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(TR (mg/m), SIS T NG (S R AR Smg) » 018 S R IR0 & LA B R A8 (25 1)

ZafehE, BIERE, MReXIEN (BRE) B8R

(NFD)JLERBLEEE,

K1) EBEREVEEENNE ﬁ'Js (HRIBFRER)
RRER (BSA) HEERE
0.53-0.69 m? 3mg
0.70-0.89 m? 4mg
0.90- 1.09 m? 5mg
1.10-1.29 m? 6mg
1.30-1.49 m? 7mg
>1.50m?
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R2FBRABHR

FRAMEHE | BRAE (mg/S| BoRAE (mg/B
(mg/sB—) | B—R) B—R)

/ RRER (BSA)

0.53-0.69 m*

0.70-0.89 m*

0.90- 1.09 m*

1.10-1.29 m?

1.30-1.49 m?

>1.50m?
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REPER (B [£EFT] )

o MMEEREEEEE (RPED) HAPOM
EREMMILHE (CSR) #AITRR

o UREELKAE (RVO)

BRI (B [ZEFTA] )

© 2AAEIMIRE 3 R L HIRIRR R R

GERN, BENRE. BRFGANN, KR
FEAE—HEAFE (K 2) -

KARLH, HIBELRBIFIL,

HEHEY, BEME. EMFHRAHN, K@M
FAE—HEAT (WE 2) .

KAEH,
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MREEAKRE, 4ARMEEAMER<2E,
ML FIBLRALG; MR>4 ARRERE
MER<2ER, WEE—IABKFED (BER
2) .

HIEBEHTE (CPK) HE (B [FEFT] )
o 4B CPKFAB
e CPKABRALE

HEEY, BENEE 04N 1% BHRFGA
7, AREEE—NHEAT (WF 2 . W
RIFARKRKE, MKAEH,

KA,

o RIAER
FFHEERE (B LEEFT] )
® 3L ALT/AST #&

HEAHEIIREE 2 BT R 7 XKARE,
MEEF B FRE AT, MR 75 21 K208
e, NEFREERE—TIBKFHERLE
7 (& 2) o MR 2AKXKEEME, WA
7, MRERKE 3R ALT/AST 78, HEMRL
HEWMEE 2R (IR 7XAME, BREE—
BT R T RAKMRE, WAAEH) o

BEMFREE (B [FREZ] )
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® 4 BFRRRM é@ﬁﬁﬁ, FEREBEEE—MIEAT (W
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BBV RS BE L BAEAE. PEEEETS S EEAARNRSMAGNIE YRR, MEEEES TR
B8 GRlERE)
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%E*%?ﬁ%&ﬁ?ﬂ% A,

r:'-ﬁEZ!Suu?"ZﬁLﬂ:) BEBENIERSIE,
(FRRR]
ReUEIHRE
A

@A BAN R AR 2MERETERE STIRKAR, EVEZI—REEFNE 8 mg) MU LRGATHRARE
59 190 B, SR BB EIT(HON 8.23 3, 5B 0.03-30.46 B BEARAFHBERE MRS (> 20%) B
KA S ZGMIAR XA R B4R AR EES F115 (85 f41,44.7%) 275 (73 f4ll, 38.4%) ET A (71 15, 37.4%) QRS 5% (57
151, 30.0%) . K 1L RERE B SE67 S (52 1, 27.4%) R/ % (50 i, 26.3%) « B85 (50 fll, 26.3%) « M ZLERRT SESFH (49
151, 25.8%) . RREARUERSEEF = (42 5, 22.1%) FEFE (40 5, 21.1%) . ARMIRE W (= 2%) 89 = 3 REHWEXRNFR
FHAERRK (25 B,13.2%)  MAERBEERSESFH S (11 15, 5.8%) FIFREZK (4 §1,2.1%) o

JLE

&) |ERBN SRR DGR B STUGKRR, EMESE—REENE (5 mg/m’) RULERAETHIL
BEREH 8T, ERAMATHNERERENE PN 15.01 A, EE 0.43-20.96 N H. ERAMATHEERS
BREL (>20%) NEARSINSHYEXNFTREFIMIBBIIEAS (414, 47.1%) . MABRBESSEEAS (40
5, 46.0%) « A% (38, 43.7%) . a- FTERBISESAR (33 I, 37.9%) . OfEH% (31, 35.6%) . K (21
B, 24.1%) mmﬁmﬁgms MB A= (19, 21.8%) . EMLEKE (18 B, 20.7%) . ABHEER (> 2%) BY
= 3 RSHYIEXNF REM N MARBEREIEAS 26, 2.3%) . EEX 24, 2.3%) MEEHEREX 24, 2.3%) .
FEA LCH FIHR4RRR AR

mATFRA LCH IARAMMENHARR —TIEE, FK, SHO0 IBIRKMR, STETEERBLEE LCH,
Erdheim-Chester % (ECD) RECARMAINEEREPEIEIE, R2MA PKIFIE, HNA30HIRE, £5°F 8me/ RAMRATT
BHORK, —K—R, ELAY, §28 XRA—MATEAY, SREEREMNETAEN 4210 K. &RELHFERRMIE 4

7£30 1§UﬁJZA§Ef%EP,EE'§’T%"J"‘uE’DﬁE@&%UEﬁ*E&J‘“(&I?—? 25%)NEE
7K (36.7%) « BZ¥Z (33.3%) FIRETS (33.3%) o B 5 i (16.7%) BERESEF BRENSEAREXNFREM, BEEEA3

%(36.7%) AR R EEBEFE(36.7%).

151 (10.0%) i 1 il (3.3%) FXT55% 1 Bl (3.3%) . & 8 {5l (26.7%) BERESHEFERANS AREXNRREMH, BIEIH
Bk 151 (3.3%) A% 1l (3.3%) EBHER K 141 (3.3%) ZZ 1 H1(3.3%) EERELK 1 {1 (3.3%) ALA5R5 1 5l
(3.3%) . MANESTAEL BESF &= 1 5] (3.3%) M HIM=BSMAE 1 fl (3.3%) . R BEBERESBKAFLHNTREM N 4 )
(13.3%) RiAEREERAREN, WINASERELX,

BYNR RRASAEREUTAMNS X +DER (= 1/10) ;B H (= 1/100 E <1/10) ;180> 1/1000 = <1/100) ; £
(= 1/10000 £ <1/1000) ; +ﬁ$)u(<l/10000) KA (%/iM__TFﬁxHEEF o

& 4 TS BLGATT LCH,ECD Z’zﬁEﬁéﬂ%EﬂﬂW@*%E’Jﬂ"f‘Eﬁn* REE> 15% (FRrE™
EER) JEMTEFH> 3 RNFRR

MedDRA REHIES BEEME (REF) CTCAE 4 >3RBEMHMEER"
EiERE i CTCAE %% (n=30) (n=30)

BB TAERKEN

EES +HER (36.7%) 10.0%

224 +HER (33.3%) 3.3%

pii I (23.3%) 33%

BBR +HER (23.3%) 0

FERBIERISE W (6.7%) 33%
FFThRERESR 0T

RERAEEBEAR SR (36.7%) 0

RILERABRBHAB  +HER (20.0%) 0
LEMERRARPUEH R

Kb +HER (36.7%) 0
BEHRGRR

5 +aEL (33.3%) 0
BXE

AEAR B ES S +HER (23.3%) 33%

C REEAFAS SERL (16.7%) 0
RREFRRM

SIS © +HERL (20.0%) 10.0%

*NCI CTCAE V5.0,
° FKBRBLE L SNE K e, EER KR, K, BREG K i
> M ANERRAEL MAG T 2 E04E | A\ BAREEL BB T 5, AN EABAES S MB FH75
‘MAEREISEEE S M =EME, SASME, S HOL BEEES MAE, SAEEE MAE, I H M=,
JLEE 1 BIREE AT K B9 MR AREZ 4T AR

EARAT 1 BMAGgRREXNMRELERAAN /|| MIRERLN T, T T EROBBIENR S22
ELEZI—REENE (S mg/mz)&thzlsnu/nrﬂﬁ)Lg%%#\ﬁ 55 {5, G3% | SRR ARIER AR Smeg/m’ §H— /X/n*
ITEY 9 BB, || I RIES AR Smg/m’ §H— AT 46 HIERE | HIAN || RS AR R BRI REBE KD 924.0
X GEEl:671-954 X) #1 770.5 5’&(3@@ 223-838 X) o BN FR R I 50

FEX 55 Bl LEERED, RE L (REE> 25%) E’J’F E&E?ﬂ[ﬂlﬁﬂﬁﬁé’é@%&ﬁ@ﬂ% (63.6%) . R/ % (61.8%) . OIS FHAR
KA (49.1%) | Eﬂ?LE§H%§LE§H%‘ (45.5%) 272 (34.5%) RS HERZ K (32.7%) MO E (30.9%) &1 (29.1%) «a-
R TRRSEEAS (27.3%) R X (25.5%) MR EEEREEF S (25.5%) . & 15 fl (27.3%) BELESHEFEBEN SR mIE
AT RFMFRE 2 IR ESEEFERANS A@RIBXNFREMN, REEAETIHEE, O8R4 41 (7.3%) . mALER
BEELOMESH = 3 51 (5.5%) \FEEA 2 1l (3.6%) . A 2 17l (3.6%) EEREIERZ % 2 Al (3.6%) KR % 2 51 (3.6%) + SRS 2
(3.6%) EHFR 2 Bl (3.6%) . LEERESBHEREHKABFANTREMNH 15 ] (27.3%) BERETEFREMH,
HAY 2 1 (3.6%) BERE™ER RRRABRIEM 2 (1.8%) FIREBIFR 2 (1.8%) o

YA R R RSTEARIE L RN 93+ %0 (= 1/10) ;8 0L (= 1/100 = <1/ 10) ;f85 > 1/1000 E <1/ 100) ; F
7 (= 1/10000 = <1/1000) ; +53F W (<1/10000) ;K50 (Fo5 M F] BB #RIB AT o

RS EITEARBAE 1 EMEFERFEXNMRBZFHRBED, REEX> 15% (FAE™
EFR HTEFL> 3 ENFRRE

MedDRA RALREA BREME (REE) | CTCALSE>AEMNRER
EERE FiE CTCAE &4 (n=55)
(n=55)
BB TSR
:baP +HER (61.8%) 1.8%
BE? +HED (34.5%) 0
EBRRR " +HER (2.7%) 3.6%
B +HER (25.5%) 0
EBL +HEL (23.6%) 3.6%
B& +HED (21.8%) 0
EHAREF
AR EBEEF S ¢ +5ER (63.6%) 3.6%
MR SRS +HER (45.5%) 0
B THRBESHAR +HED (27.3%) 0
MR +HEI (25.5%) 0
RIILEREARBEAS +HED (21.8%) 0
RERGR
IR FEAR R A8 © +HERD (49.1%) 1.8%
®5 +oER (18.2%) 0
AR
ELVEP S +HEL (30.9%) 0
PURRYGE. BRI
88 +HER (29.1%) 0
*NCI CTCAE V5.0,
a) KPR, IMP
b) EEBERR EBERR;EE
o) RER.RK;EZ
d) MANESBEELMESTS | MABRR BB F e A BRBAEL BEE MB A3
e) OIFRRRRARSS : OFERARA ; ORER%
f) §‘T$It\1§%’“ﬁ?:;%‘&:L@%ﬁ;?;’&:bibﬂﬁ

HEFRREH#ER
LTMMEBRBEFAmAMA LCH MALRMMMEIRAKRNIEM) LE NF1AEXE MR
TRIFINA Rk M EERIER# I CEEEW]
E'E\%ﬁj\ﬁﬂﬁ%ﬁ( (LVEF) P%{E
ﬁiﬁﬁ’_ﬁﬁA LCH FIALRMAAERIIRFRIRLE, 32T 8 mg/ RANIATTHY 30 fIBE T, TEEIRS LVEF FE1E.
=
T80T LE 1 AR ARmiB XM AR R A L RBIGHRIALN, ZMEEE—REEHE (5 mg/m?) R EARSETH
55 ) LEBE T, A 4 1 (7.3%) BEIRE 7 LRI M, K 1 pIrEERER 3 & (BERER, LVEF AXHEEE
;%él%g;@m) , B 3 65179 2 4R, TR BRAENIER TS UF e 8. B & LVEF BEHHIRIE.
=] [}
A

TEATT A LCH FIARAMAEIIRARIRNL, R 8mg/ RARATE 30 AIBEF, 2 7 (6.7%) BERE T
PIERL 1 51 (3.3%) BEIRE TIRBERR, 395 1 R Fﬁﬁ% FEFIBRRERIE R FSEIES,

EARBEABMBMEIRRIXIE T, % 8mg QD A@GTHRERIRE T 1§ 1 FPOERRIEKEBENMERE,
FIBRAEY, 154 14 RIEET.

JLE
E/uﬂ LE 1 B TRmia X AR A B IRRIRL, B MRS —RIEENIE (5 mg/m?) R LAEATH
55 i) LEZE S, B 1 (1.8%) BERSMIRM, mEERE 1 &, THERLZNBERTHRED.

TEA BT A LCH FIAARMBMERIGRILIE T, REIBXTRREIF K 4. EBK KB ORENRARANTNE
DHIRZ B R R o A Z ¥R BRARX R R R 1-2 R, AT XIAE/AT A / 377 2%, 6 17 (20%) BE R E 3 REEBKRI, T 3 &
W EsiPERR KRR EF 4l (13.3%) EEpremm AT B EMEBAAX T R, BFEEREAL 3 1 (10.0%) FIiE
7 11 (3.3%) o5 15 (16.7%) %%ﬁi%ﬁﬁf%éﬁiﬁﬂ’ﬂﬁiﬂ%ﬁ** RRE, @FEEEX 3 f(10.0%) EBFRK 1 (3.3%)
L)L&i)fi%‘ 1151 (3.3%) . EBERZ KRR T R RN SHE LA,

TEATT) LE 1 BB uEmiaRities, B MESE —RIEEFE (5 mg/m) MU LA AR LEBERLE 554,
FERRHEX T RREE IR 50 LA/ &% B JERHERATE KRN E I (REE> 25%) A ZMEHHEXTRREA 1-2 4,
BFIHEARTA | BWARIEELS 51 (9.1%) BELE 3 RERRL, H 1§ (1.8%) BERETSHEKR NEBHERE R,
B 76(12.7%) BEXESHEFERANERKEXTRRMN, IFRAX 2 6 (3.6%) EEAX 2 5 (3.6%) JEBRER % 2
gig‘j{g) 2% 2 151 (3.6%) AKREZRFZ 1 il (1.8%) « TEBEREERKAEX A R R NS B ERRSKABEL,
BERE
A

TE/RFTRLA LCH FIAARARREAERIIRRIRIEH, 5515 36.7% F 20% HEE K ERIRIEEISE (ALT) ASHX]
LRBREEESE (AST) AN RRREL, B197 12 &, KREE 3 ZRULREENFIELEREEXFTRRE. TEE
H?Jf‘é*ﬁﬁﬁ%"?;ﬂ%ﬁﬁﬂ%ﬁéﬁ, HPLTHARILAE,

2
A7) LE 1 B Z A e i MRS A 4REIGHRIAYR, 20 —RIEEAIE 5 mg/m’) R EASRET
55 f5]) L 28 2 5, FFDREHS B 5 B 00 R I [ 03 B B BB 71 8 (14 1, 25.5%) IR & ﬁx%giﬂgﬁﬁﬂm(ﬁ
15,21.8%) , 3959 1 R 5350 B 12.7% HBERESERBXNWAIREBRBIAR, 91 12 R AT ENFPENES
BHEXNTRRM.E 161(1.8%) BELESHEFERANMELERETRREY, ZRERNAETRERIERBEH
ASMRILIBRIERBEAS. TEEEFIERERBEXT RRNSBFIEFRHKAFEH,
ﬂﬂﬂﬁﬁéﬁ)ﬁ\iﬁﬁﬁ (CPK)H&

TERIT A LCH AA LR 4R IRPRIR IS T, 5 23.3% WEBELEMN CPK ABTRRN. ASHARKMN A 1 4K
2 5% AEARFIERNENBRTME M 16(3.3%) BELE IRFRRL, TEFERAREEZED. L 3 KL SAE
ﬁﬁﬁiﬁﬁﬂ%ﬁ%ﬂ@ CPK ABFRREZKE,
=

ZFHRIRRIERN T2 EER MU

1897 LB 1 B A mmia X AR EA SRR AR, BV EZE —REFEE (5 mg/m?) R EARGET
9 55 fl) LEEE, B 63.6% KMEE L LM CPK ﬂmTE&F"J’(%;&TE&F‘?} 148K 2 4, H AR ERLEE
MTFREL NG 2 f(3.6%) BERE 3 RFRRILE 3 RULH™ENM CPKABTRRELRE.H 3 fl (5.5%) BERH
I CPK FEMEEMAH, £EBEEM CPK F &2 R EKAEZH,

T‘ﬁﬁﬂ UETF 5 mg/m’ FIBANEES, MR T 1 GIESAER,

1 E',%DX‘JZ!SunFﬁ’é‘EﬁEEﬁ (B S8ER

2. SERHA R L AR e B A
[(EEE5]
EOESM ¥ (LVEF) BEE

EIER A AT B A LCH AR AMMEIRARIRIHM) LE NF1 AEXHMRIPEFHEEIRRIAIL D, BRI LE
BELET TIERNS M D HFE, RERT 20 [FRRE]ET,
o m;n,uraur‘:_ﬂﬁﬁmb@ma LVEF, LB E B L (B R A A SaTT A, BEMNS MO RN S FRNMEESET

LLN) o

JarrHREl, NS 3 D AITE—R LVEF, SURIBIGRIEMEEREMIT(L LVEF, HE% LVEF R, RIEFRRE
WrERE, GERN. HEBIKAES (B (BZRAE] ) .

X FE LVEF BREMEEAKNEE, BINE 3-6 A#{T—RBALHE SO MRI 1356, /MR LVEF IREEATF
FEFRMIM LN /7, § 2-3 MARRBOABEEZWNHITER OHE RO MRI HERE,

BRERES

TEEZAmATIIRA LCH AR MMAMEIRAINIH ) LE NF1 ABXBMARSEFEEIRRIRED, B ORBELE
é%‘?ﬁ;ﬁ*ﬁﬁ L TERESR A R R AR MIERIEIRFRIZIETR, IRET 1 6] 1 ZROMERRMEKEEAMERE . AER 2[R

] &1,

IRIBIGRPRIZTT , BN BB TEFFIAEYT B R I AL ST FE S B A TR AT ISR D M IR & 3R L K2R ES (RPED) AR V%
FRMEMMERE (CSR) MAM S ERINEE, NS 3 B#T—REREITL, BERE IS8R RPED 5 CSR BMAZFM,
W E S5, HEERFHRAT RS MR IZETRMNIRERKFZE (RVO) , RIK A FRZA M.

5473530
ERERA@ATTIMA LCH MARMMMEIRKRES, ERL. KP. EPNRARNTDELNRKRN, 1E)L
ﬁfNiI;l]*H%E’JM%ﬁ ZATAREIRRIAI T, FAR. P BEER R RAMERXN+NERHNRKR . AEATSR [(F
=15

T Re R ik R NI ROFEbE T BT R d SR E, TR RENIER T AR EHMARE. IR ERKT
RRE, RIBERHFET R RN EEZE, GE. REFE3KAEREY, RFSRIRZRE]L

RS

RS ARATHIA LCH MALRMMRMEIGFKIANT, XL aBRaERBHASTIRIBRISERBBEASA+S
EIFIIRER BEXNARR. ) LE NFL AXNMRBEAEBIGRIZE T, MFERBEASIXILaRaE®
BEABATIEANADRESEEXNARR N AFAT SR [FARRM]ET,

AP RERERS, NET LEIMNIES TR AT AR ER BRX TR RN ERE, B3,
RRFI2SKAEREY, AFs I RERE],
BNESFAES 2ES (CPK) Htim

EESASATHRA LCH AR L4 PRGN ) LE NF1 *EQGE’JM#(?* ZAF4ERImRIAI T, (1 CPK AF A+
DERNTRRI, 7)LE NF1 AXHARBETERIGRIZILOET 5 mg/m’ FIBARNEETH, MERIT 1 HIEKAE
g, BfFxaEl [(FRRE] 15,

TR AT Z BIANAYT AR B E HAFFRIBIR PR IER, KIS CPK, 31 CPK A&, NMiHMhEE 2T ERMAAMEE
%EF RIEFRREMMmERE, HERA. BESKAERER S0 [AZEEE] )

1 XUPS

TBART, BRES R BT LB RIFHOERR, —LEE2E (LHRE <6 M) LE) FRAFINATAEZ EBBHIX

. W F A FBEEABRATNES, FNATEARGLIAERED.

BERS - Be) LS

M EMEEETEANLE, EARNMYMARAE R - B5) LR BB BTN MIEATT MBI R FIET KRR
BHFED 90 KA TEMER, BERWERESERH BHPE, ORIEBZANEAT B REEE % (BR(2A
MEFLAE L A])
gf!ﬁ&ﬂﬁ%%ﬂﬂtﬁﬁiﬁ]

iR
FEKREFIRAZ P A BRR RS T ARG EESE (S0 (HEFIE]) . 2EAFRARA 4. MR EIRRIEEE
%ﬁ%?x“&ﬂﬁﬁﬁkﬁﬁﬁfﬁﬁﬁﬁ, MRz S5 B E A mIIhs) LWEBER S,

ARG PR THEARSRARESHIND IR RIS 7 AR, 4 T A RNMILEA RS,
%ﬁﬁﬂ*ﬁq]ﬁ/mJ:UTZKuugﬁ (B (AHEFE]) . KA B ELIRFFEE) LAIXEL, RIE 24 AT ERIBI R 2 L B IR

RI2E £ B e ARV IETEFF 4RI T AI s TIEIRIG o
N E2E £ B e RS ISt BEE A mAT HEMaTEREELD 3 P ARRINEMEEZIE. TEHREmE]
ﬁégg&;fﬁ&ﬂﬁ&i&%&ﬁﬂ’ﬂﬁiﬂ’lﬁ, EbEiﬂfﬁFﬁ%&?xﬁ?iﬁB’Jt MO0 R R 2

BElHARRISXF AR FAKE S HZMEEXSIE EARE B AN RERA BT SR D, A3 M
ABRBIRECRE TN, RS FRERNARRE; B0 L R HRER A TR0, MBS B R[BALER SR R
RREAIEREERFIEM (BN (HESFED.

ULEmRH]
[ r'ﬁ&zgiuuﬁﬁﬁz 2 ST LEMIRRR E R

EELVESH—REEFE 8 mg) MU EASAEITH 190 fIRAZIHE (BESTIGKMZ) &, 206 (10.5%)
Fi>60%, szbmﬁ%mtéﬁ*ﬂﬁ SREABBELLRINAEER, BETEEPK O, Fif> 60 $5F8< 60 %
HNZiRE BB KFES,

(Z5¥HRE1ER]
HeEAYR s maE

ERBEEASZ ﬂ%ﬂP?FEE’JMM%EIF&E RETHERBERESHEEAEZNEBZAHE.AIMIRKA, FRE
UGT1A3 #1 UGT2B17 BIE 4. (N R 2 2 540%) UGT1A3 F UGT2B17 I ZAMEL & M, I iESHA S REA S, 5155
UGT1A3 #] UGT2B17 MYZA¥BX S, PJ AE S EUA iR EE P

RIMAREIERE, ARABIMIRFEIZEH P- BER (P-gp) MALEMZE R (BCRP) WKY), B AR BIEIZE
& OATP1B1 3 OATP1B3. Z B HIHE FREEIEE [ OAT1 3 OAT3. BHIFE FBEIEE R 0CT2. LA KNSR IMIE
iEEH MATEL f MATE2-K BIEH.

@I EE YRR

RSMAIE KRGS R ITEE CYP B (CYP 1A2, 2B6, 2C8, 2C9, 2C19, 2D6, 3A4) TEIRER L 7= 4 B4 4 5 FA F BY 8] 4 it
PEIDEIE FB Y BT BB M LB, 3 CYP1A2, CYP2B6 EATIES1EA, IR £ 7= 43t CYP3A4 i S A AT AE M L 1R A ST
UGT1A1, UGT1A3, UGT2B7, UGT2B17 7ElfEK £ = EZNGIER M T sE 14 LK.

RSMNRIR R BB, I BRAE % R B9 24 @ 7 #15) P-gp A1 BCRP, OATP1B1 5% OATP1B3,OAT1 & OAT3.0CT2.MATE1 I
l\[/lglé’;?_}&ltt, ARATREH I F ARG X L EE R MmN YEEEER.

EDEV/pUN=-}

Bl EXFARRAYIEEEXNES MRLERAEE, NETENEBENT R R EAEMER, BEA TR
JATT AR AR R
[IlEFRZE2]

EFRME
é‘vl" [Z32 S EXNE.

g:_F | #AEA 5% (FCN-159-001 # FCN-159-002) F1 B8 0aHF 51 (FCN-159-CP-001) A 62 =ik & HIIRH#HITRE -QTc
[BIHAEEAE (C-QTc) 94, 2GR 1E 8 mg FIEFIYIRSIERE (85 ng/mL) FIRELBERIRA T QTcF ZL7 -1.08 ms (XM
90% Bf=Xia] LFRA 9.2 ms) o IRTNAMIEHETIE TARMBIGIGHRE XM QTc EHAZE 1L,

%;lﬁiflﬁi
BEREHAAERERRORSR 8 mg RIEGE, PALIAEETE (Tma) 77 1.29 h (1.00~2.98h) , LA FIHIERE (Cma) 3
41 3 ng/mL(CV:16.3%) , J1IAIF8ehsk FEFR (AUCo+) 9 455 h*ng/mL (CV:2.74%) . =EREH T, &6 8 mg B —XOMR
%% 8 REIIARBEHERE AR LU, FAI Tmax J9 2.48 h(1.95~2.98 h) ; JLAIFIY Cmax 9 78.9 ng/mL (CV:56.5%) ,
)-H—J:Fﬂ] AUCrau 9 775 h*ng/mL(CV 65.1%) , AUCo-24 BYTFH9EFAZEH 2.00 (CV 17.1%) . SEEE M T, 2R Z R AR
SEMRATIEEER, RE 2R S MARLLFIE M,

B

T BT RAAA BB MO IGEREI TR, b & FIRSAEE (1000 IS, REMS & ks 50%) H A CIRAS 8 me,
SERERASARLE, G Tror IR 0.5 h, Crox FEAE 15,10, AUCo: 18 0.6%, (R B 1A% & FR{ECARE (400 552, RERh
e £ 2506) 5 2R IR 8 g, 5 ERPRBHBLE, Trer FHIIER T 0.5 h, 2EEI Conr BEAE 3.6%, AUCo« 511 6.9%, LA

%EB&&?&E%H@%%XQ

i}
+ BERBHAZERRORER 8 mg FIBE, FRHIERMADHARRVEATFIIEN 663 LARS AMKEANEEEKR
99%;

FIMNARE R, AR AEE 22 M UGT1A3 #l UGT2B17 1'%,

EAERETER T F, REMAZAESEORPHE "CITEWFAEERE, AMFILE PR AEERREA & BK
SYMERY 98.7%. AmH T BEMR U BREN SAERERNAERE S AERERESYNAERESY I SLHEN
5%@% #0 35.4%,

REZBHABERRORER 8 mg FESG, HFFRELAMERN 30.4 ho&xfm 8 mg —H—RAKEIERSHIE
BREE LA F39ME S 10.3 L/h (CV:65.1%) .

FROTEHMEENEE, BRRABNENRTEHRRERKE, SREFTRROBKEIE “CIREWFAE
HER, 97.5% WAZFIER/EEERE (1R 0.08% ARKLH)) , 0.16% KT EE7ERPEIR,

AR B
Fhe MR FEHIRM

EF 51 /1| SIS E4E 282 fIRIAE (FUSSEE2~75 5 1551162 HIS MR 120 It AKESEE:11.7~120 kg) B9
ﬁ%z’iﬁgg%ﬁffﬁ , R MR AEN A RHIREER LA R,

ThEER 2 &

X 11 £ (5.6%) B ERFIHEER £ EZ A E (BRBLE < ULN B AST > ULN, 5 1.0 ULN <ZABLIE< 1.5 ULN B
AST HER(E) M 185 PIFFNEEIE B M ER A E#ITRAARM N FRENTET, RERNET2RHENEARREES
ESFIRESHEREERY BERDER2N) LB HE HIHERD (N=3), BT ABREREABPEIRRE ST,

BIEReERE

3F 22 51 (11.2%) BE BMEALREZIXE (eGFR 1£ 60~89 mL/min SB[ # 175 HI'S IHAEE EMEZ HE (= 90
mL/min) #ﬁE’JﬁWZ’ﬁﬁEfﬂJ—Y—ﬁ’ferT, RESNERALSRETHAREES SMEEEZHEREHY RE B I
TeW) |EZiAE (N=25) REE5BINEEER)LE (N= 56) REEMEL,
JIEEEQES1TYS)

JLEBESHOR—XAESR 5 mg/m’ FIE/E, PALKIEEE (Tma) 77 2.85 h (0.97~3.02 h) , JLAIFIGIERE (Cma) 9
80.3 ng/mL(CV:20.5%) , JL{a] 34k FEFR (AUCss) /9 883 h*ng/mL (CV:20.1%) .

BEEHES

[RESATELEES TIEDN
(FZ3Eem)|
A LCH FNZARARAMERRR

— IR T Z 50 || BAIGERER 5T (FCN-159-005 B3R , & 1E 74 45 s 72 BAAS SN T 4R B 48 40 4R A 388 4 JiE (LCH) «
Erdheim-Chester /% (ECD) X H AR MIEIMEREPHNBE NI REMZMRANARFHIZH LCH.ECD SAHEHR
MEApEEE, LCH BEERRURERZ RS (S 1 NEF) RENBERPERGESHIL (KT 1 NME), RHEE L #E
By LCH. ECD SYHEAAMMMEEEIIRIAN, HFREEEE B B MMAREREXPEZE ?MWE@;?J:E&U%\ SHERE
EENERENRRGENBEE . BT PET M F&4T 8 (PET Response Criteria, PRC) , HIRII T EZ % (Independent
Review Committee, IRC) AT 7 5% B&KABERIE RHITOITIT.

HISRENAT 29 fIFARBEE L. AN LCH, ECD AHETALMMMEZIRE, ORAR 8mg, §8—K,
RHERANEIFRRER. BT, FaMZESE,

29 fIZiRER, BEDMUFKN 36.0% CeE: 17-64 %) ; 16 fl (55.2%) KB, 13 i (44.8%) ALiE;
ECOG 743 0 43 75.9%, 1493 20.7%, 2 %) 3.4%. 22 {5l (75.9%) ZWfi} LCH, 3 (10.3%) 5 ECD, 1%l (3.4%)
79 LCH &3 ECD, 1fl (3.4%) 53 LCH &H5FHEBRT, 21§|J (6 9%) 7 Rosai-Dorfman 55, 26 5l (89.7%) =
ﬁ\i%h%ﬁéﬁ;’ﬁi}%@ lz;iﬁﬂ (62.1%) ZIXEBBPRIRBERFIZIE. 18 F (62.1%) % BRAF RLE, 256 (86.2%) BE
1 puE7N: BITo

FTERRAZSN IRC ETF PRC ITETHMIEIEME (ORR) , EXH IRCETF PRC FFRGITM AT I T HIAL
TeRERE (CMR, EXAMERL SUVRABEEEHNAESHRFTER) MBIRHRE (PMR, EXAFERE
JEH9 SUV BRI B> 50%) MBELG), BREED 4 AREETEHRINTNR. HRERIEK 6.

HZE 2024 F 02 802H, F{kEipBTE 16.20 B, EF PRC #RAR IRC iFEHI#IAEY ORR 77 82.8% (95% Cl:
64.2%, 94.2%) , H 14 5] (48.3%) ZREIFMAHLEHIAG CMR, 10l (34.5%) Zid&E TN HEHIAN PMR, EF
I ZE&MRBTIE)HN 2.858 B (EE: 2.60~5.95 A) , HAREIFEMHIAK ORR A 75.9% (95% Cl: 56.5%, 89.7%)
F112 5] (41.4%) ZREFNAELHIAN CMR, 10§l (34.5%) ZiXEIFN HEHHIAE PMR,

ETF RECIST 1.1 #5#, IRC F{HAILEZHIAR ORR 7 56.3% (95%Cl: 29.9%, 80.2%) , MIRHB IFHAEZHIAN
ORR 77 46.2% (95%CI: 19.2%, 74.9%) »

% 6 FCN-159-005 FASTHIG LR (PRC #0E)
IRC &
N=29
24 (82.8)
(64.2, 94.2)

big=s

F4iAE ORR, n (%)

(95% CI)

RAETH, n (%)

FEREM

EBIEM

FR{ERRIFEBE (DOR)  (8)
6H DOR X, % (95%CI)

JLE1L &szf?fﬁﬁé AR R MR AT A T X TR 5

—TREAEE T, Z 0BT | BBIEERAR ST (FCN-159-002 FA 5T I HAJ LEBADY) , SEIHEARRAT)LE 1 BHKRa45ER
AE MR BT 4L B 0B A R 2 e R G PR, TR FREY NFL PN ) LI BE T, T AT AR PN 2
AERSELREERGIEL TAAREFRR, AFARNOSAESFRANBTERERBEEZLEN. GREBMERNE
EE BAEE 2 T AR AR TS, HS B 2 B 815 WFAEESBXIREE (RVO) . MEE & % B 2% (RPED) . Aot R &
HEENSEHNRRIGENEE,

ZIRENAT 43 GIEERN. RGEL | RERMRETERZEF AN NFLHEX PN LEEE, ORA S 5mg/
m’, §H—X, FEBAEEEEERE. T AU SN BT AT 4ERHENSE BBREMRTN (REINS) 4R, Bt
REMIRIITEHEZE RS (Independent Review Committee, IRC) 7353t SB35 BIBEEARIE R 31T MRI TS, yEITETE
B 2 5 4 MATRBR—R, REE 6 NMaTAE—R.

43 FIIAEHRAIFRZ 8.0 % CEE:2-16 %), 20 5 (46.5%) A B, FRE NABE ECOG RIS 1 9. B4R,
*ﬂzﬁiﬁfﬂ@iﬂ)m FPAIATRN 45.8 cm® GEE: 2.2~1144.1cm’) , GLERESHNBSTEEAXFLENRE (69.8%)

] 65.1%) o

FETHEAAMAE TGN ORR, E X HMAE TG ATTLEM (FEX L PN SHK) S22 EMR (X5 PN £F3
D> 20%, HEZED 3 MNABEGEEMBETERIN) WEET D BE 2024 £ 09 A 23 B, F{ukEiAETE 25.07 ™M E,
ETF REINS fRAM R E T E89HIAR ORR 7 60.5% (95% Cl:44.4%, 75.0%) ;IRC F(HAIHIART ORR 79 44.2% (95% CI:
29.1%, 60.1%) - ARIBIAFEH IRC ITMLLER, PSR IMFE SR 4.71 B GEE:3.6,14.8 NB) M 5.52 M8 GEE:
36,184 1MNE) BHMLERNRK T,

3R 7 FCN-159-002 B35 Il #A) LEPATIBI A R1ELE R (REINS FRf)

14 (483)
10 (34.5)
RIKE GRikE, FAE)
100 (100, 100)

(95%Cl)

bigd HsEE T
#3A89 ORR, % (n/N) 60.5 (26/43)
(95% CI) (44.4, 75.0)
PE* <0.0001
RIETRIHN, %
TLER (CR) 0
EBEM (PR) 60.5
I DOR (A) (95%CI) FikE (18.0, FKiKE)

. * E%FJELEE& ORR 73 15%, RZFA¥EH_IUEBHITHAITFIRWITEM P E, MREM IRCITEMIFHIALN ORRYRET
FitFEEE

MRFEN BE AT ENRBERB AT T ITME, SRET, TELFEMERRE (SEMERENRS>1) B
BED 1 RELFITEN 16 ) L BRAER, PUNRARBERRIEN 3D (EE: 0-79) , HRASKEETSEE
2297136, RAFRBINBRE 0D BIEERER) K7 13 6l, EEAEFERRMERRE (SRMEZERE NRS =2 5)

BEED LREAETHEN 14 f]) (EZRED, DUBARRRES %0359 GOE: 0.79) , HhEARBTSE
ﬁ;éﬁhl3ﬂ,%k%ﬁﬁﬁ%ﬁoﬁ(%%ﬁﬁ@)ﬁllﬂo§§$%%ﬁﬁ,%%w%ﬁﬁﬂimﬂﬁmﬁ%X
(ZESE]
BRI

FAEE R RN LA EENERBERES 1/ 2 (MEKL/2) iMEIF, @i PHl MEK1/2 BE§HYEME, PR T ERK
EE%E@@‘%, RN EARREA ERK & B BOBERR (L. PEFFARR B ER T GO/G1 BAMIESARE T, MM RIETMEIER.
= 7

BEfESH
F'é%gh'éa’] Ames 438, PE G B HARR (CHL) REFRRB TR/ R EHEHZLIRERI AN,
TEEEAREBNMNRMIERAL B SRR, BIEXRMERE] 70 RAHIAANERERMEX 1 RENATFARE

f8 0.0125. 0.025 #10.075 mg/kg, i‘JfE R BRAES N EHRRR & B # NOAEL 7] 0.075 mg/kg/ X [ Ll mg/m? i+, 498
ANIEFK#EZERIE (RHD) #90.1 F‘] T‘Nﬁfﬁﬁmiﬁjﬁﬂﬂﬁﬁﬁﬁ“”&ﬁaﬁﬁﬂ R, I SD thxEEETJ QA 4/
EE EE%EE%H“EF"%IE@% 1R D%?'F/%%glﬁ 0.05. 0.1#00.2 mg/kg, WEIEENMRACRENRNBRAL, ik
BB FRERNBAERE, >0. lm g/kg/ X (L mg/m?it, £9%9 RHD 6902 %) FIET, WHERT B EAIREUE I
MR AR ECRL, "UEFJUEF'EU%QEXWBDO 0.2 mg/kg/ X (M mg/m*it, 98 RHD B9 0.31%) FIEBT, WHE
BIDLONRERIEE, ST NEAS, BRAUALSIERD. RISIHAEREZRAERM. NEBNNRMEBLE
#9 NOAEL %7 0.05 m /ga& (L mg/m? i, £379 RHD 9 0.1 2)

EARKE - AR A B SMHIRETD, HRARTFRERES (TIRE 6 XESE 15 X) 8X 1 REOXKFFAEER
0.0125, 0.025 71 0.05 mg/kg, ER/EIE 005 mg/kg/ X (BLAUCT, 297 RHD 1 0.5 %) TRMBHEBY, B -
H“f??iﬁﬂ%)u?ﬁ . AR - BT RESERDARNS, MRARTHRERER (HRE 6 XEX 15K) X

ZOHRFFAEEE 0.025, 0.0750 0.3 mg/kg, = 0.025 mg/kg/ X (LJ\ mg/m”it, 493 RHD B9 0.1 1%) FIBT
S(A? IBA1F/ER: / BB E A RIS EHELS; 0.3mg/ke/ X (Bl mg/m’it, £ RHD 89 0.6 &) FIBTAEITM
BESHE (FEEK, #FEEKRTRFEESAL)) , BFEFE. MEBK. EXNBRESRM,

ERER - TR B SIRIT, IRETFRE % £ (HFS 6 REE 18K) SX LREAT AAEEE 0.04. 0.08
10.12 mg/kg, > 0.04mg/kg/ & (LAUC i, 2159 RHD 0.3 12) FIS Fr] MR EREEEE; 0.12 mg/kg/ & (4
AUCit, 2959 RHD B9 1.0 f8) HIET, EJJ"‘LW%’&&H‘n‘1¥ﬂ§$ﬁ%‘1&§%$tgﬂﬂo

EEFRAESERRT, kmrﬁﬂlﬁﬁﬁ 6 REMILAAE 21 X, X 1 REDLFFXEEE 0.0125, 0.025, 0.05
#00.075 mg/kg, = 0.05mg/kg/ X (I mg/m’ rl', 2979 RHD 89 0.1 %) FE T A FRBILA)EEHMEREMIER,
%#LEE’E’&WEJ&"‘ 0. 075mg/kg/ X (Mmg/m?it, #4959 RHD #9 0.1 %) FIE FEa MFRBIARIEEEMM, Dt

RHR A EHRIER. BUEREELDERATEHERRBEFRETRD, &4
g?é%gﬁﬂ’ﬂgﬁo

&5

Tg.rasH2 #ER/NER 26 BBUEMIRIE T, BiEsERE T2 0.3 mg/kg/ X (BLAUC it, 2973 RHD £ 1.4 ) 4
Eb#%?‘rm?rgg 0.8 mg/kg/ & (WL AUC it, £979 RHD B9 2.8 1&) T, R Bz 1%
lM?

MEARBHER 21 RESXK 1 0EL: 6 BZORFFAEERE 0.03. 0.1F0.2 mg/kg, 0.03 mg/kg/ X g'F (%
AUCt, 299 RHD £90.2 13) KU I AREK R BE=EAEFRREM, = 0.1 mg/kg/ K& (MLAUCTT, 299 RHD#90.8
) T, TR FRRIBERIRIEE, BR N B KENAR M, ME LR N BB ERERIEREM, 0.2 mg/kg/ XFI2T (U
AUCit, 4979 RHD B9 1.8 %) Al WXHHEERFAERN (FERNALEREESHE. NRBFBAVNTFEESRS,
RHEAME) , BRUITERPIETR (BIEFEYIBZ A LR D MR R RA R o R BB EAEEL =
RIEBEARE. PREKFFEMBERARE) F=ERERM,
(M) B, R 30°CIRTF o TE /R B PRI LUBEE B oo IE IS A S ARTE) L E R RE AR 75
[(BF]OREFLAREERZERNOREGAASEERZEHBAEE30 & /M, 1R/ 2.
(B2 18 A . FFBERTE 30 HAARAT.

[H474RE] YBH10682025

[(HUEXS]1mg:EZ#EFH20250026; 4mg:EZEFH20250025

(EHFaTHFEA

2 LB REAFIREERAR

SEARStIIE DR AR BRIFSERR TR 25 S 350 = (BR#T)

PB4 1200135

X% A530:021-33987558

£ H:021-33987020

&L 400 057 3726

WL : https://www.fosunpharma.com

[&Er=ik]

A Z IR HERESRFRA (KF) BIRAFE
EFEh RRFAXEEAE 71 S
HPBI4RES 1300457
BXZR530:022-66252888

£ H:022-66252777

WL : https://www.asymchem.com.cn
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