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Abstract

Adrenocortical carcinoma is a rare malignant disease with a poor prognosis that occurs at a rate of
0.3 per 1 million children per year. Since the development of adrenocortical carcinoma in chil-
dren commonly involves hormonal functional tumors, it is essential to assess informative symp-
toms, such as virilization and Cushing syndrome. Complete surgical resection is crucial for ob-
taining a better prognosis, and systemic chemotherapy and mitotane therapy are also important
treatment options.

We herein report a case of adrenocortical carcinoma with multiple lung metastases in a 2-year-old
male with an approximately one year history of virilization and Cushing syndrome. Because the
tumor was inoperable and resistant to both chemotherapy and mitotane therapy, the patient died
twelve months after the initiation of first chemotherapy.
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BUE : & 88 cm (+0.9SD), 1K 16.6 kg (+3.7
SD), HUiiFE 36%, fkik 37.3°C, IfLFE 117/82 mmHg (2
i SR OB RE NG IE 80-110 mmHg),  Hro Lo AL C i
FURREESR, o R CtFiihas, AL RiEL i
BENEHICRRD . SEE SISO, BRI
BLUOMBE» ST TEHRATH > 72, I -
LEIXIER, PEEBIZHR & 20 CHEERE VI RE, ATFHia it e,
i L RE SRR ER I E R A filkdr 7z, FETE (L Tanner 43
BT EEM Y, AEESR L Tanner 708 IV EEHIY (%
Eb5cm, #IHFE2mD).

e . RN BA T, IE T ACTH 28
5 pg/ml (7.4-55.7) LK L, cortisol & dehydroepian-
drosterone sulfate (DHEA-S) 7% % 412 11 39.4 pg /dl
(4.0-18.3), 16,800 ng/ml & I 5 L, JR H @ 17-hy-
droxycorticosteroid & 17-ketosteroid b % 1L Z 11 18.6
mg/H, 176 mg/H & L5 L Tw/z, il = 2 FE
1% 20 ng/ml/hr (0.3-54) & HETH o7, KRFED
vanillylmandelic acid & homovanillic acid (& 312 1E% C
Hote. MFEHO CT B LU MRI (K1, 2) 2061
FCEIE R & MR IE O SR ST B o 7205,
ZNFE CTORFKREEZ: & NIZHEREORK I, S, £H
BEEORIE RGN, SENERT, 7 v vy FER
L BENESIEOFE LB L7z, 5k e A
L, ErEROFRIHER S L <, £2lRMIZEHmS

MEEMTH o722 L0 HARETHIITHE B ITHEN
WA TR OM/INE XL ALFHREET) 2
L L, WROHEZ T, cisplatin (CDDP) & eto-
poside (ETP) D 2K DA G b % 33— A% L 7z,
13— AH720) O GEIZZ N2 200 mg/m®, 500
mg/m® T, 3 H® CDDP &8 & L7, {HEHIL
RECIST 2£#: T SD 12 & - 7225, Wiz
cortisol & DHEA-S 28% 41211 11.9 pg /dl, 609 ng/ml
SR L Em % 2 72, CDDP O #F% 55 A% 500
mg/m® |Z5E L BB DRSS 72729 carboplatin
(CBDCA) 600 mg/m® 12 Z % L, & & |2 bleomycin
(BLM) 15 mg/m® # Il 2 72253 3R % 580§, S|
J£E EARMK - Ik Mg MUE 7% & ORMEOLE % K L
72729 CDDP £ ETP D 2 H##%5 L7z, Lo L
BRI —EETH Y, F 2R By-microglobulin A% 10
Jing/g-Cre 2, EHIRMEREIEL CKRTL
7o 2 L b O PUE T S O Mk (L R & I L, KR
ElpEEo E, o,p’-DDD OPIERA~FEAT L 72, BRI &I
250 mg/ H (%9 10 mg/kg/ H) THI%A L &IVER v
L ERMEREL 21412250 mg TTOMIE T A L L L7
IR BLGH: 4 H A2 ICBAMESIERE (210/140 mmHg)
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L7z, BEE CT Tl M7 $, ik T %72
O EPSFEROBEEICI LD EEZ LN, &
FIRBEOUGE #1572, BRI D EOMEIA AL
N7 &%, CDDP 100 mg/m? & ETP 500 mg/m* %
1a—2#%5 1L, #0125 mg/ H D o,p-DDD MR
ZHELA., L2 UEERiAL, & 5120k b
BED, BEEG?S 12 7 HTHEBE L. op-
DDD (2 & 2 RITEHIZFRD 7 70 o 72 2SR5 R0 12 250 mg/
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A LD EER L IEER L 2K s NG, ANET
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ERICBW TS OREUBAEETH ), Th
YIRS HE R0 3 R LS O AL 0 72 & AT 8 6 0 4 v
BEFHBARTH LY. HRbo H TGO 7 ¥ 2
N MEEE L TR ESIEH S, F i op'-
DDD, PUEMESSE, H 2 IEZEDHMAEHLE DA
CHWSENTWA, op-DDD ZEIB R EMBEO X »
I R TICHER 2 HEE D, SHEROR VI

HITd B H 2 O FERERIRIR) R OFFHMIE 5512
HENhTwih oz, Terzolo S5 KA Y457
TR SN2 M A 177 Bl O % F BN 2 17\,
HEFEAAFE DS TR O M TIZ10~25 7 ATH o 72
DKL, o,p-DDD HFHBITIZ 42 » HIZIER L7z &
LAY, o s e®ER, 7Y aY b
BWELELTDop-DDD MDA A FF 4 > &, EIfE
xR 7+ 0 —7 v 7OHEIIED T TEDMn
Je4t 24008 L7222 — THUEMEE R W29 0
AN D DD, £ ST 5 0L CDDP/ETP
DHMAEHETEY  AHHE D ISV L bR
BHZBWTHORMIIHEH L2, STHIZT Y AFH A
27 ) v & EEH| R 5-fluorouracil (5-FU) % fll 2 72 #ids
A B AL, 7% D stage IV E #l 12 CDDP/5-FU/doxo-
rubicin (DXR) % fliH L RBIEAF % 1576255 S
Twa 7. Arai 513 S RMEE & #5010 5 E TR
S OB, CDDP (% 7213 CBDCA)/ETP/DXR
@ 32 o,p’-DDD & B L, At oY) H3 1T 6k
& o T2 R L 72

NRIZB W TSR L FIIEIC & 2 Z8BB o fHis
PR &N 5. EEAH#ETH % International Pediatric
Adrenocortical Tumor Registry (IPACTR) 753 1 IZ7R
&9 B O 5% VT 20 P O 254 )
DFEIT AT 72, FORE, $TCoORNE L
b A 72 &K O 5 4 overall survival (5y-0S) & 5 4E
event-free survival (5y-EFS) (X % i1 & 1 54.7%,
542% THh o7z, HTHEMENTFGEHEEVPELETH L
CEEERML, BEFHTAREAMTHL L, B
EEN)200g T THDLIEDNTFHRENFTHD L
L7z, L2Lads, ZZTIRBRNEIREE ST
BOT, FEEMET stage T DL 1 Tld 5y-EFS 2%
#120% LA ITICRIED S 5. it B A Y O/REH
ABFSE 7 )V — 7 T & % Gesellschaft fiir Pidiatrische
Onkologie und Himatologie (GPOH) 7%, 1997 4E L) [
F Ay EN4+THEA S GPOH-MET-97 i 78

1. International Pediatric Adrenocortical Tumor Registry (IPACTR) ®JRiis-48 (SCik3 &0, HXoF %)

Stage Description
I Tumor completely excised with negative margins, tumor weight < 200 g, and absence of metastasis
I Tumor completely excised with negative margins, tumor weight > 200 g, and absence of metastasis
I Residual* or inoperable tumor
v Hematogenous metastasis at presentation

*Residual tumor is defined as the presence of microscopic or gross tumor after surgical resection.
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(MET : malignen endokrinen Tumoren) @ J{#:% /35
U720 fERE LT, BIBRENE L B8 SN/ 60 6
1D 5y-0S & 5y-EFS 13 F N2 64.8%, 43.3% T
o7z T EIE TNM A HH L TEB Y, stage
IV @ 5y-0S & 5y-EFS (& Z L€ 51%, 36% C, i
TBICTH->THDHLEEOMNICHTRETH SH 2 & 2R
L7z, IS 5 B OPUEMEER S (VCR, ETP CB-
DCA, DXR, ifosfamide) & o,p’-DDD A¥#f 41, CDDP
Tix7% C CBDCA #fliHH L TV 2 A2 i¥#Th 5.
0,0"-DDD D ¥z G- 13 BLE S LT 72\ %%, o,p’-DDD
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MO L HEE L TSI OIERNES 0 msZ T
bih. THUHTAIEGIXIZEAEL R, BESDS
Atk 82 oG A ol T MTT-assay (MTT: 3-
(4,5-di-methylthiazol-2-yl)-2,5-diphenyltetrazolium
bromide) %47\, &S EATRED 54172 CDDP, ETP,
pirarubicin @ 3 F|DH12>5 CDDP DA% 72 28 b
PRI L, ik 6 r H THELZRO Tkl %
s LTwaY NERASEKO SN EL TV
BT, FEEHDEMGTE TR WARERBOEN =
D& SRR ILFETIZEO R TR Y EF v
CREREEEZOND.
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L, R LZEMEEHRT 27270 FHmICZL <,
F 7RI L E L IREOMIES R EETH - 727
O, HEZ AL CHUESELESEOA L Lz, R
DA% I CDDP & ETP D 2 I &0 L, #ERH
WG B EN S LN 2 06 TE 3 Al
DIRL7z. LALRFEIISDICHEY), TOBMEIC
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V. FDf, CBDCA % BLM % )] L 72 2ME Tdh -
720 REH TR 2T Y AT A 7)) ¥ REEHFNLE
HALTALER IO IEEZLN. LPLEDND
O EELEFHIT op-DDD TH Y, IO KFAEHR
15392 X 1UF o,p’-DDD D FHIZ LT, A TiT-
72 &9 BYUEMEE O AOE IR R X L2
iz, REITIEEEOEF A5 o,p™-DDD & i L
7278, WY PGSR TS > 72 72O TR 178
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