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Fig. 1 Abdominal computed tomography scan without contrast.

(A) Mesenteric and intraperitoneal lymph node swelling is seen. (B) Para-aortic lymph node swelling is seen.

Fig. 2 IgG4 immunohistochemical staining.

(A) Bone marrow biopsy: Specimen shows the occlusion of blood vessels with IgG4-positive plasma cells. Bar = 100 pm.

(B) Skin biopsy: 1gG4-positive plasma cells are very conspicuous. Bar = 100 um.
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Table 1 Nerve conduction study results.
DL? MCV?® CMAP Amplitude® SCV SNAP Amplitude
(ms) (m/s) (mV) (m/s) ()
Median R 4.1 56.0 6.0 48.7 13
L 4.1 54.6 3.2 50.0 10
Normal values <42 > 48 > 3.5 > 49.8" > 10"
Peroneal R NE NE NE
L NE NE NE
Normal values <55 > 40 > 2.5
Tibal R 5.5 39.7 2.1
L 6.3 39.7 4.3
Normal values < 6.0 > 41 >29
Sural R NE NE
L NE NE
Normal values > 4527 > 10.5

DL, distal latency; CMAPF, compound muscle action potential; MCV, motor conduction velocity; SCV,
sensory conduction velocity; SNAP, sensory nerve action potential; NE, not evoked; Nomal values of
DL, MCV and CMAP amplitude are referred by reference 8. Nomal values of SCV and SNAP amplitude

are referred by reference 9.
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Fig. 3 Sural nerve biopsy.
(A) HE staining: Mild lymphocytic infiltration of small blood vessels along the epineurium. Bar = 100 pm. (B) Masson

trichrome staining: In some vessels, occlusion is observed. Bar = 200 um. (C) Luxol fast blue bodian staining: Demye-

lination and axonal changes of the sural nerve are easily visualized. Bar = 100 um. (D) Luxol fast blue bodian staining:

Unlike focused areas, the damage and diffuse axonal loss extends into numerous bundles of nerve fibers. Bar = 200 um.
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Abstract

A case of refractory IgG4-related peripheral neuropathy with severe axonal damage
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A 78-year-old man presented complaining of tingling and pain. Neurological examination revealed dysesthesia and
hypothermesthesia below both knees and areflexia in the lower extremities. Laboratory data revealed elevated serum
levels of immunoglobulin IgG4 and para-aortic, and mesenteric lymphadenopathy was evident on plain computed
tomography of the abdomen. Microscopic findings of a bone marrow biopsy specimen showed occlusion of blood vessels
with IgG4-positive plasma cells. IgG4-related disease was diagnosed because the bone marrow biopsy exhibited > 10
IgG4-positive plasma cells per high-power field. Treatment was initiated with prednisolone starting at 30 mg/day, but no
improvement in neurological symptoms was achieved. Sural nerve biopsy demonstrated obstructive thromboangiitis
with severe loss of myelin and axons. Further investigations are needed to elucidate the relationship between
obstructive thromboangiitis and steroid-resistant IgG4-related peripheral neuropathy.

(Rinsho Shinkeigaku (Clin Neurol) 2016;56:323-327)
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