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MRARE THERIKES, HREERETSRIEEMER

EhHED . IFEERMSRMEREAZFEREE (eosinophilic granulomatosis with polyangiitis, LI T EGPA & B
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IFERER I 2 Z8 14 2 MR 3T E  (eosinophilic granulomatosis
with polyangiitis, ML T EGPA L W&E0) 134 & sblB2s O IFRRER
FIER E 709, MVNIE &R O FHE & 3 5 IR ST
MERTH Y, 80~90% THENRFLNED R MFEE L % & 0F
3% V. —7 Guillain-Barré JEf%E# (Guillain-Barré syndrome,
DT GBS & W&E0) 13504 T &G T | T A3 ot 2 2 Bl SRR & e S
SHER, HWEBMNEE ORERE L X 723 50BN TS IR
BETHH 2, Sbibiug, BATEERICEHIHETYT
% EBNEHEREE 2L U, EGPA & GBS OB g b, Hi
RAEMROFEITER & R OB E L 72 162 5k L
72. GBS Lo EGPA BIZ3)§ A &2l & {G#RIZ oW T, S0k
MEEEZMZ CHRET 5.

£ fl
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V25U S L & RIS .

R - FHORAZR L.

BUREE - St L B2 A L0210 HE LD, TGRS
DEYEY LA LUNEE R EANHREICHE L
(FE1WH). LONKEBDOMBEAISEA AL, BED
Mz WHIEE=ZZ L. EREENEEEOZINITT L
N 2 HSBARGE S INF2AS, ARG S AT LT IR EE
D, BEWHICURNREZZ L, AHEARE o7 &
W SEE RERD, IE, BRI SIEAS N o7z,

ABElRE— % R i 0 3 & 171 cm, 1A% 55 kg, [T
139/74 mmHg, BRIAEL 79 [l/55 - 3, KR 36.9°C. IH 1
BETITTOMERI R o7, EHCEEI I <, T
BHCKIE R OB I AL N o 7.

ARSI AL - Bk BT, BRI B 1 A
Mol EERTIIETH 7 A b (MMT) 12 CT= 55 5/5,
R TEERL 5/5, LRI =FEAL 5/5, FARMA 4/3, FRIEM
4/4, WIRMEL 4/3, ARG 3/4, FEHRIMER 11, g
XINERG 13, /NeIMERG 13, WEIERG 4/4, KBRIUSERS 5/5, #i
FEE W 41, THUE 3/4, REBHEH 41 Th Y, AR
PR CUEALA A & EALF I RSV TAA S 7z, EERT
BFRESHTHORERRT L REORTRELH - 720,
A& oz, WHEEMEBERIIIEE CH- 7. HilE
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Table 1 Nerve conduction study.

mDL CMAP amplitude MCV F-latency F-frequency sDL SNAP amplitude SCV

(ms) (mV) (m/s) (ms) (%) (ms) (uV) (m/s)
R.median 4.1 0.52 14.1 not evoked not evoked 2.7 15 48.9
R.ulnar 3.2 2.2 78.3 not evoked not evoked 2.8 19.3 45.8
R.tibial 4.2 0.37 42 not evoked not evoked NE NE NE
R.sural — — — — — 2.8 4.1 57.8

mDL, distal latency of motor nerve; CMAP, compound muscle action potential; MCV, motor conduction velocity; sDL, distal
latency of sensory nerve; SNAP, sensory nerve action potential; SCV, sensory conduction velocity; NE, not examined; R, right.
Normal range: Median nerve; mDL: 3.5 = 0.3 ms, CMAP: 7.0 = 3.0 mV, MCV: 58 + 4.9 m/s, F-latency: 26 = 2.2 ms, F-
frequency: >70%, sDL: 2.8 + 0.3 ms, SNAP: 39 = 16 uV, SCV: 59 + 5.8 m/s. Ulnar nerve; mDL: 2.6 = 0.4 ms, CMAP: 5.7 =
2.0 mV, MCV: 59 + 5.1 m/s, F-latency: 23 + 1.7 ms, F-frequency: >80%, sDL: 2.5 = 0.3 ms, SNAP: 35 = 15 pV, SCV: 55 +

5.3 m/s. Tibial nerve; mDL: 4.0 = 1.0 ms, CMAP: 5.8 = 1.9 mV,

MCV: 48.5 = 3.6 m/s, F-latency: 48 + 5.0 ms, F-frequency:

<90%. Sural nerve; sDL: 1.7 + 0.2 ms, SNAP: 19 = 7.0 uV, SCV: 52 + 2.3 m/s.

Fig. 1 Histopathologic findings for the left sural nerve (A-C).

Toluidine blue-stained sections of the left sural nerve (scale bar = 100 um) did not show eosinophilic infiltration in the epineurium or any

findings suggestive of necrotizing vasculitis, but revealed varying patterns of myelinating fiber loss at every nerve bundle and infiltration of

inflammatory cells in the perivascular area (C: arrow), which indirectly suggested the presence of vasculitis.
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N o fo BATIEARLE THRMAAT, HBIIRTTHETH - 7.
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B, HUIRBABEAEICEE 7 <, HbA1c9.5% L EMETH Y, CRP
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FAEEMA (nerve conduction study, LLTF NCS & B&it) Tl
(Table 1), HEARFIHENTENL OIRIEIZ A I AR & 45 R g4
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HMEOBEH L MEBR D) >/ SERZE D R S 7z,
ABEkE (Fig. 2) @ S, - BISE S OB &
LA T OIFERERIE %, NCS TOZ I iR R & % 7RIk
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Fig. 2 Clinical course of the patient on hospitalization.

CPA: intravenous cyclophosphamide therapy; [VIg: intravenous immunoglobulin therapy; HDMP: high dose methylprednisolone pulse therapy,

PSL: oral prednisolone; Eos: eosinophilia; NCS: nerve conduction study.

The patient was treated with IVIg followed by HDMP including oral prednisolone; however, both therapies were ineffective for acute sensory-

motor neuropathy. A subsequent nerve biopsy permitted diagnosis of acute neuropathy due to vasculitis, which was a supportive finding for

eosinophilic granulomatosis with polyangiitis. Additional CPA combined with PSL was used, but neurological symptoms did not improve and

worsen again after reduction of PSL to 40 mg/day. HDMP, IVIg, and CPA were then administered in succession, after which neurological

symptoms diminished gradually. The MPO-ANCA level and the number of eosinophils normalized in the same period.
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Table 2 Review of case reports of eosinophilic granulomatosis with polyangiitis mimicking as Guillain-Barré syndrome.
Neurological Biopsy/
Reference age sym to%ns Other symptoms Blood test Nerve conduction study pathological ~ Treatment Outcome
ymp findings
Riva et al.¥ 51 F Symmetric Bronchial asthma/  Eosinophilia Motor asymmetric axonal — 1Vig Improved
weakness/  operation history of ANCA-—- polyneuropathy HDMP
hypoesthesia nasal polyps Multifocal absent F waves
De Toni Franceschini et al.” 64 F  Asymmetric ~ Bronchial asthma/  Eosinophilia Motor axonal and Ileal 1Vig Not improved
weakness/ pansinusitis MPO-ANCA  demyelinating polyneuropathy HDMP
hypoesthesia/ Multifocal absent F waves CPA
hyporeflexia
Camara-Lemarroy et al.!” 38 F Symmetric Bronchial asthma/  Eosinophilia Mixed axonal asymmetric — HDMP Improved
weakness/  purpura/pansinusitis MPO-ANCA polyneuropathy CPA
hypoesthesia/ Multifocal absent F waves
hyporeflexia
Yoo et al.lV 46 M Symmetric Pansinusitis Eosinophilia ~ Mixed axonal polyneuropathy ~ Nasal smear HDMP Improved
weakness/ ANCA+ CPA
hypoesthesia/
hyporeflexia
Kamalasanan et al.'? 58 M Symmetric Bronchial asthma/  Eosinophilia Mixed axonal asymmetric Sural nerve HDMP Improved
weakness/  operation history of ANCA- polyneuropathy CPA
hypoesthesia/ nasal polyps
hyporeflexia
Present case. 57 M Symmetric  History of bronchial ~ Eosinophilia Mixed axonal asymmetric Sural nerve 1Vig Improved
weakness/ asthma/history of ~ MPO-ANCA polyneuropathy HDMP
hypoesthesia pansinusitis Absent of F wave CPA

IVIg: intravenous immunoglobulin therapy; HDMP: high dose methylprednisolone pulse therapy; CPA: intravenous cyclophosphamide therapy.
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& LRI BRI 2 6 R R ST 0%
AR, IO R MR B B R EE L RIES 5 NCS O
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Abstract

Eosinophilic granulomatosis with polyangiitis presenting
with Guillain-Barré syndrome-like acute course. A case report

Ryota Ueda, M.D.?, Keisuke Imai, M.D.?, Atsushi Yamamoto, M.D.",
Tetsuya Ioku, M.D.", Masatoshi Kadoya, M.D., Ph.D.? and Masashi Hamanaka, M.D.?

U Department of Neurology and Stroke Treatment, Kyoto Daiichi Red Cross Hospital
2 Department of Rheumatology, Kyoto Daiichi Red Cross Hospital
9 Department of Neurology, Kyoto Daini Red Cross Hospital

A 57-years-old man with a history of bronchial asthma and pansinusitis developed acute progressive muscle
weakness and sensory disturbance of the distal limbs after upper respiratory infection. On day 15 after onset of sensory
disturbance and muscle weakness, the patient admitted to our hospital. A neurological examination revealed asymmetry
weakness of both proximal and distal muscles, “glove and stocking type” hypoesthesia, and paresthesia without obvious
pain. Blood tests and a nerve conduction study demonstrated eosinophilia and elevation of MPO-ANCA, axonal multiple
mononeuropathy, respectively. The cerebrospinal fluid was normal. Eosinophilic granulomatosis with polyangiitis
(EGPA) or Guillain-Barré syndrome (GBS) were suspected. So intravenous immunoglobulin therapy (IVIg) and high
dose methylprednisolone pulse therapy (HDMP) followed by oral prednisolone were started. However, neurological
symptoms did not improve. Sural nerve biopsy on day 31 revealed varying myelinating fiber loss at every nerve bundle
and perivascular lymphocytic infiltration. The results did not fulfill the pathologic criteria for EGPA, but supported the
changes of vasculitis. Cyclophosphamide (CPA) pulse therapy was administered for the additional therapy. Neurological
symptoms did not improve and worsened again after decreasing oral prednisolone; therefore, combined therapy with
IVIg, HDMP, and CPA was administered. Neurological symptoms then diminished gradually and the MPO-ANCA level
and number of eosinophils normalized. This case suggests the importance of early nerve biopsy to obtain pathological
findings supportive of EGPA diagnosis to allow introduction of aggressive immunosuppressive therapy such as CPA in a
case with acute progressive motor-sensory neuropathy due to EGPA mimicking GBS.

(Rinsho Shinkeigaku (Clin Neurol) 2021;61:624-629)
Key words: eosinophilic granulomatosis with polyangiitis, Guillain-Barré syndrome, nerve biopsy,
intravenous immunoglobulin therapy, cyclophosphamide pulse therapy




