE
(partially involuting CH, PICH). YHiB L 72\ FERMgEM: o KM i 45 i (non—
involuting CH, NICH) \Zfi/ L2 V. BHME A E 2 AT RICH, PICH & NICH
X, MR ITERIA R TH D, WG, FE5R U 72 ERME oo 1f R BE I
PN B2 Al & J) B A oD HE 5 & £ o 7ol BIR O /NILE 2 5 72 5 BRI ZE DG 0 ©
nd (K9, FLEMEREEERNAMLE L 72555 HHH, GLUT-1 IZxHd 5%
YT TH D,

@ J 7R AR ML E PN B, Ptk i & i (KHE/TA)

KHE CliZ, FI2WARE DEITER L TOER ORI AZ R L, #8ERMIE DR
WG A 5 (4 10) ¥, RS @A mm 2R U, JESORICI3IER U7 IRE 2
BRI D, U IR A E S, R CIX ISR EIBZERIC D2-
40 R° Prox1 ABpPEZ 74 % 9, —J. TA OB L <MY ClEAEmIcZ L
< BERICHIEMIZ 549 5 (cannonbal 1 pattern), £ 7-REFEZ AL L 720
SR MM OB AL B NL T Ao\, RIE YA TIR Y o VE ~ — I — R OIEFI %
[

7272 L. ISSVA Z3¥ECIL KHE & TA OBIEMESRIB I TE Y, WHO 0FE T
LAY T ADfEEE LTHbRL TS Y, 728, KHEIZ2OWTIELY »o%
A (VB OFBEZEOELSE IR,
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F  ISSVA ZH L IR EERZWHC W D pEIZ R 1T 24 58 & D ELiR

Mulliken & Young’s Vascular

ZOMDOREFTHOLN TS
ISSVA 4 Anomalies IZ51S %
g omates ISSVA 4y & B72 B4 %
Old terminology
)i IR 1, /27 i @)
Arteriovenous

Arterio-venous

malformation (AVM)

Arteriovenous hemangioma

hemangioma/hemangioma b ©
T B 1, 5 e @

Synovial hemangioma P

5 PRI P 1L 7 e @)

Intramuscular angioma

Venous hemangioma

Cavernous hemangioma

e IR 1f. 72 e )
Venous hemangioma»

THERTR L R BAIRHR 1 7 R =)

Venous  malformation ) )
Venous angioma Cavernous hemangioma,
(VM) . ] ) .
Cavernous angioma Sinusoidal hemangioma ©
Capillary-cavernous hemangioma Vi I ifn. 5 e @
Synovial hemangioma P
Vi I ifn. 5 e @)
) ) Capillary hemangioma Synovial hemangioma P
Capillary malformation - .
Naevus flammeus 17 AN I 78 R )

(CM)

Port-wine stain

Intramuscular angioma»

Nevus flammeus ©

Capillary-venous

malformation (CVM)

7 P P L7 e @)

Intramuscular angioma?

Capillary-lymphatic
malformation (CLM)

Hemolymphangioma

Lymphangiohemangioma

Lymphatic-venous

malformation (LVM)

Hemolymphangioma

Lymphangiohemangioma

35 AL PR IfL 7 R )

Intramuscular angioma?
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Infantile hemangioma

Capillary hemangioma

Cellular capillary hemangioma
Capillary-cavernous hemangioma
Juvenile hemangioma

Infantile hemangioendothelioma

Strawberry hemangioma

LR GEFE) A i @

* PR SN TE TR OEN L < g TIEB BT DI 5720, Bl
BIINETH D BISBIAET Do

EE
W W =

3

b
2020.

a) 2B CHK 20 AABHRERSE, 55 5 iR 2020.
) &% ik 3: WHO Classification of Tumours, 5th ed. Soft tissue and bone tumours.

c) 2% ik 4: LEVER’ s Histopathology of the skin. 11th ed. 2015.
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1: BARE X 2: B3R = 3: BEmER X

2. 1. BRI, TR 2 @ RO PR, BREEIER SR O e MR R b o, B
OPNTA B IESTD Sqv, P& s, il &AM Z AL C IR . S aEdR (=
BInTWb, 2. #lRIZNEIIICEST D SO, sz adetik, X< JgE
L 7o EHEVERS kD B 72 2B A & o, P& IR D IS 2 5 3 D BRI 1 3ode 2 K

<o 3. BHIMAE DOBEILHE L . WANINEMIBICESTH S, ZOABICHEEEA o, K&
JERED X S IZ/MANT UIE UILEE B 2388 5
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3. 1. /MR & /NERIRD HE Yetats, 2. EVG Yett TIIMERHEN T B S5 i
o, BIFERREDS IR Y E D, BRI IZIABR 2R NI DS 2 DAL D A8, /INERAR(V)EE D 8
PERMAEIE 21T & A PR T & 220, 3. CD31 O et IR N (A, VIS 725,
FrEO Y L ELy)NE BEEEZ R, 4. CD34 0%l CD31 & [FEkE, MmiEN
FACBEE e B3, U L VENEITIE & A EYE SR, EOM, 155 ORMENER Ak
LIZUIEBMEE 725, 5. o SMA TIXEIR, FARDJE B FS I O V- i 23 & 72
Do
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4. 1. BiERGZ(AVM)O HE Yetafg, R¥)—REIOREZ L, REREELZRT,
AR E HEARE DOV RIRERENRBO b d, ks, TA X AR EDIRE TH
LOMNENND S, EEOHDVIRE DL DT TH DD, BEFEOIRE THDHDINE VD
FRUZOWTEL, AN OHRITEL 2 L b 20, MEHBEAR TCOHENPNERZ L H%
Ve 2. EVG Y Tld, SMERRMEC TR 22 & O DA — 1204 LT\ 5 Z & avbis
%,
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4 5. 1. #ARGTIZE(V)O HE Yy, WODITHER L 72 BED O IRE S S AR — 120070 L
TW5, 2.EVG EEATITERB LA oM L TWD, ZOERITIE, SHIERTESIC
Rk TE DI EOWMERHMEIT A S 7, 3. CD31 OE Yt TIINE AR & 72 572,
WIBEDOREE SR LTV 4. o SMA Jeta TITFEIB I O R — R 5 DR TE D,
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6. 1. BELEZ & 7= L7 BMIME & (O HE et ff, BHIMEIZ L CITBEDRED B
B, HIBICHRR LTCRE BB b, 2. EVG Yt TR RN PR S 2 VT, /N
RT3 70 < BMIAEFEOESME & LTHE LRV, 3. CD31 D5 ieta TIIMN 2
L2 [ REDIA R LT,
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7. 1. Vo3 EIRSTE (RATRESHTEO O L o) @ HE Yetafy, RE—7pkEisE ok

AL, AEICIBRELEIREDEREL TR, —R. #IRSE L @A RETH D, Ik

BE L7 RS O —EBIC IR MER S B L TV B 28, [Rl—DAREMNIZ Y v 3k L B 2 b b iT

EAVEDIRIRRTR & 2 55, 2. CD31 Y TIXIEIE T~ TONRE O R A B 2~ $(V, Ly),
3. CD34 Yo, Tld, ORI TH 508 —EEONRE DN atE & 72 5 (Ly), 4. D2-40 Y

8 ClE CD34 Yt TR CTH S TZWRE B HE L 700 (Ly), U v/ YERDOIRTEE B 2 D,
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8. 1. FLILMAENE, HIEH O HE B M WARERIE ST L, B R E
by, 2.CD31 Yt TIINREHEIE 2585 L9V, 3. WAGHIIZICIE GLUT-1 23 B3tk
oy, 40 FLIRMAEE, IBNES GHIRY) o HE &, WREHEOEEITER L. BN
RONTHLR LTERE A BAE L TV 5, 5. CD31 Gl T 2 ik Th, IRE Db 2381 &
MTHD, 6. & (HIRY) THWNEMIIT GLUT1 Btk & 72 %,
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9. 1. SERVEMAENED HE %, AN & 8 Bla O H 58 2 > 72 R O/ A O A4
WHHI, JLE LICIE R L TV D, 2. CD31 Jufa TIINRE ORGSR LT 0,
3. GLUT-1 Yt CIIARMER DS BGIE 2 7”28, Je RIMEILE TR O HTEMII X2 TH 5,

118



10. 1.0 R Y REREMAE N EMaED HE £, Mm% N EHIREES K OVE BOMAE O HEhE % 1
S To/NE NEICHEA LA ERICHE L T b, 2. CD31 TIEAEERIRZA o o/ MiAE
ENFAET D Z N LT, 3. fsEhIBENIC D2-40 APk A =,
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3-2. VU EEHE (VU EE) ORED

1. JUREOEEHEE

B ER RILIMAE R EV L RE R L7225, 205G Vo ViE RIT B MM E L0
UAH A% 2 AL IR S B/ NI ATV N (HR) I8 IR TR T, 1Ee
A EDIFFHC RSN, Vo RTINS R E B —FatE T, BV X
BELLTUILED, WEBIZAWML TRENWILEALBITL, G E A
PR TR R R ICTAT D, 723, AR, B2, N, AIE, BIE, 4Kk
BB B L ORI DO IRV E RITIFELRNEE 2 BN TV,

Vo M LR OREIEZ AL CWD D, BERIE I 1T L TR TH D,
B8 DONIRIEN B AR & KX 2 B8 O R 7l & 2 g Sz D R E B F LY
AR B RRAE LD 72D, BV B TILBEME S KENZEE L, Vo VEN
Bz MR OB EL 13 & o8 O | FREB IR A0S LR AL, J& B iR k< (1K
1A), Vo7 NEIIRELRDIT O, T L0702 AN IED SME D f7 Jg & L TRR
DHNDINTARD(HB), KDY TIIHEE - WL T2 EE2a 508, Zi
BOBEFUTAGD TR, SMEIISMAI DS Gk T D, TARMITY > SR Z /71
LS D200 NERIZIZ iz BT DR e 285G 4%, iz, RERUY
PNEDEITIZR ST, VBSOSO E SR THDY R Eind b, ik
FHARALSH9121E Prox1, D2-40 (podoplanin), VEGFR3, LYVE-1 72E DU ViE N R

i~ — =NV EORIEICHATHD Y (H2),

2. VU NEREREDSE
Vo REIRE DRI L R O W TIIRE I EOIRELAH - 7=, 1R D
lymphangioma( U > 7N 4& i) | cystic hygroma (5% Ja {41 o X4 il ) | cavernous

lymphangioma(JERRIR YU >N JE) . lymphangioma circumscriptum ([RJFPEYD L2 NE i)
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R E DG S LW AEME R THERE —oma’ T WA FROIZEAE 1, VX
BIREPEGMHEMKE R T5LB 20TV 19 T/ T oNTZH O TH
ST, WHENZEAET XTOV L NEJRENFTE THHEB ZDNHEITRY | IRE
SR T A EEREFEE A THD international society for the study of vascular
anomalies (ISSVA) IR & 955 22 % . Ik 4& & 95 (vascular tumor) & Ik & 47 ¥ (vascular
malformation) #2431, V7N E 2153 _ T lymphatic malformation (CLF LM) &L

T/YEELT- (ISSVA 4548 2018 4EikE) (32 1) 2%,

3. Vo EREEDRE

(1) HHRPTA

Vo NG (Vo NE ) IR AR FTIZ R R T2 — A (FRR) Vo N &8
(common (cystic) LM)&2 B 2 AU BV ViE fESE (lymphangiomatosis) 235, D
5 — M (FERIR) U S AT O 456 L S SR 0 . R3304 L OV R D #E
FLAE T ZOIEDNT K - B2 T (cutaneous and subcutaneous LM) ., i 28 PN i 25
(visceral LM: 3 (Z AL, JLI) | ‘B (intraosseous LM)72 SN2 HH AT 5, FEATNL
IRIENETHSTD  TRIENVETH 720203, TREN~O LAl AU R D B
JEDEFNTER THD, Vo NEFIILRIRANHE 2 D RESE2 21| SRR
DK DEERVRIFEZ IR T DB D00 M- RS DZ MR/ N2 L0 72 5 i
M (AR D)VIROED | SHIZITHAOHREREEZRDLIEDTERWEDETH
%o BRIDKESIZIV~ Iy AT 497V g EF f(macrocystic LM), 2783 A7 ¢
7V N EF T (microcystic LM)3B K ONEA Y L /38 77 T (mixed cystic LM)IZS3 1)
HND, KAOFEIITUITUIRIRBIEL TROLNATZD | ZWHIEEL UIHRENDE
SDER G ZBLEET DB DD (K] 3),

BRIDORESDERELL TIROOLNT-H DT, BIMNEDWBINE S ThHoT-
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0., BRINICERZFENTDHIENAIEE THSTT Db DE~/a AR L, WIZ%
B S N REETHHLDEIZIL ZAREL TS, L7 s SRR IR o £ YR 2
FFETHD Soft tissue tumors 2 7R TIEI ROV 734D 0.5 em JOREWH DA ZE
Nt g B . KW/ N OE PRIV 50 D 2R N E A TR EL TN D,
F72, IRE AT OEFETHD Vascular anomalies 552K Tl 1 cm 25D KEESD
BERELTND 29, LIcdoCL EROKRZSOHZELT 0.5~1 cm KUK OZE
vy AL, LD/ N DS EI oy AN T DO R ER ) THA),

(2)  FAMEEET A

Vo B RIAE ARSI AL BATBAL, RO KN DD TR LE
PEN A IEH DOV E LR RN BGRIC E s TERTh a2 i K072
Do BRAMEY L /8 A7 T CIIBE I IR R 2 78 0 DT E ML VDS EEIRY o N E A T
TIE AT, LLRSS 2R KR/NOZFERNIUITUITIRIEL T, — D DREN
IZHE 2 O RESIOPLIRLIZV L NEREENRDO HLH, RN T UM H
SEDZENRH DD, FLEDIRAE E M E S O T AUT IR, Vo N E RO NEIZIE
EAYE., Vo BRERD MK B HONDHZE0H 5 (K4) , Bl L2 RE N
AR~ — 7 —% W T s R L 2 3 8 I - i3 Ay IR L o #E A 7225, U
ANERFE TIIN MR 3EE Ch o720 RWTZD T 5280305720 WNEGHIRLD
B M E 2 e LRSS HIE T 5, ME NI~ — 0 —ThD CD3L [TV
(ZHHE 2 OFEFE CHMERT A 235, £72, CD34 UL EFIZO TR 2
LHIEDRHLI-OEE LT T D, FBEITIZV o NEREBERROONDLZEDNHD, G
BRI L RIECTRIEZE 2L BHELICHED, RIBEOZLITIEREEZICHLRDLN
LZEWHDIN, ZORREITIEFNC L > TR 2 TH D, 7ok, VBB LI E 4 TF
N —DDIFERIZROLNL5E 1T BB IZH &-3F capillary-lymphatic

malformation(CM+LLM, CLM), lymphatic-venous malformation(LM+VM, LVM),
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capillary-lymphatic—venous malformation(CM+LM+VM, CLVM), capillary—-lymphatic—
arteriovenous malformation(CM+LM+AVM, CLAVM), capillary-lymphatic-venou-
arteriovenous malformation(CM+LM+VM+AVM, CLVAVM)72E L2755,

B2« KEE DY L8 A (R RPEY > 7V JE, superficial lymphatic malformation,
<lymphangioma circumscriptum>) {ZZFRIDOE F/INKEEL TRLINLLED T,
P &R O FE 72 2R TS Lever’s Histopathology of the skin %5 11 iiIZIERE
3 BDDHH, ISSVA 3 FEITIEE T 9,

Vo B OY B AR MHEIZRAE T HH OIXY 7 VE EE (lymphangiomat osis)d L<

PRV VE B (generalized lymphatic anomaly, GLA) &V, B <2 Bk (I
Jiti - RS, JFF L /M) 7 E AR Ao 12 T, MR RO 72 A AR IS 1 common (cystic)
LM EFRICT, BAMEG T ClE 28R 322813 TERU, LnL722A s GLA Tl

BRI BRI & DRV L RSB TERE RO LN 5, -, HEEEA TN
FA S B o ZEb o5 (M5), GLA O F 4R BIFZIS RO <48 i
(kaposiform lymphangiomatosis, KLA)23#%, KLA Tl P AR i A2 PN B HE e
i (kaposiform hemangioendothelioma, KHE) &3E{LLL 7= A 8470 5 I Ml AR 0D 45 4 B
(kaposiform foci) #7825 ™ (11 6), KLA & KHE (3##2EPMEN 2 N E DD
ERARIR B I RF 0395, KHE [3FLIRHICRAETLZEDZ N B TRFT
REED M IS ChHH, IRRKINEILRAFTh D, — 77, KLA (3NN 4
THIENEL ZRMETHD, MF LTy Ay BIRAE 9553, KHE [ZH
LT KLA TIEZOIERITER Y KLA TIXV B HOIRE S SOV b
Prox1, podoplanin 239 #Hik 7RI TH DAY, KHE THASEFAINEAS Proxl,
podoplanin 72 E DG THDHT2 | JREL PRI Z NI B A2 29 %, Kaposiform foci
INEENTWRWEA | GLA & KLA QBRI N EETHD,

TR EEMER S A ED ) L RE R TE E LT GLA DIEHNZ = — A (Gorham—Stout
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disease, GSD)J§A382%, GSD IZHETTIEDIRE MEEAL 2 RO FEMZTARR DY L /N 1
A% BEENIZFR® | “disappearing bone disease” £V DA%, GLA LA — N AJiFIE—
HCTA— =TT LTS AR H D0, RFITRIZHL T, GLA T
FEEAL L7 E G SISO B M, Ty T E TR D Z T TN DITRIL
GSD TIFTH BIFLDARIE T, E Mo H a2y B SLh BB ORI 2D &
WO ZEDBAMEERI LB R E L TEET B TND (X7) , BRI DR N8 B
JE1Z channel type &5 9,

SR Y o X I (primary  lymphedema) () o7 X D 56 K BT AK - HEHE Al 0%
REARAICED ., WU, FRIC TR A H OIS R EA FSAE L, 18 MR 3 25 R
Th b, MK, BMIEZ R THL3, FIERINCIY | JERME (1 k) . FRME (1
~35 %) . EFEME (36 LA E) 0 3 U/ FHSIVS (Kinmonth D433) , ISSVA 435
TIZEL F DI 8 DI SN TND, Ay aNIIRIEICE T 5L SND 85T
RETHON, BREPHELESNDOIT T, KIRELTRIR AL 7, Nonne-
Milroy  syndrome(FL74/VEGFRS) . primary hereditary lymphedema( VEGEFC),
lymphedema—distichiasis(VEGFC, GJC2/Connexin47), hypotrichosis—lymphedema-—
telangiectasia(FOXC2), primary lymphedema with myelodysplasia( GATAZ), primary
generalized  lymphatic anomaly  (Hennekam  lymphangiectasia—lymphedema
syndrome)(CCBE]), microcephaly with or without chorioretinopathy, lymphedema, or
mental retardation syndrome(K7F11), lymphedema—choanal atresia( PTPNIANZET
NTN5(K),

AT, VoV REIEOIR BRI A & ISSVA S RICHEILL 7225, B
ZWr CIRIRELZ BT 5720 | MBITSUCIHRZ IFRE T 0222 B 0 5, W BT
IR OFEIUC DOV T K 8IZFLA T 5,
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1)V IVERBE Lymphatic malformation: LM)
—REY (@A) U >/ VEFE (common (cystic) LM)
ROIOVRT 1 w2 IVESH: (macrocystic LM)
SO0OVRT 1 w2 IVESHE(microcystic LM
BERY VINESE (mixed LM)

EH) ) VERE (generalized lymphatic anomaly, GLA)
AMTEN) 2 VEBSE (kaposiform lymphangiomatosis, KLA)

J—/\LJELLM in Gorham-Stout disease)

>/ NEHASREE (channel type LM)
BRMEETM) VIVER( “acquired” progressive lymphatic anomaly (so called acquired progressive “lymphangioma” }

RFEME)NFEE (primary lymphedema)

ZDis

F1. UV rVERERED ISSVAHE (2 0 1 8 FEETIR)
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50.0. 4 m 50:0"u m

B1. A:BHY % Ly) X 1 BOWEGE E)IC &k - TEITH S, BEI/NEIR (A) 1
L TIHEETH D, BiPED Y L o8E (Ly) 12725 & BEIC MM (sm) X 0 72 5 PR

LD LI D, VU NERNITITY U NRRRD BiLD, N,

Bl 2. kit A D2-40. U 3 (Ly) OWEGMIRICEEA <7, B. Prox 1%

U o EN BRI ORI RE L 72 5
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M 3. RAHY L NEETE BEFEN)  REQRERZIERT 285 W6/ >~

PNE XY R DR (AR D) AROES (O BRIEL TROLND,
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4. U ERHE A BRNICER RICHR LY o8 (Ly) 2 286580 %, B, Cik
FRALAR N TIEBEAF ORI N O 2 DIE S OBEZFT 5 U 7 YERARHANZ O A

MoTHBND, D. UL YERNIZIZY V2R, U "B b5,

5. 25 oo EE8E (GLA) A ERROIRE R A7 5, B. NIEOREEIIARH

R, WEGHB O30 H 32D,
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6. BRI o AEIEIE (KLA) A ERRONEHEE AR SHO Y v L L b

(. MR OBV UL S D, B MIIER EE OO m\ RS TSI A 23 SRR 2
B L T, C, D SefEfilifib C. D2-40 U o S PNECHIR s & UKL SR MR 03 sk

AR, D, Proxl s Ui SEPNEHINGES K OWSE AN OB A BE & 7T,
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7. &HEY CNERE (A B) &A= (D) A BREICHLE L2 ) o NE DR

DHND, B BEMIR ST, C ABANZHRE L2 U 3B EE L& -
T AR B RRICERD B D, Do JREPITIIE ML K 58 R2uug (RF) 235

b,
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ARZMBIEICK > CTEIHSNEERE
DILRE UL [JIBEXK DS DHET

- fuDIRETEE

%3 RIAV-4
(=N
Prox1Z/2I3ZD2-40 REEEICXK | nmssT e
BRRHBIRTR gy RO R
B )
Common (cystic) LM
) . X Microsyctic LM
~ ES\EE TR \
U Y NEREDILLD IREIE Macrocystic LM
Mixed LM
=5M
Complex Lymphatic Anomaly B Generalized lymphatic anomaly (GLA)
Kaposiform focidD& # 7L LM in Gorham Stout Disease

Ho

Kaposiform lymphangiomatosis (KLA)

B8, U LS RHE DMLY
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4-1. FEYE (LER)
MEFRDD TEFICR T A2EANFELNEFEOBLTFREE

IXCHIT

M IR ONRETE DI ED k% 2BV ET V7 Olafead ~T, 25
(C Fe MEMEIRVKO S5, I RHIOIRE A ORISR E 128V T,
SR E A TS E- AR OEMEOBER A RIZB O TH A
EZRIDD AN = ALK BN ELD L, ME DB O ME T NELID, Kz
WEHARTA L BRES D T M TR D 53 F A =X DO EEZ 785 T 228 139F
FIZHE THD, 22T, AfaTlE, MEEARDEEIICEDINTHAEL, EDLH
7RI R TR A ~ LR L T FERDBHIBIL TEXTCWAZED 5y 11
Fraffiil . & DL R 7O RNME & THESNTETHD00, 2018 4
5 HIZEET S 47 ISSVA classification for vascular anomalies (ZEC#E DO IE HIZHE->T
FIZFELTZW,

1) I EHRE

M TR R 5y 2 AR £ TR E T DA EL COMBEZ R D Z LI A TH
DI, EDOMOBEREL L T, APEBIIR CTlI2 ORI I L0 I EOFAF 21T\, &
AR CRR R 7 O DYV E FAL, 2 U CIERIR CIEIESRALIZ H I BR ORI HS
FHEIND, F, MM IR & O BB Z2 A BLVE LD FRRRTE R
BET 00 T & 53 b U GO T F PEZ HERF 35, i 2 1E, 15 sl e ok sl A
7o E OURMH R L, I FR A A RE P aE P (=) ELCTEERE L, M
R D53 WS 257 FAZ Ko Tl D B CAEROFTEEOR P EHEER 22 8 Ol
PEDNFHEIND, MAEMAREIE, M O b NIEE — B 8 N AL Z o JEH
PHC N B AR 225 3 DRE A (BA ML E TIE~UYA b, ZNLVEREO R E72 1M
B IR THH, EITEMIRNEE B DI A N M s 2 51T
VWD,

T, MRS Fr A7 I AE N R OB RED B 5T/ D55, Bl 2 1L F B O
R DT AKIZIE, notch &7 /LB ZEC, notch &2 N A I KBEES
&L ME TR A531T720 | ZOGEBTERS AR 712705, Al T, B e
ZREEET DN AR AN 3692 HGE <2 Wnt2 2RI O MERFO B A I BB/ 5 &
RIS, ZOXITMAE PN EHIEN G WS, AR AU 882 52 557 F 1.
angiocrine factor (7 VA 774 [RI+-) LRI TS, I | gas O 1ER) 72 %

134



FRMEICHIE AT D2 LN TED, BIZITENRO A ERIRTE AL, NI BT 5B &
PEIMAE D72 E OREER RIS T 5, £, M IZITENFRIR, B 2377
T D0, ITHEZDOFIEIMENL L TX7= single cell RNA sequence (scRNA-seq) fi&
Hrnh, Zivedu, Bk, k. B E A& N R IR E R o T B s 738 8
INE =R, ENENDIMAE IR A OBELZ S T2HL TODHZED AL/ T
&, Fio BEAFO A o HIZ i E N EGHER O il R BR AR R 3 - E L TR, 2
M8 OMERF O AR ICEBEREREA THZEM AL TE,

2) mEF DAL WREFL MEFAE)
fib VLA RN i A 2 FE LV ORI S s 1 D A8 OTE RIS, A IREED G 1 A AT
M (7 A7 ZAR) Zeift T NG ~D 43 B2 E T M8 N RIS L o5
WET DDA ED, ZOMFRITARE TE D DV T FE A L TAL (K1) | ik DRk
1L DS DHT LVNMILE 53 I 2N S I D L E T AR DIEFE L 1T 570> TV D,

=3 — ec—— —
,\—wf;:rﬁa;_[ nn.gm&;m@. ] | : L ]
th E3E : 5
e — = mt[ I )
e =L (= [ — T —)

MR iRE (hE R E1L)
il
1 ARERKDRKE,
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o VR BE O 3 AR O R IR BE N B PN R A R S 0 il o~ o 43 A IR E 12 | bone
morphogenetic protein 4 (BMP4)IZ L5 7 /L=< fibroblast growth factor 2
(bFGR)RINEMNZENZE N EE TH5, Indian hedgehog (IHH)IZ, M4E N EHAED 734k
FHEICHIETHLIEDRIRSILVTODN, 7272L 205 kider ES Mifinz vz
AR A~D AL R IEATIC BN TN ESNTIb DO TH D, FIREERIALD D D N B
D53 iz BT, E-26-specific (ETS) #z5- K+~ 73 —@ ER71 (ETS-related 71,
B4 ETV2) R EEREEREZ =¥, 200 113, I Rl R OF A rIZ EHE

T, MEaEEH 5 VEGFR2 (vascular endothelial growth factor receptor 2), Tie2,
Scl, Notch4, LT NFATCI1 (nuclear factor of activated T cells, cytoplasmicl)D3&
B2 FHEI 4 A8 5 [N+ Fox (forkhead transcriptional factor)-C2 S*AHAAERL T, &
1A AR L R A AR D FE AL DR RE A T T,

W BE ) 8 A8 U7 I A8 PN R A Bl 1 1 8 PN B2 A% [RT 1+ (vascular endothelial
growth factor; VEGF) (Z&D, TDOZARTHS VEGFRI, 2, 3 DHTHHRFIC VEGFR2
2L, WEGHER OB RECE E R, 2 L CiEBhRE N B E S, BHEA2 A 4510
BRI IS, —MRAIIT, AL 7 I 13 P RGHI G 0 J&] DI BE i 23 235 L T
LEMEZ ZT 50, IRIEB RIS NDIME X, B0 RITHA DT,
RIAIRME ThHDH, ZOXI721ME T, MAERIT—ERITIZRL TRY, s i E
BLXIINA, ZOMEFEIT, kA B2 CRYP/NOREMEE A3 5 IME TRk
BL TV, ZOBBRITVET V7 EMEIEIL, fﬁf@‘c@%ﬂ“# T %, BAIE, PR
A ~DOEERIA DTS | MLE R £ DA 28> T EED KROLE O, —
RO MAEHEELD ML D3 M E D AELTIZE - THEST T 7 W3- D AL 3 B,
FEAZDOMAE DB LWILE 3 B3R HL T I 57122 AL TOLIE FRY I
B WIIRFN RSV LB XN EGRRO 7 AR h— 2 RIZKDIBHE T 5,

3) IR MEHAE

FRARIZE N T, B2 7 RE TR S A B T L, BEAE O I 2D i 772 1 4%
O URE P3 3 A T A SRR LA BT AE OB AR IC LY R ICFHEIND, & B AL, JEE5 M
BRSO HEIEE D F A 72 8 ORI B G- T 5280, ZOFE R M E T ED
53 F AT =X NTIHRREE BT DA DIRIRES — 7 v N Ch D,

P, A A AECHERTIE, BEAF O M NN BRI — AR IRl 2 da D |
FHLNAE AT T HEBE X HIVTETZ, LinL, ZOWRIZITAD 7 &t Ba7p 5 3
DN AIRANB D> TS (X2),
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EEAF D I E Z R 35 &, Tip

A 3B SCRIEIC LD i Eng
SHRER
VEGF 2D IMERY AR AL FROMEHNDELRS

VEGF Tip#ghe S | sz
(Sesi) MR E M oMl | s gﬂ
BB, ZOMBEZDORRIE e~ | % -
permELcey, nengmn (=[] =) (=T =](=]=]=]
D ERFEBAIL, W o P22 i =]~ ﬂ - ==

DS ZBEL T, I OME 4 sepeon.

LB LSNDTIIZADIAA TV, Tip MUZIFIEIAMEIT /RN EZE 2 BV TOD3,
ZDOH%IFIZ, Tip AFIZHEEE LT, HREEMEO @ Stalk (32) MR SR D N R
NADFAET D, ZOBEFIEENS, Stalk MIARIZHTHME ORSERFETHEZ 6N
TW5, Tip AL Stalk fIFES AR IDD ATREMED RIBIILTVDAS, F72BfE Tl
72N, B, A B AEDOBRIC B O~ Ny IV ADVET VT FHET S
breach (Z'V—F )HIIDIFEES scRNA-seq DN A IVBASLNIIN TETCWS,

Tip ARLOIEAIX, £ VEGFR2 OIEMEALLZEAF IE O o H ¢, D4
(delta-like ligand 4) DFEHL, S WD B E-T- A Tip ML 72 AT ENRIFL TN
5o WS ATz DI 1 XZE D EFHOWNEAMILD Notch Z &M kL T, VEGFR2 X
VEGFR2 é~nT & f~—%JEK L C VEGF OV 7L ZilbAiE4 A5
neuropilin—1(Nrp1)X°> VEGFR3 (Flt4) DFEl A4 55805, —J7 T Tip Mildi% Nrpl D%
BN TUHEL | o C Tip Alfad Stalk ATl VEGE 2% 9 D RG22 DM
fa&7e%, Tip MIEIZHE T2 M4 N EGHIIE Tl VEGE-A ISR 2 IR B A JRE5 L T,
Dll4 OFE LN A 35, D78 Tip A TIE Notch DIEHE(LRA T 720,

Tip MIAZIZIVTIE VEGFR3 233 HLL THY, ZOZHIKD VEGF-C (—%BIIZiE
VBN R R T Ch D) IZLATEME(L2S, Stalk MO/ LREITHHERET 52
ENREEN TS, T Tip MIFIZEEAE D M8 Ldifs 457>, Tip MIRaE L2
BAEL CHLWIILAE OV —T 2T D,

Stalk FIEIZ L > TSN A BT LWILE 1, B0 T L 7= R ARGV L& THY

N Rz AR R L O BR [E e B2 A5 . PN R —RERA AR ] O B35 235K B SN T2 % E M8 DRk
SIDH 42, Phalanx fiid &R XL A N FERIA 2 B -5, Stalk #ifa2s Phalanx Az
(2T DEBZDDINZ U THDHN, TR AEMFILI AR THS, Phalanx AT
AYAMED VEGE 24K (sFIt1) 23w C, JABH O VEGE & il CI e #iE2#
BEEHTE0, MAE N HMNER L ORE G A7 8T 285K+ VE-cadherin @
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FEBZTESE T, M N AR 2 B e <85 S8 5, 7> T, 2O Phalanx #fl
Fa O HELAS | ML T AEDBFRIZ I W TR E B A DR T LI & sl L O BR D &
LBl E 2 b,

4) & R

18 AL O FE Tid, AR U 72 512 PN BRI [R] = D82 35 0PN B Al & B il
EOMaEEE TN 2, 1A & P HEIR S~ R > 27 203 B BH L TR A S Rk &
TV, ZOmSFE T, M PN Rl fn S BE i & ORI BAER T HAADZE,
77—l e L C, MRS I O R EVEIZBE 5L WD, M RSV
FLLF DIHTERTED,

M8 PN BRI TR S LI LT L BEME R 23 BE R IO FTH LT
RN E R MAE D HERF SIS, ZOBR, WEMIIE D3 WEi5 Platelet derived
growth factor (PDGF)DT AV 7 4+—AMDH5H | £ PDGF-BB A3EEMifE > PDGF 52
AR BTG L L, BER IR OIEBNREZ & D . WEHIRUTE ~D B B 47587 5, BE
AR, WEHIIRIZ B T L7 —MFnl k) —+E8 Tie2 OFEGHF.
TVARLT = UHAng D3 S A, WEGHIIO Tie2 OIEHEAKIZID AT 7V
7R EDBER FZ LT, WEGHIR S BE L DFE 5 DN FFEILD, Flo Tie2 DOIEME
ki, R R = D#E %% VE-cadherin 2/ L CREEL ., Bl PEOMHIL 7= M5
DOIFACE 595 (14 ik) , Angl 1ZSHICBMIMAE O B R 2SI RS, M
MAPINESE S, ZOMEREOHIENIL., Tie2 DIEVEILIC I > TN BN SIS
% apelin 25, WEGHIZH B 2 7RI E @A O G & A I Z AR AP) 215 M:
{ET2ZETHEINHIENHFIL TS,

Tie2 ¥EMEALIZ, MAE R OMEE T, mE 2 T2 T, R O E S
DILHEED | NI OIRFBITIS U C2FH R — 722 7 NARENEL D, AE D
AR FR I ADBRITIX, Akt D7 F IV DMBERLE720 | NEE—NEE . PN 2 —RE i i fH]
DEAEZRD | MEZENEHEET D, —J7, MEFEOEITHTIL, Tie2 OIEM
b T ERK O3 7 F IV AMEALZZRD | NI OB 2N R 32, 1@ if % & DB
TIE, M BT A O FR T ML NS Je (B i 8 B (2R AL 72 3 i iIE Angl
WAL C, M A B IC N BRI R O RS B A TR 8 5, ZALEEE D ERK 7L
B2 BRI R L DB LR X AT LM TES, 1272, 1 MM D 5535
Angl [ ZZEEMESINHI L 7o BELE OFFEITH D> TEY, Akt, ERK O 7 F /LD
R—MITH - EEHETHL REMEL B D,
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5) MFVET V7 DERLAHEE

ML EL TODIE NS, FrLWE DTS IVDERITIE, PN B2 Al B
RAOAIREEE R . B L O R R OB 5 S HI SN D, ZOAHT =X LTOU
TITLL T DI 3 HIB L TD,

1M /8 N R O B, HEAEZ 355 35 A2 WS v VEGE (2X0, NESHIE B
VEGFR2 NEMALENDE, D T T Sre Frv % —YoiE bz /LT, VE-
cadherin OMMINBEATZFHLEL | MBS 2SI L CHimtz2 TS E 5, Lo,
BERIIR O N EGRIIIZ B35 L QWD ZEE LTI, Tie2 2MEMELL THBY, ZOERIZ
IZ small GTPase Td% RhoA &FD FiiidD¥ —4 N Téh% mammalian diaphanous
(mDia)Z 1L C Src OfF#EZAFEL T, VE-cadherin OFIRNELT2HNHIL Ol M
NS5, 22T, MAEMEE I — BELNEFHE T 57280, Tie2 OIEMHALEZAET S
Angl DT 2T =ANTdH5 Ang2 S AR DS L, Tie2 DANTEME( LA E
T 5, ZOZEITED, R S BER [F OB DD H AL, NIRRT 58
G783 L1370 T NI OIEE N FFASND, MR T, i 8 4= 0B
FERTICN FZAIIEIZ miR125b SV )~ A 271 RNA 233814 5L, VE-cadherin @ mRNA
DO AFEREZIH 45281250 VE-cadherin DR HEME F+HZEHHAL TET
V%, VE-cadherin 23fa NI BN L C, NECGIAEE O MIZFRE N HE, ZITD
M B D M MIE A L <, &R kEEESE5, 20Xl T, R
BN 2o T2 MEDPOHT LN AE M LTI EDHIIL TnD,

6) LE F I EHE T BT

A& TERL DB, Bk % 7o Fr MBI 9752 &% L L7, Tie2 <° EphB4, TGF 8
SRR E | E R RN FICBEE T D8R F O RPN LM A ORI &R
FLLTHRESNTETWD, TNOLDZAEOMBEANT 7 F 1L Th,
phosphatidylinositol-3— kinase (PI3K) /AKT ZAfaNT 7 F AR DO BEL . L7
A& # A TG T DIRE 1 L725, BlZIE, T table [CbELDHT=EIIT PIK3CA
B EE A R IR, (PIK3CA-related overgrowth spectrum; PROS) iZ. PIK3CA &1x
FE RIS THAL A% BEE T, phosphatidylinositol-3-kinase /AKT/Mtor #&#& %1%
P THZETHEL fx DIME GBS, ZOBIn 2RI EY A 7128->
THlISND, ZEIERR B Z 5257202 OBEE COIRBENPMLELRD,
IR EMEEZ LT 2~ U RE T IVBERES L, PIK3CA BHEH DA NN RS
NTEY, ENEERTORLHERShS2H5",
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UUTIZIEwTEEEDIRA L7 > TNDZENRESN TV DRI T2 E DT,

Simple vascular malformations I BEE{EF
Capillary malformations (CM)
Nevus simplex / salmon patch, “angel kiss”, “stork bite”
Cutaneous and/or mucosal CM (also known as “port—wine” stain)
Nonsyndromic CM GNAQ@
CM with CNS and/or ocular anomalies (Sturge-Weber | GNAQ
syndrome)
CM with bone and/or soft tissues overgrowth GNATT
Diffuse CM with overgrowth (DCMO) GNATT
Reticulate CM
CM of MIC-CAP (microcephaly—capillary malformation) STAMBP
CM of MCAP (megalencephaly—capillary malformation— | PIK3CA
polymicrogyria)
CM of CM-AVM RASAT1/EPHB4
Cutis marmorata telangiectatica congenita (CMTC)
Others
Telangiectasia
Hereditary hemorrhagic telangiectasia (HHT)
HHT1 ENG
HHT2 ACVRLT1
HHT3
JPHT (juvenile polyposis hemorragec telangiectasia) SMAD4
Others
Simple vascular malformations IIl B EEinF
Venous malformations (VM)
Common VM TIEZ/PIK3CA
Familial VM cutaneo—mucosal (VMCM) TIE2
Blue rubber bleb nevus (Bean) syndrome VM TIE2
Glomuvenous malformation (GVM) Glomulin
Cerebral cavernous malformation (CCM)
CCM1 KRITT
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CCM2 Malcavernin
CCM3 PDCD10
Familial intraosseous vascular malformation (VMOS) ELMO2
Verrucous venous malformation (formerly verrucous hemangioma,) MAP3K3
Others
Simple vascular malformations IV BE BT

Arteriovenous malformations (AVM)
Sporadic MAPZKT
In HHT

HHT1 ENG

HHT2 ACVRLT

HHT3

JPHT SMAD4
In CM-AVM RASA1/EPHB4
Others
Arteriovenous fistula (AVF) (congenital)
Sporadic MAPZKT
In HHT

HHT1 ENG

HHT2 ACVRLT

HHT3

JPHT SMAD4
In CM-AVM RASA1/EPHB4
Others

Vascular malformations associated with other anomalies BEEEEF

Klippel-Trenaunay syndrome PIK3CA
Parkes Weber syndrome RASAT
Servelle-Martorell syndrome
Sturge—Weber syndrome GNAQ
Limb CM + congenital non—progressive limb overgrowth GNATT
Maffucci syndrome IDH1/IDH2
Macrocephaly — CM (M—-CM / MCAP) PIK3CA
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Microcephaly — CM (MICCAP) STAMBP

CLOVES syndrome PIK3CA

Proteus syndrome AKTT1

Bannayan—Riley—Ruvalcaba syndrome PTEN

CLAPO syndrome PIK3CA
Provisionally unclassified vascular anomalies B BT

Intramuscular hemangioma

Angiokeratoma

Sinusoidal hemangioma

Acral arteriovenous “tumour”

Multifocal lymphangioendotheliomatosis  with  thrombocytopenia /

cutaneovisceral angiomatosis with thrombocytopenia (MLT/CAT)

PTEN (type) hamartoma of soft tissue / “angiomatosis” of soft tissue | PTEN

(PHOST)

Fibro adipose vascular anomaly (FAVA) PIK3CA

Summary of causal genes of vascular anomalies

ACVRLT1 Telangiectasia, AVM and AVF of HHT2

AKTT1 Proteus syndrome

ELMO2 Familial intraosseous vascular malformation VMOS
ENG Telangiectasia, AVM and AVF of HHT1

EPHB4 CM-AVM2

Glomulin Glomuvenous malformation

Congenital hemangioma CH
GNATT CM with bone and/or soft tissue hyperplasia

Diffuse CM with overgrowth DCMO

Congenital hemangioma CH

CM “Port-wine” stain

GNAQ@

nonsyndromic CM

CM of Sturge—Weber syndrome
IDHT Maffuci syndrome
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Spindle—cell hemangioma

IDH2 Maffuci syndrome
Spindle—cell hemangioma
KRIT1 Cerebral cavernous malformation CCM1
Malcavernin Cerebral cavernous malformation CCM2
MAP2KT Arteriovenous malformation AVM (sporadic)
Arteriovenous fistula AVF (sporadic)
MAP3K3 Verrucous venous malformation (somatic)
PDCD10 Cerebral cavernous malformation CCM3
PIK3CA Common (cystic) LM (somatic)*
Common VM (somatic)
Klippel-Trenaunay syndrome
Megalencephaly—capillary malformation—polymicrogyria (MCAP)
CLOVES syndrome
CLAPO syndrome
Fibro adipose vascular anomaly FAVA
Bannayan—Riley—Ruvalcaba syndrome
PTEN
PTEN (type) Hamartoma of soft tissue / “angiomatosis” of soft tissue
RASAT CM-AVM1
Parkes Weber syndrome
SWAD4 Telangiectasia
AVM and AVF of Juvenile polyposis hemorrhagic
telangiectasia JPHT
STAMBP Microcephaly-CM (MIC-CAP)
TEK (TIE2) Common VM (somatic)

Familial VM cutaneo—mucosal VMCM

Blue rubber bleb nevus (Bean) syndrome (somatic)
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(1) ACVRLI1 (activin-like receptor kinasel)
TGF B, BMP9, BMP10 52454, B AVM DR KRB R -, M5 PN AR Rufs s s
TRIB~TAT AVM DSFEEESND, HHT2 (ERIL - R B, I B s
F /oI T I ATERRR R T AVM ARSI DY Y,

(2) AKT1
PIBK/AKT L7 FNRBEETIRDT T T Vo3 0 < DM A CIbRIZ2FEH I L OVE
YEAb Bl S LD 7,

(3) ELMO2
Engulfment and cell motility protein 2 (ELMO2) I% dedicator of cyto—kinesis 1
protein LARAAEHIL . MIlETHRESC & REEICBIE $ 52 LAVRRSN TS, B
DI & ¥ lintraosseous vascular malformation (VMOS) 127~ F R TEfs 12
WA RSN TS, BisF KEMHT ORA . ELMO2 OXRMEIZLY | #HH
DOCK1 OFBIOK F 3228, RACL IRAFMEDOMIRIEB DX F 235558 s b
ZENREINTND 9,

(4) ENG (Endoglin)
b5 X7 THY TG O7 7 —%FIKTHD, ME NI FEL, &
B F ARSI MM O3 LIZIT SR 23200, BGOSR E NBIES D,
HHT1 & CRIZ FEROWEDY ™,

(5) EPHB4
FEAMNTEFRARMAE NI IR B DLt 77—l Fn o —R L Thb
TV, UH U RITBYR M PN MR R B D RS 5L D ephrinB2 ThH D,
ephrinB2 & EphB4 (35 &4 2&, BUTHINI S LA EEEAH Y9528 T, Bk
ERRDBENRZBLE T D0+ ThHDHEEI TV D, EphB4 1BI5 24573, capillary
malformation—arteriovenous malformation 2 (CM—AVM2) THEIZZEN W5 19,

(6) Glomulin (GLMN)
48kD @ FK506-binding protein (FKBP)-BH#E ., c-Met EHFHANEN 5, M
DIEF R EIZHEATHY ., Bin 2 ERIZID glomangioma EFEIEILS glomuvenous
malformations Z#5E 42 1V,

(7) GNAq/11
GNAq/11 1%, G Zo "I BE ORI TdhD, GNAG/11 1T a 7 2=y FTHY |
TEMRLOL AT GDP EREEL TWLM JEMARIZE T GTP &AL T, GTP-«
VT o=yl By 212558 T 5, GNAq & GNAL1E I AP IE N BE SN D,
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Sturge-Weber syndrome P port-wine stains O HBEH TiE{n 2 D7 Dh>> T
% B

(8) IDH1, 2
[socitrate dehydrogenase (IDH)IX TCA YA 7 /ZEBWNT, AT o TR
IVE A~ OEE A AR HEESR THY | A E fEPE B MR 7 Sk 4 7 T IDH
Za—RNT 58 G FICEBRNED MO AALIBIRIZEI DA Z LRSI TE T
%, IDH1/2 DR AR EMEIREL DB RIS TD Y,

(9) KRIT1(Krev interaction trappedl)
NEKU T4 >DOT o F) LV —Re | Z L CCHRIIZIZKrev—-1 (Rapla, ras—related
protein 1A)EFH AAER TARAAS L ZFFD4 ., CCMD B3 Tloss of function
mutation 3 BEEIND, K940 % DFEIEMECCMMBARBR T-EHEH T 5, NRIHT
lXintegrin cytoplasmic domain—associated protein-1« (ICAPl «)&fH A AEH 35
NPXYEF —T7%H T %, NPXYET — 7/ SMaN Ik D77V B 1EICAPL
LR AEAERZ ST 5, KRIT1MDLoss—of function mutationsiZ&> T, A 727V B
1EICAPL o AR AAE A TLHEL C, Mlfades i OB BN EA KI5,

(10) Malcavernin (Cerebral cavernous malformations 2 protein)
CCM2 BInT-PEY), (DIE DR AR HEERERHCE R, NEGIfRO Y Y 7iar
DL EALTHBIEOHIEN T 595, MAP2K-MAP3K3 > 7 7 /M 59585
BN TS, BEBS, MAP3K3 (& AFH) p38 G MEALICEEE "5, F72. RhoA-
GTPase &L THBINNTWDY T F NG F 2 Wil 5, SOITIET 7 F 5k Ol
(bR,

(11) MAP2K1, MAP3K3
MAP2K1 (mitogen—activated protein kinase kinase 1), MAP3K3 (mitogen—activated
protein kinase kinase kinase 3)I%. MAPK 7 /LR IEIC B Hil 21X, FDOZ
(MAP2K1) % 18 P9 B2 KIS AR A5 &, RAS/MAPK RS 3 EMEALL . 2428 1
EAIEOIRINEIRDZ EDRBRINTND'®,

(12) PDCD10
CCM3iE{s+1E. PDCD10 (programmed cell death 10, TFAR15)Z2—K9 %, 40%
DFEFEIECCMIECCMS locusiZBEE#E 9%, PDCD10ITE AT BEER D MfEkK (TF1)
(CRNWT, KRR A7 T L DR | BRHEF AL ~DT R — 2 ADFHEIZLY
BN TLET BB TELTRWESN, B FEICHBITAEEE IR HME T
RN
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(13) PIK3CA
Phosphoinositide 3-kinase (PI3K) (&, A/ M— VU EE DOV A2 7HE T 5
FT, ZOVUBIZE DT eT A% —EB (PKB)/AktDIEMAL T, Hikd D5
ROMIR AR ERE 2 T AN S 7 F N B A B2 5, /7 ) I ETHIBIA8 DD
PIK &8O DPIKIALLE G F D H T, PIK3CAIZ 3\ T Hise Al i 8 | L2 38\ T
B BB G T A BN RES Q%2

(14) PTEN
AV —=NVIVRETHILRAT 7 F VAV b — /3,45~ =V g
(PtdIns(3,4,5)P3) DY b iz i3~ 2 58 Thh%, PTEN S HEFESNHZE
&0, MBI PtdIns(3,4,5)P3 AN A8 LI o B BEI I C BN 5 28729

(15) RASA1
P120-RasGTPase activating protein Td#5 RasGAP Z2—K 3 5i&{s 1, RasGAP (T
£V, Ras BWAIEMAL T HZ LKD) MIRIETEA I35, CM-AVM DO ZLDEFH
T 30 FLL EOEAR T AR P ES N TNDH2),

(16) SMAD4
TGF B /BMP 7} M4y, juvenile polyposis O JF K& &, SMAD4 L~L
DI & N AIIZ 3 AR T C, 14 ORI A E T D, PRI & BE i oD
a5 25 2,

(17) ATAMBP
STAMBP | It % F AR 2o — R T 58 {sF T ZOEISF O/ NEIE
BN B OE R A RIES A LN EIN D P,

(18) TIE2
WEAIIIC R T DL 72— TFar ot —8, ZoEM L TN E MR+
RN —BERIILOBEE M FHEIND, THFBNEMER Tie2 258 R E DOJRIK L0 %°

1. 32)
o
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4-2. FEME (VU VER)

Vo NERRDS FHFFICR T2 ERNFEL) O REHE Vo NEE) 0BG T
B

Vo BT ME LEBIZAEKRRNIZB W TIRFERPIC Ry N — 7 Z TR L TN TER B
BeFNZA0D, Vo OAARIE 17 HACOEFEMIZBEICFEEAHY | 100 4FLL BB FIHND
HGNZSIV TV, LosL, Vo NE O - AEW i e 2 ol E LT IR IE 1 i A
(2725 Te DT 21 AT A TS THY | IME RO TRV ENEZT- T
[AYN

FeABIDY R AIZBI L CIXEE#® Y, Sabin HiF 1902 I F 58 EfR (cardinal
vein) 2>DJEARY 2 2E (primaly lymph sac) 2MERESAL (K1), Vo N5 N AR O %S
AEDPFIRICEIR T 228 AR U Y BN = F RO — 5000 L5 PN EGR A3 2 <
BN R AR R AR L, FEERIC ROV R N BRI AN B S L | JFUARY L /R FE
FERkSD (K1), PR II N ARSI R AR A 2, VBT U7 Ll
EDBREE R T (X2) . ZH I E 2V 8% 3R &S5 2, Srinivasan Hi% 2007
£\ Sabin DFLE~T ADEER THEFAL TS Y,

fe ROV NER B OB T B I, BRIV NERBRE 2 A LS,
VY RO JIN L0, AT, Vo B ERBIE RN EDINTHAL, ED

7B AR TR BAD L /N LR L T D), IrEHIBAL TETWAZF D4+
B2 L BIEE TRIESN CWDI L VE A (Vo YEIE) DA T2 R
WAL,

1) VR iaE

Vo RRIFV o NE Vo NFERE BL S b7 D, Vo NE O E D
WARZY 3R (AR ERESS, Vo X ORI (V7 R) IR &L Tk
REZ S DZELITEHM THLH0, [FIRFHZ@HEIE DB ORI & & O O Th
0., @FIE LD TR Z B,

MR D —HR 53134 5 O FAMIME BEZ 10 L R EIBR S DU R R BRI AL, #1
IR D FBEL 725, ZOEG ORFRIE D —EBIXFHF OB IMAE (ZRDH03, 750 Ok
R GEFE 72 & MR 1L B/ 23 (lymph capillaries F7213 initial lymphatics)iZ
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Do AN 2 NE IR FBITE TS T, BV 7 (collecting lymphatic vessel) &7z,
A ARG 22D ER IR A THRIIRICTA T2, Vo7 SRITME SIda Bl Tldw
LM, BB D RZ TR T D, ME—. KRIRA LEE TRFIRIE, Uo7 SRONGEIRTEBR
RN IR DD 7RI T D, KRB CTHECTEREMIT A TY o NE ~RIN
S THAEIS AL, BB AE NIZRSNDD, i HIZITI 7 Hile & ORE Rk
MDY, Vo NP O ERWEREITZEZ TR ML,

2) Vo NENRMBOFEAE (Vo E @ DR E) (1X3)

Jig VR RN A DR L7 WA I, FPIRTE B Sk oD i A 58 AE 3RS L
MIEFGER DISRRSNL LTRSS "R DI DL 25, Ak L7za8Y, Vo N8 N Bl
(X EFRIRO M8 PN BRI (R AL 23R BAVER LT~ 5 28 IC o TA A HEh D L
ZZHNTWD Y BT 57 40 2 CIEZ O EERIRN DU L5 BTSRRI M 45 4
BD = FBAEL A S LB IRGE 6y & S GE M &2 FF O ifab 4= A H 32 &3
HHIVTND ¥, ZOFRR O AT RTEEAILIC CoupTF I ASRHLL . BINRRD

EAAYE DTS Nrpl R notch ZHil35ZLTELS ¥, 207z | EFRO ML
N IR IE CoupTF I 23FEBLL CTUD, EFFARD M N M D5 (Vo & i
B RE) (BB K TdD Sox18 233 HLL . CoupTF I £3:(Z Prox1 DI HA{EHEL
VoS58 N R M~ BB+ 2 2 S CRRIRMI OV B R AN G ED(RE 6-7

W) O, BRI Prox1 13U N RO master regulator TV, U/ N R
L COMEEZ AT TRIESITHEERK T ThD Y,

3) FEIFMV L NEFAELVET IS

VoS8 N B2 AR 00 56 35 00 BRIV 8 B OAR AR 2D Sy Wb S 4% L N B AR R TR
vascular endothelial growth factor (VEGF-C)3 XX, collagen and calcium—binding
EGF domain 1 (CCBEDIZ7< T2 5720 key regulator TéhHIEMNI3 D> TS Y,
FEHOWBFE T VE RN BMRIL VEGF-C (2&Y, 20K T2 VEGFR3 %41
LT U B N B OB TEC B T R A A 5 L JFARY N E AT R T %, 20
WFRIZINT, Prox] BtEDU /8 N IR O —EBIX i FRARICE S ED | Vo
IR AR 2725 (podoplanin BEME, Foxc2 B, Itg— a9 BHth) 'O [AIEBALILIA
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NTHE— I E REV L NERDPZIEEA T DEBHE TirIREFFIRA IS 32, Vo
INE TSR o NE FTAE DOMBFRIZRB T, /MR C-type lectin receptor(CLEC—
DNFV 7 E N BRI ZFEBLL TV 5 podoplanin % ligand ELCWDM, IMAEREV
INE RO ZS2NIITIEHL T Y,

e R RN RS DV VE 1, BE I O BT D23 SRR VE
TirD, ZOIIRV BT, Vo VERIT —HRITIERL TRY, JURY > 4Lk
Ts (K1), 2DV 58T, xR A TR/ NOBEEIEEZ A T2 RE
CAREL TS ZOMBRIFYET Y7 ST, BEOBF BRI ET 5, [FIRFIZY
B DI EME O TH 5, WEGIa~OBEMIADOEFTS | a4 E O
TR, Vo B IR OGRS CL ERE IS B RE A 52T 5801878 D,

VoM R MR R ERER, INFUZ D EOIR DRy N — VR T D705, D
BR1Z axon guidance molecule Td5 semaphorin & D52 KK TIH 5 neuropilin H3H:H
DY T FNRREEEL TEERE R Z ZTDH N30 TD, KV EDVETY
U7 EIZER L T semaphorin3A & neuropilinl 2NEERIAL O BEATH LRI B
59251,

4) Vo REVET V7 DBRMGEHEE

J5UhBY Y 23FE (primitive lymphatic plexus) XU/ XEVET U7 OiEFEZ B CHE
(LENTZV U N E R T D, ZNHDY L N E TR EL 5T COMMBIRE WIS E
MY R ORI Z TR~ T AV B I S ND,

VAT AT NS E DSHERE LGRS | AHARIR 2P 5, IRV ORI D
JEREEDLE, B NE DY NENBGIIAANS | B XS HHIIET B L-integrin
PEMEALL, VEGFR3DY R 2D, Vo VE N B AIRAO R’ &S 7 (1X4),
FIZ ., VAR SN LM T ORI AN 22 FERIEITY o7 N 8 N BGRIIE LS S6f L TRy
FED P % 52 B

FEANINTIT AR R FIZY RN RA T DLV NE BRI DT LS D
(E12.5), BEICBITDERY L VEORRITYET V7 DR 2k CRERIE O
PEH M TOIL T B SIS (E16)

BRI S o B TE U B W CEERE B Z R TR L TRBY, 205
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T LD UT OO S TNAEZATH D,

5) U B DL

U7X DORERER LD FHT . P B2 A el 0D 182 5 F0 A 02+ JER M« B il oD T ol 3
T, Vo BHME OV 3N BRI BV TR, Ml 413 VE-cadherin
LSRE GOV ST A A v kA N BRI s A i e NS e tal N L e S R AN
HoDIHIEIGEZ T, “button” BRAEIE OREREIT H AR ITIERL | RIERFITIT AT
W) T, — 7T THRE D E I TMIaREES 208 THUHE D720 zipper” # &
FET5(X2),

AR Vo NE IS BEE AL T 2 I LT, 88V /NE Tl fibronectin
<0 collagen IV BH7a % 2L BB PR A MRS IR TH L M [FIARER R O7av g 1E 2
295, BV NETIL collagen IVINGRAREEIED HANEFTH L Vo NE e
VBT DEFTH D372 MRk A WIS D720 DR Z A %  button” #§iE &£ 72 D,
B NEIZBWTIREZA L, BATHMIab D | N EetEz LT
W5, VBN BB O E % X 2 R EALS DD anchoring filament &S iE 4tk
HHETHD Y, FROMIas B I LY v V8 N IR OS2 S 2 A 27207, HERE
HICBWTH R AR 2#EZ T2,

Vo NERAEDEREDBEBEIRAT T L TEBI B ORI BHD, 257 MED
Vo NFHEmNE AR T 272 DICEHETHY , AR TI RPN D, SO
TERUTY R AET DO LRIRFICIAED, Sweet DITHIWI DY EDVET Y
7 JE OB AR D 5347 R0V L IR DRI o RN EE T H I EEPIS
MIZLTCND 9, F 72, Kazenwadel STV /il ~>T GATA2 23R BLL, V3D
R AFHESNDZ LA R LT 7, Vo VE RO U I IR OEFEE AL IS
1% Proxl OFEBUNNE Foxe2 ODRBNHHNL 'V (H5), ZORFIZ[FIRFIZ Vegfr3,
Lyvel SIS TEEGV L EDRIEEDBMET D, ZNHD~——03 &l Th
AU Foxe2 1ZEHISNIZEE T, RIEED I ESRVY, Foxc2—calcineurin/NFATcl
signaling [ZER GV NETEHL, Vo NE TR L B2 T21T TR SR OMERFICH E
45, Gap junction protein Téhb Cx37T HUL NERIERICEZETHS ¥, Prox],
Foxc2 LU /NEDT VIS ITIZED Cx37 NFBLL, IRUWNT calcineurin/NFATc1
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signaling 275 L T lymphatic valve forming cell IZFFERAET D TH S,

6) Lymphatic malformation, LM V> 7RE & (Vo B IE) ICBE T 28T (F1)

U NETRROBRIZIE, #k 2 I MER 528 % Bk LT, 2OV E TR
B D01 ORISR T EL, HOWNIY T R IFEAEA RS2 ARDTEMARIZED |
Bk 2 IRV RERIED AL AL T UV NEFTEOIRKE &0 D, BIFEETIZHL)
(2725 TWD B F B E I DOV NETE IR DL R E NI AE T, V73R
DIFEAE R IV RFEMEY R B A ST T ZERMBILTND, LR IZ S &
BLEDIRK LIRS TNDZENRESIVTWDER A ELDT,

— R (FERIR) U A (common  (cystic) LM):2013 4E1Z PIK3CA D& MHEALZE
SSFERTNY L BT DO FREEREEALD 1-10%FLEE IR @SN 9 2 b iE i
(LR ED A N BRI O HEFE I B 5L T D RTREME D 8D

By MY B (generalized lymphatic anomaly, GLA) : 2018 412 GLA O#H#f%
JOHEERTIR L7 CD31 MM OEHT 25 NRAS p.Q61R B HNFIET 5T LAVR
Ehiz P, GLA OBV T, PIK3CA %Y 0.01%~3.5%D 7 L I/LAERT
A E Sz Y,

F RN L oNE ESE (kaposiform lymphangiomatosis, KLA): /NS E Barclay H0 2
SO N —T1%, KLA OFLEIC NRAS @ p.Q61R 28 BAMESEE (TAFET D L& W
BAMZLTE  #, NRAS LIS KLA OJFIKEL T, EGFR X PDGFR (2% 358
F B3 UH—BLL T TS CBL DR #iESN- 2,

T — .95 (Gorham—Stout disease) : B L LHE LA BRI L 7= DNA 1I2THI 1%

DT LIV T, KRAS p.Q61R ZBHRZ[FEEL- 2, RIFEIZT — L% DBk
BUWTEERIC KRAS IEHALZE R (p.G12V) BEIE Sz 2,
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JRFEVEY L /Y2 HE (primary lymphedema) [ZB# L TRIESH TV DHRIs 23K 112
Y, HEInFOMREZ TRLICRL#E T 5, M - U V& LR R O BIEH 5
BinF-& EICBET LB T OREDIRE THLHNE 6D,

TNBEFMEY NI EE T 0B FARDOY 7 TR R A <E K 6 DD
IZEEHK)TE -, PISK-Akt signaling pathway 7>5 mTOR signaling pathway % 18-
VEGF signaling pathway |22V lymphangiogenesis Z#EFF 9 H#% K03 £ THD, Bis
TREDRIESNTODFIRVED Vg A AR, 27 TV O BH 12 LY
IEF RV NERD R ES ARG R, Vo EE L TRIE T 22 e RIS D,
FRIRANZIZZ DT 7 F NI A —RICEE S L8 s TR R K &7 D5 BT, 13
AEDETHHZENFNHILTND (3 2),

7% 1. Lymphatic malformations C[RE & 72 & 151 272

Lymphatic malformations, LM

Common (cystic) LM PIK3CA
Generalized lymphatic anomaly, GLA aPIK3CA, eANRAS
Kaposiform lymphangiomatosis, KLA aNRAS, 2CBL
LM in Gorham-Stout disease aKRAS
Central conducting lymphatic anomaly, CCLA 2ARAF, EPHB4
Primary lymphedema
Nonne-Milroy syndrome FLT4/ VEGFR3
Primary hereditary lymphedema VEGFC
Primary hereditary lymphedema GJC2/Connexin 47
Lymphedema-distichiasis Foxc?2
Hypotrichosis-lymphedema-telangiectasia SOX18
Primary lymphedema with myelodysplasia GATA2
Primary generalized lymphatic anomaly CCBE]
(Hennekam lymphangiectasia-lymphedema syndrome)
Microcephaly with or without chorioretinopathy, lymphedema, or
. KIF11
mental retardation syndrome
Lymphedema-choanal atresia PTPN14
Vascular malformations associated with other anomalies
CLOVES syndrome PIK3CA(postzygotic
(LM + VM + CM +/- AVM + lipomatous overgrowth) somatic mosaicism)
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Proteus syndrome
(CM, VM and/or LM + asymmetrical somatic overgrowth) somatic mosaicism)

AKTI(postzygotic

2 somatic mutation & 5\ d somatic mosaicism

# 2. BB D IR ERE

Gene associated disorder

FLT4/VEGFR3/VEGFC

* Milroy disease
+ Lymphatic metastasis

GJC2 / Connexin 47

* primary hereditary lymphedema

+ Leukodystrophy hypomyelinating 2 (HLD?2)
+ Spastic paraplegia 44 (SPG44)

+ Pelizacus-Merzbacher-like disease-1

Foxc?

+ 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)

CCBEI

Primary generalized lymphatic anormaly (Hennekam lymphangiectasia-
lymphedema syndrome)

KIF11

* Microcephaly with or without chorioretinopathy lymphedema, or mental retardation

(MCLMR)

PTPNI14

+ 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

AKTI

* Proteus syndrome
+ cancer (small percentage of breast, ovarian, and colorectal cancers)
* schizophrenia
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FRAE IR 2 )

+ PIK3CA Mz 713 PI3K O o 37 #A7 (p110 o) =—R %, PIK3 1% PIP2 %
PIP3 ICUU b3 DNREF T — B THY, il 7 2= N THD pl10 LHfilfEH
T 2=y hDA~T O BIKTHD, PIP3 1L FHED PDK1 X° Akt 2/ LEEES 27
JLELUTREES A, PISK 7 F LT MR R - Ba5E - e 7 - B8 A Ak - i
NP E D - IR D AEAF72E | Z< OMBIOTEYEIZEHE THD,

« NRAS, KRAS &5 1IN AFIEE T RAS DT AV 7 +—LThbH, RAS ITHED
HAGE ., ik, IR AT 7T AR ER I E BB 2 S, RAS DIEMHALE
BIINADRIAN—ERLEL THIBIL TV,

« CBL #5113 TFrv v —BoarxF bz onEE% CBL #a—K§2%,
CBL IFHEME LS F o X — BB RIS L, v/ TV ainiETHle
bz VVBfbashieTFrr X —BE2 e F AL L3 f#T %, CBL @ somatic
7 loss—of-function Z8 # (X A MR EIZH RIESI L TUVND,

+ ARAF E{5 71X RAF O—2DT7 AV T —ALT X Yo fRKICHHEE T THD,
RAS @ FHlZHY  IEHEALSNDE T D MEK-ERK (237 F IV EARET D,

+ EPHB4 I3 BIEF i %) —ED Eph 77V —(ZJ@ L. Ao
P OMIEB) Z L T, IEEERY TR TTFrI o —EZ AR
Td% Ephrin B2 U R EREA L, MFBLMALIN T AT 7 V0327235,
Ephrin B2- EPHB4 27 /WS L, I A, EDVETV 772812
HLTW5,

+ FLT4 (Fms-like tyrosine kinase 4) i&fx 11, Vo7 NE R DOHMEFFCTRIEATTH
VEGFR3 & {4 %2 —R 9%, VEGFR-3/Flt-4 I% VEGF-C & VEGF-D IZxthL
T U B REEIL TODZENRFHIL TS, VEGFC X° VEGED 73
VEGFR3 &3 2&, VB Ol R & O F LT D15 508 kD
ns,

+ GJC2 i&{s 11X gap junction protein Z=1—RK9"%, gap junction protein |2 RF/
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Y ORFEINEE RO T 7V —D— B THDH, ZOBAR FIXFAX ORI - B3
7o E A KA TR AR 595,

- FOXC2 B I L <O IREEHRALMR O T A ZHIEHL T D, HAERTIZZLD
RO TR T ARSI EE AR A OB A O G REEET D, ZOEHA
IFHR B K+ THY DNA OFFEDFIIZE A L TEDMDZLDOER T DOIEMEAL
DOFREZAHBIT 5, FOXC2 1%, /&, fifi, B B, R, OImiE R, Vo g o
TR B\ CR il e CREAREEIZD, FOXC2 DRBUTY L EHED~
AB—[KF-TdHD Proxl Dipl 35209 ELHD,

.« SOX18 B IR IR DR G HRECHMInOE M EICER T D5 R+ ThHH
SOX(SRY-related HMG-box) 7 73V —D—2%a—Kt5%, ZOEAITHZDOE,
M, Vo OB ICEZRT D,

« GATA2 BA& 1L, B8 5K 1 CThHD GATA2 Za—R 9%, DNA IZFEA L CIEME
IR F-OFEL, K ORI OMEE ZH T 5K F L L THBI TS, GATA2 13
ISR, 32 i BTSRRI PN A3 WA IR OO e Bl R | 2 B B oM B A R 35, &
7o, A N AR Z B W CTEOMEMERHZEE ThY | [AE s FOrens Kb
A EIE N BRI D — 3 B O | 2 E Ha a2l ~ 3~ 230> T D,

- CCBEl Bz FITMIs S E O FEECBE LV ST lie e A 085 26T
WD, IRFEAEIZISIT D53 WD o/ NERTE L BRI D FEIFIZMZH T D, FITHH
HCRIILTODD, JFEBA DB TAOFEIEICI W T T ST
D7 | JEG A MG T 5B 2 b THD,

« KIF11 BB IR B AT 7V — 28 T 2 AR A T3 D72 D 1T B
REBEAEET—RT5, IR CEAT 73U NE SR GEB T A1
BaRrD | Mo 20 N B s | B BB X2 LT D, ZOMEEDNHE
SNDHE M HDOE LB IO RE— ANFFESILD, MO S IRBEEE ., ke
[l KT R (RO /e A B DR E | B RO B 5 D B 2o A mBi GBI 5L
T,
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- PTPNU EEFIRIESAEMTF a7 32772 —Bha—R 45, fipE.
3 b, 32 AR S I 55, PTPN14 13U SRE HT AR S b B 52 A5
BFr RAT 72— VEGFR3 IZHE G %, RBIn 13V EH I EHE
THY , KIFLZE BN choanal atresia and lymphedema (24563105, £7-. TGF B
BATRBEAFF L0, EEOY 7Ly —RUCTHEET 5,

+ AKT1 X AKT1 ¥ —EZa—R9%, ZOEFIIENOHHPLMIBIT B,
— T TEL DV T FIVRBIZ B 2R A, AKT1 7 — B I THIf DB -
R O3 A O BLOT R = A& ar ba— 145, AKT1 (ZBE
LD T F AT R D IEF DI ZEBEE IR D, Flo Em L TL
<HILITNS,

5) PIK3CA-related overgrowth spectrum (PROS)

PIK3CA OIEMALE B AT A 7L THL, MROIEK ERE~ 2R E w72 A OF
THHRBRETHD Y, 31T ISSVA DO43¥EIZ T PROS (2SN CWDIRBE R T,
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3% 3. PIK3CA-related overgrowth spectrum (PROS)

* Fibroadipose hyperplasia or overgrowth (FAO)
* Hemihyperplasia multiple lipomatosis (HHML)

* Congenital lipomatous overgrowth, vascular malformations, epidermal nevi,

scoliosis/skeletal and spinal (CLOVES) syndrome

* Macrodactyly

* Fibroadipose infiltrating lipomatosis / Facial infiltrative lipomatosis
* Megalencephaly-capillary malformation (MCAP or M-CM)

* Dysplastic megalencephaly (DMEG)

* Klippel-Trenaunay syndrome
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1-1. ¥R fE (infantile hemangioma)

1) RES&

PLUE M 4% JE (infantile hemangioma) I£. ISSVA 43 %8 @ Ik & 47 /& (vascular
anomaly) @ 9 B IREEMEIEE (vascular tumors) IZJ@ L. ek B DMy MM A &
FEpk I 2l & FEPL L 7= glucose transporter—1 (GLUT—1) Bt oD I & PN RZ Al
PHEIET 2 RIEOIEE TH D V7, RITHER LY HNBR TV DA THDH W
L RIMAEE & FeARMICRFETH D Y, HAERICIIFEELRVWS D DI/ &
ATBRIRZE DAAFIET DA, % 2 HERRE THREANBEME(L L, 2o BRI
% B 7 — @ D BRI 2 o, BRI hIER (proliferating phase, ~1.5
ik £ C) B (IR (involuting phase, ~5 5%t - 1K H] (involuted phase,
5 LK) EREIXN DN, BB AENKE L, FeEIX LR LIRESIC
HY 10FxB25 "7,

2) E¥

LI TR OVBEEORWIEEO—> TP, NEEZMbT &I, 7R HER - K
HAMRERIZZ V), BAEBEICITIAFEENFEL, AATORIEIL 2~12%,
African—American TI% 1. 4%, B TIX0.2%, £72HANTORIEIL0.8~1. 7%
EENTND T L IR HI CRIBEMEDREIZE DO TR TH D2, FHERE
D —BEICFET D55 IR ME RO R AR 2 FREIC EHET 5 & omE
b D, FAETBNIXTESEES 60%, (K 25%, DU 15% &, FHSHEIC S Y,

3) WA

FLIR IS NE O FR RN I A 72 AR B T, ISSVA 2338 T H W & 72 JRIKE S T DO FL#E A 78 S
AUTWRN, 1), REBLO M RO N IR RO R G CEEEZEZ LE Z T
S5 & WV DR RIE S, FEaeN bz E 2 X B R oI R mEEO R
5 CHREBLH R D XX OB RO R H S5 72 EEHEOFELIX R 279> T
1/\73?1/\ 17)O

PSR ZIE X iR D RIEMA L/ X2 — 128V T monoclonal ity 73FE 8 5
AT DROSMEIE TIX7e < . AT Tclonal [ZHFEL TW5A TEHOEE | Th
HEWZD W ME RO D & RIREERATERAE O LB B D
UM EBIE IS L A AR & T o8, IRERkROMIEOER LT 53, £
U C I A& PN RE A e 0 18 B BESEL K] - O S8 AB 1 12 38 1 D AT A IR 28 2 (germline
mutation) & RN ZEIRZE B (somatic mutation) D2 L B — g > & A7
E. SRR NEE ST g 1019

4) BB L RE

AR RE L, B D K 5 IO IEE & 13872 2 RS 72 B R 2T, £7=
BRI H 2 TH Y . WKk TIIEER (superficial type) * FAER (deep type)
BLNEAT (mixed type) & W o TR DN —KATH 2208, AL TILmHE
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Al fEREA - TR Z RO DRA VW) SELEASATWS #,
Superficial type TIFAR /ISR ZLEN, WHETD &5 724 M:@i‘%ﬁ%:ﬁ
L. deep type Tl FIZAECEFROEIZZ L 22

HAERFIZIZFE L7220V H D VI B L2720 (RLE 95 - SREE - & B & FH 23
EAREBMMEILEN O 72 5/ NS RAIBRIRENHAERFICEROND Z ERH D)
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T O ORI L CREZIT O LER D 5,

777 ) a— /AR FEICB 595 CYP2D6 35 L TN CYP1A2 1X, A% 2l E
TIEARBHEEIME S . 3 HURISEG RIS U CEENRE L, A% 1~ 3
r AMMBREANBEDL E SN TWAD @), FAERY, JLESHRHOMHITT
077 a—/LOMPRENEEDLAREMER D S, F72 1 WERRIZ CYP O3
INEFIRRE L 7228, RO 7 V7 7 v AT ERE (REmFEICEA) ([2Hp)
LTEINT %, LERNo T KELTZ0OEY 7 V7 T RIEEL & BITIKT
T 5D, 1 UBERICERERRE T 7 /e — L2 lET 5 L, mEks &7
L AREMER B D (5),

FTm 7T = VORI TITIRFPHIRMTH D720, BHRMEEREIC & 2
2T D, EHEROMARFORREMESH 720 OREKAENEESE (GFR) 1FRAD
20% ARNDS, A% 2 W T 40%, A% 2 72 AIZIZ50% & 720 1~2 m TIRIX
AL ~IVCET D L&D (6), £7-FERO GFRIZIEMER L v & 5ITEN
7o FRICHETE R O BEE I B G- 2 BRIZ M Pt 23 B IE 3 25 rTREME 2 B JE
THOVLERD D,

TR O I BNREMENT DT — X 1 ZE D 7\ ad, ARFC IHICH L CEBIN-H
MAERRRRABR I B W T, REOEMB L OAER Al ERICKL -T2 VT 7~
AT 5 Z R ENTZ (1), Ll SAEROEGHT -2 I3EaENTE
O, A% 5 HAWMO BT A HBRRIT W EhbAar A D
WA CE RITEER G Lo TV D, I LICHRE - [KHAKREDO B IEA~OF 5
DWTH, HAERAERIZED O T HEHARERN D7 < ZetEiFf L STy
EINTNDB), HBIGHIFXIALE TCORBARE L RERIZ T 51/ D
hZE L DTNDN), T VHEFNTI DRV, F2Li HIZL D ERER (F
JeE$ 37 WAR) 55 B & EWIE (FEAR %L 37 #HLL 1) 180 FloAFEFTLR DI
BRAE B L, 208200 72 LA L izas, e D 45 (5] (81. 8%) 1% E 2
r HURICERE S TEY (10), RERTHS THLHIREDHIE THR-> T
BHEITHOZENEET LWNWEEBZOND,

F LDl EYEhREOBLI N SHE R, AR O G 3n PIRE N &
KBDAREMENDH Y, SHIZRERIZZDIV AN EATAHZ ERTHRIND
. WETERRERN D72 BEMITMENL STV, Lo T, B, IKH
EREIRRAS 5 BRTEOHAEIRIZB N TIL., A REEEO RN 5 5
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Loz, BRI ZEERE 5 BURISELEL 2L, £&ET2
BRICIZABEC TEEE L KA (0. 5mg/kg/day) TRHAAT 570 EHEICHK G LA
DIVEDT DN D AR B THERF I 5 72 ED LR E LT %,

[EETH2XEEWEHE TR, EEA, S22 T]

FEREX, AR 5T 57077/ a— L OFEET H XX HEREIER
DITEFEFF & BRIRTEIR . TR 22 ElZ oW T8 L7- B¢, FIRICRWER ©
N & T S IE G 2 727 B 720, 2019 4R 123817 & 477 American
Academy of Pediatrics (AAP) DBZIRHTA T4 NZEBNTH, KM (HELESC
30) BLO, MEIREEE, <& SR, EEMERIR, RILE2R EORBLL 5 SH
TERIZ DWW THIE O & REZ DB E L0175 Z LRI TS (HE
23 3p) (11),

1) {KifsE

7u 7T ) m =) Lo TIRIMBEDNFHBL T 28713, BRICHBE I TV
WA, AR 2 M E D IEH RNERMED T 25 2 oRIGEIE+T% & ST
W5, S BICHR, BB, BT CoBRMBEEELIMAZTLEY, bELEAR
NIRRT R E <L v a— XA OER &S mUW 2T Tl < L RN TR
STV DHED D 7T b ARIMBEIZBE 0 0T, AR M OFIE T H EITIR T L
RN EWVDbITWAR, avTFaxTaf ROFHSCRERIZY A7 REntk
INTWVW5A(12),

FLRH ORI BEGEETH D Z & 1208, ERE U CIIIEFRRA T
Aol 72 TR, BRI, T ivA L, MR SRR, BEIR, T —8,
IEARIR, 2L, MFLARE, ARIRIKT, B LV OIR TR ENRALND, Zh
F T HIEEMHRMPECRAEIAED DI TH L BHME SN TND, 2L DREHR]
TR EEERNTIE R BIERBICIZO XN 0 | IRIERED D EBIRRE L
TWBIEB S A B 5, BIEEK & L CTEREM OO DB B RYYE R
EOED, avFaxrTaf ROFH, A EERES) "&bk,

AAP DZIRTTA RT A 2BV TH, RILFEDO ) 27 Z2Mx 2z, [7Far
70— LOEEXRAL (BF) PELERL (BF) %IV, IRAEX D
o TG AR L7256 Th . BIE G 21Th 02 & A HERR S Tn
%(11), TOMITHIESNDHRE LU, MO OFKTHILTE 20, b L
IFHMEME L TWABRETIIMEH LW LB 5N D, HHT A L AMIER
(BFTANVA, /B TA)VA) IZHET D & FRIRIEMIZ L - THKEE & 72
HIEYENH 0 | IRIEF TR &b, R A & 72 REEME RN Em W2, BB
TR Z Rl U, EIRGE £ TR 5, 23RN D 7Y a— 7 U iTE &
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WD BRI O, ALKIRRE & 722 LRSI ICIRIEEZ 272 LoT 0,
Lo T, 7mnr 7 ) a—VEERIFZICHLEZT 52 & (Wk 1-2 K%
(ZIFEDS BEH L TWD X212 T5720) Ak 45 AETiIDe< &b bR,
A4 AUREITA R L b 6~8FMMICHILT 2222 2ANTH L O
W32 (12), F2BEALRENHGT D IR Z LRI M ORI A E < 72
D, BEALARIIEM O L EL 7225720, P S LITBERTOHESLY =2 — A
72 EDRESER A LNT S, §, E TI RV, TR W EIRIEE & 0 JE
KRB, F<ITHEYZEBIT 5, $7-8H. BEREGZ2ETD., REFIC
%I DG HFEOFRE AR 5, RIS SO D IERA H L, § ITHA
T O, PES AR S, RSk, IR kR a2 T 5851
75,

FhTa 7T ) a— 3% 6 A COMEMBICEMGT 5 2 & TEVhE
WHEIFFCE 28, HIEM A2 X T OIRERRLET 2 7 — AIXEDEMEL | 1%
DB LIRS 5 Z & &7l IRENEMICEL., BWERHO U XA 7 13m %
LT Tl | FRYYEICHEE L THErT 27 — XA b X 5720 1RGO & IE
EHEMRFTRETh D, 1 OB LInE AT 256 1%, REFIC
R 2 Z S Z2WE S IESFHH T2 &, HERGDV XA NH 5T
D, REEINCADOEHEEIIITOT, RAICEET 2200, 1 B 1 AR SLe
T HAZ DT HDONREE LU,

2) DER : RAREMEET, DARERE

77T ) — VIR GBIRIRE IR T2 AU D0, BlhsE 5w
REMEDY B D, 25 UITEESEMME7Z 03, 5% OGN E~N— 2 F 4 b D2k
. 1. 2 & 3HFERHEITT 7%, 22%, 13%ZE Z 5 & S, @M RIRL S S Tun
5. LorL, 13 A EOGAEITIER TIaR b LEN WO | Rl 220l 2 L
RN D FIRICHT 5,

TRIERTORMEE & LT, &, KE, 4 ZVHIE LE, ki) o, JHEH
B FIEEE, IREEE (RFREOGS . FHMADIRIRG) Ot E 2%, LEK
MANHERE SN D, 2oUEF] (ME  50/30mmHg AT, AR 80 A,/ 4y &
WRZED 2, 3EOREET v v 7 | IEFREMELAE, OAVEE IO REED
9 oI LA L, KENRMEAS & IR, DA (B 20X, FEIARD & 0 5H 72
FETEIRENIR) OMOBERFRIK & S S EREROMEK TE2ET) nE I 0E
VTR 2, MERHIVUL, DNERE, NRIERISEMEIC 2 L M5,
FRREER, MHEAKER2E, N UV RAZRIZOWVWTIRHSLEISCTOE
(0. 5-1mg/kg/day Z4y 2) TRAtET 5,

REZEOET=2 Y 7RI N D, 1REBME T ITEER, 2 R 0.0
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Bl i EZ2RE L, MBS T UXTRR &k 5, 1 5 0 e Rk (<80 41/43) .
JEREMERIR & 7212 AR T (NG I < 50mmHg) 23 & - 7285400 %, B HIZIA
waEHIET D,

BRI RIGR TH D120 FHEICEET LN WIREREZFHHET 5, B
RANITELAN R, Ak, S 07. B, NMEROH, KM EThDH, 1R
ARHECE =2 U o V TCRENRA LN &b, BWERZE Z 37 8E%RH 5
(13, 14), FAKME, Bk EqEbNDERNHIUX, IBEEZFEIL, 7<
B EZZT D LR T 5,

3) FEREHEIR : [ESENE, WIS, [IERGLR L

a7 ) a—UiE B2 HEEHERIZ L o TRE UM &2 Z 97720 &8 X0
B REXEROBENOD L BHIIIRETH D, FEK[EIMEDERWRH
HEEDLNTZ LN D DIEFOMRIZ S IEET 5, FIH OKE 0B (ALY
B) 1TE L RO, BYMEE & o T IS EIEME (WIS, MR AR 42 b
Tl Y, WERIEL B X N D MR IR EE, g2 EoORERE £ T
THAERR. M2 E ) FTRIERENE UEe, EAGER TS &L E oK
WA LTS AI RN R T2 & Th 5,

FRICIER T A REHFEMRIZ. RS VA LVALE RAX =2 —FE A LATHD,
RS A VARRYEIX, Flna T, EEICD 0 MR E &RV KL, A%
1% £ TITEHELL E2Y, 2 5% F TIUEIE 100% D/NEA RS 7 A L A DK Y: % 5%
FHEINTWD, EEMICE W TIRIERICEEREETH Y | FREREHE
M~%x 7 A M ORI B TIRHMED S OBITHIEBREFET DI L b b9,
M, PR R SO FROGEDORIEZ L E L EERERES I STk
W B, FEM OGN L OE M ATEIER S TOWATICHEET D, £k b
A B =2 —F T A )V AREIYEIFEINRITT D /N ZREYYE D 5-10% % 5
HDHENDILTNDN, RS TA LA LRBRICRE X RCMiA R 2R L, &E
BN EERE 2T ERH 5,

ZOMOFEERE LT, FRUER, JEXRIEKRDOZZIFC, Z2< OGA0NE
WHI E TSN D, ZDOTTH | Wl END L5 I TKE HEREE LT
Ta7T ) a—L T 5 3AITH D BRI (WK - SRS 3E) 20
ENDZENDD, FFIMIFIE~ZZ LB Eix, BERTFIEZERTHZ LR
777 ) a— L EHNIRLTWSZ EE2IELLIERD X O IcRET 5,

4) ZOMDEETHIXERAL b

O 78 i
NFIAERED 5 6, ZIRENME, EAMDIREDGAIX, IHTH D Z ERZ,
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— 5T, BREMEOHE IR RMEMEEN 2\, REREN 5 DLl Ed 25613,
HERD R 7 ) —=2 7L U TCHETBEERELY LT 5, BEROEGA X
TRIROMEERWD, FHICKINE > v > b a0, B LARAE2Z KT End
Do EI-THEMEFIRIMERER TEZR -T2 2830, BIRIMEEEO T = v 7 08
VETH 5 (15),

OPHACE (S) JiEfeEfE, LUMBAR JEfEREZR &

TH | PHACE (S) JEMERE, LUMBAR JEMEREZR & &\ o 7ot B 2 BEfE 7 2 fE (R
Bloatira2 2 enmbinTcng (16), PHACE (S) JEMEEIL, REHZEEAIE.
b i B . RENIRKEASE, IRAFE 72 E &L D JEERECTH 0 | BRI SCHE R 1T AR
Sem LA EDOSHEIA TH 2B D Z ENd D, FIAEMOSER TH X, SMESRR
w. OB RERE I, PEDtE AR ST, RERKEIE A £ 5 PELVIS JEfRRE, E
S, T IH X, BWiRaaE. {85, FRUE. 5 X8, ERILMaE. ik
TEREE 2 5 LUBAR JEERE A A OF L TWD Z & 3d 5,

IS DT R AR . PHACE JEMERE, LUMBAR SEMERE A B6 - - 3-A 1T AIRIED
AT, B CRHMli 24T 9 ~& Toh 5 (11), PHACE JEMEREIXEASHE D MRT, MR
angiography /LA E DR DT DIEHE S IRRE b i3 2 (11), 2ZWriiz2
Wri A2 25 (7), LUMBAR JEMEREIIHF BB E IR (B 1EH 6 » H &)
RMEE I KO BN OB ERAE, MRI BRENNEL R D,

a7 ) a— VR T K o TR A& F5 2 F£F-> PHACE JEMEREEE O
e DU A7 T RREMENRH D E Vb TR, VAT EXRXT 4y b
ERE U7z ECEEIIEE LT IR B2, 1RIFRITRARA 2h & CRRtAT . BEiH
ZONTCHE L, MEORMREE RE/RICIZ 27292 1 B 3 ENZH3TT
BEHETDHONLEE LV (11),

OBER. 1855 % (o 72 FLYT i &
ERE 78 & fE - 7o fLR M B, FEEAEIC L D@l U U A MED
HEERTWD (2),

OffFHEESE

PURIENRIE 70 & OFFERAER 3E, G SHEIRIEDO NI, REFLRE O R O N
REE 7 I3 TR T D, £l 07T ) v —/ L cytochrome P450 ¢ CYP2D6,
CYPIA2 [Z Lo TRE SN D70, ZHNHIZIEMT D CYP2D6, CYPIA2 F /=i
CYP2C19 #IfHIER (BT o 2R L) X, v 7T ) n—/VIEREZ NS, 3%
PENHELT DY X7 B35, CYPIA2 &K (ZPx=F AV, 7=/ /3L EX—
V) F70F CYP2CI9 38| (U 77 o B0) 137 a7 ) a— LI EE % b
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SH5, aFarTaA FEEFOBEFIT, /T — VL DOME DT80,
KIEED U 27 RNl 72 b,

- CYP2D6 [HEA] : 734X ur, YAFVU TITV, TAEFET
nNaxtFr, F=Ur, U RFENL

«CYPIA2 fHEA| : A 27T, v AF VY, vyeryaxHhrr, 7JURF
VI, A V=T YR, VUbFenr, 74740 A4 Va—hr YA b
V7 U RNYTH

ORWER 2B CTe OITIRIRANIAT 9 N&E F = v 7 HIH

B A - JEEME (TEREE, HAERKEZ L)

- FIREE (FHAORBEIROREE, LEEZR E, FRICAREIRSCE=E
Ty 7 EOLER, FEIRE)

- IREEEE (DEREESEZ EOWNROMER)

- AR BOLG S, RHEDARER D

c HE. RE, A 2OVlE IE, k. R AEhIRIN B SE
A F )

- JEEE (OF . WS . Rt R, mAEEORRE (K& X,
BIGIER,  HifoA )

MBS T ANERBEME, NEIERSESE DR
A (g | - OB AR, NEIROF = > 7)

ZREPE THhE | - M X BB E (DRR, DAREDTF = v )
TT5Z 8 | - DIBEBEEERRE (OEBOGE, OHEEDFHMN)

7 HEDE) - A 7o MR AR AT « R, AE{kS® (LDH, K, UA, RERFIFEZ2 &) |
el (Fib, D-dimer 72 &), E K TH (ZHRAREERE

sk UMEHE 5 I M 10 JR HRS2 PHACES &% 5 & 7217 T/, 7
RE72 PR W IR RTICITMAT L, R OVEBSRE S HHO S E L
THZENREE LY, b LAEERRRLDZER, PHACES #450FL T
WG B ThoTH T LR EITR LRV, HHIZoW
T, DNREBRIREME L WET 2 ZENREE LUy,

¥
3
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1-2. eRHEIMEIE (congenital hemangioma)

1) RES&
SERVEMAE MR IL, AR L 0 AFTET 2 iR e IRE RS T D, HHZAEREIZ T
ICHEBEORE INE—7 202 THEY, HAEZROHEKMERIZZ L&) 4§
23 d 5, ISSVA 43%E (2018) T :libemgn vascular tumors ®— DI HT I T A
AEINTWDS, BARHBOAHEIZ L PEk, ROERME S R MM I (rapidly
involuting congenital hemangioma, RICH) cE FEB MM e KM & i (non—
involuting congenital hemangiomas NICH) i iﬁéhf%ﬁ_ﬁi T4 RICH &
P ENTIERI D D B (VBRI IR A D3 % A7 LT JEBNZ 3 LT
mMEOHRMBCTH D 45 ﬁjﬂﬂﬁ PE e KMo % B (partially  involuting
congenital hemangiomas, PICH) & WOHOMEAGLIRE INL L ooV,

2) WA

GNAQ <° GNA11 & s 1 & DB 2 R~ 5 i BNIFEET S 2,
3)%%@&%@

AR X CIOR A ITSE SN TV A, @ RO FmE S L < 3Em T, kX
éiéiéif%éfﬁﬂiﬁﬂm i%@ AL DR T2 2 L, REKIZ
EAMAE LR Z R, & X TTREPES LT 5, A%BEH D 55 TR

BED ., 1$&ﬁwif%dﬁéﬁ HIB R EE D RFT D083 b D,
NICH | & RICH (Z bR TREEMEZE N Z L < | #AIHIZ i%%ﬁfkﬁﬂﬁﬁﬁ%
BEREEZATDH Y, ERARIFE TIE—@MEo f/ s ol B R EFEE, X5
WIZDBEMIC LD DAREEE T2 e03H 5,

4) RE

FERICOW TR, IS, RICH & NICH TIRIFIER U a2 2 L, BER2 650
FHARZ 2 TN B O HEFE & Btk /N AE DA N A S, JREE L 72 18 A3
IRAET D, NICH O J7 78 Fhlg )/ NERE ECTAMAE SR & WEAA S D Y, EE
FAE O GLUT-1 Yeta Izt & 722 5,

5) HEZWr
HIMA T, venous lake, MEILIE, AIKALDTEREMEMORFHE I ND
PO ZDIED, BEFIRO VY ERRLNDZ E LD,

6) ERlZ

-FLRMAERE . AR UL LT LEGEOHEKO Y — 7 28 2 2 iR
Nz TR P AR A GLUT-1 Btk & 72 5 = & THERITE 5,
TR T R NEAR I PN BRI E (KHE) @ RRICERIREB ML Z &b, & <IT
RICH TH I/ IMEDOID 2D Z 3D B0, KHE ICHBLT 2 /3y -
AUy MRS EOERINMLEL /0D, KHE I KM 263 58085805,
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< AR DAFAES DAt od B « TEPEIESS (PRERIEIE « ARRERRMERR - BRAE P I -
REAC A PR » A ARAENE - ME)%\k%Limﬁﬁ%ET%%ﬁ@%k®%%
ﬁ%%&ﬁé:&ﬁ%éo

7) 16EE
RICH TIZEEAMICRIBBIER SN D0, KRERIFE T/ W, (A4
DEIRBEETIHIEIEZAE L TV IHAITITFRCERIRIEZIT OHAD
o5, Flo, B E TICHILT DIEBESCRAT T 2 WHE X U CIERHERE S
B UNESNRHIEIE SRR S5, NICH (ZOW TR TEICEREN 2 H D B OYIERA
e s,
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1-3. ERMmEE (tufted angioma)

1) EBEEEE

Tufted angioma (FEIRMAAE) X, 1976 4EIZ Jones IZ L W Ml THE SN Y,
ISSVA 7755 (2018) CIZ R MM OREMEEZIC N T AT 4 X3 N TV 5D,
Angioblastoma of Nakagawa. & 5V ZEMIRAE (FP)I1) & FEARRICFEZFR TS
a3

2) BE¥
b5 AT DISTED 60-70% % 5. 25%7° 1 BELARTOFIE L K525, 50 bl
TORIELRBREIND 7V, HESCHEITIINE THRESN TR,

3) WA
BIEMEIZ A DT, ONALA BT 8 L OENRIBINTND Y,

4) BeRE L RE

DU RRIZAE U D Z L, /NS 7R BBE, BB, MEENDIRED . REFIC
R LSRRI TR B ORI 2 TE AT 5, RRCRFTOEN & & HIZEIT,
BUR, 2B 5RO D, 10T ARTEERNA LIV, FRCHSNEH E Tlo%
SiE L 7=/ N OIREIZE OB BTN D, —FTEIT D H 3y XY » b
WIS & 720 9 B,

5) WHE

FeEG RO S BHR G, cannonball pattern & FEIZILABRIR O ERAE S L . £+
DiBfF DRI DEFARI IR LT JRE 2 558 & 55, TEEMARIE Glut-1 k2
Mlrpd, Fio, D2-40 Yeta CTHEGHEAN OPLGE U T IRE O A 03Bt 2 7~ 3 G
WZOWTIE, Mz,

6) EiGRZH

AE P ARA ClE, tufted angioma OFIFHITEm=a—ThoH—FH, BIBO IR
PRIERE LA N EIE KHE, FEHIC W T, BB oIl A SITRE = o —
FETAHLEINSY, £7-. tufted angioma JFZEDZ  1ZEE RSB T, KHE 1%
BERANRIHBE L 725, 3IRITH 77— K77 THEARE L ONEIR O Mg 23558 & 4
%o MRI TiX, T1 @M CHE /2R % R9 R FIEEA 2 L, T2 s@iHm & T
(XM E RO, BERARHB R EEERAL S LTSNS,

7) ERIZWr

- AR Y RIREAR A N R ARIEAE (KHE) @ ERPRMR - R ERARARISR & & ITAVE & $A1
T BN, SHEREE OB NE & 72 D D2-40 DYttt THERIFIRE L ST
W5 O — T EIZ IO 2 FIT A AN—TF ST AEBH AL b E XD
nTW5,
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- FLIR MR GEANIC DWW T, #iis i) - 2 UTHAERIIT B2, % 1
r R &Y ETITRENPAR L 725, £70 B2 S AIIE S Glut-
1Pt 2 R W e %,

8) TREIE

R A 70 EOREN 72 < EIER ThIUTRRBE IS 2 L b %
<, EROEIICHBRMEERTHZ &L H 5, IBEZET L5 ITIISVEIIIBE,
b OHWVTAFR V—F — GRS, Fetaiis, Eeiinicmsa T, 2/~ A
VUL RIBREATRA R, R T=F AN, eI oa—, var LR A
VA =Tz aa, 2b), /T FAT77FIR, BT YRTF AT R
A4 R, HDW0ET 1 bE Yy 7O X D R EWIRENER TH - s N
FET 5,
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2. BHIMEHE

1) RES&

AP, BE AR O BHIMAE DO > b U — 271280 D IRRIEOIEEMED 72
WL EPERIEDIRAE TH VO | IRERE & M5 & S5 5 ISSVA 43 BUHI
S TEMMEATE (capillary malformations, CM) & ST TW5b, LU k%
REET D & RIZICAR TITHMMAE M E R — N U A REBE (IE ) | 5854 E
Tld port-wine stains 72 EDIFRA BFEHINTWD, SHBBMETED T, KR
WMREHIL TS RER S D, Eio, BMIMEFIRETE CM, BMME Y o3
AT L CLM, B Y o /S ERARAT - CLVM, Bl i B AR A7 7 < CM-AVM 72 &
OIRE T & BT 52 &b d D (BRATIRE )Y,

F OMIZ I BN YEIRSE (teleangiectasia) <04 KM M A& Hr AR B A AR
FZBE (cutis marmorata teleangiectatica congenita) 72 & & AYR B OHEME IS
EFNs, Fo. TRICAOGNARAHIREGFE T H L7 U v F L x—
JEERE, IRRA R L OBHENRE LD AZ—2 « 7 = — —JEERER & O—E
WELTRDONDGEN B D (IE G BEERERE)

2) B

FMIMNEFTILZ S DGAEDBNBEGITH 23, FEHIO®REH H D, BAMHEE
1% 1,000 A 3 FRE T, TRV E SN TWA Y, EH ., IBELHLE L CE
W A2 22T 2B a N L <, BHL 0 ZERZ W ETHME B LW Y,

3) WA

NEZHIRIZ 31T 5 GNAQ =° GNALL 72 E OB OB /B S TWS Y, =
O DTN X o TTHHiED MAPK/ERK BREEDTEMHALTH D EB 2 b L0, £
DFEMZABEFFIT N E B ST ey, £720 205 OB s 0 B B .
BT ERRIET AAN=AL L FE-AHATH 5,

WL ODDFENTFAE L, Bl 2 1F GNAQ <° GNATT 1IN EZHARIZ W Tt iz &
D A= U % sheer stress OEFNCEIR L., BEMBENT & ELITO X BIEE/TIZEEH 5
AIREME ¥, GNAQ IZ L W ERK D272 &9 PIK3/AKT BRI& HIEMEL T2 2 & b 5 7=
W, mTOR R TEIRATERC Y v EFE LR U A B =X L CEMIME O RE T
BEAEL Z > TV D ATREME, & 2 WA O 23 b 23 B & i 8 i 5 o fii gk
MHEFT 2 IREME V2 ERBE S TV D,

4) ERRB &R

BRI, HZAERE L W F7E T 2 FH 2RO T, — £ %213 U CTREDIEDK
BAZHHI L CHEHEZIERT 5, KRR E - R Ok 2 72502 H 0 | HEHZ
ETH D, illTHERIIIHATH L ENEL, 12 » ATE V72V LR
BAZEALT D, AT D EIRAITHE ARG & 72 0 MR OB AU L 0 Beatko
AEBAEZ LD RBICHIEREZER L T2 b2, S HICHE T, lE
WHEWEHES - OESE FTORTHABSCTOBRBEREZ XL, KEE
(macrocheilia), PHAEIEAZEL (gum hypertrophy). BERIE (epulis). _EFAZEH,
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RIEM G772 & B OFELZE L Z 20, o OEOHREERF 22552 L
LdHD 7,

W AEm P RITEE R WD BEREFIRATE 2 & 0 2 %A I R R M i 2 e
&% (localized chronic intravascular coagulopathy, LIC) Z 371 . i
Bl T O T IVTAMICEEZ B LIET 2 b b 5.

B EREc/EM,. FRE, 8%, ENEREICHD O —F Ly T
EHEICAROND DT TR E LTS, 5k 2 A E TICHARMEIRT 5
bObHY Y IRBEHOY—F Ny FITBVTE OJF AR,

EMINE FEN FTRICFEET 28 ICIEFIREGE - Vo NEw i (U %
) x50, BIKOIEREZESIESRDO 7 Y v« L Z—IEER, &
B UNTBIEZAATET 2 %A I FEMRIHR BR 0Dk PN B0 TRlAR O #R B RE 5E D 1fn 45 47 7
EAET DAL=V « o — N—JEBERER EO—ERTH D AREENRH D 7,

5) MmikRBE

MERA AT AT — I IER Th b, BERARFIRGEZ A0 255121% RE
PRI S NEEE PR (LIC) 215 Z &35 5 GEIZ W TIE, FRETTE DORiis
f) .

6) ERZNr

KRR E T e T D, B, RO B OJLEMERETH Y | KEDIH
ETHDHIWD, @, ZWHICITEEHRE 2 L3 e Ly GERZ W T, miE
W ORBIZ) ,

Lo, LR Z &L ERZENAERZRGERD D,

) BERBAE  WENTITE o —Th D0, BT DMOIRE T EIRET
BV, U NERFIM ) 2T 52 ENTE S,

2) MRT : & 0FF A ORE & GRIRETZ VM, U > 8w M 45 2 M35
ZENH D, EDOBEIRENERT T1 Mg I~ O1E 5. BEREH]) T2
BRFRG CHRVVER 5. G T1 M TN ERE SND 2 ERZ, 0,
EIROBMMAEF A2 —JERE T HRAZ—T 0 2 — S —JEfERE Tl AR
PIRZDOREIZHMRI A HTH 5,

3) X —F At — : BIEMEOEITE R0 mEREE L L, REEDE
iRk oM E L LT TE S Y,

7) JRE

B BN LERIR AT & el U CHRak L7t/ Nl o mE 06720 | i
DGR D LB P ITT AT K o TIZ BN A 27 O A REAS IR L |, B)
RSy & fEDPN D Z & b D08, EVG Yefall L 0 i 2 e+ 5 = & T,
AN A7 OBEDEIREE /> 2 HIB] T X 5 GEHIZ DWW CIL, WERZE ORS
R,
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8) TREIE

LU— P —OBGLIRTX, AR CIRm g E BN RIRR 72 L biThbhio &L 9
THHD, RIS L DT T T — T 20N BHEEN TR E LT TH
Tz, 1968 £, YerELVHICLY T T L—YF—I2 L 5 EBMMEFIFIC
R DIRIBENIME SFDANCHH S YL 1980 EREHAT L ARIRD
AHEIC R o - FE L —Y — (flashlamp-pumped pulsed-dye laser, PDL) D%
LY, 7aarvb—%—cflbos THREO TR LE LTHVWLND LI ITR o7,
BFER L —PF I L0 BHIEFEORLIIHEERERUEN G OND L5127k
S M ZOK AE LT —IXRWERE KW OV AR, KRE R ARy MR,
Fe G F 1 O FIEEE 70 &0 T I 72 Zdu, VIR IS KO 1 Rz i B 2 2 il L
WHATIEETE DL 9122 o7 Y, & 51T 1990 FAE NI TR S 1 H & HE i
L7V AR EROBFE L —F =B I, EHOMERLIOORERORE 2
M OIRFE S AIREIC /2 0 | (kD L — W — TP O B & A1k L
THOAHMEREDOLND L D720 BEREOF —EIRE L TASHEHIN
«Cb\é 13)0

BHFE L —V—IRFIC I VL CREROROLENRD b, (RIEBMGFER
PERVIEEBERENETIHHRE L H D (CQAL3 B, L L, JRE DR
LR AFERALIC K D IRIRSNRICENDH D . BEMEERICELRWGEES PIOE
e ORI IS U CEFAPFH (R LT 258 bEMILTn5
(CQ12 Z) 'Y, EHIRIRGE UEE AR AR K & 08 5 BHf A& H 16 LT,
SBHER (B « ) 2179 TR L —F—1BER LD bl e 2B onedneE o
WELHD B9,
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3. FRAREZ (MEwRiR i B fE)

1) #ta KA

AFEIE, WA T DIRETER (vasculogenesis) DOIFET, HLE B
Rl AR B R0 1L BE OO M- 7 O R 48 70 & CREIRR DIRE 23 HE5E L, YRRk 3%
FERLIRIZIEAE U 7= §RIRNE 2 4 3 DA E o Mg ir B MEER R A Th D Y, — %
IR & FERRS LD 2 &M b2 <. HERD MR LA IR . TG AN M4
fE), TEBEIMAEE] &S b TWREbLET,

ARFEEIL, IRIEFRIREZ (venous malformation, VM), 27 7 A RERARETE
(glomuvenous malformation, GVM).ZZHEMER @ REIFERIRAF T (cutaneo—mucosal
venous malformation, VMCM) |Z/33HE N5 2, AEEE G TIRGRIRE FIC
X, BEOREREZMES 7V v« B RX—JERRER ENET D,
FARRIL, WEBMENKO L7 ¥ —HFr %) —8 TIE2 (TEK) %
RREEPIERINTEHY | BEEMEZRD D FIE GRS 7 7 b A
FRET A2 &, TIE2 AR F-X° Glomul in SR T- D IRME S 7 B B3 FE 41T
WA P IEMEE B OFR S HR T D 50%E B TR B AR - 2 A3 [
ESNTND Y,

2) BE

MBEMEFRIRTE. 7 0 b5 AFRIRE . FEME R RS IR AT T OSEEE 13 90%.
8%, 2% CTdH D Y, FIERITHZEIT RN Y, M ART T IIIRE &7 O Tl
HAEFEN B,

3) ERRIER. SRPTHA

K& IO IR~ T, Bl - g - UL, 2H DL ZIZTHLAEL LN, BH
SHEIC I B < . FEJE - B O 270 BB IR I b A U 5, BRI
TRISIED B OB OFE A, RIEEO L O FE THEEL, BEEMEO L DITHRA
DN Z LT D, IRAEVED & DT RGO G IIEA N EL | FBEREMRE DS
(21X, il EPER T, 26 BSo H R T/ L, FIso B iafiEbkic X v flE
MR35 2 ENRE, 7272 L, MR H S OB NVRZS CIEsid sl CEMZ (LD /5
72N &R0, Blka 2 LIRENICHE i+ 52 &b H 5,
HRMIFETHDHZ EMBIREL L UIHAER N SFEET LR, DNEHNS
FWIETHZ &b %<, RN EEREEORE TR A TOERIIZE LT
(X720, FAERF T R ISR T2 2 & S 2V AAREIRIT < KEIC
o THERDETT L, AME e EOSMIRIIL & & B2, M TITARBRSMIR & VW o
TeARNE B K VIEREES R 285D 7,
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FERR., 30, A b, BRIRATE 22 & etk a B L, RIEMED b OIX i % 4
L5Z&bH0D, BFMICKE SRIERPZENT 2O LR EO—2TH D,

FASHEIR A L T h 5 T WIEIRCAAE ., BUREESEIC 25 2 &
PNZUNDN | FHERSC D EIHEE 2 CIIERIC L DM E RS £ L % < HE FREEOME
WIREEZ D Z &b D, — 05 TUEIRZ TIEZ < ORERI CTEmMARBE L 705 9,
PR IT, BRI B D T TR 7 & O MIRITHE NI IC A T D 2 EMZ DD, IR
EHNOFARALMIARTEFFIRRICL Db Db H 5, DB NREZ 1T i,
BIENZT AL, FICRIZAET 205, B OEIRCE 2> & rl B R 2 4= U
HE~ERETHIHOLH D 7,

ERIFAERLLHINE LV 6T b, BIEROIERSER ., Ffi., B
72 BN K D EERREREE b TIER V. ZRINE TIHHMENOME G E L&
OF (FE 2 AFEVERBUERER) L, TIICL2BMAEMES ZBHD Y,

VU5 AN D FRIRETTE 2 s & L7 B M AERA T 3RV & Fdieik &
AT BRI OSBRI T2 < HO BTV D b D& | Z DR
HE LU BEARLAR O B R M s D AR KERE IR B %7 (fibro adipose vascular
anomaly, FAVA) & L Gl OFIRAE L IZXKBIEND Lot/ o72Y,

4) MRRE

MAEREFT IZ—MRICIEF THIN. D XA ~—0 EHZ LIXTLITED., #ik
W R & S b, IRAEKREOR X VIEFICEEOEA 243 561 Tl,
FRICZ DD TRV E S DN, — BRI SRR E R IR Cliey
PO MREEFEREEZ DN D XA ~—D EFIZNZ, 747V ) —5 i/
BMOMKT, FOP O ERZREZ2RTZEeR DD Y, ZHUTXBIERN 22 MR L 5
JRAENTOEE R RKREWEEICL > TELULEBBERFICEISHOT, [RREM M
ENEEEFES (localized intravascular coagulopathy, LIC) & RFEIEiL, 7R
T RNEAR I AE N B BRI AE IEIZ AT 2 Ny« XU RBIR &KX
%Uﬁ‘é%%ip&;é 9, 10, 11)O

5) E&2ZHr

FIRETTEORZM CEICERE L 25 OITBEEHHRA L MRI T, BHEN CIIRE
ND flow RHED R E S LWV o TR AR TE DIk L, MRI TIIIRAESR
ROTCRERYEN Y s+ D DITEN TV D,

A5 MR A O BT LI, BB 6 ZF kO R = — ik Z R~ L, =2 —
7 —T7 OEBEICE D ITRE T HMEROBE ZBETE LB EN, 2. K5
LT 2 2 & L EEIO7E0N, kG 2 NS RE O Ja it BN 2 &
T a—fEEE WV, B L BICIREFEOREICOAERRITRE D, 22
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L. FEEMEVMEEHIREO RN DHEE TV R D,

VRI i, T1 @ ClIB~KES, 2B ClImiES L2, EE T
S EREITEEIND Z ENEL, Vo NEREOEBNICEHTH S, iF
kR S T2 BfE 5272 D72, B TIIRNINIRZ CIIAsm&E (STIR) %A
T5 LIRS OYEN D DR LT 72D,

Bl X AR Tk, MAERE BIROZENITE LS, 8kG ORI Z W
EWZAHATHY . BN E IEIC BT 5 BET AR B NEIRETE T o2
O EOHR LA TH D, CT REDFRANRDONILGAEIZITAERHE S
2. MREIEE G & 7= AR OHHRIC CT angiography ANAEHABEHH 5, £
IR 25 D B lX 25 RT IR 7 — /L scintigraphy (2 CA Y U —= 7 %4T
I ELARETH DA, FTANIEIMAE CHOEBEMHRA b RO D 5A 134
BEITORETHD, GEHIZOWTIL, EgZWHi&in FIRGEOHEEZSHR)

6) REEARR

e ARk IR U 72 i/ 2 3R | I BE 10 < NIBIEASELRI T, S Az
ERELTWDHZ EHZW0, eEERTDHEaT7—7 kg, FkAERE &
723, GERICOW T, WEZENC O W T ol 8 HTEORHEZEOE A2 5
R)

7) 18EE

FRIRET A 6T D10, AL, BB, 187 & oWy e iniiis & K54
2 L DERAFHRE & ALIRIE, T, L— 3 15 e & DR BEAYTRIE ORI A
HHIN, TNEN—K—E1RH Y JEFNIIG UTRIEEEIRCZ 1S DA/ Y
PRLBZ /2 % 212 IREOMISCRENC W T, B o B IXFEEE T,
I CIER ., A LCBUIRZETE & o 7= FIER DS B 5 A TR A & 7 8
ETHAIT, RAFVRE SRBEITEE O S B INK 2 A5 b -l AL L 5
i LTV DY, K& DIRIEFERICOWTOEAT L HAT. EHIEEOIT— LA
TICHEL THES 2 D, WREAED TV ZETHEEILR D,

<PRAFIVE >

BEPER Ny 2 T EE WS EEFRE IR IE T 2 S50, B
AN, A - BARAGIERO TR, BEEREEORTICHRENTHD > P, 22
L. 78 AABIREGE (GWM) OBEITITRAEZEE IS 55035 5 O Tk
ANy X T OFRTRET N EN Y, AR - FRG OSSR H L OB
ELTT AN U EEMTOND Z ENH DV, BARGIIC & 5 IR R Nk
EFEEE (LIC) 1ZxHd A MEGHHEIEOBEISITmANEZ 2 b, K~ U7
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EOEEN™MToD W BHERRRR O IEK BRI E 2 LE S HAIIE, e
BB EIRE e I L Dk E B2 95, toOIRE A & RIEk I IR
TH, O FEMEESE LT TR HEATHDL e Y ARZLHIT E LT
mTOR/PI3K/AKT 7 F )AmiZER DO HEANT L 216 ERIRMIZE & L THETIT
O TEY, TOMREN M THREINTE 0,

<REERYIRE >

(REENEE O L7 b OIITHLRIE L OIBR TR A ST o n > 90 L—W
—IRROFGRAELHRE SN TND 2,

BEALFRIEIINEDOFAET DI A THE N E <, BFITREZEZT 2 &7 <
AR RGN FIRE CTH D Z L b FIRARIRIEDOE —BIRE B b D > >
B2 L A AR SEAMESE L Z LT L BREIOBELET S
ERIERDFEME TR E LIRIBICE £ 2 L b2V, WIEICIERAIFE T 5
B A T TR AERNEL, flow 2T HHRETEHZEOa Y hr—/L L EE
(272 2705, MARRCEIRA IS K 0 NIEDFELE LR WIRZS | NIl 2> < 1B O
EROVEAMRETIIEN 22 b H D, AT /) — KU K7
)= VA VBT ) X ) — LT IR ERANLNTEY , MPEENA
BIZ EH L20EE, 2N T2k ET s e ngaettomnbeE
LV, REZAZRI% T 2 —E &R (digital subtraction angiography,
DSA) FIZE=HX V7 LeRnbITH, Fio, MERIE, ~T7 v bR, Al
T UL — PR, EEEER EOARPHEY 2 713 L TEBL LER D
D | EFZERICR AT L > THRAEME N R D720, %2 DIEFNIES Uiz
AR BE GIE O N IEF T EENT 22 D, 1 [RIOIRIRIF ISR D 45 31K 51 %
Ho FREIE, ke ) —LTiE0.5-1.0 nl/kg & & (@ENRFTEORGH
M), AU RU—/V Tl 2mg/kg CFBE R ORELRED FIRME L D) |
FLA VBT )X ) —LT I TiE %A IREHF & LT 0. 4nl/kg THREIZ
30mL (H &R OIRMEIRRIGE D EIRME L V) 28, R FAh /) —v e F LA e
J 2B ) =T X OMER OB LFIZTR I TV D,

BIBRFITIL, SERUIRICE VIREMREREIE D Z KD %, [REHRE
TGRSR 2 B 372 72 WEBALSOE R 70 EOJER DR JRE D e 2R ENE F L
WIBAIITRE WIS & 72D Y, IRENRASCTRRA R &0 L 5 ICE bk
EDBOHEY 27 O@EWENL TOER E LTHOA AN D D08, 25 7508
B0 R Ry M L8 PN R [ 55 (LIC) &£ 9 A CTOUIRRIIREH MIZ SR 03 5, Y
FAMEIRE O UIBRIZEB W TIRUIBRID B O 28 MRS L B & 2R L
DBLM, BRIFIREDHI K& 242 b H D720, W{LEEE DR EHEE
HIRIBRERFTT 52 L b ETHD VY,
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BAEIN O ERR AT T 2 1B E B >V Tk, AP O MRS & D 79k
KEIROFEAT N — M AITZ D5 TR DOIALCYEN VI K - TIX IS T T ol
ThbafahTnsg ™ 2,

L—HP—IREOENME LIRS SN TE Y . BHERARBEIZZ DI < VR
H72 EO/NSIRETITHFRAMERE W E SR TWD ¥, 2, HIREomEN
BEELTHOY LN TS Y7 L—Y—Tik, {HbE» o HiMic X 5&IMmIE
PESCMHSRIR 22 121 0 KUBPAZEDUGE R & 1EROIREE TIERUENH &
AU WIREB I T 28 2MENIRE STV 5 20 (CQ7 ),

8) B, T

WRETIEEMRIZE XD EThH0, R R E R 1 B 23R K DR
JBIZH D720, FRATEORIBIZRETH D Z ENZV, AN KEWVITE,
WIS DIFAETML N LR TH H1E L, O AMEEN TH 513 LA & 72
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PSR, BIatEEZ B35 AWM & L. Bt MR & kR iE
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D IR A OERG A NTRHIZHIE T 5 Z LN TE S, MRI IXIRE S EREIC
B, SO R MAEIX flow void & NN DAKIE B2 R U, ZRERHHLR
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N—F AL LT3 L TR0, ABIR, WRHERIR, RO 1 &2
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