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WX DO s s R RETH HVY. T LT
RV RE 2 SRR O LI HE L, i o ZERavpiis & ki v
VINVEROBRE R I L T D RIREAT RO LB R T
HDH. LAMIZIZAEEEAALAE (tuberous sclerosis com-
plex : TSC) #&m & LTIHIET S TSC-LAM & TSC %
bR WIFEELAM &£ 233 5. TSC &% lisiés o ik
PRREEZ B E T MEMRETH Y, FHEEETEL
THEEIHLEIE T T A TSCI (HIgmik) & TSC2
(Elegtk) FREINTWDE, ThICHLT, 5%
PELAMIE TSC2OHAMMERICI DV RET L EEZLH
NTwhb. TSCl1F7:13 TSC2OERIZL) I3 T v
T8 (mechanistic target of rapamycin : mTOR)
OWEFR RIEEALAT X Z 8, LAMOFEEIZD 2T
HIEDRPEINTEZYY, mTOREHRIZLAM D
MRS T 2 3IHI LY7, mTORMERTHL 1) A
A (sirolimus) (ZLAM OfEB# A L LCHRB I NT
Wb,

LAMODRETIE, Wl E AMICEEOBIIE KA S
N, AT 2 LIFREREDME T 3 %137, FIR OGRS
o THRGWEZA LS. LAMBEOLEY L&
EREBL, OBTHELLICHEZRD, LADHZ) DT
SHEBiE 35~44 M EEINTWEYY. 2ok )R
HREOEH I 22T, KREWRHBELEZ (American
Thoracic Society : ATS) 3 X O'H AN #5524 (Japa-
nese Respiratory Society : JRS) ARXDOZHET A K54
Y TIIMESM ORISR LT I & R HEREL
T La LKBEAEREC L > TOHREERIET
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EBVIENDHY, MY BETHECATERBAITLD
WEALZ X729 Ha0H 5. T, MiBMOBEIL & 2o
7eBRIIE, BEIZT S MRS OB & LTl
oMM A7 2FZBELaFERS20WY, Z20XkH %
7, BBEOEA I L STEAMWORIETP 2 X% TPCIZ
B 2#EAALNTETVRSEY. 22T, LAMIZHEY
SR 5 TPCORLIE DT % EERRRHE & L Tk
L, Mindsi@# 74 FI A4 MK~ =27 VY (2hE- T
TS ATF<F 4 v 7 LY a— (systematic review :
SR) & HEFAEW Z AT 5 72,

HEY, MR

LAMIZHE D KW O I T ik & L CTD TPC DRI
PLEDFIZOWTHREZER T A L2 HBE L, W%
BRALERZETHY, NEBIOCBEEINRIE L.
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(LT, #F228E) X0, T X ITHIBERELAN, 1EK
ZHS5AN, SRIEMFHIANZHEE L7, 201946 H IR
BENLHEIXBICBOTHLAEVOY 2L, 20
RO P FIHIE L CTHET A — VI X %k %17
v, ERBICE HEE T

AL RE 8 AR

TERZEE - MRHSEL, R, fBRIESE, WL
I EF—.

SRIEMFEH : FIMEH, L R%, MHFET
2. CQTERR & SCHkB R

MindsZIBEA A K54 MEB <=2 7V 10t - TCQ
YERE & SCRRIR R 21T - 72, fEREHIZLAMICHE ) 5
DFEFEFHHEE LTOTPC % HERKMEE LT]Y L
FCQEMEM L7z, EERIEOT Y Mh ok L TR
BEROKT (77 b h2OEERE :8/9), & THRDK
T (9/9), MEAZORIE (8/9), QOLo L (8/9),
EOTT MAAL LUTEIER (8/9) %Z51F7-. PubMed
THOTH O UDLIMEE T 728 25, LAMIZHE
9 ZMZ 3 % TPC B3 2 G ST e Bl R s 1 4
FEBIRA 2D A TH o 72, HPRBICBIT LHHOEG
HETH Y ZEF VAN Z Lz, LAMIZHE D ZWiE
IR 2 LB X OCHARN BT 5274 FI4
VOB LRI ERATV, BRI B) 2 RED T2 K
Fdsrzrblz. ZORDSRF—2IIZLYUTDO45E
D OXERFEEIT) 2 L& L (Fig 1).
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FTHHLNS, MindsiBBEH A K54 M~ =27 )L®
W TNA T ADY X7 2 HE LY T ¥ ADFHli 2
fTo7z. BWERICEL T, SEBIHRE S & O BIc &
BEL 22500139 % TPCOME2 5 bt L7z, [2] o
MFRICE B LAMICHET 2MAOBHETA K4 0hb,
SMERICRE T BRI L7z, [3] oMFEICLD
LAMIZPE D) GG # B 2 X S HET 7 b h Al
B 2R a it Lz, [4] ORI X 2 HRGIICH
TLMADLHETA KL 0n, BEFHZENEL
TEFRCET AR A L., o ofEes ke
R U CARHEIE 2 PR L 7.

4. HESZAE K

SR OFERICEDS W THER T H A HEH L CQICKTT 5
WAL IE L. TEF UV ADOFITRkOLNS [T
FUAOWME ] [T M A LOEEME] 28 212, (4]
E[E] oNg v A, BEOMMEBIOL M, RFFH
BEMLEELT, #EROMSEZRELL. TETFT VA
BLUOHEROME 2HRIITIRT.

=] R
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PubMed |2 & % W EHER % Fig. 11ZR3. [1] &
MFRIZE D, LAMIZHE D M2k 3 % TPC D%l 5%
W12 2 L aXesR LA mbShzHmET
7 b A AR R LB AIHECH - 72 FnLSt
WHEBIHS 1HE'Y, LAM % & 45 B0 F ARSI
% TPCOFEFIHAE 1M, LAMUAOFBIZPE ) Ak
M3 A TPC O GEGIERIRE 18, AEFIH
53T ) oGEr6MmEEITER OME G & Lz, [2]
OMFIZE Y, LAMICBET 2B OBHENA K54 0D
) BLEMERICHE T AR A S 28 2 ik L7210,
[3] OMFEIZL D, LAMIZHE ) SMiH# BT 2 5o
b, BRENBTY M AIAELTEHEEINBENRES
W20 BT AT Y N ADE TN 2
Wi BEOBFINCE T 5 RS 12 2MH L7z,
[4] OMFEICLD, ARKWICHET 2BMAEOBHETA F



(1]

(2]

(31

[4]

Fig. 1

LAMIZHE D SIZ3§ 2 BIESE T Al 230 > 7 4l

Search Query Items found
#1 | “lymphangioleiomyomatosis” OR “lymphangiomyomatosis” 1912
#2 “pneumothorax” OR “spontaneous pneumothorax” 26344
#3 | "total pleural covering” 33
#4 #1 AND #2 AND #3 4
#5 #4 NOT case reports [Publication Type] 3
From the result of #5, case reports and reports of other than LAM ==,

are excluded after reading titles and abstracts.

From the result of #3, a total of six articles: a case report; a TPC
case report collection for spontaneous pneumothorax of four diseases
including LAM; four TPC reports for spontaneous pneumothorax
associated with diseases other than LAM (a case-collection report;

and three case reports), were searched for side effects.

| 1 article I

Search Query Items found
#6 | #1 AND (“guideline” OR “practice guideline”) 15
#7 #1 AND ("meta-analysis” OR “systematic”) 53
#8 #6 OR #7 66
#9 #8 NOT case reports [Publication Type] 60
From the result of #9, three existing medical practice guidelines on ——;

LAM were extracted.

Two of these were extracted, including recommendations for

pneumocthorax treatment for LAM.

Search Query Items found
#10 | #1 AND #2 319
#11 [ #10 AND (“therapy” OR “management” OR “treatment”) 212
#12 | #11 NOT case reports [Publication Type] 96

From the result of #12, 16 research reports that could include
important outcomes of pneumothorax treatment for LAM were
extracted after reading titles and abstracts.

The full text thereof was referenced. Three observational studies, in
which the relapse rate was included as an outcome, two
epidemiological reports that included outcomes regarding survival,
and one survey report on patient intent were extracted.

16 articles

Search Query Items found
#13 | #2 AND (“guideline” OR “practice guideline”) 236
#14 | #2 AND (“meta-analysis” OR “systematic”) 752
#15 |#13 OR #14 964
#16 | #15 NOT case reports[Publication Type] 902

From the result of #16, five existing medical practice guidelines for

spontaneous pneumothorax and one evaluation report using AGREE

11 for the existing medical practice guidelines were extracted after
reading titles and abstracts.

The literature search results by PubMed (accessed on August 31, 2019).
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b. HEROME
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Bobhs
2 BHEMAILZ T3 Tl RS, 7928 (7

bhnll) 2ZELTH IV

T4 V587 BXOBAFOBEA A FI4 x5 5
AGREE I*? % V73R 1> & flih L7z,
2. LAMIZHEY) SWISH 9% TPC

(1] o#FEIZ L 2 LAMIZHE D KWK 3 5 TPC Dk
FEDDEISOMETH Y, HiiE T TPC % %) 7243
FER] (54 F-HE8) OB 2 ERERRE TH - 7212,
Maleds Tz CHAMIbt v e — A (oxidized regenerat-
ed cellulose : ORC) ¥ — F& 7 4 7 YHIZ X b il fiw
AR oAbz, WM 200341 H A5 2014 4
8HE T, WMIESETFMITATRER (59FMEE) (<xh LTAT
bizzs, HEF GFHRE) TldBEoKMHEICL D
EEORBEREAE % £ U T\ 720 TPCIE5E % SN do
72. TPC D#s 3 LAMIZHE S FRFEME IR L Tl
WARLE WS 5720, F23ERONFHEHICE %3
v ha— U S WS A TH o 2 AIERID
HAALETH ) LAMOWRHEZW 2 14 Tz FEHo
gL fi 1 33 (range 21~537%), TSC-LAM i 8 4 1
(186%) & i, TPCHID1 A7z OF-H5 M 5%
3826 TH -7z, TRTOHEFIIFAM~DOREIT 2 <
WalpEgs T Tl 7z, TPCHEOFEBIGIM o Jeflix
5854 H (range 14.0~149.7 » H) TH» V), 115ER] (256%)
D14EREE (259%) 12DXR27 [H OO FFED I B
72. Kaplan-Meier %% fH\W7-1538 7% L O TR CERER
H720) 13254E#808%, S5EKTLT%, TH5HERTLIT%,
94E£614% TH o 72, 1FEAEDOFRIZEETDH M
BIEgIC X D EDL AR SNZDS, VEFMHN L THEFINZ
T 3N5. #Hitk&PEiEL Clavien-Dindo%4H Grade
Ma?s 131 (241%) TdH-72. Grade Ma s SN2,
BIEVEF 2 3BEREOZT ) =2 03EL D DT (chest
tube I A4, R T TON—Y ¥ 7110, ks
W74 70 YREA6M), BRI % chest tube dfi
ALE, FRBIESR L CTH - 7.

SRIVUZLEICE D AMEREL T M AL LA
TAD) A7 ZHELIE T V ADFMi& 1T - 72 Hili
KOMETH Y BEHFEFRIWMIPHVEL L GERN
A4 T A), TPCAGEE I Nh o 7RIS T
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B2l GEBRRASA T A), Btz el & o724l T
HYMEICEDNEDOECIAHTHL L 2 EE
L, "AT7AVAZIEHRBEEHE L. —F, #%E0
SINEHRIC X D AE L WERESE DD ORCY — M X 5
5 BB EE T X o THER TRRD R ATREY L 72
EFPEINIZT Ens BIRREGESHE), BEFZEICBT
PERAENZ+1EHELL UEERALT ¥F
YADRIIEC (59) LHEL-.

LAMIZHE S &Ik 3 % TPC OFE B 3B & Ol
BoBHREMZNd 5 TPC O#HE 6/ 2L T
BIEH OMEREAT 72, 2D ST XRTHYEDS DO
H5CTdH -7z, Birt-Hogg-Dubé e IZx$ % TPC 5214
(B 281, #M:241F) % &L EMAERHRE Y 1X, LAM
WZRF 2 TPCOHE? LH UIigE25DbDTHY,
Clavien-Dindo% 8 Grade Ma D it &6 %2 24 (3.8%)
iRz 2 RO 7 ) — 7 1% B chest
tube FHf A TH o 72. TPC O -394l A Bz IR 12 9.5 +
A8HTH o7z, ZTOMOFHEIZLAM, Birt-Hogg-Dubé
JEERE, T—F A - ¥ U0 AEGER, -7y F )T
YORZAE, MilFRRERTEP MRS, PHAETEMISUE RIS A
Pf L 72 F 980 7 13 AR o RS0 5 TPC OREBIHE
BTH o2, AWEIZB VT OSFHER DT &
NTWI 720 BRA L 720118 - TPC O 4R s 2
M2 10 L EBIHRE 16 O 3MA b HEITE T 728
A, OXRI07HF (K791, HBYk281F) o TPCAE
I, 157F (14.0%) 12 Grade Ma DA PHIE%E R 7.
3. LAMIZHE D A ik

(2] OBMFTEIZL D LAMDBHETA FF7A4 V28D H 5,
ATS/JRSARDH A K54 >~ (20174F) Tld, LAMIZ
B THEISWR O WG A B LR S Tn b
ROME T E, RRHEMHEORER - IR 125510,
B LTLAMBEEZEOSMBREROE S 2880, AW
HIA OB E LI L 72 2/ OB 2% o5z
X0 WA O W A A BRI OV X 7 BB &
Z30~45% ST & LT 5B, B Ml 25 ek 3
FEoY Az, A, IXMERS L, BHEOREERN
KRN IRBRE DB & 72 o 72RO BEEZZBLTH, &%
MNEZEALELTWS, T/, BRI RILERLHERY
F 723N & Vv o e FHDBEIRICO W TIEBEE A~ DT
IR LR L AWICHDO L E LTS, — T ORI
#8224y (European Respiratory Society : ERS) (2 X 54
4 K54 (20104E) 12BWTH, a2
BWEDPITOLRELELTWEY, ZZI2BVnTY,
ATS/JRSH A KT A4 v LMD 2 i OBILE7E 2 S % 5]
HALTWw5.

[3] OMFRIZL D, LAMIZBIT 550G %O IR
W7 M AE L TEENLIEHRE I LTS FI4 >
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THIH SN2 2O BIETE % GO AR 3D 722~
ZDH)H EEAA FI4 v XY REOWMEL LT, I—
Oy N6 r HOBEREBLZT v 7 — MRAOHEA
AOHN7ZN. 145 Ao LAMBR CEFHERATR) 1,
83N (57%) \ZRMEN DY, FHBILIHEIX 1144 T
& - 7z. Kaplan-Meier % % Fl\ 72 g R SRR IS B 1) 5 7
FHERBZOFTREZ LOTPHEE CEREH2D) X114
#%55%, 54F1%46%, 104F1%39%, MEEA#iktL Tl
14E1%82%, 54E%68%, 104F-#%59% Th ) F R A% il
iz, =B, WFHNB X USRI IELE A B L O Tl
HEATZRDLRDo72E EINDHDS, HEHGEILEFEOME X
ST, JlofEEkEZ o & L7z Bk
(LAM Foundation) O&§REBH~OT v 7 — MRET
Ho72® . GMEEFEOLELAMBE 193 A CFYER
457%) 1BV TIABH 7Y FHLRMEIEIL350TH D,
M B0 2 PRI (REEBig:, MlEzefl, i
R L F =) BOREINOFIEERIZ66%, LAk
A1 27 %, SVERAHE (WIREEmr, 7 7 YRR,
WAL BRAT) 213 32% & ALA I NG I 25 e 1 & 72 1344 F
B OFPREREIERITRVERTH - 72, BloHiix
YelE i ER4~4% (British Thoracic Society : BTS) 125§k
SN RREZ B L CORARETH - 72%. it
LAMBEZES0 A 30N (60%) 12DX83 M DXIANE % 72
9, MM BT 5 R (Raaslg:, Mg,
JapE v L =) BORBINOFTIHERIL67%, fL¥iE
JR A s & 7 AV R (b BRaly, i s e aty,
7 7 Oty AL SRS I OO $21318% T
D, BRIFIREZ O RN FR R E o7& LT A,
INL3MOMEETF L DB E, LAMORREIIZBT
B RAF IR O TR R B BELR61~67%, MRS
WL T 72N RHGHEZIEBBER18~41% Th - 7.
FUL (3] OMRIZEY, HHFECHETETI M A%
GRS 2 207220 1##13 LAM Foundation
B SNIREINO LAMBE~NDT v 7r— Milif L
K[E National Death Index ¥ A 7 & & J W 72 F 24D
LOWMETHY, WHELAMEHZ 401 A CE¥4E#T40 = 10
i) IZBWTLAM OFERFEBL E 72132 Wi © D Big: ]
FIOHILEIX 104 (U457 #EPR6~16), 50 ADIEL EH
WEFINLD. BEDS7%I G E RO, SME %
T2 A RO R M X A T HROZEIRD Lo Tz
25, RCHRERPHS 2% HbD3% 05 MW THH-72. b
I 1HE DL D HE D S O EN AR E O W75
(diagnosis procedure combination : DPC) 7— % % v
TeEFERETH -2, 299y HOBEHMIZBWT
280 A\O LAMBEH D ABEREDH Y, b S\ ABEREBAT
JEIZEMITH -7z, KINIRBAICED 5 2w ABED 5
5 30% % o, AR OPRYEIZ15H (U5 #ipE 8

~26) Tho7z. ABEHORRTHREI3 AR, FWKIR
fcTHo-72bDIE3IN (23%) THo7z.

FLL< B8] omFICLY, BEOEMIET 5 FHAHR
51 % R©72%. LAM Foundation (2% $% X L7z K[
BLUOWF T D LAMBEANDT ¥ — M TH -
oo T —FORINEIZS2%TH Y, ) H69%IIH7:
%216 AR Z 380, 9 H 181 A (84%) 2512 I
) 0] 8% ) 23 kel b ARV R F R VR DY [1] P& A B 7]
WALV RN ERE PHT5Z LICHELZ—HT,
Wl S I O g o A e 2 ) & L72d D13 25%, 2
Il B DI BT % Mg sk 2@y e Lzb ol
60% TdH 72, F72, chest tube FHEIZLE ) & & A+
SEPERIY A= VT2 0a XY FBERLR
35 D1 OEEZEDPHYBEIZINOGRICHET L BED
HLEREEB L oz b AL TV,

4, HIRE O PFg8 B

(4] OMFEIZLY, AREWIET 5BAFOBHAT A
K54 v %&5Hm7 30, BN A FI4 V1205 %5 AGREE
1% % H w7230 i = 185 ° 52072, AGREE 11ik#
WAA T4 v OVER T ER RN O UM% 53l 5
Y= NVDO—DThHrY, FREARRWOZHET A K
T4 vEWNGE L7AGREE 1 %\ 72 574l o &5 34,
BTSIC & 2 HARWOBIHET A K54~ (20104F)% B
K UERSICX 2B AR KW OZHT A KT 4 >~
(20154F)% D 2MAMEIE S N7z, BTSICK 2B WAL K
T4 UTIE, BB REMIR L TR X 2 M)
B3 i & RO (F1%) HiEThY, Mg
T B BT B A R0 B B B AT 1 AR R A AT R L D
v (5%) & LTWwa% . [bF i 25 #E L5
2 L2 BAFRAREISA OB fTb LA RE L LT
5. — /T, ERSICEDHA N4 VI3EFEMH KL
DA %> TH Y I HRRTS LN TH 5725, F
FEVESMI R U TS A5 36 7 & DG # % Z 0K
THIEFHNBREETHLLELTVWEY, Zhbo
HARIA VXD EEICHE SN0 LT, FMY
WaEBAVEF 245 % IER SN HRGE W OB H A A K
F4 v (20184F) b Y, BTSICL B H A K54 %
ZHEE LT REZENL T, stk BARS
BT, TR TH 00O/ FHER IZILRERE, BF
e, BEOHLEZE L CTHEINCHRET 5 2 & 2
LTw5b. KEWFRES4% (American College of Chest
Physicians : ACCP) 12X 5 HRAWOZH T A ¥4
v (20014F) & Delphifhiz HWCTB Y, sk AR
OFFETRINAF T L VALE & UCThMRHAZE (RER L)
B, & v 27 & 72 ALEE R B A5 ek, e Agida
W) 2T, 81% D54 ) A A AN, 19%
D8R A FHPFHREICIT) L ERHERL TN, b
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AENZ BT 2014 4512 H AR ZR7VRRHF 2% X 0 S
xH3 % BIESEFARTICEI L CHERSIE SN TwEY. &K
Bl k3 % Hae s A0 X BBk 12 Jb L TR T H 0 I
RENDA, FREFIEFWMICHL TR (41~115%)
LT3,
5.CQ & HE3R

CQ : V) ¥ 8 RE W ERE (lymphangioleiomyomatosis :
LAM) 1209 S o3 TRk & LTS T 2l 7
NV v 7 (total pleural covering : TPC) 3RS
EScar/A

HEAE - TPCIIMERE A1 X S5 % TR 250558
s nb7-0, LAMIZHE) SOBEETFRRE LTE
BLTEw. RHoEL el Himcnirbh
BHhE V) MIZSHROMHAETDH 5.

RO S @ 2.

IEFYAOME 1 C (59).

z =

LAM I OMic O F AL IR 2 B35
720, KMOTFFETH & LRI RBEITERSTH Y,
R & 7213 2 I A B2 b C & 72, L
L0 RBEE»E S SICHRERHRILE S -T2 &
BHY, —HIZBWTIHBMOBEIE & 7 - 2B I3 EAE
FIBEICHEEDE S Z e KEHILD ) 27 2585 %
CENHEEENTWLRN 20X ) ehh, WAEICK
LY 2 BE S5 2 L ICX ) HETH 2510
JEFEFMAERINME SN TE 2. S5 0RC
¥ — MIEHE TR BN S 35 A AR 3
HTHY, mAEEZPBLRELTICHBERELZ L725F
CENHE SR TWEY,

ARHESEVERAZ G2 - C, EELRZOT I AL ELT
SIMFREOKT, S CHEOEKT, HEAEORIE
QOL®nt, EoT7 o M AL e LTREWENZ2057. 2
DHH, LAMIZHED GWICHT 5 TPCOT Y M ALk
LCXHkA S EHEME T E 720 0[N FEIER L i &
PHEDOATHY, TEFL ADMEIZC (§9) Tho7o.
LAMIZHE S & a7 b ok L CHIEBRICBIRT
E72bDIFHEAA L QOL GREICH T 2 BEOE) (2B
HLPEFRARERTH Y, ST 72 135G HC K BT
WARENDHEIIARITH - 72,

FFRMTIERICE LT, TPCHRIZBIT AR LD
TRl CEWERSH 720 ) 1325%808%, 54EKTLT%,
THAERT1T%, 94EH614%TH D, I—a v 3Hh 50
ARG IS B0 B IR F 72 13 AR i
WAERBEROBEZ LOFHZE CRRIEH20) X114
#%82%, 5E1£68%, 104EF£59%% &, Wi I L7z
R TH o 72, TPCIIMREH A HE I S FEFE T B &
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PHFENALZ ENEZOLNDL. T2, LAMIZRES 5
k35 TPCO&EXT, ORCY— M2 108 FfEH L
TAEB TLE 10 B OIE BN I L T O 52 B
B, MRS ETE 5 2 E P ERER R K
TEE2ELTENY, BRITWEESERDLE L2 Tw
BVWHRBEIIBOWTHENTH LI EPEZOND. itk
AOFREICE L Tl&, Clavien-Dindo 738 Grade a D&
IE (BB F 2B T Y —2) 25241%IC
Aoz 7B, Clavien-Dindo 203 Grade MalZ4 MRk
WG HER T BT G M2 S L WEIHETH 5%,
TPC DG EEICL L THWAIHESH S TH Y, LAM
TIRLE OB ABEB OEEDDH V155 2 3% 2
5N s, LAMIZEED KNI $ 5 TPC Dk 815210 14
OHILAEIX585 7 H (F4.94) THH?, I5ICREIT
DOFERME & LZEEICE L TR ESBORIENLETH 5.
g Mt 2 ) o SRR S S R It R AL Al o R L ) &
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Abstract

Should thoracoscopic total pleural covering be recommended to prevent
the recurrence of pneumothorax associated with lymphangioleiomyomatosis?

Mie Hayashida®P, Yosuke Wada®, Yoshiaki Kitaguchi®, Masanori Yasuo®,
Masayuki Hanaoka®¢, Kuniaki Seyama®9, Yoshikazu Inoue®¢ and Koichiro Tatsumi®f
4The Intractable Respiratory Diseases and Pulmonary Hypertension
Research Group of the Japanese Ministry of Health, Labor and Welfare
bDepartment of Internal Medicine, Division of Respiratory Medicine,
Infectious Diseases and Allergy, Shinshu University Hospital
¢First Department of Internal Medicine, Shinshu University School of Medicine
dDivision of Respiratory Medicine, Juntendo University, Faculty of Medicine and Graduate School of Medicine
¢Clinical Research Center, National Hospital Organization Kinki-Chuo Chest Medical Center
fDepartment of Respirology, Graduate School of Medicine, Chiba University

Lymphangioleiomyomatosis (LAM) is frequently associated with pneumothorax, often recurrent and intrac-
table. The Official Clinical Practice Guidelines from the American Thoracic Society/Japanese Respiratory Society
recommend performing pleurodesis when the first episode of pneumothorax occurs. Thoracoscopic total pleural
covering has been reported as a new treatment for pneumothorax associated with LAM and it is therefore of
clinical importance to establish the positioning of this treatment. Qualitative systematic reviews and recommen-
dations have been created according to the Minds Handbook for Clinical Practice Guideline Development.



