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Fig. 1 Surface electromyography (EMG).

Surface EMG before treatment showed abnormal sustained action potentials in the biceps

femoris muscle at rest and during leg extension (A). After 23 days of treatment, the abnormal

action potentials in the biceps femoris muscle disappeared (B).

HRRIREEIE L 72, SR AT IR VA 2 B o 728, BEIRIREC
g L7z BEERTEEE TH Y 2055, RBIEIHIRIZE -
TMMOCTHEY, BEESCHEEEOEMSHEIN LT
ANERLBITTH -7z Movie 1). DU S, EFTIE
W, TETHEL W, WflloF v Ky 7 KEPkHEETH -
7o R, BEMEBERICERE IR o7

WA R & ARthiiE @ ABEROMEMRAE T, CRP
8.8 mg/dl & RAEFIG % 7B 7. FIMLER 6,460/ul T, TFEEERAS
5.6% & DT HITHINL Tz JiF - BRERRICRE 1374 <, Na
136 mEq/l, K 4.1mEq/! Td -7z I 77 mg/dl, HbAlc 5.7%
72ofz. HIRPRIVE »id, FT,2.45pg/mi, FT,0.7ng/dl &
EETHo7h, TSH7.1mmlU/ml & EF-LTEY, #Hit A
o7 a7y CHUE 54 IU/ml, T TPO Hifk 27 IU/ml & Bitk72 -
fo.o BEWRRARTTIE, MR B2/ (HBLER 31w), &N
84mg/dl Th o7z KEENMA (KBRER, KB 5H)
TIE, LR & TR R R 2 R R B 0 5% 72 Rt P& 8l
B x RO (Fig. 1A). $1HH B XA T myokymic discharge
RSN ahosz, FEEER CT CTREER L 2o 72,

A, BERIIC &) 555 S N5 T O T
Whid b, BRI IZTE R T 2 R 08K A &, BRIRIYIC
SPS Ll L72V. SPS & OB A S T\ 2 HOHUE
\ZDWC, #TGly ZZRPUR, #T amphiphysin HUE, HL7 v
5 3 VERBLEERE S (glutamic acid decarboxylase, LT GAD
L WERD) PUAR, P dipeptidyl peptidase-like protein (DPPX)
YUK, PU y-aminobutyric acid-A (GABA,) =Z&M&EIUEIL, W
fﬂ%@ﬁﬁok.~ﬁ,MﬁHLm@duT,:w%/—

V15pg/ml T &, HIEEEMLTFIET LT, BIRRE
FEARIVE VU ARV E >~ (corticotropin releasing hormone,
LLF CRH & B&RE) /HUIRIRA Bk v € Y A v € >~
(thyrotropin releasing hormone) /AT A IV E & it A v
£ > (luteinizing hormone releasing hormone) 2 & % 3 #H&
TR % 17V, CRH B2 % IVF V) — )L O UG53
DRI L T\ 7z, F 72, Al ACTH HAmall& Tid, ACTH
BT 2 2 F = Vs M SOS T, MﬁHiﬁ
IRIBHE & BT L 72, B2 MRI C F IARICER R R 1L %
o7,

e FOa)VF 156 mg/HIZ & A FIVE HTFEEE % G
L72& 25, $H Tl TROBEELSER Ligd 7z, HEAL
THEREYEL, EREMAG 1 - AT, 1ZIZIEE ORI RE
7% o7z (Movie 2). (R¥#BLG 23 H O KM EHKAT
W&, KERZEH O B 2 GBI EAAHE LTz (Fig. 1b).
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e L7,
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NLEREMERLELLENLEEATHASY. Renshaw #
fo, la¥iiENfE= 2 — 0y 2 EOWlE= 2 -1 v 25, F
BERT A TR Z 05 L T 255, 2 OB hEE 12 B
HDHE A OYBEICHTZ2HCHERICL Y o @Hj= 2 —1 23
Pl SRS, BRELHERIERINL EEZONT
W5, BET L HCHME L LT, it Gly SHEMKIUE, BT
amphiphysin JUf&, $t GAD #ifk, U Gephyrin HiL1K, T
GABA, B RBEEAPUASHE SNTB Y, EIEEICKE
3200855V, SPSORKRIEIZLH TH HH%, MWEK
% SPS T, Ol - R, FRICIEEE 05 AT 2 2 i
WEAH ), @I L - THERSN, BIRP Y T7E/8ALT
YEET B A% LD AR DS E R - TIHEL,
QRFIRN & VESEBLE R VEBI & 5P o Rt iy L 00
AT L, PEERTY, ABIS, THODOIEH Z L
Tw/z,

—75, BIBEREA A D 6~13% I B RREIR 2 4 U 59,
ZOERIL, FREICERSS S N2 AR B E A Tl A
<, &M OMEHHE & o - TIROMEE TH 5. i
T HEABEREML T EY X Sheehan JE & #5, Addison 7% T,
flexion contracture & L THiEF ST 57. ACTH H/KIR
fiELC & B flexion contracture 1, ZRER 512 & 1) #o THE &
N2, DB OERRE D2 SN TnE299-19 Z 650
ACTH Hifi/REJE1C £ % flexion contracture @ BEHk 11 % =
W92 L, “FaAR Mg % b 2w BT % 52 L 724 6
72T, RENSHEM L 2RI TR S A B R
B R R LERDSEENTHE 2910, ZiE T ACTH Hih
RIBJEIC & % flexion contracture & L CROER &N T & 72 M
X, B—0OEETIE R WITREED S 5. REITIE 6 4EOFEH
T O BE OWMFEIIFRD 2 2o 72A%, BETHE X RIRE
O SPS 2 & 2 RHTHIBERIC & % b D Tlid7% {, ACTH Bl
HEAEIC & 2 EHERAER & LC SPS & 13874 2MEETAHE L C
VAR S 5.

ACTH 73 WAAIED BE OHEIERS Faav -y »
20 mg/H T L, JEBER BT LI SPS D5 A4 % i
7oL T 585 1EH 5257, ACTH HAKIRIE CRERAYIC
SPS#E L7: LT 5HE L, ABIILHOTTHSL. IhFE
TH#HE SN T &7 ACTH HMURIEIEIC & % & 1R IEIRIC
1, SPS & BHEiffEAZNENHFEALL, N F T flexion
contracture & L CHF L T SNTE RN D 5.

ACTH HRIRIE % & U RIFA A &R RICEEL £ L
HEEFIIHAS IR o TV RWA, IVF V= VOREDR
EEZLNT VS, BHIEOBEMIZEHFS§ 5 HEERE O
AL, B OEMPLBOIEM 2 EA/HEL LTEZLNT
&7z, UL, APITEMERE IR, ERVE M
FERRIA R H CTosE L 7868 A 5 132 R BE X 0 b BfE
W ZBEESEEING. RGOS, BOhfEo™
5.9 % stiff-person FEEHED L H 12, ZVaavFaq FovE
BEHT A OFFIMEAREZ I BT 52 0%E 2H-TH D
TNaI)NF a4 FOARIZ L )RR RESREE S
TWBIRMENS 5.

BRI 625975 (2022 :9)

SPS Tl¥, HURIERBEL L TOMES IR 2 EINTNS
AW, ACTH HA/RKIESE T b BRRMIZ SPS & 29 2 W REMEDS
HY, ACTH R 2 )VF V= VORIEDNSREIIZIT & g IcEE
ThHhrbLEZD.

Movie Legend

Movie 1 Before treatment.

Painful muscle spasms induced by joint movement and tactile
stimulation were seen in the lower limbs without any limitation
of joint range of motion. The patient was walking clumsily with
his hip and knee joints in the flexion position.

Movie 2 After treatment.

Five days after treatment, the muscle spasms in the lower
limbs disappeared. After 40 days, the patient was able to walk
normally.

Movies are published with patient’s permission.
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Isolated ACTH deficiency clinically presented as stiff-person syndrome, successfully treated by
hormonal replacement: a case report

Tomone Taneda, M.D.V, Shunsuke Okawara, M.D., Masaki Namekawa, M.D.?, Yoshitaka Umeda, M.D.?,
Mutsuo Oyake, M.D." and Nobuya Fujita, M.D.V

D Department of Neurology, Nagaoka Red Cross Hospital

A 65-year-old man was admitted to our hospital with a 6-year history of painful muscle stiffness in his trunk and
lower limbs, preventing him from walking. Stiff-person syndrome (SPS) was diagnosed because the patient had
symptoms of painful muscle spasms elicited by tactile stimulation without joint contracture. Although SPS- related
autoantibodies in the serum, including anti-glycine R, anti-amphiphysin, anti-glutamic acid decarboxylase (GAD), anti-
dipeptidyl peptidase-like protein (DPPX) and anti-y-aminobutyric acid-A (GABA,) R, were negative, the ACTH and
cortisol levels were low. On the basis of additional loading tests for anterior pituitary function and ACTH, isolated ACTH
deficiency (IAD) was diagnosed. Hormonal replacement therapy with hydrocortisone at 15 mg/day ameliorated the
condition quickly, and the patient became asymptomatic after three months. Flexion contractures have been reported as
musculoskeletal symptoms of IAD, but are not usually evident in patients with SPS. The present case illustrates that the
painful muscle spasms elicited by tactile stimulation without joint contracture characteristic of SPS can also be
symptoms of IAD.

(Rinsho Shinkeigaku (Clin Neurol) 2022;62:736-739)
Key words: isolated ACTH deficiency, stiff-person syndrome, flexion contracture, hormonal replacement therapy




