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FEiRAARRTE 2 B X

BT (BRGEER RIEERRBEA T )

ME#R 4P (pheochromocytoma) #8848 TMEKEIEGE (great mimic)y , REAZ—=RETE
AEBA PR AERSEEMEERRER  HPIREMNE, BERKNAENERRERFRS
FRRIRETEARE o BIUN, £ RET Je NF-1 BFEZREFRIMNIEIRAMBERE 7 E LR (epinephrine);
Bl vHL BERBRNELR ARERE D MWIERE EBRE (norepinephrine; NE; noradrenaline; NA); £4
spHB EFBRARRITREIE (paraganglioma) B E 7% B2 (dopamine; DA) fl IEFRE ERE
BEMNE, BRIEHNIEBEETINERNEEBR RET ~ VHL ~ NF-1 ~ SDHB ~ SDHC4 ~ SDHD ~
SDH5 ~ PDH2 ' o Riff, 1BRHELERIEMEIRM MENRA B RIKEIBRIFZE o

FRREERE, RET RERHCZIBER S[BLMES (tyrosine kinase) BYEM, T VHL ~ NF-1
e soH BRZRERER T EHBER (biallelic gene) WAEIL - VHL EH B R E3 2 R E
(ubiquitin ligase) WEL B2 —, IEESFAEES 558 EF (hypoxia-inducible factor-1a ; HIF-1a) BY
RIF o FIb, vHL BERMEBLZHRE HIF-1loa WER, ERMEARR4EREF (vascular endothelial
growth factor; VEGF) B3R, MAZEMERIFE o # /A VHL IAREREMAEEE, BERAM
PR AEEATEER (missense) TE: o soH BARISIRIAME MREAES (succinate dehydrogenase;
SDH), LtESA 4R RRMIRiE BEE - E SDH NEBEEMMRER, HIF-lo FEERIETEMRER
EHER’ IR SESE 4 [BRETT (A-D) cSDHC F sDHB JRERYIEH A S0 FERENE -FER M,
SDHD KIERIBENEE (imprinting) 31 &R, TMEIRBEBBERX\NEAA & HIRERE

B4 L3832 10% MIEIRARME A EEIEMN o —& 2002 ENAEREIREEHFHEMSET ° o it
I3 4 271 BIFRERIEK IR MRV RE SR AR PRI R GBI, IR 24% wBIHE VHL ~ RET ~ SDHD 8, SDHB £ [H
HIZEE - BAIhET 25% & 27% MR AR RS RIS EE M E R BIRE, 1R ERARSE 40%
BABRE > o HNAEEMERM RBNRIE, LUERSIRNAI, FTEFHRNERHEITRS

BEREGBNE— T AU SEEERBENERES MEIFANSARESE, 6, BEES
BT EIE 2 RE o BRT RIEESIS, BEEEN 2 —REREOIEFLE (FERER 455%) ~ M
FEJE ~ B EARIME BB IEE ° - BLEEE AR LA EAEEYIEE (autosomal dominant
inheritance), BB RREIZEMINER (penetrance) o B EIRINIEEH, =022 Z# BRIELE
128 - —IEFBNDWISE, EARGIPLN 24% BEGEEERR° o

REZEMNAEIEH, REBBANRKESE  BERR BRIFENTR, TR 5 BER (V1
VHL ~ RET ~ SDHB F1 SDHD )" ® o #1220 R A FHORA , EiRER viL B[R o S &R rEiRARRIE,
BAERENRE v BE, BEEZEAFERE RET ~ spDHB 1 sDHD ER o HNE EIRIMNIIEE,
Aig:88 spHB Ml spHD B[R o R% 8 soHB BRBRNEIMSEHBRE HIRNE LIRS, mEFR
BE—ABERIESE o thoh, K4 25% KITESE SEIMCHEAERREE SDH RETERNEE, LH2
SDHD o #8&#, B RET ~ VHL Jz NF-1 BAREHRARME BRARERE DRI E LR, BEEEREK
o BN EMMNERE, BERER soqs BEA o RARM 2 BIMSHEN—FE soHB /E © o K]

s

F2 S VR AS A TR ~ DINDJESRADBE ~ FNAR T RS B, oA nTsEM o vF1 B9
% (germ line) RE M AT B MEIEIRMMIEIEIR - Fit, ERBEWMKEEREERRBNERT,
REM N1 185 - RAOFRNRERERBBHIR/NE « Bl - ERHER, AIEHE vHL EE
RO BENE o FRARAREE AKX (medullary thyroid carcinoma) SR EI R AR PR IEE R BA SR ESE,
sRZUMIE H 2 A W ETEE Z B (multiple endocrine neoplasia type 2; MEN-2) BYB] SEM4,
FUEFTE @R M RET FREIRER o BESA MEN-2 BR A RT# 5 FARREEIRE, ErERMAEREREHIIR
7% 30% % 50% BUE A © FLL, PRERRRRIEAREE /AL B RIEEAME c BB RET R
SHHRE, ITE PR RARERTIBR ; I EL R AN BEF M PERRE B8 AR RY AT AE L ©
MEN-2 RURE SR AMARIEE 25 A BB AU /Y, AIMEEIRS ERARYIBRT (unilateral adrenalectomy) H&54%5 o
BH=72—8EHGIIRME 5 FAHIREAE ERIEIRAEMRIE o

HRPITIHREBIENTMS, A2 REHAE R, BEMIRIEREIERICREREIIEIE
Y o BN EBE LIRESMARE, kF4 VHL ~ RET ~ SDHB ] SDHD ( k&R mEHEY );
LM ERREEEHSIEKEA RET ~ SDHD ~ VHL F] SDHB e o
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