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Recurrent cutaneous eosinophilic  vasculitis  is  a 
rare,  predominantly cutaneous vasculitis  described 
mainly in isolated reports.  We aimed to 
systematically synthesize published evidence on 
its  clinico-pathological  features,  treatment and 
outcomes. We reviewed case reports and 
case series of  recurrent cutaneous eosinophilic 
vasculitis  and related entities identified in 
PubMed, Scopus and reference lists (last  searched 
16 February 2026),  using structured report-
and case-level  extraction,  duplicate handling, 
Joanna Briggs Institute critical  appraisal  and 
descriptive synthesis.  Twenty reports comprising 
24 unique cases were included.  Most patients 
presented with relapsing pruritic  purpura of  the 
lower extremities.  Peripheral  eosinophilia was 
frequent,  antineutrophil  cytoplasmic antibodies 
were negative in all  reported cases and 
histopathology consistently showed eosinophil-rich 
vasculitis,  usually with fibrinoid and/or necrotizing 
change.  Systemic corticosteroids often induced 
improvement,  but relapse during tapering or 
after withdrawal was common. The evidence 
was limited by small,  heterogeneous reports 
and incomplete follow-up. Overall,  the findings 
support a recognizable cutaneous-predominant, 
relapse-prone pattern,  highlight the importance 
of assessing extracutaneous involvement in 
differential  diagnosis and support provisional 
refinement of  the previously proposed diagnostic 
framework.

Key words: eosinophilia; eosinophilic granulomatosis with 
polyangiitis; glucocorticoids; systematic review; vasculitis.

Submitted Apr 14, 2026. Accepted after revision May 21, 2026

Published  Jun 24, 2026.
DOI: 10.2340/actadv.v106.adv-2026-0612

Acta Derm Venereol 2026; 106: adv-2026-0612.

Corr: Shin Iinuma, Department of Dermatology, Japanese Red Cross 
Kitami Hospital, North 6, East 2, Kitami, 090-8666, Japan. *Email: 
iinuma@asahikawa-med.ac.jp

Recurrent cutaneous eosinophilic vasculitis (RCEV)
is a rare, primarily cutaneous disorder characterized

by relapsing eruptions and eosinophil-rich vasculitis on
histopathology (1). Many reports describe necrotizing
or fibrinoid vascular changes, and some use the term

recurrent cutaneous necrotizing eosinophilic vasculitis
(RCNEV) for cases within this spectrum (2).
Since its original description in 1994, the literature
has remained limited and consists largely of single
case reports and small case series (3). An earlier
review summarized 17 patients and outlined the clinical,
dermoscopic and histopathological features of the disease
(1), but an updated systematic synthesis of published
cases has not been available.

Important  differential  diagnoses include systemic
eosinophilic  disorders such as eosinophilic
granulo-matosis  with polyangiitis  (EGPA) and
hypereosinophilic  syndrome (HES),  as  well  as
connective tissue disease-associated vasculitis  and
drug-induced eosinophilic  vasculitis,  all  of  which
may present  with eosinophil-rich cutaneous vasculitic
lesions (4–7).  Because published reports  often
provide limited or  heterogeneous documentation of
systemic evaluation and follow-up,  the diagnosis  of
RCEV often depends on the exclusion of  systemic
eosinophilic  disorders such as EGPA and HES,
and distinguishing it  from these conditions can be
challenging in practice.

Reported clinicopathologic features are hetero-
geneous.  Common histopathologic descriptions
include eosinophil-rich vasculitis  with fibrinoid
and/or necrotizing change (2).  However,  the involved
vessel  size and level  within the skin are not
uniformly de-scribed,  although these features may
be clinically important  in the differential  diagnosis.
Reported therapeutic approaches have also been
diverse.  Systemic corticosteroids are commonly used
and often induce clinical  improvement;  however,

SIGNIFICANCE
Recurrent cutaneous eosinophilic vasculitis is a rare skin
disease that can resemble more serious illnesses affecting
other organs. This review shows that it usually causes
repeated itchy purple skin lesions on the lower legs and
often flares again when steroid treatment is reduced.
These findings may help doctors recognize the disease
earlier, check for signs beyond the skin, and monitor
patients more safely during treatment. This may improve
diagnosis and follow-up in a condition that is easily
overlooked.
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relapse during tapering or  after  withdrawal,  as  well
as glucocorticoid depen-dence,  has been described,
whereas evidence for  steroid-sparing or  adjunctive
therapies remains limited (8).  As a result,  the
overall  clinicopathologic profile,  treatment course
and relapse pattern of  RCEV remain incompletely
characterized.

Therefore,  a  structured synthesis  is  needed
to better  define this  condition.  Accordingly,  we
performed a systematic review of published
RCEV reports,  with structured extraction at  both
the report  and patient  levels  and descriptive
synthesis  of  clinical  characteristics,  laboratory and
histopathological  findings,  treatments and outcomes.
To our knowledge,  this  is  the first  systematic review
of published reports  of  RCEV/RCNEV to include
explicit  duplicate handling and a structured case-level
analysis.

MATERIALS AND METHODS

Study design and registration

We conducted a systematic review of published
reports  of  RCEV and related entities  described as
RCNEV. The review protocol  was registered in
the International  Prospective Register  of  Systematic
Reviews (PROSPERO; CRD420261308795).  No
amendments were made to the registered protocol.

Eligibility criteria

We included case reports and case series describing
patients diagnosed with RCEV, RCNEV or closely
related terms, provided that the reports contained
sufficient clinical and histopathological detail to allow
case-level data extraction.

We excluded (i) review articles without original
case-level data; (ii) reports primarily described as
systemic eosinophilic vasculitis or systemic eosinophilic
disease, including EGPA, or reports in which extra-
cutaneous organ involvement was a defining diagnostic
feature; and (iii) drug-induced eosinophilic vasculitis
cases in which the vasculitis was primarily attributed
to a medication, with a clear temporal relationship and
resolution after drug withdrawal, and was described as
a distinct secondary entity. Eligibility decisions were
based on the diagnostic description and overall clinical
context of each report, with the aim of focusing on
primarily cutaneous, relapsing eosinophilic vasculitis
phenotypes.

Information sources and search strategy

We searched PubMed and Scopus on 16 February 2026.
No date or language restrictions were applied. The full
electronic search strategies are provided in Table SI.

In addition, the reference lists of included articles and
relevant reviews were manually screened for additional
eligible reports.

Study selection and duplicate handling

Records were de-duplicated and screened in 2 stages:
title/abstract screening followed by full-text review.
Title/abstract screening, full-text eligibility assessment
and data extraction were performed independently by
2 reviewers, and disagreements were resolved through
discussion and consensus. Reasons for exclusion at
the full-text stage were recorded. Full-text articles
that could not be retrieved were documented as not
retrieved.

Because duplicate publication of the same patients
was possible, we assessed potential duplication at both
the report and case levels using patient age, sex,
clinical morphology and distribution, histo-pathological
features, treatment course and publication context.
Duplicate or companion publications, defined as
multiple reports of the same patients, were retained
at the report level for transparency but contributed no
additional unique cases at the patient level when overlap
was confirmed. The PRISMA 2020 flow diagram was
generated using the PRISMA2020 Shiny app (9).

Data extraction and variables

We developed a structured data extraction form and
collected both study-level and patient-level variables.
Study-level characteristics, including publication year,
study design, number of reported patients and
contribution to the unique-case dataset, are summarized
in Table SII. Variables not explicitly report-ed in the
source publication were coded as NR (not reported).
For summaries restricted to cases with available data,
particularly for laboratory and immunologic variables,
only cases in which the relevant item was explicitly
reported were included in the denominator.

Patient-level extraction included reported age at
presentation, sex, cutaneous morphology, distribution,
symptoms and associated systemic features; peripheral
eosinophil data (absolute count and/or percentage)
and related laboratory markers, including total IgE,
antinuclear antibody (ANA), antineutrophil cytoplasmic
antibody (ANCA), serum complement, C-reactive
protein (CRP) and erythrocyte sedimentation rate
(ESR), when available; histopathological features,
including eosinophil prominence, fibrinoid and/or
necrotizing change, leukocytoclasia and the reported
vessel size and depth of involvement when explicitly
described; and direct immunofluorescence findings
(DIF/IF), when performed. Treatments, including
systemic and topical therapies and outcomes, including
initial response, relapse/recurrence patterns, relapse
thresholds during tapering when explicitly reported and
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follow-up duration, were also extracted. Patient-level
extracted data are provided in Table SIII.

Quality appraisal and synthesis

Methodological  quality was assessed using Joanna
Briggs Institute (JBI)  critical  appraisal  tools,  with
the case report  or  case series checklist  selected
according to study design.  Appraisal  results  are
summarized at  the report  level  in Table SIV.

Given the rarity of the condition and the
heterogeneity of reporting, we performed a descriptive
synthesis without meta-analysis. Patient-level findings
were summarized using counts and percentages, with
reported denominators used when data were missing
or not explicitly stated. Reporting bias and certainty
of evidence were not formally assessed because of the
small number and descriptive nature of the included
case reports and case series.

RESULTS

Study selection

A total  of  278 records were identified through
database searching (PubMed, n=73; Scopus,  n=205).
After  removal  of  69 duplicates,  209 records
underwent title/abstract  screening,  of  which 185 were
excluded.  Full  texts  were sought for  24 records,  of
which 2 could not  be retrieved (1 Chinese-language
article and 1 Korean-language article).  Twenty-two
full-text  articles were assessed for  eligibility,  and 3
were excluded at  the full-text  stage (review article,
n=1; EGPA case,  n=1; drug-induced case,  n=1).

One additional  eligible article was identified through
reference list  screening (10).  In total,  20 reports
were included (Table SII),  and the selection process
is  shown in Fig.  1.

Included studies and unique cases

Included reports  were published between 1994 and
2025 and consisted predominantly of  case reports,
with 2 small  case series  (1–3,  8,  10–25).  Their
study-level  characteristics are summarized in Table
SII.  Terminology varied across reports  (RCEV,
RCNEV and related terms).  At the report  level,  all
included publications were retained for  transparency;
however,  one report  (S02) was judged to be a
duplicate/companion publication of  the S01 cohort
and contributed no additional  unique cases (n=0
in patient-level  analyses)  (3,  11).  After  duplicate
handling,  24 unique cases were included in the
patient-level  analytic set  used for  Tables I–III.

Clinical characteristics and cutaneous phenotypes

Clinical features are summarized in Table I. The median
age was 58 years (range 17–93), and 17/24 patients
(70.8%) were female. Purpura was the most frequent
morphology (18/24, 75.0%), with purpuric papules/
plaques/patches (14/24, 58.3%) and erythematous
papules/plaques (13/24, 54.2%) commonly described.
Marked edema/angioedema was reported in half of cases
(12/24, 50.0%), whereas necrotic lesions/ulcers (5/24,
20.8%), vesicles/bullae (3/24, 12.5%) and mucosal/oral
involvement (3/24, 12.5%) were less frequent. Lesions
involved the lower extremities in 18/24 cases (75.0%),
with upper extremity involvement in 11/24 (45.8%),

Fig. 1. PRISMA 2020 flow diagram of study identification, screening and inclusion. Flow diagram showing identification, screening, eligibility
assessment and final inclusion of studies in this systematic review. Of 278 records identified, 69 duplicates were removed and 209 records were
screened. Twenty-two reports were assessed for eligibility, and 20 reports were ultimately included after exclusion of 3 reports and addition of one
report identified through citation searching. EGPA, eosinophilic granulomatosis with polyangiitis.
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trunk/abdomen involvement in 8/24 (33.3%) and head/
face/neck involvement in 7/24 (29.2%). Pruritus was
the most frequent symptom (19/24, 79.2%), followed by
pain/tenderness (7/24, 29.2%) and fever (3/24, 12.5%).
Extracutaneous organ involvement or clinically relevant
comorbidity was described in 4/24 cases (16.7%). A
history of asthma and/or allergic rhinitis was not reported
in most cases; among cases with explicit reporting (n=8),
none had asthma/allergic rhinitis (0/8).

Laboratory, immunologic and histopathological findings

Laboratory and histopathological findings are
summarized in Table II. Peripheral eosinophil data were
available in 18/24 cases, and peripheral eosinophilia
(>500 cells/µL and/or >5%) was present in 16/18
cases (88.9%). Among cases with reported absolute
eosinophil counts (n=18), the median count was 1,700
cells/µL (range 220–10,080). Among cases reporting
eosinophil percentages (n=9), the median was 31.0%
(range 16.1–63.0). Total IgE was reported in 9 cases,
and elevation was observed in 4/9 (44.4%), interpreted
cautiously because of heterogeneous units and reference
ranges. Inflammatory markers were variably reported:
CRP was elevated in 8/13 (61.5%) and ESR in 8/13
(61.5%) among cases with reported values. ANA was
positive in 4/18 (22.2%), typically weak or low-titer
when specified, whereas ANCA was negative in all
reported cases (0/22) and hypocomplementemia was not
reported (0/16).

Table I. Clinical characteristics and cutaneous phenotypes

Item Summary

Patient characteristics
  Age, years (median [range]) 58 [17–93]
  Female 17/24 (70.8%)
  Male 7/24 (29.2%)
Skin lesion morphology
  Purpura (any) 18/24 (75.0%)
  Purpuric papules/plaques/patches 14/24 (58.3%)
  Erythematous papules/plaques 13/24 (54.2%)
  Edematous plaques/angioedema/marked swelling 12/24 (50.0%)
  Urticarial plaques/urticarial-like lesions 6/24 (25.0%)
  Annular/polycyclic/central clearing 5/24 (20.8%)
  Necrotic lesions/ulcers 5/24 (20.8%)
  Vesicles/bullae 3/24 (12.5%)
  Mucosal/oral involvement (including gingivitis) 3/24 (12.5%)
Distribution of skin lesions
  Lower extremity involvement 18/24 (75.0%)
  Upper extremity involvement 11/24 (45.8%)
  Trunk/abdomen involvement 8/24 (33.3%)
  Head/face/neck involvement (including scalp/
periorbital)

7/24 (29.2%)

Symptoms
  Pruritus 19/24 (79.2%)
  Pain/tenderness 7/24 (29.2%)
  Fever 3/24 (12.5%)
Systemic manifestations/associated findings
  Documented extracutaneous organ involvement/
comorbidity relevant to the case

4/24 (16.7%)a

  Asthma and/or allergic rhinitis history (n=8) 0/8 (0.0%)
aIncludes Budd-Chiari/hepatic vein disease (n=2), lymphadenopathy with mild
hepatosplenomegaly (n=1) and chronic periaortitis/retroperitoneal fibrosis
(n=1)
Values are n/N (%), where N=24 unique cases, unless otherwise specified.
Multiple morphologies, sites, and symptoms may co-occur; categories are
not mutually exclusive. Asthma/allergic rhinitis was summarized among cases
with explicit reporting (n=8). Extracutaneous involvement and comorbidities
were determined by manual review of the clinical descriptions.

Table II. Laboratory, immunologic and histopathological findings

Item Summary

Peripheral blood eosinophilia
  Peripheral eosinophilia present (>500 cells/µL and/or >5%) (n=18) 16/18 (88.9%)
  Absolute eosinophil count, median [range] (n=18) 1700 [220–10,080] cells/µL
  Eosinophil percentage, median [range] (n=9) 31.0 [16.1–63.0]
IgE elevated (n=9) 4/9 (44.4%)
Inflammatory markers
  CRP elevated (n=13) 8/13 (61.5%)
  ESR elevated (n=13) 8/13 (61.5%)
Autoantibodies and complement
  ANA positive (n=18) 4/18 (22.2%)a

  ANCA positive (n=22) 0/22 (0.0%)
  Hypocomplementemia (n=16) 0/16 (0.0%)
Histopathology
  Eosinophils prominent 24/24 (100.0%)
  Necrotizing and/or fibrinoid vasculitis present 22/24 (91.7%)
  Leukocytoclasia/leukocytoclastic vasculitis present 2/24 (8.3%)
Affected vessels and depth
  Small-vessel involvement only explicitly described 9/24 (37.5%)
  Deep dermis and/or subcutis involvement only explicitly described 3/24 (12.5%)
  Both small-vessel and deep dermis/subcutis involvement explicitly described 6/24 (25.0%)
  Neither small-vessel involvement nor deep dermis/subcutis involvement explicitly described 6/24 (25.0%)
Tissue immunofluorescence (DIF/IF)
  C3 deposition in vessel walls (n=10) 2/10 (20.0%)
  IgM deposition in vessel walls (n=10) 1/10 (10.0%)
aIncludes weak/slight positive or low-titer ANA
Values are n/N (%), where N=24 unique cases, unless otherwise specified. For laboratory/immunologic tests, the denominator for each item is the number of
cases in which the relevant test was reported (n shown). Vessel size/depth categories were assigned based on explicit reporting and are mutually exclusive.
ANA:antinuclear antibody; ANCA:antineutrophil cytoplasmic antibody; CRP:C-reactive protein; DIF:direct immunofluorescence; ESR:erythrocyte sedimentation
rate; IF:immunofluorescence.
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Histopathologically, eosinophils were described as
prominent in all cases (24/24), and necrotizing and/or
fibrinoid vasculitic changes were reported in most cases
(22/24). Leukocytoclasia or leukocytoclastic vasculitis
was explicitly described in 2/24 cases (8.3%). With
respect to vessel size and level within the skin, small-
vessel involvement only was explicitly described in 9/24
cases (37.5%), deep dermis and/or subcutis involvement
only in 3/24 (12.5%), and both in 6/24 (25.0%); in the
remaining 6/24 cases (25.0%), neither was explicitly
stated. DIF/IF was performed in a minority of cases
(n=10), with C3 deposition in vessel walls reported in
2/10 (20.0%) and IgM deposition in 1/10 (10.0%).

Representative unpublished clinical and
histopathological images from a previously reported

case from our institution (22) are shown in Fig. 2 to
provide visual context for the typical presentation of
RCEV.

Treatments and outcomes

Treatment patterns and outcomes are summarized
in Table III. Systemic corticosteroids were the
most commonly reported therapy (21/24, 87.5%).
Other therapies included topical corticosteroids (6/24,
25.0%), dapsone (3/24, 12.5%) and oral antihistamines
(2/24, 8.3%). Other systemic immunomodulatory
agents were each reported in single patients
(oral tacrolimus, methotrexate, azathioprine and
cyclophosphamide; 4/24, 16.7%). Additional adjunctive

Fig. 2. Representative clinical and histopathological findings in a previously reported institutional case of recurrent cutaneous
eosinophilic vasculitis. Representative unpublished clinical and histopathological images from a previously reported case from our institution (22).
(a) Clinical photograph showing multiple palpable purpuric lesions on the anterior aspect of the right lower leg. (b) Low-power histopathological
image showing superficial to mid-dermal perivascular inflammatory infiltrates (hematoxylin-eosin stain; scale bar = 200 μm). (c) High-power
histopathological image showing eosinophil-rich vasculitis with fibrinoid change of dermal vessels (hematoxylin-eosin stain; scale bar = 50 μm).

Table III. Treatments and outcomes

Item Summary

Treatments (any use during the reported course)
  Systemic corticosteroids 21/24 (87.5%)
  Topical corticosteroids 6/24 (25.0%)
  Dapsone 3/24 (12.5%)
  Oral antihistamines 2/24 (8.3%)
  Other systemic immunomodulatory agents (each reported in 1 patient) 4/24 (16.7%) Agents: oral tacrolimus, methotrexate,

azathioprine, cyclophosphamide.
  Other adjunctive agents (reported in small numbers) 7/24 (29.2%) Agents: colchicine, indomethacin,

suplatast tosilate, pentoxifylline, compound
glycyrrhizin, warfarin, aspirin, beraprost.

Systemic corticosteroid regimen, response, and follow-up
  Oral prednisone/prednisolone used 13/24 (54.2%)
  Prednisone/prednisolone initial dose (mg/day), median [range] (n=10) 30 [10–60] mg/day
  Prednisone/prednisolone initial dose (mg/kg/day), median [range] (n=3) 1.0 [0.3–1.0] mg/kg/day
  Prednisone/prednisolone relapse threshold during tapering (mg/day), median [range] (n=7) 5 [2–25] mg/day
  Response to systemic corticosteroids: rapid/prompt improvement (n=21) 14/21 (66.7%)
  Response to systemic corticosteroids: relapse/recurrence during taper/withdrawal/discontinuation (n=21) 15/21 (71.4%)
  Follow-up duration (months), median [range] (n=19) 8 [2–276] months
  No relapse/recurrence at last follow-up (n=19) 7/19 (36.8%)

Values are n/N (%), where N=24 unique cases, unless otherwise specified. Multiagent regimens are counted in multiple rows. Prednisone/prednisolone dose
summaries were calculated among oral users (n=13) and among cases with explicit dose reporting (n shown). Response outcomes were assessed among systemic
corticosteroid-treated cases (n=21). Follow-up summaries were calculated among cases reporting follow-up duration (n=19).
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agents were reported in small numbers (7/24,
29.2%), including colchicine, indomethacin, suplatast
tosilate, pentoxifylline, compound glycyrrhizin and
antithrombotic/vasodilator therapies.

Among cases treated with oral prednisone/
prednisolone (13/24), the median initial dose was
30 mg/day (range 10–60; n=10 with explicit dose
reporting), and the median relapse threshold during
tapering was 5 mg/day (range 2–25; n=7). Rapid
or prompt improvement after systemic corticosteroid
treatment was explicitly described in 14/21 cases
(66.7%), whereas relapse/recurrence during tapering
or after withdrawal was described in 15/21 (71.4%).
Follow-up duration was reported in 19 cases; the
median follow-up was 8 months (range 2–276). At last
follow-up, 7/19 cases (36.8%) had no reported relapse/
recurrence.

DISCUSSION

This systematic review identifies a recognizable
clinicopathologic pattern of RCEV despite the rarity
of the condition and heterogeneity of the published
literature. As the literature consists predominantly
of case reports and small case series, the available
evidence remains limited. Nevertheless, this review has
practical clinical importance because it helps define
the typical presentation of RCEV, clarifies laboratory
and histopathological patterns relevant to differential
diagnosis and highlights the relapse-prone treatment
course that clinicians may encounter in practice.

The patient-level clinical profile suggests that the
condition most commonly presents as a relapsing,
pruritic, purpuric eruption predominantly involving
the lower extremities. While purpura and purpuric
papules/plaques predominate, the cutaneous spectrum
also includes erythematous and edematous lesions,
and a minority of cases exhibit vesiculobullous
changes, mucosal involvement or ulcerative/necrotic
lesions. Although less common, these variants are
clinically important because they can obscure the typical
presentation of RCEV and broaden the differential
diagnosis.

Assessment of extracutaneous organ involvement
is particularly important when differentiating RCEV
from systemic eosinophilic disorders, especially EGPA.
Notably, asthma and/or allergic rhinitis, which are key
clinical clues for EGPA, were not reported among cases
with explicit reporting, and neurologic manifestations
suggestive of EGPA, such as paresthesia or peripheral
neuropathy, were also not documented. No included
report explicitly described subsequent evolution to
EGPA or later ANCA seroconversion, although follow-
up was limited and heterogeneous. Given the overlap
in cutaneous morphology between RCEV and EGPA,
the diagnosis of RCEV remains partly dependent

on exclusion of EGPA at presentation. Therefore,
baseline systemic assessment and continued clinical
reassessment are advisable in practice (26).

Laboratory and immunologic testing was variably
reported, with item-specific denominators because
not all tests were performed or explicitly reported
in all cases. Within these limitations, most cases
with available eosinophil data demonstrated peripheral
eosinophilia, suggesting that eosinophilia is a
common laboratory feature of RCEV. In contrast,
immunologic testing suggests a pattern that may
help in differential diagnosis: ANCA was negative
in all reported cases, and hypocomplementemia was
not reported among cases in which complement
was documented. ANA positivity was observed in a
minority of reported cases and was often weak or
low-titer when specified, emphasizing the need for
cautious interpretation in clinical context.

Histopathology showed a consistent hallmark across
reported cases, with eosinophil-prominent vasculitis
and necrotizing and/or fibrinoid change described in
most cases, whereas leukocytoclasia was explicitly
reported only in a small minority. This contrast
may reflect histopathologic differences from classic
leukocytoclastic vasculitis patterns. The reported size
and level of vascular involvement were variable,
ranging from small-vessel involvement only to deep
dermis/subcutis involvement only, with some cases
showing both patterns. This variability in vascular
involvement may contribute to the heterogeneous
clinical morphology reported across cases. DIF/IF
was performed in a minority of cases. When
performed, deposition of C3 and IgM in vessel
walls was reported only in subsets. Clinically, these
laboratory and pathologic patterns support RCEV
and can help guide the differential diagnosis when
considering EGPA or immune complex-mediated
vasculitides (27).

Although diagnostic criteria for RCEV have been
proposed by Quijano-Gomero et al., consistent
application across the literature has not yet
been achieved (1). The criteria comprise major
clinicopathologic items and supportive minor items,
and define RCEV as either all 3 major criteria plus
at least 1 minor criterion, or 2 major criteria plus
at least 3 minor criteria. Major items include pruritic
erythematous-purpuric plaques/papules, eosinophil-rich
vasculitis with fibrinoid necrosis and response to
systemic and/or high-potency topical corticosteroids,
whereas minor items include edema/angioedema,
eosinophilia, dermoscopic purpuric spots, recurrence
after tapering/discontinuation of corticosteroids and
exclusion of alternative diagnoses.

Our patient-level synthesis suggests that refinement
of the previously proposed criteria may be warranted.
In particular, inclusion of treatment response among
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the major criteria may introduce incorporation bias
in retrospective reports, as cases may be more
readily labeled as RCEV when they respond to
corticosteroids; accordingly, this feature may be better
regarded as a minor supportive item. Conversely,
exclusion of alternative diagnoses, particularly EGPA,
HES, connective tissue disease-associated vasculitis
and drug-induced eosinophilic vasculitis, may be
more appropriately considered a major diagnostic
requirement rather than a minor supportive item. These
findings support a provisional framework in which
all major diagnostic requirements should be fulfilled,
with treatment response retained as a supportive
rather than major feature (Table IV). Prospective
validation is therefore needed to assess the diagnostic
performance and generalizability of this provisional
framework. Although retrospective application of
both frameworks to all included cases would be
of interest, several key items were incompletely
reported in the source literature, particularly systematic
exclusion of alternative diagnoses, dermoscopic
findings and long-term follow-up. Therefore, the
relative applicability of the 2 frameworks could not be
reliably compared in the present review.

Systemic corticosteroids are the dominant therapy
and are often associated with improvement; however,
relapse during tapering or after discontinuation
is frequent among steroid-treated cases. Among
prednisone/prednisolone users with explicit dose
reporting, clinical improvement was generally achieved
at moderate doses, whereas relapse tended to occur at
lower doses during tapering, suggesting corticosteroid
dependence in a subset. Clinicians should therefore
expect relapse during dose reduction and monitor
patients closely, particularly at lower doses.

Adjunctive steroid-sparing therapy may be considered
in relapse-prone cases to minimize cumulative
glucocorticoid exposure, but the supporting evidence
remains limited. Reported agents were used only
sporadically and usually in single patients, making
meaningful comparisons across therapies difficult. At
present, the diversity of attempted therapies appears to
reflect clinical need in relapse-prone disease rather than
evidence-based selection. Prospective data are needed
to clarify when adjunctive therapy should be introduced
and which agents offer the best balance of efficacy and
safety.

Strengths and limitations

This review has several strengths. It used a structured
search strategy with transparent documentation,
extraction at both report and patient levels with explicit
duplicate handling and report-level JBI appraisal. It
also provides a provisional refinement of the previously
proposed diagnostic framework based on structured
patient-level synthesis. At the same time, the findings
should be interpreted with important limitations in
mind. The evidence base consisted almost entirely
of case reports and very small case series; reporting
was heterogeneous; and missing data were common
for clinical history, laboratory variables, immunologic
testing, histopathological details, treatment details and
follow-up. Publication bias is also likely. A further
limitation is that, because RCEV is diagnosed in part
by excluding EGPA and HES, some reported cases may
have represented early or incompletely evolved EGPA
or HES in the setting of limited systemic evaluation
or follow-up. Given these limitations, the reported
clinicopathologic patterns, diagnostic implications and
treatment outcomes should be interpreted with caution.

Conclusion

Overall, 2 findings emerge from the patient-level
synthesis: a characteristic clinicopathologic pattern
and a relapse-prone course during corticosteroid
tapering. Taken together, these observations support
evaluation for extracutaneous involvement and close
monitoring during corticosteroid dose reduction.
Future RCEV research should focus on prospective,
standardized collection of clinically relevant
clinicopathologic features, laboratory data and
longitudinal treatment outcomes to enable validation
of diagnostic criteria and improvement of clinical
management. Collaborative case series or registry-
based studies in RCEV may be particularly valuable.
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Table IV. Provisional refinement of previously proposed
diagnostic framework for recurrent cutaneous eosinophilic
vasculitis

Category Items

Major diagnostic
requirements

1. Pruritic erythematous-purpuric papules/plaques

2. Eosinophil-rich vasculitis with fibrinoid necrosis and
eosinophilic infiltration of the dermis and/or vessel walls

3. Exclusion of alternative diagnoses, particularly EGPA,
HES, connective tissue disease-associated vasculitis, and
drug-induced eosinophilic vasculitis

Minor supportive
items

1. Edema/angioedema
2. Eosinophilia
3. Dermoscopic purpuric spots
4. Response to systemic and/or high-potency topical
corticosteroids
5. Recurrence during corticosteroid tapering or after
withdrawal

Proposed rule: All major diagnostic requirements should be fulfilled. Minor
supportive items may increase diagnostic confidence but are not mandatory.
This framework is intended as a provisional refinement of the previously
proposed criteria based on the present patient-level synthesis and should not
be regarded as a validated diagnostic or classification criterion. Prospective
validation is required.
EGPA:eosinophilic granulomatosis with polyangiitis; HES:hypereosinophilic
syndrome.
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