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B — A58 R 28 Y < 5R & e KAk i 45 R (TECH) .
CH 5 H (A Al Z A 75 T HOS SRk i e s 2R
1(GLUT1), HEIC %€ i GNAQ Fl GNALT 45 24,
1 e 209 (GIn209) o7 5 19 B FVEE i B L8 A8
GNAQ 4t S R 455 8 H G () o, T S R ES &
EHGC(QaE G —A A GTP K H
GDP iV 3 . PEHRIE , 809% LA I 1t 4 25 fisi B (0, 20
FETEARIFI R A L 2 A8 . i, GIn209 55 LR 78
% GTPHHME (S 5, S EMAPK Fl (5] YAP {55 544
S AR O L IR iE AR BES 5 T RICH A
NICH HJJE 1

1.3 et A 22 (Pyogenic granuloma, PG)

PG & — Py i R M I A5 g, 4k & 1 PG Hp
ARG GNAQ p.Argl83GIn 575 | 2 it H Ve 7E 4
JLSE I, 4 BRAF p.Val600GlLu 57541 & PG 4K 5
NZE . LAk, HRAS 2278 1 PG &9 b & FEAE
DL 28 A5 0 5 B0k R B 22 B4 )00 AL R 1 B
(MAPK) {5553 ARG, AT R PG & 9 LTI Hh ) 5%
FRUK S P AR T SRR
1.4 %09 AY I 4 N B2 98 (Kaposiform hemangio—
endothelioma, KHE)

KHE J2 4 5% WL 1) H AT JR) 0 A= 28 7 1 52 57 ik
B MR KHE /)R SEIR T RE 2 2 I R 1Y, tfE I &R
JEHh 2z — o FEAN A Y A TR IE R B KHE 548
H, 10% 9 0 W 40 B 5 A 1314 Fil 16p13.3 47 (1 13
SH16 S Y AR Z RIAEAE RGN S 7 . 1/3 7 KHE
HBH A GNAL4 c.614A>T (p.GIn205Leu) 5 7E , %5
A5 A MAPK 38 A5 b v] f8 & KHE (1) % 35 J5L A
GNAQ FIE 4t Ga 5, 5 G FI Gy WETE il 57—
R, LG G E MBI ZK(GPCRs). Go WL
P16 H A2 R B B0E HE GDP 38 42k GTP, ft 0T
it RAS-MAPK (Raf/MEK/ERK i {#% ) #11 PI3K/Akt/
mTORGH I . AN, /MR AE R 45 15 430 A 9
/& GPCRs 2 M [ A FRAL AR o P. GIn205Leu AR 1]
i3 E 3 MAPK/ERK 172 3 #5540 i T 25728 Ak
PR AR A A K R T R . BUE SR (APC
BCL2.,TPI16,FOS MYC,TP53,RAS Fl VHL) 17 1£. 1%
BLF & B B 20 B TPS3 A9 5 A% AT IR 28 7E (Single
nucleotide variants, SNV) 7] §8 5 KHE KR fF1E—E
BX AR RN A 28 A8 (1 — R T 5 78 2 A vp n] R
R T HENER . 2970% 4 KHE 7] & 3 R4
(Kasabach—Merritt phenomenon, KMP), & i Sk jii
PE IR /D A I B ) RE RS o Hf /B A R
KMP ()i ghad B2 , i /NG R LS N R 22 180 4 A B4R
FAARLE KMP & A 0 B ZERRT . Wl (9 i/ NORE
TR B SE PR~ B AR il A8 A )Y I3, 175 5 I/ Al
A AL RS TR, DT AR HF 14 R AR SR
A AR I A AR

2 BRERR S B R A R AL

2.1 B4 WIE (Capillary malformation, CM)
CM 3 FR Ay 48 5 15 €2 5E (PWS) , CM 1 Sturge—
Weber % & 1 (Sturge—Weber Syndrome, SWS) 5 1&
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A GNAQ I[N p. Arg183GIn 2547 5%, X 57 CH
W& B GIn209 5845 R TR o FE R PR B 45 A E 1
(SWS)CM H, 5 85.6% 1 /2 % H B GNAQ p.R183(Q,
L5574 K2 240 GNAQ S5 5L PR 58 A58 45 6 15 g 7™ T
FEEEA )G . GNAQ p.Q209R Tl gl — 1 5 CM K i
FEAE IR B 19 98 A8 57 451

i d R CM B F A B A s bk B
( Arteriovenous malformation, AVM) , I, 2895 25 Bk My
B 2 1l WY — 3 # K B JE ( Capillary malformation—
arteriovenous malformation, CM—AVM) , FL4R4F & £
Sk Bz R 0 28 R0 1/3 19 AVM KU | 040 45 Parkes
Weber £ A AiF (i B AR B AR PE BER I8 AVM) .
CM-AVM & Je Ak i MRt % | B RASAT JERIFP R
RAG| L, RASAT =B ZEINREH R 1B BE S
JEE TS R . 29°F5 CM-AVM 835 7] 50
H RASAT _7%

FE#E I 100 4~ CM-AVM K, il 7 it
40 AU SR8 o ARLAE SR T R BT MR A I AR
(98% ) ,CM-AVM i # HF RASAT 3£ [ R 2848 N
HTHE | 7695 kb 20 2020 i 1 45 467 356 DR Ak o 30 4% 448
GRAR (A RASAT F PR () — X S50 3 X 52 42 R 7
T T G A 0 B R SE AR . X — TRET
PRI RE T CM—-AVM SRy faf 25 H SR B2 A 8] 19 5 3
HKE W . RASAT ZitH RAS p21 & H S 7 1
(pI20RasGAP) , p120RasGAP i 3t % 58 FL 45 55 1Y N
TE GTP [l i PR ff RAS 251 o pI120RasGAP Hh 5,
T o IR 11 A6 5542 ) A7 A 1 2 IR R G Ak 1Y
BN | . pI20RasGAP Xt T EC M 4% A ZH 4, 40 il
AR L ECEE, WA, EHEd S
pI90RhoGAP B FAK16 I AH AT 11T 2 5 1 K 240 i
(EC)iZ &8, pl20RasGAP A8 it 5 AKT 454, -9
g B > HgH T . B, fE CM-AVMI B E
RAS/MAPK 4 17 B [0] S <, AT S $LFR 40 e 174
P A

e R ZH I 43 B 2 B, 7E RASA T JE TR 28 A%
R, (ELI R 2 B0 CM-AVM (1) &, & B8 T4
2 Fl 43 743 B ) CM=AVM % 72 , FR i CM=-AVM2,
CM-AVM2 [ EPHB4 3 [H F 2 2 4% iy & 1 ) o) g
e g AR R, BB e s A0 E B S LA LAY 1)
AN A A 5K, B R AR P T R A
EPHB4 JE7E 1 & 7 14 72 WP L Je 7 i bk EC Hh 33k
B 15 A7 44, BCAAC EphrinB2 2 — R 5 2K (9, 78

. 9 .

ik BEC | $35 . EPHB4 T % i 1 RAS/MAPK/
ERK1/2 & 48 K& #AVEH , 765 p120RasGAP #1 H.AE H
I B AN, 5 4 e EPHB4 W EAZRO )
I, EPHB4(CM-AVM2) 5%, p120RasGAP (CM-AVM1)
(1) 2y e 1k 28 HAT U 1 FH——30E RAS Fl R Ui
MAPK/ERK 1/2 18 % .,

2.2 gt AL MR i PR R 4l L B 9K E (Hereditary
hemorrhagic telangiectasia, HHT)

HHT J& T4 Yk b vt a0, B S M
HHT A 56 ; & %0 19 3FPEE R 90 % 1y st &2/
A 1A KR A 9878 . HHTL i N B2 (ENG) F i)
IRE 2 e 2248 5|, HHT2 B U0E 232 (R RE 0 1
(ALKD) ) T Re e R AR5 e o it T e P
SMAD4 1) MADH4 Y RE sl 2R 28748 , R B /D 4F B A
JHHT 2R A AE . BT R I A1k 5q31.3 % 32
(HHT3) 1 7p14 (HHT4) ) HAth 58 A8 437 55 . X $e %8
IR IS 2 5 BMP 5 5l B 11 i, ALK
MM RIEECHE ERIXZIKE G, NERIEN
I [E] 244, 14 BMPO/BMP10/ALK ] {5 54 5, G35k
3 K W 2 1k A1 R-SMAD1/5/8 #1 co-SMAD . SMAD4
IS o BATT TR S G S R, ) EC 34 58 A
B, T GEFE N B i BRI SE S R A D RE 2 2R
A ECEC TR B A AN A TR B RE TR . A,
B K PN R 4 P ALk D B 2 F BMP9/10 FiC 44 FHL
Wi f5 , VEGF Il AKT {5 5 34 5% . 3X J2& i BMP9/10 14
(4 PTEN 5 PR il 3 2% e 5 /2 , o] S B0 32 3 il
1 PI3BK/AKTE 555 .

2.3  F kI (Venous malformation, VM)
2.3.1  HURMEFRIKTIE | 2 MK st e i
JER 280 S 5 FK W T A €A R 9 38 25 5 1IE (BRBNS )

TAREE DRI Y DA R A A 4y PR AL T LA VM
IR, FFIR T VM I R G50 F 43 T LA VM
) 25 #E A7 R & . 2017 4F , 32 14 BRBNS 2 iy
TEK 5 R {4 24 it 28 A8 5| k2 i I 3 A% Mg, I8
VM 73 J B —FR IR TE 22 Kk KR T | G0 st A 1t
e ik W5 72 (Familial VM cutaneo—mucosal, VMCM ) DA
J BRBNS, H:HE 5 58 48 1% X 43 3~ TEK (L914F )1
ML TEK (R9ISC )R A3 987845 IF TEK (Y897C)
A 44 Jfl 58 28 | TEK (R849W ) FfF & % 1% 4 I TEK
(YI108* PRI 545 UL & TEK (T1105N-T1106P )
A 20 B XL S 78 . VM, VMCM #1 BRBNS 2 1 4 %
TEK 3£ R /) N Bz 52 1R T 240 2 U4 g TIE2 28 4% 5| 2
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M o SR T 240 M A T 2 TR O I v DB AR A A
R B R i B2 A, S B0 R O B A C R
o BRI T . EATEAAFAIERAR RGO T
V55 TIE2 SZARWE R AL . VM AP 0 44 240 0 384 76 2 72
T AE R R R AE R AR B, A ] — S5 I
N bR AR B N RAS . L9I4F 2 i LAy, HAY
FERURPE VM P B, — ek M B E A 2 b A
(ZHEME VM, MVM) o 3388 F8 35 A AR 5 — IR 98 7
R i, R E AR AR X S AR AT
L Y 20 4 2 Y897C—-R9ISC, i UL Y 5 4% 1k
VMCM & A= i 28 78 & R849W , H: 5 5 TIE2 55 W iR
b o 3T B — AR B R AT R T R A
BIANECE 1 MVM B3 R 2848 . H e A3 Fp
TIE2 fie {4 - 1L A= i % 1 (ANGPT1) | IfiL B9 A= il K 2
(ANGPT2) Fi i 48 4 5 % 4 (ANGPT4) . ANGPTI
AE % U TE TIE2, S 3032 R B 2 b, i ANGPT2 /2
TIE2 3 M (1 75 S MO I8 1 7% . 76 EC H, FR AR ZS
Ao TIE2 /) 2 R4k B A8 iR ik , AN 2551
8 28 M PI3K/AKT 3 48 1Y 3005 , 1125 5 30 MAPK i&
RS -

1E VM ', PI3K/AKT/mTOR 15 5 5 S0 F & &
B WA S LS o 3 S g 5 R R L
M5 —4,5—- Z B R 3— I A Ak I B a(p110alpha) (1)
PIK3CA %78 , B fINAESE 13X — 55 . pl10alpha /&
PI3K & G KM 8 L4 iR o, AF7E TF 80 = TIE2
AR VM R, PIK3CA 28748 B X 1) 1 2% 15t 1] 3
T AKT I B ERAEPE B9 EC B2 IR 2, S 504 i 4
J S £ 4 i 42 26 1 B, ANGPT2 Fll PDGF-B % ik
T

BRBN #5728 i 40, % TEK H 4 5 58728, S 802 1k
EONIGRENE | R R ST NE 2 @ = S L N2 ] )
TEK W RAE (T1105N-T1106P . YS97F-R915L ) , 3175
S PI3K/AKT 5 544 5 . 7£ BRBN Ry Fh i 28
S 5 HH R [R) LS A | RS I YA P A ARG TN 1) 28 A
AT o DRIt , 2 B B 1 10 B 240 e 3% 3, 7T R
Z: 5B B
232 A R R B AN I A ER DKW T (Hyperke—
ratotic cutaneous capillary venous malformation, HCCVM)

HCCVM S5 55 R i v 4 fR: 0L IR T ( Cerebral
cavernous malformation, CCM ) AH 3¢ B8 % & UL 14 K2 ik
WAE 9% 1) CCM AR 3 23 B H IR A2 . — 2B fR 3
AR CM, HAph A 25 AL VM, 5 CCMT —FE , HA

CCM i HCCVM B & 76 KRIT1 WA e Rk thRg e ok
AR, KRITI 5 CCM2 Fl CCM3 A1 HAEH , LIE i
T MAP3K3 IREM A A, CCME B UIRER 2k,
AT VTS MAP3K3 {5 5 % 3 S L L [ KLF2 (KLF4
RHO FIADAMTS.,

2.3.3  PEIREKIRTE (Verrucous venous malformation,
VVM)

VVM 2 — P UL 1 56 KA IS T , 2R3k 2
oK L BRE e | B B, AR 2 i A 1S A A
PR B T ARk, DL 3 B 38 5 N .
VVM 7E I JE F 5 HCCVM B, A BF 55 & B 43
VVM F8 35906 28 AR AEAE R 2 L MAP3K3 5875 , $ /R
MAP3K3 SEH AT RES VVM &Ik A 5%, 3R H A Y2
INRERRFZSLF HCCVM ., MAP3K3 J& MAP3K ik
22 G R/ 75 2 R I 1 B 51, LT~ i & ANGPT 1/
TIE2 {555 10 T il A (B S ERK (555 iR
BA K,

2.3.4 BRI FE kW TE (Glomuvenous malformation,
GVM)

GVM J& TR it & Wi , K2 ik, D3k
i AE e, R R B L . GVM S HURPE
VM A1 VMCM A [R] AN 995 48 22 I R B3k DL X 43
Y LU REAE A T4 K 04 K ] PR B O i A Bk
2 R Y S 43k Y I - i LA L (vSMCs), 85 R
ERIEH 1 ECs B 75 o SCHARGE T B /NeREE (1 i
JORNAE B AL . GVM SRS KA IR 8, Hob i
E AR AT O e 2, REEOR R i g
R CAE RIS M R S A SE R A ), 7 S L 41
MELLEE . B/ NEREE 1 RUT-AE EC R vSMC H 3R 35,
‘B 5 AR A AN A P 32 AR e~ Met M BLAE
L ABTE S ECR A0 AR K 7O 85 & B, &
HOE/NER R (R AL fik &k A4S p70S6K #E T
PI3K T UFHEAR LG o HEAb, B /NEREE 115 Cul7 A1 H.
Y L JE 18 Skp1—-Cull-Fbox ¥ 5 &4, il 412 24k
YEHRFEO TR, —Seproe R0, B/ NERE (1
1t 5 AL AR K T (TGF-B) {5 S B AE AT, ol 2%
vSMCs & B . B /NEK B 11 5 FK506 45 & & 1 12
(FKBP12)454, @1t TGF-B 1 2R (TRR 1 ) i #l
HHl TCF-BIE 5.

2.4  HKEERTIE (Lymphatic malformation, LM)

LM ] DAk A= AE A0 R 55 g 1 I 35 4 A2 4

WE 5% (CLAs), CLAs 45 4 B PEibk 8 55
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(GLA) . Gorham=Stout %5 (GSD) .. - I V4 %l 3 & 45 9
I3 (KLA) FH AR A Pk B 48 5% (CCLA). CLAs
Al AR IR A MR B K AT 56 . B LM B 24k e
S I R R AR AN I 8 AR R 2 R A A 5 U AR
KA TF15 55 SR i i 3L o

B KT 25, K 2 40 LM 7 PIK3CA H1 =5
A AL AR A B A O AR AL 4 p. Glu542Lys . p.
Glu545Lys 1 p. GluS45Gly ( M2 JiE 45 ¥ 3% ) DL J p.
His1047Arg M1 pHis1047Leuw. . 9% AH ] i 28 72 7] LA
SECLM A VM, EE AT Y 40 B U5 4 ) Sk i B
ECs 5#ik ECs. PI3K, Ju HJZ AL 3 p1 10,
EL RN LA & B B B R T 57 . FEIR B IS R4
H, PIBK {5 5 7 S5 R W M A Y 2 S R
PIK3CA ™ 1y 58 48 AT DL 3% 5% 55 448 Jfd J85 1) 285 5
(B 3005 oG , 5 80 AKT/mTOR 2B 0% , AKT/
mTOR Z 18 55 412 U X5 1y 4 B 5 1 K AR K 3 7
FEH . 72/ AL F o TP S PIK3CAM 7" 58 4%
H BT A P T LM 288 2R PIK3CA™ ™" T i )L
K B WLEE ECs ek, W) AT BETE N B 4
RULM ; ML 28 A 7E AR e R LK R Rk &
T A R B 2E AT S SO R A LM K
Ao BlAT X CLAs [ G 1S 2 S WF o B IR A, 1
Sk 22 HH S 11 35 DR (A 20 it 2 728t 4, 9] 40 NRAS
e CBL A4 i 34076 28 748 15 KLA #H2¢ , KRAS {& 41 fifg
BTG R AE 5 GSD A K, ARAF IR 20 i i i R A8 5
CCLA 555
2.5 hiElkWH (Arteriovenous malformation, AVM)

Fisi 1 5y 5 Bk B T2 78 41 212 T i 78 B ik A i ik
R A R B A R 30 KRS JEE A9 P9 RS A L 20 A
M AVM $EEUES F7 09 ECs 8 H 6 2576 7 i 38 K
20 B O T A DR AL, 2 B IR I A A7 A 4 L L R
WA BB . AVM IR B 845 A LT B R AN
#., HWCHIMETCFE R GESMELSST
AVM M8 R, BB F HHT H1 A9 AVM, 2017 4,
9K IR S K T 5 MAP2K T 1A 40 i 58 25 4H 56
20184, & I KRAS Jk K 4 4 Jifg 58 A5 5 /5 4 5y i ik
W B AH G, f5 N AVM H R 0 381 44 240 if 38 1 KRAS
RAF (¢.35G>T Hl ¢.35G—A) . J5 [ /5P AVM 1
EC 7R 380 ERK 36 P, A K I 48 A il AH o6 5
KL F Noteh {5 5 5% S 58 335 0 Al-Olabi S5 7£ /5
A AVM #5:3 2] KRAS . BRAF il MAP2K1 H R 7% | X
¥ ¥ T RAS/RAF/MAPK {55 5 76 AVM H 75 H -

. 11 .

177 53 P A1 2 # ik B T 1) KRAS JE TRl 5 MAP2K1
DRI Ta] ) K 2R LA R AH BAE L BL S CM=AVM 5 AVM
R A Z 18] B I B 5 AH G L AT R BB R S M b A R
) 34 o

3 PIK3CA fAxid B & K& % & & (PIK3CA-
related overgrowth spectrum, PROS)

PROS H 4995 408 55 o 14 95 Be Pk 2o B A= K 3R
S5, TS A TC K AE W IR, I R 35 0% 1A 4 it
PIK3CA B35 2875 o W& W55 R IBTR A, PROS 1)
PR MAEA W & 68 . Bl IR LEAAE
(Proteus ZEAE W IESE i AKTT %7551 #2 . CLOVES
ZRGAEH PIK3CA JE [N 1) 88 ik 2 g 3R 15 1 22 A2 5
o K-TZEAERIRWBAIESE 5 PIK3CA 5878 M 56
7E PROS H 41 15 1 PIK3CA J& [H v g8 s 5 /b Hipr 5
A (p. C420R | p. E542K , p. E545K ., p. HI047R I p.
H1047L) B BIE S & AR AR A o, ABLH 3,
Rheb—-GTP & & 1A H #4161 mTOR 1 85 iR 1k T ¥ife 42
b, 10 S6 1 (S6K ) #1 4E-BP1, S5 elF4E FIFETIL
AT S BRI A 3l BBk, mTOR 1 34 B0 2R A il
IR == || N U@ = S | A b K 2
mTOR 1 75 BHE 20 i A 1 R 28 i o 1 v 8 R ¥
KA

F=#0 MmEFEEMERIZETGT

1 Z4)LmERs

1.1 IfREMR

WA Zhy LML A5 98 2 45 P VR i 2 Al % 1 45 R ]
2 U A TR RS, LA LA PN B 40 S 8 A A
S R R R L U R R . SR R
PRI T LTS s AN A Pk B .
A JEHT 6 S HE 5 L0 9 AT A, ) kS
B kT, Y AR AL BEH 5 K R I, KAl ik
B e 2 B 80% . Z B AR 5%, 6~9 1 H hy 3t
BT o Y BE TR I A5 IR R TR i A R 4 A 1 T
FRe o~ 1240 1, D BUE L EE 15 i Hr s 2 th Ak
Ja 24 H o BB BUR LA v] RE S PG DI A S
HFHRIE K 235 LS. A —/INB R IR RN
TH/INIE B B AN G B, T2 T DU, B 0 Bt
A1, BXHB AR AN T S AN LS R X 5. 90%
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4 2B LAE 4 2 IR AR 0TI TR RSB TR 1 B
T I s S0 ML 7898 T AR P 1R B2 o R 23R 97 (99
PRI IR 58 G A 25%~69% 1) £ LR AE Kk S B2
HEURFTHERL IR R (=40 (0 R R B2
MUY TR B R ot , 5 2 — 2B AT
FEBCRE S0 LI AR 7 3 KB A5 (K 2)
®2 BYILNEBHREERR S RIKE

AU FRAE Iy AR

R AU
A7 B If A R A% >S5 em PRt 25 k) 5 8 (PHACE) , %9,
T MR/ a7 R

A7 B I R E AR>S em
JEEHIETR 23 FH X

A7 B A K B 4 0BT AT T UK A8 IR /5%
W OREER LR 5 T, s . 28k XU

Rt Bz Ik 2= 1)

A A A aRBER ISR IR bR R

PEBEZE ) S8 (LUMBAR) , B35

TRT F A L 15 JE AETE SR AR LS

N JA] o J) R 11 ] ot R IHRE T , A XS

B0 X 3ol 1 6597 FIREAER TR MR, U2 R
XU

TR Sk e T R SR BRI RE AU
YR VA A R A7 1 A O (B, 2 v IR IS ) XU
N @)
B RS >S5 em= AR D B XU R SR K A R B
Jie ]
RS

SR R ORI

N

AR E BB A R R T A XU

1.2 W K2

B4 LML AE TR AR S L R R B AR A
EIRZ 1| -E LS DI NI IRES RS Y VESE L €213
Wy FE X 31 5 %0 28 2 4y LI 88 -5 Pk A i 7 (i
KRR | S i bk T2 45 ) X0 (R 3) o &R 23 24 JL L
IR e R LA R S D VA R A N B A
), 368 3 9 A A A R AR R AL | e PR 3R I B B
AR UM o A, TR R I AR A 1 5 85 1 b
BEIRE B REREN /0 L EG Y- L PR bk LR < At
it MU AR A 2 1)

1.3 ke d

90% LA _F A £ LR B ARG 2 R a] T fdii i
0 S MG B, B TSk B BR R ER EEARE
JE R AA T A T MRS £ 1 M e 15 22 % & Bl 41
LUBNE T AR S IR o A T AR B A A 9
T, S IR ARL  H SRS AR DGR % 2312 TPAR IR |
HEREREEZH . B RIE LMW mE

S8 \PHACES ZRAAE HIE R0 04 10 898 , 754 788 7 0
SRR A, DL TR 00 ShREA 4 0 I B 3 3 ik
SRS . PR 2 & R, T R T I T A

M/NRKG AR, T A5 JC DIC, SE7E 3 M LA Rz
R 0L 657 96 B 7 A7 S P A e I U T %
X R TR R 4 B 22 I AR B 5 9 D I
IR BJL, W T R IR T Re R A, T A CH

RBRIIREALT
3 B)LMERSRE R LS
L9 Ik w

SRR AR AR A Z 0 R
Bl 1/3-1/4 1/1
RIENGOL BEA 0 R SRS 5 ILE MK R F R LB

ARG G EEE O PLIEIE B4 DK R ST
RIAARAEL IEH BRI TH T =

Hasaitk AR AR

Hezs s [k PR

WA Bk PR

AR AL A A A LA PN A0 I T A

AL, A s S

1.4 /IT
141 IRYT T8 Gl ik

WA L 898 2L LR A A R G 25k
F B LAEOE R TR EE B R i A
JeA AH DG A R AR (R R AR T AR | DR AR R B L 18
B2 O AR &8 R8T . —4iR
57 0 IR 2808 IR 2 A AR ik, W) 3R G b Bz
JaER . @ KU I R R RYT . R R
(Rt AT 2653 A0 FH B A2 AR BEL i 771, A, W o Rk e 2
BRI IR i B R A AN BE TR R A AR R DU RS A
e RIS L7690 28 o DAV XU IfiL A5 97 = SR AR AR
FE L, AT ABE PR PSR, s i AN 259, an SR
JeR PR A A, DU rb XU L4579 58 . (IR
HAFH AR ¢ BHA M 45988 i o — A0R07 , W R ik
LLBERBHOGIATT L LA 0 104590 0 88 T 3697 1
AR IR 3~4 % I 2 5 A B & SGE A
W . An SR AHERIA YT, DU AT R A8 Lo R sl H A )y
RETE B
142 IRIT I ERR
1.4.2.1 JREBsNHZ

TR R A A B L L S . W Y
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254 - (DB SZARBHT IS , 405 289K R O WE N %
IRFLER RN I IR IRV R RS R IR S . H
B TR ANE IR AR R, B R 2~4 1K, Rrg 24
3~6 1~ H B 2R AR 0 50 4 TR Gl FH 2556 2~3
ASFITF RN B S o B A 40 A AR A B g M 2
il Bz S AN IR AT REAT 40 B 25 RN RS
2 JRARE A DX I3 74 XL 9 el IO, 5 T 5 A 1ot 97 1)
B o @5% Wk M SRR 7 %50 55 WEND 1% IR TG B 3% 25
S AR 5 5 R R R B S O, R BUR
) R R o b A R IR A L AR I R | R
fiiH .
1422 HAtJm#iRITT

O¥E Rz B R SH6YT : F 238 AT R
PE URTE B B S0 R R 1 I AR TR T A R
LRGSR /N H BRI 7RI R E T X
B, AR A R R DR S 3 S SRR 2l ik R
by 2y Ji R FE Sl 1L 17 R SO RRE , OR S A i E
ST

QR ER P R Myt E 259 .
T VIR 24 a8 e S S A R BT R ROR AN, U
DRAE B kb0, A 77 1 8 & 1) ok i, e 08U 1 S ok
P b R R DKANBGE Y o 2 BEIR YT RS Kk A
SN K& B IR S T P R E R ERTE . 2K
T ST A B 1k L B EF dE AL 0 R T 25
S

GUCIRYT W H K 585 5L 595 nm ik YLk L
N, T B TR A B Ly )L ol A IR 4 B o R A
BEBH 0 ISR 15 g A D R Tt 0 A Ok 9K
I R A el A R ) € I At A
A8

LAy JLNLAE 968 () A% Gt AL R T 5, 14 75 o 2
W A MR SO R 1) S
1423 REHIT

O Z518 IR < i A 25 W36 7 I 28 0 B3 N
TE o 20X LA T4 T A (AR A AT, B0 45 1M
FOML L IMLAE TR A O LB RS DO IR, X
T B¢ PHACE £ &5 1iF 8 LUMBAR ZE S E Y UL,
NEAFAM TS MRI/MRA S0CAFE MRT I 5B A 4219
MRI/MRA/MRYV % , DLk e A A 35 25 9% 7K A g5
) 5 H A VE R HE— 2N E . IR TN R
X9 kB AL AT R €5, 22 05 Al 7 A ) K R AR
APPSOl . X+ AR > 14~ BJLEEA

. 13 .

%> 24 AR LeT T 12 25, Wi ia R 2550 & i
B 1 mg-ke'-d™, 432K (B FE 12 h IR A, B g
RGN IR . TERBILE KT BILA T
R K ZEEE WP O 2 S T B S A A
MG AR5 BOLTCH 5%, nT e IR 2556 3 R
BRI ER2 mg-keg'-d'e XFHB <1 MNHBEIL
KOg E A <24 A By R0, w06 F 25550 o i
7 0.5~1 mg-ke™-d™, AR ZY A 3 KA e WO i
JE I AECRRL B R IOE A 25 TEAN RSO KA
MIFESS 2 R # R R 1.5 mg-kg'-d™, 55 3 K
R 2 mg-kg ' -d, B4 2 K (IR 12 h R 2
B N IR Z o A2 TR e 1A
12, IR 3 A 4JiZ 12—k 340 A a8 Ji 12
— 10N AE 12—, HIRE S EA
ML AR S kTR AL -, APEAL S B M7 3K,
VTN 1167 ST N =17 s N 0 (12
{5, W XTRE IR T B AR B & 2312 RS A] 5 2%
T8 7R B N, AN Ry ™ I A . R
ZRUG IR IR T B L 9 o 45 24 A 08 PR AR
JoR R FEA ST 2R (I IR R R 45 5L ) , BV AT 2% j g
2, REBUEERZ G AREE R 5E 2B, 7
ik B 5 R IR AR R i 3 ] B LAF I 1 1
JA & i, e g L 84 2y . oA AT RE S i B
FEAEERIG  EaN 2R 2 BIUFAE
AR E

QI Ath B 22 M B I 259 - 5 2590 0 Bl
IR IRAFN VO 1 mg-kg'-d™ B H 1R R
SR /N AR o A, ot B 2 AR B A
(OREIEALYIE

W B T R FIRIK SRR 3~5 mg/kg (B AN
AL 50 mg) , B H LR U, 8 A 5 45 9 JR s
I 1/25 55 10 J8 B IRZS 10 me; 565 11, BRIk
5 mg; 55 12 JAFEMR . e L AT R, WA Ak Sk, v]
[P 4~6 Ji & MIFEY YRR . Ziayr BT H T HAT 4
B FA 2538 I UE A 38 A 3% 2838 JRIG 9T 196 o
FHZ5 0 0] AT R A B & (A 5 000 45 7 T I 2
el , 3 3 6 I, 25 D W, 1 24 108 ) 07 5% 1 928 1 4%
i, HRFA R 6 LA L.
1324 FRAITY

#R4r TH LRI 285 KBt A F AT 46
2RI RIGIT A2 1t BA B R A R o e [R) A, n
TR R 5 4755k B B S TR 14 A B L I 97 T gt
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K AR AR TFARIGITAS 2 LA B i e Dy g s
M5 . FARTE G S U/ 1507 8 v PR 2 B
Skt 38 A A R o D) RE R A A5y T A HL U RR
P FFAERR 53 B v VR e 23R T 9%

B (TH ¥4 A1) e JEF R Y7 ok ik 8 a
BRSSO AN HERR BT ARG YT, e an
WRE L Og ) & & s @I iE B 2% ; @t
TEIA T T AR A ST | b ] FAR BBk 3k
FETH S 750 TH 45 s @ i s X EFARIG T I
Mtz . LA T AR5 R TR vl A L
WX O BEEZ I N O HEBR 76 B LA T A

JL#EE B (TH W) B 1 2 247 B 2A IR R
F ARG IH 8 AE LS : OAEFAHME L8 1 J2 5k
vt 35t 975 Jo PR e AT 3B 1) £F 2 R T 41 40 5% B
85 QR TR TC B F 3RS AT A AT BEAL AL
PERZM s QARG YIRS ISR B AR
FH AT ARIRIREAS B 8 58 G A7 4y X A 55 2 i
U

JLEE 5 B (TH AR 5 W) B A 22 J5 /N2 B )
FARUIBRAGAE N AT A5 T A ME DA e 38 5 3503 3 2o
TR AT A5 3] A AR A 1 R R A A | R R AR E L Tt
97 e IR M T A P T 4 s s 2H 4k BR 4

TERLE TH TR J7 2201, 75 20T TH 09 R ik A
WA . TH 2 AR, el JRA R T R SE
AR J AU L 8 A0 2 TH TR B s ST A9 ] L
FAREFEZ LT LA : O 26 1 WY i B 8 i
A7 s @F AR ) 1R AT B B s A B i B AT BEcHs
VIR L2 50 0 I s @1 T 7 58 R EAE ™A% Fi Rt
AL EREFEN . B2, AMRHE AR LR IL R
Huls, MEBJLANIL I fE OB 7 AR AR AU 55
Z MG EHE IS G EERNFARAEL, HH
T ) B, DAARAS Foe R PR A S LA T g 3%

2 EXRMEMER

2.1 IEARARE

e KA 17 IR (Congenital hemangioma, CH) 2
—RPRPRR R AL AR . AR TS 4L A
S R MR TE BHAR T 5 W AR R R, [ LTE
AR RIA BBk . R GERT ISSVA 7326 H e
R LR 0 S 2 DR S AR B T K P i AU
(Rapidly involuting congenital hemangioma, RICH) ,
AN IR 7Y 5 K 1 A 8 (Non—involuting congenital

hemangioma, NICH) , &8 43 1 18 %4 ¢ K P 1 % 98
(Partially involuting congenital hemangioma, PICH) .
FERME ML B L R RHEIT 12 10 kbl & T3k
T AR FIR A, 22 o0 Bk, 52 L1 Btk e 2 o3
YR RO RAE MRk R BR A2, 58 4
BLTF KRS 2 B IR B R W, IR AT R A TR
85 R 1M B (RICH) #4GE o i kbIB S 2 g b
E B I, T FE A, SR A SR A, KA R A
NS5 B A LA A, ] R AT DL P 6 B B A
Ji BT LA AR 3 A1 ) R SR A DK o o e B
W TR R BB, A AT i S sl AN R 2B A 5
A I A8 R M AR SR A E R B i R R I
RICH 7E Hi A J5 AN A RIDT AR PR 0 IR |, 724 6~14 >
JIm k5 40 IR L 5k B A il FEVERY B2 K, KR g
Wi o fE RICH PR 138 i e b mT Hh BUIF: & AE 4
L B A . D BE K RICH AT IR AL A Sl
OR300 3 i Ly DU BE R 3 . RICH i
AP R o D BE A, BN I /MR AR £ 4R
FURFEMR D AT R o NICH £ H B A5
RICH #fE LS5, A I Fod (2 (0 R U A B
BRGSO B BB A AT IR o kbR T
PR AT HR B R A5 1, 1B 2 L A A 1E 4L RICH B
R ek S B g 3R A RICH B L . PICH
T H 2 5 56 28 B 26 o) RICH A 4 R sk 3 8 491, 4R i
TE g5 kL 1t AR 58 A TH IR IR ko IR IRE Y
5% B AL 5 NICH ME RLIX 53, PRI, PICH B A7 7E o
RICH Al #6462 NICH (9 rTBEUES o Jfe , 25 DU BT
(1) 5 K P il A8 98 IR R 38 Bl P e Rk i A R
(Tardive expansion congenital hemangioma, TECH) FH
T[] 2 5 i 44 KA IE I w1 B R A5 mT o 5 L
T 5 KA 1M A8 R 28 BN W], TECH 7 H A= I 9006
I R BB NICH , R L R 45 LU i AR K BAE S
B — I (8] -4 BB R A AR B4R, ik 5 LA ik
A B S R P LA ORE L M AR S S 2 B B T O
i) o H i, JLA 5 R i A8 90 s 7 2 ] — S UL
TER .
22 ZWEERISH

AR e Y 1 R 2 AN AR 5 AR K AT T2
R RIEMAE T . HHE A B RRAEPE Y1 R 3R
BUASKE X 43t JLFp 56 R M ol 798 o 56 R ol 9
ity 15 R L R A S S o S R I A R ek
DI IR =R AN ISP SR e 4 Vi o) o7 N1 £l o P €
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AR B, BRI R TSR k22 R B R B K
BE, 208, s R R B AN A, T S o 1 S R AR
FERERRAIR R WA S, e Rk R 5 B 4
JLIMAE IR B I R R B S AR TRl . R EE b, e Rk I
R LA LA /N SE R RSSO F] . A,
GLUT-1 J2& % )5 Kk 1l 45 988 5 B &4y ) L 289988 1)
BUbR R, AR AL LR /N P R 20 2 BE 1
IR MRS R PR I AR o BAPE o 26 Rk il 798 i1
55 /0 UL B e TR ol 98 i 3 7 AR i A P B U
Yo o R T R I AE N R R AE D BN L AT R B
e R MR AR R B AT ZHCR I
TR I A5 P R R e B R I DA R, o kS iR i
A b ASRE . TR R A, AR RICH £
R VR E I ) e SR 5 ik v Y I A PN R U R AAR
M4SN R R R B SR YE . 3L 1 RICH
JIT A & ) B 1M D) R S 8 A% A /0 D TR A LG A =
UV TR I PN R R O R LI . RICH £ & 1 BE Il
T RE 528 L /N R %) 72 B2 L5 88 1 1 R 35 6L Y ™
HERAREYI DT RGIG, H b8 A0 PR
iR IERB A R 5 5 2 A, A BLGEIR B
VG 750 A5 PN R IR 1 O SRR O e R M i A
TR T 5 KA WA S5 . NICH 55 3l bk i 11
I PR 2% BRAT R AU, PR 28 350 3R B0 Ry o O o L o k2
T 34 W 1 = NICH A9 55 L A= Ky =Sl 5 1 0
Bl DK T AR L. A SCHR R A K NICH 2 W7k
AVM 9 1 . SR, Sl ks T kb 32 48 th A5 3
e RS P R T LA A ) B 5 17T NTCH 5kt ph K o 1
B 1) PN FZ 240 P T JR) 240 LA o, 2 M ) R A 2 i
Je AR ELIE (Y BN R KR AR SE R A AT B B 001
W S R i AR B 5 At D T 1 5 R A
21 2 I e 4 1) R ) e S R A R A R R
938 B 12 Wy S 4 032 Wt DR E IR i BT A 40
B, PICH Ml R S s 2% 2 35 NICH A A BLAL
PICH 5 JH: Ath 52 55 1) 45 53112 Wt 22 550 5 NICH 2561 .
TECH 8 A5k, th TAA7E WIS  fei2W
Y HZ W5 i BE -5 NICH \PICH AHZEBIAL A, 14 75 4%
S I o e ot A o A R ) B
23 ikt

ZE B R EE A A T B, R
O R AT A 12 8 B A 2 e R IR . AR
M, 5295 kK /N B G A 5 K RN B BR 7, IF
A B A 5 R il AR E WA R BRI E]

. 15 .

A S R R R R TR AR s k2R
AR 21 B A A 2 A e, BLAT S A0 Bl bk
WL, BT WLk N K A T RE LA . MR CT AT
F it — K4 . MRIATVERE B kb R/ (254 |
TSR BB R . kbR R A
B TURG S, T2 555, 554k, Wk i i i
25 RCHR B LR R R A A, TR S Ok I A R
Kb N AT R ISl KR | AR R A5 A X A B Ay )L I A
PRI, A BT S W TE ohi k
TE S 5, CTA 8% DSA n] IR kLA 0 sl Bk .
24 BT

RICH PR L LA Pt 7 18 i 4 0 AR A R 22
PERVAYT T8, 37 R BN E K RICH A B ol pr
R R I i B A B I AHE . BLOR RICH gkt 4 8l
ik 26 15 B 2 i Bk 43 U 75 O ) R R B B+ RO
TIRE S5 AT S8R 2 O HEIR YT, M 25 W3R YT G
RO IR , LR R ™ E B W A A i i B
ke 98 2 TR DI BR e AR T BB IR T T
B RICH 78 7R 1 A5 o B0 k2 T 15t 9 1 s o
AR FHAEFARIGYT , R 1k 1, AR 3R Ak 2 A1
B & kTR R 2 0] AT Bt A AT 4
WA AEFARMAN AR ERIEHETT AT
ARG T TCRCSAE R AT M B O B R A A
RICH {1 1R 5 5% B i st 119 1z Jok 0 J) Bl 5K & bk, 1z
RIS . BUR VAT E A R E SN .
AR AR B FARYIBR 242 2R, R A 17 7oL
WOG R R TH BRI ER K . NICH A1 PICH Jf3E
HSATIRITARAE o JRIT R AE 3 BALHE 29 k47 T 45
TR TR AL R Wi Iy BE (U G 95 8 424 10 BB ) 8 g A 52
M) A0 UL B 8 L PR B AS o TF- AR DI B kLA 5L
(3697 7 2, 2805k aT s — W s s UIpR , R 5
KU, TECH PR HA5 B S 3458 (1 4 i, — H.
A B S B B GRS B R i B K, 2 AT
RIGIF N E,

3 MENER

3.1 Fhk

LA N BRI /ST P B DR DA 52 S e,
& R P V8 AL IS N K 98 (Kaposiform hemangio—
endothelioma, KHE) . A\ K Il 4 95 (Tufted angioma,
TA)FIHA A UL ILAE A B2, A5 LA PN RO
PR i A8 PN B R ABOUL IS 1T 78 N B L 2 TR Il
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BN R FL SR LA Y I A Y K2 98 (Dabska
) o XM AW ET AN T RO Z 0. 7
JRF A R R B AR K
3.2 IfERFEH
32.1 KHESTA

KHE J& T 28 51 148 Mg , Joim b ¥4 % (H HL
A JR B 28, AT B R AR A I s RS R A%
B L R ERZY0.7/1 000 J7 , 78 M55 g vh 24 5
2% 45K Z B KHE % 6l 78 8 L 1 % 2 N &R
(90%) , Forpr 1 IS N &5 i 60% . 143 KHE J kt:
T H RN IR B T R, S A SR A 2
ELBEP, A5 RN — , 1 G PRURR B B 4 1
EY R AR . AR, B A0 1
KHE # A Pl K3, 2 J5 B A R (0 2% 12 4
N AEARESETHIR o 0YT R Bk BRSO —
WA TR TG | 057 52 5 4G I O R U B
i 0 5K, AR A i R 2R A Ak Y o b AR
KHE Al TA 7] 5| & & # Pl 4 (Kasabach—Merritt
phenomenon, KMP) , 33 f& 78 K48 P b 98 1) B iy 1 £
R EE I /NS 2D B A S LR I L A
PR 21 2 B 1 D AP R R VR 1l Dy R A 1 — 28
I PRI, FLA R XIS , AE 3 A1 DR 1l D B 2R AL
VLI DA K E B B A T S AN SR T ]
K 12%~30%. MalE i Db RS () KHE fi kA
R EENE AR, ML 5w Ak & 51 & KMP, H
KRR TR XIS , w38 R L L
kIR B L 2 . (H AN BT L, KHE
o R XE LAFBOIN , B 47 ek gy 2 IR TS I 259 2
JZE T B | LA T TR M &R AR R | K
FIPIR , JEMT 4k & KMP, TA J& T B ifi 45 B, )
FEGE % F 240, B FAE LI & 0% , 3T 70%
TE 10 2 Hif A& , A 8 R0 F 2K T 1R 0 a2 bk i
. BT KHE FITA I R FIAL 412 F i &, 48
7 KHE 1 TA J& T [f]— il . TA 3G AR 3 5 o8 5
A ZE 104, E AR E, B RERI S 10%.
TA I RAE R 5 KHE F9 52 BRI Kk 2 0L, (3 1 T
FEV, WIC N IER BB S SRR FRER K L R e 2L
PR TA AT BE S & KMP, 5 A AT R 2T Ji A 0 i 4%
WIZHN R RAE
322 £ #F W £ (Kasabach—Merritt phenomenon,
KMP)

Kasabach—Merritt Bl %2 ( F #9530 45 5 T4 FR

“KMP”) & KHE F1 TA FEA7 B B AE I R R I, i U1 &
RNl R AT L AN 2L, JE L DOET
AILZ W, & A 9 1) 38.5%~60%. 1E T A
KHE/TA 25 W, 50%~71% e 443 % KMP, B
ARSI, KMP 1Y R A M NI g AR b 5
KMP & A 240 5, I I AR FRUBR A, KMP & A 2% 8
o P, RO AEIE AN g (R FRAE R A7 F Ml
Ko J5 MR B 9% 78, & KHE/TA & AE KMP 1 5 1@ A
. KHE H &4 KMP LA % 22 5%ORN 36 o 22 )
IRAER AR = T TA. KMP i) B SREFELR T KHE/
TA Sk S5 A BE A AL PR B2 A LT I/ ISR AR 3
VA5 0L /N 268 B SR B ARG A, 1T R S 8T v
IR I, 41 4 2 A R OB, TB At i A , ol
I /IR R RE I R - P T AR o [ B A S04 40 e i 4
B 8 I Il PR R B8 AR S NV I . T PRI
I/ INHR R BICAIE 0L A 2 A 0T, HLET V5 3R 48 i AH B T
HE T 3 AR P M AL 9 e DR I B 3 R I B B —
B 1) ¥ 000 ST T RE B 20075 ke R I I PN 5 i
(Disseminated intravascular coagulation,DIC) ,ESEA
JUH PR T ACTE H 1 s SRS D RE i T AE T,
33 Wk

AR R T B2 W S B2 k. RaX
S 8y 7 P ARG U A P I 9, 5 AR O R
i PKE W TR A S A1) . 498 CT S MRI X} KHE/TA
WA A, CT R BN S 8R4 51K 2%
B AL, o B g R 4k . MRIA A B8 95 4k
Fil, MRIH TIW 1 P81 45 AR5 5, T2W1 P41 &2
FomfES M EAYS B ERL. HMEE4g L
5 TAFHE , KHE B9 kb % B2 R I 45 28 3 S 25 38
P4 KMP 119 KHE 9 k11 2 Jik 18c 28 06 {6 i 375 3 & BH
5 F AR KMP B 6, = 488 6 25 8 B oR
KHE J 78 SRR I3 177 TA S 78 BE SR S 20tk
Wio IR R AFRRAE T DB Bl I PR 6 A 117
YRS . SE 56 2 A A W KMP 1) %% A Atk
J&& I/ INGE H AR T 50X 10°/L. 5 & DIC It 21 4
15 I S BAAIG , PT AT APTT 8 J3 S K |, 2T 4k 48 1 B4 i
774 (FDP) 8 D- R A3 85 (K F 1E % (8 5 FR 2 4%
DL E L PR EE AT 3 1000 we/L LA |, R A —E
TR %) i A7 P s I PR 2 0
34 L

R AIE A 1 1 TR 22 B85 6l B A 25 ] i IR 12
5 KHE 5 TA W6 . SR, o128 S0 i i AE
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Py2E Mo, 04 P9 R IR A 12 T T A T 2 2 B
22 W, KHE kL spon] WK R TR A 5 L i1 BB
A 465 747 ) J) BRI, ) L] DL R S 7 e 1 bk L A
SEE A SRR N PIREE A . ST NEE RS A
TRy L AR AN I U PR R L BT A 1Y
WRIE N Bz At , A v BE AT il ZBSR M U 4 iR
KRB AR R ARG R, b ik ergnii, 2%
L VG ARG o 2/3 B9 et Hp T D R TR ) R b £
AL BEZE T I ) ] PRl A iy, B0 A v A T LK
IR CVE I A UM VA R . A, ek
TR 5 H IR 32 B A 6 3 42k 2 3R R/ N s 1
2R B /NBRFE S A, A mT D /N SR AT B
MAE . 2575 th N Bz 40 i %634 CD31.CD34 . VEGFR-
3.D2-40 . PROX-1 FILYVEL, AN &35 4) )L 1 45 9%
AHRHRFIE GLUT-1 Fl LeY ., TAJik:Z RBRIEE
B 2 S0 A5 e 2 R A /N R R 51
FEAEPE “ M ot " A k2 | A3 A1 AN I KHE (945 95 48
OB N . R Z /N RRIRJZ R, I
WA R . BT R R 58 4, N Z R0 AR
CIETE 6 52 FIARTE ) 18 PN Bz 200 LA R O ] 44 il 2R
AR ARG L R o LR Bl AT ) e RE BT
F I 148 T R0 K 1 9k EL 48 A2 TA B P AiE 22
— o BEAN, KHE 5kt Hp ke 52 5 8 PG PR R A 118 o it
TE D2-40 Y o v g BHAE  JE LT 5K 09 9k B 45 B
P 5 TA JAH B2, J8 Bl 5K (4 9k B2 8 D2-40 44 8 [H
P o g S SR 3 A B St /N SR B . A
D UL P B IR TR 45 FARREVE A B R B
3.5 AT
3.5.1 KHE5TA

KHE F1 TA B93697 F-Beor o =25 : OF AR YIBR;
QI AR ZE ;@4 5 FHZG AL b o AR 1 2
MR E L2 IRYT RS KK 43 =26 1) i
PRAEIR , At 03 A 3 ) (A 295 kb v] 26 DI BE 7 5 2)
I ACRE R B K R A i AR e kb, LA A A e
g kB A B RR YT, th T RENS 52 B V1B HoAN 15t /8
Iy it S8 458 B4 99 kA 0>, TR 0 4 B Y 24 g 1 Ry
3)FEAT KMP 995 kL AE B IR 7 e () S5 Atk 77
55 Iy FRATCBEE 24 4 A0 i A R A R

FARUIBRAS D BUR BRI 1 kA 850, 5
BEVA AT, B R Z U KHE 8 TA Ji kL R IR AT , 7 B &
BN A2 B R I TR AU
T RESSA T REME , I I — AR BT ARIAIT o

. 1’7 .

A AR ZE ] 7E DSA B B A 245 9 5 b R
5 KHE/TA 1 F 250057 08 B i 4 /N kb, el 5t
MIEE, At — W F AR YR O 5. |
FAFTE AR 8 B Bl A B8 %) XU , B3 6 1L 2 R
PR G TG 1) 2 A1 , ANV R 1 2k o

4B 24 & H AT KHE/TA Y87 8 1k, (H AR
FH 24575 %8 W MR IE B= 24 IE 9% 45 9035 i 401K . i A 1Y
KA I AR G 56 22 W B 00 85 2= A9 380 e 4k
JE DU HAE R —2 259, HIBCAWE R R & 5 vl
Fo e KMP, REFRMERSEH -LKAWKE
IR Y PR B30 1 A 285 o, (H P 3 2 ) 4 Sy —
LR, B ORGSR H AT BN A B IR T R
WS . ZIE IR AE AL Z W58 PR SEXT T KMP &R A
AN

HAEE R (P52 B A I HEFE ] 54 0.8 mg/m?
(RFRHERD) B H 20 R, A3 Wl ifn 25 vk 7, 4k
FEFE 10~15 ng/mL B 2B K, bR B 1L 25 Wk
X I T AR A SR A T A%, TR 15 ng/mL Y 1ML 2Y
WA St — 2 R F g TR | 3k — R B Y Rl
PUEAES L BT R sz 4. & KMP i
N A IR R Fs JE 2 mg-kg - d™ 1 AR B 5 T
1.6 mg-ke ' - dEfKIETE . KREZHKHE B EH#Z 5
VG S 5wl VE S — 26T, R T B A TR R
Yo 1A T SRR I AE o TR AR R E UL RIE A D 1
i 15 3 ML T o5, 38 R A e RN 24 I R g 25K
2. BT KHERGIH L BRYLEZ , 752 it dh
55 Wb PR AR 0 24 A v B - BT 1 A R B AR 2 A
)7 S, 41 Ry A2 5 v B LA T B3 IR R i e T il
G5 o GRS RV G DG BR TE TR A
IGYT BbR, B RCEE IG ACRE AR, 46 /N bt A J2&
TEBRE TS ISR . KHE/TA B LA M A A2 %
A, R B RALATEE KMP 55 kL 23697 )5
W ORAEBUR A Al . IRYT YT R RIS 2 s B
FIRBEAT B E , W14 e R U 31 2 DR 2 J&1 30 2 4, —
PO A 24 2= 48 bR 4 /N 3L T T AR D (E A
V-G ) IR 25 IR AT AR A N B A U e 4
FRAEAR MM 2516 BE (5 ng/mL) 52 15225 5 3043 H L
ATRE S K, PRI AT SR A 88 e Ah W e BTk
B 06 2458 1. 2 BE A /N BORR RE St R 3% 34
I A2 3 H O 6~9 Jl .

K 7577 0.05 mg/kg, B JH 1Rk
e, A KMPETECG IR JEFAE 2 mg-kg-d ' TR,
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AIFE 1~3 JE N B S RE R . K A B ) LAy 7 e
[F)RE RO T AR 3 R AR /N R T 32 (0 A%
38 H 4 0.05 me/kg, BEJE 4 WG MR EEH 6 1K .
B UL RIE I MR ORI S S Bk 5 5 . KAEHT
BT822 75 6 A (1 P 0 B0 g 7™ R JEE T A

KMP (4 XFRE 16 Y7 AL 54T 5E 24 40 R i) o i 0
B BE 2 4 100 FH T 1 /N S 3 0 (R ) L —
il AR/ INER 1) 3R 48 05 A0 R RS I i A8 8 A= A o
J& KMP 26 AU e (4 35 I, PR bt it/ 25 40 2 %o
E VAT ) H BT B, BRAE 4 B IR TR YT T R
FAREE X KMP #1f5 PRAJF 7€ 2 UF SEHT I /N 36 7 X6
TCAE P I 161 1) 22 4 1 I AS 23 38 i o X
W, A FARCR LTS 2538 97 o 5 5 28 R bl
) DT AR AIE VT 7, LA By =] DT AR (fif FH 2~3 d) 311
) 2 4 Tl P LA L 1 i /N AR 2R A e S DS S (]
4~7 d) W AT BH B ADP 3755 14 1M /)N Al 2R 4 i I /N Al
TR JICAIE 1 A5 A A FH I o S50

I ) ot o A A /AR A I A TE
K A4 AR, T KMP P T KHE/TA J5 % 1
ANBR AR A, AR /N AR BB A i A9 I/ AR
T2 WA A (1~24 h) |, FF AT A2 fil 3 1A 386 R L %98 o
T PR v i/ GE A B S a6 ) sk
FFARETHER R . 12T < 80 /L FA ML L
T BT T A0 B TR SCRRIR YT o RS IEARET SRR
PR IMAE (< 1 /L), JUHE A I 06 stk i i,
T 57 AN SR B KIS B AT e R R AR
FLUR RV DLVE S 1 L f5cJ5 A28 R R R VK VR L3
Sy gk S KD TR AR A R R AR SR T =

AT A A 2580 (v 2 5] ) Sl 4 i ik R
AU KHE B¢ TA |, 15 2 38 200 I ARG T7 23R (BT
FHZG 50 R A 3 ARk AL
3.5.2  HAth/ UL A8 N Bz 98

A 105 P R0 R A AR, B I I TR T AL
P FARIBIF RN R ME—MRIE ik . kA
HAlE o F ARSI HFARE R RE S,
B B 34K s R E , AT AR B

FMES BEREHIZETIIGST

1 BEBEEHR

1.1 IERERI
51 75 VB {9 BE (Port—wine stains, PWS) & fx & UL

1 B 41 1ML %5 W5 JE (Capillary malformation,CM) , X F
B LT BN, 2R 50 R B JER /6 RS 6 Al 1l A8 T sk R
RIRHRH 0.3%~0.5% , 5 1 H LIS B B ATk
1] FHR AT R K DU BRI R T R Ry i S i A
AN LLEE, e Z IR @ EUA SE IR 6, ZLBEET
(EAC GRS S TG A N B <y OB
NI TSPS W RGBT 171 ) MNP S VB k2 el o 1 R
VR A 2 T P AT B2 2, B A A B Y
AL FECEII RARIEAE . IR IR AT 43 = Ok
LLA AR X, BB AL R AL A, 45 )5 58 i
(. QFLLA A X, B SR 2L B,
fRIEMR R ARG 2R, G JERL, A8 1 R 8l
AEETH A BEAE 2RO REARO, HiZD
RUTC L B R W6 7 0 ME FE |, o JC ¥ W 2 W7 Rk
F W AT 3K
1.2 2 RS2

P A 2 T € TR AR S L e PR R B AT 2
W HEEH B B U Sy LR )2 B A I A R
SRIRTIE | 5 BEAT Ay BA )2 A B A0 A L, 3 B 2 B
JAFALIES . 6 LI BILT 5B LInE
D), BR300 T 5 T S I Sy 21, (H 2R 4 )L 4 e
A Bl A 38 A R R A T R T | i 21
KR, T 4 2 T €5 BEAE 4l LA 28 52 P SH A 2058,
b G R

RATE U = AR ZE VI V2 B2 X435 (1 £1
B, T HEBR A Sturge—Weber 25511k (Sturge—Weber
syndrome ) o BULZ5EAAIE R A8 A2 A0 8 S, A 8% 11
AEUTE M4l LT R HE B KA | BT S O g
TR F bl 22 ) Re 4 3, 7 ph e R T30, X1 24
Py xeda VEIU R, T EAT RN BRODBR AR | il -
I N N T N 2P W S O S N [ 1
70% MeL5 G UL H BURKER 52 2R, Horb 30% H B
FHOCHR , R IRFL T AT R G R B A A AEIBUAY
1) % T €4 B34 5 5 KT 25 5 1iE (Klippel-Trénaunay
syndrome,KTS) %51 . KTS7 3 /™Il R4 a5« OB
K FRELBE ; @)% KL # k (k278 ) TR 5 B & il
AL A NE R (AR ) o T3 81, i 3R 5
B T A L AE Y — Sl DK JE (CM-AVM) AH 48
VINEEDSE S S e K SRl = A i EAR " M |
AT TRAE B9 Sl BRI T o At
13 i

A O BEAR R I R R BLRITTi2 Wr . X)F A
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RIRAL, B H BB A N KB B, T T CT A
SRR BN B SRR, 3 5 MRS 7 4K 2 20
Ao UG IRETB R A R T UL A 1E . Sturge—
Weber 74 IE 7 1 12 14 35 MRT {2 7% 3 A 9 5 3
T IR A Ay HIR P RSP ARG 0 A 7 Y AR fk 246 B 1,
WY, I 70% P10 A5 GNAQ 5% % GNATI (¥ 5375 3t
I R I A B F 2 Wi . Klippel-Trénaunay
ZEAAERRS I E R R SR A I A 5 5 R
MRIA B T & IR # kBT . CM-AVM 75 247
CTA =2 1L 45 A /% | 16 58 MRT 8 U 45 5 52 ok i 12
AVM KL, B AT 47 3 RGN

1.4 7

1.4.1 BEGIRIT

R P 218 1 W O B (532~1 064 nm ) F ik e
WOBIRYT N EBR EASE A IR . WA R
AR TS | JRE8 BN S5 1 R T S8, ok
W EIBIRE . EERITEIM 1~31H .
1.4.1.1  fkh ekl (Pulsed dye laser, PDL)

W FH 595 nm PDL, ik 7% 0.45~20 ms, 75 ZAR 4
FEBE R /NJE R % g i 8~15 J/em’; B
585 nm PDL, ik % 0.45 ms, E & % )% 5~7 Jlem*; B
585~600 nm AJ i PDL, Jk ¥& 1.5 ms. {674 s N K
JoR B 220 iy 0 S 0 3 E 1 20 ARV H R A i R
B H) 2 Gk G2 fi 50w Bk S A O S BIVE T . 4
FEIRYT RIBE , A EIE T, 5] DL Dy R R
BF AT Y67 T P 2R PR 70 A O R 5 L TR
ST TR
1.4.1.2  BkpA5H5Nd: YAG O

P 532 nm, JK T8 5~30 ms, ETE B 7~16 Jlem®,
T AR IR AT SN FH /N a0 I i 28 1 9kt 25
ARG SRR AR 532 nm WO FEIE R,
BORRIEZ , IR ALK BOLIR YT HE A
HL,
1.4.1.3  KPkpNd: YAG ¥t

K 1064 nm, Bk 58 1~60 ms, BE % & 30~
100 J/em®s K1 064 nm FIEEF BT, 0] H T4 5%
A5, NGy HIERRE (R R A R Bt T
14.1.4  KkrpRR4 5 A 308

WK 755 nm, AT FH T34 2 AL Bk 98 3~20 ms,
T B V) IR T LS RN IR YT R R U MR
KA PDL .

. 19 .

1.4.1.5 MK L

P K 595 nm ) PDL F1 1 064 nm ) Nd: YAG 06
W57 % 55 , PDL, Bk 5 0.5~20 ms, REHE S 6~11 J/em’;
Nd:YAG, fk9E 10~40 ms, g &% & 20~35 J/em®s A
PR B X TR LT (o A R A 3 o A
5 X F R 2T RS L, B0 TG B BT R T
R TN T Rz 35N 25 i B4 JRURS: o
1.4.1.6  WOLHHOT

PDL AT R G 40 F H A 25 25 T Wk 2 i 7 280
I, 2 37 B R 1 AS B S 2 8 OB IR T i B ARy
Ao RGO FH A5 38 850 1k i T 2 ) SRl IR
(RS EES
1.4.2 s 719897 (Photodynamic therapy, PDT)

SR I GE BB 1) O Bl ) 97 ¥ (Vascular-target
photodynamic therapy, V-PDT) : | F I G# & & 4
TR B 2 00075 P R A0 L e 0 S BB T A 1 B
LR, VERRME B IR R T B A0 0 A ), R 4 o
FEHNE FIRYT Z 05 1 o5 — Rl M5l 7 30U i 4
PEAE  HICHE M IR TT R HOR o AR AR B A A
U , H N7 R, FES B LB A Y
LR ot S 8 5007 &, DURYT KR 4.

O 2 - i Wk FR ik | i P PR T S RS
FU0 5 A TR KA, 250 — B 2~5 me/kg, 45
2y J5 BT O . @R Y7 6 IR - 1 BE S0, W
532 nm P FREOBEE 4 B A BOR S UL
PRI S e 5 LR AT FH i MK O (HEE S0
w511 nm/578 nm A28 BOG ; F5 FTH 630 nm >
FRBOE, g B R IR A B )2 1w
BN AU o AR 4 OGO TR 5 Y SOIR
JEEF  BEROGBER i1 B DR 5] Ol 25 <
10%) o AEWOCCI A KO 4 (LED) A aE ot
(IPL) %, LED 9% K 356 5 532 nm , 7] IAE Ry sh 1124
TRIT IR, (T 250 R 1) R B B R CRIE
T8 R Pk TPL B CR AR T RO o 5T e AN B 38
I, T2 LT i, e LR I e RO R
I G ) PR 5 X s R B 5 1 . BESGH&  3h
SR T AR )58 B — %A 60~100 mW/em?, B8 S
[1] — % K 15~40 min, fE 5 25 F B RSO & — Ry
60~360 J/em®. XJRFERTR A WG EL | T 2R AR
S5 N T8 2 25 o TR ] LB AR T S YRR
HE T R85 B . (@ A 0 25 J5 2003kt 58 ' B 3T i
Jok 2~4 Jl , A I PR RS 297 1~3 4. O
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SIRIT R =0 2~4 4 H o @RI : B B 1T
e S Y 2 1 RR P 79 1 R/ LT 1R R0, % AN BE
Tiif 5% € 9 9 BN B 35 LA R L B BB T e R A A R
THEAT W IR T I R A R TT B FE B
DIRYT 5 R B Bz R 0 A 8508 BB Je ik 4 38 ml g />
B RRAGI 9 289 AU
143 dEMTOEIRYT

i ik G 1R 9T (Intense pulsed light, IPL) , — i
PE 560 nm 5% 590 nm FUEE R o T ELAR 5 Bz K2
RUBE$E A 15 1Y BB 1 2% B K T8 [R] R 75 22 3kt G0 2P
1535 BRI R S RIE A
144 FARIAIT

XFFAEFARIGIT TR 1, v 2R HFRIGIT
e B AL, B AN LR TE
1441 HEZEVIBREES

XTI AT BT, 2 ZWAETF ARG
7 IO, BUE MR IR YT OO BRI, 308 e kE C 3
J& A% S — TR VIR G B AR e AT . XF
TR 5 hr e 5% G i ok BRI, Wl 2 1) B 2 R
MRz T Tz 50 8, s AE K ) T2k, 8l 5140 Je ik 21
2l AR s A
1.4.4.2  JRyi K

Xof T4 A RS A3 A R A RT 25 TR R
TR B, 4 — B RO B 2 UG IS T
15 B A6 3 38 N B b AN . 78 B4 41 IR IX
e RIEOLT R AT BEEAE BT | [ AR 2 L
GG SE AP T A 5]
1443 FRBHE

BOF A K T L 2 Y € B kDD 5 O, B i R
HE R el R R B AR 55 (AR S R i B
Jo 3 55 7 XM LAVC L, 7T RE BRI R AR 4, i e
2o i/ B RS T 1 R TE R kT vk
EH 5K B FRAB 52 A 1 R sl A TR 3% 32 B ELX 4
ML SRARMI A 83, B80T 1T WA 52 U 8 & o 2 i
FT AR FEME 55
1.4.4.4 Pk

AT 400 B2 o ot b EL A Rp i | G 6 ZH RS A s G
PRI LU E . RS 5K 1 5 1 3R
o I8 ST D S S B e i A R A, RE A AR AR Bz R 1)
Jh E P e R R S R AR R AN
Sk THT SISk AVEHE ) R R

1.4.4.5 TASY 5K Bk

L HL Al 2L 5K T AR AT 1P 5K B RS
A EIE NG , B2 A% K 25 22 1) Bl 7 B2 e 1) 1 iz
FUAE O BR ) , % 8 A0 R 32 800 25 52 BIAR K5 )
TURA 4™ 4 B2 S () A% 0 S TS A6 9 8 Rz I PN R A A
20 V0 IR SR, A AR TR R, e R R I VAR UK
D BRI AL
1.4.4.6 BRHLURAE

XoF T T A A W B R R e R U
e T T 2 ) R LR b 4 2 08 2 21
b 2Bk, DA B AR/ B A B TR
FREE o 0 B R RIS, T EEAR 4 s B 5€ )
T, 20 1 BRI 00 SR 2 2, DR 1) N2 1) AL A R
S S B A
1.4.4.7 $EHIES IERIOESTFA

Xof T T A A T K5 O AR R R T, A EE
(=N T = 0 S NS &S IR TR = o v NI =T
T AT G IE W 5 R A TR T DU IE o 5 B 2F i
ey e AT AR o A A TR ot Anas e
BIT

2 FRRKEERA

2.1 IR

kI (Venous malformation, VM) , IHFRVEE 2
AR ISR S DK S8 & 7 LB A R I L 45 )
&, BRI 2 A DA 6 40 0 A5 3] 1 0 AN S Bk ot
B, I N REASS DL IE 5 e ~F- 19 9 B AL . PN Bz 4
FLF A — BRI IS A s R S U LR /D
HMIBEEF AE AR PE o B K T T B DL — bk 45 ) A
et A 5 At i A 4 AR VRS T A B 40 I A i e
TE ml bk L DK B T S5 TR G W TR o MR 46 TEK €45 1Y
25 TN e K WG TV 14— 26 43 Sl B — 0 DK W R (TEK
LYI4F R M5 A8 ) 2 K #i kY (TEK R915C ik
GRS I TEK Y897C IR A iR 2878 ) \VMCM (TEK
R849W Tl 22 58 25 45 31 TEK Y1108 14 41 Jfl 25 7% ) 1
6 1 Bz 33k BE 5 25 A E (BRBNS) (TEK T1105N-
T1106P RAHMAGEAES) .

K BT 1 A R AR — | DA 7 A9 i Bk e k™
sk , B R R AR b B, 3 2R 2 41 UG IR
G AT BIAEAE KR4 T LA & B, D Ay
TEGAE ST DAERT A B R . Sk B0 ATE A b &
AL, PO KT Z o HoAR K B R A K
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K, A AR, Bt 225 . B
HiKIRTE b R R AT DATE S, G 88 K Bz Jok B0 R S22 Dl 3%
PR A A €0 R €2 5 7 A0 LA AR KA TR 119 B2 Bk R T
210 TSR0 5 IR L R KR T TR 5 7R e B Ay B Ik
NGRS L FE AR A ). SRR R K R AR
A, A R TR /N i A 437 2l A5 s i ik
(] 37 PR T 2 A AR A o o e i e T A T S 2 AR
ISk BB A0 0 K B e 2 R 5 /N LR R
Sy D& T 5 77 e LI K s 78 I B, A4 o i
AN RS B b it SRR R . A B AT fih R R A
AT FIURLAR S KA o K AR TR B, 23U h I 52 1Y
Je T At ot AT DR R A T 5 i O
PN 3 BT FE PR B IS o TR AR T A K I R, T 5
EUTH MG . o TR . S & L FE IR R
SETRAE A IR A, RZ M MU, I TT 5 AR R A AR T
W B VIS D R R A 5 4R R O T 5 R
BRI i SR Kt e] & A T LA I
AR B R, T DL g LY #R KT o KR bk
WA T T 5 M) I8 30T 11 B 46 AR Ak, 4 TR 2 4R BN
HEARTE B MBI, T A DU B 22 B 90 kB i MO 5 A
5 R KR 2 RO . 9K
oA 2 T PO IR T AN 0] Z A0 B4 bR 22— O 5 fok e T
BB BRI 45z BN kA 1 R
Gy B, e kb AR R At R B A R
2. ey R A5 PN I (LIC) 2 i ok iy 2 ) 2 22
iR 2 — , T K T A P 08 | R BR R R
BT 80% 54 %E, S 3D 8K FDP KT, f
AN SR Y2 R RE G, ASF T RIS (KMP)
A MR B . B AT A i kA b ik
PRI B O R IR AN IE 9, (H 7 At R 22 38 (A
gkt B R RN I 0 ) T U N R AR AT, RT ERR
4> By ki P I A5 PRI (DIC) F30E— A5 o) 28 i A1
TREW , fi Je i o
2.2 2 SRS WA B G

P S R T 20 A R A A 2 ] LA IS K o
kT B T 0 A AS B (0 kL 80 TR — 2
BT RAEAIT R, AT LAEAT R SAG Ar , Hodh i
PR FAG IR R KR T 27 W B A AR . D9 1R 2
Sl AR A v g b g o) AR 25 ) A 2 et 5 (R,
TC 58 A HERR AR 4 i i A543 3 & B
QX LV Fr: n FH 0 I8 R 1Bl B o i A8 A s T
LB DA ok I T e D9 5 Ak kb K @k A . B <

. 21 .

SR I AR X, N TR AR YT
R 2 TR 5, AT 1T BT o A e o R R S
SRR AL B RIRYT R ER A I A B SE . @
MRI: (1 i ke 2 AT 5 09 M S sk,
MRITENNAL T BETE A /R # ke E i e [, DL
JEl R ALV B O &R, WA 1 B RS A T H 5 [+
IR LAE 5, T LA DX 3 1 A A AT L 0
IR S ) o HIRBZ AR SRR E 7 T IAUR
NEEAE T BUARE T, B SR AT LA 5] s A s T2
IMAE B B B R & 15 5 A AR 1R h , S RETS
Wkt . ORISR A AT U R K
2 ) B IOV A T Ik 3 52 R8I B 30 2 T 3 52
i DK 52 07 vk o DA e D 3t 52 5 5 T P B AR Az
AR DK IR IE | JE LA T )02 Z2 R MR 1] . ik
R HE2 F18 T Kk 32 52 R i A 36t 52 50 E A U B A S
ik 1 30 Y S ISR N L IS B TR 2R Bl
ZR IEEE T RIRS E Tk R WA EeRT]
DK o (B AR R A SR R A e bk 17 ) 58 3 s
4N AT 3 52 W AN B FE 2 R B AN A, 5L R
ANBE AR AT 2 AN 15 I 3 TR A A o
R RE 521 o B R J7 ¥, AT S 2 0 ) 9
DRI A S5l AT L AR S [ O bk o A AR
THIKAIOCER o F3 8, AR i 1A) 52 T AN, 5 2
FRNE S, A B LT B kR O . @ e R
SIS R < AT LA R PR A 8 55 R L L4, %) 2
MAFTE SR BKREAT T Wt TR0 A 4, ]
15 25

21 Y f5 Wiy I 45 B JE (Fibro—Adipose vascular
anomaly, FAVA) A 21 1l 457983 9 ( Angiomatosis of
soft tissue) 75 7 5 LA 0] VMAR G , 5 & & —FI ik
SRAUH M W F IEF 4R AR A2 P MR _E 0] DL L
PRI I TE 2 KA W T S 43 R 4 g 17 1845 I o e —
Aofr R 1) JULTED o 789 ke, o BRARAE A 4% UL PN 1) )32
LT YEH SURIR 5 | e 5 R LA PR B L JEERE /N Bl kA
M ASFEI -3 LR
2.3 ifT
2.3.1 IRYTITIE RO B IE

DK W B 0T 2R R A AR AL, AHL LA Sk 39080 di 4
K, T EOU] A A W IR A &R B AL BRI
ySRZCIEG S QIR S = R N 0 4 N O et
Jok W, I HE 2 R R 28 v DAL L 3 2 1 i i 2
EE I e oA LA TR G, T A () R ) L
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Z5ERIIBERAT . PRI, X5 T3k SR A AR Y
IR L R G TT s — 2 R
A EAR A LIC W] LAGE 2o 73 56 88 A IR BTBE 259097, n
o> FIFR X R SS

TRYTRRVKIRIE (14 3 27 v 02 A NIRRT
XRZAER BRI MR, A A IETA
AT AT vk, AT AR W B B 9 FL L SRR A
SRS o AE T ARG ST AL EE I N BEAIRTT
WOGIRIT BB EOR AR e R B R AR T
o FARVIERIGT G E S8l T ARUIBR, B L AR5
FARUIER , #BE S ARG T S TR, KA KB
HET AR,

232 IRITITILMIIERE
2321 A& NEALIAYT ( Intravascular sclerotherapy )
1R B 0 BTG T 5 12 A8 N REAR IR YT
Risd o JoK O MRS R CFHER)  AafHhiR
AR IRAE AL R 2 Rl R |+ DU b E AR
Ay ) S L TR0 A R LA P B A ML 3 O I P
2T A AL A FE AR B 22 45, 52 BLA VLRI ) fE 1Y) B
SRR B XTI MR E e kL
MITE 200697, T HACRARX 3 2%

TRST IS, M b 2 3R T4k AL 22 4 i Dk ot 3t o
TSP kL N R R S 22 B AT, )52
PRUEDA LR IR A AR YT o AnAELE DSA TF #f:, I
ZE DS DL, B B T E , A RE P T
B AL R T 55, 75 WA AT REE A Sk sh ik 58 52, =
FO™EIFRAE . BUURYT , oK SR S
0.2 mL/kg, RAEERE AU AN 8 mLL, KR £ A
FHEAE T 300~400 mg. R R SARIERR A 5
TR AEAR 22 fE ) X I ], AR DSA T P-AR IR YT 1 &
e, BT A NIBYT . TEZ WA YT e IR 52 1 4
/NSO M B B S RS I, 5 E B 51 S R B CT .
MRI S K 2 L5k B kL, USR8k 10T
SEHE TR A 2 SRR B 3 K SRR 0
JUEASE B DA i IR o X 2R R ST Y R TR A T 5
F VM, FEON TS N B TR YT (PR 35 R B IR
BRI BRGMREE T BOGIRYT  RGWE e a %0

TBIT PEBEAR O ACIE | 0 R IR AL LA
W07 JE A A SR LA R R 1A R &
PR S TE R T S OR AR A HEA BRE A R s I P
SRR K T B A AT M Y A R R 2 45 40 L TR
T Ao 228 DX A2 I RT REA R 3l 5 R P P R

BT AR R ST BE IR AT 2 KA YT IS
A B, WA TR T AT R DK S R B A R
F R A SRR G, v RE FECIENE A8,
L RIRIE , T F 5 R, R e IR
Y7 I H T ORI AN R B B RSN AE SR YT I RE 5
Hh, TR L REPEE N A AT S BUD A fE S, B R S
BT, AL (A5 B . 0 2% 7 ik ]
LA B R T AL D I RRE ) E B i, R 2
A 2 [ A e K 28K 24 9 VR B AR S AN TR AL 1 366 5 i
F AR SRS AL &
2322 FARIBIT

FRIK T T A = I e 2 W] R L, Bk T 40
TR A 0 R IR S sk kA s KR 202
YR8 H 50 R A2 BRI e kL DL F R 1)
B , 3% R B4 21 A Sh BE AR S, Rl K
oh A L E S R ThRE RSN . R,
ARAS BRI I 1) B 9697 i

FARIBITAELZ RGBT A, R aOR Y
F KR T X A YA TY RN 25, T BT ARB Z B 54
A8 | TR f 2 SR A ARG A fieb | TR R 4 41
24 AR T ARIRYT 1S N UE 5 X I IR YT 5 ik
B KL 0 S UL | T R B AT TR By,
B VM gk K 1 T R, T AR i I 2 AR AR
JE R BUAS 8] 18 F- A 5 28 (BRI Z 4 K Hoke £ A,
JHE Rz UL RS e LA B 91 1 i S 28 ) 5 Sk 1T 3
kR B 280 22 ko FE R AR IR YT R, T RE T BUR
T 11T o B, PR O R E A BT R L A R A, AT
o7 FF W) -G A 8 25 A7 S 5 A5 R B oy 4 41
SEC, U 5 D T 1 S A R K R T AR 5 B R R
WA TR 1) A8 3 AT LA o 4R AR B R TR 3RS R AT 1Y
TR o X T B8 ME KB TR 9 491, A0 b K R HE
DAL PP A/ T 3 B AR BT 1) VML, R S
KW Z R VM, FRBIREEMEA FERZ—,
BN ER WK TE Z 228 ¥ 504k L AR T TR
— 5 o T AR I A CRAF AT RE RIS LT,
172043 B, PR3 b 6 M 45 LN 46 B 22 2l 2 45 4,
1T3E S P16 .
2323 OEIRIT

B Ik B 0 11 v 2 i Bk R T R R BORIR YT
I3 MARR A BOGIA T AR A BOBEEE H AR G
B UR] 43 Sk I T PN SO B B B R A 2 SO
BEWIEA o BOGIR YT R R ¥ KT 1 B0 L Al 2
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VEREME G HAE T, WO G RE B S5 R if 2148 1 e %
PEMZ U, 5 12 i 487 Js oA IALAS T2 R ot A8 BE 453475 | i 4
4. KBkih 1064 nm Nd: YAG $E IR YT IR %
DK T 1) 8 O , LA R AT 38 4~6 mm,
I REA R TRk o WK SR LE 7~8 ms
TRIT I AN 2 ) B o A o A L S, UL |
o B 220 B [ WS A L V9T S R R AU B A
HF LR R A @t oK MAZIRIE . Ak
eI K TE AN K e B W AL B ARG S B
WA RN, BT H BB m et b,
810 nm 980 nm A1 1 470 nm % K A SR EOEH A]
TR R K RE .

3 BhERRKEA T

3.1 KR

) 5 ik 155 T (Arteriovenous malformation, AVM)
B U Y S R IS TR, Tk 0y Sl ik R
K B, S H 0 Bl i Dk 2 B) R = R R A0 i
Ro AVM B AERAL, oM 2 5. 40%~60% 1) &
AR RV R B, 5 W2 R B A i A W T s AE
T o Sk BURRAE X A, FLUR A IO R KT R A D
o kb AR Ry e RT3 | B Uk v T ik A 8 3 s R B
JryFRRT L BRI L It 7 B A L A PR A
ML 3N 32 5 T B0l Ty vl . AVM R 51 S
WY S AU A I REB T AF . 1990 4,
ISSVA %Y T Schobinger DRI (FE ) ¥ sh R kT
Fie BB F o () P B AR Al 4 1

%4 AVM K Schobinger I /K 5 H#

Schobinger 7M1 1Ifi K3

WICRRa8])  JCRER G N AR RIS B kAR, 5L
ASUAS 32 3 Sy ) 7 108 €20 AT R 9 AR A 4 Ah
W filiZ ml K TS

T HTE S FWITLG , B O, Ik @, =
B RGBS b o filiz w] S8l R, Wiz a)
i) J 2

M CRIRSY]) A R PEIRAE A8 PG R sl M AFAE IR
VI I DRI M3 8 Jg 2 5, O S e HEAR B 0 2

REA a0 Ty 7l

1393 (9 5k407)

32 2

o K L2 R0 AVM T 5 Ife R 6 BREA A 12 W7 . A
IR TR, AV MR K 22 ) L3 JG B J 444 A= 25 K )
JRE . AVM B iR I B R A T 5 B 4 I A R TR |k
AT Bk B 45 I T DX 31 o o

. 23 .

3.3 Hibhf .

L I R ER AN BE A , W] R TSR 2 A A
HENZ W . R0 28 AT A AVM Y R I R AR AE
MRI A F T B Aff g 98 1R o 805 D85 1L 78 o 52
(Digital subtraction angiography, DSA) J& AVM 2 Wt
(At IR T AT HEAT DSA KA, IR YT R
PRI HEIR T 0 QSR kL 2R, AT CTA K
Ao BT BEAUEE R A RE W12 IR 4 191, T AG
M AN E, B 05 0] BET R kL i A
N .

34 AT

AVMARIF RT3 o kbt m sl k4 4L
kit B kT A 2, DR kR 5 23 Ak B 38 N
H 1, HAF TS 80677, M 0 55 AR T
TP T IEFE . AVMIRST 5 ALHE oK SEE A
097 SRR CHRA AR ZE R SOESNIG T
WUH IR JREIRYT o BLA, B 813G T # AH N AIF
FEIE G G TE , JUH A XF H B xE LU K 2 B
A TSR T Bepa il i) S M e 1 1]

341 JURCE T ARRFEIRTY

JooK T Al R LA N B A, S — PP RCR
JERY I SEIRTT , ARy —23R97 o (HAa PR R A LE
Ak, AT R R E R AL ER BRI,
i REE R (IR BT 38 AT BESE K Lol fE B M 4
T ZIRT BN AR+ L REIS 550,
DU AT RE 8/ 7™ B R 0E 1 & A o X TR 2 i ob
AVM, TR BB AT 542 RARMR A I AE S, oK &
B A& A AVM B R AR A ) B B
TEREVER 2RI .

342 HHI AKIE

TR A AR JE ) AT LUR WA, 41 NBCA (n—
Butyl cyanoacrylate ) 5, Onyx % , th 1] DU [ {4, 4n B
TR T 2 Ky \PVA(POlyVinyl alcohol ) Fz 7 55 | 45
TR ZE A AN BB LA A R AL, G 25 Bk AVM
Rk, 4 R 2 BB H A Kk o (RIZIR YT AT
AR, FOAT, B AR ZE T E T TORHT
Y2 BT 1 e 2 V) S PR Sl K
343 SRR

MR TFARTETCK LA A KR 2867 L LAH
— H & AVMIRIT e hriE . WURTE R AL Z T A
RITH B E bR . ik UIBR S R St , A E i 4
L RZ , 0T JR o B A K B I B S B R
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PR B9 T AR 0 B 1T A 52 305k IX B i K 0 R 5
AHE R, MATENYIREE S5EHNE RN
Ko ARH T LI TR AN ) I 1 R AR 2 VA
SRRl e I & | E S =8 i O NI 7 o W = A ]
EPEAL . TEEM GERE K ME LSBT EIF A
i 0 I AR B B 1) R Bl e Bk R Tt v
BEPRUR .

TooK LBEA AIRTT I H BB SR T AVM 11
BT A TE e 2 BRI AR . X FIEK
LA NIGTT W A2 AR R i A, s I Sy e
PLE A A B4R S A 80RYT , DA AR F IR R
JiE B 1), T ARA SR B IR YT e Ak, oK
LBEA AR FEIRTT I I R AT AN iR AL BT S0 4 U8
AR [VE T S A B N R =) 1 e AL D U
3.4.4 POHELRITY

FR Rl I R T S A0 A D8 S I () BT R AR
FHF I Ko /s B T 169 00078, A VR 28 2R 2 A — R ik
BT L . I Al Bl K T 7T S TR A O
A AN RS0 55, BB A R I A S A A i R o, X
I AR FEREAL T AREIRITROR AR 7RIE VS 7
ik i TE o] DAEA TR BT o
3.4.4 BERIAYT

TooK LA AR FERLAR TN FAREAR 46
A HEEREAR  BROMHER SUE MR (4
AR AR S S AR (A R T AT BA AT A RSk
BB X [F]— fE o Z 2 F R R A N, SR A
TEST RO LE A T T A 2 e KAk o
3.4.6 ZWNIRYT
3.4.6.1 HmZ5YRRYT

Bl A AN AVM ZE G20 5E E I Sk gk g
B AT D AE R G e . MEK 1 il 50 il 55 5
Je R AR B 2 AVM SR H— eI TR, 1T
AR/ AVMAEERARFR, o] — a2 R b 2R o3 LA 56
FERARE RREAR , AHE VY 2 5 w) 45 AT AT BT
N o FEMRANSZEG p, i EE 51 BRAF #4751 4k 2 4
JE WK 5 BRAFVG60OE 575175 3 1) ik B £ 1fiL A8 i JE
B IR =, B2 B W E B a6 7 B T RE . 4
T T AR B AT GEIXE R 5], 8 ]9y 7 2 ATt e
B 75 % AHIZ 250 AVM [242 4 A A50Fe 8
FHZHEAE AT T 2 — 2L BRI
3.4.6.2  PLIME 2507

F2 BT FET A LR B2 VD R B e T B

%, L AT VEGE 259 DUARER B . X 2259t
ALY/ AV N B2 A 5, 980k B AS R IS
I 50, S 184 o ot A Y- Ve UL 40 6 0 ) 4 o ) 7
o X —t R A RE SR IE ot I PDGFB ik ok sE i
(R o SR, H 0 I B e (RIS 452" ) R R i
B AR st SR E R E R 2
F AVM I RIA 7 I AT
3.4.7  RUHREIBTESGIT

X A Sl R K | 1ok 2 2 1R T I A S
RAFITRL. 1097 DR L NS N UEAT | W 3 S 757
b DX 31 ] J5 P e O TR R A LA N S 5 R
IR, 0 A0 475 46 5 i R o 5 DA 22 g
1Fo BUREMH ST 15 mgs 1 mg/ke, & H i
ST, 6 N —I7 R, J7RRERT S YT DSA 1
5B IR TT RO IR RS AT I E A R
A Mg F S ARG A WA R JOA SR IE R AE . X T
M 2 ik A48 o S5 0 P 47070 308 1 kT T S 0 2 5
i, b7 1R W R il A A2 A . R LR R RO T RRE
ARG RVUE L E DGO IR KA, A H B i
PER LA AT BE . 33 UE B Kt P 1) 5T v S R 5 %
TBIT R AVM 223

4 HEEBHE

S (Lymphatic malformation, LM) , LA
TERR N “WRERAERE ™, S UL B — ol g A Y W I
Pedi o RV IREIE 9 73 2l ISSVA 4325 10 26
7 A0 A I (Lymphatic malformations , LM ) 43+
hy 3 Y B 2 Mk 45 B JE (Common or cystic
LM) ¥z & 1% ik B2 48 5 % (Generalized lymphatic
anomaly, GLA) | R % 78 74 itk [ 45" 98 95 (Kaposiform
lymphangiomatosis , KLA) , Gorham—Stout Z5 5 fi: 1 (1Y
W E A WY T (LM in Gorham—Stout disease, GSD) | %
iH O B 4 W P (Channel type LM, central
conducting lymphatic anomaly, CCLA) | “ 3R 15t 7 1E
AV B A 72, SUPR ZRAT IR AT 1 Ik 2 A
(“Acquired” progressive lymphatic anomaly,so called
acquired progressive “lymphangioma”) . J5& & PEI EL 7K
i T (P ) LA 4 A L A 0 S 1 DR/ I L
N 43k B AERY (Macrocystic LM) (%% % (Microcystic
LM) iR & A (Mixed cystic LM) . F2E7# LM H
1A B AT =2 em’ 1) 3 A4 B (BRI LA B AR 1Y
PE b B B PEAKRT ), T e B LM g 2R R <
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2 em’ Y REFEAE B (RP DA 1) B 404 B 24 Y ), —
FARMA Z AR ARSI LM, [FFEISSVA 7928
V4 Gorham—=Stout ¥ ( Gorham—Stout disease, GSD) .
2 B PR E S 5% (Generalized lymphatic anomaly,
GLA). R ¥ 74 & #k B % B 95 (Kaposiform
lymphangiomatosis, KLA) FI PR ESNEE W
(Central conducting lymphatic anomaly, CCLA) % %&
X R i 2% vk I 4 B JE (Complex Lymphatic
Anomaly,CLA) . LM &34 1/4 000~1/2 000, i
R IAPE N FNFP R 22 57 0 IR 24 50% A 1
PRI B, R ZAE 2 R B, LM Al R A AE B A
FLAT I B R B A AT AL L 29 759 s 78 R HEAE Sk
BB, LA RS AR S R
4.1 bR CAE TR ZH 2 BN R S BIL T

LM #4 % Jp AL ] 5 AN 33 2, (ELAT Gl 34 B A R
FULM .GLA F1GSD Ry sl . &L PIK3CAH1047R
TRAN ML 275 , 558 p1 10 PIK (1 41 AE B L & S
N R FGAIE T LM LAl o kb bR EL N B
A X T RESK IR T IKE Rk R R, A
PIK3CAH1047R 3K 8 1) LM /N USRS ] LAIE B 9
AU M T (e BN B LM) #R 2 ol T bk 24
N FZ 41l B (Lymphatic endothelial cell, LECs) H 3 ikt
a5 1S Y, T p 1100 S0 AR IR T LM RS A
TEIE B ORI, e ik DA o i TP IR 2 B ST st
PR L U T A B I AT S RE Y B A0k 4
BN T A B R B B — FR 8 /)
IR IR EE . 7Edd B b, a0 Bk A &R
S8 ZE L, 3 R T A R 1 S AR R AN K, B
TE R LM 2021 . g BHF 4 A - LM PN 2 200 i 20 ol ) BE
W TR 25 AN I R DR/ NS S 18 T B A S TN SR O 12
VO, ) B DU AT A o 1 S 2T 4 440 L L 1 4 6 O A 40
VLA A . (B E7E LM B2 AN B f o, 6 LM
PN B A 8 A 3, BRI Rl R BAE
WU EVEE I BRI A i L R B
Luks 55 % B bk U 487 Wy JE P A3 HC At ifn A8 W JE 505 32
REWERANEPAATEAR LM PIK3CA RS . W4
Wi . CLOVES 25 & ik \FAVA J KT 254 1iE th 5 h
PIK3CA MG BE & B BRI o
4.2 ImREIR W

I BB IR B I ARRE AR 22 LB LAY | P25 5
PG W 2 ) R AR A A 0 IR B 15 0
DL CT #a Ay S ik, A m] A2 .

. 25 .

U L A8 W TR T DA K A AR 4 B AT AT A e DA
F B R G TR X I R L X R R AT A
TR T K et v, I ETE VOB IR R 2
K % DU B B AP . A R A B T A 1k
— A 2R, I 2 1) ] DU G SN A
H B A KRR 1R 335 BRI, A5 U B 8%, A N i B
BRI T T R IR LA BT o AR X S ¢
I O 4 R P i DR 6 B2 995 78 R 28 78 0 R RN R B
(RS20 25 AR o A Be R Bk B JIR 286 JE - 5 WG W
TRIR /N, T L B B R I

S50 S RVAAE J5 PR B8 A bk L A5 IR T BT,
FLAEATE PSR, AT B R (AR AL P T R/ K
SRBEALNRR T AR YEGHEIT IR K
Pt , 0T F WE I B 18 Ol . MRICIL 38 58 ) 4G A
JE LM B2 97 bt , HomT R0t Bb 4 vl A 0 % 0 IR 45
U B A ML . WA T IR0 s
JE BRI LU 5 2R, T SR 5 A 2= o7 1 A R i 4
i A RV B TR A, 6 R P AN RE B A 2 st T
YL, AR AT 4 B2 Wk 2 ], 5 o A R B
0355 S Ik T BRI 2 W R ik B AT R TR | i s PR TH
P LV 5 5 20 B G T 2 A I LR 1 L
4.3 HEAMEMREERIZ(CLA)

CLA MR U2 K AU S W R A 288
1) 58 K (G 1A 7L 8 W 3 i s L BE 928 ) R i 3R
FER . HATXT T CLA (32 i F5E 112 Wi 45 41 TR
ME BB IR AR AN AR S S W S aE 2 —
GSD BB Bl SRAE AR DA i B A 3, iR ik i
Jre TR B R IO A O ] PR L 2 R U A
WAL, EEAESTEFRIEMNEEYT. GLAFMKLA
HIn R R 2, v DUR A e B B S A
B, R R AR . KLA J& GLA i —Fh I
Y HE 1 AT A 2R I P RUARTE Ik B A P R 4 v
A I PR S5 A H GLA 7 J o b gt ™ i, o 3 ™
AL/ D E 3 FE P B I AN H T RE T
15 o CLA $5 55 B2 (14 S B ARG 25 by [) (o7 280k B4 45 1 50
FIMRELEE MR K 52, B 0Bk EL R 1938 A0
44 BT

LM AR b B R e ) R AR, AR K81
R ASRIEIR . (HAETE 20005 e K A e
I BEANEE MR IT I, 8RR K . #7 LM A K AEFy
GREBAL, W] A T 3R 2% T il AR 5 |k
DI RE B A, 3 A B 8, e SR A
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O 20 7 R ORURAR 24 A =7 T BiR . i X
R U E R I e A L ER A R ISR 3t
LM, AR E 4 B A IR LR BE s 2 fe e

I BV RHE AR T 5 AR TR VIER 0GR
7 I RORYT R B (A S PR E R 9 )
R K ORI OK-432) , R ALIR YT, 1 AkZy
Wit 7 55 o H 2 H T Jo—Fh Oy 2T IR YT Bl
KA LM,
441 WALIRYT

R ARG T itk A R ST B i T E AR
7B A T ERBFR G AR LA WY . Bk
TP LA W I B A 35 7 3 AT LIRS 4 A Y
ROR Tt RO 2 A R T 7 A8 22 o AR PR
IRIT L ERIRYT A DL T LR ORI/ AR S 44 8
WM I R LN SRR . QBRI
PR GAERE AR K OWRIEFRME, L
2. @HMBIRE BT, JCW BRR . AT REALR)
SRS, AR kAR A, EA T O RAL 2 U
PR SHIA ST, i S bl f S 2t IRARSE . — RN
il BT S A R U, PR AR
G AR . X TR FRE W S5
Je) Bl ER) 9 451, Ay sl 36 0 i i 5 R ) A< BHL 2
RITHTT FATE VIR . A E DI XA
Rkt AT SEATIRYT . HETE A R R R
(Bleomycin) , *F- FH %% 2% (Pingyangmyecin) . ¥ Ifil £ 5%
B i 7] OK-432 ([ 77 FR> FE AR ) (58 Sy 8 R
(Deoxycycline) | Jo 7K Z I (Absolute ethanol) | ¥ I
R A7) 55
442 FTARIBIY

TR R £ FEIRYT T B BRI
g RS LM S g 34 b e, (H I AN 2R AL
ML, HA W B 0 s S A 2 4 LTS TR
B BEE AR YT AR AR R RIBR MK
PERL A ] LR SE 4 UIBR | {E DR 18 P 3 B 722
S8 A VISR 2475 ROV H S 28 L4 A SL R T
FARFGE : OFF kLR, T 58 4 U] B i X 0 WL R )
RE S W AN K 5 A bR 1) ol 0 750 9k B2 A7 R 5 DA
PRI 5 JOTE T B BATS AT SE AR 7 B 2 B SR 5 R
WA WY s @A i KA i i I R AE s @ X Sh L
WA AR o T AR R bk LA W 5 5 25 0 2 X
ok DA B S P 8 I R T AR R DR A, o AT R
YIRS 73 VIR, 5% B s kT A7 i — 2 i TSR

I o XTSRRI A IR, BRI T R AR
B b LM 584 B0k 4 U) B 19 R REPE AR, X 3 XL
BRI BAT b PR GE F 38 1 B TR B 1
TRIRYY o T AR Z50RE BAA0 5 RN 2575 ) RE 14 445 14
NI PSP W N S o N S RSB €
TR 48 T X T AR AR R i PR A, o ki 41
Jl BRI R R 3 1 A A 9 S AR AN A, M L 43 B L
WSS BNE B B I IE TR SA A LM H BT T
T3 T ARDIER AT T K s | A b i i s
AR . B YIITRIECE B A T IR R kAR
RE S, PRGOS AEIRYT X T KT R 9
JEHAR G
4.4.3  ¥RGYT
4431 TRZWIRYT

H s ) 2 e e B 5wl P 5],
N % W B E , & mTOR (Mammalian target of
rapamycin ) 3Z KA 7] . mTOR 7 40 g & 4 At
i, A0z Bl A0 AR R R I AR T T R B Ok
FEAAE o mTOR 38 8% 7T DL 15 1 Ay bk I 48 2 Bl
LA AR 30 S 58 311 [X 5 VEGF 52 i Bk A 1Y)
AR X Y I B R E L 41 GLA L KLA
Gorham—Stout Syndrome }Z 7K 12 U bk EL 45 W IE , 0] DA
TEBH ARSI E T . W46 8 0.1 mg-kg'-d™
5% 0.8 mg-m™-d™, Ji £ E 4 5] 5 {0 0l 24 Tk B AR
E 10~15 ng/mL, %F T 22 &) JL A8 25 5 [l i 11 e &2 )5
B vy B FR) M P AR o Y P B ) A DK W IR
Hh B UL R R R B9 T I 11 R R A
BRI MR 2R SO I A A o R H S
tes .
4432 SMHZMNGSTY

HP VG % 5L w]0f 6 20 A B A e R A SR T
PER A R BIG T A 8. 108 0.1% 15 % 5 ]
FUB R IRIT 12 8 —A7 e, EANH Y
S w2 PG, BIVE RN
444 & E W B4 W JE (Complex lymphatic
anomaly, CLA)WIETY

CLA MRy7 IR RIE , H AT 2 LIIERYT N
F, VG H A CLA SRR — B RCR
T UIME Ry — IR YT o BERR 1K i -5 1 ] 500 % T
CLA A —EIR 7 8CR o MEK A il 571 #h 3¢ 8 Je
(Trametinib) Fl1 2% € 3¢ £ J& (Solumetinib ) ¥ J7 CLA
WA
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SRS NEBSEREEXGEE

1 MEEHEXESIE—PHACE &A1

L1 R

PHACE %5 G4k J& — 41 LA i5 5 Wi JE (Posterior
fossa defects) . Ifil. & J% (Hemangiomas) . 3l ik 7 &
(Arterial anomalies) . .0 IE B JE 1 3= 3l ik 45 %5
(Cardiac defects and coarctation of the aorta) L1 &
5% (Eye anomalies) N R LZEAAE , TR 1L
1], R LA AN o i IR 76 A 0 P2 76 v B
W, e B e ik 9 10 TR Be B i AR e HLRR
MEPERBL, A B 31% A PHACE ZE 5L kb
TR, B3 EAAE 5 . ki &
S et R LRI, Il 23k 919% LR
W 2R A A TR IR R 8 [ 0 DR, = B A — il gl ik
RAANEBGEK Il RET R h XM 2 R 505 it
i, H At 2 BLE A 45 O 1L B TR (37%) IR S
(16%) JEM K 57 (14%) 35
1.2 W5 %512k

2009 2 WibR i T 2016 4R AT T 8 RT, Fearh
228, PHACE £5 5 it FISE L PHACE Z5 5 fiE . 7324
FERMW LA Wb fE (R 5) , 250 2 59 B 1 i
B AGEK TR T 5 om EAR M ML A — 45 R 2
2 Wb 1 B 2 28 A2 Wb o BRI T 612 PHACE 25
BAE , BEBL PHACE Z5-A 1L (1912 B 5 22 10 12 3k 181 790
KT 5 em BRI A4S0 A — 2R 2 BT b 1

R5 EEBHIREMREISEIRE

RRAry  RESWIE WEAZWIhRIE

ik PN R S SN N Y (K S
ERTAR, RS $i5)
ok Al S I Sl b S W

Ay J5 M S H AL 5 Dandy— BEAMT P MR L AP 2R

Walker & & il USRI /NI S5 2 o0RA T b
4= RN i
DA TSRS W (LG B S 2= 0] B s 5 47 (5 32 30
A5 5 BINKRT 5 BUE R KR kS CUE Bk )
R
R HR e BEMHE , P I[BE I A S W AT BEHIE |, B8 AL A
JBE 5 F P 5 R 2 2Lk
5 /R ER
JE M E b2 B e B (AL B 25 I B A ML REIRGR AE 5767
2L B ) FRAR b e

W1 5 5 Surge—Weber 27 A 1iE TR 1E , Bl & 1ML
BT I AR Y S BT 2 T )

. 27 .

1.3 B

T 8 T B TR0 A R AR LB TR LAY 4 B ARG
A, 8 I AL FE 4 T I PEAE RO IRB ot 22 R G
05 2 (1797 N VA N S I W = NI 2o it e 11
fit 12 HEBR F R AR S5, o e s 2 HE B - RN |
2, A IR A A R 0 Bl B Sk MR Sk S50
MRA O I MRA F14 1 A R BIAS 2, 4 40
HH G I Y R 25 A B T HERR R AR IS R AN
1.4 /Y7

BT B A A AR IR AL O R A R —
T T 2B A TR R IHRE 2R , 240 R 2 U it
170 IS T ARIGTT B, 27) 2006 AT R4 I 0 Ji 1 457 5
B TR AR, HE AR A A AT RE I R ik I 4
BN, E ] R R e SGE B kA SGE A R
T4 I 7R 45 O M L e 2 R BN R B A I A
S i R ) R LA T E IR 2898 JR IR YT I, g v
S, 3O 2R K R P RE S | RS A AEG IR S e R Ak i
WM, BIRMA R GG, 2O IR IR %
W45 914 PHACE £ G0 A9 TH UL O A 28 1% /) i
TR A RN, RS 2808 R 1 IRCR IR YT
BILBAL e O IR A 3, HRE AR5 251K
IR R, ORI AL

2 BEBRBEXEEE

2.1 AR S
2.1.1 Sturge—Weber ZEG1IE

Sturge—Weber 5 & I J& GNAQ 1A 41 Jifl 53 75 iy £
AIHCR 22 B AE, RIE RN BN I 32— IR
P« TR S 2 T (0 B (B 2 TRERE ) |, 1A 200 55 .
BT A OGCIR W R UL e RGER I,
RO 1AL T AR S RO Y, IR AT Y K ks
KB A iEAL B3Ry 7 S A0 45 4 T G B Y6
97 IR X RE IR ST, BN AR I A R IR 9T, S 2
FARMFICIRIAIT
212 EERME BRI

E A A 2 Y R P K MR BT L W
PR B LA ILAS WHE Sy 315 0 58 57 PP FE ik
B AE B O3 LA M (R S AT EAT PR T R
O (FR6), e WA= IR,
2.1.3 Klippel-Trenaunay Zi &1 5 Parkes—Weber £
B

Klippel-Trenaunay (KT) Z¢ & 1E J& — Fi th
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PIK3CA JE R 7€ 8 51 8 19 45 & Ak, H IR T
PIK3CA Al 2% 1 JBE A2 KB 1 & (PIK3CA-related
overgrowth spectrum) B, )5 # T PR PROS, & LA RZ ik
B I8 WG TS | e IOk T IR TS R A 4 S IR R
(BEANKIHR) —HRAE N FZERM 4P & T L 447
TE 8l i K W T2 15, 8 FR A Klippel-Trenaunay—Weber
AR Parkes—Weber ZEG1E . 1% T BN F B,
AU 2 AR T 52 BARD DL, KTS = IRAE o i B 2
AL LA B AT R
F6 BENEUEMBEEENERNE

Kl %
A TG (0 BRE (B 2T B3 ) 5 9 26
HIBE(BELLBERE) BT B @ Z A s A 3
A (B (BELLBERE) BT BRI 5P A 0 I
AR (0 (BELLBELR )5 01 R (300 FIBERE AT 5O £
AR
FeRNEE ALY oM IR B TR T F B (4 30
2.1.4 BIBLEEIE

Je— P L B HOR B [ S T PIK3CA
Snd BE A KB TE &R (PROS) , HAF S R AF7E T 2
JIK VBN A AR S TP AR 22 RGN IESE 2
TP 2R & 8 B i PRARE R B IR (iR =) Al
EXIFRAAC o B ok IR I 4 W 2 4% 6 40 1T A
FIK AN AR B IREIRAEAR &S
B RFF IR A R o AT LR AR YO g R B L)
B BT B2 A 5 R AR A S i L, S M 32
MR IR R R IR LW
2.1.5 Bannayan—Riley—Ruvalcaba £ & 1iE

Bannayan—Riley—Ruvalcaba (BRR) %% & 1iF J& —
ol G 0 14 2 P 35 A 1) 22 K PR A A TR 25 A AIE L
PTEN &R 5878 3 i, BRR 28 A fE O o5 = B3k
I 0 98 2 B S G L 2 B 25 7 TR A 8 AR 1T 7 WIS
LRz PR B 5 R TE A 8 W B AR G IR TR
ZAEOL T AT RE SRR, BT R A S5 R
S ZUAH DG , 09 K BN 0 A5 T RE S AT AT Y, A
(VRS ARE S IIPS (8
2.1.6  CobbZi & 1iE

Cobb Z55 fiE (B2 JIK —F5 HEH B — 1148 TE ) 24
B TR L4 W T 45 O ) — 5 BOR B L IR . R
P B A TR LA R Y T 3R B A I R
& A7 I R A AL B S o LA A BT o A i
TE i 280 o7 R AL 5 #h 22 U L i 2 D e
fid IS S W R ZEPE RS . Cobb £5 5 1iE A 7 1)

MR E S, R T AT DL SR R PR RS U D R ok
18l 225 Ty B R T, AR O3] 2 R 0 SRR B R . LA
B9 o3 A 1Y B R I e T s Tl gk — A A
BEFREAER L, HEEHHUT AR RD
() = Fhal = F LB, B2 Cobb ZE-G1E - (1) 4
T A LA W T, (2) 35 A A R A1 i ok L 487 W, (3)
HEF 107895 722, (4) #E 5% 1% WEE |, (5) KR/ T
I IE
2.1.7 Beckwith—-Wiedemann 255 HF

Beckwith—-Wiedemann £ & 1 (BWS) J& — Ff 5t
PP R F AR, S Yk 11p15 X H) 8t 1%
R ML B A DG, FERE AU BEAE R (B
B AN W |, % & kB LA ST A LA IR .
BRI E LTS AME. BWS B mAk i
R A B A A IR (%) IX S 60 45 F A b JE TR A
MRS, — e 5 3 AT A B SR R
2.1.8  Maffucci ZE & 1iE

— TP UL AR S R R AR MR , R AR T
WARCEIE G I ME IR . BRI HRINZ &, 85
MY —B0 T R4 i 5 6 s s 1y . #Rik
WA A I YA IR T 18, 3 i S B v ] L4k
AR AT o Tk T A A SRR TR T A S TRV
2.1.9 WEBREEHELSEE

W ERRE FAEEZE S iE (BRBNS) J&— Rl 22 L
PPN , A B RIS TEK LR & HE R AR A G,
LR SN B RN R g 3w KT o A 9 U AR
A2z R, W — R e ] TR AR 4515, 45
WIEZIRAR , RIZAEME ANTT 5 S RIS IR
2.1.10  Gorham Zi &1k

Gorham % & 1iE (Gorham—Stout ¥ , K He 5 145 %
BT R ) S — i Dt RS BH 1) DA A TP B o e A B ik
ERGME NFLR R PR . 22 R EH

A Rz IR ARG L
2.1.11 CLAPOZ:AHE

CLAPO Z#EAIE(CLAPO syndrome) J2—2HA0 5
J&5 & 41 1M1 % W JE ( Capillary malformations, CM) | [f £
TRk S Y (Lymphatic deformity, LM) FIASXFFR IV
PR BTz B AR P AR AT . 2008 A1 TR
i, B CLAPO ZE B AE HHAFAE PIK3CA (A1 LIRS 5%
A2 JE T PIK3CA RIS BEAE BT 2R ) —Fift
2.1.12 Parkes—Weber Z551iF

Parkes—Weber £ & 1IF: (Parkes—Weber syndrome,
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PKWS) 7R #K Klippel-Trenaunay—Weber £ 5 i, & —
AL 5 R TR AN IO ) ) 26 05 €L BRE S8 2l e ik
TE B Sl kR AR R B A R A R R 25
HAE. PKWS L A] G4 I # bk sl itk © 8 W E | (EAR
HECKTEERAE/N . HOR AT RE S RASAT %3 [ %%
ASAROG o JLEE I A Sl bk 5 AT i B AL S Sl bk
A8 3 BE TR A8 s Sl Dk B o e R I B M IR
o XF T AR AR Y R ol AT AR MENR T BB 5
¥ , I AT RE 5 S 78 MO J1 329, 18 2K W] 5 T DIC,
HWUR2 22T KTZR5 1k,
2.1.13  CLOVESZiA1iE

CLOVES ZE G ik 2—Fh o UL AY VRIUA R Y Bk
i BEAE R GEA AR JB T PIK3CA ARSI B A K il &
(PROS). AR “CLOVES” 24555 KNG Wi ik B2
A IS T 3R RCRE RN AT G AT 025 ) /sl 1 B
FEIE TS WP LR RS
2.1.14  ZFYERR T ML TIE (FAVA)

2F 4t fig Wi 1L 45 M J2 (Fibro—adipose vascular
anomaly, FAVA ) J& —FRe IR ZE B 1l A8 Wi IE 5 T 21
HERNRITASE , 2014 5542 Y, HAF A T/ R, 22 Lk
Ut Ay i L, ek 22 DL TR o A 2 3 ol o
oA 2 B FAVA [a] I 251 i ik o JE ARk 22 787
& , SO ¢ J2 i PI3K/AKT/mTOR {5 518 #& 5 E 1Y
— PRI SR RWIY . FAVA s WA TR A A m 22
4 TERG LR B AT UL UL P DA TR 2% Dk A e T 1 B &1
HERE IRy, T2WT AP R 55 . FAVA [9iR
7 T AR R RS [F] 2 Fh 24 A48 LS 17 )
HARIT BEAIRYT RS TR (WIBR AL pf
P SR 28 B TR (BRI S ) LA RV VR T Rl 45
2.1.15 BockenheimerJi% (Bockenheimer disease )

Bockenheimer ¥ ( Bockenheimer disease) , ¥] 24 A
FE TR i KB 5K (Genuine diffuse phlebectasia)
1907 A4 Y, B P % [ A0 e 0 o/ T2 e Jok g 72
H AR , k8 A G, i) 3R AR Kk JULPY B
TEN ZFP AL EALHE B 40 0 I A 53 ko
Or o SERBEWUEE ATUCE B " A T BUK
Wb ASTE ST RTE iz 3l D RESZ B K B kA
T . %R E A BT RE S8 AL TR
B 45 9 BE i R A (Localized  intravascular
coagulopathy, LIC) , #8473 £ 35 AT F & Sk R 5 1 A8
#E 1. (Diffused intravascular coagulopathy, DIC) . 1% %
ity 55 Ho A 22 R A B IR B £5-5 IEAR 42501, 4

. 29 .

5 Klippel-Trenaunay %5 5 {i | Parkes Weber 25 & 1iF
Servelle—Martorell -5 iE 11 Gorham—Stout 25 S AF 45 .
2.1.16 B WIE-3h # kT (CM-AVM)

E 4 1 WP - 3 # K B JE (Capillary
malformation—arteriovenous malformation, CM—AVM )
S — P A L 1 R O I T LR AL R A
AN MY B 4 I TR L 38 R SRR/ INELBE 2
FE R B, 5EEOR 2R
A BB 1~15 em AGE H 0T G I BA0 B X il 2
ARG AVM,

CM-AVM 8 G o ik B R fL . 29 50% B
HH RASAT FERFh R AR5 , BN CM-AVMI B,
173 19 B8 3 6 JF a3 VK8 B | i D o A
p120RasGAP, 3X Ff 45 1 #0145 il 400 Jf 33 A= F 4
B I RAS p21. 38 2 FH 4= 5L P 4] S ek 43 A, 7
RASAT LR AS B ARG IR R B CM-AVM (1) &
Hrb, KRBT 2 R il EPHB4 JE R Rl 28 28 748 Pl 1 A
43 Bk A CM=AVM2., EPHB4 8% p120RasGAP I
ek & HA LRI 1R — 3 B2 B0E RAS AN
MAPK/ERK1/2 38 % o 70 (0 115 A S R 465 A 2k DR A
W2 FmT B2 T

BALELT BEA 1 BRAMISE IR , 403 AVM AT S8
FHEVEIR Y 5t SR IRIT AR AT
AR B SR . CM=AVM A AVM 5 k1
PE FVREL oA T B K, A AR ZE A TRE , XU 45
K ABTESR I 0 1 35 97 45 0 0T 7 TR e R PR L
ER . FARUIBRINGE ¥4 R AF it Mg S Re s,
IRAT 3R B IUSTF A, CM—AVM B3 7T BE4 391
PR A o I I A BRI | DR A DA T A A 2
WA T EfE R
2.2 Wik

I R TR R 2 255 5 A1F X — 2R 9 0 it B ARG 2
A=A B0 Qi ok B SR A, A L
I, 3HE— A B A B8 R 1 I S 28 Rk [
G AR A 5 (3 oL i B AG: A I A s A8 BB R I L
TRBE I 5 R 2L G 3R, NI e 5 B IIR T
J5 SERRAARE 5 (B3 Ly B ARG 25 TP i 25795 25 % J]
FElEl 4 B 25 B A2 o JRiils B AT AR b T A 1
S H BRI T P 4 0 MIRT 2 40 I 1 A5 728 2
B4 TS PRI 1 4 A o 5 6 2 BH A 9 45596 A8, i
IBYT R T B — 25 T AR R A AT, WR
PR 3R CT A 2 5 HoAth (%) S B AG A QnoO e i
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BB B BT BB IRBG A W A ik H R
R 3 A 5 DU AR 4 5 78 1 6L 91 L A5 2 T
JE o U Sturge—Weber Z5-G ik, 5 S A 4l Bh A 2 £
5 : OIRBHRS A MR 7 AR ; @3k /s 58 MRI,
TN R AL S A QMK L, TR
FEAE 53 i L 0 s Y T i, T AR R A 2
M, AN K-T 25 G AE, 7 B kA A . O
B, T A R BT [ @) JR 4 5
MRI, T fif B2 JBk 45 e B2 1 A S 1 00, O 1 ik i
TREW U Rk s R O TR AR, T
il BT o 5 A A

3 PIK3CA EEHE X E A KERFiE R (PROS)

3.1 RIEHL

PIK3CA J [HAH G 1o B AE K 52 9% 15 3R (PIK3CA
related overgrowth spectrum, PROS)&— 25 PIK3CA
FER A G A KR A KR A SRR . PROS
1) I HIL T A B, 2 R 2828 1) PIK3 CA LR S5, 3X
R HAT A ok . PIK3CA BN 11 35 4 i 1a PI3K
PG Y p110a fi L 7 3 , PI3K J2& PI3K-AKT-mTOR
{550 I AR AR 2 SR 43, T2 A5 530 B A 4 240 3
B A i AR R A S AR R A AR .
PIK3CA F [F 5875 0] 5 | i 12 30 o 0t , o 1 4
MBS TE , NI EOH . KAz PIK3CA FER 5878 () ik
Y i B A I e T JE 22 PROS SR K IR I R %
B, kA TR AR R AR AT R BN AR B
o FR R FRK 5 0 2 A 58748 1) N Bz A o7 8 A e
TE BRI 0] IR A — I K T
3.2 lmKERM

PROS Z A e KM s FIL#E A KL Ful 1,
DA A5 W TR A8 B R o0 2 20 B AR K R LR 3
B HIGIRFRIF S 20, N B I M E
FE/BE , 3] 32 23 I A KA TR R B M o B AR Y
KT 25 G AE, Fi 38 B N R Z A0, NI F 81
CLOVESZRAE , X LEH B IH A0 T PROSTE RN, H
HIBE A1 R B A 9 (£ 7).

AW R R B 512 W SE 1T PROS A 5448
WS TXMERE . EAR/EERTTE K2R 1/18 000, HiZk
LA /BEAS B LG ) 3K JF 2 B B A T RE . B
Fe /b R T AR 10% BRIl &4 I
TRETTE o WA DX 3 ) J) R e 28 R A AR I 3 R, —
S fB S O] RE 2 B I A 3 M e AR

48 /W TR o] B B, T R B CLOVES 254
TiE BB TP R0 o
#R7 PIK3CA 8%t B 4 K&l b2 X B

R L

L35/
TR EIR i Fibroadipose infiltrating lipomatosis , FIL
CLOVES £ AL

Macrodactyly

Congenital lipomatous overgrowth, vascular

malformation, epidermal nevi, scoliosis and

spinal deformities, CLOVES

KT L4 HE Klippel-Trenaunay syndrome , KTS

Tt ) 388 A= ¥ 2 %% P Hemihyperplasia multiple lipomatosis , HHML
BT

LR AENG Wy 1) B A K Fibroadipose hyperplasia or overgrowth , FAO

E - T4 WTE  Megalencephaly—capillary malformation , MCAP

KH AR E fil Dysplastic megalencephaly, DMEG
A0 HemiMegalEncephaly , HMEG
WUARIN % 73t Muscle hemihyperplasia, Muscular HH
Jig s P A1 AL
KA SRR A

Seborrheic keratoses , SK

Benign lichenoid keratoses, BLK

CLOVESZRAAESE PROS 11 5 N AW LR 114
PRI, Hoi 44 AL AR AR D B R E , B4 LA 950
O 4 K Mg W5 98 i B 4 K (Congenital lipomatous
overgrowth, CLO); @ fk & ® & (Vascular
malformation, V); @%\%&%(Epidermal nevi, E); @D
I ) 255 015 A B JE (Scoliosis and spinal deformities ,
S), BE AL RAFAE A A AL K, A
U R PE AR A AT DL 55 i i Jw] R A 22 Sh RE L, &
BB CLOVES ZR A AL 8 Hh BUNL e e LR St
MR SRR 6 2 L BERE AT 55 i 28 RGUAEIR

KT 258 AL A A2 5 B3 T, W] Rl A77E B2 ik
BN I T R WE R B AR o A AT
COBEAETE e TR B, KA W T DU 3 B Ry ik 3R 452
(8 1 7k T IO B T REAS 4, S KR 1 JBC AR ) 32 3
A I AT BB B 22 5

LT AN 5 B R 79 A b T, H
SRFAE SR TATER 02 B A K DL R A 2 g D 2
B AT A TS RN A2 R R A R I
S NS | B IA A T S R A TS %)
TEAALRE S i 3] 8 28 B 2530, 10 ] LU SO K
R B

21 Y g i 3 B AR K (FAO), RBLUM T LA
PN IR 2 4 g 10 20 200 1 Bk LA T A B AR R
O3 B AR B SR o A IEE AE 1 22 R VRN 7
A (HHML)W AR PR AR AT B A 2 R
I 107 96 A0 3 2 UL TR N AR . FAO  HHML 5
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CLOVES ZE G LM I R R INA — E H S, Rl 2 Y
FAO \HHML & & Rl 0 & 040 22 B A s ik s my B I
H5F CLOVES £5 A AFIRE . HHML IS8 445 1
ek J3E 1 A 285, AT B 38 H L S O ) 3 3 3
A FBCE R AR IR 1 XU 2490 5.9% , 5 DL A 56
iR A0 455 B A0 IR L B A R R R 4
Jel T L R

M4 PIK3CA 5378 J = - 2t 20 L, f8 3 T
T K PROSTE R NI — L E B IE , 45 E -
4 1 4 R JE (MCAP) & & A B A B ik (DMEG) Fl 2
M E I (HMEG). MCAP [(FIEL G BN EE 7T 68
e T8 R I ALK 1 i 22 b K L RT BB % 8 A7 Chiiari B TE
4D 7N A i B0k AR S5 A AR R Rz 5 S i O H2: 22 /N ik
1), FROJLAE H A I A 38 1A B ik 26 40 i 38 I T
SRkt Btk B ikt AR K . DMEG # HMEG
W[5 J& & & & 5 W JE (Malformations of cortical
development, MCD), H 75 5 F B R0 G Pitis sl
5, AR MR T 2= B B4 X000 (i i 15

Il s 1 £ A9 (SK) A2 J5 5 DL 1) B 42 2 2 P i
L VRPN R . BRI TR, IR AT
F A LA A AN MG A o I R B AT D SR T I
A DR S . SK A 4L R
2947 329% W ()2 i PIK3CA BRI R AE S8, Bk
HHEREMA AL (BLK) S SK AL, 14 F A&tk %
AT YR I R AT D0 €0 25 5 48 €0 14t T 457
A b A DLk BUERAE R B SRR AN L £ AL A
G I AN T R R A 0 P 9 0 L o 7 T R A
PE B BE SRR S . BLK H PIK3CA SR8 K R 4y
20%.,
33 WSR2

H i PROS MIZWibnifE T 2014 4E5EH (52 8) .

PI3K-AKT-mTOR {5538 #% I, HoAh 43 7 1 4
it 35 PR 2 A o W] 55 | kA W T A e B A R R B
225 PROSHHYE A . ABTELRA AL (Proteus ZR A1)
] IR AN KRG, T 10 AR 2o 3 e A ik A
W, A HEUR HLH & AKTT ZE R %A . X4 PTEN
2 i 5 DR {2k BT S B0 00 PTEN 58 A6 988 e 98 452 B 4E
FRAAT 5 PROS AHAL 1 5 oG 5 T 22 3, 368 2 38 Jon
BB R kA XU . PISK A5 518 % LA A i 3 8 A
KIPpi A 5 PROSHMISk ES IR AL, W
52 2 1 96 R AE IS T T « Parkes—Weber £ & 1iF ,
e R ARE A B R RE TR 3 e Bk i e B 4 I 4 WO

. 31 .

FEPEBhER KR , X 5 KT ZEAE 20 A o I R 4
AR )2 HE Bl R RS I % B PIK3CA 58 7% 11 55 5]
L TR W
8 PIK3CA X EEKEFRIGISHIRAE

T N
1 21 i1 PIK3CA 2875
2 Je RN Y Bl 4% 2 LR R
3 AR S HOR P
4A P T (RN B AL HRAE )

1) AR IRITALE LA, iz, B8

2) B WL « B AN FR K ShFR KR |, I8k 45 i T

3) F R
4B PR

1) T B b L TR

2) AT ELE (k) skl B AR A AR T 1

3) YRTHE D7 4 405 A
4) IR A T AN KA I AES | Ja e i Bz S 7 A B
5) PR

6) i s 1 £ A
7) e A AR

34 G A
3.4.1  BEE A

7 R0 P e U ) 58 AR SR A I AP 7K P g e 1 A
S (AR S S AL B R A0 850 48 T — A7 (NGS).
Sanger M ¥ B0 W0 SR A W 4 J2 0 (ddPCR)KS I -
o A A HCH T ARYIBR AL, BEAE TR 3k
15 B A8 R S AR [ 22 1 B AL 3 (FFPE )R A4S 1 AT LT
TIEDIAR I, {H IR FEAS B DNA I BB & A B L 5%
Mz R B . 25 B TR ST R AN X
T LA S I 43 25 ) DNA SEF AN, S8 AR 5
PR 2 TR 7K1 15 B8 357 lim PR TR 8% 4 ™ o 1 T W] i
G . 5 TR BN ZH ZURE A HUM TR A 1 J BRAE
T ERMG EiRin AR S, R PIK3CA
J R 9 AR Aar i 235 SR B M, AN BETNICHEBR PROS 1Y
W, 5 2E— 20 DAl AR A SRS W+ AR i AT SRk OF
AT TSR 2RI -
3.42  HAhH HUG A

CT RS X 3 g M 2 B se B AR 1, IF Hofig
% WL Z B B A AR O . MIRT I ] DL B o ) 5 3 988
i B 5 TR B A 2R IS O . PROS &
() AR 24 TR R PEAl e AR R AR A B FE S
AR o A T R AT LUKS B BR AR T K A I R
K/NGIEA DL SR A 5% e Ja] [ 3 Tk, vT DA ik
P& 2 2R R AL, o 385 52 500 BB % 3] 3K 5 kb i A 3
fr, $E 2 5 A AR o A T Sk S0 9 kA i TP B
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i W 96 v] BE R B 4R AR VA T, B SR A
AR e 7 AR 2 T LA S I IR DR S 55 5 S AN Y
KA

35 ABI7
351 FAR
FAR T AT LAUI B B A Jey 8 ik, 35 Bl i

ARATIE AT RE M k3 o & LAY TR O 204 46 ok
BT AR i H T € AR (Epiphysiodesis) i 28 ) T |
P WA A O SRE B A, 2 T PROS i
F NP BN 3 B A K 5 2T 4N 7 i B B,
ELdg/mE | w2 R A 1D 9R A B A A 7 7Y
i B s B BT <
3.5.2 I NREIGST

B AL 7 2R X PROS Hh i ik i T bk B2 4 e
TV 45 K& W T8 8 FHBIG T Ik . AH T e geifb
I, R TR B At I B (o FH ) B Ak 7R e BA S B A
g &
3.5.4 R4y
3.5.4.1 mTOR M5

79 % 52 5] (Sirolimus) & i 7 & L) mTOR #1711l
), X PROS AHOC I K WY | 22 /R Ik T 5
WEEWRIE A B 2RI ER . 792 5] e ik
R T AR [R] B, 340 BB A0 AH DG T R L G045 22 iR
PRI 5 0k L
3.5.4.2 PI3K A7

Alpelisib(BYL719)2& —Ff 1 iz i 4= 1 A1 i 4 />
o3, FLREEE BRI p110o fiE A2 I, Alpelisib 7E
Pl kL AU K YRR R AR e E T RE
YR IZ 7 A BP9 % S ml B RAF AR . BT,
Alpelisib 28 B FDA B HEHEH TI6Y7 BN P
% UL L PROS B 1259 , #4710 11 IRIE T 71
14 50~250 mg/d. B UL IR OGS B SN AT i Al
BRSO R BE %

ERERS  RERN MEEFEKE B RIS W FA T

1 FER M EREAISETFIE ST

1.1 FRHE i 45788 I PR ZR B0

I AR A B ) Lt i DL P IR I 1 e, 466
ZHON G RIFAE AR R B BB 9 R s DR
HAE S BAELE RS R A8 o A SRR P 40
B A I R R R 7 BT . B A AR A K R

KT B K 2401 % LG R 212 iR ,
PRI 55 % 1249 509% AR 3 1045988 1T 58 40
iR 59 % B 90% A 58 4R o AR AR A, FIR HIE 1M
T AR AR AR, SRk R AR T
B2 RRJZ , 2RI Ry e ol e A 1 i 2T (5 BB (TR AR
TR BN MR ) s TR I AR A T IERR 5 L 3=
TR HEE P ) 2 2 2F b ke, R D el ) 0 g 72 ] ik
JRI R B T B SR, BRE IR AR PR R AT
U AR AT HEST IR BR (22 28 th s/ s fir . TR GBI
PRV AR . F R MR A D R I D RE
TR 0L A6 R DU AT PR G T 5 R B 3 S A
ol PR AR B g 1) e A8 S SO0 R, S TR LSS A
JULEEE P A I 45098 AT e TR 3 A 22 S 300 T R R
EAR 3 2 O o 3 9 AR A R 78 A R 1T Oy i
B, A AT B R R B IRBE . B2
7RG AT R AR IO T L Sk B e K O TR A
WL AR A A SR TG S 5, T2 mAUZ K
s S, X eI sR 5 B sk Ak
1.2 HRHE I 988 12 W FN 48 55112 Wi
121 2

HR A AR SR AN R K AR TR | i 47 B
T b b IR BRI RS R 10 223 S 7 A
e L IRAS A S A T2 W .
1.2.2 %512 Wr

B 2R M A 98 45 2 W - (DR 4 T 8 3, SE R
PR BN M W A O, AR K218, o
G RMEECIR . OFBrE R 25, A S sk,
HAEZ W, R R T R BRPE RS , T | 5 I R A
I

SO AR A 598 % 2 W - DM HE 2 4 28 i
o R PR AL W, K e, Z RPN
HESD b5 b e Joi b SR ) 300 AL A, Rz ok 1T JC £
AR CT 87 95 72 PN EBAR 8 B2 DX, 38435 161 Jeg 8
B REIR X He g 5 TP B ik . QRS
e SR T L W AR ME AR R B R R AT
R DA R ) R BR 2 HE T HEE 58 ek 4 Ay e
FRAIE o A I 55 100 A5 IR B L B R I 5 ~ 10
& oy BILA M s AR ARG, W] AR B PN 3
TR A AR B IRER R AL T
B o AR E R 2 n] DL B SR s A P ot . DBk
BT, A4 R E & bk I B | 9k 2L 485 IO LA % i ik
W EIRA WY o
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1.3 IRAE M ERIRTT
1.3.1 JAYTIE N UE

i ged 457 F AR IS, S 00 , e FR BR , R BO 3
S 25 55 0 KON 5 g 67 BRI  IR R 28 &
L, FECRH . A8 AR R, BIRE | o
W3z T A s o AR PR R LB S 52 i SR
1.3.2 Z4¥IRT

OB 52 AR BH A 7] + A2 HE R 2 iy 55 45 RAIE 5 1
Wi AR IR HI AT R 4R 5 i 1.0 me/kg-
d, PR TR 5 575 2 R 25K 1.5 mg/kg-d, 432
W R 56 3 KM & 45K 2.0 mgkg-d, 40 2 K 1
IR 5 S Ba6yT LA e dE . OB IR < B 2 1k
BEL 7 5771 JC 2 B RE T 52 1) 285 T3 23R )T . TTIRIK
JEAIE T, 2~3 mg/kg-d, 2 6~8 1 H .
1.3.3 FARYIBR

T FH s 72 9 A A < R T RIG T J0 RS
%, B2 ge ; AR B B m s, FAR
HEHE AR L , 7 R UE A0 05 A0 A 22 (R A LAEE HEE PN 2
BRI ETER T, T4 s T VIR At

2 FERIME RIS TG T

i HEISSVA 43205 , AR 20 2 27 5 R i Wk 3
2P A TR BEE VA7 WA T T DA 43 SR AR I o R i 9 i 7
FhERY

RO i 1l TR A0 % < 7 B I E (Venous mal-
formations, VMs) | J#k [ 45 W J& ( Lymphatic malforma-
tions, LMs) . ik [ 48 #5 Ik 1R 75 B JE (Lymphaticove-
nous malformations, LVMs) . & ik B JE 43 R 97 5K 7Y
# KR JE ( Distensible VM) FIEEY 5K B # K B JE (In-
distensible VM) o AE 5K B i Ik i I £ UL A9 2 IR
HIE Y 251K L4 I T ( Cavernous VM, 8K Cavernoush-
emangioma) . Itk EL45 W B 7] 49 o 5 9% 00 b EXL 485 g
T 3 AL U 8 TR FOR & B2/ ik 12 /8 I
T o ML LI 2 ) 24 s, bk B A7 KR 5 W T ]
LG 0 w6 DK W T 100 ol 10 3k B2 A8 T ik TR 5 R
( ¢ Jk #k &2 %5 JE , Venous dominant malformation
LVM, VD-LVM) A & T J 53 o5 DAtk L 2 v
ik 1B B W T (9K 2 % Ik #5 JE |, Lymphatic—dominant
malformation LVM, LD-LVM) . & ¥t 2 IfiL 5 W P 4
F5 : sh & Ik W JE (Arteriovenous malformation, AVM) |
56 K 8l ik 2 (Congenital arteriovenous fistulas,
AVF),

. 33 .

2.1 lakRM
2.1.1  FkmIE

e R T 2 5 % DAL 1) AR MEE Jok 28 M | R 2 L F
BN o MR AR A HIR AIE i ik Wy T 43 Sk v e A
TRERTIFNSE S A, VR A A2 T IR BR IR 18 T i
FEI R R B € 1R U] 11 B 5 R AU 728 o7 T HR Bk
ARTETRIG , 42 I IR BR AL A7 Bl 58 Bl Ar .
e 9 78 5 R HE 1 0 Kk 2R 0 A8 1) 3 AR AR IR ME
R K IREIE 3 A sk B AIAE Y 5Kk AR . 9 5k R i Jok i
TS IEETIKRG 2288 R+ & , fE# bk
] 3 738 m Canfik sk VA5 | Valsalva iz 8l ) B, 38
VR AB BRI K, TR A8 3R B A R 35K 22 1S 2 3
o, FLAE 3 = ] AR A P . MRIES A T1IAUR
AT T2 kG b w55 % 3G s f5 B s Ak
Hh I AT 7E MRT_FEE RN CT G 2 ] /s i 722
T ER KA 8 SRR KON S R 28 AR o R
WY K AEAHE A /NP 5K AL # Pk TE I
TG Valsalva 256 FHP (911 PR 2022 | H 5248 27 46 4 o]
DALY TE AR 4 K BUARRAE

IR HE A= 47 5k AL 5 ok Wy T2 Sk T 2 AR il %8 e
(Cavernous VM) , DA 14 Fx A 18 43 4K 1L 45 988 (Cavern-
oushemangioma) . AR KR TE 55 1E 5 DK K 2
B RTINS LS (RN 5 bk el s
JIHE N5 5 A8 TC W 0 AR i AR R KR TR 22 467
TWUHEN , LBEDE SR BB 2 &, L FHE A A
ek, FERMAIRERE W B, R E .
s A8 R e B R A AR 22 B B, SR AT A ) R
R LUK A LB AR /NS . CT s Al 5
HE i R R R b A5 5% Y 1G5 2 TR
il WAL R LHERIBIH =M X, ol SFEW ST
K, 5 AP Rl 1 T, TR XU R, AR TS AL
75 o MRIUKZAE TUANAUERARAS =, T2 InAUE s
5, X P R AN Y S PR R AL
21.2 REMIE

HA2E b IR A W AL 5 i Dk R B ),
R DL R o3 bk 2 58 0 3 L TR G R T 20 R
e K b L R I B L e DK IR T e Ik oA B2 W i
|7 NESESE |67 S g A )7 NS U | o S T Rk e i
S AR5 o BG4 RE X 3 IR L R e I (LA
TR AR ) F 8 kA TR LE, 5 IE R
JVk % ¢ T AC SR /D5 583, A8 N TR o U S
I, 72 AV PR Ty v ) e R Kk
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Az b WP G 5 B SRR YL B bk B R IOk R T T B 2
IR BEIR Y D% 0B o IR EEL e T R T X
B EIRIT AR AR B VR . bk
EUR A WY 528 F RS #0220l ik B
kIR A Wi JE MRLAG £ T1 AR ARAE 5, T2 A&
IS RN #: - LV R YR L s N L
2.1.3  HRME S bk e

B bk W T A TR BIE S8 T b T o LU AR
Z MR HE Bl bk il 4 285 B 40 i A 5 #e bk B & R
I, EGH KA R Al A AR
SR KA (AN ], FR A T R B A EE J) g Ik )38
[EF s RN N BRI i N K = R A e K
High, RN E & FIER R, il A =8, Irizn]
JEA) e W IR 2% 5 5 BR 445 B0 A 3 e 5 IR BR 28 1

BT,
2.3.1.1 kAl

ORBI : BRBOLIRA FARIBIT . QW
JUHE SIS - 955 kE N OB G FARIGIT . ONUHEN
AL WK BEAL B A FARIATT
2.3.1.2 JEYKRBIR G BB

OZFERIA 1137 1) F A2 AR YT . QZF il
TG 1138 A 2 T 728 R AR TR HL, BB S TR
BIT AR, FARIBITY . QO NIHESMEAS : 5
AR R CFHEZ)BRYT , LEFAR . @IL
HENIAS - TR R CF IR R) IG9T .
2.3.2 Shlkmig

To/K SBEA NIGRTT I B e vk W B AT R
1RI7 (B LAARTHT DSA 515 T B AR ZEIRYT) .

®9 FRELBRIEKERENEINES

ke 2 Iy A AT
P kA A9 sk Gl R bk e )
Hii AL 'y b Z L
JiRES CIE UL b Z L
LSRN 60% FH [ PR A PR
3 p 7 A J
M e x f 7
AR PRI AN 7 Z R JH DSA WM PRI AN
CT 58 Hyoysdl, A BRI AR INT R L PR ) ANHLMBRE IR
BRI

MRI AL A L IS B TUIMAUR AR S, T2 I 155 gy ed BT RN IH 174 1 P 2
L PIREL WL IRAORK G RE ST A, W UL DL SCE RSN, AT A REY K BET R H

BEAR T, AT AT LR A I M ETHEIE

i

S AN K AT 2R

MiR— MEBMREREEZRTHER
1 MmEBMKEREAEXHLBTEAR

11 &R EOEIRIT

L LA H LASERGIRYT 8 3 W A 2596
T HOGIRIT T ARG . OB G I iE D - 13k
JRy B SCHOLE B9 7 LSR5 IR YT B A SR TR T 4% B A R Tk ol A8
SRR AL 35 B A BRI AN -8 1) B ko RV R4 L AR v
ZHONTRNIE A N K AL (RO TR YT ISR AT e L]
AT R J2 3 B MR Y IVE R . H A A Dk o g ROk
(Pulsed dye laser, PDL, 585 nm =¥, 595 nm) , KTP i# )% (532
nm) Nd: YAG 36 (1 064 nm) s B3O (48 A0RR 5 B , BT
WO RBESE) o AR EI A AN R A8 B IE .
L1 Fkihgerbzot

WK 585 8595 nm, Tk 584 0.45~20 ms, JGHER NNy
3~12 mm, BER L 6~15 J/em?, 52058 A T4 A B /)N
Y0 PRl A AR kb D e SRR L, I PT RE BH LI (A itk — 2L B i
P R AR B i de e A A AR I LR, s T RE

AN Bk GRHNEOGIATT B R A8 B, IRl 5 SRR 1
M T BCLA 25 W0IR 9T SO 28 B A R I BOBIR YT . TR9T
B 20955t 5 B0 I, T~10 K25 90 B8 75 , o ko B A2
W VR A 2B IR T R AT TH R L T T B I IR
JELRE I 5
1.1.2 Nd:YAG#OE

WA A 1064 nm LT AN , A3 32 LAk o i Fivigy i
o T AR R CERAE T, 7 b 22 46 g [l B, ] F o
ZH S AN S G b DRI FAGH 495 1T S A 1z 1 B kA3 453 -

DELENd: YAGHOG : 22 Nd: YAG SO RS I if 4498
R AR, — YR R B R A ELR R R B . TR 22 Nd:
YAG BOE S5 R T 15 4~6 mm, X 5 kb 45 5 it 98 (K AT
LB B IR T W 2 S 30, BRI AN IR 9T B
R o VA7 R /0 2 R L i B T 86 L% L 347 R B 8
FALLE

@Kk b Nd: YAG #6 : RK Jikovf Nd = YAG 30640 3% &2
Nd: YAG BOGTEST % % &Mk A AR K M0, bk v 281
0.25~300 ms A] A, I K OBURK pfoRn = ik TR 2 O
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RE it 7 10~600 J/em®, 47 A K& 85 & B8 55 2 598 1 R 4t
(Dynamic cooling device, DCD) , it H0 T 3% S8 E % i il I 5
AR AR S B3 , [R] IR DR A A B AR FE K b et
HWOLH B

1.1.3 AP (Fractional laser)

X5 T L9 AR TH IR S A A 2T 4 i Uy 5% B L LA X%
Bk 22 An LRSS e SF 8, T CO, 01 (10 600
nm) Fll Er: YAG (2 940 nm ) 5531 Jii P 53 B 8O IR I, 15 5
o T BT e X K T o R R M O S RCR | RIAE
FH/IN RS I 18] 4 HLBAT 728
114 WOGIRITIFRIE

LI WOEIRTT 5 BI 20 23 1 AL SR, 38 i AR
J5 V8 SRR, , 24 /NI N B HH IR, iR AL IR SER IR, HgB
HOINE , I B A R T AR, AT IR R 2l . A
IR EEAL 3 WL FE RN, Bt S 5 2 3t BRI

Q7KL AR Bk B R AR O B 25281 3l W IR IT R
24 /NI P B, 47 SN e IR SRR Hh S R HA B A R
BT A PN BIRE . AR S A
PENA I AEIR , T ZEH R A3, UG5 2 th IR o

OIRYL 7 RAAE G5 P e AN ) 7 8 NR A AL, A
NI 2 BIAL S FRINIAIT X IV 2 AN 5 4l i sl )R i
A ST A BN LR A A2 Sy 3, AT R A T
MRHTA R, A5 R IR S R S

PRI W EIRT T IR IR R bt i B
Z. M KTPEOE K& YAGEHOE, Bk inf GphEot i fifie /),
TRIR KA AR HUNARYTRE i K, HAR AR S A B v 4
Beeale , DU D M 7t it B TR MR , 2 D ol T e 3
A IR . SR YAG BOGIARYT B Bk 1M AR R 2 5 BUM
IR, T 1T s RS (B | SR A AL AR S L

GE R UL : Z @RI BT NIHIE , G5
B/ OL, H IS R g, Ak I PRI E

© B ik ot S < ek BEVRYT 2x R B 2R AL, S
i Bz R ST R A AR A AT R I AR TR LR, Bl
PR FA/INHREHRT AL I IR .

1.2 HOGTERKAE WRIE IR YT T AR
12,1 BAMAE WL HOEHTT

FI I PR _E 8 736 97 4 2 90 (B A 06 A K b ekt
WO KTP O Ak Nd: YAG SO G Asg Ik wot
12,11 kb gerbfoe

5 Vbeam Perfecta, Cynergy 2 % K 585 BE 595 nm.
TRIT SRR B 1Y B BRZE A AR AL AN
Pt 8 RER R TRL G EL LT R kA s )
PUBIR AL CHRJE 1 G B SRR ) K R4l LA 43 T £
B, L B AR & 2 S5, TN T 28 8 mlg b 2k al o Akt 1)
BRI B . AGH A BOCEEUT T IS sk AL, 101
IR sk YL RROEIRYT

. 35 .

1212 AKEEBERRH (KTP)BOL

P 532 nm (B%) , BKTE W . A7 1 1 R
PEASTR) PR AN RIEB A, AN TR R 09 AR AR S bk 9 11 226
PSRN < ORI A R B R K B, Al /0N IS TR A Ik e o X
ke M R 7 A5 A, R TR | 496 JEL R A 28 €5 B FH 7 ms
10 ms JJke , 17 L3 P 21 7045 45 T €5 B0 0 6 B 2 ms .5 ms, F
FIARRE S 2 RE , DA S BRI
1.2.1.3  s@fikot

AT & A 500~ 1 200 nm Y E A GBIk saE. 16T
AR BB e 515 nm 560 nm 590 nm JEIE A, AT TN,
AR X B2 I R B 4T
1.2.2  H kB E HEOEIR T

VAR, B KT 2 SR B2 e i e AL 30347, it
TR (GREGIIRSE) oK S R R4 TR, BOGIA
7T T B R BRI T AR i kT, mT i) ok A ik v
HOESEND: YAGEOE.
1.2.3  FRATE AR A W OGIR YT

— 2 JE R L A 2 T B I S AR L BR O AS
PEMm AR, OB/ R T .
1.2.3.1  HAFPE ISR

AT I AR A — R AR TR I B AN ML YA P Al
388 A ) I o L LR B R AR 1 mm A A AT E
S M AR/ SN 92 R T R IRk, iR (4
B R A BT R . B ERE B BN B (L
WAL R, P 2 0 R R K RO G IR IT (585
nm & 595 nm) , KTP #0/ (532 nm) , 38 #1697 2~3 UK, Ji5 28 7]
Hik .
1.23.2 MM

IMAE AR I8 2 — A L TR Y 2 B Al M A 5K RN B A
Aot B SR RFAIE 1 B2 R A R, S S G A 0 Pk %5 I
PRy R A R AR | g A R ALRRIE AL, D)
FIPHTR Ao L. JAYT R A B RO, 585 21 595 nm I
£, Bk 58 0.5~2 ms, BE Tt 5.5~7.5 J/em®; W ] 2K XL K
J: (585 nm/1 064 nm) 3 H VAT 2~3 YCHTAR TR AR .
1.2.33  PRAREHIKITE

PR KR TE AT 22 B Pek A Ak 1, 209 Hh AR ) s 2
HUINE I, 91 R E LT L5 G A AR SIS T A
B, F M AN 5 AR O i PR A e R R
FRNPPERR o 4F & F T IORR TR . 8 BN B N 5K 1 I 4
55, R BE 4k & B Z AR SRR SRR AR L YA Ik
PRk b CO,WOETRAL IR R W] FHE £ Nd 2 YAG %
JEC LR MR IR T, AR FH B K bk w0 (585 nm/1
064 nm) JRTE P ZUIRTT -
1.2.3.4 B NE

&A% 1ML 98 (Senile angioma or senile hemangioma)
PR De Morgan B, A 5 B2 A F RT3, 0 2 & P
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LI /NI AR L 1872 4F F De Morgan 1 K15 . N E
12 1~5 mm 95, SRLLalMRE 6, i M O, S bk, i o i
TR, RN — BB B 208 IEZ TR 6 A AT
VLIRS R R 5 o AR IR ] R A T AR BEAR IR I K
AW 22 , F 2R A TKTF0 00 kv , A8 & T3k B A
B LA K DU JRaze s, (HAS R R T A2 o ANy AT bk e e BB
(5855595 nm) \KTP # (532 nm) K Kk 58 Nd: YAG #0k
biepags
1.2.3.5 ARt A 2 i

FE 0 56 1 A 2 I (Granuloma telangiec—taticum) ,
SCFRAR e A ZE I (Granuloma pyogenicum ) , 28 95 42 IfiL % 38 4=
SRPI , ZAE B RRZE 8 MO IS B A R A8 T IR, AR S
fbo TR TAEMIAER: , R AT S5 2B, ik Tk
THIAR T SEAL  TEH AR, R A S A it s . VA
7 AT E SIS WO GIR YT 38 R CO, &L Nd: YAGHOG
AR eRHEOE . TR — RO LW AT = RS T, R
H A RIS IR R
1.23.6 I

oy Jr BRAE B A ML AE 5K, FRBH Ry mUIR BN B BRAR 21 ¢
A, 5T R BRER AT A 00 SR LA RO IR K A B 4 1 A
TE T e , 5042 AR I AR LT L RS T T AT R
AR TR I 2, R A IR R S MR IS 2 A 06 Tk
MYCRHEOEIR T A, X T RCR B RS, PO U R 43 T
FANd: YAGHOEIRYT
1237 BHMEY 5

B M4 P 5K (Telangiectasis) AT 1 Sy — S8 5 955 1) 32 22
RER , AL AT 2k K T2 R JHRg B 4 B PRI L A Bt ph 4 B
b PR 2 368 AL, 8 43 B AL 25 TT AT A 7[R v . B 1 48 6 2
MY 5K, ATA AT BRI - (1) 8455 2 R T s 9L
B TRAIEAR , Qe i 5 A2 VERLRELBERIE A
T B2 T e A6 AR | R R S E B A I A
FRAR SR T A S P A Y B A A TR 5 (2) B A
M 5K 0 42 S VB , WIS , A 43052 (A H T
B LA T4 2 ), 4545 20 200 (AN RGEVELLBEIRAE L
P A B PERE B ) , — O R AN vh R SR T AT B A i 4
Pk R W R A H OGRS X LR IR SRR e 5|
AR R AN 5K 5 (4) B R 2R« v D X5 | 1 7 )t
215 (5) G IN 2R R Ve B R 45 5 (6) R R ME B A ML A 7 5K
(Idiopathic telangiectasis) . A BRIG YT R &A1, o] ik of
YRS (585 nm B 595 nm) \532 nm #E K5 ik npbia Yy
1.23.8 kit

KIS AT A AT AR IS AR T rh 24 N 2R BR AL
PRz AR, sk 300 B AR BIRE O E RO RS,
o JHL R R UL 5K A4 Ik, B R U2 AT DL v B A K Y I A A
Wit , FL R FERE 2L AN , A5 RE Hhy B A B A0 i A2 2T 4 4 21
PG AR K B8 Nd: YAG BOGIR YT L BRIk Al . 2

IR g - 0 T {8l T2 2 Nd 2 Y AG 306882 SO0 (980 nm B,
808 nm)HEATIAYT -
1.3 S8 J1iAY7 (Photodynamic therapy, PDT)

BRI RE oW Ot 3 1 57 B (Vascular—target
photodynamic therapy,V-PDT) , ‘& FI| Fl 5 i 1 (OB &
B AT IR B A0 A v S ORI I A Y B AR AS S A TR
TN T e P i £ d o 1 87 NL W A | IN = g e S e
PESCHAE AT Z 5 10 55 — S0 vk 7 30T e PR
RITHIBAR . WA B AR e S, &
BERHATCHEY S IR 5 EOIEIT S8 LR
I7 X LRI 2

Oty : B i s 02 A 28 (HMME , & 26
EK®) KNGS R R, 2R 5 mekg (£5% ), B
i B 2 50 mL, JLZE ({& 5 <20 kg) 10 FE 42 20 mL, Hi ik
P (HEVE S 2 A 150 mL/h, JL# 60 mL/h) , — 4525 )5
10 4350 IE HEG , 20 S B R 2 255

QIRYT IR - B EEE SO, W1532 nm P RO EE 4
A5 OC S % AR AN JEZOGHIGR i i i R B
BRI T AT AR A B ) OR BN TR S B TR
VR AT A ik O (4 20306 5 7525 7T T 630 nm 2
SRR AR S 5 PR 2 U B o R I 2 B I 2 A 1 KL
o JCISAA R G IR, # R BRI (3 s SRR A 5
(IR 2<10%) -

G i« ) Z6 5% i B G 58 24 80~100 mW/em?,
FESGIR] 2 20~25 min, G825 B — B 105~120 J/em®s i
R A k23 TS Y PRGBS BN o T AN R AR 1% B 1)
BE MR IR SR, o F < 14 SRS TR
— 5K FH 80~85 mW/em®, RE %% Bl 96~105 Jem®s Xf T-HEJYE
J&i 10~15 min, 3G 97 XEHE AN BB 19 FEE, T 48 5~10 mW/em?,
5~10 J/em®iE 4 1A IS H, SHRRRRAT N 6h 38 SR |
JE A R A T A B 1A B iy JR 0 0 A e R S )
AT R T XHAYT R FRIEA T B e, g il
39 CRAN .

DM TFEGHCRGNTEUR , 4> B B PR T 2530 0 BH ' A e B
$2~4)8.

OEZIRITMFRI N 2~31H .

©IRIT RN IBTT PR Be R IR AR B 5 TR T 5 K
S R A B I AT B, — i 125 B
1A

AR N : AT HA TR B ZE DT (30% 247 4
EEAPERIR (0.9%) .

2 BFES| SR E Ak E B A A R

LR R AE WA T S R R A AU Do A2, I PR A7 T
ZHNRIFURSR . B ORI TR, 18U R e
SR AR AL LA A, LA SR I S O B, AR AR 1M
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BBk B WY IS T SR o R PR B .
2.1 PR IR RNV A T 112

A5 R B KA W T S e R L WL A LR, — B T
BIRAIL IRY7 5 TS AN [R], BHA 2 W B 0008 W
A S IKE o AT B R kR 2 3 T AR I 2 1
G 78 300 2o A A A A AR ] AW IS T, Ao TR A A A
AR AR SO T WL 55 22 g 2R 85440 I AR AT AR A X L
ST AR L

A0 22 BIEA 7 RS AT DL I R 7R 0 A B 2 KT
B FERR R 2T L R T AL O R T RE RS W A
L PR T A R i 3t 28 TR S5 P AR SR AUAE H A2 W I
YRS WE. R TSR N TR Y IR S KA AT | 5
AR P R S 5 A R AR B A Sk (A1 12~5 MHz) , X i AR 4
TR B A R AE I AT 2 A IO PR Sk (A 5~1 MHz) K £
R A RN R A G CTA \MRIEE DSA KA . Il B A2 1
AP R A S T, T I W T 2 B Ry 5 A I
EEER S o R I R AR BN I T B A SR B o
BT DU B R e A [ s 4 A T A 2
(] P T 75 Bl DL o 50 P — P B0 Ry 340 55375 BT 19 S
I H 351543 PR 28 Pk AR T R AT, PR IR a4 5 1) I g
43 HE AN [ i R A AR B0 75 s [l s s A6 [l 7 i/ D54k il
TMEE, ZHEE KR o Se R MM TN R b
b2 S N i S R A M AR L s o e A R
IRRIAKMEL TS, F5 2 2, A 2 W A B
—E MR BRAE . Y s A R B R e e T AT R 5 S
T EERITE A

I B R (4 75 R R BN L il P ik i T s A
TRAHLIN LG TEREGE I . 0 KT TR 6 75 22 3R 1M
TR I A 22, SR O AT LR U A S, B N
JE EORAE AR o 5 L) K Valsalva Z4E B 7R A SRR 0 kot
TEMLFAS 5o BT WA SR IR . M RN AT AR T
BB A K B R RE G R MR A S, BE T B R
N NN YA S I EE S S WEIEE 3 A ) A o e
JF H LA PT 658 1 I — VT TR, Pk in e AT 3 s AR T AR AN
Sl 2 R P S PN T LA, 30 432 R W) AL s BEL ) I £ 5 o
Bl KR T K% Bl o B 7 P LSRR A s 5 ), 9 78 ] B8 T
Z JE A LA TR B JBT T PN TR 3 IR K L
ZHEETCH IR, BN R F 8 IS S, AFRRAS
AR i 22 K
2.2 ERFETE LA R LA T VA 7 TP B4

A5 R 0 LS W T TR YT T 4 % i k2 5T LA
LRIy AT I & RE A S a5 2 B R BE A 1
FR. (R UM 20 A A R AR A I R A T H 2,
X AL B URAE ARFREER L Bk, 25 S R AL
R E LAER P ) NS S IR AR R A S RN
FEAAE , N AT BB R A S kN TS T R B e

. 37 .

WFESE o o FH P S W0 24 P S A Bl TR iR AR
221 A SEE S IRIT LA

I FH AR S WA B AR S S 2 sl s e ARiA YT Y
FRIEFRIRCR o RS SE 5 | 25 T SR ARG o, vl i 2y P 7E
I kL PR PR T A B L DT K B T AT BRI T AR, , et
WA S KA T S E8O™ B I R R LSRR . X
B BURECGRA R R 9 A8 B 5 | 5 T R A RE Sk
T AR SRR, A RO M A A2 U TR E A1,
222 HFEGIS NAYESHRTT

AR PSR AR /N R A T G P e 2 P v
SR BT R AR R TR B R, S AR U R S 2 22 4
TS PRUE 254 35 S e S ARk s bk G TR A 4R AR LIdi b A
A

3 BEREENNEERTT

I AIRIFIRARE R R 51 5 R L &5 A I RIG YT
P A A ST AR R ZE R X AR EA TR T
R —RINEOR o B U SR ML AR A R Al e E
FUE A N LSRN H . HAT, A AR T E L
I BKAE W o AN ] D BNR Y Y OT % o
3.1 WA AR AR FER R AR

e A6l FH A AR S A ZE R PR B 2 . T RO R A5
ARG R RERRZ REE KOS &
FEFRN T 43 g 1T 1A R o AR ZE 50 [l A ZE R0 AT PV A JBOREL  fk
BRI 40 45, WA ZE LA Onyx . —IRAE NI IRIE T
fig (n—Butyl-2—cyanoacrylate, NBCA) %5, L Ab, ifs ] {fi F#L
Bl BELZE 2R B, Qs B AMPLATZER M55 BH %8 #5553t
PEREAL AR 26500 2 TE LA T TR R (D ZHA YT A kb 30 K 1M
I D QMU IR (2R B i R a5 (R e R fe Y 1t
PR ZEFN A AT AT s @R YT H A LR U A ZE R A
3.2 A ARRFEIRYTAE U RS IR T (Sl Kk 2 ) Hh B
H

TCRAEIFUR IR L , 30 J2 Bl KT AH 5 I & 0 4 1L
9% SR T U, A ATRYT I H fR E2E L VAT RN
BRI A A A R A T E S PR 7 5. MRIAT R
okt R R E S R RS SE R o M CT A B
SR E AL . DSA JE5 R i R AR FTRS A H, ALRE
EAE B kR A K s 1A OO M Sl g 2 A Sl
FETRYT 7 AR , SRS RO A IR AR . S ik imy
B AR IR H B D58 2R @ s ke ; @44
ANRAE DR IS IR TT R I RE , FE I ZE AR ALY
Bt 55 s OBLA T ARIGYT B AR FT AR ZE D o kL L, AR T
FARYIG s @8 Jm i 58 19 LR 3l 7127, BE R ik 3l ik 1k

BT AL B A Bl R 2E A OCIE A BR AL, BT
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SR ML B 12 ZRL O ke R L TR R R I E
DAl 0 O HE I 55 5 2 D0, AN P SR i B Al SE AL 1 B0 Uk
B VKR TE A ATRYT 1A% O JR A0 B TR 317, i fh A% 2670 L
FEAE Tkl B S 3l 8 11, A A S BT T o
T A ZE A7 DA R B Al e SE AR B8 o A S O S
RS TR AR ZE MR S 2% 28 Sk B0 R A L D A
O DX 22 D M DX, 35 (00 I 57 P8 10 A DX A [ 3
FbK R A M S R OR R . — e nT i Bh ok i 4w
k334 T A e 22 Bz 2 ) BA FARA B . 2 BlIkaR ARG 3L
FRAR R, (F B 0k e sl TR I KU s B ik A Tl AR 5k
LA — e 1B A A B A I A AR = iR T R
Rt Ak s A4 F ZE R Rl IR YT AR, i T4 A
Bl DK B T 95kt 22 B8 T B IR KA 2, 2 B 2 ) B M 7 B0 5
B AR X A A A SR L LR B0 2 SRR A R o AR A
A A 2 0 21 PR 3R T L

Sl R AR 0 28 B3 B R 2E E Y L [0 K
BRI 7B LA B S A A 150, S R I AR SE R B PVA J2
WOk ZERA ), 5 TN 1 PV A RIS S ET FIR & L SRR 4R
TR AR VR A S 2 9 ST R A TR R HE AR S . MEE, N AE
BT BT AR . PVA KR SE 5 AR S Oy
B BE SR AERAE RN . PVAJE TP IR ZE MR, 25 FIIE
S, HLOR B AT & A A I ARG SRt R PVA R ZE TG
PR R EIKRTIE | 5 W 25 FHE . 41218 NBCA i Onyx
MR FERCR AL PVA KR, B4 Bl DA A 2 2 8 KT T 14 7 A R
FEF S KA1 PRAE DT 28, NBCA T Onyx M2 2E )5 , 18 2%
B AR IS TR T I A T L 2 BN AR SE VR YT IR R
A %o [T, NBCA Fl Onyx [ 4 ZE N RE AR Bl #8 Ik W E fF
S (5 50N, AN BE S R 7 2 S AT o B P 980
P A TE TR Bl 0 DK TR, 308 Sl U b A% 28 7] 10
A PRI FE AR FER kL 0 DR, ARG, 42
FRIT AR

TCoK Z WA AR A A0 7 FH T S BBk | 83 i
— S I R KA R T A 7T B, S sl KR T I 97 s 1
—ARER . TR CEET AT, AT AR B A0 i K,
2 T OE — g A 2 2l DR JE AR VA SR O RE AR . Tk &
P AN [ 1 A BSR4 50, b S0 K ARtV D 604 fi % 1,
Z1EE VMR IF BRI A 2l i Ik T2 42 2 AR TR 1 I 47 1
B A, I35 3] 2 DK I 1A A, BV ORI 24 i
A5 R JCOK S R REARTL, W] LA MR AR R, B R
PRI ACHE PR , R BT DASK 31 58 43 A0 E 1, 8k g 30 2ot
ML TE S T T . K S EERE AL IR T B R I B ¢
RN TOK £ Bl T S B L S T AR AR
S AT TR AL i S ke S R ER K. AT E AR R
W R BT UIR YT, TR T R AL L U
PG R o TE/K T G it i 5 | e S5 3 ) B0 e AR il 58
Wk T 5 5 — RSN HAE B AR T 2 RE T

PEAT o JOR BRSO L L A A4 57 i i 5
SERRAETIRE o TE IOK SRR eI MR 5 , i 152 57
R e ek i LA P R 1T AR 01 A ek ) o A A ST
LS T2 45 5, T LU A AR R TR K 2T B T 3 o S i
SIS A e R AR kT A A g [ 3 Ak ) 2l e ik
Wi FE2 , T T i B P 3 2 1t e ok o, LA A 28 AR e )
L I 2, i 255 DR B A Y o ) S, B % 4 4%
K LBEIRTT Sl K 1803 [ I sl A JE ok 2T
IR e

BIRTCIK L1 T S i B R 94 AR 7 AT g <2 B A
AL RSO, , B8 28 S B A, (ELHE T BT R 1 TR AE I
W e B AL 5 AR — 4, ToK 2T R S bk
B A B ) 5 3 A o P T JC K I LA PR A 24
AR R AMERE AT LA B AT 2 12 A 2R B0 MLAE 4 A5
To/K SRR TE H ML RT3 AR T2 AU i i L AUASE i
A KU TSR IR RN AL T A5 T A A T BB, SO A% A A i
M RAEAN R R, DL AR R I AR B —
o M T ABEAAR ZER T I B AR SRR U, 126
T EAE L A BKAEVEBRIZY T O IT I AT AT AR AY
P RN TR RE AR ZE50) 12 T, 10K 35 SN T 485 1 1 9
PEJE R .
3.3 e AREARIR TR AR I K e
R P A L

R L ok A e T T A R K e R M A e
UK W 2 i DL 9SG R R KA W o e K I 32 R
2 B 2 R i ok s 52 114 0 X s i 28 B FL L A 3.
Ao T K A 5 UL B 7 9 T 25 | DK (e Y L R K [
P18 DX 3B L AN [ DX 3P 2 2 7 ARG K T 4 [ 3 e K
ORISRV I3 ALY EICE Wi i B v i U v R A I S [
Ay 1] 7 T K AR T K 5 IR ] O K K S S s IV R
SRR SR I LA TR O SRS B R KR
T, 02— TP DL RS AR I R B R

DU X e Jk e JE b B2 36 W R T KR 2 348 T AR U
B, (EX T R R B B R, ol T D RE AR 7 A B, £
WEE T AR P AEAEME L 28280, O Ho2 S EOR M L Al 2451403 |
W 2000 EE L R A A2 S O R o IR B IR A AR
I IR F2 AR B R/ R R K IR B R
W/ R 2 REEATOK QR4 5 IR AL F B S A BEAL
AT T AL AT 28 R JRE M 52, LA A I T e K v [ fR
Ao MR R PSR LSRR R 2 R I B
2 oy A B A A T v SR R 2 R ] G s
CO, L —3E He B 1 PR A AR5, 493 T 1]t 45 1 sl o A AR
TR AT DK IRETE B3R T, Xk MR 0G Jo] R L S L T X ] 25 46
RFER B AL B K s T2 W A T AR YT o S B AR R
B, T K IE G , LB 25 Wi S AN R A o T 4 [m]
DAL e T 0L A ISR P TE K B, e A I, A

IO
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AT B A0 A 4 i A B AR T, DT 32k 81 B ) 362 T AL
SR AT RS TE A B A BE AL R AR A R R T T ROCR -

28 K2 20 0l DSA /Bl A ML BEALT5 ¥ 7 Jok s T2 ATk
EL A I 2 H AT R IR ik o 3T LI s
JEFERE JEAS R IR O, R TR AAE KR . KRR IR
TEBKAE W T LA S AN 1 J8 LB ARE AL i R A 42 B R T
PEAT A B/ N A VR R B R (BB AT R BT 26T th T
YRI5 K BT I 2R T AR IR S A R A A
IO T I A A DT i A WL 6 3 22 xR o kA
WA ABEARIG ST 0I5 39 A B A /0 28 SRR A DRI 1t
I TR S 51 S R TR B TE SR YT

I ABEARIGRTT KA TR 7 20K € , 5 45 5 B 15 2
UGB BOR YT B I 7E DSA WAL R #E47 3 25 19 1L 4 i
o X T AREEIR TR B 58 S, SPULATE B AT
R EERE AT RIE TGS, LIS R AR T T
MRI A AR A Bl 5 T BEREA T 16 By Al o

BZ LA ANIRTT IS W B 1 PR G2 T H 25032, AR Y
e AR FER SR YT Ir AWt . A NIRIT A T ARIRIT
LB BB RUR 7R (B HAT AT 1 AU e A BR 3
I, A IE TSR AR IR 8D 1 Ol AT X T 5E
HE S AR AR R CRE 1 2 Sh bk e B ) AT SRR SR )7 05
S MRS DR BRI AR LU B0 ) SR R AR AE A AT
AR Z )G B SR A REIR BRI Akt A BRAL A f
e

4 FTKZEEENERR AT HHINA

Jo/K S iP5, AT fd i 2188 PR P | LA P B A i
JBEoK AR ST | ML RE A B A VG A R N e
JZETBEVEIR  1X 26 ] Rl 1 — i TRUE S | i k4 2R AT
AMAR T S o X T A FH R JE K B 97 I A WA B L
il o X T IE R AR LD B A 4 4 2, B R R e T
K ST ATLAL L S PRI BOE W A SURSE . NI, Jok 2
WEATT ML TRHE 205 h 2230 3 W 9 L BHE IR AT, AN Y
Ho R FTE K 1, Bl 2230 A8 ., T R S 350™ JE A O A
B I RAE A, $E 2 IOEPER) AR
4.1 LEARNHIOR CEERE A

LA N TER SRR AR Z G AT (DR PGS M4
W T o A 5 () S A T LA 5 DI K T T ik AR AN
1 0.5 mL AN T RE (R ) ;@ RAFFREEFIA 505 &)
IRF BRI AR S 4 R A 2 FH 24 LA A RSN | RS )i JBEAE 5
@B VIR BOR E S5 23R 7 13
4.2 JUR CEEAER KGR T R A

A S T ek A M T2 fR S S . AR L IR PR
18, 28 B ZF 35 52, RSt b 8 /s b ) 1ML ) 0 A AR AE

28 Kz R LR A B 4 1R O X ELAE DSA B
M I AT R T A A PP i ek ) (AR R 3 e ok 15

. 39 .

0o A VEAS 0 A 5 14 36 5 SRR B skt S 0K 2 B
TAIER MAE TR NET . HERPIFAG T R Y,
RJFIERAEE AR D o KRB IKIIE 2 T K CBHAYT ]
TR AL AR/ NAF R o SR S R e S R G s AN AE Bl
kP, R BT IO IR RE 22 2ok DSA 385 24 A , 5l
25 s, HE AR AUETE B 2 B A S e R K i 52 9, 0
VRSN R S SR NI o 2 O 2 R ) IR /0 i g
W [R5 P T IR RE AR ) R FEABRE AT X T AR 6 T4
PR B 25 2o 00 38, YR 97 L f 78 AR S 10 IR 3 5% 100 3
750N T AT TR S VDT, BOR 5 B B A 4
B ~2d, AR RA LK 25 F AR
4.3 TK CBAESERIKWIE th it R

ShE IKRIE (Arteriovenous malformations, AVM) = 1F ¥
R0 A0 LR PR, o K )RR IR 45 F S BUL R 3 ) 2 S, S 1R
— RV, LA - OHE 2 kot SEfh 3G JR, i i
T s OZRA B0 K ML 7 28 ML PR 5 ATR £ 928 10 93U 65 10 s R AH 30
K HEFEAR L 5 AR LBl s APk T = L e 40 )
SRk L IR Btz K s QRO HE T, R
JEH L 15 . REBURE 2 R I K R AR A #HATIR
i

ToK L BEA AR FEIRTT AVM RUR B 3 A58 AN TR
F Al [ A B A A SRR S R AT A T VR L EL
A LU AR Z BB HA HOATE TR A BEA B i @ 1,
PRI TE A5 B0 Bl i kT (Y v 7 A 2, BT DR e 4%
FE AL O, TCIR MR IR R 93, B RGYT . 5 — T,
ToK CBRIT SRR IFRAEREW TR Tz K. i3
N i ek e il T o SR RN E Y AN U 2 i )
CnTaRRE) BB B T AR 2R (AN 2R BT ) 20 it s v 1
AT, oK SRR YT SR 5 A R G B A6 5 e PR AR
IR RE , B R R B B S . R kI A Bl T SRS 1Y
FE 53 VAT RS E 1 B (R UETR YT 2 A U T2 , 2670
A 28 6 = (1 R R U S it w4 5, T B RE A ™ H T R
E ) A

5 KRBT

LA AL 3R 97 (Foam sclerotherapy ) 4& H /i i6 Y7 i ik
W 2 e i T ) g vk 22—, 1 P e Ry 02z 1A YL DR At A7) 2 2R
ZRMEA A AR a7+ = hi - 0- R H-RH-12-T.C
B WRBER 0.5% (1% F 3% ) F R A B (fb 2% 44 FR R S 0
FURERERE , W ¥ 19%) , — 38 #RE Ve iR 2R L 5], 2 1 =X
C,H,(OCH,CH,),0H (n=9) , 1] L B #2: 5 S MIRE A 1l B v -
T IRIE AL BR T B TR AAE A6 70 A9 1 P BIVRE AR I P Bz 44
YL JEE 140 8 B2 X3 J2 08 00 G A 0 A, ot A DAY T 8 e 1N
JBETR R I ET A s o, /IR SR A L BE IR GEI0HE B B M A A
FEMAE , TEHUALLF AL, , 8 100 %8 P 2 P A 2 48 IR 2 40, 16
HALUT U8 IR AR/ 245 9 i H 5% 5 46t 1t 9, 0 93 .
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R T2 A P R A Al B S A R RE A, BT B
SRIT AL o VTR RE Ah A R A /b 3 B 5 R N TT LA B R v
AR T A0 A8 VR T, A Sk S e U R TR T R
EE AN

T TR A TR 5 22 5 3 TR B 1 701 0 40 6 2 1 2 00 40
RIREAL T E AR 24, BRN B0, AR IR RS 3 H 25
TZWN o R T BB AL et R RE AL 172, i I
KREFRHAA
5.1 GENF

LR Ak 70 13 8 R BR AR 0l 5 T AR KT
WA FF) 12 RER R K IE 13697
5.2 HEBIF

XPREAE CRAEEE, R B MOR R P &SR 5
THCE s W KR M SR 30 5 DA | [ 3t i JUROREL R 7 v [l 3t
R 5 220t ™ E O IR AR 2 RRYT & O MO [ LR
P 5 S T Il 0 0 S A=A P i ) A P R X
5.3 BEALFAN & Tk

il 5 B A 590 9 VA SR [ BRI A 7 Y Tessari 15 o BT FH
M A 10 mL IS FH TR S 4 2 WA 0E L SRR TR R
=14 A LB EC R VAR o DA Fr— 3 S5 2 il DO A B 1k
F (B R R £ R 2.0 mL, 7 — S B S 8k co,
AR 8.0 mlL, PR VE SRR L =00 AR AR B, P i 2 A 20 1K,
TE L5 AR 11 A T Ik

Tessari J7 2t o] HR PG 1R I7 75 U8 4L/ LB VR B A%
PRFRRIAE A OB, VR 45 107 B 20 (6 P, 4n K B T
il -
5.4 KIS R A AR T 2

DL % HEAE 122G ~ 256 3k 2 6T 280, A5 Bh T 1
FFORB A FIOULEIRAS N 0 IR . WL3E d dk [ul il 5 , 2218 3%
ST LR , b S ) R . QTR R 19 Bk
3% ; SRR TR N T 10 mL. A0 AT RTEAR KUK 557
A, R AT ST 10 mL, QR A 15 5% , 77 £ DSA
BT NIBIT . @R —EAIATT MR LL4 ~ 6 J5 .
GW IR IT G MG IR AR Bk AR B AL A T 7 30
A, TRV 784325 TR 3 AR A TR YT URSR . @R A8 I (AR
TEASRN ML 27 A SR B 2B, T ARSI 725, BRI
ANRRN . 25 R SRR AT KRN 2% 1 ~ 2
Cmo
55 AR

B A BN 2 TR SR R I ke R R BE RN , n]
BT RHEIE . ADBOR A T T AN BRI, M4 R 5
77 T A A 7 A O TR G 0 R i 3k e 45 5 I
7 T BBl BERZE R K AR s sl ok e S R ot A 5 ik
B, TR A S RS I A9 20 2 B T IR A 5 A i
M B TEAERE 25 85 5 AR AT B BURR R ZUne g e A
PER B O IUFEFRIBET- 45 . T ZEART 78 /A IR KU,

JURS IR R IE 5 A HR T TR T SR L, AT TG0 o i e 5
SE D7 UR P TR 3 BE 5 AR M AR AR B, — ELH
PR E NGO, B A T AR B
5.6 HAl RS

OEFFHLEILE AR RRIAST , R IL BN AT R R
SERUPREE FIRYT o QTES KN A RS A iR A Sk,
AT RS 2 L B IR R SR TR DU
HIKIRTR I o QU IRME BT 105 2 4 2 Bt IR (LRl 7
PRAEILIR AN B 2 0 @I PRBE AL 0] Y47 I T 5 2 itk
TV IR 4 LMV | O P 28 e 45 L (H B RYR YT, T
LA )L AR BT A AT R F G 2 R Y
e ARAIE s , S ALt

6 MmERINAAWIEST

6.1 B ZIKRBHHIFIZE

T 22U IR CE WENS YR FLE W R IR R
IR A o 250 B 5 1T, 2808 R (L sl I ) Vi B2 oy
1% 3% , & H 4 1% BENG UK IR R B R O BER S0 )
W N 0.10%.0.25% .0.5% , # F ik 0.5% . ik Ko7 i - Ab
WHRRRM K2 ~ 5K R 2 12 ~ 24 JH 8 290 R0
g IR T 255 2 ~ 3 HIT s o . BB
B AT A8 A SN P A R AR A L IR VT BB R AT W AR TR
FBAN RN o BEAb i T 5845 1 2540 72 Ge i Wk 0 %6
W 0% T T RIS P49 52 00, 2 280 B MR M8 7 g AL o
6.2 5%k LIy

S8 LHETG 23 51 AMR TR AR R I R AR e e IR 2 )
6 ~ 10 /NI 5 K ol b e IR R v e AR 3 1T, R 3 ~ S Ik
(Ff HAMRBOE SR 5 RAFHI 2 K) I FE4 ~ 32 o W UL
BRI - 2156 3R B2 F P S50 55, R AEAN BN s 5 B
52l A I WK R R 5 WAk SR 2y . T2y % 51k
Bz kiR B0 G g8 S, 5 S0 W R R b i IR TR
BRI RAER 2 SO SR AL ST B SZ AR B 4L =
WER L.

7 BRBEREERRAT PHINA

W EL 3 W E I & R 4 F (Mammalian target of
rapamycin, mTOR) J& T84 B2 UL 3 38 (PI3K) AH G Bl 5¢
T TE A B RG BE A A R AR RS AR, BOR B B
5% A B mTOR 3 4% ) BT 551 55 071 85 2 (Rapamycin, RAPA) , X
V5% 5] (Sirolimus ) , BEA SHYT FKAE B -

7.0 AR R E IO

A B RO B R B A I — R R IR R A R
T K IR AR R A S e AR T L T 1999 4 4K i
JHT B NER AR ARG 1 S8 iR 9T, BRI gE R B A2
F A YUK B (4R T, T 2003 44K HE T T 25 ik
JIE SR o DRI A B e W 2R 5 A 00 o) 200 46 5 0 BEL b 2
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i J SO AR A VD 10 8 1 T T e R YT L AT A 3R Y
B ] R AE 55 ) Wt AT B AR . AR BOR
22 AT S B TR R R 20 TR O B AR T RCR

mTOR A Wi #ft A [/ 19 52 & 9, 43 5l & mTORC1 I
mTORC2, mTORC1 3= 29 15 8 [ 5 45 )00 240 i o] 309 k7
117 mTORC2 W 7E T A5G A0 - S0 A0 47135 7 T 4 T A
flo EIAHE R FEMH mTORCL. 7516 mTORC1 B AR 1k
TG AL 2R 11 S6 A EHIE A I (K 7 4E-BP1, J5 & T W
elFAE S50, 5 S6 — i 2 5 Ve, R 4n N JA SR 5 e 1
T 3 mRINA S A0 38 1 1 28 45 M B 930 ol {12 4 Mt 3 7 % A7 of
MAETE K, B IAEE 5 mTOR 454, BT R S5 N 19 647, A
T ] 200 L 5 7 A
7.2 TEMAEE R AERKE MRG0

AR R G T R B Y I % N (Kaposiform
hemangioendothelioma , KHE) #1772 I IflL % J (Tufted angioma,
TAVA BESTRC ARG T AR IR TR R K
ARG ROCR 22 9 KHE 5 T 6 A8 2307 5 475 ) B
T3 HIRIT AL, KHE 2 TA £ 35 7] 4 B 4R 57 = 1 IR P 2 5
AAIT (6 A AR L5 i 0.5~0.8 mg/m®, — H P56
AL LRI R 2 mg-m™-d™, K5 751 5 8 5% 22 1 35 24
Wik Bk 5~15 ng/mL) .

AR RN A TFIRITZ MBS 5% (Generalized
lymphatic anomaly, GLA) , £ 4§ K i 75 %Y bk 2 %5 % 9
(Kaposiform lymphangiomatosis , KLA ) , 3% 2 55 R Ak Ik EL & 95
9, R A B A M OIS 25 B 52 82, kB ARk 48
PR B 200 i 5 27 R AR RE TS L S A TR L AR VB T
KLA J& GLA 1y —FiIE B, 5 LG 7 3 3 0L, TS 2z, (3
IV 2 5wl 67 AT REAR 57 A

WO R WA T IR T Ok A LR R (Lym-
phangioleiomyomatosis, LAM) . LAM J& — i 5% UL ()t T
mTOR {5 518 ¢ 57 O 107 SR 2847 P 0 3 69 R G ke
9o R TL R 2 L R A I £ /R 18 e A B L BE
A ot A LA BT (AMLs ) 55 . LAMUS RSy mTOR 3l % 14 53
OIS AR SR O 8T T JULE o S i 34, i 78 2 5 ) 4R 1L
ARERIT
7.3 EEIARE R ARG K E WA ST o ]

Jh e e A A5 R U T B A0 LA K Sk ok A
B, S EKE S 5 IR B AT RS U TR
I7 A JCIEE 2 104 A bR DR T AT S e ] . 258K
B S [ WA )z IR B LR R T AR AE K hg
TERIZ5WG T LTIERCR o TR %A HUILAE TE B AT 5l
VR T, I AEBKAE TR 7 AR A 2 i

TR 3R AT AR T A 4 B RO IR T RS D
VBRI LA BOEIE s SgE Gl 0 R RSN
A A E B, DTN T 3OES 728, A0, OE IR i EE =
F RS ? 2 THOEIR YT L IR R E 18

. 41 .

AR 2 AT A RO D 584 19 TIE2 753 1) AKT 5 554 5
WA IR E T R KR TG A YT IR, R ER i
B R A A RO AR IR ARSI it EL AT 2% i 1 ik
T, EEANIL ., R4, FESRIE PR R LA IR TR A
Y T 20 107 T B A8 i KR T2 35 9] 1) s AR 2 A
) @ F s, BLRIVER ATt 2,

7.4 TEWAEE R AR Z DK WA LR A AR IRYT T i 1

AR R 0T 697 5 22 WS 25 A AE 1 A 3/ ek
ARG RS , 4 A0 1 A - Tk L - R KR B L S AR e
FEZEAAIE (Blue rubber bleb nevus syndrome, BRBNS) , £ % itk
ELAS IR IE | Maffucci 254511 , PHACE 25 &1 (5 IR HE | 5 BE
PR M A& Sk O R A S IR BR ) 45 i AT 15 J5 1A
Il A 55 45
7.5 TR FEAHCEIE

THIARE R 2 M, BRI A R Sk
A IE B Skd BRI R O | e L I
JiE e i I % 57 FIIE VS 25 X S EI A 55 500 Sk AR G, I T
Wi, R R B AR R . S E RS AN
O AT N 1 UM A 3 = (10N R N1 R iy X e
H il = ILRE | v AR S LRE | g IR T LR A
U T R AR IR AT S . 5 I e B R 2R,
WA BT 254 G RR g (9 KUK, o Mleta 23 BT & 5 R IA 5% &
Tiif 52 M AT, B R A R R R

B BRIAEE AR mTOR 1553 J B 7], © 9k B
FEVRAN ELAT BN MG 7 T IRLAE A AR R 1T 1 AT
Wk g . 16 HRTAES Z R FIRIE S |, TR0 E R TERIT
R R (LM) DK IRFFE (VM) 2B 40 1 45 T FE (CMD) | &
% PG T 100 A5 PN 298 (KHE) b B4 FILRE 8 (LAMD) (322 % ik
ELA T 5 (GLA) ARk PG U4k B A9 (KA ) LA B B 24 kA
ZEAAE (U BRBNS  Maffucei 28 A 1iF \PHACE 25 A 1iF ) 55 k4
PRI B — B Y7 A, R LR N T 2z, Bk,
2 HoAthyA YT A TCRU , TR 2R TR A IRYT & 2K s
(R BEPE Z —  ELI TCET X 12 6 0 B AL X BRI PR 6 36
EAE L IR AR A TR 367 HP A 4 AP A 2

8 MM R EAMESATT

FH T 1457968 R VKA R T VR T B I Rg 24 ) G A Tk
HRCFMER) JORBE R CREERE, R RS KB
Bl TP 38 45, 76 A 30 X B2 &0y J Lo 6598 0 6 s T vp AT 4%
IR —E M
8.1 [MERERCTFIHER)

8.1.1 TR R CF-IHE R ) IRYT M8 A W TE 1 HL

FR\BRNEGL, B A2, FIHER R4
43 A5 LA R R 25 AR RS 15 40 B 9 DNA R A R R
PESES AR M BB AR A B, P A T B AR R T
DNA , #1411 DNA B4 BRI BT DNA 6% , T TP 240 i
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Gy BAFNBGTH, 5% 00w A0 M QI R O g A AR Y AR IR
B AE R 200 T M AR R S 24 0 P ML A 328 T RE S i 45
Aot I AR TG EA RS . N BT 25 903R T AR L 20
22 60~80 AFACEI S LA A G 44ty , JLAE Ik AE W TE A FH iy AL
I S SO A DA L 0 LA P A0 B R L 5 T A
PV WILAT MR P B A 2 (A B B L A e S | e A
o
8.1.2 IEWIE

ok R CF IR 1 SHA YT A8 Ak i B HAT
RAT RO 35 - OF BRI T ; @ik B W T (F 2 70
E g ) ; QW o W 5k 5% B 1Y 2 i Bk RS 5 @ E o
9o SEL T 1 H F 2R 4L i B .
8.1.3 IRIT IR

DL BAEE 20, % # DK IR T B B 5% R B A I T
T 51 B K 2 mg/mL (8 mg+2 mL A= ER K + 2% F £
+ 1 mL L ZERH) o F KRR 1oy 28 il 1 [0 ot SR AR
TESIK PN 5 B9 5 1697 IR BRI A AR B 6 o X T L2 A
W ELEIRTE |, e e 5 DR Sk SO A T 5 T R
CLAE ML 1 25 B 1.5 mg/mL A2 A7 o 140 : 8 mg + 2% ]
ZFH2 mL +2 mLAEFIE K + 1 mL U ZEKAS , BRR 254
WA 8 mg, /NL— B AFE L 4 mgo B A i B 2 AR A7
HEET 17955 25 PN TR G 24 V0 45 5 A8 R 2% 1T A I8 e ik . 2 1 9 A
BRIk B A REE T, 3~5 0 — 7

Xof TR Bl Dk W TR 5% A 2w IR T o L R 25
ZE R, S E R 1.5 mg/mL (R £ 15 mg+10 mL A4
FRERIK , AT ARG X AREA T R FRRRES ) o YA YT R AE L L MG P
T HEAT VG LA S A DX T BT N R AT G B R A I
BNS S RIEIR, B0 i 00 55 5 S KR o TR S TR DA
226 %3k 2 A (R 0T 28 R AT, AN AL, A 4 S LA AT
FEAF B4R 0 0 B . AR R R N L 15 mg 3K
1 mg/kg, B G —K 6 IR —I7FE. 7 RENI R 5 1 2R 1 7
DSA 35 5% , W 2 VR I7 R0 s HAETT R B e A7 I E B L 30
e R T RER T, B AT JOAE I R AE . % IR B
IS A5 P 4 3 8 L S D el 7R o Bk 2 B i I
B 2P

JHF I o 65 R e JHE O 5 D0, %) A e 0 5 08 2R it A
JRi (Cavernous hemangioma of liver, CHL) A £k 1k ML 48758 . 1 &
PN 2 240 TR R 20 IR 4 R ST o DL CHL IR 2, &%
IS ke 2 ATRIT I A YT CHL 1 27 ik
Z—. R Se]dingerﬁ*%ﬁﬁﬁ]ﬂﬂ(ﬁﬂﬁimﬁ , LI 5FRH
S AT IR S-S NGS5 . LS FREE R B, DA R
T AR 2 AR LG (5 3% 10 mL/s , G 15 mL) , B
s CHL 193800 R/ BCH ALt i 3 Ik S, B S 48 R e PR 1
AL Bk , R /N B i AR B, 2 2 12 TR
FZ AL L 8~32 mg, I T AR B F BT LA, I A B
W RS . Ak B CHLAGH A e s )2 2

e IR A W R B L B bk IR sl 52, 24 & B TE 78 5
At A, D043 5904 TR A I i R S B AR SR YT .
g FH ) 54, A 26 5 T M IE AR 2R . W
KT 15 em ) CHL, R 43 IR K 2E3R Y7, LA i 2E )5
N

ey AR 2o DI IK = i e 3= R N s B2 B 2D ik 7 =
AR AN I % o B | mg/mL
(FPHEE K 8 mg+ 2% M Z K H 1~2 mL + 5~6 mL/EHER K,
AT 1 mLHBZEKHA) 4R 1 mg/em?, B AL it — A
It 4 mgo I ARIE RS — AN 7 (UL K TR R ) 5 T B
ST RN R D R — N 20 mg, 2
AR AR BN I T AR R AT, 9127 38 3R R T P e 4
TR o TR BT DR R JR T R, S 298 I 3 i o ik, il
BB . L FHRIG B2 S 2 BH A4 i F TR AE , 1 5 H A
TR A AH R D, 750 G BB 5 R FE . R KRS L,
AR B 23R 9T , 8 BE T R A i, G HU A 5
il 2 4 Ak 5 7™ B I R AE
8.1.4 NRIN KPR

TR R CEBE 2 AT A R R E/N, # LA
LR A 3SR A L U B L AR T8 R0, SR R 1 PR AT
S5 L SRR T B8 A | e JER RN B P AT R A 45 A o
U o KA e A AHRLC R Il R AR 55300 R R/
UM . ikl Ak 8 R Bt = AL T 450 mg B,
il B4 2 2E ek 39%~5% 5 75 T 450 mg I, Jid 1 o A 22 ] i
Fhn. BRI 160 mg, B 5 R Al EF i1k A9 KU, 14
W — 8 FH T3 7 I A5 R R DR A R TR 1 R e OS5
100 mg.

FoREECFHER) W EFEH ] SEFENHL LT A
R, B EARRE VR RO RIS T Re
RSN, 5 R A

TR SE TR ZUUE A KA . U N R A
PR N 1 R L [0S & NS T I 0 B A i A
SRR EEREMN ., MOGYT AR OB VYR I T, G2 YT,
T F il %, LA (o 3 B AR o e A i A TR R, I e
HbSERMA I B T R385 SRl R A A, O H ZEORAR 58
PR (MO & R) —le i gt . — B R B gk ks, i@
7 BIVEEZ  E B R TR A . QT B R TS 0.19% R R
B FRE 0.5~1.0 mL,/NLEIE . AERAASGE /R, 1 57 B i
Wk G B AR R TEKAN , H BB RS . @& A Bk
15T B 742 S dt R
8.2 JIRAEALH

AFERZ R, RS, M (Lauromacrogol }J& — Ff1
e TR IIEER  LF 2 N R A L H AR, SRE R
[ (Polidocanol ) J& [A] —Fpfb A . HLAEALIBYT 1Y T ZEHLH] «
1) DA B AR 77 =M DR I 4 P 12 4 e Rl Big U2 , 6 v W 32
SRS P R A LR T ST e 32 D W A 4% 1 B A L L
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BEIM FR G0, (AR PR 0 £F 46 25 11 L I/ INBR L 21 240 Jf SR A 10
I, T2 LA S BEL S I 5 2) AT e 3 S 3 05r 4 2 A T T
PN A 2R LU AR I S5 Y LSO I AR 441 21, P £ 1
B
8.2.1 &ENVIE

Xf AL GERE AL ), T 22 R HAT BEAEAIC S SO JRE
L@ R ) 1 N A ) Nl o B2 A= 7 N
— T Mata 43 H7 & BR, 3R 22 B A0 36 77 o 22 407 L it 8998 19
B SR gl — 2, R RV AL, H AR
CLB iz T i A7 B VKA R (TR TT , A« (1) e ko
T () Wk B WY 5 (3) ShFR IKWGTE 5 (4) fk etk R 4 s (5)
4> A LI AR
8.2.2 JAIT A

T S T T RR B, SR AR R 9 (19% 10 mL, 100 mg),
A Z R (S mL, 40 mg)F e, 200, B etEm st
TS A S A 2 e B A U (12 1~2 TR BBE) , SR A v 2 v
SRR B AV IR (12 3~5 0 R ), R A0 J2 0 s AR 1 0,
Galvtim KA o TSP TR R R T R IR AL, Tl 4
TC MG G2 ), SRR, 2R & O B R
AL ER R KN BAERE R IR R £ R B e I
FE A B 2 melkg 5 3 me/ke, BB JG 7 0 R R R 2
0.1~0.2 mL/em’, % 3 JEVE S — W, R ARG 58 , (2 o 25
TR, TR RAFAMILFIAR . R R 2 & # , a4 KA
BIRIT .
8.2.3 RNR RN KPBHIG

BRAEEE I SHIRYT AR 00 5 DL IE R KR B IR
YEAE  BORIRTE B RFRIMIG B R DLE SR %, B
SR VRIS IR 5 S BRRIR AN VIRE v 38 240 S22 s Rl o
S KA . M IR L O R BERE 2 4 2 SR S
O, T PR R R . A R ATt , T 45 LR, it
WABMSIRYT . ORIE —MEEL ATTHR, T b
IR T ANEEUYE B4 )L m A58 1 R BB YT

DR R e S 790 A I 7R PR S 3 T e T e A R T
i, T RE S EO™ E I LAE , WLO IUREBE. , O I (558, Jilide 2, 4
BEIPNZE R GG A RN A L i R R R T A 7
AN B & S0 A% I8, T30 8h bkt A A% JEVERE G . 1oL
ORI/ WL ARAT IS 2 ofe 7 5 KUK, 26 S I S BIPEE2 e
T XHRE SR AL G A e AR v
83 KHHM
8.3.1 KAEHHIAYT M AL

KB IATAREHE YK AL PRI A= W0, 38 )
IS B BRI T A 22 50 LGP RARICETE B, DT
i 2253 ZU5 LTI A AR T . K& A
PN A L AR I P S AR T D34 KR B A
Pz TR RS B R AR 2

. 43 .

8.3.2 IENIE

OB 52 R BH A 77 Bk e 28 B A YT R @ F 8 R (il
FHAE S QI HA 4 B {1 F B IS [ WAk 2 5 () 1R 30 B ot 28 i
P R s DF A A i FH e T S [ B e TR A 45
833 RIT ML

W SRR 10 kg LR 9 L2 0.05 mg/kg, 10 kg LA
LR 1.0 mg/m’ RS I %2 mg/m®s A UEE W, A5
BRI E A 250, XFP A IR 2 W A P A s E R . %
TR 4~6 8, LLJE ) a5k (] g B 8] 7T B 4K 2 4 2~3 J] 1R,
BH IR, EEMRENIE . R — 8 2~4 8 3G
STIHE N 6 4 H A RCR L 80% . 7B # BEA 11 R 3%
BIAN T, P R K 8B 0.05 m/keg , B3 3 #48 ik di 1 — ¢, 5t
FIMIE 2 mg-kg™+d™e ML/ L TF 2] 100x10°/L LA - H A
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