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BCTYN

CuHAPOMM MHOXVHHOI €HAOKPUHHOI Heonnasii
(MEH) — ue cnagkoBi 3axXxBOpIOBaHH4, WO ycnaa-
KOBYIOTbCSl 32 @aBTOCOMHO-A0MIHAHTHUM TUMOM Ta
XapakTEPU3YITbCA CUHXPOHHMM ab0 METaxXpPOH-
HUM BUHUKHEHHAM 0O0BOPOSKICHMX (ageHoma, rinep-
nnasis) abo 3/109KICHUX MyXJVH Y PYHKLIOHANBHO
Ta aHaTOMIYHO Pi3HMX EHAOKPUHHUX OpraHax, abo
HEEeHOOKPUHHNX TKaHUHAX HEPBOBOT CUCTEMM, abo
Yy TKaHVHaxX Me3eHXiManbHOro noxomxeHHs. CuH-
opomn MEH nogingioTe Ha gBa nigtunum —
MEH 1 ta MEH 2 — 3anexHo Big, Toro, gki eHao-
KPWHHI 3an03u ypaxeHo [1, 2].

1959 poky G.B. Hazard i cniBaBTOpK BNepLue
onucanu MeaynspHUin pak WUTonoaibHoi 3an03un
(MPLLL3) gk okpemy xBopoOy, a BXe yepe3 aBa
poku J.H. Sipple nosigomuB npo Te, wo MPLL3
4acTo NoedHYeETbCA 3 peoxpomoumTomoto [3]. IMi3-
Hiwe noegHaHHa MPLU3 i deoxpomouutomm 3
nepBuHHUM rinepnapaTtupeodom (IMITIT) BigHec-
nn po cuHpgpomy MEH 2a (cuHgpomy Cinnna), a
HasIBHICTb MHOXWHHUX FaHrNiOHEBPOM CJIN30BOI
TPaBHOrO KaHasy, BPOOXEHUX aHOManin ckeneta,
o4en, TOBCTOI KnwKkn (xBopoba lMNipwnpyHra) — oo
cuHpgpomy MEH 2b (cunpgpomy lNopniHa) [1, 3, 4].

Yepes reHeTnyHy 00yMOBNEHICTb BUHUKHEHHS
LMX CUHOPOMIB MYXJIMHWU 4aCTO MYNbTUDOKASbHI Y
HenapHUX opraHax Ta ABOOIYHI y MapHUX opraHax,
LU0 BM/MBAE Ha TaKTUKY XipypriYyHOro nikyBaHHS
Takmx XBOpuX. A 'y poanyiB LUX NaLieHTiB peTeb-
HUIM CKPUHIHT MapkepiB XBOpPOOU (BM3HAYEHHSA
BMICTY KanbUMTOHIHY, YCI') i reHeTu4Hi gocnigxeH-
HS1 LO3BONAOTb BYACHO MPOBOAMTU XipypPridHi BTPY-
YaHHA Ta OTpPUMYBaTK O00PI BigganeHi pesynbTa-
™ [1, 3, 5].

MeToto pob6oTu ByB aHani3 KJiHiYHUX 0COBNU-
BOCTEWN, pe3ynbTaTiB 1abopaTOPHUX Ta iIHCTPYMEH-
TaNbHMX METOAIB OOCNIOXEHHSA ON9 BYaCHOI ajar-
HOCTMKK Ta Ao6opy ONTUMAaNbHOI XipypriyHoi
TakTUKN Y XBOPUX HA cuHapoMm MEH 2.

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

5 xBopux: y 4yotmpbox — MEH 2a, B opgHiei —
MEH 2b cunaopom. Cepepn nauieHTiB 6ynu 4 XiHkun
Ta 1 4onoBiK, cCepenHin BiKk XBOPUX CKNanas
36,5+6,1 poky. Y naujeHTiB BU3Ha4Yanu cnaakoBuii
aHaMHe3, HasIBHICTb CyNpOBIAHOI naTosnorii, 6asanb-
HUM | CTUMYTbOBAHWUI (MEHTAracTPMHOM abo Kasb-
LiEM) PiBHI KaNbUMTOHIHY, KATEXONAMIHW, PIBHI iOHi-
30BaHOr0 Ta 3arajibHOro KasblLiito, NapaTtropMoOHy,
npoeoavnn YCI Ta/abo koMn'toTepHy ToMorpadito
(KT) wui Ta 3a04€pPEBMHHOIO NPOCTOPY.

PE3YJIbTATU TA OBrOBOPEHH4

B ycix nauieHTiB giarHo3 cuHapomy MEH 2 rpyH-
TyBaBCcs Ha noegHaHHi MPLLU3 i ¢peoxpomounTo-
MU. FKLLO Yy XBOPOro i3 cuHapomomMm MEH 2 6ynun
BiJCYTHI MHOXWHHI FraHrNioOHEeBPOMMU Ta iHLLi BPOA-
XeHi aHomanii po3BuTKy Ta/abo Oyno BUSABIEHO
MITT, 3axBOpOBaHHA BiAHOCUAWM A0 CUHAPOMY
MEH 2a, akui0 BUSBASIM TUNOBI aHOManii po3BuT-
Ky — AiarHocTtyBanu cuHgpom MEH 2b.

PiBeHb kKanbLMTOHIHY nepen, XipypriyHUm BTPY-
YaHHSM BU3Havanu y 4 nauieHTiB. basanbHuin pi-
BEHb KaNbUUTOHiIHY OyB NiaBULLIEHVM | CTAHOBMB Bif,
85 nr/mn po 420 nr/mn (Hopma — oo 14 nr/mn), a
nicng ctumynauii BiH 3poctas 0o 240-1200 nr/min.
3a 0onomMoroo ynbtTpacoHorpadiyHoro AoCniaKeH-
HS B OAHIEI XBOPOi BMSABWUAM MATOSIOMNYHO 3MiHEHI
LWnnHI NiMdaTnyHi By3nu. YCiMm XBOPUM BUKOHAN
TMPEOineKTOMIlO, 9Ky Yy 3 BUnaaxKax AONOBHUAN LIEH-
TpanbHOW NiMdpaaeHeKToMielo. Y 2 nauieHTiB NoB-
TOPHO BUKOHANU LeHTPasibHy Ta natepasnbHy AiMd-
aeHEKTOMIl0, B OQHOr0 3 HUX niMdaneHeKToMIo
BUKOHYBanu Tpudi. MynbTnueHTpmyHui pict MPLL3
B 000X YaCTKax BUABMIN Yy 2 NALEHTOK: B OOHIEi 3
MEH 2a Ta ogHiei 3 MEH 2b cungpomom.

Y OBOX XBOpWX AjarHocTyBanu ABoOiyHi ¢eo-
XPOMOLMTOMMU, KNiHIYHMIA Nepebir xapakTepn3yBaB-
cs 6e3KPU30BOID MOMIPHOIO apTepianbHOI0 rinep-
TeH3ieln. Y ABOX Bunagkax GeoxpomMoLmnToMy
BUAANAM N1anapoCcKoniyHo, y 3 NaujieHTiB agpeHan-
€KTOMIl0 BUMKOHaIM BiAKPUTUM METOAO0M i3 JIIOM-
6oTomMiyHOro goctyny. IBOGiUHI NyxnvHM Bupans-
1 nanapoToOMiYHUM AOCTYMNOM, MPUYOMY OAHY 3
HaZHNPKOBKX 32103 PE3EKTYBAJIN, 3anuLLa041 MaK-
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CUMaJibHY KiflbKiCTb 300P0BOT TKaHWHW 3asio3WU.
)KopeH i3 unx xBopux He noTpebyBaB 3aMiCHOI
ropMoOHasnbHOT Tepanii y BigganeHuin noonepawin-
HUI nepioa. BuoaneHHs peoxpoMounToMmM 3aBXK-
OV nepenyBano onepawjisgam Ha LWMTONOoAiOHIn | npu-
WMTONOAIOHMX 3a5103aX, AKLLO NYXJVHWN OiarHOCTY-
Ba/I CUHXPOHHO.

[MepBUHHWI rinepnapaTnpeos AiarHoCTyBain y
2 XBOPUX: B OOHIEI NALLIEHTKM — aCUMNTOMHY pop-
MYy, B iHWIOI — MiwaHy. PiBeHb 3arasibHOro KanbL,ito
He nepeBuLLyBaB 2,72 MMOJb/N, NAPaTrOPMOHY —
87 nr/mn. NepBuHHWI rinepnapaTnpeod OyB cnpu-
YMHEHUN adeHOMOI MPULLIMTONOAIGHOT 3an03M B
OQHOMY BUMNaZKy Ta rinepnnasielo — B iHLWOMY.

MauienTui ., BikoM 31 pik, BUKOHaNM Tu-
pPeoifekTOMIlO Ta LeHTpanbHy NidMaaeHEeKTOMIlO
3 npuBoay MynbTudokansHoro MPLU3, onga kni-
HIYHOrO CMOCTEPEXEHHS NaLieHTKa He 3'aBngna-
cs. Yepes 11 pokiB y XBOPOT BUHUKIIN CKaApru Ha
nepiogn4yHUn rONOBHUN BiNb, AKNIA CYNPOBOOXY-
BaBCS MigBULLEHOIO MITAUBICTIO Ta Big4yTTSM CTpa-
xy, nigpuweHHam AT oo 150/100 mm pT. CT.,
apTepianbHU TUCK NOraHO KOPEKTYBABCS lNOTEH-
3MBHMMU npenapaTtamu, nig 4ac YCI i KT Buasu-
NN yTBOPEHHS aiameTpom 60 MM y npagini Hag-
HUPKOBIN 3an03i. NauieHTka 3BepHynaca ao Hac y
KNiHiKy, Nig Yac ornaay y Hel BUSBJIEHO MHOXMWHHI
raHrn1ioHEeBPOMU A3MKa, a TakoX 3'd9COBaHO, L0
nauieHTka Mae BUNOPOXHEHHA OAMH pa3 Ha TUX-
OeHb. BMKOHAHO ipuMrockonito Ta BCTAHOBJIEHO
niarHo3 "xsopoba lMNpwnpyHra”. bazanbHuii i CTU-
MYJ/IbOBaHWUI PIiBHI KaNbLUUTOHIHY Oynn B Mexax
Hopmu, nig 4ac YCI wui nokanbHMUX 03HaK peumn-
OBy xBOpoOM He BusiBNeHo. PiBHi agpeHaniny Ta
HOopagpeHaniHy y 5,2 pady nepesuLLyBanm Hop-
My. Ha nigcTaBi umx gaHux y XBopoi AiarHOCTyBa-
nn cuHgpom MEH 2b. lMepepn xipypriyHum BTpy-
YaHHAM XBOpa OTpMMyBana o-aapeHobs0kaTop
(npaso3unH) npoTtarom 5 aHiB. MNauieHTui BUKOHa-
HO NTanapoCcKonivyHy NpPaBobivyHy agpeHaNneKkToMito.
3a pesynbtatamy MoppONOriYHOro A0CNIOXKEHHS
OiarHOCTOBaHO (peoxXpoMouMTOMY 3 O3HakKamm
MasnirHisauii — gingHKM HeKpPOo3y Ta No4YaTKOoBI NPO-
SBW iHBA3i1 y Kancyny. Y noonepauinHuin nepion y
XBOPOi pO3BMHYyacs apTepianbHa rinoTeHsisa, aka
BMMarana nocTiMHOro BBEeOEHHS Ba30Mnpecopis
npoTtarom 48 roauH. MNauieHTka Ta ii cuH nepeby-
BalOTb MNig, MOCTIMHUM KJNiHIYHO-NabopaToOpPHUM
CMOCTEPEXEHHAM MNPOTAroM 5 poKiB — KOHTPOJb
AT, BU3HAYEHHS piBHA KanbUUTOHIHY, YCI wni Ta
3a04€pPEBUHHOINO NPOCTOPY; CBiAYEHb peunauBy
XBOPOOW HeMae. 3rigHO 3 NOBIAOMIEHHAMN fliTE-

patypu, MPLLI3 mae arpecuBHilLmin nepebir y xBo-
pux Ha cuHgpom MEH 2b [2, 5], xoua y Hawomy
BMNAAKy HEMae paHux wono peunavsy MPLL3
nicns NepBMHHOINO XipypriYHOro NikyBaHHS.

Mwu ob6cTexmnnu BCix 6nM3bKMX POANYIB XBOPUX
Ha MEH 2 cuHgpom: kKoHTponb AT, BU3HAYEHHS
6a3anbHOro PiBHA KasbLUMTOHIHY, IOHI30BAHOro
kanbuito, YCI' wni Ta 3a04epeBNHHOIO NpPOCTOpY.
Y cecTpu ogHi€i 3 NauUiEHTOK BUSBUIN NiABULLEHI
piBHI 6a3anbHOro KanbUUTOHIHY (450 nr/mn), ioHi-
30BaHoOro kanbuio (1,41 mmonb/n) i napaTtropmo-
Hy (121 nr/mn), xxogHWxX KniHiYHWX BugaBiB MNMITIT He
6yno. IMig yac YCI Bi3yanizoBaHO By30/ y MNpasii
4yacTui WMTONOAIOHOT 3251031 Ta YTBOPEHHS PO3Mi-
poM 14 MM y NpPoeKLIT NiBOi HMXHBOT NPULLMTONO-
niOHOT 3an031. XBOPIili BUKOHAHO TUPEOIAEKTOMIlO,
LeHTpanbHy nimdageHekToMito 3 npuesoay MPLL3
i BWOANEHO aaeHoOMy NMpULLMTONOAiOHOI 3ano3u.

BUCHOBKU

1. TauieHTn, y 9kux OiarHoCTOBaHO Oyab-AKui
KOMMNOHeHT cuHagpomy MEH 2, Hanto MPLL3 a6o
deoxpomoumTomy, nignaratoTe BCebiYHOMY 00CTE-
XXEHHIO 3 METOIO BUSIBIEHHS LLbOFrO CUHAPOMY.

2. Y poamyiB XBOpUX, Yy SKUX AiarHOCTyBanu
MEH 2 cuHgpowm, cnig Bu3HavaTu piBHI KanbuUTO-
HiHY, KaTexonamiHiB, KanbLito, BukoHyBaTtu YCI wmi
Ta 3a04EPEBUHHOIrO NPOCTOPY 3 METOK AiarHoc-
Tukn MEH cuHapowmis.
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PE3IOME
CHOPOM MHOXECTBEHHOW 3HOO0KPUHHOW
Heonnasuvuu 2-ro Tuna
H.N. Bboriko, M.I1. MaBnosckuii, B.B. Xomsik,
10.1Mn. AoBraHb, S1.U. laBpsiw, P.B. KemuHb

CVHOPOM MHOXECTBEHHOW SHOOKPUHHOW Heonna-
3un (M3H) — HacnencTBeHHoe 3aboneBaHne, KOTOPOe
XapakTepu3npyeTCcss CUHXPOHHLIM UM METAXPOHHbIM
BO3HWKHOBEHMEM [0OPOKAYECTBEHHbIX (ageHoMa, Mn-
nepnnasug) uam 3710Ka4eCTBEHHbIX OMyXOJlen B 3HOO-
KPUHHbIX OpraHax. Hannuve meoynnsapHoro paka wnuTo-
BUAHOWN Xenesbl 1 GeoxXpOoOMOLUTOMbI — 06a3aTenbHOe
ycnoBue amarHoctukm M3H 2 cuHpopoma. Lenbio mnc-
cnepoBaHug Oblna CBOEBPEMEHHAS OMArHOCTMKA U On-
TUMasNbHOE XMPYPrnuyeckoe neveHme 6onbHbIx ¢ MOH 2
cuHapomoMm. Ha npotsxkeHnn nocnegHux 10 net (1999-
2009 rr.) B KNMHMKE AnarHocTupoBanu cuHapom M3H
2 y 5 O0NbHbIX, U3 HUX OBE XEHLMHbl OblN POAHBIMUA
CcécTpamu. Y BCEX MALMEHTOB BbIABASIN MEAYISPHbIN
pak WUTOBUOHOM Xenedbl 1 GeoxXxpoMounuTomMy. Y ABYX
00JIbHbIX peoxpomMoLmMToMa Oblla ABYCTOPOHHEN, @ Ku-
HUYECKOE TEYEHNE XapaKTepn3npoBanocb 6eCKpn30BOI
YMEPEHHOW apTepunasnbHOM runepteH3nen. NepBuyHbIn
runepnapaTtmpeod Habnwoganm y 2 6onbHbIXx. CoenaH
BbIBOL, YTO Yy GAVMXXHUX POACTBEHHUKOB OOJbHBIX CUH-
npomom M3BH 2 HeobxoanMO onpeaensaTb YPOBHU Kaslb-
LMTOHMHA, KAaTEXONIAMMHOB, KaNbLys, MPOBOAUTb YNbT-
pacoHorpaduio weu 1 3abpPLWNHHOIO NPOCTPAHCTBA C
Lenblo amarHoctuku M3H cuHapomoB.

KnioueBble cnoBa: CUHAPOM MHOXECTBEHHOWN 9H-
OOKPUHHOW Heonnasum, MeaynsapHbii pak LWUTOBUA-
HOW Xenesbl, GeoXpoMoLMTOMa, NEPBUYHBLIA runepna-
patnpeos.

Jata HanxoaxeHHs: 4o peaakuii 10.01.2011 p.

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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