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[ Abstract] Pulmonary lymphangioleiomyomatosis is a rare disease characterized by the abnormal proliferation of
pulmonary lymphatic smooth muscle cells. It is common in women and often accompanied by recurrent pneumothorax,
chylothorax and progressive dyspnea, imaging characterized by diffuse cystic lesions in both lungs. Pulmonary
lymphangioleiomyomatosis progresses aggressively and has a very poor prognosis, with a lack of effective medical
treatment options in the advanced stages. Lung transplantation is a safe and effective method for the treatment of advanced
pulmonary lymphangioleiomyomatosis, which may significantly improve the survival rate and quality of life of patients.
The median survival period after surgery can reach 12 years. This article reviews the pathogenesis, diagnosis, treatment of
pulmonary lymphangioleiomyomatosis, and the current status and existing problems of lung transplantation in pulmonary
lymphangioleiomyomatosis, aiming to provide a reference for the clinical treatment and subsequent research of pulmonary
lymphangioleiomyomatosis.
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e A AP R AT . ALRIR B AEBRT IS A
1E PLAM R G EERE R FAG HOE IV IE . VA9 2L
REFERAE, Nl RRES%

1 PLAM #EiX

PLAM J&— 5% UL 1 22 58 Ge A R S0 e e
g, EERPAE S St IR L AT LA B S A
BURDAR RN AU VR ISR . 2 AR R
WA, FERATHFRBIEL, Fobi CkGa TR —
BT IAE Lot R AL Y 23.5 615, PLAM iff J K X 2%
1, FIImRR B R ek, i WA RIN [ AL
RAEBY TN SHATHERF IR FRIME . BEE TR, —F
o3 FEE T RE H BUFLBE N | LU N R AR B 0% Il S
AR, ARG IFE A NUER, TiDhBes S & ki
SIREREDG .

PLAM il i SRS, BUGIE, WRiE A
R NRHAYY FBe. REMFL Y & R4 EN
( mammalian target of rapamycin, mTOR ) #JI|5| 7§
B 5w T UESE AT % PLAM (B E i Dhae . 4= 3h
JokAE oy s . R AU SRR, (H A e e R
RAEA T 2P IS AR R VA T LA It 1)
BAEFE, ST PLAM B35 FF R MR A & 2
o SHABMERA L, PLAM BFEBBAEA G H
PIAAIRTIA 12 4F, HA B,

1.1 Bk B B AL TR B & R ML

REAEHERS (lymphangioleiomyomatosis, LAM )
RIAIRPLE S 28 EREfLAE (tuberous sclerosis, TSC) 1
I TSC2 %M %7 S H X mTOR 3 A F AL 2 1)
K. LAM 0] 438 % ¥ LAM ( sporadic LAM, S-
LAM) #l TSC #H¢ LAM ( TSC-LAM) . S-LAM i
HABR THHER, JLT R b M TSC2 MR 4H AR 5 . 1
TSC-LAM HJ Hi TSC1 I (&) TSC2 HHEAZT|
30%~60% L 1 TSC L # & 10% #)5H # TSC &%
2RI TSC-LAM BB RAAR PRI, 38 fili i
EZ SR Rt A e s

TSC1 15 TSC2 i3 FH 2 G & mTOR L i
(g SRR N7 . TSCU/TSC2 B4 Wil id Xt/ G &
F Rheb 1) ¥ #% [8] 32 /£ FH T mTOR i i#% . Rheb-—
W2 % ¥ ( guanosine triphosphate, GTP ) BE% {5
mTOR i % , i TSC1/TSC2 42 4 ¥ i it 438 Rheb-
GTP /Kfif #5225 # ( guanosine diphosphate, GDP )
KA mTOR {7544 530, 4 TSCI 8 TSC2 K%

AR, HAE HE AW 20 Rheb-GTP 7K fif (14 fig
77, 33 mTOR il B4 BEWOE . A2 LA D
SAfLE AR EHE, DTS | Bk L A5 LA A S
BagE , BESEA RN, LAM 40 AENSE 1 mTOR 4K #
4P DG T R TR S IR G b

PLAM = AL i RAEAR 2R B F o, X 4R
R AER R R TRE R CEMER . A& iF
% . A AR M 3R 1 2 S SO A R A 1 5
KT RE AR , T4 28 e Il R A T, il
1l N O YN S /N (TN = 11 e oy 5 o B
BT R G R I RIS
1.2 Ffis B EAERIISET

H AR b 2SI Wbr i 5 ) 28 E R 25 A
H AR 27 25 K A6 1 PLAM 4811 2 W3 7454 LA
AN BRI UL T R R, T g
R BHZE MR S TRt fEA B SN AL BE
& RAPPR CTHRIENZ K (>104>) o AU, ¥y
A0 IR A HERESR M, i L IE S [RIE G 2
DIFAE—FFE: (1) Z5tkeaifbiE; (2) B
B (3) 1M MNEAERKIFF D (vascular endothelial
growth factor D, VEGF-D) =800 pg/mL; (4 ) FLEE
Me g A (5) WA FEAUE; (6) 4
it &8 PLAM 40f0; (7)) JR4H4UGE (1646 ) IIE
S 4 PLAM. Bt W58 48 i, 1l 7§ VEGF-D LA
800 pg/mL MG FHERT, 2Wr PLAM AYRER: BT £ 5
#] 1.0011,
1.3 Fisk B EABRN— R8T

PLAM M 251G 97 58 AHXT A R, {H7E PLAM
BN R A B L, AR, W
W R — R A PLAM VAT 254, REfg ikt &
H T REIF P A T Y P B R S E A
552 5 W A LR HEE R ME—IR YT PLAM 192597,
A TER AN BR PLAM 40 B 5 % 954 . Gupta 251 JF
A I m RS s, BRG] B A R S P 2 5L
i AR A i A AR A I MR AR DG A i o i, RT3
FEERTAE S PLAM WA 80U BIARYT o IR 4ESE R Rl FE
J&—Fp mTOR I, (HAHLL PR BER], Hop g
B, ARuT RS VY% B E] R S BURF MY 6E
TR, AR N2 PG % 5 R A SR A 0
TR . BRIL, ATl Ve 2 SR SR AE A
MH AT RS O ORI R AR A 5 w1
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2 MRASALAE PLAM P &9 & B FLIR

H 1984 47 FL RIS SE A% T 26 1 6] PLAM (835 0o il
BRA AT AR LR IR Al H AR B ™), RO
fili# # 2% 2> ( International Society for Heart and Lung
Transplantation, ISHLT ) &g i% fifi % 48 B4 O 48
it 70 000 i), F Al AL AR B3 0 Y By 7 HLAL
50 P, BAREHEAT A IR ARG 700 4110, SR
K FA IR ARIG YT 1 PLAM % 4 5 4 BR Al A% 4 i 54
1) 0.8%, Rt PLAM 40k Rili RS A 114 27 L35 oy TF 22
— U AWML, MR R AT R A N IR YT AR I
PLAM A7 3L HH i
2.1 FhFS4EIAYT PLAM I AR 22451 [2]

7 PLAM AR X 3E £ b, 3l F B % SUI RS A
Ao FEFENE PLAM B & 2 MR, Gk
MhscPFRehy, BHEAIFFLEN, M2, Pt
A Tl B TR i XUR B e Y AR, AT IR A
BT RAE S5 SR AR TR A A7 Ry T 25 S B Ge T2
B XYWLl T PLAM B B M WBUE R, T
AR AT FEA FREH N HEA TR 2 . i aIRR . shifh
Wk K SAE G . A REE S R, XX AMREEE il
B AR SRR 5

Salman 25 537 1997 4E & 2015 4 25 51 7)iti
FAHIGYT I PLAM B MAEAF3, 45 /R PLAM
BE L 3. SHEAEFAFEDINN 92%. 84%. 76%-
Khawa 5 il T —IiZ Hupmtss, 9IA T 2003 4
2 2017 4F 31 A2 IR A Y 138 Bl Lot /e 2
Hor 81% M2 S AU, K5 1. 5
10 ARG WM 94% . 73% F1 56%. PLAM &
Al RS A I A ) A AR A2 i SRR Al T RERE AR G,
P T A il 5 e AR (10 4F A AF 3 56% Lt
32%, P<0.01) , #E/RHEH] PLAM B30 R R EH4E
HUDATARTT AL . Ando P #E4T T —3 H A 4 [=] 14
WA, WAT HADE B MM %L 57 6
PLAM /B & Wi A 8E , Az BEDTIS A 1085 d,
Ho1. 3. 5H 10 4EEAF R 86.7% . 82.5%.
73.7% 1 73.7%. A X W5 B T 85 i 0 A A7
R, B4 9 i) PLAM 3% 76 %5 15 il 8 fi 1 A2
BT, 4R il PR S B PLAM IR T Hp ik 7 ik B 1)
[F) 5

TeH AN REEBE 2013 4 % 2016 4FAT I AHIGYT
) 9 1] PLAM LR, S20UMIFTRGEI T ASKE R

WA T GO RS AR, i R IIAE 36 h PARERAE
i, NEEAHEM (210£55) mmHg ( 1 mmHg=
0.133kPa) LJ+% (400+80) mmHg, %5 1 #4fH /1
S 25 B ( forced expiratory volume in one second,
FEV, ) Kfili—S LRIk B YA Prdcs . BR 10158
R A EHE R SO TR 13 dBET240, Hg
8 X 2 S H N HibE, ZHBhDT 2 4ELA BAEAEP

2.2 PLAM fi#E R AT &3 R g

PLAM B 56 0N . 7L 8 1 25 M FEEAH G 9%
o, R T/ NVAE T UG AR S B S v B %
BECOK BB, IRIR BE WA SNERAY T I AL 45
PRI EAR . W SAEAEFL . S 2 o = fi
IR, 4 PLAM B & 5 W AWM, AR
PRI E A, A IR YT T BE R B Rl %
HEIMBAE FARBMERE , [H AR il F% A 1 240 % A
RPN, BT A S AT R B s P =25 | it 9 At ik 3 i
AR, TR ST T MR &, Rl T2 A A F
BEWC S o QSRR | R LR W B A 7L BE
I, BSTEAR T HHSE G T H s s 4L 2 O
FW], ARAEMRIRE . P EERR TR [ AR K
EIETT AT D FLBER AE LY, WA RS TP B
AlEIRYT PLAM B FLBE MY 5 k258, HABAEIE
AR, EAERHRRT IR,

PLAM S84 il B A8 1Al — AR 4f ISHLT il % 7Y
RS 7 H BT, PLAM MRS AE DA Al 41
21 R34 (New York Heart Association, NYHA )
M~V Jili B AF 0 Bs 4 S £776 7™ B 1Y fili 21 g
P FIz B )T R (oK 3% A AR T BUBAE Y
50% ) , DAKAER QAR B EIAE . A i
$2H FEV, R T FIAE Y 25%~30% 7] LIAE Hy fiti % 4t
1) —TRI TR AR

& 4 FE il 8 & ( extracorporeal membrane
oxygenation, ECMO ) JE{RIM: iy S AR I 24
WSSy, BETZ N TR A . ECMO TEM 4 AH
BBl A K 455 RO R SR E T, TR AR AR
HRIT . AR R D RR G DR R 2 AT
P, X FE AR PLAM B, JLHAIA B
st kE R O IREsr gk M~V 2 Hon] BEAF7E
MRARINAE . B INAE . A7 OB G DU, HEFEAR
R H] ECMO #3677, JF AR & ECMO i IR
PL K ECMO 32 Rf T 8 (A5 15 72 fb IR B i 47 20 25 9F
il DA DB £ 2 A5 RE S T A2 It R A, 2023 4F:
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2 H g SRR R4 4 A 1 B RILFE R I, R
AE ML IR HUBGE AE N AR GeIR YT Iy ik a8 B2l
BROG I SE Rp 0 BB, RO SE 75 R k- ik ( veno-
venous, V-V ) ECMO. X FaMA.OF ik, [
BN 12 AR SR PP R (1 fB A, TR e
fk-3h Bk ( veno-arterial, V-A) ECMOP>*¥, 54 #
) V-A ECMO TLik 84t 8 G, W] LA R 1
I—ARBHPKAE , S FR K R K, B
J% # K -3h ik - Bk ( veno-arteriovenous, V-AV)
ECMO #ix, DARffR [oE S A A . BRI
— R A7C iy e S Bk R A, D T B A g PR A S 1 )
A:BY, ECMO A i = 2R F R B A A48
B, By Lk ke i - P S SO il 4 R R R AR
431, IEAER V-A ECMO X T i B He A il v 36 4
2 FE R A B — 25 B, Calabrese 550
() —J0 BT 5, K2 V-A ECMO # 5 K557
H RS HE K AR AR AT Z A0 br, 45 SRR
ECMO ZH fili 2H 2 iy e i - -V 3 5 0 722 B 4l ECMO
HE2, [FEF ECMO 4 48flih 24k i K T-9E ECMO
4, $/R ECMO A %508/ 0 T R A A i il 41 2 B i -
PEER I

JEAE T 1Y PLAM 8% R AR 7 24T ECMO,
AR s B R T G S ECMO 47 WU A% A 1) 52
Bl 223 KRR VEAS , BN PLAM B il 3 bk s
INER ST, R AR AL 3 Bl A n) 2
B, BRI SERT SO, R A AR A -
2 2 W G 522
2.3 PLAM MiBHEREHLEEE

1€ PLAM REAE AR JS , BR T % DL I A& G sk
Ye o AEHER RN AR R A T fE AN 441, T
Al B — SRy R I R AE, R RS S L . PR
Jits % FEL TSR L [R] F SR AA I A% A S 19 PLAM &
RAER,

PLAM & T A7 20% G- ZLBEM, Hix sty
Al REAB A S LIS Wi ) JXURS: th o T L fl i R At A2 % . A
oM, BRHIAR G 1 4F N FLEE M AY & A R 2 h
20%"", {H PLAM BFH ARG AMEFHN S 51F
PE—2BRF9E . — 300 H A IR Y R, FEmRS A
AJa i BZLEE M B, A7 40% v LR IETF R
RIT (A mTOR I ) WG A, PRSFIRYT ICam i
B AT BRI A LR, RIS R B, R
il B AR A PLAM FB 35 X =R 1) % A R A =

FEAEM, B PLAM A< B S 300 S KU K T B4
Je S AAE RS, PR PLAM BB 517 XU A A
BT REA AT — 22 R LT,

[ Fp SRR M JG PLAM & & #E il B At iA 7 i
HIRRFI, RN G ESE . BEYAT .
WRAEMRAES, HARELL IR, T EAREEGK
FETFBORINZES, AR, RIGHHTTY 50
AEYS A WS PLAM & &, H & s 50U ke,
33X A R -5 a2 18 A A R R T T LA L
AP BRI R AR S 5 — R AT AT IR I IR R, (H
AT e LR 32 FAE LA TRE B VPAL A E 2241
L3

NGNE PR SR IR AR A S5 S M RINRY T B T RIEZ
—, WRAEARSG 1. 5. 10 4590 I & A= %5 5
M 5%, 20%. 32%“". mTOR ] 7 76 # 4 i 2k
Jifrged LA S B sty T A VAR R LA, XIS AR A
Je eI 0 A BAA T E R, AR 20
MR IRIERT,

3 MRS PLAM 8304 5 4

T4 A (AL 5 e R 5 R R R AN — B R TR
FE A & R EE N K . Bl PLAM B &)
115 o i 5 e e PRI B8, — 5 T B PPAE PLAM #
HIAEFARIEIE, FBIFARIA A H mTOR ##]
FIREAE M AL A G B 58 43 B E] 5 53— T ) FH A4S
iRV 2R G AL LI A S . E— AR R %
TBIT T DA SOGE L T i, SR A AR
J7 PLAM (W iF—4 & el

mTOR 1 il 71 45 F 52 310 i 25 76 AL 2% PLAM i 72
HERE . AR AR SN . AR A HE IR B 55 T HAT
LA AR, AR DR i P45 B S A i SR S5 feiE
IR ZTRT R RSN RN, AT M ETY
WHoE . FRE B AE AR IGIT PLAM 4T3 A7 7655 1711 5L
HXFHD | BT AR ZE g0 AR e = S ), [ i >
Ll KRR AMIEIE . RRTHFEIFRE LN
FEREPERIGRIFSY, LIRS Z a5 24, (it
IiFLAEVAYT PLAM I RS2 K .

4 NELHRER

iR A AE PLAM F A B AT, 254
T JCRCEL i T EE A SR SR AL T R B ROA e
SRIMT, PLAM 5 2% A bl 5 — JR A IE A it
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FERBLA I A o8 PRl R T T DRI, [ A 5 e LA

J2 858 v B T A JRE AT S AN Wl 2 MY )

AR

PLAM S35 (1 BRI PR IR AR, 5 B 7 il IR AR

/Sy

mTOR I AIRIT I, AR R R —

HETTI o R ERA M 2RI TR R, W&
IR THERS Pk 5 20 TR NGYT, & mil R R 2 3 A0
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