b6

X 1

Western blot analysis of Apo-2L/TRAIL, DR5 expression and
caspase8 fragmentation after treatment with IFN y (1000U/m})
and /or 2ME2 (1 4 M)

Apo-2L/TRAIL . DR5 Caspase8
Western blot analysis (24hr treatment)
1. Control
2 Y IFN
3. 2ME2
4 Y IFN+ 2ME2
B2

Proliferation assay (BrdU incorporation ELISA)

—e— 2ME2
—a— 2ME2+ 7 [FN

Optical density
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EAFBHHPHREHYE (MANEASRIEFREE)
THBEREEE

EMR Y I D 3ARBERLL DI 7 =4 VERELOBF OAEH

EEBEE P b

B

0 ] 0K 5 (2 5 0 B R R

EHRMES I D3 (vitD3) BBORMARICE Y I 7 = A VEIIIBRALT 5, Fa
3. vitD3BEOARIZI o TREAT /YA FAFELTEHIE, BLU vitD3 DI
AZ YA MIETHHEBAMEEREMEEL TS, L, BERHEF@RA~0 vith
3OERICLD AT/ YA MAMEATFABOMEFITEE S LTy, SE, SiRNA
ke FEEEMAESERM T NF-l 2/ v 2 & 2 L#td 2%, hepatocyte growth
factor (HGF) SO BFERMIMAH b, E6IL, /v 7 F 0 AT vitD3 &EMN
THE HF RREFOUCHHI SN, ORI, A7 x4 VHORRE Sh D HER
HESFHIE A S0 HOF BRISWIC L AREA T /¥4 PN vitD3 L i@l
BEASH O LT BRI 2 TR T AT AL EA BB, S6I, S0/ v 7 ¥y AMEARE
BOTY VEREH A FRERBERTFRED Y 7T GEEREZEA vitD3 25 HGF HER%

MET 5 A B X LI DNTHRMLE,

HHER e PN By

AL BFREM

NFl ICE L2407 =4 VEHCET 2 B A5
HBELT, vitDd BEORMARNAERDORA
fExFI&ERITIE. QAN yFLE—L—HF—
B E BT B L &b IHBILL, BRHORR
LIEEA LRGN £ EMEEERE LT,
B, #7 =4 VEEOREBEL LT, NF1 o
B E S HESF AR 2> 5 0 HOF = stem cell

factor (SCF) MW TTHEMRE A 7 / A FOHIFE
ESEEILTVD SRS &N, SEI.
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e ES SR BROBRBESAAO N &

SIRNA T/ w7 & 52 &1L »>T, NF1I DR
HEFABEAIZEIT D HGF = SCF ORHIC OV THRE
FAHEE LIS, vitD PRMEFMRICIERA L &%
HAREET AN =X LI THEFLE,

B. iRAXE
1) EHE FAZ/HA R (MEN) o SR K
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DEEAL, FRAOERECIERLE,

2) SIiRNA A : NFIoRNA $REME(—s =
ARRAFRUSEFRE OEAREBREES
BELVIBEE) AR O MERKM SIRNA 28§
BLL. B FARAEIFHIARIC TransMessenger
Transfection Reagent (QIAGEN) i & 5 #H A8 A
HAEITIZELITE ST, NFIMRNA @/ v 7
Ty &kfTol, NFI1ORRiZaY ba—1
D7 ¥ AEEF|O SIRNA EABKEIZH~T 80
—90%mRNA L AXATETFTLTWAI EMHYT
/L E A L RT-PCR CRER ST, :

3)SIRNA AL L B NFL /w7 70 RO HGF,
SCF @f=F D vitdd 12 & B BEELORE
SiRNA A 48 BERIMIZ vitD3 TH B 22-
oxacalcitriol (1 X 10— 7M, FHARIE L »E
fit) & 12 FRR(ER &, HGF, SCF @iz T8H
YT AZA A RT-PCR E2AVCERMIZ
i Lz,

4) NF1 D/ v 7 T I2E D RASGTP DiEtEA
ERT B, TOTHTHF OBBRICHES L,
vithd D 7Y LI LBEETREEZ L
hsBR
RafI/ERK) DENFNIZSNTY B R
LR Y 7 /L% A & RT-PCR O FHEE BT
S0 FO BRATOEMSEOERE L vitdd
DEBERHF L.

( PI3K, adenylcyclase/cAMP,

CHIREREER

NFl /w7 &0 g MEESFlaCcIE s »
Fhir—J T 20 SiRNA #HA L2 bu—
AR T, HOF ORBBAHEF WML A,
Ihid, A7 A CHEIOEBREFHM O HCE
FUWTELE —HT AR Tho7=, Vithd &M

Lick Z A2y bu—filTid HGF FEHAHM
L7=pi, NFL /v o ¥ 9 AR TIIR RS HGF @
REMFRCETLAELD), Zhit, #7 =7
Vaﬂ: vithd AR LIZEE, NFL(-/-) DR
FRAESFABAA T HGF WA (ET S 5 THEtE & 7R
MELEFRATHDEELLNRD,

SCF iZ2WTiE, /v o # 9 L2y bo
—LDRBIIAEEIRGAY. BE L L vitds
NE-TERBERB LA, s vz BT
RRROE(LBED 20k (B 2),

NF /v 7 &0 BRI TIE, RAS-GTP f&tE
MERYT DI, HERVEZN TS activated
RAS oncogene & RMROD 7+ NEEREDFEHE LD A
GhaLah, TOTHT HF OREFREIHE
HMEINDPHEMELH D, SEIX, Y IHARBEO

WREBCHT DY B RHEE AV TEE

feoofdts Licdt, PI3K/AKT X 1F Rafl/ERK %
DEMIERBB T E AN L, ¥k
adenylcyclase/cAMP DTETE{LDFIFEMEL H 5 28,
IHETOWNET HF OBRITMBEIENZ & En
BRI LA,

SHOBEET N & UGF BB LA OBEFF & LT HGF
DLETE-ThD Met ORETREH NFI D/
v F O ICE B RAS—CTP fEME(LIC L DM+ 5
LT, BAHCF 2B ER LWL
TS HRAAS HGF-Met D autocrine I i*o.fﬁ{m:
R4 2 selection 25 Z 0D, HGF #FBHT 3
PRHESF AL OB S A HAEIZMMT 5 7o & 2
E X oD, Ras OB RBEICL S
tumorigenesis/metastasis T—ARIC R 6N 2B &
ThdH, LE LB~ ICAMT 5 ERUAOEKE
EEZDEPRRECSERHNTOLENRDA S,



D. ¥ _

NEL /w250 2O RIAIREY, 2724
VEEERROBFSHAN S 7 F A U UL TR T
ELHFERMY MBI LN,

EEfbe s 2 3 OfFASEHLMZTHIE
T, HLWOTFHEREROBRHMLRMT I ENTED
ERFEN D,
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=1
Real-time quantitative RT-PCR of

hepatocyte growth factor (HGF) transcripts
in cultured human fibroblasts.

Control

NF knockdown

Control -+ VitD3

NF knockdown + VitD3

0 30 100 150 200 250 300 %control

5 2

Real-time quantitative RT-PCR of
stem cell factor (SCF) transcripts
in cultured human fibroblasts.

Contrel

NF knockdown

Contraol + VitD3

NF knockdown + VitD 3

1] 50 100 150 200 250 9% control




BEEHFEBHFHAEMADE GUSHABRRMRER)
SEREBREE

NF1 BFRBIIFT 574 P RFEHEVE Y I D3RENBIGEODE

EEUFEE o B —

RS

AT K S B 57 0 B R LR

NFl BEBHIRT AEFEAE LT, ©¥ 3 D3 RBEOFAEIC 2L TIIAIEORES
STHE L. NI AREICT HMOBEFEL LT, L—F— RS T s S
7. BBMBERC, BEEOFEHRO—BIEO GRLH L 272 L, Ho TRMAYE
TAHAEOMELR o, V- —RBRIIRETEIHLVERESLT, 745
RF(IPL (intence pulsed light) & RF(radio frequency) X RIFFIZEBE T &M RUE S
T (wxHAAY L) BEAROFRBELBEORELETITY. ARHEIC

XY D MEE BN LE,
e AEILT 1 A B R R
[ 3 & T AT PN L
R BT ke 2 P R
AR ET 5 7 2 R
B. IRAX

FER - 27 mariE. BAERRC, R@. R, kRE

R by 7 U T E R ESHERYD,

R TRHANBS 2o EEL T,
HEWohr oz oo BIZEL Q
AA wFA—b—F—FEBE LA, ER
AhY, MA%ZEARILEERY, BEOWME
EiiEp ot JOBE ORI, 2
ELBRCAT7 A VEAHY, TOPT/NH L
v 7 YT A ETREICFEE L.

o, BHoRBECNLVy I YT E
vEEE (@74 b RFHEF I D3 KEBHAA
HFMD7x + RFOEF I D3 HESHADa
YhE—) D4 ELMEEL (B 1),

74 b RF % 6 EIRBKEKICUTORETHR

FHELE, 1) 44U LOBROEMICE

AEERMBROHE, 2) BERFEBIT S
Rarm oL (& 2). 3) AEAOBRER
LT, Bbhhicikelk L-OREDE
FH L AFTOEEER, R, = bo—a

LUTHREROESD SR |+ FOEBE

fh, G4HE @74 F<wo Vo REE
T (R 3,4)., 4) BEHOHM (OHs®
£ CE 1 OKATEHAD. 5) AAOMEBEL
TEIR,
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C.HARHER
BRI, COADIEIZREILL. QEFETH
o7 (&1,2),

BAREHTIE, OoEREgEs Ly sy s
NyEREERELRAL L, OOEE T, B
HEOH & AREENOOER LY BiZo Ty
7. QO TIE, ML wv s U T D¥ B
FETHo7H, REQEFORFANALL /s
2. QOBEMBIFETH1-,

RERALENFRIFT R CIIRIBIREB TR HE Bk
WT, REAZ /¥ MIBELTEY, 25=
YREOKEEEZEROL., RERB TIILEE
DO AZ ) 77—~V DEWNL AT ENORE
BEROL, 708 vy RETLRED
FiRnROoNn (B 3), BRECOHECIT, &
BAZ /794 FOEEELLRD oM, A5
CERRLOLE LB G TES LT e, HEAR
OMEEBEDCAT / 77—V, 7+ b RF OiF
EOREREO dm OFEESETIIASLSHIZEKI LT
Wi, ZardF=y Y REBILENTH IPL O
TRIEFERRNED dnm OIRXE CHREA T =0
ROBLERERBOMERBEEDAZ /77—
VoORLERDE (”4),

EBRCLDHE CH, Lrax+ RBFRIZL B
Al AT o, LHZBAE, a*x (R-8) & b (-
) IRREL a5, LHEOTEEO67. 92@62. 86
D68. 74@D64. 8 BEFZEZ B O, OLDiT po.01
THEEZELB D=, axEOEHTIHOI. 15@12. 22
@8.6MD11.01 Thoi-,

ERIITH, ERPB RV DMLESTETH
b, BREOMBERASBECHEBELE LAV
HBREOWHRELE -, . BEHOEH
DEIR LT HmEEEmr T,

D. EE

HABEEAGIZ 7 4 b RF 2 580nm~980nm @
AR FTLERL, ARKBRE T OAELER
THRENE dm LS TWB, /2, L EIOBEH
HBRIL 12X 25m Th D, RIBICILAHERSH B,
74 b RFEH+ES I DI EARREICL

Y I 97 Y 3 Nl N PR A RV AN R LS < /R 22 R (g

BRBOLLN, HHEAKENFTRATREAZ =V
HEHERBLERBIEDR S ) 77— S DRIE
TAEA L7z, BEEHIZLSAIE T, LrakhsRE
FICLDFFE T, EOHFE R LBERDE, &
MRS I 03 WEARBKIEOHRAT, A5 /4
A P S EAMBEDROIH L B 543,
BRERAJIC 7+ b RF BBHEOLOFEL s L7,

74 b RF BROAEDFESTIL 7+ b RF+HES
D BREBARBREORA LY QEAEAN LG
RILENPBELL TV, £O7y, axf@gd L g
L. BERAT LHIEAS LB L7 - o BT REHEASE 2
Lz,

EHA S 2 D3 BN HRIEDAR O TIL,
Iy 7 U G ¥ BRI E LA E A o o8
2EOLEGEECS 7 24 LD EMITRELEL T
RV Al

7 b RF I, MANREEBEEC L BHESEE
BRONZEE THI DS HRIE~OEENT
G, R CLGEEBHBRETH B, i,
BRE®ROMEBANS B LT, BRPOBREO QL
REELAVE I FLENS B,

RE, FEMMCER,. LRICLRIEROEEREYE
TR T, BREORE(LEHFTD, SEIOHFER
T, AOFRBIEL IS Ly 2 U S B
WWERT, bL—¥—BRICRETH L akis
LEZ o, BERAMOBHEEO VML TIES
i,



2% Xk

NF1AZ=A VBT 5EERES 222 D3 O
RER O, P LB, HRER SHAME— A
REMBET, HAEE AR 1 4 FEH
R GERCET 205
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EA4EBHYHEERNE HANESERMRER)
SEFRGHEE

Eker 7 v P RKIMEEGEI OB KHEMIEIZI1T 5 LOH (loss of
heterozygosity)ODﬁﬁﬁﬁ

SEPIRE K oA X

CEET

1 T PR 27 R BUR

B P RE (LA 00 K i B B4 B 0 TR U % 5 FIREREMIICIER T 5 AT, E0EF
AT Bker T v FOOEEREENICISIT A loss of heterozygosity (LOH) ZBFLA, 4
DERMERE <A 7 2 F A€ T a ok DRIRL. €0 DN % POR BEIo X 0 AEH
L7z & 25, BEXMEMRICIT 5ES Tse2 MEFT LAOREARRS A, RER
0 4 E R HRARIAIC I tuberin REERIGATRIEL TR Y | DNA BEAFORR & —K L1,
FEBHOMMBRTHR, BHRECBSLERZD, LOH DEL TN I Lo, WAk

FoR &L,
fe A, T H2. BEHERT
BiEER KR8
hEEF LR TR AT ERRR E S
A. BB

¥ EET{LAE (tuberous sclerosis, YATF TSC) 8
FOKRBCERTHEERFEIL. TAVATLHN
BEEAXOCEEIL, UL #FLCETSHS, B
RN LEERRETHD, LIh» TEDHK
RE=AEAL. RRICZELZF LV IRIRECHR%E
FAYBLEKTHS,

TSC {. TSCl (H=aid 9q34) Z2v L TSCZ (Hefd
R 16p13.3) BETERCEET B LA FIEE

HRERBTHD, TSC BFIL 2 20 TSC BT
DT HRPONIB/EFO—FICERMBBESR
(germline mutation) #FH ¢ 5 (firsthit) , TSC
CEHTAE - LMOBRRIETIT, second hit
RbbLEMRAERICL ZIER TSC BETF allele @
BI% (loss of heterozygosity. WAT LOH) 417
RIZEAsh, TOHEHEMORERILRDND,
AR L TSC KBNOEEFEEI T (OH DRI
K<, RERFATHS,

WlE S Bker T v T Tse? BETERIZG &
B TSC DEFABHTH Y, LOK IKERT HHE
MM A B BIZAE LS, DROUITEROITREL
L 0. Eker 7w FOKRMNEEIL, BBMETEILD
A, HEHEMOREERWE L, KEEDIFR
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T, Eker 7 v PEEBHOMKR % 9 FREEH
CHATLEMT, FERNOERHRHERICRT
% Tse2 RiGFHED LOH 0F{E~A 70 & (€
i a »» (laser-assisted microdissection) %
W DNABBATIZ K D | £ 72 Tse2 IZFEY tuberin
OREBEZRERBICL VERFLE,

B. BiRAE
. =4 7uu¥fE7 i 3k PCR
Bker 7 v FAMBDHAY L ETHEBGS (6

amE) & hematoxylin THE L, microdissection
VA7 4 (Olympus LM200) 2 M T, EERSEH
S~ OEXRMRMIE (K 15 418 2919 Rk,
LD E— 21X 7.5 um & Ui, XfBB L LT,
E® 7 v FRBEEBEOHEMER, Eer 7 v FRE
FEENDIER KAHAEMAL, Fker 7 v MBEEOBMR
BEABRA R, #4450 MRS ORI L 2,

INLDHF L TAhb Tk PEICED DNA
TR L. Tsc2 BicF O 4R Fker ZEA allele
DFEFE% | nested PCRIEIC L D IR~7, 5528 PCR
IR 0B4ER allele #3 14thp, Eker BRA allele
2 110bp DA FELTHRHEENS L 3, primer
EREN L7,
2. REUE

TA TS A L  ICRAVEOLRLE
Eker M. BLUEFEZ v MAKOR - Bilatic
BifS tuberin RERICOEESE, HEREAICL
DRI L, BERER LM tuberin &~
TF PR EE 1 KHEE L T biotin-
streptavidin-HRP HEIZ L WA L 1=,
3. MEA~OERRE

M ERIT, BEFEFHOED - HBRECA
v, BB GICREL > ofTbh.

C. IRMER
I wA7a&A4 &y a3k PCR

Eker 7 v M DR EMEOERMBMREI T4
B, BER allele DWELRFELTRY, EX¥K
HEARERROBER Thor,

EEZ v bOMEBRICIEEFAR allele D&,
Eker 7 v FOBHMIEEAEICIIEREY atlele @
AEE L,

2. RERA

Eker 7 FDEHBEHOEASEMBRIZIZ, 5B
W6 tuberin REFERICHENETL Tk,
EFAKISEEMERBD S 5 tuberin BEET
THOOFEE, Eker HEREH TH%. RLHEE
DXFPHEER (RS T2 WEML) THY 30%., IE# A
EORMEE T 30~70% Th 1=,

Eker 7 » F OB tuberin BBIETH o 12,
TOEHE, HEEMICERLEHZITE VT,
PRANE, 3BT tuberin SERIGH R S foas,
Bt REMEIERT v POFIZHL
BESE L Ty,

D. &%

b TSC EEFEEICFT D LOH RS L3t
RO TIE, M SEE DNA 2l L Tuvrs
foh, IEWHMRE - 7Y THIAD DNA DR ABEET
BRizmaot, LEnoT, MUICERE#BET
LOH A3 LT z& LTh, peiTAyBEmIC L ) LOH
(Bt L2 HEREA H 72, SEO Eker T v k
RERBBMDFRETIH, EXWEHEOL49 0
2T DNA BB L7200 T, EERDOFERMMS, Zhb
DT LOH D& LT el Z & A2 BRRICRT 2
EMTEMR, Thud Eker 7 v FEHEEE (LOH BB
) LIALSMCRR SR TH T,



GEEAOFRL, Eker 7 v PERKWERHA
Wit Dd tuberin BADHRFELTELTEY ., L&
300 PCR DR E —B L7z, MOYERERIT, LOH
LS AEIAREIZ 51T B tuberin FEYERT R & XIHEAY
Thot,

SEOHFENG, Eker 7 v FEEREETIIE
MBaEE L B, EE Tsc2 7UVADKRRKIZESD
second hit IEL T RWI LR ENTE, 27
L Tsc2 B FHRAR (AER, ARARGRKELRE)
itk B second hit DF[FEMEIL. SEINDERER
BIITWETE LV, TSC (KB 2HEREEAD
BFFE LT, LLFOARERAET NS,

1. Tsc2 @EFHZER (intragenic mutation)
2. {hoBET (nodifier gene) DES
3. RREEOMSE

E. 3EXMW

1) Mizuguchi M, Kato M, Yamanouchi H, Tkeda, K,
Takashima S. Loss of tuberin from cerebral
tissues with tuberous sclerosis and
astrocytema, Ann Neurol 40(6):1941-944, 1996,

© 2) Mizuguchi M, Kato, M. Yamanouchi H, lkeda K,
Takashima S. Tuberin immunohistochemistry in
brain, kidneys and heart with or without
tuberous sclerosis. Acta  Neuropathol
04 (6) :525-531, 1997.

3) Mizuguchi M, Takashima S, Yamanouchi H,
Nakazato Y, Mitani H, Hino 0. Novel cerebral
lesions in the Eker rat model of tuberous
sclerosis: cortical tuber and anaplastic
ganglicgioma. J Neuropathol Exp Neurol
59(3) 1 188-196, 2000.

4) Mizuguchi M, Mori M, Nozaki Y, Momoi MY, Itoh

68

M, Takashima S, Hino 0. Absence of allelic loss

in cytomegalic neurons of cortical tuber in the

‘Eker rat model of tuberous sclerosis. Acta

Neuropathal 107(1):47-52, 2004,



EEHBHFRREMANE HAKERBERRSEE)
SERRAREE

lymphangiomyomatosis % ¥ -> 7= Tuberous sclerosis ® &#& O fififs L R &K
EEIZF51T D tuberin hamartin ORI

SEPtE ) R 8 KIRKEREEREFIER S TREE KSR B8R

Lymphangiomyomatosis (LAM) FXHMB45 B0 abnormal smooth muscle cells (LAM cells)
DG L Y 22 DB T, sporadic LAM ZEHO TENRKB TH B85, EEMERT{LER
HTR\HEICHEL, TSCI @z, TSC2 #iEF 25 LA OREBIEFO—>Thd L
BRORTV D, —F, EEELEBERBRECRSOTHL LR ELBbE 5, GFAP
Mt D abnormal fibroblasts A LITLITRHLAD,

SR T, LM 2o I LEO—REBR LD T, MEREORERT
HD, fi LM ERmEERE RO T 7 ¢ y-@]ﬁ“%ﬁu\r tuberin, hamartin @
RH T REHMCEMICRM L, TORE, HMB45 a-smooth muscle actin, estrogen
receptor-a B DMl LAM FFES TiX. tuberin DEEAMNRME T hamartin, DAL
BESehisihof, —F., EEREIZLOTIE, tuberin B& Y hamartin B T

oz,
Gm U1 oT, MERECHEEELOND,
KERFERFRE SRR THREESKER Lymphangiomyomatosis (LAM) ., X, AR oD if
FhERADAD (LAM cells) DIRAE A AR E LT, MK
HoOmELBlAOTA L5 &k Z T RREmER
A HREH T. sporadic LM {Z 1/1,000,000 DE TRD
RENMERELEET 25 ORMRE R AE L THER CAZEHDTEARKRBTHD, LarLiesd
T, RHDHE~OBHBICHEXCERLZT, Ln THEOFEHELERZTICROTIL, 4 4% & &/
Ledh, HMEBOWERIZIITS LOH DI FIZRH O Y, LIET S, LA & TSC oEFER
ARk RMENHD. T, B BEK B SN T, Biftic 22 - T . TSCl @fsF.TSC2
175 tuberin, hamartin ODRBEFHB - & BT TRt LA ORE&EZTFO—2THh

i1, RESERCREREUCCTIHERELZZ A V. TSCl BHETRe, TSC2 |METO LOH BB 25



ok LM BRETIHELBZONDL DT
fpo T&f HMHE6TE,

EZAT, AEOMERMEE, vV Xy
F . JNFHEHENE £ TSC DEBRECEVTH
HERB AFE#EE MERY OME L UM F
OYERRELSMT . GFAP Fﬁ&k@fm TRROKE B
WORMEFARPLEERIES LIELERD L
Ho L LR G, RMRERBREINE R0,
LOH BB L WEEZLNT VA, 5
Hoaid, TSC-LAM D —F % #E5 L 72D T, TSC-LAM
D AR 1T D Tuberin, Hamartin DIEIR%
WD &L BICEBREIZKITSD tuberin |
DRERLRS, WHREERERES
R E 1T - 7,

hamartin,

B. WMIRAE

TSC-LAM BREFDMARIC X 2 MRELNB LU
REEHREERDAZ 7 4 IR % a-smooth
muscle actin, HMB4S | TR bu & b7 F—

FATZF, ~N—4H_ tuberin , hamartin %
ZPECHREL., RERBEES T OFRED
RIVEMS, LAN OFEERBBETT I & & LIZHHR
EEEBREDHMICONT, BRI LE, HEE
~OEEE LT, BEHRHREOEE LTI,
BECHERBEMERE LERAIL G LER,

FBEEATHETELT—FIRRETHERLE,

C. MIRFER
a. FEETERE{LIEDD

FEFIT 26 MOEMET, 4RBEIVEEO
MEHRHER ., ABE. WM MRL 0> cortical tuber, £
DREEEEILEL LT 42—, 12 Bif, B0

mEHHEHELERENS L, 2REZH LT,

CREEEE, BMEEEN SERMBERIEDLL

o7, 2001 11 A, ZREMERASHR L, EER
TR & 320 & h AR,

ARRFIRECHADMO M ERMEE (K1 a), ¥
¥ 7Yy F(E1b), BB L), REMME
BE(R1d), ERRHEE (R e 280, RETH
fid CT CTRIMZEORRK (X 2 a) %, BHE MRI C
cortical tuber, &, IHEF CT THMAF DL IIED
MmFEHIEVINE(R 2 b) AR B

PYbrw, BELMO lymphangicnyomatosi %
BT h, FEEMERE(LIE DRI HED KIER 2 6
D E/NMERE 1 DB, REEERILE & EZH
T,

b. Lymphangiomyomatosis (LAM}(D32

Wtk HRCT Tit, £MEFiChicy . BEOH
e mBEOEROSELRHL (B D, &5
MR EOSBRER LY a-swooth muscle actin,
HMBAS R LaM #Ra % Fe3d 'Cérr_(lzl 4),

c. MOPREIICBIT 2L OBR

BB EENIC BV Tk, MEkEEIZ HE T,
{5R L7- kR o E [T, #h8ER D mooth -muscle
cells OEFL VL 2MPBORRER D (K
4), ZH LML a-smooth muscle actin, HMB4S |
TR -TA7 7 EETIR 4),
LAM Ml THD Z EMBETERL., £2T, I
hamartin OIFEH & HEHFL
o TORHR tuberin BEEHE T, hamartin
pEEEETho=(®5),

b OBEEEO tuberin |

d. HEFEHEEEICEITAS tuberin |
FEIE

hamartin @
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N

BERRAES ChIERCMERERC KT S,
tuberin | hamartin OEEEZR I o7, 0
R BEORBHEILELTIL., MARTH: R
7wy, ERBEERFREEELEEZF Ly ar bo

— /B & BHRIZ. tuberin., hamartin W IR
LB TH - ([ 6),
D. BHE

Lymphangiomyomatosis (LAM), X, AhlaDEg
ThERARAE (LAM cells) WA AR E LT, MiZ
BOBE L ROOBH A &R OETRETERA
BROBRAMMESR T, LA HRTIL, £EEE
{EEEEHZ 1T HMB-45, a-smooth muscle actin, T
AbrS T E—BETHE LR T
WD, ARFEFIZ T 4 HMB-45, a-smooth muscle
actin, LR b & L7 H—T 7 7 Bk (E
1) T LAM #BAASEERR T& . TSC-LAM OOREFE R
T& e, LAY OFRERTIL. TSC |EF o LOH #8
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