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ZDAth IRESFH, | 7V RIL-bU/ X —EREE. /N—TX Jx—/N—JE&EE. Servelle-
BEEE(REE | MartorellfEREY. A9 — O x—/\—EREE TUFECM + congenital
non-progressive limb hypertrophy. ¥ 27w iEREf . ERGE-CM. /\B8
fE-CM. CLOVESYEREE. ’O7 D XEMESE. Bannayan-Riley-Ruvalcaba
RE1ESE. CLAPOSE(RES

ISSVA Classification of Vascular Anomalies ©2018 International Society for the Study of Vascular Anomalies Available
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@ OIAEZE I 2EENIFERN G D EEMDHIRUICHE . XIFOICHEE T 2EEIFEIR. 52 WV IFREAEZTR
WISEC I TREMEN S WLREZR I 2RI UICIES

® RENMEHICHTUL TV BEXTH oW BBERICILD D TV RE RN SOARIN Tl P LB EE
THRZHFHUICKWES. H2VIEES HAEE CHEREICAFZET (0. REECEIBHEL FIHEHN
teeSI=EEIOE AN Zra)

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

"E &

Venous malformations (VM) FAlREHs
Common VM — g BUERARETE
Familial VM cutaneo-mucosal (VMCM) RIS IRER RS TE
Blue rubber bleb nevus(Bean)syndrome VM HEILAFUREBHERS
Glomuvenous malformation (GVM) JOLAERETE
Cerebral cavernous malformation (CCM) RERIRETE
Familial intraosseous vascular malformation (VMOS) RiEMEBRNIRESTE
Verrucous venous malformation (formerly verrucous hemangioma) TARERIRETTE (PRI MNER=R)
Others Zfh

ISSVA Classification of Vascular Anomalies ©2018 International Society for the Study of Vascular Anomalies Available at
“issva.org/classification” Accessed June 22, 2023 KUtz
https://creativecommons.org/licenses/by/4.0/
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0} UV NESH (VY INERE)

<EEBBLZ>

DY INBHE (U NBEE) FEITNE (BLIFERM) (CRET DRINDUYNBEIZEFHEUERBIERE CH . 2
Bt (R MI21E5E) 2R S TEMZNICFU Y NNEOERERLZEZIASNTVND, EERUYV/VEDHTT 228D
ETICTHRELDDN . FFCERFEES OHitR. RECFH T .

%< DBE. BFEOBLE L PHRINTIBRZEDBENEEH, |G FURUIFH A CRIBEER E DA
BEPAEREBNRBEDIZHQOLIFEV.. BHATIFU Y /NNEEE L TR ERRICIEE SN, F/45(C -5
BEXVYNETEIN#RICIEESN TS,

NEREBIFERIV/VEE] . B TlF[lymphangiomal& /e[ 00—~ | [cystichygromal /& & EIEFN TEA'
RE BT EMZNICEBBIMEEICZ LW EN RSN, [- ] [-omal LV SIEFA R S e R ERE D RR S IR ANE
BEZAONI ROV NERE] FRERE ODEBR D (ISSVADEE) LBV TIFRERZED—DELTRHFED
U INEFH (lymphatic malformation) [CZ 5N T WS, RBRAIFISSVASEE(2014) Tldcystic or common
lymphatic malformation&cNa. HATIFEEHRICIE U/ VETHINBLSN TSN IRIFRTIF. ICD-10-
REERZ - NBIBERERR CEIU 2/ VEREIDRVSNTEUUY/NEFEI U/ VERE | OF HlEE2 RIELIC
RETHDNICD- 1BV TRV NNESEINHEVSNBRIAD THU RLICEITHEA TS,

FIIREDREUC DN T(F RERD[U 2/ VERE| TlEREADU Y/ VEED LB A E W [EIK] B/ E<
BEHRBDOZLVLCERIR] ZOREGE., BROVFAMEICIERULIZU Y NEDILN 2 [BHHIE | R ECHEINTEIA
ISSVAZFETIFU Y /IVETHIFERFE 1 cmZEFEUTmacrocystic (R 70OV AT «wZ) Emicrocystic (T7OY X
Ta4vD) U CZDREBEDIBICHIFSNTNDBEEDERICESVTFVWITNOREL TH DN DEE CH DN,
RFBOHIEIFHLL,

<EE>

U INEHEDFEERKE1,000-5.000H4CT AEHESND, IEEGHEREERETH DHRBIFEHETNODHE
EREHL10,000 \i2ETH2 (BAHR=AIIEFEE2014),

[FEAEDDERICTAE L. 2 BILIEFERDIR U 455 CERZREB PR MRS AR - AN TURR I CIF R T 2.

<fm[E - wRE>

UV INEFEDLLIFERETH! RS- RERERERICFRIBY Y NBZEM T BN SDRENLNEVSERR
BRI R BRE DUV NEE M EICASH DRBICKIIREZLM T DEZEISNTVBD BHSHTHAICROTH
FES BB & BEDEMEELUNDRETERDTUREMN H 2. —75. UV /VEFHICE T DRI DIRICK. K
ZRNICPIK3CABTCTFDERZSEICFRDHDIENHSH E/Rofc, PIKSCAIFAETF-1BIEICEIHD HPI3K/AKTRDPI3K
BT B0 F CHU ERICKIITFIVHIERE NS RENICHIE T 2E Rl BEMREICREZESZ 5T &(C
KRB TER ENBENDDOHREDPDNRE CH YRS IRER CRECFERNDESUL TV BBEHDY
VINBEMERICKIELRNDU Y /N EEZDIDICBR S N2 EBIERE C. £ MZN(CIERME TR JREDEH
IR EBRLDF T IRHIRIFIR o 212U RAE P A DR R UICKIEBADIER T 52N H D, REMEN
BET DRGERESEOHBEN G, 2 8RIOEIRZEE T 3,

<BRPRAEIR>

FARIFEEFECTH Y ARICHNEHERNSROSNDTEDHLE WV, EBIIRSHKEIZMA T 2HEEDH D
FELUTEVWBSDHY . ABOU Y/ ROEPAHMICHU TES LT 2. BBDOFEBMIC KRS IERES
9 2. FRER & - OBRZE CH NEEREE CD_EXuEIRZE. fitheRZ CEDIREICKLBIFRREDERZEL. IEVIFH
EEIDHE DD RCRECIEERN. URIREBRAIIC K R IREE) - HAEES Z2E U KB RICU Y /VER
O RSGGIFERETENATILOIKZZL (WhZREED >/ VERE) . U/ Ui Hll-BRAZEIRT CEDH
2. K |CIRIRENRE CIIBREIER 28 B F CRRFEGNRZZ T 212D HBEF DBEILDEE L3N AEIC
DIZUQOLAHBRENSDTEHHB B,

EDTAIDKEICH WV TH. BEPICABHICREREPHMZRI L. SMEORRAR- RAEZIRIR T B SNEZ IR
TRE CIFERBDIBERZRDHDILEHHD D,



<ESHi>

U IVEST(E. < DBEEEBREICKVEZHICES. BER. CT.MRIWTNEERTHY. REREREHE THEE
ZHISNBDTEDEZL,

BEMRE TIF BANICENTICREZE T 22 EHERMEREUCROON. ERNO T I—EEF. BEE)E
FE~ERIO—ZRIH BRPEMZLTVDBEF. NN FRCREEZZL. HAMEEI 5052, CTTIE.
BRI RN AR U, AEBIC (G BBt F (3% B B Z 530 5. NERD IR EEHE IS S B E R LR R ENZ V. B
BOEVERDH CETDERMRZRD D, BAEHDMEEDABRRZXDICHICHEN TH D MRIFCTELEELT
FEREDMERZE KUEHICIBE TED . —MRMITRZEF T 15885 CIRES. T8GR CHIESER T . B MRIDIEIE
THENEE S TUFW & TRIRFE S DIERIS NS,

BFEBEDH TEMINDIENL VN ERRDMER (B ERER) . EREMREZ. ZRRE(EFREICTE
BN ) Vi T2 T EN TR TENIS SB35 . AR BIEIBRODBC (& UIBRMER DS C T/ VBT
FEDBEESSHIN IR EN D Z DS, U/ RDFRNZIRE DU/ VEscintigraphy P U NEEF B EDUEICU
THDNBIEN DD FIeEB-HEDU /I VESE REIEY >/ VEE) D2ilCdd —ERIE—HEH TH .

<$ERIZSER>
[U/NERERE STV INBHTE (U /VERE) | FFEVHICIIERINEH LWVEE D $H 2. BENTEHORZE JRE DL
ROBBIEGZSZRDDHBECIFIVNEBESL TV S RIBEM O/ D—BIE 182,
Z OIS ERROMESTE EGIRSTES) SRGRMESE. (B2 T, HRRE, U/ VERERR. U2/ VE. #1880
Z DDEBIEAIERENEITSN D,
HI2-4FEREHBNZMRBEL IR BEERINTR B R MR BERITREH)

[HEEEMNER-RETE - MBS -UV/VBE-U Y/ EBES FUBEERERIC DV TOREIZTI
[MEE-RESE - MBSV VBTV VERBE 328 R5122022] (853 2023%F3831H, P207-209
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U VBB, I —/\ L\

<=>

D>/ VEREAE (Lymphangiomatosis) (&, ki Rm 7z r< £ B DS iR LIz >/ NERBNR B 3 20 RS
Tdpd. I—/\sf& (Gorham-Stout disease, GSD) (& 19544 (CGorham&StautSh eI E sz “disappearing
bone" ZR#EL. £ B DE D ERTIE. IWRME(TBR I DRIFER T BRULBAIFME. U/ VERJICERT D,
1983 (CHeffezo MMRIBUTCEZSHTEETIE. WIEADRBIFEVESN TV ALURZRI I REY )/ VEEES
HBET2RNE L INSIFEHEICXFIN RV e, R ZLH TEHL TLDH AKIFFHEDEE TH 2.

201 8FEDISSVAZHEICSWVWT. NS DEEIFlymphatic malformation, LMIZHEI N, Fic
lymphangiomatosisld-matosis&e WS EREBN B IEIEIEZR T o ERINBLIEUDDHY, DI
generalized lymphatic anomaly, GLA(£&HUV/VERE) £ T2RE HIFPBROEE D HS5ND, T5(CUY
INBRBEC SN TEITEA DD RIBHR# CRBBHHIBEE DU NERNR A DERZRO DN EFEL. ZN5S
[FRIAK IR REREN S L FEAR THolcIENhh oz, NS %&kaposiform lymphangiomatosis, KLA
(ARIBY >V NEREE) EVWOFULWLEREU. 20 14FDISSVADFECIF D FERBEEICEL TWLEA'. 20185 ICLM
[CHFEENIZ. BARIRB TIFGLAEKLARRBIT NG MU TV /N VEBE ] SIFEN ZETEES NS ZENIFEAL
T Do FIEINFTITIUV/IVEHARAE (Lymphangiectasia) | E SN TERED. ISSVADFEDLMD P Ceentral
conducting lymphatic anomaly (CCLA), channel-type&ENBKIICEOTLD,

INoghsU Y NEREZcomplex lymphatic anomalies (AU NEREE) . AT/ \w/\- XUy NERZIS
ZOARVABRMENKE. BRIEEREDMEMBE PDREGURET RO [#EMME U /NERER]Z
complex vascular anomalies (EMAIRERE) LIFRTELH D,

<EE>
GLABKUKLARNE BFEICHHAEL ($980%) . GSDIFRFEMN ORI T 2. EZEFEV . EATIEH 100610
/u\%@?_rb\ﬁﬁnm\k_ ﬂt l./\éo

<BRPRAEIR . BHAFRER>
GLAKLA.O—/N\LK(GSD)  UV/VEIERE E1

(CCLA) [FRIDHRBERBINT VSN BREREIRD

F—=N=SvFL EKRINMERBVBE S B1DK

~ \Ozte
SBERESEA X—JT BB, BICKLAGRER U2 INEIBIE

BT BRI IC K > TRH DI oN2 DY BRRAYIC (EEHUY)VERE) ARIBI BB
[FGLAEKLARG U/ SERBEI S LTHEEHSNTND Gem?fal'zed Kaposiform
OHBR TN AR/ MERE | T DA P G
R

CNFTONBIFERBREN FEAE T, SHBIDR
AIEA RN AFB TSR 24, 25F EIC[U >/ VS m YN - UV INEHRERE
FEDEEEGIBIEIEN U208 B ADRMFICE T 2 CafiEmSieut Central conducting
FIRICKIERSNcEEFAEICL>T. BRDIERID disease (GSD) lymphatic anomaly
BHDEES T, UV CERERE. GSDE B, B (can

fERR (C K> TBEBEEWIL UM, MK, DEK. HitFrABTE.
B, FFiglE =R, U/ VB MR REREREDEF
RERRERZERT . U/ VEBEESGSDE LB T B&. U/ VEIEE IF ERRZS (K. ftfERZ. DEK) . BERE. I8
KOERBRBDEENEL. GSDIFBRE (BB, w1 DEEN SN 1.
FEBRZEF U INERBIED86.4%(C5R8 . 1%, RIS, K. DEK. MRESEREZECL. MBREDH 56
BHIDS51761(30.4%) BT LTH Y BHREFFERARAF THolc. BERZE S FREANDU Y /VER .,
common(cystic) LMigE%Z38.8%. fg7kZ221.2%. BEFEALM7Z8.2%IC588 . BRIERZE X T LA ENEIRTH B
Y ZRIEEN B V) AREERESIBEEG I T I— CTRETRIU—ZV T FTENETH D, M/ REFDP,
DY AN —LERBREDRBEREZS1.8%IC586. BEDM/IMREAN ZRUIAEAF MR EDBMABR EE T IELIS
BN IERTINETH 2,
UV INBREAE. GSDEBICEGBDEBHEICK ST BATDORRE. FBAR. M55t mEV BT, A&, U EREEC LSS
P ENZNDOBRE D, BIERNATRICK > THRINTEETH D, GSDDBRE S, BBES. Bt B (C2<,



TR EDDEEMEMR B O D &ttt IMRNISER L. BifCED & BEZIKIRT 2 L <IEN T DEHREZR
ENRHTH D, BE LFBBRPENE T RATHRBXRERMEDOTTEUCREL U TR RQ (TR,
BT D, BIEXIREE L (FEMVUOBORIREBRDN MDBBMEREBEEV. B E P RINEBENEFERH SN
W UV/VERBIEIF40.9%(CBREZRS . Bt Uik, B8 B REICE VN BH BRI, HEDIRICE W REHI(E
GSDKWBRICEL, BB ZPIDICHTEEICB BT 2 DN CH D, BITREDIEREZLWLD EIEREDBRE
ZRO TV 2 TR D B8 AELEZHIUICIRICIIXIRERR E T2 5 BREDRRZTV. BB EBITURD
DOFNEETH D,

<iRHE. 2>

U2 INERBIE. GSDIFIERICHRIBIER CTH B LIC. SHERZZ L. SR CH 5, X BEERFRIERERZEEL
RIFNRSIRN o, BRRIER B ROBEIEFT R RIEEMZ N RO SHENICEEH I DT ENERTH S (R1),.

BREFEMX R DU ICTIRE CEWTIAE CH 2N BN D Z L PEEREMA DR EDIEA) DFHIEIFMRI
IRENLELW BEBRZ DFHMIC (FBEXRE BN S REECTPMRINE A TH B, MFIN SR EZ MEEH
(SOOI E PR EXZMERDIEE i\ ER PR OIEEZR I  EEHEICU Y/ R AN > TV S T &N
THYFITMRIDBERHHIHIT 23BN ER TH 3.

FIHERDMRIFZIFTHL MR lymphangiography. ICGEYU >/ V&iER. U/ VEscintigraphy., U/ V&S5
ERRLRBRUY NNEDBRER M EA TET N2, INSIFU )/ VEOREBAGEZRE T DT EICE>T, EZHD
HRO T BEICOBORMTTREMN BB SFBHSN TS,

FRIEE B OICFHERBICBVWT—BOU Y /VERNKMIEIC K> TEIT S5 SNSRIV LM (LU B 2538
BCENRHTH D, mEEH LR TIIEEEY —N1—Ch 2 MIB-11FRET. UV /VERFDEEICFD2-40%
Prox173ENBRTH 2. ARFICCNSDMENTEANNR CHhdEEBET D2 EDUETH D, FBRENDDE
RIETDIRAEENMFIONEL VY NERNEMIEN B DI DRRMEEILRDEN BB EFRDDECTH D T
FERRERDEHECL T AIBED DUV VRPREREREN G BEBL B2 EDHBIH FRIUETH B,

FfehREL DM/ (5-10 5 TF)  IBMNRRERSE (DY (1~ — FDPLR. T4 TU/ =5 VIET) DI
Il RIBAEREAT R ICCL 58 DU VBN B DEREZ RO BB E KLAZZE T 2.

[MTEELER T \EEE]
U2 ) NERERE . GSDDERRAFK(FEERN'S < BHEICKBIUCEEMBEZEN T D LIERE THDEE X AFBIC
BVTIF U/ VEEBIE. GSDEBICZMIN TIRER L T DB MTEENMER S N/,
T (1) Da)~)DSBE—DULDEEFRRZ L. (2) DRIEFTRZRDHIIHEC2MTE T 2. RIEREN HE
IERE, )~ DSB—DULEDEEFREZiE L. EARNICHRNRBZEE CEDHEICIRY. ZZ2RITsEE T 2,

(MEEMR
a) BB L FBENBEED UL FBEEIOBHR (£ 58T 52)
b) B, ¢RI SRR PSS (C O R AV IEICU  / VEBRBARIR . 13U ) VBT RS
C) B, R r SRERE IR 2R (C PR AVIEICU Y I NVEREARIRZ., SR/ (FARIEAICU ) VR ETER

(2)REZHIFTR
B/ UV /IVEREICR > TRIT S SCARRIICHRRUZU >/ VERBR K U Te Y —BBIC KT ik
DEFZRHBEN DD,

[EOBMEMEBRE- MEFHRE- U/ VERE- U /NSRS S OBERZRIC OV TORERRILI U/ VEREE D2 EES
LR U 6 EEDRFIC RS I DI

Uy NEREE. GSDIFBHEDEFRBICENRERTHY HBLLICEZDLZ V. Z2NLIAOU Y INEREELT,
common(cystic) LM.CCLA. acquired progressive lymphatic anomaly (&R IMEETIEY >/ VERE) . U/ SIRE
FEE. JRFEIE > ) R EEIR E DAth, BB Z RO DIEAITBBIES (BHERZSTESBMERE. 57 )/ \ > X fiiatd
TEIRIE . SR B BERE. fRAEMER B IIEAE. FH L BRI, 85 B8 B LIETIR S BT B EFHRIT2NETH 5,

U/ VEREAEE GSDDERIC DV T, _BRUTe RAEF#r. RBIES DM, BRZEDBEFRISHIRECR > THREN
(CHERI T 2 (ENZNOBIPEEMR. BIREROR . REFTR. #H7[CBEZLRIEDHRZRTICRI) . 2D
fICH . U A MIA VAT E T KLAESIICangiopoietin-2 W EBBICE LG E DI RTR P OREIBAINS DA
B LT EROBREI T MEERPKEEEDcell free DNANSBHRZERBAIEAROELTEENRET
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NERD EHE AR T DUFYRNAZF T —EUTEEESNTVD, COUICELFRT Y A b A+ 2 Hf(CD
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RER
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fz9,

BLILIIRERLED
&Rl

[GLAEKLAD#ERI5R]

KLAISRZ BB ALICHH IR DR 2 5R5h D, MIEDINEK. BEK, BERE (D-dimer L&,
MMRIET) %< GLAKUBBS DN TEITE T TFERAR GLARI NS DR NEWN. $5 )&

HOTCHEETH D,

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

(U NEREEEGSDD#ERI5R]

GSDDOBRZEFREDIESL. ol JHRGETIE RN, U/ VERFIE S 5. BB DB,

BN SRETIHEDR .

BT FES | GSD--KRAS(Q61R.G12V), CCLA-ARF(S214P).EPHB4
PAHA> D BAP, CTX-1, IL-6, RANKL, OPG/free RANKL(GSDTLS)

(U NEHERIESD > VERBEDIERIR]
IRICHUVWZEEDL VD UV NBERRBREDBRIREICL ST BERU Y /NEDETEZHE
309 B, U/ VEINRIEIFBASH IGIEREMRE . BREN RV EB R,

BILFER | CCLA--ARF(S214P).EPHB4

HI2-AFEREH BN REL IR BEERINTR B R MR BRBERITREE)
[ MERE IRESH - MEFE- U/ VB U/ VEREIES FURERZBIC OV T ORAEMRE I
(&R IRESTE - METR- U/ SETR- U/ VERBE 2801 R5422022] (835R) 2023838318, P213-217, 224-225 K —8BedZ



O} [5)  INEHRRE

MUTICBU Y NNBIGREDSZIBEES ERUE T, B8, [NBE-RESFE - NEXE- UV /VEFE- U/ VEIEE 2
BARSA22022 (F30R) | TR U/ NEIhREZ D / VEREE. U/ VEBE RIRICH T DEEMEEF W, J&an
TLET,

<BLZ. ER.AE>

196 1F(CWaldmannSICKIRIES NIERBIR TH 5. BEEA DU Y/ VEREN TUEL. U/ VEDIRR PikE
ZEICT . ZDRER. VY RELBICEBRD HMBERNREUEEBMEZ ST,

FRFEMEOEREL T UY/VEDFRNEERS (U /NNBEMA2E. WEDE) i'5 3. mFEMEDOEREL TEIRE
HBDWVIFPWRED LR (CEICFontanFiT, B0A 2, FHEZR) | U/ VEREH SDEBIC I DHEMBIIRAES 5 L\ (SEAZE
(RILRER . BE. BRUR. RIEIRIEERE) ' 5D,

<EE>
RFEMB Y NEIREIFES. EINRBLUBEEFERACHESND BLOBELFEFEETH D,

<fEIR>

UIRUIFSERFE D2 51D EZ R D . EERLIEBIRAE S ERR(IC TR IBIL. BEiE (BKETE) 2586 2. R
RO FLUMIK-BEKTH B, ALOPICEFED. AEIAE L BICELDUY/ VKD ZEN TV B8 Ky 7 O T UV IIAE®
U2 ISERRANC R R DB AR LIREZE L DR D,

<EZHA>

NIREBERE T/ BICETET 2N HE5NDTEHNZ V. SRIERB RN (Z BB ED IR VEHRZ SR D,
MFIRETlF ARSI >/ VI ME . RERFORIE. U/ SRR ESRD D Bhal 7V FRI TV IUT SV RADTHE
BEANDEERHEZIRYT DLNEBIZEERDICHAENLEELWV UV NNEY U F IS T —d BRE-RBEESDICS
BleH . BEICEEDIEANEL.

<BEETFERMALEOIER>

FRREBRDERERBDBRZITD. EEREICER T DERICHU T BEIREOCT LTI 0neI 07UV Of
RIFEZETD BEFEER SR2E8EL. UV/VERED LR ZIMNZ BIch(CREBE DMFTIC I EHiERE (MCT) ZH
W2, 1RERIREYIC 0 RRERR AN CaRBIB R UREBME YV DWRZIT D TRIFEMERDEER PIEERICEATE
N3, ®REEOUVNEFEMERE PFontaniligfl ClE R ChIc > TaRZMEL T HHIEHIN'S L. FFICFontan
MR HIDIETCR(FEZEESF CA0%EEFRARTH D,

INBIBMRERRIER T Y —IBY >/ VEHREE]
https://www.shouman.jp/disease/details/12_01_008/ (2023653088 H8)
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FIHHUFETHFICEFEL, <RI TICRIET 2. HESRE(IF 1005 ASDIIINEHIRIER TH D, RIRFTREL
T HEDERAZL. SR, EEHOTEEGHIRRENRHS5ND, 70%ICHT /NN Xy NMEREEH T D, UK. 4K
BIBDEENSE MERICIF R T DD ISR HRREDRBICHRET 5T EN'D 2. BEE2BIEDN AL B
DEBEZERBI TILN > TVRT —ANS W ELICHANER I 2B PRIEEREFTHT /Ny \- Ay NERZES
HUP I ISSAVASDFBCIEFERT=E- 1858 (locally aggressive or borderline vascular tumor) [CH$EI N2,

<EBER>
BEDERIANBRECH . EEELSIEEN TS —(ORET 2. H5— NS TRIIAMESHEEICRHS5N D,

<MRI>

BB DRFSNHE CL) BRSNS TRRAZIRCRL R Z VDD T EN'H D, KB M EIHE/IFAEEL. T1
BFER CTRES. 28R CRIESZE T 2. EXHI ClEAE—(TEFSND. NERICHEMZEEUTe T — A TIET258
BECTANEITUYNBEICKLBDEESHEZRDD . BHET 2B ZWEIT DN BB,
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H5ND,

<fmRIEEZHR>
KHET(E. M WIREHBICERLU THOEIRDREEF MU, #HEER AR ORIRIBIEZ 5 (K2) . BEIFHESIED
ZRU. BEIIEICIFNRUCIREZHR I 2, U/ VEICEET 2HEEE SN, RBERE TIFECIEEIFERICD2-40
PProx 1 W% RT . —7. TADRBRFHLU TN RETESE[ICE U ERICHEEICH T S (cannonball
pattern) . FIAREREF UG W EHERAIRRDIEAF B3 W BERE TIFU YV /INEY—H—EMEDERH S L,
121200 ISSVADRE CIIKHES TADE B A TRIBS N THY . WHODFE THREIUARINS ADERE L THIRHON T LS,
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1. 7R PYREARIME R PEDHER . INE AR S K U B KR
DIBTEZ ST INIEN B (TIBEUH EERICIBIEL TV D,

2. CD31 CIROFERFEDRITNMEBENFIET LD R
LRI,

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

HH2-4FEREH BN ZIRRBEL LI RBEERI B R GO ARBRBERIARER)
[#BEMERE-RETE - MBS - U/ VBIE-U Y/ EEES JUBEERRIC DV TORENF I
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TR MBS R ERIGN BB DHEREE CTHY . EEMAB R EE(TNRICRHOSN D, BE(EM
A LOEERICHEBEL TV D BlFNICIE. BRSSO MERICAIBL TS, MEIFEEREIC /N9 —&ERU.
AEINZRE U NEBREICEB N TS, COERIEU VIV EY—H—ZRIBUR VD WY —1—(C DV TRER T
THdo

<FEETF>
BRBREN I HSNDD BEFEEREFETHH TENTH D,

WP EREEMMHERE N ABRY A~ PDQ B AR /\EIRERE DA (PDQ®)
https://cancerinfo.tri-kobe.org/summary/detail_view?pdqlD=CDR0000774170&lang=ja(2023%F11813858)
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BLERIRY >/ CE MM E PRI

<RIEZH S UBRKIE>

I TANEHEELTHASNBIERY »/VENMERNKEIFHABIONEEDICELD, COREFHSHDEHE
EBAIDER B RO MERICEL, U/ EHREDRSEDETHFET D RR ATV EB/NS N EHH D BELH
DEREDIBHIEETTH Do

REZNICF FEROE LA L BIROMENIBEZER Y . REIFVFRONK ZE T R L Ui FEREEZ R
DUV INERR N —N—TH3MENKIBERFZEARINKFDES CHRIEZERT . DT NIFBIEFANEI N
HEND, —EIFIREFTLLEEL TS,

WP EEEMIHBERE N AIBRT A b PDQEBAER /\EIREESD5E (PDQ®)
https://cancerinfo.tri-kobe.org/summary/detail_view?pdqlD=CDR0000774170&lang=ja(2023%F11813858)
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</RIBEH K UIEKE>

BEUMBNFEE. RES SOBEOIREM D DEEL TS, PREBEEUTHEIND LK ENRIREES
TH2. B8 8 LB LURHROEEERNROOSNDN, —IBDERIF3 DD FE LK. #Bik. SLUHHEMR) =5
T D, MEBREDRENFHRESNTUVDIREZNSIFCDI 1. FURAF . EXF UM BES N ETR D, FNIC.D-240
920%DKi-673I8HIC K DBFIEZER T .

CDIEREFEREOREMEBDER B SO MBEICAE U2, FEER. B3, B LOMRHRED DAL THERHHNT
W3, CDIERIFH O DFEEF CIREIN TS,

<FEETF>
EEIMENRERIBIERL. BEEENTH 2. TEU Y/ EhGnEZ4EUSTREMEOROE VBRI CH U —
A SVRICEGEHIN BETH S,

WEEBEERHHEERE NAERY (b PDQUEAER /\RIREER D5 (PDQY)
https://cancerinfo.tri-kobe.org/summary/detail_view?pdqlD=CDR0000774170&lang=ja(2023%1181385R)
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<REXBLUER>
REBREMENLEBI FNEHCITIEES N HEDERIIRERS CHd. COESIS. PHFEICREIED
BRTRIEAY) EFENCEREBRE ZH O RMEERZRHHET D,

<HEZHLUENZE>

RIEHRIEMBENKLIES SERFBIR MRS, SROT SFVERRNY—A—DHFEREHINL EUIHHHERR
BRUHE_LRZBRIBDD o2 EUERICK VM52 . COEBDRAIINATH D t(7:19) DIEEIELEE(C K
BSERPINE 1-FOSBRGELFHIREINT LS,

<BRFRPR R & E2ERRYETE >
COERIS. BH20~50mDEFEBEICRDOON D, BEED70% CEHREMERENFKET 2. FEHIEL T BF,
T HEf BROBHEFOND, EEIBE . BB FHEBHEEDERBZET 5.
PR LMHHERE N ABRY A~ PDQYBAZERR /\EIREES DA% (PDQ®)
https://cancerinfo.tri-kobe.org/summary/detail_view?pdqlD=CDR0000774170&lang=ja (2023F6H9HZ)
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<H&E=>
Tufted angioma (FRIIERE) (&, 1976F(CJones|CKIFD THE SN/, ISSVADFE(2018) TIFRMELDIRE 4
EBICHT I 54 XEINT WD, Angioblastoma of Nakagawa. 2 W FMEZFHBAEE (th) 1) EEANICEZR T d.

<EE>
SmABDFAEN'60-70%Z 58D, 25% N 1 RARIDFEES S ND N, S0 E TORAEDRIRIND SAEPIEEF
INFETHESINTLIRL,

<fmEA>
BLEFHSNT GNATABLFRELDEENRESNTND,

<ERFRG&iEE>

MU P AERICEUD T EN S < UNSRFRER, BB BEN SR  REBICEAUHRIN (CIFEREDRBBEZE
Y %, BSICBFIDEREEDICE T BR LFEREZRD D, K11 0%(CIFERHRN SN KFICHLYIREAE TICHIE
UTe/NBODIRZE [CZ DIEAN R — 3 CEH I 2T /N XUy NMRREEFEN RSB,

<fmiE>
B AR HYBEEE ©. cannonball pattern EEENBERRDHTERIEE L Z DIBFED W20 ABLD R CHIER U
REZRHET D BEMREGIUt-1 RS 15D, F o, D2-403 & TERB RN DIRUCIRED H h' 5 2R T,

<EfREZHR>

BEFARECF. tufted angiomaDfIEHIFE I I—Thd—7. BBOARIWERIMENEE (KHE) DIFE A
CFREIO—ZE2TDEIND, T/, tufted angiomafmZE D% < (FIEFNBBEE T, KHEFEFRNREERE 52, 3K
TN —RPSTRRRBIUBRDMTRNERDH 51D, MRITIE. T 3EFAE R CHERIERZRI K MNEEEEL. T2
SEFEEHER ClE—EBRBERD. BRI PR EERE L TR NS,

<sERIZSER>
- ARYRNERMENKEAE (KHE) | BRBARG - RIEEBGREDCHECIELUT DN DEBESDLEE N HEELD
D2-40DZ M CHAITEEE SN T VD, — A THAEFRFRID2EFF —/N—Sv FIREEMREDHEISNTLD,



- FLIRIMERE | L<FHERICIFENCT E81 - AHIIETITRENBHELE R D, o RIER#BZNICRESE MR
HGlut- 1R 2RI R RIS,

D2-AFEREEF BN AR EL MR BREERIT TSR OO BRI RESH)
[#EEMER-REEE - MBS - U/ VBEE-U Y/ BEES JUBEERRIC DV TORENFI I
[MERE-IRESE - MEFE- U/ VEFR-U/VEBE 2580 R512/2022] (883h) 2023%F3831H, P188-189

0] FFIRET (BIRIAMERE)

<g=2.REE>

AERR(E BBERRICH T DARETE AL (vasculogenesis) Diaig C. MENEZHIIADEE A P MEBEDIBHDRIERE
TEIRRDIRE N R L. GEIRIR S BIIR[CTHERUTCER IR 28 9 2R DMK AT B I EERZE Cdb 2. —MRMIC
MEBEFHINDCENTRDHL L IERDIBIRIAMEE]. [FHANMERE]. DERMEE|SSHNTULEREDZT.

AEEB(F MFE RIS (venous malformation, VM) . 7' 0L REIREH (glomuvenous malformation,
GVM) ., RIiE4 R B IRESIREFZ (cutaneo-mucosal venous malformation, VMCM) [CH$EEND . NEEBESD
ESEREFECF. BEOIEAZHEST V)L M/ R—EEBIREDR(FS5ND,

HERRF FEZMEARZDOL I —BFOIFF—BTIE2(TEK) RBAZENERIN TS BEEESR
8D DRIER RSB0 O ARBIRS I (F. TIE2B G TP Glomulin& G FDEMIE G TFEENEESNT
WD, FIFEMEEBIDIRZE AR THZ D50% DAER CRMAMIRE G FEENEESN TS,

<EE>
MFMERBIRETE . 7' 0 LREIRETE RGBSR IRE T DSAE(F90%. 8%. 2% T&H Do FIERITHEIFIRL,
MFMBIRSEIFRESE DR TIEROBENT L.

<BRPREEIR. EHAFRR>

RESIPHAIFHRA T EE B UEEE. 2BDETICTHELDH . EEPICRDE L FE-HBEBOH ST E
PREESESRCDELD BERABRGITIED B DN S UFAMBEEDDDFE CTEFIEL RIEMED B DFELREBDNE
ZE2T 2. RIEMEDDDFEEDOBIHAICIFZELHHEL BERIEREDSAIC(E. fE2 FHMH T 2 FOAFEBICTHE
WU FEPEBERICKVBEIRT 2T &N SV L. MARRE B OV VRZE CIF# MR CEMBEED RS R
ZER BRAZEE R URENICE<MAT 2L 5,

ERMRECTHDIENORELLTCIFEERNOFEET 2N NBINSRIAET 22 %< RN ERTTIED
RECIFHAHTOERIREDE TR BV EFFFERNBERICRBTZIEDLEVNBREREIH HEIC
HFOTIERNETL. SHMEBREDHRIEE EDIC. T TIFBRPHIRE VWS TE RV E YV ELICKERIBEEZR ST
ENBD B,

FEIR. B, AL BREE B EDIEREZL. RO DDFHEMZEELD T EDH DN RIFHICATIPER
HZELT2DBRHD—DTH B,

FESEENRE FBHE Ch DI HERCEAZ L. BEREE A RIEICIR DT EN S VLAY BT OFRIREERZ Cl3ER
[CLDBBREE. Z el NEEPHIRRE ZH D E0H D, — . UERE CldL<DEF TREN B35 B
Al RRREFCBE O NERG SO IR BB CELD T ENS VN REANDEIRG W MASHEEIRKNIC LD DD
B2, U DEEHPREICIEBRMEENZEFON, EICRICELSDH ., BEEIDEBAR & FEN'S O] B)igiHliR 24 U]
ENEHEEIT2DDDHHD.

EXRELSHERE DI RNS T ROSN. BEDEXOER. ZEHE. BBHRECLDEMRERES R TRV,
LHRECITBELERNOMEFTE ZEH (FBI LT UREHHERE) U, FIICKZBMZEHSTENG 2.

MEHAADOERSEZTLEUCEEMERE T, 8V EREBERZ AL RIEAB 0 CRE RN IRERS S
HETL<EHE5NTVD DDz, ZDRESFRIBEBORIKMEND SIRHERBIIEIRERE (fibro adipose vascular
anomaly, FAVA) EUGEEDEIREE L IFXRISNB K D(CTEoT,

<MARRE>
MRIREFTRIEF—RICIER TH BN DI A Y —D_ LR ZUIFUEERD. BIREEICRRNESNDJ/ERBDOARE
WEBIOIE B DEERGZE I 261 TlIE FICZDIEAMENE SN N, —REAICRSFRBEXGERG K Clde5
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HOMAEREREZ VDS A X —D LRICHA. 747U/ =5 P IVWREODE . FOPO LR B ERRT T EN D
%o CNIFBMNRMRITEICKLDREANTDRERFAEHEEICI > TELDRERTICID DD T RFBIEMEN
#EREE (localized intravascular coagulopathy, LIC) EFEIFN, ARV AEBHRMENEZECERMNEBEICEHT D
AT NN Xy NEREFKBIT 2AEN DD,

<E{FESH>

BIRFEDZH CECEELBDDIFBERREEMRIT. BER CIFHREADlowPAEDO ATV ST ik E

RBTEBZDICHLMRITIFREREDFE DI ZHER T 2DICENTLD,

BEEREOEGAMER. BRANSSEIRROET I—EEZRL. TI—0-J0EBICKVETE I 2MAD
BT EHETCTDIENL WV, T BHICER T 2 CEBRFHNEN . BikAaZASICHIBEICE. S ERFEZ/DST
TO—#EEEFV. ZMEEDITBEASHOREICOBERBATRERBD. KL EHMMEVEEEIRGD RSN HEE
[FDR<LT18 B

MRITIF. T128AKRTEE~RKES. T2RAKRTEBES LB GERX THOKWELBANITRETND TENL L,
U NEfEE DIERIICERTH 5. BRI T2HIESC3 3126, 2 N EIEPRZ ClERERFINSLE (STIR) ZHH 92
EFREE DI DTSR LT <1E 2,

BHIXIRIET Cld. IBREBADZMIFHL VD, Bia ORI ZIEE(CERTHY  BEENERIEREICH
[T 2EEETE P ENEIRETE COBREDEEDHEROITLETH D, CTREDBREDNEONDHGICIFEALLS
A MRENRE D B2 AEDIEIRICCT angiography"ERBBEEDH D, LHREERIHBIEEERIIE S —IU
scintigraphylCCRIU—Z2V T 75 EHORECH BN, FTRNIEHREIN CHDEBRMHREDRENDN DG G [T ER
ZIDONETH D,

<jRIBfRREE>
fEEEB D ICHNREUCMEZER) . MEBEE(FEREIFARAT. FEHERZRIBL TS T EHZ V), M=
TBREAST—T S BIRaERZEEICT,

HH2-4FEREF BN ZIRRBL IR BEER B R GO ARBRBERIARER)
[#BEMER-RETFE - MBS -UV/VBEE-U Y/ EBEES JUBEERRIC DV TOHREIF I
[MERE-RESTE - MEZE-UY/VESE-UV/VERBE 28 F5102,2022] (853/R) 2023F3831H, P195-197
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BeanfEEEEBIFEFEN. 2 BDEES LOHEEZRDE UTeNRICEUDEIRSE 2R E I 2. HEREN T A
FLEICUTHY. FBEND>TWVDI8H. 19584 (CWilliam BeanlcLWblue rubber bleb nevus syndrome (&3
LFVIREPHERS) CR S £ BDOKERNCGHEBZIFUHET 2LREEICRENRDON, LECEERE
MMESHHEZL . &Ko, FRMEANICSV CRBIINGRERFHEENEL. 2 5UHMRRERBZEH I DTN D
%0 L [FREBIIEIEREDBGICFEREABIEETZERT .

<jmEA>
MEBEDSHEMR CHDBREEICHIESND MEFHECREDBTIE2ECFORESZERE T 2|EDHIN
LHBICBVTOERIITONTHS I RERELFELCHEEL TLRL . SEDOREDERNFND,

<EE>

EEDEEIC T blue rubber bleb nevusfEl®EE:"SE I AFUIREPHERS ZRFRUICETAELIHRSE L TIFHS0
BN IR DS FHIFE T IHoIc. o FIBNSDIOBIDEET DN ELHSN TN D, ZDSEOHIICREREN D
feEEns,

<BRPRAER>
0.1~5cmBEDEB~EEBDOTLABREAZISNDLSBEEDEMRSTENLH L CHONDIENFHNTH
P VNERICEREREDERE CR< HREEDITRENBIL DK IICIRDIENE . BIRSTEAN ARG ZTE R



UTe ) MRS ZE HF LT 3 B ERBH IR S B0 KT BN CIR< . AR R, BT, BhE. Bhe. A, O, IR
BRI EICHREZHD RRNICRDEZERDEHLEICEH T DFIRETIC K RABIEEDHLELME
BRZHEMZEECDCETH D HEERENETL [ RERHDHEEELMESNDERBH D,

<tREmMRE>

HEBEREDIRRICIEHRER. EICHTRIVARENERATH 5, thOEEDIRE(CH > TECTRMRIEEDE
BIRENAVSND, MRS CIHEHIEEERMITER S 28K Z ZH5/I KB MZRH DI LN LW Eic 18
MR RIS C K> CEIREFE N TORERFDEENEL. D-Dimer® L&, 747U/ —F VR MIMREDIE T,
FDPD_ERHERTIZEN BN, localized intravascular coagulopathy (LIC) EFEIFN. A1/ Vw/\- XUy NERE
(FXBIENB WAL DRIEANIAT R (SIS CHERU I ME7Z R, MEEHFEIRE AR T, Famibie
ZRELTVBTEDHE L,

<EHDIRDBER>
BREREZHTD R T B, ELITNRIA TR ERENZ U CHEERZEICKDHEEB B ME#SR Z B MM TS
2HIN G ERZEET B,

INBIBMRERRER Ty Y — BT AT UIRBIIERES]
https://www.shouman.jp/disease/details/16_01_001/(2023F6H3085R)

O] RSEIRESAZ

ROIRETEII2 DU LDIREFERENRELICEDTH Y LI TDORIICHRALRBENEFET 2. RETHIE
REO—ERELTOEHDEASNTWV D,

- Capillary-venous malformation

- Capillary-lymphatic malformation

- Lymphatic-venous malformation

- Capillary-arteriovenous malformation

- Capillary-lymphatic-arteriovenous malformation
B LEOREG T 2ERESTEIHEE I DMENESND,

HI2-4FEREHBNFRRBEL IR BEERN R B R MR BERIAREH)
[ MERE- IRESE - MBFE- U/ VB U/ VERBIES JFUBERZRIC OV TOAE ]I
[MEE-RESE - MBSV /VEBER-UY/VEBE 328 F512/2022] (8535R) 202343831H, P93-94

TUYRIL- b R— T—N—HEIRE (SEH%281)

<iE>

IUwR)V-h/ 2= D= /N—EREFIURD S5 —REX(EFZ N EDEFF2EChIDRETREFEIC. H Al
EREE ST REB TH 2.

IREFEISRERICHITDMELHLDEB TH Y JRERNICE—H2VIFEHDIREN D ZB L. IR TRT X F&E
BEUEBREDBEZHIEERCH . MERE- RETHDEEFR THBISSVA (International Society for the
Study of Vascular Anomalies) h*1RIE 3 BISSVAZRETIE. B8 - AR DIRE S D BT D | (IS T . EhEs
& (B) UV /VEFE. EHNESTEISFINORGUREST K CREENETE) FINSOEFEDLE TH S,
IREHFEIEERRET I LB<ETL RBEYES. EiOMERE. MRS, #8 LOBBEEICKIRICHIZUE
EDQOLEEIRSZEN' BB, IREBHEIC(E. B—HEEA CUBARICIRE T 2R Y. S CF N IZBRREE T
UFAMEICHTT DREBRERCIFREN D BN FIELERE CIIRECBEEANER D,

Uy b/ R—- DT —/N—EREF. SEIC(F. AR DFRIRER, REFEMIMEE . X EEIRE. Z2=#&
IO GEFFEMRRESDE GRS E . EMNESE. U/ VEFE) ZEXLT20DETUvN)L- b/ R—ER
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R—AEERBEE N — IRV T —N—ERFZBZEICX D T B EFRHTNREITIIRETH ) ANRERELTIFIUY
NI/ R— DT —N—EREET D

ANEEFDIRSETRE L F ARG ETENSHIRER T DO s lRICH S TIBE T 5, FAREKFIFEA
ENRESEEBRICECDD . FNTHRICELD . &5 (B AE B M) EREDEITEMREZE6HI 2T DD
2, HIRENBEICRDEBAT P EMSHERIEAEZR T . AMEREF OIRESE(E. ZhEesC XD DB ARETUR
AHEICHTUEEEEDIERICH Y  RER P IMTEIEICHREZRIFU. R, BIMPDARREC K EIERTRRREIC
E2TEDHHD

REBMRICH T DIREHE AR BHMEHEMOIEXR BRIFEE (WU T PTEEERE PARIBBIEF
(BImARE RN BERI) P REVRGEDFBEFMBENTENND IREFHICH L TIFZ DEBRIREICK
IBEIFRIG D HER by F T IC LD EE. VIRRFM. B LA BRMTRENANSNE D AR DEAIRES
TIRZEIFCNSDBREICIEFIMECH DI EN S EECOILHMENEIEZET 2,

<FEEAE>

IRESFEISTERMETH ) BBERICHIDMEEMERICKVELRELZEZISN TV S, REIFASH TRV
ZO—EELTEGTFER RASAT) I ERENOELFEEP) FRNVAIZEDIEMNERIN TV S RIERRD
[REE AT, BEEBHEBONFEN (FeREY) ZRICKDDNONIREFEICLD ZRNZELIGZDDHARHETH D,

<fER>

R DS E5—KNIFZENLULEDEFFEEICHIcDREGRREST L LA RIBERNE FIFRV LIS RIS O N,
- WRICHOTIBERY 2. FAEEKIFEEAEPIRESTELBRAICELUDD FNITHRAICED D, G5 (1) EPERE
B EREDEUTEMREZESHIT DI EDH2. HRENSEICRDERITPREESHAIEEZR T & H. BR.
B A B B ERRE BIRESFEDERZEZE T 2. AMEREDOIRES LS. LS (CEH W ILERBPET
UFRAMCHTMUEEETH Y BREOEMZREITR T ERRE CIF L <DBE TR B REE TZRU. SR
TIFMITEREICOFEZRFL TOARRIREIC R DBBENIRRAECEI VI L),

<ECHRE#E>
IUyRIb- b/ R—-DT—/N—EIRBF DM, (1) RESHEZMELECHA T ks 2 (1) D FEEZHIEAECT
TUyRIL- b/ = D= N—EERBF LM SN D DENRET D FAIERISERIN T 2.

(I RESE (MESFEROUV/NES) SHiELE
|EB-FRBIEDOMESHD VIV /NEDRBRMLK WS- ERRE BSORENOHHHRE C. EBZNFTR. BiR
DD VIFRIEBEREC TINZZRDH DB D,
ANEREIC(FERETE CEMRIRMERE)  BhEsiREE. UV N\NEHE (U VEEE) U/ NBREAE- T —/\ k. EflmE
S (RAEEMERE - R—hD 4 V85 RORSEIRESE (BEGEMEST) N'SFNS.
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1. MEHDVFUV/NNEZER I SHiaE B DIBEN & SRR
1) FLUZIESRE (f 7 IRMEEE) . MEBPIETRE
2. S HIR R IERE
) —RIEESATE, ML )RR, SME I - R IR I ENRRIRE . BTN

(D#B0%E
TV b/ 2— D T—/N—EREF MR LE
N DSEARLED—FDEFLEICHIcPRGRRESL LA RAIBXEZGHT2ED,
WAAPRR
1. W05 52 EH—RKDEFFEHICHIDREIURES Y.
2 EGTUAREZTIE DRIR AR D B EREREB D A RIBEALE.
3. KEDOFEMMEZTTEDHHBHE T OREDIRESTEHRE (BER X (SHRIE) ENHTHDHDIFERN
4. FREOIREZIEIC KU A G CR<IZ O TV DD DR SFRM
5. BASH IR RIERZ (—RIEESIRIE. IR > ) VFAE) [FRDSERSN
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1. EMMESTE. BFROESE (CRESBREESD) . — OB - SREEROH AIIEAN GHN =T o', FEikE
BIFNBEICIFBESH TRV EDZ L,
2. FRBEXIFFEEAEDIRETEEBRICELDH . FNUTHRIICED S,
3. 618 A FEPER A R EDIBUFEREREZEHIT DI EN DD,
4 RGERETE S BIRSE . 83 REE. UV /N\EFE. EMMESTE D2 DL EDIRESTEH B —IP LR
EEHITZBD,
5. BhEBIRST L D23 U E X BB IRE T SR ES R,
6. BIRETE DRI LLRICLIESND,
ERAEE LREZER T 2 EFNETH D, 1 DERBREFMEDH CIEEBNEZMNRERIEE. 265\ (E3%
A TEMEINS,
1. BSAEEFR
BEMARE. MRIGE. IESEHE (BERERSERE 52 VIFEIRSES) s CTOWVS O T, IR X IFERU
TEREIRCBRIR DDV EBEIREBIR D IRIEMERE 25 I DREZ R 5. NERITIERG IR H51N B, ED
[CIME P ER L ZH#ESTEN BB,
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THRAULEUZ,
BEHBMUYNEREBEEENREUCHER (NPC-12T-LMEER) . #a 4RSS L OEaMRETEREZ
WREUICEER (NPC-12T-CVAEER) CIIBEMMRZRDFARIIFBDONFTEATUI.
BB MRS RIRUCIEE(CE TORECK  AFI DOt AR EP L ZREF T 20BN BIE T,
(EEMMERICHITDREE - RERE SBEDEDFIC DOV TIF44EZ TSRIEN,)

x
=
=
I8

Mk > 7REDAE LI SEDHEE

BB BMERDORIENRENDND5E. RSN G2 EBE IR ST IHEHDVECYPIAAN (FP-EERICEK
EZNIFTEAEHB T 25EE AFOMPREICHEZRIFTIENFRINZBEICF FFOMPRS TR
B7ZREL. 15ng/mLLINZBEZ L TR GEZHBELTIZE L,

FEEREEN G 2BRE TIRIAFDOMPREEN LR T 2TREMN BIE T &fc. CYPIAANIIP-HEERICKEZ
NIFTEAEHATIHEE FEIOMPRECEEZRETEENNGIE T BE. U/ IRERHEERE ZX
REUICAER (MILESEER. MLSTSEER) DV I NICHVTH. MBS TRENS~15ng/mMLOERICIRD K SIC
BEENHEESIN. COBEICBV CFREFBBBENREINTNDIENS, 15ng/MLLINZBERELTIRSE
ZHET DMENSDIE T,

FI BBV NEEREEZNREUICER (NPC-12T-LMEER) TH. Mo hS 7BE N5~ 15ng/mLOEH
[CI2BRDICHRSEN RSN BN OLTEEIIRETSNE Ul BB EREESE N OB MRET L EEZ
WRELHER (NPC-12T-CVARER) ClE. M S TRENS~15ng/MLEBRBLIICIRSEN RSN . FEE
KRBREPEBUICHBRMEITHCTHEL MPNS TREN SNg/mLKE CHTEIN TR Uz, AFI DI
BEFESE BERNTONSYFHIREV O ERNGEYREDE-IUVTICKY., 156ng/mLLNZEERE
LCHRE5EZRET2HENHIET,

EBMREEE N UHEEMERESFEICHIT2MP NS TREICINUIR SEDREFAIC DOV TIF9BZISR
<fZEW)

* : Child-Pugh2$8 (BE. BEZK. EUILE VB, IV DS VE. OO0V E VB TGrade ZHITE) DGrade AERE) . Grade B(hEHE) K U'Grade C
() DIFEE2E SHERA CEYEEZ LB ULER. 1, AUCKRUCL/FICERZENSRH SN, Child-Pugh 38D Grade® EF(THELY.,
t1,,[FAT25%.BT89%. CT168%IER L. AUCLIFATA8%.BTI6%. CT210%BK. (AE CTIRAELUIZCL/FIFAT32%.BT36%. CT67 %,
MUFELIZ. BIEAT—Y)
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BARABRAICEERI Mgz 282 FFBRIFI2mg 7z, IO R4 —/N\—JAIC KW ZEIERFE ORI 5 U EYZMNE

FHHEER (NPC-12T-15380) (CBWVL T BBREI DS (ST I DAUC K UC, . DAL . ZNFN1.48(90%

EREXE : 1.22~1.80) %0U'2.30 (Q0%EHEXA : 1.90~2.78) TUc, T TNH0%EBX N EYZ N E %

HDHERAETHS0.80~1.25% mIc o feH| S FERE FEY 2N ICAFEHETETEFEATUR,
NPC-12T-1HBRICH T BB R O FERIFI D EYENRE/ NS A —5

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

a) RE (B ME, BA(E)

Flo BEANT—5 (12821%4F) ZAV I BEFEYERET DOBR. BHRAIDEBRECHTDMPNSTRE
(& FERID1.231& (90%EFEXE : 1.09~1.37) THofclEN'S. fe Rl EFBHAIL 1 0.8DABHICIRDEEZS
NFUIc AN SEUAEDRHAICUIBA 5L MPISTREN LRI ST EENGHIEIT DT YBERDE
[F 0 TEBLIEE WV, Ffe, BEMEYEREFATDORRICER DTS FAISNC BRAIN STRFINB X fcEE DR
Al combh>7REDFABZABITRUE T 8. BRAIRSE (U A 80 OMEhS 7REDLAN)VICK
T ARRIVBRROMPNS TRENRRZ DO ABARDMP NS TRE TERIEL. FRBZETELE U,

HOMIREEE N O EEMIRESTLRE LBV CHARZYB A JRIC(F. MPhS T RENZE T 2T REMC 5
ARLAIIBRNS 1~ 2BE®ICIPI S TREZESELUTIES W,
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B5LT AN IR S DM S TREOFHE"
s | oEs (BHAHESBOM S 7RER)
FahiAEl fERIA=Z BRIFIRSEOMbh NS TEE
R 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
0.8mg Tmg 5.1 7.6 10.2 11.3 12.7 15.2 %
09mg | 1mg 45 6.8 9.0 10.0 1.3 136
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
1.4mg | 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 48 7.2 96 10.6 12.0 14.3
1.8mg | 2mg 45 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
2.2mg 3mg 55 8.3 1.1 12.3 13.9 16.6
23mg | 3mg 53 8.0 10.6 11.8 13.3 15.9
24mg | 3mg 5.1 7.6 10.2 11.3 12.7 15.2
25mg | 3mg 4.9 73 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/mLAE 15ng/mLi8 ng/mL

* JREINUB X ROMP S TREOFAE=FRREIR SIOMPNS ZREI XIREL [1/1.23] X VB X 2iRAIAE]/ IR5UL TV 25 AIRE]
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A) U NIRERRIEREDEAER (MILESEKER. MLSTSEHER) (CE5 () BB AT ARE D FIRIAE

BB MR ROFEEE (BIFR) LU TOBUTY .
MILESERER R U'MLSTSERERIC 8513 2 B 1Al B D FIRSARE (BIER)

He MILES#ER MLSTSE8% MILESHERR UMLSTSIHERDEET
(n=46) (n=63) (n=109)
EwﬁﬁﬁGrade £Grade | Grade3 Gi;(j:e“ £Grade | Grade3 Giij:e‘l £Grade | Grade3 Gii‘j:eﬂ'
Gl 3(4.8) | 101.6) 308 | 109
A 1(2.2) 1(2.2) 100.9) 109
B (%)

MedDRA/J version 23.0(Z#EHL
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Gradel:8E Grade2:h%E Grade3:BE Grade4:4£&az8Bhd=E  Grade5: 3L (CTCAE Ver.3.0)
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ke (EREMRIR | EHIEMES)
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FifR s (RENKRIR © EEIMMfES)
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([CTIHSRBRFE D) BRAERE VN TR T O+ > KA
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ik BERBRNIFHIMAEE W\ 2fcH O DREBREG, RUFHREH DRBFEC DN T BERNTHR T 2E THA]
DIRGZHHILTLIZE
BRI 255 EEOHIT ChREBIOREN SEIBL T ZE L
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AV NIRERRRERE DR (MILESEHER . MLSTSERER) [CH5 17 B RAEDFIRARE
RAEDFIVAE BIER) FUTOEITY,

MILESEEER R UMLSTSERERIC 8513 B RFAE D FEIRBAR (IR 1 % L DEIER)

stes MILESEH 8% MLSTSER B MILESERBR R U'MLSTSEHBR D& EH

o (n=46) (n=63) (n=109)
SR Seel £Grade | Grade3 Gi;(j:ed' £Grade | Grade3 GECJ’:M £Grade | Grade3 GLad:e4
_HIREER 31(49.2) 31(28.4)
R 19(41.3)| 2(4.3) 9(17.4)| 2(1.8)
[ELR 14(22.2)| 1(1.6) 4(12.8)| 1(0.9)
Bk 6(9.5) 6( 5)
EI)E 5(7.9) 5(4.6)
Fifisk 5(79) | 1(1.6) 5(4.6) | 1(0.9)
IFREEMN 4(6.3) 4(3.7)
FERRR 3(4.8) 3(2.8)
BRI 3(4.8) 3(2.8)
ESRN 3(4.8) 3(2.8)
wIREZ 3(4.8) 3(2.8)
OREANJLRZ 3(4.8) 3(2.8)
ZHIfE 2(3.2) 2(1.8)
HER 2(3.2) 2(1.8)
BISFER 2(3.2) 2(1.8)
Rk 2(3.2) 2(1.8)
N2EREEH > VST AE 2(3.2) 2(1.8)
R RMEHER 2(3.2) 2(1.8)

B (%)
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BT BRRIEDFIRARE
RAEDFIAE BIER) U T DI TY,

NPC-12T-LMEHERIC S |F B BRRIEDFIRAE

= NPC-12T-LM&{5&
R (n=11)
= CrEee £Grade Grade3 Grade4l £
BIfER
TRER 4(36.4)
IREE R 3(27.3)
[ETRN 2(18.2)
B2 SR 2(18.2) 2(18.2)
" FERRR 1(9.1)
E REERA 1(9.1)
fiE llib7re 1(9.1) 1(9.1)
TER AR 1(9.1)
RGN 1(9.1)
B (%)

MedDRA/J Ver.23.0(C#EHL
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TR, RIRFIE (FEIRE % FIRFIEL WRE1%)

Gradel :8ff Grade2 % Grade3:=ff Graded:&£é&z&ENHI  Gradeb: 3BT (CTCAE Ver.4.0)

NPC-12T-CVASERIC S 1T B BRRAE D RIRSAE

- NPC-12T-CVAER
58 (n=13)
= e £Grade Grade3 Grade4l £
BIfER
e 2(15.4)
RSA )L R 2(15.4) 2(15.4)
[ETR 1(7.7) 1(7.7)
BN 1(7.7) 1(7.7)
et 1(7.7)
ISR S 1(7.7)
IREERN 1(7.7)
B R 1(7.7) 1(7.7)
SRR 1(7.7)
B (%)

MedDRA/J Ver.25.0 (C#EHL

FIRBEE. B—EA DB —8IERZ 161DV N,

FnlE, RIRGIE (RIRE % RIRGIEL WREIE)

Gradel :8ff Grade2 :%E Grade3:ZEfEf Graded:&EéZENI  Gradeb: 3BT (CTCAE Ver.4.0)
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Bk, BIERUBSMEL Y UIEREREENZNZBIICEROSNE LI (78B8H) .
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OREzR 2(4.3) 2(1.8)

BIERR 3(6.5) 1(1.6) 4(3.7)

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

i 2(4.3) 2(1.8)

BR 1(2.2) 1(0.9)

BhEES 8(17.4) 8(7.3)

BIPSRE 1(1.6) 1(0.9)

iRt 1(1.6) 1(0.9)

HANILZF 1(1.6) 1(0.9)

ALY 1(1.6) 1(1.6) 1(0.9) 1(0.9)

BE~NLZF 1(1.6) 1(0.9)

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

IS 2(3.2) 2(1.8)

I\BRRAZEE 1(1.6) 1(1.6) 1(0.9) 1(0.9)

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

SE T EREER 1(1.6) 1(0.9)

RS 1(2.2) 1(0.9)

B 4(6.3) 4(37)

BANIL=7 1(1.6) 1(0.9)

[ 2(4.3) 5(7.9) 7(6.4)

ODsERE 1(1.6) 1(0.9)

L 6(9.5) 6(5.5)
—fg - EHEES L VIRSERIDIKAE 25(54.3) 28(44.4) 53(48.6)

B BB Rk 1(1.6) 1(0.9)

0]z 6(9.5) 6(5.5)

%) 8(17.4) 8(7.3)

EER 1(1.6) 1(0.9)

JBEAR 3(4.8) 3(2.8)

R 6(9.5) 6(5.5)

HIRDIIE 2(3.2) 2(1.8)

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

=] 20(43.5) 1(1.6) 21(19.3)

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

[EFs 1(1.6) 1(0.9)

0’8 1(1.6) 1(0.9)

FREMFE 1(2.2) 1(0.9)

E2HER 1(2.2) 1(0.9)
SNEIBLURERLE 1(1.6) 1(0.9)

ATHE 1(1.6) 1(0.9)

BRES SUTERE 19(41.3) 2(4.3) 50(79.4) 3(4.8) 69(63.3) 5(4.6)
JEXR 14(22.2) 1(1.6) 14(12.8) 1(0.9)
&5 1(1.6) 1(0.9)

HE 1(1.6) 1(0.9)
1EMRISER 1(1.6) 1(0.9)
IR 3(4.8) 3(2.8)
BEREA 3(4.8) 3(2.8)
REX 1(1.6) 1(0.9)
EIK 1(1.6) 1(0.9)




BIEL (%)

EHER MILESEHBR MLSTSEER MILESERBR R U'MLSTSERBRD &5
Grade £Grade Grade3 |Gradedllt| #Grade Grade3 |Gradedllt| #Grade Grade3 |Gradedl E
EIfER BIE (%) BI%1 (%) BI% (%) BI%1 (%) BIE1 (%) BiI% (%) BI%1 (%) BIE1 (%) B2 (%)
jee) 1(1.6) 1(0.9)
Bk 6(9.5) 6(5.5)
DA )V AEBRER 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)WIVY 1(1.6) 1(0.9)
T IREER 31(49.2) 31(28.4)
HER 2(3.2) 2(1.8)
JTUER 1(1.6) 1(0.9)
HaE 5(7.9) 5(4.6)
IREER 4(6.3) 4(3.7)
b 5(7.9) 1(1.6) 5(4.6) 1(0.9)
[ERARK 1(1.6) 1(0.9)
B SRR 2(3.2) 2(1.8)
SERZg 1(1.6) 1(0.9)
T EfRS 1(1.6) 1(0.9)
kR 2(3.2) 2(1.8)
YA AT SARMRER ELN 1(1.6) 1(0.9)
FRESREZE 1(1.6) 1(0.9)
Rk 1(1.6) 1(0.9)
BRI VST E 2(3.2) 2(1.8)
tRPVARS 1(1.6) 1(0.9)
SRERMEIEIR 2(3.2) 2(1.8)
RPIEER 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)
CREANJLRZ 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 VM 1(1.6) 1(0.9)
IRFEE 2(4.3) 6(9.5) 8(7.3)
IROEERK 1(1.6) 1(0.9)
ARHiAE 1(1.6) 1(0.9)
TUILF—PERSRR 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)
ERIRABAR 2(3.2) 2(1.8)
HEBRBLURBEHERES 10(21.7) 16(25.4) 26(23.9)
EIEnR 4(6.3) 4(3.7)
BIERpEE 1(2.2) 1(0.9)
R 7(11.1) 7(6.4)
IR 2(3.2) 2(1.8)
EIERREAR 1(1.6) 1(0.9)
FhEEHE 3(4.8) 3(2.8)
BOIET 1(2.2) 1(0.9)
VOR% 1(1.6) 1(0.9)
Bl 1(1.6) 1(0.9)
EhEsEE 9(19.6) 9(8.3)
HHEETEE 1(1.6) 1(0.9)
VOFANER % 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 ) EGRIAME 3(6.5) 2(4.3) 3(2.8) 2(1.8)
MREE 2(4.3) 2(1.8)
MEFEE 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. KZRd L UHIBEE 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)

I8 11(23.9) 1(1.6) 12(11.0)

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

IFIREREE 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)




I
1E
F
Eﬁ’f

ol

BIEL (%)

EHER MILESEHBR MLSTSEER MILESEHBRR U'MLSTSERERD &5
Grade £Grade Grade3 |Gradedllt| #Grade Grade3 |Gradedllt| #Grade Grade3 |Grade4llE
EIfER BIE (%) BIEL (%) B2 (%) BI%1 (%) BI%1 (%) B2 (%) BI%1(%) BI%1 (%) BI%8 (%)

[zl 1(1.6) 1(0.9)

EEESRIE 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)

SREA 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)

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

I IRES 17(37.0) 17(15.6)

TUILF—ERR 3(6.5) 3(4.8) 6(5.5)

FRIBDRAE 29(46.0) 29(26.6)

SRS 1(1.6) 1(0.9)

HEMREREE 1(2.2) 1(0.9)

CIPRIREE AR 1(1.6) 1(0.9)

AR 7(11.1) 7(6.4)

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

EHm 1(1.6) 1(0.9)

B 1(1.6) 1(0.9)

B 1(1.6) 1(0.9)

HEDRIE 3(6.5) 3(2.8)
B PEBLVUNBEHIE 3(6.5) 2(3.2) 5(4.6)

£ RIS 1(1.6) 1(0.9)

5 3(6.5) 3(2.8)

Bls 1(1.6) 1(0.9)
DEEE 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)

DERETER 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)

BRI 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)

SEE 25(39.7) 25(22.9)

RS TR 1(1.6) 1(0.9)

SIEREE 1(2.2) 1(0.9)

HEREE 2(4.3) 2(1.8)

FEERE 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)

PRAEEJESR 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)

FENRIE 1(1.6) 1(0.9)

PAREREIR 1(1.6) 1(0.9)

A% 2(3.2) 2(1.8)

AREE 5(7.9) 5(4.6)

TREIF#RR 18(28.6) 18(16.5)

NEFSHMm 1(1.6) 1(0.9)

DN ER 2(3.2) 2(1.8)

DUEEAEAR 1(1.6) 1(0.9)

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

SNIZREE IR 1(2.2) 1(0.9)

MRS 2(3.2) 2(1.8)

B REE 1(2.2) 1(0.9)
TEHIEE 4(8.7) 3(4.8) 7(6.4)

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

HZEL 3(6.5) 3(2.8)

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

MiAERERE 1(1.6) 1(0.9)

&IV 0—)UIME 8(17.4) 3(4.8) 11(10.1)

BRI 4(8.7) 1(1.6) 5(4.6)

ERER I 1(2.2) 1(0.9)

RAVUD LAIAE 2(4.3) 2(1.8)




BIEL (%)

EHER MILESEHBR MLSTSEER MILESERBR R U'MLSTSERBRD &5
Grade £Grade Grade3 |Gradedllt| #Grade Grade3 |Gradedllt| #Grade Grade3 |Gradedl E
EIfER BIE (%) BI%1 (%) BI% (%) BI%1 (%) BIE1 (%) BiI% (%) BI%1 (%) BIE1 (%) B2 (%)
FEESEEAE 5(7.9) 5(4.6)
BAUHE 3(6.5) 3(4.8) 1(1.6) 6(5.5) 1(0.9)
SAEIAE 2(3.2) 2(1.8)
FESLUE MHEEEE 30(65.2) 52(82.5) 82(75.2)
B 20(43.5) 12(19.0) 32(29.4)
BREAE 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)
2% HiE 1(2.2) 1(0.9)
MOESE 2(3.2) 2(1.8)
FE - EEARTRAENDIEIRE 1(2.2) 1(0.9)
RIRBm 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)
EMIEIRRE 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)
JTERRE & E 1(1.6) 1(0.9)
FRER 1(1.6) 1(0.9)
BFRLBEES 5(7.9) 5(4.6)
TUHRIRBE T 2(3.2) 2(1.8)
TR ERZ 4(8.7) 1(1.6) 5(4.6)
2 RSRERE 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)
BRPRIRET 14(30.4) 24(38.1) 38(34.9)
TPSZUTPZ/NIVATTS5— P 4(8.7) 1(1.6) 5(4.6)
FANSFVBTZ /NS A TSP 6(13.0) 1(1.6) 7(6.4)
Mmeey)LEEh0 1(1.6) 1(0.9) =
MmhIL R 0O—)biEn 3(4.8) 3(2.8) %
BMREDEHES 1(1.6) 1(0.9) =1
YFEREREUEN 1(1.6) 1(0.9) #
NEJOE VS 1(2.2) 1(0.9)
IRPRIRERES 9(19.6) 9(8.3)
EERE 1(1.6) 1(0.9)
SFPIREUR 1(2.2) 4(6.3) 5(4.6)
REB 4(6.3) 4(3.7) =
HEED 2(4.3) 4(6.3) 6(5.5) 1€
=S 1(1.6) 1(0.9) =]
BmERERL 9(14.3) 9(8.3) —
) VRS0 1(1.6) 1(0.9) =
M7 )UAURR D79 — 180 2(4.3) 2(1.8)

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

PT: RIRAIMIE. B—EGDE—PTZIFIEADY MU,

SOC: —2DFNCHWVT, B—ERIICE—SOCHTERDPTA H>THIFIEAD Y MUz,

TR, RIREIE (RIREY RO WRAF) Gradel: BE Grade2: $EE Grade3: BE Graded: &&mZzBNI®E Grade5: JEL (CTCAE Ver.3.0)



5) #iattiREEE R U et IRESH O HER (NPC-12T-LMEH5, NPC-12T-CVAEER)
LB 3 REREIFRARREER VERREERS -8

BINPC-12T-LMER5R (%R : BEAMU Y NERE) Bl (%)
HER NPC-12T-LMs5#
Grade £Grade [ Grade3 [ Gradedl k
TR B 11
IR (%) 11(100.0) | 6(54.5) |
EIfER BIE (%) BI% (%) Bl%1 (%)
ShEE 11(100.0) 2(18.2)
FE BB 1(9.1) 1(9.1)
=] 3(27.3)
T 5(45.5)
HIERR 1(9.1)
BREWRIEESR 1(9.1)
DR 1(9.1)
AR 1(9.1)
e 9(81.8) 1(9.7)
—f%-2HEES LVIRSEHUDIRE 5(45.5)
R 1(9.1)
HhE 1(9.1)
(35 2(18.2)
FEEL 3(27.3)
BERRES KU TERAE 7(63.6) 3(27.3)
[EZHR 2(18.2)
TR 1(9.1)
HREER 1(9.1)
IREER 3(27.3)
Fifisk 1(9.1) 1(9.1)
IERARA 1(9.1)
2 2(18.2) 2(18.2)
LRERE 4(36.4)
RFIERZR 1(9.1)
HEBRBLURSHERES 2(18.2)
ESlE0E 1(9.1)
EhESfE 1(9.1)
MBS KTV INVRES 1(9.1) 1(9.1)
am 1(9.1) 1(9.1)
[FIRES. lFRS LUHIBEE 4(36.4)
IZ 2(18.2)
sHm 1(9.1)
SR 1(9.1)
OFRER 1(9.1)
HIRREE 1(9.1)
Pl 1(9.1)
BB LURBES 1(9.1)
MmER 1(9.1)
EBR 1(9.1)
EERBLUAEEE 3(27.3)
BikE% 2(18.2)
TREIB#E 1(9.1)
REBLUREBRES 2(18.2)
BYUHE 1(9.1)
SAEMIE 1(9.1)
KES LUK THEEEE 9(81.8) 1(9.1)
FZRER 1(9.1)
SRR ER 8(72.7) 1(9.1)
piiey 1(9.1)
2R 1(9.1)
EEUSA 1(9.1)
KREES 1(9.1)
Bz 1(9.1)
ERRIRE 3(27.3) 1(9.1)
TSZUTPZ/NSURTIS—EEN 1(9.1)
Mmep L2 50—/ 1(9.1)
C—RIGMEBEN 1(9.1)
T IILISILNS YR TT5—BIEN 1(9.1) 1(9.1)
R EURESIBI 1(9.1)
BmIRECEL 1(9.1)

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

PT: HEROIEE. B—READE—PTZIBIEND Y MU,

SOC: —DDFCHWVT, FA—EHICE—SOCHTERBDPTA H>THIFIEND Y MU,

Rl FIRGIR (RIRFE%  HIREIEL W REOIE)

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




BNPC-12T-CVAGER (%R : HGMIREERE N UG HIRESH?) B (%)

B NPC-12T-CVAERER

Grade £Grade [ Grade3 [ Gradedll k

NRBIE 13

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

EIfER BlER (%) B8 (%) Bl (%)

BEEE 11(84.6)

[ 2(15.4)
LREERRE 1(7.7)
T 3(23.1)
B 2(15.4)
Ok 10(76.9)
— -2 HBES LUIRSTHUDIKE 8(61.5)
Rk 2(15.4)
FEL 8(61.5)

BRESSUFERE 7(53.8) 4(30.8)
RETR 1(7.7) 1(7.7)
HEEK 1(7.7) 1(7.7)
BB 1(7.7)

TRaRE 1(7.7)
_FIREER 1(7.7)
Rissg 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—MHEEERR 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)

IFIRzE. RS S UHRES 4(30.8) 1(7.7)
Shm 1(7.7)

S8 2(15.4)
T EDRAE 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)

TEEE 1(7.7)

NERAE 1(7.7)
RESIURERE 1(7.7)
BT UEURMIE 1(7.7)

RS LUK FEEESE 4(30.8) %
B 3(23.1) %
IR 1(7.7) &

WS 4(30.8) 323.1) -
TPSZUTE/NSYAT -8 1(7.7) 1(7.7)

T=JIIZIVNS VAT S—BHEN 1(7.7) 1(7.7)
FPIREE 3(23.1) 2(15.4)

XEENE (SOC) LEIEMSB (PT) [FMedDRA/J version 25.0(C4HL LTz,

PT: ERPIEE. B—EAIDE—PTZIBIEAD Y MU,

SOC: —D2DHTHBWVT, B—EAIICE—SOCHATERHEDPTASH>THIBIEADY MU,

Rl FIRFIF (RIRFE%  RIREIEL W REIE)

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

O | HwE



6) MaEIREERE K U RIS EIRESTHZ DR (SRL-CVA-01
DRERHIE L ESEEER (PRER)

WEUERIEE

siER)
sEEH

8 D)

HOMIRSEERUEMRESTHZNREL T, YOULARDZLERUBEMEERT TS

i

ZhesRHE. IFER. IR (R ZT)

X ES

HEMREEENOBLMHRESR " BE 1196
#1 U/ VB, U VERBIE. J—/\ L, W7ty BN EPNRIER (SRR MERD. BIRETY. BasiRasiy., 7 Uy - b/ R— D1 — N —ERE, BE
TLFUESHHERE RS IRESR S

® 5 75 &

<AHEBRICHIF B YOV LRIBSHERE. YOV LIRS EH#GED THHI5E>
RO E TRIBL. EENICMEEZAE L, NS TEENS~15ng/mLEB D LS ICABEIERT .
<AHERRICH1F 20OV LRFSEAE. YOV AR ERSLTVRWMES (YO ARZAREDOEGZ26) >
SRR ERS T BIEE | AREE1.0M LI EDIEEIFFRAE2me ARERE1.0mSREDISS FRBHAE 1mgs
L. 181 OB% Y3220 GRS S, RIS LT, —8) (T35 2. 1B 5A%. Mo EE %R
EU NS TEENS~15ng/MLEBDESICABEERNT 2.
BRFZIRS5T 3158 | 101 085B% XIS GREER 5 HhE REELT.—E)  FROBE TR S5/A
I 5. BIBAEE1H0.7g VOUARELTT.A4MmE) EBR RV EET B, R 5510, EEINICMEEZRIEL.
NS TEENS~15ng/MLERDEDICIRSEBFIEH. MSABEHIST 5. BEH O AR BBASD30%ET %,

Fhv

1H&URAE (OULARE)

1Bz heRE GRREIDE)

3nAXRE

0.02mg/kg

0.01g/kg

3B E~61nBKE

0.04mg/kg

0.02g/kg

6nBUE~120B%0E

0.06mg/kg

0.03g/kg

1208 E

0.08mg/kg (&AK1.4mg)

0.04g/kg(&X0.7g)

WROA+DRHE NS TRED15ng/mIEBR RV EE CBEZTRECT 5. BEERENRRELIFENF
RPRSICLDESERODARNMRRIEINDBE MEICHUTHEL, M TRENSNg/mMLRE THT LT D,
FIe BRER-FIRINZELCVSHEE. b S TREN SNg/MLRE CHIBEZTHRITHRNILET B,
%2 AHBRTIF NPC-1 2T-LMBTER ISNPC-1 2T-CVARERICENIL I BB T ARIDR S ED I T HTE TERDIETT 58T NI B EE RS
ANT#Y.NPC-1 2T-LMEBRD SEATUISBIRUNPC-1 2T-CVARBRN SB U 3AIN S FENTL 2.

- IRERIE24. 528k, LIk 28T E DS D EF/ WAL/ KK/ Bk /Bl / ADLETE

- BSRIA4. 12,24, 5284, LI 248 E QBN (NESOEY)  IRRE/ 5 X— 9 (M/MRE. DS A 7 —. I«
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TN (L 2B AP OB S . REINFECRBIEER DS S TEERIFE 5 R 5Z2PIET 2D TR R W NERHEFIEEAERT D,

7E8) #BE 7 O FEAIM LD EVETV. . TDF. TAFDEREHE T D,

E9) TN QDFEE =G IBEICIFEET O IREDER T HTRETH DN, TDREIC DOV CIFAFESFIESERUIZ ETIT 3,
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BEsEaR

B&5E NS

AKT 707+ >+ F—1B(Protein kinase B)

ALT PIZUFPZ/NSVRATTT—E(GPT)

AST FPANSFVBETZ /NS TT5—E(GOT)

AUC, BRISHITE O gElE R E COMAEE -5 R EhiE TEE (Area Under the Curve)

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

CL/F BnrorkO7U7 S>> (Apparent oral clearance)

COPD 12 I4ERRZE A (chronic obstructive pulmonary disease)

CRP CRI4S >/ VT (C-reactive protein)

CcT IV a—9kiEiRR % (Computed Tomography)

CTCAE BESERILBAEREE (Common Terminology Criteria for Adverse Events)

CYP >~ 0OLP450(Cytochrome P450)

Dlco i3k E58E77 (Carbon monoxide diffusing capacity)

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

%FEV, WIZEEIRERREADFEV (CHTDEEDFEV,EAMEDLZE (% Forced Expiratory
Volume in 1 second)

GLA U INEREE/ 25/ VERE (generalized lymphatic anomaly)

GSD I—/\L% (Gorham-Stout disease)

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

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

KHE HRINERIMEN R E (Kaposiform hemangioendothelioma)

KLA HRIPRERR >/ VEREAE (Kaposiform lymphangiomatosis)

LAM U~ ) SIREFRREIE (Lymphangioleiomyomatosis)

LCH S5 DN\ ZHBRAERBERAE (Langerhans cell histiocytosis)

LD IR KRB (Lactate dehydrogenase)

LECs U~ VEMEZ 2 (Lymphatic Endothelial Cells)

MedDRA ICHERRESAEEE (Medical Dictionary for Regulatory Activities)

MILES sirolimusDLAMERE DI IRHEREIC T DMRZIREL T DIcHICRIE S NI EBRZ sk HE
T ERWB I ESELER R (Multicenter International LAM Efficacy of Sirolimus)

MLSTS sirolimusZBEARALAMEE LIRS U ST DR W ESRZFBRENE T 2L MRS —7
>aB& (Multicenter Lymphangioleiomyomatosis Sirolimus Trial for Safety)

MR W HISEER (Magnetic Resonance Imaging)

mTOR IS/ YA 2V ENEBE (mammalian Target Of Rapamycin)

n e

NPC-12T-CVA | B84SRSR LK UEMRESH L ZNREUCYOU AXDERMEEBBROHRHERES

NPC-12T-LM BEUYNEREENREUCYOU AR DEREE S5O ERERIES

NPC-12T-1 R ANZENREUcOU A XRE| (EEE. FERE]) DAY Z N EEF RO RHPIES

PaO, BIIRINERSR Y E (Partial pressure of arterial oxygen)

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

PK EYIEPRE (Pharmacokinetics)

PML ETIHES R ERE (Progressive Multifocal Leukoencephalopathy)

PS Performance Status

PT HAFE (Preferred Term)

QoL 4555 DE (Quality Of Life)




B&s5 &
SOC BERIKS$E (System Organ Class)
SP-D it —2J709>8F0O7+ D (Surfactant protein D)
SpO, R HIERIMERZREAF0E (Arterial oxygen saturation of pulse oxymetry)
SRL-CVA-01 HBEIRSER N EMRETE ZNRELCYOYU AXDRFERARIR DR ERHERIES
TA FEIRIMERE (Tufted angioma)
TSC fEENMERR{EIE (Tuberous Sclerosis Complex)
TSC-LAM TEENMERBLIEICEHF I DLAM(LAM with Tuberous Sclerosis Complex)
VEGF MEA K HFEIENBEF (Vascular Endothelial Growth Factor)
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