Self-healing juvenile cutaneous
mucinosis: Clinical and histopathologic
findings of 9 patients
The relevance of long-term follow-up
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Background: Self-healing juvenile cutaneous mucinosis (SHJCM) is a rare disorder, and its pathogenesis
and long-term prognosis are unknown.
Objective: To elucidate the clinical and histopathologic characteristics, pathogenesis, and outcome in
patients with SHJCM.
Methods: Retrospective study of 9 patients with SHCJM. To complement initial findings, data collection
forms were sent to the referring physicians.
Results: All patients had an acute onset of firm nodules. Of the 9 patients, 6 presented initially with waxy
papules on the dorsum of the hands; 5 suffered from periorbital edema, and 6 had a febrile prodrome.
Histopathologic assessment of the papules revealed dermal mucin deposition, whereas the nodules showed
proliferative fasciitis-like features or nonspecific chronic lobular panniculitis. Laboratory studies elicited
evidence of active viral infection in 2 patients (human herpes virus 6 and rotavirus). Seven cases had
spontaneous resolution within 6 months, and 2 patients with incomplete resolution showed subsequent
transition to fibroblastic rheumatism and an autoinflammatory rheumatologic disease, respectively.
Limitations: This was a retrospective study with incomplete data from referring physicians.
Conclusions: Although spontaneous complete regression is expected, patients with SHJCM need
long-term follow-up because of the possible development of dematorheumatolgic conditions.
The pathogenetic role of microbial agents deserves further investigation. ( J Am Acad Dermatol
2018;78:1164-70.)
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papular mucinosis; self-healing juvenile cutaneous mucinosis.
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Self-healing juvenile cutaneous mucinosis (SHJCM)
occurred suddenly 3 to 10 days after prodrome onset
is a rare pediatric disease.1-15 It has been considered a
and became widespread within a few days.
subtype of localized lichen myxedematosus or an
All the children presented with subcutaneous
entity sui generis.16 SHJCM typically presents in an
noninflammatory nodules (\10) involving the head
otherwise healthy child with an acute eruption of
(n = 5 [56%]), hands (n = 3 [33%]), elbows (n = 2
waxy papules and deep nodules on the head, trunk,
[22%]) (Fig 1), armpits (n = 4 [44%]), and knees (n = 4
periarticular regions, and periorbital edema without
[44%]). The nodules were painful in 5 children.
paraproteinemia or thyroid
Additional nontender ivorydysfunction. A few cases of
white papules (Fig 2) were
CAPSULE SUMMARY
SHJCM have been described
documented in 6 patients
in adults.17-19 An infectious
(67%) at disease onset (each
Self-healing juvenile cutaneous
origin has been suggested.3,5,7
with [10) or during evolumucinosis presents with an acute
The disease resolves spontation in the others; they were
eruption of waxy papules, nodules,
neously and completely
found on the hands (89%),
periorbital edema, and systemic
within weeks or months,
head (67%), trunk (22%), and
symptoms.
usually without sequelae.
in 1 case (11%) on either the
Most patients experience spontaneous
We conducted a retrospecankle or elbow. Five patients
resolution.
tive study focused on the
(56%) had periorbital edema,
clinical and pathologic charasthenia and arthralgia were
Although spontaneous resolution is
acteristics of patients with
present in 5 (56%), and night
expected, patients require long-term
SHJCM and their outcome.
sweats were present in 1
follow-up for the possible development
(11%).
of a dermatorheumatologic condition.
Histopathologic examinaMETHODS
tion (Fig 3, A) of the
Diagnosis of SHJCM was
papules revealed papular mucinosis with edema in
based on the reported criteria.20
the papillary dermis and fibroblast proliferation; the
mucinous deposits were stained by Alcian blue at pH
Histopathology
2.5 (Fig 3, B) but not at pH 0.5. The subcutaneous
Histopathologic assessment of skin biopsy
nodules showed either a subcutaneous edematous
specimens was performed in 2 reference centers.
area with fibroblasts and myofibroblasts associated
Specimens were stained with hematoxylin and
with ganglion-like giant cells; a pattern resembling
eosin and Alcian blue solution at pH 2.5 and pH
proliferative fasciitis (43%); or a nonspecific aspect of
0.5. Immunohistochemical processing comprised
lobular panniculitis with thickened interlobular
determination of expression of smooth muscle actin,
septa, fibroblastic and gangliocyte-like cells, slight
calponin, CD 68, and CD163.
lymphocytic inflammation, small capillaries, and
partial fat tissue replacement by fibrosis (57%).
Clinical records
Alcian blue was focally detected on the edematous
An identical data collection form including 42
areas of the fasciitis-like lesions and was constantly
items on characteristics, disease evolution, and
positive in panniculitis lesions and, in some specitreatment response was sent for completion to the
mens, in the papillary dermis (Fig 4, A and B).
referring physicians.
Smooth muscle actin and calponin were expressed
by myofibroblasts and some ganglion-like cells, and
RESULTS
certain spindle-shaped cells stained positive for
A total of 9 children (5 female and 4 male) with a
CD163 or CD68 (Fig 5). The biopsy specimens
correlated clinical and pathologic diagnosis of
were obtained in the acute stage, with all specimens
SHJCM were included in the analysis (Table I):
showing remarkably similar histopathologic
5 were white, 3 were North African (comprising
characteristics.
1 consanguineous family), and 1 was Middle Eastern.
Laboratory findings revealed lymphocytosis
Their mean age was 38 months (range,
(8.8-12.2 3 109/L), eosinophilia (0.6-1.1 3 109/L),
14-84 months). Three cases were previously
and an elevated sedimentation rate in 3 patients
reported.3 No relevant family history was recorded.
(26-40 mm/h), with an elevated C-reactive protein
Before appearance of their symptoms, all the
level noted in 2 (10-200 mg/L). In all patients,
children were in good health. A febrile prodromal
hepatic, renal, and thyroid investigations were
stage was documented in 6 patients (67%): sore
normal; monoclonal gammopathy was not present.
throat (4 of 6), limping (2 of 6), and otitis media and
In 2 patients, an active viral infection (human
diarrhea (1 of 6) (Table I). The cutaneous lesions
d

d

d
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Abbreviation used:
SHJCM:

self-healing juvenile cutaneous mucinosis

herpesvirus 6 and rotavirus, respectively) was
detected in blood by polymerase chain reaction.
Viral investigations were negative in the others. In 2
patients, whole-body magnetic resonance imaging
was performed, providing visualization of multiple
subcutaneous nodules in periarticular areas. Various
other imaging techniques such as joint sonography,
osteoarticular radiographs, bone scintigraphy, and
computed tomography of the trunk did not reveal
any characteristic findings.
Complete resolution was observed in 7 patients
(78%) within an average of 6 months (range,
2-12 months). One child was treated with systemic
corticosteroids (prednisone 1 mg/kg for 2 months),
which resulted in less painful nodules. Ibuprofen
treatment in a child did not demonstrate any
noteworthy effects. Two patients experienced
incomplete resolution. In 1, the nodules partially
regressed after 4 months (child 7 in Table I). At
month 13 of follow-up, after almost complete
remission, new nodules were noted, with the
progressive development of an erosive polyarthritis
involving the peripheral joints and sclerodactyly
and transition into fibroblastic rheumatism.
Improvement in the polyarthritis was achieved by
means of a combination therapy of ibuprofen,
methotrexate, and infliximab. In the second child
(child 9 in Table I), rapid regression of nodules,
arthralgia, and fever were achieved after 9 days with
corticosteroid therapy (methylprednisolone bolus of
1 g/1.7 m2 for 3 days, then prednisone at 2 mg/kg/d)
and methotrexate. After 1 year of complete
remission, transition to an autoinflammatory
rheumatologic disease with joint contractures,
persistent fever, hepatosplenomegaly, pleuritis, and
elevated inflammatory parameters was observed.
All symptoms regressed with systemic therapy
combining corticosteroids and an antieinterleukin
1 receptor antagonist. No other patient experienced
relapse during follow-up (median follow-up time,
34.5 months; range, 6-66 months).

DISCUSSION
Diagnosis of SHJCM is based on a combination of
clinical and histopathologic features of the papules
and nodules. In previous studies, histopathology of
dermal papular lesions showing edema, increased
fibroblasts, and mucinous deposits was more often
described than nodules.9,21 Nonetheless, nodules
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represent a common clinical feature, possibly
occurring before papules, as seen in 2 of our
patients. In the absence of mucinous papules,
diagnosis of SHJCM is more challenging, as
histopathologic examination of the nodules reveals
a proliferative fasciitis or features of lobular
panniculitis. As the presentation of SHJCM can be
alarming, confident clinical diagnosis, along with
histopathologic confirmation, appears crucial to
prevent unnecessary diagnostic testing and
aggressive treatment. A biopsy to rule out malignant
diseases is considered mandatory, especially
when nodules manifest before the occurrence of
cutaneous papules.
We propose the following features as the main
criteria of SHJCM: (1) acute eruption of multiple
papules (affecting the hand, head, trunk, elbows,
and ankles) and subcutaneous nodules on the face
and in periarticular areas; (2) histopathology
characterized by mucin dermal deposition in the
papules and proliferative fasciitis-like features
or lobular panniculitis, with increased mucin
deposition in the nodules; (3) periorbital edema;
(4) systemic symptoms such as fever, arthralgia,
weakness, and muscle tenderness in the absence of
paraproteinemia, bone marrow plasmocytosis, and
thyroid dysfunction; and (5) spontaneous resolution
in a period ranging from a few weeks to several
months (usually 2 to 8 months).
Other mucinoses may considered as a possible
differential diagnosis. Cutaneous mucinosis of
infancy presents with numerous small papules
without nodules and systemic symptoms.
Fibroblastic rheumatism shows firm papules and
nodules of sudden onset with erosive polyarthritis
and sclerodactyly. Juvenile hyaline fibromatosis, a
hereditary disorder characterized by papulonodular
skin lesions, osteolytic defects, flexion contractures,
and gingival hyperplasia, has to be considered. The
association of skin nodules and polyarthritis is also
found in rheumatoid arthritis and multicentric
reticulohistiocytosis.
The exact cause of mucin deposition in SHJCM
remains unclear. In patients suffering from
rheumatoid arthritis, dermal hyaluronic acid
depositions were described, suggesting that intradermal synovial cells may induce characteristic nodule
development.22 Yokoyama and Muto reported an
adult patient with both rheumatoid arthritis and
SHJCM, concluding that dermal mucin deposition
may be accounted for by dermal CD341 or FXIIIa1
dendritic cells and tryptase-positive mast cells in
perilesional areas.19 As nodules and papules affect
periarticular areas in most patients with SHJCM, we
consider the hypothesis that dermal or subcutaneous
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Table I. Characteristics of children with self-healing juvenile cutaneous mucinosis
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Anti-SSA, Anti-Sjogren’s syndrome A; CRP, c-reactive protein; F, female; HHV6, human herpesvirus 6; M, male; NA, not applicable.
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Fig 2. Self-healing juvenile cutaneous mucinosis. Nontender ivory-white papular lesions on the hand.

mucin deposition could be a response to underlying
joint inflammation. In 2 previously reported SHJCM
cases, increased aldolase levels, inability to walk, and
muscle weakness evoked a relationship with juvenile
dermatomyositis, another mucinous condition.7,10
Our clinical and laboratory examinations produced
no signs of connective tissue disease, nor did they find
supporting arguments for other diseases sporadically
described in the context of SHJCM.18,19,21 In 2 case
reports positive Bartonella titers were discussed in 3
patients, but with a final diagnosis of bacillary
angiomatosis (after skin biopsy) in 1 patient23 and
without any relevant conclusion in the other 2.9 A viral
origin of SHJCM has also been considered. The
confirmation of active viral diseases, rotavirus, and
human herpesvirus 6, by polymerase chain reaction
in 2 of our patients strengthens this theory. Moreover,
several cases were reported to occur after upper
respiratory tract infection.3,5,7
Despite an almost complete remission of skin and
systemic symptoms, 2 children in our series experienced a transition to an inflammatory dermatologicrheumatologic condition within 1 year. Fibroblastic
rheumatism was diagnosed in 1 of them, and an
autoinflammatory rheumatologic condition was diagnosed in the other. We were unable to detect any
specific characteristics enabling us to distinguish between SHJCM and early manifestations of these
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Fig 3. Self-healing juvenile cutaneous mucinosis. A, The mid dermis shows clarification and
contains numerous small fibroblasts. In contrast the papillary dermis is normal. B, Alcian blue
staining demonstrating large amounts of mucin in the dermis. (Hematoxylin and eosin stain;
original magnification: 3100.)

Fig 4. Self-healing juvenile cutaneous mucinosis. A, Biopsy specimen of a subcutaneous
nodule showing an edematous area corresponding to mucin deposition. B, Observable in this
area are fibroblasts and myofibroblasts associated with ganglion-like giant cells, a pattern
resembling a proliferative fasciitis. (Hematoxylin and eosin stain; original magnifications: A,
3200; B, 3400.)

monitoring modalities in the absence of prognostic
markers. We recommend at least semiannual
follow-up for 2 years followed by annual follow-up
for another 2 years, and we underline the importance
of informing the treating pediatrician or general
practitioner of this possible evolution. The pathogenetic role of microbial agents deserves further
investigation.

Fig 5. Self-healing juvenile cutaneous mucinosis. Immunohistochemistry with anti-CD163 that shows positivity of
most cells. (Original magnification: 3400.)

chronic rheumatologic disorders. Therefore, we
recommend long-term follow-up of patients with
SHJCM, even if they are well with complete
remission. It is difficult to define precisely the best
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