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Table 1 Nerve conduction study on admission.

DL (ms) MCV (my/s) CMAP (mV) SCV (/s) SNAP (uV)
median R 4.25 54.1 7.97 54.7 4.50
L 4.45 55.6 1.62 55.9 1.00
ulnar R 3.70 64.2 7.44 42.4 1.40
L 3.80 60.4 5.78 46.4 1.00
radial R 3.10 64.5 5.40 NE NE
L 2.80 44.4 10.80 NE NE
tibial R 5.75 46.2 4.00
L 8.75 47.2 0.26
sural R NE NE
L NE NE

R: right, L: left, DL: distal latency, MCV: motor conduction velocity, CMAP: compound muscle action
poten, SCV: sensory conduction velocity, SNAP: sensory nerve action potential, NE: not evoked. (CMAP:

peak-to-peak, SCV: antidromic method).
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Fig. 1 Pathological finding of a skin biopsy specimens from reticulated purpura.

(A): Vasodilation and multiple microthrombi were observed within the arterioles (arrow) in the dermis as well as in a large number

of capillaries in the dermal papillae (arrowheads). (Hematoxylin and eosin stain. magnification X 100). (B): The blood vessels in the

papillary dermis were clogged by thrombi (arrowheads), and the epidermis on top of the latter showed extensive necrosis. (Hematoxylin
and eosin stain, bar = 100 um). (C): A marked enlargement of endothelial cells was noted in the small blood vessels in the dermis;

however, no infiltration of inflammatory cells was observed (arrow). (Hematoxylin and eosin stain, bar = 100 pm). (D): Thrombi were

found inside small vessels in the dermis, but there was no apparent evidence of vasculitis (Elastica van Gieson stain, bar = 100 pm).
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Fig. 2 Pathological finding of a left sural nerve biopsy.

(A): Histopathology of the sural nerve (Epon-embedded toluidine blue-stained semithin section). a) The biopsy specimen
included five fascilces with marked loss of myelinated fibers (bar = 200 pm). An artery in the epineurium (arrowhead)
demonstrated narrowing of the lumen with thickened small muscle cell layer (see “B” “C” below). b) Higher magnification
of the fascicle indicated by the arrow in section a, confirmed marked loss of myelinated fibers with subperineurial fibrosis
(bar = 100 pm). ¢) Higher magnification of the area indicated by asterisk in section b showed almost total loss of myelin-
ated fibers with very few small myelinated fibers (arrow). Very few unmyelinated fibers were identified even with this
high magnification (arrowheads) (bar = 20 pm). (B): Thrombotic occlusion was found in veins located in the vicinity of the
sural nerve; however, there was no perivascular inflammatory cell infiltration. (hematoxylin and eosin stain, bar = 200 pm).
(C): Thrombosis were seen in vesseles (Elastica van Gieson stain, bar = 200 pm).
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Fig. 3 Autopsy findings.
(A): Left upper lung (hematoxylin and eosin stain, bar = 100 pm), (B): (Elastica van Gieson stain, bar = 100 um). (C): Liver
(hematoxylin and eosin stain, bar = 100 um), (D): (Elastica van Gieson stain, bar = 100 pm). (E): Kidney (hematoxylin and
eosin stain, bar = 100 pm), (F): (Elastica van Gieson stain, bar = 100 pm). The results of a complete body examination, mainly
the lungs, liver, kidneys, and skin, showed the presence of thrombi and narrowing of the lumen in arterioles with a diameter of

approximately 50-100 pm. Obstruction was found in some of the vessels (arrows), and mild infiltration of inflammatory cells in

the vessel wall was observed. There was no deposition of immune complexes, and no evidence of vasculitis or lupus nephritis

was found. (G): Left anterior tibial artery (Elastica van Gieson stain, bar = 1,000 pm). Distal occlusion of the artery were

observed, but in proximal portion seen only atheroscleotic changes.
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Abstract

Mononeuritis multiplex due to thrombotic ischemia of primary antiphospholipid antibody syndrome
without vasculitis: an autopsy case report

Masatoshi Takahashi, M.D."?, Fumiaki Katada, M.D., Ph.D."”, Susumu Sato, M.D.",
Hidehiro Shibayama, M.D., Ph.D.”, Toshio Fukutake, M.D., Ph.D.” and Shigeo Murayama, M.D., Ph.D.?

UDepartment of Neurology, Kameda General Hospital
“Department of Neurology, Shinko Hospital
“Department of Neuropathology, Tokyo Metropolitan Geriatric Hospital and Institute of Gerontology

The patient was a 78-year-old man. Three years before admission, he developed transient peripheral neuropathy and
purpura, and at admission, he presented with livedo reticularis of both his lower extremities and with mononeuritis
multiplex. Vasculitis was not observed, and antiphospholipid antibodies were detected. The nerve and skin biopsies
revealed no inflammation; axonal degeneration accompanied by thrombi was found in his arterioles and venules. Based
on these findings, he was diagnosed with ischemic peripheral neuropathy due to primary antiphospholipid syndrome.
Administration of anticoagulant therapy resulted in an improvement in symptoms; however, two months later, a relapse
occurred, and the patient contracted an infection while undergoing immunosuppressive therapy. The infection became
fulminant, and the patient succumbed to multiple organ failure. The autopsy revealed a systemic arterial and venous
embolism; however, no vasculitis was observed. Antiphospholipid syndrome, which is responsive to antithrombotic
treatment, should be considered as a differential diagnosis of mononeuritis multiplex.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:897-903)
Key words: mononeuritis multiplex, ischemic neuropathy, anti-phospholipid antibody syndrome,
catastrophic anti-phospholipid antibody syndrome, autopsy




