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Ïðåäñòàâëåí êëèíè÷åñêèé ñëó÷àé ýíäîãåííîãî ãèïåðêîðòèöèçìà. Ïî ðåçóëüòàòàì îá-
ñëåäîâàíèÿ ó 18-ëåòíåãî ïàöèåíòà äèàãíîñòèðîâàí ñèíäðîì Èöåíêî-Êóøèíãà, îáóñëîâ-
ëåííûé ïðåäïîëîæèòåëüíî êîðòèêîñòåðîìîé ëåâîãî íàäïî÷å÷íèêà. Ïðîèçâåäåíà ëàïà-
ðîñêîïè÷åñêàÿ àäðåíàëýêòîìèÿ ñëåâà. Ïàòîëîãîãèñòîëîãè÷åñêîå çàêëþ÷åíèå: ïèãìåíò-
íàÿ íîäóëÿðíàÿ äèñïëàçèÿ íàäïî÷å÷íèêà. Â ïîñëåîïåðàöèîííîì ïåðèîäå ñèìïòîìû ãè-
ïåðêîðòèöèçìà ðåãðåññèðîâàëè, íà ïðîòÿæåíèè äâóõëåòíåãî íàáëþäåíèÿ ðåöèäèâà íåò. 
Ðåòðîñïåêòèâíî ó ïàöèåíòà âûÿâëåíû ïðîÿâëåíèÿ ðåäêîãî íàñëåäñòâåííîãî çàáîëåâà-
íèÿ – Êàðíè-êîìïëåêñà. Èíòåðåñ ïðåäñòàâëåííîãî íàáëþäåíèÿ çàêëþ÷àåòñÿ â åãî èñêëþ-
÷èòåëüíîé ðåäêîñòè. Îäíîñòîðîííÿÿ àäðåíàëýêòîìèÿ îêàçàëàñü ýôôåêòèâíîé, íî âåðî-
ÿòíîñòü ðåöèäèâà ãèïåðêîðòèöèçìà è äðóãèõ ïðîÿâëåíèé Êàðíè-êîìïëåêñà ñîõðàíÿåòñÿ. 
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CARNEY COMPLEX, 
ASSOCIATED WITH ENDOGENOUS HYPERCORTISOLISM

We present a clinical case of endogenous hypercortisolism. After examination, 18-year-
old patient was diagnosed with Cushing's syndrome, presumably caused by corticosteroma of 
left adrenal gland. Left laparoscopic adrenalectomy was performed. Pathologohystological 
conclusion was adrenal pigmented nodular dysplasia. In postoperative period hypercortisolism 
symptoms regressed. During the 2-year lasting observation of patient no relapse was found. In 
retrospect, the patient revealed symptoms of a rare hereditary disease - Carney complex. The 
interest of submitted observation lies in its exceptional rarity. Unilateral adrenalectomy was 
effective, but the probability of recurrence of Cushing’s syndrome and other manifestations 
of Carney complex still exists. 

Key words: Carney complex, pigment nodular adrenal dysplasia, Cushing's syndrome, 
hypercortisolism, the true lentiginosis, an autosomal dominant mode of inheritance
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Êàðíè-êîìïëåêñ – ðåäêèé íàñëåä-
ñòâåííûé íåîïëàñòè÷åñêèé ñèíäðîì ñ 
àóòîñîìíî-äîìèíàíòíûì âàðèàíòîì íà-
ñëåäîâàíèÿ, êîòîðûé ïðîÿâëÿåòñÿ ýíäî-
êðèííûìè è íåýíäîêðèííûìè íåîïëàçè-
ÿìè [4]. Âïåðâûå ýòîò ñèíäðîì áûë îïèñàí 
â 1985 ãîäó ãðóïïîé ó÷åíûõ êëèíèêè Ìåéî 
(ÑØÀ) ïîä ðóêîâîäñòâîì ïàòîëîãà J.A. Car-
ney. Â 2000 ãîäó C.A. Stratakis óñòàíîâèë ãåíå-
òè÷åñêóþ ïðèðîäó äàííîãî çàáîëåâàíèÿ [3, 
5]. Ïðè÷èíîé ÿâëÿþòñÿ ðàçíîîáðàçíûå ìó-
òàöèè â ãåíå ðåãóëÿòîðíîé 1α-ñóáúåäèíèöû 
ïðîòåèíêèíàçû À â 22 èëè 24 ó÷àñòêå ïëå-
÷à q 17 õðîìîñîìû (1 òèï) èëè â 16 ó÷àñòêå 
ïëå÷à ð 2 õðîìîñîìû (2 òèï) [5].

Çàáîëåâàíèå âñòðå÷àåòñÿ ó ìóæ÷èí 
è æåíùèí. Ê îñíîâíûì ïðîÿâëåíèÿì 
Êàðíè-êîìïëåêñà îòíîñÿòñÿ: èñòèííûé 
ëåíòèãèíîç ñ ïîñòîÿííîé ëîêàëèçàöèåé 
ïèãìåíòíûõ ïÿòåí æåë òî-êîðè÷íåâîãî 
èëè ïî÷òè ÷åðíîãî öâåòà âîêðóã ãóá, íà 
êîíúþíêòèâå, ñëèçèñòîé ãåíèòàëèé, íåçà-
âèñèìî îò âîçäåéñòâèÿ ñîëíå÷íûõ ëó÷åé 
(â îòëè÷èå îò âåñíóøåê); ìèêñîìû êîæè 
èëè ñëèçèñòûõ; ãîëóáûå íåâóñû; ìèêñîìà 
ñåðäöà, çà÷àñòóþ ÿâëÿþùàÿñÿ åäèíñòâåí-
íûì ôåíîòèïè÷åñêèì ïðîÿâëåíèåì; ìèê-
ñîìà ìîëî÷íîé æåëåçû; äâóñòîðîííÿÿ 
âíóòðèïðîòîêîâàÿ àäåíîìà ìîëî÷íîé æå-
ëåçû; ñèíäðîì Èöåíêî-Êóøèíãà, îáóñëîâ-
ëåííûé ïåðâè÷íîé ïèãìåíòíîé íîäóëÿð-
íîé ãèïåðïëàçèåé êîðû íàäïî÷å÷íèêîâ; 
ñîìàòîòðîïèíîìà ñ ÿâëåíèÿìè àêðîìå-
ãàëèè; êðóïíîêëåòî÷íàÿ êàëüöèôèöèðî-
âàííàÿ îïóõîëü êëåòîê Ñåðòîëè èëè êàëü-
öèôèêàòû â ÿè÷êàõ; êàðöèíîìà ùèòîâèä-
íîé æåëåçû èëè ìíîãîóçëîâîé çîá; ìåëà-
íîòè÷åñêèå øâàííîìû; îñòåîõîíäðîìèê-
ñîìà. Òàêæå âûäåëÿþò äîïîëíèòåëüíûå 
ïðèçíàêè – íàëè÷èå ïîäòâåðæäåííîãî 
äèàãíîçà Êàðíè-êîìïëåêñà ó ðîäñòâåííè-
êà ïåðâîãî ïîðÿäêà è ãåíåòè÷åñêè âûÿâ-
ëåííóþ ìóòàöèþ ãåíà ïðîòåèíêèíàçû À. 

Äëÿ ïîñòàíîâêè äèàãíîçà Êàðíè-
êîìïëåêñà íåîáõîäèìî íàëè÷èå äâóõ èëè 
áîëåå îñíîâíûõ ïðèçíàêîâ èëè îäíîãî 
îñíîâíîãî è îäíîãî äîïîëíèòåëüíîãî [7].

Âñåãî â ìèðå îïèñàíî ìåíåå 500 ñëó-
÷àåâ äàííîãî çàáîëåâàíèÿ è òîëüêî 3 íà-
áëþäåíèÿ â íàøåé ñòðàíå [1, 2].

Ïðåäñòàâëÿåì ñîáñòâåííîå
êëèíè÷åñêîå íàáëþäåíèå

Ïàöèåíò Á., 1995 ãîäà ðîæäåíèÿ â íî-
ÿáðå 2013 ãîäà ãîñïèòàëèçèðîâàí â õè-

ðóðãè÷åñêîå îòäåëåíèå ÍÓÇ Äîðîæ-
íîé êëèíè÷åñêîé áîëüíèöû íà ñòàíöèè 
Èðêóòñê-Ïàññàæèðñêèé äëÿ ïëàíîâîãî 
îïåðàòèâíîãî ëå÷åíèÿ ñ íàïðàâèòåëüíûì 
äèàãíîçîì: Ñèíäðîì Èöåíêî-Êóøèíãà, 
êîðòèêîñòåðîìà ëåâîãî íàäïî÷å÷íèêà. 

Ïðè ïîñòóïëåíèè ïðåäúÿâëÿë æàëîáû íà 
ýïèçîäû ïîâûøåíèå àðòåðèàëüíîãî äàâëå-
íèÿ äî 200/110 ìì ðò. ñò., ãîëîâíûå áîëè, èç-
ìåíåíèå âíåøíîñòè (êîæíûå ñòðèè, îêðó-
ãëåíèå ëèöà, ïîâûøåíèå ìàññû òåëà), ìû-
øå÷íóþ è îáùóþ ñëàáîñòü, ñíèæåíèå òîëå-
ðàíòíîñòè ê ôèçè÷åñêèì íàãðóçêàì, ãíîé-
íè÷êîâûå êîæíûå âûñûïàíèÿ íà áåäðàõ.

Èç àíàìíåçà: ñ÷èòàåò ñåáÿ áîëüíûì ñ 
2009 ãîäà, êîãäà áûë çàôèêñèðîâàí ýïè-
çîä ïîâûøåíèÿ àðòåðèàëüíîãî äàâëåíèÿ 
äî 160/80 ìì ðò. ñò., ñîïðîâîæäàþùèéñÿ 
âûðàæåííûì óõóäøåíèåì ñàìî÷óâñòâèÿ 
(ãîëîâîêðóæåíèåì, òîøíîòîé, òàõèêàð-
äèåé, ãîëîâíîé áîëüþ). Ãèïåðòîíè÷åñêèé 
êðèç êóïèðîâàí â óñëîâèÿõ ñòàöèîíàðà, 
ãåíåç àðòåðèàëüíîé ãèïåðòåíçèè íå óñòà-
íîâëåí. Ïîñòîÿííàÿ ãèïîòåíçèâíàÿ òåðà-
ïèÿ íå íàçíà÷àëàñü; ïðè ýïèçîäè÷åñêîì 
êîíòðîëå â àìáóëàòîðíûõ óñëîâèÿõ ôèê-
ñèðîâàëè ïîâûøåíèå ÀÄ äî 140-150/70-
90 ìì ðò. ñò. Ñ àâãóñòà 2010 ãîäà ñòàë îò-
ìå÷àòü èçìåíåíèå âíåøíîñòè: óâåëè÷å-
íèå ìàññû òåëà íà 10-12 êã çà 6 ìåñÿöåâ 
ïðåèìóùåñòâåííî çà ñ÷åò îòëîæåíèÿ ïîä-
êîæíîé æèðîâîé êëåò÷àòêè íà ïåðåäíåé 
áðþøíîé ñòåíêå è ëèöå, îêðóãëåíèå îâà-
ëà ëèöà, ïîÿâëåíèå òîíêèõ ðîçîâûõ ñòðèé 
íà âíóòðåííåé ïîâåðõíîñòè ïëå÷, áåäåð. 

Â àâãóñòå 2013 ãîäà íàõîäèëñÿ íà ëå÷å-
íèè â ýíäîêðèíîëîãè÷åñêîì îòäåëåíèè 
ÃÁÓÇ ÎÊÁ ã. Èðêóòñêà. Ïðè îáñëåäîâàíèè 
óñòàíîâëåíî íàðóøåíèå ñóòî÷íîãî ðèòìà 
êîðòèçîëà è ÀÊÒÃ, óâåëè÷åíèå êîðòèçîëà 
êðîâè äî 1097 íìîëü/ë (íîðìà 150-660), 
ÀÊÒÃ 5 ïã/ìë, ðåçóëüòàò ìàëîé è áîëüøîé 
äåêñàìåòàçîíîâûõ ïðîá îòðèöàòåëåí. Ïî 
äàííûì ÌÑÊÒ íàäïî÷å÷íèêîâ âûÿâëåíû 
ÊÒ-ïðèçíàêè íîäóëÿðíîé ãèïåðïëàçèè 
ëåâîãî íàäïî÷å÷íèêà ñ ðàçìåðàìè íàèáî-
ëåå êðóïíîãî óçëà 13 õ 9,7 ìì, ïëîòíîñòüþ 
34 åä. HU, ïîñëå â/â óñèëåíèÿ íàêîïèâøå-
ãî êîíòðàñò äî 64 åä. HU. Ïðè ïðîâåäåíèè 
ÌÐÒ ãîëîâíîãî ìîçãà âûÿâëåíà êàðòèíû 
íàðóæíîé ãèäðîöåôàëèè è çàïîäîçðåíà 
ìèêðîàäåíîìà ãèïîôèçà. 

Íàïðàâëåí â ÔÁÃÓ «Ýíäîêðèíîëîãè÷å-
ñêèé íàó÷íûé öåíòð» (ã. Ìîñêâà) äëÿ ñî-
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ãëàñîâàíèÿ òàêòèêè âåäåíèÿ, ãäå ïðîøåë 
ñòàöèîíàðíîå îáñëåäîâàíèå â îòäåëå-
íèè òåðàïèè ñ ãðóïïîé îæèðåíèÿ â îêòÿ-
áðå 2013 ãîäà. Çà âðåìÿ ãîñïèòàëèçàöèè 
ïî ðåçóëüòàòàì êîìïëåêñíîãî îáñëåäîâà-
íèÿ âûÿâëåí ñèíäðîì Èöåíêî-Êóøèíãà, 
êîðòèêîñòåðîìà ëåâîãî íàäïî÷å÷íèêà. 
Ïî äàííûì ãîðìîíàëüíîãî îáñëåäîâàíèÿ 
îòìå÷àåòñÿ: íàðóøåíèå ðèòìà êîðòèçîëà, 
ïîâûøåíèå óðîâíÿ ñâîáîäíîãî êîðòèçîëà 
êðîâè äî 749,0 (íîðìà 123,0-626,0), è ìî÷è 
äî 1314,0 íìîëü/ñóò (íîðìà 60,0-413,0); 
ñíèæåíèå óðîâíÿ  ÀÊÒÃ äî 1,7 ìã/ë (íîð-
ìà 7,0-66,0), îòðèöàòåëüíûé ðåçóëüòàò 
íî÷íîãî ïîäàâëÿþùåãî òåñòà ñ 1 ìã äåê-
ñàìåòàçîíà. Ïî äàííûì ÊÒ óñòàíîâëåíû 
ïðèçíàêè àäåíîìû ëåâîãî íàäïî÷å÷íè-
êà (ðàçìåðîì 10õ11 ìì, ïëîòíîñòüþ 36 
åä. HU).  Ïðè âûïîëíåíèè ÌÐÒ ãîëîâíî-
ãî ìîçãà ñ êîíòðàñòèðîâàíèåì â ÝÍÖ äàí-
íûõ çà îáðàçîâàíèå ãèïîôèçà íå ïîëó÷å-
íî. Ïðè äåíñèòîìåòðèè îòìå÷åíà âûðà-
æåííàÿ îñòåîïåíèÿ ïîÿñíè÷íîãî îòäåëà 
ïîçâîíî÷íèêà íà óðîâíå L1-L4. Ïî äàí-
íûì ÓÇÈ ùèòîâèäíîé æåëåçû ýõîãðàôè-
÷åñêèå ïðèçíàêè ïàòîëîãèè íå âûÿâëåíû. 

Çàêëþ÷èòåëüíûé äèàãíîç - ñèíäðîì 
Èöåíêî-Êóøèíãà; êîðòèêîñòåðîìà ëåâî-
ãî íàäïî÷å÷íèêà; îñòåîïåíèÿ ïîÿñíè÷íî-
ãî îòäåëà ïîçâîíî÷íèêà; àðòåðèàëüíàÿ ãè-
ïåðòåíçèÿ 1 ñò. Ðåêîìåíäîâàíî õèðóðãè-
÷åñêîå ëå÷åíèå.

Ïðè ïîñòóïëåíèè â õèðóðãè÷åñêîå 
îòäåëåíèå ÍÓÇ ÄÊÁ íà ñò. Èðêóòñê-
Ïàññàæèðñêèé äîïîëíèòåëüíî ê àíàì-
íåçó óñòàíîâëåíî, ÷òî ìàòåðè áîëüíîãî â 
2005 ãîäó â âîçðàñòå 32 ëåò áûëà âûïîëíåíà 
àäðåíàëýêòîìèÿ ñëåâà ïî ïîâîäó ñèíäðîìà 
Èöåíêî-Êóøèíãà. Â ïîñëåäóþùåì âñå ïðî-
ÿâëåíèÿ ãèïåðêîðòèöèçìà ó íåå ðåãðåññè-
ðîâàëè. Ïàòîãèñòîëîãè÷åñêîå çàêëþ÷åíèå 
ïî ìàêðîïðåïàðàòó ìàòåðè: óçåëêîâàÿ ïèã-
ìåíòíàÿ äèñïëàçèÿ ëåâîãî íàäïî÷å÷íèêà.

Ïðè îñìîòðå ïàöèåíòà áûëè îáíàðó-
æåíû ìíîæåñòâåííûå ïèãìåíòíûå ïÿò-
íà æåë òî-êîðè÷íåâîãî è ïî÷òè ÷åðíîãî 
öâåòà äèàìåò ðîì îò 1,5 äî 10 ìì íà ëèöå ñ 
÷åòêèìè êîíòóðàìè, ñ ïðåèìóùåñòâåííîé 
ëîêàëèçàöèåé íà ãóáàõ, ñëèçèñòîé ðòà, ïå-
ðåäíåé ïîâåðõíîñòè ãðóäíîé êëåòêè. Àíà-
ëîãè÷íûå ïðîÿâëåíèÿ ëåíòèãèíîçà áûëè 
ðàíåå îáíàðóæåíû è ó ìàòåðè ïàöèåí-
òà â 2005 ãîäó. Ñ ó÷åòîì ôàêòîðà íàñëåä-
ñòâåííîñòè çàïîäîçðåí Êàðíè-êîìïëåêñ, 
àññîöèèðîâàííûé ñ ýíäîãåííûì ãèïåð-
êîðòèöèçìîì, è ïðåäïîëîæåíî, ÷òî ó ïà-
öèåíòà èìååò ìåñòî ïåðâè÷íàÿ ïèãìåíò-
íàÿ ãèïåðïëàçèÿ ëåâîãî íàäïî÷å÷íèêà. 
Îò ãåíåòè÷åñêîãî òåñòèðîâàíèÿ ñåìüÿ Á. 
îòêàçàëàñü. 

11.11.2013 ã. ïàöèåíòó Á. ïðîèçâåäåíà 
îïåðàöèÿ – ëåâîñòîðîííÿÿ ëàïàðîñêîïè-
÷åñêàÿ àäðåíàëýêòîìèÿ. Ìàêðîïðåïàðàò 
ïðåäñòàâëÿë ñîáîé  íàäïî÷å÷íèê ñ ìíî-
æåñòâåííûìè óçëàìè êîðè÷íåâîãî öâåòà, 
ðàçìåðàìè îò 5 ìì äî 15 ìì. Ïàòîëîãî-
ãèñòîëîãè÷åñêîå çàêëþ÷åíèå: óçåëêîâàÿ 
ïèãìåíòíàÿ ãèïåðïëàçèÿ êëóáî÷êîâîé è 
ïó÷êîâîé çîí êîðû íàäïî÷å÷íèêà ñ âêëþ-
÷åíèÿìè ìèåëîëèïîìàòîçà. Â êîðòèêîöè-
òàõ óçëîâ îáíàðóæåíû âêëþ÷åíèÿ ãðàíóë 
ïèãìåíòà ëèïîôóñöèíà. 

Ðåçóëüòàòû è îáñóæäåíèå
Ðàííèé ïîñëåîïåðàöèîííûé ïåðèîä 

ïðîòåêàë áåç îñîáåííîñòåé. Ïàöèåíò âû-
ïèñàí íà ñåäüìûå ñóòêè ïîñëå îïåðàöèè. 
ÌÑÊÒ íàäïî÷å÷íèêîâ ÷åðåç 1 ìåñÿö ïî-
ñëå îïåðàöèè: ïðèçíàêîâ ãèïåðïëàçèè 
ïðàâîãî íàäïî÷å÷íèêà íåò. ×åðåç 3 ìåñÿ-
öà ïîñëå îïåðàöèè ïàöèåíò ñóáúåêòèâ-
íî îòìåòèë óëó÷øåíèå ñîñòîÿíèÿ: ñíè-
æåíèå âåñà íà 4 êã, ïîáëåäíåíèå ñòðèé 
íà áåäðàõ è ïëå÷àõ, ñòàáèëèçàöèþ àð-
òåðèàëüíîãî äàâëåíèÿ. Êîíòðîëü ãîðìî-
íîâ êðîâè ÷åðåç ïîëãîäà: êîðòèçîë 359,5 
íìîëü/ë (138-690), ÀÊÒÃ 7,02 ïã/ìë). Êëè-
íè÷åñêèõ äàííûõ çà ðåöèäèâ ñèíäðîìà 
Èöåíêî-Êóøèíãà íåò. Ïðè êîíòðîëüíîì 
îñìîòðå â ìàå 2014 ãîäà ôåíîòèïè÷åñêèõ 
ïðîÿâëåíèé ñèíäðîìà Èöåíêî-Êóøèíãà 
íåò, ñòðèè íà áåäðàõ è âíóòðåííåé ïî-
âåðõíîñòè ïëå÷ áëåäíûå, êîæà ëèöà íå ãè-
ïåðåìèðîâàíà, ïîäêîæíî-æèðîâîé ñëîé 
ðàñïðåäåëåí ðàâíîìåðíî. Àðòåðèàëüíîå 
äàâëåíèå â ïðåäåëàõ íîðìû. Îñìîòð â äå-
êàáðå 2014 ãîäà òàêæå íå âûÿâèë «êóøèí-
ãîèäíûõ» ïðîÿâëåíèé.

Íåñìîòðÿ íà îòñóòñòâèå ñèìïòîìîâ 
ãèïåðêîðòèöèçìà ó ïàöèåíòà íà äàííûé 
ìîìåíò, íåîáõîäèì ìîíèòîðèíã ñòðóêòó-
ðû, ðàçìåðîâ è ãîðìîíàëüíîé àêòèâíî-
ñòè îñòàâøåãîñÿ íàäïî÷å÷íèêà. Ñ÷èòà-
åòñÿ, ÷òî ïîðàæåíèå íàäïî÷å÷íèêîâ ïðè 
Êàðíè-êîìïëåêñå äâóõñòîðîííåå è çîëî-
òûì ñòàíäàðòîì ëå÷åíèÿ ÿâëÿåòñÿ äâóõ-
ñòîðîííÿÿ àäðåíàëýêòîìèÿ ñ ïîñëåäóþ-
ùåé çàìåñòèòåëüíîé òåðàïèåé. Â ëèòåðà-
òóðå îïèñàí ñëó÷àé, êîãäà ÷åðåç 27 ëåò ïî-
ñëå îäíîñòîðîííåé àäðåíàëýêòîìèè ïà-
öèåíò îáðàòèëñÿ ñ ñèìïòîìàìè òÿæåëåé-
øåãî õðîíè÷åñêîãî ãèïåðêîðòèöèçìà [6]. 
Îäíàêî â ëèòåðàòóðå âñòðå÷àþòñÿ îïèñà-
íèÿ íåñêîëüêèõ ñëó÷àåâ îäíîñòîðîííåãî 
ïîðàæåíèÿ. Íà äàííûé ìîìåíò, íà íàø 
âçãëÿä, íåò ïîêàçàíèé äëÿ óäàëåíèÿ çäî-
ðîâîãî ïðàâîãî íàäïî÷å÷íèêà ïàöèåíòà. 
Ïðåäïîëîæèòåëüíî ïîðàæåíèå ÿâëÿåòñÿ 
îäíîñòîðîííèì. Èçó÷èâ ïðîáëåìó è çíàÿ 
âîçìîæíûå ôåíîòèïè÷åñêèå ïðîÿâëåíèÿ 
Êàðíè-êîìïëåêñà, ñ÷èòàåì íåîáõîäèìûì 
ïðîâåäåíèå äèñïàíñåðíîãî íàáëþäåíèÿ 
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çà ïàöèåíòîì Á. ñ öåëüþ ñâîåâðåìåííî-
ãî âûÿâëåíèÿ è ëå÷åíèÿ âîçìîæíûõ ïðî-
ÿâëåíèé ïàòîëîãèè ñåðäöà, êîæè, äðóãèõ 
îðãàíîâ ýíäîêðèííîé ñèñòåìû.
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