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Immunoglobulin A vasculitis (IgAV) involves vasculitis of the

small vessels with deposition of immune complexes (IC) con-

taining immunoglobulin A (IgA). Posterior reversible

encephalopathy syndrome (PRES) is a rare neurological com-

plication of IgAV, and presents with headache, seizures, and

visual changes associated with reversible vasogenic edema.

PRES can also occasionally occur with reversible cerebral

vasoconstriction syndrome (RCVS) in adults. The presentation

of both PRES and RCVS in children, however, is very rare.

Herein, we report a case of IgAV with both PRES and RCVS

in childhood.

A healthy 8-year-old Japanese boy presented with a 4-day

history of acute abdominal pain. He was admitted to another

hospital and antibiotic treatment was started. He suddenly had

headache, a convulsion and consciousness disturbance on the

day after admission. At 5 days after admission, based on ele-

vated serum lipase and pancreas swelling on abdominal com-

puted tomography, he was diagnosed with acute pancreatitis

and was transferred to the present hospital for further evalua-

tion and treatment. Physical examination on admission indi-

cated a blood pressure (BP) of 120/72 mmHg, Glasgow coma

scale score E3V3M6, and rebound abdominal tenderness.

Serum amylase was 474 IU/L, lipase 361 U/L, and C-reactive

protein, 3.86 mg/dL. I.v. meropenem was initiated. Brain mag-

netic resonance imaging (MRI) on the fifth day of hospitaliza-

tion (Fig. 1a) showed hyperintense regions on T2-weighted,

fluid-attenuated inversion recovery (FLAIR), and apparent dif-

fusion coefficient (ADC) sequences in the right occipital lobe,

indicative of PRES. Magnetic resonance angiography (MRA)

showed multiple segmental narrowing in the right posterior

cerebral artery (Fig. 1d). Purpura appeared on the ear and legs

on the same day. Cerebrospinal fluid analysis on the eighth

hospital day was normal. Skin biopsy of the lesion indicated

deposition of IC containing IgA. Thus, the diagnosis was

IgAV. Factor XIII was also decreased. Meropenem treatment

was stopped as the abdominal pain, serum amylase, and C-re-

active protein gradually improved. Consciousness improved

gradually and normalized on the 13th day of hospitalization.

Follow-up MRI/MRA on the 13th hospital day showed

improvement of the right occipital lobe hyperintense lesion on

T2, FLAIR, and ADC sequences (Fig. 1b). Posterior cerebral

artery narrowing disappeared completely (Fig. 1e). The clini-

cal findings met the criteria of RCVS.1 Hemorrhagic infarct

was found in the right occipital lobe on MRI but was not trea-

ted because the visual disturbance was negative. The purpura

disappeared on the 23rd hospital day. The patient was dis-

charged on the 32nd hospital day without neurological defect.

MRI and MRA were normal at 76 days after discharge

(Fig. 1c,f). Informed consent for submission of the case report

was obtained from the parents of the patient.

Disturbed regulation of cerebral arterial tone is a common

pathological mechanism in PRES and RCVS. PRES is compli-

cated in 17–38% of patients with RCVS.2 PRES is a rare com-

plication of IgAV. To our best knowledge, however, there are

no reports of IgAV complicated with PRES and RCVS.

Hypertension is a known cause of PRES, but a role for hyper-

tension in PRES onset in the current case is unclear because

BP was not measured at the previous hospital. Cerebral vas-

culitis secondary to IgAV can also cause blood–brain barrier

breakdown and loss of autoregulation, resulting in PRES.3

Further, IC deposition in pancreatic vessels can cause pancre-

atic edema and small vessel embolisms, resulting in pancreatic

inflammation.4 Thus, in the present case, IgAV may have led

to PRES, RCVS, and acute pancreatitis.

The mean age of RCVS onset is approximately 42 years.5

Childhood RCVS is very rare, with 12 pediatric cases

reported, only three of which were accompanied by PRES.

These cases involved a 9-year-old boy with Loeys–Dietz syn-

drome in which RCVS and PRES was triggered by operation,
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a healthy 13-year-old boy with RCVS and PRES triggered by

exercise, and a 13-year-old boy with RCVS and PRES trig-

gered by hemolytic uremic syndrome. Herein, we provide a

new case of IgAV with both PRES and RCVS. Nevertheless,

RCVS may be underestimated because MRA is not routinely

evaluated in IgAV patients with PRES. Indeed, there are few

reports of IgAV cases complicated with PRES that use MRA.

Given that ischemic infarctions, subarachnoid hemorrhage,

severe deficits, and death occur in 39%, 34%, 9%, and 2%,

respectively, of RCVS patients,5 MRA should be performed in

PRES cases.

In conclusion, pediatric cases of both PRES and RCVS are

very rare. Both PRES and RCVS, however, can accompany

IgAV, the most common vasculitis in childhood. MRA should

be considered in IgAV patients with PRES.
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Fig. 1 (a–c) Brain fluid-attenuated inversion recovery magnetic resonance imaging and (d–f) magnetic resonance angiography on (a,d)
the fifth hospital day, (b,e) 13th hospital day, and (c,f) approximately 2 months after discharge. Arrow, right posterior cerebral artery.
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