62 : 860

EIER S

©2022 Japanese Society of Neurology

o 0eo

5 4 LL ikl & 38 R 72 H Cou M B ARl R R o0 3 B

HE BT RS BT g 02
WA ERY BA e

B 5 ELNIBBEEI AHARMRE 7 EF LI L SR RTEEBE CACREEEARNRERS
(autoimmune autonomic ganglionopathy, T AAG &BSEC) E2HTShA- 3HlORBERET 2. 16IB X 20

RLETRERBOER - F1 - BARERO AP, MEHE, ERGERL L

BREZZBIC—EBRLL

P, 2EOEIRICLEZ2EBIbIE AL -7/ 261812 60 KEM T2MORIMEME (orthostatic hypotension, 11

T OH EWERE) EHEMIEIRTRIEL 2. BRER IR

AEICH LA, B8 8 FR, BICREL (KEIE

EL7%. 3fI813 80 KAETEMEBN OH THBMREHR)RL 2. BiBH, OHICLZBHEITAES 2B LS
TREE & 572, AAG DRBBEMIOHREE VL, BARBEZEET A LTRECEARET 3.

Key words : H CUSE: B ARk =,

LI

H TS M B A1 % A BE % (autoimmune  autonomic
ganglionopathy, LA AAG L B&RE) (3R L 9 5 HATHRERE
EELTRFEFEESNTEY, WEEHCHALEZSNT
WOLPLEBMRE T F v a) v %%k (ganglionic
acetylcholine receptor, PLTF gAChR & B&RE) HUARIEAE DF
FECTRIEIC R HV2. AAG DSSERRITSE~ 121 F T4
TV, FEREAFlHIE/NE ~ i £ TR WY, BRREIR TILA§E
AR E A 29 25 2 LA EIYEA, BEOREAIAR
YM—THo7z VT THo72035Z 5%, F/-H
HARETMEIR & U CHRRRERE - RS - N5mkEE %
GUTHILIDHY, ENHITRBOSHEEZ /25 L T3,

S 4 T RFEE LB 72 AAG3 Bl AR L 72, wih
DIEB S WIERGEHRICER T2 AL, EHORIEL#E % 2
L7z, $72, AAG OFBRHIWNE, RO B B R D
AR, BAEROAIZLVES TR e o7z B
FIEE ORRBIEOREE S B F X AR HET 5.

E Al

FEF 1 : 26 7%, W
7R AR - =

SEe gl

3 LRI

BEARE © 20 e DI EE A RE T Y, £ FE 1% I0 B 5
(polycystic ovarian syndrome, LT PCOS & W&RE) &3
TWw/z,

BURIE 22 E SHMESBHIC 1T ME 2 WV ERE*HEL
720 24 %K, ERTIHEVWHOHZIZL L, FIMI TS
BOWERLEIRIEUDL L) ISR o7 25K, GElhe Liaw
EENTH L B odz, 26K, IREFCAIRO Adie AL & &
FEOERL A 85 S, BEMERESE VTR L ko7

AR IET AL B ER - R RICERE R RO Lo
7o BEREHIZ TR L T, AR, AR L
XFYERCST - I RS CRE R SRR L2, R - SR D ) .

TRAFT AL — BRI, SRR K O mEi A T 5
HERRO Do BEMEMATIE CV-RR 1.24% (20~29
7% lower limit 2.46%) &KT %5788, 0.125% 0 H L
T R o B RE O T /L% 1572, Head-up Tilt (HUT) #&
7 TR IMLE 108/58 mmHg k41 68/43 %% tilt up 3 43 #4121
75/32 mmHg k¥A 77/5 & WEHEHIWE 30 mmHg DL LK T %
7. Tiltup BigoM%E V7 KL+ > (NAd) fEiz%
HEF 60 pg/ml & RWEETH o 7225, tilt up %1% 160 pg/ml T
FOSIEBIFCH o7z, BITFTF AN (5v T 74000k Tk
S EIE O HEFEAL & fRO 72 MIIEES CT o Wit TRE
BAROLE,ho. Fl, RIVEUE, Ta—rRERENS
PCOS DML Z 72 L TWAH Z L ZFEE L 7.

*Corresponding author: {FAEXHZ) I EIRBERARENEL (T 221-0821  HZ)I AR ETTHZ )X & KT 6-6)

D A S 2| UL B o R A R
D VA AL S AR
YW ETA TR )=

(Received July 18, 2022; Accepted August 29, 2022; Published online in J-STAGE on October 26, 2022)

i R AAE 2022;62:860-864
doi: 10.5692/clinicalneurol.cn-001793


https://creativecommons.org/licenses/by-nc-nd/4.0/deed.ja

54FLL RS 2B £ 72 H CRENE B A HIREETIE E O 3 6l

62 : 861

m"_ ¥

PE Prednisolone

I

constipation , urinary frequency

photophobia

steroid pulse

)
&

appearance of deep tendon reflex

] I I
amenorrhea pregnancy pregnancy
26 28 30 31 Age (years)

Fig. 1 Clinical course of case 1.

She had a chronic history of photophobia, constipation and amenorrhea. These symptoms almost improved after PE. It relapsed once after a

cold. There was no recurrence during the two pregnancies. PE: plasma exchange.
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Fig. 2 Clinical course of case 2.

He had an acute onset of OH and psychological symptoms. Although IVIG was effective, it recurred frequently. However, all the symptoms

eight years after the onset without particular reasons. IVIG: intravenous immunoglobulin, PE: plasma exchange, PSL: prednisolone, OH:

orthostatic hypotension, POTS: postural orthostatic tachycardia syndrome.
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Fig. 3 Clinical course of case 3.

She had a chronic history of OH. IVIG was effective but AAG recurred repeatedly. During the course, cerebral hemorrhage and femoral neck

fracture were caused by blood pressure fluctuations due to AAG. OH: orthostatic hypotension, IVIG: intravenous immunoglobulin, PSL:

prednisolone.
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Abstract
Over 5 years follow-up of three cases of autoimmune autonomic ganglionopathy

Hiroko Kurono, M.D.", Yuko Torikai, M.D.", Hajime Hara, M.D., Ph.D.V?,
Masaya Okamura, M.D.” and Masanari Kunimoto, M.D., Ph.D.?

U Department of Neurology, Saiseikai Kanagawaken Hospital
2 Wellcare Hara Neurology Clinic
¥ Kunimoto Life Support Clinic

We report the clinical course of three cases of anti-ganglionic acetylcholine receptor (gAChR) antibody positive auto-
immune autonomic ganglionopathy (AAG) that have been followed for over 5 years. In all three cases, the symptoms
improved by acute treatment, but ultimately relapsed. The first case was a female in her 20s who had a chronic history of
photophobia, constipation and amenorrhea. The symptoms almost disappeared by plasma exchange, and menstruation
resumed. During the course, it relapsed once after a cold. There was no recurrence of AAG during the two pregnancies.
The second case was a male in his 60s who visited a hospital for the acute onset of orthostatic hypotension (OH) and
psychological symptoms (infantilization and psychogenic pseudosyncope). Although IVIg was effective, it recurred
frequently and was difficult to treat. However, all the symptoms disappeared eight years after the onset without any
particular reasons. The third case was a female in her 80s who had a chronic history of OH. Acute treatment was
effective, but AAG recurred repeatedly. Additionally, it was difficult to judge relapse because of the residual sequelae.
During the course, cerebral hemorrhage due to supine hypertension or short-time blood pressure variability and femoral
neck fracture caused by OH occurred. She eventually became a wheelchair. This report is clinically important because
there are few reports of long-term follow-up of AAG.

(Rinsho Shinkeigaku (Clin Neurol) 2022;62:860-864)
Key words: autoimmune autonomic ganglionopathy, autonomic neuropathy, long term follow-up




