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DFREDT T (F 50 7)) 1E mTOR G = #9045

%O V}vanﬂﬂﬁﬁ4éyuv.mhvf@ &
ED, SEEA L O A BgEIR - W OS
< FHIZ B RDHEDNNER %Pflw
TGN A T (YT A A sirolimus) 33

I L R R & SRR

SRS MHEE ~ 2
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L ~Ra Y AR (everolimus, F/80 7 D—
FI0) 3 50 552 D 3 (K B3 BRI A2) 70 v Lol 5 38
(TR 2 &) & LTHER, BRICHW SN T
LW THH, LR, AR L& PEY
Z AR A5 (b 2% F B M 52 MO W G ) <0 8 Al (it
EHHRIGRE) OB L L COBEBAENAI T
fThh, ZThoOEANINEE* fi/ S8 5558
WaphH k, FHERNEKE B 2% e 7% i B
NTaHAHZ EHPRENI, HETHIND
1) A A DG EPERTALAE O IRAGHS - IR o Wi
W LCHETEN, BRI TEHTESE %o
7.

mTOR EEDM AL 2 DDK & R FEFHN
HbH B, I - SR TFEMIC L AR
HEWE LT WEROBRICBWT, Hiltk
HEROBIRB M o7 & TH B, F43,
mTOR BHEF3E (B2 I < T 0 18 Bl O s D 16
WL EELT, AT HHMPHARELEDH DL

A AR WHURIMERRE S ) — X No. 29

WA DOFEIR - HELZBHLIHZ ETH S,
ZNE TS T AN ASEED AR B N5 O #i
INp EDORYREAFERR S Sz & 512, mTOR
IR R R | BE 2 & OIS RERE S D %
WL LTHMESRTWES, FOHBMEIZEE
EE TV CIREDEATR SR TE Y,

FPEECTHHL R Y — FHfESho0h
5.

3) F #%

M MEREALRE T U A M Z DI L A L
BYEMRSCdh 5720, BEOHFMITLTLLE
Cpv, FLBHCILCIRIG S & 5 IR - L0
Ag, NR~ BEN T RIS £ AHEN
JETUHE, BAEM~R AW TP L A%
B - ARG, A (Zet) Tty > 23k
EIRRGAEC & B RS - OAE, F-2FEHR
RTTADPABNIRBIFERE 50 S 5.
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Sturge —Weber fE (R &

Sturge -Weber syndrome

kO %

Key words : port-wine stain, M, BWNAEKIL. TA»A, BHE

1. BS - T @]

Sturge—Weber SEEMIZESMEORERFE
W& B E N, M ORI BIEGR
Thb TREITED2OMWMUEE LIERERET
»5(E1)

(1) BT NE (port-wine stain): —flO=
LR 1 o (IR OXEERZEL LT
ByEEOEMMERE. FAIRORRARS i
EHEE LIELEEHT 5.

(2) MMM : (1) & Ao KRKERED
BREmMER KRgoak{bz LizLidEsyd.

7272 L port-wine stain 2= X #4851 48 LA
NOFHRICRAZY, WHECHGT 204
v, BREDE@IZoWTD, HEHET
Hoteh, FEBBRMLGMERTHIEHY S 5.

Sturge-WeberSEEH OB H N E < (75-90
BIETARAZEHL, REHIISFTTAD
ATHA, LIZUITEYBRICER L THEEGE
TAPALRD, £LOPITRABEEDIZER
MOKBEAIERL, BRE - KATORAKL
RS RO E BRI (25-60 %), 1REF
KB LUHMBEDOET (50-75%) % &72¢. H
M (40-60%) b L AN,

I BRI FED Sturge~Weber FEMREEL, B
WEWMO—FETICNEREZEHT HEMCH
M) %2 &4, LTO3IEIZHHEE NS (Roach
scale).
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B(=wil, sei)

2R FHEMEEO A (RER). BNELE
PTHILaHb HERMCE, HBBoksY,
HRE LGB TH L5, BRNIE, ARER
Bhawvize, HRABEEIRES FERREL
ZHIN TV WBEPRERIIEZWEEZS
na.

3E : WKELEEO»(FRER). BARKD
FHEEE 2. BHEIBCT - MRIFT RO AIER
B LTHRENTLRWES, BEHE#ETHS.

2. & #

ViRV LREEI R, WREETHS.

ARBIERGICHBESHFACTIALLWE
EESNTEBY, HAICBITAESEHAE(BIUE,
1974-83F)TH6 5T AICIATH o722
TR LAERRREN L ERFT SN TV RWE
BINHEET LD, HOARRRIVEVDLO
CHEMEN TS,

3. &

TR ER (A TE) & RS SN (RHE 22 8 93) D
BEMEELLEY ) ARFIMATIIEICELD
Sturge-Weber JE % # 35 & "B port-wine
stain O ¥F K i M2 2 5% (somatic mutation) {2
£ 5 GNAQ BIZTFDHER(c.548G—A)TH 5
ZENTL B, ML GNAQBIZTIG
§ oy qR)RTF F(Ga) kT — FLTH
D, LEOLERIGa DT I /BB (p.Arg

B RERFERE
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EHN T, WY Ga, T gL L 72 I
l‘tL T ERK (extracellular signal - xeiatel
Fipidh oA
WG Hii%‘;’fiaehvahng mutation) Tdh A, i
LA TIE S BN %~ % ol
L2 5, 'E"?}”"K}' b Tp e T B,

kinase) FELHTEA I £ 5.
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R @ BAE AL AR IR O PR ECIR o0 AL S i e v
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. B & BRI

Sturge -Weber Ji: £ O S E, B4 (3
1-a) O#EE, B4 (e A, A -
W D FE%E) & Il HE 22 )z‘i iiﬁl {:CT MRI
WL AN OHAGHEIT LN

BRI DML, FR e & iqﬁﬁ{”v<ft
BUU 72 Bl T iy CTURSEHEE) (2 & 3{r

s A 1-b), ULz hsoiliilis
MR AR LA TH A, K mtrésxj
aodiicix \4RI7§‘{MZ§17 v‘fi o= Al

8T il ) 1 5 M R R R 25 e 2 3’3\«7“, {4
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NEJE, EH AT ORI i T d A (B 1 -c,
d). FE ORI SRR & LT AT - 1
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KO MM X Jm(n, ki j:;}fu_,t?)&: B0
NEO Gt U O e v LIRFBIRIS WJ¢
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AW 7 h Sturge-Weber JEEEE D 59 %
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No. 31

1 Sturge-Weher EBEDRE

PR B

. b li&i&f;iﬁl“ittf{"‘%‘ﬁ'

COHES CTORRL. ARk 88
}.51«15; - Bk E AL

c. d HUAM MRI(Gd #5i2). W -
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