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CHE B
KIETEH IR BERAE & L TR,
R3S TR IIEAEHE L7z MEN2A @ 1 6

KH i, B &%, B F B A, BB B
KEE BT, R EEER, R 8 Ik g

NG ER RS AR v 5 — SR

Wi REMEIRBREHE (Familial medullary thyroid carcinoma : FMTC) &£ 2 5 h T
W7-EFIRIRBERERE (medullary thyroid carcinoma : MTC) & 2L TH 538EHICHEEME
fE (pheochromocytoma : PCC) # RIE L S HMH AN D REEE 2 B (multiple endocrine
neoplasia type 22MEN2) O 1%z #ZER L 7=. FEHIII58R, LM THPRICT MTC &2 s hEIRK
BReEBEMERITIN A RERICERO MTC ORIELZRH-/H FMTC EEAZS5h TV i
#ICHETE - IR D NEBRIH Y, EFEESLUFMBITL, TOREIESLITHEY >N
BIEREICH U TRAHREEITo TV . MTC RED 536FH ICLUBEANER, 38FEHICPCC 2%
FEL /- &ETMEN2A E2shr-.

FMTC (& MEN2A @ PCC X &I RER#EBETUESRE (primary hyperparathyroidism : PHPT) D%
BEHSEODMEN2A DERIEEZZ 5N TWD. KEFIE, MTC OREESH Y FMTC EEZ TV
7=h, MTC HIEHR3IBETPCC Z2RIEL HEBBEZ - E-ERTH 5.

doi:10.11482/KMJ-1202551027 (#4174 6 /724 H =& #)

F—7— 8 FKREEHARBRBERAE, 2 I8N EEME 2 8, WARIREERE, 1B mahE,

RET 3#15-¥

o
FURB AR (medullary thyroid carcinoma :
MTC) (EHUIRBIE ORI 1 % & TNARRETDH
D, EEME (30%) EHENE (7T0%) 5.
BARVEBERRIE 11X, 2 RN W I B 2 B
(multiple endocrine neoplasia type 2:MEN2),
FEVE IR RS (Familial medullary thyroid
carcinoma :FMTC) %% 1), JEKIZ RET #fnT
N T 2 b THE R AR ER T R
MEN ($#IZFRHEI N 7 ¥ OERLLIC X ) h
BUREIIR 2 5705 IR L2 H52A B L U2B

SN, 2A IR IR, B
Jii (pheochromocytoma : PCC), Fll H IR I #% A
Jt #E iE (PHPT: primary hyperparathyroidism),
2B TIT HUIR B AR, 48t Ml e i & JE 0 L
Marfan SEGERE, TOREISCREAE, I R i,
FRANFEILIE % &2 G069 5. FMTC 1&HURR
BIRRIG D A Z RRANICHEBERD L & T b
SRR A OB OB EHR AL MEN2D TR
BCTHLMEENIREVED INTNS.

A&, FMTC &% 2 51T\ 72 MTC JiEf)
AIIBAETR 18 e & FEHE L 72 MEN2DHi 72
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i il

B 58 ik

PEAEIE © +iglaedl, TEmilE

FWEIE B - MR - B 2 A - KRR bR
¥, BIEERR CORBEEIE AL (K1)

MR : 75 —5 > S® (50 ug) 1.58¢ V7
Y777 (05 ng) 4%t 7 A8F Ca® (200
mg) 9 ¢

HUBEE - X4AE (225%RF) \Z FUIRBRAE RS % 720,
B T HUIRBR A4 % AT L MTC & I &
N7z, EHDEIMTC TREMEZ A L TWiz/zo,
WHTIC RET AR IIMRADTHEAT S, WA
V7V NPRER SN L b fle BN h
7z.

X + 244 IR 2SR L 72 72 O T 2 340 Bk
MrEfifT SN, 2ok 1EEF LRk 2T
7z DIBESHERY v iR R Ef kL, £

DFRFERG AR % AT STz X + 254 DUk
13 CEA 40073 ng/mL & FHWIZ EH L TWwW7zas
HHERE - W) >/ SHiE I LT CT ki
A ZZAL G W7o O WIBHE CTREBIE I L TW
7o, AT EIREBETRICHE G, S ohngiki Y
X + 364 I SR & TR o 72,

IR A © TSH : <0.010 #IU/mL, FT3:4.92
pg/mL, Tg:0.61 ngmL, ¥ Tg Hu 1K : 955.3
IU/mL, CEA :5212ng/mL, #7 V¥ k= ¢
30,400 pg/mL, intact PTH : 16 pg/mL, Ca: 9.2
mg/dL, Alb : 4.8 g/dL

BB~ DIRBE % OfE# ¢ PET-CT T Fgists

(SHERY /58, HERgY Vo8, B) 2Rk
e, NV FFRF—VYHEROEALREL
2, WEOL & TRMIZO ) IREDOH KA A
LNFROBEEZIN W28, BRHWNIEEE
HEHOMED, S, BEIIMERE L L7

CEABXIUZ LY M=ok b BN
BRIV THY (X2), WFEHRAETH KL

RET(+)

RET(-)

M1 AR

CEA (pg/miL

=TI NE

of

f

2 CEA, #NVY = roik

RET(+) RET(+)

RET()
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X3  PET/CT
(A) HBewiZh (X +364%) PET/CT

IR RS ). MEEOAIKILZMED U LI D FmEMZ D, BV,

(B) 14E# PET/CT

AFHERY) 2 SEER I ITIIAL. MR AIRILZED V) 2 EiiE I O R EESRARR N

£ (SD) THo/zZ eh b, bl &Hi& mEiGH
WX BREBBIE LT 2 L ko7 (H
3A, 3B).

RET JEARFMMAS % M CHMETT L, RET
{ZFIRIN) 7 7 b (p.Cys618Arg) & ffERE L 7=

X +384F, MAEKRTH o 7225, wHALC
BWCT FLF U »152 (FE#Af : 0-100) pg/
mL, / V7 FLF Y 1182 (110-450) pg/
mL, F—,%3 23 (0-20) pgmL & WFNnd
EEZ/R L7z M 2100/60mm Hg 5 TdH Y
WA ZIVF x v 7 24T WEIEZ ) — X120
IS HE % #EA O T, R CT KEAT L g3 &l R
WCHEGERE 2Bz (K4, KH). 561

4 R CT
RN R R & R B (RHD).
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K5 MIBG Y Y F7 574
T L

MIBG ¥ ¥ F 75 7 4 & hifr L, WHIEIEICH
MR R Z B2 (W5, ). Zh
SO XD, T EE e E L E z,
MEN2 & i L7z, WREEFE - N NE~H
L7228, RFEWEHD SBERAEINT,

aﬁ%%@WW%%%L%@ﬁ%*f&é.%
BIZHUIRBR RS O B O F% M % [HE I Bl5
L, WRZEOBRLHBIRZ B (2 X 38k
DBEANEFRETLTVFETH .

E -

AREBIE, RET 2 K 618w XY 7 >~ b
AT B AR TE AR SRR I BT
“fﬁ%%ﬁ%ﬁf%%mm@%%t:ﬁ
oMM E 725 2ERTH S, MTC I3,
FRBR B 0 R Ml (C MHRR)  HH 2k o Fl 72wl
W WIES T ), IR OK1-2% % &
WA, MTC TN & BintkicaE s, &
70% 2% N F& P, 30% & MEN2ZY (MEN2A -
2B) F 721X FMTC & L CEMRMEICIET 5.
EAEME MTC 3w d RET E iz T O IEHIZ
PG LTBY, BETHUBLORER Y
) — =V F OB S BRI S 0
%1% MEN2A 1213, MTC 2z T PCC B
L OPHPT %054, & TH RET I K V634
B L U9I8DHEM/N) 7 ¥ M X PCC ABFEDE
W—7, I FY618FHY/NY) T~ T PCC D

EETROERTTHEZ FRD 5.

(E)

BERIIENE ENTWD, RETEIZFIHT
NYT Y NERTHI30K%DH)H, I K618
RN 7 Y N TPCCERIEL2DIZ4RA
DHRTHoILORELH DY, T2, TP
6BT%NUTVFiMHCkMH@A®W%
WZF 7205 THERR SN T W 5 A PCC DiRER
3w 728, PCC % PHPT ZHEb WA 1IE
FMTC & O A HEEE 72 5.

PCCl, #7353 V%ELETHRAITRY
m%@@%@@n,#ﬁmmu@%mm%u

BRI R B PE LSF8 4§ % 2 MEN2 T i 4l
VIF WD SN I ENL . SRR, I3
PR L ClfRME0 DB E TORIEDN S
C30~40K Il b L L BO BN B 5, 10t
RT0FERTORABIBHEENTVWSE Y, MTC
& PCC DFEJEMIF 2B L CTid, MTC 61725y
48%, [l B 58 i A340%, PCC G713 #10% &
OHENDH Y Y, MTC & PCC @ % i [ B8 12
BMLTOMEIERON 2oz RERNIZ
MTC Z&HE A 5 38412 PCC & Hi72 ! ﬂfbt
LW NTHGREMEZRLTBY, FRK
JEIZ PCC DEEED 0722 205, B
FMTC &HIWr SN TW725s, &KW1 MEN2A
LHBW s N REFO L I, BURRE
ﬁfmn%“ﬁ?%fﬁ%f&?é_a#a
EM =L T 2 AOBEEENF RSN
4. F7-PCCIEEIME, FEHHE, BHiE Tk
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EDOFEIRTHRREINS Z LW, EREEN:
DI LB v, RICEIMERE 2 V) —€%
REENR, DAEZET2ELHY, FBE

LRI ADARU R CTH 5. 19954 D T,
MENZA 1281 % 356 T H1 D #160% 25 PCC 12k
FLTWE Sh®, ZoHENERIIHD T
K&w., —FT, MEN2IZBIF % PCC D EM
IEFIX3~4% & sh, WRMWERTHS 2
EHHE SN TV A SY . AER T MERET
H 0 MEFEED /NS <, BURE TR % 585 Pr i
iz L.,

RET EA= TR 7~ M Btk odEfT - 158
MTC 2R LTl RET BRI Fu v v ¥ ) —
Y IEH]TdH 5 selpercatinib DA R EATR S
THY Y, BEFNCBWTHEBEDEITHH
DOLNTHEITIE, F—EBIEEL LToEARE
W T2TFETHA.

BRI B R TIESE (S LT, LRI A
MEDFEMATAITH O, il H R O TARRI
ZHEFRCTE TRV, LA L, intact PTH B X
CILiEH V7 2MEIT TS IEFEH#HPEANTH
0, BURE R CILIEFIRBRBERE IS & e BRI
R OLN TV, KEFO X HI2T K618
YN T 2 b TO PHPT OFSAEME I &
ENTWE2S, 5% b RBEIEE & el —
A T VAT 5.

VLEXY, RET 2 K618 /SY 7 v + %
H$ 5 MTC 2B WTd, PCC X PHPT Dl
RBREAHEZ ) H BT L EBHICEE, AFECD
72 % BEEHIF R 2 — XA T 2 Ok ATE
Thb. T/, RETHEIZTFHWN) T ¥ M
LD WM LER E R 7 0 —T v 7
D, FHROYWHIIBWTHDOTEETH .

ERR)

W FMTC & % 2 5 T 72 HUIR IR BE AR
DOFFIEFNT BT, FRmEILE A (8 i s
ZAHE L, HRAYIC MEN2A L2 a7z 14

L7

FMTC 1&, MEN2A @ 9 & 18l fa i < fl
IRPRBERETCHESE DR ERAMR R & S Th
D, DB =R TV ADREENELE
ThHhbEEZEZLNS.
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(Case Report)
A Case of MEN2A Presenting with Pheochromocytoma 38 Years after
the Diagnosis and Treatment of Familial Medullary Thyroid Carcinoma

Yusuke OHTA, Kimiko MICHIDA, Kizuki MATSUMOTO, Yuki NAKAMURA
Emi KISHINO, Akiko MIZUTOU, Hiroyoshi DOIHARA
Kazutaka NAKASHIMA, Tomoki YAMATSUIJI

Department of Surgery, Kawasaki Medical School General Medical Center

ABSTRACT We report a case of multiple endocrine neoplasia type 2A (MEN2A) in
which pheochromocytoma (PCC) developed 38 years after the diagnosis of medullary
thyroid carcinoma (MTC), which was initially considered to represent familial medullary
thyroid carcinoma (FMTC). The patient was a 58-year-old woman who had undergone total
thyroidectomy at another hospital following a diagnosis of MTC. Due to the occurrence of MTC
in multiple family members, the condition was initially diagnosed as FMTC. Postoperatively, she
experienced liver metastasis and cervical lymph node recurrence, both of which were treated
with surgery and chemotherapy. Subsequent recurrences in the bone and mediastinal lymph
nodes were managed with observation. She was transferred to our hospital 36 years after the
initial MTC diagnosis, and developed PCC two years later, resulting in a definitive diagnosis of
MEN2A.

FMTC is considered a subtype of MEN2A characterized by low penetrance of PCC and
primary hyperparathyroidism. Although this patient had a family history of MTC and was initially
diagnosed with FMTC, the development of PCC 38 years after MTC onset represents an
uncommon clinical course. (Accepted on June 24, 2025)
Key words : Familial medullary thyroid carcinoma, MEN2A, Medullary thyroid carcinoma,

Pheochromocytoma, RET mutation
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