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Chronic Autonomic Failure with Reduced Cardiac Uptake on
123I-Methyliodobenzylguanidine Scintigraphy
Seunghee Na, MD, Eek-Sung Lee, MD, PhD?, Tae-Kyeong Lee, MD, PhD?

Department of Neurology, Incheon St. Mary’s Hospital, College of Medicine, The Catholic University of Korea, Incheon; “Department of
Neurology, Soonchunhyang University Bucheon Hospital, Soonchunhyang University College of Medicine, Bucheon, Korea

ABSTRACT Chronic autonomic failure by involvement of peripheral autonomic pathway often occurs as a complication of
diseases such as diabetes, amyloidosis, inflammatory neuropathy, and etc. Contrasting those conditions
where autonomic dysfunction as a consequence of peripheral neuropathy, pure autonomic failure (PAF) is a
rare neurodegenerative disorder involving primarily peripheral autonomic pathway. We experienced a patient
with severe autonomic failure who showed sympathetic denervation in 123I-Methyliodobenzylguanidine
scintigraphy. We discuss the clinical features and differential diagnosis of PAF with review of literatures.
(J Pain Auton Disord 2017;6:41-45)
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Figure 1. Autonomic function tests. (A) Abnormal E:I ratio of heart rate difference during deep breathing maneuver. (1.02, normal range:
>1.06) (B) Loss of overshoot on phase IV and prolonged pressure recovery time (51.5 sec). (C) On Head-up tilt test, neurogenic ortho-
static hypotension was observed. (D) During quantitative sudomotor axon reflex test, total sweat volume were decreased over the forearm,
distal leg, and foot.
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Table 1. Comparison of multiple system atrophy, pure autonomic failure and Parkinson’s disease (modified from Garland et al.”)

PAF PD

Characteristic MSA
Site of autonomic impairment Mainly preganglionic, central
Prognosis Poor; median survival 5-9 years
Parkinsonism or cerebellar Common
symptoms
Neuropathological marker Glial cytoplasmic inclusion sin

oligodendroglia and neurons
Orthostatic hypotension Common

Sleep apnea and respiratory Common
disturbances

Urinary tract disturbances Early in disease

Supine plasma norepinephrine Normal

Orthostatic rise in Subnormal
norepinephrine

Postsynaptic adrenoreceptor ~ Mildly increased
sensitivity

Cardiac sympathetic Intact
innervation

Mainly postganglionic; peripheral Mainly postganglionic; peripheral

Good; slow disease progression  Intermediate prognosis between
with survival>10-20 years MSA and PAF; variable

progression

Rare Always present

Lewy bodies in neurons Lewy bodies in neurons

Common Less common than in MSA or
PAF

Uncommon Common

Late in disease

Very low
Subnormal

Increased

Decreased

Later than extrapyramidal
symptoms

Normal

Normal

Mildly increased

Decreased

MSA, multiple system atrophy; PAF, pure autonomic failure; PD, Parkinson’s disease.
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