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LTWwaZeExRM L7, NF1 BEEEHRAM LD H
B 7o BE S HIANF PT cells Tid. NF fibroblasts &
N Erk OFEBEPABITHEELLTE Y. FHIES)
LTTCTP DEIEVBTLEL TWE T & 2R L 72
512, NF1 2% B EMPNST #if2 12 BT, TCTP
DREBUIFEETH Y. TCTP ASNF1 FRREICE D S E
BOEWALORZEL 22 WEREZRB L, 35
|2 TCTP OEIIMHIZ X - T, R EH 2
SALIREEN EFE SN, MlEEIIE Sh sz &
HSPIZ L INHDOERI D, NF 1 OkE
WAEIZ & b &AL L 72 Ras-MAPK 3 7" )V IE AL,
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Bitzgl a2 TERO—2LEZ LN, 5.
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RS BR AR & (R BRI 783 3E)
AR E

NF1 & T OMBN > 7 F VAT &
FE 5 T BB D B 52

BB RN AR I E R AT e 8%

[T -3=1

‘Tétf)“ﬂ?ﬂf% Y AALS

NF1 D EEIRTH 5 WSROI, K ORI & 5 EE EORE, AR
WL a2 EOMEDOAL LT, BEHRLOBME R VBRI L0, ZOEBERCTFRE
DFFEIIEETH b0 AFEITHIEHMEEOWRIBEOEVE L, EIZIXEWE TV OCHAE
Eho. TORBEEICHET IR 0ERLTo/z, TOMBE, AR bRz B 3Eimik
(epithelial mesenchymal transition: EMT) ¥ 7" F VDJTHEIC X o TH E 2 2 SN 5 i T H
WZEM LRSS L2 R L7z, 2@ 2. EMT BHEH PSR KBICAER TH 2 W hE

A - TIRE®

AR ARAEREAE 1| B, 2 RMEMRRRMENE % 450
SR GHEE R T BEEEET, EREETEY
—a2—0U7 4713 i, Ras-GAP M[A I % A
L. MY 7 F VEEOEELRHH T L Z 25
NTW5b, HEOTT AT HOBIHIEIZL Y. £%
PEARE AR AENE X, Afe—H AR 3 X OSHRE—~ b
Uy 7 AMOMEN %Y 7 F IV OREFEROFHS
EEZLNTWVD, FIZ, ZFETIC, =2—1
74783 YOREBKTITHEVIEMEIL S L7 Ras-
MAPK pathway % 41 L 72 525 7 MifaiéhE s K & < B8
BLTwWBIEFMOENTVED, ZOFERDODAT
XS FMEMRAREETER A 7 = X A% BHT 5 &
ETER V. RIIREIE, SRR ORI
M8 mEZHIEDE, HRONRFTF A 1L
IR oTHRBERBEERTHILEXEMELT
To720

B. MR A%

AR HEIE OB IC BT 5 b EER
(epithelial mesenchymal transition: EMT) &% & 8% 5. [K]
T DFEB & TR AR & bR R 3R (EMT)
DREIZ DV TRET 21T o 720 ZOFTRIZED
T EMTBHEHIORA 7 ) — = 7% 47572,

C. IR#HER
1. HRIGMEZEBR TA5MBICH T2 EMT 5&
SERTFHORR
T AR AR HENE DAL Z B 1T 5 EMT FEd 5 K F
Zebl OFEBE Iz 2 A, FEERE SO K
A Zebl [EMETH 1) . P REHRAERE 25 3R %
Fol-MlEIc Lo THEINTVEZ LG ho
725

2. NF1 R8> 17 MIICH T % EMT FE&EE

AFD3R

AR RS L V. SN/ NFI RV 27
Y HIBLIZ BT A Snail, Zebl D FEH % G0l gt
WKLo THRZZEZ A, BNIZ Snail ¥ /X7 E &
Zebl ¥ YR TEDEEREBDT,

S HIINFIRIEY 27 VMg BT 5 EMT #%
HR G AT #Slug. Snail, Twist, Zebl, Zeb2 D%
WA mRNA LX)V CHRAEEZA, EHY 2T~
MifE (HSC) & I~NTNF1RIEY 27 Y #f T,
Snail, Twist, Zebl 25E I L Tw7z (X 1),

3. NF1 BBEHIHOED EMT 5855 RFDO IR
Rz E % # O ARPE-19. MCF7. Hela I2 3
W, siRNAIZ L - TNF1 # 5HIH L 7-Bo



EMT #8855 K7 # O 53 % M5 L 72 ARPE-19.
MCF7 I8V T, £NZMN Zebl, Slug #° NF1 DF
BAeWE 452 Ll2Lo>TER L7

¥/, IEH Y27 M (HSC) (2B VT NF1 D
BEEWHI L2 A, Zebl & Zeb2 DA LA
L7z (K2)

4. EMT BEEILEHDR V) —=> 4
LRI ), NF1EBUET & EMT FE 053
51U, MRASEHEEZ R EMT ¥ 7 F VO iEHEALDS
BTV EZEDHERTEDT, EMT ZHET
BACEMD AL ) — = T & ATo 72, BARMIICIE,
TNF- a & TGF- B % LR AMIICERH I €5 2 &
12 & o T EMT FEREERFOFHEPELT, £
VT F VIR L THIBERP TR S NS HE %
BEL LD A ) — = T o iTo T2
2000 FEHEDLEWE A7) —= v 7 L, Hilg#HE%E
DHEUZWVIEETEMT AHIH CE - nh 22
bolzo BEBKRAZ ) ==V 7 EfT\v, BERISH
W CRREHED T 5,

SNA/1 (Snail) SNAI2 (Slug) TWISTI (Twist)

, 400 , 8000 , 8000
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£ ] ]
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H
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H
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00

HSC sNFS6.2

[0 Human Schwann cells {HSC)

)

®sNF96.2: NF1-/- Schwann cell

1 NF1 R =27 »HildsNF96.2 cell 12817 5 EMT
FHUET R T B ORI
HSC
” 2.0
e @ Cont siRNA
215 B NF1siRNA
-4
£ 1.0
@
2
05
[-V]
[+
0.0 R
\ \ A
‘;\?‘ s@?‘ «\‘A\S x@‘b 133’
M2 E#Ya7 MBI 5 NFSEIHEEEO EMT

K+ BhRE

D.Z%¥

R KR, AEICER L -MEAS
oy Ak a7 M, WM, N
faZ L CHEGMAE O X 9 % kk 4 2 flE oMb
BELZHMBEROERZHFHRE L TS, £
ow STAETNVERWEEFEOMIETIZ L S
b R R MERE R B o0 B AR 12 B v T, NFI —
/=27 B, KIitL @ X 9 REALER
T % 4w L A E MR B % RE B /0 BR 5% (tumor
microenvironment) N 12 753 S g 2 £S5
Ewvy, oF N, MEHRAMERETIZ. 1) NF1 +/ -
RE ML, 2) NF1 +/ — OFMEFME. =
7 e, M B OEE, 3) 7 4 7Ok s F
vReTIVa yEEREERLE LS~ b Y
7 ZAOEM, 7 EOREN LRGSO, T
S5IEEMT 2L o THI & Z SN A MR EIZHE
PLAFTRTHEEEZLIENTE S,
FGEESE, MREREEORKY 7B LT
NF1 BEP OB L2y 27 V% v - fEAT
XD, EMT 2 FE T 5 £ 28ERNTFTH 5
Snail X Zebl DFEHPEBIZ LA L TWwL I L%
H L7 £7. mRNA L X)L T % Slug. Snail.
Twist, Zebl. Zeb2 7% & EMT FHE iz 5 K F D 5B
EAPARSNT, S5 EEEMES L TIEFY 2
7RI BWTNFI OFBREEZEHT L2 LT,
NS OEERT O EANHEZETE. NFIL#ETF
DREREAR A L EMT OFF S EEMEL TWwLH 2 &
wRME L7, $/2, NFISiRNAWC X he 7o r
Be7e EHMIFAAA < ) 2 ADBEADEEMT A2 L b8
BENTHBBY, EMT ¥ 7 F IV 2 F25, RN
D AN =X LTl E#E 272 (Arima et al.,
2010).
CNTFTOHKENS. EMT ¥ 7 F VO HEITH
RARHEIE O % H T X 2 EEMDSH D EE 2
7oo FTCHRENMBICAE LA EMT IZE > TH
XN D MNEM IS (Takahashi et al., 2010) % 7
A %E LT, HAEEMT 2 M T X 2K DR 7
== T %fTo T\ A

& o
NF1 |28\ TEET 2 MR MEDE 13 1 Bz [ e
o 7PN OTCHEICED {IRETH 2 W ReEAVRIE
K7z BUEFED 7OV — 713 bR 2 s % S
THEHOBEHIELIT->TEY . b DOHHAT
RIEBEDH - BRI R AAREEANE Z DN b,

E.
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BTG BREE R & (Ha MR R 723 3E)

paEiEliipive e

MRS HENESE 1 BFICEPEL 72
GIST (Gastrointestinal Stromal Tumor) @ 3

WrgEsrHE

FIFC RECEERERIRER N B8

Ut -3=1

RERAMERERE 1 (NF1) BEIZHES GISTIE, DBIZERET 5 2 0% <. #90% 1 c-kit
DBIEFERZDEHRDOP LR WVIZE b 6 THEEMEA KIT ¥ /87 OERER 2R
oo RLZ36IE EBHEIINETH o720 361 S FHMICHHE L., it ~F=7
(F)Xy 7 ®) %Ak. FF5E%HY KL Clinically Malignant &% 2 H47z 16 (MHEf) 1%
ARFZTNEE A% SNAZF = TARICEE S N7z FHEES SRR |2 455 IE 5
DE R HRARELT | Td ) FZEAMBEFHIIZ KIT (+).CD34 (+) . KXY F ¥ (+).a -SMA (—).
S-100 (=) THo7z. EHEMILIC c-kit, PDGFRA EIEFERII %D o770

c-kit. PDGFRA EIZTZE R % HE|ZHE sporadic GIST & NF1 BE|24EH GIST TIEE &
BKIT Y U DREEREN ) BZOREA N X LNIRRDL Z ENTFHEENS,

KHEAS, ELFEE, FRRC. FEA
VNN s
OB DA BEEAHLRRSE
ma—, REEE. AlIEA
BEERH LA

A.HEZE®

P RAMERERE 1 (NF1) BEIZAPET % GIST D4
FEIZ 7% &) R — M & T 45 554
BHENEHWE W) #ERH 525, HAANTOD NFI
A BEGIST D #BE R AR IE IR 12 D\ T 0 58l 70 iy
47

B. AR A%

FalxZ 2 5FEMIZS AD GIST ABENF1 B E %
FEEEL. ) b3 NdYRICTRBRZ 27, %
DEFARAER, HHEL - ML, #EF (cKIT.
PDGFRA) ZRIZOWTHRE L7z, 72, A0HEE
WZOWTHHEE L 72,

C.#&R (EHIRT)

FEB 1

705 B

W P64 10H31H

FIERE EHIZNF1 OFEZ TN

EPHE 3R, ARI VDAL CWAETH %
B, WHEEIL o7z,

BmiE BEEKEEFHEREF TH o720 Fh
2HEIH30H, BEEIZROVW, NEFOE Y
fili 8.5g/dl, {HALAE il % %&b L bZR N ERHIZ ABE
Lot

T EEE B - TSRO SRS, B> S
L TOTHARERE T RICEIZL 2o
2dS, NBEHEBEICT RS A4 Y8R XD 125em 2
b 145cm OFNIHEIE TER DL %% A7z (K
30 x 25mm). A4 10 H 26 H. FEMESE T ICFE 45
H35em IZHEVEIBR L7zos, A &R/ 8 1A
DERE R TE T MFTA VT LD 6cm
& 180cm DFALIZ D 10mm F TOEE A 1) IR
PIBRZE B o720 EEITHEEFEMIZIEIVTRYFE
1 C 5 T A AL 0 SR EE S % 7% LA & oM o #
BPEEZ Lo, REMBEFAICIE ckit (+),



CD34 (+). a-SMA (-). desmin (—). S-100 &
H (=) Thoteo UEXY) GIST EZBHRI L7z &
BOKE ST R LD low risk grade & % 2
bNTze Mith, 70 Ny 712 & DALEEE T R L
TWwh,

JEBI 2
30% B
M P20 4 H 21 H

FIERE JTHIZ NF1 OEEITV R W

BOFE  AUHELZ dural ectasia & V)

BRE HEERKEERCTANEHr6ZTEHoT
W7o RIS FICERNEL BRI Nz, Wwo
Y EHWRLTWAZORBERERIIBMNE 27,
e &G MRS CTRERE b BB 12 5% BB 7% 4y
9ecm KOFEMTAESE25H 1. PR 20 4F 10 A 29 H
#2P8 needle biopsy 39T L. GIST 7% L35k b 1L
720 R 21 4F 2 H 26 B T b 7zhvV g &
DRAEND > 72720/M5 5 10em 1T EEHEUIBREI
720 FRERERI RS R 57 C AR A 2
IEB 1 EFIBRT. /M & DERMED D B 7280/
JRED GIST L #Wr L7z, EEOKE SR oRTE
¥ & 1 intermediate risk grade & & 2 5 L7z, M T,
)Ry 7128 ALFEREE R L TV b, ik 2
I BHEFIE R\,

SEBY 3

31 Wi

Mz FE214 12 A28 H

FKIEE  JTHIZ NF1 O BF IV

BEAERE 1 %o & X ABhARIKZE % Fadm

BUREE SERC194F 11 B 12 H. 2MEE UhNEE

L) ([C CEEREBEM T NMEELEELY LoHh
DIZHEEH D . WEL L D) GIST &2l R 20 4F 6
A. PETICCHER SNz SRS MBEH SR 11
H 26 HMpE K THE L7245, F 21 F 11 HO
CTHREIZTEBENGECHUBEREELE L2729
BHERKICHEMNE o7,

e LB CT. MRI, PET 72 EOE{HIZ THIE
JER L3 L TV B 0B8N - BEEMNICIEE L C
WAIREMEDSH o 7208, R 22 42 A 19 HAJ iy
WEIBRCE B3 _XTOMES 2 L7, mARDMES
IZ 12cm x 6cm x 5em TdH o /2o HHEFAERIZ XK
SR AN HE B C SRR B I ER) 1 & [ART,
FISEGIST & W L7 BREES L. FBRENICHE
ELTBH ) A5, Clinically Malignant &

EZ b itk 7Ny 72X AL A
fit LT 7e2s, [4E 12 H O MR THBRENICH
BEENHERI N SO0 7 ) Xy 7t e &
R LA—T7 ¥ ML bFgERG S Nz,

PLE3ER O GEMRRILSE, ) X 75l (GIST
WF724%). KIT. PDGFRA &1& T2 BMEATHE B % K
1. 2. 3I2R L7

£1 REMRILS
SEHI C-kit ’C’D34 a-SMA | S-100 | PAS
1| BemmosE | ++ |+ - -
2 |\ hERRe ++ + - (-:ocal) fsitl)(:irfid
?ﬂﬁa’?ﬁ‘fﬁgi + * -
s | Raoummm | * *+(focal) (-:ocal)
’(‘H*zlﬁﬁzmsa) L B - -
#2 ) AT (GIST BigE£y)
=5 | maeem | somam | 00 | ZOER
1| MBIRRORE f:;fg’géf) 1/50HPF <1% 4(&<U5§67)
2 | NBRS 10x7x4.5 | 2/50HPF 2% | AT
Comrgam | ovmi—w| VSOWPFE | <t | G070
s ﬁl?giﬂﬁZSEl) 6 27/50HPF (@’4?9%
3 KIT. PDGFRA s {x-F2 SAFHT
& o
1 1 Negative Negative
2 Negative Negative
2 N/A N/A
DIk N/A N/A
3 HHRE Negative N/A
B Negative Negative
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GIST (Gastrointestinal Stromal Tumor) (ZDWT

GISTY ZhbbiH b EREER L, EFWNIZR
FHMIOTAL2 AREOREF LD TEY,
WA, HILESRIIEIL S 65 5 MEREE
(Gastrointestinal mesenchymal tumor: GIMT) O K&
P b 1 DOEERAE A ENTwvA, GIST
X KIT (c-kit L FEEY) X CD34 % 5 LMDH
LB RIERIES Ch B (A) BE R mhi e &
WERBRIDEL 2, AEE T, ME—F GRS
BFME SN TED. #90%D GIST Tid ckit
BIZTEENSH Y, KIT X PDGFR ¥ [HET 52 F 10
T rFF—EHEEA (TKR-D HHE - BRIGH S
NWERIZHEY HITTW5,

Sporadic GIST & NF1 (C{¥5 GISTOREHEE %
SO /-HER

I AEIL. BRAShAREICLYE S
TiI v 5 A%, Zoeller 5 12 L #LIE NF1 B2 4K S
GIST X 7% . ¥ 72, Miettinen 5!, 3000 A GIST
BEEMNRICHAETLHER NFI BE T —HKEH
EHARTASHEGIST ZBET L) A7 BE VLN
WEE L TW5,

BEEKEEE T, 2888583000 A0
ILSADBGISTERELTWSDT017%. &
FIARBRETHEEMIOFTAILIBAERD,
sporadic GIST & { 55 & 165 TH ) & H#HE L
HEHNENLDEHEESINL,

Sporadic GIST i&, BIZE LU % Z L 2% { WK
ZHRTHIEFIHTHY . H90% L ckit DBET
TENSH ) EEMEAFKIT ¥ > /37 OBEREHRER
o —F. NF1 EFHIIMES GIST I, MEIZEET
BT EDNE L, F90%IE ckit DEETEENAD
PHRIZE b O THEEMBEAKIT & /X7
OEEH L RTHEMEFO. BBRAL SO HEA
BEDFBROMEM%Z R L7 F 72, risk grade 13
POEBEY A7 ERZENDLLDPEVIFRIIILE
BRIFEVCIF#E LD, LaL, Efl1D LI
MBIZEDLOTERLTVAREREFINLIIZ
BREABVETEFLHFLEL, £OTH%% sporadic

GIST & IR EZEN 2 T RECEZEOKE S h
LRET B OGRS

NF1 (Zf¥ 5 GIST @ c-kit. PDGFRA EIZTER

I F COHE Tt c-kit. PDGFRA HIZTE R
BLRVOLEFEHTH), HERALERIIA D,
57 Ao 126 Sporadic GIST TEEICER P A DM
LIRS 77 exon FHIE D ADRE TH D MO FEEIZ
EEDBHLEBIIBETE B\, BIRENT &
2L JEBI3 O X ICHEERET O IBER T ckits
PDGFRA HIZFEEDNADONL BP0/l & Th
%o ThbLbLFEHOETIZINS OBETFIIHEEG
LTWi\WwE ) Thb, Maertens 5 i, NF1 EEIZ
H U7z GIST IZ NF1 HIEZFOBHRERZZER L
MAPK cascade DiEFHALE R L 720 b5 ckit E
B2 TH NFI BIEFDEREPKIT Y /87D
SERATFEL TV ATRELRLL. 20720
TKR-I (Tyrosine Kinase Receptor Inhibitor) T& % 1
TFZTOMBRIIDCTEBHET BME L\,

E. #&5R

NFl B ICEBERCEGRERAR L AL &
ITGISTx SEEICBERE, BIETLHETH S,
NF1 & S HFGIST OE#IE. FREENERTH
bo ARFZT (X)X 7 ®) OG5 TIERIE
FHIIHG L. R IFETE 2V 05, BREED
Einb,

c-kit, PDGFRA EnFER% £ 9 sporadic
GIST & NF1 B#& 219 GIST T KIT ¥ » /¥ 7 D
ERBEWE E O NFOREA N X LITRR
HIENFHEEING,

B

FHIRARE

SRR F 6l N HAKEREA TS M
K& (20094 10 A 24 H) ICTHEDO—EH2RBEL
f: o
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FHARARAERERE 1 B (NF1) |
NTW5BD,

BRI E S %\
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PRRERRAERERE 1 B0 (NF1) 124 U2 MR PERESS 1 BRARAY I B2 A ARAMERE  (cutaneous
neurofibroma) . #5 fi PE S IRMARAEHMENE (nodular plexiform neurofibroma; nodular PNF) . 2 %
AR HENE  (diffuse neurofibroma; diffuse NF). 3 X 1Y (4% < iZ) nodular PNF O EM5FZE T
& A EVERR MRS IESF (malignant peripheral nerve sheath tumor; MPNST) @, F 725 4D
O phenotype |27 T HN b, TS I13%E 4 k% biological behavior % F L. fiEo TED K4

2R ARIBICIE, ERENIHMBOTLRAPERE NS, 2D b diffuse NF i3, NF1 DJE

T, S ERBICHFET AERZORBEIC S MATRICA U, REIZKERE - KT 5wk
HRHERE T, SRIEIRICIEN T A S pachydermatocle X°. T D& % K% %723 elephantiasis
neuromatosa 72 &, FEELAY R EERIE A TN T 5 HIK & % %, diffuse NF O iR (R R AHARAT R12
EHREERAR SN LD, BEHENOEE 2IME (& X2 sinusoidal vasodilatation % £ 9 & 9 7%
Weis 2 HRIMETH H) LML RIS REEROTIEL, COEEOHRLO S F
SELHELTIESRI T, LA LAREICIE, BELOME (21 QO.L. DEE), #akl
ORE GEBYFHIR - HEOHIRZ &) oA 53, BIIEZEMNE b2 EENOHMm,. F7-
MPNST D54 (% { 1ZHERD nodular PNF 7 5 D54 TdH 555, denovo DFEAEDLH D) &
oz, EMTFRICOELIERGMELVPETEINL 2O, L0 TREZ LT, ZOMEEIC
ST 2 LEH Do TOMLTIE4DDOEBEIIR - TH L7z, [1] diffuse NFs DIGEDJE
Hi 5 (1) MTETOBERZRIDSLETH b MRI, [MEER. BEE N7 7FEOE»TL. fEx
WERLZES) T4 =), FIZIETT AT T 7 11 diffuse NF D, il L2 < vk
1D nodular PNF ZHiiBE L9 5, (2) CUSA, "—FE=v 7 4 GHBIZRONEDMEHT 5,
(3) M CIEHEBEZELZT Y, 1 AMIZOF FEEBEELHRT 5, 4) 1 EOFHT
neurofibroma * FL ) &9 Z L i3 H . & L AHEIIZ D725 reduction surgery TH 5 Z & %
BT 50 [2] EHEOFAEINLIC X 555, METOBIRWEIIRET - BARMA, K& 72 diffuse
NF OKERIMOMILIZ, BRREBDH 5. BFHEFHAKE, €7 F AR Vi 2 H
W RARTRT O ZERAT & 4T 5 iz, EENICAHE SN SIS (BYIRIMGE & BRI 5D 1M
MmED) KBS T 5720, MKOZ L Ro[EHEANTE N AL, YIBRTE5, M -
KEORETE DO THM T, MIMEIIHER I LB L 72, [3] BEENHINE KIET 5.
ELRAER] - FATIEAEF 2% L. SORBO fiber 7 4 BRI 2 #E\ T 1T 72Kk 2 /ERL L. H
Iz RARIZBF C LR % L7ze RIS o 724V & BRI X D BRI HE0T 2 R A %
D, BIXSRICER Th o7z [4] AT, BEISHREANL T 5 L) ZEFTIX. NTE
§ 5 FRME OBHEIC L 5 RBMD 720, YIMIW e DME—D T HETHAH L) 2 b DWDH
bo DX BREFIIKHLTIE, &5 _I%’i’ﬂﬂx_t combination therapy 25 TH A 9 o
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(cutaneous neurofibroma; cutaneous NF) . #& & k &R
F#E SR AENE  (nodular plexiform neurofibroma; nodular
PNF). # L T% < Z nodular PNF |2 H 33 % MR
% malignant counterpart T& % (de novo D54 &
%) EERMMERIESS (malignant peripheral nerve
sheath tumor; MPNST) &, AA5 THb i 2 g 1%
PR AR HENE (diffuse neurofibroma) @, F725 4D
O phenotype IZKHTE2 (K1) ThH4200
phenotype 3 % 4 Ji4¥F 7 biological behavior = A L.
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BRI~ O ELRE + B K 70 8 P A M HE N oD 5 98¢
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phenotype @ HLTI {5
a FFJH R AR AERE ., b b IR IR A R
¢ EMEAMAMERIES (BEREE MRD. d T2
P AGHENE

. L EICHEEER RSO, BEOHETHRTE 20
FEGNIEE Ve BEITIIEBR ST 572 Rl AR,
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RN  diffuse neurofibroma M ERIK
diffuse neurofibroma (Ll T diffuse NF & f2§) &
diffuse plexiform neurofibroma. massive neurofibroma
EDIFIEN, REGEHE, F-2ROBEDARZ

f W IR 12 HE LT AY S pachydermatocele X,
VR RR B R O IR K % 3K 72 3 elephantiasis
neuromatosa & \» o 72, NF1 T X { & 5 11 % 5
W2RBEREDERE % b, $74b5 NFIEED
pachydermatocele X° elephantiasis neuromatosa @ 7% &
i$. diffuse NF T&H b0 A 5~6K D05
WAICHARLTCS, 2L TAELBEMIZL o T,
WA RGLRERETE L T AEETH L, %
<d. AR ICH £ § % B KRecklinghausen FHE <
RELERBELPLLAL, B2, S IZREL T
<5 (M2, B3) FHRAIWIZ, ERZBERE,S
diffuse NF 2% U5 Z L IZEBELAFET, K417
L7z NF1 ® % - B Tid. E KRecklinghausen HE
EHETHHOHI, ERPELTNDE I ENT L,

B2 S R I D RRR 1R — 1R 4 2 ERIRIE 2R,
Fi-K Recklinghausen Bt & % H A A5pE#E 3 % 6



(K4, 2D &) BRFRNTOBRKGEOKE 2iE
-intrafamilial phenotypic variation- % . NF1 T L ¥ L
EHRONDREULFERTH L) EROLFE L diffuse
NF A 6 N5 TIE. FHEEESC ST, W
DEFBE ZIZHALN, BENIZZNSOLERIEE
L5 (K3),

iR 18 & i BEAERR AT R 3 S RIS T
% [ 3CWK 3-6]o AL #k % 19 12 diffuse NF (3 diffuse
pigmented neurofibroma T & 1) . Schwann cell. i #%
Wfibroblast. perineurial cell %, F& 4 DEIA THIGH L
ToRESE & BEBNIC S AT 2 EHORK - HE
FF - HAEICIERER D S ) mast cell [SCHK 7], 7@
BRI LIELITERE L 27 b TALN L BFEME
(= ZOHRIKRZAHTDH L ) SR ALHEED,
FTEEIND, Meissner IMEIZHABLL 724 D L
FLITRO NG, L2l REOMEVSTH K
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N LIFLIE, COEE~OXIE - 15 O K i
SERGIERI T, FAEIZLIZLIE, diffuse NF N
(id, HAERD S 4~5 % < bW E TO LB R
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