BR R

2024558575 (7TAS) 00193

g

REBIER &

alicERIMEEIZE U Tchi') VINIRE R RERE D 1651

Eoefr, RHES, BE
&t &SR, Y8

#, WHIRES, AilEd
IS, It w2, HHEAE

NAEERERETREAR (T448-8505 EFENARF{EHES-15)

3=

foo REXREREMRITI 2H2H

BERCTIC TR TEICZHT 5/\HEEZ R
ICESY, WP TEMEOVIRNZET, MY >/ \AREAEIE
ERMWTUTce FMRICAAVMZREL /e, EVNZ— )L CTHREREMZETE YOYLRX
RNIRZ R U T, BRFERORICTIC TER/IEEISHRERZRLTED, MY >/ \IRERE
EDRE RS NIc, BRARIOZR/IEIZZE U Y >/ \IREMEIEZ R U oo

LEFIF6 T, K. BZMMXIREETRZ,

Keywords : it > /\IREFHEERE, % %/\&EHET/lymphangioleiomyomatosis, multiple small

nodules

[=407.»]

iV > oS IRGE  iEYE (lymphangioleio-
myomatosis : LAM) 13 T HGET 3k
WIS RIRIETH 5, IGENMEY > SIREE i EhE

(sporadic LAM) & fEEfiERLIEAHED ) o8
IREWiELE (TSC-LAM) 12384, 2003~
20054 12T 7 LAMIZBH T 2 5273l Tl
173 DEFR IR ER S, 14561 (83.8%)
3sporadic LAM, 281 (16.2%) 23TSC-LAM
THY, HATOHWFIZ1.2~2.3A/1005 A
LHEE I TV Y,

LAMIC 8V} 2 B CTA RLIE, il 4 iie i
RIS 1R & 1 2 BRI eyl 2 5
LHNITH 2732, SlElEAL 3RO %%
/INK B % ZUIC LAM D RS2 28 - TREM 2 8
L7DTHET %,

3

B 6%, ik,

T2 - MBI XA

IEFIIEE - 5,

WLRIRE = 72 L

MHREE : AV EY F, ZE¥FRFy, FUT
VAN

BURIE © (@32 Il XA = 2 i S
n, WUPEEfANZS L7, BREAMCTRAE Tk
Filfirp N EEIC SR NG i 2 R T, Bl R
SUE R PR E T3 2 b2Wiic R 6 7,
v T Ao B o BB 22 A T L 7z

ABEREBYE © &E153cm, fAEH42kg, ki
B, {4#36.3°C, IfiH136/82mmHg, HRiH63/
gy, WRERIEIEA2I0]/5y, R AIENIR ISR AR
98% (ENX) o DLMEEZ L, WPREREZ
L, MRz L, RAEY v fifihae g,
HH & > 7 BT R ER D 3%

Jpn Open J Respir Med 2024 Vol. 8 No. 7 article No. e00193

https://kokyurinsho.com/lungdisease/e00193/
1/7


https://kokyurinsho.com/lungdisease/e00193/

122151517 S

2024558575 (7TAS) 00193

E1 #ZROMIMXRER
AR THBICSRT 2/ EHZRD 5.

ABERRAEDIT L © R Rl %2 R0
ot

BRI G EL © BsXHR 1 <A N BRI
%3 D/NE 2 R0 (B1) . FfHEMCT
B CHMTP N ISR 2 B 7o, Tl
fifilc %582 580, MO b KK
WiExz iR 7% (B2) ., PET-CTHE TIIAH T
TED/PMEENICIZEBTE2 RO o7 (B
3.

WSRO © JE9] & L C2o DRI &
L7 FIMDSER N 2D =70, fi
FEE X 0L FMERS, SRR 2% 2 7, RIC
WO E AMED L FIERBE 2 D 7= 70, it
U VoSIRE IS, JERPE SR SR, ) voS
BRVERTEMENTZ, Birt-Hogg-Dubé JiEfeht, fitio
VNN v AMINESAHARERSE, 7S uA F— A
SRR L 703, RESCEE MR AT L 2203
DWHCES hr o728, WERESIMVRHNHRE L

CHlPEEE A WS o VIR 2 fid T U 72, JRPESE
FRIFT L TR S S D FZ S P AR oD fi
HitEER 2R, S AR O T a-SMA L
HMB-450351EcH b (R4) , i) > SHRE )
JEENE & 22W1 L 72, estrogen receptoriZ Pzl
progesterone receptorlIfEtETH -7, Fifin o
23 D W XHR A T4 R A el 2 52
o7z, HEREEOBHIMKTTG 2,559mg/dL
LEfED 7o, FLOWEZWL 72, Mikeic
LAMAMINE 7 5 A % — 3@ e b > 7z, MiEADE
Jit b MRt LIRS BHIAERE L 7223, i %
YR L 728500725 2% & AlREIEI R & DT
Holz, FERTHRHNREE 21T > Qo SUEES
oy, ME R L =P &N T L TE N =)L
TSRS 217> 7. BN, M, ftz
G OW] S D HEFITERELIE %2 %€ ) BT b 2 586 7%
Mo tet-®, sporadic LAM E B L 729, JE4:57
BhEHEE W O LAM O B EE Sy C I &l
L9, MiZkay be—LHRWIZ> v Y A ZX1mg/
HZBIG L 72, o2 RRIMERIZERD T, G
BRI T L 7 R CTHA CIEFLOK
Davra—VIFRIFTH Y, LliD%IE/INS
fiioWRErI 25807 (B5)

ZE

AREGNZ AT %56 U /NGt 2 288 LT
Y VSIRETRIERE & 227 L 72 160Cd 5, fifiY)
2 SIRAE A N 0D BRI Y 232 (5T ol 85 S IS 7
WEEA AT 28N (Bimm~1emK23% ) 23
mgflE, b~ R O E A D B o I EEN:
2, HEEEEIC, IEEMETNICEED 5D
2, MERELR I~ TR D VU SR % 0
52EbH22, NS IIMALAMOIRE &%
Z 5, HFFETALIZ ) v DFFHIRER A 12

Jpn Open J Respir Med 2024 Vol. 8 No. 7 article No. e00193

https://kokyurinsho.com/lungdisease/e00193/
2/7


https://kokyurinsho.com/lungdisease/e00193/

122151517 S

2024558575 (7TAS) 00193

R2 #HZEORERCT

MpicEDBEVWERERENER#SND (a~d) . ZHEIZ/NEARENEFTEICHSNS (b~d) .

B3 PET-CT
% FI\EEIC 18F-fluorodeoxyglucose (FDG) ER&EIERSHShah o 1o,

BRHLL T\ 26, JiliY o SR ARIEE 12 3 1) 2 i
DL F/INEZIEHRINClE & % 23, Sekimoto
51 X D IFMED Y v RS IERE D272 A D
IBDO6AN (2.2%) IFERIKALD N Tk i %
RO EWESNTL BT, ZOLTHRRIN
TRFGEBN B 1T BA6HHIE, KEIBTh
1L.5mmBEDO/NEHITH > 721, o ld TN
THEMINTLAMME TR I T 2 e h

NI NTE D AREG] & ABT 593, AREFITlE
REIPRLZTH Y, BECKEHEI 211 ) Fus
BERD 5NT0 3 BTN E TOMLTRI N
7-LAMIZ & U 7o/INRGHR & 5270 > TE D IRHIC
R L5 272, Z D7D ) VS RE BilfED
JRE L LTS SN TWL B IioSF L LT
HEOIEERET, V) v SIRE SR b 3R o 1
DI BN SRR ZIT > 70, AW L 7 f

Jpn Open J Respir Med 2024 Vol. 8 No. 7 article No. e00193

https://kokyurinsho.com/lungdisease/e00193/
3/7


https://kokyurinsho.com/lungdisease/e00193/

TR BRER
vy JJ;{ [

2024558575 (7TAS) 00193

HEZ® (8535 X) : \

a

4 BERTORREERS
AREZOBIC FRGEEROBHIEERERD (o HERE, x40, b, HERE, x400) | GEEE{L=e
“a-SMA (¢) EHMB-45 (d) HBIETE 7o

R5 SHEERBL 56N BEROMERCT
MATDLHERIFEELZLIEFELTWS (a~d) #, EFTEOLZHR/IEHIZHELTWS (b~d) .

Jpn Open J Respir Med 2024 Vol. 8 No. 7 article No. e00193 https://kokyurinsho.com/lungdisease/e00193/

a4/7


https://kokyurinsho.com/lungdisease/e00193/

BR R

2024558575 (7TAS) 00193

DFPEGE T o -SMAGIE D P AL 2 5860

£, ¥ Y AR TORBFERDMEICT
BRACL I/ NG ET O W IRMHIA 2580 72 2 L D>
5, BEERBIDL SN/ NEER Y > S IRE A
KEDIRA TH % WREMEDMES S iz,

Jifi ) > SR A R & B 0D & 2 % S8 i
WBAL T, mEmENE (angiomyolipoma :
AML) & % BN 1 2 28 i e 3 72 oK

(multifocal micronodular pneumocyte
hyperplasia : MMPH) D220 175415,
AMLIZIME, Va0, MRS oMk ns
JE LR RS TH D, BEFAEDL <, il
TOFAEIFIME INTW 58, AMLELAMOD&
DEBIEZ <, ) VoS IIRE A IERE CU347~60% I
G % L DOWEDD 59, MAMLIZZ Féif i
WeRTslE2HY, EECTTHMKICE
a3, AL LTRINEE—%2b0bdH
IR = b Db H DERA Y — v 28T
EINTWB10, 7 JAML (214, “FE
i, NRNGRAR D3> DRI SRR S NTE D,
TR OEAEICE DECIZH 2 EEZSND
23, 5 DRTAMLORR & DR BRI 2
AT 2WEERD D L INB, HRHED A
TAMLZ ZWid % Z L IZHEETH D10, i
WA el a-SMA, HMB-45, Melan-A%385;
ML s Il L% we Insd12, MMPHIZ
19914E 12 Popper & 12 & o T X du7- f i
ALREIC A0 2 BINZET13), P ARRF B0 TT
RUiMe_b B o A Rl R MR ZE D Mk
70 &S, R AR I S TR
FEME IR U 7= BfifeRE 12 B0 Z L v TR
Hel b B 2S5 LT % b D Td 5 1916),
19984 ICMuir & 231441 % £ & & 72 BRI

micronodular pneumocyte hyperplasia

(MNPH) & #4f6HT 07217, BIES FRA X
MMPH L FEEIL S & D% \19, MMPHOD¥4:
BEEE (3465 6 PR R E I & 0F 5 2 LAM O #SE

(0.1~1%) X H{E»ESINTBY, [HE
It R XA O F AED/INERIR - REIREE
221, BEECTTIEaIKILE D 2\ /INRRREE
DEfEFIC O A AL, I - JHE R
IZEWHANCH % & En519~2), MMPHIZY
>R IRE R EAE & eSS EITERE AR I PR3 2
LINTw305, LAMEMMPHDMEF S 2 i
PIFEMEDLAMICHEFE T 261 b s S 1T
210, Z DI OAIEGITHHERNCEEL T 5 23,
MMPH 3R ERe U B\ THA B 7 F
¥, epithelial membrane antigen (EMA) ,
V=77 7% MM TCEA, aSMA,
HMB-457% & cldfalh & S nTE 1122, AjE
BTG T o -SMA + HMB-453t 1Btk ¢
HH, MMPHE 3842 525, MiFHLb
LAME D&t RO 25RETH D, LAMEHD
IR B 72 D IiZ Feh i 2 580 7 a8l &
LTERT 208 DD 5 EEZD,

Sl & A5 A D 2 56N £ % S 1
DBWNZ T - IHEF 2 R85k L 72, D

V> WRAE 5 A T2 /NS B 2 SR L AVRHY
e c2M S EBlOWME D H 553, Zh
F CICHRES S NRER & HOl L ARSI ]
RPT AOIER IR Ch 2 L B 2T, IR
eI FLOM % 3R L 72 8% 1 SRR R TR

%2R L7z IS DWW ToMREFNE 2 <, Vv
IR R IEE 1 36 1) % —dL YRR T d % mlHEE
bEZbNT,

FIRSHIBL © ASTEGIHR S 2B L CHIE 3 2 Flds
e AR ST

Jpn Open J Respir Med 2024 Vol. 8 No. 7 article No. e00193

https://kokyurinsho.com/lungdisease/e00193/
5/7


https://kokyurinsho.com/lungdisease/e00193/

BR R

2024558575 (7TAS) 00193

Abstract

A case of pulmonary lymphangioleiomyo-
matosis presenting with multiple small
nodules predominantly in the right lung

Shohei Watanabe, Naoya Takeda, Atsushi Torii,
Misaki Uchida, Masaki Yokoyama, Takuya Mori,
Yuki Yamada, Kazumi Hori, Akira Matsui,
Norio Yoshida

Department of Respiratory Medicine, Kariya Toyota
General Hospital, Aichi

The patient in this case was a 61-year-old female
who presented with abnormal findings on a routine
chest X-ray examination. A subsequent chest CT scan
revealed multiple small nodules in the right middle
and lower lobes of the lung. Despite undergoing
bronchoscopy, a definitive diagnosis could not be
established. Consequently, the patient underwent
thoracoscopic-assisted partial resection of the right
lung, leading to a diagnosis of pulmonary
lymphangioleiomyomatosis. Postoperatively, the
patient developed chylothorax on the right side,
which necessitated pleurodesis with Picibanil® and
the initiation of oral sirolimus therapy. On the follow-
up chest CT scan performed six months after
treatment, the multiple small nodules were found to
have regressed, suggesting that these nodules were
consistent with lesions of pulmonary lymphangio-
leiomyomatosis. We report a case of pulmonary
lymphangioleiomyomatosis presenting with multiple

small nodules predominantly in the right lung.
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