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Dear Editor,

Morbihan disease (MD) is a rare condition affecting mainly middle-aged Caucasian adults,
characterized by persistent swelling of the upper face. First described in 1956, it was named by Gorin
et al. in 1991 after a French patient from the Morbihan region.!? The etiology remains unclear and is
likely multifactorial, involving lymphatic drainage impairment and chronic vascular inflammation,
supporting its association with rosacea.”* Histological findings parallel those of rosacea,
characterized by perivascular and inflammatory infiltrates, dermal edema, and sebaceous gland
hyperplasia.?> Diagnosis relies on clinical features and ruling out other conditions that look similar.!-
4 MD is notoriously resistant to many treatments, including corticosteroids and antihistamines, and
there is no universally accepted effective therapy.*® We report a case of Morbihan disease in a non-
Caucasian patient successfully treated with oral isotretinoin, highlighting the diagnostic and
therapeutic challenges and contributing to the ongoing debate on its relationship with rosacea.

A 56-year-old previously healthy Mauritian man presented with a two-year history of progressive
facial swelling, preceded by erythema that had begun a decade earlier. He denied pain or pruritus,
and previous corticosteroid therapy had been ineffective. Dermatological examination revealed
persistent erythematous, non-pitting edema involving the cheeks, nose, and right lower eyelid,
resulting in incomplete opening of the right eye. Associated findings included erythema,
telangiectasias, and papulopustular lesions (Figure 1A). Laboratory and instrumental investigations
were within normal limits or negative. Histopathological examination was not performed due to the
patient’s refusal. A diagnosis of Morbihan disease was established.

Oral isotretinoin was initiated at 20 mg daily. After four months, marked improvement was observed,
with residual edema limited to the lower right eyelid. The dose was tapered (20 mg every other day),
and topical tacrolimus 0.1% ointment was added three times weekly.

After an additional four months, complete resolution was achieved (Figure 1B); only a mild residual
erythema of the cheeks was observed on dermoscopy (Figure 1C). The patient remains in follow-up
(18 months) and provided informed consent for publication.

Due to its rarity and clinical overlap with other dermatoses, MD remains a diagnostic challenge.
Differential diagnoses include inflammatory, infectious, iatrogenic, neoplastic, and hereditary

4 such as Melkersson-Rosenthal syndrome, dermatomyositis, sarcoidosis, erysipelas,

causes,
cutaneous lymphomas, and thyroid disease.

Melkersson-Rosenthal syndrome, a rare disorder characterized by orofacial edema, facial nerve palsy,
and tongue fissuring, was excluded based on persistent edema rather than recurrence and absence of

facial palsy.!->7



Dermatomyositis, an idiopathic inflammatory disease with cutaneous manifestations associated with
muscle involvement and systemic complications, was also excluded due to the absence of muscle
symptoms and normal laboratory (anti-nuclear and extractable nuclear antigen antibodies, creatine
phosphokinase) and chest X-ray findings.!-3

Cutaneous sarcoidosis, a multisystem granulomatous disease requiring histological confirmation, was
ruled out considering the absence of respiratory symptoms and normal angiotensin-converting
enzyme levels and chest X-ray.!

Cutaneous lymphoma was considered unlikely given the lack of systemic involvement and complete
therapeutic response.® Thyroid disease was excluded based on normal laboratory results.!

Infectious causes of periorbital edema, such as Epstein-Barr virus infection (Hoagland’s sign)® and
bacterial periorbital cellulitis,! were unlikely given the non-acute presentation and absence of fever.!
MD should be distinguished from lymphedema. Secondary lymphedema is most commonly caused
by filariasis worldwide and by malignancy in developed countries.!* In our patient, filaria was
unlikely given his long-term residence in Italy, and cutaneous metastasis was considered unlikely
given the gradual, bilateral onset, absence of systemic involvement, and lack of prior oncologic
surgery.

This case is notable for the patient’s ethnicity and the excellent response to first-line therapy, which
allowed treatment to be maintained unchanged over time. Although histopathology was not
performed in our patient, the clinical presentation and favorable response to oral isotretinoin
supported the diagnosis.

Most studies on MD involve Caucasian patients, suggesting possible under-recognition in darker
phototypes due to the difficulty in detecting erythema and differences in UV susceptibility.® Similarly,
rosacea is less frequently reported in darker skin, likely leading to delayed diagnosis and increased
morbidity.!°

Current evidence suggests that MD may represent a variant or complication of rosacea; however, this
remains debated, as it can occur in the absence of typical rosacea features. Unlike rosacea, where
small intestinal bacterial overgrowth and Helicobacter pylori infection are more prevalent,'” these
gastrointestinal conditions have not been investigated in MD. !

Based on previous literature reviews,>*® tetracyclines and isotretinoin emerged as the most effective
oral therapies. Topical agents such as tacrolimus and ivermectin may be considered when systemic
therapies are not feasible. Overall, data from the literature>® and the present case report showed that
clinical features and treatment outcomes in non-Caucasian patients with MD are comparable to those

reported in Western populations.



In conclusion, MD can lead to significant functional and aesthetic impairment. It remains a diagnostic
and therapeutic challenge, and greater clinical awareness across all phototypes is essential to avoid

misdiagnosis and inappropriate management.
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Figure 1. A) Erythematous, non-pitting edema affecting the cheeks, the nose and the right lower
eyelid, preventing the patient from fully opening the right eye; erythema, telangiectasia, and a few
papulopustular lesions were observed on the nose and cheeks; B) complete recovery after eight
months from the beginning of the treatment with resolution of the erythema, papules, pustules and
edema; C) dermoscopy (10x magnification, DL5 dermoscope [DermLite, Aliso Viejo, USA]) of the
cheeks showed only a slight erythema.
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