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AML angiomyolipoma MEARREANIE
ATS American Thoracic Society KEWEEFS
BM basement membrane HER
CAST The Cincinnati Angiomyolipoma Sirolimus Trial
COPD chronic obstructive pulmonary disease 124 PAZE AR R
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GRADE Grading of Recommendations, Assessment, Development,
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GTP guanosine triphosphate
HMB45 human melanoma black 45
HRCT high-resolution computed tomography B0 #ERECT
ICS inhaled corticosteroids IRART O REE
IUDs intrauterine devices FEREHT S
JRS Japanese Respiratory Society BANILESEFS
LABA long-acting ,-agonis RESEMERM B, R
LAM lymphangioleiomyomatosis 1) > ) SR E FRREAE
LAMA long-acting muscarinic antagonist RESEMERMEMI >
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LEC lymphatic endothelial cells 1) > INER AR
LHS LAM histologic score
LOH loss of heterozygosity AT OEGHEDHER
MILES Multicenter International LAM Efficacy of Sirolimus
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MMP metalloproteinases TNy IZ2A9070F71+—t




i 5B ®" O BAEE
MMPH multifocal micronodular pneumocyte hyperplasia
MRI magnetic resonance imaging B HISEIR
mTOR mechanistic target of rapamycin SR UBNI > INTE
NHLBI National Heart, Lung, and Blood Institute KEEIDOE - A - RIS
NPPV non-invasive positive pressure ventilation FEEERAY A T 00K
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PCNA proliferating cell nuclear antigen BB R AITR
PEComa perivascular epithelioid cell tumor MEREHERE 7 HiaEE
PFTs pulmonary function tests IFIRHEREIRE
PH pulmonary hypertension fh=mE
PR progesterone receptor IO AFOVSEH
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Rheb Ras homolog enriched in brain
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SAMA short-acting muscarinic antagonist ENBEREn I &
SERMs selective estrogen receptor modulators BIRNIZ MOT Y SERBEE
TAE transcatheter arterial embolization EPAREEARIT
TAND TSC-associated neuropsychiatric disorders TSC R ErE MR IES
TBLB transbronchial lung biopsy BREZAMER
TBLC transbronchial lung cryobiopsy BB R IEMERR
TPC total pleural covering SRR /N1 > T
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VEGF vascular endothelial growth factor MEREZBIBRF
VEGF-D vascular endothelial growth factor D MEWEZIBIBAEF-D
VEGFR3 vascular endothelial growth factor receptor 3 MERKMARIEIERFZE4 3
a-SMA a-smooth muscle actin o-EBEN T T
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HEOWT, IEFRDEIF, &(high), 9 (moderate),
& (low), FZ@FIFRITEL (very low) [CDFET NI,

INRNTHEREF, IETFTVAOENEIET > ANE
Dzl E2—U 71— RNy IHBREIN, BYEK
SINfThnic. BROA—HIF, BREORICKIO>THE
REniz.

HRDIER

BT RS1 MEREERE, TET Y ADKEEITEDL
THREER UL, #5253, KRBV a R UIEE
FLLWER(ThHER) EEE UL BVER(TRHESE,
ailf, BLOOAZAMNDNTUR, IEFVADE, &
DififEEREIF A, BLOERANBICEDVWTRELE. #
B(F, BREARICEI>TERSINEZ. WITNDOHREE
BEMEBELUGH o, HERDESI(E, GRADEEZ AW
THIRSN, RISOVSHER (SNEE(C L > TEEMERS
N, EERICEL>TLE 2 —BRLUESRINT .

H32(E, GRADEJRICIEST [V Fz(d [FEF=
] SUTEHEicNL., [HRT 2] EVWOSEGHE
WS EZRL, [RBRETD] EOOSEGHERNERYG
NETHBEERT. K22, BE, BER, PLUE
BEERRAESE(ICE>TO W] HESELD [FHHE]
HEDOHFERZ R .

XEER

) —=x 2777 )L—"F(Francis X. McCormack, Geraldine
R. Finlay, Lisa R.Young, Nishant Gupta, Vincent Cottin,
Simon R. Johnson, Kevin C. Wilson & &0 Joel Moss) (&,
RIBNGBHTRZ1 VEBRZERLE. Z0%, 1K
1 UERZRERERKICEL>TLE2—EN, Tr—R
Ny I RBRESNE&TsE SN,

2

HARSAOBEREEHITTBICE, HUVWHIRD
ERSNCRBETERNICEFR I 2MENDD. &A1
RS 2HARo7ZCQIEBRESNTSHY, TEHWZENEN
SIEREBEETZHDTHD. AAA RS2 TREDON
Bho1ZH, SEOUEIRTEIRON D NEMHARNICE
ERCQNIHELLEFETD. N1 RI1UHMERZERE,
SESFELANCENT RS1 U DEHEZLLHDTHD.

B8 ) 2\ IREREEDZH S L OEE
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K2, FISRRECHTS VMR

[T EHESE] DRIK

FERRE SR VLR U VHESE (SR EHESE)

BE ZOWRICPWVT, BEAEDEEBFIZOHE | ZOWRRICENT, SHOEBEFDRESNSE
SNTETE}AHZLETIESD. FELGVWERE | TEAHZETIEAD. LHL, ZOTHRVES
(FDECT @0, HAELIE L

BRPRZR BRI, RAIE U TOHEINZTEAE | BHHEBEHCHUTE, B4 >EREA
ERFTANDRNETHD. ETHD_EZBHMITD. 2L T, BERKRIEZ
ZEAMIRSAVICEDIHEOTRESVE | NZTNOEENEDDMEHCEFLICE 22
EEDBEIZELT, H2WLWIREHTRIT | BEZRETCEDLDIEHLARFINE RS,
S DOBEWMEOEIZEE LTRHLWLOND &N S. B2 DERRRHIES DIESRPHLECEhEL
B2 DERARRINES DHESRCHLECEDLES | BERRTEZ I 2DZENTIEHORNLNER
DEET BEHDODRRNDEBREDHEIZE, | REDHEGFBMABANGL.
rETHS.

BERRES | FEAEDRRICHEWVWTERICERTRETHS. | BRIRICAWVWDESI(CE, S<OFEEGRE

DENEBHRERTET .

CQ1:LAMZBE(F>OVARICEZDEEEZ(TEINED?

de=
B=

MEELAMB LUTSCIZHED LAMIEZWINE TSCER
FD1 DI DNEHERAEZEICL >TSS RITN
5. TSCELTFDOHAERKAINZRS, tuberin-hamartin ¥
VINTEREGHEEEDRRZS|EIEC U, mTORZEEDIE
BHHYEMEAE (constitutive activation) Z 6759 . JEHES
N7=mTOR(ZE, 5I&HHWLTIENE (growth), EENH (motility)
BLUEF suvival) @ EDEH DR SOt RICEE
(perturbation) Z5|=# 9. >0 ARI(F, FKBP12
EEGHREER LU TMTORZREIGICIENE T B/I\DFT
HY), mTORICHEE LT ARDFF—ED5EE bz Eri g
3. ZTORR, TSCHAERMRZEZET MO RAF RIS
2zEEESEZY. 20U ARETSCEYETILICHEL
TESE)\WRERT P

IETFT Y ADER

BT AT Ty I LEa—(C&L), LAM
SBEDMEMHAERED T 1 X, [FIREEEE, 45EFDE (QOL),
S{ABEEE (functional performance) (CXd 5301 AZD
WRBLOBESERE M U712 24 DIEFRBHER P 5 K
CMHEDOZ > T LMELEEE R 2 &EE Uz,

E—DRKRABRGIFERIFNBEHRT, TSCEZEF
LAMBE 2 Z2ZWRELT, 12 pBE>O0) AXDAS
EEHRETY, Z0R 1 FERBERETo2Y. mE
FRRERARE (AML) DEFE(E, N—X T 1 > ORI\ 2FTF 1
71.6mlI(95% BFEXE [CI] 249~1182m)H 5> 0O AR
BE12 HB#%I1236.5m1(95%Cl —=10.2~83.2ml) £ TEA
U7z, ZNIE53.2%(095%Cl 46.3~60.2%) &, #RETEYICH
BRAERD Thoz. LAMEBSE 11 ZOMEIREREE 5HE

B8 ) N\ IREREEDZH S L OEE

L, FVCOE (R/NZFFG390mI DB, 95%Cl 180
~600ml) B LU FEV, DegEEM (R/NZFFH120mI D
#Bh0, 95%Cl —10~240ml) Z7RUTc. BREDRBAPEES
N7z (RNZFTFHI440mIDFAY, 95%Cl —90~-790ml) A,
2ftE, FREEE, Fo@ 6 DEHTHRHCELIERES
nan-ofz. COBRKRRBEPICI10HENEELREEERN
HEL, ZOOB56MHFEFIO)AXICEELTVWSTEEM
HE L) (probably or possibly) & Z Sz (TR, RREYE,
ORRBLTAMLASOEI). 2EBO> O AZEE
ZRTIELAMBE6 R ETSCEREE 7272 WRE UIZERROD
IFERIETBHABRO B HIFTERLAHINTLS Y. 1
FEOBERZOPEFFMCTE, INTORERETAMLOY
1 AN TWDZENBESHICE > (REREDEET
DFEHMENEIE261%). UH L, 1FROFIREERET—9
MESNEAZDOLAMEBECHWNT, FIREREDZELE
FHHENT, IRTOEEBICORERNES, SEIED X
URMEEFELGZEDBEEBERNRO SN, BIRKT —
FEINSDRKRABRBREY, THBRFZH/IBRICHD
220 LAZADFR - )R D5 #RET D &H
MBEEINH, LAMICET 55 29 AMELEFED
ES)jiikay gl

MILES(Multicenter International LAM Efficacy of Sirolimus)
HERF, TEEFHT I LALLITHEEEE O, TF
E DIEIRHEERES (FEV, N FAED 70% Km & Ex) &8
TBHLAMEBERIZICHWVWTI2 pBEOOUAXE
F 7T RES%, 12 » BEOZEBESRZ =ML 7=
2O AZEEG, TTEREEE U CTIFIRERERTZ
ALz (FNnFN1+£2 vs. —12+£2 ml/H; P < 0.001).
SOULRABSBEENCARE LY, TR REE
(FFVCAMKRBIICBIE Lz (FNEN8 £ 3 vs. 11 =3 ml/
H:P<0.001). EuroQOLZX 4 — )L THIE SN 7=QOL (&,



SOUARBTHEL, 7R TERNLE(ZNE
71, 039%0.19vs. =021 £0.20847/8;P =0.03). F7z,
FPI(Functional Performance Inventory) Z B\ /z5Hii ¢H
BEEEDHUEME@HN R SN (FNZF10.005 + 0.004 vs.
-0.009 £ 0.004 847/ 8 : P=0.03). EH|KSPIERBF
CHWVT, O AREBRSEH THIREEDK NHABUR
Hon, FPTERESEHOEKTNEEERTHZ. >O
ARICLZRMEAEEEEICESNIZY, EELEESE
REIMETEEL /. REED >LEESERS, HEX,
TR, B, 8JLATFO-LIME SBHREE, L
U TEOEBIRTH 7.
ETHOMBREMRZICINA T, LAMEEZE, LAME
fBogscLy), U/NE, U NE, £EEHRERE
(LR WBRAMEDILOUEHEZRET DY, LAMORE
—MRE9R ) D INRDAEIRIC(E, 2 NIREFHEDEA &
ALOBKPHLOIEKDEFB R ENEFTEND P,
BCDIATIT v I LE1I-TIF, BKEEICH
(73300 AZDHRISEE Ur-Iestadeigamtin 1 4"
CEFIERS 6 P BRE SN, IFERIENRHER TS
HLOWAKPZ DM > /NREREET 2 LAMBEN SR
SN, LURDEE (BKEZIIEK) DHHEE 128
(>0 AZBENRESN, IRTOEETILORY
REFLEFEERE(TELLE. 2O ABEICKD
BIMERIZZ<Bonizs, O hO—)LORETER O
LEICEES B 212 ZOMT —2X3 1) —XEHKE
BCHFT2>0UAZADENEEERFT TN,

Fzx

>0 AZEEIE, LAMBEDMEIREERE FEV, BLT
FVQ), B{EAHEAE (functional performance), HKUTQOL %
WELULL. Fi2, MEMBHES XU 2 /IREHED
FEEILORDEFBEZT BSOS L.

B5EH%

—MRNIC, >OJARBREMENSEL, BIERAREEE
Tholz. ROBEEODESTERIL, HBERK, ™, R,
SILATO0—-VIME SEHREZS IO TROERT
&Ho7z. mTORBEBEDZRSICH D ZDMDBIERE LT,
UERERRE, AREEE, S8R, FEEREED LR,
EEIMFESH R OREINHIICRDBPED ) R TR E
NEFEND.

ZOMOEESEIR

HIRHEREREE Dap D LAMBEAD SO A ZXDZHRICES
LT, HARSIOEEBROHKIEECE DT> I AL
BB (MILESSHER) M S/ LIBRICE DLW ThREINE. 2
DHBFERBEHN DG HTESNDINRERNNED T
BEHDS, IEFUADEEFDREESEZEZS5NE. T,
FLOREFBDH B LAMEBE(CHITEOARDHERICE
LT HARTAZEROHME )RR G IEX AR5 R 1

HEEHDAERIRED SELBERICEDVTHINTHY,
TETVADERERICEVEDE SN

#Za

FIRMEEENERE/ETLTLELAMBEIC(IE, BB
RENEHIO)ALARICLDEEZHRET 2 (DFEDED
IEF U RICEDGBLHEES).
BE  FREEREE, —HEFEV)DNFTRED 70% %
mETRLE, OUARBEDEEEG, WHikEEETR
TlbStE, BAKEZNEL, 2RNGETOEZNE
TDH_ETHD.

#A=Z1b

RN OSREBE 4D LAMBE(C(Z, BENLES
BORICYOVARICEDEEZRET S FERBICEDE
WIETY RCE D RETEHER).
#Z  ZLORDEBICE, WKBLUAVEKANSEND.
SREMNEEEIES(F, BEMNFRNL -V 0K —8
BREDIUBNAZIET. BEEGBEINERE, AU
BT T2 MIORBEERDHRFIRE CTILEIABHD
BBEN DY), FBBEOPILRICBRITS0EE4EEHD
ZETHD.

{HfEER & 47 &
CNSOEEL, BROBENIIRZERL, BEET
2EEEREEAE X WEGHDL TERSN.

AR

RE, T|EBR EFHRR BERBOITIIVIH
K OSBEHARIC DT, SEHBERER (practice) #Z 2 S B Hf
ROFRMAHSD. AZICEHLTIE, MILESEHERP(IC> O
LZADEREEEFALELUIMP N T TE%Z 5~15ng/ml (CHERS
LTWz., RED&A[ETMRHANSDT—I T, KHE
20O AR(MP ~ZT 7E<5ng/ml) (L DBEESDIF
IHEEEER T OIS CER TH B OEEMN B D Z & DRI
SN, BE5EFES T, BFEEEEERE
WS TOREMN G Y, O ARICKZRBAENTS
HEBEH2AREENH B.

BERIRICELTE, HREEESEEFE,ETEE
RINTHY, FEV, 2EBEE L THSENMERINTL
3. UHhU—EDOLAMBEICHWVWTEIEEN LR, *
ZREEFER Tho>TEERIEDEIM(FAED120%
18), FHIBIBEDIE ™ (FANED 80% i), EBNAFMEE
ERSRIMIE (90% i), & 7= (FRBFIFEBEZRMAE (PaO,< 70
mmHg) ARS5NS. EMERKICHE VT, RITEREBT
BEBHCPVTIEFINSDHEIREEREN LAMICLDE
KGEREFERTODEMHERL, BEOBHMEN X
J% FABEDIBEMICHNT, BLOEEDRTICIE
CToOUARBEZEHDDIEVDERZHDEZELHL
. COBBEAHOREMEENMEEIITDICIE, B

B8 ) 2\ IREREEDZH S L OEE
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BERBINETH S.

FIREEEEN ER B EBED BB LT EIRT 2RICIE, %2
<DHA R4 AEMEBEEILFEV, DR TEE L EE D
BOENDERZEZEEBI & U, @EHNDERER, g
ENERT, FEV,OFBEETENOM/FLULETH B &
ZZ5NELAMEE(C>O) AREEZEELE.
DREERBEEEZFID2ERLBT —YFHVD, BFED
FEV, E R (#30ml/ &) DR EEH3IBENDEHTE
AR CH o7z, TSCLAMICBEELTH, MFEMELAME
TSGLAM ETR—RZA1 2V DEEEZT Y FIE TR UL
BEDOFIEEEDE NEREFBLL TS, Btk
DEZFNTES. HIREERTTRENERE< G 5EH
BEBRBEVCCHBVWTHEEKREEZS5NS. FEV,DHE
FICLRFELDOESDENHDETxEEL, Padsd
6 nBETIEULDRE, TEnFE12~18 n B T30
L EORAEETOBERICEDVTHHIT B EHNER
ThdEZELBEFHEA LTS,

FEIRIRICEALT, IO ARG HOIIRELRIES
IRIERTHREER (C P VL TIFIREEBER T = HIH) 9 2 Z & H'ER
EXNTVEYM, IROUAZADTZEEZERKESHIC
IBREHIC, SHBIWERPIUNETHD. LHrL, A1
RS MERBEDALH(E, IANO AREREDE
REELTWD., RELBICEER Y 7 F I GERES
ERNETBMOERREOUAR, HLLEFINOY A
AEDHRABEELREIT 2ENDH B.

BERBOI I IVTICELT, HROIREERED
OFIBEONEME, LAMBE(CHTE>OULZAD
EHZEMPNEL TR SNTULWRWC EEZET
D&, BERBIEN>LBE L, FHBERBEHREIC
BEERBINECBESDGRIROEBVZ RMEET I
CFEHTEETHD. CNSDHHOX vy T=IBH
3(21F, FIRESHBRINETHS.

BR%IC, REEEEREICEIL TE, MILESHEBARRE
INTHEEEBRLSENMBET 2D, LAMICH(FT2> O
DAZDREED) A7 EFIRICET 27— (KR
ELUTARETHD. LAMIZH (TS mTORPEEREEA (S
MFBSEETH D0, FRNHRIC(FREIEED Y
ETH2. LML, HREEETEREERARECEPTS
ZENAENTHY, EMEZETE, A1 RKT1 1ER
ZEDEZL N DAF = BB ICRET 2 RBREICE
ANTWD., CNFTICHRSESINLOU AXTEE
INELAMEE(CET 2 BIEAEGRN S, RET3ISE
(CHOIZ2FHENEREE LTI REINTVSE Y. ]
£, LAMIZHIT3>0U ARORBZEMHEEWMEICE
FTHWMENBEF SN, MTORFEERICLDBEDEZ(LE
BRSO LAMBEDEFHBRIB SN T UL S (clinicaltrials.
gov, NCT02432560).

B8 ) N\ IREREEDZH S L OEE

CQ2: LAMEBERF RF 1TV VICLBBEZRET
BNEN?

FL=I=)
[EE=3

TNy IZX9070F1F—EMMP)RED S
CINTBEDRERICLDMEA T NI YT XDDEE,
LAMBEDEREMRICEEST 20N 5. LAME
ET(F, MBPPEEBILICHEET 2 HMEE TMMP-2$H
FOMMPIONBEIFEIEL TV, RFEIFT17UVET
NSt 70 DEYMBETHY MMP-2HB KU MMP-9 &=
SV DODDMMP DEES L ONEIEZEET 5.

IET Y ANERN

Bl YRATYTAvILEI—ICBNT, LAME
BEHBTBRNFITAT1) > OR%FHE U 72 1 #HHDIED]
WS, 2HEDIETRAR DY, BRUNFDT VT AL
EHB Y EBE L. COEMRSE. RF¥FI 517
2 EERIC K BIBBNRO I BEM Z RIE L IR DIRS
TH2™. ZOMRIBEDFREEESEHI 2 LAM

BEEZRIRELTHY, RFIHATUVICLBEE,
FiihEeEE, B, PLUOHREEDNEZZEHIZ50

7= (FEV, (3048 LIFANED 21%] H'5 091 L [FAINED 35%]
(CIBI0, FIERRA SpO, 1K TE(FHI 14% D5 4% (TR ).
COHEICKY), BEBEEFMBIE X NDSERMNINTE
EREINTWVD. COBSIRERNS, LAMBEICS(T
BREA AT OEISIHER DB DA > 7= P
CORZNRIME RF 1T > DOBEMEZRET
BAEBIFREERIUE LT, LAIMBEETRELERFY
A7) EEDIEERIETRARH 2 DEfESNZ. Z
DOO5B1DDMmMKRAEBRTIE, 41 2DOLAMEBE(CEET6 B
B, RExI 170 ARESEHMELATREIN, M5
BLORPMMP DEFFAIENTHhNE. RESH1T1)
VBB, MBEBLORPIMMPOETRZHE5L0, F&
AEDBETEBMICHEIE, 22 BD, TH
PBRULEMBENIREZVEERTH 12D, FEALE
FERARRL, BHEROEHITEEZRIELIEEEF]
BOATHDE. DR TIE, BIFERLUANDEERT
NAAREHESNAD /72, D 1HDORBTIE, 3148
DEEN12 nBEADRFIHA T UICLDBEERT
725 MMP LANJLIE, SBEICE > TINTOEETHL
L7, FEFEV, E70ml/ EQEIGTEAD Uiz, BEE,
RE> 171 BWEEN=13) EIEENEE(N=18) D 28
[CHfESN, BYEE, N—XST0 2 FEV, "a< (FAlE
D 84%), FEV,(EhRMETI1E/BIC70mIENLE. FEER
BElE, N—=RT12FEV, MMEL (FEHED 75%), FEV, [
PORETI40mEEIA U7z, BEREBICBVWTRF IS
T OEPENRLVKEL, HBWEEMEES IO
ENBEOEREBEFEED XS DEANTIREER TEEDZE
BEUEIESD, MROEEEALTEENHD. 7+0—
Ty TERTIBREEEMTRZHDTHY, R H170



DB DEEAEHNIFENEEBRIC—TEDES
CIRIREEEE AR L 7=

FEERFER (CHE W T, PHEEDFIRMERERES (I FEV,
PNFANED 58%) 2B T DLMEILAMEBE23ZETRE L
EREFEIHGAT)DEBE—1EERT VI ME_EEHR T
TARWEEHBRA RSN, 24 nBREICHEY, 125
DEENRFIHAT) >, NZOBEN ST RER
5anfz. ZOHEBRTIE, FEVIETER(ZNZEN-335vs.
-39.6ml/&E, 95%Cl-67~79ml/ &), v ML TH+—F>
7T 2 NDOSHITER (ZNEFN4mvs.-1m, 95%C|-207~
197m), BHILEIEE (ZNZ21, 0.04 vs. 0.08 mmol/ 43 /kPa,
95%Cl 20.47~0.69mmol/ 53 /kPa), L TQOLICHWT,
RESHA T UBETSTEREOBICEIBEING
hole. RESHATIUET, LUELDESEERN
HEINLD, BIEARR & ARBRE D AHEEZRE
EHETE NIz

gl
FFIREEBERRE D 2 LAMBE (LW T B RF 51 T1)
VEOEIC R BEMBUREFESESNGH o,

BEM

REFSHAT)UICRBOEMEDHBBIERE LT,
HIERRS KONHRBHAENEFTO5ND. HETCTH
DEREESHB.

ZDEDEEEIA

FIRERERS 2+ D LAMBE(CHITE RF 171
COMRICBEBLT, A1 RSAUMERZEERDHIMISE
FICBE—DT Y MEEEBERD SRLIBRICEDINT
BEnfz. CORRBBESHEA DL, THBREADIC
WNERBFEREZERNTERD DICIZDHEMNRE(EA
EHTHY, TETVADERMEL, CHlfsnc.

HE 2
RE¥FST071) 2% LAMDBERICAVRVNC EZ1RE
T2 (BOEVIET Y ACED < EAHEHEE).

{MBEER & 47 &

COHE(L, TROUENAEINTULRUVEEEIC
BET 2R EIRNZONEET 5 & xFRL TR
SN,

RS

LAMEBE(ICHWVT, RFH171) 2% mTORPBEESR (>
OUARGE) FFRILVEVEA(FOTRF>, JFRA
OE>BEARILEY [GnRH] 7IZRN, 9EFSTI VG
EOBIRNIRNOY > ZEAFAEZ [SERMs], HKRUEN
SR B EDDBBE A HAGHE TERLEBEED
BRRERIRI S I BRRIFNFETITFHMII N TUVERON,

CQ3 : LAMBERRLEVEAICKDBEEZRITEIN
N7

Jdee=
H=R

RILEZ(ELAMDREEIC S VW T—EDRBZRET &
BUBECLONTEE. COBSDERERZITIETY
2, EEELAMIEEFEEAETHICOIFEET D&
BLUBREHICEET 28/ — >, iTrep© 7,
PBLOIZNOTSEEYNDREEL O (CHRBENE
LT BMEBEHNSEL TS, LAMMRFET X hOY
UERAE SO ATOVRBROMAERIBT D&
PHENTWNBE Y. Fz, BFRBOLZELIAMBEDEKRR
FRIHEENZELTWVE . CNSDRERICEDNT,
SEIFREA, HICFOTSRTOVICLBDRILEVE
ED, LAMBEDELIVEEICOTESERIN TS L.

IEFYZANEN

B4ld, XBMRRICE ST, RILEVEEICELSDLAM
SBEICEHET 2 30 DIERIFRS S fEFIEBHRZ ST >
AFRT4vILEa—%EBELE. COBREOIX
TITAVILEI—-ICEFNBAWREBRLBENDI ATV
Frv 7L a—CLoTHRESNIEHEEBASHE I
R, H1RIAVEERICES>THIATIRER 37 4F DR ER
BEBRTELUE. CNSOIRKICIE, INEFEEMZsHEmL=8
T OIERIFRS & AEFIEREIAR Y, MIANOT VA%
S U 7= 4 ODIERIFRE & AEFIERERFR Y, 7o ROY
VEGRESHE U2 1 FOERIRRES Y, O RATOVE
SE& A U 72 6 D AEBIER & & AERIEERETZR %, Oy
27 0ok % SHl U 72 2 D LB ERERFAZR ', GnRH
7 IR MESHE U7z 2 E DAEBIEREITZE Y B L OB

BEVE, FRIEBEEDIEIFEASHE ZFHE
U7z 14 DIERIIRE H K OVERIERAR 'O ASENT
W7z,

BN 7 ZOTEEMEA T W, TET > ADHKE
CB L TERRS IS ENRh oo (BERERIESN
EEEMEFARSEE U TRESNDTEUEN L ZD).
ZORDVICHA RT1 AMAEHZERDHMICNERRIE
]ELUT, BB L OERIERFRZER L.
CNETORETRRILEVEEDEYEE, B—RES
oh, FEEHOHRSET—EMN G Sk,

SNEEFEHNT : BIRPTR CREZRY, ETUHNHREES
FOFREEREDHD3ZD LAMEBEEZ TR E U2
SBRBMTIC DUV TIRET L7z 1 D/ IRIEESIERE R DR
ENG o2 3ROEELEHNEBLEMERT, 18
DEHIFMEICBINICEEZE LU FVCIFFRIED 58% H 5
88% ICEHE), 1RDBBFHEEDUENH Y (FVCIET
ABED 49% H5 68% (CEiE), 1 BIFREEHMER L7 (FVC
([FTRUBD 79% 7 HERF).

BRI X NOY > EFRFAETEE (SERMs) - ffi & BEERDmS
DIERZZET D3BDIAMBEZNRELICYEFS T

B8 ) I\ IREREEDNZH S L OEE
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> DR Z EHRFTEN & U/ REERIERRZT 1 DR
ENGo" BEDDE24(F, 4 HBOIEFT T
VEEAICEHENHD DS TETHMERSE TR L. 348
DBEEFYEF VI >Z2HIBT 28T EL, YEF
7T RERBERSSEBIETEEMITLE. BRED
LAMBEZR/RIC, 7OVI—THEEETHZ L hOY—
WEeTZRaRUIET I MELEREATE F L
A, BERFEFLERINTULARL(NCT01353209).

IO R7FO2  IAMBE2/SZER/NRE LR A2EE
JKR— NRRTE, BILEEEDKTERE, YO0 270
VIHESELVHERESBEOANEN (O ATOY
FEETTAED28%, #OO7 X702 TTAE
D36%, 7O ATOVERSEHETTABDI1.6%). L
HUBHAS, FEV, DEBETRRICEFESNG, /1= (T
O7R7OVEHEFECTTAMBD1.9%, #OO07 270
CETTFRAED 2%, SO ZATOVIERSETTIED
05%"). CNESNATEHBRIG, HTEALAMEBEBR%E
WeEUERIDHRA[EDR—NR (OS2 T0OVEKE
BECHREBEELR) DIBERE—HBLTW N o7
HEOWERTE, FO7527000OFERICKYBEREIN
BETEFEV, ETEROBERIG (FHZEHA104ml/ £,
95%C| 7~201ml/£E), HLUEARAIDEE TISFILEEE
DAX T RO R (FHZEA1.96ml/ 53 /mmHg/ £,
95%Cl 0.54~338ml/% /mmHg/ ) &R U, Fiz, T
NTDEETFE, DR NEANHI SN B EEN S o7z (FF
B2 123 ml/&E, 95%CI —23~+269 ml/£E).
GNRH7Z7IZR KN :GNRH7IZANTHZTEL U IC
L BBBEEZ(TIEIZD LAMBEZ TR E UI-ERIER
W T, SBEICKY, FEV,A'80ml, FVC A 130mItE0
Uiz Emaniz®, sSiamIc, BIDERIERRZE T,
NMEDIAMEBEEWNRE L TGNRH7Z IZZX MO NI
NLU>ORZFFMUIZA, EE, B2, FhiRE
BEB LOBEIREIDIANTICELERSNT, EEH{bAE
F3FERBICHIE>TEELIE. LIEADT, ZOWREHS
(EGNRH7 TZ R MNOBERMEOIET > R EESNEH D
=8 X5(2, GhRH7 I Z A NDBEICLY BEZED
R FZE8T.

AL WOHLDEMAEBRMEICHENT, EHDE
BOAY, MhEAS OHABANTHESNTLS 108,
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\) > INIREBABETE (LAM) & (3

1.1 #E

1) > ) HRE BB BEAE (Lymphangioleiomyomatosis @ LAM) (3 ERAZEICDAFRET 2HmDEETH Y,
MO EAMICEZREERRELECD(EH, BEOD >/ \IREmHkE, LOMKEZ(EEK BEETZE UM
EERRERARE (angiomyolipoma : AML) R EE S EDH B2 EBMERETH D", MOERBMERIZEATERIC
ETUHIRERER T Z2E U2, ETMRELCEEAEZENASND. £z, MREODETEICLISTIMDE
HAL < AON, BRUDBECH NS EERRE G5 EHRBRIND.

AIE(F, 1918 FISERIEEER T HIGETHEEE{LAE (tuberous sclerosis complex : TSC) DEBE(CHWT, 1937
FICASHBBLHEREBOBRVEEICHVT, ZNEFNELHTHRESNEZEIND . KIBICHVTHR
LD225MDIE 19705, EflzSTIERDRETHDY. &S KRERBDVEAMEBMERS & 534
N, EFIERBRRE DDICRENMES NP, TEOMIRE(EZEDBFOERE LAMRED S5 DELGTE
BORBICEL>TP, LAM (FBRETE, BEBUEEOGBEUEESSRBN", WHONFBETRIMEF
F$E_FRABRERESS (perivascular epithelioid cell tumor : PEComa) D7 )L—FICHfaESNTWL3 ", PEComa
FENLBEEREE CEREEIRMETHY, BRUEY—NT—EAT /T N —H—Z EH(ICHIRT 2558 %
£DM LAMTEBIFR D >/ SRRE(CH WV TER R EHmEMmE (LAMAIR) 02 B S BENERR N 5.
LAMIRZICHIRLTWVWAY Ny I A9OO7 7—1 (Matrix metalloproteinase : MMP) X1 ) >/ VE185ERA F
(FFOERMERIES ) /N RREDERICES L TWSEEZSNTVWS Y. BBERMICIETSCHOIDEE LT
HHN D TSC-LAM & TSC Z 0 73 W ITFE M LAM(sporadic LAM) & [CFEEN 2.

BILTFREEN S5 I 5 mTOR(mechanistic target of rapamycin) OEE) 3 &ML HY LAM DIREE(Z BE
DOTNBZENESHERL, MTORFEEEDHBARTRN EERL ™, LAMICN T 20 RFRIVERE
EUTAFBICHWT2014F(ICS O ARDNESZERINC. LAMOREICIER L D 2 BHOFH e a6E T —
Ty NERBESINTHY, HEMEDSNTNS Y.

12 %8 - wHE

LAM(ETSC-LAM EFIFEMELAM D 2 DD/NYI — > (LS ND. TSCIETSCI BT E£2F TSC2BTEFDL
FTNDDOEEERRIIER(C KV R T 2ELEAENE (B BCHEERETHY, TANA, BRIAERE K
BOREFUHE LE2E0BREEEHET 2B, TSCIGEETFREIG34) & TSC2GEETFEE16p133) A
O—RI2FEB[EEZNZN/N\TILF > (hamartin) & YN > (tuberin) EIE(EN, 2 DDEBEIFEGHKZ
FER L T GTP(guanosine triphosphate) f&&2H Tad % Rheb(Ras homolog enriched in brain) Z3i#] 9 5 Z
KD TMTORDEMZIHIL TS (K1), TSCICHLE Uk LAMREPSEDBEEMRZEICHSNT,
TSC DEFAERIIILETCF DRKEIRZ S5NBDANTOERSHDHEK (loss of heterozygosity : LOH) AMEER SN,
KnudsonM2 v NEFILPC—HTIEEUZ(LEEZS5ND. TRHE, TSCI £2EFTSC2OWTNH
[CHNT, EBEMIEZRYIZR (germline mutation, first hit) (0 X TEFAERN ITHE G F D AMIIEZE R (somatic
mutation, second hit) "L, TMILEGFANE LT D EICELL), YN /N\TIILF U EHEREGHR
DEEENIBIEHON, MTORDBEI/FEUHZELBEEZO5ND.

CNITH U TIFEME LAM (F TSCEBEFOEBMIRRZERZ {129, BLER BV EEZ 5N TS P
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50

1. TSCGEIZFEYE mTOR

—— TSCIETSC2H 0~ R B EEEFEAH AL
— TMTORE AT 5. TSC1 £ TSC2OWFNAD i
@ RERRAHDSMIORDBRIEMZEL D &K,

| BRI AL S 7 & 3 =T,

Rheb: Ras homolog enriched in brain
A—-RIT7S— F— — *Em%”gg GTP: guanosine triphosphate
N mTOR: mechanistic target of rapamycin
bz X \ ™S e
/oo U R
SN\ OE XOLAFR BE
R (=107 ank |

—> DMK - 18)E

MAEMLAM TR TSQOZEERDARESINTH L), TS OENILELFICHMREENELDEICL>TH
ETBEZZ5NTVEDY. MEMLAM ETSCLAMICHES ZEDH BDREDHRER 2 AR

MFEMELAM DE—EFDIIRE EBAML EN SE—DEGFEENMBE SN, HTEDBGHEREN R
Nz FHY, LAMIER DBABFINDBREDRS R ECL LAMOEBIEAEMT5NTNSE P —AT,
LAM R DR FHEE SN TULVRL.

LAM (F 1 DDBLF DHERETRAN S LAMHMIRDIRL G ZRIAL D5, BEOEREETILEODRAD
BENTWBY. Fiabhs, TSCI F1ZETSC2DWITNHDEERERAH S mTORDBEZEEEELD &
([CKV), MBEOBRGHEEIEBEIC DN DT HILeREEL, U /NEDFE, HlHEE VLW /EH
ZE|SRITREAHSHNE>TETLD(K).

2. FNEMELAM & TSC-LAM IZEEWLD BIRZE DLEES

MFEMELAM TSC-LAM
(FEEEDH) (BRPREY (CRIRE &2 2 DX (FF L IEDH)
B KRBTSR
B2 AR ASE
EffatE 2 R
LAM fit LAM

MMPH*

IERHEIE B DB

LAM == U2/ (5 = LAM

[l —
BRI 4T
RS
S IU T
(RIEBEEARR)

AERRRS
ZR

* MMPH : multifocal micronodular pneumocyte hyperplasia
** TAND: TSC-associated neuropsychiatric disorders(TSC B EEHHEHEIEE)
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\) > INIRERHREAE (LAM) D fRRE

3.1 LAMICHITB 27 FIUmERE

2000 FEAANTEICTSC Y ISTBTH B YN > (TSC) £/ (FNTILF > (TSC) DHEER FHALAM DEE
BRETH 2D ENWESINIZC & TREDHEENDR(CHEAR Y, TMEMELAM TR(EFFDHTTSC2 DR
BENKESELFERZRDZDICIF LT, TSCLAMTIZTSCT HKLUVTSC2 DMlE WL I NHADIBER KBNS
FEERINMREINTLDH. IR 2 (TSC2) ENTILF > (TSCH DATOESEIE, mTOREEET B &
BIHIRT & UTHEET 5. TSC2 £72(ETSC1 DREREN K DN D Z & (2K 2 mTORCT (MTOR complex 1) D
BETUEE(L, 9> /NUE, I5E, MBOGHZENIE 3 TELREZBEL, NS FRKRNICHRED
R - BIEIC DB Y. (B1E K18R)

MFEMLAM S TSC-LAME TSCT F 12 (R TSR BILFEES IO MR T HILOEHIEN—B L TEH SN
REZHPFRE (FEFEE—DORREEET 5. TSCLAMIL, TSCT £ (FTSC2DWINH DAETERERTIZ R (first
hit) & A HEREZE 2 (second hit) DIERE L TELDDICH L, MFEMLAMDRERE(E, SHREFRERBRH
OB DTSCOBLFICHRMIRERENE L 7= DIMFEM LAM (S (FEGMF V. INFEMELAM & TSC-LAM
DFIEFH(FFFERETH D26, MFEMELAM D first hit (FEFREPO—EBOMIENZET B EMIET Y 1
T THDUREEETDICHD. WITNICUTHTSCI £12FTSCQ2BLTFEEEET HMIETIE, N\VILF>
EFYN D DOREBERTH S mTOREEEN LIz 7 F I GEDBHENEL D, TSC2EBGTFEEHNE
ESNGEWEBIDZE, TSCTBLFOERFE/(IMOKRBALGFRERT(CEE L TWLW2TREEN D 5.

32 LAMHREDITIR

LAM DIREED DB T 2 LAMMRE DRIV ELRATH D, LAMIL, FiBEER(TTEEED R F—
TZ27RNTCEETDIEHNRESN, ISICCORENLIEIY NOLIAMMIRBTER SN TLS &N
BLEREWICEIAINTVDENS, LAMBIBARERN SMICEBLTLDEEZ5NTLSY. LAMA
ROBRICEL T FEPERIBERE T DHRED(EN, MEHEHE BHRSETIHRELHD. &
D LAM BEBEROMHEE & FERMz AL /cB—H#iE L N TOBCTFRRBET T, O LAMAE
ROBGCFRREO7 7 1 LEELUUCHREIN FEHEMB TEEESN, TNENTSOEBTCTFEEZ D
DEENRINIEZENS, IAMBIEATFEHRE THDET IR ETIFTITIERIE>ZY. ULHALFEIE
LAMABRR D FAETR T 373 <ERBL TH DR IFKAE LTRD 128, ISR IFHMEBANEFIND.

33 LAMfRET S A9 —& 1) 2V INEFE

D LAMKRZE(F, SR /NEEBELLZIAMMIRZELTHY, LAMOREEROF T >/ E
FEGHEBICEETHD. REBEBZNRSTH S, LAMREROHFET S >/ SERE B (Iymphatic
endothelial cells : LEC) [Ck V) LAMYREDMIA(EL, LAM#RET 5 X9 — (LAM cell cluster : LCO& LT
VISRPICHRET 2ENRINTWVD . LCCIFEBEBOD LEC(CHEDNIZEIRD LAMBRIELE TH V), KIKP
KB ECUIFUIERDEND D, LAMDZIICERTHS. Fio, B, U2/ REHE FEHE0R
BHEBAERCHSVT, LAMRZEDY »/VERNICEERIND. LCCF) >/ VRPISFEY 5726, LAMAT
BOHmBPERIDETICES LTV BTEEMAZZS5NTLS T(K1).
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1 LAMRZEICEITR U VISEHEE LCCDY 2V IGEADREOEKE
(SZHk9 & V) BIFHME)

A LAMABRRIFVEGF-DZEEA L) >V /\BFEEFE T 2. UV /INBERMES E, AV >
IO LAMIRER Z XYV DBt S8 5. BEREICLAMBRZEILLCCICHIFEL, U/ VERY
D INEANRRCHEH SN .

B) LCCIZ V) /NEEICAL, U /VEDLECE LCCOMEERICEY ) >V I/INBRICEARE SN
3. LAMMIREALECH S Bt L, fMREA~Y NI v I RICEHT 5 &, LAMARRSIEE LU
LWIAMREZER T 2. ZDRER, ZOATHC) > /INEREEZFELHIADLD
[CLCCZTEMT 5.

LCC: LAM#iR2 T = X9 — (LAM cell cluster)
LEC: 1) >/ VERRZHBAZ (lymphatic endothelial cells)
BM: EERE (basement membrane)

LEC

* /oo

i %

LAMIZHB 321 > /NNEERICEL T, LAMMIREA®EIREL W2 ) > /N\NERNFMRBBEEFTH 3
VEGF-D &, ZDRB{A T 3 vascular endothelial growth factor receptor (VEGFR)-2 F 7z (3 -3 AU
BEREZLTVWBREEZSNTWVS". ULH U VEGF-D DFEIFAEHERE L) > /INEFLE(CH (T DFEMREE
FINETTRICEFEAINTH ST, BEENE L TOIAEEHESH TSEDMRNFHFEND.

34 FICHT S HEMIRRE B

LAMDESICH T2 EBREMOER (F+DICHRIBINTULEL. SUBRFZIEEDICS T3 EHMIRDE
FEDRER, [EZHET 2 —AnFHE U TERURBEORRIC OGN D E T 553, £ (FEBONERET S
OF7—t&7>F 07 7—CEORIECEELTVWDETIH"HH 2. FORETIFRELDT N Y
JAA9O0O77—Ee ) > FO77—ETH2NT I UKOFEBEN LR L TWSZ EAHREINT
WBA P WTNA R CIEIREE CEEES L TV SHERRLZENS .

3.5 THRILE>DOEE

LAMDFIEF 7= (FETICHBVTEZURIL T D BELREZRE ZBH>TVDZ EFLELDBBRT —IHDSTE
INTWD. LAMD M (B ICHEEERE) (CFRT &, HIRPHIONRMET X NOS > (ROBHTSE,
RNELBESE) CRIDLTEELUEEDHRENH D&, LAMBED—E THIRERR S BE L CIER A EER
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WICEBETZZE, IAIMEBEIZ NOS VSEHRE OS5 ZTOVSETERARREL VWD SN, BER
BIC—BOITRRDETNECNCRBZERENDS, THRILEVNEEDETE(BETHEEZS5NT
W37, BRI RAREAZ .

e

THERILEOPTIEIIRA NOT UALAMDIREES DBEEICSWVWTROHIFAESINTLS. T2 NOT >I(F
NSO ARIE L LAM BB Tsc2 RIE~ ™ A BB OEEE (BET 5", S5(CYIRET

WEBWT, IZNOT V@ s REMBOEFEMEBZREL ", YN yI2A9070F77—E% N
LTRBEEZTTET D ENRSINTVD. MOLZERILE>ORT, FOT77F A LAMBEDIBED
TEETHD L, IAMORZEBTERIELTHY, MEOZ7F0SEIE, [FIREEDE TR
NDEELEDSIEEHELTVDERESINTWBR ., ISICTSQ2IEICKY O T F U REEOFEIEH
L, TSC2RIBMIRDIEIERE S BB Z(BET D ENTRESINTL S L

LAMIZSH TR TR MOY VBEDHE—DEERLERE, 7OYY—EHEERL OV —-ILOERREL

HICHBNWTELETHBRIEERUER, BYMEICDOWTTOERELABESNEA S ZDEDICLAM
DIREEE TRV T (IBECERLTH Y, BENDEEBEMZ RIRT 2 BN RINDTAEEEH D
EEZZONSEDOMENEFIND.

3.6

B MERfHRERE

B IMEFHASEAEE (angiomyolipoma: AML) (&, &, &8, BLURERRD 3 DOMERMRD ZSTRIEDIE

BTHhD. AMLIFTMFEMLAMDKI30%(Z, Z U TTSC-LAM TIF80% L EICRET D, MADHE TS,
LAMEE D AML DFIFED(C TSC2 BT DEHEBZE E LOH (loss of heterozygosity) Adr s < E AR SN

7=!

U EBREOmADRRAEOSNILRETE, EREBEBEMCEROBH SN, AMLE LAMKZE

TRE—OERRZRDI™. &fo, AMLEERY 2 3M8MAD (ME, T8 5l FR—DTSQER%
BI 2 EARENTE. ZOROWET, fh, MEMGBERE BT, ReCEHOBATISCQ2ELTOR
—DERELOHAEESNY, 70—V HERNRESNTLS.
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41 EWE%

LAMDEEI(E, 2B DRRFTR, BIRATR, /RIE, M09 R (LAMABRRDEENR) (S0 2., fSETEREIEAE (TSO),
EMEMASEHRE (AML), FLUBEACCIIZK, HRISRIECEH8RED ) >/ IREHEDCER, M/ N\14+<—71—
DRAEICLITHNS !,

BUF, 20166 KLU 20177 FICHEKRSNE, BAFRBZROSNUERSNICEREZEN I RS> T
HBDATS/IRSHA KT 4 > ENDHNEDERETH BEEFHBEDIETEHRDZUTELE (REEE) DV TER
BZREZHTHHT "

411 EEEEHTRSA > ATS/RSHA RS 2 2hiE#

ATS/IRS A RZ 1 > DEMBEEDFHM(E, AFHE—TICLNEEHINTNS M. R1IFATS/IRSHA
RIAVICEDVEZI7Z LIV IALATHZY. EEANSTRICH T TIFRERNGRED SBRNGREZ
EHD. £I, RIKFTE, WEEDEEECT CLAMARONSHE, £5DEEZTLTSCDOJREM = iR
5. EREBROEBGRENS, AML, U2 /N\IREHEDHEZESST . M5 VEGF-DIREZAIE L 800
ug/mLL EDESR T S, IRICHIK, BEAKOMIR, LAMMIRROBEZHIET 5. FICHEBEZ2ONE &R
2. LAMIZRJIEZMERTHEMOETH 2 &N SHARBIMERDRICKUES R MOMBMIRE Z 1R85
a—é [1,2,5,6].

ATS/IRSHA RS > TRHBN G EIEMZELEFRH2HDD, TNUSMNCLAME U THEENGFRNE
WiEE, BORECTIRIZI TLAMDBRREHM 2 ThR VW EZ2RETHE L TVE . DAEDIEERH
ROZMEETE, HWRIBEEDHTHLAM ERKRZHITIEETH D E L THY, MEREOIEMENTEICER
AESNTVRBWVWC EZRBICEERE T THD2NENSDSD. F/IUEVEGF-D DRAIE FLAMDZMICEH TH
ATH2N, WELIC—HOWRETOWERAAECERESNTWNS. IMEVEGF-DRIEN—MREIIC G )RR
REENdZ EhKDHEND P,

4.12 BEEHEEIETEHRGETERE (EMEE)

R IIBEEHBEIETHR DEMEEL T, LAMDZIIC(E, LAMIC—HT BMECTRREN G,
DOMDEIBERTEZBZRNT 2 ENNETH Y, TEECTHNITREENZHZT O EMERINTL
6[7].

WAEBE LT, LAMIC—ET 28 CTATR (IBRAEASEZE T 2B (B mm~1cm KAL) A,
mAltE, E~THIEFC, UFAMDDVEEIEMEIC, EBNHDEIC, ERMBFRNICERHESND)NH, H
DD EIUFIER ZRN T 2ENH S (WAEIER).

WZRIEB 0 X TRIZZHTEREGI % Definite & U, #BIEBICHIIZ TRIEZKIZ FHEERS S W EFFHL UK
BEKPIZ LAM #2705 X9 —% 586D E D% Probable, 7 U TH/EIEBIZIIZ T LAM ZRIET B thDERER
TR (SEMHRLED S H, BMEMEHEDSH, ZFRRE CHIR LUK CILUKOEH, ®RIE
R > NEC BRI > /NEDEX) Ao NISERREZHEI S 35, BL, HEEBEODOA CTHIERZKIETIEE
ESNTLB(XRIT, 2B-2).
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xR1. BESBEIETHRO LAM OZETEZE (15K 89)".
Definite(22#fiESEHI), Probable(G2Hi(Z (FHESEB), BRIREZHIHILVTNELRET B.

) > INIRERHEEAE (Lymphangioleiomyomatosis: LAM) (&, F/8ERRAHAR (LAM #R2) 2D, %! >/ V& (FHFT - iR,
BISRRRE, BRIGE) TIEBEL OREZEEML, RENICD Y /INEREZHOEETHS. BFE, HIBOREFID
LHICHIEL, FERRUIN, K9, MG EZ22&KICE2MSNS. NEDZIICE, LAMIC—HIT 3MECTAR
N, DOMDBREMARRZRNT 2 ENUETHY, TRETHNITRIBZNIZMZITD C EMHEREIND.

1. EEIEE
(1) wBAIBE
LAMIC—8(9 2R CTRRR GX2) A 1), D DttDERIMUFRERZ RN TE D,
QUMD AT I —  ZEIMRILIC K LIRICDEET 5.
D Definite : WZEIEE +RIEZHTTEZER) (O£ 3)
@Probable
@-1. HBREZHAE) - @
@-2. #DBREZHAMR) - @
GFRREZIHAH
®-1. WEIEE+ LAMZRET thOERERATE GE5)
®-2. WEEBEDH

NS

RIBE +REEEZHF (FHESEH) (OF 3)
RIEE + AL OMBEKP(C LAMIRR Y 5 R Y — ((£4) €RDBHD

NS

2. $ERIEZHA
UTFOLDOLAHICEBRZRNT 2EERZRNT S.

72, L7
- [BMERAEMATESE (COPD)
- T 27N> ZRRSABREERIE (LCH)
- 1= L UAEREE D RE
- 73040 K= X (BREMREZET 555)
- TR R ER T e
< N—=hK - Ry T - Fa—A(Birt-Hogg-Dubé) fE1EE$
- 1) >/ SERIE B E R (lymphocytic interstitial pneumonia @ LIP)
- BREESLEE (Light-chain deposition disease)

3. BEHRONREH

FEEOQOWITNHRRET B.

BU, GEBKRZHPINEFICHz > TREBEFRBEBAZOTIEEREMICHREZI TS VIED, BEIMELED
LUIRHL, ZFRIRE THER U ICHORAKPHLUEKOEH B EDORBEERONZBRELE T 2 L. WRCTER(S
DEECHBIEET DI L. SBIC,(ESDQ)F2EF @) (CHIZ3BEIC(E, BMEHIBIEDRIEZIHED I —,
3 W IIRALE 72 @)L BIR (BREL P EEEERD CT 32 WFMRI) Z B CTEIR(ICIA TRET 5 &.

CE1) LAMEEEMHRETH D26, MFREEMNREN DD, MIREDHD LAMEGIA I SNSRI REE TS
BULA, COLAMBERETRIFRERTE T DIMREDFLEZLAEBET 5.
(F2) LAMIC—HT 2ECTRTR
BRARCEEEE T 2B (B mm~1cm KAL) A, @A, E~THEIC, UFAMSDVEBIEEC,
BRISEIC, EBMENICEDONS.
BOMRECTIRE (X717 AE1~2mm) RSN,
(F3) REZZHESE
LAM DEREVRZE (S B AR (LAMAE) DIBETH . &ERL TRENMEICIEIET 5. RIBHEMFHICLAM 52
W9 2(CF, COLAMMREOEEZNRHT D EHNNETHD. (B, WER AKEX - OBRFELL). &
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2R MEESDHEEECTIR BRPRATR

A B ERHRE
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TR BTEE, AT T3 A\ U (R IRIRSE
IS CBIRIC R 2 52 E W 5.
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FFFMBTRIEE | THE, BMERE NPLOCEEM R, FSIM | —ROCPSETHIELETIETHS.
REIERE VB 2R
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1) BEBXREE
FEBBOVRAICIIERTH D ENEL<, BEUREZOMPREIICEKETEEZRTZENHS. LAM
METT B &, R ORBEIRRY, MRS, >/ \EEX, MeERmRE (K1) AA5N2ZendHd M

2) BIERCTRRR
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(T, LAMOBRICIEARTDEZEZSNTVLS Y,

S%EZ2UHIRDAER LML, BNRECT AT —Z 7% {T5ZETLAMEBRICRET 5
ENTEZ . FHIRTEEGEHOLZMETYIORBDEBSE, £/, BRUESKCEAIMSBO TR TOLIHA,

B1. 355, i, SN LAMGIORIER X #REHR B2. 357, i, MFEELAMBIOMER CTER

S

g S

v

€
@

J

| Q

72 HBTE U/ SIREHIERE (LAM) Z2EDF5|E 2022



BEMBEULEDTSCHOEZICH LT, CTRI)—Z2TH#TDENHERIND T,
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B (LUK EAEHDENDD
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PIERRTERMEN, 188(FRKESZAMLER (transbronchial lung biopsy: TBLB), 10IIEBA& TN R I N
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LAMYRZ (FREB M DIEBHRMRDIBRE CRHE DT 5 NS (K1), LAMARMEREE, mE, )2 /VE,
HR[EZICO D> TINSBITRAYI—ZER L THMT 5. LAMIlRZEICEKY, SUEFE, MEEREER, )
> IVERE, BBREAE, NEPFO— X (hemosiderosis) Z# o7z HIMEZEE T 5. LAMMRSIEEHEEREH
SETRFEEEZZEL, DREEEHETHD. BEIRO LAMRZE DRI (FHHEF AR, FEIBIC (3B LE
AR D LAMSBRE A D9 5. [BEDILIREIAL T || BUfhAE _E R AR IEsE, AR (CH (T DL HRME, T35 —
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EBITIRICK T 2T mEZ T (K 2A). FH LIRS premelanosome IR Tdr % gp100 #5859 2
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U, fHR3IEE!E & 2R 9 B PCNA(proliferating cell nuclear antigen) & (EH A ERLSD. PCNARGIEMR T
(FHMBA5 RN Z &A% <, PCNAHBAZ(F HMBAS R HEHBRE L ) 6 LAM DETTICEEL TUL\ S TIREMEHIENE
INTLBY. LAMBIRBE I X MO V2B a, B (ERa, ERB)P SOV X T OV ZEE (PR ZHIZT 2 (X
3A, B). HMB45Z MR DHIRER(F, LAMMIRREAED 8.6~17.2%, ERFZMHMEAZ(E5~16%, PREZM4EMAD (S
5~70%ETHdEHESINTLD .

FEEETICHS T, MEBROKIEINL, LAMAIREEEREE DS EE (RN GEEIED LAMRE &
FERT 5. BREMMD IZME R RRNICEBREZEL, LAIMREZRVEG. LAMRZEDO-E
(FHEEAT (S TEMICAY), REWSPIC (RS, TR, EEMErASEND. 20, TSCET
FEEEHD LAMBREDEIG (3 4~60%TBE TH 272", LAMIRZEWIZIE, Vascular Endothelial Growth
Factor Receptor-3, LYVE1, podoplaninxEMGEZERT L >/ VEREMRE TEI IS SNy MAD )
VINBENEECROOSN, LAMBIRRICEESNZ ) Y INEFETHEENRESNTWVD. ZOFE
VINBRNICIF, LAMAIRET T R 9 —EFE(EN S LAMAIRRERNFET 2EARESND A5, LAMAE
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1. LAMRZEOFREFRRE 1(HERE) 2. LAMIRZEDFRIER 2(REililitFRe)

o = il =
A: SMA B: HMB45

3. LAMRZDRIER R 3(REBELFRE)

L
5ot

A: Estrogen Receptor B: Progesterone Receptor

BICHFB ) >/ UTHEOREEREENREB SN 1,

1) > INIREBREE (lymphangioleiomyoma) (FAEH 1) >/ VR (L IERERE, BERRE, ML) (21 >/ EifEXR
FLBEEELTROOSND. BfEFNICER) Yy MROY > /VEREZES (L > T LAMMBREATIK, /)
IR, FLEERCIBEL, SEMOBEEZRT EREINTLD . RIERECESRECHm ZiBX 2B
HETDEEHTIELL, BHRBEDERNEBELDZENHD . MEMHIEIHE (angiomyolipoma)
FEmMmAHSER20cm L EDOH 1 XETH Y, EICERICFELE U, HMBAS BZ DI EH AR D LAM #i2,
RHGME, LEOEHE&EN SEmEINS .

4) fHEIEZFRR

HED > /NEXNEMI ISR ONZIRIRD LAMMRRESR TaH 2 LCC(E, HLUMKCIEKG & D g
HTLRELUERDENBIzH, LAMDEWICERTH S (FE3E LAMDRREDIESER). o-SMA, HMB45,
ER, PR, D2-40(3p% L )FVEGFR-3) [C K2 HBARETHESRT 2.

AORPICTENDS LCCHEBBAENKREL, BICHORZZDFEFAAT7ZERICERL THRlZEZICRE
FRETTEIRETSBLTRERMEASEV. FRILLAORERONE L ClflazON L, #EZAAXT7E
BRI 7Oy 7 ICLBREBEREEITO S TRELY I <55
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433 [MREE

LAM (DE2H#A(C 5% Vascular Endothelial Growth Factor (VEGF)-DAEATH S . 2016 EHLV2017 4
ATS/IRSHA RZ 1 > PIT(F, [(THRETLAME U THENGERZRH2EHDDBRKE, MADOERIGE
TLAMODOR (ENE LAMPTR . fSEIMEELAE. MEMEIEE, LUK, LUK, ZHMED >/ RE
B ) A RO WVIEE, WD HDERE D DHIIC VEGF-DARE AT OB EHET 5 a0\ HE, hEE
DIEFVR)] ERHSINTWVD. VEGF-DIF 20064, Seyama 5 AN LAMBEDIIETENLTWD I &
HHEL, ZD#HYoung 57 (E, [MEVEGF-DAY800pg/mLLET, BIREDFFBEMHAGHET, BEE
60~70%, HRFEE(F(F(F100% TLAMDEZHINTIEETEH L), £z, 600pg/mLLLETERRE(F84%, KEE
(FO8% THOIEMELTWVD. I5I(Z, Young 5P (FBA, KE, HFIHENMUIEMILESHERICHUT,
IMEVEGF-D FEEEY > O ARDBBERIGHZRIRT D EEZHRELTWS. £ioHirose 576, BHA
ANJR— N DIREET2M, |EE, BERISNTAY—H—THdE, 800pg/mLLLETEMICZHETH
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BEFHEUI.

ZDEDIC, MBEVEGF-DDREIEIFHA RTA VICEEESNLAMDEWICHERTHSH, AFBICHVWTIE
FREEINE SN TULEL. Fe, BERGHE, DO TRESHANMAEEZEELTULEN, 202611 BRRT
(F—EBOHARETOMRAAEICERESNTVSDRE, S, RIEZSHEICIDIBERIANLEEND.

Z O, TR LA TIE LAMDINESP TEndostatin'?, LAG-3"", Matrix Metalloproteinase (MMP)-2, MMP-
71, CA125", Angiotensin Converting Enzyme! i@ E# 4R IIRPD D FHARES N, fREE, BERT—9
ERBLTLRBNIRESN, BRIGCANHFINTVS. 5%, INSON1AY—H—AEDRKNE
EOREESN, BICHTEBBEENSE U THESNTOK ZENHFINTLS.
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\) > NIREFRREEE (LAM) DEREE 55348

FREDBEREE LT, EHmPRELIIHENTRLBEZTATZTHLIET Y RICEDVEEAK
HHEHNBDD, LAMICBLWTIRKESNTULAL. LAMOFERERERESE S U TRISREARICEESINS &
AL WA, FIEHRE TOREEEE Ol MEVWEEZDED I BEDKTHAREN /& T HHREP ", 7&K
IEAX> MTORPEZERIESDPICH VLT Dl R 1HELWEXBICSES LI T aHERSEASNY, RRER
FWVEMTHZEEZEZAOND. LAMTRIMEES EICK > TEL SRRSO NN 535, KVIKRE

([CEIL/ZBREDSVEEREEISEROBRFERES VXD,
LAM GEDIEEHRDOVNRER (SREBES L) THY, ZEHREDREEL U TEEENEAALSNTL

B(RNEBAE 4IZHEBELSROIE). BEEDRAE,

[ME< DIEEEROFFECINC, HEEEN(

HREEICKEN DD EEZNCHMSNZIEE] (BEFBEST) SN, EoRBREERITRMIIC K
REISNEEABECI OTHERSNZEHNDTH D, EREMHNOHERN SBEAZEDEVEGICEBL
T, LAMDIFIRHEREREE & U TRIIFRAEDIBIRE QR BPA0,ICHA T, > O AXBERIGOBRZRESNE %
FEV,, ZOMICEMEMEMETOEM) X7 EEET2BEDARE S CEREDERE, BENMERELT
ALSNTWS. B8, LAMICSWVWTEEE I EAEEEBHRONSR Th 2 (KD (TIERIR TER).

FK1. IEEHRTOLAM DEEESEEEEERR
(SR #RERTE>Y— ") >/ IRE/BAE” https//www.nanbyou.or jp/entry/339)

[EEEDHE] XEEEI~NVEL, 1D EDEBZRELIRESVEEEEZHRAT 2.

IIRASAERE S Lt mmEEE | o B e
) > INERE
| 80Torr =Pa0, | 80%=%FEV, | 1ELRDOTHE | 4cmKim, D DR ERZ B S0
fE(FASCDIFIREE | IR (2 5mm L _E) Z 58 DAY =i
BEREEDERME 1| $HR0L
DL
Il | 70Torr £Pa0, | 70% = %FEV, AcmBlETH BN, ER | ARNEE* (L& | ERZBEITS
< 80Torr <80% PEIBREE (R S5mmBLE) | WO hO—JLE | ) SERESHRE
% EBHIRL n<TWLs (*AgRRHH!
RER, £/5EE,
FEREN L)
Nl | 60Torr =Pa0, | 40% =%FEV, REZICEAFRG <MER* | ARINEE*ICL
< 70Torr <70% ZEHD(EEE BE (W hO— )
MERZE), HBWIEE | HHEH (5 HH
SmmBl EDEIREZR | [BR, 45158,
3 MR E)
IV | PaO,<60Torr | %FEV, <40% BIARIEEIRZ (C K V) BEEN
SHUCHIMZEFRH S

RPDFIR*FFH4E 412 K2R BREIEREDHONRTHS.
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6.1 BI=E

LAM DR ENEEEEE UCTREATRERED(EmTORBEEETH Y, WIEEER N ilfl T 2RDEH, &
MEFAERRECIL UMK E/Z (FBEKE VO EEHREANDMRANFHFTESS. LHL, mTORFESZSEDH T
WL TESBVEEDH ), T CBMEHERES EARNG 2 W EEPFINFROLSOIEEEREZET S
5GP, FRAZRICHT 2ETHRREECPHBEORTTET, BLVNLALEELS. LAMDFIRZEDE
TREPEHREICREAEZENASNSIZH, BCOBECHVWTHBEEG>TULDHRE Z U TRENG
BENSSERFTRINDREICERZH T T, SO CWERE BREEZHE T o TV KUEN D B.

6.2 1) /\IREHHREIE (LAM) DEYEEEL
6.2.1 mTORPA=E

1) FU®HIC

BRELAMC U CIRIBSER D & 35HF> 01U AR (/8 LAZ®) T, EADEERMLSTSHER)" 0
PREFENTIERG EZ 6 EIC2014F 7 BICEEAFTINCE. Bd, YOUARXFEERTHHINOIALAX(T
T4 Z =) FTSCICESBAMLAREICH U TESRBINTLES, 2019F8BICTSCEIEE - REL
T—BEEARINZIZD, TSCLAMICHT BUAATREE B> TWS. O ARBRIRZ /Y1 > &
BFEN, INOUARBEDZ/INTA 2> (2O ARX)FBEUE (rapamycin analogs) ($Z /07 (rapalogs)
EHMMEND &N HD. NS DEEFFKBP12(FK506-binding protein 12) S G R ZER T D &IC K
v) mTORC1 (MTOR complex 1) & 70X T v J(CEET 2ERAZ D). 0O AR FKEBGEICHNT
BB ERDREBIIHEE UTERINLERITH 72, LAMIC LD IFIRERER NOINH], FLOKE/
(FEEKDUE, LAMEZIETSCOBAMLDFEINE VWS TERIRIRESINTLS.

2) ATS/IRSHA RS1>

ATS/IRSHA RS> (20165F) TlF, [FIREBEICEENH D, £LEGETLTVLWBLAMEBEICE, &
RENEHEIOVALARICRDEEZHET D (PEFEENENDIE TV RICEDCBUVHE). | &LTWS. B
HARS1>TlE, 2015FE5BETICRBFESNENBERNRE LTV ATIT 1 v I LE 2 —nThn,
BRI E —E5RT > 9 AMELLEEER (MILESHER) H 5 DERNHROELRIE A 572, MILESH
BT, PEEOFREEES (REXIRERAZDOFEV, A FTAEBEDO70%LUT) ZE T 2 LAMEE8I A
(CHLTIR2 nBEO O ARFER TS ERESDE, 12 HBEORBHEENThN, O ARKRS
F T ERELR L TEEABP O 26 LU (K1), —ZBOQOLIEZEZNE L. 2L, &
S5RTHRIEBOHERPBICHS VT, MBS OERICHREERE I AASNE. >0 ARDYHBKRSE
(F2mg/BE LTSNS M T 78ES5-15ng/mL 2 BRZICHEB SN/, LR TOIFIEEERE &
(&, MILESSHER COMAANELE(CR ST, FEV, A FANED 70% KB THDEETEELTND. FDE,
MILESEBRDH THEMTIC K Y, BIRRAIBRELHRRBEOVLWINICEVWTEBN TCH OIS LB ENRES
ncns,
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3) ZDEOEEGERRIER

ATS/IRSHA RS54 > Q016 ) MRESNEIC, FBTHOLAMBE 3 AEZTRE L O ARKRS
DA =TSNV (MLSTSHER) DIERAMESINTUL S Y. MILESHEREBHEIC, PHIRS58% 2mg/
BE UTRASN, M ~S 7BES~15ng/mL #EEICRSEN RSN, STHERROTERE5S8E1.9
~22mg/B(&XK4mg/B), FHEMF KT 7REEEFEEE L T6S5£25ng/mLTh o7z, 2FFDIRSICEK
WEGREBH TEELRESEREBERINT, TEMABEE CH >-RLUNERIN. BEERKOPT
ORRIF8IBEFEALDEETRBRINENL FRET, MICHEENDSH /- LIRGER, SBERERS,
TR, BREGEESHT, 2EEEROEEGRYTIN6 v BEICEE%<, BRRROETE &6(CHEEN
B LTz, 2833 A7 00— LIMAEZ 48% (2536, 14%HRBREEEE L. 6 yBZEICThNnizE
DEREECTERIC &> TEEIMRHA A% ) ITHRE SN, 2 A E6BRA LV U 14BRIDAERREIC L > THEL
2O ARDBBEEICEYBREEIASNT, 1ARYOUARPLECHNETATON R/ REEEBRE
SEEEL. MLSTSHER TIF MILES SHER & B> TFEV, AFRIBED 70% £ 82 2 BEN 25 A (40% ) SEN
TWED, 24E LT 2ERORREERILZEL TS (R2), %BFEV, > 70% & %FEV, < 70% 0 2 BRI (ICH
WTFEV, DZEALICEZSRDBEH DTz,

1. MILES sXBR#EER

MILESSRER Cld, SO ARBSEICHNT, 12 v BREOKBSHEICH T2 1 HE(F
H)DETFAEIS N, BEERTHOD12 » BEOBERPECHLTIE, FStRE
S CERICER T RSN, (3XE5 &V —ZBHE ")

FSHAR BIEHAR]
1.6+ )
|
1
1
i
1.4
. Sirolimus
@
2
= 121
@ |
w 1
1
i
1.0 E Placebo
Y i
0.0 T T T 1 T T T T
0 3 6 9 12 15 18 21 24

Month

FETE ) > /\IREBIEE (LAM) S2BEOF5IE 2022



Bg2. MLSTS:KERISER

3000 - *P<0.001
2500 -+
l .
2000
’_'I‘ o
E 1500 4 MLSTSSHER TlE, 2h& LT DIFIREEEEE
> tp=0.325 2EBEBUTREL TV, LUKAD
i WIED & 2 EBE TIEFEY, DIENAH SN
1000 - . (R &0 —EBE ")
------------- ALURIKDRIER L
5004 —— 24&1
——————— FLURGKDIRESD D
0 T I T I T I T 1
6 12 18 24
Study Time (months)

4) BRE5ORER

ATS/IRSHA R4 > 2016 E)T(F, FEV, A 70BLUTTHZ x>0 AZBBEO—DNEZELT
W2B—AT, ZR/N1OXKNJ—AERTH> COHMILAEER e EDOMBEASBENE YT 556D
)53 &, FEViAERE TH->TH6~18 v BTIOULEEWVWSTZRIEICL > TEHESINIZETEE (Fl&
UTFEV, DFEEIOMIL EDET) D SBEZEEL D2 EDEEMENINTWD. O AXDERSIFH
RHBEIR T ZB5E T 2BMTH D &P, MRODBEECHEBAENAS5ND & (RSICE > THHIRMEEEN
EFITEANFETDCE)ZEZET DL, RIFNGEREICK > TRERNBITFREEREDEEZ FAIL,
E<GWHICEBZRIET 2 ENEELEZI SR 5.

—5 T, MIORBEZFEDIFRSICEU TEFRENNERZH, BRAELNHDHBEDIRSFHBFHDRE R
REPHREE DD, BICRBAETZIMILEBER T 2586, #y AR TOCTEER CHIREERE TE
TERODBEE, BEABUNBEVEEZISNDY, BEAANELLGELEDNENHD. KURBIZE D
EREE TR EDFRZRDEVWHAEMTH > T, ¥y ARE TORBHERCHLSAGEITHAASNGE LG
B(F, FEUTORBREETVEASBBEOMNESZHMT D ECED. £z, BARETERLIAMDE
IMBIRE B BDEANRESINDS, BRENSBEISET I IHBENREINDZH, 1) RIFHLRET
MICEDVWHIAEEREEZ 5NS.

2O AZDBEREDERSEFT1H2Mg THh2A, MP>O) AZXEEHNBIERICEEY 208N RES
naZee™, mp k> 7BEN Sng/MLERBDEAETCEENCH>LRENHASNDENS, &l
EANMRRSNZESICIETHImgDES THRZHMT 2 EOERE THEEEZ SN,

2OV ALZABRESICELUTE, EFROBEGERDED, HERTWebt 1 MMIHITFS e-learning DEZFEN
KHENTWB(BR . /N7 7 —YEBBEREDT S N BIECSERWVWELE L ZHD e-learning”
https://rapalimus.nobelpark jp/elearn/). %(C, BEMMEZBOEZIV 27, BRI IV ZABEEEEDD
27T B (SR BEFFRBEA 1 RS 1 2 (B4ARR) &R 3 REilfl - (tFEEICKY FRAET S8
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BIFFRWER AT RS 1 27 https//www.jsh.orjp/lib/files/medical/guidelines/jsh_guidlines/B_document-3_
v2.pdf), BEPHLVTERSKRTER—TEHE(12:BEU L) D#FOLAEN, £V7F O EBOEMEIEE
WEBmERY, SN ARYEEFSRST T N (SR EERBEBESHOEE EERERR BHRiER"
https://www.pmda.go.jp/PmdaSearch/iyakuSearch) (CHWNWTES - BErDIBEICEEHINTLS. mTORME
ERFRBIFNERZ LD, MICEHEMHRE ZRDOIERE, FEMMROABEST 21— XAF R4
EDBRPIELERCHNB.

Flo, AEQFCYPIMBLUP-HEEBDEESLUPESEIE G572, HAERRANDIREET D, A
BESICKEVEGSBEIAROBZNNH 2 Z EHOSNRMLERTICAERBZR (T I ENEELVESN, B
HH S FABEEE COREXYE BRG] (BIEN) DHRENHD NS, BIEFRAC K TEBIEF 2B
B EOREZITDOLDEHSINTWS. 2L, REBOBEDIEICE > THRIKDRBILT 3TN -
=8, BATEMPAFERAOEEITNINO) AANEB T ZREDWENESNDZENHD Y. I
SEEDEVENER THIORRANDFIEECEIWEE UT, tikbaEZ EEZ BUOERNOBRZHR DI L,
SHEPCOFESRANFERSETHELBVESETHIMgADEE L (EREZITOERE, BIEERA
1 RIEEHEHSINTULS.

ZOMOBIERICEL T, FERCIIR - FRIGE, WEEGKRER E(CLDITERNLGHRRZITV, KRlCEK
DIEERRE, FPIRAORBN, BEFLCEPELZEL THALT ZHNENDHD. 48, MmTORESEERSD
DFFELIOF 1 )L ZAFRZE (Coronavirus disease 2019 : COVID-19) BE(CBI L TIF, T|IEEPILTFED ! X
JEBELBNS EAREIN TS

5) IANOYUARIZDNWT

20O ARFEEFRTHZIANO AXFTSC-LAMICH U TRISERE 2%, TSCEEFLAMICESHLE
AMLADINO Y AZADMBERRIE Uz > 9 AMELLEEER EXIST-23ER)" (CH 175, LAMEZE 34 AICES
G BDEDENT, BEIOLAMBE2UANETRE UC26BRENOINOY ARBSZ{To/leA =2 IR)LEER™
DIERH S, LAMDIFIRHEEEE T 2 HIf] T 2RANIREIN TS, LAMICH T 2EYEEDS AT T 1V
TJLE1—8RECHNT, YOUARFLEFIINOYULZDODWVWITNEDFIREEREZ ZEILT DMERZHEL,
BEESNDEFEALRBE~DPEETHUHBHE THoI-EEHmITTLE. 2O AREIRO AR
DIREHE LFHBRE BV, IAROUARAY O AXDRBREE RN SZTENMEESNS.

6) SEDEE

EHADEAED O AZRBBEDEIEICOVT, KEICHWTSIERIER T > 5 AMELERAERNFIA
EINTL B (ClinicalTrials.gov Identifier: NCT03150914). mTORBEEE & &l & DHABAIC HEIEFH RN
THY, >OJAREEROFIZ7O00F 2 (A— N7 7P —BER)OHBEE"", mTORBESEZR (O
ARFLFINOUAR)ESVNRIFUOHBEE", >0 ARBRSHOEEESHTL MOV —)U(T
OvY—tUHER)E o7 uREER US> AMEEEER " (LK), REMEBRBUEPIRSESINTSY,
WINEFRERENDEEF L) KRG HBR THABESNDIMNEN DB E LTS,
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NRLEVEE(MIRANOY VEE)
a. ATS/IRSHA RS 1> (2016 ) DRfFE
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NI NOTUERZEET 2SRBOEAMBECL BRSNS, LHL, ATS/IRSHA KT 1> (20164)
T, 2015FE5BFTICRAFASNIERNZE ECLAMICH T BRINEVEEAICEIT S ATYT1rv I L
Ea1—MTHon/iziER, [LAMOBEE U TRLEVBEEZFERLEVC EZRET D GERICEVEDTIE
TURCEDSEHIEHE). | ESnke. CNEFRILVEVEEDMRZREI LT > 9 AMELEEFERH
<, BHOEAEBHRICEVWVT—EUEMRNIRINTUWENCEILLD. BH, FILEVEALCE, &
AHARIILEEE, I+ K MOEUKERILES (Gonadotropin releasing hormone: GnRH) 7 TZ2 K, 9 E
¥, ERBHMASENL.

B8, BACRIATREEE LT, LAMBSAOBEIMEICK U BRI EVEEZFERLTWRES
DZE, ERVIX NOYT O ZEAFENE (Selective Estrogen Receptor Modulator @ SERM) & EDIT X MO
5 SBIMERR(IDIET D EAIRIELTLS. LAMUSADBEREDZ2HICHRSEINTWVSGnRH 7 1=
ANFREFEFRRILEDEBIGEFZORY TEFEVELTNS.

b. Z DEDERKIAFRIRS

20155 FLIZ20226E8H31 BIREE TEMRIC, Pubmed B L OKEEHIEZNERE(C K DGR T —
9 N— Z (ClinicalTrials.gov[https://clinicaltrials.gov/]), EIIfREEBRIZRIC L DEKRFRIERA—I I
A N [https:/rctportal.niph.gojp/1 2 AW T LAMICH T 2RI EVEEZRRUIZE 5, BRABRRSY
1EASN, RREFFHRED LAMBEZRRICT7OVYI—TEHRERTHD L NOV-ILETTERELR
U KECOSIERERZ > 9 AMEEBHBE TH o 2. OB TIE, BFREBLAMBE17ANL OV —
IL25mg/B(n=9) £z FZRn=8)& 12 y BEIRS SNDIECEERICEUTFonk. FE7IL—7
DEAPN=RZ1>ToOUARZRALTHY, BEHEDL#RESNZ. ABRDPICETINL—TH51
ANTONBERE, ST 15 ANERZT L, L NOV—=ILE(n=8) & T RE (=7) DEEBRICERE(F
ASNBHDIE. 1 T7—ALDHIE) 25 N\DEEFREVWDEENERSINGH DI/, LENOV—=ILOBER
MESBEEH Y ICEHE TS A o7zh, BEBTICHNT, L NOV-ILTBESNEEEE TR TE
BINLEEEHNSIOU ARDFEREREN—AT1 VFEV, TYYF 7 N8 DDRT MER S NEE
SINERER, 6DOR7ICHBWVT, L MOV TBEESNIZEEDFEY, DEEN KW BIF THD ENR
SNz, b5, YOUARZRALTVSEEZSYD, BARERODLAMEBECHTSL MOV —ILEHE
DLZEMNESR SN, FEFHHIEB Th o7z FEV, DEICE LU TRIBERNIRINED 2125 DDBEEETD
ERNS FMRARE SN,

CAFEIEOREBESEDFE

PEDLDIC, BEFRICBVWTRILEVEEDHEREICESRILIFTSNTLEL. —AT, #>7T2010
FEFMNIEIRZZ 2 (European Respiratory Society : ERS) [C& D LAMDEZEH 1 RS 1 > ¥ TlE, mTORBEE
BEO—MREAIHREINGVER, TEOHDELAMICHT 2HENEEENFELED 2ERRICBNT,
LAMICH T BRILEVBEEZHELLGVWE LEASE, HIREEE TN PEROETHIRRTHEIEECH
WTTO7ZATOYDOHARERICEZERSZZEELTIVELTWD. POV XTOVZFAT R,
3 5 BEOMNIREEERE S FHIETL, 12 4 BRICB VL THMRIREREE T PERDETHERICH L T
WBBERPUETANSELTWVS. CORMFRINTVEWVLA, TO5RTOYDOMRARESINICERS
BEHEMERT B EORBREZ(TTOEREBOND. BRRTE, WREBSLHEBEALAMBE 43 AH
QAP FOT 27O 72/ E5INTSY (BRREF 12A, ROKRS58A, MEOHATA, 2EN1BHF
H10mgl EDIRESTHho/z), BAREIEEBICHSTAEBETIOSATOZREIN TV EEEFRES
NTWLWEND1ZBEICH U THIODFIRFEEENBRICTEA > 72D L T FEV, DFEBHE TANS OME@ A H
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5N, 7O R70OVESEBIEOFREERET —INBONL6BEICHVWTEF O R 70 5
BDOFEV, BLOTHLEBEDE NEENERISHED LIz EDRBRARINT VD, BEK ERSIN TV DB
A ROF2 7057270 HRREREEIE AL TERAETDD, COHEREAIPCEAT H5GEHT
OYEE ROF>7O05 X708 O0OBARESEZEFEEX ROF> 07X 70RR, 50 (EF
GN-RH7JZZX ND4BBOHANFHZRABREEZ D5, —REAZHREITIRILIESNTHST
FREBEAEHEVA, LAM DETIC L DFIREEER TSR TMTORASRICLD2MREZ LWES, nb
DRINE VEEREDREBNERDBESERD D ZICERSICL BB 1T R4 V> THWVWDZ &(F
EZ25%. SHRICBVT, FAERICHREELE, >0 AAHAOERENMIETISINLEDOZTDT VS A
LB LEEND.

2) RESH170U>

MMP 2 EDS /ST iREESR (3 LAM DR ERRIFEA ICBIS LT W BTREM A G 1Y, LAM EBE DORH R v»
METMMP2 L/ (EMMP-ONBREIFIBLTVEZENS Y, MMPREZE (E LAM DBEES 2B TN
ZZ25N%. R¥FIHATUUEMMPDEESLOEUERE I 2T NI A7 RMERE THY, R*
A7) ARSICE) LAMBEDEEDHIEEEREN WE UL T REFRSHEEINEZT. LHL,
ATS/IRSHA RS 1> (2016 ) Tld, 2015F5BETICABSNER/NEZEHEICLAMICHTEIRFS 17
U REICEET 23 ATIYT AV 7L Ea—AThONIZRER, [LAMDBEEUTREFS 170 FERLGE
CEERETZ(EVEDIET VRICEDSEMHAEHR). | sanik. 260ENRHBR > 1405
FAEHEEEER Y, FENIREERDIFEZDBUMEHE ' Sl a—(C kL), LAMBEICHITDINF
17 RE(C LB ERBYHREERINGH 2/2E L, BEMUE UTHESIERE AFBEENE TSN,
2015 EE 5 BB 2022 £ 8 B 31 HIREE TENRIT, Pubmed H LU ClinicalTrials.gov, BRERIFFRIEHRAR—
WA NeRAWTLAMITH T B RFI 171 R EICET IRERMRRS(COVWTIRRLIZESS, iz
EDFHSNEN DT,

BlELW, BERICBVWTRFIHAT7 ) AFESOHEICEDIRILIEFSNTLAEL. ULHL, ATSARSHA
RS> (2016 €)Y DRI E 212 T > T IME BB S SO FENBHB TSNEHN RSN TV EIEHRE
o, FBERICEESBVEDEEZSN, MTOREERLREMDEELEDHBALESSH, SEORINLENS.

3) Z D DEA]

Pubmed & & U ClinicalTrials.gov, BRIRIAZRIBERA—IIL T NZHWVT, 202248831 HIREEFTD
LAMIZH T 2 EEIRSDOIRARARICOVWTERZT /. mTOREEE, RILEVELE RFIH1T7UY
ERUVT, BRI E L TRESNTVLREHDIEI3RRERSN, E ROF>700F > (A—KT 73—
BREER) &0 ARDHBAEE"Y, ¥ NZAIF > (HMG-CoABTTEERMEE) & mTORPASE (>0 A
AFEFIANOYUAR)DOHBEE", €L 3% 7 (COX-2BRIEER) P DL\ I NEIEERHE THh o 1.
3SMEICBVWTEEFCTHEFRNEGEEBRIIASNT, REEHEIBTEIERINIZEL, FIREEEE
ANDFEFLV) IRELHBR TRESNDINENHDELTWVS.
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6.23 RAKEILKRE

1)

ERARS L OREER

2016 FEH KV 2017EATS/IRSHA RS 4 M CEIKEXIRREICEET 27 ZHILT TXF 3 > (clinical

question:CQ) IFER SN TULRLY. 2010FEERSICK B LAMDEEN 1 RS 1 VT, [IRATESZIRRER(S,
SAHENH 2BECTHBWICFEAL, RIENERINLBEERETI2NEN G S, HEBOES  hEE,
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WmIREBWN, TETVROE MR, IVEVHRIFEBICRL. | Esnich, TET Y X@RESNBH L.
LAM DIEREER & U THERBUINARES L, 7EREECRDHENTVLSE Y. REBEDSLFFIRE
BERBERE ITREAESMILEEER T TH Y, ZNEFNS~6ERBEICHRHESNZ Y LAMBEDZ T
fhEgamB CORABRKIENEDE T A5N, FEV K NEMILEBERE T IZOFIARFTTH o722,
LAM T@E WV EE CEINMBRE RN ERR SN (B COREICH UL T55%), UREIES S URILEEHE T
EAEREL, BEREFICLDFRE#S LOBRRENEOETEEELTVWED. £, LAMD6~30%ICK
BOLPEERDIZERESIN TV, BRO LAMEBE 30 AOBEREHOMEBZIRETH S, INT
DEENDTEZEEC LAMIRE (LAMHBREDIBIE S ) > V&84 ) #3372 (3, BEMEREERE, MiEiRERE
A, BEFLRLE BEEEEESVSEIBUIEBNEDEEZSHEECRDLEHETNTND Y. =i
RICBWVWT(E, 37~55%DEEHNBAREZIREDR S Z2Z(FTH Y O, MAEINTVZEH SR
RBIEARMFT ) > 2 (Long-acting muscarinic antagonist : LAMA), RESEERM B, RIBE (Long-acting B3,-
agonist : LABA), fEEFREI{ERM B, R (Short-acting 3,-agonist : SABA), fEEFREIEAIEHI D) > (Short-
acting muscarinic antagonist : SAMA) hS#k&L GHAGHETHWLON, BATEIRAXT O K (Inhaled
corticosteroids : ICS) HHLEMERINTVD LD TH D"

2) ERERIAZRERS EAF5|EDREMR

202283 1HIREE TN RIT, PubmedB LU ClinicalTrials.gov, BRERIFFRIERA— I 1 N2BWT,
LAMIZX 92 REZIRER S DRRARICELTIRERLIZESS, 1 DDRAMTHEMRE 1 DOMEIER
EZEER ST ARBIORA—N—HBEHHSNEZ" CinicalTrials.gov T, LAMICHTZ7IL )T
O—-ILDEEBBRARASREZZEX T T f—2HWVEKREZILRPRDA =T > INEENEFINTL
BHHKRTE 7 Tdofz (ClinicalTrials.gov  Identifier : NCT01799538). $REIN/Z1 DDEAMTERIARICH
Wi, KEEIIELEWZRFT (National Institutes of Health @ NIH) T 74 0—3NTLVz LAM B 426 ADFR
WA ThNn, SOUVAZRERSINTVWEBVEEICBVLTE, AR MBEZFERALTVWSEEFERLTL
BOWEBBICHEUTFEV, AEERICKELS, FEAERTOERICKEN A, YOUVARKRSHOESICHVTIE,
A B, RIHEZFERALTCVWSERELFERALTVLBVEEDORBICFEY, DBEREZRDY, AR, MIHMEEEA
LTWBREBERFFERLTVWEWVEEICEUTFEY, OFEBETAERITNSA oz, OJARKBSHOEEC
BUVTIFIRA B, RIBEAFEV, ZLE(E UIZTIREMEN B 25N, B8, B, RIEEDHERRLZL, LABAEEEF
SABADEEIER, MEBEDHBICE>TLT I —LICHIFIZFEV, DEBME FOLELERRE TF, FRABLO
TN—TemB=HALUICTIN—TEDHETOHIEREZRDIZ. —ADTSEARMBIOXF—/N\—HEB
TEM, BiER38AD LAMBEICHUTER N TOHIILIIE—IL 400 ug RAFEZ(F T ERIEAD 305>
BICHIEEERES LU BB AR (—AICH U TR IZHBICHLTIE-LET S EARDZENZN 1O
FODOHER) MTThNE. FILTIE—NRAKTE T ERMARICEUTRREAZEDODTHRBEEN A5
NN (TZERIRAKFEY, 2.27 0.7 LICKHUTHILTIE—ILIRAEFEV, 24+ 0.67 L, p<0.001), EHHYAS
B R (RARKERSE) CEBFRFE, FREHEX D7 (CHERLBEFHASONGEH DT

BELY, BRERICBVTLAMICH T 2RAREZINEER SOERICEDZ IET  RFBSN TV
LHL, LAMDRERRICHEWTIRASEZINERRIBEICA<ALSNTVLED X, HEHRSEEZRHD
BEIICE, BEEGHRYUEDDZICCOPDICEULMAREZINREZFHAT 2L EFZHEEEZIOSNS.
S, MAKEZIREDFINICSPHREFLZH T, IR, EFMEEE, QOL, FREWVWSIEEREES
DIENRDIREEINLEEND.
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6.3 BT DREDEE
631 <9

LAM TRSBOGHEENE <, LAMBEOFHL EATHZRERL, D57 LCTROBRENR
5N, —Adl) DFETMOEF35-440EH/ESNTLD . LAMOTHIERET 2 ENSL, o

HEMDZEHZB VY, BEOIWEEE O ICERMFEROGRFTD2LENDS. 2016 FEH KU 2017
FATS/IRSHA RS A >T“(ﬂﬂ%ﬁ}i@@&%lﬂ@ﬁ%ﬁﬁ%{%ﬁ%ﬁiF_tb‘?ﬁiﬁéh?b\éh\“m AW ORSY: )i
2E(CDHIE>TH—ICAET BDITTREB<BRICEBLTEREZH LI DTEMENH D &P, FERAHE
*@@i@ﬁﬁc‘:ﬁo7‘:Bﬁ%(:5@%(C%ﬁ(‘;‘fcﬁ’@ﬁﬁﬁﬁﬁiﬁiﬁ@%%’é%ﬁ%iﬁﬁlzH%F'e‘ﬁb%\b\U, I5(CHMmY T A
DREDHERDNHSB. TDIEHREICLDIMBALERTIIEB LS, BRABREZEESES ZECLTHE
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FERHLIET 22RAE 1/ > 7' (Total Pleural Covering : TPO ARSI NS IN T, FHSINS
Oxidized regenerated cellulose(ORC) & — b (FAAIRINMRFID 1=, FEAERET < &R <HWRIEEZ
HE6FTENTEDY. EUHNIATIYT v I LE2—DRR, TPCIEMBEREICES5T LAMDOSK %
FHT DHMRINPFTEDEIN, LAMICHEOTMOBETFHRE LTEELTRWV(BVLHE)EanT
L\é[é].

ERTETPCEREL, ZORBEZHRET DERNRLITEINLTWVS. Kurihara 5P (3G TTPC 25
(F724361(545080) DLAMEBE (BT 5 1T FRE DB A[E AR =TV, TPCRIDKISERE (0.544 +0.606[0/7)
(CXT B TPCHEDOTIEEE (0.008 = 0.019E/ 8) DEAH S TPCRITENIMDBEZBERICHS T &%
L7z (P<0.0001).

#IZ, Suzuki 5V, KOFTEBEREDE WV LAMBEDTINICK U TTPCZRELZMEEZRSE L TLS.
TIIERERERRE 27 o+ B (14.7~564 4 B) TOTPCHEDOIMDEFER(F 605080 (52 41) th 145080 (1241)(23.3% ),
Kaplan-MeierJ&IC £ D TPCEDMBFHIR(F25FT81.1%, SET641% ThoIc&E LTWD. £z, TPCRIE
TOMREEREZ LR UIcEC D, %VCORIE (MUHEE) (F TPCRI85.7% (79.7,98% ) (Cxd L T TPC
% 87.2%(72.3;95.6% ), %FEV,(ETPCHI86.8%(77.5;96.0%) ([Cxf L TTPC# 86.5% (64.9;889% )&, TPCHED
EEP 1 REICHERRETNEASNEN 2/ERELTWLDY. Sakurai 5P (FTPCZ1T 72 24 K (18 61))
TMKaplan-MeieriZ&Z FIWLVZ TPCHiT# SEFERDSUHBEFRER(F829% Th oo EHREL TV D, 248 (1841)
hiesi® (126)) (3 (C> 0 AXDE‘RS (T, fiig> 0! ARXRS T TOEHSRR- (PRE268 7 H)
(CHRVWTRROBEZRDT, i 0 ARBRSZZ(FED 2 /- 8KI0(64) TIFEREH— (RE114 7 B)
([CHVWTATHGH) DBEFRERD, fitn> 0O AXRRROBRALIEBEIN TS,

BANSDTPCHIRS (FEWD, BN TEEMERDLAARESN TS, LAMEE (T T < ERRMRE
£8C#% 3 Birt-Hogg-Dub& FERE DM D FIC & TPC AEIN T3 . TPCIC DV T ATS/IRS A1 K
T4 TIIMEREELACRDZIBEEE LTHNSNTIEVDD, ZORICDVTIFITSHEDHEA A
BEINBICEEFH>THY Y, TPCEEEDERRICHIEDHRPLZEM AR EDRENSER IS (CHFINS.

SU(CX I 2 MPEREFM S FREER TH 5P, ORCY— NaEDFERFIRED E ZAREERNTH 3.
TPCHTIBERFER B F RSN TH L, FHROZBEEEZENICKY, TPCHRBMDZEELEND—D G5
ENLEEND.

6.3.2 BMERHAEE

BMEAENRE AML) (E TR EOBEBRAE TREIND 2RO 2BREE L TEicNns. EREUTIRE
BPIMRAASNDZENDHD. TSCLAMICEH LB AMLOSERE (F80~100%, MFEMLAM TlF22~
57% TholzEHETND ™. Yeoh 5™ (F, TMFMLAM ICEH LB AMLOFIEREZ 29mm (L T,
TSC-LAMICEH UZBAMLOFEBEERE(F I mm EXRE L, S5ICEAMLZmANE ISR DBIE (FAFM
LAM D 40% (X LU T TSC-LAM T84% EBUVEE THh o 1o, HIw 1 > 9 —R> 2 3 > D@ & & D 7258
E(CIETSC-LAM EfIFEME LAM E TERBEFRBA DL ERSE LTV S.

BITES EDHMEMEHN SDEMICKDBEAMLOBERTH Y, HMOVRT T 779 —ELTAMLOKE
SRFTEL, BREOROEEHRIND. 2018FDTSCOBMEBERUBEN 1 RS> TE, <N
WREF1~2F(218, ASHEREEET 2H5AEFF~1F(C0 1 D0EFREN MERSNTLWE ™M &
TERES (IEEEINE B3 (FH, BEREBTOEAREPHM RTHE 0 EHIM S NIRRT EEEN
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92

ADNEE 5D, JBE(FEIIREERRAT (transcatheter arterial embolization : TAE) 6 U < (@ mTORBEESZE DR S
(2&D.

MTORBEZEER(CEAL TIE, AMLZB IS TSCEZIELAMD2TERIICH LT O AXADKSZI1To 1
CAST &8 (The Cincinnati Angiomyolipoma Sirolimus Trial) (CHWT, AMLD#]40~60% DHE/NHAERH SN
7= EICTSCERICEH Lz AMLZ ISR & U 72 EXIST-2588& (TSC 11341, FMFMELAM 561) TldE, IO
) ARZERRUIZEE 77690396 (55% ) A, BRARK 24BORFR TR AMLOBEST DA< EE50% D
8\ Rz gRed, INOUAZDEREN RSN TS,

TSCOEZMEEROEEN 1 RS54 > TETSCICEHTDIBEAMLICH L, RE4cmEH UL (3ES
MEIIREE S mm L& IO ARD—MEIREINEAESE LTS, mTORBEEE(F AML D/ \3hR & HAfF
FTBHENTEBN, BEDIEICK) AMLOBIBRDOOBEUNH D IZHRBRSZNEETD. HFIEN
HTHBIHTEHNRBERENAREE GV, BELAMBEERD. £z, BIESERELEDTIEEMED S AR
DRRICE—ERBEDAREZTTD.

BEDECA, MFEMEAMLAMLENR) (XL TIE, mTORPBEER(FMFRIEERARESE U TOERZF TULVEL.
—7, TSCIZHED AMLIZIE, INOJARDEREINTLD. IMFEELAMICHED AMLICZIE, #HET S LAM
([CHLTOUAZRNRBEARE B> TWVDRESH, AMLICHT DBBENNBRESCIES O ARKS%E
BREELUTEETES.

TSCOEMEER OBEHN 1 RZ1 > " TEmTORBAEZERIC L 26BDEIL AR ICEBORER 4cm L
H UL FEBRICERSmm U EDEIREN G D HEIC TN TAEZH#HEL TS, 2010 EMMNITFEIRZEFER
(LD LAMDEZREBIBICEET N1 RS1 >V T8, MERTEER4ImEKTDB AMLIZH U TILER
WEBEEFITHT, F1O0BERRAEZHEL, BERNM4mZBZ 260, FE5mmZBZ 2ER
BN HBHBBICEFHEMD ) RTNEWeHE 2 QDBERBREZTOTAEAZEIND S LTWLS.

TAE (I EHRBETHWIEV R UBITTEDZHAMLOBITEESE LTERTH 3. Kato5™ g, &
SmmU EDEREENH D, 6 UL IFEEEIRDH DB AMLICH U TTAEZITL, TAERFEH11 4 B (6~
14 4 B) TFEH69% (21%~95% ) D AMLDBFEFED RO SN EHRELTWVWD. FERP(FAMLA
IBRUHHT B &ICEWBMES 3y TRRRIBETED RTAH 272", FIRATIC AMLOFHIHZETL,
MNEBHNIETICTHIGEEE UTTAEZITT O TH LI ENEE UL, Toei51F, MEEEHAMLE UL (FR
Smm L EDEIREED 3 B AMLIITH U THIRFTIC TAEZ T > 72 78I HWT, TAERD, MEIRAN TR, H
E#TAMLOXRESDFHEZ Uz, TAED SEIRE COHIEFF522 w BTHh), TAERIDO AMLDOEBSS
Ba100% & LTHBRL, HiRET52 £23% (28~84% ), IEIRAN45 £ 20% (29~82% ), HE®R 42 £24% (14
~84% ) EREB (I TAERI K W/ I\ &R L2, TAE(C KW EEEHR/\HIRIESNLERICHRBNICIIES
BNNECEBTREMENDD.

AMLOZ2MHMICN T BB E UTIEFTAEAE —EIRELZ 2 H, AMLOFREHYEEE UL TTAEE/2(3
MTORPHERED EE 5 ZE—EIRE T DHHCEL, MEZLEUZFHRE(FHEL. ULH U mTORFEEZE & TAE
D2 DDRREAH 2 &(F, BLDBRKRD SIMRBEHCREHRER G S C@EEL, BEAHZRETS
BENDA Y "MHHD. BIZIETSC-LAM Tld mTORBEEEZEH I NIE, TSCEHEBEDMDIRE DA (X
UCTEMRNMEONDTEENNHD. F/o, TAERFEMPICERED L TREERDUNEN G B2, TSC
RSB AE IR D dp D TSC-LAMBE TIEER LU ICK ULIBEICHRDHE LN,

MEMELAMICEHUZAMLTE, LAMICELTO) AREBSHARETHNIE, BEFICAMLICE B/
RHFTE D, LAMABECTMTORBESEDFEIGHAEVWEEGPERRLEL L CL VRS ZREEODEINE
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NHBEEG(E, TAENMBENGERKE G 5%, BERCEED DX, mTOREZEELTAEDZNZENIC
FUD2EWEAEDERLIBRULDAT, BEAANELMEBREITONENHB.

6.33 FUMK, FLUREK

LAMRZEFEER ) /I EHEEfH>THY, ZD) 2 /VE(ICHRENE U B AL UMK - ILUEKNEL
2. LUK, AUR, AOE AOHOTFEHRESNTLS. AVRPICELCCAZENTWLS 7z
$HEERTEITE (HBA2E2521A) H'ar 2 1“7

AORITBHEE CTHNIIEEIEE, BIHIRRL ETERIELIBEGLH2N, BERHERIBE VER
EHDBEICE, MTORMBEREDESEEET 2. ATS/IRSHA RS> TlE, RLF—2EDRENE
BT OHIC MTORBAEZERDHILAEZITD CEMBRSNTWLS P, FLUREBICTH T B mTORBEERE(C
LRMREBICEHr AHND I EbdHY, FIOBEZDHTSEBEIFELO2 Y. ZORHBEICEII
OBNBERLIZE U THLEANITEEZ IR T 208N H 5. mTOREZEETARDI> NO—ILHARE
RIHEICIE, GnRHEDAIC KB REIREE (REBERN) OHADNEINT 2EFANRERSND 126, BLDKR
RIS U TIEBERBHMRHUED D AICHAD L FEHEEZISNS.

634 BFhRIMME

BIDH T —T )MNREIC L S FEIFEIIRE 25 mmHg MA_E TRISME (pulmonary hypertension; PH) & 521 <
N3, Cottin 5(&PHZEZ U7 LAM DEBZHRET 21TV, LAMMRREE%E £ o 1=fmEiRD ) E5 1) > 7
EROEPZENDS, LAMICHIET B PHFSEECHFESIND . LA LI106BIDOLAMP166I(CHNT,
DI O—%E, FILBEERRBEDIERN S PHAEEDN, S5 6 FIAFERMEINRE 25 mmHg LD precapillary
PHEZ U, PH(IIEREREE T EABREL TLVEP 2 EHAS, PHIE3BECHESNEZANFE LWL EDERD
H2". EEBREADEAN, FECRUCBESBRIRAZDREICLY), EBRIEZETD &N,
ROEBEECHD. MEMEICHTIEREOENHCOVTOTABIET > REFELLEWV, EF
(L > TIHESICEENBEN G IND P

[SZ3#K]
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6.4 HizZiE

LAM DEYEEE LT mTORSZEDGEIIZEN B> TVEY, BEMEBICENDDS TFRAEH
WCITETT 288, EibdnEMBiEzEET 2NENH D"

2021 FICHBRDBIEZAH O MEIE(CET 2 GEXE (Consensus document for the selection of lung
transplant candidates: An update from the International Society for Heart and Lung Transplantation) AN ¥
SNl ZOPTRENIELAM OFBIEOERIC DV TERIICRYT. 8EXNETE, LAMEBE THBED
HED/=HBEZBNT 2T 1 I 713, MTORPBEZEEICLZBHEICENNDLST, HIRHEAEEEANERE (6l
Z(F%FEV,<30%), F1ERSIFIRERZE (NYHA Class 111352 L3 IV), ZEHMEBRRIVE MSME, et
DWITNHAZRDHZHZEEINTWVD. F, MBBOERETSZIMI>T(E, FIROBNZET 2913
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xR 1. LAMICH T BEHFSHEDEN (International Society for Heart and Lung Transplantation, 2021 £)™
CER: INOU AREODHETIIIMFEMSE LAMBE (C(FBEN TH D)

FEDFHED - HBEZBN T BITIT
MTORFESZHIC L BBEICENDDESTUTOVWITNAZERDDIHE
IFIRHEREREAVEES (1 X (F %FEV,< 30%)
FERFILIRAREE (NYHA Class 11 &2 W (F V)

LEAIFRBRRINAE
fismE

#oomse

MBENERETDIITIVT
FIROBNE S 291 I 7T DREEZHIZL, MTORBESEICENMD DO THRBETOIET VX
N 2HBE
B iBEF R CMTORPBASZAIC L BDEEFDPIETRETH DN, FEU X NDEETOPIEFHE
EINETTERL. FEUANDEBRETEINOYARZRWMEDSD NS T LN OEEEZB1F
ETBBHNRLAE LNAL.

VT DEEEEZL, MTORBASZSECHANDS THEREETOIET Y AN G2HBaLsniZY. £, &
BXETE, MBBERER TmTORBESEEEFTIEITANEEEHINTLD. BAOFEIEERD S L (FAT
BHEtL> Y —CEBERMICSO) AREMPFRADENINOY ARICEET 24 EHRLBHADITON
TV, GEXETE, FUINIHOTWBSEREC, FHADEVINO ARZFERL NS 7EZ
FWEWEBEL Y DICRET D ENEELVEENGDEREHLTWLBRY. 120, bAETEINOY
LR FIFEMSELAM [C(EBIOHA TH B .

MTORPEEFE ZHIET 2 & LAMEBEDIFIREEENME NI 20884 NH 27D, FHEART(C mTOREEH =
AT 2B TYEHEED Y RTMENT 2HESHUT LEBESH TR

2016 FRESNIZON ED LAM BEDORTEEICRE I 5 E TEEiRN ShfifEfEE TOR/IF 9698 TH ) 57
ADBED6ANS O ARZRAL TV IBEBORICHIESN, MEBOGHEFRDBEMN LS. i
BRI D MTORFEERDREMIC DV TERDIARANNEE INTND M,

DYETOMBEICET BEROFM. BEANOHRAER, BAFREFER, BEAERARZS [LWDOED
BB~ IBIEDT=D(C AT R Ty 7 2021 Fid5])] (BRDMBIERRRICKDR—LANR-DI(CIEH) &S
Zlcanizn,

[SZ32#K]
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6.5 REFE  £EEEF
6.5.1 REBEEE - £EES

KED LAMEES (LAM Foundation) A"F1TLTWL3 [The LAM Handbook] (1, LAMEBEHIEETUL

ZI1=HICENTEHRZEE LT, UTDEENH B

(1) BEBYELTVBREEFREINETHY, BIGCEECOZEEELE(THNETHS. (/\ R Ty
ZICEREHSINTOLGRWLA, INDECFZIFOPEBUEVELGEDSOEINZEN, FvOMm
BRESOEEBNDBEENRESNTL D Y. LAM (HHBERETH CAROLEH R ITIREEER T & Tih e
T HEETH DD, RINGITFIREEDBERTELHY DT TDEHNNETHD.)

(2) BEDIE : Z<OBELAMBEFFFGEBEMNBELEVY, RYCLHRESH, BBEEMIST
B0 (LAMBEDZHBHERIEZRDD) IV/INITBRAINY TLABENBERREZLONS, 1B
DPIEEOEMNEE ERS5BVEDICERD. £, AERBICITANDT URIEREETS 71N
IZNOT > ZZLBEN, 7 NIANOT A LAMBEICEENEDHARETHD. BECED &
TR TDEIOWRINDBEHD. Fo, BRCHRRHEZRDDHG, PEORETOHZ1H3E
NE5~6MEIICIEBYT. LUBEKNEECEZDEETE, LODERZER/IRICINZSZHEERE
ETBIRENGDHELNEV. FIBEDREFHE CTHIBEFIEEHEN(BZE8HE) DREZHIFT 5.
(N RTVIICEEINTVEW, YOUARZRBIZIBEEICT LIV 3BEDKHESRE
BEE T 27/cH> O ARDMIREN LRI B0 DY), RARICEETEECHEIRTS.)

(3) EBE) : EEISAER L CES OS5 A, HIRUNEUF—> 32>,

(4) BEAR © TR EREED. HIRA2DH 2EE TFEIEDOBRIA (FEMDIERICRED.

(5 ANLZEE IR\, I3H, BRGE.

(6) EEANIICEEMDEEER

(7) HENTWVDEEIZEEICIRAT 5.

8) 1> ITNIHVITF DT hEEZEIDS.

(9) REKET 7 F > EDTFRHEEZENIDD.

(N RTVDICEEFHSNTWEBWA, 12 IIVI PO ITFAIRBEET T F >, FIREKET 7 F > (PCV13
Y PPSV23), 50mZBRD, HdLIE, FEERHT, >OJARZEDMIOREEEANRDES CHIK
BENIWRADIF > DEBHAZEEINS Y. COVID-19T77FUICDVWTEHEEINS. mIOREEE
WERPIET T F> DERIES(T5.)

(10) RZF 1 712V BE. BEDBDEZZFTANTEDTNERVLHAEZS. ALY ELAADHDBEE

FRACKIE, HO2ET—CHERTS. I—FE70OEAZ2XYICTS.
(N> RTyTICIFEEHINTLRWLWY, FAEREBEFIEE,NSDEBENEONHEVCEEHY, BE(EG
AIRZERRCPIT V. BRICHICOTIE, BEDREBCALZEANIICEERL, 25023 WERHAZ L
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