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Abstract

Paraganglioma is a kind of neuroendocrine tumor which derived from neural crest derived para-
ganglion cells remaining in the body during embryonic stage. It can induce all over the body, but it
is common around the adrenal gland and carotid body. With the progress of research, paragan-
glioma, once regarded as benign, is now considered as a malignant tumor. The mechanism of re-
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currence and metastasis has become a research hotspot. This paper aims to review the classifica-
tion, related genes and treatment of paraganglioma, so as to lay a corresponding theoretical foun-
dation for further research in the future.
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1. BIZ RS RS S

Il #h 227159 (Paraganglioma) /& A5 T 2 I 5 44 242 715 40 B P P g o ARSI w2 08 A Dl 52 I B
Y S VB REAR A, BEAE AR I, RER o g A BRI RN B L IRBERT, 5 — 80 HIRE A BRI N
S JEARLE T SR A AR T[1], R, BIFREETR AT 0 9 DA R A 1) WE % 41 e (Pheochromocytoma),
SRR TE FRRAN IR, X PP RIS TR BN W, VB R 20 R mT DL ad B LR G, W
T A @R SRR 2) B IR . ORI AR R IE 43 A R 4 B R R RS e A, o,
W R AR TSk EIHES I 4R 22 TR A R R 2 3 ik 44098 (Carotid Body Tumor).

BN IKAARIR B K AT 40~50 BN, JLED L, Aotk Fmg s T B, ik 2000 SKEL_E X,
LR IFR I I N[2]. AR R AT 20~50 BN, 4 20% KA T)LE, HERITEIHEER, B
KA 2 W, SIS 7200 22 WL [3] -

AR TR DA O — R R R, /R IE R S5, W X OB ” |
OB BRI " S 4R 2017 G WHO SFREESAIMLR . @A TR AT 3 028, INNFTA ) “1g
ERABMOIR A0 CRIPRETRE OEME, JFH A R AR EAER OB [4]. A oE At
B B AT UG R A 20 1 R S VB R A MR ) LIS AT RO RS B TG, 1T PASS V4> 2415 GAPP 14y
RGBT AN T 9 R 5

PASS PFr, IR E 1 LT LA H SR s AT VR 4. A0, Al . ST
AR aEE . RTERICHBAL (BRI ML EIRFEEAL). LL4 5 R KIE, K
TEHETEER., SRS, MEHEEE. ZRAEKS].

GAPP V755, I8 I o] il ed S £ PRI R B SR sOEAT VR s s . & T Rl YR
Be. KE RMREAERI. Ki-67 MERS. MRS EAG NI, NTET 2 4w SChE e,
3~6 73 SN ML, KTEET 7 205 SONARAME, I8 0 LIS 15 505 I ) 23 A A2 B2 2 TEAH DR [6]

2. BI#METESHMEXER

BRI R A 5 R BRI R K. BArH SR, Al 20 fER iS5 2R E
J R A, HRARWT Lo UL RS AL

R, SEEA S S P T (Hypoxia inducible factor, HIF)Zh A8 5 i IR F o« HIF j& —Fh B A 56m vk
MR A, WA T &M A, R TEMAFE DA HIF-L, HIF-2, HIF-3 =AY, fFE
BN a, p MR Rk, fEIER A HASERLMBEN T, HIF /R4 N 8 7%, mifE

el
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BREATIE LR, HIF AR e R e AR ez, S5 HAMBAKER. HIF 5ENSEE, 20
HUEF A — R N, H R e SR 412 A K1) [7]. VHL 3E[A . 3EFRE i S BF(SDHA. SDHB.
SDHC. SDHD). %E#ZR S (fumarate hydratase, FH)%: AT DL 20 i A PEBLECIRAS, 5 HIF 7241
MM IIREE, Wi FEEISE TR A .

2.1. VHL

VHL 2 [X(von Hippel-Lindau) &7 T 3 5 Jutafk L —fhsm i 8, HAERZr=4E VHL B H, et
MR A A . VHL B ATER B3 Z 3 IEHM S G4 BG4y, X HIF-1a. HIF-2a & HIF-30 KIF%
L v MEAE FI[8]. VHL JE[H 9848 1] 585 VHL 454 7iF (von Hippel-Lindau disease) i/ 4, 3% /& —
DA/INFOG N B AL/ R B RE AP RS IR L S DA B« R A 2 P 4 B DA B SRR R 52 R ]
WA R K B AR N E BRI AE. A ER, 20%H) VHL S5 51 B3 ] BRI 8,
HZ NG LR, RIS s 2 W, KREHEE UMW ETFYE FRE, SIREH IEF 9]
[10]o XTUFFCIR RN, (EFHDFKILERIRHRI TR T, 2R 40 A VHL JEE I RAZ[9].

2.2. SDHB

BEHARR i ZUB (succinate dehydrogenase, SDH) X % SDHA. SDHB. SDHC. SDHD 3:[FZH%, 431
TS S, M5, 51 SME 11 SOk b, HEZEEYZ IR RAEGMITIEET, #5575 W FADH
FHEE Q o ATATEIE R A RAH 2 33 SDH IE R AL TR~ %, AR TaMK, 5k
R R A, AR R, SDHB AR e RIUFNE AR i o 2 W, PRI 2235 A% SDHB J K 5848
PREITE B TR T BN E 2 [12]. O AP oR SDH SEBAT A — AN JE R ) 28 A8 % Gl 2 1598 (1) K
AHEEEEY[11], EAPIER, SDHB R:F AW EIMZ 1R 55 54E SDHB A BHMLL,
NEPPBIRRAFER TR, TR ER, 5 RABHBE R, MY Ki-67 B ETEECE m[13]
[14] Mo R TR BUS TIPS, SDHB JEDH & 15 R AR SRR 1 — A E R s A Tl R 2

2.3. HIF2A

2Bt LlE (prolyl hydroxylase, PHD) R LAF23E4L HIF-1a. HIF-2a. HIF-3a, fi HIF ANTESH N T
Ho WIFTSCHTE, 24 HIF KR &R R FUURE 0 A I, 25 5 51 &R B 0% . BATE 3T 20
(Hypoxia inducible factor-2a, HIF-2a)/2 HIF F1 5848 5 AR B — ML i, AT HIF-2a0 19 2 Bt 5 o
-Pro531, N WLIKFE-Pros3l £7 s k2 S R AR [15]. 2 HIF-2a K AEZRARRE, R AL L AN, PHD
ToEAR B A HIF-20, SELEANILN TR - HIF-20 A8 RI 2505 T 531 (98438, AR BT 531
AL 55 g 1) R A Ok R I[16]. 45 S F BN, HIF2A [ 2848 11 3% BH 41 g 3% (clear cell renal cell carcinoma,
ccRCC)A %, I H Xiong [17]5 NS H T 4HA “ 98 & 7 ps5 A8, BPAR I = B g 4 e A =R A4 ATP
IEOLT, A RCHFENRTT, DLIA Bk e gk e e FH o W70 I, HIF2A BT LA i) — b {3 b g 40 B 988
57 [f) microRNA (&4, i#t—5 SEHEFRAE ccRCC 4o b (B, (RHERR R4 . X —HF 4y HIF2A
5 R IAIE TE 7 1), AF G TG IX — WL A 8 o BRI AH DG 9

R, BERE T IE ORI IR R AR I F Y K PISK/MTOR (13RS 5 B SR [, i
RERIE S HENGN, SECT MR RA . X R EEARE TN R R RET. NFL,
HRAS %,

2.4.RET &EH
RET L[5 J@ TR R, y—FRep g ies 52k . RET ZEFETEAEMA S . It f s v 5 7= R
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“F(Glial cell line derived neurotropic factor, GDNF)t &, (AL FiEALIRA , s N7 RAS-RAF-MEK-MAPK

5T IE R & PIBK-AKT-mTOR {5 5 i@ % . FI# A DM SR B 3G 58, 5 2 CR 48 I P 4735 [18] [19] [20].
RET RN % fE4ME 7 10 MANE T 11 bR A RAE . RET RN R LT3 5846 — 6 2 KM Z N ik
J#i 2 B (multiple endocrine neopeasia2, MEN-2 ZE&E)IA i, H o MEN-2A BUEE N2 0L, 29 %A
MEN-2 ZEEAE R S 201 95% [21]. MEN-2 ZRG1iE DL VIR BR BT . W8 56 40 M Jgs S R S5 I D e ot A
FESRR, AAWIRER, 258 MEN-2 0] WSUU'E T BRg 5% 40 Bded iR R, 4 B D R g At PR
D) —FEEAE 10 45 PN AT &R A XU 2 398 B KH O P T 976 o

2.5.NF1 &H

MW LT 4E95 1 B (Neurofibromatosis type 1, NF1)/2& H1 NF1 3 K] 2848 1 5k 1) —Fh DL 4= 5 2= W mineE BT
2 RAPG LT IR BN 2 IR B AR ) — P L R AL i [22] o NFL B NFL BERIRARTS K, 1R 2
PP gtk 17911.2 B—ANKRIER, BEELN 282 kb NFL JER4RADHA 4R, ML L4EE A
{ER—%h Ras GTPase Wikt [, IBILRHETE GTP 45 & Nk vAE &% GDP 45 & T Ak 717 Ras i
RS, W RERAEY DG, 145 M1k, £ NIRRT FE(HGMD) h 44l 14 3600 4
NFL1 A8 50k, 29 40% A4 UG LFRAR[23]. NFL B3 HHL 1%~5%[9 N 2 K AERIM &1, B4R
JER T E R (R B am M), 2 7%~129% )5 1) H B A2 LR K [24]

M FaRFER AN, H RTEIE S B 1 127 (transmembrane protein 127, TMEM127). Myc #5¢H T X
(Myc-associated factor X, MAX)%E R DUIE AN [F] 145 515 108 % B8 5 928 FU0 ) a4 0T ) 4o 28 1 980 1) e A2
JREBIER . AARR, BEREAERAAE T, K4 SDHB. TMEMI27. FH %5E [ ¥ RAZ A
VHL. NF1. RET RPIMLILELN S, EA S KEE KR FRAE _EIRIMOZIR[24].

3. BEHREATT

KT RIFEATREIIRTT, FARVIBR AR EIErGIT 7% HatEbr EEBOARPZ, XA
[FE L B, NIRRT ARIGIT 712 o B0 I8 I SR A A o 23 A R 5 2 v ) g 6 A PR
BT B ELES N) B IR VIBRIGIT o T ik a7 77 20 0 2 e oA R B A e o A e #
12280, HBERF R EIEGTT 773, B G TR T R EE (0 OR 4 Frgg 1 e 2 %, B ik
I TR PRI 208 T T e 1 B2 R B AT B R S, WO BB CE KA T SDHB. TMEMI127. FH
6 DR SR AR 1R W B A R SR ok, TR AR R IR TR . B RS A MR IR S P R 2 L R
WAL PR E S —, 5 LR S I AORE R A I S A TR

ARG 0 A0 2 AR =AM G 1) ARHT5R B ALK o BRI 7R 5% BE 3: BUMICL 5 2) 84 A
IR o BRI ZSVE R 3) FARH M- T EU M2 B FH0X —ARJGHRAE, s X
SR 0 B AT R I, SRS A &, & BE T TR Y BE T (AR AR RS, W HEE
HAT AT R REYT, Bk HY ERREREIT .

AR I 0% AT ATL 1) A0 £ AR T (9012 ) LR T e /K S O o A P 1 v ) L2 T B 35625 5 B XU 5%
B AT RN, FEURE S DIRE T B . T ARG I EF RN ) LRI IE KT SRR B IE 7 7K B AR K,
MARNIEE av pAHMITHRE AR, B BT ARHTR S DD REFEAC, LAk X R i #6 b I i 07 Aok 4E+F
BB, 80T e S S R R SR RIS, R BOREARIMBE A . BRSO, % DI AL R 1
MBEZR, DA I F R 7 260 W VR 4 LB /K, B3 S R 2 IR .

TERIPR AR e BV 5, SRR BTSN T — AMESR R A T . A RHER
24k 2 (somatostatin receptor 2, SSTR2)/& — A H WK G & FEIRSZ A, TEMN . B SR Z2 #0248 P 43 i
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T (Bilhn: AR, BRIRIE) AT . AR RIS A RIS AR AL AN I E AR/, 7= A3 A
RONIAA, T 3 NS 5% T, TR A0 AEis o, S A [25]. AR R 2R BEhiH),
A DU B RN EOR 5 AR RS &, 2B M) T e 0 M ARG B, 6T e 40 i ) 08 T 3 et
TEM[25] AUk, Az RIMER ARSI N 1 ae A 2 iR G T B R 254 -

R8T 2 TR A7 AE SSTR2 2 HoZ 15 m] LU F A KA R 2 AR BEh 71U i) B B2k AF . H AT 15

HOBFAC, SR 1 BB 2RI A — A7 1, 7T DU AT IR ST AL
S50k
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