34 MIRIRMEIEE

1. =
HIRRMEEE 1 & (neurofibromatosis typel:NF1, Ly Y0 IN9EUR) (£, ho x4 - LB EHEiR
HMEXEHEL. BB, iR, GBI HELE)GEIIZELEREZET SBMETHY. BELBHEMED
BRI (BER) RETHD.
PR ERHERBAE 2 B (neurofibromatosis type2: NF2) (&, FEAITEIC T4 I HEEHHIZ $0E (R EMZHIE) %=
FHEL, TOMDOMBRERES RV EHEAIEMIE, HIRE. M EKRE) ORERE (R TORAD
REiZHE. AR .. BREEEHEENE) 2258 2B AREOBREER (BEER) EETHS,

2. [R&HE

MR IRAEIEE 1 HORRERFIE 17 BEREBAERBE(17911.2) IZMEL, TDEGFEDNIE=2—0T
17 AZY (neurofibromin) EFE (XM, Ras B H DHEEEZ HI L THIFIETEASHIEE L IIFITHILICKY.
EBEORELBEEIHEITHEEZLNT VD, NFI BIEFICEE (RN T RN ERL-aRRHE
fiE 1 B TIE. RAS DIEEMAEMEIEDT=6. RAS/MAPK #ZER0D;EMIL L PISK/AKT #RERDEMHILEE
L. #ERHELZIILOLL. ZRDBREZLELLHEHBISNTILNS, LML, FELLMEREIZ DUV TIETREAL
RLELY,

PIRIRMENESE 2 HOBEEEGRTFILE 22 2BEEERM 22912 IZHFEL. COBGFMEVEHITEBEIL
merlin (XX schwannomin) &8 {1 (T5MNTLVS, merlin (XIEBIIHIRFEL TEKEZEZ SN TLVS,,
IRHMEFEIE 2 U TIL, merlin DEEFICEENLEL. EEL merlin BTEHEWHDIZHKIET S, FHkIZ. ##
TRIRHMEIEAE 2 B LN D — AR DR 1S - BE RIS - B L KIELRE T merlin DBEGEFICEENR DD
TS,

3. fER

DR IRMEIESE 1 UL, LT OEREFHET S,

"HI7x-A-LBE—RETEY LAYVDLGVRTHY ., BIXRVILII—E—BILRVMEBIZTEDET
AR T.BRERANICBDORRIEHADNGND, BIIERABOLONZL AAEFTUITEONGHAETE
LTS, /MNRTIFE 050m L, BLATIEE 1.5ecm LIEZEELT B,

IR IRME - R EOMEREETEFHELIVERICZHT L, COMKE T OREHBEROFZRE
& (nodular plexiform neurofibroma) . U2 1 O R #3#E IE (diffuse plexiform neurofibroma) WM& BN B
E1H5. BUEREAEHES IREGENORETIABETEEDND2~4%IZELS,

- Z D DFENR:

RERE MBS ERM. KEOHBEKR. N8N, EFHERRFE. FEUHBTEMLL,
BRE-BEEE-EETOERE OREOER -RHUEH. S -WBOERLE,

AR SR 2 — BT %2 /ME& B (Lisch nodule) | t(REFBIELE,

NEREES —RaERBE. EXMEEEHaiE. SHERLGLE.,



Z Dt unidentified bright object(UBO) . ;H1t & & i (gastrointestinal stromal tumor:GIST) . 5
HHRERE. B RHEARHMES. REMUFEE. FERWN - ZEE. BRAARIIN LELGEAALND,

HIRMHIERE 1| HOZHORAUMELT, A7z 4 L EBRRHENAOSNNILZETIIHEET
H5, INREITEAT-A-LENSEULHNERENEDON . RIEBEZDOMDIEREZSEICLTE
W9 B, =L MRELICEEDIELZ L BRABITIEAT-F-LHA S HYITKNIELZ DT,
E IR ET T RIC2T B,

QIR IR T 2 HDOREFEITIRL THSH., 10~20 KOFRENLZ L, MEIQOFEHZHRENRER
R THAD ., COMBHBOHRICHBHENELD, T, TOMO T RMERESELTHIERE.
IXREGELELD, REZVMEIK (S, BEEEHMEBICKOHTE - 5o DF T, EHARHEICLLIFRD
LON-HRET-RALEIDH, TOMIC, BE. EEERAERE. EEOLUN., HITEEO/NMNKHR.
B8 FERE. ANES. BMTESORIEFTLELHEITLLH S,

BRELLT, EE MR, BOKRE., REMRENLET, HFITER MR LEABRERFEE1~2EF
HMIITORENH D, BBERESR MRI T, AIEREHE - = R GEHEZ RO LT LB MHEHIE.
BEREE. INENRIRECIRENERLAOND, -, BEHEEZ MRITIX., 2RI LEHAITHELHE
RNiEE (ZLUELEKE) AHBND, CNODEF L. REETICRABRILREFITEEFLZLEHD
N EBRTEHIELLHY. RRDFAIRETHS, BAREBLLTL MERNRE. EERNRE.
BN RIGEREZTIT BALRNILERIEREREDORESELTLLEEE T BALRILARE
BIAEDIEPRITELETEHILLH D, BHMICIIBNEREBELRIREEZTI. EEHBRE. &
T4 posterior capsular/subcapsular cataract (&, 80% EER(ICRON-ETHHENH S,

4. Ak
O ERHEIEE 1 B¢
1) KM
HERDBENERHREZES LORBBELIRATHATINS, LMWL BEDLIAH BRBETELIC
HRSESIHERDABEIILO O, FLEIZIEC TREREZT.
2) IR IRMEE
BEEFETIEEBICHLT. BANLE ATV LEE DR AMNERERESE S0, AR
BRAVE 1EIREG D, AV BATHRETICUIRRT 5. MM Z T G HEF T ICHKRARY
IR %, NEDEDIERL/AVIZ KB UIBR, BEKBAM . REAAL—F—IZL50BRELAHTHS,
VEMMBRRMEINETIZ2ELOECHLLENSYIRT S, BEEREHBHBES LREHOIR
BRYIRMERAET S,
3) BIHBIRE
PIREHERE. BRE. BB MRE. GIST 4L BADSR/BFOREIIH I HEFNLEREDRER
FHEMTRIICITS,



QT FEFRHEREE 2 B
BRICIEFMICKDEZ O EE MBS IRAENTOND BYRE, B FAREVWELZEH#
THD. BHEHECOVTREADER YA XERFRAIGLTELADRKIABESN, BIRE
[SISCTABRAHMNERENG, —RIZ BEN/NSOSBICF I NIEMH R EE S ERE DR §EME
(FELS, BEAANEFTESAREMLHH. AR FMOMIC, HoI—F (TG EDEMBEHRFHL/NE
BEBIZITAEHNTHS,

5. F&
HIZRHEE 1 ROLEROFREILEMES BEEREHEHEZOSHEIB A A—EIMEETHS.
PIRIRMEREAE 2 UL, BELH o THELERER TRIBT 5 L1H LD FICEEE TIIESH K
RLT. RRICHELEDHBERIEITT LD H5, MAIEHRHELLEESNESOREES
HTELEWEEICE. QOL NELEL. ARDBEKRELEV., BEDRHETIH.5F-10 F-20 FAFEL
% /285%+67%"38% CTH o=,

O EHOHEIVLELEHE

1. BER (R EEERZRELREFER
3,961 A

2. HIRDEE
THECFOERLGEZIEHIN TS EEMIETER)

3. MRMGAERAE
REEL (FMTRMYTINGWLIEEEZLY,)

4. REOEE
VE(RREES. EEMERELESHELH D, )

5. oA
HY

6. EEESER
I HRHEAEAE 1 213 DNB 738X ALV T, Stage3LLLZEXRET B,
FRIESHRMEAEE 2 B I RMDEEE 7 FEZFALVT, Stage 1 L EEZXRHRET D,

O fAEHT
[iE R R IE IR B ICRE 9 D2 M AEME BT ARET S R DRI PRIARML S B DUV -2 IR St D HESL R ZTHE
MRARE APFAFREFREFRARE KERZFESEH HIR HETEF




<EBREE>
O MR HRHEIEAE 1 B
Definite xR ET B,

A.

EIGFRIMT R

NF1 BIEFORELLGLIERNRESNDESE,

N o g koo bhd =D

XEt2L, ZOHE (BITSREVAER) LBV TEEMHOBRESE(TT 5.

ABTADNIRERS—r oY —E AN EROREEE 0065 L ERESNTNBH, BETH
ETERNARINEELBRSMIEE 1 RETET HbH TIHAC ZOBBIHROBIEEE AL
DL HBERIFSANCLICEET B,

GIRHIEZERE

6ELUEDATT-F- LB

2{E L E DR IRHERE (R[S DR RHEECHBOMBRMELE) FXUFAEHRIRHERE
REH SV ILBEEEDE BB R B (freckling)

15 #0#Z BBIE (optic pathway glioma)

2{E LA £ DAL F2/MEET (Lisch nodule)

BENEEREDEFE (ER-RAOLER. UREDOER ., HEE-
RERRN(E—ELRE)ICRE

X0

REEDERIE)

ZMDhTI)—
Definite: A, Ef-[ZB Q7B H2IHEB LU EFHE-9 .

<ZEDMDSERE>

© 00 N O 0o » WO N =

. REDEtb

. BEMETFTAR

. AEMEBRFE

. BB

. B REIES

. Unidentified bright object (UBO)

. HIL B B IESS (Gastrointestinal stromal tumor: GIST)
. fAE AR

. BEREGERES

10. REMHFEE - TERMSEE - BRARARIN LLE



O MR RHEIERE 2 B
Definite xR ET B,

1. BHEOHTIY—
Definite1: MRI X% CT CHBIBMHEIES (FIEMEHMIE) 12T 5.
Definite2: (- FE 1 RBMHEOVT MO BERMIBE2R D LE) A AI=D. RIFQHTEHET B,
D HEtOREHEES ARSI
@ WHIEWE-HEE SRBE SEHANEOSENTAN2EE



<EEERE>
O iR Rt EE 1 5
Stage3LL LT LT HEDEXNRET D,

BEREESEE
DNB%$8 AEREELHRMEEE
Stage1:D1T#H>T.NOAMDBOTHAHELD A& -#e4EEERICIEFLALMELL
Stage2:D1X[ED2THHOTN2RUB2ZEF
TWNED A& -#HeEETBICHEHINEE
Stage3:DITHH>TNONDBOTHAHED  BEEZECEEOHENHY, HREFL |
DEENKEL
Stage4:D3THoTNIXIIBIOWLWT hhE HELEFICHEEOMELHY. LT
ELH0 EOMEIKEL
Stage5:D4. N2, B2 WL T NHMEFELED BARMNEENSET. BEEFOZENK
=18
[ RIERE

D1 BRMEVBDMIEREESFET D
D2 BHRRELBHMZSHOMRREENTFETS
D3 BEEZEHTHO TEHOHRIREENSEFET D

Ly)

D4 UBMHRERHIELE ICLIMAEETOELLEANERE
XIFEEREHERESOHREHY

FHEEREIR

NO ##FAEIRAL

N1 FRE. BAFOEHBEROBRERICERERENSHS

N2 BEHINTETHEOHBEROCEEFRRHY

BRE

BO BRELL

Bl BELVLDLIPEFEEDERE (FHMAREZLELLEVEREX (TR EER)

®RE). BREOEEOLER AEEH - REH. EEEE RIBXILER T RE]

o

(1em BELEODLONES T4 1000 FELLE., AO—EH oL FEEEHTELTEMLTLE

B2 BEMNBREHY [dystrophic type HWWLFHTABREET HHAMDERTH AIZEHHLE

_/



OfIERRHENEAE 2 B

Stage1 LA LZEXRET B,
IRAER
GEEALANL(C )dB
BEEALAJL 70dB LLE 100dB ki HY (1 =)
AEEALAJL 100dB Ll E HY(2:)
EFEALR)L(  )dB
BEEALAJL  70dB LLE 100dB ki HY (1 =)
AEEALAJL 100dB Ll E HY(2:)
A R RN
— BRI HY (1R
i {8 R 9 HY(2:)
NS ER (RTRERERZ B T) HY (1R
—EIXEEAEEMNREET HY (1R
WETEEXIESES HY(2:)
#18 HY (1R
RAEE
—{BI %81 HY(2:)
i {8 2% BR HY(4:)
B RE HY(2:)
i HY(2:)
HEAET HY (1R
e FAE HY (1R
EHEAEIR
BEERERK HY(2:)
= E SRR HY(4:)
EEEDEE
Score &5t BE4E HEER
StageO 0 [ZEAERIBELLY | [ik/"EF;"E]EEt_E\_ _
Cstaget | [T BeomEsY | BEOHEHY
Stage?2 2 BEOMEHY fieEHY
Stage3 3 fieEHY EEOMEHY
Stage4 4Lk FTEAKEL EEOMEHY




2T EEYE K OVEE Ay OIS I 1T D

1. R4 2WHIT W2 EERAER @E%%# BIL T, WEYE RICRBEOBEN RV, W
NOFREHIO S DOZHNTHAE LI AR (7272 L, YR OFE 2~ RIERE Th > T,
AR L DR D),

2. REBRAEIRIC I 2 EHIEE S FEICOWTIE, MY EFEEDO T CIRENTHON TV AIRETH
ST, E6 A TR bEWVREBZEMPHETZ2 L &2,

3. ek JEROBREN FROBEEESFET—ELL LICZY LW E Th LM, mEERER kT 5
TERRER B DIZONTIL, EREMRONGET 5,



