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WaFRAE 3,

WL PIELTF L BERRT

55 BIERN V5. ALHTIER] v, SRR 2

[V o RS FRBEE (LAMDIZ 31T A ffE N A A
~—J1— DB ¥ Vascular endothelial growth
factor(VEGF)-D % H.(xZ ]

T BHIT

Fx I NET LAM OMfMENA A~—h—D
BRLEDTWD, SE. I E TORTICE
B L, VEGF-D O Krokt<3 28 Ak
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P R
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Lymphangiomatosis (LYMF; 1 4), Sjogren’s
syndrome (SjS) (5 4 ), Lymphoproliferative
disorders (LPD; 13 4), Idiopathic pulmonary
fibrosis (IPF; 10 4 ), Chronic obstructive
pulmonary disease (16 4 ), Pulmonary
Langerhans cell histiocytosis (LCH; 8 4),
Lung
(LC+IP10 4),

MmiE$ VEGF-D %ZH.c &G~ —0 2 H
EL., BKT—% &L OHBE%E LAM OB
THRFRME, BREZRE LT,

cancer+interstitial pneumonia
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% VEGF-D #E13 LAM CLuB i R
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LO+HP| x =& e
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K 1 BFEEBICNT B MiE VEGEF-D B E

Mm% VEGF-D JBE 345, BUERE & R8I <,
FEFMEREAE LAM TN LAMIZ AR TH
%R U7 (p<0.05), F 7= FLEEMI KA OHE Cik
EE %R L7 (p<0.05), [RMEDOH &, ME/H
FRRFIES A B CITABEEITEN o7z, AT
VBB TCIIEBREEERD RT3, T 3=
AV ERFTCIEEERIET L, LAM &%
(50 44) OHTILIME VEGF-D JRE LMtk
DOHFT%DLeo. 5DLeo/VA & ENLAHE 2R D7
(& % Rho=-0.33, p=0.04, Rho=-0.35, p=0.03),
¥ 7-MjE VEGF-D i+ CRP, LDH, surfactant
protein(SP)-D & L HERMELE D (4
Rhu=0.31, p=0.04,RHu=0.40,  p=0.006,
Rho=0.46, p=0.005), ROC 1 — 7 OfiEfr TIX
VEGF-D=800pg/ml THE 0.68, fFEE 1.00
Thotz (K2),
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Med 358:199, 2008
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KenfEF, BOREE], MEEd, ZiLSEd

X C®IT

y oo kR T OB OB OE
(Lymphangioleiomyomatosis; LAM){Z, #&&itE
i 4L JiE (Tuberous sclerosis complex; TSC) D
30%IZFAET 5728, TSCAHFLAM (TSC-LAM)
i LAM 20D 16%RE T, £hlAMIMsEHE
LAM (sporadic LAM; S-LAM)Tdh 5. F7z,
TSC-LAM D#) 93% & S-LAM @ 30~50%IZ&
% % fe il (Renal angiomyolipoma; R-AML)
ZafFd o L.
ASEZEF L, 197755 2008 £ E TICETE
ERRFEMERENEHIABRRE D H 2 LAM13
D5 b, R-AML & 6f L7z 7 BlZ OV T ORRR
BRI 2T 72D T, HETOXENEZELELED
WET 5.

MR LTk
LAM L @2Mrahic 13 #ld 5%, R-AML %

GPFLEETHERSREL, VLERARIT 4T
WCHRET L7c. LAM O2Z8n3, B4 S EE SisE
BB TR SR R A2 BT 5 A A SeEE
IZ &5 LAM ZBiEHE(2005 F)I LY 2, R
DRG] - MR SIEREES - BRI
EREEFOWT AN HGELE.

LAM 13 fIlOZWrikrEEI Ly 38.6 #%(29-58
%) T, 7B TR-AML % & 6f L T\ 7= (Table 1).
WM L0, 2 BIGER] 11, 13) k2 e
E£6l, 5FICER 2, 4, 7, 8, NIEEKZHNTITHe
EFNTEEY L. TSC A4 13 Filth 4 FilT
O, 0T b R-AML #60F L T iz, S-LAM
9 Ci 3 iz R-AML % &6F L Tv /=, R-AML
& 0f LAM 13 LAM ZBFEES T 40.7 &%
(29-58 B%) T, TSC-LAM 4 #25F# 31.7 5%,
S-LAM 3 A 52.7 % Toh - 7= (Table 2).

Clinical characteristics of 13 LAM cases

Case . Ageof Agg of . = -
" diagnosisas  initial Tiitial symtoms ~ Pnenmothorax R-AML™ TSC™
No. Fail )

LAM svimtoms
1 42 39 Hemosputum + - -
2 32 27 Chest pain + Bilateral +
3 46 40 Dyspnea on exertion -
4 58 50 Dyspnea on exertion + Left
3 38 37 Back pain +
6 33 32 Cough and sputum -
7 42 41 Dyspnea on exertion Bilateral -
8 34 32 Dyspnea on exertion + Bilateral +
9 29 29 Cough and fever Bilateral +
10 29 29 Cough and fever
11 58 30 Pneumothorax + Left
12 29 27 Cough and lumbago - -
13 32 31 Abdominal distention + Bilateral +

*1 LAM; Lymphangioleiomyomatosis, *2 R-AML; renal angiomyolipoma, *3 TSC,

Tuberous sclerosis complex

Table 1. Thirteen cases of LAM admitted to our hospital
13 cases of LAM admitted in our hospital from 1977 to 2008.
Four cases were with TSC and 7 cases had R-AML.
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RO% R & K B ¥ 5 W OE MR E

Clnical course of 7 LAM cases complicated by renal angiomyolipomas

‘N“;e d;‘;f:fh TSC! R-AML™ Size of R-AML Rﬁ“i\“}\';;‘\‘f Tnfervention Hi‘;;;‘c

2 32 +  Bilateral Left 3—dcRight 0. Scm (2 yearstater} Left nephrectomy -

4 58 - Left, Left 7 X 4om +

7 42 Bitateral Left 0.5, Land Jem: Right Lan - +

3 ER Bilateral bilateral multiple 1-3cm nodules Right Arterial embolization

@ 9 Bilateral Left 8am: Right 16cm Bilateral  Rilateral nephrectomy

11 S8 - Left Left 3cm{autopsy) Left Left nephrectomy

13 32 +  Bilateral Left 36em: Right 22cm Bilateral  Bilateral nepluectomy +

*1 TSC Tuberous sclerosis complex, #2 R-AML. renal angiomyolipoma

Table 2. Clnical course of 7 LAM cases complicated by renal angiomyolipomas
Seven cases of LAM had R-AMLs. Five cases had bilateral R-AMLs and 2
cases had been performed bilateral nephrectomy.

R-AML % 7 #5(TSC-LAM 4 5] «+ S-LAM 3 #1)
1 S-LAM 2 fl & Br & WP b mEZ o 72 &
WENT 7 D 4 FICcERY, 3415 TSC-LAM T
bofo. RFITBENRERNA 1 6], BRI

4 FICHEIT &, 5 MR A R R A
2% 4 U 7= 2 B CHEAT S 7z R-AML O #RHFRY
ZAIE, FEF 2 T R-AML 25 2 @@?‘Xiﬂf“ 3cm
e dem FHEIK L, F-FOBRIC 2 FRNTITER
Wil RAAML bR I, HAML
X 13 Bl 4 FCABEL, Wb R-AML b &
L=, 4 ik 3 fIA S-LAM, 1 fI
TSC-LAM 7Z-o7=. FIFAERE LTI, 5 Hil
IR SRR (55 VERE IR R 8 3 5], &M 2 DT
# - 7= (Table 8). RAML {2 £ 5 & b B5EIK
1 5 TR, WIRERE 2o b OIIE
Fl13 D 1HDOHTH-T

Symptoms of R-AMLs

Cave  Ageof

No  dignosis Initial symptoms Svmptoms of R-AMLs™
2 32 Chest pain Abdominal pain
4 38 Dyspnea on exertion Abdominal pain
7 42 Dyspnea on exertion
8 34 Dyspnea on exertion Abdominal pain and lumbago
9 29 C'ough and fever Appetite loss and nausea
{1 58 Pueumothorax(details unknown) -
13 32 Abdominal distention Abdommal distention

#] R-AML. renal angiomyolipoma

Table 8. Symptoms of renal angiomyolipomas
We showed symptom of the first and R-AMLs.
The first symptoms of 6 cases were concerned
about respiration. Symptoms .of R-AMLs
preceded in only case no.13.

5
LEEE BT, LAM 2888 5 R-AML 2o\
T, BEER, BERBLIOERICET 5%
%17 -7-. R-AML % TSC-LAM D% 93% &
S-LAM @ 30~50%IZ&0FT 2 Ve shTWD
2, YRz 5 LAM 13610 5 TSC-LAM 4
154151 (100%) 36 & Ut S-LAM 9 i+ 3 51(33.3%)
T R-AML #A&#fL Tz, BEERTIE
R-AML 2 L5 LB biERE 5 fHIT mu&bt
n3, RAML@V%%@%&&ok%®i1%
DHTHY, LAM OEERBEE 25 L TEHER
mfhé&%KEﬂt %%2m4$_$%
ARFFRPEAR L & 72 v iThivl LAM IZBd 5
SEEFFECBVWT 173 HOBET — & BE
BINTEY, FRICL D EUIRERIT 94%5
WO 25 BEE (5 1R B B0 36%, KU 43%, M
HMAEFEY 1%, TOMOFRIIER 4%)TH
v, FERER LIS OEER(Y o REERIC K D EE
v, 8, AIEHM, R-AMLIZ X 5 IEEER
MR, KRN 6%DHERE SN TND
B, Fi, ZhETIZEANTLAM & R-AML
OEBHT 12 FlEE S TR Y +?, R-AML OfE
o BENEIT LD 2 HORT, 10 #ilik
I SR AN SE1T L TV 72, R-AML 13 £ < 08
BITEIEIRTH Y, Bl I MNE R O BHE,
MR, BHREEERSZELIDHDEEZDL

n5. £72, R-AML I 5 s mite <, 2 6l
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FEETH v, 2 FIChERMESETS v
7=.  S-LAM T HIE, NEITHETHS Z
L% <, —7F T TSC-LAM T TL v
KRG, FRlg-ClRE e P b e v TEREL,
Hil LT WEA R H HD, YR TRERLE 7
FNZ BT b, TSC-LAMA 13 3 & mifaliE:
T, B A4 Uz 4 9 3 66 TSC-LAM T
BHoto. R-AML DRGER#®E & LT, TSC Tik
R-AML 1 34E# 1 FELNICHE LAY, 10 BRI
#%T AML & LTHERSND L9112y, FF
Wz #EITTHb0EEZLNTNHD 9, 4
EOBETH, REAMICE R-AML OB KA
R, I OICHPNIFED Lo E R-AML
DB CHE LTZEFAZROTEY, HICHE

HCII LB ERRAES CT T AML 2389072
S THEHNRERNEETHY, TSC L2H
ENEHEIT 5 RN E CIBERRET
AML OFEZ R L, AML 2207848135
{4 1 [\, AML 2372< T 23 FEICITBE R
A CRBEERT A EBHRENA TS 9.

FRIENTZEAIIE, AR 21TV,

HEFF M ENTE AN EDEM LRD DT b,
R-AML O BHIZMNEE TH L EE 2 L.
R-AML Di&EICOWTIE, @E, BERERN
RIEBL M, BENH R M Thbh A, Zh
b EIT R EE R AT, BRI T S h
HU. HERGICIIEEIRERN S 1 F], BRI
S 4 BICHERT S Av, D B IR H b Rl R R A
WEEUE 2B THEITSH T, BENSD
HIf ORI KRB TR Z VI R W=D,
EHR 2 BE R RA L CT B TH A X2 4cm
B THAEIE, BRERFTA2LEND D
Lo BEbhb.

pe

R-AML 7 LAM O FJZER & 72 AIEFNIIFH TH
A5, LAM OEREZREICE VT R-AML (3%
THERFEETHY, LAM OFHIZBWT

TR 21 FEMAREE N, BFEH#

IR EDH 72 53, R-AML OB, EH
F) 72 G EHERS L OB G RIC L - T, B
T 2 B ORFREDEE L, BHEEEREFELZIIND 2 L
WEHETHDLLEZ DN,

2% 3CHk

1) McCormack FX.
Lymphangioleiomyomatosis, A
Update. Chest 2008; 133: 507-516.

2) MREHZEIC, ACRFER, WEILFAH, . U3
Wk & #5 BE £ lymphangioleiomyomatosis
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425-4217.
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presenting features and prognostic factors.
Respirology 12: 523-530, 2007.

4) FFEPES, AR ER, RAE, fh. OVFE AR
FRNEME M R 5 MERE L & OF U 7= B i AR A
WilED 1 1. WwR#REL 2007; 20: 817-819.

b) FEML, AMEE—, REWER, i U 3R
EEEICEH LB EHIEE. RK
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VNEBIBEIC A M LI E RS WE AR
WilED—#l. BIsPREFEE 2007; 98: 718-717.

7) Miyake M, Tateishi U, Maeda T, et al.
Pulmonary lymphangioleiomyomatosis in
a male patient with tuberous sclerosis
complex. Radiat Med 2005; 23: 525-7.
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al. Renal manifestations of tuberous

sclerosis complex: Incidence, prognosis,

— 303 —



and predictive factors. Kidney Int 2006;
70: 1777-82.

— 304 —



ZERT CT TV EFT T 7 4 & T B IR M & L EE O R Et

HRFSIERRFENBEE HE . FAEEZHBRRERES?
VEM R L2 hATEZZ . HJIDHERI L KRR 5!

LB

BIEGS CIEEmBICMRE a7 2 &35 b
nTna, BEECRASMREG MR CITaHT
% Jifi s M SRV X T ORER F & L GEERFIC
EHSNTVWD, ZOFRICITLE 2 —RER
CRRAE D AR U CHE SR AR R O F AR M
MELTWDZ & &, FRIZBR S 7o s i
JERBERER S VAR E T T Z BTN D,
CT WMEHF LWERL O R HZFICIE <
AENTW22, FEREREE T b MARZERIEIC
T 5EY CT Wi E & i e RED
FMAEELND LIl ->TEFz V2, 4,
MDCT (multi-detector-row CT) % W 7z =&
7w CT 7 v %% 7 7 7 4 (3DCT
angiography : CTA) 33 X UK fEI O M E
% (perfusion CT) & & ¥ BIFEURMEMZEBOTFH
fEOFMAE BRYE L,

PoE Payrpe

BB A O IBIARMES = fLEAE 7 B, KER
SOEGERE (SEEARYE) 2 B, PRI M ESE 3
i, A AR PR o M TE 7 2 S &

L C 64 5| MDCT % FV 7= it i & < ELAfERE L7z,

fi g BN 2V T 19 B 12 Bl LA T —T
JVTRE LTs, KREMRKEFERRED 5B 1 6138
EofimELRE (AP(TR)=38mmHg) #2 L T
Wiz, E7o. MidiE 2SO L2V BB
DOFTRZ % LT,

MR

FEGIRRFTORE R, LT O L5 REtABRE LT,
CTA : OFTB)IRFARES D IR D Bk 7 glze |
@A & D, AE, BERE, QFRMHE
O & Y
perfusion CT : Ol - BRAE(LET 5 DIEIRIK
T, @QMieEREIZRT 2R KE, OBED
MEMEZE O TOEMKT, OREEMEN R
22 LWL TOREL
RERHER] : 56 Atk

i i ESE (CEHMEIARE 26mmHg) %4 5
gV v ~F & e HREIED overlap JEERE
FEF, £ TREIXTITRMITEEMER & /A
HIL-> CTW=nd, CTA Tidk FEEI O 2k
R E TERMEORBLAR D bR
(B2 R=HD),

BB A1 R BIIR AT R RE D A BHI T E ST
B, B L LT R O RS D RE Y
BRI, 7RSI & AR L 25 O
RIZOWTbEELET 5 b0 L Bbhi, &
12 CT(RA F) The, AORZE D F L 73
VIRASEIS T, VBRI RS BT, B
HEALITIE O 5305 D3V IR CTE L % P o 72
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v INSIP FEB O ¥ERE CT 18 CIX I B I3
HHENT, ZOHBGITRERIES EBRKE L L
i MLE % 23 5 ARFIOFIEE R LT 5 AlRE
PEDSRIR X ATz,

B

BURRICA O 2 TR R EE O F & L TOM
EMERGS « FEAEEICR R T 2 mEE OB,
QK E Ik o mfe EiE, @mER (K
R PRI O FHEIARA . RIS OB &, F
MmER), QMEEHERENEZONDN, Z
NoDEERFEIX, MDCTIZL D CT 7 ¥
FITT7 4 BLOEREBRICKVFMAIREEE
bbb, SHREFMEECL T, FICEEER
L ERBEGETRIZ DWW TR 2 ED 2, =
NOOREITEEOBRICEW CEZENICHM
ThdHEEZDLND,

=1

FE RS e i s I R JEE W 3 0 B it I A R A 1
MDCT 2 &% CT 7 o X477 7 1 B8 LOVER
EZ X VEHMEFTRECH Y . EFIDERICLY
BRMEZHITEDLEZDNT,

BE TR

1) Easley RB, Fuld MK, Fernandez-
Bustamante A, Hoffman EA, Simon BA.
Mechanism of hypoxemia in acute lung injury
evaluated by multidetector-row CT. Acad
Radiol 2006;13:916-21.

2) Remy-Jardin M, Remy J. Vascular disease
in chronic obstructive pulmonary disease.

Proc Am Thorac Soc 2008;5:891-9.
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Y 38 A it BBl A2 ik v M 2 V2 BR 9 B A 5

[ LR R PR AR A AR TRRGHH
HEFHIE, AR =, PR30 OGN 1S

XTI

5 % M I B IR 7 1 SE APARDIC 3 37 5 = R
0 A7 ) —/VOEREA &L 256~40ng/kg/min
EEINTVEREBARIIRIETIHATH D, £
T, BBREBRTa RT ) — ) IPAH BF
OMATENRBIZ RAE T B L | Mo T R h—
VAN RIETRBIZ OV TRE LTz,

PIE alihi

16 A0 IPAH &% (Kt 114, BiEs 4, F
B R7 v 25 ) —/L 100.7+35.4 ng/kg/min)
BT, mATEEE A O T —T A TEHME L,
ISR RE D1 LA 70> & 43 BlE U 7 il ke 2 A W
TUNEL assay #FAW\WTT A b—RICKITT
B AR LT-, & 5IZ, in vitro T IPAH B3
DB OV EIAR IS AR DR R 2 AV,
TR AT ) —NDT R b=V R RIETE
# % TUNEL, caspase3,7 assay & FVTHRET
L & BT survivin DRBE RS LT,

RER

TR B AT ) —NVRERNZ A S HEIR
FE1E-26%. FEIRILE HEHI3-66% & FEH i
ZROT, & TIE, TR b=V Rt S
BRET R o RT ) — LG 3l IPAH &
FZ% < B, in vitro O FEIREIE AR O5S
ERA T BEBTRT AT ) — BT,
TUNEL [BiEfAR, &AL caspase-3,7 #Mifd%
EVEBD, EHIKRKT B AT ) —Id
survivin ORI 2 L Tz,

EZR

sk, =R AT ) —VIREHEIL PGI2 ©
EH#ER TH 2 MEYLRIER & i/ MREEEHNH]
EHDE 2 5T d, SEORFHIE Y,

BRI A A B TIIMBIAREIERE O 7 R b —

U ABHENME D negative remodeling % 5| &

oL, MBAREETICR MV TS Z

VTR ENT,

i

BMABRTRT AT ) — VI EIREVE AR

DT R b=V AEFHEL, s ESEICEE

LTWAZ ERRBINT,

HRE

AW OB R O—ERIT, B4 T BEEEMER R

(RN 2 B 2 SRA AT IE) OB 25T 7,

BE R

1. Ogawa, A., Nakamura, K., Matsubara, H.,
Fujio, H., Ikeda, T., Kobayashi, K,
Miyazaki, 1., Asanuma, M., Miyaji, K,
Miura, D., Kusano, K. F., Date, H., and
Ohe, T.: inhibits

proliferation of cultured pulmonary artery

Prednisolone

smooth muscle cells of patients with
arterial
112 (12),

idiopathic pulmonary

hypertension. Circulation,
1806-12, 2005

2. lIkeda T, Nakamura K, Akagi S, Kusano
KF, Matsubara H, Fujio H, Ogawa A,
Miura A, Miura D, Oto T, Yamanaka R,
Otsuka F, Date H, Ohe T, Ito H. Inhibitory
Effects of Simvastatin on Platelet-derived
Growth Factor Signaling in Pulmonary
Artery Smooth Muscle Cells from Patients
with Idiopathic
Hypertension.  Cardiovasc Pharmacol.
2009

Pulmonary Arterial
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JRFE MR L EAE O FRFAE (RIS THITBE ¥ 5 EFH %)

H

XL ®HIZ

B3k, FEMMEMERE (primary pulmonary
hypertension : PPH ) I3 TFHRARR TR
BIEDRWFRDEBA L L TaLNTE T, BIE,
PPH IZB L Ta b TV HEZERIE NIH i<
X 0T kE PPH OBEIER % i Lz
EERNE T ZOTRIT L LTI 2.8,
1EETFRDN 68%., 3 FAEFRD 48%, b F4E
FERN 34% THDH. L L PPH OARFIZIIT
LA RS I O REORKER
RLERR, LR WCER, AEEOFIE,

BAKM 2 FHROBRE, FHBIE TR & O
RIERR S LT, FaEEREREINATY
4 EITEVEER,

BT 15 4/ ¢ PPH 12 %09 2 WRHBOTR IR IR
BEAICHE L, BCK Tk 1995 Ficidrn 2 ¥
A7 U R (RRAERE =R T e 2T
J =), 2001 ElZiz=r P UK (RE
BRI : RV &), 2006 FITIE—ERILE
TR (RFEARIEE . VAT T 40) &%
NENEFRBFORZ: D 3 REOIBEEDRIK
JERDNBME S, ERE IR IEO MM T BN
REBREEONR L, I RTnRT ) —
NEREUE AT L T THREEBDRIRE
T3, LALINADLORKEREEAIZLD
PPH FI&EOTHN EORENREFEL TWD D
WZDOWTEHFH LN SN TR,

LLEORRBEICB L, SEE A IFBECAR ST
WA AOBERE, PPH BT 5 ERARGRAE

ANEOEFHEE% AT PPH OEHIFIEEE.
HTEH, NOLORER(LEHET 2%
BIRolOTHRET S,

XL Kk

SEEBR#A & v F — DB E R, AR

SEN='8

NFEINTWD PPH BERMAEREAZEOEEHE
R LD REEFBOFRMEB L RO, AIRERK
CAERIEFISE B L, DWW T ADEEE
HEtOERFHHFER LY PPH LEE LT
5% 1990 LA OFNC DWW I EBR KRB HE 9
W (ICD9) %, 1990 FLABEDHNZSWTILE
PR BB HE 10 il (ICD10) Z WV THiH L, 3
TREFSAEBEH T & & bR, FEhoOmHr
%%At@ngfi%ﬁﬁwé I EE 415-417

ZEDYTHNRTRY ZDON 416 MMM L
F% . BRI 416.0 25 PPH (235495, 7=
mDmriMﬁFF$i%ﬁm6m8 I
THNTEY FON 127 MBI OREZ
$:12 127.0 28 PPHICE% 4T 5, itl%ﬁﬁ#
B YETLHEEORADE RS, BALAD
U ORECERLEDLETEH LK,

R

PRAAAME AN ZEOEFHE R TIL, 1995 £ H B
Ih S MUFHE DB EEE 83 5l TdH o 7228 2007 4F
BERET 1023 1T, 12 FERNCEFEL 100 F7
OEMLTWAZ ERRENTE, —FH, AA#
REREET OFERFEET Tld. 1980 FERiik IZETIFIA
7 PPH & 2l S iz B O 80, SR C B
D39 40 B, ZotEA 50 I, A 100 FAHY
B 0.7 A, LR 0.9 ATHoTz, Ll
Lit% PPH 12 L A58 CREAIEUIIRFRIHEM L,
2005 4ERTHIZIT B MR 130 i, DT 210
B¢, AR 100 F A% 0 Bk 2.0 A, &tk
932 Aotz Z EBRHLMNTR-TZ, EL
PH{%tm’owfwﬁtﬁ$%®%%%%
BARINTRELT, ZOEBIIALNICTE
7200 fe, PPH OFRIHEEFHRBIEE L Gl
DWES) ERRERAZICL 2FEROBE
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s LR EROMERET S Z LN
BEThD, £ CHEAERES ZSHT
% & 2005 4ERT# o PPH #3838 E H E0349 400
B & HEE ST,

ER
LRTXIRREREE CTFHIBO TRROER L SN
T &7 PPH IZEA L Cid, ol O VR IR D B
FHINTFER. —EOHFE TIRIENTRES 2>
T& o, E79 Tl 2 OERIED PPH (2%
B EHNEF N RIZHOW TR IR RN IThI,
BB EOFMNEA TS, EERDOIRR
EERWEFRAREE LT TS, UL,
INHDOBRENERE LT PPH OF#% &2 ikE
L TWDDPENPTOWTIIREZRIAD HN %
W, & ZCHREL BEAFARREFHERE
725 PPH OFHHRIERE - 58 H B OHEZ AN
%. WRHARBIBEORTER OB LY, 1A
PRI CASEIZ T 58 AMORET 1T 72,
FEEL. BRI I X B AE S OB I
FRFFRYIZIEIN L TR Y (ARIZH T 5 PPH OF
FRRITWIML T D Z EBRENTE, ZHEN
BHAGTAIRIC L 0 AETEFI BN L, = Ofs BB
HABEML TWD EMRTHZEBARETH-
Too LU ARBEEHE OBEFE 2 61, K
FEF OFETERITE A ML, I8 TIESE 300
BRI O THOFEDHIR SN, ERNE
RITERN AL LTz 2000 LRI W THIE
CREAE OB TR ST, o LARMEFIT
IEEIMEMNIZ & o 7=, ARIEIREIE DB A K
D BETIE G OO BN EIRE S To A3 AFEEHRE
EBIEARRE O R 2R T2 2 L 1IR
#ChoTe, TERTHOBEM, FEME ML
JEREIC 3 HERfE & 2Wrseom Fic X v | PPH
LRI FINEM L= R —KTH B F]
REELEZ O, ARIOFHE LIX, #EIH
% T RE BE T 400 FIRRE CHER L,
KEREENI D070, o, ZOHBRBER

FhE 21 EEPIREMEE

FEIIWEBZONTWELEY L2, AEH
DEEH 1R T E TORWATREN: 2R3
6D TH o, KFIZH T 5 PPH OEFRE
HRMITELEELZREB L, £ % OJAHPH 2R
VETHD EEBLZINT,
IT4E PPH O ITBE S, & TR B SN £ 72
LR m ILESRE (PAH) & & 5W41E
A&i7=, PAH X PPH {2z . BERIZEBE
95 Jifi i MFAES° Eisenmenger SEBERER & &
JE G 7 il e fLE & 180 T 5 R B CED
b PPH L0 20, BEARFHARE AZEIZ L2848k
I I, Ak PPH OA LR85 & LTWAHR, miid
PPH &|3#72% PAH ffl% PPH & U TEELL
TWAHBINFET 2 Z EAEH s T D, K
ERE, PR RO EEIZ L BERRAEBAZ
® PPH OEFDUET 4L, DT PAH 12k
HEEFRAEBAENED b, REAZEIZHR
o CTIEREIZIEFI BB T O, 5% E
T L0 IEMRMELEEZ 24 DREFREOES
TAENFRE L 70D Z ERHIRFE LD,

A
PPH OERHIREG (Brizzlrfl) 1349 400
W&W&ﬁméhﬁmitﬁEPﬂﬂciékﬁ
LW S TERNIEIERICH D . BT
ﬁ%ﬂmH%tm 1349 300 i ¢dH B, PPH IZxt
T HARIEEIEN N E CHEARG SR
1999 FELB L AEIC L AETHITES L TE
59, BTG HIXTREEIC L 2RIk
RTE TV, HUEHEITFM 100 FlEgm
L. BWRRIIEMLTWAS,

BE R

Lilienfeld DE, Rubin LJ. Mortality from
primary pulmonary hypertension in the
United States, 1979-1996. Chest.
2000 ;117 :796-800.
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EAFmE LT RHe BEAMRERRMREE
R OR & KB YT 5 W ENRHE

Hyduk A, Croft JB, Ayala C, et al. Pulmonary
hypertension surveillance--United States,
1980-2002.MMWR Surveill Summ.
2005 ;54 :1-28.
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18 14 i e FE AR M i G ML FERE V2 35 T % A M 2R A DB R FEIZ D T

THER SR 2 [ 22T ST N e P &5 o0 AR ARl 122 1
WMSATBOEN  ESLRBESE T RER & 7 —2

SRS 1 SRR L REATEE] L BGRER L ZHMAE L RS 1

X CHIT

& i 42 2 42 M & M E JSE ( Chronic
Thromboembolic Pulmonary Hypertension :
CTEPH) 1, —MICTRMEIRMARIE IR L7
JWENRERIENOA T D L END V2, LaL,
ZFORREIIRE M DOHL CHHTE ZITIH
FZR b DTS, HEEFREICERL, &8
b te MR SN AFERICE L IR TH 5,
CTEPH % &{o1BMEfs M EREIZ IV T, HETH
NECBAZE L 7oL, gz oL L
T AR SRR DI 2 4 5 fAa s SRk S
h, LIRS EMIa~Do iz A L
TWD LDW|ENRDHDH Y, &biziliF, CTEPH
\ZRBIT D EA AR NI AR HESF RN & £ 1
TWAZ EnmRaEnz Y,

— REFEICR 25 CTEPH Oz E{bmiemizix
EFICEWEBM A FESMRNTFEEL, Zhbd
DHEBEFEICIETI L, S b kR S h
HABBOFIEICE G LT DO TRV
WO RBUCE S E RN 21T o T,

HEY

CTEPH B#EoZE{binte X v f#fn% 58 L.
S ORISR L O ERE~O 5
WO ERETT 5,

Xt & Hik

2006 45 4 H /5 2008 4 10 A & Tl ifie iR
BRI 2 54T S 7z 10 flo CTEPH &% (55 4
A:%&6 AN) ExgL Lz, Zhb CTEPH &

FowElue X lnzsRBEE L, £ OM
JRER BB E R EY% A, BrdU proliferation
assay. Colony forming assay. Invasion assay.

Serum independent assay {Z TR L 7=,

Ee S
1) HERARAD
CTEPH 83 Ok 513 2 FIEOHIRE S 77 B
Sh, ENONHNEEMAE (endothelial-like
cells: EL) | fi#HE2ERAAE (myofibroblast-like
cells : MFL) Th 5 Z L 2R LT,
TEREFEAIC AT E 13 BA R OB % 729 M O#
Ja T, BFEITHAOERZ b O OMIaT
Holz,
% M Bo%x
anti-vonWillebrand factor (Factor V), anti- «
-SM-actin (o SMANZ THEYE LTz, EL XM
R~ —H—Th?d vimentin &NEMIAHE
< —H—"Toh D Factor IIZFEMEE AL, FHM
Ja%~v—Xh—TH5 desmin, o SMA [Tiizfa
MERL7Z, —F. MFL % Factor VI, desmin
ettt T v, vimentin, o« SMA IZEMEA R LT,
2) BrdU proliferation assay
KRR OHEFEAE % BrdU proliferation assay (2
THEME L 7,
pulmonary microvascular endothelial cells
(HPMVEC), normal human lung fibroblasts
(NHLF), F1if#83H o 8Lk o B & fidh
MRS HBERELREZANKZEMKR
(endothelial-like cells from the neighbor

desmin, vimentin,

o b ma — {2 Human
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