Letters to the Editor

Macular presentation of primary cutaneous

follicle center lymphoma with an

intermittent clinical course

Sir,

Primary cutaneous follicle center lymphoma is defined as the
neoplastic proliferation of germinal center cells which are
confined to the skin. It is an indolent lymphoma, typically
manifesting as solitary or grouped nodules, plaques, and
tumors, preferentially located preferentially over the scalp
and forehead or on the trunk; however, a clinical variant
characterized by macules or inconspicuous lesions on the
head has recently been described.!

A 52-year-old woman with no relevant medical history
developed an extensive, erythematous macular lesion on
the scalp. Although her condition was initially diagnosed
as seborrheic dermatitis, she did not respond to treatment.
Examination revealed a diffuse, ill-defined, erythematous
macule, with scarce superficial telangiectasias, coexisting
with mild alopecia, over the frontoparietal scalp [Figure 1].
A skin biopsy was done for suspected lupus erythematosus,
angiosarcoma, or lymphoma. Histologic examination
confirmed the diagnosis of follicle center cell lymphoma,
showing a diffuse lymphoid infiltrate with follicular pattern
involving the dermis and subcutaneous fat [Figure 2].
Neoplastic cells stained positive for CD20 and Bcl-6, whereas
staining for Bcl-2 was negative. Lymph node examination,

Figure 1: Diffuse, ill-defined, erythematous macule on the frontoparietal scalp

routine laboratory tests, and a computed tomographic
scan yielded normal findings. Observing the spontaneous
remission of the lesions, it was decided not to perform a
bone marrow biopsy or treatment with radiotherapy. The
patient has been followed up with a strategy involving
watchful waiting and occasional topical steroids. She has
been healthy since her diagnosis 4 years ago, other than the
intermittent disappearance and reappearance of her scalp
lesions [Figure 3].

Primary cutaneous follicle center lymphoma is the most
common subtype of primary cutaneous B-cell lymphoma,
representing about 11%—18% of all primary cutaneous
lymphomas.? It is listed as a specific entity in both the
2005 European Organization for Research and Treatment
of Cancer-World Health Organization (WHO) classification
of primary cutaneous lymphomas and the 2016 WHO
classification of tumors of hematopoietic and lymphoid
tissues. It presents clinically with erythematous plaques and
tumors, located predominantly over the head and neck, and
on the trunk, even though atypical presentations have been
described. Massone et al. reported 18 patients presenting
with multiple erythematous, miliary, and agminated papules
located on the head and neck area,® difficult to differentiate

Figure 2a: Diffuse lymphoid infiltrate involving the dermis and subcutaneous
fat (H and E, x40)
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Figure 2b: Aggregates of follicular lymphocytes admixed with small
lymphocytes (H and E, x400)
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Figure 2d: Positivity of lymphocytes for Bel-6 (H and E, x100)

from other conditions including rosacea, lupus miliaris
disseminatus faciei, and acne.* Moreover, Kluk et al. described
a case of primary cutaneous follicle center lymphoma which
presented with scarring alopecia.® Recently, Massone et al.
reported a series of 11 patients and 2 with secondary cutaneous
follicle center lymphoma presenting with diffuse, ill-defined,
partly hypochromic, partly erythematous macules or with
inconspicuous lesions located predominantly on the scalp and
forehead, very similar to those of our patient.' This atypical
clinical presentation of follicle center lymphoma poses a
major diagnostic challenge. The differential diagnoses are
extensive and, include several inflammatory skin conditions
such as erysipelas, rosacea, temporal arteritis, macular
sarcoidosis, lupus erythematosus, androgenetic or scarring
alopecia, Borrelia infection, and neoplastic conditions such
as cutaneous metastases or angiosarcoma.' In fact, the final
diagnosis could be established only upon histopathological
examination and immunohistochemistry, which show the
same features than more conventional presentations of the
disease, allowing a precise diagnosis and classification.
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Figure 2e: The follicular lymphocytes are negative for Bel-2 (H and E, x100)
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Besides posing a diagnostic challenge, the presence of diffuse,
ill-defined macules poses another challenge - therapeutic.
The extent of the lesions is not clearly visible, and their size
makes a surgical or interventional approach, unfeasible.
Radiotherapy or rituximab may be valid alternatives and
the ‘watchful waiting® approach represents a possible
management strategy as well.! Primary cutaneous follicle
center lymphoma is considered indolent and its course is
generally benign, with a survival rate of >95% at 5 years. In
our case, we highlight the intermittent clinical course, with
spontaneous remissions without treatment and recurrence of
the lesions on several occasions.

In conclusion, we report a new case of primary cutaneous
follicle center lymphoma, showing an atypical clinical
presentation characterized by macular lesions, of difficult
clinical diagnoses, and an intermittent clinical course.
Dermatologists should be aware of this clinical variant of
follicle center lymphoma, to establish an early diagnosis and
institute appropriate treatment.
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Figure 3a: Complete disappearance of the lesion without treatment
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