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PCC Pheochromocytoma K 200
PGL Paraganglioma TP 285 98
PPGL Pheochromocytoma and paraganglioma VB 8 240 M R 1) P 21 08
CA Catecholamine LB
E Epinephrine B ERE
NE Norepinephrine W FIRER
DA Dopamine EAulis
VMA Vanillylmandelic acid TR R
MN Metanephrine AR EIRER
NMN Normetanephrine PAEEELTYE FIRE
MNs Metanephrine and normetanephrine AL LIRS 4% MN A NMN
MIBG Metaiodobenzylguanidine [ AL I
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Byl (CA) ,iERE ERERE(NE) 'K EIRER(E) &2
ELHE (DA) , 51 I T 5 A5 — &R 91 I RAE o 4
JERE O i E SR E IR ACRE . MR L T RN
PCC, 7 T8 LARAMUFR A PGL, PGL AT IE T Mg g
RIS TR 0 s P A 55 A8 R 22 i, A, T R UV SR A
PR A P A o S b 28 0 RIS R 2T R AN
7o CA, PCC 5 80% ~85% ,PGL 5 15% ~20% ,—
FAHFRH PPGLI?
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PPGL & — Ff /b UL 1y P9 43 6 952 s , 1 N i e =
PPGL A5 R Bl B0 R (505 . 11 M 7 53 5 1
FEI'1i2H PPGL WA 0.2% ~0.6% , A HiAKi2
Wi AE PR ) R BN 0.05% ~0.1% , PPGL 1
JLZE i Il e 8 3 T BB RN 1. 7% , 12 LR AR
gy 5%,

S B R R R I 30 ~50 %,
BRGRILAME , B ALE PPGL 5 35% ~40% , 5HL
RN AL AL M e B BN AR R I R 2 K
Wkt o YAEARE % L S AR AR RS AL B ) SR
P PPGL, i 10% ~17% ;i34 40% ()% PPGL 1) &
5 SDHB YHE 547 X1

= AR
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CLEIA 17 BRI R I R 2828 15 K ) 2 L Y AN
[ 45 5 % 330 [, v KE X e L B o o S B — 2%
(Cluster 1) 55 il 508 B A OC, 3 o B0 k4205 =
T AR S A Sy A K R Tk, DA T I 3 e 9
K, 4% VHL SDHx ( SDHA .SDHB ,SDHC SDHD |
SDHAF2) (HIF2A .FH . PHD1 ,PHD2 . HRAS .MDH2 Fi
KIF1BB 253 A ;45 — 25 (Cluster 2) 18 1 1% MAPK Al
(8) mTOR 15 5 1% 3 #& fi i b9 A= 1, B4 NF1
RET MAX FIl TMEM127 %5547

25 50% ) PPGL 77 iR JE R 2878, Hop 359% ~
40% F IR FR 5278 | 3 I G0 ot A M O A Ry 2 35t
LR EMEM R Z — (R 1.2), RAEFFMRK N
SDHB (10.3% ) .SDHD (8.9% ) .VHL(7.3% ) .RET
(6. 3%) } NFI (3. 3%); SDHC, SDHA ., MAX
TMEM127 M5B #<2% 5 15% ~25% (1K) B E1EAE
Ji9Rg 2 2L AR R 548  FERIUA T PPGL H i) A At 32
WA NF1(25% ) . VHL(9% ) . HIF2A(7% ) . HRAS
(6% ). RET (5% ) F1 MAX (3% ), 343 8 & 1
PPGL (1) & ML i AN SE 425 2E

= ImRERI

PPGL 45 F8 35 1 JE PRI RUAS [R] L R SR B A
R ZESR  RRIFEF AR 1 85 7E PPGL 1 ogd F5 46
R/ CA 43S ] 5 kA 1) b 357 B B AN ) (3%
1), £ SDHx FEPH 525 1 (5 22 & A Sk 3050 S 22 It

28 PGL, Hrh oy /35 I 5 1 i | 15 M 08 1) o g A e
{498 ; VHL .RET \NF1 ,TMEM127 8% MAX 3t [ 5875
W PCC B, HZ XU I 5z 2 RET HEK %
NI T 22 N o s BRI A (MEN 1) ; SDHB #
FH SR 5848 (1) B E 2 3278 0% PGL, 4 RET #
NF1 B2 19 PCC E253 W E, 1A VHL SDHx %
A5 B iR U A 430 NE R 320570

PPGL 1 B R FE IRy 55 CA 43 W Jir 5 i) = 1
JE KT R AE , T I e 2 1 5l M & 1 A3 W R TS
A LB E R NE, BUB & IR RIASIR, 7T R B
R S e R el e A e v R A R R K
TR B R PEE ML N 25% ~40% ; 35221 & 1L 2
07 50% , Ho PRUE F A [ VN 29 70% 1) 5
G IO AR ; 55 A D BORF MR IES . BT E
FRRRBEZIRT 2 A T B 2R AL UM AN, iR
RSN A7 AR RAAE R IG IR R (3R 3) , 10
SR O 22 PPGL & I A VR I e DL i — B
fiE W2 W Ay o
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1. A PPGL MYERAARAE , JUHA B A& 1 & i e
RAEMEE .

2. i DA D2 SZ RSB AU 22 B

F 1 EEE PPGL AYEUR A K Kk PRI fiE

B GATE B AR pec SRR SIEE pwomse o wm
VHL von Hippel-Lindau Z5&fF  AD # HM/RCC/PL  +H(10% -20% ) + + H NE 5%
RET Z NSRRI 2 AL AD 100% MTC/HP  ++(50% ) - - H E <5%
NF1 ML Y gRe 1 Ry AD 100% NF +(5%) - - H E 9%
SDHB Bl 298 4 Y AD + GIST/RCC + tH + H NE 40%
SDHD El e 1 AD/PT  + GIST/PA + H t H NE 5%
SDHC El w3 AD + GIST - + H - NE ASHA
SDHA Al 5 AD + GIST + +H + - NE N
SDHAF2 R 2 AD/PT & - - H - - AN
TMEMI127  AHAf AD T H(100% ) - - +H E +

MAX AR AD/PT & H(100% ) - - + E/NE  10%
FH LR AD + UL + + + + NE 439

LE : PPGL W55 20 L6 AR A 221998 5 PCC . PE SR A0 LI 5 AD « 3 Y (0 K 38 A% s PT . SRR I8A% s HM L8 RE 2N IIRE s RCC ;B 38 T A Ao 5 PL IR
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von Hippel-Lindau Z¢ &1
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2 %
e 62% -14% i 975/ ffa e 20% -50%
EAL 61% -12% /MR 23% 43%
S 61% -69% =z 15% 40%
DS =TEA0E 40% -48% Bk E 20% -40%
R = VATTEAN 35% -70% Tt % U 23% -40%
NGNS 23%-10% Jg e 11% 39%
S 42% -66% = 13% -38%
fe L 42% -58% KR 13% -28%
{FFb 18% -50% PIBR 11% 22%

1 PPGL - RE 20 Jf e R I 1 2205 9
J5 NE 3K 552 €00 Jrie P45 JBCHD i 70) | B e 40 A 400 il 7
LI]iE % PPGLAEIR BAE M

3. B E R EAME A SN R R

4. 45 PPGL MUZ % 2 8k PPGL M5 i A5 25 A AiF
RIGBMEE(F2),

5. ABEAEL A PPGL

() AR5

PR SACH = I 2 2 PPGL S P2 Wi i 2 22
D5 LG E AR NE E (DA B Hodr [m] 4R i 7= 4
HUAREEE R (MN) HACEE L P B IR R (NMN)
LR ARG = W & MR (VMA) W JE, MN &
NMN (47K MNs) 42 E Fl NE 59 afCigh= 9, &4 1ML
FE'E 1 BRBE AT PPGL IR A A AR A BT HL DA vk
IKPHFEEATAE , WU PPGL (4 SEEARiC Y, TR s
STILREIL NE A E 0] Ry B 15 L0l 4 2 F K f A
HARBI =, 504 NE A1 E A9I0 52 7K 7R 1B 3 B i H
MNs 7KF-A] T | Bkl MNs fEW] 2 32 5 PPGL 912
WAL B P AR B 128

WEFE2 W PPGL 1 1 358 26 Ab A 36 S T S i i 25
MNs E{/K MNs %<2 (11 @ @ @ @ ), H U Al A ifi 5 R
NE . E DA ¥ 5 LIS Bt A 72 W,

1. MNs AP « (1) M2 IE B MNs « AR K2 1
BRI 520 CA ZKF i BUR #KE 30 min J5
AV EIMOZ 8 A A8 B b it G T 5 S 25 (830 1L 0 o
[FANL, (2)24 h IR MNs. 85 0 B HL 24 h R JFOR
B PR AR ZS FEASI MNs ZKF, (3) 83Ul AR
{038 IR BT 40 ( LC-MS/MS ) B AH (033 Ak 25 46

M J5 (LC-ECD) M*E MNs (21 @ @O O)

MNs 2l PPGL B)3Z i # TAERHE(ROC) 14T
AN 0.965 ~ 1 HUENE95% ~100% ik 69% ~
98% (#24) . SCHRHRIE M IE 7 2% (6 1 R . i 2% i 2
NMN ¥ J# 0.6 ~ 0.9 nmol/L, MN ¥ 0.3 ~ 0.6
nmol/L;24 h jg NMN 7K 3.0 ~3. 8 wmol/L.24 h J§
MN K 1.2 ~1.9 pmol/LP  F N BORHE /RS, Il 3% 37
B NMN ¥4 0. 8 nmol/L B , 2t PPGL B i
B S22 5 R 95% 90% ;5 I3 7 85 MN W JE7E 0. 4
nmol/L B 2 Wi 9 CJER PE AN R 5 8 4 il o 51% |
90% ),

SO (1) W5 I3 3 2 3R MNs ZKF- H T2 W
PPGL F RS E & , (AR A PE Rt 83k 19% ~21%
WAL NMN 5 MN S50 57 3 45 DL _E 3 1 7
ABCH DT s o DU A B P 23 R AR, (LI PR 07 4 — 20 e A
DAHEATHAIZ %5 MNs 32 B2 457 00 S8 35 Dy HEBR 2 i PR &
JEEEME, (2) AL NMN /K2 % BRI
ML 2 A5, RO 5 FH ] — A5 i 225 (R I 45 2R
(3) NMN 7K V- BEAF 38 I BR5 1% AN R AR I8 R 3 2%
(B BREADS A BCBA P o (4) I 3 6 oz a8 22 FH oo e A1
FEE WX MNs I 25 5 0 52 1) 5 )™ F 5 00 A8 7 T
WA AT BB RS SR . (5) sk SR fd ] A T A
ML (R 5) , BN ol -2 BH A 7] R IR
A B IR ER A AR M R R (ACELD) | S Bk &R 2
PRBHWT (ARB) S 54540 7% i F1IR MNs 5 I 245 2R
T B

2. CA ZKFEPSE . (1)24 h JR CA HEHEAKSFE W 78
B 24 h pRa R R IR pH<3, (2) I CA ¥R . /&
Fas i FMARE 30 min E:Hﬂml,m[ﬂlﬁﬁ 30 min b T
FR K P B R S, LAY/l 1 A< R T B
PEPETE R L (3) B R FH R R0 A Ak 2 Rk
(HPLC) #17 CA ¥ B2l 22 , HAZ2 W PPGL 11 U
69% ~92% ,FistE 72% ~96%

MPF. (1) PPGL AR & 7E FF 2y I F B8 9 & P
fo IR & AR, Hel 2R s R CA K FEIEH S %
PRI 2 5 DA EA R IZWE X, 3K CA 4517 2 3
BE T B0 A DR 25 I 0 7 e A DR A SR A T a2

x4 Ifl/FR MNs 280 PPGL B BURPE R [ % (n) ]

UL

e I
SH—AEH 0 e i

1% Z3

Lenders, 2002
Unger, 2006
Hickman, 2009

98.6% (211/214)
95.8% (23/24)
100.0% (14/14)
Grouzmann, 2010 95.7% (44/46)
Unger, 2012 89.5% (17/19)

97.1% (102/105)
93.3% (14/15)
85.7% (12/14)
95.0% (38/40)
92.9% (13/14)

89.3% (575/644) 68.6% (310/452)
79.4% (54/68) 75.0% (39/52)
97.6% (40/41) 95.1% (39/41)
89.5% (102/114) 86.4% (121/140)
90.0% (54/60) 77.6% (38/49)
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PRI 45 B TVES ;¢ THRABAr LC-ECD Rl Ll K 253 3 12 T4k
AT R 7 v 47T 8 0 22 e AR 7400 3-SR
CA JKF-IRTFE . (2) fERXT IR CA MESE A T
259, IR RGR) B RS2 AARBELA R B0 A 24
BELHS ) 56 5 SMIR S IR 2 ) S L 2 1 Ae e 2 LR
A S BB B PRS2

3. JR VMA K05 . A JR VMA 7K SF X612
PPGL M HURYE R 46% ~T77% |, FVEH 86% ~99% ,
{ELR [RI RS I L PR CA AR
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i TE B SetfE PPGL WY PR 12 B 5 P-4 4 7 T g 1Y
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1. ABCE ST AL Z 4 (CT) VB b g < 17
HISAR A (2 @ @ @O) , CT Xty JIE F1 % s 4 41
BRI B 25 (8] 43 2R, I AT B0 3500 2 A g -, 34 5
CT Wi PPGL I HUME N 88% ~100% .,

2. HERERE SRS (MRD) T LI RSN (1 @ @
@O) . (1) HA KA BIEL PGL, HHUSME 90% ~
95% . (2)H MR MEE . (3)CT K BanikN
BTN, (4)% CT iR Sl & an )L
AP HIRR 2R 58 AR IR T B AT Aok R S U
DT R R RS

3. AR BE BIGIR A fb S e R 25 SR T i PRI A T
TIRDIRE R KA

@ [i1] flL %X A ( metaiodobenzylguanidine, MIBG ) i
4. P 1-MIBG AR W PPGL My MU /i T 1-MIBG
A%, 2 W PCC 8 PGL AY SR ME 20 51 85% ~
88% .56% ~ 5% , T 5 1 53 %l h 70% ~ 100% |
84% ~100% , MIBG AZXI R & & 1 PPGL, {7

TGS A0S M B L B Bt PGL, 5 SDHx (G H &
SDHB) & [K #H 3¢ PPGL 1y K i f5 8 Pk B AR, &
PPGL 8% & A58 H AR F KRBT, 4n MIBG &% FH
M AT R -MIBG 35970

U 55 SR B KRG 1) 8 ' 1-MIBG 1%
ZEFORITEM P I-MIBG VAT IV REME (21 @O O O)

RO B EA2h BB CA iz 25 anal < A
=R BT IIAR 2 55 3 38 B ) L o- S B-HF BIR R
FE 2 VAL 79 25 A1) /' -MIBG #5R , dkr 45:25 2 JA
J5 AT MIBG W44 .

& LR IR Z R BAR XSk S PCL e 2 3 1
HURAE N 89% ~ 100% , B & F MIBG (18% ~
50% ) 3 %F PGL & {3 Y BURR A (80% ~96% ) i T+ PCC
(50% ~60% ) , HCHEFETT FH A 90 2 32 14 A5k i A
M PGL LRkt

&' G- S A B E T R T TR B (B -
FDG-PET/CT) . # 1 H T 5 LIRS0 28 &k PGL . £
Kk CEVERN (5K) SDHB AH5& A PPGL 1 B 1 % 112
Wi, HoXF 5582 M PPGLs A2 T U ) 88% ) (21 @
000,

(DY) RS

HEFEXT BT A PPGL FR 35 ¥ 0 A7 SRR DU, ] AR
it B B e 61 N CA A AL R A e PR AN ) S 780 1y 2
PRI (1, 1) (11 @ @ @O) ; Fi %t T A Wk
PPGL &K SDHB %7 (21 @ @ @ O) ; X # PPGL
BH: 5% 5 50 T35 A5 27 A A 6 B0 A% 838 PT LA B AG DU A
o7 P18 350G e PR 2 A4 5 R TN B AT A% 4 1Y) LE RIS 56 =
FrEERAG

IR

(—) FARIBIT

112 PPGL J5 W R 5T AR DI B g | {8 F= R ip b
ST FE 43 O 2 e 4% | LIGBE S BRI AR v AR H R
I R G 08 0 1 e B R A

1. RS

& 250 GRS SR PGL F143 W DA # PPGL
Ab, HA BB I IR o2 AR BEL s 70 AMOA i o 5 (2 |
00 00), AN ol -2 MARBH M 77 mi Ak ik
PE -2 B 370 2 1 0l 40 ot FEATS A% 36 2 4
SR )65 30 T L 551

FH -2 RBE FITRIT 5, an B3 30 gl ad
WA B-2ZARBHH I (2 6) , (HI& 48 X AR REFE A ik
F - SZPARBHEL 7) 2Z if fif ] -2 14 L 7], P4 PPGL
FBESER A B-52 (A BEL S 700 AT 5 0E il 7K e 0 A 0
R EA

o- LR Z R A ] CA & mER, il 5 a-%2
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| PPGL2 i |

— s EREEN [ AR |

> ##¥ |——{ sDHB |—s{ SDHD, SDHC, VHL, MAX

BT

| migmzin |

[ soHD,spHB,sDHC |

5+¥% Bz | > SDHB, SDHD, SDHC
B LR |
5y ¥ % P LR % [—> SDHB, SDHD, SDHC,VHLMAX |

% B

SDHD,SDHB,SDHC

5392 P L% |—s| vHL | spHD, sDHB, sDHC,MAX |

sul b || rer |5 TMEM127, MAX |

14 : PPGL; RE4% 20 fitJo Rl 4o 2245 99

B 1 PPGL {3 i & i 2
&= 6 PPGL RAIZYES

WRIT T 2yl IR LRSS

RI7 1S5 BUVRT FFURTRYT A I 155 100 28 7 18 Jom 55 o ZAABH
a3l 5-10 mg b. i. d. I mg- kg™ -d!
EAULIL S 2 mg/d 32 mg/d

AT 2 IR, T SIRIT L A R R R R A TR T 30 mg/d 60 mg/d

HAMT 5 mg/d 10 mg/d

YT 3 48T 1 IR E A 3 ~4 KJF Ik A0 shih sl slig & 1 LA e O L B 32 A% BELHI 57

iy, 25 Al F AR FEHER 12.5 mgb. i. d. 25 mgb. i. d.
(I SEYIN 25 mg/d 50 mg/d

Y 25T LA P AR o SEURLAR AL 1P B 2 BN P 2 ML P G 0 IR 0 2 ~ 4 R P LT L, i B

4]
WRIZJE FEAT A IR 25 T I oz M I L P 38 AR 17 BT SRR T

AR BEL 487 790 J S BB (P L4 ol o, 2 L AR B 1)
EORINTRSIA R 23/ 5 I - - A VR PN L Y g =B
PR AR A, DASE i 25 5, B 1k Iiegg DI B Js & A 7
KiE""(11 e@00),

O RETZY)HERS TS5 BIARUE . (1) BB Il He 42 3l
IEH BUEAEH | oI AR AR I 5 (2) 1 25 F K
52 2120 M B R AN AR T PR Bz K T | R 30
s 5 (3) B ARIPRE B RO S 5 Bk 5 (4) R
M PHER BT RIfEE NMEE S — B E Dl 2 ~4 A,
Xof A A ) 1 o I P A ™ B O RN A AR, AR
B ol I £ 15 S NI 71 =g £ K

2. FAR,

& HEFERTR 28 PCC AT BB MBI FAR (11
@O 0O0), i EHAE>6 cm BUNIRZENE PCC, N
AT T AR LIRS A M98 9 58 38 DD B ; A sl 4 Jma 38
Jig 52 %, A L B bR 2

& HEAEXT PCL B EHEATHMAFAR(1IT @
OO O) BXF T/ A= 281 PGL, B ] 17
EHETFAR2I@000),

&GP PCC B TF AR R O B 4
B RR, G & A K A SRR R T REVGR (2 | @

000),

& R W R R TR b Ry R W N
JE O bR RO H P A0 5 1) R A
A 5 JR s 5 AR FF A e R ot B S T R R kR
T BRI AT 227 U] SO 5 5 G 236 Bl 25 4 PR e
RADHE AL R H | WAE e o-52 (4 B R )
TR IR FH T8 8 2 T S 5 1 e P B 1 -2 AR B 77
WA IRIBIT

& UL bR e R I B T A s B
JE, DU 7 BIA5E - oo-32 A BEL 7 3510 9 DRkt b 7 1 725
YR I RO KO 0 0 A O A S 2
Pt EFEARJG 24 ~ 48 h ) W R Y i A
DER(110@00),

3. ARJE W K kit

& RS R B RS 4 DD B B AR ST 1
I RRAT RN RS VIBR R A T REAE AR AR R PE W |
J B 5 Ty RE IR B4 JRURS:

& RJ52 ~4 JARN A CA B MNs 7K LI Af
VIR e

& TXIARSE BE AT A G Y, AR R DR
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1) PPGL & W 3 ~6 D HBEVI 1 IR, BEUTMEENZ
FALFEREAR MRAE I/ FR MNs 5% CA | b B i} AT 315 %
KA (21 0000),

(=) %k PPGL (IAYT

1. B'I-MIBG 897 : *' -MIBG {87 {6 MIBG #% %
TAZBAPER BE AR, H AT IS 1-MIBG 697 7l 1
gi—pnifE, EE I ERIRIAYT R & 2 200 mCi, AT AR
it £ IR YT 7 ACRIAS B SR >R DR 2 IR A0 FE A
FHE , BiHATF I Ik 800 ~ 1 000 mCi, B IG YT 5
F3 ~6 HNB AT, B PIRIT IS 2 H L
FH 3% ~5% For AR EFE R IA 73% ~
79% BE RS FEAAFRIK 45% ~68% 2 P 1-MIBG
PRI 4 S R BN R RN 2
ULAEREAN I, 87 % 0 B E T B 3 ~ 4 b 40
W, 83% 1 R /IR AL A B BERG A SR R
fiE bk ol i RS 2R (s A RaE

2. ARTT H LRI O R AEE . (1) BB K
FHBR AN A S L% ( cyclophosphamide, vineristine, and
dacarbazine, CVD) J7 %&; (2) K #C 0 # #0 i %A
(etoposide and cisplatin, EP) 5%, CVD HEZLHF 2 ~
4 ARG, IR YT T WOR RO ROR S TS
FasE RN 4% 37% N 14% . ANE N FEAH
REPD ] R 2 AR | E B EE O D EE S R G
ml}i%“ﬂ .

3. HABIATT Xk g B 2 78 kb ) JR R T A
T SR AR SETR YT A AT s R A I R
SRR 9e 70 A, AEX S8 35 A A B[R] A 028 H0A I i

AN BRI TE B2 BRI

(—) CA LML

1 CA IMAE 5 RS (R0 IE S 55 FR Ol CA I, T
&I 58% 1) PPGL (B F FAAE CA 2L LS , s 1k
ARIoR T PR ) 7 R g i o A A0 IR JEE A, R CA
IMLAE A ] 800 U T3 O WLEF 2 Ak O LS it Fnca
RHE,
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