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[ Abstract] Neurofibromatosis type 1 (NF1) is an autosomal dominant hereditary neoplastic disease
caused by mutations in the NFI gene. Features of disorder typically appear in early childhood. The clinical phe-
notypes of the patients are diverse but neurofibromas is the main feature. Patients with NF1 also suffer from
multi-system involvement and have high risk of malignant tumor. NF1 poses significant challenges for diagnosis,
treatment, follow-up and patients management. Therefore, it is imperative to develop a multidisciplinary collab-
orative diagnosis and treatment protocol. Under the leadership of China Alliance for Rare Diseases, a multidisci-
plinary diagnosis and treatment collaborative team for NF1 has been formed and worked out the guideline. This
guideline intends to lift the diagnosis and treatment level for NF1 and to provide the guideline for standardized
treatment for NF1 patients in China.
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| BRI 4R 2 A FH2 IR R (2023 W)

e M A REAE W] o0y BRI | 45 TR R AR
Zyam e (plexiform neurofibroma, pNF) (2] o Al
M2 A Yt ( cutaneous neurofibroma, cNF) it
UL, R B RR AT AR, JC A BUA A MO, T S
b, KR, ZREA, e NJLDEILT A
S5 SRR LT AR O BT AR P TR A U S
BORI I B BORE | A R, — RO R AU FEL AR
AT RE PR 38 T IR B R B AR 5 pNF T Al 28 A
AA, IFAT R BRIy, 2SR,
BEAE R S B W i e, TR KK HR, HEN 1Y
B, MR A . EHEARAE N SR A A Rl 4 A
FRAE 5 i P A A B A DR 0 P o 2 e R ) XU, B
WAL 4RI, NFI BEEEFEZREZ R, 1
IR RZRR B, BHREERE, oM
R, AR B 45 AR — R ILR, NFI
BERZI, YT BEVT, AR AR R
i, ZERRISIR e B SRR M AR ST, DR P 2
VLI | RUMp 22 2T i 22 A RS YT M LI [ A
R AL, JEFEHIEASEH, B4R NF1 127K
F, NEFERMER AR RS

At g P R WRER RS, R SR E] Dy 2022 45
7H20 H, ERGEEY 2023 42 H 26 H, AR O
TZ2FPHS P UMEL, UMEAUS O L S T Uik
W, BE KR, BEIEANRL, IR RN st
BhOIRBE BRE R OB LR R
gt 12 LTy, FE R SIS THE R T NFI
Zo RS PR B SRR IR PRIV, i &L AR B 4
A TUESEAS AR AR AL, 2023 4E 1 A 30 H5EH
Jrik AR YMELL RO A A T LR £, T 2023 4F:
2 A 6 HAZHEMERINE S Tt —2B, 2023 42 A
22 HXHER T 18 ZR A B Wb AT 8L, hliclnl 0] 45

70 15y, HERFRE L@ RN 98. 57% ~100. 00%
1 NF1iZHf

1.1 NF1 Bl KRIS #idR

NF1 g R Wibnife 3 2R IR 2 [ TLA R 5ERE (Na-
tional Institutes of Health, NIH) T 1987 4F k& 3 iy 3kt
PO R A AR 2 Mkl I RARAE, )
AI2W NFL: (D 6 Dk Lh L CALMs, 767 F M E
#>5 mm SAEHFHE HA>15 mm; @2 UL
IR AP AERIEY 14 pNF; Qs sl A X 28 5 5
R I ST 98 (optic pathway glioma, OPG); G2~k
DAL Lisch 2575 (MLHREEHRE) 3 @FHIEMEBRZE, i
HREA BB B BRSO BT ; OF %
RIE (OCHE, RIMET22) ARG ERARECHTN NFL,

2021 4 [# P i 22 21 46 98 12 8 s o S 413
1987 AT E 19 NF1 IS Wibs g il T8 IR, /&
TR 1987 W 1~4 Z&0EA b, BEkE 5 5% “ 24T
frgr 3] 2 AEELL | Lisch 2575, OB AHT R EA
(optical coherence tomography, OCT) /3T L4} s A5 K
AR 2 DELL ERIKS IR, 6 A RRIETE
AL, A REAR ., RERSMIEH, S0 E
RO AR, JFRIEES 7 % “fEIE WAL (WnE gl
J) B S AL L D AR R ) Bk 50% R BUR A& T
NF1 B SAA” o X FIACRE G L3, W2 Bk 7 5%
iy 2 ZRa L B RAFAE FT IS NFL; A ACRE S
L, WL 1 RELL EIRRARIE T2 NFL,

NF1BF 2B G 5 AR SRS R0, 4%
Legius LEEAE McCune-Albright CEAAE, MBI et
A% . Noonan 2 A IF 145 ¥4 14 45 BB & BB 28 &
W4 (1), AR BT L.

F1 | MEGYER (NF1) 50128

Tab. 1 Differential diagnosis of neurofibromatosis type 1 (NF1)

0 I PRAFAIE KL
Legius ZE A 1F A CALMs FOUUI 5/ MG REV A4S BE, Jomh R g 15 S ik SPREDI XS4 3L N K15, 550 Ras-MAPK 15
OPG 4EJLAl NF1 IR 5 S L)
McCune-Albright £35fif Btk CALMs, ZRMBARERFTAR, R oNAS IERAAIIZEAE, JuI cAMP P45 11 Gas 2875 [6)

Tt 2 A Yes
BRI £ iR

eI
Noonan & &1F

BN, MERFIER ; FRIRIEA ; IAHIREAT
SRS E BELR GIE M AR R CALMs; w5 UK

CALMs {08, JC Lish 45755 WU A2 i 22 5

WA CALMs, Hoim b, Je RO ; Bl REREms

. MRE 22 Buvfa ik NF2 WS LR kg L7
Ras fif Sl A TR AR R %648, Sudl PTPNIT BERS

T L B ) R EE A AE, 4 MESELIB SR (MLHI
MSH2, MSH6, PMS2) Z— KRS 3 B A gk o)

CALMs: WIMEZBEE; OPG. LB B
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B NF1 & NF1 YR IE X, UK ik B NF1,
o L At D8 o 22 U5 R TR AN NFT 2R R 45 7 Jm R A2
VAN BRI I VR 20 B B d T 3RS T B NFL R
FRSC I PREE BRI PR T B A — DX, HARRAE K IR 3 R
SRR CALMs . ZEBEF/ s 20 2, Rk
RO T AR B SR S AR IR ], 3
SR NF1 A
L2 EESEHNMNE, REMEE
2.1 SERAI A E

FEPRRE I AT HF A A NFL 2 W, X F LB,
AT G R I2 Wbm X )L 28 0 ORI, AR 25
AR 38 i 2 O R, XETNT T B
JUFE AN AT UM A= 530 | B2 8 o AN T AL Il PR A v
(R, TR R BRIN NFL (sl

AL L TR 8 S 0T L) Sy H S A 98 0 4 B4R ik 4
e, B, p. Metl149 [HPESR E KM E R, HA
p. Argl276 il p. Lys1423 B PE4s AR i B3,
Gy BB M SR T NFL 455 i S 3500 & 1 i
e S M ey A0 A A A R ) M 0 X 8 F 2 LA
ohggE A R R S A Y AU 2
1.2.2 SPGB L 1

U 3 I P 7 38 e 56 ] (NFI) Y 5E A
O A I A A A0 S 2D P (whole exome sequenc-
ing, WES), QR ARV, M5 HER Joik & Fl/5
BT = ANRANE T (Trio-WES) B 425
RIZH P ( whole genome sequencing, WGS) 4% AK )
AL B RIRRAR, 25 MF VP il AT WGS, W B,
I RASVRSE NF1, A58 3 70 B 62 3% NFT JE A A 45 DL
$AE S o RNA Iy et — 2 W 20 112187

A BV NF1 RS AT 3 2ok 1 90 8 e 9k 5l i AL
W, AERPIE, SRE AR 2 MR AL HZUE LT AT
PSR AL SO AT A, B (B3 B NF1
RO T N g A8 ER AL 1Y) o 8 U AT A 4 A AT 4 T )
Mr, BN, KT CALMs BB 4 Z 4 E TR Y)
I 14 o 288 55
1.2.3 RGN SS9 i 152

FERE b, At NFT AR 2 P A B0 M
(pathogenic, P) FI A BEEH M (likely pathogenic,
LP) 85, " HIEh NF1 2 W, X & SCK B i 2 S

(variants of uncertain significance, VUS), T 45& 34

(R AL - AU O HE | RNA W T 55 2 41 % B0 R 47
BT, 4 NF1 BRI I 25 3R O B ey, "]
R RE VI S | AR g B DX S R IR SR S R AT
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BWEERL:. s ERASHRAH, X EHB#E—
FHFREL L MO EMNF BEHITHELBY
ABRBRAAAL>FHE, R TERETEFTE,
HEFEHA WES, R¥ENFI G RRAEHNAERRAH
HAHA, ZRMNERBARME, THEKRA WGS,
HEHRETRIEKBERITESH, ABANLEHAA
B NFIAAXAEIHEESF,

1.3 fn{ast NF1 & #HTEE S8
1.3.1 NF1 BEER (R, MM EER) /B
JRU:

XA TH AN R AR RO R, S A e
KN 50%, A MUEH BRI B kAR, H
ARk R RE RS2 3] NF1 2, {5 K A BE 7R
B A IS, BARJE IR A TE I G KRB,
SEUE A TR BEATS LG 5 v 0 R LR % T AR A e 7
HOmm R, HERMERENT 50%, HE51%L
e AR, R A B e
1.3.2  NF1 2P B A5 AL F B ol 47 7= i
%y

NF1 S35 1] R AT IR I & REALFE AR 0R &5 1 e |, 5
KPR, BNREIRGE, B, IR TE L IR 6]
] B H B R R A 28 27 2R ARG AR I B | /N
INEEREBLL | F7AE NF 1O AR 500 5 v k47 7
BB AR S 52200, P B2 W] i 2B 5K
FEAHAT AT, WRTHEATEA | MRI SR A AT
AL W T ZE IR IR RS 2 T B R S AR R R e
AR S s R 3 DR A T G e e A A R

BEER. B4F NFI B4R LERA
AT IEH B ERXF, R % R%R4E, R
AR R EEEBERRE, NFI BEZHEFTER
B#ATEWEAFEER, S THRBGHESL, St
FEMBER 5 RE,

2 EEITHERESFERIZETR

2.1 NF1#HXEKIGEERKRR, SHFET

2.1.1  NF1 MiEA= 15 BEIfG R BB 597
CALMs I N IF B JE 5 3 A KL R . K/NAS

— . NG, GRS -WERE ARSI, K

i AT SR, — AR RO R AR R RO
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THE RS (Crowe fE), W[ FAEAH R HH,
R RER AL, BT IS NFL, 42005 B R
SR B2 V9 AR SO A0 R R A e i, R
0 RN IR A O B4 B P R] LR B R BRE
PRFRITORL, 220 T I N 7 P 2R A0 00 RN IR M R
CALMs MW T 545, Mk, RIEFOXIE, @
EEN RS2 S

H A JCE X NF1 B #H) CALMs REIRITIT
CALMs 32 % F X e Ab 3, iz 6 7™ 0 52 o 55 00,
AR ABOEIRYTCT ) i Q #ok, Hisyr EELE
PEEMOEHERT, 098 Q532 nm O, PH Q A E A
WOt (694 nm) | REFEAWE (755 nm) K AKREHR
I8 Q1064 nm FOL., W Q WOLHE B AGIEMBIR, (AT
RURRLR 22 S8R, BeAh, sk, ASREEOE
B B0 R B A6t T F T CALMSs 193697,

BEREML: NF1 &%) CALMs — & R 24 2,
HEEYRERGER, TERIBASET,
2.1.2 NF1 Ay HAth iz Pk 3

BT CALMs FIUIE B 1A) 42 B 3 7 o UL (39 J ik 2
B, B2l 50% 1 BIL TR A AN A 2 & ST,
UM AESE— S KA M A DR S5, R B2 Jbk af 45 %o
FILAS T e (S 1 i, DRI ot A5 K 09 Ak T i bR
AL IRAR T, R e RATE FRE 4 22 5 o 1
B BeAl, BEI 30% B % LT LLE L B £
RVEN R AN 2R 2 A T3k mast ™ REIE
HLZE ] H BB R A AR B R 2 Il T L 2
VLR AR ZERD, (02 R ML A 3 (R ZE B
CALMs JEANH W, — ELWT & [ i B, X 5 42 Wi
NF1 AH#RE L,

BEBL: 2ARLERE S ABHFREIER
¥ M4 CALMs & cNF, 2% NF1 T4,
2.1.3 BB 2 45 A i I PR R IR ANGT T

eNF N HH WL 2 47 i 2 AL, oNF R IR T3
BRI 0, HS A PIAS NFI S5 56 R 28 28 1)
Jiti 3 AN A A T, oNF AR R Fh it T 4, 2T 4
A, MECANML PN R A AN R o 0 A A 3 A

eNF —f (LI B, FFEe e A8 K £ |
HHEUAE IR 2 5 oNF BN ILZXK
FJLERASE, K& T E8ORHE MR Bl
EAS BECT SRS

oNF B RIUCABIAR . SN s Ry, 2
Fasi e, AT TE SRR, Y
B#, RMEIREZNED 204 NEERE, Mz

B, BUD UL R R R NI, mg s R g, &2
SRS, ATk S, $ TR (sl
LU . 5 oNF SR BRI SRR, SRR
RANMRE A G, MR A 2= R AE S & B B, oNF
A IR PR JOAE AL B KO
R oNF MZE8 AR, RS HaE AT dE i
M 25 B AL O B Ok T E R, X F L B
Kb, IAFAER 2 > BRSNS KL )i o2

FARYIBR & oNF IRIT I FEF B, €O, MO
il OB BT ERARSEMATH, YNAYT MR
HE—E I BT oNF B E R BIE 2
Bz, FARUBRIAMWREIFASPR, BH
FIACER XD R HA IR oNF, T AR N
WAL . ORI R, X Bl 21 4 1 i B e R 3
M/ RER R ; @RICHM RS, @ik
AR, MREEAE AR T BB s 4 2 K A I IR A
FESEAE ;. @RIARR 2R SRR I, G AR
MBI A, e R R, Wy R T
sz BIE )z BRiRguE iR %2, FARATLVIRIA
TR, X2 R T R — U 2 R R R R AR 1
WHRYT, 7 i SR EOG TR, B TEREAR A, X
ey T RO — IR FARTIRTY KRR, BARE
F I INCEROR . BRI, AETE ARG I KR A4 R
B RUR KB R, CO, WOt— AT R B E A
oNF, [RIA A] 2 AN 2 R R, PO T
—IGETXF 106 ] oNF & RIBFFTH, CO, O TH Ml
F<1 em [ NFIRYT, BEEIEN 90%, KA
M, WA R, 94% MR E A Bzt —LRIT.
1H 15% KRR, | 229% Hi S A= PERRR 2

HHETEFXT oNF B9IG7 2590 35 ¥ 7] Ras-MEK i
P (FZERJ2) . Ras-mTOR 38 % . 52 14K s 2 IR 14 il
(TRERHHT, FEEE) 55, SMH Ras-MEK id@ #H1 l
FIBTERF £

EEBL: (NFAREMNBE, #FELLELE
B, SRR K AEAS R YR BERRERT KA
TH®ET, AR, TRERCO, AN, & FHRK,
MAXBRKEHMEBR, ATETBRKERS,
P EH R oNF &F,
2.2 STERMMRMETLEBHISE, EETETT
2.2.1  PREZFHERE Y 4328 SO R AH G 1
2.2.1.1 FET MRI RIERE S HKTTiE L4
JAFE MRI T, WI _F B RARE, T,WI F2EFES . F
SEAYEL), ARPIRES, AEEES, 2R
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CRRAET, WORREREEA IRk, Z2A3%5], Friedrich T
2003 4F B U2 Y JE T MR F 3 25 2 498 43 26 07 =8
R B R, REMY . OmEEE R
TRRFIR T L AZACAREFNLIA 4 12 22 Pk i
e QORAIAYE T RO T KRR 2 Sl P i) 2 4575 i
P, ATHEERE R AL, RS E AR
WU SRR 1 5 IR Z2 Y (R REAE AN 1T 43350 1 P etk g
i, RACHLA . W, ST R BIAZL, 5REIER
AN TR

— IO [ BRI ST R 2, 829 (RS A3i YA 739% Y
(RERIM 2 A Yl B o AR AL 10 em 19 F R,
Mk — LB E R R A T Ry 41%, IEAL, AF5E R,
95%IMHERRAL | 519% MR BIFI 81% 1R 72T 2 2T 4k
JETSEERAS ; 17T%MHERFRTY | 38% MRS T 64% 1)
1RZEAIH 28 4F e 95 v S BT BE B A 5 8% MY IR R A
41% R RIF 269 (=28 P 2 21 20 vl ) IR o
2.2. 1.2 FETFMEERAIA SR LTS ERFRAL )
PRZREF LI ] 7= ARG IO PRI AR, Sk THI 3T ot 22 27
AT FEERES, LR TR R AR IR 2 B TR 2
MIEHRE, B, 2 A RIE T S EURH IR Bk
FARFIede, Mg ph 41 g ol S ECE 862 R, A
o PRI Sl e S, I L% 2 o 3 mT S SOHE 1R 14 B 3R
NI | AT AN AR Rk & A ™ i B i 22
LR e A ORI, 5 8UE KA A O
TIREA T . b, 0T DU B ) 28 £F 298 vl Rg v
(RCJE PRI 220 R ok i 1 - S50™ L Y T e i 2

2.2. 1.3 RTRHFRAET L R 2 PR, ML
LPUERA ] o3 N R R ST R A L YR | TR B2 AT
YERIF pNF 3 AR 72 Joeh pNF Oy NF1 ARG
(NF1 BFRHERIZ —) , TR PR 45715 R 22 27 45 e
WONRUE, 5 NFL RS, RBR 251y R 221 4
TR A R 2 AT AR N E S MR R 28 (ma-
lignant peripheral nerve sheath tumors, MPNST) f XU
AR M7 pNF 2 —FUJLPAAE NF1 8
R 2T A, HOAR S MPNST A XU 76 I A 5 B2
R LT R PR SR i

N T X B REA T E MR, RA A
B A s W AR LR A 22 2F 489 (atypical neurofi-
bromatous neoplasms of uncertain biologic potential,
ANNUBP) HIRESHAR Y, HE SO HATLAT 4 3%
e 20 2 R T 20 M R . AR e B | B2
SYBIGLBK | AR Z | A 22338 %0>1/50 HPF
H<3/10 HPF, ANNUBP K £ 515 Kk K F A G,
FLRA T B WU O R, % 1 BRI R
SR EE MPNST AH %8550, LAk G o B2 WO iR 7
WERF AT HA 2 R ECE KOIFAAE, % I8 VI FR
ANNUBP DA kSRR AL . ASHEREAR PR A2 1
BIvEDI %, HBRAEOT RS m AN B 2 %m0 | 5%
BT AR AT LA BB AR &2 %, LA S B 1k ANNUBP
i) MPNST J& , Wik 4 VIBR B9 ANNUBP & % A5 42
AR 2 AL SR AL T AR A DI R, 1E
00T AHERE T ARIGIT . RUIBRAY ANNUBP 75 24

R 2 R LT YRR B 0 2R SRR AR

Tab. 2 Histopathological classification and characteristics of benign neurofibroma

I3k KRG B4 LU IR G A AL RHE
Jry BR/25 5 T RBR A B FL R B R IR P A A M 5 B TRig R
EAvaRdiZhy Yk, B2, MPARTE, BEPIRREGZ SR, MR R ; S-100 il SOX-10;
BRETMMAR R AELB  AiHESNRAL; e BT IR AN CD34 3 3k K-
HIRRIE e, LR YE-FHIRAE LT, B2
TRIE O MR RN T IR P AN B PRIB PRI
Yy PINTEY 2R M RTE, BRI IRAR BEE Sk S-100 F1 SOX-10;
AN HEFNTR AL ; b Bz B AN CD34 3 ik K
(515t S e e A EZN
18 meissner /MACIRZ5H 5
R T RRITAZURE, Rk 2k,
INRMZ eI A 2 R AT fIRE P A TRIB PRI

G 4RI RSP

N R AR, R IR IR AR B SR
Z KA M 2
F R ERROKIPEERT, ST ARIR | HESIRER

/R IE A 22 A [ 214

S-100 1 SOX-10;
bR BB E R CD34 kK F

EZN
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AU, BT B T B R A A4 ANNUBP
R

2.2.2 MARLFHRNFARIGIT

2.2.2.1 FARIGIES T AL TR = A 0 RAE
RGP Y | B BRI, AKX
RBUS KA bR (B A2>6 em) BEAFF AR TR
TR E A F, AEHE ERRRTFAR, N
17T 3 MR I 258 350 7 5 R 1 2 26 KOk, i, 2k B
ol G 7 1 0% A, A A B /N B AT
T, ERVIBRMILSER, BEBHASRHRIK, i
— SR E AW E R FNE, RS T T
W BeAh, A A K T TR ) RS AR
HFEAMR, FiTEE FARMOEER L 20
2.2.2.2 FARAHWESFAFERE FABITWHE
MG TR AR . AP . TRk 2 45, M 4E
R AAERT ] |t v A 0 0T o B ol SRR A RS s 2
R,

FAR Ty 2R I B3R IR AR 1) Lo ) v] 43R 4 DI R/ 3
IR >80%/90%, W 4AVIF: 50% ~80%/90%,
LR UIBR . <50% ., ARty , eI/ ik 4
PIRRD RFRB R KA SR P R, % e B H
BRI, TFAR WS N2 Bk e LA E fg e bR, () et
REAMETIRE, HEAARZ ISR I AT O F A, 8
TLAR /N LIS A S e B R i AN, B Y
FARFEAR BT M5 (R AE A AR 1) — iR
o, ARG F AR E S EIEREEA: | whash el g
FEN 1 222 B BA— R HHT FAR TR
2.2.2.3 FARBITEAR  FARIBIT R H ml IR i
H R I DR R 21 AR 367 73, (R d R A
BIFETE, FfmdtfEE, PR S, FARMERE
K, REHARTHERSFITA, FARIKERE, FA
Jo W SR SRR TR EE AT SR G VAL TR AR
T RMEERE

(1) 575 BRI DR 28 2F He9e - ARk . 34
Mg, THEEKR, #EMEK, BATZ8
FOEHHE . KRGy, RN EEMEFRN,
T AR L, AR JE 2 ) il AT 45 O KRE Y & A
R BT AR RE MR,

(2) AREGHESMEA, #VORAETHE T MRI, CT
K PET 548 24 M 4 75 VEAR R M ) A Koo, &
Fu i, ROE KA A 32 RGO, ARATHEAT 4
i 5 A/ B2 K I AE A JE R AT RE DR/ AR T i B AH O
IFRAEM &A% FR A& AR MRI /R “ & Ak

HRRLS AN, ARBHEAT M 2 A5 S A I UL ee P
A BT AH S 2 DI REE DL, N T AR B e £
PR

(3) RPFAREAR, MBS #EG, @il
AN AR B Hp R 2 H R, AT LR Gt
BIFNOR B ThRe M i 2 2 4, [R) e 223 57 2 V) B3 g
LAk, IR T|FEE G A b g I T 4 R A 4
DIBRR, WD AR5 2 T R B i 4 AL AL
BT A SR AR Bl T3k 50 e 8 TR o e o or
Mg, LARARHEALYIRR S

(4) Rk mEe AR, A ni S & i LB
IR MAR I R AT 0 kA, 1k T Sl B A B F
A A VLN - v et i N R 1 O 1 4 O N R A e
BTSSR 22 IR s, YVIGAR e e s
Bk s A E % SR RESHA, ATk
FEHIA
2.2.2.4 REMEEEFEHKEE pNFRFEER
BN, 450 BB AR R L MERALE 25% ~ 66%
REglaew] g s RS 2R N E M (F£3),
FAEDIRTE R BN . bR N A R 2y 2 2600
FARUIGIE RN BEF AR, KR5E kit
JEB R e 2050 A, R[RIRALAY pNF B AR
FIARSGRE &2, LR, S, s iR ot e R e
L 1 N L) e R VA= I3 4 = Rl ¢ oW N [ R S
Kb B R A v e R a5 A B 2 R
2 AN, BT R pNF ARG HEREML T AR
AR BORARJE A KT RE SRR

£33 OMHATRE (ONF) BHAR LRI
Tab. 3 Risk of postoperative recurrence in patients with

plexiform neurofibroma ( pNF)

Rz GAMBES  KAEWR BAUR

YIkk (VIBRVEE (S0%<VIBR  (VIBRVEM
BT WAL =90%) 1 <90% ) <50%)
21 HL I VU fi ik fikfe s
10~21 % P4 i {9/A fife s
10 % UF P4 iz {9/iA i s
208 F UiSh Hfe e e
10~21 % IR e e e
10 5T UiSh ife i fE " fE
FRAAERS B T e i Fife

e AR R X pNF B E AT KM AL BE T .
SR, HATE ORI BT B TR A e, A
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SEEPR, RARTEAE . R B TR B R
HATER 32, A BT F AR R & E kIR T
fili o SRS o XIS TPAk SR s P A e B I DR AT
A Rt — 2 I RS A 95 E

BEERL: STAAERR, TEARS, £K
Mg R ARTK (AR>6cm) WHEHLBLE T E
G, RASIFFREF, ST NFHBEE BH
FRH, ARG, HRBESE, FEHRE, FRE
BESEHFRTOREE, BBER, HFFRGF
BB B E R4,
2.2.3 ST RURINRH 2 Y i oAb IR YT
2.2.3.1 WEENAYT R SRR SR —Fh Al 5 iR i
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K pNF, R &R 25 mg/m®, BEH2 K, —5 1111
LI RIRE Bos, 70% B 25 % WL 210 4> 2%
fift (8 SR R R UM L3 2D = 20% , R R
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LAEL ™ F A 2 M 455 2 0 3 o BB AR L O LS
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B MEK S50 =258, 53 JLISHE )7 ik A I R I
KRBT pNF A 5%, U022 B IR I I i 55T
BEAh, —SEER P EEAYT pNE G RIS et A
Il AR = A= ] LA Clinical Trials. gov W3 25 11ET X NF1
BHE AT RIS
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2.2.4.1 MPNST FARIGIT AP ARRBE S B
ANEH R SE (surgical staging system, SSS) miE 5
A A M ged SR R 58 ( musculoskeletal tumor soci-
ety, MSTS 73M8]) FXJ I G4 (£ 4~5), Xt
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AT TUBIRIRE, 1 9UHERs o Rl iz VIBR sUm AR
ROIER, I e AT AR, WG R a8 ik
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Tab. 4 Surgical staging system (SSS) or the musculoskeletal
tumor society ( MSTS)

739 9o B2 A %

TAM % (G1) [H%EA (T1) THH (MO)
1B % (G1) [H 540 (T2) TR (MO)
mA# % (G2) EZERH (T1) THH (MO)
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Tab. 5 Definition of surgical margin
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HWHET 2 E R A BV B, R AR A
AR A R0 A SN EE A
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response, PR) , FEZAEKAS LRGN 20% 55 H B HT
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NF1 WA R AiE B i s ik & 6,
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Tab. 6 Surveillance and early identification of tumors in NF1 patients
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PRI TR AR HHIE6 F LT 15% ~20% NF1 JLE R KB ETE, AR MRI 2SRV
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W JgeE ELBE 32 WO B9 NF1 s ) % A 4k
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B, %P2 0 LIE FBE N TR A A I WA
TARE % 8 &, JCAEIR A 7R L B W A HE SRl 1
OPG N {RFF L FFa s, thnl 28k bk ok 22 1% 1Y 1
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REEAS L MPNST, ) 300 A8 14 8 LR AE J2 9 kL
FRINE FHRWBY K, # pNF B3 BURER, filn,
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2.4.1 NF1 BEM FERIBEN
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