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BE CERIE 77 it 2~3 BOBB TERIMEME, FREA, @MWAHBRU L. AR, ILfICTRMERF
DEIMMENE, BFLAK, MERHABEERD, TOMMEFNICREZROT. /LIEXT7YU> (NE) &
FREREEOANEL RRFEBRTBHERIC, M+ NEKiE TENHRRHEERTHRRTRTET 230, MW
BEBBHEOBES 2/~ HARSRSH 77 L) 2R ERKBET, BCREHERHEHES

(autoimmune autonomic ganglionopathy, LI T AAG & BEEC) & 22HT L /.

®EITOTY CAEHIEE

(intravenous high-dose immunoglobulin therapy, LT IVlg &B&E2) TILfIrlgE& V), EHh&REHHEL 7=
AAG I T 2 RIEBABEDORICHEIIE4 TH 50, SERIE AAG Tl IVIg PESILXTUOAIBEEMDS RIE S h 1.
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H T %% 1% B A #% & B % (autoimmune autonomic
ganglionopathy, LA AAG & B&RD) |3 EECHRREETHTMRAE & fifk
FRMEDAREDTTRRE M IS E S, SRh DL #i % B AR
EXBETHHOMERETH S Y. F4E, Vernino 5I12L 5T
PLEAAEERT 72 v 3 V245K (ganglionic acetylcholine
receptor, LT gAChR & BERD) $ufkoSHE SN2, HE%ER
A= 2 —a XS - BFORPEE TR ENS 2 LAV
L7299, BRSNS L LT, BiEEE GBErsE—7
FT3 7 AU L) H¥0 gAChR HLfkRE AAG T L ) —#kfiy &
ENTWD Y, HEICE LTI, EMEARLEE L TRES
07 v KEEHE#D (intravenous high-dose immunoglobulin
therapy, LA IVIg L B&RE), A7 0 A K7L A (intravenous
high-dose methylprednisolone pulse therapy, LAT IVMP & B%
F0), IMAEZc#L (plasma exchange, ULF PE & W&FE) A3fEdE &
NTWVDLA, RFEEEFRIC BT LRI L Tnwn D,
51T, IVIg IR 2 UBEIES Z & 1ICe TH D) 92,
ED &) RIEBIN Vg 5ER) TH B IS AIcEnTn
V.

IFR 21, SERSE TIAE L IVIg 233 %) L 72 AAG % &
BRL7-. 2B TEIE L7z AAG I2x LT, IVIg AR 7%
BOBE % 7R 9 W REMEAVRIE S L7z

E

KER 7T R,

FFR B B A, JEE K
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e AL R D

BURIE 1 2019 423 H FHOFEH, BIRFE2 55 HhE
JEERR AT BL L 72, R A 2B L, B CT TI LY R
IR EN, FMHARE o7 HHKG £MEtEd) EED
RAMRMEAHEL, I FFY AR, A by F o
EM, WOAMETDONLY, SMERHIRETH -2 [
BRI BL L, MIRBGERZ FGS Ne. F72, Ak
BOHMEIZ 1 HIC1ETH o725, FEHIL Y 3HIC1EE
ol [4FE5 AP, A YREANRRE S 2o 7.
ABEREFT R © & 150 cm. £E 42 kg, BAALIME 120/73
mmHg. MR# 73/55, . WA RICRE 2RO L7z 18
EIESEH, #%k ERE RO R o . MR T, B
WOEH, RLAEREL, KRR - ST - KRR Lo K
FLIFIEHEA (6.0mm) T, xHGRFHIEE: - BB L LW
THEFGL Tz By, BE, B, R IR 2 R
DD 72

AR £@METE, BEOAMN (NEZ7BE Y
103 g/dl) & FBHIzAS, BIEk L M/MUIIEEMNTH - 7.
— i A LM A Tk, ALP 350 U/l (FEH#:MH 106~322),

el
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Midodrine [Tmg Tmg
Fludrocortisone 0.1mg 005 ma
/ Possible to stand upright
Orthostatic hypotention / Possible to walk
300 mL Discontinuance of urinary catheterization

Residual urine /

100 mL

Once in every 3 days

Frequency of evacuation

Once in every 1 day

Diameter 6.0 mm, light reflex sluggish

Mydriasis Diameter 4.0 mm, light reflex prompt
day 1 day 67 day 84 day 113
Onset Transfer in our hospital Discharge

Fig. 1 Clinical course for this case.

OH, dysuria, constipation, and mydriasis occurred in the acute phase of AAG. Vasopressors did not improve

dysautonomic symptoms. IVIg therapy improved OH as well as dysuria, constipation, and mydriasis. OH: orthostatic

hypotension, AAG: autoimmune autonomic ganglionopathy, IVIg: intravenous high-dose immunoglobulin.

v-GTP 45 U/l (L #(# 9~32), 7 L 75 = 1.67 mg/dl, soluble
interleukin-2 receptor (sIL-2R) 2,117 U/mi (FL#EfH 122~496)
EERERO, NEZFOE U Ale, ¥¥3I VBl E¥Y IV
B12, 3ERRIIILEMENTDH o 72, RIEFIMRATIE, Hi gAChR
Uik, PUEEbUfk (640 £, BEAUEY), BUSS-APufk, LI bz
¥ K7 M2 $ifkAasBtk, MPO-ANCA, PR3-ANCA, #i7
7 F ¥ RHUEDENECTH - 72 BATR - &1 97 mg/dl (3
A 10~45), MMEE 2/w (HAZER 50%, E#fH 0~5),
sIL-2R 66 U/m/ (F:#Efl 50 Ai). B EMEHEERE -
Schellong #&%5% Tl%, BEALIME (X 120/73 mmHg T& - 72 7%,
WAl frC 82/48 mmHg ¥ CTIRT L, o7z AL iFrE K
HTHote, LHENF VY47 (NE) R
0.04 ng/m] (F:#EAH 0.1~0.5)2 LK T LT/, NE Efrathi
T, KR (0.3pg) AW TIE LA, BHE Q)
Bt CIPGFE I IME 1E 32 mmHg 5 L 72 (ZR#Eff 20 mmHg
Fi)2W. 0.125% O A )V E ¥ HIRSRER TIE, ML 1 64%,
FE57% (FEHEAE 25% A LBl % o 7. R
R AT ZS TR (quantitative sudomotor axon reflex test)
T, HiE 0.103 pl/em/10 min (FEHEME 0.20~2.78)20), Tk
0.003 p//cm?10 min (FE#AH 0.18~1.70) & FTEDEKT % 3
7z, CVR-RIZ126% (FH#EfE 141% 2 1) LT %32
W2 FEIRIE 300 ml (FEHEE 30 ml i) TH o7z ML
# CT &[18F]-FDG-PET, L F#HNHEGMAE, &tk CH
SHBIERMINZE % B %o 72, BEE MRI TR %2 390
9, DaT-SPECT <TiZ, [123I]-Ioflupane D LT % 52D %
Motz [123I-MIBG Ui > ¥ F 75 7 4 —Tld, LRI
DOILT 2B %o 72 (early 2.78, delayed 3.18 : F:#efH 2.0
Pb). v~ —H BT o RS WE I 10 mm/20 B, &
10 mm/60 75 & IEH 725 7278, H AT A M2BIT BMERSWE

13 6 mi/10 5 SR T 237z, TURAER IR/ NEER IR & B
20 2Bk B L OTREME ORI (100 cells/1 focus) % 725
7o, JEEBEBE I TIE, RRUBOBEESIL, B9 OB R
xR 72.

FRPRARE (Fig. 1) @ MR I 1T AR s H % o 5 2B
& RIS E R MR O BEEAVRIE S, $I gAChR Hifk
WREETH o722 06 AAG LW L7z, 72, Sjogren JE
R (SjS) & EFEMEIRT T2 (primary biliary cirrhosis,
LUF PBC &BE&RE) OAPEEADL. 2B, lEH sIL-2R A3
FEETH o 725, BRSO EM) ¥ SEIEEEN T,
EAEREIRTIC & % SIL-2R OFRIEIEDZE EZ 272 %, A
Be18 HH (% 844%H) & 0 IVIg (400 mg/kg) % 5 H MIfEAT
L., SFFY Y% 4mgH»5 8mg/HIZH=, 7 Fuan
FV Y 01mg ONRE B L/2E 25, Hukiigs e o7-.
IVIg % Schellong 3E% (X F VY ¥ 8mg/H, 7))V Ko
F v 01mg/HWAR) Ti&, AL CPGHEIME A 35 mmHg
BT LZBESAEOMBR C, VAR X OSATId T hE
THho7z BIRIZ 100 ml LLT & 7o 7272 0 BIRBE R % -
L, BMEIX 1 AIC 1 IR L 2 o 72, BESLER T 4.0 mm,
R B W AR & 7 o 7oL TVIg £ b I B sIL-2R 1
2,082 U/ml &% o7z. Abe47 HH (BB 1139%H) I2H
TBREERY, FOHBTZVRROIVF Yy el IR
KV Y% dmg/HIIEE L7z, 59E 10 7 H ROk T TR
I, JREA, ffh, BEILEEOWELRED Lo

£ =
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BT 2IET Y AL LTB LT, RERIT 77 R &
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7ol e, —HIZEMN 2 EHR Y S A3 I0RLBEIER
TBIEE L7, BB 2 AT 2B CHEZ RO R ho
7B, SRS B AR 0 KT B A I E RS A & LC IVMP
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P4, AAG DEFRKEBREBE S EbOTEHTHL I L
DRE ST 5, Nakane 5 ORE © TIX, EMHERTE
FET HIEBIAEL L (62/80, 78%), &Mt GSENLHE—2 F
T1xAUA) FdEas GEErSE—-—7FTL 7 AN
37 AN TIRIET BERIER 2 5 (18/80, 22%) I2&
EF 5. SMIEER TP gAChR Pk DEE & HATRIE
WICHHBE % 5200 % — 7 w1920 (BM]CTIEHT gAChR LS
Bt b L 72t b AAMRERATRAE L CB Y, EEF RN
35 & BRI ET A SR R B AE U D L D
NTW5 e grEREG s ) BaE, St 72
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nTwa,

—7i, Pt gAChR MR HEERIZB VT, SIS PBC & &
DHECREMEESEHTH I LD D D, AAG FEICHEIEN
BRERENEG LWL RO RSN TG 230 R
FERITIE, BRRIERZ 2L TWRWSS & PBC #&1FLTH
D, BN REROREDFEMLEL T Ll s n/ 7
72 LBSHED b BHMBIEIRO ¥ — 7 £ THH &) Blkofk
WEZESTEBY, EAEGEEO RS L 72 HelE D
BEEFTE R, 2F 0, KEGFO AAG HERKT & LT,
AEE 1 D BT BRI G & B AERY 72 SR JE FLH O cross-talk 288E D
N, HLEFTRHTH Y, AAGFIEA N = A LIZDVT
SO LMENEENS.

AAG DERBE AP L LT, IVIg, IVMP, PE 2532 &h
TV B, HEEFRIICE T AL L 223 I EAE L e\ D,
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TREBNC IVIg BRI L 22 S Tn v, SRIF 4 I,
PubMed THiZ& L 2 72470 gAChR Uik AAG 26 B 92 |2
BILC, BRABE IVIg (O 2 SUBMEICE L CMiEf 2 17 o
7. ERRRRREE, 2Ms BE,ASE—-2FT1 s AUA
66l), HEME GsEroY—2FT1rAMLE3 >R
W, 661), BMEE FEPSE—2F T34 AL, 1460)
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W L7z VIgoxhd 2 ROstklE, SEp% [EHRoaE
MRAEIRD 5 H—2THe LIER ], Eaf% [0
HARHERAT— D D s L 2 WIER ] L L7z, ZAtkpld
6 Bt 561 (83%), FEAMEGIIL 6 FI 46 (66%), 1BIEH
13 14 B 6 61 (43%) A IVIg THAEMRAEIR OUEE % 7850
7o SEBIEAS D T oA BRI T o 72
7%, BVERGE TRAE L ZERIE IVIg HEEICH L C BRI KIS
W Rm I EIH o7z —J, REETORRL LT, A
WTEAE L7z AAG 13 TH 0, EFEARD L LT IVMP
R PE 21T o -G L O WA HETH 2 H8%B T 5N 5.
L%, AAG DUIEFERE % B & L7210 & B RIFZe A2 3
ns.

SMEREETEHEAE L7 AAG ISR LT, IVIgWSa%ITH 5]
REMEDSRIE S 7z,
BEEHA Y 7 A Y PR R RE L CIEE F L 2m s RS
R OB RS2 LT

RFEOZERIE, 4115 0 HARMREFERTEM TS TREL, &R
MR RII N

XEHRBICRW AL, BRTE COLREILDH % 3,
Mk, MAEEOTRLED EEA.
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Abstract

Acute-onset autoimmune autonomic ganglionopathy remarkably effective
in intravenous high-dose immunoglobulin therapy

Keishu Murakami, M.D.?, Jinsoo Koh, M.D., Ph.D.", Maiko Takahashi, M.D.? and Hidefumi Ito, M.D., Ph.D.?

D Department of Neurology, Wakayama Medical University

A 77-year-old woman developed acute onset of orthostatic hypotension, urinary retention, and constipation.
Neurological examination on admission showed severe orthostatic hypotension accompanied by syncope, mydriatic
pupils, and attenuation of light reflexes with no abnormalities in other neurological systems. Autonomic testing revealed
denervation hypersensitivity in norepinephrine (NE) intravenous infusion test and 0.125% pilocarpine instillation test,
low NE in the serum, and decreased amount of sweating in quantitative sudomotor axon reflex test. These findings
indicated dysfunction of postganglionic autonomic nerves. Autoimmune autonomic ganglionopathy (AAG) was diagnosed
due to the presence of anti-ganglionic acetylcholine receptors. The patient was given intravenous high-dose
immunoglobulin therapy (IVIg), improving orthostatic hypotension, urinary retention, and constipation. Previous reports
indicated that the response to IVIg varied from case to case. Thus, this case suggests that [VIg is effective in acute-onset
AAG cases.

(Rinsho Shinkeigaku (Clin Neurol) 2021;61:687-691)
Key words: autoimmune autonomic ganglionopathy, intravenous high-dose immuneoglobulin therapy, acute-onset




