CETABDY, BOIX, KDX
LD, &S é‘%ﬁé?

HRINBIASECERE2—REEH KRimEF

e L
v ievad ﬁﬁ a '._:..M!
ﬂ"'ﬂ l " S

g T

"’

N KANAGAWA CHILDREN’S MI:,DICAL CENTER

RERRCEEL. BRT ~EFIHER (CONBRI-h DL A B
PEREENELEREZHYEE A,



KB RIEHER HIHZEF1994-2023
_ELEERrI—IRKEEREE 1994-2013 KREF—AEE

1970-1994 TwEEEMESLE 2013-2023 — A4KE](=



NAERMEBDEBAM(1994F EEKBERE860%KE)

B KSR (FrE—t s 338 | ES-hES 23
RKIGE)

BBl -MmEE 169 | E2EE (RELELLE) 25
BN 168 | ZMP 21
(YA )L RBRAE 71 ) MIBHIES (MG -BELTLE) 17
(FHE T B E 50 ) MES 11
(EE R YE 42 ) EREE (BIE-BIEGE) 9
(BEEV S 5 ) HAhE - AILE - B 7
Bl4iEE (AR L RELE) 38 | FMith 34

ME)NNBIELER A —ER1994F KXY




NEMBOKEBAM(20205F EEHRBERE1,782KE)

BE- &S 169— |1057 | BMiEE (RRIE LRELGE) 103
6HE(C ! EREE GEIE-8IEGL)
RS RER(FRE—HKEER) (285 | MIEMEE (BME-BELLE) 35
R 110 | AGhE-AtE 58 18
(94 JL AR 46) EEZEE(REELGE) 34
(& T R R 34) =M 14
(EERAPIE 17) MEE 15
CPEL N 13) Z Dt 84
Ep-HED 271 | &Et 1,782

ME)NNBIZELER T2 —E$R2020F &Y




N B ISR TR 1A A |
4 )
@b -MEREDIEMHLZIE.
REUNDEHEDER. HFTDEE
\ J
@/ rE—HEERDEZEARRE

KAF 7 EREREICKSaFO—)IL

O 5 [E R IED I EIRR




4 IR O B5 D H8 FE sooom)

BN (MEE) 19.5%

" — =E//€“H--r7>} 33 13.5%
ZLIRME S 2.5%
-a%mﬂl 1 0.5%
B 3.3%
BB 0.4%
=F=k5 ! 0.18%
Eah 0.17%




INBREERITOD

* BAHERTDE

g

Bt - B fE

|II.IJ|I

2

II

B ER R

* BARHRIZTEHN, BEIBEMNAIZKST
FREAESELIMEE-BEITA

* HWRHELGUWE

M-I A




B HDiEzA LA

e | am L ShEAEekafe

Y—EUNYF HARS>ELR
D BB HAERSELIR %@hwwmk) — —
RMEE HEZBE-SESIR (RREIE) — ZHF+
e EHOLESE HERSHEA RY—T1K) — +
BRRAE HER>SFER (RATEB) — +
SR M EILIENE HARSFER — +
KRR Hk R BT —
& &M EBBE H AR>S BA — +
=B HAERFS>RA — —
hoxALB HAERFS>RA — +
RE IR £ B Hji{ﬂ%eu%ﬁﬂl [ERE>ES +  ZF+
aft mEHpEE HER>SYR — ZHE+
HFHEARFIE %’LL%,HH%M%,HH — B+

SFEREE FARHS (LIER) —



5320 Bl 2310

I 0

FE RAERGH H £ B> 4 A Bl 4%
ANHBH HAER (F-IXEBREH) SRRA — —
A 8 R 1 B BT HAERSRA _ _

HE BRE H A B> LA B+ +
Rkt HAERSRA — +
EE L iE AR BUE SR A — +
BRESH HAER>EA Mic+ 2%+
BR R R B B HAERBSRA B+ +

2 MHREREREE H AR>S 4= =F +
Puetz-Jeghers fE{ZE  ELIREAS>RCA (3Eh0) — +
Gorlin fEfXREE ZLIRER > R A (1h0) ++ +
Carney complex ZLIREA> R A (3&h0) — +



FISSVADFALIER DD FADFILE
$AISSVAS RO

IREN¥iEIS vascular tumors
ZLIRMERE infantile hemangioma WEIRINERE strawberry hemangioma
ﬂ'ﬁ%ﬁﬁ? vascular malformations
%ﬁé@lim’éﬂi hemangioma simplex
EHMmESTH capillary malformation EAMMMEYHLIRIAE telangiectasia
i NP E 55! portwine stain
. lymphangioma
UYNESH lymphactic malformation > )I\EfE
cystic hygroma
/@ﬁ#ﬂtﬂ%ﬂi cavernous hemangioma
BRI S RE venous hemangioma
ﬁﬁmﬁﬁﬁg venous malformation
ﬁﬁlfll*_][ﬂ]":é.qﬂi intramuscular hemangioma
/ﬁ'ﬂﬁ[ﬂlﬁﬂi synovial hemangioma
EhFRIRETAZ arteriovenous malformation 3 EE S IRININ=YES arteriovenous hemangioma

MERE - MmESH -V NESHZENMRS5122017 &0
ISSVA : the International Society for the Study of Vascular



|II.IJ||

BAAHIRT OEH-MESE

o BEVINYF—HISBHV)
- EFEREH—HINHY
- IIRMEE—-TRRZET



B B 15!




E =g

9InABR
BAHEERITHAEFEH
BLUEMESFHH




B R 5




TEIBEEE T

* ek, FLIEMERIE.

S NHIRTHDT,

,\L\téhfﬁ‘f:




* ELIRMEIEDZE

X BATIZELOTFENELD )




BEEH | ERNBEHFHSES MR A4 AKRTRE

[FZF 3]

SERH  EROFELFESES MR A4 ARTRE

[AE/RE

A RMEEDD A

[EmEY)

J)

BE YRk (1K) #AER

[

N

Y -

Ty=fi

)




=DT-5H. 3K,
TR M\E S




BRZUIRR - @MW — FhRHERS

B BR {51







3
C_
oI
=
1)1

o RIEDERE. 8. IR
=6 75\55%)




FLRMERRDEE

*x FRBEREEIT T,
BIENEH->TLES !
AIEMEREBULNIEDHDFILTIEEGZ LN ?

BEORHE



LR
L8]
w

2FOAR*RER. £y

XA BMEBAOERGEZIN o




B Bx

3%

164 8



*x ATOA4AFAR-BETH.
WIEMNEH->TLES
fielcBULN, FILTIEGE LD ?

— L—H—ih



FAL—H—aK ) 405, H






W Ak

-
g—ﬂr

M‘Hé(:‘“ﬂ,’c '3‘°'fl/—47°‘—d)iﬁﬂ:A
J#TEEH““Eé[iyﬁ\U IR &/ 1{T B
EMTED,




B R A5

L—J—a®iE&



*ERMEEDT AL —F—ia

« HER1~2DARTWD. BEET HAIDEELIR
mEREIZF A L——amOE

1= FRED, SMR_E B L DOFER6IA0. AL EE
7&& DRIF =PI <HMZERYR I EPALIC.
FAL—Y—aRCTRIAHRZIEINS

“I:I-






BEETEL—T—aRZLTELRALHS !

1 AZIR
BEEEEHST

—H —% A

B 5% 451




nEfE EE2

A TIEL—H

BEZLTHERLHS !

H#%5hF
L—%—1[)&

B 5% 451




NEE BEETEL—TF—EEZLTLERLHS !

B 5% 451




nEE BEETEL—Y

ARZELTURAN DD !

3%
L—H—e6[@&

B B 5




FLRMED B

*x FBREEOL—Y—1EITTIE.
BIENEH->TLES !
AIEMEREBULNIEDHDFILTIEEGZ LN ?

REDFEE = RKICHLLVEEAES



mEFERBEDFEYIX

BEEGEOBERMEBICHTHRBEND
JO75./0— )L NRAE

o2
—
i
\\\

e 20084 . RILF—KZF (TS5 R) CIEXEEAZEMS D
IEICE6LI-ELIROEEICxLTonIS/0—
)bﬁ‘ﬁxﬂfﬁbﬁf’;tb‘ﬁﬁil)éh 20141—?LJL~

REIDBRFEESN . UK THRER, F—BIRE LG
« RKITIX, EoHELNERINTET-

1) Léauté-Labreze C et al. N Engl J Med. 2008 Jun 12;358(24):2649-51




JO735.)0-)biEsanes

a7 TUTTAESS (3 B PRAE 19']0)—“[5%%”[/7160)( ETOAE 1§UD‘H1¥7EF%7&T\§“T)UT(i&BDi’e‘/\,

IAKR. LRNEE (RTEE- PERESE) AN EENTLHE X
TLUR=>7mg/keRIR¥ES . L—H—EZHIZ T, 95 B &Y HNAREELA.

XFLY [Eﬂ'é.'ﬂﬁ/\d)ﬁﬁﬁ (FAERIH



#BI TUIREB (LERRAEHI D—EBZ BT UIZED T £ TOAEFIN EIRRBFERZRIDIITESHDFEA

167 8. 7°n7°5{n—)bzmg/kg/daym 2/ 7075/80— )LAR1IE2HB .
iR 8hBA% BEMNAIGZYH/D. FEE X5 (z#HE/N, L . bTHAERE



aRECHERE (20174F)
PR RIS TR 2

HELZ D
JO73./0-)INAREEE 1(A8WY) @ 1T EHER IS
A704 MEE* 2(550Y) 1 17Otz EKHERT D
ERYDINREE* 2(550Y) 1 17Otz EKHERT D

(=FxERJO0JS5/0-)V/FEO-I//
SIBERERILEY /D)

EiBEE 2(55W) @ 17222 55<HERET D

A(BEW)

B(H)
C(55W)

D(FEE(CEEWY)

A RMEEICHT DEZBAZKICIT I BB EEUESMD ?

HBDIHE | IEFYA
J0735./0-)NBREE 2(85L)) @ 17O mEKHEE TS C(58W)
NEE (BPi/ 258) * 2(85\)) @ 17O =E<HERET S DEE(CFEW)
RLwS >l 2(85\)) @ 17O e =E<HERET S DGEFE(CFEW)
P R=t 2(530)) : ITDRVCEZTEIHEET S D3EEICFEW)
2704 REBK5* 2(850)) @ fTORVCEZTEIERE TS D3EE(CFEW)
M/MRE SRR REFRE*  HERRL DGEFE(CFEW)

KGRI LER  MERE- MBS UVINESHEZEBEAIRIA2017 LNiKZ



b R SN S P IR I ERE
(NTUDFIIWEIEFERAAEELY)
B P BN T SHEZEESH
o NAFCEUEIRIMERE
o ERESUE(CAEURELIRIMERE
o IR -BEEANICEURELIRIMERE
m EAE CILEER M
m IBEHh SBR P
mE8EZEEAL TWSH1 & B2




A RMEEDER

YERYERA IRHERA

HRHA

Proliferating Phase Involuting Phase Involuted Phase

$1§5.55@-7.§:‘@T“% 15~ SFEMRETIIEZE  RISHEEOFHERE
EIERUY, 1850 H SHKEAHN. MRENZ 353, 212U, 25-69%

FCICE-TBFD80%D  W\BSEANSEERK, DIEBITRIRREDIRIE
ARESITET D, RENTRDENIREINT
L\BH)6),
G AQEES DEIEN

/@(78\5(_&:73\@5 o

Hee@m)(sr5 | 14 34F 74 £EHi%

1) Tollefson and Frieden; Pediatrics; 13: e314, 2012 2) Chang LC et al. Pediatrics 2008
3) Couto R et al :Plast Reconstr Surg 130(3):619-24- 2012 4) Bowers RE et al. Arch Dermatol 82:667-80,1960
5) Baselga E et al.:JAMA Dermatology 152(11):1239-1243, 2016 6) Bauland CG et al.:Plast Reconstr Surg 127(4):1643-48, 2011



A RMEEDER

YERYERA IRHERA HRHA

Proliferating Phase Involuted Phase

$?§5.55@-7.§:‘@T“% 15~ SFEMRETIIEZE  RISHEEOFHERE
EIERUY, 1850 H SHKEAHN. MRENZ 353, 212U, 25-69%

Involuting Phase

FCICE-TBFD80%D  W\BSEANSEERK, DIEBITRIRREDIRIE
ARESIET B2, RENTERDCENERESNT
L\BH)-6),
G AQEES DEIEN
/@(E%Ltb\@éo

IEIEEA ISR 5B R

Hagem) 55| 14F 34F 74F LB

1) Tollefson and Frieden; Pediatrics; 13: e314, 2012 2) Chang LC et al. Pediatrics 2008
3) Couto R et al :Plast Reconstr Surg 130(3):619-24- 2012 4) Bowers RE et al. Arch Dermatol 82:667-80,1960
5) Baselga E et al.:JAMA Dermatology 152(11):1239-1243, 2016 6) Bauland CG et al.:Plast Reconstr Surg 127(4):1643-48, 2011



A RMEEDER

YEYEHA IR HARA HRHA

Proliferating Phase

Involuting Phase Involuted Phase

iﬁéS.Si@-7.§i@T% 15~ SFEMRETIIEZE  RISHEEOFHERE
EIERUY, 1850 H SHKEAHN. MRENZ 353, 212U, 25-69%

F CICE—T8FD80%D WEFEADERE S, DIEBICRYEREDEIE
ARESIET B2, RENTERDCENERESNT
L\B4)6),
G AQEES DEIEN

/@(z‘}é(_tb\@é o

& =)

5 34

7%F i

1) Tollefson and Frieden; Pediatrics; 13: e314, 2012 2) Chang LC et al. Pediatrics 2008
3) Couto R et al :Plast Reconstr Surg 130(3):619-24- 2012 4) Bowers RE et al. Arch Dermatol 82:667-80,1960
5) Baselga E et al.:JAMA Dermatology 152(11):1239-1243, 2016 6) Bauland CG et al.:Plast Reconstr Surg 127(4):1643-48, 2011



A RN A7 RIMEE
v AR Az - EEW ICELTLVS

1hE REEORTE. BRHEEH 3nA FOTS/0—ILAMRS

BN UIEBNIERRAEBIO—EPZ BT UILEO T INTOEFINEEROFERERI DI TEHOHEE A




AR ECHERENSZL RMES

VIR-8%-O0-EOEICHhYBREREELE T
BNDHHHLD

3nA%R RICET-EREE B E& 451



HBTOI075./0-)RAREE

B 201040 (1>73)—>2016F98~AY 2 A))

W ES

3804

m HEEFEEZSL TS, HBVREY E PN BAES!
W SEFEER RS CREBNEE 2SRRI S VES]
B M EREMEO TS, FESECT RSN ZED)
m EET‘H%’JBSOF (lkaiESs

m FEERUIZEER:

RImAE 1 1.

JL

ﬂﬁEEJﬂﬁCDm”Z 265, A~BE 1 51, FoR0 645
(WITNERFBERER TRIEELRL)

47



%ﬂl_a*ah‘éj’nj’v/ O—)LARZ7Ora—IL

i SRR . mAROER |
= (2438m) s (2R
CEstaainm ) AT IL( E|2|§|§ﬂ wEE)
£, LEE, "
DIO—. I HiE N 5 B IS 5 IR
E. ARif. iF (6B 513k
R MR | e R B _
EIZLD. A | B T
\gu—:é/f ) s ""'~~~12;zﬂ?£ YA 3638

.
LT
Y
.
]
Y
.
Y
= o
‘.
]
L] ..

L, . Y,

. = T,

M . L

GARAER) 3EH 5EH 78 SHE
188

G AL E A TIIERD/N\AMZILSF AR 51 2BR &I,
mAEMERE - DEX (D FE) (X% 52-4FFEERIZE,




LiTTnIS/0—ILRRLT=EEH)

BRI TUIER (SRR ARIERI D—EP B NTUILED T, ETOEFINEIRFERZ R I DI TIEIHDFEA

EWER  BL

3hAXKIR AT
FTILEA3ER
fa/MER] ., BoM<
TY RE . IREBAC

B 5% 41




LETT7O075/0—)LHRLT-FEHI
BT UIER (ERERIER DO—EZAB T UIRBD T £ TOREMHREIRRFERZRIDITITERDERA
glfER : RU

27 %R ﬂe,%it'ﬁl {£1E0H B
/\'\7‘/’)7]')1/%5@




HARMEEICxT277075./0—)LAETREZR/IEIC

A#®11rA¥ LR JO7J5/0—)L8E%
2014.7.25 6% 2020.9.30

RAMGRIERATL




vV BRHEELEVEHR

« —HRDYENYF ] A
» —HOIRMEE - A L—H—
o EMETFH(R—FI718H) _ D
o« —R =] 5

- XHEHM l/_-|j=‘_

- —EBDRFHEHE

- BEREEHM

- lBiREH } F

- BRERESNR. BRaR. FHRaHR



ER B )

HE/\YF(IEF

L—H—aE%




)

(o) - — ¥ <
HE/\NYF(IEFEPE




Sturge- WeberfE{&EF

GNAQEEFOAMEESMOER




Klippel-Trenaunay fEf&E

@%ﬁm%ﬁ'ﬁg ; ;§
QEIRE T (HARE) -
Q@R HIAEX




Klippel-Trenaunay:

i=z8 (KTS)

Im 5%
DEm E &5
QFHARSE,
QA ihE k&,

) INEF R ZEHFOKTSICPIK3CA
B FOEEREENTRE




5]

1

iz D B A#E

o<
AJ

B 5z {51




B Bx




EHMEFHOL—Y—EE

AmER L—Y—HREH] L—H —BR5t3E%&
B ER 1)




L_\\\
=]
=
=
R
It
W
S
Ny
g
of

B Bx 45

£#&20 A~ R = oEEHE. 3K



B 451




6mSBIR B JaBRHEl L—Y—ak&

B Bx 41




E %’*%“rﬂ/(zwrﬁ'])l HT5H

— RO FE A EE
BRI | 0~15 | 1~65 | 685~ | &8
gt 50(55%) | 41(36%) | 4(9%) | 95(38%)
B 35(38%) | 55(49%) | 21(47%) |111(45%)
a 6(7%) | 16(14%) | 20(44%) | 1(0.4%)
g 0 1(1%) 0 1(0.4%)
EOE | 93% 85% 56% 83%

ARINBIZELEERE L I—FHKIY




vV BRHEBLGEVEH

.« —ERDYEINYTF )

. —ERDELIR M EE - A L—HF—
- EHMEZFN(R—FI1BH) _ .
o« —R <] =

° jKEEEZBE l/_-|j=‘_

« —ERDRIERHE Y,
- BFEMEEN

- [EIREEE } +

- BRERESNR. BRaR. FHRaHR



OASZ U BERED
L——#

> ARHBMN-ZMMEEGHR

S>ERDAS/— RIZIEERD



QRAYFF7LEXH UK
AL —H —

\

(
<l
=1
3

jaftn] wemp  ([O|HES1E =) A[R|BESHR

| B ER I |




.-

XHAM = L-—¥-—ig% 5Shi



OEBNTHDOL—Y—RE?
P EEBH-HT7A LB

= . <y =
A CTL—HY—aRNE



|

L —
Y — AR

IR T HL—H—)

/A

‘
J/%\

HE S 1R

EELR



BIcxtddHL—H—af

T B

B 5451

3k TLyOXBEE 14




15)

lI—

—

—
——

—

i fR T

H7 AL BT (#



NI H U (IR HRFERE




i

PRHE HR

.

FATE IR IR

0

B

R R



Examples of Response to Selumetinib.

A Patient 20

Plexiform Neurofibroma
Volume (ml)
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1600

1400- /
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800 /
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Z
4/

0 |

0 12

24 36 48 60
Months

C Patient7

Plexiform Neurofibroma
Volume (ml)

8000+
7000
6000
5000
4000

3000 o

2000+ >

1000~
0

—
0 24 48

I 1 | | 1

72 96 120 144 168
Months

B Patient 20
Baseline

Cycle 5 Cycle 10

Dombi E et al. N Engl J Med 2016;375:2550-2560.
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