34 RERERMEEE

1. &

IR HRHEAESE [ 2 (neurofibromatosis type 1 :NF1, L2 T INIEUR) &, AT -7 - LERE g R
BrEMel. z0MtmE. B #ER. GBI HELE)GLEIISEEREZETIEMETHY . EEER
HEEOERHEERETHD,

IR AR REAE 1 B (neurofibromatosis type2:NF2) (&, MAITEICF 4 3 SEE IR 4HIE (RIEMBRHIE) %
FHEL, TOMDOEZERES KRV EHEAHIEMIE, HIRE. M LEKRE) CRERE (RTORAD
REHEHE. AR . BRRE(EFHANE 22T 58X BREBHOEREERETHS.

2. RE

PREIRMIEE | 2 ORREGRFE 17 BREARB(17911.2) [CEL. EDEGFEMET=2—0T
7 BX (neurofibromin) EFEIEH , Ras EH DHEREZ Hil L THIRZIETE CHIRREE NG T 5 LITKY., &
BEORELALEENH T HEEZON TS, NFI BIEFICEREEL- R RMHIEEIZ T, Ras DfE
BHAEMIE D=8 Ras/MAPK 2R D EME{b & PISK/AKT RIRDEMLZEL, SR BRHELFIILHE
L. 2TEOREZELHEHBISN TS, LHL. FELLVEBICOVLWTIERBALZRESELY,

PIERMEIRE | HOBEEGRFIIE 22 2EERMB 22912 IZHFEL. COBGFNMEVETEREE
merlin(XI& schwannomin) &£ {15 TLVS, merlin (XIEBINFIRFELTEKEEZEZON TS, i
RHEBEE 1 2 TIE. merlin DEEFICEENEL., EEL merlin M TELEWOIZHKIET S, RHRIC, ##
TRIRMEREAE I B LI DO — MR D HEHIE - HIRIE - 8 L KIELE TE merlin DEEFICEENR DM
T3,

3. fEK

OIZIRHEIEE 1 (I, LT OIEREFHET 5,

N7 A LH—RETREY LB/YDLGNRTHY ., BIFRVDILII—E—BHLRVERICESFET
AT BRBRANIZEDRREAONGD, BEIRABOLOMNLEL AAEFTU-ELNEEHBEE
LTL%, /MNETIFE 05cm LLE, BIATIEE 1.5ecm LLEEZEELT B,

HRERHE-REOMBRRHEBEIEFENELIVLEEICEH T S5, COMKEMERND BERERE
(nodular plexiform neurofibroma) . U214 O ##% #3 #£ fF (diffuse plexiform neurofibroma) WM& HNEH &
1H5, BEREGEHRES IR EHEIORETIABETEEDND2~4%IZELS,

- Z D DGENR:

KERE—LNBHREaRME. KEDHEEKR. EN8H. EFMHRARAFE. FERHEBFTRaMLL,
BRE-BEE-EATOEXRE. URREOER KB, EH-WBOERGLE,

AR SR 2 — BT %2 /ME B (Lisch nodule) . (R BIELE,

NEREES —AaERBE. Bt EaE. EHESRLTE,

Z DIEH unidentified bright object (UBO) . ;H1t & [E'E fE % (gastrointestinal stromal tumor:GIST) . 8
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BERE. BHEREAEHES. PERE IBERMEBELESHLOND,

QIR MIERE | 2 ORIEFREIRL THHH. 10~20 KRORESZ U, EAIEEHZHIES S HO®
BREBENELS. RLEVVERIL. BHEHREICIIHER- S5 DT, BEHMEREICLILIFED
LUN-RRET-BRALEL, TOMIZ, B85, BREMHIEME. EBEOLUN ., HITEE /M KR
T FERE. RNEE. BTRELPETRECLEEZAIELHS.

4. BEE
O IRIRERERE 1 5
1) B RKH
HNEMDOEENERMEER LOMBLIRATIRNATLS, LMWL REDEIA, BRBEETLIC
HERSESIIMELABEILBO O FEICIEL GHEREETS,
2) R IR R
BEEFETHIEEIHLT. BEAMNGH ALV LEZTORBHNERENEIEL20. SRR
DE1RBIRELG D MOV ETNIE, BRIRETICUIRT 5. 12 TNIEE ERHETICH RSB YY)
BRI B, NEEDED IR /AVIZKDUIRR. BRBEONT . REEAAL—F—IZL5UBRBEUMTH L, U
EBHHRRMEEINETIZ2ELNEICHLLELNSURT 5, EREHZRHES TRHOIRE
MYIBRMERAIET B,
3) LHEBRE
FRARRE. BRE. eEMlE. HLtERERELGE . BADZBBOREICHT 5FEMMLG
BB EEHEMIIZITES,

QIR AR M IEE 1 B
BEICIEFMICIIEZOME EE MBI IARNITOND EVRE EGFAREIVELRH
THDH. BHEHEICOVWTEIEADEBE YA XEERFEAITGLTEADHFRAEESN, HRE
[CIECTABRAHNEREND, —RIZ. BEN/NEVIBICF R I NIEHRER S ERED T REME
(TEL B AWEF TEHARENRLH 5. NBFMOMIC, HoI—F 170 EDELMMSHRFiTL/NE
BESICITANTHD,

5 F#k
HERERIEOAGOFREILEEHEL BEREHEHEROSHEIBA—EIINITTHA,
MRRMEIEE I 2L BEEIH o THMELRERTRB T HLEHIN . HFICEEETIIESHI K
LT, RFRICHELE OHRERIETTEHIENAH D, MAIEMRMELEEERNESOKEE
HTERUMERICIE. QOL ABEL. £wDEERIE BEDHETIX, 5F-10 F-20 FAFERI
& 285%+67%-38% THol=,
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O EHOHEICHELSIF

1. BERCER 24 FEERZMETREELR
3,588 A

2. FEFEDHKE
THEGFOREREL BN TOAAEMIERE)

3. SERMIIABR A E
R (FHTRYYINANIEDLZLY,)

4. REIDEE
PVE(HEEE, EEaRRELE SHELHS.)

5. BUTA%E
HY RTOHERBAEFRBLODIHAL)

6. EEEHE
IR EHEIEAE 1 2% DNB 5484 FL T, Stage3LL L EHRET B,
IR IEE | BSHIRM O EEEHEEEAT, Stage 1A EEHRET B,

O 1R
M#9E R B IR R BB D2 REMEMTMRET IS K DR 2R ML CE DUV -2 iE $t D HESL A R B |
MRRKRE #FRFXFREFRVER KERFIEH & HETETF
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<BMEE>
OfiERRHEAEAE [ B

1. ERREMR
(MAFz-F-LB
RIFETEYENYDLZORTHY ., BIERNIILII—E—BIOLEVVMERICEDIETHA T, BERKRN
[CBORERIEHONGEN, BIEREABODLONEL AAEFUTEoNERBEEL TS,
(2)Fh iR HRHERE
REOHZEREBIIEFHEIVEEIZERT S5, COMREHER DR E (nodular plexiform
neurofibroma) . U2 14 O #8#E R 4 iE (diffuse plexiform neurofibroma) B&H N5 ELH D,

2. ZDHbDIER
D KERE-LMBHERM. KEDOHEEH. EnAH. EFHERANE. FERHBTEMGL,
Q@ BRZE-BEEE-EEEOEXRIE. MEREOER - BT, 1 -WBOERLE,
@ ERFREMIF/MEET (Lisch nodule)  RWBBIELLE
@ FNEEIEGE—MEBE. HaERUEHAROMEREELLS,
® Unidentified bright object (UBO)
©® HILEMEES
@ B HaiE
EMEREMEHIES
© FEEE-TERMEZEAE

3. ZHOATI)—
NI F - LB EMEREREA A ONNILZWITHERTHS. /MNRHI (pretumorous stage) TIEHIz -7
LEIAGELU EHNIETHREATEDN, RIFEZDMDIEEREZSEICLTEIY 5. =1L, MHELICEE
DIELZW BABITIEAT-A-LBA S MVIKNIELZ LD T, BiERHEEE EHICZET 5,
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OfIERRHEIEAE I B

1. BHOHTI—
MRI X[ CT Tl iEsiZ 25 (RIEMEHIE) AR OO NITHIRIRMEIEE 1 R EBWT 5. T 8-F
ELRBMKD VT MDA HRRMEEE [ 2D EETE AANOR AN O IEMEES RIEAEHE) .
R (FQZHIE - FIRME - EBE-EFHRRNEDILVIT AN 2BENFET NIEZHAEET 5.

2. BREmMR

&% MRL, BEORE ., IREHRENDET, BITER MR EBENAREFXEF 1~ 2REHHIITILES
Hd

BEERESRZ MRI Tl RIEMEHE - = XME#HEZIRO LT LM HE. SEIERE. INERNRIRE R
BRESBLAOND, -, EHIESF MRI TlE, 2RI LEHHFHBELHNES (2T LEKRE) NHLN
5, nbDEFIE. HRRETICRABRILKESTELEELIZLEHIMN. KT HILLHY. RO FE
FEETHS,

BEHRELLTI. MERNRE, EERENRE. BERSRRICEREZTI. BALANILERIEREHE
DREFSILHTLLEEBE T BALANUNRIBAREDIEORITELRT H5IE1H 5. BRBIZITERN
ERELEIBRETITI. BEMEBEMNEE (posterior subcapsular lenticular cataract) X5} E Tldk 80% &5 =
[SE|ESN TS,
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<EEEDEE>
O fR Mt FEEIRY
StageSLLEICEZETHEDEXNRET D,

B

VAN
E¥)

45

DNB% %8 AEHRREH SRR

Stage1:D1T&H>T.NOMDBOTHAHELD BE-#SEEITHICIZEAERBBELL
Stage2:D1X[EXD2THHTN2RUB2%EF

—— = BB oo BE-HREEEBCHESINEE _ _ |

Stage3:D3T#H>TNOMNDBOTHDED AEAFIIEEOMELNHY . HEETFLE
DEENKEL

Stage4 :D3THHOTNIXEBIOWVWThhE HELEFTICHEEOMELHY. HEERF

EXRI0) FoOBBESAKEL

Stage5:D4. N2, B2OWWFhhEELED BAMNEEINSET. BELEETOXENK

=0
T RERE I

o

D1 BRIV BOEMRBREENTFET D

D2 BRMEILEBRMSHOMBREENFETS

D3 EEEZEHTEBH TEHOMERHENTFLET D

(1em BEULOLOAEE T 1000 EUL. AO—Ehb2AEHEHELTEHMELTH K

Ly)

D4 VEMMHIRRHBEAE CRIMAEEEEOCELLSKRMNER
XIFEEREHRBESOHREHY

HRREIR

NO fEAEIRZEL

N1 FRE. BAZOHBERCHBRICREMELHS

N2 SEHDIWEETEOHBERCEEFRRSHY

BRE

BO BWZELL

Bl BELVWLHIEFEDERE (FHERETLELLGVEREXTEREER)

B2 SEDEREHY [dystrophic type LWL FHTABREZET IHAMOERELR BIEHLLIE
®E) OREOSEOER -AEE - R EHT. BEETREXIIEER B RIE] )
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O iR ipit fE eI

Stage 1A LEZXRET B,
FRREIR
AEEALANIL(C )dB
BEALAJ 70dB LLE 100dB ki HY(1=)
BEEALAJL 100dB Ll E HY(2:)
EFEALR)L(  )dB
AEEALAJ 70dB LLE 100dB ki HY(1=)
BEEALAJL 100dB Ll E HY(2:)
A [ F R R
— {BI R 2 HY(1 =)
i 4B R 2 HY(2:)
NS HY(1 =)
— I FEBEENREET HY(1 =)
WTFEEXEESES HY(2:)
#18 HY(1 =)
BHES
—{AI% 87 HY(2:)
il {8 52 R HY(4m)
+ S M HY(2:)
H HY(2:)
R NET HY (1=
e FAE HY (1=
HREEIR
BEHHEK HY(2:)
= EEHER HY(4m:)
BEREENE
Score &5t BE4E HEEE
swee0 | _ 0| FEALMERL | BEACMELL
Stage 1 1 BEEOMBEHY BEOMBEHY
Stage2 2 BEOMBEHY =R
Stage3 3 ElEdHY EEOREHY
Stage4 4Lk FEHAKEL BEEDMBBESHY
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LW AL UE J OV Ay B OIS 1 S B

1. AW D BRARIELR *ﬁﬁ)ﬂﬁﬁﬁ"? ZRAL T, WA LICRBEOBEN2WGEITIE, W
NOFEO L DOEHNTHZE LI 2R\ (72720, Yol 2 R~ iRIERE Th - T,

PRAREZ B DITIR D, ),

2. IREBIAIZ T D EIEE SISOV TIE, MU EFERO T TIHRREMTOIL TV HIRETH
ST, HIL 62 HE TR EWVIREAEM>HET2 2L L35,

3. B, FEROREN FRROBEIEESEF C—EU LICEY LRWE ThH L3, EfERERZ kT
5L EDMEREDIZHONWTIL, EREROMRE T,
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