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Tuberous sclerosis(f%&iPER#E{GAE) 1 BY 9 % Fodikix, 1835 4F PFO Rayer
Ik Do THEE IR T, 1862 £E von Recklinghausen (2 & D
brain sclerosis % {5 7 ¥i4: /2o cardiac tumors (myomata)%s, Z D%
1880 4EiZ. Bourneville i X ) TA DA % £E ) KEHIFEEER O BE DX
AL & LTIl L 7 K5 B 28 Tuberous sclerosis of the
cerebral convolutions” & & 9 REEbI, T NAIEE DR
Tuberous sclerosis DK & 72> 72, X 512, 1890 4F, pringle A
DR ERER % adenoma sebaceum (#4: Z 4113 adenoma sebaceum T
137 < angiofibroma TH % Z & MMERINS) EWHE L 72, TOUHIARIE
%3 Bourneville-Pringle i & % \» 1% Pringle 5§ & FEIX31 5 X 9 I > 72w
ANTH D,

AIEDBEIEERICEI L T, 1935 4£12 Gunther & Penrose 12 & D 4
PR L mEIN TV S, To k), BEIEBLEILEC 2
SRS NIRIBTIEH o708, ZDBRKPEMILICD > TUZ LA LES

WRD &N D o7z, 1993 H:12 Europian chromosome 16 tuberous
sclerosis consortium 1 & T 16 FF D Zetfk LIHEEiVERGAE O s+
D—> TSC2 EfrxFH3, 1997 4E12 Van Slegtnenhorst 512 & - T 9 HD
el 112 TSCLBIETHH WO W THE S NS ITRA T, AFEDMIH
DROHICHEA 7S, ZiUTtbv, RNEIR FEEIMERIGAE S &4 (Tuberous
sclerosis complex)(TSC) & XiZ 5% & J 1% > T &7, TSCl #EET &
TSC2 BT &3, R B> EIETFTH B985, BUED & 2 A, KR
IZ TSC1,TSC2 Z XMl 9% 2 LIdTE L,

AR I 2B OIS L R & § 2 2B MWRE T, dIcix, AIRgE
T IR 1 B OV ) IS A I (angiofibroma) % = T L L C & 722,
RRR L 72 & 9 ic, BETHRESAREIC D | fie OB 0
BB SO IEMBIREGHSHIIN L | HedlL T IS ARE DRGIR Y 22 R
ZALDED 5NTETCWS, TAabb, RSB L Tld, iEkoks
MIEERERL TAPADA TR, BMfiEZ &0 L REEREOAI b E
IETZI LD o>TETEN ., 51T, YNNI RRERER
TWE T, RAILR > THO TRUEPE., MER TS0
RIERZ DR VEZE LML TETV S, N6 MERE DR v
BFICE > T, MEFHIRIIEZ & OEIRZER Y o SHRE i EhE

(Lymphangioleiomyomatosis LAM) 7 & DML P Bz AT
WAL LTHEEILZ->TETWV S, 60, EdmPRICIEEIS LA
D3 BRI ZE R 2 I 0 IS AR AHENER | S BT 247 ) L cliF 0 QOL 23
LAREL TS, AEZ IO X I I, KE, TR, B, B D,
Jifi, SSIFEE IR 4 OMBIEZTEIR S 5 L RIS, HPEEZ & o5




FEEEOAOEFRICAEL. Lard, AKETE, HREROREICIZIE
5O ENL L, EAEED R 54 OIREDBEIEICH 7 5 ik 2RI
BIoTL 50 IR, 22, B, REOLRIENZED 5D
DWRETH 5,

AER

FEEIETEGIE (X 2 OEEE L R & T 2 2 . Z OFER S NI R,
B, B D Bl BREEHICDR S, Leb, IS OFIRDTE
FERFIIE B A > T 2, DR BRI I A0 1o BB L ARG IS
L HFWIZ 4 %, subependymal giant cell astrocytoma R5EEEFE A 7
E DINHFEIEIR R K8 D FBE, forehead plaques 134 TR 2 i3 i
BRI (R I Hpdail) (CHEBLS 205, Z oftofiRizmim e & b
IZHNS 2 b Dp33 & A LT, ARG N Boonmnwled

E4A%S

REER

R O BEARERO—2ThH D . AW X 23 b H 505,
96% 12l & D KRR ATRD S L ORE D H 2, KEFEIRD I &
FIBEZ A T 2 o i3 AR RIS BT 2 23, Z DthRER 12 B
DIEICEHIC A 2 2 L0350,

F3E (hypomelanotic macule) ; 42 N2 & %%y H NI T
LAEEBEOER, 5RULTDBRFED 25%I2, 5 Lo BE Tl 50%
OBEETRD 515, HREE, BB, PRI ISP I B, B B

T2LEHEEZET S, HANAZ L DX, 1om DL EO—H DM & 23
> - FEMIE % 5 L SR A BF(white leaf-shaped macules) £ #H S5,
FERCEREHOAMAELH D, BT L OEHRE FRS v, AK
V&, R R O 89% ICRD 515 L O b B B8, AIELSE
THRDOND ML CAKR 1 HOATERAIEDBWITIZRES A,

HHT O IS AMENE (Facial Angiofibroma; FA) 5 FA 1% 1890 4£0
Pringle DR LSEIEIRE (adenoma sebaceum) & T E 723, |
B3 E L AZEMR L TR D SRS ORGERIRR D & IS BT i
MEANE T AHARAI IS M RRAEIE T H 2, FA 13 5 B L o REE PRl
TEEE D 80% M LI b4, A L MiA TARE ISR RN AR D —D
TH 5, ASEHHIICIZ vascular spider BEDIRZE L L TED SR, 5
RN 72 o THIAE HHEIE & L WIBIR 258K S 2, BBRHIE X D 0203
BIcZ > T 2L EHITRBMIINT 5, FHF6. SEEE, Bz i
B O h S, AR IcRO 5N s, THICb RO 5N,

Forehead and scalp plaques ; FrARICBO 5N D5 2 EbH EH0% L
& FAVGENTHBLT 2, IHICIZE D B2 D o vilEai s Lo
S, MRicE b oT, 20— BICIBESHBLL . BE E 2% /F
>7TK %2 &M%\, Forehead and scalp plaques I3 AF & [{l—
DHMFITTHT Z 3D M ORI 8%  — L5742 > TH 2 % ,Forehead
andscalp L RILZ Nt 225 0407 L S EIEEHLHEBICR 2 b O TldZ L,




PR, > ¥ 7Y v 28y F (Shagreen Patches) ; 5L T
HD 25%I12, 5L EDEEH TIZ 50%DHETRD 65, #EITEE
WD BT 2, B, RRICIEALER. BRI IER ki L. B
V5 10 ¥ F A — P ML EOIEFEEE R, FicH, Hars ey 7t
D3>0 TR IEREE L 72 R ©, REIZELIR T, KD 2 W I3ADPAD
RO XS Mz 2T 2, 5 TOBETIE, RELLDOIENT,

lem ¥ COFMNGER & U TIRERPUBICHRTED 2 WIZBIET 2 1S\,

FRICE K% @R (collagenoma) #2332 b H 5,

JUTHiHENE (ungual fibromas, Koenen tumor) ; 584 BRI DI 2 H
B, #R2 IR, 30 L Lo RSHitkmILIED BF D 88%IcHD 51 5
EDOWEDDH B, MOFE, MH L > 548U 2 EWEEE? S
FLEDRAEMEOME MO T, FO/ML D RDOUENTH 3,
Z DAt WRERHEE(Soft fibromas), MEFEEIKIEE (Molluscum fibrosum
pendulum) . Miliary soft fibroma, ¥ (Atheroma) . JEKSHE, HEIA
ERORAHEREARIETE, 8 > X VE DL FEM/NL (Dental enamel pits) 7

Ebh@EHO5ND,

R R 2 R

AAEIR S HEEPERIGAE DI & HELAERD—D>TH D, Do Tk, T
A Ao EREMISEERNT & =MD ) b D IEIRTH o 72, IEIZEM
TEZ GO FEERBFICOEENEE > T3, I5ICRIEIR
TSC-associated neuropsychiatric disorders(TAND) & 5 9 #&23, TSC

ICESAEL ISR & N S I A AT E R, H B/ A PAfRIA, AEEE, 2
DA DR IR 2 H8HE L 72l & L Tfibn s,

TADASKEEIVERLIE 35 D 84% 12 & &, AEHF D 92% DT
RERTH %, Atk 4~6 » HEICKOH N5 2 L% v, SERTEEZE
L. BB itED 2 &£ b4\, Ty infantile spasms (3§ fiEERE(L
IEDBED 65%LL EICiBo 54, BEG T L3 LI hypsarrhythmia % 7%
L. KB HREehFEEN z 9 (West syndrome) , —f&iz, 4 /%L
T CREMEEIC generalized RIEEEFEE RO 15 E BRIt L&
ISR AOEIER 2 01 O MR CTHE, 72, D 70-80% (2
subependymal nodules 25388 & 41, HIINEREACFRT 2, 20 b D
BH lem L EE BE E {HABIND H % Subependimal Giant Cell
Astrocytoma (SEGA) (3 AKEICRHEIN T, AEEItERLIERE D 6% 1
23SEGA %4 5TE D, AR S MEIC O I CREUTHR T 29508
L, HGEEIZRETH 205, FEORMRICE D Rwv, LIFLIE,
S M, RN o FLERIE 2 & o RN FUERIR € v u — Lo PHEE
12 & B KEEE DSk % B 5

DEER

DBERCPINE X MR I B L AR b o & b EINIC 2 %, REETERE
{UERH D 50%IC S b, LHRMET, ELEITS <. KT IR
Th B, M LIENICZEH L CROTNZ %S 2856, DHNO
FIRES 28 Do fi DU % B9 2 355, IS ARSI R & B & 2 01




DR, BImE DA%, AR, Wolff-Parkinson-White syndrome %
EDfERE R L, FrEVIN, FLLh VAT BT 2 A i AR o S 22 51
KOO EDE R B0, REDIFMIER T, MMl e & b ISHIIMERL T
<

BHER

IR LAE D B D 80%LL 143 & i DEIRA 2 > T 5, ZEl

(cyst) . IMEMMENMIE (Angiomyolipoma ; AML) ASAE IR 80 75
WA TH 5H, FHTEHE (renal cell carcinoma) 2852 b b5,
B IZ TSC2 A5 1 ICBEE T 3 polycystic kidney i# {5 7-(PKD1) DB
H3EZ6NTED ., YNUNIHIET 5 2 E0% v, BIRINCIZ, &
e E S L CRIMED KA & 7% 2, MEMIEIEE B2 L CF
WBHPEL T o BT 3 2 & 5% {  Sporadic-AML & #E Wil ic %%
T2, BRMICIE, SIEROFSS (. MEPHYKRE Ao TH
DM E R IR E TIEREIRD Sin 2 EH% < BT
B2 2 e bAdnw, MEDSWIEE Tk, B 3cm 22, B
W34 S8 3 BRI IE, HAREROMERINE 4%, BEOKH IIKA
Th2H, KT 10 ROPEE TR EBICH AT 2 2 L 0% <, HAKBRIE
fRAOREIBMEZR I LT, vay ZiERICHE2 2 &b H 5, B LS
FIERILIE & OBIRIZIMEFHIRNES, B#EIZ - E ) Ll Ty
2\, Z Oft extrapulmonary lymphangioleiomyomatosis & L C.
Lymphangiomatous cysts %8 2 Z & b b 5, @i H AR IZ 2008,
Y o8 fEE OERIARTE & 72 B,

W% B IR

A VT R4 72 o 13 multifocal micronodular type 2 pneumocyte
hyperplasia (MMPH) & pulmonary Lymphangioleiomyomatosis
(LAM) T& %, MMPH & 2 74Jiiiflg b B2 o0 36T B A3t P 1 i 1
BIoTL 2RET, EREZCIEBIEEE L b2 on52LbdH
B8 IR IZE L 2\, —5 LAM &, LAM cell &IN5 Atypical
smooth muscle cells ORI &, BEOHOSFRIUEEMOTEIC X 2, 38
JaPERfigEEcH b | idiopathic-LAM 1% 1/1,000,000 DHEEED F N2k
BCTdH 503, TSC-LAM DFEESARENT 20 jtLL 1o 2otk o il i i { i SR
FITR 2 RO T HIE & il U CEsiEIciBo o s, KB
KRAEBELREZERIT 7 + v —Ho) 200 AFRDEH S A ZHFHRTAER T,
2078 EOLMEICR>TCT TR V== 7 %479 &L LAM DOEH 054
iz &R 5Ty, HERERZ ) HED LAM & 3209 b o—
HWoOHRTH- 1 L DWMEDH S, W, LAM OFIEFHIE 30~35 it
T, DR &R SHEST T 2 IR EEA SR 2R T L AL
WP ERE (3EATE CRAERVICEL T 2 L SN TR 2 A TH >
TRHEGITIEB T L T L RAWIESI S SHE D SN T w5, HL, 2
DIEFTHELIIMNGEDS K Z o, 40 DL D REEIHERE(GRE A O 74 SEIN
DOEDTH Y | T TIUIHES S AR IR RED 7 PRI,
TSC-LAM % idiopathic-LAM IZ H L T, $HEE 1350\ 0SBRAE S 5% 1)
MH 5, RICHEDIRTEMTHRAES 2 2 &b H 205, WG LK
HERTH 5,




BRAER

HANE D % F5 VRS 434 (multiple retinal nodular hamartomas)
23 50%DBFICFED SN D, KETIFAKML TL LA, TR
L. TR RO R I 2 5, EESEILRIC 00> 728
BEBAREELZLL 228 bH 528, WHIZMERD 2 E0% v, #)
DL U 225 ad, MBS O 7 0 Ic LR IE R MR O ZEH 2 2 L
ZHRENE 28R L MR I IRFHC A RO S E 2 ZZ T RETH B,

MEOHHZ RO S 2 LbH v, MEHREENZRDL L H 2,

it B EIR

aorta 73 £ ORI ICBIIRKE RO 515 2 E23H 2, BEYIRS MBIIR,

HFRZ: & O th R BRI O M EED hIEANE L, SPERRDSRATL |
Lz E I LTAEOREZVEE T E0H 5, O ETFIUIWT
NS ARHNLE DS & 72 5,

BIER

IR IIARECIImMEEIC B L, BHES, B, gcariaue
B LR HFED 5915, osteoma P osteoblastoma DIEfE E £ 5232 5
Z5ELHD, BREET S, FPEOHE., R, wFREPHRRE TR
JABHIF OB %t o 7o, BIENOBREDRD 5N 3, EHFAERZ b
B, FEBBEORTHFTEL ZVHENS L,

FREE R
MAEFANERE P ME D%\, Z Ofth, IFIRIEZ E 2580 5., »wit
b HIREIRIZR O 2w,

HALEER

JEDRGIE, BEIAL, RIS RRHEREZ E DS D S s,
12 enamel defect (enamel pit) EWHENZ/NE T F AIVEDRIB% H
ISR 5, RIBOBEO—HEL, WEOHREZEZTIE08H
%, EROMHEEER Y — 750 615, O EVLBERARHARED
WRERD,

g7

LAM D& I3 RUEDZALARIRIC T E 2 ST /REED3H b . iz
Wk BIRAT R EIRERZET 25605 5,

RE - X&

TAPAFHTEHAE CA AT 2 3L E LT b v ks
Meois Zehd s, —7 LAM TRRFLEEKRPIEKZ G0 2 79,
FERDREM IR DLEN D 721z IRHIRE TN 2 9235 %,

RFETT ¢ http://www.shouman.jp/details/11_6_12.html




