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ABSTRACT

Telangiectasia macularis eruptiva perstans (TMEP) is a rare disease, previously classified as a variant of cutaneous 
mastocytosis. While no gold standard of treatment exists, several treatments have been studied. We report a case 
of a 63-year-old woman who presented with long-standing asymptomatic telangiectatic macules beginning on the 
upper chest, back, and bilateral arms, with occasional pruritus and no other systemic symptoms. Skin biopsy, along 
with Giemsa stain, revealed findings consistent with TMEP. The patient underwent testing for serum tryptase level, 
which was within normal limits. The patient was started on topical steroids for two weeks and antihistamine therapy, 
with a noted decrease in pruritus but no change in cutaneous lesions. She was then advised to start phototherapy, 
and subsequently underwent a total of five sessions of narrow-band ultraviolet B phototherapy, after which she 
noted lightening of the lesions. Due to the COVID pandemic, the patient was shifted to heliotherapy with continued 
lightening of lesions after two months of thrice weekly sessions. This rare case is supportive of narrow-band ultraviolet 
B phototherapy and heliotherapy as promising treatment options for cases of TMEP.

Keywords: mastocytosis, telangiectasia macularis eruptiva perstans, phototherapy, heliotherapy

INTRODUCTION

Mastocytosis is a rare myeloproliferative disorder 
characterized by an abnormal collection of mast cells in one 
or more organs. Telangiectasia macularis eruptiva perstans 
(TMEP) is an extremely rare variant, comprising less than 
1% of mastocytosis cases.1,2 Although it is generally confined 
to the skin, it can also manifest as headache, flushing, 
syncope, or diarrhea.1,2 Symptomatic treatment is the main-
stay of treatment (antihistamines and trigger avoidance). 
For purely cutaneous disease, no gold standard of treatment 
is recognized.1,3 

CASE REPORT

A 63-year-old Filipino woman presented with a 3-year-
history of asymptomatic telangiectatic macules beginning 
on the upper chest and back, gradually spreading to bilateral 
arms, with occasional pruritus. She denied systemic symptoms 
(such as dizziness, fatigue, syncope, flushing, diarrhea, 
fever, weight loss, abdominal pain, or jaundice), aggravating 
factors, and other illnesses (such as hypertension, diabetes 
mellitus, thyroid disease, or liver disease). Multiple discrete 
erythematous telangiectatic macules and patches were 
found on the upper chest, back, and arms (Figures 1A and 
1B). Darier’s sign was negative. Dermoscopy revealed thin 
and tortuous linear vessels with a reticular vascular pattern 
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(Figure 2). Laboratory tests showed mild thrombocytopenia, 
elevated liver enzymes, and normal serum tryptase level. 
Biopsy demonstrated an atrophic epidermis and papillary 
dermal edema with sparse lymphocytic infiltrates and mast 
cells (Figure 3A). Giemsa stain was positive (Figure 3B).

The patient started topical steroids and antihistamine 
therapy for two weeks, with improvement in pruritus but no 
change in cutaneous lesions. She then started thrice weekly 
NB-UVB phototherapy at a dose of 300 mJ/cm2, increasing 
by 20% per session. Five sessions decreased the erythema and 
resolved her pruritus. Although the plan was to complete 
30 sessions of NB-UVB phototherapy, this was impossible 
because of the enhanced community quarantine. She started 
heliotherapy by bathing in natural sunlight for 20 minutes 
from 7 to 8 am thrice weekly. As of this writing, she has 
completed seven weeks of heliotherapy (with a total of 20 
sessions). On her follow-up consult via teledermatology, the 
patient reported significant lightening of most skin lesions 
(Figures 1C and 1D).

DISCUSSION

Mastocytosis is caused by an abnormal accumulation of 
mast cells in different organ systems and can be classified into 
cutaneous mastocytosis, extracutaneous mastocytosis, mast 
cell sarcoma, and systemic mastocytosis.4 Previously classi-
fied by the World Health Organization as a rare variant of 
cutaneous mastocytosis, TMEP demonstrates a prominent 

Figure 1. (A and B) Baseline photographs of a patient with multiple erythematous telangiectatic macules and 
patches distributed on the upper chest, upper back, and upper arms. (C and D) Significant improvement 
was observed after 5 sessions of NB-UVB phototherapy followed by 20 sessions of heliotherapy.
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Figure 2. Dermoscopy demonstrates thin and tortuous linear 
vessels with a reticular vascular pattern.
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increase in mast cells in the superficial dermis with dilation 
of the superficial capillaries. Aside from affecting the skin, 
it may infiltrate other organs (bone, liver, spleen, lymph 
nodes, and gastrointestinal tract).1 

Phototherapy is effective in treating cutaneous masto-
cytosis.3,4 Ultraviolet (UV) light inhibits the release of hista-
mine, induces mast cell apoptosis, and decreases tryptase 
levels.4 Although psoralen-UVA (PUVA) phototherapy is 
more widely used, NB-UVB phototherapy has proven effec-
tive in mastocytosis, TMEP, and urticaria pigmentosa;2,3 
it lightens lesions and decreases pruritus after 24 to 36 
sessions.2,5 While PUVA works faster, NB-UVB requires 
lower UV exposure and is thus safer and more tolerable.4 
Our patient improved after only five sessions of NB-UVB 
phototherapy; we can assume that more sessions would have 
even better results. 

Heliotherapy is the therapeutic use of natural sunlight 
in the treatment of skin disease. It has since lost favor to its 
successor, modern-day phototherapy, but remains effective in 
compliant patients when phototherapy is inaccessible.6,7 The 
patient is instructed to expose the lesions to natural sunlight 
for “as long as possible without getting sunburned.”7 Like 
phototherapy, it treats lesions of mastocytosis and urticaria 
pigmentosa.8,9

This rare case shows that NB-UVB phototherapy 
and heliotherapy are viable treatment options for TMEP. 
We hope to study its outcomes in the long term. 
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Figure 3. (A) Biopsy demonstrated an atrophic epidermis and papillary dermal edema with sparse lymphocytic infiltrates 
and the presence of mast cells (H&E, x100). (B) Giemsa stain was positive for the presence of mast cells (x400).
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