BIAE 3

BT BRI SE R B & (BERIER B BORNIE 253¢ (G VR BORITE42€))
T2 AR SrfEptTEE
HHRMEMAENE - MAEFTE - U o NEE - ) U IEE S L OBEER BIC DUV T ORISR
SyEE  TIAERE - MR« U NEFRSREATA R T A VUETIR ORE
AR — L=V OFHE - 7 v 77— b
e RYL  “NFHX

FrEA e 4 B~ U 7 T ERR
Wesn  WORRRES: %

e E

N ERE « & wTE - U o NE RS A R T A 2] SETROKREZED T2, 2017 FFRRTERREF ORI Z S

MEFLIAF L, Aa—7 1k, SCHBRFER T, Rl - CQ O Y FREICHEE LT,
AR — LR_R— DT v 77— N {ToT-. Fih A NBRO-D ., BRORNEZEH LI-,

A. WHEEM

M ERE - EFE - Vo NETFIERETA KT
A2 2017) OEETROKREZIT D, WIEHEAR— A
R—VOEHT v TTF— &7,

B. #FE 515

M RE - mE - U NEFERETA R
A EGETIR TERICIANT T, BERE. A KT
A UMEERRIZSINT 5, A R4 MERGE
& & LT 2017 FERRIERRF ORI 2 B0 12 1F
WIBE L, BIS 2175, SFEIIEICRAa—T1E
HRIZBE 535,

IR — A=V I3 AL, BT ONE
T 5,

C. WrerbR

M RE - &K - Vo NEEERETA R
TACWETIR]) ZAERRICWIIT T, BESi&. A R
TA VIR RRICSIN Uz, SR 38 7 15O/
DOYERK L2 &L 2017 FERRAERCRE ORI 2 20
FrLIF L, Aa—T1ERK, il - CQ DY %k
EICRE LT,

B RREE L CIIBIE IR E - fRRAE O CQ
ZHY L, DLIFO CQ IZHOWTHET S Z LT
of:o
- (IH CQ1) BERNRATIZIZ I\ TIRHEBA MG O
HZ3Mm22 (FHYH - B
- (IH CQ3) #EERIRAEZ OIS "% D ITiL
(X)) T OREERIN - = A VERMTIIE DD 2
(FHYH: E - /NEPER)

- (IF CQ5) FHH DOENFRIRET I D) 72 1813 Ar]

222 AL - | k)
- (IH CQ9) BARA It DB LFRIEITA 2hD~ 2

(F&A - de)

- (IF CQ10) FRIRETZIC & A ikt [ F i 12kt
L CHGHRBE OIS T H 2002 VNEFE - HE)
- Gl BERIRAT I O ZERRITIC B W T & IC
KB FTAER»? Ul - FEA)

A RTAVBRHITILLTOHEYE L2 o7, &
m o ISSVA 7p%a ORZEE. =#F. s, /hBI) .
Gz (B, iR, 2950 . Sam - BiplRa e (K
HE),

WFICHER — A _X— Tk [IEME - & &8 -
Uy NEFHBIEITA RT A4 2017) D3GR
“ Japanese Clinical Practice Guidelines for
Vascular Anomalies 2017 Z48# L7=, ARt
FFL Vi A8 JEVE R D BLIR. BLRE A T ORI O FERE ),
DIRHEAT T2, FihA MBI, BY A b
Ll o TRV A MR ORNEB# LT,

D. #%

[ RE - A - U o NEFERETA R
TAEETIR] XM SET &0 RIEITA KT
A U EEEE 2O, HiIEFRT CQ IZOWTIEX
BRERSR DIBINZ . RT3 D WIEHH CQ 1o\ T
BT I SRR B AT o T2 HA R T4 MERRIC
—EHORKmE LTUINERTR EE Z B D,

WFZEEEAR — L_R— Y TR OE®RE T v 7T
— kL., EFEEFEE, BE, TRADJLHRIZED
Too A MBHRICHEIRILEZ S L IBHOE
N, BREREE i L7z,



E. f&im

Mg - A - Vo NS HERRETA R
TA V) WETHOREZED =, 2017 FRLVEREE
ORAESIME AL, Aa—71Ek, STk
T, Rt - CQ DM EFRE TG LT,
WFFRHER — A _R— P TIIRFTOERE T v 7T
— ~L7z, #ithA MEBREZITV. BT A~ O
E¥(EITo T,

F. WFE3ER

1. fmCFER

(RBIFEELE S - H - BATHEEDTAN)

(R 30)
1. Mimura H, Akita S, Fujino A, Jinnin M,
Ozaki M, Osuga K, Nakaoka H, Morii E,
Kuramochi A, Aoki Y, Arai Y, Aramaki N, Inoue
M, Iwashina Y, Iwanaka T, Ueno S, Umezawa A,
Ozeki M, Ochi J, Kinoshita Y, Kurita M, Seike S,
Takakura N, Takahashi M, Tachibana T,
Chuman K, Nagata S, Narushima M, Niimi Y,
Nosaka S, Nozaki T, Hashimoto K, Hayashi A,
Hirakawa S, Fujikawa A, Hori Y, Matsuoka K,
Mori H, Yamamoto Y, Yuzuriha S, Rikihisa N,
Watanabe S, Watanabe S, Kuroda T, Sugawara
S, Ishikawa K, Sasaki S. Japanese clinical
practice guidelines for vascular anomalies 2017.
Jpn J Radiol. 2020 Apr;38(4):287-342.

2. Mimura H, Akita S, Fujino A, Jinnin M,
Ozaki M, Osuga K, Nakaoka H, Morii E,
Kuramochi A, Aoki Y, Arai Y, Aramaki N, Inoue
M, Iwashina Y, Iwanaka T, Ueno S, Umezawa A,
Ozeki M, Ochi J, Kinoshita Y, Kurita M, Seike S,
Takakura N, Takahashi M, Tachibana T,
Chuman K, Nagata S, Narushima M, Niimi Y,
Nosaka S, Nozaki T, Hashimoto K, Hayashi A,
Hirakawa S, Fujikawa A, Hori Y, Matsuoka K,
Mori H, Yamamoto Y, Yuzuriha S, Rikihisa N,
Watanabe S, Watanabe S, Kuroda T, Sugawara
S, Ishikawa K, Sasaki S. Japanese Clinical
Practice Guidelines for Vascular Anomalies
2017. J Dermatol. 2020 May;47(5):e138-e183.

3. Do1 A, Takeda H, Umemoto K, Oumi R, Wada
S, Hamaguchi S, Mimura H, Arai H, Horie Y,
Mizukami T, Izawa N, Ogura T, Nakajima TE,
Sunakawa Y. Inferior mesenteric arteriovenous

fistula during treatment with bevacizumab in
colorectal cancer patient: A case report. World J
Gastrointest Oncol. 2020 Nov
15;12(11):1364-1371.

4. Hiruma H, Kitsukawa K, Ogawa Y, Mimura
H. Venous malformation of the foot:

Spontaneous regression postpartum on MRI.
Radiol Case Rep. 2020 Nov 2;16(1):62-65.

5. Wada S, Ogawa Y, Hosoi K, Hashimoto K,
Moriya J, Hamaguchi S, Ito H, Nakamura H,
Mimura H. Spinal Cord Infarction after
Transcatheter Embolization of Pelvic
Arteriovenous Malformation. Ann Vasc Dis.
2020 Jun 25;13(2):176-179.

(Fn3x)

D M, SedE fREL, 8 B, Kh
R ORI, SRR T, R BN, FRR FHIA,
JFOHIT, K AL, B BE, A R,
MK, &) H, &0 WmE e g R
K, HrHE A, BRI KE, HR M, it &
—, HIH B, #AE 17, B e, IR fiz,
EH PR, Rk Y, R RERE RZEE BEHE,
A A, Il eI, B AR, FRpE ke, MR
o sgfn, AR 6%, iR ERs, A 5B, 7
ko, A FL, BA IR FE, MmEESRRIC
HWpKker ) —LDHA K74 MAEREES,
AR IVRFZE2 A RT74 VFBA.
MEERFFICHNDHARKT Y ) —NLDHA KT A
> 2016, HARA VX =R v a o otny—
SPMEEE (1340-4520). 2020 Aug. 35(1) :77-90.

o o

2. FRRWEK
L

G. FHIPFTAMHEO R - Bk (TPEZ &t
1 FFEriS
7L
2 FEHBEEE
7L
3 ZD
7L



B 3

EBEH@RFHAREMRDE (EaEREBEEBRMRELE)
AN ik

BIREICH L TT_AY oY S ToE O EBEINHE DL TDER

WRHEE HABER

MEEE
Type of Research: fEMIHR &

B H DR RIFHI BN

Key Findings: ALWABEBETH L 7> 7 U 7IECOKA/68 2 H. ThnldZ/85vA4 > (U v/ &gkl
BERE L TRIRINE S N D RaAA) AHIFIEICER S DPIBK/mTORY 7 L DO FRICAIES H1EMATH 5,

HDADBETR—=F (TART7UT7) ORRICL > TETROBERSEAFENL, AREYH 5 &
RENKEL BT THEEDEZREZTHIENTET,

Take Home Message:
@ TARYT U THEIREFEO

/,B\%:’CE)%;

® MEFHE SNTEAAFREZBEBEHIEELREZIEBET I (BLFEENROHONTVWEDT, &
ﬁ\bﬁirli CEIEL TWA, FFMESEATEL TS D t%’:m@“ﬁﬂﬁ%ﬁ?ﬁ MWETHAD)
ALnsing £ ICECEESHICE T A ITIL. 3 L UIBEAHE

NS DIIER I % AFRRED B
"H LA,

A, BTREH

ETH&@EH@@%M BEOMEDZ oINA
ENEHIRT L OMENINRD D DD D um N
EDhH T, %@ﬂﬁ%’l‘it:’)L\szﬁéiﬁﬁ’ﬂti%?’%?

Do
TEF (&)
3v5F i 2020F108BOBEHTZ (BNt
:F% L NAt v R —{ETTEERD)
F5F L TRROBERSTDE
ﬁﬁ@ RFEDEN LFE. MEBOZHTA
FENRWEE DN T, [@h %ﬁ&b@v#
*Egﬁ@f:&)%g?‘ﬂo
RE - A TROBHEICES N WE TIEBENFE.
EAEZEESTDETROBERNMEC LS Z tb\bﬁ?f
%Tﬁ/ﬁ\ bmf\_o ?Lﬁ A@TE%E/EEP E—FHL_
DIREDEN L= & A2 B R, LPERR TRIC %
T-REL o7 TWLW5B,
BT — 27 L
BEERE - AN A, BEEREDT-OELETFLMZ DI
7-h. REAZBBIL W ESRAA 7=, Fiilt
FEGEE (T o7,
EFMREHET L TEOEAI TR ABEE T T
WB T EBFER, N—V=F (TR 7)) N
BEOANABESNELH 5 S HERINT,

B&C. MIZELFER

TR ToMESHEREE ) v/ EERE
B (s mIC 3B RETEOBERICEH) & L CHEE
WEDHSNTWNDE T/ A > > DIEBEGhE % Sk
R LB T 2,

TR T

FILE VS REG D DHER2EEME O FHTANEE
F/EBERIANA L ZEE - MR E T 2FBWID
EEEEROR—V AR —RE TR
7)) H2018FEI9R21IHICAFRE I NIz TAATI T

BEEE L TEATE 28D H 5,
@ /%A OFMLEERBFEZRAT 2FANY £ 506 Ll IHICIEEERRIC

ZlE R ROFEAETEEICL TWE YA 7 v
fZV(_IéEﬂHL + (CDK4/6) ftr EIRMICHES 59
FREWETH D, MPOHZL, SH—G2HI—M
BH-GlE S WS YA 7L TiThiv s, DAMEET
I ZDGLEAD B SEANDOZITHEHE [ EEL S L
TWa7-o, ERICHIET 5, CDK4A/6(BHR)A

DEEICH DD, COKA/6EH A 70 »DEWLD
KT CTEEEETEMRT 2T, SEHLT 570
TRY Y THCDKA/6ABRET DT ET, T D
BEERDIERBHAE L. AAADEBEAIE T 5K 1,

G24A . M#
e
MNAMRED
wamy
s#a‘ \'\ ‘Gl;‘!‘ﬂ

RILEFEE x

1 (Glﬁiﬁt‘BS,ﬂﬁ’\ﬂ)\

p e TNV BITERETS

HAL) DD
SRR

S ZCON
L R—o=F
CDK4/6 3\ —
e

M1 7R~ 7US7OFRER
HEIEHA 5 A

LI AN (%

EHbHUMIORBEZEETH 2 7/ 1 > id, 304F
EFICREEINEYTH B, /374 2D
HIEZNER & L T PIBK/AKY/MTORZREE DBEEN S |
LN BE2, F7-IMEANKMAEIER T (VEGF) D F
IRZIE) L <. IMENE ML DIBTECEFEF AR 2 #D



2%, IRIMERE IR AGIut-112 6 fER LAH
T AR ESEFIEFREREE L WD, 1,
R/l v eSS A vy ERHRBLIEYY
IZX T 2R TlE. AKTIRMEOBM Y v/ SEAR
EHE LI Z EATRENT WD, IREDIRBEES
BREIL. U >/ IREREE(RAR) - SEETERB(CAE S
5 HERE(TIV)TH B, BIREFEC >/ ESH
FODFEREE L TI/8v A UANTHEINT
51 . BARERNCERRRT (I8 A/NERVNEEL
£) THD,

EGR, VEGF, IGF, insulin ==

Tyrnsme kinase receplor

, AKT
FH'IED

Everalimus
Temsirolimus

MTORCT | ey

( HIF-1 ] [ cyciinD | [ Gut1 |

i

VEGF ==}
|angﬂ:}genesi3| | proliferation | | metabolism |

K2 mTORDMRENIEIES 7 F L
AP AUpDate B ED v H 22012 EZDHDH

s mTOR1IDHMEEIAN S 7 F LD T RIZCOKL/ 6D TF
E—a_éo

MEANS 7 FIILEEBS> TW ETRT YT
ETNRTA VIR T FIVREICH Y TR
JUTTIREYTRICHAD Z ED DN 27K 3,

'PlaK
| |

LRTKS | . l
1 T
ERBB2 — RAS |
L e
. i
LMEK-ERK_ /
‘SSK 4EBP1
l l Free EF —
Cyclin D1 Transcription —— Cyclin D1 Translation
e IR L (X
Rb1 @
Cyclin E E2F
CDK2

M3 CDK4/6& mTORMDERK

D. &%

TR Y TORRICE > TE TEROEIKE
Fh e/ L 7= B O Ea % XA ICIREE L 7=, # O
R BRSSO T2 TNT 7Y TOFHRIZD
W TSR C-SAkIZ i h - 7=h . fllaN > 7 F L a2
Z L FHAA /\,0)?%75 AFREEIC L » TEHIRSTED
INELC IR ZAIBEED 05 D Z E DR L 7=,
ﬂﬁ@@k%%$$ CETRROREL RN L=
EEEEL, ﬂﬁ?—{%;‘f%@ﬂéc:if:kﬁ {lg->TL
FomEWIHEREIF L HBERHAESRS
BATHEY TR THEIRESTE O EEE -
LTERT 2rEA2 353 23 D Th D, 7=7-L.
TREDKE XA LI-EHBD BN OREDK
XX DA DBIAENAATEETH B,

FIRRA TN N EREDOREEE L COEEE
EviFLoi-gon0d,. 7077/ 0—LHAR
MEBOEREEE L CEESN-E>h T H, B
B4 LAk BRI E 138 - 7-FF 0xhEe - &R
HFEHLI-EFEEARBEELA S TH L, BAREDHWNZ D
EERSEOEMNEZRETHOH L LVEEIC DR
ﬁ%ﬁ%ﬁ@v%/#?

TEARFEFIM BRI RARZ)IE 2205 - [
rﬁiﬁﬂﬁﬁ;ﬁhE#@%¥%ibbu%%7
Motz E 2 A FTIIBYERD SR 2 0E
Y FOEBLRODWET T CICAFLEERHET
TmOFERTOI LR DIBERIFEL LN, DT ET
o7,

BUEZ3F Z TAREFBONBREEIC DL TEEN
ICITHO T EALUTICERIE L TIRET 5,

@LICFHFKBLTLWAE L
> UL /NEE - BIREFTEO T /%A > AR
B A HENL T
< RADDAR-JIC & » TEBEBEHOEN+
Q@ _ NHhoiTINEZL
> BHEES - SREOMFEEEEWLHOHFTLLVA
B DT &
> EFE - BPEONERE - RETTEOES
DEEICOWTERAE RO S, (RIFRIR
WOINE & NFF) )

BAERATENE L CTIUTAEZET 3,

¢ﬁﬁ%ﬁf&#bf@®ﬂ%(ﬂéﬁﬁ%
=

<> HAULIAAFIOBEIEEDIL A S L THIE
2CTE—L (BEENLED)

¢ﬂ¢bhbhﬁwﬁﬁé@ﬁ mﬁﬁ
RE T H BEIEKER a%fm [ZHR Y
HEEST —N(ﬂé%%%a%)

¢E$ CHHFR. RIREEDORK E 7 BIERR
DENEED (BEEMEED)

F. BRERIER
ML
G. MEFRE
A
v—‘a/\Wil%
WL
H. BB EMED HEE - BIRRN
L



B 3
JEAE GRS B B A (AR R

SFBUORMTIE S (A TR RBORITIES2E) )

S TRAIF TR T

FIRVEMAE R - (AT .

SyHAbgEE R BTG

U oNERE - U L NEEAE R OB HER R
KIRER KRR W r s B

IZDW T DRSS

MBS - WIJEBED S HEATSEE & L CHERERIC R L.

B &3 2 BB BE OS50 D BERR OISR ENC BT 2 %32 SN Uie, AR
(RADDAR-J[1])
— b, ROBIRAA BT A VBCETEEICBW T, GHREL - A NI #EREIR O 5 A
F74/¢%7W~7§&LT Minds 2T A K7 A4 AER~ = = 7 /L 2017 FERRICHE
Bo>T 625D CQODREHEITV.,

WS Ty N7 —LEHBELTZEEL VA MR

L= BOETESRR D TR

B2 & OV g T IE%(IVR) 2

IBIToEEY 7

SCHRIRSR 22 S0 L 72,

A. BEEE®

WFFEEED Sy AR & L CHESEIC G L,
B2 L O\ TR AVR) 2 B &3 2 iz
BEOSEG b, BELVL Y XN
(RADDAR-J[1]) ~D#E Y 7 L— b0, I
- M-V o NERFERIRTA K74 2 2017
FERROUCEEZEICSIN L T2,

B. WG
OB LY A MY (RADDAR-J[1])

TW RIS S A ERR RS B (IRE
RIS - IREATE) & 2W S A REBF TR L
T, RO B - ESFE R & OBEIC LD E
R0 &0 R ORI OV TR L 7=,
QBFEIA RT7A VW E

JRRREL « AR IS NIRRT A KT A v
ER 7V —7 R E LT, fiEZRASICSML,
Minds 2% A4 K74 VVFEE’?::LT/V 2017 4
WU YL U 7= SOEVESE D Fi#HZIh > T 6 2D CQ

DEEZATVN, U SR & 5 L 7=,

(f B ~DAELE)

WAFZEIZ BT, T~ Ly U E
MZHEDE | TAEXIGR & T D EF R
ﬁ@%ﬁj%fﬁkﬁﬁmﬁﬁéﬁéj
W78 S S w1 = A 3BT L C FER T D,

§J®ﬁ@%%
(2R84 %
R

C. WrFmER

OFEHE LY A MY (RADDAR-J[1])
B R AR BRI X DGR K O DOHF5E
TR Db &, R OEEL DN RBE TR L
ZEEHM - ML - FAEOFEN R E 12OV TR
AT 5T BEBEIZOWT, BHRTE R (HEFR4 .
fREERA ., DR EBRRERA) . HAEER KA
4) ] OEBIZOWTEERE LY FHERICEZE %
1172577,
QBRI A RT7 A L KE
BEARATTE - BRATTZICBE T2 6 oD CQ (fikfse
CQ5 > - HHL CQL D) ZHELTZ, & CQITON
THRFEFXF—TU— RFZEMH L, 1980 F 5 2020 4
Zxt G & U C AR 2 AR L C Uk %
o BRAeY
CQl. BF#IREE
(ES (RN
CQ2. EEFIRETEZ DOWEAME 2k 2 UL (HAX
) TOREEEIN - :4wﬁﬁmiﬁﬁ#0
CQ3. FhFkR&a 1 O ERMIB W T EEFIC
X D EITA AN
CQ4. FHE OBEARE T O Y 7 IR R 2
CQ8. FRATIZ A DAEALHIEITA B 2
CQY. ¥RAT AT K B ik Vet [ 55 12 %k LTk
FHRIBHE OIS D 0> 2

(ZFB W TR BRI O B 22

\

D. &%
OFEHEL A Y (RADDAR-J[1])

KU TPA NVIZKDEHEE OEREHRD



EREICL Y, MRS B (RS RIS -
IRE AT O BIRESL TR 7 2 fiEH] T X U,
AP BRI BT DA 8 e G2 WA 5 IVR 72
& ORI S O FIWH-CIRRIE D BRI 595 2
EMWIFES D,

PCWAIA KT VE

ATE1 2014 4 F T ORISR % 2020 4 £ TIAT,
BT D Gy 1 L A B & T2 R B HT
TR T AR R LIZNEIZ e D 2 LR
S5, RIEEIFIVAT~YT 4 v/ L Ea—
(SR) * F—AIZTCIAZ V—= Tz F
ZHEDFRL SR LAR— D E LD EMERTE
Th b,

E. %

R T v b7 — 5L O LD AV G
PEIRE % (IR RIEE - IRE ) OREL Y
Z ~ U (RADDAR-J[1]) | K OMMAENE - {0 & A -
U U RETFIBIRENA R T4 > 2017 FROLE
IZBWT, 6950 CQ DREEITV, CHkER %
e L7,

F. BFREXR

RRE

1. Rikihisa N, Akita S, Osuga K, Mimura H,
Yuzuriha S, Sasaki S. Evaluation of pain
incidence due to venous malformation based
on data from 85 institutions in Japan. J
Vasc Surg: Venous and Lym Dis 8:244-50,
2020

2. Mimura H, Akita S, Fujino A, Jinnin M,
Ozaki M, Osuga K, Nakaoka H, Morii E,

Kuramochi A, Aoki Y, Arai Y, Aramaki N,
Inoue M, Iwashina Y, Iwanaka T, Ueno S,
Umezawa A, Ozeki M, Ochi J, Kinoshita Y,
Kurita M, Seike S, Takakura N, Takahashi
M, Tachibana T, Chuman K, Nagata S,
Narushima M, Niimi Y, Nosaka S, Nozaki T,
Hashimoto K, Hayashi A, Hirakawa S,
Fujikawa A, Hori Y, Matsuoka K, Mori H,
Yamamoto Y, Yuzuritha S, Rikihisa N,
Watanabe S, Watanabe S, Kuroda T,
Sugawara S, Ishikawa K, Sasaki S.
Japanese clinical practice guidelines for
vascular anomalies 2017. Jpn J Radiol. 2020
Mar 23. doi: 10.1007/s11604-019-00885-5

3. RABBENE, WHREM, HILKE, L&
= BEHIRETZ. b 0RO WILEE - I a7
. R IR R . sn ek s IR, R
2020, pp206-213.

FRRE

1. Osuga K. Pulmonary AVMs:an update.
Annual Meeting and Postgraduate Course of
the Cardiovascular and Interventional
Radiological Society of Europe (CIRSE 2020
summit). Sep.12-15,2020 (WebB &)

2. KRAEBEE. v RY 7 L2 up-to-date.
WRAE FF TS 53 5 284 dfr, mR{bpis. 526E H
AIMAE IR P2 2020927 A 10 H 4 B

3. KZEEBENE. FRlshE ISSVALEEIZ X 2 ke
HE OBW IR OBNL. Fadln] B AN Rz
JE R F A R 22 . 202141 H 10 A (WebfH
1)



JEA BB AR R B & EEATER BRI IE 2

AR A IE - A A - U VR - U N RUER K OBER IS O W T OFRARTSE)

T2 AEEE BRSEHE E

PDRBBFGE > DA MEE - METE - Vo "EE - Vo EEERERA
DLEEHEREBROEHORA (2018- 2020)

wrger s W i
URBREY: REZEHERFZENZER &5 - BIRHlET #d%)

MW E Bl X
(URERYE RERERBZER B2 - ERGlEse 330

W s R B
(URERS KRERERBZUER E5 - Rkl e s)

MRS

TIVETIZ, RIS LT LRI ) T NTIC L 5T, 2014-2016 FHI2E T B HER
P R - M Tﬂ®9% RMEFEARTIE., 7V v~Ub« b 2—EGERE, 7 U vl -
MU= A« Tz —NGEGERE - U L oVEE - U LN EE R B O BEEHER 21T o 72 (OF
% 30 AREE), REOBBEEBE 1, 500 4, 543,000 FAD Y bARERET —X ¥ ¥
— (JMDC) MMEAT B EENCHEF A ® 5 52 OFEEFTICHTE T DA A, &U%#(Oﬁ?%%
D 3,460, 784 AT L2 EERMNE0E 77, 793, 046 2wt & L, BEKE 1 ET LIz, M- 4
PRI EERT U AR AR R A E . | AR EZ S &I 064ﬂ®H$AD92N5M6
NCBITHEEBEHFH LI ZAUTOREL o7,

- [2014 A5] ifn 45 A BE AR 2K 118,662 A (95%CI:106, 139-131, 187)
PRSWINZA =9 6, 566 A (95%CI:3, 509-9, 665)

- [2015 4] 1o %% B REE AR 2K 126, 247 A (95%C1:113, 509-138, 986)
IH U B E 7,133 A (95%CI:3, 955-10, 326)

- [2016 4] o4& R R AR %K 132, 330 A (95%CI1:119, 187-145, 472)
IH U L NEE 6,956 A (95%CI:3, 84110, 095)

ABFFENT &L o THERF S e E TR E B E S (A0 OFY 0. 13%) 13, fFREEROZEF L &b
A (AAO 0. IRELLT) LRIRETH D Z LAVRShT,

Alal, BEROHER ZFHMIT 572D, [REkD LA AT 2018-2020 #2351 F 5 A SHERT
FITHZ L E L, BUEMITTCH D, FilElxHRE LTV RpoT-, TR 7~J” BNy e R
U NS EER) IOV TH & e L,

A BFZEEE 7 h) F—HHIC ko> T, 2014-2016
BEHKLOWERERL KN E 2/ DPERETH D FCRBT D BEBMFH ZIT o 72 (CEAk 30 4
TR E E - AT O S B KA MR ER R )., 2EORFERBRMES 1,500 84,
WKL 7Yy ML R —EERE, 7Y 3,000 A0S bLAKRERT — 4 ¥
X e ML =R A e T — NJEBERE - — (JMDC) DMEA T HEEICHETN S 5
VOSEE Y o8 I E B R R o R R B2OFEFICHET AN, KOFEE (0 5%

OWNWT, INRETIZ, ZRFAMEE (LT L “T4 %) @ 3,460,784 A3 A 3 2 2 K WM G




$k 77,793,046 th R XL L L, HEKE 1FE
Tl M EERBERICEF L LEHHEA
WEREZEH . 1EMMARRE S LT 0-64
oo AARAND 92,175,546 NICH T 5 BEK
AHERF L2 L 2ALUTORR L oz,

(2014 4F ] 1 & fE B B B 35 #5118, 662
A (95%CT1:106,139-131,187). 59 B U »
SN IE 6,566 A (95%CT:3,509-9, 665)

(2015 4F ] I % ff BE 8 2B 3 #0126, 247
A (95%CT1:113,509-138,986). 9 b U o
oA E 7,133 A (95%CT:3,955-10, 326)

(2016 4F ] I & fE B8 B 35 % 132, 330
A (95%CT:119, 187-145,472) . 5 H U v
SN R 6,956 A (95%CT1:3,841-10, 095)

ARHBFZEIT & o THEFE S 472 i & i BE o i
FHHR (AR DOFK 0.13%) 1%, F&5 & #W o EZ i
LENLEEE (ANBD 0 INRELUT) &
FMREETHL Z LR RINT,

SR, BEROHEBE ZFMT 5720, ik
O JFEE BV T 2018-2020 £ IC BT HHEHE
MG AITH) 2 L& Lz miElx&E L TW
mhole, AARAT =, AF ANy ATy
FESG GEER)ICOVWT SR E L,

B & %85 ¥

1) i BT % &

HEARMEASIZIEERN 1,500 0 . %
DOXFEEEITH 3,000 FATHB, DO
IBL 2 DREEERBRMEAICE T OIARAAR

XN (0- T4 5%) @ 2018- 2020 4E D
SRR G T MIT TR E LT,

2) fRAT 7 ik

HRLVET M OERERLIC TREBE,
TR, TU N, TEARE .
(kA ), TMEFE]. B REH
BRI ], TR 22— « U= — NJEMRE
(70w« b X—JEWREL, 7
Uy« ML) —XA 7 x— i
Bl z2abborx L, 2. 142X
T—d . [ oo e XU NEERE
WZHOWTHREERICHH Lz, dhd 5%
eI 4412 D W TR AL S 72 W 2 BLTE 15 MR
M Th D,

HH L7t b& @ A#B 1D 2 %4
HTYy—»FL., M- FlhbEknl - & &
W EF L T 2018-2020 A2 B W T 1 4F
MR R E2 B L LEBSBARRL 2020
EEBHAAND S 2018-2020 42T
LHMEERBEREENT 5,

BF R 58 R

HL1E fif Hr

Wt 2 %8 %%

AR/

f B fix B 1§

YL

FH M PEAME O H B - BRI

PR/



IR BRI e A e (R MR B BORDTE 3 GBI RBORITTEH36) )
Sy TRAIF TR T
FIRVEMAEE - MEAH - U o VERE - U o VEERE RS K OBTER BRI DV T OFRARE
oy R R

N U RNEE DB IR, B L0
Fob MERMENRE B (VR RIS - R A0 JRIB L D2 | U (BT % %

I B RS DBEER R RFERPGEFROTIER NLRRRSY:  GEAT

=]

Y U NEETIE. IRE BE OEBRFETH 5 International Society for the Study of Vascular
Anomalies(ISSVA)/3 #8128 C, Lymphatic malformations (LMs) & SN CTW\W5, Whwpd U
VONEERE (V) LoNERTE) . U L oNEEIE, S AR, U U oNEIRIBIE TH A, IS OER
JERIZA—N—=F v 7L TEY | @HIDRERIGEN L, T ORBZ ML, EMEICH]
T 5 Z L ITRIREZRIGIR TR OPREITHE O <, AT INOOREDR A E LD, HLv TV
VONEIERE DM EERS LOEIEE ST 2ERT L2 2 ENEMTH D, EMIEIE TR D

[T D EREPENRE s (IRE R - IRE &) R 2o\ T, BW 77 v 7 +—LFHED
JLC, ERLUA N Z1ERR LT,

LM OERIFZEHEIZSOWTIE, 2 E TORERAEDIEF L 0 SR E LR~ Ak Tl L,
PWIEERZERT D720, TOREEMH L7, EERBL VX FUIZHOWTE, ARUFZEEERN
B9 BEBIL, RIEPEBOEFENRAIFTHL DO HLZ WO, Kl T —FX—2 & LT
HELEEZ, FRUVIA RN LDV TR R LA N | AREE LT,
Generalized lymphatic anomaly, Kaposiform lymphangiomatosis MiEVMI-DUN T, SEF| D FFEK
BROAA A= —IZOWTHINT L, £ OREOEN & ORI >V THE L7,

WRE B IX S OEBDZ YL T 5720, ISSVA 5 EZSE | TRGRIER O EZITV., RGHRER
BERE LTz, TD%., KEICHEZITV., B THOICHEEE # a5 L, JEEH 21l
L7z, EDCHEZEL., 2019 FEIZRAMG L oo T, ABIIALV A MY 2R L, BEER B O
IS D, £ TN RBEBIEHRC. W, IREDOWIE, BT, BRIRBIZE,
R EIZHICHT 2 Z D ARETH D,

A. BFRBH
U BRI, IRE R O EER S E
Td& % International Society for the
Study of Vascular Anomalies(ISSVA)/y
FlZB\ T, Lymphatic malformations
(LMs) &&nTW5, Wbhipsn U X
B (Vo NEaE) . U o g EE,
= LJF, U NERRRAE T 5 23,
IO DOBRKRIERITA—N—F v 7L
THO ., ERNHERIGENZ N, 20D
HThH, U U NEFESE T Lymphatic
malformations (LMs) (24388 &AL T
%o Blt, U U NEEE & 2R ivTn
TIEBIOH T I, S R 2k 2
L. MRS D 2 P 5 T4
REREBRBEND D Z LB L,
Kaposiform lymphangiomatosis(KLA)
ELTHHEEINTWS, Generalized
lymphatic anomaly (GLA) & ORI
ML, ZORIZHOWTHER L7,

FEGIOEGARA, JREFRIR I Z 2512,

BIEBRECHE L 2RSS A~ —h

—ZOWVWTHIRETT 5, 29 LT, HEE
DR & TRBZ B L, IEfEICERT 5
IR IRIE RIS OIS Z R
Hk s, BxliZnboEEBEORSE £
L, B T Y IEE O RS T A v
BILOHEIEESFE] Z1ERKT 5 Z &2 E
MTHb,

S LA HE TR 5 [ F DA
PEARE 25 (RS SRR - IRE &) 92
B oW, BEER EoEFER
SOEERIVFHR, T2 70 E R 7o B
Fy AT ANENONBIRTH D, Fox
X, 29 LTEROXT L, Kgile T —
HR—ANERVETHDL EE L, [H#
W7y N7 —2Ib) BEOHT, Bl
BV UA N BERT AL EL
776

B. #FgEJiik

1. U o IEIE O 2 W R UERERR
(a) 2[EFHA OMEATHRE R4 BRI LR D
FL



WRK 24,25 FEPEITAT o To R EFRAELIZIC
TEWINE L7 ODOH T, FrICEERI S A
THsd GLA, KLA (IZ22oW\W T, LLFDIE#HR
ZIRNTT B,

1) G - A MR FERERFF
WETEIRE . IR, 2) FIERFOREIR - B, M9
5O, MERR) . REES OFFhe. Meigirzs &) .

g, ARk, Mk, Eofh, 3) i
BUTIER, 4) ZWricfEH L-migma,
JRHELRA, 5) THRICOWTE Yy 7T v 7L
THEMTT 5, £7-. GLA., KLA OFRIER
SORFBPIET R A ki L, EoREABICK VA
FENEW) % Fisher’s exact test VT
T35, ETBWREDOE I LI the
unpaired t test CTHEATT 5,

2) NA A~—h—R

BPR BOIRIFERT O MU 2 HAE RS D,
MEFE, Vo NEFEICEDLYA D
4 > (ANG1, ANG2, Granulocyte-colony
stimulating factor, HB-EGF, HGF,
Interleukin-8, Leptin, VEGFA, VEGFC,

VEGFD, Angiostatin, sAXL,
sc-KIT/sSCFR, eE-Selectin, sHER2,
sHER3, sHGFR/sc-MET, Tenascin C,

Thrombospondin-2, sTIE2, sVEGFRI,
sVEGFR2, sVEGFR3, Platelet-derived
growth factor-AB/BB, mTOR) % f@##A1Z
HIE L, IE% 2> b e — LB GLA &, KLA
DOFETDEV % Wilcoxon’s rank sum test
TN LT, Elo3 A A~—D— {5
i ol A4 NI A D Receiver
operating characteristic (ROC) . area
under the curve (AUC) % T\ k|
BREL Dy NATEERB LT,

b) GLA. KLA O#ERIA X 0 2k i %2 7F
DA

IHHOENEEE LD, MEHFEICE
BICHR D552 PDINEN ORA L M e F
LD, DWHEMERAZERT D,

2. [/ DEERMEIRE R (IR RIES - Ik
B ] VYA MY ER
ARIFFRBENEL D > TV D, A iEiRM:
AR B (IRESRIES - IRE &) FRAIC
DT, FiME, KR LA RY R
T LEWFET D, EFRERERBL. T—
SRR 2 #5545,

(R ~DHELRE)

SEFEIIEEOEFHEEIIKIE L, 2%
TE A A - £ L. T L CRES. £
BROWRE, T, AR LV LRI
L, BIEDE 2155 B ORI %
ER L. FERESRICET 5 4R BON
EOTEITHO>ZEAANELTEY, B4
TEE D TR S mERE ) o
IS ICAET 5, BRI T — XL,
NEFE R REE A L ST TBIEFsEC
H 5 THEERE OLEETR 2 b0 b

DTHDHEEZBND, NEHEEIZONT
LIEAE T8 E O TEFHZEIC 31T D s
SHICHERLL TR\ 7T A N — DR,
AR« fEBRME DO HERRIZ DU TIRRIZ ST
U 7=WFgeat i 2 /Epk 3 %, BLit ¢l fmEl
RIS 298I 3G SNV EEZ S
VDD, WFICEEIIAFSEIC W T D & i ek
IZBIT D mMEEEZES~ TR L, &
ERFH OB IR EZ T - ECTERITICE
T, EMITH IR R MEFELZES
X0, EHMREER - =XV BB
Zhbhb,

AP LA TR B R K e o R i Ze B
PP E M B A R B ST T TEHAMEM
B VU NERBBREDOL AN VAT
LML 0T TEEEMEmE - U >
INERBBE ORIRFIRERICEET 5% 5
HHIRFTE) & L CARBEATH D, A A
~— B —WFFEICHONTIL, TEEEYEmAS - U
VONERBRE OREBRREN) Y — I — R
BELOv v Y A ZREEBEMICET 5T
ELTHARBBEATH D,

C. MFERE

1. U B REIE DO W YEVERE

(a) GLA. KLA DRgES DT

1) GLA42 %] KLA12 25k L C FERE T .
BRIRIEAR . P& 2T L, Faharic iz
WZIEWRH DN E D ERE LT, GLA 135
13 i, % 29 Bzt L, KLA (3% 9%, &
35 & BN BN 7)o 72 (p=0.0089), %
O, FEIERFEER (GLA O3 11.6 1%,
KLA6.2 %) . 1 % A i O E 6] O F &
(GLA34.3% . KLLA22.2%) . F&JED 5 2
F CTOHIM (GLA9.7+23.4 7 H . 0.4%+1.0
MA) CHEEEIXR o, FIEFIER,
WEE R IR R 3R & 2 3o 7,
HIRZ X GLA @ 40.5% . KLA @ 50%\Z
RDTZN, ZTORBIZEIT <, BRICY
FAMEICEHT D ERIRE 2RO, BT
I TH o7~ (GLA2.4%., KLAO %),
wo(ii, #EkE) JWEIC >V T, GLA @
85.7% . KLA @ 100%I|Zi8 & 7=, KLA [t
RIFAEN GLA LV b HRIZE -7 (GLA
28.6%, KLA 75%. p=0.0063), & 5|21
PEDOFEK KL KLA ICHEBEIZE o1
(GLA 14.3%. KLA 66.7%. p<0.001) &
5, g7 &) 22Tk, GLA @
76.2% . KLA @ 50%\Z388 7=, 26 < 13 Ml
JRAETH 7273, KLA TIE/KZ R0 7= 5EH
TN T,

BER AN DUV TR, FRICEERE 25 2300
52 ERE ol KLA T 100%I258%
72DIZ% LT .GLA X 59.5% & A &EIZKLA
(2% 0>- 7= (p=0.004), FDP, D-dimer ®
HUAMZ, EE /D (5 75/l LLTF)
DOIEMFNIT KLA IZH REIZE - 72 (GLA
11.9%. KLA 66.7%. p<0.001), T%#%&I%
KLA A EIZHE ) - 72 (p=0.0268),

) A~ — T — IR



GLA21 i, KLA @ 11 % D iR¥ERTO I
e A h A ERELIZE Z A, KLA
@ VEGFR3, ANG2, HGF, soluble HER2,
tenascin C. soluble HGFR 75 GLA (2 LY
BEIZE -T2, VEGFR3. ANG2 I345iz
10 LA EDOEEZRD T, KT, soluble
VEGFR1 ¢ soluble TIE2 i3 KLA 23 &
Krotz, (K1) ZNED/ A ﬁ‘v—ﬁ
—|ZHOWT, By b 7EEEH L,
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WCE & T,
+ GLA/KLA
Other Lymphangiomatosis,
terms pulmonary
lymphangiomatosis,
diffuse pulmonary
lymphangiomatosis

Definition | The lymphatic anomaly of
diffuse or multicentric
proliferative lesions as an
aggressive disease of the
lymphatic system

Clinical Multiple organ
feature | involvement
s (mediastinum, lungs,

bone, spleen, and soft
tissues) involving pleural
and pericardial effusion,
ascites, mediastinal mass,
multiple cystic splenic
lesions, gastrointestinal
hemorrhage, multiple
bone osteolysis,
lymphedema, skin
involvement, lymphorrhea

- GSD(Gorham-Stout disease)

resorption. Pathological
fracture, pain, chronic
lymphedema, lymphorrhea,
asymmetric  girth, joint
abnormalities, leg length
discrepancy, and scoliosis.
Pleural effusion caused by
osteolysis of rib bones,
thoracic vertebrae, and
clavicle

- Channel type (VU >/~ LIEIE)

Other CCLA, PIL, and
terms pulmonary
lymphangiectasia
Definition | Dilated lymphatic
channels, distal
obstruction affecting
lymphatic drainage , and
lymphatic channel
dysmotility
Clinical Chylothorax, pulmonary
feature | lymphangiectasia, or
S protein-losing

enteropathy. It depends on
the affected sites of the
anomaly. The etiology 1is
poorly understood. These
diseases  have an
structural abnormality of
lymphatic pathological
processes

- GLA vs. KLA (#&R1],5)

Other Gorham—Stout syndrome,
terms Gorham’s disease,

vanishing bone disease,

massive osteolysis

- KLA patients have more serious
symptoms (thrombocytopenia and
hemorrhagic pleural effusion) and
a more unfavorable prognosis than
those with GLA.

Both diseases show dilated,
malformed lymphatic channels, but
KLA partially shows foci of
pattern-less clusters of spindle
cells.

+Ang-2, Ang-2/Ang-1: KLA > controls,
GLA

- GLA/KLA vs. GSD (#51],5)

Definition | Progressive destruction and
resorption slowly or rapidly.
The presence of lymphatics
or blood vessels in areas
adjacent to the osteolytic

bone

Clinical Osteolysis of any bone

features | (skull, maxillofacial
skeleton, ribs, pelvis, spine,
arms and legs)
progressively and
destructively. Cortical bone

GLA/KLA: multiple, lytic, and
non-progressive
GSD: progressive, infiltrative and the
loss of cortical bone.

+ GSD: appendicular skeleton, ribs,
cranium, clavicle, and cervical
spine; GLA: spine, skull

Bone fracture and soft-tissue
infiltration surrounding osteolytic
lesion: GSD > GLA/KLA

+ GSD: increasing serum BAP, CTX-1,
1L-6, RANKL, OPG/free RANKL
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