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Table 1 Characteristics of the affected muscles.

Muscle (s) Nerve MMT (R/L)
Rhomboid dorsal scapular 4/4
Pectoralis major lateral and medial pectoral 4-/4
Deltoid axillary 4-/4
Biceps musculocutaneous 4-/4
Triceps radial 4-/4
Wrist extensor radial 3/4
Wrist flexor median, ulnar 3/4
Extensor digitorum communis radial 2 (II-1V)/3
Flexor digitorum superficialis median 4/5—
Flexor digitorum profundus median, ulnar 4/5—
Opponens pollicis median 2/4
Opponens digiti minimi ulnar 2/4
Interossei ulnar 3/4
Tliopsoas femoral 4/5—
Quadriceps femoris femoral 4/5—
Hamstrings sciatic 4/5—
Tibialis anterior deep peroneal 1/1
Extensor digitorum longus deep peroneal 2-/2—
Extensor digitorum brevis deep peroneal 2-/2—
Gastrocnemius tibial 4/3
Flexor digitorum brevis medial plantar 4/3
Flexor digiti minimi brevis medial plantar 4/3
Flexor hallucis brevis medial plantar 4/3

MMT, manual muscle testing; R, right; L, left; II, the second finger; IV, the fourth finger.
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Table 2 Results of nerve conduction study.

DL" CMAP 14) MCV* F-latency™ F-frequency SCV SN.AP
(ms) amplitude (m/s) (ms) ©) (m/s) amplitude
(mV) ’ 1)
L. median 2.9 11.7 48.0 24.7 94 56.6 10.2
: (< 4.2) (> 3.5) (> 48) (<31 (> 50.9)" (> 44)"° (>10)"
R. median 3.8 3.2 51.2 25.2 75 55.0 10.8
L. ulnar 3.3 7.3 56.8 22.7 100 55.9 7.5
: (<3.4) (> 2.8) (> 49) (< 32) (> 44)"° (> 5"
R. ulnar 3.3 4.8 52.8 23.8 100 48.0 6.7
. 5.8 7.7 40.0 46.1
L. tibial (< 6.0 (>2.9) (> 41) (< 58) 100 NE NE
R. tibial 4.8 7.4 41.2 46.7 100 NE NE
3.8 0.3 41.7
L. deep peroneal (<55) (> 25) (> 40) NE NE NE NE
R. deep peroneal 4.2 1.3 46.0 NE NE NE NE
47.0 5.9
L. sural NE NE NE NE NE (> 45‘2)14) (> 10'5)14)
R. sural NE NE NE NE NE 49.6 6.2

DL, distal latency; CMAP, compound muscle action potential (baseline to peak); MCV, motor conduction velocity; SCV, sensory conduction
velocity; SNAP, sensory nerve action potential; L, left; R, right; NE, not examined; Normal ranges of DL, CMAP amplitude, MCV, and F-latency
are referred by reference 14. Normal range of F-frequency on median nerve is from reference 15. Normal range of SCV and SNAP amplitude
are referred by reference 14 (estimation for sural nerve by antidromic stimulation) and 16 (estimation for median and ulnar nerve by
orthodromic stimulation).

Fig. 1 Sural nerve biopsy.
A) Toluidine blue staining. The perineurial space was slightly edematous. The density of myelinated fibers was inhomogeneously and
moderately decreased within a fascicle. Myelin ovoids and onion bulb formation are not observed. Bar = 50 um. B) Hematoxylin-eosin
staining. Infiltration of a few inflammatory cells was observed around small vessels (¥). Upper inset indicates UCHL1 immunopositive
cells. Lower inset shows CD8-immunopositive cells (black arrows) observed around small vessels. Bar = 20 pm.
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Table 3 Clinical profiles of patients with motor dominant neuropathy associated with Sjogren’s syndrome.

Age Sex  From onset Symptoms NCS Sural biopsy Treatment* Prognosis
to peak
26” M Progressive Weakness of the limb Total absence of CMAPs, Normal finding PE Ambulatory
(2 days) muscles normal SCV and SNAPs IVig
60" F Progressive Foot drop and dysesthesia  Indicative of axonal Fibrinoid necrosis, chronic ~ PSL Ambulatory
(1 week) in both feet polyneuropathy arteritis AZT
67" F Progressive Weakness of the limb Decreased CMAPs with Not performed 1Vig Able to walk with
(3 weeks) muscles, numbness in the ~ normal MCV, diminished F PSL the aid of a cane
first to third fingers of the =~ waves, normal SCV and mPSL
right hand SNAPs
75" F Progressive Weakness of the limb Delayed MCV with Loss of the myelinated PSL Ambulatory
(2 months) muscles, disturbed decreased CMAPs, fibers, remyelination, IVig
vibratory sensation diminished F waves, regeneration, no vasculitis
delayed SCV with
decreased SNAPs
45 F Progressive ~ Weakness of the limb and Decreased CMAPs and Loss of myelinated fibers, = mPSL Ambulatory with
(our case) (7 years) finger muscles, dysesthe- SNAPs, with normal MCV  vasculitis PSL ankle-foot orthosis
sia in the left foot and SCV, diminished F IVIG
waves

M, male; E female; CMAP, compound muscle action potential; SNAP, sensory nerve action potential; MCV, motor conduction velocity; SCV,

sensory conduction velocity; IVIg, intravenous immunoglobulin; PSL, prednisolone; mPSL, methylprednisolone; AZT, azathioprine; PE,

plasmapheresis. *The regimens indicated in the ‘treatment’ column are in the order used in each case report, from the upper to lower row.
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Abstract

A case of chronic progressive motor-dominant multiple mononeuritis associated
with primary Sjogren’s syndrome

Ban-yu Saitoh, M.D."”, Shintaro Hayashi, M.D., Ph.D.", Takashi Kamada, M.D., Ph.D."”,
Hiroyuki Murai, M.D., Ph.D.”, Masatoshi Omoto, M.D., Ph.D.” and Jun-ichi Kira, M.D., Ph.D.”

YDepartment of Neurology, Neurological Institute, Graduate School of Medical Sciences, Kyushu University
“Department of Neurology and Clinical Neuroscience, Graduate School of Medicine, Yamaguchi University

A 45-year-old female with a history of dry eyes presented with chronic progressive disturbance of her right finger
extension, bilateral foot drops, and dysesthesia in the left lower leg. On admission, neurological examination revealed
decreased tendon reflex in the right upper limb and bilateral lower limbs, and dysesthesia in the distal outer portions of
the bilateral lower legs. Her vibration sensation was moderately diminished in both lower legs. Weakness ranging from
moderate to severe was predominantly found in the muscles innervated by the radial (r > 1), medial (r > 1), ulnar (r > 1),
deep peroneal (r = 1), tibial (r < 1), and medial planter nerves (r < 1). Nerve conduction study showed asymmetrical
axonal neuropathy, while chronic neurogenic changes were observed on needle electromyography. Cerebrospinal fluid
analysis results were unremarkable, except for an elevated IgG index (1.53) and the presence of oligoclonal IgG bands.
Seropositive anti-SS-A antibody and histological findings of the biopsied minor salivary gland, as well as the lack of other
connective tissue disorders, indicated primary Sjogren syndrome (SjS). A left sural nerve biopsy showed inhomogeneous
reductions in the myelinated fibers within fascicules, mild infiltration of CD8-positive T lymphocytes around small
vessels, and no fibrinoid necrosis in the arteries. From these findings, the diagnosis of motor-dominant multiple
mononeuritis associated with primary SjS was made. Therapy that comprised a single course of intravenous (IV)
methylprednisolone (1 g for 3 days), followed by oral prednisolone (60 mg/day) with gradual tapering, resulted in no
amelioration of her symptoms. She then received IV immunoglobulin (0.4 mg/kg/day for 5 days), which resulted in
moderate improvement in the strength of several muscles and a reduction of CSF IgG index (0.89). A wide variety of
peripheral nerve complications are documented in primary SjS. However, the present case is unique in the symptoms of
chronic progressive, motor-dominant, multiple mononeuritic phenotype.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:753-758)
Key words: Sjogren’s syndrome, multiple mononeuritis, vasculitis, motor disturbance, chronic progressive




