CASE LETTER

Psychogenic Purpura
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PRACTICE POINTS

. Psychogenic purpura is a rare vasculopathy
characterized by painful recurrent episodes of
purpura. It is a diagnosis of exclusion that may
manifest with signs similar to cutaneous small
vessel vasculitis.

. Awareness of this condition could help prevent
unnecessary diagnostics, medications, and
adverse events.

To the Editor:

A 14-year-old Black adolescent girl presented with
episodic, painful, edematous plaques that occurred sym-
metrically on the arms and legs of 5 years’ duration. The
plaques evolved into hyperpigmented patches within 24 to
48 hours before eventually resolving. Fatigue, headache,
arthralgias of the arms and legs, chest pain, abdomi-
nal pain, nausea, and vomiting variably accompanied
these episodes.

Prior to visiting our clinic, the patient had been seen
by numerous specialists. A review of her medical records
revealed an initial diagnosis of Henoch-Schénlein pur-
pura (HSP), then urticarial vasculitis. She had been
treated with antihistamines, topical and systemic ste-
roids, hydroxychloroquine, mycophenolate mofetil, dap-
sone, azathioprine, and gabapentin. All treatments were
ineffectual. She underwent extensive diagnostic testing
and imaging, which were normal or noncontribu-
tory, including type I allergy testing; multiple exhaus-
tive batteries of hematologic testing; and computed
tomography/magnetic resonance imaging/magnetic

resonance angiography of the brain, chest, abdomen, and
pelvic region. Biopsies from symptomatic segments of the
gastrointestinal tract were normal.

Chronic treatment with systemic steroids over
9 months resulted in gastritis and an episode of hemateme-
sis requiring emergent hospitalization. A lengthy mul-
tidisciplinary evaluation was conducted at the patient’s
local community hospital; the team concluded that she
had an urticarial-type rash with accompanying symptoms
that did not have an autoimmune, rheumatologic, or
inflammatory basis.

The patient’s medical history was remarkable for
recent-onset panic attacks. Her family medical history
was noncontributory. Physical examination revealed mul-
tiple violaceous hyperpigmented patches diffusely located
on the proximal upper arms (Figure 1). There were no
additional findings on physical examination.

Punch biopsies were performed on lesional areas of
the arm. Histopathology indicated a mild superficial peri-
vascular dermal mixed infiltrate and extravasated erythro-
cytes (Figure 2). Direct immunofluorescence (DIF) testing
was negative for vasculitis. Immunohistochemical stains
for CD117 and tryptase demonstrated a slight increase in
the number of dermal mast cells; however, the increase
was not sufficient to diagnose cutaneous mastocytosis,
which was in the differential. We proposed a diagnosis
of psychogenic purpura (PP)(also known as Gardner-
Diamond syndrome). She was treated with gabapentin,
a selective serotonin reuptake inhibitor, and cognitive
therapy. Unfortunately, after starting therapy the patient
was lost to follow-up.

Psychogenic purpura is a rare vasculopathy of
unknown etiology that may be a special form of factitious
disorder.'? In one study, PP occurred predominantly in
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FIGURE 1. Hyperpigmented patches distributed along the right ventral
arm, which were diagnosed as psychogenic purpura.

females aged 15 to 66 years, with a median onset age of
33 years.> A prodrome of localized itching, burning, and/
or pain precedes the development of edematous plaques.
The plaques evolve into painful ecchymoses within 1 to
2 days and resolve in 10 days or fewer without treat-
ment. Lesions most commonly occur on the extremities
but may occur anywhere on the body. The most com-
mon associated finding is an underlying depressive
disorder. Episodes may be accompanied by headache,
dizziness, fatigue, fever, arthralgia, nausea, vomiting,
abdominal pain, menstrual irregularities, myalgia, and
urologic conditions.

In 1955, Gardner and Diamond* described the first
cases of PP in 4 female patients at Peter Bent Brigham
Hospital in Boston, Massachusetts. The investigators were
able to replicate the painful ecchymoses with intradermal
injection of the patient’s own erythrocytes into the skin.
They proposed that the underlying pathogenesis involved
autosensitization to erythrocyte stroma.* Since then, oth-
ers have suggested that the pathogenesis may include
autosensitization to erythrocyte phosphatidylserine, tonus
dysregulation of venous capillaries, abnormal endothelial
fibrin synthesis, and capillary wall instability.>”

Histopathology typically reveals superficial and
deep perivascular inflammation with extravasated
erythrocytes. Direct immunofluorescence is nega-
tive for vasculitis.® Diagnostics and laboratory findings
for underlying systemic illness are negative or noncon-
tributory. Cutaneous injection of 1 mL of the patient’s
own washed erythrocytes may result in the formation
of the characteristic painful plaques within 24 hours;
however, this test is limited by lack of standardization and
low sensitivity.?

Psychogenic purpura may share clinical features with
cutaneous small vessel vasculitis, such as HSP or urti-
carial vasculitis. Some of the findings that our patient
was experiencing, including purpura, arthralgia, and
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FIGURE 2. A and B, A punch biopsy of the upper arm
demonstrated a mild superficial perivascular dermal mixed
infiltrate associated with extravasated erythrocytes (H&E, original
magnifications X200 and X400).

abdominal pain, are associated with HSP. However,
HSP typically is self-limiting and classically features
palpable purpura distributed across the lower extremities
and buttocks. Histopathology demonstrates the classic
findings of leukocytoclastic vasculitis; DIF typically
is positive for perivascular IgA and C3 deposition.
Increased serum IgA may be present.’ Urticarial vasculitis
appears as erythematous indurated wheals that favor a
proximal extremity and truncal distribution. They char-
acteristically last longer than 24 hours, are frequently
associated with nonprodromal pain or burning, and
resolve with hyperpigmentation. Arthralgia and gas-
trointestinal, renal, pulmonary, cardiac, and neurologic
symptoms may be present, especially in patients with
low complement levels.!® Skin biopsy demonstrates leu-
kocytoclasia that must be accompanied by vessel wall
necrosis. Fibrinoid deposition, erythrocyte extravasation,
or perivascular inflammation may be present. In 70% of
cases revealing perivascular immunoglobulin, C3, and
fibrinogen deposition, DIF is positive. Serum Clq auto-
antibody may be associated with the hypocomplement-
emic form."

The classic histopathologic findings in leukocytoclas-
tic vasculitis include transmural neutrophilic infiltration
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of the walls of small vessels, fibrinoid necrosis of ves-
sel walls, leukocytoclasia, extravasated erythrocytes, and
signs of endothelial cell damage.” A prior punch biopsy
in this patient demonstrated rare neutrophilic nuclear
debris within the vessel walls without fibrin deposition.
Although the presence of nuclear debris and extravasated
erythrocytes could be compatible with a manifestation
of urticarial vasculitis, the lack of direct evidence of ves-
sel wall necrosis combined with subsequent biopsies
unequivocally ruled out cutaneous small vessel vasculitis
in our patient.

Psychogenic purpura has been reported to occur fre-
quently in the background of psycho-emotional distress.
In 1989, Ratnoff" noted that many of the patients he
was treating at the University Hospitals of Cleveland,
Ohio, had a depressive syndrome. A review of patients
treated at the Mayo Clinic in Rochester, Minnesota, illus-
trated concomitant psychiatric illnesses in 41 of 76 (54%)
patients treated for PP, most commonly depressive, per-
sonality, and anxiety disorders.?

There is no consensus on therapy for PP. Treatment
is based on providing symptomatic relief and reliev-
ing underlying psychiatric distress. Block et al*? found
the use of selective serotonin reuptake inhibitors, tricy-
clic antidepressants, and psychotherapy to be successful
in improving symptoms and reducing lesions at follow-
up visits.
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