Letters to the Editor

Posterior reversible encephalopathy syndrome and

intracerebral hemorrhage in an adult patient with

Henoch-Schoénlein purpura

Sir,

Henoch-Schonlein purpura (or IgA vasculitis) is a systemic
small-vessel vasculitis that usually affects the skin, joints,
gastrointestinal tract, and kidneys. The involvement of the
central nervous system is uncommon in this condition.
Herein, we present a rare case of Henoch-Schonlein purpura
with posterior reversible encephalopathy syndrome and
intracerebral hemorrhage.

An 18-year-old man was admitted to the 306 Hospital of
PLA (Beijing, China) with a 1-week history of palpable
purpura on the limbs [Figure 1], arthralgia, and abdominal
pain. He had no medical history of hypertension or
epilepsy. Laboratory examination showed the following:
white blood cell count of 14.8 x 10°/L (80% neutrophils),
platelet count 359.0 x 10%L, C-reactive protein
73.7 mg/L (normal, 0-8 mg/L), erythrocyte sedimentation
rate 16 mm/h (normal, 0-15 mm/h), antistreptolysin O
379 1U/mL (normal, 0-200 IU/mL), and D-dimer 2608 ng/mL

(normal, <255 ng/mL). Serum IgG, IgA, and IgM levels
were within normal limits, and complements 3 and 4, and
liver and kidney function tests were normal. Antinuclear
antibody and antineutrophil cytoplasmic antibodies were
negative. Urine analysis results indicated no significant
abnormalities. Occult blood in stools was positive. A skin
biopsy revealed leukocytoclastic vasculitis [Figure 2a]
with IgA deposits [Figure 2b], and thus Henoch-Schonlein
purpura was diagnosed. Then prednisolone (0.5 mg/kg) and
clindamycin were administered. However, his abdominal
pain did not alleviate and the rash progressed from the limbs
to the trunk and auriculae. The dose of prednisolone was
then increased to 1 mg/kg.

On post-admission day 10, he presented with sudden headache
and visual disturbances, followed by generalized tonic—clonic
seizures lasting for a minute, which resolved spontaneously
with postictal sleepiness. Blood pressure and heart rate
were 160/100 mmHg and 100 beats/min, respectively. An
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emergency computed tomography of the brain did not reveal
hemorrhage, cercbral edema, or signs of herniation. Brain
magnetic resonance imaging performed 12 h after onset
showed acute right frontal hemorrhage [Figure 3a] and signal
abnormalities in the cortico-subcortical areas of bilateral
occipital lobes [Figure 3b-d], but magnetic resonance
angiogram showed no arteriovenous malformation. Repeat
D-dimer level was elevated to 9173 ng/mL. These findings
were consistent with the diagnosis of posterior reversible
encephalopathy syndrome and intracerebral hemorrhage.
Urapidil  hydrochloride, mannitol, and prednisolone
(1.5 mg/kg) were rapidly administered. However, repeat
computed tomography of brain revealed an increase in
hematoma size and the patient presented with progressive left
limb weakness and mental status deterioration. Minimally
invasive puncture and drainage were performed immediately.

Following surgery, D-dimer level was within the range of
1794-2010 ng/mL, and head computed tomography scan
showed a decrease in hematoma size. At postoperative day
10, a blood test demonstrated the normalization of D-dimer,
high blood pressure and abdominal pain resolved, and
the prednisolone dose was gradually tapered. One month
later, the patient had only mild weakness of the left limb at
discharge. At 1-year follow-up, the patient was not on any
medication and had no neurologic dysfunction. A repeat brain
magnetic resonance imaging showed a 6.0 x 3.3 x 4.2-cm?
lesion in the right frontal lobe (T1-weighted image showing
a hypointense signal, T2-weighted image showing a
hyperintense signal, and diffusion-weighted image showing
a hypointense signal).

Central neurological involvement in Henoch-Schonlein
purpura is rare (0.7%—8% of cases).! Its manifestations
include cerebrovascular disease (edema, ischemia, infarction,
and hemorrhage), hypertensive encephalopathy and posterior
reversible encephalopathy syndrome, seizures, optic

Figure 2a: Skin biopsy from the left limb shows infiltration of neutrophils
with leukocytoclasis and lymphocytes in and around the dermal blood
vessels (H and E, x400)
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neuropathies, headache, and behavioral changes.? In a study
that involved totally 112 patients with Henoch-Schonlein
purpura, only 1 case developed posterior reversible
encephalopathy syndrome.! Of patients with central
neurological manifestations, 21% exhibit sequelae.> Magnetic
resonance imaging is superior to computed tomography in
detecting early lesions in posterior reversible encephalopathy
syndrome and cerebral hemorrhage.? Clinicians must be
aware of these neurologic complications and avoid delayed
diagnosis and treatment.

Posterior reversible encephalopathy syndrome is a clinical
and radiographic syndrome that clinically presents with
headaches, altered consciousness, visual disturbances, and
seizures and most commonly affects the parieto-occipital
region.’ In an article published in August 2018, the authors
reported that from 1990 to 2017, there were totally 23
well-documented cases of IgA vasculitis with posterior
reversible encephalopathy syndrome in the literature.* We

Figure 1: Palpable purpura present on the patient’s lower limbs on admission

Figure 2b: Direct immunofluorescence shows positive IgA along the dermal
blood vessels(x40)
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Figure 3a: Susceptibility-weighted image demonstrates a
5.2 em x 5.5 em x 3.7 cm oval hematoma with heterogeneous, mostly
hypointense signal in the right frontal lobe

Figure 3c: T2-weighted image demonstrates cortico-subcortical gyral edema
with hyperintense signal in bilateral occipital lobes

performed a detailed review of the literature and identified
no studies investigating the cutaneous pointers of posterior
reversible encephalopathy syndrome. Although the
pathophysiology is complex, in our case, posterior reversible
encephalopathy syndrome and cerebral hemorrhage were
probably due to endothelial dysfunction caused by systemic
vasculitis and breakdown of the blood—brain barrier resulting
from sudden hypertension.? We also cannot rule out a possible
contributing role of corticosteroid therapy in increasing
blood pressure and thereby potentially triggering posterior
reversible encephalopathy syndrome through its effect on

Figure 3b: T1-weighted image demonstrates cortico-subcortical gyral swelling
with slightly hypointense signal in bilateral occipital lobes

Figure 3d: Fluid-attenuated inversion recovery image demonstrates
cortico-subcortical gyral edema with hyperintense signal in bilateral occipital
lobes

mineralocorticoid receptors.® Therefore, aggressive control
of blood pressure and inflammatory response in patients with
a severe disease course can help prevent the occurrence of
neurological complications. In case of deterioration in patients
with cerebral hemorrhage, neurosurgical intervention should
be considered. The prognosis of Henoch-Schénlein purpura
with posterior reversible encephalopathy syndrome is usually
favorable and most patients had no neurological sequelae.®
The reported sequelae included visual impairment, verbal
disabilities, focal neurologic dysfunction, and epilepsy.?
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Previous studies have demonstrated that injured endothelial
cells in Henoch-Schonlein purpura expressed tissue
factor and stimulated the coagulation.”® As a marker of
hyperfibrinolysis, the D-dimer levels were significantly
higher during the acute phase than during the convalescent
phase and the levels significantly correlated with the total
clinical score of Henoch-Schonlein purpura.”'® In our case,
a continuous increase in D-dimer level during the acute
phase was also noted. This finding suggested that D-dimer
can be used as an indicator of disease activity and can enable
clinicians to evaluate treatment effectiveness. Nevertheless,
additional studies are required to confirm this inference.

In conclusion, neurologic complications often occur in patients
with severe Henoch-Schonlein purpura, and blood pressure
and D-dimer level should be closely monitored. The early
recognition and treatment of these complications is critical in
achieving a good prognosis in patients with this condition.
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