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F, 25
According to the patient 
itchy lesions on the face 
and neck for some days. 
Atopic diathesis.

A biopsy is taken. 
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Follicular mucinosis 
in atopic dermatitis



F, 49

F, 49
Lesions on the face and neck for 2 months. 
A biopsy is taken. 



Follicular mucinosis 
in atopic dermatitis
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(Consultation Dr. Werner, Curitiba)
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(   , )(Consultation Dr. Werner, Curitiba)

Follicular mucinosis
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(Consultation Dr. Werner, Curitiba)



(Pictures courtesy Dr. Werner, Curitiba)
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M, 22 (A&W, 30 years)
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MF-associated follicular mucinosis Solitary ("benign") follicular mucinosis



• "Benign" alopecia mucinosa presents almost exclusively as
solitary lesions on the face in children or young adults

• Clinically and histopathologically indistinguishable from
pilotropic MF; approx. 50% of cases monoclonal

• The exact classification of "benign" alopecia mucinosa is still 
a matter of debate

• Avoid overdiagnosis/overtreatment (watchful waiting
advisable)

"Benign" follicular mucinosis



F, 41
According to the patient 
localized alopecia on 
the right eyebrow for 
several months.
A biopsy is taken. 





1st presentation 3 years later (1 month PUVA + several weeks local steroids)



F, 18 (A&W, 15 years)



M, 14 (A&W, 12 years)



F, 13 (A&W, 19 years)



F, 33
Erythematous patches on the trunk and extremities for the last 4 years.

"Idiopathic" generalized follicular mucinosis ?



1976



1985



Died of MF, 
November 
1989



• "Idiopathic" generalized follicular mucinosis is a form of 
early pilotropic MF

• Course and prognosis similar to early "conventional" MF, 
but response to skin-directed treatment may be less 
pronounced and/or more delayed

• Avoid aggressive treatment; manage as other cases of early 
MF, eventually with the association of systemic retinoids to 
other standard options

"Idiopathic" generalized follicular mucinosis



"Primary" follicular mucinosis (no MF or Sèzary)
n=20 (M:F = 1:3; mean age 39 years; range 12-64)
62% with solitary lesion
61% lesion(s) on the head & neck area

CTCL-associated follicular mucinosis
n=11 (M:F = 2:1; mean age 54 years; range 44-71)
100% with multiple lesions 
28% lesions on the head & neck area



"Criteria previously reported to 
differentiate idiopathic from 
lymphoma-associated FM 
proved ineffective. (...) 
idiopathic FM may represent a 
form of localized cutaneous T-
cell lymphoma."



PPrimary follicular mucinosis is an idiopathic benign form of the disease, apparently not linked to lymphoma. Clinically, it 
presents as an acute or subacute eruption in children and young adults and is characterized by one or several pink plaques, 
often composed of grouped follicular papules. There may be associated scale, and lesions are limited to the face and scalp 
and are associated with alopecia. Papulonodules, annular plaques, folliculitis, follicular spines, and acneiform eruptions have 
also been described. A second type of follicular mucinosis, characterized by: (1) a more generalized distribution (extremities, 
trunk and face; (2) larger and more numerous plaques; (3) a chronic clinical course; and (4) occurrence in a slightly older age 
group, is probably best regarded as a secondary follicular mucinosis associated with atopic dermatitis or cutaneous T cell 
lymphoma, rather than a primary condition. (…)
The differentiation between primary follicular mucinosis and mycosis fungoides-associated follicular mucinosis is very difficult, 
and there is no single reliable criterion. Although the existence of a primary form of follicular mucinosis has been questioned 
by some authors (who consider it as an “indolent” localized form of cutaneous T cell lymphoma), features in favor of a 
primary form are the young age of the patient, a solitary plaque or limited number of lesions in the head and neck region, 
spontaneous resolution, and the absence histologically of epidermotropism and atypical lymphocytes. Detection of clonal T 
cell gene rearrangements does not seem to help differentiate the two types. 



11 patients (age: 11-19)
10 patients with follow-up data
Mean follow-up: 4,9 years (median: 4,5)
3 patients developed MF (30%)
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F, 12



M, 7



• Solitary/localized lesions are localized mostly on the face and have 
a benign course; by contrast, generalized "idiopathic" follicular 
mucinosis in children is a variant of early MF (my opinion)

• Significance of multiple facial lesions not well understood

• Children and adolescents may present with the benign or 
"generalized idiopathic" forms, or may show inequivocable signs 
of MF associated with follicular mucinosis

• Besides presentation as a solitary lesion, no reliable 
clinicopathologic criteria exist to distinguish "benign" follicular 
mucinosis from the MF-associated form

Pediatric follicular mucinosis & mycosis fungoides





6 cases (2M, 4F)
Age: 8, 10, 11, 29, 30, 64
Location: 
Scalp
Eyebrow
Cheek
Chin, Cheek
Head & Neck, Chest
Generalized



1st description ??



Giovannini S, Arch Derm Syphil 1906, 78, 1-20



C. Kreibich, Arch. f. Dermatologie u. Syphilis. 1926;150:243-248

"Es kann natürlich nach beiden obigen Fallen nicht verallgemeinert werden, 
dab die Brocqsche Krankheit immer ein "Myxerythem" ist, aber es ist die 
Anregung geboten, daraufhin zu untersuchen."



Lehner E & Szodoray L. 
Derm Wochenschr 1939;108:678-685







Unusual 
clinicopathological variants

of follicular mucinosis



MM, 37
According to the patient skin lesions for approximately 4 years, mostly asymptomatic (?). Improvement under the 
sun. Previous treatments with doxycycline, UVB 311nm, tacrolimus ointment and local steroids without 
improvement; at present 3x guselkumab (last time 3 months before presentation).
Two biopsies are taken (right lower arm, abdomen).





CD5

CD30

Adnexotropic MF



Partly hypopigmented, partly erythematous lesions

Focal alopecia



MM, 58

History of solitary CD30+ cutaneous lymphoproliferative disorder 
of the lower lip 9 years before presentation (CR after biopsy). 

Itchy skin lesions starting after a holiday in Brazil 6 months 
previously (no mention of skin lesions in a visit 9 months before 
for a venous thrombosis of the left leg). Ear lesions for 3 weeks.

Four biopsies are taken from the scalp, left breast, left flank and 
right back. A fifth biopsy from the external ear canal had been 
taken one day previously by an otorhinolaryngologist.
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CK



Adnexotropic mycosis fungoides



Biopsy taken 9 years previously

CD2

CD3

CD4

CD5

CD8

TIA1

Ki67

CD30



M, 41



2 years later



6 years later





1st presentation 6 years later

1st presentation

6 years later



M, 41

Itchy lesions with 
alopecia of the face for 
>2 years; itchy 
eczematous lesions 
with partial 
impetiginization on the 
trunk and extremities 
for some months.





3 months later





4 years later







Rapid progression in 4 years



Alopecia in pilotropic MF is reversible

"Pilotropic" MF is commonly syringotropic
as well (and pilotropism may be minimal 

or absent in some biopsies)
Pilotropic MF may present also 
"conventional" lesions of MF



M, 32
According to the patient asymptomatic skin 
lesions starting on the breast 7-8 months 
before observation. 





CD3 CD8

Mycosis fungoides
interstitial; clinically pilotropic



Clinical clues

Alopecia Atrophic, parchment-
like surface

Follicular plugs



MM, 47
Patient comes from a neighboring country. 
History of surgical excision of a lesion on the lateral 
aspect of the right knee with prolongued wound 
healing, reported as "tumoral T-cell proliferation, 
probably MF".
Subsequently alopecia and onset of lesions on the 
right sole. In the last 3 months ichthyosiform skin 
lesions on the legs.
Scaly lesions on the palms since years.
At present treated with acitretin; previously MTX, 
PUVA without improvement.
Two biopsies are taken (scalp, leg).







Original biopsy







Adnexotropic mycosis fungoides

CD3



Adnexotropic & neurotropic mycosis fungoides

CD3





F, 47
Asymptomatic papular lesions on the trunk for a few years.







1st presentation 12 years later



Anetodermic follicular mucinosis

• Rare cases of anetodermic MF have been described (MF 
with secondary anetoderma)

• Anetoderma in follicular mucinosis exceedingly rare
• Follicular mucinosis with secondary anetoderma or 

anetoderma related to other conditions and with "non-
specific" follicular mucinosis? The distribution of the lesions 
and the finding of follicular mucinosis in different biopsies 
point to a primary follicular mucinosis; the follow-up with 
similar lesions 12 years later confirms the diagnosis





M, 25
Generalized hypopigmented lesions on the trunk and upper extremities for some months.

(Consultation Dr. Luca Muscardin, Roma)





F, 58
According to the patient 
hair loss "for a long time". 
Generalized lesions on the 
back and upper extremities 
for 1 week. Allergic rhinitis. 
An external biopsy taken a 
few weeks before 
presentation was reported 
as follicular mucinosis.
A new biopsy is taken. 





Complete regrowth of hairs on the scalp and resolution of lesions on the trunk and upper 
extremities following 1 year of PUVA treatment. No new lesions (follow-up: 2 months)



M, 14
According to the patient partly 
erythematous, partly hypopigmented 
lesions on the face, trunk and upper 
extremities for 6 months.

A biopsy is taken.







F, 41
Skin lesions on the 
trunk and upper 
extremities for 
approximately 9 
months. No 
improvement with 
local steroids and 
local tacrolimus.

A biopsy is taken.





M, age unknown



Skin colored & hypopigmented follicular mucinosis

• Lesions of generalized follicular mucinosis may be 
characterized by the lack of an erythematous component, 
or may be hypopigmented

• This clinical presentation may be compared conceptually to 
hypopigmented mycosis fungoides; association to clear-cut 
MF yet unclear

• Histopathologically no differences with conventional 
follicular mucinosis





(Consultation Dr. Misciali, Bologna)



(Courtesy Dr. Cota, Roma)

5 months later





Patchy, irregular alopecia in adnexotropic mycosis fungoides



M, 56 "Milia en plaque" in mycosis fungoides with cysts and comedones



MM, 19
According to the patient lesion on 
the chin for 5 years, followed one 
year later by lesions on the trunk 
and extremities. Three previous 
external biopsies had been 
interpreted as pseudolymphoma.

Two new biopsies are taken (back, 
left upper arm); the old biopsies 
are reviewed.



CD3New biopsy #1



New biopsy #2



Old biopsy #1



Old biopsy #2



Old biopsy #3



Adnexotropic mycosis fungoides



1st presentation 3 years later



M, 58
Rapid relapse and generalization after Rx therapy 
of a solitary MF lesion

(Consultation Dr. Laimer, Salzburg)
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Previous biopsies



Pilotropic MF without visible hair follicles
In some cases of pilotropic MF, hair follicles may be 
"wiped off" by the lymphoid infiltrate (and 
sometimes replaced by a granulomatous infiltrate).





Acneiform pilotropic mycosis fungoides





1997 2000



M, 39
According to the patient 
lesions on the face for 
approximately 2 weeks. 
No improvement with 
oral antibiotics.

A biopsy is taken.



Acneiform follicular mucinosis



MM, 28
According to the patient 
slightly itchy lesions on the 
face for approximately 1 
year.
A biopsy is taken.



Acneiform follicular mucinosis



3 months later



F, 56
According to the patient erythematous, itchy papules on the neck for 10 months. No other complaints.
Consultation Dr. Thai Yen Ly (Halifax, Canada)





Biopsy #1



Biopsy #2

Acneiform follicular mucinosis 
& lupus miliaris disseminatus faciei



Acneiform follicular mucinosis with focal 
lupus miliaris disseminatus faciei-like reaction



Torres T, et al. EJD, 2010



F, 60
Multiple closed 
comedones 
("whiteheads") on the 
head & neck with some 
features of "milia en 
plaques"; partly 
inflamed comedo-like 
follicles on the trunk. 

Consultation 
Dr. H. Beltraminelli, Locarno



Acneiform & comedogenic MF



Comedogenic MF



M, 71

Miliary cysts on the 
trunk and upper 
extremities of 
unknown duration.

A biopsy is taken.



Acneiform & comedogenic MF
(with syringotropism)



Acneiform & comedogenic pilotropic mycosis fungoides
• Lesions located to the hair follicles only may resemble an acneiform 

dermatitis clinically; Onset of small cysts and comedones can be 
observed rarely in long-standing pilotropic MF

• In my opinion, cases with acneiform follicular mucinosis located on 
the head & neck only should not be classified as pilotropic MF – but 
long-standing follow-up is mandatory!

• Cysts characterized histopathologically by a dense lymphoid infiltrate 
with epitheliotropic lymphocytes should rise suspicion of possible 
pilotropic MF (but dense pilotropic / perifollicular infiltrates are not 
specific for MF !)

• Clue (if present): syringotropism & syringometaplasia





M, 25



Is acneiform / comedogenic / hyperkeratotic / cystic follicular mucinosis always MF ? 
In my opinion, most cases of acneiform follicular mucinosis (and variants) restricted to the 
head & neck are not associated with clear-cut MF; on the other hand, most patients with 
generalized acneiform lesions, comedones and cysts have MF. Histopathological features of 
head & neck vs. generalized cases are indistinguishable.





F, 76
According to the patient lesions on the trunk and upper extremities for 
approximately 5 years.
A biopsy is taken.



Mycosis fungoides
with epidermal mucinosis



M, 61



F, 64
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Clinicopathologic variant of mycosis fungoides; 
sometimes solitary lesions
Clinical manifestations oft different from 
"conventional" MF
Prominent involvement of the eccrine glands; 
syringometaplasia
Oft concomitant involvement of the hair 
follicles (syringotropic-pilotropic MF; 
"syringolymphoid hyperplasia with alopecia")



F, 33
According to the patient "eczematous dermatitis" for 
approximately 5 years.
Consultation Dr. Sebastiana Boi & Dr. Giuseppe Zumiani (Trento, Italy)



CD3 pan-CK



M, 64
According to the patient skin lesions on the upper and lower extremities present for years.







Syringotropic mycosis fungoides



1st presentation

5 years later

New biopsy





1st presentation 5 years later



M, 83
According to the 
patient "swelling" of 
the face for a few 
days. No improvement 
after 1 week of oral 
antibiotics.





2 years later (85)



M, 58
According to the patient 
"eczematous dermatitis" 
for approximately 5 
years.
Consultation Dr. Fabio Facchetti 
(Brescia, Italy)





Syringotropic MF is a 
variant of MF with 
peculiar clinical features, 
and with histopathological 
features completely 
different from the band-
like, epidermotropic  
infiltrate seen in 
"conventional" MF 





M, 10
Two plaques of "lichen 
spinulosus" on the right 
lumbal region and right 
shoulder.

Two biopsies are taken.

(Courtesy of L. Requena, Madrid)
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Criteria arguing against lichen spinulosus
Prominent follicular mucinosis in two distinct biopsies; Absence of follicular hyperkeratosis and 
dilated follicular opening; Presence of many pilotropic lymphocytes

CD3



Protean clinicopathologic spectrum of adnexotropic MF



Adnexotropic mycosis fungoides
• A variant observed in all ages including children; pilotropic & syringotropic 

patterns may be present in the same lesion
• Clinical as well as histopathological features oft different from "conventional" MF, 

and a source of diagnostic pitfall
• Solitary lesions on the face considered "benign"; however, classification of "benign 

alopecia mucinosa" yet unclear (and debated)
• Morphological, phenotypic and molecular features don't allow to separate MF-

associated cases from "benign" ones
• Destruction of adnexal structures may result in granulomatous infiltrates, fibrosis, 

edema; sometimes the adnexotropic pattern may be inferred only from the 
architecture of the infiltrate (adnexal structures wiped off by neoplastic cells)

• In "benign" cases (children and adolescents; lesions restricted to the head & neck): 
conservative approach; avoid aggressive treatment


