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OB BEFRMESE (LT, TMF)) 1%, Janus¥ 7 —€ (BAF, NAK]) 203815128 B4 (2 L Y JAK-signal transducer
and activator of transcription (LAF, [STAT)) RREEEMEALT 52 & T, EMEMiaORGE, K OVE# O
FRMEALDYE U D& MasBHEEE Ch 5, £, MREFE TIX, RIEMEY A NI 4 o (EEEEER 1 (TNF)
a, A Z—uAxr (IR, TIL) -65) O _EFICHE D MM SIERAFED i, IL-60 LAIZITIAKL
M5 Z L AURE SN TV D, MR, 8P4 U 2 R B B HEE (PMF : Primary myelofibrosis)
& BEMZMmAE (PV : Polycythemia vera) <CASEEMEIM/MEIMAE (ET : Essential thrombocythemia) 7> 5%
11772 “RMEOLDLERH D,

oMF D LZRFRAREIRIT, MiEse%, BEoMEMmIZ BIE U7 AT A, RO RS IEIRTH 5, Mk
DOFTRHZ L ALNLOFEM T, bkl SO T, Mg TOMENE Mo E2RFA & 7
Do MIEIFRFIZERTH Y | MEEIAESCI R, PGS & W o IiEiRZ 7o b9, F7a, Pl & o
IRILGEEANEINT 2 Z &I X 0 MIRED EFRAAET, KL RIEFINE R & 260t 2,

oPMF O2WrE#E (2008 HEWHO 43%5)

REHEZ HE (1 MlESHE T2 7 — 7 Ui b 2 e o T ERZER O L BRIV H D Z & D
VML HERERRME D AE 3T HNR WA, BEAZER O & BIZRITIN A FERIER R D3N & |
U UIEARFERGR MBI 2 R & 95, BRIy oM a S 2 & 5 2 @ ME Sk B, B
ZMSE, HRERIESIEGERE, Mo B R RIEE OZK AR EZ 72 720 5 31 JAK2VEL7F R0
MPLW515k/L @ & 9 72, &Ml 7 v — MR Z R TR A & 5, HDWIE, 7 o — U PHEHETED
TR HIRWNGEIL, BREOMMLCZE (b YYE, B CRERE, BIERIE, ~7 U —
el et oD U 2o CRIESS, BRRMERERS, PRIC LA EMEE L SIS, JOSEOZEL TR
L), KROVNEYE 4 THB (1 RMMICHRIFER, BREFER2NHEL ; 2 ¢ Mg LDH OH$IN 5 3 &l ;
4 : RN RTEEZR RAE) 25720, TRTOKRIEAEL 2 THE L EO/NERERET- L72HE12 PMF & 21
T2,

oMF D EEEME
1999~2013 EDAFR TOH R FIEN] 623 Bl OFENT TIL, 3 HAEFHR57%., AFYIM P RfEIX 3.8 4T
HY . ERFERIE, BYYE 13%., Hifl 6%, AIFE{L 14% TH o7 EHfESTWS, (ORE S 2013)

BEGFIEHIZ DOV T

OARFRIZI W T, BHIAHEE ICES 2 b OA & LCET v FaZ U BAIN S 55, YA E
BERRMERE (K9~ 2 B IO XHERE E LTHOW SR TV AT E 72y, i s A R X — O TR
HFIRIEIE TH D DD, £ OHLRBANERIZET 2R = B 7 » ZTFEE L TV,

51 FHSCHR
O KRFEID (2013) BHHRHEE 2IKOSRAA N5 2 it
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BE  2.883 Ry K 469. 90M

BE  9.709—m 1, 320. 402
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(B%5) U/ RE i HEE D&

U SR AR IESEIZ DV T

OV v\ RE B ESE (Lymphangioleiomyomatosis:LAM) 1. #FAR AT RE 72 2oz
RS 5, HRAMIZHEmD TENRER L I, EITHPY Vo Hi TRl
FRAAAE (LAM ABAG) o> B HAE & EARIREEIC K v | OB E R & 35
RETH D, %< OBFE TZMRL ONEVLAIEEZ M KT k42 &n
%<, MERRNEHTETHETH D, EIELT D & BEAEEICIRFERAZ RS
. FiRAE oML & 72D,

O15 FAEFRIZT6% TH DN, WBEICEME AP L2 DIX 56%, B0
ERIRBIAIEIL 40% L ETH Y FLOWIK, MEAKIZZNZI 10%LL EOBEIC
OF L, TEBMmEOHEHN 36%DEFIT LS E, QL NFEL XN &n
METH 5,

LAM (21T, &t 72 W TE M LAM (S-LAM) & Y& =M 5 St A VI oD fifivps 25
& LTABFT D LAM (TSC-LAM) 288 5 .

O Pk 15 K OVERL 18 4RI H AR 2ERM O FRAE N Thiv, LA OF
JRRNANA 100 5 AWK L 1.9~4.5 AL H#HES T,
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s IRVEVRRIE (Bl A hu U RRE) | SVRROSRE S Al - PR RE O b
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BUREHAL) | o h Ly 2T Fili2, 000 JAU, /mL/<v2 (1mL 14)
e « 2h B | AXIEIE (BUER:)
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T ME - R
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BWE . AL 12 mEL Eo/NR
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1A B & 230 F 1454
T L AR E T i#R200JAU/mL AR kv A N L AXIEE FiR2, 000JAU/mL R koL
LHH 0. 2mL 1A 0. 2mL
2HH 0. 2mL 2H H 0. 2mL
3AA 0. 4nl, 3A H 0. 4ml,
4HH 0. 4mlL 4H H 0. 4mL
50 H 0. 6l 50 H 0. 6mL
6HH 0. 8l 6H H 0. 8mlL
7THH 1mL THH 1mL

2.%%%(3@Hu%>

WEHR TR, M LT, X ML U AXIEBRE MR 2,000JAU/nL Xy 7 O4E
(ImL) Z 1B 1[E, FFCHE L, 2905 L%, A aAte,
HE A | FUlE R
200 JAU/mL 2,000 JAU,/mL 2,000 JAU,/mL
N I RN 302. 00 721. 80 72. 200
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24



HAME SRR BT AMEHE RO E &

wirst | ek w-mens | ke es 8A 1n
- HTIK SRS 2L VL
M) s (% SRR % X SALLOAIGE - BRI,
ar SRR OV 22 S 1 28 5 e
i AT B BRI SN e < | BT
1 R TR 2 7 & T L7,
? oA, BhEE - R | ARIERE BURIERRR)
7
it
‘a—
ol e mmen | SRS
\éfl
m

o, MR O X«*\'@TE%\%J?HJ: L i LTl AXT

(b2HE s Ly

=. ¥EIURE P

X oAl
i 1H1EFEFMRS

[ SRR EERIER (16, 9%) ™ X100%=16. 9%
FORRlEE () i EERIEET — 5 2 K75 7] (HAREGRRE )

YRFEE RT3 5
I AT A DA IRE A
DL

EREARARE RASK9 B 5 Im SRk

i
i

LA

25



FEERLOIEMETEIZOWNT

RS | 14—09—KN—8

K | 622 HuREEA (W)

R 4 FH5w=K

FRA g | KRS (BR)

Bk 4 | e s o I
Gikenign) | 777 A7 MES Ome (5 0mg 150)

whwe - R <TISWE > ARFNEIEOREEZ R
S <3 JEIE > S

e - e | B EACIRT I = FE LTI 0 0me & 1 A 2, &1 ffikn

®59 5,
HERX | FUlFHE S
L L S8 TR AT 4, 032. 90M
Joke )E
= I ‘1‘,(252. 70H
{ﬂﬁ (imARE % bR < i 028.7%)
. 385. 70M
A ey (MR BLA IR < D 6. 8 %)
E DI RETY O DR R A
= (/BS54 1 BUR R )
THERL 453. 70M
PANES ks L
L TE S A 50mgl# 6, 125. 00
248 fili #% AR AT A L A TSR
2oL FiE THARB G EES TR A%
BONZARREINTZE (HEH) (B— 27 k)
M (201 444 H) 2 R 6 0A 5. 6{&M

3 Mk 7 KRR B Rk 2 64 7TH 4B | EMAEMENGETEH PEK2 64 9H 2H

26



HMBEEHER B ABmaHE R0 £ &6

HEhX | FMmEE G B —[al BT A VR 2 64 8H 1 H
B HEDLER A 72\ VR
s o ke A & A—DRhE - REAT D
gl POA 77v=R B 72 < AR O LM
it — —————  ERRARD LD, RAWICH
it . st - R G RETR > AANCRIEORIER | ¢ e oI 372 & T
2 < It E > SRR L7
il
iﬁ: ~ 1y . e
% | B SREEH 2 a— VAR EER
i;f/
H
+ | EEIDYaON
PR i
% Nogst.
J:-’l 8] F
e on T e
=. &5 N A
Al FEH
HiE 1H21H
TR EERER (16, 9%) @ X140%=23. 7%
R M TEERRIMB T - S R7 v 7] (AARBOREESUT)
RANZDWTIE, EBRILEE DFERBRIZ BV T, fETRE O UEE =

EOFH L CHEAT 2 Z & T, RYloREERMEEZE LD Z EREN

RIS R TWDZ EnD ., ZAIMM IR - @I 2T 2 D TH

0. BBENEZRNDD LTSN TW5D, 72, AFNL. T’AET 1970
FRIZY 77 B DB L CLLROBI T2 P Th 0 | LAl
PERSZ A DED IR SN DD 72 WA TH D Z LD R AE
EFERO+ 4 0% AT HZENRYULEEZD,

YRR E R 28
SN AT LA OTE.
RO

EREARIRE RIS
S

Pk 4 A H

27




FERELOEMEEIZOWVT

RSl 14—09—KHN—9

w2 oy | 625 FLUvALRAL (WHEK)

K 4y 4| TAFTren

FENRAGEL| 7V APV =AY =X (R

B % 4 Ve , )
YN 1/ I/
Gikerif) | 22777781 100meg (100mg 1 A7)

Tt N—71 (V= 2 AT 1) O CRUEMATIR XL C RUYENEATIEZAIZ 1T 5K
’;Zj]ﬁlé . ;j]% @U‘fﬁ”bi)*@ ‘7/1’/1/21[]13%@5&%

(1) A2 =7 =8 2GR RIEICAEE ORIBR D 5 WIERE O EE
(2) A =T xn ZFUafE TR L > T

— mEAﬁﬁ\WAK@TR%fVE»&LTlElOOmg%IHZE%E%%#%O
7 KA 5 2 55 2 e S O L. BRI 2 4 5,

BT | S 5 (1)

WS4 VAT LEALF Y A
SHL vy T~ (BF)

H #k % — —
o4 CRASEAL) HAmH (1 [ SEA)

. VY F— KA FEAL100me 13, 122. 80

& (100mg 18) (13, 122. 80[)

FHIEINE | 72 L

SMERREE | 7e L
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% 5y | KB T A
FENEFLE | ) — 77—~ ()
B 52 4 VXET%E BOK60mg (60mg 3mL 1)
CHASHNAL) | 1) BEWR LB @\ ARG - BN 3 0 I S < BRR E M E
RE - &h B BPE - (RHAEKREIRICIT A R, CGRENEEEREL 56 ()
WEl - EE . 20mg/kg & 30 43 CERIRIN 5,
FIRMIE - R im0 5 24 BERILIMEIC . 3%, Smgkg & 1 H 1. 10 43403 T
FRNE G-, XI5, 7ok, JERIZIE U T 10mg/lkg & CTHETX %,
FLE G | FERIEG E  C (1)
BRAS4 T 7 4 U KT
24— A (BR)
B o 3K
R4 (K HANTL) HAM (1 F %)
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E L.
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BERE]l 14—09—1F—2
oS K] 219 FOMOIEEEIVE S (EHE)
Gy A hvTmAFan
IR LS | Frm R (k)
Fe7EX hEFKE20meg (20mg 20mL 1)
W= 4 FL7 B MERKES5 Omg (50mg 20mL 1)
7 7B FEFKE200meg (200mg 20mL 1)
VE) ERR OB B AEGRIE - WIS SR A SO FEIC ES < PR R E
zh B - 2h B MERARMEM I EIE (WHOMRE 7 7 AT, METIV)
WL RCIE 1.25ng/kgl 5y D P G FE TR ERIRIN T 5- 3Rt 2 T 5, &8
MORWERIZ X V2 Hiv7eWiGEIE, BG83 % 0.625ng/kgl /7 12T &,
Y7o Y« FHE . ; ;
FIHE I e it oo B L nt s BRI Sedio 4 BRI, 1 BB Rk
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(A& HLAT) V) PR LOMBRED BRI - ISR R OFATIC 25 < PR ERA

Bae - 20 A | Bz

Tk - &
REIC &V Ji H R,

TV R=yr OB T, @, KAIZTH LR, T2 EL
T25mg,/m? (REHEHE % 18T T3 EMMERCAREE, BE IR

BE s | AR A
L L S8 TR AT 418, 050M
& 85, 019H
ﬁ" i (ZE UE (R & B < [ 1 6. 9 %)
o 36, 705M
Z ey GEEBL &R < iFED 6. 8 %)
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Bk | RMEHE S
R JE AT 94, 620M 459, 778H
8 RN R 34, 997M 170, 055/
=R T [
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