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Abstract

Aims of this study are 1) to construct patient registry system and to create evidence to improve management in
intractable adrenal disease, 2) to construct biomaterial registry (biobank) system, and 3) to organize research
system and groupd for intractable adrenal diseases. Intractable adrenal disease includes several adrenal tumorous
diseases with incompletely understood pathogenesis and unestablished specific treatments. Adrenal tumors are
rare and therefore progress with regard to their diagnosis and treatment can only be achieved by combining the
efforts of researchers and clinicians from several institutes and constructing patient registry.

A target of this study of the second year was constructing patient registry system and collecting patients’ data.
We investigated patients’ data from medial record retrospectively in National Center for Global Health and
Medicine (NCGM) hospital and collaborative institutes. Thirty patients with adrenocortical cancer (ACC), 52
patients with Cushing syndrome (CS), 95 patients with subclinical Cushing syndrome (SCS) and 15 patients with
ACTH independent macronodular hyperplasia (AIMAH) were registerd by the end of March 2017 by
paper-based data collection. We analyzed regarding patients’ characteristics, hormonal data, metabolic
complications and surgical treatment using those data.

An Electronic Data Capture (EDC) system is a computerized system designed for the collection of clinical
data in electronic format for use mainly in human clinical trials. EDC can increase the data accuracy and
decrease the time to collect data for studies. We constructed EDC system and created patient registry WEB-site
for this study. We also planned to transfer data from Pheochromocyte database (PHEO-J), which was established
for Research on Measures for Intractable Diseases of The Ministry of Health Labour and Welfare in Japan by
Mitsuhide Naruse, who is one of our collaborator, to our database.

Regarding an analysis using biomaterial from adrenal disease, we obtained blood sample for DNA analysis
from 2 patients with pheochromocytoma, and 1 tumor sample from one of those patients through medical
genome center in our institute. We found KIF1B germline mutations as well as somatic mutations in both
patients.

Researchers [Z[X, MR EZRHT 5.



CH YU B TH Y ALY Y ST ERE (CS - SCS)
o = | manmEEs -A(JJTH?I_HZE??'I‘E)D%E’EFI‘EEU%&Ei@ﬁ?ﬁt (AIMAH)
0y a E ey " EI = (AGC
7 " . SEHEETEIBES
- $BEMBRE (PC/PGL)
ELs. SR HEBRGG ,
Eﬁ?’iﬁ‘%ﬂ tH NCGM w
ii | TEFRE BOSR | %%_ﬁﬁmﬁfuz«%s%ﬂ"l MR
XEFER - BE A%
rEEAEmR & SEFRE
: | EEkgE R sERt Y 2 — BIZF2WaR /
o BANHWMES 3 BIRBIZRE ANk .
o OAFMERS b - & —
o MMBEEHBHE |4 | |
oy ko—s (ENsen) | | [T B IER
: g
' ' I l:l
PN
NREESEYE
A At BIERELIRA N — mpm BB ALY
(2R HE (B0, AE) CAH) HBE ()
BB _ o
meaE | kestEoRE A/ BT Sas SR EBBED /S
IR IEHE e 4 B A p A AV —RINEE
‘" R v‘"’ LR ‘u‘?%’fﬁ*&’ﬁ‘ﬁ & BT s DI
£ % el
ﬁ%bﬁx#U—
001-001 | —K%: <:> BIB/NA A1)
@}L\ 001-002 | @%EkE | +++ Y — XD,
: — 001-003 | An | //// JIEL?& 48 4 NV ERRA.
- migmor L
IR O R— N i
T ﬁ@ffﬁ
¥ e
% . BE
caﬁm B 3 N
BFE AHBEDFTH l" e " 5T - fRAT g
= — kA2 S5 N VIFX
AR Wb ’ioff”“ép TAYR
I ‘ <»
ﬁwmmle?yxwﬁﬁ ﬁ%hm %3 - fSEE D #RBE
J— J— | o |
%ﬁégé BEHA RSA DR - BB £ HEDM L

B 8 | Z28A1L34 >d)'§ﬁt(:§@‘éle—‘r“>7\®%éﬁ
CHREBELCR MY — - OR—MNERIZLDFE - AEMDRDHEHA
CBIBNAFTNDDBEE T ) LEITIC J:érl SR RE D #ZER

1
2. HEAMRIBEREB DN - SREROBREL - 9TAL
SEHEBLIYARA M) —ENA ANVTIS & 2 ik ise Ay EUAE O E AR AL
4 RREMRBAICE D CEHW R ZH - JREREFREANDINA




MIEADRAEZIZEKY2017F3A RFETIZEFFSNT-EHI

Bl E (ACC) 30451

I T EIERE(CS) 52451
HITH)ZhIVIv T fEIEEE(SCS) 954
ACTHIEIRF M MBI 2 B @ 72 Ak (AIMAH) 15451

NCGME KU N1t 5%

RE151 28
a2 BT S i (%)

51 (M/F)

fE& % (mm)

ACTH 8Ff
LFJ—IL 8RF
LFV—IL 236
DEX 1mgf% F

DEX 8mgfk F

BMI

= I & 5 (%)
MAEREEE &0 (%)
FEEEEEST (%)
FHMHEITH (%)

RAT O/ R EFEEE

(%)

MR T O FEFEEAME

(A)
g% HY. 2L ()

Stage 1/2/3/4/7~BR (51)

Weiss criteria

3R/AR/SR/6R/TR/8

= /AR (451))
SRIBMH K67 (%)

54.8+16.5 45.7%+15.0
13717 4,48
81.2+38.2 31.0+10.9
<5
17.1+4.8
16.4+4.5
17.4%4.5
18.4+4.5
24.2+4.8 24.6+5.6
50 73
47 43
53 53
77 100
100
16.8+15.5
13717
0/13/7/9/1
3/2/5/2/4/5/11
16.0+15.8

54.2+12.2

36760

26.3%8.0

7.0Xx4.6

12.8+4.0

9.5%3.7

8.1x3.9

8.1*x4.4

22.9%35

63

26

47

68

85

13.7£15.3

57.5Xx8.6

1174

46.7£32.6

7.3%x5.9

12.4%+3.6

7.3x34

7.3x3.4

7.3%x6.1

26.7%x4.6

100

53

60

20

60

3.0



R B 27461402

MHoERREA  EHAMERIBRE B ORI O KA L MEt
MRS - B &R

SRR E S RE OB

F—U—NF TV TRERRE, YT Y =Ny o TEGRE, BB, RS OHE
WFFERKR :

1. WFsEER

HEMERIBEBICBIT A 1) EERLIA N —OfREELERaR— NOER, EEINT — X1k
SLBETA T4 OE M EICET HKRE - IpRE, BRETRICET 2T A08IH,. 2) Fl
S AN T OREEE, 3) NA AN VY —2REHWTIRIA - SRIEOME, Bz 22 Wt - 1B OB
ISTTREZR IR ZE R OS2 B & T 5,

2. 2FFEDHE

FEMRIRIE B OEB LU A M) — &8 L, ol 22 Wik, 1BRIEICET 2 EE CQ OfifRIC L
RREIEHONEZ BT 5, BRI, ESLEEREEREMEE 2 —Fift (NCGM) I X U4
TIHEFRIZ I\ T2 10 NS RRER S 2u 72 BRI R R B O 2 IR TG 2 IEE LT3 2.

3. kR

ABLAROFIEZLIZ LV 2017 4F 3 A K F TITBER S NTIEBNIZ DV TR L7z,

1) RIS

B 30 B, AEIRIX ) 54.8+16.5 k. B 13 M. LM 17 I TH T, AT VEARRIL, FEHE
BEME 10 ], = LF S — DR 5H, HHRALTL DR 2H], aNF S — MRV T H I LTFY
— N+ T A RATFa L3, aNTF S — L+ TN RATFTa L+ ERALES 3B TH-T-, BMI T 24.2
+4.8, AOHEIT 50% OIEFN LT, 47% OIEFNZMHFERE RS . 53% OMEFIIEE BEIE 2RO,
BT PEARINC RS & JERSREME CIXEMLE 2,710 f, MHERE SR 2,710 i), AREHELHE 4,10
B, 2T — VPEE T AT 5,75 B, THPEEERE 45 B, IREREIES /S5H Tho7Tz, LT
V= )b+ TV RAT v CREATIEEMLE 2,73 B, THFERERE 273 i, NEERFIE 236 Th o1,
i ML IE B D SEMTE R 1L 86% . MiHHERE 225 D IEMTERIL 57% . N5E B HEIE O HEMIERIL 67% THifT S
Tz,

2) 7w TREGRE

7 v THEAGERE 52 B, ALY 45.7415.0 %, 48 Bl Ltk T o7z, BMI X 24.6+5.6, A OHE
1% 73% DIREFNZ I, 43% OIEFNCMFERES A . 53% DIEGNIAFE RFIE AR 7=, @ M ERERF D
FEIEIIT 81% ., THHERE L O IEMTER T 23% ., NE'E FLHE O FEMTEH T 50% CTHifT S 41TV,
3) BTV =hNr v TIERRE

YTV =TT v TIEERE 95 I, FERIXE) 54.2412.2 %, B 36 B, Lotk 60 Bl Th o7z,
BMI 1% 22.9+3.5, A OMEIL 63% DIEGNZ & fE., 26% OREFNZMFERERE . 47% OIEFIZAEE B H i
ZFR SO T2 o 1 ML EE 1 D FEWTEFR 1T 92% | it bERE B 5 O FM IR 1% 50% M5B 2 E D IEMIEFE T 50%
THIfT STz,

4) ACTH FEAL A7 i {8 115 3t 72k

ACTH FEK A PE MR BBk 15 1, 4FiEnIZ ) 57.548.6 ik, H1E 11 6], &M 4 I CTH->7-, BMI
1%26.7£4.6, GOMEIX 100% OFEFNZ @ LT, 53% OREBNITFERES . 60% OREBNIZARE ¥ %
PO T, MEIES] O FETER X 100% . THERE S5 O IEMTEF 1T 50% B HLHE O IEMTEH I 78%
THifT STz,
4. £&9
B CIIARVE VEARIC L VG OHEDBE N B> TWe, 7 vy v ZEER, 727 ) =
HINT v THEGERE, ACTH FERAAME R HI BB @I AL Clx i =& OHEE 3 @ < . DUV CHEE B
JENEMoTz, FAPHEOHMEL T — VEARIIIBEEN RSN o7z, W bR RE
THDHZLENEAEH%BIGER Sk & HF TREM 2 ERE L TRFT 2 8LERH D,



R B 27461402

MHoERREA  EHAMERIBRE B ORI O KA L MEt
MRS - B &R

SHBFRESL Ak RE

X—U—F 7y EGRE, BB, TG
HFSERCR
1. WFREEM
FEMRIREAICBIT S 1) HEELV VAN —OFELEBaFR— OB, I T —Z I
DSLBHETA T4 L OE N BICET D8 - 1pRE, KETRICET 27 208, 2) Fl
BESA AN ORESE, 3) NAF N VY —RZHWTIEIE - SEREDREI ., Bz e W - 1BRE DB
DS AIRETR e IR OS2 B & T 5,
2. 2HEOHEE
HAMERIBEBOBERB L VA N — 28 L, Rol2i2Wnk, 1BFRIEICET 2 28 CQ DOfifkIZLEE
RRRIEMOWNEZ MG T 5, BN, ENLEERERIEE 2 —FPbE (NCGM) 5 X O
JIFEFHIZ BV TR E 10 4ERICRRER S - SHAMERIRR B OBIRIEM &2 NET 5,
3. AkE
AR OFIEZC XV 2017 4F 3 A K F TIOBGER S NTIEBNIZ DWW CTRRFT L 7=,

1) mIERE

BB 30 5, AEHRILF-%) 54.8+16.5 1%, BE 13 i, £t 17 BICTH - 7o, FEEREITABIE 15 i,
FERIRF 15 ], BEEY A X% 81.2438.2mm Tdh - 7=, FAhE 6 23 B, RHaf 61 7 611, i HEA D
PRFEHTC Weiss O criteria 1% 3 823 361, 4 S8 24, 5 SN 56], 6828261, 75844, 8805
B CRPME 11 #1) . KI67 FE#IL ) 16.0.£15.8% (2~50%) Th -7z, HaHbFfEEE 16 (2 k
K HUM) CHETT. RIRLSRIEIL 20 B CREAT S TR Y, I M UHEM 11 6], I R & +EDP ¥
15 8 5, EDP EIEHM 1 5l CTdh -7, Weiss D 53 d 5L Kl 67 25k % (3B O A ], JEE 1 X,
Stage 77 & BhEZ RO R Do T2,

2) U v UEGRE

7 v THEGERE 52 B, AFERIXTY) 45.7£15.0 ik, B 4 B, Lk 48 Bl CTh o 7o, BEBERTEIXAE|
24 i), FERIE 27 1T 1B O A IS . BEE Y A X1X 31.0210.9 mm Th o 7o, 2 TRM AT
INTED., 63%DIERTHIRINZ A T 7 R ARFENMTDOI T\, BRI THRICAT o4 Nk
N T, AT aA FiFEEEOHMIL 16.8+155 » H ThHh-o 7=,

3) BTV =hNr v TEERE

YTV = Iy TIEWGERE 95 B, FEERIT ) 54.2412.2 m%. FHPE 36 Bl Aot 60 Bl T o 72,
N5 RTE XA BB 43 B, A2/ 51 B, il 1 1), MEES YA XX 26.328.0 mm Th -7z, 62 i (66%)
TR IEIT S0, 9 H 536 (85%) THIRICAT uA REFHEIENTOIL, AT aA RfFREIED
HIMIE 13.7£153 » A Th - 1=,

4) ACTH FEALR A7 i {0 15 3t 12k

ACTH FERAFPE BB AR 15 i, “FY4FHR 57.528.6 k. % 11 6, K4l Th o7,

B RI3A R 35.7+17.6 mm, R 46.7432.6 mm, 3 Bl TR MEITSN TR . B0 EM
BT CTH o7z, FHEIO 1IEFITHTRIC A T T R ABENMTHOIL T2, THBI O 2 JEF] T
SICAT v A NiFERENEBM (90 B 7 H) fTbhvTn,

Ho HEg

=S

FL®

BUEE TIORIRSNICBIERE, 7 v Y THEGRE, Y727 =Ny v v THERE. ACTH JEKTF
PERAE B I A B D BRIR 7 — & Z At L7z, ACTH FE(R A7 - B B T p LA R (2 44
PRI REAT S T2, ACTH FEAR A R Bt 72l 3 it 0 &1 B 4 AR 113 7 < FAte il i
PIERRIERMHIN CH o7z, SRITIGRIEL TR L OBE, PRAERET LR FREIZOVWTHL)N
ZF D720, WTNORDKREBTH D Z & DR DR & LF TIER 2 T 2 LERH D,



R B 27461402

WRICEREES  EEAMERIE R R OB BFMF IR 25T
TR E 4 - HLAIR

STHFRE A INERRLL

XF—U— K BB, T AER

AT AR R

JEURL AR B 20D 5 B TR S AR ST 70 MG PE R B ABIC B LT NCOM % k% & 35 Sl sk L [RIAF I &
D DERERL VAN —ZEL, TERI V=NV T Ty v a ik, A4 KT O8I E
WCETHET U AZRAINT D L3, 2) BB aFR— MERICK 2 EM TR OMIA &R -
IRRIEDRESL, 3) RIBANA AN EBBE L, 7 AMET e A v T +~T 4 7 AENTIZE D, ke
RS AT RE 7RI T S 2 ML 35 Z L AR RIR O HIZE L T 5,

AROWASEIL, 3) TOF ) AMENTEA T ~T 4 7 AN L DIREMALE E-5BHE L, *
DORGPERIT, BEERFRMET L RAT7a U 9E (PA) | teEfMialE (PHEO) | ACTH FEMRAFME KA itk
Bl R (AIMAH) CIEMSREMEORIBIRIE, Y727 U=V r v v v ZHEfERE (SCS) &3 %,

HRMERIEE B OFRRICE L Cid, EEEMIZR T, I EU ORI Zhisk 3t FEIE SR E R U —
27 (ENS@T) 7% PA (AHIAE, ZEFEHEAE) & PHEO (ZEFMIAE) OB FERAHREINL WD, L
L. 20K, WERMERIILZAATHY | FHTOBEIZBOTTRMA, fer 72 B0 f72 203
RENTWRWBURTH 5, YR EBE TR 2BEMOFIRE S A ROBEEIC NFEAENTFET S
AIREME SR S 4L, FE 72 PA 9 PHEO Tl oLl EOFREBG BRI DM > TV ATHE
Tt dH D,

QAR YR X —ITHRR SNTERIR Y ) LB &8 UC, PHEO OB 2 4 X 0 B TRNTIFIE~D
BINFEELZBET D2 ENTE 2, WREY 7 bHIH L2 DNA 2 VT, iy —4 ot —
TOY =y T aiTole, TIROBIET 33/ TruSight One (GEIRMEERIZEE 595 4800 LA o>
BTt ad =y N Ll J—h =A%) v MEHWATORER., 2 5EH
L4 KIFIB B FAREDPRD b7, 1 HICIZENIaS L OMSHIaICF— 02BN oz, K&
TERIIBOME E OBHEA R TH Y, Stk JEFIOEELBGRBIR AT,



FREA S 271402

MRS BEAMERIREE ORE L U A Y — LR ERICE T D Mt
FEMEE S - B Bt

SRR EE 4 RRHE O

F—U—F 7y URERRE, BIERE, eMaE, RELVYA MY —
WFIERL R

1. #FEED

SRR R B IESS E, IR CREEATREIE DS RMESL /R BRETH D, AL TIXZONRERE L L THaM
FRMORE, ACTH FEMKAEME RASEiPERIR BRI (AIMAH) . Y7 27 U = v v ZEERE, BImR Yo
BRI, — R, N EIRE., BERE, /6%, TR ECODEERAZINEL, EEL YA M) —0
MELHEBE IR — FOBKIZEL Y, BETA NI A4 L OEM EICET HME - 15RE, EETRICET 2=
TUAERRINT %,

2 2FEO BT

2 P [E SR B S E R v F — 2B O TR U 7= EEA MR R BRSO 2R S I OUUE 2 ki LT —
BNR—2BPETRT D, WE LIZRIERZ T L. 20 - IR 27 A0 £ & 4B
W35, F£o, BRLEER AR — MBI DIRRE, 167 U M A THROMHTI GRS,
IRFIEZRREE L, K0 ZVRBGR2Wr - IBRE L a5, E£7o, W & sk 2 BdusEme ., 7
— B RXR—=ZDPFH R D,

3. R
2006 FELLIME . RESER v & — CRER S IIIEGEIT 7 v > o ZiEERE 22 61, BB A 11, 18 s
O fl, 727V =hr v TIEBRE 56l Th ol 3. KB ORI O LA T L7,

1) 7 v >v JREGERE

SRR 48. 0w, BN, BOHEILEIE 73%, KA Y 7 A MAE 23%., MFERERE 41% T, KB U U7 A
MAEDBEFE 1372 < | MHHERERE ORELRECTh o7z, P ans Y —v JRPEREa VT Y — VIXIE &
BB H D7 o =23, iSO =2 /LF > —)1 9. 8~25.3 4 g/dl T. EFHEFH OGS D720 593
oI, BNEEIOHEKZFR O, DEXImg #filEER%Z O 2 v F Y — i 16. 5 g/dl LA E L mfETH -
Too —AIMEHIEMEESS 28 80% &2 (5O 7273, ZFMN 20% & PR L W £ <, IEEEIE 18m UL ETho7tz, &5
(2. T5%ICKHAEIE DA 23R, itk 2B CRIBRERNVE Y OMFTRRIENLETH Tz, FEI U=
N7 xyvart LTOLMERAEIHEDIRE, OMATD A F TR ARRKOA A, O, itk DY) 724 £k
B, O3 T—<EHMEHLTWVD,

2) tBemAEiE

SRR 54 w%. BACLLIXIZIERSE, K96 0 % iEtE (EIREEE. RATERE) T, —BIIZ 10%5 & Sihvd 5
B L IIRE K Bip o T e, [EAGT A HintE BRI EFEIC L 5B LU A N U —PHEO-] Z ke, AT
a7 hACPA-J D —E L TIEHT 5 TiE T, K 180 sk H 97 Mgk > b W /15 #i 215 T\ 5,
FHEI7IV=INITyar LTORBBO U X7 K1, QME 4 ol o B2 WL, QB IE
HEBRROERELTET VA O3 T —<ZHH L TW5, HRHENZBW T, BHEEBO Y A 7 Zfiffr L= k5,
RITF TN A —<DWNRNAFTH D Z EEPALNT, KERNSWFEETRE, BER IR TH 5,

3) BB A :

SEYGAEN 46 1%, RMENBIED 2.7 5, AOHEIZEIME 46%. MIEEERT 27% Th o728, KA U v AUE,
MAERE R F XNV T AL, K 70% T v o v ZIEMERE, £ 20% CHMEFRVE@E, K 10% TT7 Vv RAT
0 U pEA RO T2, BB IEG 2B BN T, AT 34mm T, —f%AY72 40 mmEL T ORERI A TR 7=, £ 50%
TR C DR, FEIZ V=V rxzyar b LTORMZIICAERR A A~—T1—, QWA & v
ORI L AME, ZatE, @TH%, O3 7 —~vZfHL TnD,

A, FREBBEIZIE N % WEB i O EE & ZUTRR LI ZEOMERL, ST, WFIEH Stk ~ D 1 i fit
7R E WHFEHEREIC LR Y A 24T o 7o, 3 AR TR ~ DB RE RO A 2TV, i & T Y =
ANT Ty a AT o7 V=ANT o= ELDD,

F L
TSR 7 —I B 2 ERAVERI R IS B B A & MY D & b, BEFE O B MIANE 4 WEB O FRR
B F— 2 _R—REAEAREL Lic, REBEMFBOBMAEZ L DS LT, FEI V=L r Tz g i
B ETHURES S FLT2 WEB ~ D BRERUEN & it o 77,



PERERRPEFFIRGHREITONT

PUEE S . 27451402
IR 4 _SHEMERIBE R OB EOE A LR AR B3 2 BFYE
EEMFIEE 4 - _ B SRR

P
WX s A e B B P
YL
ST
54 e ok, e 5
L
ZoMgEL G, FLE. 5O
Py P P 5 51 B
UL
BRSO\ T B R0 b O () ERO T L,
S04, 75 s |t U s crage) | o

AP

SEEUN T WIEH OMNTIE TR L) stz &,
MELFRED LB ONFETLHO Z




	主任 日本語
	主任 英語
	研究報告書PPT
	スライド番号 1
	スライド番号 2

	分担　梶尾先生
	分担　久米先生
	分担　加藤先生
	分担　成瀬
	研究発表及び特許取得状況報告書27s1402
	研究発表及び特許


