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[HE] HEBIUEHR (ymphangioleiomyomatosis, LAM ), SRR B8 - 18 WU S , & — Rl LARL
iR R R FEAHE N F I E RGEAR B M RR, FERE T, LAMASH
MHTHEEZ B T P, F Al R B R4S M LB M3+ A0E . IR EIAF A & BN, TSC1/TSC2 EH RAL 2
LAM &5 58U, TR T8 —MAIT LAM MR i P H el (VR BMER) . &4t
HHAEIER P R E)IAYT LAM 1S ROE | R 2 AIE R E RN EIL,

BE2WB . BEE SRR (2016YFC0901502) ; At Rt AT RHE 1% (Z151100003915126)

DOL: 10. 3760/cma.j.issn.1001-0939.2019.02.002

W EE Bl JE 58 (lymphangioleiomyomatosis,
LAM) , AR L -3 LR , e — LA XU Bk 12
PEREPEAR S FEFHEN FE LN 2 R GBI BME
YRR, FERETFTLH"Y, LAM o] S8
REIEHRT TR, oI R B R4S K FLBERE I R AE
VAR BB 3T K B, TSC1/TSC2 JE K 9848 2 LAM &
BRI, HFIE R T8 —NIR 9T LAM RO $E 4]
WITAYHP ER (XHRERER). AP EAR
SRIE L B 3 0 3 X B i v 1 36 97 LAM, B 7E
KEMRFEERE NS B EE R,
AT PR T S B R R ORI R, HE
79 % R A R BAE K E KBIRYT LAM RIS ik,
Femil B AL AL, WA GFETE 2 56 1938 ME |
PRI PR A ELL

— HEEIE AR

LAM 7+ PR, T H R B LAM
(sporadic LAM, S-LAM) Mt f& 5 45 ¥ e igi{k
$iE (tuberous sclerosis complex, TSC) #H 5% #) LAM
(TSC-LAM)®, S-LAM #3345 R 4 & 100 71
LA F4.9 A4, TSCHEFE LTI RIFERN
1/6 000~1/10 000, 2 30%~40% F& J54F % 1 TSC H
HEIFLAM, WA MR RER40 %5 DL Bt
TSC & 7 80% Hi BRI B M AR

LAM ZE R AEAEBAE L, FH 2SR TE
40 % 4, BEER R R AT R E B
FLBE M FNRE I SFAE R, FERINFR A R R

PRI , BEE R 15 R E R , I D BEBEA TR AL, B vT
HBLRP IR 32 08 . SR BLELTE B - 1 LAE
J% (angiomyolipoma , AML; 3R & WLAG R ) B2 A
Je S B S O 8 LR ( LR ik B 4 UL
). TSC-LAM BT BUAF &t 8 & , Rt BA
TSC HANZ RS Rl RFHE , TEAUFEMZ RGN
AR (R 2 R B ARG A A PRE ) ARz Rk ek 2R (£
iRk TR 1 K= N A s A
Y ) FimAR R,

LAM B & B HA 2 LR IR M=
PR CT/R SR I RE R BUE . AR AR
AHRER BB L CVEGEMGERLWERET
fifitE Ry . LAM BYiERRe A IE A 2 K & R BB
570 N A T LR 2 ( SUFR LAM 400 ) , S e
HA P AR RPFEINSI RSN EA
FIR M CHUR HMB4S PR , MR FI 2 R 21k
IR, MESSMREIZ IR LAM 2B 25
#E BiRKIZW A —EHEWREER,

2010, 2016 F1 2017 4 , BK ¥ 0F W} % &
(European Respiratory Society, ERS) . 3 [E i #l 2%
£ (American Thoracic Society, ATS)Fl H AR 0 2
£ (Japanese Respiratory Society, JRS) e /g ZfM T
LAM (¥ PR 9E BRFE B>+, 2017 4F ATS/JRS BE#T
T LAM M2 Wis e . X T45& LAM Il R AR
FRAER R, LT — T 2 DUARAE RO AT 412
LAM:TSC.'"§ AML ., Jfil 3 M8 A B2 4R a4 A< R -D
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(vascular endothelial growth factor-D, VEGF-D) =
800 ng/L . FLBEMIELFLBEVERE K kLB LR (12
R s R S L5 v R B LAM 4t 3 5% LAM 4
BUEH LR IIIESE O LAM (Il 8RS B4 JE &) o
TEER, AT /3 PE CT AN REFE N LAM 9
B, 2 ORTEHS AT FFIEE . LAM
o7 5 XXt R 18 B AR 7B A T 4 ) , A4 At B T S
40 MO ZH 2 0 M 3 A I | Birt-Hogg-Dubé £7 & 1E . T4
EREAE R A0 RRIE B HEAT R SRR /Nt e
ORI UL R SRR RS s TIRER S AETESE K
I E A0 ) B M R TR AR R BT R
HXRE SR FER R B A R SR AR G B
TRl LA USR8 P R

LAM iR il . (1D RS ek
7. ()M TRMELEEM 2 £ RS, FES
0 8 3 UM AR B M R A i R RS
(3) B UK kA SO R 7 HE R AT B [ B R, DARRARR
PR B2 S A0 IRURSE 5 Ja R 1 X R B R3E In 1 R
Rl R A TR Bt it 28 0 R HE , (BRSPS A TR Y
B RAE. (4) FLEE M R T L1 TR BUIRAR IR B 2
SR I BR B, v B B P ERIIAIT .
(5)7 WP PR M AR A BT N IR A M S SBT3k
o (6) FEERITIRAE : B BRS T sh ki & 5
JE <55 mmHg (1mmHg=0.133 kPa) 5% fik ¥ & 10 #0
FE<88%;& 3TNt sk E LI REA 2 BLT 4H Mt
LT, K BERIT AR HE N B K i % 53 <60 mmHg,
(7) 3B 5 (5 FMER R K25 BB . (8) IR 1%
PN AL B AR A KR A AN , R S R
LI I I8 (9) 3 AL SR B SRR E 1D R
A FRAL AL AR AR UM SR AR TR M R 58
EWRE CREFELR) , FEG 8 R .
Q0TS A LA RIS SFHRMRE T, (11)
15 & T 18 ALAR b7 B, N AR RS L B EE
KBS Al g TR AR ESRE T RAUNT
AR o 2 HEFE B B AR R IR,
PR PP BB ARG o (13) i ZhRE IS ShZhRE ™ B
B, HEE VA R B AT TR

— PEB ERIAYT LAM RN KB X iE 4

(—)TSC1/TSC2 A RE FBUHA L FMNE
# ¥ & H (mammalian target of rapamycin, mTOR)

LAM 40 jfg 3% 58 B9 & 2 5 7 2 Rl 2 TSC1 8¢
TSC2 #H =48, I LA TSC2 B F 548 Jy £, TSC1
MTSC2 & A TE A LAE & R J7 230 il mTOR &Y

&M, 2 TSC1/TSC2 E H ThRESRFE AT, mTOR i E 15
1, FELAMAUAETE . TE AL 32 IR BE R BRI BRI
175 W% PR T AL ER 3 B ( phosphatidylinositide 3-kinases,
PI3K) , {2 HEBEAREEAILEE 2 B4 [ Phosphatidylinositol (4,
5)-bisphosphate, PIP2] i) #% B& 1L [ phosphatidylinositol
(3,4,5)-trisphosphate, PIP3 ], 11 [R) R 4 B R Bl 5% ) &
H (phosphatase and tensin homolog, PTEN ) #iji il iX —
78, PIP3 & HIAES B( X FR AKT) , AT # il
TSCUTSC2E AR A4, ## 5 TSCU/TSC2 B & #1*t
Rheb(Ras 25 H G 2R R IR 251L04) B9 ] , Rheb 15
{k mTOR, {ig #F 4 O A 3 AN 3G 58 . B T TSC1 8¢
TSC2 EHR AR IERD, FE mTOR FHIEL, H)
Y42 R 3 A RO e R A R &, BRI, mTOR #1011 51
PF S a] 6] TR LAMFITSC,

mTOR {5 538 P& 76 ¥ e & A A4 My 4
AR E REAER, TSC1 B TS N KRB I H
mTOR 15538 1k B 0% & LAM 1 TSC B G S 1
ZIRHLAT, P2 B E] O BRI 1999 4E Al
IR, VR HIFR A T3 B R MBHERETT .
YEREZH A, P Ha] R HR R mTOR
RIEIVER, ATFI897 LAM,

(Z)TaB EANRTT LAM Ml RAFZE

VG % 5 w) A R AR A A mTOR 1544 , 45 h1R
¥ LAM BB %254 . 2008 4F , Bissler "1 % %
=T W EENAYT LAM 1 TSC B9 FF i F-E FEPLBF
FLEE BT I L TSC A 2 M & LAM M % &
AML fi g PR FRAE Sy WBE 4R 55, 76 124 A B9 B2 18
W, T8 5 LA S AML IR R R 46 /N T 2 50%
He 11 il LAM B T sE B B oksE . 2011
4 McCormack ! E R T LAM B FENL . G &
REFIAT X HR B RAFF 5T (MILES) , 85 RAIESL A &
R ARSI R T M. AT 12 A
JEFEV M T (19£124) ml, MZRFIAN TFRET
(139£182) ml, I VEGF-D 7EV8 % B aligyr
BETHE. RITHEEAEHENE 121,71
B R B e R 3R 25 B B AK . 2014 F120154F, H
A% EH SR T TP K AIAYT LAM M58 M
IE", HAT, % E ARG LAM 2 8% B bR R 15
R TG IR,

e REF R SRR, P KR BRI IEA
RYERE LAM B A WD RE B SRR BT
BE R 3/ B AML B 4B K B ARG I V35 A M0 dm AR
VEGF-D f{j /K L1181

AR, EA 5% LAM B, a5 EH
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TRTT LAM R R38R RN Rk 17 A3t
PR B T EIE E AR

= PP R A

(— ) Vi & 5L ) (1938 Ny UE F2E Salk

ATS/JRS 7E 2016 “F 45 35 HEFE T LUF 3 F
TS P B 5 E] . (1)FEV, 5 BHE%<70%
(SRR ; () MTIRe T MR IR GRIER) ; (3)F
AERAUFLEE M (B SR HEFE) ™, B oM AKE
— KB R IhEE, FEV 4 T R B A 2 sl it 90
ml/AE A A R At D BE T Pt (f AN FEV 1
TREHE LN 30 ml/AE) . IR FEV, 5 BB %=
70% Bt ,FEV, M MBI A EE, KT REE
AJRELLING R AE R BT R E B, AR ERHA
NE] ATS/JRS R R, [RIBHACKH , iR H T
¥ 52 U Th BE G 2 , 18 4 300 B 8 P R R e | PR 4R
it 31 ik = R B, FY LUE AP B B R IRYT . LAM
BIMHIMNRA , NS B EEE R, MERKE
2=3 em B, HEFF PGP SRl (S H KRG RIRTT
TSC #5¢ AML I RBF ST I A PR UEY) . BEEJTHY
o, INEASIEE(FEV,) PR EEE (<90 mlAE),
HFEV, 5 #iH{E%=70%, 7] BV W%, TSC-LAM
RIS Z IR E A, 1R £ B 5 B FEV A XT
fasE , A M DI RE 48 F3 1T LA B ULER (0% B 3|
TSC £ RG A, H PG F B A X TSC M i fs
" B AML, BRI M L BRR R MR R ITHE
i B = S ORI [ i 22 D e N B (EV IR 9=
A —F mTOR M &I F K4 R R E . BT
% 5w 11 A ) 390 7 e [ oM b A o TE R SRS AR
BHESR: 16T LAM B T 25 Ml 5 2

AR 2 LAM G, BB T HERZ
—HEFBEMATATER . ()IhEE T (FEV, &
FH{E%<70%) ; (2) D BE T R B R (FEV, T
K33 FE=90 ml/AF ) ; (3) ) BLA RE R 49 ZLABE M 2L
BEMERE K ; (4) HBLE AML 08 S A4 ok B 4
WL (B KB — 9 B 4% = 3 em) 5 (5)TSC A%
LAM,

PE 2 B HIA ST LAM 2R BIE : X 2 B w] |7
B B A B ATAE P Eoxt 19 B 3L E] R P AR AL
pUE (0] -

(Z)EFERIIRITHIE

S EABRAEAMNER 1 ~2 mg, 11K/,
REMIERIRIRERN BIRALMmSWRE RS ~
15 pg/Lo EAFRMIE RN 28 8w, 5T KE
SRES~10png/LEWEESHERKRE., £

ERMBIFRE RN, P K a5 ERT
5 wg/L(0.8 ~ 4.3 pg/L) Bt T BE RIS B B IR
FPRUREY, B —TBFR &I, A EIFIE R 259t
T EE i RE BE AL, 38R B 57 R T e
HAMHX, FEH#H—HHR, bthiER—H
B BN, 29 20% §) LAM B3 78 % 50 5] i 25 i &
EF 5 pg/LU, — MKW, AFLER ' AML B
TSC B LAM B35 T AT K A5 &2, i S50
LAM B E MR BRMIK. 5350, 9106 B & 6 F )
BRI, ke e B 28 A 257 | T LA R AR

TEERMNR, 76D 50 21 2590 B iAs )
FiE AR R MaEE, R b k22 B R E
RREHE BT, 3 A8 R BCHE L S B E 3K
#120%, BEEAFE RIS FEER, RIEH
Yk AR YN BN T EEE,

AN - AP EREFANEN 1 ~2 mg,
1R/, il W TSR] 2 M Y a uk
B JRIT RN AN B N RS HARE . Bieel
YRR EHERE N S ~ 10 ug/Lo

(IS FIBE T 7 8

LAM M35 758 2 B AT I R VEAL , DA R
R AR, LRI PRYA T B S B AR AN B IR
R, RIEIEIRFE, TN A BIELRERAE
(L% ¥ AFOhRE B ThRE M AR ) , 75 % B8 A5
B TR BN, Bk i 4 A BE AN (80) 3k
M5, 6 min BATHER , X IGAE MR E NS,
AT EE , M7 VEGF-D K, O e [, Ok 75 .00 50
] M e B CT I A AR C T, PP 3EH]
IR TN 1T R B0k W R R i R HR A5 35 s B 1 Y
e, B REFE AR K A 5 BB AR 2 B
B, il VEGF-D /K-, R = . b
Vibt R D ARER IS e . AP R 52~ 44
T BRI A P B A I 25 VR B R 25 A BRI o
MIPIREE T3 A LR FaEBEET6~ 124
AR 1R

A RS : LAM BUE T B & B AZ I IR TE
i, SRR BR UL B A TR 5 MM 259 R
B

(I)yrfe

BT LAM & —F 18 W5 , 19 B 2 n] YR YT
WRAR, NFRERKIMER BFEER, KA
W& SR Z FEAHIEYE . EM SRS, FTER
PRIGIT RN M 259 R BT G BRARAE (B 6
FLEEN . 'F AML . TSC 5% ) JAYT B B (WA S 4 4+¢)
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KA HRARAELYHE,

DIF L B 8825 . (1) BB ST i 44
IR 5 (2) BB E A B RN ; (3) ™ HEIRYY;
(4)H i BLR B BR MR 42 5 (5) BREITFARAT 14 d A
BFARFEHZEFARAUGZLEAE; (6)IT IR
AU 12 AU WHE IR SRR PR LI, BRI
NE R 7B Bk (A2 80 B E A
AR TELHGE , P EEE BN E T R4k
SRS A BN BT MEREHRHAGNAR
BRI, FARZEEKE G EFHFHERAESEA,

AR AP ER MR AN K
B RIS N EE S EAR R R .
FEEE R BT B B B R FAR B R
A, WEE,

(F)ZYA R RN

785 B A S U SO N (s T E B A
WEAN)BAREN  BFERVEE, LHEERS
VI, & LAY B RN ELEE O RS e RE
B R E M A 2FR%E, HIOARR RN
ELFE K et | L A R e L B i R
N OB ERE%E, BIRTED SE F AR NS
TR Y XU (AT R TS A Bt IR e b 3 45245 R 7
FHFE) . F9% B 0] GBS BRR e 46, n g
BB BRI R o 2 A CT 42 7 A 18] o o i
REL, B RO, IRERER, B
B ) A 2K B ] JB i 46 AE A 25K B S BT A EE /N
B IR EH R, AFEEEEED, P EAE
EAERTREACIT , B4 H (2 K P-450(CYP3A4) F1 P-$
EHMEARY . CYP3AA M PEBEHWBERN
A] (AR VE B R R R, CYP3A4 F1 P-¥i 25 1 k|
F ol N vE B B E W M2 E . TSC BEH M
POBRZE, IR WP RO R RZ N R
BRI MZTHRIE

(A)FERAAR=HAMFRED ERANER
E ]

V95 3R] 78 30 B o4 b v SR AL AEFH T LAM A9YA
7, O RRHF AT EBEEREER BT, BNT S
AR AR AR 3 AR R, R A BRT A
ALV ZRGEF  BAERGIRTEE 04 CHRE. W
RERTIETPEFERARR RE™&H,05~
20mg MM FE B HANBZETTUERE R,
2 mg LA b7 8 7E A [ 7= i A7) 28U 2 [6) 2 75 46 30
R, 2EIIREFENER, RE A
FE, BNEERRAFEE 2 AEEHY M

wE,

(BB U B2 R EE S

PP R R 7E £ EHMH AR E LN ER A XK
HIEIT LAM fERUE , B HRT7ZE R E R TR &
W BAZ, FEEESHEFER, EiRKRER
W}, 75 B 0 R R TU P S RDVAYT LAM R BLIR |
AL 2N, I RBRENAERIE. HFET
AHrREMASE LAM FEMEICHSE (Clinical Trials.
gov B85 NCT03193892) , KHAiC F# B # Wy w(s
BABTER, XS HHREREXN TREELRE
WRKEEFEE, FEHLAMTRECHTETIA
+ = H E R E ST RIS IR R BA S B 5 30
H (P EEZRFELREMN RS, http : //www.nrdrs.org.
en) BERAELZEZIMTHESTLREHRKE
LAM B &R 1E L (e RAFAE 297 K- P RIFS o

P9 % = AAYT LAM KT B R E &8N, 2
R ZREA i — 25, 025909 68 et
PLBRAE G E KR &MU IEAMIRT H &
RIS IR ERAMR

LAM ¥ 395 #I1 i BFF 5 00 I PR B 5 8 i i
FERET T E e A RIGRFR . WAEE,
AR I EF] G A BEWREFIAR,
SABEEZHABIAIT FBEMATIER,
BE . ippud £33 A BMEL, @kib, Kok, RE R
ETRAZB(HBRIER) . XB R A AL(HHHRE
Bi);BRagug AAR(FHERKERYER); R ik
BRULHALBTARER ) M A (BRE T ER) ;K4
F ERE (LR T HRIFER) ; &4 0% (PR REREE
BE)s & & A (LR RFARERD) ; #73 (M) AT B = A
RER) ;A (hEMEERRKEMBES - ERETHE
SLERE); AR AR (EEOFER); # 4 F (W/RETE—E
Be)s et M RN RFERTEER); £ £5% 14 (E8
KEMBPIIERE) ;%) A& R () MHIERERETRE):;
B s & AR (PR R RN BT ) s I Rk AR
HE @A AT (hEEEBIERIL R RER) ;#
B EPRB KRR G R B BRI ER) 428 (L
FRLERT) ; % (I HEHIARER) ; Fa&-F (7915
T RFHEARER) ; & T4 (B 7T K% & 5B B AR
BRBERE) ; K E k(P EEEM 2 EEMESTRN),
FEHR FrAEEHEHATEER SR
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