
Mastocytosis 
 
Patient  :   H.Z., a 72-year-old man 
 
Duration  :   One year  
 
Distr ibution  :   Generalized  
 
History  :   An itchy skin rash, responding temporarily to 

systemic steroids and anti-histamines.  
  

Physical Exam : Discrete and confluent, erythematous, non-scaly 
urticarial patches, diffusely involving the trunk and 
extremities. 

 
 
Histopathology : A proliferation of mast cells present in dermis in a 

perivascular location. 
  
Laboratory  :   
 
Treatment  :   
 
 
 
Diagnosis:  Mastocytosis 
 
Discussion:   
Mastocytosis, is a heterogeneous group of conditions characterized by an increased 
number of mast cells in various organs. It is frequently self-limited and the skin is the 
organ most frequently involved.  Mastocytosis can be classified according to prognosis, 
specific organ involvement, or clinical presentation.  
The transient clinical course of most cases of mastocytosis and the histologic findings 
suggest that mastocytosis may represent a hyperplastic response to an abnormal stimulus 
rather than a true neoplastic process. 
 
Cutaneous Mastocytosis (CM) 
There are four types of CM characterized by itchy lesions that may show 
hyperpigmentation. 
a. Urticaria pigmentosa is the most common form of CM, characterized by oval red-

brown macules and papules on the trunk and extremities.  Diagnosis is established by 
demonstrating a positive Darier’s sign.   

b. Matocytomas constitute about 15% of CM.  These are solitary, and occasionally 
multiple nodules, which appear in infancy or early childhood. 

c. Diffuse cutaneous mastocytosis is a rare form of CM and occurs almost exclusively in 
infants.  The skin is normal to yellow-brown in color and is diffusely thickened. 



d. Telangiectasia macularis eruptiva perstans is another rare variant of CM affecting 
adults, where telangiectasia on an erythematous background is the predominant 
clinical feature.   

 
Systemic Mastocytosis 
Systemic mastocytosis is rare and occurs mostly in adults.  Although the majority of 
patients with systemic mastocytosis can be classified as having an indolent course, a 
significant percentage has a poor prognosis. Organs involved include the bones, the 
gastrointestinal system, the central nervous system and the cardiovascular system. 
Although myeloid, monocytic or lymphoblastic leukemia may develop in patients with 
systemic mastocytosis, these complications are rare when the signs and symptoms are 
confined to the skin.  Mast cell leukemia is exceptionally rare. 
Because of the excellent prognosis for most patients with mastocytosis, particularly 
children and those patients whose disease is limited to the skin, treatment is generally 
conservative and symptomatic. 
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