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[Abstract] Neurofibromatosis 1 (NF1) is one of the most common autosomal dominant genetic diseases of the nervous system,
which occurs predominantly in children. It is a multi-system damage caused by genetic defects that cause abnormal development of
neural crest cells. The penetrance of NF1 is almost 100%, and the main clinical features are cafe-au-lait spots on the skin and
multiple neurofibromas in peripheral nerves. NF1 can lead to intracranial neoplastic lesions, which can be divided into low grade
tumors, high grade tumors and tumor-like lesions according to pathology. Most intracranial tumors with NF1 are low grade tumors,
and optic pathway gliomas are the most universal, followed by brainstem gliomas, but other types of low grade tumors can also
occur on other sites. High grade tumors are uncommon. Although tumor-like lesions/ unidentified bright objects are not tumors, they
are the most widespread intracranial abnormalities with partial tumor nature in NF1 children. These neoplastic lesions can be treated
by observation, surgery, chemotherapy, radiotherapy, targeted therapy, etc. The best treatment for different lesions is different, and
their prognosis is also distinct. At present, the treatment of intracranial neoplastic lesions of NF1 in children is still controversial.
This article reviews the characteristics and treatment progress of this disease, aiming to improve the public’s awareness of NF1
neoplastic lesions, provide professional plans of diagnosis and treatment, and finally promote the perfect neurosurgical therapy of
NF1 patients.
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%% (schwannomatosis, SWN) "' NF1 &4 2527 4
SRS Th R i LI — A28, K23 000 A 1 AR
WG NFILIERGRAE , 2 47 4 2R (UBCR I8 D 51
e H, 222 IEAE A (mitogen-activated
protein kinase, MAPK) £ ML F§ R4 A Wt LR 3 %
fi# (phosphatidylinositol3-kinase, PI3K) / & [ #4 i
B (protein kinase B, Akt) / WiZLah¥) 8 % 2 L&
1 (mammalian target of rapamycin, mTOR) i }#F
SR, RN AR K, SEGR &L P NFI
JLEERRIE R LR R AR BB AR TR &, BO5N
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PrE . BA . MOOIF RGeS 2 ) A R e . R
B HATT LLES TR L OGRS BT - AR
(by7) . BB IR YT AE T Baif iy NF1AHIC Y it A i
B FARTT 7 2 is G LA A Fr il AR ZEid e i
o PR AR HE e JL 2 NF L0 P g s 28 43 A IR i) ik
T = ZOMN IR A SRR AR, FREE UL RGO
Jib g8 E — 25 4l 43 Sk & B i 9 (optic pathway
glioma, OPG) . fixi T i it %% (brainstem glioma,
BSG) . i oAy H: Al AP 5 53] Bk 9 1152 M 0 A () TR AACER
LRAEIE, ol AR FURE RURI R HINRYT s, SRR
YR BORT G IT T B, 1R M EG IT I E o A
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1.1 OPG

11 IGRIRFIGRATIFHE A OPG 248 & A= TE A
25 A X AE LS S TR, B s LA AR
Wr B, OPG Al fhar KA, Wnl &) & 4 T NF1
JLE ™, BIfE7E MAPKGH #1955 B0 5 (HATE w
PR 22 TR /9 AR B T (serine/threonine kinase,
BRAF) JEHBUZE, 1hifa# £ P, NF14 1 OPG
HAKAZ T MM EIE MM E (pilocytic
astrocytoma, PA), 15 T4 40 40 (World Health
Organization, WHO) %0 1 9, J&—F R b
I R R, REYE, A K E
Ge0g, WA RR e, WoAT PR R . OPG MG KT
ARTTEI , TR L AR R B RO A i D
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T () OPG I B 22 b 2 K SR #L % ©7
1.1.2 3aJr i (R 4n] OPG MY F AL ST vk i A B
FE, IRIT T AR TR RS | JE A TE NFL AL
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MRI) 6 5 %5 1 W I g /NFnA Zh e o A 2R Sl
P28 B O R BURE R A D F TR R R RS,
IS 3E e i 15452 323697, IR AR 0 iR oy
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PRy ERER R . AR, ENFI
# I OPG Iy — 2kt yy a8 . wl gk FH Bk yy O %
4G R+ BB, /R REnTT . K
BRI+ R D Ao Horp RS KB i) B
HRYT 0 OPG e i Wby 77, 34 ok A A7
& (progression-free survival, PFS) K 77% ', &
W2 Ak, 50 OPG I M ) B 2597 L B IE Ab T 5% 4
e, KB KERE . WA IENFLEY
OPG % e Zi g , Fr LLEAT b)Y I — M o I 2%
BI7 .
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FORCR T AF, RE R R 0 B A O R iR =, (HiX
JPIE MR I B AT, T 20 B AT
LUK TR TR A AT B R R IS ) . B
SRICIT B4 /N R AR B RN el s 0 77, (BN NF1 & 3F
OPG 1Y JL 2 I bk S AT 0T, PR kg 3k 25 19 ik A= 4k
S VA R AN R S RS Y TR R
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£ JFNF1 1 OPG & &5 it ZF R USR8 & it -
T EH H —BAFATF A, (BWR OPG AWt e,
SIEARERZE . UE AR 2 2" A R sl
B, PRSI, W ZETFR Y, FRAFXA
RGP BAEIRR 2 . mis E2H T OPGH
RN BELA: ik FEOK B OPG [a] Jim #9034 £ &1 Bl ik Joe g s 40
J5i # T U8 R R B/ 7 S AR A
FARVIBRGR TR A AF AN, A Wk 5% fed i e J Sk
IRFBTF TR B za AL . BRI, F AR R P Bk 7 )
PSRRI S T A e, 5 B2 A LA
F b e e JE S TR

B XHE 538 B AR R YT AT IEAEARWT R, 6
JYRCRIZ W RE S AR Y . AT AT AN OPG &
VERIEIT T, WAl fE LI R MR HEAT Y W
B ) 25 90 MAPK G 0 7] L P 45 N R AR KA
T3 . mTORMHIF . MAPK 28 8138 2% 14 2% 94 5 A eg
M &S UIADE, AR UE IR s . (R28 . R
AR . A FF NF1 A OPG il 4 A5 538 1Y
kA, AT gk A o 22 G G B T
(mitogen-activated protein kinase kinase, MEK) %4
WK F P R Hy R A BF SR A £ (1 MAPK
T A 59 MEK 1/MEK2 $ 751, 40 il 56 % Je /7
FHJE . FANGUSARO %5 ™ ATl —15 & iy 11 1Y)
IR, 3B JEX & IF NF1 BRSO B
H, BAUEE (20%) sifae (80%) MLJTHIRR .
JEHZFM/N, WHEREYT, S54EsdE e A ke
TR AR TR, B E RN ROV R IR
BRI (creatine phosphokinase, CPK) Jhpi ',
Bk LR 25940, 8 AT 25 6 BT AT 1L 77 R 1) OPG JL
A a5 AR Y IR P A R AR KR AL,
A BR BT . YAMASAKI 25 150 %of fiff ) 0L 4% 2k
FAGTIRIT WO B AT Y, I SR SE NI R UE S e
SEDLACER BLbe T RS e BB LR, ORI
HEIE . ZA R LN RN A L . O&Y
S, XUEREIREE 2GR ATk Y NEL LR kA fig
f# mTOR 7 2k 48, PI3K/Akt Fll MAPK 15 53 fi% 4B
Z H g my, W #H mTOR 1 36 J7 NF1 & JF i)
OPG "', mTOR #1 fil 3] J& — Pl 370 384 5t 24 R4t G 938
2y, FEAWY A KRGS AP 5E] ) IGK
B R R B R N ARG B R i IR 2 2
BATEEMEN . T2 o e, Mzt RV 20
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I R R PR 8 24 AT A S N 1A SR 8 1] 362 7
FETT I, HATIHCR S YIEAEAWIOE R, s rissk
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1.2 BSG
1.2 MR FRAT 47 50 BSGJ& NF1 JL# /i
B I RSNV, S 49% VYL A
FE Tl . TR RAE R, L R A A v i A Y
B W (5 BSG 19 66%) 11, [d] OPG 45 Hhi X
M2 RG MR —FE, & IFNF1 ) BSG £ M4 413
N PA RO G I g, PRI L bR o
S HUS ST R . RSN R B 2, A
Jf BSG B NF1 JLEH A I OPG [ NF1 JLEALT - F
& M T OPG, BSG B 5 & 4 TAE I B K
(CE¥y72%) L ", BILANIUK %5 ) f#F 5%
KL 40% 19 NF1 L # [F] B & A BSG 1 OPG, % ]
2 S Bh R AR B SCHG, (REL T NF1 5y B £ & Bh i (1
FF A

1.22 JRyr = T NF1 430 BSG i B T,
FARIATT 1 B v 2 T ORI YT . MO BUE R
(L WZERA T . (B4 BSG 51 AZ UK I, 55 k1T
A VA TR A o I R L 22 fi FRAR A G 2 40 R
o P BE AR N AR A B R RUK, R
ARIGIRFETE D, BOEHEFEE o 5 BIL b
PR AE Kl R T T AR YIBR o A5 Oy Uk
L, FARE B bR YR g R 82 T e,
FARBE Ml K 1) BSG etk @ VIBR s, FARA
AE fih X (1 BSG R FH % HLAN IR 5oy 22 BT,
— T meta 43 B 2 E 52T 00 S 00 ik 5 AN R IR Y
(v knife radiosurgery, SRS-GK) Fl# #4585} ik 77
I A8 E J R 5 4 G2 g 5 T DR AR X, i T 4K
1507 B Ay G2 R, T AT AR B R AR R
KW 2 LW SRS-GK BA —E Mk, 75k
S T R AR LA BRSO VR A AR BSG 1 3 3
BT

1.3 /i g Al AV 5 i oo
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T D i P Al AR A A o AL P E R B R
R0 S R A e NP 79 K VA s e € A
1IN 552 SN LN iR U 2R P AT -2 X (189
S TR, AR R A AT A IR G R B s
HAKA Sy, BRPASH, I T BRI AL R IE 40
Mg CORBABRIE € HLURA) | Wi i (1
). EKMUEERETE MM E R MK E
(subependymal giant-cell astrocytoma, SEGA) [ &2
s (190 . WHEABARME B MR (1
X)) . BOERIEGER BrhaoThiE (190) . RiBER
Ealem (1%, 2Rt REaEE (1
%)
1.83.2 {A¥rIral X TEIENFIRJLE, JRY7 AN
FABAR G i 0977 U5 R G IF NFLRYJLE AR . ¥R
S EBRINT : Rl R O RS E I RYY
IERAE, BEEIIRESS Ry AP 20 BREE Ry, B2 AR T o
P JLEAIENFL AR I 2 25, Mg
FEAER G, ATIERBERMUEIR, JToH e, U
BEDTIEE, Sl AAE PR BB 5245 7 i e i A
FAH

FRNF1 & IF00 OPG AL, ZEUGEM T, LIAE N
R A8 TR 58 4 DTG 9o 2 i DR B 6T A0 2 531) i il
RIHEMIAIT R . FARBNREMIEIR, W
UK B2 W7, U0 B 3 A R A TT REE L R
M, Anpf 2450 5% F RO AW AGE Z AL, VBRI
Bl e r B . 22050 AU FAR % 40 02 PP Al 7R XU
PRI ZE 20 /NI R R i 16358 4 g B AR BB, Aor
TR R TR A e TR TSR A, 2R I H A AL
5 7. WISOFF 45 2 fy— I wF 5y %1, Johf
JE IR B 2V R 5 PFS BB AHSC, 17 Mg 1)
PREYPFS s JFH, REMBHIIERE, A
56% 1Y JLETE 5 4E N TCARAR MR 5 e o At 2= i)
g8 T WY, R A ) R R B AL 1 10 4R AT
HIKEN90% LU L, ARJFILFIF HAMARTT; w3
B ok 1Y £ AL T Ul ER, Rk, g RE 4 )
BRI VI, B2, NF1LA I 0 IRg0n) e & 15 ik
PET AL PR EAUET A B, 5 TR R A 45 40 B,
DI 3y e

JCIY e FARTCHE AL SR A R A AR ) e
TR E RIRYT O A, AR R A e AR AR, (HIX
Ay G I NFLALEIFAKL:, A BT RES |k
Ak R M R 2 LB R, PR RSt
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Jie, [RlJE Hfh iy O AT i B, RT 5 R
7 2 X T RRRTR AR g R, AE TR AR
DIBR RS LT , BT BB B R L K
57 0 G /MRS RS 25% FPR AR, 554 e B 10 4F
PFS ] ik 65% LA b % BUAR MUY A s K A4
AEMARRNMBARE, HANFZmshZ R 5 M N4>
WRG KT . N IT SR, B AT
CAMBRIE YT . BT IE L BRI ARG I,
EATTRE RRAR S 2 Xt ) L LE o 4 2L A e SRR 3 0 e 2
ZRRRE RS, (FA T 5 22 (4 I DR et B A s 19 8
AR g e - SNl Y N ) CE = i o S E 90
HIRYT A I PRI W EAESEA T, AT DR PR 2831 e e
FIRY 52 W) RS 0120 10 38 A R 4 0

H ATATT i AR T 07 - A9 NF1 iy
BN PR AR TALIT I, 5 4F PFS i Uk K40
fip R A PES, Bl 4 s SR AR 0 SR AR Oy
LR, JLEARGON BB 1Y) 3 4F PFStAN[A], {3
FE50% LA_E 250 R B ALY R A
RHSIR G K AP, NREEE . WESET . S
IS B, KA. oGS
ANRRIL, A9 NF1RARGOM BT BLE R
s A KREFHMIGT ' W OPG—FE, NFIAIH
ARG IS SRS A7 NF T 3L R B02E , MEK I/MEK2 1)
HR AT TR M . H AT e A TR B R,
F) SRR e 2 A i AR R A e 9T X )L
AR i g A S AR

1.4 550 i P 6% o 358 AR 2T 4R 98

140 I K FGEAT I 7 455 R AR Bl 2 2F 4E 08
(plexiform neurofibroma, PN) J& NF1 [ % UL & .
ZRAR R A, 50%~60% FY NF1 L # HA7 PN Y,
PN —Fh AR B R, AR oM i 2 A7 n g
KA, ISR E . T PN 2 B R ZE MR
RE, AT BE 5% i P 25 0 B xk L R R
60% YA REAR PN I BRAE SR B8R, I HORZUF = X ok
ooy A Y X B PNARA L i S Ay, RN
VIR A/B I RE R AT, (H B NI4T e A Ry A ] R 2
BB T REME , M R BOEM Rz — P
PN /R K5 LR YA K L F ARG, 1E4LI 1)
B, EEHEENETRE B RE R PN T
P E AR LT, PR AR HEE L 0 205 A ik, HEE - EE ] frg AR
ML YEJ  (orbital/peri-orbital plexiform neurofibroma,
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ST, DAIRcKIR 28 A /AN A 1 & i, DAk s
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H i AR A BT I % . ToRE R K 218 1
OPPN EFFIRYT, (AT S UIMEE, % S IRRHR A Al
Fi B MRIDEAS 20 2622, R 5E 4L, e ok i
JRA AT REVER T, O AR WA R BV IR
K OER B 11 OPPN T 2% J&IRYTY, AR —ik
BCUL R, TR R, BT AR 58
I, fESEE ARG 15% o 5K
SrUIRE, W W S, FLAR A R A gk 2 it
B g BNk, FARLZEH TR R LE.
HOT AT RCR E A, BV RE R BOG MR, A
WEAEf B0 #0125 T K IR YT OPPN Y75,
PP Bl BILRE . RO TR a-2b H 259
B E AT I R AP ) PN AR K, HRCR R B
& S NEZ BN, GROSS % PO Xt E] L
Je AT T WA, 50 491 PN L3 3% S2 4l HH 7] 264
Je ., Hor70% i 1E W kst bR AR R 2D >20%
S5 F W R 5 e e W MR AR . R e
Sl ERRHHLER T2 2 L AR B EFAR
PN JLEE B, #4r PN LEEFEMEH T %2505, A
Jggg g /0y, i IR AR R | A e e B AR TR
SRR RN T SRR e R EL, ik OPPN f3AYY
A TN, SR, 2% )L A5 e i A
W, WHiE—$ 6.

2 SANNEaTiiR

2.1 IR R TS A 2

NF1&IF L2 U = O IR R s DL I, 22
PRI 5L AT SRO3 ed SR RO i 4k % 0 2B b,
GO R AR AETE 1% B NFLE L, il T iR
DETLLET I i s i b BV T Y R,
2RI AT P % S v B0 i 9 B L L TN PA
T2 A S B e Y ST AR MR . AT e 1) I o
TSR AIE T BE 5 NF1L & IF kA4, a2 281
wE R AEE (M%) . KRR (V9 K
A A B0 A Y AE g o7 A P RE e )
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B R L5 5 £ 25 94 90 0 5 0 R T
PSR YL IR Y 5 M ALK G e A
(VG KA

22 T A

O N IR 2 R TR L YT AR YA A Y
YT A, A TR U B R A B AT ) B i e i £
—%
221 EHANIBEE T = SO0 R AT
KT ARYIBR G FE AT A/ o7 1Y s B 0 ik
18 M P R M G B R T (diffuse intrinsic pontine
glioma, DIPG) K& A=FEMith, J& )L M1 M ifd fe
Ui —Fh o BRI AR, S H R O G B Ak
Y R B BUHARST BB A O AT
1697 DIPG, {HI5 A7 b8 o7 35 K i 25 b
HHEH 67 7 SOEAEA WAz, P e 7 ik
FEW SRR IF R E A ATORES o 995 857 3
RESEN 8 3E0 iRg AR A ) e e 7, DA SE BRI
7 H ). MARTINEZ-VELEZ 45 ' J¢ J5 75 /] BURE 784
AT T AR R R ARG T (8-24-Arg-Gly-Asp, §-24-
RGD) Y7L MBS T %, KW 8-24-RGD
REA A 1 DIPG, BB HUTRCR AL, T LAY
o RO 1 I 9RE AT SR FH T AR VD BRI s 1 T A B
i 98 U0 B3R 3 BB A, R AR A, S e
JE T T 2T I RIS, FIFR &Z A
AH I O35 R PO TR FR R S R N 25 . SEIB
IR PE R4l Z R B 1 5% (herpes simplex virus type 1,
HSV-1) G207 Sk 197 L7 /] JH LA T /N L
PO . — 3T WG R 1 g R R,
12 5B LT AT 1106 7 vk = AR T S AR L A
SRR, MATEE 12208 (R&BITE B
FEW R 5.6 5 H ), 3X 8 GO I SR R T ok T
AL,
2.2.2  fuiNHALE KB IME NF1 LG IF HAl
G bR B A AR UL, NF 1R 755 30 S et (1) &
AR TS . A BINFLJLE BT dns B4
FeL e S R, T AL O 2 B o2 P P
b, ab3 R EEHENFLLE . 280 g
FEEAT IR R B VIR TR, FRICA ST T F ik
I ETHAN MR R FE, HORTRER AR IATT -
H )R YT R IRT TR 24 00iR 7 X, [ HETAL
AR
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3.0 I AFHALT P S A

X 70% B NF1 L2, 383 T2 inF MRI GETE 3
JRT X F T A R A R I A S 5 R
AR AR SR NFL PR H WL e R R, 2 —
= 3 S S 3/ N 7 N S 7/
(unidentified bright object, UBO) {5538 J¥ (1) £
X 3 (focal areas of signal intensity, FASI) "4,
k1 UBO 6 5 il 3807 1) T2 i {5 948, ir DAARME
125 BSG XA JF k., SR, BSGER T4 T2 ALY
MRI I /R &S5, ST kRN, X2
P S 2 — L sghR b, UBO FFAEMYE, X
o AN, 3 RS I S R B i R T R R L R
UBO WM IR AW, (H B ] Al —Fh 23 90 % g 4
PGS (0 3 Bk B Bl A AT 7

3.2 I

KT UBO 75 AN BEIGJT 1Y ] A B 41 .
FERRAZ-FILHO % "“*' %f 27 {5 fift fiji MRI % 75 UBO
(INF1 & ST G007, & B T UBO A 4
W Z ARBUY KM, 725 FI)S UBO /N
oI k. I BF T O B AP ook R R
(diffusion tensor imaging, DTI) [ MRI % #{ UBO i
ff 16 2 5 87 35 4% m 5 ¥ 4> 0 (fractional
anisotropy, FA) />, UESE T UBO fig 5| & 3o 45
Fdit 3 ) PILLAY-SMILEY %5 "7 3 35 ¥4 7€ /)N
JU v Jib 982 B% B3 (pediatric brain tumor consortium,
PBTC) -029B Il 145 v 4% 57 v 365 J iR J7 1Y NF1
JLE R UBO 224k, Ik 52 W) 524 Jé Xf UBO Jo 4 /IME
Mo BRETHALZRAREA/NUBO MY . B
Z ., UBO TG fisiny, WA BRI AL, B
TS T iR 9 UBO AT fE X 1 280 AT 5% 0 41
ZHUBO AT I IR R HL, $CFAIT, U7 g
BETRITAT 47,

4 58

NF1JLEE 5 I /5 A 6 4 728 ) 175 DO F A 52
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Xof 33K S5 AF A VAR YT — R AR I . E TR R
NF1JLE MG IRIER . 52857 R AL 222 A
LEA AT A EERRAE R UBO S IR s, LT
A IEAER, W R FTREIES; ARER . B
HE RS PO IR, R 2 SEIRYT . FARXT T
Jed 14 o5 5 SN A B O T 6, R SRy Ak T T s g ek g
AT S VI BR AR S A (HiZ 05 e R R AT
B, ATRBAAAEAR DG T ACHE, R K B2 AL i
RS, )7 EOPG M H IRy X, WK L
R G KA, 75 Vg3 B LAkyT )5 1)
ANEJRE o TR ) BSG 11 2 i) i fif s vl 2% &
TR T AITEE T IR RIR YT X
Jeg Vs A2 B 2407 2, TEARSE AT RE IR YT NF LY
TR FB, TJLEN, MEKI/MEK2 5] . mTOR
PR OIS P A4 R R RS R YT B9 R
B, A ARG PRI UE I iR YT B AN 1Y
SR, OMIRYTLENFL SRR ok T A2, R
NF1 g s 42 19 S AL 6T T8 S48 a6 97 19 77 1]
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