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ÂÑÒÓÏÑèíäðîìè ìíîæèííî¿ åíäîêðèííî¿ íåîïëàç³¿(ÌÅÍ) – öå ñïàäêîâ³ çàõâîðþâàííÿ, ùî óñïàä-êîâóþòüñÿ çà àâòîñîìíî-äîì³íàíòíèì òèïîì òàõàðàêòåðèçóþòüñÿ ñèíõðîííèì àáî ìåòàõðîí-íèì âèíèêíåííÿì äîáðîÿê³ñíèõ (àäåíîìà, ã³ïåð-ïëàç³ÿ) àáî çëîÿê³ñíèõ ïóõëèí ó ôóíêö³îíàëüíîòà àíàòîì³÷íî ð³çíèõ åíäîêðèííèõ îðãàíàõ, àáîíååíäîêðèííèõ òêàíèíàõ íåðâîâî¿ ñèñòåìè, àáîó òêàíèíàõ ìåçåíõ³ìàëüíîãî ïîõîäæåííÿ. Ñèí-äðîìè ÌÅÍ ïîä³ëÿþòü íà äâà ï³äòèïè –ÌÅÍ 1 òà ÌÅÍ 2 – çàëåæíî â³ä òîãî, ÿê³ åíäî-êðèíí³ çàëîçè óðàæåíî [1, 2].1959 ðîêó G.B. Hazard i ñï³âàâòîðè âïåðøåîïèñàëè ìåäóëÿðíèé ðàê ùèòîïîä³áíî¿ çàëîçè(ÌÐÙÇ) ÿê îêðåìó õâîðîáó, à âæå ÷åðåç äâàðîêè J.H. Sipple ïîâ³äîìèâ ïðî òå, ùî ÌÐÙÇ÷àñòî ïîºäíóºòüñÿ ç ôåîõðîìîöèòîìîþ [3]. Ï³ç-í³øå ïîºäíàííÿ ÌÐÙÇ ³ ôåîõðîìîöèòîìè çïåðâèííèì ã³ïåðïàðàòèðåîçîì (ÏÃÏÒ) â³äíåñ-ëè äî ñèíäðîìó ÌÅÍ 2a (ñèíäðîìó Ñ³ïïëà), àíàÿâí³ñòü ìíîæèííèõ ãàíãë³îíåâðîì ñëèçîâî¿òðàâíîãî êàíàëó, âðîäæåíèõ àíîìàë³é ñêåëåòà,î÷åé, òîâñòî¿ êèøêè (õâîðîáà Ã³ðøïðóíãà) – äîñèíäðîìó ÌÅÍ 2b (ñèíäðîìó Ãîðë³íà) [1, 3, 4].×åðåç ãåíåòè÷íó îáóìîâëåí³ñòü âèíèêíåííÿöèõ ñèíäðîì³â ïóõëèíè ÷àñòî ìóëüòèôîêàëüí³ óíåïàðíèõ îðãàíàõ òà äâîá³÷í³ ó ïàðíèõ îðãàíàõ,ùî âïëèâàº íà òàêòèêó õ³ðóðã³÷íîãî ë³êóâàííÿòàêèõ õâîðèõ. À ó ðîäè÷³â öèõ ïàö³ºíò³â ðåòåëü-íèé ñêðèí³íã ìàðêåð³â õâîðîáè (âèçíà÷åííÿâì³ñòó êàëüöèòîí³íó, ÓÑÃ) ³ ãåíåòè÷í³ äîñë³äæåí-íÿ äîçâîëÿþòü â÷àñíî ïðîâîäèòè õ³ðóðã³÷í³ âòðó-÷àííÿ òà îòðèìóâàòè äîáð³ â³ääàëåí³ ðåçóëüòà-òè [1, 3, 5].Ìåòîþ ðîáîòè áóâ àíàë³ç êë³í³÷íèõ îñîáëè-âîñòåé, ðåçóëüòàò³â ëàáîðàòîðíèõ òà ³íñòðóìåí-òàëüíèõ ìåòîä³â äîñë³äæåííÿ äëÿ â÷àñíî¿ ä³àã-íîñòèêè òà äîáîðó îïòèìàëüíî¿ õ³ðóðã³÷íî¿òàêòèêè ó õâîðèõ íà ñèíäðîì ÌÅÍ 2.
ÌÀÒÅÐ²ÀË ² ÌÅÒÎÄÈÏðîòÿãîì îñòàíí³õ 10 ðîê³â ó êë³í³ö³ êàôåä-ðè õ³ðóðã³¿ ¹1 ä³àãíîñòóâàëè ñèíäðîì ÌÅÍ 2 ó

5 õâîðèõ: ó ÷îòèðüîõ – ÌÅÍ 2a, â îäí³º¿ –ÌÅÍ 2b ñèíäðîì. Ñåðåä ïàö³ºíò³â áóëè 4 æ³íêèòà 1 ÷îëîâ³ê, ñåðåäí³é â³ê õâîðèõ ñêëàäàâ36,5±6,1 ðîêó. Ó ïàö³ºíò³â âèçíà÷àëè ñïàäêîâèéàíàìíåç, íàÿâí³ñòü ñóïðîâ³äíî¿ ïàòîëîã³¿, áàçàëü-íèé ³ ñòèìóëüîâàíèé (ïåíòàãàñòðèíîì àáî êàëü-ö³ºì) ð³âí³ êàëüöèòîí³íó, êàòåõîëàì³íè, ð³âí³ ³îí³-çîâàíîãî òà çàãàëüíîãî êàëüö³þ, ïàðàòãîðìîíó,ïðîâîäèëè ÓÑÃ òà/àáî êîìï'þòåðíó òîìîãðàô³þ(ÊÒ) øè¿ òà çàî÷åðåâèííîãî ïðîñòîðó.
ÐÅÇÓËÜÒÀÒÈ ÒÀ ÎÁÃÎÂÎÐÅÍÍßÂ óñ³õ ïàö³ºíò³â ä³àãíîç ñèíäðîìó ÌÅÍ 2 ́ ðóí-òóâàâñÿ íà ïîºäíàíí³ ÌÐÙÇ ³ ôåîõðîìîöèòî-ìè. ßêùî ó õâîðîãî ³ç ñèíäðîìîì ÌÅÍ 2 áóëèâ³äñóòí³ ìíîæèíí³ ãàíãë³îíåâðîìè òà ³íø³ âðîä-æåí³ àíîìàë³¿ ðîçâèòêó òà/àáî áóëî âèÿâëåíîÏÃÏÒ, çàõâîðþâàííÿ â³äíîñèëè äî ñèíäðîìóÌÅÍ 2a, ÿêùî âèÿâëÿëè òèïîâ³ àíîìàë³¿ ðîçâèò-êó – ä³àãíîñòóâàëè ñèíäðîì ÌÅÍ 2b.Ð³âåíü êàëüöèòîí³íó ïåðåä õ³ðóðã³÷íèì âòðó-÷àííÿì âèçíà÷àëè ó 4 ïàö³ºíò³â. Áàçàëüíèé ð³-âåíü êàëüöèòîí³íó áóâ ï³äâèùåíèì ³ ñòàíîâèâ â³ä85 ïã/ìë äî 420 ïã/ìë (íîðìà – äî 14 ïã/ìë), àï³ñëÿ ñòèìóëÿö³¿ â³í çðîñòàâ äî 240-1200 ïã/ìë.Çà äîïîìîãîþ óëüòðàñîíîãðàô³÷íîãî äîñë³äæåí-íÿ â îäí³º¿ õâîðî¿ âèÿâèëè ïàòîëîã³÷íî çì³íåí³øèéí³ ë³ìôàòè÷í³ âóçëè. Óñ³ì õâîðèì âèêîíàëèòèðåî¿äåêòîì³þ, ÿêó ó 3 âèïàäêàõ äîïîâíèëè öåí-òðàëüíîþ ë³ìôàäåíåêòîì³ºþ. Ó 2 ïàö³ºíò³â ïîâ-òîðíî âèêîíàëè öåíòðàëüíó òà ëàòåðàëüíó ë³ìô-àäåíåêòîì³þ, â îäíîãî ç íèõ ë³ìôàäåíåêòîì³þâèêîíóâàëè òðè÷³. Ìóëüòèöåíòðè÷íèé ð³ñò ÌÐÙÇâ îáîõ ÷àñòêàõ âèÿâèëè ó 2 ïàö³ºíòîê: â îäí³º¿ çÌÅÍ 2a òà îäí³º¿ ç ÌÅÍ 2b ñèíäðîìîì.Ó äâîõ õâîðèõ ä³àãíîñòóâàëè äâîá³÷í³ ôåî-õðîìîöèòîìè, êë³í³÷íèé ïåðåá³ã õàðàêòåðèçóâàâ-ñÿ áåçêðèçîâîþ ïîì³ðíîþ àðòåð³àëüíîþ ã³ïåð-òåíç³ºþ. Ó äâîõ âèïàäêàõ ôåîõðîìîöèòîìóâèäàëÿëè ëàïàðîñêîï³÷íî, ó 3 ïàö³ºíò³â àäðåíàë-åêòîì³þ âèêîíàëè â³äêðèòèì ìåòîäîì ³ç ëþì-áîòîì³÷íîãî äîñòóïó. Äâîá³÷í³ ïóõëèíè âèäàëÿ-ëè ëàïàðîòîì³÷íèì äîñòóïîì, ïðè÷îìó îäíó çíàäíèðêîâèõ çàëîç ðåçåêòóâàëè, çàëèøàþ÷è ìàê-
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ñèìàëüíó ê³ëüê³ñòü çäîðîâî¿ òêàíèíè çàëîçè.Æîäåí ³ç öèõ õâîðèõ íå ïîòðåáóâàâ çàì³ñíî¿ãîðìîíàëüíî¿ òåðàï³¿ ó â³ääàëåíèé ïîîïåðàö³é-íèé ïåð³îä. Âèäàëåííÿ ôåîõðîìîöèòîìè çàâæ-äè ïåðåäóâàëî îïåðàö³ÿì íà ùèòîïîä³áí³é ³ ïðè-ùèòîïîä³áíèõ çàëîçàõ, ÿêùî ïóõëèíè ä³àãíîñòó-âàëè ñèíõðîííî.Ïåðâèííèé ã³ïåðïàðàòèðåîç ä³àãíîñòóâàëè ó2 õâîðèõ: â îäí³º¿ ïàö³ºíòêè – àñèìïòîìíó ôîð-ìó, â ³íøî¿ – ì³øàíó. Ð³âåíü çàãàëüíîãî êàëüö³þíå ïåðåâèùóâàâ 2,72 ììîëü/ë, ïàðàòãîðìîíó –87 ïã/ìë. Ïåðâèííèé ã³ïåðïàðàòèðåîç áóâ ñïðè-÷èíåíèé àäåíîìîþ ïðèùèòîïîä³áíî¿ çàëîçè âîäíîìó âèïàäêó òà ã³ïåðïëàç³ºþ – â ³íøîìó.Ïàö³ºíòö³ Ã., â³êîì 31 ð³ê, âèêîíàëè òè-ðåî¿äåêòîì³þ òà öåíòðàëüíó ë³ôìàäåíåêòîì³þç ïðèâîäó ìóëüòèôîêàëüíîãî ÌÐÙÇ, äëÿ êë³-í³÷íîãî ñïîñòåðåæåííÿ ïàö³ºíòêà íå ç'ÿâëÿëà-ñÿ. ×åðåç 11 ðîê³â ó õâîðî¿ âèíèêëè ñêàðãè íàïåð³îäè÷íèé ãîëîâíèé á³ëü, ÿêèé ñóïðîâîäæó-âàâñÿ ï³äâèùåíîþ ï³òëèâ³ñòþ òà â³ä÷óòòÿì ñòðà-õó, ï³äâèùåííÿì ÀÒ äî 150/100 ìì ðò. ñò.,àðòåð³àëüíèé òèñê ïîãàíî êîðåêòóâàâñÿ ã³ïîòåí-çèâíèìè ïðåïàðàòàìè, ï³ä ÷àñ ÓÑÃ ³ ÊÒ âèÿâè-ëè óòâîðåííÿ ä³àìåòðîì 60 ìì ó ïðàâ³é íàä-íèðêîâ³é çàëîç³. Ïàö³ºíòêà çâåðíóëàñÿ äî íàñ óêë³í³êó, ï³ä ÷àñ îãëÿäó ó íå¿ âèÿâëåíî ìíîæèíí³ãàíãë³îíåâðîìè ÿçèêà, à òàêîæ ç'ÿñîâàíî, ùîïàö³ºíòêà ìàº âèïîðîæíåííÿ îäèí ðàç íà òèæ-äåíü. Âèêîíàíî ³ðèãîñêîï³þ òà âñòàíîâëåíîä³àãíîç "õâîðîáà Ã³ðøïðóíãà". Áàçàëüíèé ³ ñòè-ìóëüîâàíèé ð³âí³ êàëüöèòîí³íó áóëè â ìåæàõíîðìè, ï³ä ÷àñ ÓÑÃ øè¿ ëîêàëüíèõ îçíàê ðåöè-äèâó õâîðîáè íå âèÿâëåíî. Ð³âí³ àäðåíàë³íó òàíîðàäðåíàë³íó ó 5,2 ðàçó ïåðåâèùóâàëè íîð-ìó. Íà ï³äñòàâ³ öèõ äàíèõ ó õâîðî¿ ä³àãíîñòóâà-ëè ñèíäðîì ÌÅÍ 2b. Ïåðåä õ³ðóðã³÷íèì âòðó-÷àííÿì õâîðà îòðèìóâàëà  -àäðåíîáëîêàòîð(ïðàçîçèí) ïðîòÿãîì 5 äí³â. Ïàö³ºíòö³ âèêîíà-íî ëàïàðîñêîï³÷íó ïðàâîá³÷íó àäðåíàëåêòîì³þ.Çà ðåçóëüòàòàìè ìîðôîëîã³÷íîãî äîñë³äæåííÿä³àãíîñòîâàíî ôåîõðîìîöèòîìó ç îçíàêàìèìàë³ãí³çàö³¿ – ä³ëÿíêè íåêðîçó òà ïî÷àòêîâ³ ïðî-ÿâè ³íâàç³¿ ó êàïñóëó. Ó ïîîïåðàö³éíèé ïåð³îä óõâîðî¿ ðîçâèíóëàñÿ àðòåð³àëüíà ã³ïîòåíç³ÿ, ÿêàâèìàãàëà ïîñò³éíîãî ââåäåííÿ âàçîïðåñîð³âïðîòÿãîì 48 ãîäèí. Ïàö³ºíòêà òà ¿¿ ñèí ïåðåáó-âàþòü ï³ä ïîñò³éíèì êë³í³÷íî-ëàáîðàòîðíèìñïîñòåðåæåííÿì ïðîòÿãîì 5 ðîê³â – êîíòðîëüÀÒ, âèçíà÷åííÿ ð³âíÿ êàëüöèòîí³íó, ÓÑÃ øè¿ òàçàî÷åðåâèííîãî ïðîñòîðó; ñâ³ä÷åíü ðåöèäèâóõâîðîáè íåìàº. Çã³äíî ç ïîâ³äîìëåííÿìè ë³òå-

ðàòóðè, ÌÐÙÇ ìàº àãðåñèâí³øèé ïåðåá³ã ó õâî-ðèõ íà ñèíäðîì ÌÅÍ 2b [2, 5], õî÷à ó íàøîìóâèïàäêó íåìàº äàíèõ ùîäî ðåöèäèâó ÌÐÙÇï³ñëÿ ïåðâèííîãî õ³ðóðã³÷íîãî ë³êóâàííÿ.Ìè îáñòåæèëè âñ³õ áëèçüêèõ ðîäè÷³â õâîðèõíà ÌÅÍ 2 ñèíäðîì: êîíòðîëü ÀÒ, âèçíà÷åííÿáàçàëüíîãî ð³âíÿ êàëüöèòîí³íó, ³îí³çîâàíîãîêàëüö³þ, ÓÑÃ øè¿ òà çàî÷åðåâèííîãî ïðîñòîðó.Ó ñåñòðè îäí³º¿ ç ïàö³ºíòîê âèÿâèëè ï³äâèùåí³ð³âí³ áàçàëüíîãî êàëüöèòîí³íó (450 ïã/ìë), ³îí³-çîâàíîãî êàëüö³þ (1,41 ììîëü/ë) ³ ïàðàòãîðìî-íó (121 ïã/ìë), æîäíèõ êë³í³÷íèõ âèÿâ³â ÏÃÏÒ íåáóëî. Ï³ä ÷àñ ÓÑÃ â³çóàë³çîâàíî âóçîë ó ïðàâ³é÷àñòö³ ùèòîïîä³áíî¿ çàëîçè òà óòâîðåííÿ ðîçì³-ðîì 14 ìì ó ïðîåêö³¿ ë³âî¿ íèæíüî¿ ïðèùèòîïî-ä³áíî¿ çàëîçè. Õâîð³é âèêîíàíî òèðåî¿äåêòîì³þ,öåíòðàëüíó ë³ìôàäåíåêòîì³þ ç ïðèâîäó ÌÐÙÇ³ âèäàëåíî àäåíîìó ïðèùèòîïîä³áíî¿ çàëîçè.
ÂÈÑÍÎÂÊÈ1. Ïàö³ºíòè, ó ÿêèõ ä³àãíîñòîâàíî áóäü-ÿêèéêîìïîíåíò ñèíäðîìó ÌÅÍ 2, íàäòî ÌÐÙÇ àáîôåîõðîìîöèòîìó, ï³äëÿãàþòü âñåá³÷íîìó îáñòå-æåííþ ç ìåòîþ âèÿâëåííÿ öüîãî ñèíäðîìó.2. Ó ðîäè÷³â õâîðèõ, ó ÿêèõ ä³àãíîñòóâàëèÌÅÍ 2 ñèíäðîì, ñë³ä âèçíà÷àòè ð³âí³ êàëüöèòî-í³íó, êàòåõîëàì³í³â, êàëüö³þ, âèêîíóâàòè ÓÑÃ øè¿òà çàî÷åðåâèííîãî ïðîñòîðó ç ìåòîþ ä³àãíîñ-òèêè ÌÅÍ ñèíäðîì³â.
Ë²ÒÅÐÀÒÓÐÀ1. Bordi C. Multiple endocrine neoplasia (MEN)-as-sociated tumours / Bordi C. // Digestive and LiverDisease. – 2004. – Vol. 36, ¹1. – P. 31-34.2. Lee N.C. Multiple endocrine neoplasia type 2B:genetic basis and clinical expression / Lee N.C.,Norton J.A. // Surgical Oncology. – 2000. – ¹9. –P. 111-118.3. Iler M.A. Multiple Endocrine Neoplasia Type 2A:A 25-Year Review / Iler M.A., King D.R., Ginn-Pease M.E., O'Dorisio T.M., Sotos J.F. // Journalof Pediatric Surgery. – 1999. – Vol.34, ¹1. – P.92-97.4. Raue F. Multiple endocrine neoplasia type 2: cli-nical features and screening / Raue F., Frank-Raue K., Grauer A. // Endocrinology and Metabo-lism Clin of North Am. – 1994. – Vol. 23, ¹1. – P.137-156.5. Norton J.A. Multiple endocrine neoplasia type IIbthe most aggressive form of medullary thyroidcarcinoma / Norton J.A., Froome L.C., Farrell R.E.,Wells S.A. // Surgical Clinics of North America. –1979. – Vol. 59, ¹1. – P. 109-18.
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ÐÅÇÞÌÅÑèíäðîì ìíîæåñòâåííîé ýíäîêðèííîéíåîïëàçèè 2-ãî òèïàÍ.È. Áîéêî, Ì.Ï. Ïàâëîâñêèé, Â.Â. Õîìÿê,Þ.Ï. Äîâãàíü, ß.È. Ãàâðûø, Ð.Â. ÊåìèíüÑèíäðîì ìíîæåñòâåííîé ýíäîêðèííîé íåîïëà-çèè (ÌÝÍ) – íàñëåäñòâåííîå çàáîëåâàíèå, êîòîðîåõàðàêòåðèçèðóåòñÿ ñèíõðîííûì èëè ìåòàõðîííûìâîçíèêíîâåíèåì äîáðîêà÷åñòâåííûõ (àäåíîìà, ãè-ïåðïëàçèÿ) èëè çëîêà÷åñòâåííûõ îïóõîëåé â ýíäî-êðèííûõ îðãàíàõ. Íàëè÷èå ìåäóëëÿðíîãî ðàêà ùèòî-âèäíîé æåëåçû è ôåîõðîìîöèòîìû – îáÿçàòåëüíîåóñëîâèå äèàãíîñòèêè ÌÝÍ 2 ñèíäðîìà. Öåëüþ èñ-ñëåäîâàíèÿ áûëà ñâîåâðåìåííàÿ äèàãíîñòèêà è îï-òèìàëüíîå õèðóðãè÷åñêîå ëå÷åíèå áîëüíûõ ñ ÌÝÍ 2ñèíäðîìîì. Íà ïðîòÿæåíèè ïîñëåäíèõ 10 ëåò (1999-2009 ãã.) â êëèíèêå äèàãíîñòèðîâàëè ñèíäðîì ÌÝÍ2 ó 5 áîëüíûõ, èç íèõ äâå æåíùèíû áûëè ðîäíûìèñ¸ñòðàìè. Ó âñåõ ïàöèåíòîâ âûÿâëÿëè ìåäóëëÿðíûéðàê ùèòîâèäíîé æåëåçû è ôåîõðîìîöèòîìó. Ó äâóõáîëüíûõ ôåîõðîìîöèòîìà áûëà äâóñòîðîííåé, à êëè-íè÷åñêîå òå÷åíèå õàðàêòåðèçèðîâàëîñü áåñêðèçîâîéóìåðåííîé àðòåðèàëüíîé ãèïåðòåíçèåé. Ïåðâè÷íûéãèïåðïàðàòèðåîç íàáëþäàëè ó 2 áîëüíûõ. Ñäåëàíâûâîä, ÷òî ó áëèæíèõ ðîäñòâåííèêîâ áîëüíûõ ñèí-äðîìîì ÌÝÍ 2 íåîáõîäèìî îïðåäåëÿòü óðîâíè êàëü-öèòîíèíà, êàòåõîëàìèíîâ, êàëüöèÿ, ïðîâîäèòü óëüò-ðàñîíîãðàôèþ øåè è çàáðþøèííîãî ïðîñòðàíñòâà ñöåëüþ äèàãíîñòèêè ÌÝÍ ñèíäðîìîâ.Êëþ÷åâûå ñëîâà: ñèíäðîì ìíîæåñòâåííîé ýí-äîêðèííîé íåîïëàçèè, ìåäóëëÿðíûé ðàê ùèòîâèä-íîé æåëåçû, ôåîõðîìîöèòîìà, ïåðâè÷íûé ãèïåðïà-ðàòèðåîç.

SUMMARYType 2 multiple endocrine neoplasiaN. Boiko, M. Pavlovsky, V. Khomyak,Ju. Dovgan, Ja. Gavrysh, R. KeminMultiple endocrine neoplasia (MEN) syndrome – isa hereditary disease which is characterized by synchro-nous or metachronous development of benign (adeno-ma, hyperplasia) or malignant tumors in the endocrineorgans. The presence of medullary thyroid carcinomaand pheochromocytoma are mandatory requirementsof MEN 2 syndrome. The purpose of our study was toperform timely diagnosis and optimal surgical treatmentof patients with MEN 2 syndrome. Over the past 10years (1999-2009 years) in the clinic of Surgical Depar-tment ¹1, we have diagnosed the syndrome of MENtype 2 in 5 patients, of whom two women were sisters.In all cases we observed medullary thyroid carcinomaand pheochromocytoma. Two patients had bilateral phe-ochromocytoma, and the clinical course was characte-rized with mild arterial hypertension. Primary hyperpa-rathyroidism was observed in 2 patients. Conclusion: inthe near relatives of patients with syndrome of MEN 2,you must measure calcitonin, catecholamines, calcium,conduct ultrasound examination of the neck and retro-peritoneal space for diagnosis of MEN syndrome.Key words: multiple endocrine neoplasia syndro-me, medullary thyroid carcinoma, pheochromocytoma,primary hyperparathyroidism.
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