
Äèñôèáðèíîãåíåìèè ó äåòåé: ïðîáëåìû äèàãíîñòèêè, ëå÷åíèÿ è âåðèôèêàöèè Ñòóðîâ Â.Ã., Âîðîòíèêîâ È.Á., Ìåæåâè÷ Í.À. Öåëüþ ðàáîòû ÿâèëîñü èçó÷åíèå ÷àñòîòû âñòðå÷àåìîñòè ÄÔÃ ó äåòåé, ïåðâè÷íûì äèàãíîçîì ó êîòîðûõ ÿâëÿëàñü íàñëåäñòâåííàÿ òðîìáîöèòîïàòèÿ ðàçëè÷íûõ ïàòîãåíåòè÷åñêèõ âàðèàíòîâ, à òàêæå ó äåòåé ñ âòîðè÷íîé òðîìáîôèëèåé íà ôîíå õðîíè÷åñêîãî ÄÂÑ-ñèíäðîìà.Ñòóðîâ Â.Ã., Âîðîòíèêîâ È.Á., Ìåæåâè÷ Í.À.Öåëüþ ðàáîòû ÿâèëîñü èçó÷åíèå ÷àñòîòû âñòðå÷àåìîñòè ÄÔÃ ó äåòåé, ïåðâè÷íûì äèàãíîçîì ó êîòîðûõ ÿâëÿëàñü íàñëåäñòâåííàÿ òðîìáîöèòîïàòèÿ ðàçëè÷íûõ ïàòîãåíåòè÷åñêèõ âàðèàíòîâ, à òàêæå ó äåòåé ñ âòîðè÷íîé òðîìáîôèëèåé íà ôîíå õðîíè÷åñêîãî ÄÂÑ-ñèíäðîìà.Ìàòåðèàëû è ìåòîäû èññëåäîâàíèÿ. Îáñëåäîâàíî 330 äåòåé ðàçëè÷íîãî âîçðàñòà è ïîëà. Ãðóïïó I (n=112) ñîñòàâèëè ïàöèåíòû ó êîòîðûõ òðîìáîöèòàðíàÿ äèñôóíêöèÿ ñî÷åòàëàñü ñ äðóãèìè íàðóøåíèÿìè â ñèñòåìå ãåìîñòàçà, è ñîïðîâîæäàëàñü òèïè÷íûìè ïðîÿâëåíèÿ ñèñòåìíîé äèñïëàçèè ñîåäèíèòåëüíîé òêàíè, ÷òî óêëàäûâàëîñü â ðàìêè ñèíäðîìà ãåìîððàãè÷åñêîé ãåìàòîìåçåíõèìàëüíîé äèñïëàçèè (ÃÌÄ). Â ãðóïïó II (n=198) âîøëè áîëüíûå ñ ðàçëè÷íûìè âàðèàíòàìè íàñëåäñòâåííûõ òðîìáîöèòîïàòèé (ÍÒÏ) áåç ïðèçíàêîâ ÃÌÄ. Ãðóïïó III (n=20) - ïàöèåíòû ñ õðîíè÷åñêèì ÄÂÑ-ñèíäðîì íà ôîíå îñíîâíîé ïàòîëîãèè. Ãðóïïà ñðàâíåíèÿ - 43 âçðîñëûõ ïàöèåíòà (êðîâíûõ ðîäñòâåííèêîâ ýòèõ äåòåé). Êîíòðîëüíóþ ãðóïïà - 50 çäîðîâûõ ïîäðîñòêîâ. Ðåçóëüòàòû èññëåäîâàíèÿ. Ó ïàöèåíòîâ I ãðóïïû, âûÿâëåííûå íàðóøåíèÿ àóòî- è ãåòåðîïîëèìåðèçàöèè ôèáðèí-ìîíîìåðîâ (ð< 0,01), îò÷åòëèâûå íàðóøåíèÿ ÝÕÒ è ÀÖÒ (ð< 0,001) ïðè íîðìàëüíîì ñîäåðæàíèè ôèáðèíîãåíà (ð< 0,1) â êðîâè óêàçûâàþò íà íàëè÷èå ôîíîâîé (ñêðûòîé) äèñôèáðèíîãåíåìèè, à â ðÿäå ñëó÷àåâ è äèñïðîòðîìáèíåìèè, ÷òî ÿâëÿåòñÿ îäíèì èç äîñòîâåðíûõ ëàáîðàòîðíûõ ïðèçíàêîâ ÃÌÄ. Ó áîëüíûõ II ãðóïïû â ëàáîðàòîðíîé êàðòèíå äîìèíèðîâàëè êîìáèíèðîâàííûå êîàãóëîëîãè÷åñêèå äåôåêòû (ó 31,3% áîëüíûõ). Ó ÷àñòè áîëüíûõ äàííîé ãðóïïû èìåëè ìåñòî òðîìáîöèòîïàòèè ñ ïðåèìóùåñòâåííûì íàðóøåíèåì àäãåçèè ê êîëëàãåíó è ñòåêëîâîëîêíó è äåôèöèòîì àêòèâíîñòè ôàêòîðà Âèëëåáðàíäà. Èçó÷åíèå òåñòîâ ñ ÿäîâûìè êîàãóëàçàìè ïîêàçàëî, ÷òî ó áîëüíûõ äåòåé ïðè íàëè÷èè õðîíè÷åñêîãî ÄÂÑ-ñèíäðîìà íàèáîëåå ÷àñòî è ïîñòîÿííî âûÿâëÿëàñü ãèïåðêîàãóëÿöèÿ â ÝÕÒ (ð< 0,05). Ïðè îöåíêå íåôåðìåíòàòèâíîé ôàçû êîíå÷íîãî ýòàïà ñâåðòûâàíèÿ êðîâè âûÿâëåíî äîñòîâåðíîå óñêîðåíèå àóòîïîëèìåðèçàöèè ÌÔ (ð< 0,001) è ñòèìóëèðóþùåå âëèÿíèå ïëàçìû áîëüíûõ õðîíè÷åñêèì ÄÂÑ-ñèíäðîìîì íà ñáîðêó äîíîðñêèõ ÌÔ (ð< 0,01) â ðåàêöèè ãåòåðîïîëèìåðèçàöèè ïîñëåäíèõ, ÷òî äîñòîâåðíî óêàçûâàëî íà âîçíèêíîâåíèå ó äàííîé êàòåãîðèè ïàöèåíòîâ òðîìáîòè÷åñêîãî âàðèàíòà ÄÔÃ.Èç ïðîâåäåííîãî èññëåäîâàíèÿ ìîæíî ñäåëàòü âûâîä, ÷òî íàèáîëåå èíôîðìàòèâíûìè òåñòàìè, îòðàæàþùèìè ãèïåðêîàãóëÿöèîííûå èçìåíåíèÿ ïðè õðîíè÷åñêîì ÄÂÑ-ñèíäðîìå, ÿâëÿþòñÿ ïðîáû ñ èñïîëüçîâàíèåì êîàãóëèðóþùåãî ÿäà ýôû ìíîãî÷åøóé÷àòîé è òåñòû îöåíêè ñêîðîñòè àóòî- è ãåòåðîïîëèìåðèçàöèè ÌÔ.Ïðè ñîïîñòàâëåíèè ëàáîðàòîðíûõ ïîêàçàòåëåé áûëî îïðåäåëåíî, ÷òî ó ïàöèåíòîâ, ó êîòîðûõ íàñëåäñòâåííàÿ òðîìáîöèòàðíàÿ äèñôóíêöèÿ ïðîòåêàëà ñîïðÿæåííî ñ ÃÌÄ, îêàçàëèñü áîëåå óâåëè÷åííûìè ëåáåòîêñîâîå è ýõèòîêñîâîå âðåìÿ ñâåðòûâàíèÿ. Óêàçàííûé ôàêò ìîæíî ñâÿçàòü ñ ñî÷åòàíèåì òðîìáîöèòîïàòèè ñ àíîìàëèåé ñâåðòûâàþùèõ ôàêòîðîâ, â òîì ÷èñëå ôèáðèíîãåíà. Óêàçàííûé ôàêò ïîäòâåðæäàåò íåäîîöåíêó äèñôèáðèíîãåíåìèè ó äàííîé êàòåãîðèè ïàöèåíòîâ, à ìåæ òåì, ñàìà ïî ñåáå ÄÔÃ óñóãóáëÿåò òå÷åíèå òðîìáîöèòàðíîé äèñôóíêöèè è òðåáóåò ê ñåáå áîëåå ïðèñòàëüíîãî âíèìàíèÿ â ïëàíå òåðàïåâòè÷åñêîé êîððåêöèè è ðàçðàáîòêå êîìïëåêñà ðåàáèëèòàöèîííûõ ìåðîïðèÿòèé.Ñðåäè âñåõ îáñëåäóåìûõ ïàöèåíòîâ â 27,88% ñëó÷àåâ ðåãèñòðèðîâàëèñü ïðèçíàêè äîñòîâåðíîé äèñôèáðèíîãåíåìèè, ïðè÷åì ÷àùå âñåãî óêàçàííûå èçìåíåíèÿ çàòðàãèâàëè ïàöèåíòîâ, îòÿãîùåííûõ òå÷åíèåì ñîïðÿæåííîé ãåìîððàãè÷åñêîé ãåìàòîìåçåíõèìàëüíîé äèñïëàçèè (21,43%).1 ìåñòî ñðåäè êîãîðòû âåðèôèöèðîâàííîé ïàòîëîãèè (47,12%) ñîñòàâèëè ÄÔÃ ñ íàðóøåíèåì îòùåïëåíèÿ ïîä äåéñòâèåì òðîìáèíà è ÿäà ùèòîìîðäíèêà ôèáðèíîïåïòèäà À; 2 ìåñòî – 34,61% - ÄÔÃ ñ íàðóøåíèåì ïðîöåññîâ ïîëèìåðèçàöèè ôèáðèí-ìîíîìåðîâ â öåïè ôèáðèíà; 3 ìåñòî (12,5%) ñîñòàâèëè ÄÔÃ ñ íàëè÷èåì èíãèáèòîðîâ ïîëèìåðèçàöèè ôèáðèí-ìîíîìåðîâ â ïëàçìå, îáíàðóæèâàåìîé ÷àùå ó áîëüíûõ ñ õðîíè÷åñêèì ÄÂÑ-ñèíäðîìîìÂÛÂÎÄÛ. 1. Îïðåäåëåíà âûñîêàÿ âñòðå÷àåìîñòü ÄÔÃ, îñîáåííî ïðè íàëè÷èè ÃÌÄ (21,43%);2. Äîêàçàíà âûñîêàÿ èíôîðìàòèâíîñòü ÿäîâûõ òåñòîâ è ìåòîäîâ îöåíêè ñêîðîñòè ïîëèìåðèçàöèè ÌÔ ïðè äèàãíîñòèêå ÄÔÃ; 3. Âûÿâëåííûå ôåíîìåíû ÄÔÃ òðåáóþò ïðîâåäåíèÿ êóðñà êîððèãèðóþùåé òåðàïèè, èñïîëüçîâàíèå ìåìáðàíîñòàáèëèçàòîðîâ, ìîäóëÿòîðîâ ñèíòåçà ãëèêîçàìèíîãëèêàíîâ, à òàêæå ñòèìóëÿòîðîâ êîëëàãåíîîáðàçîâàíèÿ, ñ öåëüþ êîððåêöèè âîçíèêàþùèõ íàðóøåíèé íà óðîâíå òðîìáîöèòàðíî-ýíäîòåëèàëüíîãî êîíòàêòà è àêòèâàöèè ýíäîòåëèàëüíîãî ìåòàáîëèçìà;4. Âèäèòñÿ âàæíûì óãëóáëåíèå íàó÷íî-ïðàêòè÷åñêèõ èññëåäîâàíèé â äàííîé îáëàñòè ñ ïðèâëå÷åíèåì ñïåöèàëèñòîâ â îáëàñòè ìîëåêóëÿðíîé áèîëîãèè, ãåíåòèêè, ìîðôîëîãèè ñ öåëüþ îïòèìèçàöèè íàó÷íîãî ïîèñêà.  DYSFIBRINOGENEMIAS At CHILDREN: PROBLEMS of DIAGNOSTICS, TREATMENT And VERIFICATIONSturov V.G., Vorotnikov I.B., Mezhevich N.A.The purpose of work was studying frequency of occurrence dysfibrinogenemia (DFG) at children, the initial diagnosis at which was hereditary blood platelets disorder (BPD) various pathogenic variants, and also at children with secondary thrombophylias on a background of a chronic DIC-syndrome.Materials and methods of research. It is surveyed 330 children of various age and a floor. Group I (n=112) was made by patients at which platelets dysfunction was combined with other infringements in system of blood coagulation, and accompanied typical displays system dysplasias a connecting fabric that was stacked in frameworks of a syndrome haemorrhagical mesenckimal dysplasia (GMD). The group II (n=198) included patients with various variants hereditary BPD (HBPD) without attributes GMD. Group III (n=20) - patients with chronic the DIC-syndrome on a background of the basic pathology. Group of comparison - 43 adult patients (blood relatives of these children). Control group - 50 healthy teenagers. Results of research. At patients I of the group, the revealed infringements auto-and heteropolymerization fibrin – monomers (MF) (p < 0,01), distinct infringements Echitox- and Agkistrodon-time (p < 0,001) at the normal contents of fibrinogen (factor I) (p < 0,1) in blood specify presence background (latent) DFG, and in some cases and dysprotrombinemia, that is one of authentic laboratory attributes GMD. At patients of II group in a laboratory picture dominated combined coagulation defects (at 31,3 % of patients). At a part ill the given group took place BPD with primary infringement of adhesion to collagen and fiberglass and deficiency of activity of von Willebrand factor. Studying of tests with snake venom coagulation enzymes has shown that at ill children at presence of a chronic DIC-syndrome most frequently and constantly hypercoagulation in Echitox-time (ð < 0,05) came to light. At an estimation nonenzymic phases of a final stage of curtailing of blood authentic acceleration autopolymerization of MF (p < 0,001) and stimulating influence of plasma of patients by a chronic DIC-syndrome on assembly donor MF (p < 0,01) in reaction heteropolymerization the last is revealed, that authentically specified occurrence at the given category of patients thrombosis variant DFG.From the carried out research it is possible to draw a conclusion, that the most informative tests reflecting hypercoagulation changes at a chronic DIC-syndrome, tests with use blood coagulation poison of snake Echis multisquamosus and tests of an estimation of speed auto-and heteropolymerization MF are.By comparison of laboratory parameters it was determined, that at patients at whom hereditary platelets dysfunction proceeded is connected with GMD, appeared more increased Lebetox- and Echitox-time of curtailing. The specified fact can be connected with a combination HBPD with anomaly clottings factors, including fibrinogen. The specified fact confirms underestimation DFG at the given category of patients, and ìåæ with that, in itself DFG aggravates current platelet dysfunctions and demands to itself more steadfast attention by way of therapeutic correction and development of a complex of rehabilitation actions.Among all surveyed patients in 27,88 % of cases attributes authentic DFG were registered, and more often the specified changes mentioned the patients burdened by current connected HMD (21,43 %).1 place among a cohort of a verified pathology (47,12 %) have made DFG with infringement eliminating under action thrombin and poison Agkistrodon halys halys of the fibrinopeptide A; 2 place - 34,61 % - DFG with infringement of processes of polymerization fibrin - monomers in a circuit of fibrin; 3 place (12,5 %) have made DFG with presence inhibitors of polymerization’s fibrin - monomers in the plasma, a found out thicket at patients with a chronic DIC-syndrome.CONCLUSIONS. 1. High occurrence DFG is determined, is especial at presence haemorrhagical mesenckimal dysplasia (21,43 %);2. It is proved high informatively of snake venoms tests and methods of an estimation of speed of polymerization MF at diagnostics DFG; 3. Revealed phenomena DFG demand realization of a rate in corrections adjustment therapy, use membranostabilizations agent, modulators of synthesis glycosaminoglucans, and also stimulators collagen formation, with the purpose of correction of arising infringements at a level platelet-vascular contact and activation endothelial a metabolism;4. In the given area the deepening of scientific - practical researches sees attraction of experts important in the field of molecular biology, genetics, morphology with the purpose of optimization of scientific search. Èíôîðìàöèþ ðàçìåñòèë:Ñòóðîâ Â.Ã.E-mail: sturova@hydro.nsc.ru Ñòàòüÿ ðàññêàçûâàåò î ó ïàöèåíòîâ, ó áîëüíûõ, ó ãðóïïû, áîëüíûõ ãðóïïû, äèàãíîçîì ó ó, ôàêò óêàçàííûé, âàðèàíòîâ ïàòîãåíåòè÷åñêèõ, âàðèàíòîâ ðàçëè÷íûõ.
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