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Fig. 1 Brain MRI obtained before (a) and after (b) hypoxic encephalopathy.

(a) Fluid-attenuated inversion recovery images (TR 9,000 ms, TE 110 ms) showing multiple high signal intensity lesions disseminated in the
subcortical white matter and cerebellar hemispheres. (b) Diffusion-weighted imaging (TR 3,000 ms, TE 60 ms) revealing diffuse hyperintensity

lesions in the bilateral striatum, putamen, thalami, hippocampi and cerebral cortex.

Table 1 Plasma and urine catecholamine levels before and after treatment with clonidine.

Normal range

During Storm

After treat t
Between Storm er treatme

(Clonidine)

Plasma

Adrenaline (pg/m/) < 100 403 141 38

Noradrenaline (pg/m/) 100-450 415 220 43

Dopamine (pg/m/) <20 18 11 7
Urine

Adrenaline (ug/day) 3.4-26.9 774 47.9 28.8

Noradrenaline (ng/day) 48.6-168.4 78.8 50.8 28.6

Dopamine (ng/day) 365.0-961.5 238.6 191.1 559.8

Metanephrine (ug/day) 0.04-0.19 0.37 0.32 0.19

Normetanephrine (pg/day) 0.09-0.33 0.19 0.14 0.06

VMA (pg/day) 1.4-4.9 1.2 1.0 2.2

VMA = vanillylmandelic acid.
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Abstract

A case of paroxysmal sympathetic storm after acute disseminated encephalomyelitis
and hypoxic encephalopathy responding to clonidine hydrochloride

Mitsunori Shimmura, M.D.”, Nobutoshi Kawamura, M.D.", Takahisa Tateishi, M.D.",
Hiroshi Shigeto, M.D., Ph.D.”, Hiroyuki Murai, M.D., Ph.D." and Jun-ichi Kira, M.D., Ph.D.”

YDepartment of Neurology, Neurological Institute, Graduate School of Medical Sciences, Kyushu University

We report the case of a 17-year-old woman with paroxysmal sympathetic storm (PSS), which was successfully
treated with clonidine hydrochloride. The patient was hospitalized for acute disseminated encephalomyelitis in June
2006. Dysphagia led to severe aspiration pneumonia in September 2006, and she suffered cardiopulmonary arrest. She
survived but had severe brain damage, with her brain MRI showing diffuse hypoxic encephalopathy. From October 2006,
she had several episodes of profound tachypnea (> 60/min), tachycardia (160 to 170 beats/min), hypertension
(> 140 mmHg), hyperthermia (39°C), and decerebrate posturing. During the attacks, the levels of catecholamines in the
patient’s blood and urine were markedly elevated. Accordingly, a diagnosis of PSS associated with hypoxic
encephalopathy was made. Her PSS clearly improved after the administration of clonidine hydrochloride (900 pg/day).
This case suggests that clonidine hydrochloride, an 02 blocker, may be one therapeutic option for PSS.

(Rinsho Shinkeigaku (Clin Neurol) 2016;56:108-111)
Key words: clonidine hydrochloride, paroxysmal sympathetic storm, acute disseminated encephalomyelitis,
hypoxic encephalopathy, autonomic dysfunction




