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L CLM : CM+LM
- FFTE - R CAVM : CM+AVM
ARIERRME N EE. 8 LVM © LMVM
RMEREZRE, FLEERU>/Y CLVM : CMALM-VM
BAMENKE. #EEME CLAVM : CMHM+AVM
WRZRE . R 145 R I M BN CVAVM : CM+VM+AVM
B RV AR, T DA CLVAVM : CMAHLM+-VM+AVM
CEH FHE | BEBIRE U/ VBB, 2k
MIESPE. 8 R IS RS REDEHE | 2B BT A RSB 7. 08, BERIEDER
Z DAt IR&ESHZ; | Uy RIL-bU/ R—EREE/N—TRX Dx—/N—fE&REE. Servelle-
BEEMEIREE | MartorelfEREE. 9 —V -z —/N—fEREE. UFKECM + congenital
non-progressive limb hypertrophy. ¥ 27w FiEREEE . ERIE-CM. /\8
fE-CM. CLOVESHEREE. 7’07 D AEMESE. Bannayan-Riley-Ruvalcaba
IEREE. CLAPOSERES

ISSVA Classification of Vascular Anomalies ©2018 International Society for the Study of Vascular Anomalies Available
at “issva.org/classification” Accessed June 22, 2023 KWZE
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B AH DB E B2 E I MIRERES L O EEEIRES DG L LU TDRIRBENEISNET,

O REFBICHOEI. EH&ER. (BT EERX. KEE5. ks = (. DE. iHE. 2ES) 828 EESFE (R <
8. BEH) DEEXEZOIUEMDOSHIERZEZE T 25E

@ OIAEE I 2EENIFERN G D EEMDHIMIUICHE . XIFOITHEE T 2EEIFEIR. 525V IFREAEZ K
WISEC I TOREMEN S VREZR I 2RI UICIES

® RENMEMICHTUL TV BEXTH o BBEMICILD D TV RE MERN SOARIN T P LB EE
THRZHFHUICKWES. HDVIEES HEEE CHEREICAFZET /(0 FRECEIBNEL FIEHN
[CBEaBDZNEE

B EIRETE DDA (SSVADRE 20185 cq5Th) (& LT D@ T,

"E &

Venous malformations (VM) FAlREHe
Common VM — g BUERARETE
Familial VM cutaneo-mucosal (VMCM) RIS IRER RS TE
Blue rubber bleb nevus(Bean)syndrome VM HEILAFUREBHERS
Glomuvenous malformation (GVM) JOLAERET
Cerebral cavernous malformation (CCM) RERIRETE
Familial intraosseous vascular malformation (VMOS) RiEMEBRNIRESTE
Verrucous venous malformation (formerly verrucous hemangioma) TARERARETTE (R MNERR)
Others D
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“issva.org/classification” Accessed June 22, 2023 KWtz
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U N (U ) NEHE)

<EEBBLZ>

UV NBHE (U NBRE) FEITNE (BLIFERMY) (CRET DRINDUYNBEIZEF R EUERBIERE CH . 2
Bt (R M21E5E) 2R S TEMZNICFU Y NNEOERERLZEZASNTVND, EERUYV/VEDHTT 228D
ETICTHRELDDN FCERFEES OHitR. RECFH T .

%< DG BEOELEELARIMLIBREDBBEN AN, FAEFIFUIFUIFHE M CRIBEAZER E DR
BEPAERESHNREBEDIZHQOLIFEV.. BHATIFU Y /NNEEEL TNRBERERRICIEE SN, F/45(C [R5
BEXVYNNETEIN#RICIEESN TS,

AERBIFHERIV>/VERE] . B TlF[lymphangiomal &zl 0—< | [cystichygromal /& & EFN TEA'
REBNFEMZNICBBIMEEICZ LW ENERE SN, [- ] [-omal LV SHEMA R S e R D RR S IR ANE
HEEZEZSNICAERD[U Y NEEIEIREREDEBRD R (ISSVADIE) LBV TIFRERZED—DELTRDRED
U INESHF (lymphatic malformation) [CZ$HS5N TS, REBRAIFISSVASEE(2014) Tldcystic or common
lymphatic malformation&dN 2. HATIFEEHKICIE[U /I VETHINBELSN TSN IRIFRTIF. ICD-10-
REERZNEBERERR ClE U/ VEREIDTRVSNTEU[UY/YEFREI U/ VERE | OF HlEBR2NRIELIC
KEETH2ZH ICD-1TICBVTEVY/INEFEINBVSNZRIAH THY R ICERITHIEATLZ,

FIIREDREUC DN T RERD[U /I VERE| TlEREADU Y/ VEED LB BAE L [EK] BRa/NE<
BEHRBDOZLVLCERIR] ZOREGE. BROVFAMEICIERULIZU Y /NEDILN 2 [BHHIE | R ECHFEINTEIA
ISSVAZRETIFUV/IVETRIFERFR 1 cmZEFR EUTmacrocystic (R 70V AT wZ) Emicrocystic (T7OV A
TavD) ZFUCZEDREBEDIBICHIFSNT VD BBEEDERICEVTFVWITNOREL TH DN EE CH DN,
RFBOHEIFZELL.

<EE>

U INEHEDFEERKE1,000-5.000H4(CT AEHTESND, IEEBHEREEARE TR DHRBIFEHET NS DIHE
EREHL10,000 \i2ETHS (BARM=AIIZZEE2014),

[FEAEDDERICRAE L. 2 BILIEFERD IR 45 CERZREB PR MRS AERE- AR, LURR I CIF R T 2.

<fm[E-wRE>

UV INEFEDLLIFERIETH FEEL-RERERERICFRIBY Y NBZEM T BN SDRENLNEVSERR
BRI KR BRE DUV NEE I EICOSH DRBICKIIREZLM T DEZEISNTVBD BHSHTHAICROTH
fES BB & BREDEMEELUNDRETERDTREMN H 2. —75. UV /VEFHICE T DRI DIRICK. K
ZRNICPIKICABTCTFDERZSEICFRDDIENHSH ER ol PIK3SCAIFETR-1BIEICEIHD HPI3K/AKTRDPI3K
BT B0 F CHI ERICKIITFIVHIERE NS RENICHIE T 2E Rl BEMREICREZESZ 5T &(C
KRB TER ENBENDDOHREDPDNRE CH YRS IRER CRECFERNDESUL TV BBEHRDY
VINBEMRRICKIELRNDU Y/ VEEZDIDICBR S N2 EBIERE C. £ MZN(CIERE TR JREDEH
IR NTEBRLDF T IRHIRFTR U T2TE U RAE A DR R UIC KB AD IR T 52N H D, REMEN
BET DRGHERESEOHBEN G, 2 8RIOEIBZEE T 5,

<BRPRAEIR>

FARIFEFECTH Y ARICHNEHERNSROSNDTEDHE WV, EBIIRSHKEIZMA T 2HEEDH D
FELUTEVBSDHY . ASBOU Y/ ROEPAHMICHU TES LT 2. BBDOFEBAIC KRS IERES
T 2. FRER & - OBRZE T NEERE CD LB, fitheiRZ CEDREICKLBIFRREDERZEL. IEVIFH
ZEIDHE LD D RCRECIEERN. URIREBRAIIC K R INEE) - HAEES ZE U KB HRICU Y/ VER
O RSBGIFEREETEDNATILOIKZZL (WHZREED >/ VERE) U/ V- Hll-BRAZEIRT CEDH
2, K |CIRRERE CIIBREIER B8 B F CRREGNRZZE T 212D HBEF DBEILDEE LY EEIC
DIZUQOLNHBRENSDTEHH B,

EDTAIDREICHVTH. BEPICABRHICREREPHMZRI L, SEORBAR- REZRIRT . 1B SNEZ IR
TRE CIFERBDIBERZRDHDILEHH D,



<E2Hi>

U INEST (G Z<DBEEEIRREICKVEZHICES. BER. CT.MRIWTNEERTH Y. BREREREHE THEE
ZHIESNBDTENZ L,

BEMRE T BANICENTICREZE T 22 EHERMEREUCROON. ERNO T I—EEF. BEF)F
FE~ERIO—ZRIH BRPEMZLTVDBEF. NN B HEEZZL. HAMEE I 0525, CTTIE.
BRI MR IR AR U, AEBIC (G BB F I F S RIE B Z 530 5. NERDFEEE IS S B E R L RBEBERCENZ B
BOEVERDH CETDERLNRZRD D, BAEDOMEEDAUBERRZXDICHICHEN TH D MRIFCTEEEELT
EREDMERZE KUEICEE TES —RNICRZEF T 1 8B% CRES. T2 CRIESERT B MRIDIEIEH
THENEE S NFWCE RIS S DRSNS,

BFFBEDH TEMINDIENZ VN BRIRDOMER (BLEERERMY) . BREMREE. ZRRELFREICTE
BN ) Vi T2 T EN TR TENIS SBT3 2. AR BIEIBRODBRC & UIBERD MBS C T/ VBT
FEDBEESSHIN TR EN D, Z DI, U/ RDFRNZRE DU/ VEscintigraphy P U NNEEF B EDHEICHU
TADNBIEN B D FIeEB- RO/ VESE REIEY >/ VERE) D2ilCdd —EXIE—HE TH D,

<$ERIZSER>
[U/NERERE SV INBHTE (U /VERE) | (FFEVHICII RN LWLEE D $H 2. BENTEHDRZE JRE DL
ROBBIEGZSRDDHBECIFIVNEBESL TV S RIBEM O/ D—BIE 182,
Z OIS ERROMESTE FGIRSTES) SRGEMESE. (B3 T, HERRE. U/ VEfERR. U2/ VE. #1880
Z DIDEBIEAIERENEIFSN D,
HI2-4FEREHBNZMREL IR BEERINTR B R MR BERIAREE)

[HEEEMER-RETE - MEFE-UV/VBE-U Y/ VEBES JFUBEERERIC DV TOREIZTI
[MEE-RESE - MBSV VBTV VEBE 328 RF5122022] (853/R) 2023%F3831H, P207-209
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U INEHBE. T—/\ L\

<#r=>

D> VEREAE (Lymphangiomatosis) (. xRz r< £ 5 DS iR U /N NERBNR B T 2RI KSR
Tdd. I—/\sf& (Gorham-Stout disease, GSD) (& 19544 (CGorham&StautSh eI E sz “disappearing
bone" ZR#EL. 2B DE D ERTIE. IWRME(TBR I DRIFER T BRULBAIFME. U/ VERBICEIRT D,
1983 (CHeffezo MMRIBUIC MR ETE . WEADRBIFBEVESN TV D ALURZERI T REY )/ VEREES
HBET2RNE L INSIFHEICXBINHRBE WV 2o, R ZLH TEHL TLDH AKIFFHEDEE TH 2.

201 8FDISSVAZEICBEWVLWT. NS DEEIFE lymphatic malformation, LMIZHEI N, Fic
lymphangiomatosisld-matosise WS EREN BB EEEZRT o ERINBLIEUDDHY DI
generalized lymphatic anomaly, GLA(£&HUV/VERE) £ T 2RE HIFPBRDOEE D HS5N D, T5(CUY
INBRBAEC SN TEITEAI DD RIBHR# CRBERHHBEE OV Y NERNKR D ERZRO DN EFEL. ZTN5S
[FRIAK IR REREN S L FTERAR THhHolcZENhh oz, NS %&kaposiform lymphangiomatosis, KLA
(ARIBY >V NEREIE) EVWOFULWLEREL. 20 14FDISSVADFECIF D FERBEEICEL TWEA'. 20185 ICLM
[CHFEENIZ. BARIRB TIFGLAEKLARRBIES NG MU TV /N VEIBE ] SIFE N ZRTEES NS ZENIFEAL
TH Do, FIEINFTITIUV/VEIRRAE (Lymphangiectasia) | SN TERED. ISSVADFEDLMD B Ceentral
conducting lymphatic anomaly (CCLA), channel-type&ENBKIICEOTUD,

INo#aU > NEREZcomplex lymphatic anomalies (AU NEEE) . A/ \w/\- XUy NERZIS
ZOARVABRNENKE. BRIOEEREDMEMBE PREGURET RO [#EMME - UV /NERER]Z
complex vascular anomalies (EMAIRERE) LFRTELH D,

<EE>
GLABKUKLARRNE BFEICHHAEL ($980%) . GSDIFRFRMNSFIET 2. HEZEFEV . EATIEH 100610
/u\%@?_rb\ﬁﬁnm\k_ ﬂt l./\éo

<BRPRAEIR. BHAFRR>

GLAKLA. I—/N\LK(GSD) UV /VEIERE E1
(CCLA) [FRIDHEBERBINT VSN RN
F—N=SvFL KRR VBE S B1DK

~ \g-ran
SHERESEA X—JT BB, BIKLAGREER U2 INEIBIE

BT B PRI IC R > TR DI oN2 DY BRRAYIC (EEHUY)VERE) AR NEEE
[FGLAEKLAG U/ SERBEI S LTHEEHSNTND Genéfa"zed Kaposiform
DOBR TN AU/ MERE |6 T DA P RS
T

TNFETONBIFERBREN FEAE T, SHBIDMR
AIEA BN AFB TSR 24, 25F EIC[U >/ VS m YN - U NEHERE
FEDEEEGIBICIENR O - ABADRIFICB T BT CafiEmSieut Central conducting
jp‘%J IUI(CCKU?E%ZS*UE@EEJQ'CJ:'DK\ W@ﬁ@”@ disease (GSD) lymphatic anomaly
BHDBES T, U VR, GSDEBIC. B (can

B8R (C RS> THEBEE LI UM, MK, DEK. HitFrAEBTE.
B, FHiglE =R, U/ VB MR REREREDLF
BREIRFRERZERT U/ VEBEESGSDE LB T D&, U/ VEIEE IF ERRZS (K. MtERZE. DEK) . BERE. I8
KOERBERBEDEEN S GSDIFBRE (BB, WIS DEEN SN 1.
MEBRZEF U INERBIED86.4%(C588 . 1%, RIS, K. DB, MREEEREZEIL. MEBREDH 56
HIDS51761(30.4%) B FETELTH Y BHREFFERARAF THolc. BERZE . BFREADU Y /VE R,
common(cystic) LMgE%Z38.8%. fgkZ21.2%. BEFFALM7Z8.2%IC588b . BRIERZE X T LA E N IEIRTH B
Y ZRIEEN B L) AREZERESIBEG I T I— CTRETRIU—Z2U T FTBNETH D, MR FDP,
DY A Y —LRBREDREREZS1.8%|C586. BEDM/IMREAN ZRUIAEAIF MR EDBMABR EE T IELIS
BN IAERTINETH D,
UV INBREAE. GSDEBICEGBDEBHEICK ST, BATDZRE. FBAR. M55, mEV B, A&, U EREEC LSS
P ZNZNDOBRE D, BIERNATRICK>THRBINTEETH D, GSDDBRE S, BBES. Bt B (C2<,



TR B DEEE R 3D D Eiie 4 RN OER L. BinCED & BEZIRIRT 2 CER<HEN T 2EEEZE
IENRHHTHD. BR LFBBRPERE T BATEHRBXRER M DOTTEUCREL U TR FRQ TR,
MBI D, BIXIREE L FEMUOBOBIREBRDN . MDBBMEREBEEV. B E P RINEBEHEFERH SN
Vo U/ VERBIEIF40.9%(CBREZRS . Bt Uk, B8 B REICE WV BH BRI, HEDIRICE W REHIE
GSDKWBRICEL, BB ZPIDICHTEEICB BT 2 DN CH D, BITREDIEREZ LWLD' EBIEREDBRE
EROCVDTREMN BB AELZMIUICRICEXREERE T2 EBREDRRZTV. RHZIEGITURD
DOFNEETH D,

<t&E.2ZH>

U2 INERBIE. GSDIFIERICHRIZER CTH B LI SR MERZZ L. SR CH 5, K BEERFRIERERZEEL
RIFNFRSIRWV o, BERIER B LU BRI R R ERZ N RN SHENICRIT 2T ENEETH S (FR1) .

BREFBHXIRRR B ULIFCTIRE Ca2TTIAE T 2N BN D Z L PEEREMA DR EDIEA Y OFHIHIFMRI
RENEELW BEBRZ DFHMIC (FBMEXRE BN S EECTPMRINE A TH %, MFIN SR EZ MEEH
(DB OIRE PR EXZMERDIEE E i/ ER- PR DOIEEZR I  EEHEICU Y/ R L > TV S T &N
TH Y FFICMRIDASAHINEIT 2385/ D B A TH 5.

FIOBEREDMRIFZIFTHL MR lymphangiography. ICGEXU >/ V&EiER. U/ VE&scintigraphy. U/ V&S5
ERLIBRUY NEDBERER M EA TET N2, INSIFU )/ VEDREBAGEZRE T DT EICE T, EZHD
HROTBEICOBORMTTREMN BB SFBHSNTLD,

FRIEEBFOICFHERBICBVWT—BOU Y /VERNKMIEIC K> TEIT 5 SNSRIV LM (LU B 2538
BENRHTH D BEEBLE TIIMEEEY —H—Ch2MIB-11FRET. UV /VERFEDEEICFD2-40%
Prox12ENBRATH D, AFICCNSOMINMERNR THDILZEET DIEDNETH D, FICBRENSDE
RIETDIRAEENMFIONEL VY NERNEMBIENBIM DI DRIRMELRDEN GBI EFRDDECTH D, X
TEHMERDEGHIESL T RIBASDUV /IR PREERED H ) BB EDHBIH AR NETH D,

FrepREL EOMm/IVREA (5-10ALTF) i8MNRRERE (DY (<X — FDPLR. T« TU/ =5 UET) DIE
Il RIBREREPAT RIC T 58 DU VENZ IB D EREZ RO BB KLAZZE T 2.

[RTEELERI T \EEE]
U/ VEREE . GSDDERRAER (FEE RN < B ICXFI U MR EZER T 5 EIFRE THDEE X AFIC
BVTIF U/ VEEBIE. GSDEBICZMIN TR T DM EENMER S N,

T () Da)~)DIE5—2ULDEFERRZMEZL. (2) DRIEFFRZROIIZEC2HIE T 2. RIEREN W
IMEBIE. a)~C)DIB—DLU EDOEFEFRRZimI U, BRNICBRIVRRZESTE CE D5 EICERY  Z2HTIaEE 9D,

MEEMR
a) BB L [FBENBEED UL FBIEEIOBHR (£ 58T 52)
b) A1, ¥R DV SRR PSS (C O R AV IEICU  / VEBRBRRIR S S Tcld U ) VBT RS
C) BFHE. i r SRERE R RS (COP R AVIEICU Y VEREARIRZ., S/ (FARIEAICU >/ VR ETES

(2)REZHFTR
B/ UV /IVERKRICR > TRIT 5 SNCARRIICHIRRUZU >/ VERBRB K U Te Y —BBIC KT ik
DEFZERDHDZENH B,

[EOBMEMEBRE- MEHRE- U/ VERE- U /NSRS S ORERZRIC OV CTOREMRILI [V / VEREFE D2 EES
HILERR O 6 BEDRFIC RS I DI

Uy NERRE. GSDIF B EDEFRBICENRERTHY BLLICEZRDLE V. ZNLIAOU Y INEREELT,
common(cystic) LM.CCLA. acquired progressive lymphatic anomaly (&R MEE T >/ VERE) . U/ SIRE
REAE. [RFEMED ) VRREIR E DA, BB#EZ SR DAEAIFB B MRER (ﬁ'litﬁi%’&zmér k223N B I IAWE 0 |
TEIRIE . SR B BERE. SRR BIEAE. FH L BIHIRMERE, 88 B8, ELIE TR SRR B EFHRI T 2NETH 5,

U/ VEREAEEGSDDERIC DV T, _BRUTe RAEF#r. 2B DM, BRZEDBEFRISHIRECR > THREN
(CHERI T 2 (ENZNOBIPEEHR. BIREROR . REFTR. #H7[CEELRIMEDHRZRTICRI) . 2D
fICH . U A MIA VAT I > T KLAESIICangiopoietin-2 W EBBICE LG EDIFHINGRTR P OREIBAINS DA
B LT EROBRERF T MEED P KDEEDcell free DNANSBHREBAIEAROELTEENRET

(R I S5 2 L N 0 58 5 ) S i © et
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NVERD EHE AR T DUFYRNAF T —EUTEEESNTVD, COUISELFET O Y A b A 2 HifICD
W& B2 B TIRIF L IREFR CRBRIRERMEICIT TRV e, < FTHEEMREL I B1EE L. RN TR
PRIERZ R (CEZMBEICCEMZITOIEET D,

x1

RER

U IVERESE

mEAVR -

U INEHRRIE

B ER

X @R R ZBR< 2B D23
[CHBRUIEU )/ VEHE N 2
5. (UVNNERE.UV/IVES
FFBrROXNDRBAE)

LEDBNETHICEHEY
DB C BRUIEIIEY
V) VERRRICEIRT B,

U INEDERNERER (U
VINEERAE. BEDEHER
EVNCR>TIREDPUV/INVED
RT3

ERPRAER D5
REFRR

FLOBAK . IDEK. HitbRiEsE. B8
K ERERE (25U VR
HiEBHRm. U/ VEE 878
EICRDR B REZR T
T IREDREEBAIICR > TE
RIFER B THD,

FREBE T, UG HE. IR
DAt BB EBALD EDE
B DAERICFEREL. BATDY
DAV: S NDNIAV LN /)
BB BHET DL
KIGEWRREZEH T Do

EERUV/INEDOETPHE
([CLOT USRI, R
L. B7K . BRI WREK. B
B INEHRAEEDT=HICIET
IWTZVIME. BRERERS
fc9,

BLILIIRERLED
&Rl

[GLAEKLAD#ERISR]

KLAISRZ BB ALICHH IR DR Z 5R5h B, MIEDINEK. K, BRERE (D-dimer L5,
MMRIET) B2 < GLAKUBBS DN TEITE T TFERAR GLARINSDFENEWN. $5 )&

HOTCHEECTH D,

BLFER | GLA--NRAS(Q61R).PIK3CAH1047L.H1047R.E542K, Q546K).
KLA---NRAS(Q61R)
YARHDAY 1 Ang-2, Ang-2/Ang-1 (KLAIGZGLAKELY)

(U VEREE S GSDD#RIRR]

GSDDOBRZFREDIESL. o) JHRGETIE RN, U/ VERFIE S 5. BB DB,

BRERL SEETIENR R,

BLFER | GSD--KRAS(Q61R.G12V). CCLA--ARF(S214P).EPHB4
PAHA> I BAP, CTX-1, IL-6, RANKL, OPG/free RANKL(GSDTLES)

(Vo NEHERIESD >/ VEREEDIERIR)
FRICHLUWVWZEDL VD UV NBERREDBHRIREICL ST BRERU Y /NEDETEZHE
389 B, U/ VEINRIEIFBESH IGIEREMRE . BREN BV EB R,

BILFER | CCLA--ARF(S214P).EPHB4

HI2-AFEREH BN REL IR BEERINTR B R MR BRBERITREE)
[ MER RESH-MBFE- U/ VB U/ VEREIES S UBEERZBIC OV TORAEMRE I
(&R IRESTE - BT U/ SETR- U/ VERBE 2801 RS5422022] (535R) 2023838318, P213-217, 224-225 K)—8BesZ



O} [5)  INEHRRE

MUTFICHBU Y NBIGREDZMBEES ERUE T, 508, [MBE-RESFE - MEXE- UV /VEFE- U/ VEIEE 2
BAARSA22022 (F30R) | TR U/ NEIEREZ >/ VEREE. U/ VEREE RIICH T DEEMEEF B, J&an

<Bl=2.Ex.mE>

196 1&(CWaldmannSIZRIRIES N RELR Thd. BEENDU >/ VERENTHEL. U/ VEDIRRPIREE
EEZT, ZTDRBR. VUV/INREEDICEARS D BRERNREUESAMEZEC T,

BEREUEODBRELT. UV/IVEDERNWEERE (U VEENAZE. WEDHE) "D 5. HFEDBERE L TEIRE
HDVIFPIIRED L& (T &ICFontanTF T, BDA2. FFEZR) . UV /N ERBE NS DB &L DHEmMEIIRED 5 W [FHE
(BERER . BE . BIER. RIERIRHEERE) ' 2.

<EE>
RFEMEB Y NEIREIFES. TIONRBIUBEEFERACHSND BLOBRELFEFEETH D,

<fEIR>

UIRUIFSERF D2 51 DZEZ R D . EERLIE B IR S FERR(IC T IBIL. BEiE (B KETE) Z5R6H 2. F i
RO FLUMIK-BEKTH B, FLOPICEFED. AEIAE L BICELDUYV/ VKD ZENTVB 8 Ky 7 O T UV IAE®
U2 ISR C R R DB AR LIREZEE DR,

<EZHR>

NIREBERE T/ BICETET 2N HE5NDTEHN LV SRIBRB RN (F BB EDITIHIC > VEHRZ SR D,
MFIRETlE AR >/ VI IME . BRERFORE. U/ SRR EERD D Bhal 7V FRU T IUT SV RADTHE
BEANDEEREZIRYT DLNEBIEERDICHAENLEFTLWV UVINEY U F IS T —(d BRE-RHEELDICS
BleH . BEICEEDIEANEL,

<BEETFERMALEOEER>

FRREBDEWERBDBRZITD. EEREICER T DERICHU T BEIREOCT7 LTI 0neI 07UV Of
RIFEZETD BEFEEN SREBEL. UV/VERED LR ZIMZ BIch(CREBE DMFTICIF s E (MCT) ZH
W2, 1RERIREY IC 0 RRERR AN CaRBIB R URBBME YV D RZT D TRIBBEMERDEER VIEERICEE TS
N3, ®REEOUV/NEFEMER PFontanili&fl ClE R IChIc > TaRZMEL T HHIEHIN'S L. KFICFontan
MR BIDIETCR(FZIIESF TA0%EEFRARTH D,

INBIBMRERRIER T Y —IBY >/ VEHREE]
https://www.shouman.jp/disease/details/12_01_008/(2023FE653088H8)
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2018FDISSVADRICH VT IRV NERMENKLE (KHE) (3. BIRIMERE (TA) EEBRDEER TII R <& 92

—DOHEBEZZSNTVE T LUIT T KHEDZIMEZRLE T TAICDWTIE ZERIEE N,
<—fRBYSIE>

FIHHUFETFICEFEL, L<IFNREITICRIET 2. HERE(F 1005 ASDIIINEHIER TH D RIRFTREL
T HEDERAZL. SR, EHOTEEGHIRRENRHSND, 70%ICHT /NN Xy NEREEH T D, UK. (K
BIBDEENSKE MERICIF R T DD RIERECHRREDRBICHRET 5 EN'D 2. BEEEBIEDN AL B
DEBEZEBI TILN S TVRT —ANS W ELICHRANER T 2B PRIEEREGF THT /Ny \- Ay NERZES
HUP I ISSAVASDFECIEERTRE- 1858 (locally aggressive or borderline vascular tumor) [CO$EE N2,

<EBER>
BEDERIABECH . BEEESIEEN TS —(ORET 2. H5— NS TRIIRMESHEEICRHS5N D,

<MRI>

BB DRFSREE T L) BRSNS TRRAZIRCRL R Z VDD T EN'H D, KB MEIHER/IFAEEL. T1
BIER CTRES. 28R CRIESZE T 2. EXAI ClEAE—(OEF SN AERICEMZEEcUTe sy — A TlET258
BECTAEITUYNBEICKLBEESHEZRDD . BHET 2B ZWEIT DN BB,

=1

25 BAFR AR NERIMENE

A TEEEERERTMR B @ STIREHIER
BRICRFTPER A — R ESREZE2 I ERIEREN
H5ND,

<fmRIEEZHR>
KHET(E. M WIREHBICERL THOEIRDREEF MU, #HEER AR ORINIBIEZ 45 (K2) . BEIFHESIED
ZRU. BEIRICIFNRUCIREZRR I 2, U/ VEICEET 2HEES SN, RBRE TIFECIEEIZERICD2-40
PProx 1 W% RT . —7. TADRBRFHLU TN TESERICZ U ERICHEMEICH T S (cannonball
pattern) . FAREREF UG W EHERAIRRDEA F B30V BERE TIFU Y /INEY—H—BRMEDEFH S L,
121200 ISSVADRE CIIKHES TADB B A TRIBS N THY . WHODFE CHREIUARI NS ADERE L TIRHON T LD,

X2

1. 7R PYREARIME R PEDHER . INE MRS K OB KA
DIBTEZ S T/INIEN B (TIBE LD EERICIBIEL TV D,

2. CD31 CIROFERFEDHITNMEBENFIET D ENERH
LRI,

3. fEEHIEERICD2-40h 5 M ZE R T o

HI2-4FEREH BN ZRABL I RBBERI SR GO MARBRBERIARER)
[E#BEMERE-RETE - MBEZH- U/ VBEE-U Y/ EBEES JUBEERRIC DOV TOREIF I
[MERE-PRESTE - MESE-UY/VESE- U/ VERBIE 3280 M542/2022] (553kR) 202343831, P81-82, 106, 119
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<iFEZH & UIRKIG>

IRMEAR R EF R R BRGNS EBIEMDOFERES CHhY . BERADB IO EEITNRICERD SN D EH(EI
A LORERICMHEBEL TV D BEFNICIE. BRSSO MERICAIBL TS, S EEREIC /N9 —&RU.
AEINZRE U NEHBRRICB N TS, COERIEU VIV EY—H—ZRIBURWLD . N Y —1—(C DV TRER T
THhdo

<FEETF>
BABREN I HSNDD BEFEEREFETHH TENTH D,

WP GEREEMMHERE N ABRY (N PDQ B AR /\EIRERE DA (PDQ®)
https://cancerinfo.tri-kobe.org/summary/detail_view?pdqlD=CDR0000774170&lang=ja(2023%F11813858)

* ! BREIT ClE HRMBNEE| S RECSNTVE I O AL RTIE MERE-IRESTE - MEFTE- U/ ESE- U/ VEEE 2NN
22022 (30 ZSE(ICBRMENKE]CEELTVEY

FLEEIRL >/ CEMI E PR

<RIEZH S UBRKE>

ITANEHEELTHASNBHERY V/VENMERNKEIFHABIONEEDICELD, COREFHSHDEHE
EBAIDER B RO MERICEL, U/ EREDRSDETHFET D RRFATNCEB/NS N EHH D BEEMH
DEEDIBHIEETTH Do

R (E FAEROEMENZARED MEBMIBIEZ R I . REFVROARZE T 2RI U FRRERZ 5
DUV NERRN—A—CTHBMENKIBERF R B AN KEDE CHRMEZTRT . DI DRl RIENER
HoND, —EIFIREFTLLEEL TN,

WPEREEMTHBERE N ABIRT A b PDQEBAER /\EIREERD5E (PDQ®)
https://cancerinfo.tri-kobe.org/summary/detail_view?pdqlD=CDR0000774170&lang=ja(2023%F11813858)

EARIMEARIE

<REEHLURFKE>

BEIUMENREE BRESIUBEDIREM D HEEL TSI, PEEEE U THRES NS L FNEIRERES
THd. BHE. 8 LS LUEHFDESINRHONDN, —EBDERIF3 DDA (B L. #Etk. BXUWHEMR) =5
T 5, IBAREORENRESNTVDFEZNSECD3 ENMRF. EXVF VRN ESHERR D, £NIC.D2-40
HHI20%DKi-6 7488IC L BRI E TR T,

ORI BEIURSMENER B LUK MEMICEUD N, FEER. SB58. B LUHIRRE DHDEE CHRHENT
W3, CDIERIFH O DF#EF CIRE TN TS,

<FEETF>
EEIMENRERIBIBERL. BEBEENTH 2. TEU Y/ EhanEZ4EUSTREMDROE VBRI CH U —
A SV RICEGEFHIN BETH S,

BEEBEERHIEERE NAERY A« b PDQEAER /\RIREER DA% (PDQY)
https://cancerinfo.tri-kobe.org/summary/detail_view?pdqlD=CDR0000774170&lang=ja(2023%1181385R)
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<REXBLUER>
REBREMENLBI FNEHCITIEES NI HEDERIIRERS CHd. COESIS. pHFEICREIED
BRTIRIEAY) EFENCEREBREZH O REEERZRHHET D,

<HREZHLUENZE>

RIERREMENEES EERIFRBRIK MRS, K0T SF UV ERRNY —H—DHERZHSH< EUIhhiERRR
BRUHE_LRZBIBDD S/ EUCRICK VM52 . COEBDRAIINATH D t(7:19) DIEEIELEE(C K
BSERPINE 1-FOSBRGELFHIREINT LD,

<BRFRPR R & E2ERRYETE >
ZOERIS. BHE20~-50mDEFBLEICROON D, BED70% CEHREMRENFEET D, REIMEL T BF,
T HER, BROBHEFOND, EEIBE. BB FHEBHEEDERBZET 5.
WP EBELMHHERE N ABRY A~ PDQYBAZERR /\EIREES DA% (PDQ®)
https://cancerinfo.tri-kobe.org/summary/detail_view?pdqlD=CDR0000774170&lang=ja (2023F6H9H&R)

* ! IRE T CE MABRIEMENKLE| ERESNTVEI D AAA NTIE MERE-RESE - MESE-UV/VEFE- U/ VERBIE 28N
5422022 (530 22 [RMHHRIEMENKE [CEELTVLET

B MEHE

<H&E=>
Tufted angioma (FIRIIERE) (&, 1976F(CJones|CKIFIH THE SN, ISSVAZFE(2018) TIIRMELDIRE 4
ERICHT I 54 XEINT LS. Angioblastoma of Nakagawa. 2 W\ FMEZFHBAE (th) 1) SEEANICEZR CTdnd.

<EE>
SmABDFAEN'60-70%Z 56D, 25% N 1 RARIDFES S ND N, S0 L TORAEDRBRIND SAELIEEIF
INFETHRESINTLIRL,

<fmE>
BLEEFHSNT GNATLBLFRELDEENRESNTND,

<ERPRG&iEE>

TR CHEDD CEN DL NS RIRER., B2 SEHN OiaE REITIBA VMBI (C(FEREED 2 BREZE
Y %, BSICBFTDEREEDICE T BAR LFEREZRD D, K11 0%(CIFERHRN SN KFICHYIREAE TICHIE
U/ ODIRZE [CZ DIEAN R — 5 CEH I 2T /\/\- XUy NMRREEFEN RSB,

<fmiZ>
HEBIEFR H'BRE €. cannonball patternIFIFN2ERIRD D FERBIE L T DIBFD P PARBLDZPRERICHIRUIC
IREZRMET D BEMIBIEGIUt-112IEE 13D, F e, D2-40R & TRERADILRUCIRE D H D EHZETR T,

<EfREZHR>

BEFARE T, tufted angiomaDfIEHIFE I I—Thd—7H. LBDOARIERIMEAN R fE (KHE) DIFE A
EFREIO—ZETDEIND, T/ tufted angiomafRZE D% < (FIEFNEEEE T, KHEFEFRNREERE 32, 3K
AT —RPSTRERRBIUBRDMTRNERDH 51N S. MRITIE. T 3EFE R CHERIEEZRT K MNEEEEL. T2
SEFRER ClE—EBRERD. BRI PR EERE L TRES NS,

<sERIZSER>
- ARYRERMENKEAE (KHE) | BBARG - RIEEBGREDICHRECIELUT DN DEBESDLEE N HEELD
D2-40DZ M CHAITEEE SN TV D, — A THAEFRFRID2EFF — /N =SV FIREEMREDHEISN TV D,



- FLIRIMERE | L<IFHERICIFEICT E81 - AHIIETITRENHEE R 5, o RIER#ZNICRESEMR
HGlut- 1R 2RI RN RIED.

DH2-AFEEEFEMAMRER MR BEERIT SR R BBERNTRESH)
[#EEMER-REEE - MBS - U/ VBEE-U Y/ BBES JUBEERRIC DV TORENFI I
[MERE-RESE - MEFH- U/ NEFR-UV/VEBIE 2580 F5122022] (883h) 2023%3831H, P188-189

BRURETR (BRIR I EE1E)

<#2.EE>

AERR(E FREHRICH T DARE AL (vasculogenesis) DiaiE C. MEN L HIIADEE R P MEEDBHDORIERE
TR DIREN AR L GERIR S BIZR TR U ER IR ZH 9 2RO MK T B I EERZE T 2. —MRMIC
MEBEFHINDIENRDHEL ERDIBIRIAMEE]. [FANMERE]. PBRMEE|SSHNTULEREDZT.

AEEB(F MHEMEEIRSTE (venous malformation, VM) . 7 0L REIRE (glomuvenous malformation,
GVM) ., RIiE 4R B IRESIREFZ (cutaneo-mucosal venous malformation, VMCM) [CH$EEND . MEBESD
ESEREFTECF. BEOIEAZHEST V)L M/ R—EEBIRED BTSN D,

HERRF FEFMEARZDOLEI—BFOIFF—BTIE2 (TEK) RBAZENIERIN TS BEEER
8 DRIER EHEREEIRE 00 O LA RBIRSE(C(F. TIE2B TP Glomulin&EFDEMIEETFEENEESNT
WD, TIFEMEEBIDRZEHER THZD50% DR CRAIRE G FEENEESIN TS,

<EE>
MFERBIRETE . 7' 0 LREEIRETE . RGBSR IRE T DA (F90%. 8%. 2% T&H Do FIERITHEEIFRL,
MFEMEBIRSEIFRESE DR TEROBENB L.

<BRPREEIR . EHAFRR>

RESIPHMIFHRA T EE B UEE. 2BDETICTHELSDH . EERPICRDE L FE-HBEBOH ST E
PREEMES CDEL D BREBRGITIED DN S UFA M BBEEDDDFECTEFIEL RIEED B DFELREBDNE
ZE2T 2. RIEMDDDFEEDOBIHAICIFELHHEL BERIEREDSAIC(E, Mz FHMH T 2 L OAFE8CTH
WU FEPEBERICKVBERT 20 &N SV 2L, MRRE B OV VRZE CIF# MR CEMBEED RS
TR BRAZEERURENICE<MAT 2L D,

ERMRECTHDIENORELLTCIFEERNSEFET 2N NBINSRIAET 2 %< RN ERITIED
RECTIEFHAHTOERTFEDHE TR BV EFFFHERNBERICRBTZIEDLEVNBEREREIHL HEIC
HFOTIERNETL. SHME R EDHIRIEEEDIC. T TIFBRPHIRE VS TERILEVELICKIERIBEZR ST
ERBD B,

FERR. &, BRI BIREE B EDIEREZL, RO DDFHEMZEELD T EDH DD RIFHICAETIPER
HZELT2DLRHED—DTH B,

FESEERE IS BHE ChBIcHERCEAZ L. BEREE A REICE DI EN S VLAY BT OIREERZ Cl3ER
[CLDBBREE. Z e NEEPHIRRE ZH 505D — . UERE CldS<DEF TREN B35, B
(. RRREFC RO N ERG SO IR BIBNCELD I EN S VN RENDEIRE Y MASHEEIRKNIC L DD D
B 2. U DOBEHPREICIETBRMERENZEFON, EICRICELSDH, BEEIDEBIR ™ E NS O] B)igiHliR 24 U R
ENEHEEITD2DDDH .

EXRELSEREZDIRNSTROSN. BEDEXCER. EHE. BBHRECLDEMRERES DR TRV,
LRRECITBELERNONESFTE ZEH (FBILAFUREHHERE) U, FIICKZBMZEHSTENG 2.

MEHAAOERSEZTLEUCEEMERE T8 VWEREBERZE L RIEARB N CERE N IRERS
H#TL<GHE5NTVD DDz, ZOREBEFRIBEBORIRMEND SIRHERBIERERE (fibro adipose vascular
anomaly, FAVA) EUCEEDEIREE L IFXRISNB K I(CIEoT,

<MARRE>
MBREFTRIEF—RICIERE TH BN DI A Y —D_ LR ZUIFUEERD. BREEICRRNESNDSRERBDOARE
WEBIOEBDEERGZE I 261 CTlIE FICZDIEAMENE SN N, —R2AICRSFRBEXRGERG K Clde5
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MOMARRERSZHEVDS A Y —D LRITIA . T4 T/ =S VP IIMREDE T FDPO_ERBREZERT ZEND
Do CNIFEMNR IR BIC L DREANTDRERFARHEICI > TEUSREERBICLDDDT. REMHMERN
BREREE (localized intravascular coagulopathy, LIC) SIEEN, ARY PERMEN K ECERINERECEHIT S
AT NN Xy NREREFXBIT 2AEN DD,

<EfREZHER>

BIRFEDOZW CECEEEBDDFBERREEMRIT. BE R CIFHREADlowPAEO AT IV STtk

RBTEDDICH L MRITIFREREDFE DI ZHER T 2DICENTLD,

BEREEOERIRF. BEKNOSEEROEII—EEZRL. TO—O0—-JDE8ICKVEFE T 2MED
BT HHRTCETBZENE N Fo. BRICHEIA T 2 EDR/MINIEH . BiRGZATICHIBEICE. BERSNEZNDE
TO—#EEEFV. ZMEEDITBEASHOREICOBERBARERBD. L EHMMEVEEEIRaD RSN HEE
[FD13<13 %,

MRITIF. T1RAKRTEE~RKES. T2RAGRTEBES LB GERX T ELANITRETND TENL L,
U NEfEE DERIICERTH . BEIFE# B T2HIES 35126, B N EIPRZ ClERSFINHLE (STIR) ZHH 92
EIRELRDILH DR I <155,

BHIXIRIET Cld. IBREBADZRMIFHL VD, B2ia DR ZIEE(CHERTHY  BENBRIESREICH
[T BEEHEE P ENEIREE COBEEDOFROERDIURETH D, CTRELERENRONDBAICEFERALLD
W IIRENRE B SHIC2MMEDITIR(ICCT angiographyhERFEE D H 5. LHRREZRDBEE2IRIME S —IL
scintigraphylCCRIU—Z2 T %752 EBTRETH 2N IRNIERAN CHOEBHRZE D RNON 2B G (3448
ZIDONETH D,

<IRIEHEE>
BEEBPICHRUICMEZERD . MEEFEAREEARANT, FRHBRZRIBL TV HZ W, MIEZER
FREAS T Vs BIROEMZEEICT,
BH2-AEEEES BN SR B R BRI BE MO RERRTRESR)

[#BEMER-RETE - MBS -UV/VBE-U Y/ EEES JUBEERRIC DOV TORENFI I
[MERE-RESTE - MESE-UV/VESH-UY/VEBE 28 F512,2022] (853/R) 2023F3831H, P195-197

=P DL i

<= -EER>

BeanfEEEEBIFEFN. 2BDEESLOTHEEZRDE UTENRICEUDEIRSE 2R I 2. HEREN T A
FLEICLUTHY. FELD>TWVSIsH. 19584 (CWilliam Beanlc kW blue rubber bleb nevus syndrome (&3
LFUIHRBBHERE) EHR SN 2O BLSNI HEEZEUHE T DLHERICRENRDON, EE(CEERH
MMESHHEZL . &Ko, FRMEANICSV CRBINGRERFHEENEL. 2 5UHMRRERBZGH I DTN D
%0 L [FREBIEIEREDBGICEEREFABIEETZERT .

<fmE>
MEHEDSHEMR CHDEMREEICHIESIND MEFHECREDBTIE2EGFORESZERE T 2REDH N
ZHBICBVTOERIITONTHS I RERELFELCHEEL TLRL . SEDORERDERNFND,

<@EE>

EE0sEIC T blue rubber bleb nevusiElEEE"&t T AFIRBRERER AR UIc D JERIFRS L TIFH80
B INBDIRES [T THolc. FTe BN SDIOFIDESTHFEEHSN T WD, ZDSE6HIICRERED G-
fc&EENa,

<BRFRAEIR>
0.1~5cmBEDEB~REBDTLABREAZISNDLSBEEDERTENLH L CHONDIENFHNTH
P VNERICERERENERE CR<.MREEBITRENBIL DK IICIRDIEN L . BIRSTEAICRIRG ZTE R



Ufe ) MRS ZE HF LI 3 B ERBH IR S B0 KT BN CIR< AR R, BT, BEhE. Bhe. A, D, BIK
BRI EICHREZHD RRNICRDEZRDEHLEICEH T DFREICK RABIEEDHELELME
BRZHEMEECDCETHD HIEERENETL [ RERPDEEELMESNDES©H D,

<tREmMRE>

HEBEREDIRRICIEHRER. EICHTRIVARENERATH S, thOEEDIRE(C D> TECTRMRIGEDE
BIRBENAVSN D, MRS CIHEHIEEERMISER S 28K Z Z 45/ IRIEBMZRH DN LW, Fic 18
MR IMRETEEC K > CEIRFE N TORERFDEENEL. D-Dimer® L&, 747U/ —F U MIMREDIE T,
FDPD_ERHERTRT ZEN G, localized intravascular coagulopathy (LIC) EFEIEN. A/ Vw/\- XUy NERE
(FXBIENB WA DRIEANIF R (FHESHEMT(CHERUC ME7Z R, MEEHEIENIRE AR T, Famibie
ZERBELTVBTEDHE L,

<EHDIRDBER>
BREREZHTD TR T DD, ELITNRIATIERERENZ U CHLERZEICKDHEE BB ME#SRZ B MA'E TS
2HIN G ERZEET B,

INBIBMRERRER T Y — BB T AT UIRBEIERES]
https://www.shouman.jp/disease/details/16_01_001/(2023F6H3085R)

RARIREEH

EORESTEII2 DU LDIREFERENRELICEDTHY, LITDRIICHRALBRBENFET 2. RETHIE
REO—ERELTOEHDESN TS,

- Capillary-venous malformation

- Capillary-lymphatic malformation

- Lymphatic-venous malformation

- Capillary-arteriovenous malformation

- Capillary-lymphatic-arteriovenous malformation
Bif LEOREG T 2EMESTEIHEE I DMENES NS,

HI2-4FEREHBNFRRBH O IHEBEERINTR B R M RTRBERIAREH)
[ MERE RESE-MBFE- U/ VB U/ VEBIES JFUEERRIC OV TORAERE I
[MEE-RESE - MBSV /VEBER-UY/VEBE 328 F512/2022] (8535R) 202343831H, P93-94

TUy RV L) R— 1 —N—TEIRE (EERRK281)

<iE>

IUyR)V -~/ 2= D= /N—EREFIURD S5 RN (EFZ N DR F2ECHIDRETRETEIC. H Al
EREE ST REB TH Do

IREFEISRERICHIDMELHLDEE TH Y JRERNICE—H2VIFEHDIRER D ZB L. LR IBTF&E
BEUEBREDBEZHIEERCH . MERE- RESTHDEEFA THBISSVA (International Society for the
Study of Vascular Anomalies) h*1RIE 3 BISSVAZRETIF. 8- AR DIRE S D BRI D (C (IS . EhEs
& (8) U /NEFE., EHNESTELSFINORGUREST K CREENETE) FINSOEFEHLE TH S,
IREFEIEERRET I LB<ETL RBEYES. EROMERE. MRS, 8 LOBBEEICKIRICHIZUE
EDQOLEEIGSTEN G D, IREFHIC(F, B—HEEN TIIRIARICRE I 2RE Y. LiERCFE/DBE BB T
UFAEICHTT DREBRERCIBIREN D BN FIE LR E TIIREBELBEANRER D,

Uy b/ R—- DT —/N—EREF. SHYC(F. WA DFRIRER, REFEMRIMEET . X EEIRE, Z2=#&
TR GEFFEMRERESE GRS E . EMNESE. UV /IVESE) ZEXLT20DETUvN)L- b/ R—ER
B ESRERE (@EBIRER) 2T 200E/ N —I RO T —/N—EREEDITDIEED B D, UL TUv L~/
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R—AEEBEE NN — I XD T —N—ERBEZBZEICX D T B EFRTNREITIIRETH ) ANRERELTIFIUY
NI/ R— DT —N—EREET B

MNEREFDIRSETRE L F ARG ETENSHIRERICT DD s lRICH S TIBER T 5, FAREKFIFEA
ENRESEEBRICECDD . FNTHRICELD . &5 (B AE B M) EREDEITEMRBEZE6HI 2T DD
2, HIRENBEICRDEBAT P EMSHERIEAEZR T . AMEREFOIRESE (&, ZhEesC XD DB ARETUR
AHEICH UG DIERICH Y  RERPIMTEEICHREZRIFU. R BMPDARREC K EIERTRRREIC
E2TEDHH D,

REBMRICH T DIREHE AL BMEEBOEXR BRIFEE(CHU T, PTEEERE PARIBBIEF
(BIRARE RN BERIT) P REVRGEDRBEFMBENTENND IRESFHICH L TIFZ DEBRIREICK
IBEIFRIG D, R by F U TIC LD EE. VIRRFM. B LA BRMTRENAVSNE D AR DEAIRES
TIRZEIFCNSDBREICIEFMECH DI EN S EECOIMENEIEZET 2.

<EEAE>

IRESFE(SERMETH Y BBERICHIDMEEMERICKVELRELZEZISN TV S, REIFHASH TRV
ZO—EELTEGTFERE RASAT) I ERSNOELFREP) FRNEIZEDIEMNERSIN TV S RIERRD
[REE AT, BEEBHEBONEN (FeREY) ZRICKDDNONIREFEICLD ZRNZELIEDDHARHETH D,

<fER>

R DS E5—KNIFZENLULDEFFEEICHIEDRGRREST K RN A FRRVLIFE RHICT DN,
i WRICHOTIBERY 2. FAEEKIFEEAEPIRESTELBRAICELUDD FNUTHRAUCEL D, G5 () EPLERE
B EREDEUTEMREZESHIT DI EEH2. HRENSEICRDERITPREESHAIEEZR T &R, BR.
B A B B ERRE BIRESFEDERZE T 2. AMEREDOIRES LS. LS (CRH W ILERBPET
UFRAMCHTUEEETH Y BEOEMZREITK T ERRE CI L <DBE TR B REE T 2R L. SR
TIFMITEREICOFBZRFL TOARRIREIC R DBBENIRRAECEI VI L),

<ECHRE#E>
IUyRIb-b/ R—-DT—/N—EIRBF D2, (1) IRESTHEZMELE(CIA T ks 2 (1) D FEZHEAECT
TUyRIL- b/ = DT —N—ERBF LM S NICDDENRET D FRHIERIEERIN T 2.

(I IRESE (MESFEROUV/NESK) SMiELE
ME-ARBIEDOMESH D VIV /NEDRBRMLK WS -ERRE BSORENOHMHHRE C BZNFTR. BiR
DB VIFRIEBERECTINZSRDH DB D,
ANEREIC(FERETE CBRRIRMERE)  BhEsiRETE . UV NNEHE (U VEEE) U/ VBREAE- T —/\ LK. EfmE
B (RAEEMERE - R—hD 4 V85 RORSEIRESE (BGEMEST) N'SEND.

Rl
1.MEHDVIFUV/NNEZER T HHIaE (AR DIBEN G SRR
1) FLUZIESRE (f 7 IRIMEEE) . MEBPIPETRE
2. S HIR R IERE
) — RIS, ML )RR, SME I - ERIR I ENRRIRE . BTN S

(D#B0%E
TV b/ 2— DT — /N —EREF MRS
N DSBEARLED—FDEFFLEICHIcPRGIRESTE LA RAIBEZGHT 2B D,
WAAPRR
1. D552 Eb—RKDEFRFEFICHIDREIUIRES Y.
2 EGTUIREZTE DRIR AR D B ERERE# D A RIBEALE.
3. KEDOFEMMEZTTEDHHHHE T REDIRESTEHRE (BER X (SHRIE) ERHTHDHDIFERN
4. R OIREZEIC KU A MG CR<IE O TV DD DR SFRHM
5. BASH IR RIERZ (—RIEESIRIE. IR > ) VFAE) [FRRDSERSN



SEZEIH
1. EMMESTE. BEROES (CREBIREESD) . — OB BREE/ROH AL AN GHN =T o', FEiRE
BIFNBHICIFESH TRV EDS L,
2. FRIBEXIFEFEEAENIRETEEBRICELDH . FNUTHRICED S,
3. 618 0D FEPER A R EDIBUFEREEZEHIT DI EN DD,
4 RGERESTE S BIRSE . #i3REE. UV /N\ESE. EMMESTH D2 DL LDOIRESTHEH B —IALITE
EEHITD2BD,
5. BhEBIRST L D23 U E X BB iREE S iR ES R,
6. BRETTE DRI LLTRICLIEDND,
ERAEE LREZER T 2 EFNETH D, 1 DERBREFTEDH CIEIENEZIMNRERIBE. 26650\ (E3%
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(EEMMERICHITDRE - RERE SBEDEDFIC DOV TIF44EZTSRIIEN,)
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BB BMERORIENRENOND5E . RSN G2 EBE IR ST 2HEHDVECYPIAAN (FP-EERICEK
BRI TEAEHB T 25EE AR OMPREICHEZRIFTIENFRINZBEICF FFOMPRS TR
B7ZREL. 15ng/mLLINZBEZ L TR GEZHBEL TIZE L,

FEEREEN G 2BE TIRIAFDMPREEN LR T 2TREMN BIE T &fc. CYPIAANIIP-HEERICK EZ
NIFTEHEHATIHEE FEIOMPRECEEZRETEENNGIE T BE. U/ IRERHEERE ZX
REUICAER (MILESEER. MLSTSEER) DV NICHVTH. MBS TRENS~15ng/mMLOERICIRD K SIC
BREENHESIN. COBEICBV CFREFBRBENREINTNDIENS, 15ng/MLLINZBERELTIRSE
ZHET DMENGDIE T,

Fl HBMU Y NEEBREEZNREUICHAR (NPC-12T-LMEER) TH. Mo hS 7BE N5~ 15ng/mLOEH
[CIRBRDICHRSEN RSN BN UL EEIIRETSNE Ul BB MEREESE N OB MRET L EESZ
WRELHER (NPC-12T-CVARER) TlE. M S TRENS~15ng/MLEBRDRIICIRSENFESN. FEE
KRBRENERUICHBREMEITHCTHEL MPNSTREN SNg/mLKE CHTEIN TN Uz, AFI DI
BERESE BERNTONSYFIREV O ERHNGEYREDE YUV TICKY., 156ng/mLLNZEEZRE
LCHRE5EZREIT2HENHIET,

EBMREEE N UHEEMERESFEICHIT2MP NS TREICINUIR SEDREFAIC DOV TIF9BZISR
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* : Child-Pugh2$8 (BE. BEZK. EUILE VB, IV TS UE. OO0V E VB TGrade ZHITE) DGrade A(ERE) . Grade B(hEHE) R U'Grade C
(BE) DIEERE HERA CEYEEZ LB ULER. £, AUCKRUCL/FICERZENSRH SN, Child-Pugh 38D Grade® EF(THELY.,
t12[FAT25%.BT89%. CT168%IER L. AUCLIFATA8%.BTI6%. CT210%BK. AE CTIEAEL UIZCL/FIFAT32%.BT36%. CT67 %,
MUFUIZ. BHEAT—Y)
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FHHHER (NPC-12T-1538) (CBWVL T BBREI DS (ST 9 DAUC K UC, DAL E. ZNFN1.48(90%

EREXE : 1.22~1.80) &0U'2.30 (90%EFEXRA : 1.90~2.78) TUlc, VT TNHI0%EBX AN EYZ N E

HEDHERAETHS0.80~1.25% mIc I o, SeH| S FERF YN ICAFEHETETFEATUR,
NPC-12T-1HBRIC BT BB R O FERIFI D EENRE/I NS KX —5

20| Crax(ng/mL) tma () AUC(ng-h/mL) t;/2(h)
321 6.911.8 2.0 (1.5, 4.0) 111424 46.5+£19.9
SRR 16.2+55 1.8 (1.0, 2.0) 165+40 56.8+19.9
T EHEAE RS

a) PRE (BRI ME, BAfE)

Flo BEANT—5 (128214F) ZAV I BEEYEEETOBR . BHUAIDESRECHTDMPNSTRE
(& FERID1.231& (90%EFEXE : 1.09~1.37) THofclENS. fe Rl EFBHAIL  0.8DABHICIRDEEZS
NFUIc AN SEUAEDRHAICUIBA 5L MPASTREN LRI ST EENGIEIT DT YBERDE
[F 0 TEBLIEE WV, Fe, BEMEYEREFATORRICER DTS FAISNC BRAIN STRFINB X fcEE DR
Alcombh>7REDFABEZABITRUE T 8. BRAIR S8 (VB A 80 DM 7REDLAN)VICK
T ARRIVBRROMPNS TRENRR DO ABARDOMP NS TRE TERIEL. FRBZETELE U,

HEMIREEE N O EEMIRESTLRE LBV CARZYB A SRIC(F. PS5 TRENZE T 2T REMC T
ARLAIIBRNS 1~ 2BE®ICIPI S TREZERLUCTIIES W,
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s | oEs (BHAHE S B OMDE S 7RER)
ahiFEl fERIA=Z BRIFIRSEOMbh NS TEE
HE Sng/mL | 7.5ng/mL | 10ng/mL | 11.1ng/mL | 12.5ng/mL | 15ng/mL
06mg | 1mg 6.8 10.2 13.6 15.0 16.9 20.3 .
07mg | 1mg 5.8 8.7 116 12.9 145 17.4 B
08mg | 1mg 5.1 7.6 10.2 11.3 12.7 15.2 %
09mg | 1mg 45 6.8 9.0 10.0 11.3 13.6
1.0mg | 1mg 4.1 6.1 8.1 9.0 10.2 12.2
1.img | 1mg 37 55 7.4 8.2 9.2 11.1
1.2mg 1mg 3.4 5.1 6.8 7.5 8.5 10.2
1.3mg | 2mg 6.3 9.4 12.5 13.9 15.6 18.8
l.4mg | 2mg 5.8 8.7 11.6 12.9 14.5 17.4
1.5mg | 2mg 5.4 8.1 10.8 12.0 13.6 16.3
1.6mg | 2mg 5.1 7.6 10.2 11.3 12.7 15.2
1.7mg | 2mg 4.8 7.2 9.6 10.6 12.0 14.3
1.8mg | 2mg 4.5 6.8 9.0 10.0 11.3 13.6
1.9mg 2mg 4.3 6.4 8.6 9.5 10.7 12.8
20mg | 2mg 4.1 6.1 8.1 9.0 10.2 12.2
21mg | 3mg 5.8 8.7 11.6 12.9 14.5 17.4
22mg | 3mg 55 8.3 1.1 12.3 13.9 16.6
23mg | 3mg 53 8.0 106 11.8 13.3 15.9
24mg | 3mg 5.1 7.6 10.2 11.3 12.7 15.2
25mg | 3mg 4.9 7.3 9.8 10.8 12.2 14.6
26mg | 3mg 47 7.0 9.4 10.4 11.7 14.1
27mg | 3mg 45 6.8 9.0 10.0 11.3 13.6
2.8mg 3mg 4.4 6.5 8.7 9.7 10.9 13.1
29mg | 4mg 5.6 8.4 11.2 12.4 14.0 16.8
3.0mg | 4mg 5.4 8.1 10.8 12.0 13.6 16.3
3.1mg | 4mg 5.2 7.9 10.5 11.6 13.1 15.7
32mg | 4mg 5.1 7.6 10.2 11.3 12.7 15.2
5ng/mLKiE 15ng/mLi8 ng/mL
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PIES AT R D FEERE (BIEFR) (B T O/ T,

MILESEHER R U'MLSTSERERIC 8513 R B 1Al B D FIRSARE (BIER)

HER MILES3% MLSTSEER MILESSRER R 'MLSTSESRER DS St
(n=46) (n=63) (n=109)
EuﬂsmGrade £Grade | Grade3 Gi;(j:e‘l £Grade | Grade3 Giij:e‘l £Grade | Grade3 Gii‘j:eﬂ'
Gl 3(48) | 1016) 308 | 109
FREi 122) | 1.2 709 1 109
5125 (%)

MedDRA/J version 23.0(Z#EHL
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A) U NEREEHIEE DFHER (MILESEEER. MLSTSEHER) [CH 1T B R
RAEDFIVAE BIER) FUTDEITY,

FIEDFEIRSARE

MILESEEER R UMLSTSERERIC 813 2 RFAE D FEIRBARE (IR 1 % L DEIER)

W(6.ZEZER 8) [Rilfl(LEEOEIC K FAE T DBEBFRNERI A NS4 V] (B0E) ZI SR

BRBRNFMMIEE W\ 2Tz dh DD BIREIRG, MU R E H DRPEC DV TIF BRENHR T DX THA]

= MILESE{ER MLSTSEER MILESEHER R U'MLSTSSBRD &5t

R (n=46) (n=63) (n=109)
SR EIEER £Grade | Grade3 Gi;(j:ed' £Grade | Grade3 Gi;j:e“ £Grade | Grade3 Gi;(j:e‘l
_HIREER 31(49.2) 31(28.4)
R 19(41.3)| 2(4.3) 9(17.4)| 2(1.8)
hﬂi 14(22.2)| 1(1.6) 4(12.8)| 1(0.9)
Bk 6(9.5) 6( 5)
BaEIR 5(7.9) 5(4.6)
Fifisk 5(79) | 1(1.6) 5(4.6) | 1(0.9)
IREEN 4(6.3) 4(3.7)
FERRR 3(4.8) 3(2.8)
BRI 3(4.8) 3(2.8)
BRI 3(4.8) 3(2.8)
wIREZ 3(4.8) 3(2.8)
OREAJLRZ 3(4.8) 3(2.8)
ZHIfE 2(3.2) 2(1.8)
SER 2(3.2) 2(1.8)
BISFER 2(3.2) 2(1.8)
Rk 2(3.2) 2(1.8)
HERERREA > IS 2(3.2) 2(1.8)
R RMEHER 2(3.2) 2(1.8)
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(FEIRE % | RIRGIE WRHIE)

Gradel:8E Grade2 :%EE Grade3:&E Graded :&£&zENI=E  Grade5: 3T (CTCAE Ver.3.0)
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IREER 3273

sERR 2(18.2)
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IR 1o

e 1O 1O

ERR o0

AR 1o
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Gradel :8ff Grade2 :%FE Grade3:Z|ff Graded:&£é&zZENI  Gradeb: 3BT (CTCAE Ver.4.0)
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= Ceee £Grade Grade3 Grade4l £
EIfERA
e 2(15.4)
RSA )RR 2(15.4) 2(15.4)
K[ETR 1(7.7) 1(7.7)
BN 1(7.7) 1(7.7)
et 1(7.7)
TRB—K 1(7.7)
IREERN 1(7.7)
B R 1(7.7) 1(7.7)
EREIRZG 1(7.7)
Bl (%)

MedDRA/J Ver.25.0 (C#E#L

FIRFES. B—EADR—BIERZ 161DV NI,
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Gradel :8ff Grade2 :%E Grade3:ZEfE Graded:&E&ZEENI  Gradeb: 5B (CTCAE Ver.4.0)
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Bk, BIERLBMEL Y UEREREENZNZ BRSO SNE L (78B8H) .
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OREie 2(4.3) 2(1.8)

SEIERR 3(6.5) 101.6) 4(3.7)

[ 2(3.2) 1(1.6) 2(1.8) 1(0.9)

15 2(4.3) 2(1.8)

B 102.2) 1(0.9)

BiaEs 8(17.4) 8(7.3)

] 101.6) 1(0.9)

mfEgbt 1(1.6) 1(0.9)

AN 1(1.6) 1(0.9)

ALDR 101.6) 1(1.6) 1(0.9) 1(0.9)

HENLZ 1(1.6) 1(0.9)

) 13(28.3) 8(12.7) 21(19.3)

R 2(3.2) 2(1.8)

/\EEAzE 1(1.6) 1(1.6) 1(0.9) 1(0.9)

0P 29(63.0) 102.2) 56(88.9) 2(3.2) 85(78.0) 3(2.8)

SETARIER 1(1.6) 1(0.9)

RS 12.2) 1(0.9)

i 4(6.3) 4(3.7)

BEA~NL=7 1(1.6) 1(0.9)

(=i 2(4.3) 5(7.9) 7(6.4)

ODsERE 101.6) 1(0.9)

wfE 6(9.5) 6(5.5)
—- 2 ERES SURSEROKE 25(54.3) 28(44.4) 53(48.6)

KB AR 1(1.6) 1(0.9)

[ 6(9.5) 6(5.5)

&5 8(17.4) 8(7.3)

R 1(1.6) 1(0.9)

SBRARE 3(4.8) 3(2.8)

B 6(9.5) 6(5.5)

KEIEDNAE 2(3.2) 2(1.8)

RAGMEEIE 9(19.6) 4(6.3) 13(11.9)

B 20(43.5) 1(1.6) 21(19.3)

A 4(8.7) 8(12.7) 12(11.0)

A 101.6) 1(0.9)

08 1(1.6) 1(0.9)

REMEE 12.2) 1(0.9)

25ER 102.2) 1(0.9)
HNRBLURRLE 1(1.6) 1(0.9)

AT 1(1.6) 1(0.9)
BRESSUGEDE 19(41.3) [ 2(4.3) 50(79.4) | 3(4.8) 69(63.3) | 5(4.6)

BN 14(22.2) 1(1.6) 14(12.8) 1(0.9)

&5 101.6) 1(0.9)

EEN 101.6) 1(0.9)

BRI 1(1.6) 1(0.9)

IR 3(4.8) 3(2.8)

BEp 3(4.8) 3(2.8)

BN 1(1.6) 1(0.9)

EER 101.6) 1(0.9)




BIEL (%)

HER MILESEHBR MLSTSEER MILESSHBRR U'MLSTSERERD&ET
Grade 2£Grade Grade3 |Gradedllt| #Grade Grade3 |Gradedllt| #Grade Grade3 |Gradedl E
EIfER BIE (%) BIEL(%) Bil% (%) BI%1 (%) BIE1(%) BiI% (%) BI%1 (%) BI%1(%) Bl (%)
jee) 1(1.6) 1(0.9)
BEX 6(9.5) 6(5.5)
DA VA EBRER 1(1.6) 1(0.9)
BRI 3(4.8) 3(2.8)
HRBEE 3(4.8) 3(2.8)
ZhifE 2(3.2) 2(1.8)
R 19(41.3) 2(4.3) 19(17.4) 2(1.8)
AVI)WVIVY 1(1.6) 1(0.9)
_IREER 31(49.2) 31(28.4)
HER 2(3.2) 2(1.8)
JTUER 1(1.6) 1(0.9)
BaER 5(7.9) 5(4.6)
IREER 4(6.3) 4(3.7)
Fk 5(7.9) 1(1.6) 5(4.6) 1(0.9)
IERARK 1(1.6) 1(0.9)
BISAER 2(3.2) 2(1.8)
FERZg 1(1.6) 1(0.9)
T EfRS 1(1.6) 1(0.9)
kR 2(3.2) 2(1.8)
YA DATSARMREREXN 1(1.6) 1(0.9)
FRESREZ 1(1.6) 1(0.9)
Rk 1(1.6) 1(0.9)
NEEREEN Y VT E 2(3.2) 2(1.8)
tRPYARS 1(1.6) 1(0.9)
SERERMEIEIR 2(3.2) 2(1.8)
R R 1(1.6) 1(0.9)
[=fRe 1(1.6) 1(0.9)
SRR 1(1.6) 1(0.9)
tRBER 1(1.6) 1(1.6) 1(0.9) 1(0.9)
CIREANJLRZ 3(4.8) 3(2.8)
FFBEREE 6(9.5) 6(5.5)
s 1(1.6) 1(0.9)
FFHRERE 4(6.3) 4(3.7)
BEUILE VI 1(1.6) 1(0.9)
IRFEE 2(4.3) 6(9.5) 8(7.3)
IROEERK 1(1.6) 1(0.9)
ARHIRE 1(1.6) 1(0.9)
TUILF—MERERR 1(1.6) 1(0.9)
RSA7A 2(3.2) 2(1.8)
ROEE 2(4.3) 2(1.8)
AR 2(3.2) 2(1.8)
ERERABAR 2(3.2) 2(1.8)
HEBRBLURBSHERES 10(21.7) 16(25.4) 26(23.9)
EIEnR 4(6.3) 4(3.7)
EEnREE 1(2.2) 1(0.9)
R 7(11.1) 7(6.4)
kel 2(3.2) 2(1.8)
RIERRERR 1(1.6) 1(0.9)
FhEEHE 3(4.8) 3(2.8)
BET 1(2.2) 1(0.9)
852 1(1.6) 1(0.9)
Bl 1(1.6) 1(0.9)
EhEsEE 9(19.6) 9(8.3)
HHEIETEE 1(1.6) 1(0.9)
POFANER % 1(1.6) 1(0.9)
MBS LUV INREES 7(15.2) 2(4.3) 1(1.6) 8(7.3) 2(1.8)
am 1(1.6) 1(0.9)
BIMERBIAMNE 4(8.7) 4(3.7)
U )NERRIAME 3(6.5) 2(4.3) 3(2.8) 2(1.8)
MREE 2(4.3) 2(1.8)
MmEEE 5(10.9) 8(12.7) 13(11.9)
BIE 3(6.5) 8(12.7) 11(10.1)
Him 2(4.3) 2(1.8)

[FIRES. BZRd L UHIBES 26(56.5) 3(6.5) 43(68.3) 4(6.3) 69(63.3) 7(6.4)
SRS 1(1.6) 1(1.6) 1(0.9) 1(0.9)
IHS 1(1.6) 1(0.9)

[ERE 1(2.2) 1(0.9)

A 11(23.9) 1(1.6) 12(11.0)

RS 1(2.2) 2(3.2) 3(2.8)

IFIREEE 7(15.2) 1(2.2) 3(4.8) 1(1.6) 10(9.2) 2(1.8)
SHim 4(6.3) 4(3.7)

N

73

I | HwE




I
i3

ol

& | 3

BIEL (%)

EHER MILESEHBR MLSTSEER MILESEHBE R U'MLSTSERERD&ET
Grade £Grade Grade3 |Gradedllt| #Grade Grade3 |GradedlltE| #Grade Grade3 |Grade4llt
EIfER BIE (%) BIE1(%) Bil% (%) BI%1(%) BIE(%) Bil% (%) B1%2(%) BI%(%) BI%8 (%)

[zl 1(1.6) 1(0.9)

IEEESRIE 1(2.2) 1(2.2) 1(0.9) 1(0.9)

lEES 3(4.8) 1(1.6) 3(2.8) 1(0.9)

5B 1(2.2) 1(0.9)

K 1(2.2) 3(4.8) 1(1.6) 4(3.7) 1(0.9)

Rl 1(2.2) 1(2.2) 1(0.9) 1(0.9)

i) 1(2.2) 2(3.2) 3(2.8)

Ffith 2(4.3) 1(2.2) 2(1.8) 1(0.9)

I IRES 17(37.0) 17(15.6)

TUILF—MH8ER 3(6.5) 3(4.8) 6(5.5)

TRIBDRE 29(46.0) 29(26.6)

SRS 1(1.6) 1(0.9)

HEETERES 1(2.2) 1(0.9)

IR IREE AR 1(1.6) 1(0.9)

IR IR EESRS 7(11.1) 7(6.4)

fififas 1(1.6) 1(0.9)
EBLUKEBES 3(6.5) 3(4.8) 6(5.5)

Em 1(1.6) 1(0.9)

B 1(1.6) 1(0.9)

B 1(1.6) 1(0.9)

PEORNE 3(6.5) 3(2.8)
B PEBLVUNBSHIE 3(6.5) 2(3.2) 5(4.6)

gk 1(1.6) 1(0.9)

S 3(6.5) 3(2.8)

El 1(1.6) 1(0.9)
DREE 5(10.9) 1(2.2) 1(2.2) 2(3.2) 7(6.4) 1(0.9) 1(0.9)

REERR 2(4.3) 2(1.8)

BiE 2(3.2) 2(1.8)

DERETE 3(6.5) 1(2.2) 1(2.2) 3(2.8) 1(0.9) 1(0.9)
HIEREE 10(21.7) 28(44.4) 38(34.9)

IR IREE 1(1.6) 1(0.9)

SFENEDHFE L 7(15.2) 2(3.2) 9(8.3)

KEAE 1(1.6) 1(0.9)

B 25(39.7) 25(22.9)

RE TR 1(1.6) 1(0.9)

SERESE 1(2.2) 1(0.9)

HEREE 2(4.3) 2(1.8)

FREMHRE 1 —0/VF— 1(2.2) 1(0.9)

RERE 1(1.6) 1(0.9)

HEER 1(1.6) 1(0.9)

=N 1(1.6) 1(0.9)

KREEE 1(1.6) 1(0.9)
BBLURIBES 7(15.2) 6(9.5) 13(11.9)

EBR 3(6.5) 6(9.5) 9(8.3)

FRETBEEE 2(4.3) 2(1.8)

PRAEETESR I 2(4.3) 2(1.8)
EERBLUAEES 2(4.3) 31(49.2) 33(30.3)

AR 4(6.3) 4(3.7)

FAREHE 3(4.8) 3(2.8)

FEARIE 1(1.6) 1(0.9)

PREREIR 1(1.6) 1(0.9)

A% 2(3.2) 2(1.8)

BREE 5(7.9) 5(4.6)

TREIFRR 18(28.6) 18(16.5)

NEFSHMm 1(1.6) 1(0.9)

DU ER 2(3.2) 2(1.8)

DUEEAEAR 1(1.6) 1(0.9)

[=Sapi] 1(2.2) 2(3.2) 3(2.8)

SNSRI 1(2.2) 1(0.9)

MRS 2(3.2) 2(1.8)

EIESRES 1(2.2) 1(0.9)
FEHEE 4(8.7) 3(4.8) 7(6.4)

NRAE 3(6.5) 2(3.2) 5(4.6)

N 3(6.5) 3(2.8)

[DEE 1(1.6) 1(0.9)
RS LUREES 12(26.1) 14(22.2) 1(1.6) 26(23.9) 1(0.9)

MiAEREREE 1(1.6) 1(0.9)

&IV 0—)UIME 8(17.4) 3(4.8) 11(10.1)

B RITEE 4(8.7) 1(1.6) 5(4.6)

SRER I 1(2.2) 1(0.9)

KAVUD LAIAE 2(4.3) 2(1.8)




BIEL (%)

HER MILESEHBR MLSTSEER MILESSHBRR U'MLSTSERERD&ET
Grade 2£Grade Grade3 |Gradedllt| #Grade Grade3 |Gradedllt| #Grade Grade3 |Gradedl E
EIfER BIE (%) BIEL(%) Bil% (%) BI%1 (%) BIE1(%) BiI% (%) BI%1 (%) BI%1(%) Bl (%)
FEESEEAE 5(7.9) 5(4.6)
BUHER 3(6.5) 3(4.8) 1(1.6) 6(5.5) 1(0.9)
SRS 2(3.2) 2(1.8)
HES LU THEEEE 30(65.2) 52(82.5) 82(75.2)
I 20(43.5) 12(19.0) 32(29.4)
BERE 1(2.2) 1(0.9)
el 1(1.6) 1(0.9)
el 1(1.6) 1(0.9)
AR ER 19(30.2) 19(17.4)
ZREER 1(1.6) 1(0.9)
SEE 5(7.9) 5(4.6)
EIEE 1(1.6) 1(0.9)
HIBE 2(3.2) 2(1.8)
R 1(1.6) 1(0.9)
EEBS 1(1.6) 1(0.9)
%HiE 1(2.2) 1(0.9)
MOESE 2(3.2) 2(1.8)
FE - EERTRAETDEIREE 1(2.2) 1(0.9)
SR 1(2.2) 1(0.9)
ZOFERE 1(2.2) 3(4.8) 4(3.7)
FE 26(41.3) 26(23.9)
ZOFEMRE 1(1.6) 1(0.9)
KBS 13(28.3) 13(11.9)
E/USA 1(1.6) 1(0.9)
el 1(1.6) 1(0.9)
EMMEIRE 1(2.2) 1(1.6) 2(1.8)
EMZ 1(2.2) 1(1.6) 2(1.8)
TS 5(7.9) 5(4.6)
TERREEE 1(1.6) 1(0.9)
FRER 1(1.6) 1(0.9)
BFRLBEES 5(7.9) 5(4.6)
TUHRIRBE AT 2(3.2) 2(1.8)
TR ERZ 4(8.7) 1(1.6) 5(4.6)
ZRERER 1(1.6) 1(0.9)
TEREE 1(1.6) 1(0.9)
ST UIVF— 1(1.6) 1(0.9)
Bt BB LORBORED 106 109)
CIREETEY 1(1.6) 1(0.9)
BRPRIREE 14(30.4) 24(38.1) 38(34.9)
PSP/ NSVATTS— PN 4(8.7) 1(1.6) 5(4.6)
FANSFVBTZ /NS T15— PN 6(13.0) 1(1.6) 7(6.4)
meey)LEEh0 1(1.6) 1(0.9) =
Mo R0O—)biEn 3(4.8) 3(2.8) %
BMREDEHES 1(1.6) 1(0.9) =1
YFEREREUEN 1(1.6) 1(0.9) #
~NEZOE VS 1(2.2) 1(0.9)
IRPRIRE RS 9(19.6) 9(8.3)
EERE 1(1.6) 1(0.9)
SFPEREUR 1(2.2) 4(6.3) 5(4.6)
REB 4(6.3) 4(3.7) =
HEHD 2(4.3) 4(6.3) 6(5.5) 1€
REIEN 1(1.6) 1(0.9) =]
BmERECRL 9(14.3) 9(8.3) —
) VRS0 1(1.6) 1(0.9) =
M7 )UAURR D79 —C 180 2(4.3) 2(1.8)

#IBENHE (SOC) LEIERE (PT)IEMedDRA/J version 23.0(C#EH LTz,

PT: RIRAIMIE. B—EGDE—PTZIBIEADY MU,

SOC: —2DICHWVT, B—ERIICE—SOCHTERDPTH B> THIFIEAD Y MUz,

TR, RIREIR (RIRE% RO WRAF) Gradel: BE Grade2: hEE Grade3: BE Graded: &&mZzBHNIHE Grade5: JET (CTCAE Ver.3.0)



5) #iatIREEE R UHisIRESH O (NPC-12T-LMEER, NPC-12T-CVAKER)
LB 3 REREIFRARREER VERREERS -8

B NPC-12T-LMEBE 5 : EEAMED Y /INERSE) B (%)
HER NPC-12T-LVERER
Grade £Grade [ Grade3 [ Gradedll E
RBI 11
IR (%) 11(100.0) [ 6(54.5) [
BEIER B8 (%) IR (%) BIE (%)
EBEE 11(100.0) 2(18.2)
RSB 1(9.1) 1(9.1)
i35 3(27.3)
TR 5(45.5)
SEIERE 109.1)
EEBURER 109.1)
O 1(9.1)
wER 109.1)
Om% 9(81.8) 109.1)
—f- EBEESLVIRSILIOIRE 5(45.5)
BRI 1(9.1)
o8 109.0)
B 2(18.2)
R 3(27.3)
BRES LUFERIE 7(63.6) 3(27.3)
S=band 2(18.2)
R 109.1)
WRER 109.1)
WREEN 3(27.3)
% 109.1) 109.1)
ERER 109.1)
HERE 2(18.2) 2018.2)
TRERE 4(36.4)
BRERR 109.1)
HBEERBLURSHEES 2(18.2)
EEE 109.1)
il 1(9.1)
MRBEOV I RE= 109.1) 109.1)
Aam 109.1) 19.1)
FRIRES. KaZRd & UHtRRERES 4(36.4)
IZ 2(18.2)
N 109.1)
B 109.1)
ORWER 109.1)
HRREE 1(9.1)
9EfE 1(9.1)
EBSURIEEE 109.1)
mER 1(9.1)
ZOR 109.1)
ERRB LU EES 3(27.3)
BEE% 2(18.2)
- THRAEE 109.1)
&l REBLURERE 2(18.2)
1E BUHE 19.1)
H BELE 10.1)
; HESIUHE THEES 9(81.8) 1(9.1)
= REREN 1(9.1)
SEREER 8(72.7) 109.1)
2 109.1)
M 109.1)
HEUSA 109.1)
HEEE 109.1)
e 109.1)
BRERIRE 3(27.3) 109.1)
PSP /NSRRI S—PHEN 1(9.1)
Mo IV 50— 1(9.1)
CRIHESEN 109.1)
IS AT TS—CIEN 109.1) 109.1)
EHEURESE 109.1)
B MmEERS 1(9.1)

XEBBENE (SOC) LEIFEA® (PT) (FMedDRA/J version 23.0(C#EHLLTZ,

PT: HROIEE. B—READE—PTZIBIEND Y MU,

SOC: —DDFCHWVT, FA—EHICE—SOCHTERBDPTA B >THIBIEND Y MU,

KRRl RIRGIR (RIRFE% : RIREIEL W REIE)

Gradel: 8JE Grade2: & Grade3: Eff Graded: £mZE&ENT Grade5: FEL (CTCAE Ver.4.0)




WNPC-12T-CVAGRER (%R - #GMIREERE N UG HIRESH?) B (%)

B NPC-12T-CVAEER

Grade £Grade [ Grade3 [ Gradedl E

NRBIE 13

FEIE (%) 13(100.0) | 8(61.5) |

ElfER BlER (%) Bl (%) Bl (%)

BEEE 11(84.6)

] 2(15.4)
LR 1(7.7)
T 3(23.1)
B 2(15.4)
Ok 10(76.9)
— -2 HBES LUIRSHUDIKE 8(61.5)
R 2(15.4)
FEE 8(61.5)

BRESLUTERE 7(53.8) 4(30.8)
RETR 1(7.7) 1(7.7)
BN 1(7.7) 1(7.7)
B 1(7.7)

TRBRE 1(7.7)
_FIREER 1(7.7)
RisRE 2(15.4)
LhEEES 1(7.7) 1(7.7)
RSDA )V REZ 2(15.4) 2(15.4)
ERERE 1(7.7)
IRFEE 1(7.7)
TUILF— RN 1(7.7)

MRBIVUVNFRES 2(15.4) 2(15.4)
U SECRIAME 1(7.7) 1(7.7)
SFPERRAME 1(7.7) 1(7.7)

[FIRzE. RS S UHRES 4(30.8) 1(7.7)
Shm 1(7.7)

SR 2(15.4)
T REDRAE 2(15.4) 1(7.7)
DIFRIREESS 1(7.7)
HEREE 2(15.4)
BEBPARRR 1(7.7)
BEfE 2(15.4)

BBLURBES 1(7.7) 1(7.7)
EBR 1(7.7) 1(7.7)

EHEE 1(7.7)

NERAE 1(7.7)
RESIURBEE 1(7.7)
BT UEURMIE 1(7.7)

RS LUK TEEESE 4(30.8) %
B 3(23.1) %
BIER 1(7.7) &

BRFRIRE 4(30.8) 3(23.1) iy
TPSZUTE/NSYRAT -1 1(7.7) 1(7.7)

T=IWI SISV AT S—BENM 1(7.7) 1(7.7)
FPIREE 3(23.1) 2(15.4)

XEBEHIE (SOC) LEIEMSB (PT) [FMedDRA/J version 25.0(C#HL LTz,

PT: ERPIEE. B—EAIDE—PTZIBIEAD Y MU,

SOC: —DDFTHBWVT, B—EAIICE—SOCHATERHEDPTAH>THIBHIEADY MU,

KRRl FIRFIF (RIRFE%  RIREIELWREIE)

Gradel: 8JE Grade2: &JE Grade3: Eff Graded: £mZEENT Grade5: FET (CTCAE Ver.4.0)

I | HwE



6) # B EIREES N U HMIaEIRE S DM 5% (SRL-CVA-01

siLAR)

— ~ . o
ORI E LSRG EIER (PRIER) BEER
WG BRIET
B 0 | #AMREBREROIEAMRETE ANREL T Y OULRDREMRUBENEERTTTS
58T Y A V| 2HERILEL SR IR (SRR
Xt % | anRSEER OB LIRSS 851196
1 UY)VERR. UYV/NEREE. O—/\ LR, AR VEIMNENE BN FERMERE, 8RS, BEEREH. 7UyUb-h/ 2 — D1 —N\—EEE. 5B
TLFVREPHERE RS IIRET TS
B 5 7 | <ARRICSIFZYOULRBSEEE. YOV LRSS E#ED  THRIHE>
BEPOFR B TEIB L. ERNICIPEEEAEL, NS TRENS~15ng/mLER DK SICHBEENT 2.
<AHERICHIF YOV LRIBSEIEEE. YOV LRERSLTOENES (YOU L R EFREROEGESE) >
HRERSTHBE | AERER.0MAULOEASEIBAR2Mg ARERE 1 OMSREDRSIFRLAEE 1 mgs
L. 181 B8% 2 GRRER SHDIE. RBEL T, —8) [CRS5 T 3, 18 5501%. BN CmaEE =8
EL NS TEENS~15ng/MLEBDESICRABEEHT 2.
BREIERST38S 1 101 DEYBEBYIFZREE B SHhE FCLT. —8) . FROBE TR S
9%, BIEABI3180.7g(VOULRELTI.AME) ZBR BV EE T 3. 15 % . EHINIC IR RIEL,
NS TBRENS~15ng/MLEBD R SIS BEIER, UHABEMITT 2. BHOAER. BILAEND30%E T 5.
) 1B BRAE (VOULRE) 18812 B FRE (BREIDE)
3hnAXE 0.02mg/kg 0.01g/kg
3nBM E~6nBKE 0.04mg/kg 0.02g/kg
61 A E~121AKE 0.06mg/kg 0.03g/kg
12080 E 0.08mg/kg (A 1.4mg) 0.04g/kg(&X0.7g)
HMRHIRTHBIBE. NS TREN 5ng/MLEB RV EE CIEBETiEE T 2. SEBRENREUEENIE
EHRSICLPEEBERORENEIINDES MBECHUTHEL, M5 TRENSNg/MIKETHIET B,
e BRER TENREL TV BEE. NS TEENSNg/MLER CHIEBATHBITHENTEET B,
%2 AHERClE NPC-12T-LMsHERSIFNPC-12T-CVAREBRICS NI LB E T AEIDIR S 2RI T DT ETIERNET I 2B ZNHH2EEEZ(T
ANTHYNPC-12T-LMEERND S BITUIZSHIRUNPC-1 2T-CVASEN SBITUIE3FINZSENT VD,
Ol B B |- 18581024, 525B%. k248 EDENRE DR/ ITIREEE/ MK/ 8K/ B/ Fd/ ADLEEE
- 588154, 12,24, 5238% L2 4B E DB (NEFOEY)  MRRE) S5 X — (/) Wik, DS A < —. I«
TUSG)
- B 5B9124. 52iBE DQOLHEE
O A | EREOEYNE. EPEOREEESZOEEREEEY T 5. TR BHEENRE B RO THEDER
XEEEHL. B EEENR EEZEBHRE LR ODRET IV AV THERUREEITS. MK, K
(&, ZNZNIRSEIEEIN SHIK Y  BEKSBUDERENRELT YL ERDIERADESRUZDIEEREEE
HY 3. BN, MRRE/ (52— & B SEEiEREIETRELTRSRDELBRVEEREE. 2051 R
ELTELEDBNFE ERUTIBEDEEREEELT 3. 2AENRELT. BazEENRENEEENRE
USRS RETILEBV CHERUBRERFTS. B, #5880 S s DEFZTREUT, BilE
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AKT 707+ >+ F—1B(Protein kinase B)

ALT PIZUFPZ/NSVRATTT—E(GPT)

AST FPANSFVBETZ/NZVUATTS5—E(GOT)

AUC, BRISHIE O] el E COMAEE - R R EhiE TEE (Area Under the Curve)

CCLA U~ ) V&HhaRAE (Central conducting lymphatic anomaly)

CL/F BnrorO7U7 > (Apparent oral clearance)

COPD 1S I4ERRZE AT (chronic obstructive pulmonary disease)

CRP CRI4ES >/ \J (C-reactive protein)

CT IV a—9kEiRR % (Computed Tomography)

CTCAE BESRILBAER%E (Common Terminology Criteria for Adverse Events)

CYP >~ 0OLP450(Cytochrome P450)

Dlco i3k 858E77 (Carbon monoxide diffusing capacity)

FEV, 1#& (Forced Expiratory Volume in 1 second)

%FEV, WIZFEIRERRADFEV(CHTDIEEDFEV,EANEDHE (% Forced Expiratory
Volume in 1 second)

GLA U INEREE/ 251/ VERE (generalized lymphatic anomaly)

GSD I—/\L% (Gorham-Stout disease)

HRCT SOmEEED Y 1 —IWERRE A (High Resolution Computed Tomography)

ISSVA EfRMERE - MESFEF= (The International Society for the Study of Vascular Anomalies)

KHE HRIERIMEMN R E (Kaposiform hemangioendothelioma)

KLA HRIPRERR >/ VEREAE (Kaposiform lymphangiomatosis)

LAM U~ ) SIREFRREIE (Lymphangioleiomyomatosis)

LCH S5 U\ ZHBBBREERAE (Langerhans cell histiocytosis)

LD IR K RE%3R (Lactate dehydrogenase)

LECs U VEMEZ 2 (Lymphatic Endothelial Cells)

MedDRA ICHERRESAEEE (Medical Dictionary for Regulatory Activities)

MILES sirolimusDLAMERE DI IRHEREICH T DMRZIREL T DIcHICRIE S NI EBRZ s HE
TS RN EEREEER (Multicenter International LAM Efficacy of Sirolimus)

MLSTS sirolimusZHARALAMEE LIRS U T DR W ESRZFBRENE T 2L MR RS —7
>aB& (Multicenter Lymphangioleiomyomatosis Sirolimus Trial for Safety)

MRI W HISEER (Magnetic Resonance Imaging)

mTOR RIS\ A 2V ENEBE (mammalian Target Of Rapamycin)

n ks

NPC-12T-CVA | #aMiREREE N OEAMRET L 2N RELICY OV AXDEMFEBROLBHENNES

NPC-12T-LM BEUYNEREENREUCYOU AR DEREE S5O ERERIES

NPC-12T-1 R AN EUcOU A XRE| (EEE. FERE]) DAY Z N EE M BROHRHPES

PaO, EIRIMERSR YL (Partial pressure of arterial oxygen)

PI3K MRAT7F V)4 /2 h—)L3FF—E (Phosphatidylinositol 3-kinase)

PK EYIEPRE (Pharmacokinetics)

PML ETIHES RIEEERE (Progressive Multifocal Leukoencephalopathy)

PS Performance Status

PT EHAFE (Preferred Term)

QoL 455D (Quality Of Life)




B855 &
SOC BERIKH$E (System Organ Class)
SP-D it —2709> 8074 D (Surfactant protein D)
SpO, R HIER MBS ZREAFIE (Arterial oxygen saturation of pulse oxymetry)
SRL-CVA-01 HBEIRSERE N EMRETE ZNRELCYOYU AXDRFEBRKRIR DR ERHRIES
TA EIRMERE (Tufted angioma)
TSC fEEMERR{EIE (Tuberous Sclerosis Complex)
TSC-LAM TEENMERB LI ICEHF I DLAM(LAM with Tuberous Sclerosis Complex)
VEGF MEA K HFEIENBREF (Vascular Endothelial Growth Factor)
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