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Ñèíäðîì Ìàðôàíà (ÑÌ) – ðàñïðîñòðàíåííîå àóòîñîì-
íî-äîìèíàíòíîå çàáîëåâàíèå èç ãðóïïû íàñëåäñòâåííûõ
íàðóøåíèé ñîåäèíèòåëüíîé òêàíè (ÍÍÑÒ) ñ êëàññè÷åñ-
êèì ìåíäåëåâñêèì íàñëåäîâàíèåì (OMIM 154700), õàðàê-
òåðèçóþùèéñÿ âàðèàáåëüíîé ïåíåòðàíòíîñòüþ è ýêñïðåñ-
ñèâíîñòüþ. Ïîïóëÿöèîííàÿ ÷àñòîòà ÑÌ – 1:5000 â ëþáûõ
ýòíè÷åñêèõ ãðóïïàõ. Òàêèì îáðàçîì, â ã. Ìèíñêå ñëåäóåò
îæèäàòü îêîëî 370 ïàöèåíòîâ ñ “êëàññè÷åñêèì” ÑÌ
(1855000/5000), à ñ ó÷åòîì 30%-ïåíåòðàíòíîñòè öèôðà óæå
ïðèáëèæàåòñÿ ê 1200. Ñëåäóåò îáðàòèòü âíèìàíèå íà ñó-
ùåñòâîâàíèå ìíîãî÷èñëåííîé ãðóïïû òàê íàçûâàåìûõ
Ìàðôàíîïîäîáíûõ ñîñòîÿíèé (“Marfan-like” syndromes),
ðàñïðîñòðàíåííîñòü êîòîðûõ â ïîïóëÿöèè äî íàñòîÿùåãî
âðåìåíè íå óñòàíîâëåíà. Ïðîáëåìà ðàííåé äèàãíîñòèêè
ÑÌ ÿâëÿåòñÿ âåñüìà çíà÷èìîé ïî ïðè÷èíå ðàçâèòèÿ ó ïà-
öèåíòîâ äèëàòàöèè è ðàññëàèâàþùåéñÿ àíåâðèçìû àîð-
òû â ìîëîäîì è çðåëîì âîçðàñòå.

Ïàöèåíòû ñ ÑÌ ÷àñòî ïîñåùàþò ïðàêòèêóþùèõ âðà-
÷åé ðàçëè÷íûõ ñïåöèàëüíîñòåé: êàðäèîëîãîâ è êàðäèîõè-
ðóðãîâ, îðòîïåäîâ, îôòàëüìîëîãîâ, âðà÷åé îáùåé ïðàê-
òèêè. Îäíàêî, âûøåïåðå÷èñëåííûå ñïåöèàëèñòû
ñòàëêèâàþòñÿ ñ òðóäíîñòÿìè ïðè äèàãíîñòèêå, ëå÷åíèè è
ïðîôèëàêòèêå îñëîæíåíèé ÑÌ.

Öåëü. ðàçðàáîòàòü è âíåäðèòü â ïðàêòè÷åñêîå çäðàâîîõ-
ðàíåíèå àâòîìàòèçèðîâàííóþ ñèñòåìó äèàãíîñòèêè ÑÌ.

Ðåçóëüòàòû. Ñ öåëüþ îáëåã÷åíèÿ äèàãíîñòèêè ÑÌ
ïðàêòèêóþùèìè âðà÷àìè íàìè ñ èñïîëüçîâàíèåì Ïåðå-
ñìîòðåííûõ Ãåíòñêèõ êðèòåðèåâ äèàãíîñòèêè ÑÌ Ìàð-
ôàíà áûëè ðàçðàáîòàíû àëãîðèòì è àâòîìàòèçèðîâàííàÿ
èíôîðìàöèîííàÿ ñèñòåìà äèàãíîñòèêè ñèíäðîìà Ìàð-
ôàíà, êîòîðàÿ â íàñòîÿùåå âðåìÿ ïðîõîäèò ðåãèñòðàöèþ
â ÃÓ “Íàöèîíàëüíûé öåíòð èíòåëëåêòóàëüíîé ñîáñòâåí-
íîñòè Ðåñïóáëèêè Áåëàðóñü”.

Òàêèì îáðàçîì, ðàçðàáîòàííàÿ àâòîìàòèçèðîâàííàÿ
ñèñòåìà ïîçâîëèò óëó÷øèòü äèàãíîñòèêó ÑÌ âðà÷àìè
ðàçëè÷íûõ ñïåöèàëüíîñòåé è ñîçäàòü áàçó äàííûõ ïàöè-
åíòîâ ñ öåëüþ äèíàìè÷åñêîãî íàáëþäåíèÿ è îáîáùåíèÿ
ïîëó÷åííûõ äàííûõ.

Summary. The majority of practitioners are poorly
acknowledged and face difficulties in diagnosis, treatment
and prevention of Marfan syndrome (MS) complications.

In order to facilitate MS diagnosis at a primary care level
using the Revised Ghent diagnostic criteria for MS, we have
developed an algorithm and automated information system
(program) for MS diagnosis allowing to enhance diagnosis
of MS by different medical specialists and to create a database
of patients for the purpose of follow-up and compilation of
the obtained data. Nowadays the system is pending
registration in the State institution “National center of
intellectual property of the Republic of Belarus”.
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Íåîáõ³äí³ñòü ñòâîðåííÿ óìîâ äëÿ ìàêñèìàëüíî¿ ñàìî-
ðåàë³çàö³¿ êîæíî¿ îñîáèñòîñò³ â³äïîâ³äíî äî ¿¿ äóõîâíèõ
ïîòðåá òà ³íòåðåñ³â ïåðåäáà÷åíî Êîíöåïö³ºþ ãóìàí³òàð-
íîãî ðîçâèòêó Óêðà¿íè äî 2020 ðîêó. Îäí³ºþ ç ñêëàäîâèõ
ä³ÿëüíîñò³ ìåäè÷íîãî ôàõ³âöÿ º äîòðèìàííÿ â æèò³ òà ïðî-
ôåñ³éí³é ä³ÿëüíîñò³ ïðèíöèï³â åòèêè òà äåîíòîëîã³¿.

Ìåòà, çàäà÷³ òà ìåòîäè äîñë³äæåííÿ.
Äàíå äîñë³äæåííÿ ñòàâèëî çà ìåòó âèâ÷åííÿ ä³ÿëüíîñò³

Ïèðîãîâñüêèõ ç’¿çä³â ó âèð³øåíí³ ïèòàíü ìåäè÷íî¿ åòèêè.
Ìåòîä äîñë³äæåíü – ñèñòåìíî-³ñòîðè÷íèé.

Îòðèìàí³ ðåçóëüòàòè.
Çà äåê³ëüêà îñòàíí³õ äåñÿòèë³òü ìåäèöèíà çàçíàëà çíà÷-

íèõ çì³í. Êàðäèíàëüíî çì³íèëèñÿ ä³àãíîñòèêà òà ë³êóâàí-
íÿ, ùî íå ìîãëî íå â³äîáðàçèòèñÿ íà âçàºìîâ³äíîñèíàõ â
ñèñòåì³ ë³êàð – ïàö³ºíò. ²íòåíñèâíèé ðîçâèòîê òåõí³÷íèõ
çàñîá³â ÷àñòêîâî â³ääàëèâ ë³êàðÿ â³ä ïàö³ºíòà, òà äàâ ïî÷à-
òîê íîâèì åòè÷íèì òà äåîíòîëîã³÷íèì ïðîáëåìàì. Àëãî-
ðèòìè âèð³øåííÿ äåÿêèõ ç íèõ ìîæíà ïîáà÷èòè â äîñâ³ä³
ìèíóëèõ ðîê³â.

Ïîøóêîì âèð³øåííÿ ïðîáëåì â îáëàñò³ ìåäè÷íî¿ åòè-
êè ³ äåîíòîëîã³¿ çàéìàëèñü äåëåãàòè “Ïèðîãîâñüêèõ ç’¿çä³â”,
ÿê³ ïðîõîäèëè â Ðîñ³éñüê³é ³ìïåð³¿ â ê³íö³ XIX – íà ïî÷àòêó
XX ñòîë³òòÿ. Ë³êàð³, ÿê³ áðàëè ó÷àñòü â ä³ÿëüíîñò³ ñåêö³¿


