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BARBMERAIRZ A2

RV LRE OB W LB L OER T A KI5 1 ¥

I VERALRE OB WIETE - WA NI A4 AMEKER A
&l OEHY, FH M, AREBESET, BH O W, RUkERT
Il FHE, ol BAT, ORI R, il — iR

AR MERDE=R

Tuberous sclerosis complex G fiPEEILAE) 1%, 1835
#£12 PFO Rayer 2 & % BT O M5 AR HEWE (facial an-
giofibroma) DAY, DWW T, 1862 4FE? von Reckling-
hausen?, % ® # 1880 4 ® Bourneville IZ X % #t 15
WL EAEL LML NEBATY, Zofatkic
B L T®, 19354F129 TIZ Gunther & Penrose 12 &
D EGAAEEERERE SN TWAY L Lads
5, F0% 100 FELL EICh iz o TR EHELRHEO O
/o 72, 1993 4E 12 Europian chromosome 16 tuber-
ous sclerosis consortium & & - T 16 7 ® F Atk 112
4 BV REALAE O AR T 0 — D TSC2 AR TFOA5, 1997
4E1Z Van Slegtnenhorst 512 & - T 9 F DGtk b1
TSC1 DFAZF" AR TRE S, AGEDOFEII AR
MICHEAZE, KREIZEGOBBREZ R E L, BKE
PAMC BN, M, O, B, BhE0l3IRER ORI
SRR RERE B9 5. HICIE, ARET, WOmSE
PR OB O M SRR % = e LT& 225, &7
L INSHoRMERREL 2L, b LARETIE, KH#E
HM R MRA T RO L D vy, BHEF2HINL T
ETWV5E. IO E H T T, KRFTIZ 2001,
2002 4F- 2P B I e AT FE8E. (A 57 1) 44 Bk 2%
BB - MR BRI FZE) 2 O it
IE % B O REBEHE QR #IRSE, HA FI A4 UaERsh
TV, ZORMIELEARTFTOLHICEDbR

DRBOR 24 B R 27 R A JE R PR 3R B R [ 2 1 1%
#

2 RS IR 1 2 T e S T 2 R B R TR o 20 B
SRR B K S R 2R B 1 B

VR R ERRA B R

o i I PR AR iy 2 R A PR 2 B B R

R R R ER KB B

DIRPER PR AE e N B E R A WF 0 R0 RE B G B 7 7
TR R RE LR 27 5 B

b, 2T, Gl A THRER SRR BRI FETE & A
ZHHET, HARBMAHERIC & AEEYERLE DS
Wi R OB A B A4 Y2 E L7z, SR bW
Bt R i E ORI, BEIIS U TLASNE
FHHICYGET 2172 TV B EDH B L b .

FEETVEREALAE (2 4 B O W\ RANE 2 S & 3 A IRIE T,
BEEmTE LT, 9FoGMIR LI TSCT O@fa T
A, 16 TFogetatk B2 TSC2 EIZTORE S hTw
5. CO2ODBETORFEIILY, FHEOAL LT,
forniek, RN, BEER W, WHIRE, B LiEiEey
IBERE R B & 4 U B & W IR 38 R i e AT 8
RELZEOERERT Y. REDIERICIZBIED S
EEF THEDD LN, TNOOEIMTIIHFKT 55
EABTH S, TSCl#InT & TSC2 #InFIE4 < 5
Lol FTHEHHN, BIENOE A, HKMIC
TSC1, TSC2%#KXBIT 5 LIFTERWIY,

7 %

A B Pk RE AL AE 0 4 BE 1 2B A 1/10,000 D E & THE
L, BHED60% AL 2SRRI TH Y, SERERIZED
AL 5.

WA - RS

AIEDFRHEIET & LT, TSCL 5T & TSC2 #ix
FAFREINTEY, ZNEN130Kb DF ¥ 737 B
~)F ~ (hamartin) & 198kDa DEHEF 2 X1) ¥
(tuberin) %2 < Y 729, hamartin (&, JEZFIIHE IR
Fo—HTHY, MBOWSELR ML OIS
%W —7J5 tuberin d hamartin & £k, JESHIH]
BIETFO—MTH YWY, Rapl H % ik Rabds D
GTPase-activating protein (GAP) OfiltfiiiA7 & 4 F P4
FHETAZEDPANOSNTWBY. Zofl, Mls2L, fh
BOGIRZ Y FHA F—Y A ESIEICB W TEE



1668 HEPERALIE OB E - TR A P T4 AERER &

HEEEHS TV A K 5(C \27% - T, ha-
martin, tuberin & §i & L 72 ﬁ % D 1’[5 Moz
tuberin-hamartin # & & % PI3 kinase/S6K1 signaling
pathway %41 L C, Alfada Mok & S o
ML LTwaZ EdHmEsni® AL, tuberin-
hamartin # & 14 (2, Rheb (Ras homolog enriched in
brain) ® GTPase acrivating protein (GAP) & L TfE
J L, Rheb-GTP ZAEMAL L, mammalian target of
rapamycin (mTOR) #3562 &2k ), ZOTi
@ S6K1, ribosomal protein S6 % 4E-BP1 IZ1EH L,
HRMICHBB OB MoK E S oflissfrbh
%. —7 tuberin-hamartin # &1k PISK/Akt signal-
ing pathway &% 0FPKC/MAPK signaling pathway
LoTHIENEY®, Zok)ig, TSCl#E{zT &
TSC2 ¥, W M % 72012, BRI
TSC1 & TSC2 & #XHTADIIHE#ELEZ SN T
5.

N5, TSC1, TSC2 DYEM#FE T, TSC DIEETE
WORXH = ALZHATE D25, HPE% & OESHA
DADX 7 2 XL ZHPITERWRDTHE L, 5
DEBLBMENLELEbLNS.

K

FE P RRALAE 13 4 B B ER ﬂi’i’%%’(r‘:@"ét&) %
OFERD AESR, BE, B, o, WL B, FiE
%Kbté.:ﬂ%@b%,bﬁ@ﬁﬂ%@@%é%
WCHB U ARRIC S - & WIS 4. subependymal
giant cell astrocytoma R FEZEFEAE 70 & D it RERE IR,
Bz J§ @ B3 % forehead plaques (&4 T & 5 v id i
AR (BRICHRERT) I3RS 2%, Zofl
@Tﬂﬂii}ﬂ%’*k EBIEMT AL ALET,

IR G/ NBENZ D SN nwZ &b S v, Rt
WALED R HIRZE & UCIXEBE,  BETE O 3 ST,
X 7)) %y F, NPT HMEEZ 2RO 5N 5.
FEAIAIRR A REIR & L Cid, BE58ME, subependimal
giant cell astrocytoma, fHIFEEN, HMEZR &0
5. BWRAE L LTIE, BE (cyst), IMAFHIRIGNE (an-
giomyolipoma ; AML) B X "8 # (renal cell carci-
noma) 23AE IZAFHA TH B A%, Eofl, Hisky o<
B ESE (extrapulmonary lymphangioleiomyoma) %
ROLELDH 5.

AIE VA 70 MO 239 R 1 multifocal micronodu-
lar type 2 pneumocyte hyperplasia (MMPH) & pulmo-
nary lymphangiomyomatosis (LAM) T 5. 5tk

BALEDLFEZE L LT, TR, #rdam, e
JNS MR I A ﬁﬁ(%%@%%)_ub%ﬂ
CONMOERELRFERDOVED LR > TWVEY,
Zofl, HhERIME O & oMmEER, W, 31
RO MR 22 & OMRFHER, BREIR, O,
HALEERE D RO SN L. AREICFED SN b FER
DOBBLZOMBUEE, FERNZRITRLZ(EK]D.

i}

FEEIERALIE O BB R T2 S 2 o 72 BET
3, BIETFZHRL - L OMELZMHLELEEZON
5705, EBITIE, BMEENEZOK 60~80% LK<,
BRI E KB L LT LOMBE LR, 2
BRRRERICHEHS 5 B2 VOPBBKRTHE. X, &

JEIZEREFTIEIH 5725, ETOERIETEI O H
By abiTidnld, ERICHIELDENEL, &5
2, Ml & OFERIZLT LD AR % S DX D
TRV, o T, KIEDOBWITV L DD DERE M
HREDEDLFIZE > TTILED D L. EH, RIED
FZWr 1213 1998 4 7 A 12 Maryland @ Annapolis T B
fit & M7z ARG A EE @ Consensus Conference Tt
s Nz z Hws (E2)Y.

B, fEEMHALEDEYF A 2 0oMELH D, #lE
THARLBIRMN Z2FPNIEE L TIZARMLESF A 7 0
FEDFITEWTB L LENH LY.

RERVRE

RIENE, METEWOMHICLD, 22 10 FETEHE
ICHRREDRBI SN TE 2. LaLEds, WEZITH
BIHERIITEEICIE R > TB ST, BREDIEEAY
AUHERETH B, ERICE Y, MBI 2ERAE L
D, EEORE LT EHICLIEICD 2 RERSHBL
BIELHEA TH D720, BN X ) LE BB
Mo TL D, FITHBRIIBVTE, BERES S
TOWHHREIT) ZEIATRTH Y, FEEORERRE
BEIE U CHEMOF L1577 L CTHEBE L T BN D

.%OT LE, HERHESREREL 7 +0—7

WZdHo72oT, EROBEETEHOAL LT, KIED
@Eh%@@ﬁﬁﬁ HMENZBR R S Tz
WEMRIBIRTA P4 Y EBWPIEZERL, 2h
SOBMEEIRICE Ll (3, %4).

¥
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K1 EEMELEICH SNDEERDBB L ZDEHE, MFEFH

APRBRIE LECER

[ ETRIN

H Bt > 80% AR~ AR5 A

A 1A L5 RGN > 80% BRI

WA, B, TEHONMm

PR INVATE S 50% (> 57%) S DLk

25% (< 57%)

JIUT Ak N 88% (> 30 &) SO DR
A RS IR

FEAEIEAE 84% (92% DFFEAEIR) Hthda~64H

SEGA >6% UNGRE S I LTS

5 32 A T HEa~641

H PE 25% (>57%) bopah ]
T EIR

RN GANIEE i

T2 53 Wi s > 80% 10 /8 CRB K
P i TR

MMPH

LAM GERHEYEY > 2 S EAE) 4.6% (&M TSC) 20 1%
METR

VIR N 50% A L
HERRE IR

AN 50%
FEIR

(EgTi(a 45 ~ 66%

BN + PR

1669

1. BEEER

7 T e AR A SR AR AL 0 T 7 g R D — D T,
96% 124 & 2D R RERDTRD H N7 L OHED H
5. RERERD S B HBHIE TS 2 Wi AR
B 575, Z ORI EFN DRI EIN 2
VR AN %ﬁﬂ@ﬁﬁ%ﬁ’i’ﬁ%ﬁ‘éﬁﬁ%ﬁi L7z
56, BUHALL 2B ICHRONRE R 5.

1) B

AT S A BE AUWNICIBIT 5. AW
HEPET, JROEREAR L EVWEIS .

2) BEOMERHEE

PRI D ML A RRAMENE 13 5 7t DL O RS PR AR LA R oD
80% LIRS SN, HBEE A TARE ISR FE 2 iE
Ro—>2>TH 5. AL R IZ1Z vascular spider
BORE L LTRO LN, 5REIC % > TSR
LLWIIRE KT 5. TO®RBRNEL ) B
I > TL 2%, EBE#HLEI bOICHL T, i
WEITH . MEDE S RADEND DK LTiE YAG
L—H—%, /INEBOERRSLBIED, S 2 L EBIH L

T, MARERHE, CO.L—F—x Vil —F—T77
L—2a 2 AT 5. ENEE T, ZOERD 5w
137 K oFERO R % 25 256 3V G0 E
I, T RRERR IR, BRI b b R AR 3
FWT, K& &%ﬁ’i’l’é‘% Vb W % fibrous fore-
head and scalp plaques &, AR L, PG
EHRIEILTH 5.

3) RIEEHE, Py IUCNYF

SIUTOBRZED 25% 12, 5Ll Lo BE T 50%
OHEETRDOONL, BHITBHEYIREIC, W, 5
WZHEALES, & 2 WIIEEIC IR o B e LT
THLIEDEW. 10y F A= MV EOKRERDD

BUIBRORMED L, WEED 5T THEHY IR
DFEILE 5.
4) ERSRHERE

Lmﬂe%ﬂ;ﬁul&pc WMBLL, R4 ICHRT 5. 30 HbL
DOFEHTEILIE D BE D 88% I[CRH SN & DH:
%é&)é. ST, HEEFEORE L %5551
AEEIBRON R E 5. AL, YIBRLTH T R
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R2 IEEIMERLAEDZHELE

KR

L. I O MR F 72 40, SRPOM AR E D % 2 /W
2. JEHMEE 2 S T P A N
3. 32l EoHBE (hypomelanotic macules, three or more)
4, ¥ Hh 7)) 3 F (shagreen patch/connective tissue nevus)
5. 25tk MEE (multiple retinal nodular hamartomas)
6. KW EREHE (cortical tuber) * 1
7. W= EACTHREHET (subependymal nodule)
8. M= FATFE MM RMINNE (subependymal giant cell astrocytoma)
9. LORERMNE (cardiac rhabdomyoma)

10. WiV > lEsE  (lymphangiomyomatosis) % 2
11. B PEIGIE (renal angiomyolipoma) * 2

INREIR

1. BT F X VEOLIEM/NME (multiple, randomly distributed dental enamel pits)
SEFAE B AR ) — 7 (hamartomatous rectal polyp) * 3
¥ A b (bone cyst) * 4
TR R AR R Bh#) (cerebral white matter radial migration lines) * 1,4,5
A ORMHMENE (gingival fibromas)
LSO #EEE (nonrenal hamartoma) % 3
MM AE S 3 BE (retinal achromic patch)
BAEME/INEBE (confetti skin lesions)

9. Z5EMERF4EE (multiple renal cyst) * 3
Definitive TSC : KAEIK 22, F72IEKIEIR 1 D L/AMEIR 2 ©
Probable TSC : KHEIK 1 2 &/MEK 1
Possible TSC @ KAEIK 12, F7213/MEK 2 DD 1

NSO LN

% 1 cortical tuber & cerebral white matter radial migration lines D WHEIR % [ ICFRD B YE X1 D2 E 2 5.
% 2 lymphangiomyomatosis & renal angiomyolipoma D MHEIRA D % H54 13 Definitive TSC & B Wi 3 4 12134tk

DIEIR% G880 2 BN D 5.
* 3 MW H D Z EAUFE L.
4 LY MNSURRATRITH 5.
% 5 32U L radial migration lines I3 KIEIRICAN L REZL W) BEHDLH 5.
HEFEAIILEY 1 7 (Germline Mosaicism) D K72k
1. Z ALY EoF skt b IC B L Tw 5
2. MBI REEPERALAE D IERA %%
Y bo 2 H 2l 3 5956

LTKL 5.

2. FBHHEEHER

AERISAE T LR O I b ERIERO—D2TH
D, POoTIE, EERIE LB MISERER & = F o
I LD TIERTH o 72, FOMEARER & OFTE) R
LADOLND.

1) EERE

FEEIEREALGE BB D 84% I A b, KIEHREZL D
92% DWFIEIRTH 5. Lk 4~6 7 HAEHIZK S
5ZEN%w. EREEERAL, HBRICGEIMED S
LWL, 4R LUT TR LC generalized 7SS
ERROIZGE, WWEICIEPMEOY A, west syndrome

TITREAFE R & F O MR TR, R
ALIEAR D LI, FREFEIEIC X > Td IR
FENFE R 2 A2 U A WD 0, L /N
RAFENE, KRR EME~RA SO T EN 5.

B USEBII B R % 5258 5 B/ R R T g
TEDOMFEZE ZIT TV B Z LDFRETH S, ORI
TEIZx9 % @ L[k, ACTH, hydrocortisone, Z @
M PR % i3 %. y-aminobutyric acid (GABA)
amino transferase @ inhibitor T 5% Vigabatrin (Sa-
briD iX AR TH 525, BUEHARTIZHHAHEED 51T
BOF, N—~<A IOHERELZ AL L7720, WE
west syndrome (ZBR > THH SN TW5B Z &A% v,
BTN MEG (BEIXI) < PET AN FUR AL 0
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5. JLMEIR
AR I

6. I EIR
FRRI B IR L5 O A2
KL BRI

7. IRBHER

JRBEBF RS & 2 R IIEIR
8. AER
L

I + I B
9. JEIEAIHAE AR
JHF IR 355
IMENE, WA IRINE, R

WG, e D

AL AER
WAENE, TF ANy b
KGO WIER A
FRAMEEE AR Y — 7

”’E"Hﬂ&?ﬁ%‘éiﬁ - PR TRHE D )
A ]

I IR

HELYE

AP

AR
FLUGRIE, HLApiE 2
TEHEEE

MG
I

*= 3 HEEMHBLEDRZRA M RS 2 OB
T ik RS
1. BEJEAEIR
1 B R Bt
LI ML A EWx LS, BLAZ ME 2% AL YAG L —#—
N WS FRE, CO2 L —HF—
FIEIR HLRHE B ER
AL B, PO EBlEHL HVFHY A
V) vy F K&pdbo A BE A2 53V THVERI B B
VT HAENE Sy, HERgRE s AVEH IR (L 5 i 361:)
2. KRR A I IE IR
FEAETENE Puirwih A, ACTH, hydrocortisone
west syndrome vigabatrin
SEYPREE I G Ny b, R, MRIST7 4 —A ARESRT »~F A1 7,
VR U BR
SEGA e 955 AVEH Y BR
IR BEHE ¥y v M
JIE TCHESE R Ty v M, F YT A 71k BRI
RIS S b FEEABE, HE
1 PHiE
% @i (hyper activity)
3. BHEIR
2N AL BT
I e 1) 45
L5 5 g ) e 1) A< 4em
a FAESEIR (—) AR 1 oW gRRAT (CT B
b. HESEIR (+)
JIRINES 2) b lCHET S
JIRINIEES 6 7 Ao g
2) MEgifE= 4em
a FAESEIR (—)
Bk (-) 6 1 A 450 O Wi A
Bk (+) 2) b lHET 2
b. HESER (+) Jg SRl (TAE), AVEHIOMESGRE AT, B85 Bty
*CTELRVEORAEEZD
* TAE RO PR TN
T AVEH U BR
extrapulmonary R EgE
lymphangiomyomatosis R 2o E & o 8 2SS
4. TR R
MMPH Rk BlgE
SRR WA PRI AR VIR 55 & )
LAM GHEBUEYEY > S | 57 ERIFR A (-) ELROT7 40—
HRCT, #i#Mikkie#ss (FEV1, FEV1/FVC, DLco)
TVEREIFIL IR (+) T A MR

FIVE VEHE
1.LHRH 7 T= A M2 X 2 &M (GnRH #i%)
2. 70 AT 0 vk
3 AVRHIOER R AT (1, 2, AR
kAR, PHERE, (R
S SRR
sy gk B2 RIMEE, TR T AT 1) v
IiiAZ A
wHE B, S
Mgl (INFH, SAFRY)
A1 A N5 4
¢ LI A5 47 0 REAE L IR A Al s A+

LRI I—T7 4+ a—
kNG L & iR
SRR, DERICE ST 4 a—

HERH AL
HERHIAL L

phtocoagulation

TR 355 D AVEH I I B
) W RES
* osteoma osteoblastoma DxfE & # 1

* G SO fERED D b 72 0GP HAT L v

LASERISRED
PANRICREY S
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KR4 EEERE(GEDZEFIE

| i ||EEEE|1§§%§E ||~>v9"uww5— |

AT THRORE | | B 4408 | | I PIRHERE. |

IFAIEY

|
L
v
T T i
R L | | Bk | | BRI

BRAEIR

DIEB DB ()RR () G 25HELL b &t EHEE P
T e \‘ _ L,L\1:—1$¢1|§|7,u— RERECT 1) H{ERIERRE ) —> F—EDO T+ O~ g WIRT
mHREET HHEEZZ ECG RERMAERE .
FHRESY Bra- HRCT WABE _jp MR, CT

2) HERERRR P> FPEZD

1) WEE 5 22
2 MRS V=R —F snE=E
w 1) EBE<4cm, HEERKAZL > £ 1 BOBEGKRE.
2) EBE<4cm, BEEKHY
SEGA(+) ERDEEL  —p 6 ABOEGKRE
BWAERE () — CHADSIELCIETAA— EROHE —p BRAES2

HAMR (+)  —p GPEEER s
BEGEER (1) _p BPELEE —» FAEZEDZ

BREH, RIS

3) MEHE=4cm

3 BE P FHEEEZ

FEIZHENTHDEEZLNTBY, HUssEsE bt
OFHI LT, MRIIC SN S & MAG bE TR
YED 7+ —AZ%FEL, €OFEKEITIHBGRE
ERATTAEBTON TS, ERERENBEE-T
LINIERECTREZRD L 2 EPL iz, Mk
57+ 0—NLETHL.

2) subependymal giant cell astrocytoma (SEGA)

ARV T, AREEHE D 6% Ll EAYSEGA %
boTWab. MINEREZRFFE L, /AR S BEINI
P TREIRT2HPL VR, LA, KEHRE
RAEMIEEIEN, TR 2 EOERIEO bz v
o ETVEREA LA 0D L D INNEBS 55 & Lk & v X9 137E
BEHOIRETHL. BHAKIRETH L% EE
O¥RIZED Vv, LIEULIE, 5k, W, o
FLEHPENE 72 & 0 JEINE SRR £ > 1 —fLOPZEIC
X BIKBUEDRERE A 5. BT, 4 O mTOR OHE
RDRIEDOHERE L LTHEI SN TWD. HhTY,
rapamycin X EBSIIARE O BE 125 L UKD astro-
cytoma DN HE I N TS, LeLENS, Wi
ICHIERRETH 0, WEIIHNFERIETH 5.
AKEREITR LT s v > MlF, BRI LT3y~
A7 & HCTBRRAR IR T S N 5.

3) T0ft

KSR, H R hyperactivity 25 H &
TETW5. FEEFML, W AHEL L, KK
EHCHE 7.

3. BIER

FEEIVEREALAE O B D 80% DL LA & 7 DR E
o TWw5b. BWE (cyst), MEMEIE (angiomy-
olipoma ; AML) B X U (renal cell carcinoma) A%
AIENZHFIN WAL TH 5.

1) BEE

TSC2 # A% T I BE ¥ 3 % polycystic kidney # 15 T
(PKD1) OH5-3# 26N TEBY, ZOHEITIING
HNISHIET 5 2 &%\, [IRIICIE, B Es
LOEMEDRERK & % 2HHNE L, BILEDOHRSR
BEAEBNNL B EPLEL 5.

2) MEHIERHE

Sporadic-AML & WP, Z5IED 2 L H %0,
FRAICIE, BEREzET52LbH505 £ 0
FIIHERT, BHGHE %RV TR TR
RO ONT, BERBEESHB T2 D%,
JEBE DFE 134 TH DA, F712 10 FROEIES TlE &
HICWRT 5 2L, BRBEBEA~OKE LI %
RILT, YavZERCMAZEbH 5. FRIES
PEDY dem DL E OB E IS A AR LRI <, H
IREROBED B 2 b, (6o T, B2 i
(CT R#@E ) 2, MAEMOFHED 7 + 0 —7)8
AU RTHL. BESLEHGEEZ NI KEZ0 7+
O—idza—Tlwnwiillbhs.

HERHEORFUCEE L T, M, KESLHEE
WRIZEYVUToL) i rEEFLwE bR
531)"33).
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a) EHE<4em, HEEWRZL

b) JEEE<dem, HIEIERD D
SEARD R
FEIRASTH I

c) EEE=4cm, HEEREZL
NS R ) 7 L
JESEE KA &

d) HEEE=4em, HEERD D

41 I DRI

d) 12#EF %
6 1 B OB {§RAR

6 1 A O B{§RAR

d) 232

&% D IERRFRE (TAE)
AVERIRE S A, B DR e &

RS OWREL, WRARE, EREL, SRR
T OB HER & i HE L TYT ) A%, Sporadic-AML
LW, ZRMETH LR, TE W) FROR
HGaEZLRETHD. 72, Sporadic-AML & W
TAE BOBRERPEH NI LD RZHIIBLIRETH 5.

3) BiE

G EPERRALAE O B RS (@ RYEES T H 545, I
B OBRITPE, 20— X ) BEEEE A5 B3
5T HB. % FMEBHIEINEE BELWW, %
FMEDHPL . EREEHIN LT, SRS
PETH 5.

4) extrapulmonary lymphangioleiomyoma

BEICHSL LAM A FIRETH L2 bH 5. HlHH
HIERE 2, B2 EE T, EBEOATI VY
BNL. B VONEE OFGIATEE 4%,

4. FRIRSRAEIR

AE BN 22 13 multifocal micronodular type 2
pneumocyte hyperplasia (MMPH) & pulmonary lym-
phangiomyomatosis (LAM) T& 5.

1) MMPH

2 BN 1 R AR 0 B I B Sl I BB I B 2 -
TLBRET, MOHARCTHATLIILITRD LN
B, FRIZIHRBIZE L 20, R CHE, mR
EEEETEN2AO0NRAI LD, BEEPET
z)34>~36)'

2) LAM

40 % UL L oS EiE A LEEE O ERFEFOO LD
THY, #ITETTFHEIE. idiopathicLAM 12 1/
1,000,000 DHHEE DA 2 B TH %A%, TSC-LAM DI
HEBHBEE T 20 kDL Lo et o G Fi AL B IR A
LRV bN T L L TRHEEICED O
4. 0%, LAM OFSREFERTIE 30~35 ET, #0K
F RN & AR 2 ZHEAT T B I IR AR 2 IR T

iR ZE, WU b RR 3 AEAT I TREAEIIEAL 5. {HL,
Z OEATHEEIMEAN DK E V. TSC-LAM IEHE X
FOHBHERI DS <, RIS D BT RN THRIET S 2
LB LY, WEIREEERTHS. LIIEETLE
W, B X S TIIREPIRDLNLZ V. ok
D RIICE L RO SN B DI, HRCT & AEEMitkGE
BETHSB. o T 20 Ml Lo TSC 8%, itk
BETE, HEERSIZSTIINLOHMEELZ RS
V== Y ZICHEAT L, i HRCT TR #5% @ pa-
renchyma ® 3§ 5, cystic appearance > honeycomb
% EEREECOFEL, T, HEiERRAET
1x FEV1, FEV1/FVC, DL FEDKT O 4 M % 58
BIZELT® ) BH % R0 72 B4 I3 H 2 IR 2R N
BoOEMEDOZZEZEIDLONEFE L\, FRICHER
WP R e 2 £ 5 BB CIIBABEIA AT & SR Tn
DT, G R 2 R0 R WSS IZE—R O i
MAERATIC L AEERBIE T RWE b5 2s, J5E
TN R B A G2 B HERI T, SRR IR NER D
HMREEAMRL, i, MIROGHEOEE L L2 B
LT, iGMEMET 5. iGHRICBWTIE, LAM O3
EHEATICEZEANVE YOGS S NS 720, #E
KB BRNVE VIHEFEIPATONTELD, 43 L ST
SNIERBETIE R L, B T LAM O#E4T 2 i £
IR T & 2B REBHEE v, F72, MR - HE
PRI RS L # 2 STz, GEIRICHE S A2
AMIZIT 2 D 2 OIFREEED TR0 L Y 5B 2 &
PRIFETH B9, ) It T LR LT A e
ZEZOLNTWS., HZEMRRRE OB 2 AEF T,

124 B ZE TR (COPD) T G LT, $ia
UV B HIEEEOW A (LABA) 2Hiff#Es X OR
Wtk T 4 7 4 YBHIR EER VT, SRR
2179, XAWEEZ LA, @ oS MEHR,
SHIHE U CTWHRIEEAT) . HL, LAM I35 %8 0 &5
ZENEL, FMITHTAEHERET LI LICLD
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Asedr - RHA R AE %2 LT, SEOWMREMERL
BEEICHR DRI SN L DO THEREEET 5.
ZE % TIZ, LAM OEFES VIO wi: LAM
DFEFEDZ JIKITR L7220, EBRO BRI E
DOEMEDFAICBHNTRETH 5.

5. DMER

A RRAGAE TR, FrA e, LSRG
BRSO IE 2SE3HE (BB D 50%) IZ38H b, Hidld
W, MBI BF2HEELREHNO—D L o> T
52 KEBIIAEIR T 5 25, JEESALOIENIZZEH
L T DN & HIET 256G, LB OIEE 250
DN & BEET 23546, B ER L HET 2
WA, mER, EmE-OARE, AR Wolff-
Parkinson white syndrome ZZCEO)JL%%E'EL EER

i, PO L s, EREROEEIITINE

c‘:r‘:% 2, BEEHEHEINER L T 2o, $ [T TN
Ta—CLEEOMNE 70 —35. Fofh, @tk
R, OEUER, 24 7ay s, Bty Xak b,
DFNOESNC X AREROBED AR 572 L B
DRAERERIEDOSNBIEL, LERICLSE 7+
OU—AUETH 5.

6. IMEFEIR

KRIVECEIRE RO S5NE T & HHAHDY, BEIR
R, WK Z & OB OBk ME O MERE D
JEASHEIE L, BEEEARASKIIL, WTbx B2 LCTHE
DFEEVDEBITIENL V. DETIUE, wIh
VB OIS & e B

7. ERIER
#50% D HBEEIZ, ML AR O BERE A S
b, RIBH/FAKAEL TR, FITHARL, MK
KUY TR IO BRI 2 5. #EREAHILTIC 2
oA IBIIREEZE L2 L H DA, @I
MERERD = & ﬁ“’b\fz B, —ERFOHEME L ZH
TH2OPEE L. Z photocoagulation D@L & 7
5ZLbdb. ?ﬂﬁl‘ﬁ%ﬁ‘ﬁibt% &, g 072
WZHLBRESCH MO FM 2L LR
< IS D FMNERSILE LRI L DY, HP»
AR AR OB MR 2 23T RETH 5.

8. B
BHRZIIAETIZLIELITHB L (45~66%), W

FERZ PR % Wig ORALASERO S 5. BFEE, Bk,

TR LIS LI B R L2538 S 1, osteoma % os-

teoblastoma DHEE L FHRZONLFHLH Y, EE

2T LH. FRAOE, I, wFEELHhEE TR

)‘IH?EHZ”B‘O)%EEE%W/JE BB ORENRDOOLNG.
REBBS DA THRIE L ZVHHZ V.

9. FREDEE

MEFIRIIE R MAENEAZ . Z O, FIRIEZ &
ZROLH. WIRD HERIIRD v, BWiEE D
FOFHAERSE NN ZF X R TREREND 25, &
BIHEAT T RE T3 v, ARHOLE S LEE 22 5 2
LidA v, Zoft, PESTEICHAREZ RS2
EBHBHH, WE T+ O — DA TS L ED L\,

10. Z0Ofth

BRI, PR, WK, 2SO MHERE 2 & o lES
DD 5N %, B2 enamel defect (enamel pit) & I
WENL/NE T F ANVEORBEEHEICRD L. K
W DBED—FABMIE L, NEOHREEZBZ T E0D
5. ﬁﬂﬁ@ﬁﬁ‘ﬁﬂi[@f‘)*—775”’&)%?&%). wihy,
O EWHERABIERON S & 7%

B

IRV RO REERRERETH L DT, RAN
BELTWRHAFTFINGEET 231X 50% Th
. 0L, ML BIEETH THORRERICLDY,
#1/10,000 DFERCTAIER A UL WEEM DD 5. A
HIZWICB L Cid, FERERFFEE STV S,
BT OAREL, 220D, EHITFy PARY
MR, RNTAHEETH D, BliE D 60~80%
LR F 7, BETOERMMEEINTY, BKE
RRFHEETFUT2HIPEETH Y, HrOBEOE
BEICORELHENE L. BEETIRBIEOREEN
HERTETY, ARRBFESZV. Dok 2
HAs, WARZWORIECEHL TE, MEMICHKE—
ARPHELNTORVODBIRTH 5.

#w B

EEALE X EHORBTH Y, EROFRED
iz CThd. HEEIREDTHRIMNOOLDOTHY,
Bl OFBWHAMN OBk L S RSN TE 7
Th»)H, BHEOBEVHERTIE LD TEME 21T
ZHAEDOTELL B BoTETWES, KEDRE
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#L, LEIISUTHHOEMELZ I v HL MR E
THLIHEZNIH L TBLIRETHS. T2, BWED

ATWS7S, BIRECTRENERFPREIN TS
FTLUERBWICI R ST &, RARMN 2 HE:
MW L RPIEHRL2) 2T, fAxDEZOZH

BB 512065 T, KRN OBIZH I
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