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Abstract

Cutaneous mastocytosis is a group of diseases characterized by infiltration of mast cells in the skin. Telengiectasia macularis eruptiva
perstans is a rare form of cutaneous mastocytosis and it is usually seen in adults. Round, oval, brown-red macular lesions are usually seen on
the trunk. Systemic involvement may be observed in one third of the patients. Treatment depends on the presence of systemic involvement
and clinical symptoms of patients. Our patient was a 39 years old man presented with widespread brownish pruritic macular lesions on his
trunk and arms. There was no systemic involvement. The patient was diagnosed with telengiectasia macularis eruptiva perstans both
clinically and histopathologically. We decided to report this case because telengiectasia macularis eruptiva perstans is an atypical form of
cutaneous mastocytosis and is rarely seen.
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Telenjiektazia makiilaris erliptiva perstans: Bir olgu sunumu

Ozet

Kutanéz mastositozlar, deride mast hiicre infiltrasyonu ile karakterize hastalik grubudur. Deri lezyonlarina i organ tutulumu da eslik edebilir.
Telenjiektazia makdlaris erlptiva perstans, kutanéz mastositozlarin nadir bir formudur ve genellikle erigkinlerde goérilur. Siklikla gévdede
yuvarlak, oval, kahverengi kirmizi makuler lezyonlar gorilir. Olgularin tgte birinde sistemik tutulum olabilir. Tedavi, hastalarda sistemik
tutulum ve klinik bulgularin varligina gére degisir. 39 yasindaki erkek hasta gévde ve kollarda yaygin, kahverengi, kasintili makdler
lezyonlarla bagvurdu. Klinik ve histopatolojik olarak telenjiektazia makilaris erliptiva perstans tanisi konan hastada sistemik tutulum
saptanmadi. Telenjiektazia makdlaris erliptiva perstans kutan6z mastositozun atipik bir formu olmasi ve nadir gériilmesi nedeniyle olgumuzu
sunmayi uygun gorduik.

Anahtar Kelimeler: Kutanéz Mastositoz; Sistemik Tutulum; Telenjiektazia Makularis Eruptiva Perstans.

are among clinical symptoms of mastocytosis. In addition
INTRODUCTION to the possibility of haematological abnormalities, there

are also reports on the the relationship between

Macularis telangiectasia eruptiva perstans (TMEP) was mastocytosis and multiple myeloma and polycythemia
first described by Parkes Weber in 1930. It is a rare form vera (7). Therefore, in terms of systemic involvement,
of mastocytosis and usually seen in adults though there patients should be carefully evaluated (8).

are reported cases about children effected by TMEP (1-

6). The word mastocytosis refers to a group of diseases In TMEP, histopathologically speaking, mast cell
characterised by infiltration of mast cells in the skin infiltration, particularly concentrated around the vessels,
and/or various organs. They have been classified as is observed in the papillary dermis. Treatment is
urticaria pigmentosa, mastocytoma, systemic symptomatic and there is no established treatment
mastocytosis, TMEP, and diffuse cutaneous mastocytosis method (1,7).

(6). TMEP is the kind that is observed in less than 1% of
mastocytosis patients. TMEP usually is limited to the CASE REPORT

skin, especially around the trunk and extremities. Lentil-

sized, round or oval, and with borders that are not A 39 year old male patient was referred to our clinic with
exactly obvious, telangiectasia containing brown-reddish spots starting in the back and extending to the trunk
maculopapular lesions usually accompany TMEP. and arms for six years. The spots were red at first and

they gradually turned brownish. Lesions were rarely
In one third of the mastocytosis cases, systemic itching but once they were, reddened papular lesions
involvement has been reported. Bone marrow, occurred due to scratching. The patient's self and family
gastrointestinal tract, liver, spleen, and lymph node histories were unremarkable. All systems were normal on
involvements are not uncommon either. Mast cell physical examination. The liver and spleen were non
infiltration related flushing, urticaria, abdominal pain, palpable and we did not observe lymphadenopathy. On
nausea, vomiting, diarrhoea, bone pain, and headache dermatological examination, there were reddish-brown
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maculopapular lesions on the back, chest, axilla,
shoulders, and arms (Figure 1-2).

Figure 1. Reddish-brown maculopapular lesions on the
back, axilla, shoulders, and arms.

Figure 2. Reddish-brown maculopapular lesions on the
chest, axilla, and abdominal region.

We detected telangiectasias in some of the lesions.
Darier's sign was positive. Genital mucosa, oral mucosa,
and the skin did not reveal any pathologies. The
patient's body temperature was 37.1 ° C. His blood
pressure was 130/90 mmHg with a heart rate of 111
bpm, and a respiratory rate of 17 rpm. The test results
were as follows: erythrocyte count: 4,9x10%/mm3;
haemoglobin count: 14,5 g/dL; leucocyte count:
7.8x105/mm3;  thrombocyte count:  276x105/mm3;
ferritine: 83,4 ng/mL; erythrocyte sedimentation rate: 6
mm/hr; blood urea nitrogen: 15,8 mg/dL; creatinine: 0,7
mg/dL; uric acid: 5,6 mg/dL; AST: 20 U/dL; ALT:27 U/dL;
alkaline phosphatase: 57 U/L; glucose: 85 mg/dL;
sodium: 139 mEg/L; potassium: 4,3 mEg/L; calcium: 9,9
mg/dL; phosphor: 6,3 mg/dL; total cholestrol: 182
mg/dL; triglyceride: 212 mg/dL; parathyroid hormone:
38,1 pg/mL; total protein: 8,0 gr/dL; and albumin: 5,0
gr/dL. Peripheral blood smear, urinalysis, prothrombin
time, activated partial thromboplastin time were normal.
No pathology was detected in the pelvis, vertebrae, ribs,
skull, and long bone radiographs. Abdominal
ultrasonography showed the liver and the spleen in their
regular size. Having normal laboratory and physical
examination results, liver biopsy was not considered.

Gastrointestinal tract endoscopy was evaluated as
normal. Regarding TMEP as the major option, biopsies
were taken from the surface of the back of the patient In
histopathological examination, we identified multi-
layered squamous epithelial with acanthuses on the
surface and localized mast cell infiltration in the papillary
dermis especially concentrating around the veins; the
latter has been applied positive staining with toluidine
blue and c-kit (Figure 3,4).

TMEP confirmed after the histologic examination, the
patient was recommended to take PUVA therapy.
However, the patient declined to take the PUVA
therapy. We, therefore, gave the patient antihistamines
and offered him to attend follow-up examinations.

Figure 3. Localised mast cell infiltration stained with toluidin
blue positive.
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Figure 4. Mast cells stained with c-kit positive, particularly
concentrated around the veins.

DISCUSSION

Cutaneous mastocytosis is characterised by the
proliferation of mast cells in the skin without the
involvement of other organs. TMEP is a rare form of
cutaneous mastocytosis and, unlike other forms, mainly
affects young adults. Patients often have brown
erythematous macules settled on the trunk. These are
highly hyperpigmented, telangiectatic macules and
share irregular borders. TMEP usually does not bring
about itchy lesions and urticaria are smaller in size
compared to those in pigmentosa. Darier's sign is not
found in most cases (1,6,7). Although usually seen in
adults, there are also congenital and familial cases in the
literature. Neri et al. reports a TMEP case in a 23-month-
old baby, its mother, and grandmother alike (9).
Urticarial plaque formation as a result of physical
irritation in the lesions is called "Darier's sign." Darier's
sign is usually negative in TMEP (6). Darier's sign was
positive in our case. 1/3 of the patients with TMEP have
been reported to have systemic involvement. The most
common reports involve mast cell infiltration in the
bone, liver, spleen, lymph nodules, and the
gastrointestinal tract (7,8,10). The systemic involvement
increase as patients get older. Systemic involvement
may take place within six years or more after the onset
of the disease. Therefore patients should be monitored
in regular intervals (8). In the majority of patients with
skeletal system involvement, radiologically visible bone
lesions can be identified. In these cases, lytic, cystic,
sclerotic foci, general osteoporotic or osteosclerotic
changes can be observed in bone radiographs. In our
case, the pelvis, vertebrae, ribs, skull, and long bone
radiographs were normal (10,11). Depending on
histamine release, flushing, tachycardia, hypertonia or
hypotonia can be observed. In the involvement of the
gastrointestinal tract, however, nausea, vomiting,
abdominal pain, bleeding, diarrhoea, gastric and
duodenal ulcers, and steatorrhoea are among possible
symptoms. We performed endoscopy in the case of our
patient but the results did not reveal any pathological
findings. In patients with TMEP, anemia, eosinophilia,
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leukocytosis, leukopenia, thrombocytopenia,
thrombocytosis, basophils, and prolonged prothrombine
are among haematological signs (10). In our case, the
blood values were within normal limits. 12% of TMEP
cases have been reported to have hepatomegaly or
splenomegaly. 37% of the patients with systemic
involvement, on the other hand, have been reported to
have lymphadenopathy (10). We did not detect
hepatomegaly, splenomegaly or lymphadenopathy in
our patient.

In TMEP, in terms of histopathology, one may observe
mast cell infiltration in the papillary dermis, particularly
concentrated around the vessels. Mast cells are
metachromaticly stained by giemsa, toluidine blue,
elders stain while they are also immunohistochemically
known to show immunoperoxidase positivity to c-kit and
CD-68 (7). In our case, especially concentrated around
the veins, we found localized mast cell infiltration
through c-kit positive and toluidine blue staining. Based
on the tests performed, our case was not thought to
have any systemic involvement. In the differential
diagnosis of TMEP, carcinoid syndrome - in the presence
of episodic flushing, and pseudo-allergic food reactions -
in the presence of anaphylaxis - should be considered
(10,12). In carcinoid syndrome, one can observe
persistent erythema on the face and neck and cyanosis,
as a result of the chronic dilation of the capillaries and
venules. There was no such a clinical view in the case of
our patient. To differentiate pseudo-allergic food
reactions, histopathological and negative allergy food
tests are helpful during the diagnosis process.

Treatment of TMEP patients depends on the presence
of systemic involvement and clinical symptoms. Patients
should be educated about avoiding factors that increase
mast cell disruption such as being exposed to sunlight,
extreme temperatures, and alcohol and drug. H1
receptor antagonists like hydroxyzine, loratadine, and
doxepin can be used in the treatment of itching and
flushing in mastocytosis. Using H1 and H2 receptor
blocker antihistamines together, or using mast cell
stabilisers such as disodium cromoglycate along well
with the application of PUVA, 585 nm Dye laser, potent
topical corticosteroids and intralesional steroid
injections, systemic steroids, leukotriene antagonists,
interferon-a2b, or electron beam treatment are possible
treatment options in TMEP. It is known that PUVA
therapy blocks mast cell degranulation and is effective in
the treatment of skin lesions (7,14). PUVA therapy also
gives very good results in relapsed cases. We
recommended PUVA therapy to the patient. Rejecting
to take the PUVA therapy, we decided to see the patient
on follow-ups after giving him H1 and H2 receptor
blocker antihistamines. Keeping the possibility of
systemic involvement that may arise in the future, we
asked the patient to come to the clinic for follow-ups in
six-month intervals.

Although initially asymptomatic and insidious, TMEP is a
rare form of mastocytosis usually seen in young adults.
To improve the quality of life of patients, dermatologists
should be tactful to recognise TMEP in early stages.
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