(4) Bof | FEORE (BER 2 FUTOEMR, COMILHTILEIH 0 EFA)

FREEE LEER 2 BHE 3 258 -8FE 4 258 - f%E 5. 258 -EE 6 FH

IR ’ 1. RieTE 2. &8 (& RREYES - BULER) 3. BEHAEKT 4. BRREER
5. AR - MBI AIET 7 MRIREE 8. ATER (BB ) 9. T ( )

RER BEFCE) (R3) 1. 8 2. EMFENER 3. BBROERDD 4. &E 5. XE 6. Bk 7. R 8. TH

g—t 1. 5D (o FiR b, BEE c. TOM: ) 2.72L 3. FE§

MG-ADL X317 (&?2) & ( ) &

F1 AChR Fifk 1. B ( nmol/l) 2. &M 3. RER H-S £ (A £) A

HETIT o BE (FoBBEOESITRTICO%E DM, OFz v a0, HEFEFZIZATIN)

1. MAIRHERRNT 2. CREfHEE 3. A7 040 RAR AX7FoOq REOEE (O R=vor, OFof: )
HHERAKREE ( mg/day), HEBRKESE ( mg/day), &E5FE (EH - BH - KE), #B58H ( f)

4, RFEHHIE (OF 7ol LX, OTOM: ), 58 ( mg/day)

5. 2704 R/UVZ 6. LR (OEMMERR, OfkEREk OZBEEBEER 7. KB /a7y #E

BESRICDOVWT (ZETH HEPOATERETEN)

1. BRERET S 0 OEFT, WMICREREEZZTTEShETH?
L&0 (OZX5704 RAMR, OX5O4 F/UVA, O eEE OKEA 7070 2) 2. &L 3. K9

2. EMIRERERBOER 1. X704 ROMEFRTSHS 20 X704 ROEWER 3. TOH# ( )
3. RAEEES SR IEOEE 1 SENREOHRELR TS 2 EAREORIER 3. Toff ( )
4, MRECEERITOESR 1. 7U—F 2. EHE 3. FHRWMIEREEER S 4. #EFEE 5. 20 ( )
5. REF=7a7) UEToBE 1. 7U—t 2. REHE 3. FHRINCEREEEZNS 4. ##REE 5. TOfyY
6. BR/ERARGBEEOERNINEF vy 7 LTTFEW (ORKE LR, OBRBREER, OF0f
fiRICBE T 51858
MARIEOH & 1. %0 2.72L 3. K8
PR R 1. D (BBf0 ErR) £ (BEE ) A 2. 7zL 3. R
W 1. EEEFTRE (O O 2. BESET 3. #ERET 4. Toft ( ) 5. RB{

(2 BEH) 1. 0 (B0 k) £ (EE F) B 2. 72U 3. K

3EH) 1. &0 (BBF ERR) £ (HE ) B 2.7zL 3. X8
RIS 1. 0 (fraf - #¥8) 2. &L 3. KR
{LEEER 1. 0 2. 72L 3. F#H
R D 7 1. BEK 2. E% (RADOEHEREZSE) 3. FH
EEDHE EESE (&4 1.Stage] 2.Stagell 3.Stage Il 4. Stage [Va 5. Stage IVb
AEBH

WHO 788 1.A 2.AB 3.B1 4.B2 5.B3 6. RBF
(RERINREEIC WHO HEOZ®HZ LI WiER T, REA] TEETT.)

BRTEAE - SfHE (REMZSDLeRBEE U TRD SNLBEE - SHEDCESICOZEDITTTEN.)

HOARMERE LEFUITF 2 BEF 3. NERUFE 4 £5ETUFITh—FTR 5. ERMEBEHEFEE
6. Yx—U VU EGREE 7. RERE 8. LRUEEME 9. TOMOEHORERR ( )
T UIF—FRE 10. B4 11 BERX 12. ThE—HEBRR 13 TOMOT LIF—8KE ( )
EEERE 4. RN OEHREE (BEOEE: ), H-S F (fHE ) A
(B EA) 15. WEE (BEOEE : ), H-S F (BE ) A
FOMDEE 16. B BF# 17 CEF& 18 HTLV-I
19. #IRAA 20 SME 21 BEEE 22 KERBEEE 23 BAKE 24 BNE 25 FRUER
26. FOffL ( )
ER1-26055, BEZOIHEHELEDNZHONHNIL, &L, BHEBOREE R BEEZZALTTFE 0.
= ( > A ) OEIEA &5 ( Y ) DFEIER
5 ( ) A ) OaEER 5 ( )| ) DEER
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RilI — 1

R EFERE SEEREFRE (—KGRE)
ZHa I D BEEN

2006 5 A

R EERER BT DAL
EEHEE PR
REEYE TH O E—

B BE=

RERBOEFET UL
FHEMFEE KkH ER
mEEYSE TN -

ERNCBINEL T, BTETETIBEFEOIEEBEURL ETET,

D=0 BEFEEHEERERRPIT R EEERICE T 2FEVIFIE) TH,
BE4ynEE RERBOZEFICHETLIMAE COXRAWAERICKD. HELEERTED
HREICBITSEREZEET SO EEEFHAEZERT 2 I LIRD L

DEFLTE, THNCHFOLIARICEBETIINETH. RHOESEIT 2005 4 1 FH
(2005461 A 1 H~2005 4 12 A 31 H) DEZERICBISHZLAREDEBERE JRLAD
b, TREEBENEL ETET,

FUBENNRVNEES, BEREEDREDIC, 10.7420) ELTIRETEWETLD
BEWEL EFEY, ZUBEEVOHE. BAISCEEWFLICEDE, BH., EAE
(CAFAEE) 2E5 8 TEZETOT, bHOETIHRNIDIREBENWEL EFET,

OABEOHREEERHOREREZHEETSOICEHELDABICIHHEEZNEEAN
F9, EDFLALLKBEVRLETET.

B, TOFICELELTIARE, CARHOENIINWELES, TREBANWGOE
TaW,
A

BEIWEDE : T105-8461 REEEXEHE 3-20-8
HREESERRFREREES
HREEEGEHICHET AN AR EERAEEERE
HY % (B2 RE

TEL: 03-3433-1111 FAX: 03-5472-7526
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[40-1. BERMEEE [ & |

1

FIEE
(1) 7= -4+ VB
BETEY ENXYVORVETHY, BEENINI—E—EBRLRVEBERIZED
ETHA T, BERENICEDOBRKEIZALNEY, BIIEAFBOLONREL, AAHTHF
Wb o2 EEL TN D,
(2) FHIRFRAERE
BEEOHEE#ETIEREHELV2FIISRET S, ZOENKRBERAOHERIE
f& (nodular plexiform neurofibroma), WNEAMDEEHMENE (difuse plexiform
neurofibroma)

MHELNDZ EHLHD,

ZFDHDERE

D BFELE-FE- - BIOLER, NEEOER, HEE - Emag0EFXERLE,

® BHRE-ITE/FEE (Lisch nodule), HEBREBER L,

@ RKEFRLE-LINEARN, FEMHEFTEN, AnEN, EEHEAAKRER L,
@ MEBIEE AR L ICEERROBRBRMERE, HEE, FREBERLE,

® MEOCEE

® 7 orBTmEREE

@ ENEZEHE

ZHLEDOKRAL 2 b

BT x-A VEEEMBRBHEEN L ONNIZZEIIEETH D, /INEH (pretumorous
stage) Tit, B LSen AED A 7 = « A&« VB 6 BLL EHNITEREREDIL, EXi3
BrothoEEE2ESEICL T2 Eéﬁ"%) EELAREBICEEDZ EHEL, HAFT
EH Tz A VERDVIZ NI E LSO T, MEREREL EEIZZEHT D,

BEEESE (F)
BERBARMRBXRDOEH

[ BODWEREIC L O BERERE L 2HENZFIZ OV TL, EEESED stage 4,
BN T AIEERER LT D,
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®: EEESE

DNB 4y ¥

ElEHE L EESNESE

Stage 1 :
Stege 2 :

Stege 3 :

Stege 4 :

Stege 5 :

D1, NO, BO, 1 BE  ES4AFESIZEACHEER Y

D2, N1, B2 DWTNhzaE & A% - HE4AEESCEEL > NEE

D1, 2, NO, 1, BO, 1

D3, NO. BO AEAFICEE T2V, #E£ELOM

A FCE .

D3, N1, BL, 2 HEAFIEREORERDY, &4 EFE

DEERRKE W

D4, N2, B3 DWTNhEE I HEHEENEFE T, BEEFBEORREKENK

Any D, any N, any B =gl

-

RREEIR
DI BRHLIVBOBERHEEESTFETD
D2 MR L EBRNSEOMERMEENFET D
D3 BEEEZED TED TEHLHOBMEREENFETD
D4 HEEEEXIIEMEREHBRHEEZOHEDY
R R R K
NO FPREERRGER ( FEEAET R TADBA &) 722L
NI FHEBERERCHFESERICEEMEN S D HEBORE
N2 BEHDDVTETHEOTREBERERCEENRSH Y
BER
BO HERKRZL
Bl EREOCEHEEELZVWLUKEEEDY
B2 ™WHEE® non-dystrophic type OFREEH D
B3 BEOBREHY
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[40-2. @A EEL L |

1

LS

MRT XU CT PR AT R AR R IE 23 R o h 1S W R R AENEIE B & BT B, 7, 8-
FEG - RBMKO VTSR HEREIEE TR0 & 121, RO IO ai s
RHIE, LIOMEMIE - IS - RIS - EEMANED > b Fhs 2 EE, A2
FEThIZBHSRET 3,

BERR

B MRI, BEARE, BEMRESLET, BICEEWRI CEARERIEE 1~2E8E
HENIT O MERH B,

BAATIES MRI T, AIEFREHIE - X EHRSEL 18D & T 2RISR ENE, BiEE
DIEPZ, MEAEFCPRENERLADOND, /-, FHEZWRI TiX, XT38
BEHRHELRNEE (Z<XEKRIE) RALN5, 2NLDEEL, RETTIES
MEICKREETEEEDZELHAN, BRTHZLEHY, REOTFRRERETH S,

BEAREL LTE, HERARE, STHEERE, BESREMRESTS., B
BRLAMEFRREEORE SELTLLEBEY, BABEREHERED - LA
B2t bd5, BEVHICTIAABRELIRIRESITS, EE’@EV\WE

(posterior subcapsular lenticular cataract) (ZFME Tt 80% & B RIIHPE SN T
W5,

BEEERARTREZOHE
TEOBETEEIC L ) EREERE L 2 S Wi T T o%E,
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BEERtEy I~

Japan !n rc:c‘ab e Diseases Information Center

4\.“5\ 3

HOME >> BT AfIsst > SaEELEC UL I ILE)

! Fﬁﬁﬁﬁ{tr(j I) J7 }l/ﬁ)(I‘f?ti")ta"(.\::)ﬁ\b.k')(a»L)A/(’éU?J:‘)))

Zh-akiEst
(EREFIAL)

B8

Tuberous sclerosis(GEEIERILAE B89 2R EIL1835FICILLES, DUVT. 1862% von Recklinghausen [Z&Y
brain sclerosis o= 4 R Dcardiac tumors (myomata) &S f-, 0% 18804EZ, BournevillelZ LY TAM
AEESHEBEREOINEFNSRESh. TOUA T, MOFBELHOTRRLLTRICHEELESHERE
“Tuberous sclerosis of the cerebral convolutions” EE3RBEFERAL=, ThAKRES DR B Tuberous sclerosis®
kLo, E5IT, 18904, pringle (X EEE O F I§iF A Fadenoma sebaceum (£ E 2t {dadenoma sebaceum ClEAs
{angiofibroma THAIZEAREEENB) EBEL -, ThAEEH Bourneville—Pringleii  $H AU MEPringlefi & LN S
KSR RATHD, .
FEDBEREICELTIE. BEIC, 1935%(ZCuntherbPenrosel TR YR R B ABHBELRESA TS, 20 KD
IC EEERELEREOSHSNERETES>T2A TOEMEBREITH>TFELALESHBHENE,-
f=, 1993%E|ZEuropian chromosome 16 tuberous sclerosis consortium{Z&>T16ED FE A LICHHEFIEEDEE
FD—DTSCLAIEFHL. 1997 {TVan SlegtnenhorstB (T E>TIFD L EHE EICTSCIOFEFAHL DL TRREN
BITRAT. REORBASETEA - ThIZTEND., RETEHEE{LAEE A R(Tuberous sclerosis complex)
(TSOELIEFNB LSS TES, TSCIEABGFETSC2EREF L. 2 BU>HAEFTHIA. BENLIS BR
BIIZTSCLTSC2E R BT 5 &IETERL,
FEZESSGOBBRBLHYULTIZGRET. TANITE. NEET. RHEERVEEO MEE % Bangiofibroma
FEERELTER LOALGAS  BERTOESITEILEL SHOEATFEHMNRONDLSIEY. ZEHET
REBSEDIE29% &, ChoZEHENTLLEHESINVEIBERNTEDLEEI LN EEISKTETNS, &
IZBVTE. ChoZERUMILRE . PRBER. B.F. 0. M. SEELHCE20BREFEREL. BFIC
BNTEFRRL-OEBHEB LIS T, shagreen patches . [N TE# % (koenens tumors), fibromata pendula
BAaOERITBEALERENZOLID, LG RETE. BEEROBEICEESOENELHT. RHEHTH-
THEROBEMARHLEESZL,

EEF

BERIIBTAGETEELECEEL. BRLEAO—FAZ-AOTE T, EAEOEFHIFSFAGNELE
BENTWLS, ChiE, TAUAICE S HELEEZRBRTSH .

HEEBRLEREREAREREEOBRRRTHIMN. 05BN MEFTHY . REFHHSNTIESLEHEL
TTHD.

FEOEERT. BTLERHRLE. HEESPRAERFAL. RLTCOTENBTHEEICHRESh TOS. LMLEA
SREEDERTERICL>TRIY MU L TCEERENETLRERTHIOCX L 1I0ERE T LOERD
2E (BB E(Cardiac rabdomyoma LA DFRE) A FLAFERICHE>TNS, £ 10O EEFEHELT
1Z. KES (SEGA) NWHHIITH D, ESIC. OBRU LORRCIRBCEXECEVTERELLAT
Lymphoangiomyomatosis(LAM) AV EENICTIENT 5. £, EER I BEETIHHRITOERENFLALETHS,

BERE
FREOFEEEEFELT. TSC2OBEFETSCIOAEFAREESNTEY . ThTH198kDa OBHHEFaY

(Tuberin) &£130KbD Z2r A BN ILF2(Hamartin)E DY 2T, Tuberinld. BEMFEEFO—HETHY. . Rap1H
B\ [ERab5D GTPase-activating protein(GAP) DG LEREE AT I EAMSATINS, FO4. EiasH.
BEONECIUR YA XREBSFITEWTEEGHEIFE> TS, — . Hamartin®, Tuberin&FH. BE M
FIBEGEFO—ETHY. MROEFTLEZE2OERICEET 5, SOITRMITHE-T, Tuberin, hamartinlXTRL:E
2 QYRR D HIZtuberin—hamartinff & {AAPI3 kinase/S6K1 signaling pathwayZ /LT, MRS FEOHI DO KEEZDHE
HWICEELTWRIENRE ST, B, tuberin-hamartini & ¢k (4. Rheb (Ras homolog enriched in brain) 0
GTPase activating protein(GAP) L T{EAL . Rheb-GTPEFEHE{LL . mammalian target of rapamycin (mTOR)ZHI
FITBHZEITLY . TD THDS6KI, ribosomal protein S64°4E-BP1IZHE AL B RMICHBO R CHBOKEED
HEHAITHI D, —FHtuberin-hamartint & (K I£PI3K/Akt signaling pathway & TRPKC/MAPK signaling pathway{Zdo
THREEESNS, COESIT TSCHRIRFETSC2E R F (., HETHEAT AT BRERAIIITSCt LTSC2LE KA
THDEFEHFLERISNLTIND, TSCIERTF OTSCQRELRFRESUFERFC. EHEELESSOKRMET
F. FAThOHERREO—RORBREDTSC! TSC2 BEEFITERMABI>TEY. BYDES~KOEEHE L
DELFICEERMEBZB(Loss of heterozygosity LOHICEIZE>TEERENERTHLEEFELLA TS,
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S TSCL, TSC2M{EBEET. TSCOBEURO A WX LIERFTEAIHN, aFLEFOEBSHEELSNO AN
X LIZHRETERWEOANE SEOSILLEIREALELE DAL S,

!ﬁﬁ

HEBELECSSOBERELFSEHMET IR0, TOERIBERER KA. B. L. H. FREZHIIH5. L
%;‘ «-ﬂb@%ﬁﬁ@%ﬁ&?gmiﬁ&?fbéc DREOBIFBERESICHRLEERCILEERHIILS,
subependymal giant cell astrocytoma PEEEELE DNBEER CRIE D GH. forehead plaques(LETEH L
[FHERESN S GHTREL) ICTHBT 58, FOMDERENGELBITENTIIONFLALE T ALRAL
HHNRBEZOOSNGNIEES,

EEER

HHEBECEOBELERO—DOTHY  EHITELEDBLLH DA, BRIZALIDREERSBHONIZEDR
E1H5. REEROSISEREETRH DV EEERRHCHRT 4. ZOBMOERSBERY LBICFHR/ITE
BIELREL,

BB (hypomelanotic macule) : AE FEHZHB T 545, FEBEZERLEL, K5, B, MRICESTHECERE
HITHBTAEAEX2T 5. HEHGEOE. IemBl EO—ADBIFHCEN>HBEAREEL. EK S B (white
leaf-shaped macules):FREN D, SHE. BEEBILESEORICEHOLNILOHELH DN RELSFTY
FHLNDBEMNELCADH TIEREDSHITEESZL,

S O 1B 48 # B8 (Facial Angiofibroma; FA) ; FAIZ 1890 DPringle N4 LUEAEISIE (adenoma sebaceum) &
NTERA BREDLAERELCEY. EBOESESRSLOERSOBMICESBARET #82NICTAT
BB THD, FAIXSEL LOREEELESEDI0%ULIZEHOND, BEEMELIYRSHERITE>THEE
£I2¥HEMNT 5. 25, LEFR. E8FPLICHEEOPRE. EEAFHIERICBOHoNL, TRHBIZLED
5hb,

Forehead and scalp plaques; 3T AERIZEHL NI TLEHINEIFAICEN THRT 3, SIHCIEEY LAY DT
WMIBEEILTEO O MEBIZELT>T FO—RITBEENETL., BEERBEETE>TBIENZL,
Forehead and scalp plaques($EEE DAFERI—~DEBEIZHEFETELN . ESBRI N Z{(—-RELTH>TRAD,

HEERR. 2o J U/ iyF (Shagreen Patches) | BH B EHLURCLRT 5, BH. BB, BEARI<IER
BRI RL. HSUNDLI0EUFA—MLU LOEREEE., BICBEALE LB BERELBE T,
ZEEIERRT. BESHINEHDNADEDLIGHEREET L 5ELUTOEE TR, KETTOEFIENT. lomE
TOFEENERELTEERMBICHEREHDINVEIRETIENZL,

T 42 # 8 (ungual fibromas, Koenen tumor) B E B EHLIBICHBL. BRI, 30E L EOFEHERELED
BEOSHZHEHONDIEOHELHD MOER. MBL MEZHISELLIEREEENHEORBEABOR
BREOEET. FOMLYRONEHTHS.

FDOit, BB HUEE(Soft fibromas), BEMHERE (Molluscum fibrosum pendulum) . Miliary soft fibroma. 378
(Atheroma) . $H56ME . SO LHEEERMTE | EIFALEDH RN/ (Dental enamel pits) EELEH LN S,

FERISETEECEORIEEGERO—DOTHY. M OTHE. EERELEHEZEFLN=ZEHOIHD
ZERTH . TOHBRAESENFTHESLEOHOND, BEEREL. KEHRLEEEOMWBICHALN, £
4~64 BHEIZEIHNBIENEL B Thinfantile spasmslTEBHEBILENDEED65% L EIZEH S5, EEGTL
[£U L hypsarrhythmiaZ R L. KE S AB AR ZEE LS (west syndrome) , Tz, FIE Tl&. Subependimal Giant
Cell Astrocytoma (SEGA) AT SEEERILEZS T D6%LLENSEGA 24> THY . BIlHEEITFFFEL. /I\E
HMALBERIINTTEZEICHERTIENZL, BEBRIEBETHIN, EBEOHRIZEELN . LIEUIERE
EFEHKO, KEBENZHOND,

DEER
DEGEERESICHERLUEERCE LAFTRHITHL, BHEBELEEEOSHIRHL N, KB TFER
ThHd. BEADERICEELTOROFNERET 5SS CHFRNOESHALHONBERET 158, BEAN
FINEEREEETIEEC. OHRA B0 TS, FTEIR. Wolfi-Parkinsan-white syndrome & DEREZSE
L.SERY . ALYRBICBHIHBEMRILECEELCREOVLDELEDIN. KEATEER T MBLELITHEN
EBLTW XERHISRET. EOEIZBL,

FiER
BHHEEEEOSEOMU LTI DEREEF >TIVS., BlE (cyst) . MEHASTE (Angiomyolipoma;;
AML) 5 £ USEFE (renal cell carcinoma) BAREITIHFRNEHRETHD. BEBILTSC2ELRTITBIET Hpolycystic
kidneyiZZ FPKDNOEEEEZSATEY  DREBICHEETHIEASL, BERMICE. BEERESLUSMHE
DERLLD, DEHEFETEEB CELTERNARLTHSEBRTIILASL TAMEICERT 5. BBERAIC
(E.EFEROBLE{ EABEE~OKREEAOFBILT. L avIERKICHEIZELH D, BELEHEELELD
BRIZOEHIEHEL. BERES E-ZY LFLTWAL, TOfextrapulmonary lymphangiomyomatosis £LT.
Lymphangiomatous cysts #EBH52E8H 5,

PR SRR IR
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BRiEmta— | HEEEEC VI R)..

FREIZHEHE O (Lmultifocal micronodular type 2 pneumocyte hyperplasia (MMPH) & pulmonary
Lymphangiomyomatosis (LAM) T %, MMPH (L2 fiife £ R M OBH A AHRIZBEEICE I TRIRET. B
HEBEFENISNLILELHLN FITAREIELLL, —HLAM [, LAM cell £BE[£11 B Atypical smooth
muscle cells DIFFEEL. ENFVZEHEBORRICLD. EREHES THY OB EOXEOEGHEILES
BDELFREAOVEDOTHY . FENEN, BEFERIT0~ISEET. BYRTEBERLITETTIHREHEAE
eI THS.

BRE AR

HEOZREEETEBRE (multiple retinal nodular hamartomas) V(504D BEIZFHLH D, KT HREL
TUWKA L FhITEAL BEFHEOCHFHEOOERICLS, BEOSBEIHIILLEN, HEREEH,

Z DD EER
FOER. EROKMBEELER 7. Fi. BE. FELLICARELZEHHEAH D,

B2

FEOFRERETFHREASMNI-SERETCE. BEFSENSIERLSHARLELAONDA . ERICIE. BA
DREFETHAGDOE T, ETOMGICLABEFOERARE TET ., S5z, BEFOERAEESh T,
SFEOEROCFEZFUT IS EHL LS. BEFEHATREICH-ITEM M HST . BN S CILESEELE
DOEHIEEBERERICHESEIBALVOARKTSHS,
BRRO £S5, FERICEHERNERONECEOAHEL T BEREROEEICHELDEN S EFRBNTH>TE
FEROBECENBOONDIELHD, LALZAS CAODEROEEDEANFICHELTOAIMNEITHTSH
B COFIGSHDERSEADEETEOONDHIT. B FEOBHRICIE. 199847 B [TMaryland O
Annapolis T S F- 5B f£58 L F£ D Consensus Conference T ES M-I EELALS (1),

B, SEERLEOEF(IORELHY. AR TFRECRENGHBICELTEEEERTE V(IO FELHE
CEOVTBLENHS. 6. EEFIZHICBLTE. EES0RER SR ER (BRE) AFEOL5OH R R
ORWERBERR (BHE) B2 EETRIFFRECAEEALESHEICET 3H/FS(V (R ESE e
(AN

by

BEEBRLEDABRE. ST OHRARELRHEA T SA, BB A TERERENHTHD., EBEHE
{TXfLTIXACTH, hydrocortisone, ¥ —aminobutyric acid(GABA)amino transferase Dinhibitor G#55 Vigabatrin(Sabril) B
UHRESHOER. KEEICHLTIES v M. HOBOBESITH U TIEs R85 Pangiographic embolization.,
FALAMIZH L T RL BV BACMBES THS. AEEOMNESER L CLEAERITLAALRE R
(eryosurgry)., L—HF—7 T L3 (laser abrasion). 7 T L—U 3 AAEMYIBRAZSFHEASHETEEETS, L
THEREREEFEREFHZ TED, 1a-25-dihydroxyvitaminD3(onealfa)f %0 . 7 L LXE—FIO LS =S
BENEDHELH D,

BF&

HEMELETEERICIVBBELEIERARLY . FTRLBELADEFOBESFRICE TE(ERLS, 15F(EF
ERTDMayo Clinic DFRAET. BHHBLEOEHOADSSE | 15%H0~95EORBIT, 30%H10~1988 . 20%A%
20~298%. 23%A%30~ 3958 . 5%ANMO~49E DI T-L. 13%450E Ll FEFLIEDOHRENHIN, FOEBREHD
im0 BB TR, £EFEERBIERLTEY . 5/ \LA—T [F. EEAICHLTOBENEEELER
S5hTh3,

Clinical Diagnostic Criteria

J Child Neurol. 1998

Major Features

. Facial angiofibroma or forehead plague

. Nontraumatic ungual or periungual fibroma
. hypomelanotic macules (more than 3)

. Shagreen patch / connective tissue nevus
. multiple retinal nodular hamartomas

. Cortical tuber(1)

Subependymal nodule

. Subependimal giant cell astrocytoma

. Cardiac rhabdomyoma,single or multiple

. Lymphangiomyomatosis(2)

P = R e - L I IR R

—

Renal angiomyoma(2)
Minor Features
1. Multiple, randomly distributed dental enamel pits
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[ad

. Hamartomatous rectal polyps(3)

. Bone cyst(4)

. Cerebral white matter radial migration lines(1)(4)(5)
. Gingival fibromas

. Nonrenal hamartoma(3)

. Retinal achromic patch

. Confetti skin lesions

© 0 ~ D U B L)

. Muitiple renal cysts(3)

Definitive TSC : either 2 major features or 1 major feature plus 2 minor features
Probable TSC : 1 major plus 1 minor feature.
Possible TSC : either 1 major features or 2or more minor features.

(1)When cerebral cortical dysplasia and cerebral white matter migration tracts occur together.they should be counted
as one rather than two features of tuberous sclerosis.

(2)When both lymphangiomyomatosis and renal angiomyolipomas are present,other features of tuberous sclerosis
should be present before a definite diagnosis is assigned.

(3)Histologic confirmation is suggested.

(4)Radiographic confirmation is sufficient.

(5)One panel member(M.R.G.}felt strongly that three or more radial migration fines should constitute a major sign.

EREsE
BIRHE RE-FAEsREBETRR(BERFERS
fARESH EF17EI1H158

Copyright(C) BiEI A A HREPHRME/ HRBRE S~
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BFERE | ENAERERE
BRRR . IREETEE
el : TFEFEEmSIa11-1

RLEEATEA

FLEEAH PRkl A H
BEOEE (B0 OFAIMRICIEERA
TESEIEEL | 0.72L | 1L.BD B W & B
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