89 2 /\RE FAIELE

1. =
1) 1 \JRE AR BESE (lymphangioleiomyomatosis : LAM) (&, T8 fhtk D IEH MR (LAM HlAZ) A 1EFEL | A
[CZRUEBRZERTS. BRETENDOEEHDEREMEETHD, HEEIMEEILAE (TSC) [THE->TH
495 TSC-LAM &, B TRET HIMFE M LAM LIZHfESNh S, TELTIHIRATEEFEE D MEIZHEL.
EATICHESTHERIERE S, iz, mER. FLUKKGEE DFEKRCENHEL, BARKWERET S
ENZW, BIRGEICMEFHIEMMEEZEHTEIENH D, MBENEITT HEFREEELNET LIFRF
LEETHN, EITORIIEHCLICZHRTH D,

2. &HA

MMFEE LAM, TSC-LAM &11Z TSC DIREEEFELTRIESNT: TSCEIGTFDEENFRKEICEAEL
TW%,TSC [F2HDEFICEADBREZMK T HIEGHERETHY . RRELRFELLT 7507 &
TSC2HEESINTINS, TSCEGFEREICKIYMEEMRL - LAMMIEE., MEREFENICITEEERSD
BROEBMELRIGOLDS) D /NEOMICERZL, MICETFAN. FEREOREERET 5, F1=.
LAM #BAIX 2/ NE N R MREERF THhd VEGF-C B LU VEGF-D Z38<3IHL., LAM HFZERIZIE,
EEGIUNETFELZHS>THEY. LAMBREDEROERIC U ANETFENTDHEEZIESTLSATRE
HENEZLNTIND,

3. fEIK
FISHTIRTTREF RO L MICHREL, FTHREFHIL 30 BETETHIN. FRRICZHINDIILL
Hd. BETIE. MHEE LAM [FBHTENTH D, MR EDETITHEVFIERTFRRENHIRT 5L
[TV, RIFBARTMEZBEL T, ZHINDIEENZVIE, . BEROFEWHRZ TOREEZLL
TREINDGEELNH D, ZTOMDERELTRH, M. WHIEHEE DIFIRIFAERA. FLUHK R EEEK.
TEOUL/GRIE. IEEEE (U IREFE) . BMERBIEICHESER (R, MR, BliE) %R
HBIGEELHD.

4. jaEik

FEMHBRAEELROIEFATEIREXLERENERREZICEATHY. FARFOELLIERIZE
WMHBOINIFALTERET S, MEDRELETICEZERILELOBENHAISN D=8, RILEVE
ENEEINTELA. RICEALT—EDRBIIBONTLVEN, EE. D FIZHABRED—ETHY
mTOR [HEZETHALHL O LADAMENHRESN , KFITHLVT 2014 F7HIZERERZ SN, >0V
LRIE. fitEREDETEZLET 5. LUK OEKERDESE L. BMEGEREZRE NS5, FOHE
HIRESN TS,

LAM TIISWDOBERNZLAHoNS5T=0 . BHICHIERGE T ORI EREZTUV. BRIFEREZEC
BLENHD,

1/5



R E DHEITIC R YRR RS E S TSEGI TR NEYT—Lar EBERBIEA COPD 2 E Dtk
BERBRIRET SN D REIFIRA £ L THBBBLERS L35, BAEMIC LAM BB RELFLHEN
Mo TS,

., SER, HEIFXBEICL-TEELRETH LN WK BL T HAIBEEAH D BT LIERLE
BAGVA, IR, HEDN LAM DRE~NRIFTHEEERBLEREICEZDIDLELNHSD,

5. %t
BERZBIEIZHTHY . BHEICEFTLERALICELZFEFBRLEMNLOINIE., EABETLETIE

HRTRIMICHI-YEREREN RIFICIRI-NAIEFIDH D, LHL. LAM DIEEDLLDEIENREL
=#ZBZERYT OMEBHALMZEESTLVELY,

TR 15418 FEICRBTITON-2EREDHER. 10 FFRIEFEIL 85% THo1=n. EHAE
THYSEIETH A, KE LAM Foundation [CLEHEEREE 410 EHIMNCDFRITOBR. 10 FAFE (B
HEZEL) [ 86% L RESNT LV,

O EHDHEITHELSHE
1. BER (T 26 FEERSBRETREER
689 A
2. RIFEDOHHE
THENEREGEFARESA TSN, RRETORFERIBALATIEEL, )
3. MEMIARS
2Oy LRBEHESA TS,
4. REIDESE
WE
HY
6. BEENE
ARMICLAEEESBEL. EEE I LU LERRET .

O 1AM
MFRAF 2RI HHER
MARKRE FTEXRFRZEREFHAER TREARE HiR EZE—

2/5



<EEE%E>
Definite (2 BTHESEHI) . Probable (F2BRIZIXHEZER) . BRRZEBILTNETRET D,

1) 27\ E fH BESE (Lymphangioleiomyomatosis : LAM) [&. ;& FHFRHAE (LAM$BERE) A3, fREH!) >/ \E]
(FiiPg - kb RARARRE ., BRRIELGE) CIEBLTREEZHABL. RERNICUUN\EHEZEIEETH L. B
LA FEROZMEICRAEL. FEREUN. [, MRGEFZEICEMINS, REDZEIZIE.
LAMIZ— 39 SIECTRR R A HY . DD ERIMEFMER B LRI T HIENRAETHY . AJRETHNILHRE
FHZEEITOIENHRIND,

1. £&IEAB
(1) ZRIER
LAMIZ—EY HRIERCTRTR 2 A% Y . hDith D BRI M iR BE IR TE D,
(2)ZEOATI)— ZEIRRIZEYLITIZH$ET %,
(DDefinite : A 7A1E B + iR E 2 W kE R 2
(@Probable
@-1. {2 MG LIEIEE +IRE DM IXREREG] 2D
Q@-2. #ERaz R : w7A1E B + ZLEEMIEE K P ICLAMMIRE VS R 4—EVEBHBEHD
kR PR 2 W5l
@-1. WAEH +LAMZ R I 5D ERKFT R =
Q-2. HEBEEHDH

2. BRIFZE
LUTDEIGMICERERR T HEBERNT S,

-J35.7L7
-2 1ERAZE M i B (COPD)
“ U7 N A RBRBHRREREE (LCH)
D= UVERBRITHESIMRE
TEIAMR—L R (ERMEMREEZET H5E)
- 22 RS R M ER B 1 RS
-IN—hk+7RYY - T 2—~_ (Birt-Hogg-Dubé) fEIZF¥
<127 NER M 8 & MRl % (lymphocytic interstitial pneumonia: LIP)

=Light—chain deposition disease

3. IEEHR D T R &
ROV TNEXERET S,

BL. QEEKRZEBIDBEICH->TILERABTBAZD T AEERBITREZH CELUER, #5
R DRI, BERIRE CHRZELIILEMRKOCIERKDEHLEEDBELEDODNIEREZEET
52, MECTENR (B R fREECT) BIRHET 5L, SHIT, GEB) D (2) F =& (4) I2H=5HEIZIX. BME
FIEFIEDREBZHEDIE—, HAHWIIIRILLGLE U LE R (BB FREBDCTH S NMEIMRI) ZIER

3/5



ERICIA TRET D&

CEVLAMIZZ BMHEEBETH L=, MBEELMNREDNH D, iSNREDAHDLAMIE I TSN S RTEEME
FEETELVD, COLAMBRERETEFRERAT T AMREDFEZLEAEHET D,
CE2)LAMIZ—E$ 5ERCTRT R
ERAELEREZE T HER (Bmm~1cm XN LZ L) A, A, L~ THEIZ. UFAMEHDULIEEL
TEEIC, LB F(IC, EBMBFRICERHLND,
SN REECTIRS. (RTARE1~2mm) B HRIND,
CEI)REBFHIDMERE
LAM®D ERBERZ (X T B4R (LAMMIRR) DIBETH S, £FEL THETEICIEEY 5, mEARE
FIZLAMERZ NS BICZIE. COLAMMIRD FEEZEAT A ENBETH D, i (TR, MR, HKE
X -MERBBEGE) . Rl 2/ NH (BT - iR, REERE, RGO ICEITREZHAL. U/ EH
£S5,
(1) LAM#EREDFT R
(DHEZ®
LAMHERE D 45881 . ORI HhEER ~ 38 L Rk B 2 L. Q% (TEBM R ~ $hEERS T #/IMAIEO
~ 1@, %703 F IS M. QM E (X FRE XL FKOMRETRT,
Q@ EHRILFEAT R
LAM#RREIZ. 1 -/ 77 F > (a-smooth muscle actin: a-SMA) A . HiHMBASHIK (3% B B D #H
B ICEERIRICEE) IZBMHERL, ZIEMTAAY L 2Rk (estrogen receptor: ER) Hifk, i 7’04
ATAYZEK (progesterone receptor: PR) FUAIZIEHEZ R T . LAMMIREIL o2 TIZB LS

[FTIFALN,
(2) LAMBIR O IR I B DA 7 1) —
REDWER:
(D-DHERERFR) +1)-QD a-SMA(+) +HMB45 (+)
RIELWITFREE:
(1)-D(HEZBFFE) +1)-Q0 a-SMA (+)+HMB45 (=) 1D . ERMPROLT A1 D THISHE D15
A

GE4)LAMMIRE SR 4—(F. REZ—BOUUNEARMBETEHONL-LAMMIRAEIR TH S, o-SMA, HMB45,
ER. PR, D2-40 (% %\ \EVEGFR-3) [C k2R ELE THET 5,
(GEB) LAMZ RS HithDERKRAT R &E LTOEBZLD,
(1) FEEMEEILED & 6
IEETEREEAE DERIRZIT (. B AR ERIZRICKSEHHEILEDZMEERVABRAMNSAIV(BR
£55:118 (9).1667—1676, 2008) [Z#L S,
{BL. TEREREZEHI 1 DI5E TIXLAMDRIEZHT O 2N Zon TOELKIR TH ST . LAMZRR
SAUT-IE B CREETMEEILEDRRIKZSMEEL B/ ENRETH D,
BHE.LAMDELLGDZEDIBE L. HEMEILENELLIZEHDBED B MEMRBEI XY 5K
BAREEICE—EORBHLBONTLVEVD T, FENDBETHD,
(2)BEMERMIBIED & 6 (BB HTA)
(3) B FtRE CHEFELT-FLERRI/K WO FLERRE K D & 6+
(4) BRIRIR) N\ E OB /REDREX

475



<EREES

#>

EEESFEIULENRET D,

(EEESE] KEEE I~IVEL 1DUEOEBZ2ELIRLEVEEEZRAT S,

ZLUHgK -
. _ BmEL UK Y IR
DE IR e P e C Mok - o
REMiIE . #iE
Yo E
I
4em EKigm. h
= f‘*
o o sehes
orr=Pa0, | 80% = %FEV; , . WD NIRE
8 (£5mm LL wrrs
B)EBHEL e
3| g s T —
I 4em LLETH ngaiif I~
70Torr= 70% = ,= S ek -
il vy, | LEMROS [ BLENE g | wenT e
? ‘ MOSERE LR S | EERARIRR | L/ SARE S
<80Torr <80% DIEIGHERpE | MM UE)%ERR B HEEE
=oBmpE1 | OBV FIREIEE)
1 RE=E: =BG
AEAK ZER AR E B
60Torr =< 40% =< ERAE. | &Yarbo—
fEfE. mMRY | ILASEE
Pa0 %FEV
A e E) . HBWNE | (+ISREHIR
<70Torr <70% Bo5mm LED | B, 45EiEE,
HIREERD | FIRAFIEE)
%
v
FAREHRIC
KYEBE RS
o, 0,
Pa0,<60Torr %FEV:<40% (= % 52
%
S W R YE K OVERE FE 3 FE O i 2 31T D B

1.

B

WS EEIR

AR LOIRD.).

. IRREBRARTE I

> T,

e, JEROFREE S 1

BT D HEIEES

JEAR, BT RZEICEI L C.
OO DOEZHANTHEE L 2 2 (7272

P HE IR O BRE N 2 WIGAIE, W

DT ENREREDIZHONTIR, ERERORSEE T 5,

5/5

L. Y3R O RE 2 RTINS T > T,

FHIZOWTIE, WY EFHEEO T TIHEMNMTHOIL TV A IREE
ET 6 A M Che b EVIRREZ [ERINVHIKT¢ 5 Z & &7 5,

FEOBEIEENAFECT—EU LY LRWETH L0, EHRIER 2kt






