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Efficacy and safety of anamorelin in patients with

idiopathic pleuroparenchymal fibroelastosis (iPPFE)
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BHEY RN EREENEE (PPFE) 13, RRERIOBHLE 2002 5 215 L § 2 PHRAR TERMEARE,
KMESLDOAR DL T H %, AR TIZ, IPPFE IS 2 2 ABWREGIE T L ) Y OFME S JOR &%

R U7,

7% iPPFE BEZHIZ7 T EL Y 100 mg % 8 ML L. FAACT 23 7IC K3 &6k - BREOMNEE, KE,
BRIEIAR S, SRR A Gl U 720 INA T WPIREHER OISR 2 b5 & Bat L 7=,

HR 15MRBEEEL. RERLEVEA V2 VHRRERF 10O ERE &3, ik - BRE. (KfE.
PRIEMIRE, BRI BICSEE Lz, AU, IPIRERETE QOL. BHos% & i 7z, AHKIBIE 3 FIT
BENR, BTN EIEEE TH =A% LOBRIIAD bk r -7z,

#ER 7T ELV ) VIZIPPFE IS BB OSGEIZARITH D, FI v VRV Y 3 =V IS K287z KB

B & 72 B TREMEA VR & Tz,

LIS

T ME b EE B AL B G R HE RE (idiopathic
pleuroparenchymal fibroelastosis : iPPFE) {Z. A5 H
75 RN EERT TR XY, 2013 F1KIEGES
T/ RRINIE 2 7212 K 5 RE S VB PEING 26
DRI INT, File BRI 1 D& L ThiE D
SNRIEMMPEETH 2 7, EHEEN 2 it
MM & Ml ds K OVRIEE. T 0D B 7 s SR AE
B AR E UL T PRICIPIRAEREAK P L T
IR R A U, 436D E (QOL) DK T A5 &
29, MagEl X #% CT Hiff 1 Tid FIErOfsiE L
EMEROWA E 2 U, WP s L O
W REETEL N DBHERRMERG AR & IfiRufE DR % 588 5

(K1), Witk 5 FAAFHIL 40 % Al & Fd T
THARLSERTH D ¥, 2023 FF1Z I H5E HEH T
b BRFRMEMEMEM R OEER S T T —D1 D&
LCEMEhTns Y,

iPPFE 12X 2688 LT, 2704 R0
UL & 2 OIS REFE NS O e R T
bbB=VT =T EDPRHALIEIBET ST
22 WM OSEA G I A A R S T
<, BURERUCREMEIRIEIZIE T LT ™,
BUEDIRZE, KRR IMAE 15 % MR ek %,
TZIR R ARNZ 5§ 5 AR AR IER 525 E D
SHEFEEIZE EF 5 THD, unmet medical needs
Lk -oTNW5,

iPPFE 835 T3, FHWH R ERKA. KT

*1YAsul HIDEKT
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X1 EEEMCEREMEE (PPFE) BEORIE X EEHE. K3 CT Eifk. MEE

(A) L% Eh & 3 28R Z 5 K ONIEIYE,  FEO BRI SR SN S,

(B) kR%E. (C) T wifl]l FiEA ke LTS MCARAI YY) T Y 3 VERD S,

(D) filifilf#kD Elastica van Gieson Y44 TId, Nl e T O Mfiflik s MEPRE D B4 g & h 3 (RAD . A7 — )Ly — 1 500 pm,

B XOFNROWRAD, WO L2 ET, KR
AT TRIEAR, BEUE, RERD S E%
P2 R E BT 5 Z L I TS 5 7 R,
RERDIITL L 22 PHRARK T TH 5 Z &5
WS T3 ", FEH AT S 2 TR,
iPPFE 8# T3 BT OWMA 2 7t U CEWRE H
AT % HIRE IR, & & T B RS 5 O ZE i
R E. PR SRR R A T X, IR
AEOMEA TS L& 812, QOL kXU ar
Tiea EOIE L X5, WREREEICE S ERE
IR LT, BURTIRIRRE R s ME 1 K T Al
B & @ ORI R B e & O RRENMTh T
TWBEDAT, TETF Y AHD OISR
VENTOEW, iPPFE S BREICH T 56
whis EYRREO R, iPPFE BRI &A%
SRR BIREEAD & BEORETH 5,
7+ EL ) VIR (Anamorelin hydrochloride)
12, L) VEZFKR (growth hormone secretagogue
receptor la:GHS-R1la) DERK 7 T=ZX b TH D,
FURTEBICER L TRk ZEE® 5 L L I,
TRAED 5 DEKEFEHRILE Y (growth hormone : GH)
YT 5. GHIHFIRIC 1T 5 1 2 Y Yk
KEAT 1 (insulin-like growth factor-1 : IGF-1) ®

PEAE AR L . HISAOE A AR & G L CikE
BEUOMmRRLZHEMXE2% 7FTL Y Vi,
PATEIE & R & L =B B R T M
AR E N HATIE TEEES IR 32 A
HEE ] AAIRE - AhHE LK E TS, BT
HOH LR E R LAMFIHTE KT v
VRV Y a= V7, HILOAETY Ta—F& LT
HHEh T3, Slal iPPFE IZ1F5 R E O
ELCTFELVY VEHWSZ ET, REMNE
T LT QOL DUGEIZEHE- L2 DTld ke
Zi. KWREIT -7,

H &

ESENHEST

ARHFZE, WIRSHEESOH DI L 0=t
% a3 2 BRGER T . BRIIRIIZEE T O
BRIRITZE & UL N R N BRI R R B R
7EF AR B S OKiRE K OFhEF vl %15 CFhi
L7z (RCTs041220165). aklik 7 4 > (3 HLHF -
JEER - RO S Ty FERBRE L. TRTO
SING AR R S & O CHFRINA & BB L.
AAPEXEBIZLBZA v Tr—LF -2k}



EHARL 72, B 68T ETOEMBIZ BT,
Fo ) UEEBICHE DX, o Fcks e
)V rEFEREL Iz,

HREH

20 LA ECCT Miff s & ORI RIZ kD
iPPFE &2l h V. AAIZ X 3 CHFAZHE
Sh7zlFEREe L, OT7FELVY VITHTS
WEE, @9 - MM OARED AN @0 ;%
F 72 3PRDIED AR @5 ORIIR SR P
@Mﬂihwmﬁﬁaﬁ%%w5ﬁ
DRk, ©rh SRz L EOITHRERE S, OWLE
PHIESFIC X 2 R FEEUAEE, R TREIRPIEE & 7213
A2 VEMBHLTEIMED Y P — LA RE %
BER, OFRE 72 13325 D BFIZERST L 72,

HERX T 21—

[FE A S S A, R PE 2 ffERE. Bk L 7211
7THELY VRS ERMBL . #REICE. T
ELY) VI 100 mg & 1 H 10, & FoZ2E
12 8GEMIREITH . U/, $ebiids KU G- 8 ik

IZLU N ORHEiE H & MR L. A b & Sl U 72,
F7o, PSRRI, Pl 2 BRICERRIC K AR
B X ONEEIRIOMERR A 1T 65 430, 8 Jit4.
75 6 NSRG4 T 2 Bk TR AL A A
B LD EMXGRA % TN LRV & 5. &Fk
K UMRSEIRIOIERR & 47 - 7=,

FHERE

Functional Assessment of Anorexia/Cachexia
Therapy (FAACT) 22 7IZXB T AHikIZHIT 5
BHRARD K OEREORE 2 FHEHMEE &
U7z, (REE, BREBHGIREE. THILAFREIR, WPy BEH
QOL. WPWRIRHE, MAric K 2 KB AEIED
ZAL & RIRGHI B H & U 72, BRABWIAE 1L dual-
energy X-ray absorptiometry (DXA) % (PRODIGY

FEserE B RURRHEE ((PPFE) 123§ % 45
7FEV ) Y OAMNE L RENORET

Fuga, GENLV AT 7 -2 %23, H50) THIEL,
THLEHEIRIE Frequency Scale for the Symptoms of
GERD (FSSG) 2 2 7., WK #ED T 1 modified
Medical Research Council (mMRC) EUJh 2z a7,
I e ¢ BE 3% QOL 13 King’s Brief Interstitial Lung
Disease (K-BILD) 'EAI5E% TR L 7z, K&
BEEIE L LTI 7L 7L 7 I v B KU 7 2 2
72 )V EHE L, RAEMEHIiE LT AFML
DRBUHE B X OCHEE, KR AEMEDZ1L.
B L OAREHIER A RLRR L7z, SHIS. T FEV Y Y
DIEPLARTRHE & U CHfilod GH 6 KU IGF-1 %
(HU 7wa > 74 7, 850 &WE L. Aifiaki e
L CHEADENERE L, 2O s Lz,

RETEER

7 — ke (5D [IQR]) & 7=
FEGIE (%) TXKILLU 7z, HaH##HTIZ EZR on R
commander version 1.61 (FEAIERIA M E X 0
TFREEE Y & =, BiE) &M TITL, Non-
parametric L& R L 72, oD & % 2 BE O
eI 13 Wilcoxon signed-rank test 2 FHVY, p fEiA
0.05 Kiii &= @D D EHIEL 7=,

#w R
BEEE S LUEREERRRT
AGRBRIZIE, 2023 -6 A2 6 2024 4F- 12 HOR
IZEF 19 Bl B R X 7z, BEHEH OF ik
72%. BB (57.9%) Td -7z, W%
A BREBNZ OB (47.4%). 5 HBIBMEE T 1
DATH 72, APHEE LT SHH 4 51(21.1%)
ﬁﬁﬁﬁﬂﬂw(ws%kAbﬁ%ﬁﬂﬂﬂ(MS%)
B RSP 25 28 2 5] (10.5%) 12588 &z,
BErE S THIE LR Th B =V 7 2 = T E NI
L COWIERIA 261 (105%). 7L F=vars
WIRL TOZREFIR 16 (5.3%) -7 (F1),



46

x1 B EXEFOEEER

EERER (196)) SeRAEBI (15 1)
i (%) 72 (48-82) 73 (48-82)
MR (551E) 11 (57.9%) 8 (53.3%)
L R
JEmZ 10 (52.6%) 9 (60.0%)
[ 8 (42.1%) 5 (33.3%)
Blm2 1 (5.3%) 1(6.7%)
RE (kg) 43.3 (27.9-62.9) 42.4 (27.9-60.4)

BMI (kg/m2)
FAACT &#k - BiRE2 237
mMRC BUihz a7
A DOFIEN (ke)
LR AL
FTILT IV (g/dL)
FLT7LT IV (mg/dL)
FFY 272 Y (mg/dL)
HbAle (%)
B OFE
Bl ]
BEAI
DRI
B BMEPERT g
AR S
—VUTE=T
T F=vuay

16.9 (13.2-22.1)
28 (10-41)
2 (1-4)
23.7 (11.9-37.2)

3.7 (3.1-4.6)
18.9 (13.1-28.2)
245 (166-394)

5.7 (5.3-6.6)

4 (21.1%)
3 (15.8%)
(10.5%)
(10 5%)

2 (10.5%)
1 (5.3%)

16.8 (13.2-22.1)
26 (10-41)
2 (1-4)
23.6 (11.9-32.4)

3.7 (3.1-4.3)
17.2 (13.3-28.2)
245 (166-394)
5.8 (5.5-6.6)

2 (13.3%)
1 (6.7%)

oL (D) & 7213 BIE (%)

BMI : Body Mass Index. FAACT : Functional Assessment of Anorexia/Cachexia Therapy. mMRC : modified Medical

Research Council

196D 5 B 15612 7 a b 2 ILIEER & 5E% L
SEEHIL 78.9% Td - 7z, JEFEEMI D NI,
AHERZRICK 2 PR 3 5 O FEBERETE 1 5, 7
1. Milige 1651) 4 & O ABiAaHT O Rl R Hlnl 1 451
Tho7zo AHERDS B, i3RI
T3EDTHY., 7FEL Y YNIRE DBHIZ
BE SNz,

BRBIVEREICHTEIT7FELY > OFMM
Bkl K OEWEIZBE %2 FAACT 2 2 73,
TFELY Y 85@[5"1;%& 12k 28 (23-36) sinH
34 (32-37) MUCHBICUGEL: (p=0028. RI2A).
ﬁ@:bckoﬁbmiéliﬂyw%ﬂ%ﬂaﬂﬁwﬁé%h%vh
43.3 (38.3-49.6) kg »* 5 44.4 (39.5-50.9) kg.
33.4(28.3-36.4) kg 75 34.3(28.3-38.3) ke (p < 0.001.

2B.C) LARICHMU 7=, KEHBETH
TL 7T U3 189 (16.0-22.6) mg/dL 705 20.4
(18.5-25.1) mg/dL (p = 0.001, E3A). bt %
7 V) V% 245(206-285) mg/dL 7> 5 266 (222-356)
mg/dL (p < 0.001. K 3B) LW Fh&ARIC B L.

MIRERAEIR. B, HAEBEERICH T 2 HM
IR A BRI mMRC B UIh 237132 (1-2)
751 (1-3). (p = 0.042, 3C). K-BILD 227
13 54.5 (46.3-57.4) # 5 55.4(50.7-60.2) . (p = 0.035.
K 3D) tW\WwFheARIcKEL, 7FELY VA
RS K 2 I ] B 0D 5 3k & I 8 B e QO D e
ENERREI N, 7FELY 100 mg 1 H 1A
Pe5ic kv, i GH i 3.14 (0.91-7.82) ng/mL
7 5 812 (4.29-142) ng/mL (p = 0.004. X 4A).
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A FAACT E&FE-BREZD7 B *HE C BRIERHFE
* ke) *okk ke) Kok
_ 50
401 T T 60 -
of | T
20+ l J 40 304
10- R - o R J_ J_
20} 20}
o o-T—.—.— o-T—.—.—

TrELYY TFELUZ
PIRRAT PIARS:E

X2

PR
TFELYCOEREME - ERESLVHEICHT 3R

TFrELUY TFHELUZ
PIRR8E %

TFELYY FFHELUS
PIRRAT PIRRS A%

7HEVY YRGS 8 %IZk TS (A) AR - ERE 227, (B) A, (C) FRIENIAEDOZE(LEZRT,

g (3 RraER [IQR]) 2R

FAAHFEHTIZ1E Wilcoxon signed-rank test &V 7z, *p < 0.05. ***p < 0.001
FAACT : Functional Assessment of Anorexia/Cachexia Therapy

A TL7LTI B oS &5 17
Kk * Kk

(mg/dL) (mg/dL)

35 450

350 /

25 /

" //: /

1 /

10 150

TrELYY THELVY 7rELYY TFELYC
PBRET PAR8E TR PIBRAT MIAR8ETE

X3

B LU (D) K-BILD 223 7 DZELAERT,

FFELY L OREHEEL SOREBERICHT 2HE
7FELY VNIRRT E 8 MH%IZE T B HEIIE ((A) L7 AT IV, (B)

C

3

g 50
2

: 40

mMRCERYIhZ37 D K-BILDZXa7

70

60

)

30

0 20

TrELUZ
PRAT

TrELY Y
PIAR8E 1%

TrELYZ
PIRRAT

TrELUZ
PMAR8:E%

F7 Y A7) V] (C) mMRC BYhzaTr,

FEAHEBTIZ 13 Wilcoxon signed-rank test & W 7z, *p < 0.05, **p < 0.01, ***p < 0.001
mMRC : modified Medical Research Council. K-BILD : King's Brief Interstitial Lung Disease

IGF-11ii% 65.0 (60.3-73.3) ng/mL %5 136 (112-156)
ng/mlL. (p < 0.001. B 4B) &\FhE s 8%
AR B Uz, 720 8% 237 (18.2-29.3)
kg 705 26.9 (18.4-29.6) kg L HRITHIML THD
(p = 0.013. R4C). MiJI¥ahnz Eiti) 55582
Behiz, X512, FSSG 2277 (4-15) »5
3 (29 ~NEHRBICEEL (p=0025. E4D).
7RV ) HEGIC KD HREY IR OUGE S

R X iz,

TFELY ORI

TFHELY) VANRLZ 18T, 7HELY v
WHRICBEE G % &5 2 bh - AHMIGE LT,
Pk Is F S 2 R RERE T (Grade 2 O AST
5. Grade 3™ ALT E5) & ¥ Grade 1 3
ZFhEN1GI (5.6%) Ho7=2 WFhE5HIE
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A RRAIVES B IGF-1
(ng/mL) * (ng/mL) ok
40 300
30
200
20 /
100
10 P
0 0
7FrFELYUY TFELYZ TFELYY TFELYS

PIRRAT PIR8E % PIARAT PaAR8 B 1%

C EAH D

(kg)

FSSGAa7

}

40 30

30

20

20

WL )

T%

TFrELYY TFELYS TFrFELUY TFELYZ
PIARAT PaAR8 3 % PIARAT PIAR8 B 1%

K4 7FELYDOBEERIVES, IGF-1. BHB L OHEEBRERICKHT 2R
T7TFELY VARG E 8 %Ik TS (A) EEAILEY, (B) IGF-1. (C) ZEHDFES. (D) FSSG 2 a7 0%

TN

HEEHAENTIZ 1% Wilcoxon signed-rank test & FH\ 37z, *p < 0.05. **p < 0.01. ***p < 0.001
IGF-1 : insulin-like growth factor-1. FSSG : Frequency Scale for the Symptoms of GERD

TUEE L7z, JHLAHER 16 5.6%) &, Grade 2
TG ITRE T 72, W EREIhTW5
LDTHD, ABt FFH, F7235CICO%2 2
HERAERICIE B 572, o, ARSI
DL 7= A FINIHERE S s h o 7,

zZ =

AWfFEE, PHRAR CEMEGHR A L Togn
TV TSH % iPPFE 12X L, 7'V ) v EK
TI=ZZANTHBETFELY) VOEREL KO
LANEE RS TR Z ITRRET U 2B Cd 5.
TFELY VO SHEHBOKOKLS 2L, Bk
B X OHEWRE, fRE, BRIBHGREO RN A,
TLTALTIVEBLUO NI VAT ) Ve
REIEOUGE, WK X O K-BILD % Huw 7=
MR REE QOL DA A EA GRS bz, 7z,
1fitvh GH % & OV IGF-1 & 57 LB ) o8N » e 28
XN, TFELY UABT LY UREERE L TRRK
B X UOHIHEINZFS L, iPPFE &2 E 5
ERBEOUGEICAR TH B Z AR S iz,

iPPFE Tid. JWEMEFT & & & ICF W 2 R

BLUBAROKTAREL, Zho 0L~
THRARK T THEZENHEN TS ™, Zhb
DZEALIE. B R WA O ZE i I K > THRK
BEEET S, MRA AT EESZLT
AP HB LU QOL #F L #Hk S, REIKT
g S N REREINI N 2 2RI L 5 8 D
Tidn <. BIENGREOFRELRMEE->THD.
GH/IGF-1 S DG AL % 97 U 72 B R A e 2
k530 EIONS, 7HELVY ViE, HIKFE
» GHS-Rla &K N L TRRE TEXES &
Ly, TEAED SO GH A HEL., FlET
O IGF-1 FEAE A4 %, GHIZEsfHTcoT I/
LD AR L AR A EE L. IGF-1 (3872l
Ot K UM AFRE L TR AR5 2 &
BHIENTWE, ZhoD—MOZIX. PRI,
ORRENMER I KU RS/ OB5R A& v L ¢, I
¥ & U° QOL OUGEIZH 5 L = letEn & %,
FBE BN OHE ARG, A B EE
AR X =T L AT B,

7FEL ) V%Ol GH 5 L U IGF-1 D
RFE AREERIOEPEHMEFIZRBLL T 5
ZLEEDIERTHS, <512, TLTLT



IVELC LIV AT ) VO LFIZEASKEE
BLOSSREREOLFHE A KL TS, Thb
O, A AERE 2 R & U727 & bk
OEHFZERLTED ™, 7FEL Y V2 iPPFE
12350 T & EARRGE & B 1A e E O W I A 5
WEAUGE LS5 2 LA REY 5, EEE AN
WP s R T, IR #E & A 25 i 28 G BRI 12
EITT2ZERHENTHED, 7FHELY VIZZOD
WS HEHL G A T 5 U] 2 B 7= 2 AT A & U CHRIR )
BREAT EEAL NI

mMRC B¥Ih 227k X K-BILD 227D
L, IR o L O s B QOL el %
KL T, ZheodEd. flik LU
RREDUCEEIZPE S S AREE RO, & 50
GBI S DIROEEI TR 3 5 v EEME A
B 5o W BRSO RE L OFEE D AT
L, FAERREREIZSMELZT 5720,
7BV VIEMSEIK O R IE % 8 U CRERFER
IZHE5LEEALOND, 5120 FSSG A2 7
L& QN S ERUN R INDL 13 R iN  JONESEIN
7L ) VRAERNC X B0 B s R 3B -
LTOWBHEEUERD B, ZhbDEIZL - T,
Bk K OCEBETHOUGEE X S ITBEL ., BEE
BEENRICHERZHF G Lz B L 6N 5,
iPPFE 4 W% & LAE TR, AHERIS
& U CNPhneRsss, TPIE, YEILEEIR 2 1 47D
ROENTN, WThEIFEETH - 72, IFHEE
FEEOFHIHIL 56% ThH D . IRMSCEHIFEE T
W5 64%EIEFRIETH 722, TFELY Y
DI NXHFMIGE U TE, HFHEREREE DI,
A SR O B PR O AL - v IR 23 PR
ENTWBH, Grade 2 FLDOFEETa v 7R
IR S N h 572, Mgz FAEL 72 1 il
FERBISERT2 80 TH D, FAl & ORFBER
BEE SNz, ZhoOfER» 5, iPPFE B#HIC
BOWTE 7T EVY) VITRIF AR K ORE N

FEserE B RURRHEE ((PPFE) 123§ % 49
7FEV ) Y OAMNE L RENORET

EHTHZEDREI N,

A7k, M TH 57 EL Y Y ERWT,
TGO iPPFE &\ Fi 7= 25 Bk SIS 5
[FT9 7 VERYY 3=V 5] OMEEERIIC
BEtL2HloWETh 5, Bk - BREZI 7O
SCEICINA . RE, PR, SRR R as B
QOL 7 & L1 5 fEFE C U E % R 72 T &3,
75 EL ) Y IPPFE I236() 5 B E GRER L
LTHYETH A ZLAERL TS, X HITRIFZED
RIE. iPPFE DA% 69, 19 PERZEMEMiZ RS
RSP E 72 £ . I & 1 S fh o8
WP V8 BN D T LG IR K U2 D 25 4% B A REME % R IR
T3, k7. TFELY VICKBEYBREICNA,
FKEFERL VN F—v 3 VEMASDESZ L
T SN AR R S B TR R A PR 2
MR TZ 2THEMED b 5

KRB IHEE - IEEROBERNABETH D,
7T X RNRRBIEEE A T A BB T S
ZLRNEETH B, JEBIE S 19BN TEH D,
MatiiR 2 d 5, L L, FdEE%E
HRELEERNRBELT, 7FELY) VO
HEPR WA I % 9160 TIZGIE L 72 fd i) CEHET
bHDEHEZLD, BUL SROBBNE S L O PHEGE
NOHG &R 5 72012 L% & % BIERL
77w A MG A G ER T h B, F 7o AW
TO7FEL Y v OEGHIIT 8 M & G HIHE T
bo1272%, BRI GHORENE, OISR & O
PEHAN OB AR T I RHEL & 5, MMA T,
BEIEMEE P 554 F~—F — %R L.
BRI RAROER 2R SN 5,

i

7FEL) Y 100 mg % iPPFE #1128 HEH5-
L7=AE59, 1ifh GH B K OVIGF-1 o LR & &1z,
Bk-EEE 2 37 RE, BRI E2SBEINL 72,

®
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& 5T, RFEIREE. VRURIRIEE, RIS BE QOL.,
BEUOBHOWESED bz, Zhs DREFI,
7FEL ) VA IPPFE 1215 BB OdE R L O
QOL Dl Rz 5.4 2 nlfgtk 2R L. FEHeiRResk
DMEAE L 220 iPPFE V263 2 81 72 2 iR il &
BNEBZEAEREL TS, AT, AiFZIE.
DABIREBRE CH B 7TV ) Vil k
PREGHIRICIGHT A KT v 7V RV v a = v %
BRI R L 72 0IOWMETH D . A PRRICET 5
HHUAHESERRFE N OE % 46 < WREME AR L 72,

2
AR AZTTDICH 720, WIRIRERD £
U 72 AR EH B RSE R ZEHR B [ 10 & 0
REHH L B4, £ KFZIC S22 7
EFELABHE X AL L TICZ D TRBECHEALP L
oty 3 8

FlatHER
AWFFUZBI L TR N EFRHNIZH D A,
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