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Ñèñòåìíàÿ ñêëåðîäåðìèÿ (ÑÑÄ), èëè ñèñòåìíûé 
ñêëåðîç, îòíîñèòñÿ ê ñêëåðîäåðìè÷åñêîé ãðóïïå 
áîëåçíåé. Ïðåäñòàâëÿåò ñîáîé ïðîãðåññèðóþùåå 
ïîëèñèíäðîìíîå çàáîëåâàíèå ñ õàðàêòåðíûìè 
èçìåíåíèÿìè êîæè, îïîðíî-äâèãàòåëüíîãî àïïà-
ðàòà, âíóòðåííèõ îðãàíîâ (ëåãêèå, ñåðäöå, ïèùå-
âàðèòåëüíûé òðàêò, ïî÷êè) è ðàñïðîñòðàíåííûìè 
âàçîñïàñòè÷åñêèìè íàðóøåíèÿìè ïî òèïó ñèíäðîìà 
Ðåéíî [3]. 

Ýòèîëîãèÿ ÑÑÄ ñëîæíà è íåäîñòàòî÷íî èçó÷åíà. 
Ïðåäïîëàãàåòñÿ ìóëüòèôàêòîðèàëüíûé ãåíåç ïàòî-
ëîãèè, îáóñëîâëåííûé âçàèìîäåéñòâèåì íåáëàãî-
ïðèÿòíûõ ýêçî- è ýíäîãåííûõ ôàêòîðîâ (èíôåêöèè, 
îõëàæäåíèå, âèáðàöèè, òðàâìû, ñòðåññ, ýíäîêðèí-
íûå íàðóøåíèÿ, õèìè÷åñêèå àãåíòû, ëåêàðñòâåííûå 
ïðåïàðàòû) ñ ãåíåòè÷åñêîé ïðåäðàñïîëîæåííîñòüþ 
ê çàáîëåâàíèþ. 

Â ïàòîãåíåçå ÑÑÄ ðåøàþùóþ ðîëü èãðàþò íàðó-
øåíèÿ èììóíèòåòà (êëåòî÷íîãî è ãóìîðàëüíîãî), ÷òî 
âåäåò ê ïîâûøåíèþ êîëëàãåíî- è ôèáðîçîîáðàçîâà-
íèÿ è íàðóøåíèþ ìèêðîöèðêóëÿöèè ñ àêòèâàöèåé è 
ïðîëèôåðàöèåé ýíäîòåëèÿ è ãëàäêîìûøå÷íûõ êëå-
òîê, ðåäóïëèêàöèåé áàçàëüíûõ ìåìáðàí, óòîëùå-
íèåì ñòåíêè è ñóæåíèåì ïðîñâåòà ìèêðîñîñóäîâ, 
âàçîñïàçìîì, àãðåãàöèåé ôîðìåííûõ ýëåìåíòîâ, 
ñòàçîì, ðàçâèòèåì îáëèòåðèðóþùåé ìèêðîàíãèî-
ïàòèè. Ïîñëåäíåå, â ñâîþ î÷åðåäü, ïðèâîäèò ê äàëü-
íåéøåé àêòèâàöèè èììóííîé ñèñòåìû è ôèáðîáëà-
ñòîâ, çàìûêàåò ïîðî÷íûé êðóã ïðîãðåññèðîâàíèÿ 
áîëåçíè. 

Â êëàññèôèêàöèè âûäåëÿþò 5 êëèíè÷åñêèõ ôîðì 
ÑÑÄ [1]: 

1. äèôôóçíóþ (ãåíåðàëèçîâàííîå ïîðàæåíèå 
êîæè è âèñöåðàëüíûå ïîðàæåíèÿ – ÆÊÒ, ñåðäöå, 
ëåãêèå è ïî÷êè);

2. ëèìèòèðîâàííóþ (ïîâðåæäåíèå êîæè ïðåèìó-
ùåñòâåííî íà êèñòÿõ è ëèöå), èëè CREST-ñèíäðîì 
(êàëüöèíîç, ñèíäðîì Ðåéíî, ýçîôàãèò, ñêëåðîäàê-
òèëèÿ, òåëåàíãèýêòàçèè); 

3. overlap-, èëè ïåðåêðåñòíûé, ñèíäðîì – ñî÷å-
òàíèå ÑÑÄ ñ ïðèçíàêàìè äåðìàòîìèîçèòà, ðåâìà-
òîèäíîãî àðòðèòà èëè ñèñòåìíîé êðàñíîé âîë÷àíêè;

4. ïðåèìóùåñòâåííî âèñöåðàëüíóþ (äîìèíèðó-
åò ïîðàæåíèå ñåðäöà, ëåãêèõ, ÆÊÒ, ïî÷åê è ñîñóäîâ, 
à èçìåíåíèÿ êîæè ìèíèìàëüíû èëè îòñóòñòâóþò);

5. þâåíèëüíóþ ñ íà÷àëîì çàáîëåâàíèÿ äî 16 ëåò 
[4]. Ýòà ôîðìà èìååò îñîáóþ êëèíè÷åñêóþ êàðòèíó 
è ïðîÿâëÿåòñÿ î÷àãîâûì ïîðàæåíèåì êîæè è ãåìè-
ôîðìîé, ñòåðòûì ñèíäðîì Ðåéíî, ñóñòàâíûì ñèí-
äðîìîì ñ ðàçâèòèåì êîíòðàêòóð, ôîðìèðîâàíèåì 
àíîìàëèè ðàçâèòèÿ êîíå÷íîñòè. Âèñöåðàëüíàÿ ïà-
òîëîãèÿ íå âûðàæåíà, ïðåîáëàäàþò ôóíêöèîíàëü-
íûå íàðóøåíèÿ. Òå÷åíèå çàáîëåâàíèÿ õðîíè÷åñêîå, 
ó 2/3 áîëüíûõ áëàãîïðèÿòíàÿ åãî ýâîëþöèÿ. 

Âàðèàíòû òå÷åíèÿ ÑÑÄ: 
 – îñòðîå – ñòðåìèòåëüíûé ôèáðîç êîæè, 

ïîäëåæàùèõ òêàíåé è âíóòðåííèõ îðãàíîâ íàðÿ-
äó ñ ñîñóäèñòîé ïàòîëîãèåé, â ò. ÷. ïî òèïó îñòðîé 
íåôðîïàòèè; 

 – ïîäîñòðîå – ïðîÿâëÿåòñÿ ïëîòíûì îòåêîì 
êîæè, ðåöèäèâèðóþùèì ïîëèàðòðèòîì, ïîëèìè-
îçèòîì, ïîëèñåðîçèòîì, âèñöåðàëüíîé ïàòîëî-
ãèåé; îáíàðóæèâàåòñÿ óâåëè÷åíèå ÑÎÝ, ñîäåð-
æàíèÿ Ñ-ðåàêòèâíîãî áåëêà, ôèáðèíîãåíà, à2- è 
ó-ãëîáóëèíîâ, ïîëîæèòåëüíûå àíòèíóêëåàðíûé 
è ðåâìàòîèäíûé ôàêòîðû;

 – õðîíè÷åñêîå – ïðîãðåññèðóåò íà ïðîòÿæåíèè 
ðÿäà ëåò, ïðîÿâëÿåòñÿ ñèíäðîìîì Ðåéíî, ïîñòåïåí-
íî ðàçâèâàþùèìèñÿ óïëîòíåíèÿìè êîæè è ïåðèàð-
òèêóëÿðíûõ òêàíåé, îáðàçîâàíèåì êîíòðàêòóð, îñòå-
îëèçîì, ñêëåðîòè÷åñêèìè èçìåíåíèÿìè âíóòðåííèõ 
îðãàíîâ; ëàáîðàòîðíûå ïîêàçàòåëè îñòàþòñÿ â ïðå-
äåëàõ íîðìû.     

Âûäåëÿþò 3 ñòàäèè ÑÑÄ: I – íà÷àëüíàÿ (âûÿâëÿ-
þòñÿ 1–3 ëîêàëèçàöèè áîëåçíè); II – ãåíåðàëèçàöèè 
(ïîëèñèíäðîìíàÿ); III – ïîçäíÿÿ (òåðìèíàëüíàÿ, ïðè 
ôîðìèðîâàíèè íåäîñòàòî÷íîñòè îðãàíîâ è ñèñòåì)

Ñòåïåíè àêòèâíîñòè çàáîëåâàíèÿ: I – ìèíèìàëü-
íàÿ (ïðåèìóùåñòâåííî õðîíè÷åñêîå òå÷åíèå çàáî-
ëåâàíèÿ), II – óìåðåííàÿ (ïîäîñòðîå òå÷åíèå è îáî-
ñòðåíèè õðîíè÷åñêîãî òå÷åíèÿ), III – ìàêñèìàëüíàÿ 
(îñòðîå è ïîäîñòðîå òå÷åíèå).  

Êëèíè÷åñêàÿ êàðòèíà ÑÑÄ ïîëèìîðôíà è ïî-
ëèñèíäðîìíà, ðàçâèâàåòñÿ ÷àùå èñïîäâîëü â âèäå 
ñèíäðîìà Ðåéíî, àðòðàëãèé, óïëîòíåíèÿ êîæè è 
ïîäëåæàùèõ òêàíåé. 

Êëèíè÷åñêèå ïðîÿâëåíèÿ ÑÑÄ:
1. Ïîðàæåíèå êîæè – î÷àãîâûå èëè òîòàëüíûå 

îòåê, èíäóðàöèÿ, àòðîôèÿ äèñòàëüíûõ îòäåëîâ êî-
íå÷íîñòåé, ëèöà; ñîñóäèñòûå è òðîôè÷åñêèå íàðó-
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øåíèÿ, òåëåàíãèýêòàçèè, ñêëåðîäàêòè-
ëèÿ; ãèïåðïèãìåíòàöèÿ è ñóõîñòü êîæè, 
ãèïåðêåðàòîç, ïîðàæåíèå ñëèçèñòûõ 
îáîëî÷åê (êîíúþíêòèâèò, àòðîôè÷å-
ñêèé ðèíèò, ñòîìàòèò, ôàðèíãèò) è æå-
ëåç. Â çàâèñèìîñòè îò ñòåïåíè èíäó-
ðàöèè âûäåëÿþò 2 êëèíè÷åñêèå ôîðìû 
ÑÑÄ: ëèìèòèðîâàííóþ (ïðè êîòîðîé 
ïîðàæàþòñÿ êèñòè è ëèöî) è äèôôóç-
íóþ (ïðè êîòîðîé ïðîöåññ ðàñïðîñòðà-
íÿåòñÿ òàêæå è íà òóëîâèùå). 

2. Ñèíäðîì Ðåéíî â 95% ïåðâîíà-
÷àëüíûé ñèìïòîì ÑÑÄ. 

3. Ïîðàæåíèå îïîðíî-äâèãàòåëü-
íîãî àïïàðàòà – ïîëèàðòðàëãèè, ïîëè-
àðòðèòû ñ ïðåîáëàäàíèåì ôèáðîçíûõ 
èçìåíåíèé è îòñóòñòâèåì âûðàæåííîé 
äåñòðóêöèè ñóñòàâîâ; ôèáðîçíûé èí-
òåðñòèöèàëüíûé ìèîçèò èëè ìèîïàòèè; 
îñòåîëèç ÷àùå íîãòåâûõ ôàëàíã è êàëü-
öèíîç ìÿãêèõ òêàíåé ïðåèìóùåñòâåííî 
â îáëàñòè ïàëüöåâ ðóê è ïåðèàðòèêó-
ëÿðíî (ñèíäðîì Òèáüåðæà-Âåéññåíáà-
õà). Êàëüöèíîç ìÿãêèõ òêàíåé ÿâëÿåòñÿ 
÷àñòüþ CREST–ñèíäðîìà, îáîçíà÷àþ-
ùåãî ñî÷åòàíèå êàëüöèíîçà, ñèíäðî-

êðèòåðèé è êàê ìèíèìóì äâà ìàëûõ. Ñïåöèôè÷íîñòü 
êðèòåðèåâ – 96%, ÷óâñòâèòåëüíîñòü – 90%. Êðèòå-
ðèè äèàãíîçà þâåíèëüíîé ÑÑÄ – áîëåå «æåñòêèå», 
÷åì äèàãíîñòè÷åñêèå êðèòåðèè ó âçðîñëûõ. Äëÿ 
óñòàíîâëåíèÿ äèàãíîçà þâåíèëüíîé ÑÑÄ îáÿçà-
òåëüíûì ÿâëÿåòñÿ íå òîëüêî íàëè÷èå ïðîêñèìàëü-
íîé ñêëåðîäåðìû, íî è äâóõ ìàëûõ ïðèçíàêîâ. Ýòî 
ñâÿçàíî ñ íåîáõîäèìîñòüþ èñêëþ÷àòü ñîñòîÿíèÿ, 
ïðè êîòîðûõ ó äåòåé ìîæåò âñòðå÷àòüñÿ äèôôóçíîå 
óïëîòíåíèå êîæè, – ýîçèíîôèëüíûé ôàñöèèò, ïðî-
ãåðèþ, ôåíèëêåòîíóðèþ èëè ïàíñêëåðîòè÷åñêóþ 
ìîðôåà. Â ýòîì ïëàíå âàæíóþ ðîëü èãðàþò ñåðîëî-
ãè÷åñêèå àóòîèììóííûå ìàðêåðû. 

Ïðîãíîç ÑÑÄ çàâèñèò îò ôîðìû è òå÷åíèÿ çàáî-
ëåâàíèÿ, âîçðàñòà íà÷àëà áîëåçíè. 

Ëå÷åíèå áîëüíûõ ÑÑÄ [5,6] äîëæíî áûòü ðàí-
íèì, ïàòîãåíåòè÷åñêèì, êîìïëåêñíûì, äëèòåëüíûì. 
Â òåðàïèè èñïîëüçóþò àíòèôèáðîçíûå (D-ïåíè-
öèëëàìèí, óíèòèîë, ëèäàçà, ãëþêîêîðòèêîèäû), ñî-
ñóäèñòûå (íèôåäèïèí, êàïòîïðèë, âàçàïðîñòàí), 
ïðîòèâîâîñïàëèòåëüíûå, èììóíîñóïðåññèâíûå 
ïðå ïàðàòû (öèêëîôîñôàí, ìåòîòðåêñàò), äåçàãðå-
ãàíòû (òðåíòàë, êóðàíòèë), ëîêàëüíîå, ðåàáèëèòàöè-
îííîå è ñèìïòîìàòè÷åñêîå ëå÷åíèå. 

Ó äåòåé èñòèííàÿ ÷àñòîòà ÑÑÄ íå èçâåñòíà. Íå-
ñìîòðÿ íà îòñóòñòâèå îôèöèàëüíûõ ñòàòèñòè÷åñêèõ 
äàííûõ, ìîæíî óòâåðæäàòü, ÷òî áîëüíûõ ñ òàêèì 
àóòîèììóííûì çàáîëåâàíèåì, êàê î÷àãîâàÿ ñêëå-
ðîäåðìèÿ, ñòàíîâèòñÿ âñå áîëüøå è ïðîòåêàåò ýòî 
çàáîëåâàíèå àãðåññèâíåå [2]. Â ã. Çàïîðîæüå â íà-
ñòîÿùåå âðåìÿ íà ó÷åòå ñîñòîèò 4 ðåáåíêà ñ äèà-
ãíîçîì ÑÑÄ. Íåñìîòðÿ íà òî, ÷òî â ìåäèöèíñêîé ëè-
òåðàòóðå îïóáëèêîâàíî ìíîãî ðàáîò, ïîñâÿùåííûõ 
ÑÑÄ, äèàãíîñòèêà çàáîëåâàíèÿ â äåòñêîì âîçðàñòå 

Òàáëèöà 

Êëàññèôèêàöèîííûå êðèòåðèè þâåíèëüíîé ÑÑÄ 
(Zulian F. ñîàâò., 2007)

Áîëüøîé êðèòåðèé - 
îáÿçàòåëüíûé

Ïðîêñèìàëüíûé ñêëåðîç/èíäóðàöèÿ êîæè

Ìàëûå êðèòåðèè

Êîæíûå ïðîÿâëåíèÿ Ñêëåðîäàêòèëèÿ

Ïåðèôåðè÷åñêèå ñîñóäû
Ñèíäðîì Ðåéíî, äèãèòàëüíûå ÿçâû 
êîí÷èêîâ ïàëüöåâ, òèïè÷íûå èçìåíåíèÿ ïðè 
êàïèëëÿðîñêîïèè

Ïîðàæåíèå ÆÊÒ Äèñôàãèÿ, ãàñòðîýçîôàãåàëüíûé ðåôëþêñ

Âîâëå÷åíèå ñåðäöà Àðèòìèÿ, ñåðäå÷íàÿ íåäîñòàòî÷íîñòü

Ïî÷å÷íûå ïðîÿâëåíèÿ
Îñòðûé ñêëåðîäåðìè÷åñêèé êðèç, âíîâü 
íà÷àâøàÿñÿ àðòåðèàëüíàÿ ãèïåðòåíçèÿ

Ðåñïèðàòîðíûé òðàêò
Ëåãî÷íîé ôèáðîç (ÊÒÂÐ/ðåíòãåíîãðàôèÿ), 
ëåãî÷íàÿ ãèïåðòåíçèÿ, ñíèæåíèå 
äèôôóçèîííîé ôóíêöèè ëåãêèõ

Ñêåëåòíî-ìûøå÷íàÿ 
ñèñòåìà

Êðåïèòàöèÿ ñóõîæèëèé, àðòðèò, ìèîçèò

Íåâðîëîãè÷åñêèå 
ïðîÿâëåíèÿ

Ñèíäðîì êàðïàëüíîãî êàíàëà, íåâðîïàòèè

Ñåðîëîãè÷åñêèå ìàðêåðû
ÀÍÔ, ñïåöèôè÷íûå äëÿ ÑÑÄ àóòîàíòèòåëà, 
ÀÖÀ, àíòèôèáðèëëèíîâûå, àíòè-ÐÍÊ-
ïîëèìåðàçà  I è III

ìà Ðåéíî, ïîðàæåíèÿ ïèùåâîäà, ñêëåðîäàêòèëèè, 
è òåëåàíãèýêòàçèè êàê âàðèàíò ÑÑÄ ñ õðîíè÷åñêèì 
òå÷åíèåì è ëèìèòèðîâàííûì ïîðàæåíèåì êîæè. 

Âèñöåðàëüíàÿ ïàòîëîãèÿ: 
 – ïîðàæåíèå ÆÊÒ â âèäå ýçîôàãèòà (ñ äèñôà-

ãèåé, äèôôóçíûì ðàñøèðåíèåì ïèùåâîäà, ñóæå-
íèåì â íèæíåé òðåòè, îñëàáëåíèåì ïåðèñòàëüòèêè 
è ðèãèäíîñòüþ ñòåíîê), ñòðèêòóð, ãðûæ ïèùåâîä-
íîãî îòâåðñòèÿ, äóîäåíèòà, ñèíäðîìà íàðóøåíèÿ 
âñàñûâàíèÿ;

 – ïîðàæåíèå îðãàíîâ äûõàíèÿ â âèäå ôèáðîçè-
ðóþùåãî àëüâåîëèòà è äèôôóçíîãî ïíåâìîôèáðîçà 
ñ ïðåèìóùåñòâåííîé ëîêàëèçàöèåé â áàçàëüíûõ îò-
äåëàõ ëåãêèõ, à òàêæå íàëè÷èåì ñïàå÷íîãî ïðîöåññà 
è óòîëùåíèåì ïëåâðû;

 – ïîðàæåíèå ñåðäöà â âèäå êàðäèîìåãàëèè, íà-
ðóøåíèÿ ðèòìà è ïðîâîäèìîñòè, ñíèæåíèå ñîêðà-
òèòåëüíîé ôóíêöèè ìèîêàðäà, èíôàðêòîïîäîáíûå 
èçìåíåíèÿ íà ÝÊÃ, ïîðàæåíèÿ ýíäîêàðäà êëàïàíîâ, 
ïåðèêàðäèòà;

 – ïîðàæåíèå ïî÷åê â âèäå îñòðîé èëè õðîíè÷å-
ñêîé íåôðîïàòèè; 

 – ïîðàæåíèå íåðâíîé ñèñòåìû â âèäå 
ïîëè íåéðîïàòèè. 

Ëàáîðàòîðíûå èññëåäîâàíèÿ èìåþò îòíîñèòåëü-
íóþ äèàãíîñòè÷åñêóþ öåííîñòü, êðîìå ñïåöèôè÷å-
ñêèõ äëÿ ÑÑÄ aHTH-Scl-70-àíòèòåë (îñòðîå òå÷åíèå 
çàáîëåâàíèÿ), ALIA (ëèìèòèðîâàííàÿ ôîðìà è õðî-
íè÷åñêîå òå÷åíèå ÑÑÄ) è àíòè-ÐÍÏ-àíòèòåë (ïîäî-
ñòðîå òå÷åíèè è ïåðåêðåñòíûå ôîðìû ÑÑÄ). 

Äëÿ äèàãíîñòèêè þâåíèëüíîé ÑÑÄ ñóùåñòâóþò 
îòäåëüíûå êðèòåðèè [5,7] (òàáë.). Ó áîëüíîãî â âîç-
ðàñòå äî 16 ëåò þâåíèëüíàÿ ÑÑÄ ìîæåò áûòü äèàãíî-
ñòèðîâàíà, åñëè â êëèíèêå ïðèñóòñòâóþò áîëüøîé 
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ïðîäîëæàåò âûçûâàòü òðóäíîñòè ó ïðàêòè÷åñêèõ 
âðà÷åé. Â ñâÿçè ñ ÷åì ìû ïðåäñòàâëÿåì âíèìàíèþ 
÷èòàòåëåé äâà êëèíè÷åñêèõ ñëó÷àÿ ÑÑÄ ó äåòåé. 

Êëèíè÷åñêèé ïðèìåð 1. Ìàëü÷èê Ì, 8 ëåò ïî-
ñòóïèë â ðåâìîêàðäèîëîãè÷åñêîå îòäåëåíèå ñ æà-
ëîáàìè íà áîëü â ïðàâîé ïÿòêå ïðè õîäüáå, óìåíü-
øåíèå ðàçìåðîâ è äåôîðìàöèþ 3 ïàëüöà ïðàâîé 
ñòîïû, ïÿòíà ãèïåðåìèè íà ñòîïå. 

Èç àíàìíåçà: ðîäèòåëè îáðàòèëè âíèìàíèå, ÷òî 
ñ 3-õëåòíåãî âîçðàñòà ó ðåáåíêà 3 ïàëåö ïðàâîé 
ñòîïû îòñòàåò â ðàçâèòèè, êîæà íàä ýòèì ïàëüöåì 
ñóõàÿ. Ìàëü÷èê îñìîòðåí ïåäèàòðîì, õèðóðãîì, 
äåðìàòîëîãîì, ãåíåòèêîì â ïîëèêëèíèêå. Âûñòàâ-
ëåí äèàãíîç: Àòîïè÷åñêèé äåðìàòèò. Ïîëó÷àë ìåñò-
íîå ëå÷åíèå. Ïîçæå íà òûëå ñòîïû ïîÿâèëîñü ïÿòíî 
ãèïåðïèãìåíòàöèè è óïëîòíåíèÿ êîæè ëèíåéíîé 
ôîðìû, çàòåì – òàêèå æå ïÿòíà, íî îêðóãëîé ôîðìû 
íà ïÿòêå è â îáëàñòè «ïîäóøå÷êè» ñòîïû. Çà 2 ìåñ. 
äî ãîñïèòàëèçàöèè ðåáåíîê ñòàë ïðèõðàìûâàòü íà 
ïðàâóþ íîãó èç-çà âîçíèêøåé áîëåçíåííîñòè â îá-
ëàñòè ïÿòêè. Îñìîòðåí îðòîïåäîì, çàïîäîçðåíà 
ñêëåðîäåðìèÿ, íàïðàâëåí â ñòàöèîíàð. 

Ïðè îáúåêòèâíîì îñìîòðå: Òåìïåðàòóðà 36,6 Ñ. 
Ïñèõî-ìîòîðíîå è ôèçè÷åñêîå ðàçâèòèå ñîîòâåò-
ñòâóåò âîçðàñòó, êîæíûå ïîêðîâû ðîçîâûå, íà ïðà-
âîé ñòîïå îáíàðóæèâàþòñÿ ó÷àñòêè ãèïåðïèãìåí-
òàöèè è óïëîòíåíèÿ êîæè îêðóãëîé ôîðìû äî 4 ñì â 
äèàìåòðå â îáëàñòè ïëþñíû è íà ïÿòêå (ðèñ. 1), íà 
òûëå – ó÷àñòîê ëèíåéíîé ôîðìû äëèííîé äî 10 ñì 
(ðèñ. 2). 3 ïàëåö ïðàâîé ñòîïû ðîçîâûé, óìåíüøåí 
â ðàçìåðå, äåôîðìèðîâàí (ðèñ. 2), ïîëîæèòåëüíûé 
ñèìïòîì òðåíèÿ ñóõîæèëèé ýòîãî ïàëüöà – êðåïèòà-
öèÿ ïðè àêòèâíèõ ñãèáàòåëüíî-ðàçãèáàòåëüíûõ äâè-
æåíèÿõ. Â ëåãêèõ âåçèêóëÿðíîå äûõàíèå. Ãðàíèöû 
ñåðäöà â ïðåäåëàõ âîçðàòíîé íîðìû. Òîíû ñåðäöà 
ðèòìè÷íû, ÷åòêèå ×ÑÑ 84 óä/ìèí. Æèâîò ìÿêãèé, 
áåçáîëåçíåííûé. Ðåíòãåíîëîãè÷åñêè: àêðîîñòåîëèç 
ôàëàíã 3 ïàëüöà. 

Ðåçóëüòàòû ëàáîðàòîðíûõ èññëåäîâàíèé (êëè-
íè÷åñêèé àíàëèç êðîâè, ìî÷è, áèîõèìè÷åñêèé àíà-
ëèç êðîâè, îñòðîôàçîâûå ïîêàçàòåëè) â ïðåäå-
ëàõ íîðìû.  Êðåàòèíêèíàçà îáùàÿ – 169,66 ÅÄ/ë 
(íîðìà < 247). Àíòèòåëà ê öåíòðîìåðå Â – 1,65 ÅÄ/
ìë (íîðìà < 10). Íà ÝÊÃ – âîëüòàæ äîñòàòî÷íûé, 

ðèòì ñèíóñîâûé, íàðóøåíèå ïðî-
öåññîâ ðåïîëÿðèçàöèè â ìèîêàðäå 
æåëóäî÷êîâ. ÓÇÈ ñåðäöà, îðãàíîâ 
ãåïàòîáèëèàðíîé ñèñòåìû (ÃÁÑ) 
– áåç ïàòîëîãèè. Ðåíòãåíîãðàôèÿ 
ñòîï â ïðÿìîé ïðîåêöèè: îñòåîïî-
ðîç è àòðîôèÿ ñðåäíåé ôàëàíãè 3 
ïàëüöà ïðàâîé ñòîïû íà ôîíå ñêëå-
ðîäåðìèè. Ðåíòãåíîãðàôèÿ îðãàíîâ 
ãðóäíîé êëåòêè: ïðèçíàêè ñêëåðîòè-
÷åñêèõ èçìåíåíèé â ëåãêèõ (ðèñ. 3). 
Ñîãëàñíî ðàáî÷åé êëàññèôèêàöèè 
(Zulian F. ñîàâò. 2007) áîëüíîìó âû-
ñòàâëåí äèàãíîç: Ñèñòåìíàÿ ñêëåðî-
äåðìèÿ, þâåíèëüíàÿ ôîðìà, õðîíè-
÷åñêîå òå÷åíèå, íà÷àëüíàÿ ñòàäèÿ, 

Ðèñ. 1.  

Ðèñ. 4.  

Ðèñ. 2.  

Ðèñ. 3.  

1 ñò. àêòèâíîñòè. Íàçíà÷åíî ëå÷åíèå – íèôåäèïèí, 
òðåíòàë, óíèòèîë, êóïðåíèë, ìàçü «Êîíòðàêòóáåêñ», 
ýëåêòðîôîðåç ñ ëèäàçîé íà òûë ñòîïû, ìàññàæ. 
Ïðè àìáóëàòîðíîì îáñëåäîâàíèè ÷åðåç 2 ìåñÿ-
öà – äèíàìèêà ñëàáîïîëîæèòåëüíàÿ, íîâûõ êîæíûõ 
èçìåíåíèé íåò, êîæà â îáëàñòè ãèïåðïèãìåíòàöèè 
è ôèáðîçà íà òûëå ñòîïû ýëàñòè÷íåå, äâèæåíèÿ â 
3 ïàëüöå ïðàâîé ñòîïû â ïîëíîì îáüåìå. 

Êëèíè÷åñêèé ïðèìåð 2. Äåâî÷êà Î., âïåðâûå 
ïîñòóïèëà â ñòàöèîíàð â 5 ëåò ñ æàëîáàìè íà î÷àãî-
âûå èçìåíåíèÿ íà êîæå â âèäå óïëîòíåíèé, àòðîôèè, 
ãèïåðïèãìåíòàöèè, áîëè â ñóñòàâàõ ñ íàðóøåíèåì 
èõ ôóíêöèè. Áîëååò â òå÷åíèå ãîäà, çà ïîìîùüþ 
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íå îáðàùàëèñü. Ðåçóëüòàòû ëàáîðàòîðíûõ èññëåäîâàíèé 
âûÿâèëè îòêëîíåíèå îò íîðìû: ÑÎÝ 30 ìì/÷, òèìîëîâàÿ 
ïðîáà – 17,9 åä, Ñ-ðåàêòèâíûé áåëîê +++, ÊÔÊ 991,0 íÌ/
(ñ. ë)(íîðìà äî 100), ðåâìîôàêòîð ++, àíòèòåëà ê ÄÍÊ ñóì-
ìàðíûå – 91,3 ÌÅ/ìë (íîðìà äî 25), àíòèíóêëåàðíûå àíòè-
òåëà ñóììàðíûå 3,52 ÅÄ (íîðìà äî 0,9). Íà ÝÊÃ âîëüòàæ 
äîñòàòî÷íûé, ðèòì ñèíóñîâûé, ìåòàáîëè÷åñêèå èçìåíåíèÿ 
â ìèîêàðäå. ÓÇÈ îðãàíîâ ÃÁÑ – ãåïàòîìåãàëèÿ. Íà ðåíòãå-
íîãðàììå îðãàíîâ ãðóäíîé êëåòêè – ëåãî÷íîé ðèñóíîê óñè-
ëåí, êîðíè òÿæèñòû, ñïðàâà (S10) ó÷àñòîê ïíåâìîôèáðîçà. 

Âûñòàâëåí äèàãíîç: Ñèñòåìíàÿ ñêëåðîäåðìèÿ, þâå-
íèëüíàÿ ôîðìà, äèôôóçíîå ïîðàæåíèå êîæè, ñóñòàâíîé 
ñèíäðîì, ñòåðòûé ñèíäðîì Ðåéíî, î÷àãîâûé ïíåâìîôè-
áðîç ñïðàâà (S 10), ðåàêòèâíûé ãåïàòèò, ïîäîñòðîå òå÷å-
íèå. Íàçíà÷åíî ëå÷åíèå: ïðåäíèçîëîí, äèêëîôåíàê, íèôå-
äèïèí, äèïèðèäàìîë, ëèäàçà, óíèòèîë, ìàññàæ, ëå÷åáíàÿ 
ôèçêóëüòóðà. 

Ïîâòîðíûå ïëàíîâûå ãîñïèòàëèçàöèè â âîçðàñòå 6 è 
7 ëåò. Ñîõðàíÿëèñü ïðåæíèå æàëîáû, ïîÿâèëîñü îãðàíè-
÷åíèå äâèæåíèé â ìåæôàëàíãîâûõ ñóñòàâàõ êèñòåé. Â ðå-
çóëüòàòàõ ëàáîðàòîðíûõ èññëåäîâàíèé ïðîäîëæàëè âûÿâ-
ëÿòü óìåðåííîå ïîâûøåíèå òèìîëîâîé ïðîáû äî 4,3 åä,, 
ðåâìîôàêòîðà ++, ñóììàðíûõ àíòèòåë ê ÄÍÊ – 82,6 ÌÅ/ìë 
(íîðìà äî 25) è ñóììàðíûõ àíòèíóêëåàðíûõ àíòèòåë 1,82 
ÅÄ (íîðìà äî 0,9). Íà ÝÊÃ ðåãèñòðèðîâàëèñü óìåðåííûå 
ìåòàáîëè÷åñêèå èçìåíåíèÿ â ìèîêàðäå, íà ÓÇÈ îðãàíîâ 
ÃÁÑ – óìåðåííàÿ ãåïàòîìåãàëèÿ, íà ðåíòãåíîãðàììå îð-
ãàíîâ ãðóäíîé êëåòêè – ïðèçíàêè ïíåâìîôèáðîçà. Ïðîäîë-
æàëà ïîëó÷àòü ìåòèïðåä, êóïðåíèë, óíèòèîë, íèôåäèïèí, 
íåéðîâèòàí, ìàçü «Êîíòðàêòóáåêñ». Â òåðàïèþ äîáàâëåí 
ìåòîòðåêñàò. 

Ïîñëåäíÿÿ ãîñïèòàëèçàöèÿ â âîçðàñòå 8 ëåò ñ ïðåæíè-
ìè æàëîáàìè. Äèíàìèêà çàáîëåâàíèÿ ñëàáîîòðèöàòåëü-
íàÿ. Îáúåêòèâíî: î÷àãîâûå ìíîæåñòâåííûå èçìåíåíèÿ 
êîæè (ðèñ. 4-7) â âèäå óïëîòíåíèé, ó÷àñòêîâ ãèïî- è ãèïåð-
ïèãìåíòàöèè, êåðàòîçà, ïëîòíûõ îòåêîâ, íàðóøåíèå ýëà-
ñòè÷íîñòè êîæè, ðóáöîâûå èçìåíåíèÿ, óìåðåííûå ìûøå÷-
íî-ñóõîæèëüíûå êîíòðàêòóðû â ìåæôàëàíãîâûõ ñóñòàâàõ 
êèñòåé, ñòîï, ëó÷åçàïÿñòíûõ ñóñòàâàõ. Â ëåãêèõ äûõàíèå 
âåçèêóëÿðíîå, äåÿòåëüíîñòü ñåðäöà ðèòìè÷íàÿ, òîíû ïðè-
ãëóøåíû, æèâîò ìÿãêèé, áåçáîëåçíåí, ïå÷åíü íå óâåëè÷å-
íà. Ëàáîðàòîðíûå èññëåäîâàíèÿ: ñîõðàíÿåòñÿ ïîâûøåíèå 
òèìîëîâîé ïðîáû äî 5,4 åä, ñóììàðíûõ àíòèòåë ê ÄÍÊ – 
109,7 ÌÅ/ìë (íîðìà äî 25) è ñóììàðíûõ àíòèíóêëåàðíûõ 
àíòèòåë 5,93 ÅÄ (íîðìà äî 0,9). ÝÊÃ: âîëüòàæ äîñòàòî÷íûé, 
ðèòì ñèíóñîâûé, íàðóøåíèå ïðîöåññîâ ðåïîëÿðèçàöèè 
â ìèîêàðäå æåëóäî÷êîâ. ÓÇÈ îðãàíîâ ÃÁÑ – ïàòîëîãèè íå 
âûÿâëåíî. Íà ðåíòãåíîãðàììå îðãàíîâ ãðóäíîé êëåòêè – 
ëîêàëüíûé ïíåâìîôèáðîç S10 ñ äâóõ ñòîðîí (ðèñ. 8). Ïðî-
äîëæàåò ïîëó÷àòü êîìïëåêñíóþ òåðàïèþ. 

Âûâîä. Ïðåäñòàâëåííûå ñëó÷àè þâåíèëüíîé ôîðìû 
ÑÑÄ ïîêàçàòåëüíû, ïðåäñòàâëÿþò äâà âàðèàíòà òå÷åíèÿ è 
àêòèâíîñòè ïàòîëîãè÷åñêîãî ïðîöåññà. Ó÷èòûâàÿ ðåäêóþ 
âñòðå÷àåìîñòü ÑÑÄ ó äåòåé, ñëîæíîñòü äèàãíîñòèêè, îïè-
ñàííûå ïðèìåðû áóäóò ïîëåçíû âðà÷àì ðàçëè÷íûõ ñïåöè-
àëüíîñòåé, ðàñøèðèò èõ ïðåäñòàâëåíèå î ïàòîëîãèè, íàñòî-
ðîæèò â îòíîøåíèè åå ñâîåâðåìåííîé äèàãíîñòèêè. 

Ðèñ. 5.  

Ðèñ. 6.  

Ðèñ. 7.  

Ðèñ. 8.  
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Ïîäë³àíîâà Î. ². 
Ðåçþìå. Ó ñòàòò³ âèêëàäåí³ ñó÷àñí³ äàí³ ïðî êë³í³÷í³ ïðîÿâè òà ä³àãíîñòèêó ñèñòåìíî¿ ñêëåðîäåðì³¿. 

Îïèñàíî äâà êë³í³÷íèõ âèïàäêà þâåí³ëüíî¿ ôîðìè ñèñòåìíî¿ ñêëåðîäåðì³¿, ùî ïðåäñòàâëÿþòü äâà âàð³àíòè 
ïåðåá³ãó òà àêòèâíîñò³ ïàòîëîã³÷íîãî ïðîöåñó. Âðàõîâóþ÷è íå âèñîêó ðîçïîâñþäæåí³ñòü ïàòîëîã³¿ ó ä³òåé, 
ñêëàäí³ñòü ä³àãíîñòèêè, îïèñàí³ ïðèêëàäè áóäóòü êîðèñí³ ë³êàðÿì ð³çíèõ ñïåö³àëüíîñòåé. 

Êëþ÷îâ³ ñëîâà: þâåí³ëüíà ñèñòåìíà ñêëåðîäåðì³ÿ, ä³òè. 
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ÑÈÑÒÅÌÍÀß ÑÊËÅÐÎÄÅÐÌÈß Ó ÄÅÒÅÉ: ÄÂÀ ÊËÈÍÈ×ÅÑÊÈÕ ÑËÓ×Àß
Ïîäëèàíîâà Å. È. 
Ðåçþìå. Â ñòàòüå èçëîæåíû ñîâðåìåííûå äàííûå ïðî êëèíè÷åñêèå ïðîÿâëåíèÿ è äèàãíîñòèêó ñèñòåì-

íîé ñêëåðîäåðìèè. Îïèñàíû äâà êëèíè÷åñêèõ ñëó÷àÿ þâåíèëüíîé ôîðìû ñèñòåìíîé ñêëåðîäåðìèè, ïðåä-
ñòàâëÿþùèå äâà âàðèàíòà òå÷åíèÿ è àêòèâíîñòè ïàòîëîãè÷åñêîãî ïðîöåññà. Ó÷èòûâàÿ ðåäêóþ âñòðå÷àå-
ìîñòü ïàòîëîãèè ó äåòåé, ñëîæíîñòü äèàãíîñòèêè, îïèñàííûå ïðèìåðû áóäóò ïîëåçíû âðà÷àì ðàçëè÷íûõ 
ñïåöèàëüíîñòåé. 

Êëþ÷åâûå ñëîâà: þâåíèëüíàÿ ñèñòåìíàÿ ñêëåðîäåðìèÿ, äåòè

UDC 616. 5-004-053. 2
Systemic Sclerosis in Children: Two Clinical Cases
Podlianova E. I. 
Abstract. Systemic sclerosis (SS) is a progressive disease with polisyndrom characteristic changes in the skin, 

locomotor system, internal organs and widespread violations of the type of vasospastic Raynaud’s phenomenon. It 
is assumed there is multifactorial genesis of pathology due to the interaction of adverse exogenous and endogenous 
factors with a genetic predisposition to the disease. In the pathogenesis of SS the key role is played by impaired 
immunity, leading to the increase in collagen and fibroformations, changes in the microcirculation with the activation 
and proliferation of endothelial and smooth muscle cells, obliterating the development of microangiopathy. This in 
turn leads to a further activation of the immune system and fibroblasts that vicious circle of disease progression. 
From 5 clinical forms of SS in pediatrics the most common is with juvenile onset before 16 years of age, focal 
lesions of skin and gemiforms, erased by Raynaud’s phenomenon, articular syndrome with the development of 
contractures, the formation of abnormal development of limbs, unexpressed visceral pathology. They distinguish 
acute, subacute and chronic course; three stages and the degree of disease activity. To put the diagnosis of 
juvenile SS for the patient under the age of 16 the presence of proximal scleroderma and two small signs of the 
following are obligatory: sclerodactyly, Raynaud’s phenomenon, digital tip ulcers, dysphagia, gastroesophageal 
reflux, arrhythmias, pulmonary fibrosis et al. Serological markers of autoimmunity play the important role here too: 
antinuclear antibodies, sc-selective autoantibodies (anticentromere, anti–topoisomerase I [Scl-70], antifibrillarin, 
anti–PM-Scl, antifibrillin or anti–RNA polymerase I or III). 

In children, the true frequency of SS is not known. In Zaporozhye 4 children with the diagnosis of SS are currently 
registered. Despite the fact that in medical literature there are a lot of publishedworks on the SS, the diagnosis 
of this illness in children continues to cause difficulties for doctors-practitioners. Therefore we are presenting to 
our readers the two clinical cases of SS in children. The first example is the story of the boy’s (M., 8 years old) 
illness. He appealed with the complains of pain in his right heel while walking, reduced size and deformation of the 
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third finger on his right foot, redness and hyper pigmentation of round and linear form on the foot. As the result of 
the examination the diagnosis is the following: Systemic scleroderma, juvenile form, a chronic course, the initial 
stage, 1 degree activity. Noteworthy that the serological autoimmune markers were negative. During the therapy he 
received antifibrotic, cardiovascular, anti-inflammatory drugs, disaggregants, local treatment. The second example 
-a girl, O., 8 years old. Complaints againstmultiple focal changes in the skin in the form of seals, areas of hypo- 
and hyperpigmentation, keratosis, dense edema, skin elasticity, scarring, moderate muscle-tendon contracture 
in the interphalangeal joints of the hands, feet, wrist joints. The chest radiograph shows local fibrosis S10on both 
sides. She is being monitored for 5 years with the diagnosis of Systemic scleroderma, juvenile form, diffuse lesion 
of the skin, joints syndrome, Raynaud’s phenomenonerased, focalfibrosis (S10) on both sides, reactive hepatitis, 
subacute course. During the entire observation period the increased rates of autoimmune markers are preserved: 
total antibodies to DNA 3-4 times higher and total antinuclear antibodies by 5-6 times. In contrast to the first patient, 
the girl’s treatment includes corticosteroids and immunosuppressants. 

The presented cases of juvenile SS are indicative. They represent the two variants of the pathological process 
activity and flow. Taking into consideration the rare occurrence of SS in children and the complexity of the diagnosis 
the described examples will be useful for doctors of various specialties. 

Keywords: juvenile systemic sclerosis, children. 
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