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Atlas of Diagnostic Pathology (13)
Endocrine Tumors 2 : Adrenal Cortex and Medulla, Paraganglion,
Ectopic Hormone-producing Tumor, and Others

Motohiko AIBA
Department of Surgical Pathology, Tokyo Women'’s Medical University Medical Center East

The previous article (part 1) has dealt with pathology of pituitary tumors, thyroid carcinomas, and parathy-
roid tumors.

This article first describes adrenocortical adenomas and primary hyperplasia causing primary aldostero-
nism, Cushing’s syndrome and adrenogenital syndrome, and nonfunctioning adrenocortical tumors. Weiss's crite-
ria are a useful tool for histopathologically diagnosing adrenocortical carcinomas except for pediatric tumors and
oncocytic tumors. Adrenomedullary tumors include pheochromocytoma, paraganglioma, and their malignant
counterparts, which are known as components of some inherited tumor syndromes. The Shimada System pre-
dicts the prognosis of neuroblastic tumors. The adrenal gland is commonly involved by metastatic tumors. Mer-
kel cell carcinoma and thymic neuroendocrine tumors are among the tumors of the diffuse neuroendocrine sys-
tem many of which are to be described in each of the organ systems in this series of Atlas of Diagnostic Pathol-
ogy. Ectopic hormone-producing tumors are one of the fascinating themes in pathology. Tumors may rarely het-
erotopically produce hypothalamus/ pituitary hormones, calcitonin, parathyroid hormone-related protein, big
insulin-like growth factor II, chorionic gonadotropin, erythropoietin, and so on. Finally inherited tumor syn-
dromes are briefly described.

Key words: adrenocortical adenoma, adrenocortical carcinoma, pheochromocytoma, neuroblastoma, ectopic
hormone-producing tumor
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V, FekFax¥7rrFaxs7uor (DHEA) %
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F1 RITBCEINE & SRR O (R IEES R LR 2005 45)

a. BEAETENIE functioning adenoma
1) B3 7 )V K A 5 1 Vi primary aldosteronism
2) 7 v ¥ v ZIEMERE Cushing's syndrome
AT T4 FBFEIFEL: excessive sex steroid production
DTV I =Hh Ny vy ZHERERE preclinical Cushing's syndrome
b. JEREREVERRIE nonfunctioning adenoma
c. IFEEVERRIE adrenocortical oncocytoma
d. Bl Bz B #5H adrenocortical nodules
e. B2 M 2K adrenocortical hyperplasia
DEFMET IV F 270 v
@ 787 v F A5 1 VE idiopathic hyperaldosteronism (IHA)
@ FEaVF a4 FRBMET IV F A58 Vi glucocorticoid remediable aldosteronism

@ JEFETERE K primary adrenal hyperplasia

2) 7y T v TR

@ EFEVE SRR HE e R B2 2% (PPNAD *)

@ ACTH FEARAFERAGEITE ML (AIMAH **)

BZ DAL F IR E WL other types of primary adrenal cortical hyperplasia
@ ZRMERIE B MR secondary adrenal cortical hyperplasia

* primary pigmented nodular adrenocortical disease, ** ACTH-independent macronodu-

lar adrenocortical hyperplasia.

PABRTIZER L 0D T, THIRE % 5B Ik
WTRRRERNCHE 2 S, ZOTHIZE - F2fEH AN
SNTWEY R TIIIHE ORI 7B L 721212
RIS L, T LD THRABT S, MR
EOZWNICE X REEOZW I X WEARRERIC
X, RS & IENE SRR O Y) AL o+ o3 R U
LALEETH B,

1. ERE7ZIVRZXTOVE

RIE R EERECT IV AT a VEgEREE 2 L,
B & BRI A ) 7 A E DI TH 5. £
BN H ), O THEEIZFMIC L D iGE
e BIMTEREDRETH 5.

1) 7V RFATu sELERE (APA)

WHEIE 1(~15) cm Hifg:, B 3em BLTF2%TE A
ETHAHY. HioEmH AR L (K1), HUMEE
T, Hie OREICHEMBEZRE TS, 728k
WREEHIRLS hybridcell ZIB L A5&bH 5. HBH
FERIRE & ARB R oML O F B O EREZ R L, HE
A FLOEEDIIZA, HE L, SRRARDERIRE &0
WERM oMo mE OEE, 5\ cytochrome
P450.4, & PA50u DT H %2 H§ HMINE 2 M55 6 b
H 5. APA 1F LI LIE—FR ML 2% D K/ANA
REANBEAEEZRT (K1), A¥a /57 b U
G#hcza¥a )77 b fRERD LI EHRLNWY.
CHETIVFRATa yEAMBIZHBIL, Wi
oGRS, HE B E NGB ERRY <,
clear halo IZPlE N 5.

ARG HFRRIE B E OBIEETIE, BB T I ERIRIE
Ha bk /NI R A AE L T W B X H IR Z B8
(K 1e), 3BHSD DiHFHEAME N &M ST IV KA T
O yREARIERESNEY. @HE APA IS VO
T, ANVFV—NVORBEREETRL, RERBT
DORCEMLRE DO FHE - WHRIE R (K 1e). LAL
APA 12 LiE LiX P450,4, & P450,, O E % 63 5
hybrid cell 2°5 7% %2 DT, FNIC 4em %z 2 MES;
TlX, AEDOINVF V' — )V A LT preclinical
Cushing JEEREZ 2 L, RIEREOBEMILE X2
#i - HIRT BT,

2) FFMET7 IV F A7 a viE (IHA)

RKHDOEFIZ X 2R EE N, APA L LB
EIRME - L = o7V F AT e VIEORETH
%, JHESIIERER TG ST 55,
WALERIRE o B2 L AL wEsHE S
59 (DERIREE I + micronodule 23, @k
IRJE B R + micronodule + macronodule, @RI E
W D &, @ micronodule ® & A5 [A] #1 . THA
TN &) TR 2 0B L C b mIiE ik S
N, FROWEETIERVOT, IR
FTAHRKICZ L RRIZE Y, KACHRZ BY.

3) W aNF L FRIBET IV FAT B VHE

WY B R (8q22) %R L, cytochrome
P450,, BAR T & PA50u AR F DA ERL X 2R F
ATBIETICE YD, ACTH IZHIE S N CTHAREH 5
TIVEATa ol EESNSDY. HEa VT
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I FHGICXDE TNV PR T8 ViE L EIiE A IE
WALT 5. RO EIIMOTENT, HEBFEW R
MET D RZEZATHTH 5.

4) JFFEVERIE @I (PAH)

WP, SCHR b AU e BRI S FE VRS B D
BT FAT A VBREFEDORRE & %250, 2o
MZTRIBUIBRIC L D, SILERE DRI L 9 % DT,
TWINERG D L. L LEABI Db dH
D, FoRBEHEEhTwiwn,

5 ZTOMDEFEET VKR T 0 VhE LS v
F a4 FEFEE

FNECRBEHEOT IV AT Ve - BEFET IV F
27FuvyEEEEOBREND B F 11-
deoxycorticosterone AR "R ET IV KA T T v
PUAOGEanFas FEAEREOHRE S H 5.

2. BB REFESM Cushing FEMREF

Cushing fFEBEERIZEMICH 22 2V FV — /i
HanvFaf FOBRFIRBICI ISR INS.
HOLPERESS, R RREES,  AKAERRIRIGTEAS, PZE
Ze, BTN, X9, £E, S, P, RR
W,OBER, BT, REE, R E, R -
B, BEREREZEL, $5 3B DIk Cushing JEBER
WHBITH D, MIEIEFRNTH 5.

ZORFRE L TROBBMEDOE VD DI, HHFICK
DHEINT AL FHEGICLD 0D TH B, @
C AR Cushing SEBEREE LTXBIESN S, K
K% Cushing FEERE DO TIX, THEMKD ACTH #
AERRIEIC XD, BB E A RIS EIEE E 2 LT
B DTN T — VR EET DG EDECRTIEZ »
A3, ARFR IR R R D E AT .

Mg VF— i HNEZBOHEKZRL,
SR " 170HCS % free cortisol @ ¥4 I % K 37, & 4F
Preclinical Cushing JiE f #f 0 2 W criteria & #E. L
Tw3Y,

ARETIINE (k) DS ORIE B BRI DORRZ
WZOWTCHtR 3 5.

1) IV F Y — VAR i

Cushing JEfEREZ 5| & 2 3720121, B 25
cm PLEOKRE SHPUET, @H 3cm L LD 5. EH
TR S & B E T 5 (K 2). Mk
P IR & R OfE ~ O G DORAED S
% (X2). BIHSRMT, MERFENIHILE O
B BEAE 2 S 7 B B & LA R black ade-
noma & W9 ”. LIXLIZE lipochrome (lipofuscin) %
SZRICHL, ¥-MEo~xru7y—YhRnaEr

3

AELTW5. RIS BRI B H 21 T IR AL
L, BEMEEIZERLELTwS (K2). Zofis
B, FIE R E 558 o Cushing FEMBERE % 58 < 7R
9 5 2 EATE B,

RERG: O 2 v F " — b i e gt IR 1 Ml i (2
3BHSD ifitk# A L, DHEA % ORI T » F o
FURBEETLHILIIARL, o kilod ) JEE
P bR B B X A O 72 D MR E A 5 o DHEA
EED L, BIE®T Y Fur ok Jiiitnwz e
oI L, THEEN Cushing EBERETIE, &
BRENE T EARRRIE D 5 0 FE o ACTH FI#IC &
0, I - JRPORIEET > Fua s - 17KS 1334
w35, FREBRERETH LIELIEEIBE®T ~ 8
O bR L, W BE & O X ERR I R
b, k35 AIMAH L HBPOMEE R T 5
BRI R LTV A DT, BRRIICH & O % 2
T 52 ENL WY,

2) RIE R EESENE (ACTH IERAFE) @I

(1) Primary pigmented nodular adrenocortical
disease (PPNAD)

20 AT TR DFAFEFITE <, W MEDE BB 1k D2
T B, W BT O % B o /NG i 255 B
FEWCHE L, FERSERITaE E Mt ch b, 2K
ELTHIEFRKDZ A%\, lipochrome (lipofus-
cin) A LIFH/NMaEO 3% L 72 KB o B2 B M 23
WELTWS., ZO%EEEIL Carney complex D E#
TLH LY. EEEE LTl IIMMEERL & 20
BOIANF V) —VHITRDLETD 5.

(2) ACTH FFEAFMERAEEITEB R (AIMAH)

ZRHOBEETORMEEHICL D EIEIZHERT
2770 RIS EE O AR 0SEE 70g it % 2
. RN & AN ORE M AR E 2 B L T v
5. BICUINALDODLMBOBME H 5. PEE
BFOEIE. T (3) LI1dBIO entity TH
5.

(3) L F A (Gastric inhibitory polypeptide
(GIP) AKAEME)

B R B ST e v L EREIC GIP 38k & 58
BIHZLICEDBEIZHETH L™, KOMIZ
2 BN 5 &N o GIP Ml A4 PR IC GIP %
W A, I GIP 2SEMEE 22 0, SRR
ThE 7 IKE O Bl 2R3 2 & & b2, RITRE
DS L CTHEFIO TNV T — VR REEGWT A, £
DD ZFEARDIENE K BN AT IS FE B3 % Cush-
ing JEBERED & 5. LMEICE <, LIF IR ETEE
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4

RO ZED, FLIFLIEAIMAH L&
%. LRt (2) © AIMAH & 82742, F7-205H
BRIIFT AT STV Rn?,

(4) Zofl

McCune-Albright JiE % # (3 G & B o subunit =
I — F§ % # 5T @ somatic mutation 23 i 4 # 4)
Wz Y, IEHMIEE mosaicism 2 LT, il
TCH A OFFEY BT 5, B /NS EIYER
ZExRH L TE NI Cushing SEBEHEE B4 5. F
DA D DI - /N o RS EE R R R R,
PPNAD & AIMAHOH A2 K& S LTRE LR
TS BT 2 Eh3H 5.

3. EIBMERRAEMRE

RIB R A S OVERIVE ¥ OB 3T X ) g
DILRE - BREBIZHRE 2R b DT, MK &
L2 b OPRENTH 5.

1) B RIBNE S X 2 Rl RUB I

21 K IRALE SR K AR O Bl 55 P L 8 T & 17-OH-
progesterone M¥NN & & H 12, F 7211 KEILEEHR
KABHE Tl I A DOC ¥ & 2 & E - 4% K i iE
& & b2, DHEA 28 L <, RIBFMEEmRE % ok
9. 17 KERALEE R K HESE Tt DOC 3N & % &1
JE-RKIMESE, BFIEZDHEART A AT H ¥
WA & B AR R % oK.

2) BB R EFEVE DM ARV R A I

DHEA % 7 A b R 7 O > ji A= Bl B He 0 W 955 13 8
FEL, BREOREROLELHDHH, T A b
O AR IO TR T, ZEALDETHS
(45). BB ZEFE T, 4 OFEREI IR
fazR L TW5. BER/ MBI DHEA
RIS 3BHSD DI P/ Fe b HM . /NE ORI
BB ES B ARV ' VA RS S S W, 3T
V=V D[RR REHE 237 W BR 1) JERE S SR B L D 2%
Rl 22\,

4. FEFRAEMEIEIEMRE

C OHFIIERIE B E O IEFERE VLI & o R It Ik
oncocytoma, FEREREMEEIE NG (ROIEZBR), H
TREAR A D 5. BIEEFEERE OMY %2 o Tw»
5 (F2).

1) JFEFEREM:IRIE nonfunctioning adenoma

H oMY, EEEEREL ) DRwez 2 LT
Wb ZEDHL W (X3). MEREIIE SR &
TN ATHE ~ OEF G THEAET S (K3). MR
91213 P450.0 B, P450., BatE, 3BHSD it DO
WEEOREMEZRL, ZogmtEr S IRtz

BWTHILIZTERWY, L L, JEEE T ORIE
REOBIEIZ LD, HRE - R OZEHs v 2
E(X3), F-RIE K g 3BHSD O 4etatto
ETEA I &2k, FHlivRETH 27,

BRI HEREAVE VEAMICEH LT, BURT
H— T MR E B B R 2R 3 % negative-feedback
Bz b 72w, JEEEEEIE R EOBIgE» 5
OREBEME DB TE v, GFERME R E oncocy-
toma b IERRBENETH 528, HlIcHbh 5.

2) WM IE adrenocortical oncocytoma

XA = —OEHZ R LY, MR EE %
RO E 243 2 KEMIE B L Tw
B HEIEEREETH A (X 4c), TERIVE Y
AR O#E D H 5. oncocytic carcinoma & O
IZoWTId Rk § 5.

3) R A% H adrenocortical nodules

LA USRI 56 o, BRI B AT 2R &
WAEEITERZ CTH 57, #MFEIE lem LTOKE &
T, PRI 4+ OFEEEICREHIL 2R LT 5.
CHHEEPERMICHEE 225 2 Li3bhwv, HE
RIS RE R B R O Gtk 2 /R 9. 4§
B EEZ L DD 0L LT HEILAS W pig
mented nodules 73 %7, B IIHEIRE & B DB
RIBIER I NS 2 &% v, PPNAD (ZHPLL 72
TERE D IEREREMEINZE T H 2 A%, 3BHSD DGt Ph A3k
WZ ETXBIMEETH BY.

5. BIBRERE

Wil AR O o C D B ORI TH 5 (100
TNZTAN). FHROEWNEE LTSN, Sk -
FAHRET TR E LER AR L (K 7a), #ITHET
b 5YE S LW F TR DANEY) R BRI Z
L <, RBIBRERE ORI TH 5 mitotane (op-
DDD) (ZHEIER S 1, 7z Hsi et o$it
FEH & OPFHEE D, BIEROEABRVD W0
AR TR S L TIEW v,

EIATTIX 40~50 MICKE R =2 2B, 5
MU TSNS R =27 533 57, FEE MRS & P55
HMOPE - HETHEICELHZ DO, ek
DRENZ% L, WFITRADYE WHO 51k % &
Cushing JEWEH#E (45%), Cushing JE & # & B 1L
(45%), BHfLoA (10%) T, TV AT VE
ARE T A b AR (5) &£ EBITHT 1%
KiliTdH 5",

BB R B X AR Sem MLED Z EHLnas, £ <4
D% TR W - CIBRIE R ROy /I filias 10
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®2 HAIEHEIEEROPNR

il A s M %
BIVE ¥ I A B B R 50.8
TV F ) — VR A 10.5% *
e o A e B 85
TV R AT a A RE 5.1
IR 4.0
YRS R 37
B R 5 e 34
el 2.3
% e 15
#a 14
Z DA D B 0.7
ey 0.5
T Ras A R E 0.2
Ol - ASH 74

*JEL A SR BB R OV E VA B IS B A
ZEYE 2003 4 F T 5 AER DR 3,678 B 7.
** subclinical Cushing fEMEHRE 3.6% % & .

cm Hifk, HiE D 600g i L EHL S RKEW, —J/h
SR ERBAAAAT Y. il - B - FIKILAE %
o T s (M 7a). B~ DREZ LIXLIER
LCTWo. - Bl - & - ) 8@ iy 5. #
M 70 B B B O RIEMEOZB WL & S ITEEL
V. ZOBWIIEDO O criteria 23 A H T, Weiss
O criteria [ZA A I N T B (£ 3)Y.

OB © Fuhrman @ grading % %
ML, G125 GID4EEDH B G3 - G4 DR %
5.

QOB 2URIE 5O HE BEARD K £ I2OWT, H
AL 10 P OGS RIEOFEFHI L, €045
A5MEERR %, §%bH 6L LE(>5/50HPF) T
H5.

QRAKG T ZUGRT 3 MRS L2 R T,

@AM A 25% A, B B I BB M 23
5% DEx 595,

GV E A DB pattern 23D 1/3 #i#k 2 T
Wws,

O A St

OFEHE 2 A3 5 EIR~DORE.

@ -1 8 O 7\~ )14 B 1M 12 5.

(DR I HAE AL AR D PB4 5.

Do 9mB® ) B 3HA M L2 L Twiud
EY, 2IHAD T THNITEEORESI TSI NS
ETHIDTHSH. 2D criteria ix, NEDOEE &
oncocytic tumor (ZIZ@IS T RE TlE ey (frak).

x3 RIBREEOMKRENZ
Wr (Weiss et al, 1989)3

23

Borgifg (> 5/50 HPF)
FAIRG o 2%
gL (75% B L)
O % AMERAE (> 1/3)
Bzt

HR A B4

B A 2 Y

el e 3¢

TH DAL A, 23 H DT - RYE

WO 00N> U AW

1) /N OFEIE e B

BHALZR T ENE L, B EMNED Cush-
ing SEMEEEA L . Cushing SEREED A I L, K
BUET NV FAT O AHERTHALIIHTH L. RIE
DB DOHKRZ W criteria Z EH 3 XE T
57,

Wieneke 5 ® criteria Ti%, O} 55 & & 400g L
I, @B 105cm ik z 5, GFEIPHMLRL - IEdzic
JED3%, @TFKEIR~ORME, OfIREE, Ok
R, DOIESIEIE, O 24%A% 15/20HPF DL I,
ORI 5HE, THAH. 2% TO criteria DA
X B EERRGH, 38O criteria 2 A9 554133
IR, 4 2L E D criteria DA G EN: O B R R E
BFUMShE™.

2) B B2 B DR R

(1) Oncocytic carcinoma

Oncocytic tumor (X8 IERREETE D IRE T, I HE
PECIER L7 2 B Th 2 (X 4). BN
AR ISR RARIC X D o b, SRR D G
oI E V> o gefatk 2R3 (K 4)". Ol
RO EZIZZ L. @QB/IMEDIEA L 72K
ABOFELZV LAMBERT I ENH 5. @F 7
LiIFLiIFE ~ M oHgi pattern 2 H 5.

BEUEOZ L DY ) 2BRMEDZ EBE N L
5, Weiss @ criteria ® 9 5 L2~ ® 3 il % 1
BT RETIE WP lo> Weiss @ criteria DI
H 3 %72 L CWIUSIEO WD ZE 2 b b,
F 725D criteria DFE D H 525, LT L OMEHED
W HDTIE W™,

(2) Myxoid variant

i 355 TR LS PR & 2 SO A X R THDOT
(K 7), MEEMEEARTIERMEIERE L Tuin”,
RIE D DELDY 9 ZIEETH 5. Ktk myxomatous
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ERAEINTYT, UH2LHE - HESh Ty
A7 WEOEHIZI1Z Weiss @ criteria % 6 T &
% (7).

R1 7V FAFarERRE (APA)

a) MEHHZ 1L5em Fifs & /S {HEEE L~ A F ) v ux B
LTwb. b) HEBEAIL —~{L. ¢) APA i3 bizarre 7 K%Y
BaRRELTWwAEZ B, d) HOBENH->TWwEI L
4 & 5. spironolactone KIIE DK & S i 4 DO UFEEYED L
R OHILE N E AR T, clear halo ICFHENTW A Z &8
T CTH S FFEAR:KH). e) APA 1E LIE LI P450ad0
E PO DMFEEZELTT IV RATFO Yy aLFy—vy
BT D EMNTE DD, AV S W72 negative feed-
back A& 2 T 212 T3 {, BEMILREIZRAE S
T, BB PRI ERIRE AR /NI (RiSKEE) 2
2L TW 555, P450ad0 X 3B-hydroxysteroid dehydroge-
nase (3BHSD) DIEMIZZL L, TNV FAT U Y ORELEDY;
Tl %W,

K2 avF ) — VA

a) JEBHE 3em HifAO KR E S &/R L, HIHENIRGE M & 8 @30
DAL L T 5. FENESS SRR E R B I3t o Jg 23 2k L A
O Y, NrWEOEMEZRLTWA. b) HEEAD
V=% o) MRS OTED Z 25 - 7B & ik
AR & % 5 2 L 03% v, d) FERESS R E R B s i
N kg A3 2 LA & /N o 22 & 722 0, N ESE
MiERLTWD.

3 JERRBEIEpRAE

a) I LIELIEME LG 2L CTw5. b) HE A Rk
BN & BB 2 2~ OREPEICTIR U, BRSO & 5 1B
DY AR RLENBE AR EZ LR THZ L dH 5. ¢ nega-
tive feedback HHE D I 722\ O CRUEEHINLIE 2 P-4 S 11,
B2 B b OZEE D T,

4 oncocytic tumor

a) IRtk oEE Z2MRE LA L, #I3 bizarre TR/AAE
RY. T UHORE pattern 2 o TWA. b) Pk
BWARYURO Yot TR v > it e~ Uitk %
RLTWS. ¢) P450up 72 ED A F 1 4 FACEHTEEE I IENES,
WOPENIRETH 575, JEFIEEETH Y, IEREMEZ R
LTw5.

K5 TAbuy s e

BRI B, BEA < oM oRE pattern 2R L,
Weiss @ criteria # 7 ) 7 L TWAHETH 5.

6 IR % ok L7/ & R JERRreTENg

a) WHAHIE (A) &, iy B), ®waif (C) 238
FENnb. DIFEEHBAELEEZRLTWS. b) Lo
N/C e ROSEAMIa OB IZ A £ G L, F OBy S 7%
M 2 47§ B ERix, B &G LT, Cldikl]
M EROFMTH S (HRET).

K7 KEZGanVvF— Vel

—#BIZ myxoid ZIEEE Y, HEE10cm 2Bz 5. a) 3
etk - W PE o EE CHRIERENZE L T\wb. b) HE AR
L —#1Z myxoid %= ZEME%E/R L, ¢) d) hyaluronidase-sensi-
tive 7 alcian blue Z+fuMEZ /R L T 5.

8 e ttufiiiahd

(3) I B e P iR

L T Hii 2 MLARHEL A T, WHO 208 b 5Ll 7z
Wi ThbH. BIBBREMBOERITMR T, KK
EAIE R A - #ig AR EOREZR LTV D",

a) BIHNE BRI 2 ER 2 R LT\ 5. b) W geik kR
ORIE L 7 a~<F VAR CEET RS2 A3 5
farosd. o EFICBOMEDS, £ IR E
AT 5. d) HEHEYH T chromogranin A 1346t H hif
L EIE Db TdH A, e) dopamine-B-hydroxylase  [fl
ROGAZR LTS, ) BOHREON KK, Bl
T GO RRHEVE LAY, FER % alveolar (250 LT\ 3
(Zellballen).

9 RIBFEZEAE M I IE o ISR 1 X A b

a) MEHEEFEH & FM o pattern THGH, A EICIEFERIT
#AAHD B, b) IGF-I OfREGM TIEE < Y PITIMA T
Golgi ¥ D Yetts pattern 2 LT 5. ¢)Pro-IGF-II @ E-do-
main O%EGA . big IGF-I 1Z Golgi ¥ @ pattern THefs X
nTwnas.

10 FPFREZFENE KoL

INIEAZAI A SHIRHEIR DML % rosette IRICDIZL TV 5.
11 RS

a) EAFXIClE I Schwann cell 238 IZHE5H, T 251 pkEd
MINEABRICHEGE LT\ b, b) AEEEHII RO

12 BHINIE DR X 2 BB K

a) WHOHFHTHIMZ ML) R LZBK L Tw5. b) MikEn
IR 2R L Tw 5.

13 ZRYENWBESE (MEN) 2 N2 18 il
a) £ T O AR & b o EIE B o B R B 258
JEAETdH B D2 MEN2 BUZHFBIWCTH 5. b) IEGHIILIEHE
B\ IF R M ERIR @ hyaline globules # 47 L T\WA. Zhiz
RYEEEcLIZLIZBISE S A.

14 von Hippel Lindau (VHL) 3% I28E 9 %8l iE

a) VHL o aME i LI LIS 2 g 24 L,
MR RS CH 5 2 & MW TH S, b) chromo-
granin A & ¢) insulin-like growth factor I (IGF-II) 2Sks1E
ThHhrI LidMnsy 4 FLiEmThs.

15 S5 MERIENE O 18 o i

a) T EDE & R ISR S M OB 2 R L Tw B,
b) EruLABAESLHICOT s E 70 BN E R L,
BEoMEE 2L Tw5.

16 Merkel HlH2

a) BEFZIZ N/C HROEFAIIEATEHEME - €< P PHIRHE -
WAL Twad (MT). b) KK TITHMED B 7272w
MO E R L, Ba2MExE LI Twb. ¢ €02
L WA 1Z chromogranin A Sl T %.

17 WA VT 2 4 VG

a) K518, b) Efg. Mz o~ v 2 A 5 BRI
Aa¥y RIS HMERICEEM L T\w5.

X118 ACTH BEAMIRA A VF /A FIES

a) A%, b) EfER NS /B IGHEEE % involve LT
FEFEPE I, B RMEE DT PR LTS, o) KRIEE
DI B R P Cushing B L0 L C i 4 &) B4
W2 fifT L7z, X le, 2d, 3c ORITRE L gL THIR
Jeg - HEIRIE A W TH B .
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EIE#EY adrenal medulla &
fE1#2 5 paraganglion

RIERUE I A ICRIT R E L3RR D, ik
SEHIR T, ZCIRANKEHET - BEARREET & WA BIRIC D
B0 L LEERBRYIC IR E B ] & B 720 B A3
D, FIEHERT FLF Y v 2EAT L0121
phenylethanolamine-N-methyl transferase (PNMT)
PRETH LD, ZOMEIEHRED VT —)V
WX VFHEEING. 70 s B AR O KE
mEbD, PBOZEMBEHMEERCTWS. S
100 FtE O SCHRHIE S HER R TH 5.

1. tB&MREE pheochromocytoma

70 AP OEEE O 2 /Rd. Ho O
LA ) R ELRICEITL LRBE R0 TIOS
RiH Y, DENEC o7 o s Ak XD ZEHH
E & 72 A, Bl 1E 1 tyrosine hydroxylase X
dopamine B-hydroxylase % EDh 737 I VEH
BEROREGRMEIZLD (K8), H2WVITEITEEE
Aide & 9L, chromogranin A O EEGEIZ LD
(8, 14), ZWEETH B ",

7TRLFYY e VT FLFY) Y RNV
EOATaTIvEEAL, SIEZFISEIT.
7 FL ) YEAVEDYE1E PNMT 2300 Gl
P& 25, PAHICE D BRTREZ BILERED—> T
HbH. INOLDATIATIVEZDRAIRT) V-
INVAE T v - VMA % EDREY oflEixs
WrichHHTH 5. “1-F 72 1% “I-metaiodobenzyl-
guanidine (MIBG) I2& B v F7 57 4 —28
HHUNOIE - B bR & [RUEPEE S O H ORI
HHTH 5.

SRR A2 I VT U e ~ T ek ORI o M L %
F9 B RGN AR, R IE B = &
MG HEARRIC X 0 e BRI S 7z “Zellballen
(alveolar)” L MHIN B fEEER L 57777, IR - €=
YHOMEE L o720, FNICHIREOELY & 5
Z kb DHbH. HMBZMNIZ hyaline globules % #o
faz LIFLIZRCTE Y (M 13b) RIS IZE W'
S-100 % glial fibrillary acidic protein (GFAP) 4
FFHNE sustentacular cells Z > T 5.

2. B eiliaiE

et IIE O 10% 25EMETH 2 25, E kDM
FHBWREDHEE L TB 5T, 71 2 FAEEE
THOVWEHMENOBEBIZL > THEINS
(B19)V=". WBHELIHMD 5V ITFHFREMEDORE
EXHT B ENEETHAH. WHO HHTIE, 43

F4 EEBOMEEEZ P9 5 15 O crite-
ria (WHO %)

Bl AR

I 4 58

HllEF ) PR O BRIk~ 0 12 58

PR U7z /K& /B L7z

v~ RO E

L

M % o ¥

SR O 455
OIS L LT *

10) MMOHH X Gl N/C Ako/NNIiHi)
11) #7 a<F > Ot =

12) BB X B/MK

13) Bior2g ok

14) FAAIRG 5 54%

15) RS TREERIRIR DS 22

3 1M, M2 5 E L, 4 D TR

00 3 & U1 &~ W N~
RO NG A

©
=

NN

L —RIZZIT AL TRV E W) T X ¥ M
ET, 4D X HIZ15 0 AT L T score & 1
MEE2H%E5 2 THEE L, 45D E T poten-
tially malignant behavior 257" SN % % 2 /& #i
LT 5" MIB-1 DFEEORETH 3 % IEHE -
FEELEE, @ %\ d consensus 2YF H LTV W,

3 NFHTJVF—7

AN RE R & Bl S IEAN R I o 7o B AR T
¥, EoMhhd 5.

1) AR

KEPRE B/ BEE N/ 85 7 > 7)) F — =,
e HlEE b, WlET FLFY VAN
v, ZOPIIRR - KRR R e i i &
FRETdH 2" IR FEIC D MR TH %25, 8@
W PNMT IZBHTH 5.

2) EIZE AR

SHSHL - HE R O Bl S EARKEN WY o 725040 D FEHhE
i o5AT 5. FHEIR - SHiFIRsE - RAEMRE -
MegH - KBIIR—MiNs o r)r—<emadh
. ATaT7 I VEANIED EIMEL, BEIIIERE
et TdHh %Y. Zellballen @ organoid pattern # ik U
MECECHEICE ) WS nG. KIK - BHEEE -
M55 IR 72 & O REGE pattern 1LY 5 4. Efilg &
LA OEE LS %D, Hi# L chromogranin A
X° synaptophysin 2% B 4, % ¥ 13 S-100 %° GFAP
PEETH 5.

3) Zof

HH O EMIER D 5 IR BRI - 72
BRI D5 & BTp o T EBICET S 00D
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% 5 Neuroblastic tumors (The Shimada System)

1. Neuroblastoma (Schwannian stromal-poor)

1) undifferentiated
2) poorly differentiated
3) differentiating

2. Ganglioneuroblastoma, intermixed (Schwannian stroma-rich)

3. Ganglioneuroma (Schwannian stroma-dominant)

1) maturing
2) mature
4. Ganglioneuroblastoma, nodular

(composite Schwannian stroma-rich/stroma-dominant and stroma-poor)

Mitosis Karyorrhexis-Index

Wor 3G E AL (B OBERE - WAL - B, MR OB W IFRRIEAL) < B0
WAL fE b e WO - B 7 2 b L.

O low 2% LLF, 100/5,000 fEPAT .

FEEEE ¢ intermediate 2 ~ 4%, 100 ~ 200/5,000 1.
& B2 HIGH 4% LA L, 200/5,000 M LA E—4EEICBEfR 72 < FHRAR.

%, Rt oS Ay ) =<kt R B o
Vater FLEEFRA I ICHAE L, BB S polyp R
RIS 5.

FRRZINIZN WAL (keratin 23F1E) & Hike
Mg, Schwann MIfEARMINE D 3 ZFE M~ OHI &
THIR LT, ZOEIZLST, ANVF /A
B MDXTH 7 — < - R E - R
[ - FEAERZEIcR T oG, BRE - IR - HIF
D IXT 2 7)) F — < I SRR AR R B s
HilkD b 0 L FAEOMBEGEEZE L TWSY.

4. Fixtk - EfniteeiliaE

% 3& N 0 W R E 55 fE 2 8 (RET & {5 1)
(B412)*, von Hippel Lindau #% (VHL & = 1) (K
14 ), Neurofibromatosis type I (NF1#&{=T),
SDHB, SDHC % 7213 SDHD # 1z 7R %12tk 9 &K
B2 75 2 7)) F —= /e iilalE (PGL) A3t
ENTW3", Sturge-Weber SEMHE b B MLlE %
WRELTRIUT LI LEDD L. £ L#gs
HoBEMEEIZZ S DEEF D germline mu-
tation VR END 2 L AH 5. ZoMIZd BEIZT
R DML L T WR BN Ml O MG 2317
b Twa (X15)%. JEEH#N O somatic muta-
tion & L CEIZTRENABEINLEZ L H 5.

5. MHEFIENHER

COMEEE, RIEMRERO NG EER T, BIE
B - REANREET - BRI ET O IE 7 1 2 BURIE M
KTHDH. RS & AREEIZE, RO counter-
part & L COMBHEADH D, BAE Shimada Sys-
tem IC X B0 E A ST b (#£5)77.

1) ###3#E neuroblastoma

W - AR (R 3EFE TS, 90% 135 Ak
i), FNCHRADRIEN D 5. KEBD - BEA
K, B PRR - & B, B - 582, I
B - JFWE % 7R 9. Dopamine & homovanillic acid
(HVA) »F1f#, noradrenaline # &4 L, vanillyl-
mandelic acid (VMA) 2SR & 7= 5. 358, filkfb
| L 5.

(D undifferentiated : /NIEMITED S 7% 1), #REH
WMAMERRON L WENLERITH .

(2 poorly differentiated : flFRHEIRDZER 2 H b,
o ¥y b - Homer-Wright ¥ > M 2 KT %
(X 10). FhEEHEIMINEIE 5% LFICE & 5.

(3 differentiating : 835 JiE S Ha 2S5 503 F A~
DL 2R3, MR O 2 f52L &
20, WFERVEVEASE 3 B OEKR - B/AMEDO WAL -
BEOBEILE KL, RIE%E % 5.

A3 1L dense-core granules # & L, tyrosine
hydroxylase % D% 725 I U R NSE,
synaptophysin, chromogranin A 23k TdH 57°.
S-100B Bt @ Schwann filZICZ L. & - g Y
YONH - - B - ) YNEINOIER E R
#3 & L C Ewing RE - Wilms JE%; - B >3
JE - RERCT PINE - WRIGPIE P A R R - /N HE 23
H5.

2) AR 3 E R AE T ganglioneuroblastoma, in-
termixed (Schwannian stroma-rich)

TRCOPREENE & PR IE O W D S HRAE S
%. Schwann MIFEIZE A&, Z OH I ARE N & A
FEF NN O MR DI L TV 5.

—295—



12

3) fh#EHiE ganglioneuroma

hREET AN - AhRERRAE - Schwann MR 2318 5 %
RERC L, MRESFIEMAICZ L (X 11). #Bchl
n, kAW LEGE 2 L.

4) % 5 3 B S 55 % ganglioneuroblastoma,
nodular ( composite Schwannian stroma-rich /
stroma-poor)

A4 SRR A L ARl 20 I 2 SRR 7 G B IR\ S 14 i
LTWa., WHEMIIEFAARTH L. Mk3FE 0%
FICIDFROBVWHEEWEIZSITON, ZOW
B AL ETH 5.

MREEMEIZFES DL D IS EUE E BREIZ L -
T Mitosis Karyorrhexis-Index (MKI) % @t %
%7 high IFAERICERR S PRARTTSH 5.

—JAREEIE X T RE D 3 DDA LY
) BN FDDHERITONTELFAERA Y —
VT DERIMMENZ EAIRENT.

(1) B## involution/spontaneous regression

Jiti A2 1 @ neuroblastic nodules (X B E BT 5
M ELBMET 2. 32 AUToOAROEH M 72 &
TlEE 2 neuroblastoma in situ 232 s N5 (1/
220) 2%, BEIRNY 22 EHE O FEHEITHBE MR, F 7Bl
IR & L C® neuroblastoma (Stage 4-S disease) 12
BT A0 HO5NTWA. Thb DRI, 4
1 Jefe R RE O PRAE, MYCN Bz FORIED 2 v,
near triploidy, 7 & %/R7.

(2) Bi# maturation

ETOMBEEHE I IIHREEECh - 72L&
RBIENTE S, MFEHEIZLYRICIEMT, LIk
DO/NBITEEZ 5. F 72D N Eii R T
Fie OREOHLERT I EDH D, IR
JiE 7% Schwann cell O 345l K F L5 E M K 1 % #E
AL, Schwann cell (3% 3 o B GEHIH] K 1R 20
LFHER T2 AR L, #REFEOMEME~D 5L
EHETHLIEDMEIN TS, 1 R Ek
DOPAFE, MYCN 15T O ¥EIEA %\, near triploidy,
e ERRT.

(3) B L\

BRIR B2 %6 B & 7 2l o0 K8 4513 B AR aR
REAERE RV, F72, MYCN @I T-OHE, 46
1 Geta R4 i o Rk 2 (delp36.3), DNA i triploidy
Tlx 7% < di/tetraploidy, 7 &%/R7.

5) HHlE/ /X5 B Y 7)) F— < & RS R
Jifi 5 o B B & % composite pheochromocytoma,/
paraganglioma

70 AP ROMEE (i 72k 87
TN A =) &, FEEIFIEREES; (RSN
FFEE IS - AR EE) AR A CTH B, £
AR IENE 2SinfE 4 © 7 1 2 A 5 b § 5
TEDHBHY.

6) <1

Bz B R A ME %%, adenomatoid tumor, sex
cord-stromal tumor, ‘& HERRIINE - I HE - I 5
JiE - PRAEHEIE - ARRRMENE 2 & ORI E S, IR
PENESS A WHO 4358 & 72 (3B BHES I B8 T o0
BN T B, I sustentaculoma O 5 23 H
A",

6. EBMHEE

TR L AUE,  RIE L FR S T R SRR S
KWNZBWT, Ml - DK - BB (WORTlEE) ISR
WTHER LT WIESRTH A, i, B 1),
BE, IR EOEBL . FPEEUEW O
T, £72 Addison HDJEH & 22 ) 5 57 BRI
R, Bo M, ErERalE L & T,
IR TENE S & DR 2 5T 5. £ OgE0E
FRRAEAIC X DRI RETH 5. RITREMRIE, £
COATaA MRS T OEGHRER - THh S
Ad4BP/SF1, inhibin o %% B %, vimentin, CD56
(N-CAM) % synaptophysin & LIE LIZFETH 5.

Z DDA BT

PREL - KEHL, WIVROWNWIES, WA BN
R B L THALZ RO N WIES B L TldAk >
) = ADZNZEN DR TRbI b, 22 TEL
DR DHFEN 73 W RIESE 2DV THFHLIZ S b,

1. BEROHEADBRIES : Merkel #i37E

Merkel M 13 2Bz LI & BRI BRI 2 &1
JRAEL, MR L BfREZRTHII T, MEsieas
DFH % b O SIEMERILEM9IC VIP, bombesin
DRTF FHRVE DT H, 5T & kerain (CK
18, 19, 20), chromogranin A (X 16), NSE, syn-
aptophysin 7 &A%k, B BAMY (2 HRES5-WAEURL 53
RENL. MEESRECRBUI L TR, R H
KEFPENTH 5.

Merkel MEHE L, BUEICTE T 5 ARl B G 5
il LChRAERRICHEAET . Bz & LIS
2% <, U - RIS FET 5. RER~/PIO
M - FEMZ L DT 2O 25 Y 3 2 HEH e 23

—296—



TR - TN - B~ RICEE - LTS (X
16)". #5524 E &, Bowen 5 « JEEMILRE - R
VR E OMONES; L I fF T A e 0B D, A
ZWH A o /NILHE, A Askin tumor, FE
YNEDD B, IEGADEIICAHNTH .

2. MROBBERTBIES

g B AR A 43 WA M FH SR 0 B RS i 2 ke &
L5\, WHO 43 Tldm bR & AR bRl oo 4
BENWEICRAIL, i E@MANF )4 K&
M AN TF ) A4 BT BUR R B R O AE 72
WX 05, B R KRB AR SR & /N
FECHHL TS, ANVF I A4 FD17~30% (BEN)
2L 50% DLk UNE) odEfl TR ACTH B
A2 X % Cushing JEEREZ £ 9 57, MEN1, 2A
@ component D Z & A3 5. KR I BB <
FEEME - VARVIR - ¥y MRBRAEREZ K L CHY
L TW5(X17). mERE - v ERE, %5
FUR DL . R IEHLER AL 52 1912 1& chromogranin
A, NSE 7% EOf#EN 7 W% D marker H3FaM: T,
RPN AR R 23 5. ACTH 2 & DR
FRRLVEVRET VR EDT I UDHED S
EDHLH. TIA FREZRTIENH L. Ky
ALRNI N IMERZ B3 5 Z L i3,

3. ZOft

% DS, RN WEE S %ET S (B
g2 S DAV F 7 A NS/ MR 7 &),

BRIV EEEEE

EFETIIEAL TORWHEED S A IVE VLR
BEHFAELT2HAICZO L) ICHEN S D, XTF
FARVEVIZMENCE Z STz X0 bIE L 4
LTWBIENbRroTETEY, HOEKTHOR
A ClE 2 Wil gAY H 5. OFIVE ¥ 2SEED 5
WIEARVE VBREIEZ R LTS, QERERL S
XD NGIRENRL D, OSSR BIR
& FRIRI T ARV E VIREEICEN D 5. @IS &
PHAER ORIV E VIREICEND 5. ORIERT
JES A X 2 V8 Y REAEOFEN, ESMR IR
&9 % messenger RNA OFFHH, 7 TS 5.
1. BRI TEEFRILES

1) GHRH

BEPN IS D & & 3%, i - e o 7
bl
2) CRH

FEEZ ACTH # BEAE L TV B 2 L%\ il -
BISZRRAE - HRIR SRS - 18t i i

13

6 EfnVEIEBE P

SN W R E S E 2 7
SN W IR 1
i) FF DR 5% R ' o i — R 5 i s
von Hippel Lindau JiE 5 #
SDHB, SDHC, SDHD 242 & 2B/ 8T 7> 7 ) F+—
0 — e e Al o e o e e
Neurofibromatosis 1%
Carney JEfEHRE
McCune-Albright JEBEH#E
FIEPEFERIAR K (FNMTC)
FLUERE : FNMTC with oxyphilia
FPTC linked to 2q21
familial papillary microcarcinoma
PTEN-related FPTC
FAP-related FNMTC (cribriform-morular)
Carney complex-related FPTC
Werner syndrome-related FPTC
ENa¥E - PTEN-related FTC
Werner syndrome-related FTC
T A Y LR i e

FNMTC : familial nonmedullary thyroid carcinoma,

FPTC : familial papillary thyroid carcinoma,
FAP : familial adenomatous polyposis,
FTC : follicular thyroid carcinoma.

3) ACTH

filifeE - WA vF 248 (X18), Wgs v+ /A4
R, WENITWIESS - @ taiiaE - XF 0y 7)) 4 —
<. BB EIE RSB R RS (K 14) . Bk
EAE L TRBOENETIX, Cushing JEMBERE LT
i L 72\,

4) Vassopressin (ADH)

BiidE. X AVICHT LR - AL - BUE RCE DR A
syndrome of inappropriate secretion of antidiuretic
hormone (SIADH) &PBdtR7 5.

2. TOMOEMAMERIVES

1) Calcitonin

JififeE - Merkel M N - w8 fo i N ik - Lo - A
FEHERECMONS.

2) BEFERIVE VX BEA VYT AE

(D parathyroid hormone-related protein (PTHrP)

(@ prostaglandin E2 - osteoclast-activating factor
(IL-1, TNF) - Vitamine D-like substance - PTH %
DARNVE RREFORELE il - BEF O R LK
fE, MR R E

QREIFARBE AV € > 0 BPTERE NS 3 M D T &
.
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3) big insulin-like growth factor II (big IGF-II) {Z
I 24 e

SR ANE - EEREE AR R - RIE R
SRLIE (50 9) ™ % & ¢ I L VERG 55, WERINSNS - B
R ERE E D DNE

4) Chorionic gonadotropin (HCG)

W PERES;. 2 < OHEi1Z HCG F 7213 HCG ¥
HEGATYD LOWEDDH 5.

5) Erythropoietin

B - BN - BRI I -
oo Wi - Wilms B 55 - &I B B2 B - R - Bl
i+ TYPEALINRNES - 16t N,

BN B IEEE R

D% RIS 21 (1 13) 7, @% %t
PR S 1 78, (ORI R B% BE T hE— R 55
JiE 5 7, @ von Hippel Lindau i £ 8 (X114), ®
SDHB, SDHC, SDHD Z#£IZ X K EM/ 8T H
7)o = AN B, © i R I 1
B (D Carney ¥ 5 B2, McCune-Albright 3 fi
B, QOFEMEIEFERE RN A WHO 48Ty =
FHNTWS (3K6). DM H BIRMEN G WEE
SEEREDOMIZED S 5 (M 15)%. Ml O#H S THEIZ
W3 5.
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