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BCTYN

CuHAPOMM MHOXVHHOI €HAOKPUHHOI Heonnasii
(MEH) — ue cnagkoBi 3axXxBOpIOBaHHS, WO ycnaa-
KOBYIOTbCS 32 @aBTOCOMHO-A0MIHAHTHUM TUMOM Ta
XapaKkTepU3yTbCH CUHXPOHHMM ab0 MeTaxpoH-
HUM BMHUKHEHHSAM 00OPOSKICHUX (ageHoMma, rinep-
nnasist) abo 3N09KICHUX NyXAWH Y GYHKLLIOHANbHO
Ta aHaTOMIYHO PI3HMX EHO0KPUHHUX OpraHax, abo
HEeeHOO0KPMHHMX TKaHUHAxX HepBOBOI cucTeMu, abo
Yy TKQHVHAaxX Me3eHXiManbHOro noxXomxeHHs. CuH-
opomun MEH noginqioTe Ha gBa nigtmnu —
MEH 1 ta MEH 2 — 3anexHo Big, Toro, gki eHao-
KPWHHI 3an03u ypaxeHo [1, 2].

1959 poky G.B. Hazard i cniBaBTOpM BNepLue
onucanu MenynspHuii pak WwuTonoaidHoi 3ano3u
(MPLLL3) sk okpemy xBopoOy, a Bxe 4epe3 gsa
poku J.H. Sipple nosigomuB npo Te, wo MPLL3
4acTo NoedHYeTbCA 3 peoxpomoumTomoto [3]. Ti3-
Hiwe noegHaHHa MPLUL3 i deoxpomouutomm 3
nepBuHHUM rinepnapaTtupeodom (IMIMT) BigHec-
an po cuHgpomy MEH 2a (cuHgpomy Cinnna), a
HasABHICTb MHOXWHHUX FaHrNiOHEBPOM CJIN30BOI
TPaBHOr O KaHany, BPOLXKEHMX aHOMaslih ckeneTa,
oy4el, TOBCTOI k1LkK (xBopoOa lipwnpyHra) — oo
cuHgpomy MEH 2b (cunpgpomy lNopnina) [1, 3, 4].

Yepes reHeTn4Hy 00YMOBIEHICTb BUHUKHEHHS
LMX CUHOPOMIB MYXJIMHW 4aCTO MYJIbTUDOKASbHI Y
HenapHMX opraHax Ta ABo06iYHi Y NapHMX opraHax,
L0 BIMJIMBAE HaA TaKTUKY XipypriYyHOro nikyBaHHA
Takmx XBOpuX. A 'y poanyiB UMX NMauieHTIiB peTeb-
HUN CKPUHIHT MapKepiB XBOpPOOU (BM3HAYEHHS
BMICTY KanbUMTOHIHY, YCI') i reHeTu4Hi gocnigxeH-
HS 0O3BONIAOTb BYACHO MPOBOAMTU XipypPridHi BTPY-
YaHHSA Ta oTpuMyBaTV 0OOpPI BioAaneHi pesynbra-
™ [1, 3, 5].

MeToto poboTn 6yB aHani3 KJiHiYHKMX 0COBNK-
BOCTEW, pe3ynbTaTiB 1abopaTopHMX Ta iIHCTPYMEH-
TaNbHUX METOAIB OOCNIOKEHHS ON9 BYACHOI aiar-
HOCTUKM Ta O0060py OnTUMasbHOI XipypridyHoi
TakTUKN Y XBOPUX HA cuHapomMm MEH 2.

MATEPIAJ1 | METOOU
MpoTarom octaHHix 10 pokiB y KniHiLi kaden-
pu xipyprii Ne1 giarHoctyBanu cuHgpom MEH 2 y

5 xBopux: y 4otmpbox — MEH 2a, B opgHiei —
MEH 2b cuHgpom. Cepen nauieHTiB 6ynm 4 XiHKK
Ta 1 4ONOBIiK, CepenHin BiKk XBOpPUX Cckiajas
36,5+6,1 poky. Y naujieHTiB BU3Ha4Yann cnagkoBui
aHaMHe3, HasiBHICTb CynpoBigHOi naTosorii, 6asanb-
HWIA | CTUMYNBbOBaHWUI (NeHTaracTpnuHoM abo Karsb-
LEM) PIBHI KaNbUUTOHIHY, KaTEX0NaMiHW, PiBHI iOHi-
30BaHOr0 Ta 3arajibHOro KaJsblLiilo, NapaTropMOHy,
npoBoaunm YCI Ta/abo koM toTepHy TomMmorpagdito
(KT) wwui Ta 3a04€pPEBMHHOIO NPOCTOPY.

PE3YJIbTATU TA OBrOBOPEHH4

B ycix nauieHTiB giarHo3 cuHapomy MEH 2 rpyH-
TyBaBCs Ha noegHaHHi MPLU3 i deoxpomoumnTo-
Mn. FAKLo y xBoporo i3 cuHapomoMm MEH 2 6ynu
BiJCYTHI MHOXWHHI raHrioHeBPOMMU Ta iHLi BpOa-
XeHi aHomanii po3BuTky Ta/abo 6yno BUSBIIEHO
MIrMT, 3axBOplOBaHHA BIAHOCUMIN 00 CUHOPOMY
MEH 2a, akuio BUSBASIM TUNOBI aHOManii po3BuT-
Ky — AiarHocTtyBanu cuHgpom MEH 2b.

PiBeHb kKanbUMTOHIHY nepea, XipypriyH1um BTPY-
YaHHAM BU3HavYanu y 4 nauieHTis. basanbHuin pi-
BEHb KaslbLUUTOHIHY OYB MiaBULLEHNM | CTAHOBMB Bif,
85 nr/mn po 420 nr/mn (Hopma — oo 14 nr/mn), a
nicns ctumynauii BiH 3poctas oo 240-1200 nr/mn.
3a [onoMorolo ynbTpacoHorpadiyHOro A0CHioKeH-
HS B OOHIET XBOPOiI BMABWUAW MATOSIOMNYHO 3MiHEHI
WWAHI NiMdaTnyHi By3nun. YCiM XBOPUM BUKOHANMN
TUPEOIAEKTOMIID, AKY Yy 3 BMNaakKax 4ONOBHUAN LIEH-
TpanbHOW NiMdpageHeKToMien. Y 2 nauieHTiB NoB-
TOPHO BUKOHANW LLeHTPasIbHY Ta narteparsbHy niMd-
aeHEeKTOMIIO, B OQHOr0 3 HUX NiMdaneHeKToOMIlo
BUKOHYBanu Tpudi. MynbtnueHTpryHuni pict MPLU3
B 000X YacTkax BUSIBUIM Yy 2 NALEHTOK: B OAHI€Ei 3
MEH 2a Tta ogHiei 3 MEH 2b cuHgpomom.

Y OBOX XBOpWUX AiarHocTyBanu OBo6iyHI ¢deo-
XPOMOLMTOMMU, KNiHIYHMI Nepebir xapakTepuayBas-
cs1 6e3Kp1U30BOD NMOMIPHOKD apTepianbHO rinep-
TeH3ien. Y ABOX Bunagkax GeoxpomMoumTomy
BUAANSAAM N1anapoCKoNivyHO, y 3 NaLieHTiB agpeHan-
€KTOMIIO BUKOHaNN BIOKPUTUM METOLAOM i3 JIIOM-
©6oTomivyHoro goctyny. [ABo6iyHi NyxnmMH1 Buaans-
1 nanapoTOMIYHUM AO0CTYMNOM, MPUYOMY OAHY 3
HaLHMPKOBUX 3aJ103 PE3EKTYBAJIN, 3aMLIA04MN MaK-
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CUMaJibHY KifIbKiCTb 300PO0BOIT TKaHWHWU 3asio3Wu.
)KopeH i3 umx xBOpux He noTpebyBaB 3aMiCHOI
ropMoOHasnbHOT Tepanii y BigaaneHuin noonepawin-
HUI nepioa. BupaneHHa peoxpoMoumnmToMm 3aBXK-
OV nepenyBano onepawiam Ha LWMToNoAaioHiln i npu-
WMTONOAIOHMX 3a5103aX, AKLLO NYXJIMHWN OiarHOCTY-
BaJ/I CUHXPOHHO.

[MepBUHHWI rinepnapaTnpeos AiarHoCTyBanun y
2 XBOpUX: B OOHIET MALEHTKM — aCUMNTOMHY pOop-
MY, B iHWOI — MilaHy. PiBeHb 3aranbHOro KasbLiito
He nepeBuLLyBaB 2,72 MMOJb/N, NAPaTrOPMOHY —
87 nr/mn. NepBuHHMIA rinepnapaTupeo3 OyB crnpu-
YMHEHWUI afeHOMOI0 NpULMTONoAibHOI 3an03m B
OOHOMY BUMNaZKy Ta rinepnnasielo — B iHLWOMY.

MauienTui ., Bikom 31 pik, BUKOHaNM Tu-
pPeoifekTOMIl0 Ta LeHTpanbHy NidoMaaeHEKTOMIIO
3 npuBoay MynbTudokanbHoro MPLU3, anga «kni-
HIYHOrO CMOCTEPEXEHHS NaLlieHTKa He 3'aBnsna-
cs. HYepes 11 pokiB y XBOPOT BUHUKIIN CKaprn Ha
nepioanYyHUi ronoBHUi Binb, KNI CyNPOBOOXY-
BaBCS MigBULLEHOIO MITAUBICTIO Ta BiAYyTTSM CTpa-
xy, nigeuweHHam AT go 150/100 mm pT. CT.,
apTepianbHUN TUCK NOraHo KOPEKTYBABCS lNOTEH-
3uBHUMU npenapatamu, nig 4ac YCI i KT Buasu-
nn yTBOPEHHS aiameTpom 60 MM y npaein Hapg-
HUPKOBIN 3an03i. NauieHTka 3BepHynaca oo Hac 'y
KJiHiKY, Mig 4ac ornaay y Hel BUSBIEHO MHOXWHHI
raHrioHEBPOMU A3KKa, a TakoX 3'd9COBaHO, LWO
nauieHTka Mae BUNOPOXHEHHA OAMH pa3 Ha TUX-
OeHb. BMKOHaAHO ipnrockonito Ta BCTAHOBJIEHO
niarHos "xsopo6a lMpwnpyHra”. basanbHuii i CTU-
MYNbOBaHUIM PIiBHI KanbUWUTOHIHY Oynn B MeXax
HopMmu, nig 4ac YCI wuni nokanbHUX 03HaK peum-
OBy XBOpPOOU He BMsBNeHO. PiBHI agpeHaniHy Ta
HOopagpeHaniHy y 5,2 pady nepesuLlyBanmM Hop-
My. Ha nigcTaBi umx gaHux y XBopoi giarHocTyBa-
nn cuHgpom MEH 2b. lMepepn xipypriyHum BTPy-
YaHHAM XBOpa OTpuMmyBana o-agpeHobnokaTop
(npa3o3unH) npoTtarom 5 AHiB. MNauieHTui BUKOHA-
HO NlanapocKonivyHy NpaBobivyHy agpeHaneKToMito.
3a pesynbtatammy MopdONOoriYHOro A0CIOKEHHS
fiarHoCTOBaHO (GeoXpoOMOLMTOMY 3 O3Hakamwu
ManirHiaaujii — gingHKM HEKPO3y Ta NoYaTKoBi NPOo-
SBW iHBaA3i1 y Kancyny. Y noonepauinHunin nepion y
XBOPOi PO3BUHYyJacs apTepianbHa rinoTeHsis, saka
BMMarana nocTiMHOro BBeLEHHS Ba30onpecopis
npotarom 48 roaunH. MauieHTka Ta ii cuH nepeby-
BalOTb Mif MOCTINHUM KJiHIYHO-NabopaToOpHUM
CMOCTEPEXEHHAM MPOTArOM 5 POKIB — KOHTPOJIb
AT, BU3HAYEHHS PIBHSA KanbUMTOHIHY, YCIT wni Ta
3a04€epPEBUHHOIO NPOCTOPY; CBiAYEHb peunauBy
XBOpPOOW HEMAE. 3rigHO 3 NOBIAOMIEHHAMM NiTe-

patypu, MPLLI3 mae arpecuBHimin nepebir y XBo-
pux Ha cuHgpom MEH 2b [2, 5], xoua y Hawomy
BMNAAKy HEMae paHux wono peumamsy MPLL3
nicns NepBMHHOIO XipypriYHOro fikyBaHHS.

Mwu o6cTexumnnm BCix 6InM3bknx PoanYiB XBOPUX
Ha MEH 2 cuHgpom: kKOoHTponb AT, BU3HAYEHHS
6a3anbHOro pPiBHA KasbLUMTOHIHY, iOHI30BAHOrO
kanbuito, YCI wuni Ta 3a04epeBNHHOIro NpoCTopy.
Y cecTpu OgHiel 3 NAUIEHTOK BUSIBUN NiOBULLEHI
piBHi 6a3aslbHOro KanbUUTOHIHY (450 nr/mn), ioHi-
30BaHOro kanbujo (1,41 mmonb/n) i napaTtropmo-
Hy (121 nr/mn), XxogHuX KniHiYHWX BugBiB MNMITIT He
oyno. Mig yac YCI BigyanizoBaHo BYy30J1 y MNpas.il
4yacTuji WMTONOAIOHOT 3251031 Ta YTBOPEHHSA PO3Mi-
poM 14 MM y NpoeKLUii NiBOi HMXKHBOT NPULLUTOMNO-
nibHOoi 3an03n. XBOpPIit BUKOHAHO TUPEOTAEKTOMIlO,
LeHTpanbHy nimdageHekToMmito 3 npusoay MPLL3
i BUOaNeHo ageHoMy npumTonoaibHoi 3anosu.

BUCHOBKMU

1. MNauieHTu, y 9kux giarHocToBaHO Oyab-AKWiA
KOMMOHEeHT cuHapomMmy MEH 2, nagto MPLLU3 a6o
deoxpomMmoumToMy, NignsaratoTs BcebiyHOMy obcTe-
>XKEHHIO 3 METOIO BUSIBJIEHHS LLbOIrO CUHAPOMY.

2. Y poamdiB XBOpUX, Yy SAKMUX AiarHOCTyBau
MEH 2 cnHgpom, cnig Bu3HavaTu piBHI KanbuUTO-
HiHY, KaTexonamiHiB, KanbLito, BukoHyesaTtn YCI™ wwui
Ta 3a04EPEBMHHOIO NMPOCTOPY 3 METOK AiarHocC-
Tnkn MEH cuHgpowmis.
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PE3IOME
CvHOPOM MHOXECTBEHHOW 3HOO0KPUHHOW
Heonnasuvm 2-ro Tuna
H.N. Bboriko, M.I1. MaBnosckuii, B.B. Xomsik,
10.1Mn. AosraHb, S1.U. laBpsiw, P.B. KemuHb

CUHOPOM MHOXECTBEHHOW 3HOOKPMHHOW Heornna-
3um (M3H) — HacnencTBeHHoe 3aboneBaHue, KOTOpPoe
XapakTepu3npyeTCs CUHXPOHHBIM UAM METaXPOHHbLIM
BO3HWKHOBEHMEM O0OPOKAYECTBEHHbIX (ageHoMa, -
nepnnasvg) uan 3710Ka4eCTBEHHbIX OMyXOJlen B 3HOO-
KPWUHHbIX OpraHax. Hanvuve meoynnsgpHoro paka wnuTo-
BUAHON Xene3bl 1 GeoXPOMOLUTOMbI — 06a3aTeNbHOe
ycnoBue gmarHoctukm M3H 2 cuHppoma. Lenbio mnc-
cnepoBaHug Oblna CBOEBPEMEHHAS OMArHOCTMKa 1 on-
TUMasNbHOE XMPYPrnyeckoe neveHme 6onbHbIx ¢ MOH 2
cuHapomomMm. Ha npotsxkeHnn nocnegHux 10 net (1999-
2009 rr.) B knMHMKE AnarHocTupoBanu cuHapom M3IH
2 y 5 60MbHbIX, U3 HUX OBE XEHLLUMHbI OblIN POAHBLIMU
CEcTpamu. Y BCEX MALMEHTOB BbIABASIN MEOYISPHbIN
pak WUTOBUOHOM Xenedbl 1 GeoxXxpoMouuTomMy. Y AByX
60nbHbIX heoxpomMoLmToMa Obina ABYCTOPOHHEN, a Kin-
HUYECKOE TEYEHWNE XapaKTepP3npoBanock 6ECKPM30BO
YMEPEHHOW apTepuanbHOM runepteH3dnen. NepBuyHbIn
runepnapatmpeo3 Habnwopanu y 2 6onbHbix. CoenaH
BbIBO, YTO Y ONMXHUX POACTBEHHUKOB OOJIbHBLIX CUH-
apoMom M3H 2 Heo6x0AMMO ONpenensaTs YPOBHU Kaslb-
LMTOHVHA, KaTEXONAaMMHOB, KaNbLys, MPOBOAUTb YNbT-
pacoHorpaduio wen 1 3abpOLLMHHOIO NPOCTPaHCTBA C
Luenblo gmarHoctuku M3H cruHopomos.

KnioueBble cnoBa: CUHAPOM MHOXECTBEHHOWN 3H-
OOKPVHHOW Heonnasum, MeaynsgpHbli pak WUTOBUA-
HOW Xenesbl, PeoXpPoMOoLNTOMA, NEPBUYHbLIA runepna-
paTtnpeos.
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SUMMARY

Type 2 multiple endocrine neoplasia
N. Boiko, M. Pavlovsky, V. Khomyak,
Ju. Dovgan, Ja. Gavrysh, R. Kemin

Multiple endocrine neoplasia (MEN) syndrome - is
a hereditary disease which is characterized by synchro-
nous or metachronous development of benign (adeno-
ma, hyperplasia) or malignant tumors in the endocrine
organs. The presence of medullary thyroid carcinoma
and pheochromocytoma are mandatory requirements
of MEN 2 syndrome. The purpose of our study was to
perform timely diagnosis and optimal surgical treatment
of patients with MEN 2 syndrome. Over the past 10
years (1999-2009 years) in the clinic of Surgical Depar-
tment Ne1, we have diagnosed the syndrome of MEN
type 2 in 5 patients, of whom two women were sisters.
In all cases we observed medullary thyroid carcinoma
and 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: in
the 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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