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Progressive encephalomyelitis with rigidity and myoclonus
(PERM) (4, stiff-person JEMHE (SPS) OHEREIT, HZMEIZ
R I F s 0 —- R AR LR T2 MEHMETHY VY, 2
DIFREIHE 2 DIEDBGARE END Y. R TOHE D
BA SN DAY, £72 PERM OBEEILE B S Tz
bivbiud, ZEEA CREERER (polyglandular autoimmune
syndrome; PGA) % #5512, $iL GAD ¥k, # glycine = 71%
(GlyR) HifhAs3e12FtECd 5 PERM % 56HiE L, i, HL
GM1 BUfEIZ & 2 R RE 2 & 0F L 7Bl 2 R85 L 72, Bt
GlyR U1, 34, PERM & OBIEASEH S W a3k THY ©,
REGUIHUE S OHMEDO A TH B Y. £/, HUlEREHER
PN S E THED 2 RO, BOREOHTIZLD,
SRR PURDSEA S, ZF  iiER 2 B L72ERITH 5.
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ABEREHRE AT I - RRAIBEREIN T I3 A & O was, EY
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JEME BRI TOHE L7z, WIS Tdh 5 72, Tl 1
DERBEHRI E I - 70— X AR/ {ETHITA b
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0/3 LFEAEOREEICIL LT, W FEM MK T 2072572 RAE
LI e b o 7288, ARBEH B2 EEC, 45 L BIET TR
BIRIZIE R L Cre, REMEEE)CIR 0720, A PR
THho:.

ABERp iR AT AT B AR A<, A IEREL 12,540/u, CRP
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Puff, ANCA, #TNMDA ZZRHiA, $1amphiphysin JUff, i
gephyrin JLIRIZEVETH - 72, B TIE, MLk 69/u
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Fig. 1 Clinical course.
After intravenous high-dose methylprednisolone, rigidity and myoclonus disappeared, but paraplegia and urinary
dysfunction gradually resolved with corticosteroid treatment. Pleocytosis in cerebrospinal fluid (CSF) also
improved. mPSL pulse: methylprednisolone pulse, NCS: nerve conduction study.
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Fig. 2 NCS on admission and on day 59.
On admission, conduction velocity (CV) of the left tibial nerve and CV of the left sural nerve were normal (A). On day 28,
compound muscle action potential (CMAP) of the left tibial nerve and sensory nerve action potential (SNAP) of the left sural
nerve were not present. On day 59, CMAP of the left tibial nerve and SNAP of the left sural nerve were again present (B).

- F R MR B & ARl CT TREE A Lo 7. TEIE 8.6 uV, ML 483 m/s L IEH TH o7z, SHHERXMA
KRGS R EE A (nerve conduction study; NCS) Tid, TIEEAMNA B & O RIS 5 CHEB RO 5 AL ©
TEBEE MR OB A FHTEBITEN. (compound muscle action potential; 723, AVERARREAT RIE A L O o7z,

CMAP) OHRIRIX 19.0 mV, L 44.8 m/s, ZWENERIHRE K ABetafeds (Fig. 1) o 3 Chufkrs i, smakic,

FAREIEENFENL (sensory nerve action potential; SNAP) D S, B ommilE EEO I 70— ARzl k



#L GAD #ifk, i GlyR Hifk, 1 GM1 HifEF1Ed PERM

5, PGA %55 L7z, PUGAD Bifk, ¥t GlyR Bkt o
PERM L@l L7:. SHEHT7THH LY A7 01 FARFEEY
BI %\, ZDF prednisolone (PSL) 60 mg/ H AR % iBsD 7.
I 70— XA LEERANICE LA, TR, &R
PEREEFR IR D, SEFE 22 HH O HEATHA K
KEFEEBI ko7 JUEL T2 TR AT MES L,
FEREHS 28 H H O NCS TIHEFHi#E D CMAP B X U/EBEE
FED SNAP O AEMARE L %2 o 72, 42 H, $LGML L
A TH L EHHIAL 72, 20k, FiES 36 HHOH
WO BUZIER AL L, FRGIMRT, Bsahdes, SR
AT L7z, FAESS 59 H B NCS T, 7Ei%-a i
@ CMAP OHEIRIZ 336.1 uV, HE L 42.9 m/s, BRI MR D
SNAP OIRIE L 8.8 uV, HJE L 43.9m/s e L7z (Fig. 2).
PSL ##i L, FSES 99 H B ITHEAT CBEEE L 72 (i GAD
PUAk 96.9 Umi).
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Abstract

A case of progressive encephalomyelitis with rigidity and myoclonus associated
with anti-GAD, anti-glycine receptor and anti-GM1 antibodies

Yuka Koike, M.D.", Tatsuya Suwabe, M.D.", Takuya Konno, M.D.",
Yoshitaka Umeda, M.D.”, Mutsuo Oyake, M.D." and Nobuya Fujita, M.D.V

YDepartment of Neurology, Nagaoka Red Cross Hospital

A 62-year-old woman with one-year history of type 1 diabetes mellitus was admitted to our hospital with progressive
weakness in the lower extremities and urinary dysfunction following high fever. On admission, she had rigidity and
myoclonus in the upper extremities with sensory ataxia. Cerebrospinal fluid examination revealed mild pleocytosis and
oligoclonal band. Glutamic acid decarboxylase (GAD) antibodies were detected at high titer in serum, but antibodies to
glycine receptor (GlyR), thyroid peroxidase, mitochondrial M2, and GM1 were also detected. She was diagnosed with
progressive encephalomyelitis with rigidity and myoclonus (PERM), which probably developed on the basis of
polyglandular autoimmune syndromes. The clinical symptoms began to improve after initiation of intravenous high-dose
methylprednisolone. Muscle weakness might be related to GM1 antibodies. This is the first report of PERM, in which
GM1 antibodies were detected with GAD and GlyR antibodies.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:111-114)
Key words: progressive encephalomyelitis with rigidity and myoclonus (PERM), polyglandular autoimmune syndrome,
anti-GAD antibody, anti-glycine receptor antibody, anti-GM1 antibody




