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R 4
Y O RIREFHIEAE B A AR E (CHR T 562 ERE8E Quality of Life :
MOS 36-ltem Short-Form Health Survey (SF-36)¢&
St. George’ s Respiratory Questionnaire (SGRQ)D#REE
BiumREERPREBBEEL S —
BERHARE -, BREE 2 OEAF S AR RER S, HEHRHC
HLEE—'. KRRF2 FABES HHB. EXBF. HLBH4 BT,
FE_E' BaLER' nEHY'. KHEHEE'. KEBF'. PIIRLTF . BRHEML,

MABSER S, BRIERIS, dLTHiERIS, #iBZ 4, EEAZLF ', REXA4

BMBETFEENTNS YU D RIREBHEE(LAMABRR (MLES Trial) CHEAPEORERE
Quality of Life(HR-QOL)HMIRDNS> 6, EXZBAERDH S MOS 36-Item Short-Form Health
Survey (SF-36), Ver.2.0 B&&BhR & St. George’ s Respiratory Questionnaire (SGRQ) B & 8Bk (<
DPOWTHFALAMEETHAMEZRIET 5. BURRBHERPREABEEL VI -B2EEBLL,
BERU-LAM)ZB L TIHBAW LWV -EEEE 59 B, SF-36, SGRQ DRERM. FFEEEEF DK
F—% LDHEBAT S MR T SH.LAM EE TIREEBENTBECNABMAOTERELET LTIV,
SF-36 X7 (% PF, RP, GH, SF, RE TH#FIC{ET (FE{k). SGRQ T(Z activity, symptom, impact
DIRICREM (F|IL) LTV, SF-36 @ PF, SGRQ o activity (FFIRE#E (MRC X17) &&
U%FEV1 &SEEABMAERSHL (p<0.0001), SF-36 @ MH & SGRQ @ impact & FFIREREEE & 18
BIL TV (p<0.05). LAM BETREICHBERDODRIITHET L, REOMHBELER< RBRL TV,
FABMMEZa7HETLTWVE, BEAD LAM £H T SF-36, SGRQ DRIE 1T\, EMENSH
BATH28BB2NOTHEBLAE, MLES Trial TCChSHBRICKYRECEEEERRT 3,

A BrIREMN

BOETPFEZINTINS Y I /RIREFHIELE(LAM)
ARPR THERFEDREREE Quality of
Life(HR-QOL)EMRD 55, MOS36-Item
Short-Form Health Survey (SF-36) & St.
George’ s Respiratory Questionnaire (SGRQ)IZ
DWTHEALAM BETHAKEKRET S,
B.HARA &
MREFZEURRBBERPRBBREL
Y- LAM BEE LU, EHR(-LAMDE)
ZRELTIHBAWELE W LAM EE 598, &
ENERATRELROEMERIEELRN S

15

EEHRTVKOEREES TR, BEBRRL
ERBAGRELSBIFIINATAMELBENSR
FLAEHBEL/ (HAM), SF-36, SGRQ O
HRLGREHE (MR X17), HEERE
(%VC, %FEV,, %DLco,Pa0,) DEEKF—%
EDEMATEMRETT S,

i, SF-36 {3 iHope International (fREEEMEM
HREE) H»5 Ver.2.0 BEREBROERAZHD S
ZEERAL., SGRQ RBEHE—1EL (REHERE) O
HREBSTEALL, M. FRRORELHLY,
BEICRAVI7+r—LRIVE I PEVLEE,
¥EETRREEERPRIBBREL S - BE



HREBAZRROADEE. #, ETF—50D—
BXZPRBLLTHEBREZToTNSH, §
EIMILES Trial CRER AT 57-DORIAD
HOMALELT, EFBRERMLAES A TRET
3.

C.HAREER

R ICHREBOERETRT, TR (Sporadic)
LAM 42 £, BEpEEBILE (TSC)LAM B& 3 &,
A 14%, B S9BTHS. EHIIMRC2-3
BEOTRREETHDIHHHE EPAZERE S M
BBENDETZBOE,

& 1 LAM BHDITE5MF & MRC 237, FhBEGE
RE. BHROEHS R,

N (female/male) 59 (59/0)
Sporadic LAM/TSC LAM/NA 42/3/14

Age at the questionnaire 39zx9y.0
MRC 27x216
%VC 8827 %
%FEV, 56 27 %
%DLco 47226 %
PaO, 7214 Torr
PaCO, 41 =8 Torr

NA; not available, meanzSD

1 ICLAM EE 59 & SF-36 DERETRT.
O3 LAM EEDFH LBEREE, ORXFER. %5
RyFSEELBFTADEREDO Y LERRFEES
FINBRTRY,

Physical functioning (PF). Role-physical (RP),
Body pain (BP). General health (GH). Vitality
(VT). Social functioning (SF). Role-emotion
(RE). Mental health (MH)®D 8 DD AFIT U —I(C
DPWTRIA72HLESET Y FEIELAFA
DEEEREFLLARXT7 (Normal-based
scoring: NBS) THRIRL /K., BEADEETIE
A7 5010 &2 Y R a7 HEVIRAEEL QOL
DETERT,
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100

=B IR

PF RP BP GH VI SF RE MH

SF-36 (NBS)
g

1 LAME#E (n=59 ) [CRIFS SF-36 X1
7 (NBS). {PF: Physical functioning, RP:
Role-physical, BP: Body pain, GH: General
health, VT: Vitality, SF: Social functioning, RE:
Role-emotion, MH: Mental health}

SF-36 DRA7ILAMEETIILTHORBATET
H5VIETHERAEZZOHLL, FHICEBMTHE
Pi&E|EZRY PF. RPICHMARERBITHS GH, #
SNBEHNEIRETH S SF, RESETL TV,

B2EICRTLIIC, SF-36 DPFRA7 LR
E#EMRC)IHERVEEERL/

(r=0,864, p<0.0001), ¥7=B 2 KICRT LD
IC SF-36 @ PF RO 7I3%FEV, & HEEHTHELVIE
BE#RLE (r=0.721, p<0.0001),

o] R=0.721
100 P<0.0001
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opacm - /

° “]m “ ’ ’H_PFSF-) ®
2 SF-36 DPFRO7EMIREEHE(MRC)R
U, %FEV, & DiHE.
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3ICLAMEE 59 20D SGRQDERE2FH+HE
EEETHBY/SI7TRY. SGRQOZRIAT7IE. ©
Symptom, @Activity, ®@lmpact, psychosocial
factor 5L UEDEEHEAES Toal ELTRY.
SGRQTIIR A7 HBVBRIREMBNCLER
7. LAM BE T3S ICHEEZTRT Activity 2B
ZE <, Symptom, Impact DIFICEM > 7=,

100
90

®
o | I
31|

SGRQ Score

SymptomActivity Impact Total
3 LAM E¥E (n=59) I35 SGRQ DR,
£S5 Symptom, Activity, Impact, L UEHE

AaA7TH5,

4 EIRT LIS, SGRQ @ Activity 27 &
W% R & B (MRC)IZ B BRI ZRL
(r=0.773, p<0.0001), ¥R 4AICRT LS
IZ SGRQ M Activity 2 2 7 [X%FEV, & HiE$D TH
\VEBSER LA (r=0.751, p<0.0001),

s4 R=0.773 o e 1104 .,
4 P [ NNV o l:: .
3 . . e x: .
24 2] . 60
507 .
11 e (] [ * o 40+
30{ Ro0.761
04 bee o 204 P<0.0001 s
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B 4 SGRQ o Activity X a7 & Wik # & (MRC)
RU, %FEV, & D188,

R2ICRT LIS, BEHATIY—-THS SF-36
17

@ MH (&3 iR B B (MRC) & & 734883 (P<0.05)

#RU7J. 7= SGRQ @ Impact & MRS
(MRC) &48B8% 3R L., EIC, %FEV, . %DLco,.

Pa0, ¢ HFE B £ 28/ (P<0.05,P<0.0001).

£ 2 MH (SF-36) & Impact (SGRQ) &
MRC, %FEV1.0, %DLco,, PaO, &M4863,

MH (SF-36)
r (p-value)

Impact (SGRQ)
r (p-value)

MRC
%FEV, 4
PaQ,
%DLco

-0.400 (0.008)*
0.274 (0.087)
0.206 (0.216)
0.155 (0.441)

0.726 (< 0.0001)**
-0.807 (0.001)*
-0.422 (0.008)*
-0.528 (0.005)*

*p<0.05, ** p <0.0001

D. Z&
LAM (3, MERFIBEFMROREICRET SBLEE
THY. FEHEEME (LAM #RR) HEHe U /8
EXLTHETIHENKRETHD, BREAE
HREORMMELEICSHT S TSC-LAM &8
EHED L Sporadic LAM [CHHE 3. ThE
THYGZARENGEL, ETETFERAR, B
HOMREETHD. EEHD HR-QOL ZFNEHS
FHEINBMNNET, BFRADLAMERT
HR-QOL Z KM ICIRET LI BEI A Mo /.
SEOHRET, LAM BETIIECBERDRD
THETL, RBOFEEEZRRBRL TV,
FEBEMNZRAT7HETL, EEOEKRICEHK
BRI T, HaNREb kI hTH
B EMBASHTHET,
W, ENHIBETFEL THRIEET SREEMERE(LE
(TSC) REFOERM LAM BRICHREENZ T
AL, mTOR BERFZAVVHLIEER
EOBERRBROABENODH S, SE, ARP
RAPEE LI —LMBRENBERENT, XK
BXE0EE#ELAMBRARICBEMUOY A +
ELTEMTS. 7O ba—JLE, SF-36 & SGRQ
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FETHSD. H4(2, ChSOBFFERIEEFA
D LAM BHICHTIIXS0REZETT>7/~. SGRQ
RRRBEEBHRNTHSH, SF-36 3—BRHE
BRETHSH. FRJBOERICITZ SGRQALUE
hTUOWEEHNFHEEINSH, LAM R4 BERE
"L, £8&KETHS. SF-36 &£ SGRQ 2HtAT
SBETLAMORBRERLVBASHICEhB D EE
5hic.
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W, BEERRNEATHSBZNOTIABALL,
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Bl 4
BEFBHFHRBADE (BRHREERRER)
(5318) ARBEE
YIONRIREBBIEEEDONFNY —H—BRD/=HDFHAEAR
SEMRE SAIA
MBXFEEFRARREGHEEREL S — HRR

MREE  LAMEBET7—)LIE (WFhbHARE LAM) LRBEET-IIMEMLSSI 0%
L. ZRTBRKBIZERTL. HBRARY FERWELE, EDRARY FOREEEC
IEo7f=, BRI &IC, BETIL, transthyretin OHFBAMEHAIIC T PLTWE, £
7=. VitaminD binding protein precursor DM R S5h /=,

Technologies)ZRAWT, 77X EMBIC
AWE B89 : MILES trial Ti, TEFMEE L% ZRICSENZ6HDH /%Y A (albumin, IgG,
P11 DB THS0, BAKBEEDEHED a 1-antitrypsin, IgA, transferrin, haptoglobin)
BhbdbV, REZBYEBILENS, BEDARA 29T hERKRELE. REROBRIL,
HHKEV, MBFPRBMWBAT—H—%AV=/HA  ultrafree-0.5 Centrifugal Filter Device
BOFRANTENEERICE>TRERAY Y (UFV5BCCOO, Millipore)#AWVTREL .

RSB, [BS kBN A lysis buffer)
BEBUAEY TNV, UTOBKXEA lysis
B. B A% : buffer (LB L /=,

EET-INBRUBEBET-IOBEMST T SMBRSR., 2M FHR%E. 2% CHAPS 2.0g. 2%
AZTF4—hSLERNWTTZNTE . ZOTY SB3-10, 1% DTT, 2% 772454
SRECHDI RO EREL. A—RHT2HK

FODRABRKELETV HBEARY F2ESR  [FBEABEKE)

BIFVIFERVT, BIUKT. Z0ik. &Y T 100ug 2LUTORGTEESAER
MALDI-TOF-TOF @#fIc L U, HBAKRy F&FE L. &8, §Y 7 2 AOKEETo K.

T 5, EELkE' )V Immobiline dry strip pH 3-10
[(¥>7I] (17-1234-01, GE Healthcare)
LAM B2&MF 30ul LAMEZ4ZHOME K EBHEE Multiphor 1l electrophoresis
LnBOoERREY system(GE Healthcare)
fREEmMEF 30u/ REFI4BNLOMBL  KEBRHF 3,500V,8hr
=mEOFREESY [SDS-PAGE]
(7T = BERE] EERBRKkENR, LITOFRMHAT SDS-PAGE %
Agilent Multiple Affinity Removal Spin T2/, 286, Y TN 2 ROKENZEFTo 7=,
Cartridge (5188-5230, Agilent BRABISIN 9-18% F7IoUNT7IRISNL
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7k Bh3E Iso-Dalt electrophoresis system (GE

Healthcare)
KEEE 80V,16hr
STFRI—Hh— Broad Range Protein

Molecular Weight Markers (V8491, Promega)

(&)

#f(2 SYPRO Ruby (S21900, Invitrogen) IC
&£ o THTL), Molecular Imager FX (Bio-Rad)%
AVWTZARREBRABHREDB LA,

[T RTBRABROEH]
ZERABRABEOMITIZ. ImageMaster 2D
Platinum (GE Healthcare)Z{#R L 7=,

(> oBRDOAEE]

SRTBIRARy bESDOSPUYRL MY T
YTHRHEELALER, REBSHE ultraflex
TOFTOF (Bruker Daltonics) CRIEZ 7o 7. Al
EF—SESONRIORAEVIMOIT
MASCOT (Matrix Science)Z VT NCBI ©F
—IR—ACHLTREEZENITIDZLICLYS
YIROBRDEAEET o/,

C.HRER:

TV MASLNBEREELLULAMESE
- miED R BRAEBEREREA, 1BIC
RLE. FVTEIDORARY MIEE, BoTH
A0, /a7 (HENET VAV 28.
S57kD RO/ FIZERLTE Y, ALEN
B THO LT ELERLTWVE. CNEDA A—
T #% GE #8 Image Master &Y, EhE&bD
REBTZRABRABDETOELE. CNOEXEES
NRIDARY FCRBATRER OB ZENR
Z1E<12%, ED/H, SEDRFTII, BFE
RULAM BEOT7— ) iEET7 74 =T1—h
SATHEL, BN/ 6ERELT, =
RAUBTAEL, LEBBITL 2. K2 ICEERER
MRBENTEST, EAMNSLEL, SEIOR
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Beb0N, B2THD. BETRENDARY
MILAM EZCBRUICRRLTNES 5T
HY  KETREND ARy FrIREEICELL
ARy FTHB. Swiss Plot @ spot 1§EH S
ETHLE LAMBETEHLILTVLSHODIE,
apolipoprotein E, a 2 microglobulin precursor,
L TULWA?DI(Z, apolipoprotein Cll TH o 7=,
RICHEBBAOBRERBISAHICARY b
DUVYHL, FRAARY MICKZAEZETo .
EEkROD(E, Transthretin ® 3DDAKRy b
DL BEERITINAVHMDORRy MHEAT,
LAM Z2ETI3, EEREMLTIVE, EX,
%% T vitamin D binding protein precursor @
mmrRoNn,

(Da)

100 =
s "
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ELI
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B1AREEMET L MARO X TS ABER

D. =&

MEFS RO D90%LUEMTNTZ, /0
FU SRV BREXERBESIINSIT
GH5NB, LENST, BED
RIBETFHmURETHS, LML, TDK
SHARICL>T . MESY /RO DLLBBHF D/
HBDT77—ARRIV—Z T FTABIEN
EExn/-, TDER.LAM £E D Transthretin
D—BICEFBROL T FERONL. ZD T B
RO FROZE/HDENEDS, F1ROD
) UBEDRIREMS H S, /o, BEMAET



