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BACKGROUND


Rare diseases including rare cardiovascular diseases are becoming a significant burden for patients, physicians, and health care systems worldwide. They are defined as life-threatening and chronically debilitating disorders with a prevalence of less than 5 per 10 000 of the general population. Even up to 8% of the European citizens may suffer from a rare disease, what translates into around 27 to 36 million of people. Population of adults with rare cardiovascular diseases is widely heterogeneous with respect to type and complexity of diseases as well as their clinical manifestations, age of onset or natural history.
The Krakow Classification of Rare Cardiovascular Diseases

The lack of appropriate inventory of RDs remains an obstacle in promoting their recognition. Of the thousands of known RDs only about 250 have a distinct code in the existing 10th version of the International Classification of Diseases (ICD). As a result, development of public health measures including prevalence, incidence, mortality and morbidity is imposed. Disorders, that are not visible for the health information systems consequently lack allocation of funds and resources. This creates a vicious cycle, which maintains this state of inequality. To overcome this difficulties a number of initiatives has been undertaken including the Orphanet classification system, which is currently being developed or ICD being revised by the World Health Organization. Independently to the abovementioned projects, the CRCD in Krakow has proposed an exhaustive classification of RCDs  in order to support formulation of a common language in this field [1]. The RCD Classification derives from the experience of the Centre and a profound review of the majority of publications available through PubMed and is aimed at facilitating recognition of RCDs and grouping the expertise in the main fields of RCDs. It provides a systemic inventory of RCDs based on the intensity of clinical symptoms and major pathological mechanisms. The main classes of the Classification include rare diseases of systemic circulation (Class I), rare diseases of pulmonary circulation (Class II), rare diseases of the heart (cardiomyopathies) (Class III), rare congenital cardiovascular diseases (Class IV), rare arrhythmias (Class V), cardiac tumors and cardiovascular diseases in malignancy (Class VI), cardiovascular diseases in pregnancy (Class VII) and unclassified rare cardiovascular diseases (Class VIII) (Table 3). They are further subdivided into groups and subgroups as appropriate. Each entity or group of entities is assigned a unique RCD Classification code. An attempt has also been made to refer to the existing 10th version of the ICD system by allocating its code, however it was often not possible due to evident limitations of this classification system in terms of RCDs. Although, formulation of the RCD Classification was a challenging initiative and therefore it is currently undergoing an intensive review on international forum of experts, its use has already been initiated.
CONCLUSIONS

The lack of comprehensive classification of these diseases represents an obstacle. The Centre for Rare Cardiovascular Diseases in Krakow, a designated centre of expertise, proposed a Classification of Rare Cardiovascular Diseases, in order to support formulation of a common language in this field. The Classification derives from the experience of the Centre and a profound literature review. It consists of eight main classes reflecting the intensity of clinical symptoms and major pathological mechanisms.
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