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MULITPLE ENDOCRINE NEOPLASIA SYNDROM TYPE 2
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PEDEPAT

CuHZpOM MHOXHMHHOI eH0KpUHHOi Heomnasii (MEH) - e ciagko-
BE 32XBOPIOBAHHS, AKE XaPAKTEPU3YEThCA CHHXPOHHUM 460 MeTa-
XPOHHMM BUHUKHEHHAM JO0OPOSKICHUX (AfiCHOMA, TilepILIasif)
200 3NOAKICHUX MyXIUH €HAOKPMHHUX OpraHiB. HagBHiCTb Meny-
JIEIPHOTO PaKy muTonoAioHoi 3ano3u (MPII3) Ta heoxpoMoLuTo-
MU - 000B'I3K0BA YMOBA i/l 4aC BCTAHOBJIEHHS /IiarHO3y CHHAPOMY
MEH 2. MeTo10 TOCTiPKEHHS € CBOEYACHA JIiaTHOCTHKA Ta ONTH-
MajbHe Xipypriyde JiKyBaHHA XBOPUX 3 NPUBOJY cunapomy MEH
2. 3a mepiog 3 1999 no 2009 p. y krinini cuagpom MEH 2 giarxoc-
TYBAJIH Y 5 XBOPHUX, 3 HUX 2 KIHKY OY/IM PifHUMHU cecTpami. B ycix
xBopHX BHABIeHO MPII3 12 (heoxpomonuromy. V 2 XBOPUX (heo-
XPOMOLMTOMY OY/IM JBOOIYHI, 4 KIiHI4HMI Mepe6ir XapaKTepusy-
BaBCA 6€3KPH30BOI0 MOMIPHO BUPAKEHOIO APTEPialibHOIO rilep-
Tensiero. Ileppunnui rinepraparupeos (IIIIT) giarHocrysamu y 2
TALi€NTiB. Y pofmyiB XBOPHX, Y AKUX AiarHocTyBand MEH 2 cunp-
pOM, CJifi BU3HAYAaTH BMICT KaJbLUTOHiHY, KATEXONAMiHiB,
KaJIbIL{I0, IPOBOAUTH YIBTPA3BYKOBE AOCHimKeH A (Y3/]) mui 1a 32-
OYEPEBUHHOIO IIPOCTODY.

Kimo4oBi €10Ba: CHHAPOM MHOKMHHOI €HIOKDMHHOI HEOIIasif;
MeZyIAPHUN PaK MUTONOAIOHO] 32103H; (HEOXPOMOLIUTOMA; TIEp-
BUHHUI Tillepnaparupeos.

SUMMARY

Multiple endocrine neoplasia (MEN) syndrome - is a hereditary dis-
ease which is characterized by synchronous or metachronous
development of benign (adenoma, 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 time-
ly diagnosis and optimal surgical treatment of patients with MEN 2
syndrome. Over the 1999-2009 years in the clinic we have diag-
nosed the MEN 2 syndrome in 5 patients, of whom two women
were sisters. In all patients we observed medullary thyroid carcino-
ma and pheochromocytoma. Two patients had bilateral pheochro-
mocytoma, and the clinical course was characterized with mild
arterial hypertension. Primary hyperparathyroidism was observed
in 2 patients. In the near relatives of patients with MEN 2 syndrome
it must measure calcitonin, catecholamines, calcium rate, conduct
ultrasound examination of the neck and retroperitoneal space.
Key words: multiple endocrine neoplasia syndrome; medullary thy-
roid carcinoma; pheochromocytoma; primary hyperparathy-
roidism.

CI/IH,ZIPOM MHOXUHHO{ €HIOKPMHHOI HEOILIa3ii
(MEH) — 3aXBODIOBAHHA, AKE YCIIAJKOBYETLCA 32 ABTO-
COMHO—JOMIiHAHTHUM THIIOM, XaPAaKTE€PU3YETbCA CHH-
XpOHHUM 2060 METAXPOHHMM BHHUKHEHHAM J00pO-
AKICHUX (2/IeHOMA, TiIepIUIasia) a60 3M0AKiCHUX NyXJIUH
Y (DyHKI[{OHATBHO Ta AHATOMIYHO Pi3HUX €HJOKPUHHUX
OpraHax, HECHAOKPUHHUX TKAHMHAX HEPBOBOI CHCTEMHU
200 TKAHMHAX ME3EHXIMAJIBHOIO NMOXOMKEHHA. CHHJ-
pom MEH nopginsaiors Ha asa Tunu: MEH 11 MEH 2 — 3a-
JIEXKHO Bifl TOTO, fIKi €HIOKPUHHI 31031 YpaxKeHi [1, 2].

Y 1959 p. Xazapp Ta CHiBaBTOpYU BIEPIIE OIMHUCAIN
MPII3 sx oxpemy xBOpoOy, a 4epe3 2 poku Cimmn
n0BifloMuB, o MPIII3 4acTo noegHyeTses 3 Peoxpomo-
uuTOMOIO [3). IlisHime y mauieHTiB T2 iX pOANYIB, y AKUX
MPII3 T2 (peoxpomonuroma noepnysanucsa 3 IIITIT,
miargocrysaau cuaapom MEH 2A (cungpom Cimmna), a
32 MHOXHMHHHX TaHIJIIOHEBPOM CJIM30BOi OOONOHKH
TPABHOTO KAaHAJY, BPOJKEHUX aHOMAJIN CKENIeTy, Oue,
TOBCTOI KUIIKK (XBOpo6a IipuicripyHra) — CHHAPOM
MEH 2B (cungpom Topnina) [1, 3, 4].

3BaKAIOYM HA TE€HETUYHE IiJIPYHTA BHUHUKHEHHA
IIUX CHHAPOMIB, IyXJIMHU YaCTO MYIBTH(OKAIBHI y He-
IIAPHUX OPraHax Ta ABOOIYHi — y MApHUX, IO BILIUBAE
Ha TaKTUKY Xipypri4HOro JiKyBAHHA TAKUX XBOPHX. Y PO-
OWYiB [UX MALIEHTIB pETEJbHUNA CKPUHIHI MapKepiB
XBOpOOM (BMICT KanbUUTOHiHY, Y3[) Ta reHeTwuHi
JOCTiPKEHHA TO3BOJIAIOTH BUACHO 3AIICHUTH OIIEPATUB-
He BTPY4YaHH: Ta JOCAITH XOPOIIUX BifjJaIeHUX PE3YIIb-
Taris [1, 3, 5].

MeTa IOCHUKEHHS: TPOAHANI3YBaTH KIiHIUHI 0CO6-
JUBOCTI, PE3YNBTATH JAO0OPATOPHUX TA iHCTPYMEHTAIIb-
HHUX METOJiB JOCHKEHHS JJI1 CBOEYACHOI AiarHOCTUKU
Ta BUOOPY ONTUMAIBHOI XipypridHOi TAKTUKU Y XBOPHX
npu cunapomi MEH 2,

MATEPIAJZIU | METOAU AOCIAXKEHHA
[Iporarom 10 poxis y krinini cuagpom MEH 2 piarso-
cryBaan y 5 xsopux: y 4 — MEH 2A, 8 1 — MEH 2B. Xso-
po0y AiarHOCTOBAHO Y 4 iHOK Ta 1 4OJIOBiKa BiKOM Y Ce-
penubomy (36,5 * 6,1) poxy. V marieHTiB Bi3Ha4eHi
CIIAAKOBUY aHAMHE3, HAABHICTb CYIYTHIX 3aXBOPIOBAHD,
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Ii/{BUIIEHHA 06a32JIBHOTO Ta CTUMY/IBOBAHOTO (TIEHTArac-
TPUHOM 200 KaJbL{ieM) DPiBHA KAJIBLUTOHIHY, KATEXO-
JIaMiHiB, 10Hi30BAHOTO T4 3araJbHOTO KAJBII0, [1ApaT-
rOpMOHY, nposefieHi Y3]I Ta/ab0 KOMII'IOTEpPHA TOMO-
rpadia (KT) mmi Ta 3a09€peBHHHOTIO IIPOCTOPY.

PE3YJIbTATU TA IX OBFTOBOPEHHS

B ycix nanjenris giarnos cunapomy MEH 2 BcTaHOB-
JIIOBAJIM Ha TifCTaBi moeaHaHHa MPII3 ta ¢peoxpomonu-
TOMHU. fIKII0 y XBOporo 3 cunapomom MEH 2 He BusBIeHi
MHOXUWHH{ TAHIVIIOHEBPOMH TA {HIIi BPOIKEHI aHOMAJ]
pO3BUTKY Ta/a60 AiarHocryBaau IITTIT, BcTaHOBMIOBAIH
Jiarao3 cuaapomy MEH 2A, AXII0 BUABJIAIU TUIIOBi aHO-
Mainii po3BUTKy — cunapom MEH 2b.

PiBeHb KaTbLIUTOHIHY [IEPE ONEPALIEI0 BUSHAYAIN ¥
4 naujentis. basanbHUN PiBEHDb KAIBLUTOHIHY IIiABUIIE-
HuH Bif 85 10 420 nir/mi (v HOpMi — 10 14 1ir/mi), micns
crumynanii — 240—1200 nr/min. 3a ganumu Y3, B ofuiei
XBOpOi BUABIEHI IATOJOT{YHO—3MiHEHi JiM(paThuuHi
BY3/IM, PEriOHApHi JJ0 MUTONOAIOHOI 3a103U. YCiM XBO-
PYM BUKOHAHO TUPEOIJEKTOMIIO, Y 3 — JONOBHEHY LIE€H-
TPAIBHOIO JNiM(aileHEKTOMI€I0. Y 2 XBOPHX IHOBTOPHO
3AICHWIN LIEHTPAIBHY Ta JATEpaIbHY JiM(aeHek-
TOMIIO, B OJHOTO 3 HUX JiM(PalcHEKTOM{I0 BUKOHYBAIH
Tpudi. MyasrunenTpuynuil picr MPII3 B 060X 4acTKax
BUABJIEHUN Y 2 ManieHTOK: B 1 — 3 cunapomoM MEH 24,
B 1 — MEH 2B.

¥ 2 XBOpHX JiarHOCTYBAIH ABOOIYHI (DEOXPOMOLIUTO-
MH, KIiHIYHHI [1epebir XapaKTepu3yBaBcs G€3KPU30BOIO
NOMIDHO BHUPAXEHOIO aPTEPiaNbHONI0 TillEPTEH3iEIO.
JIBidi (peOXpOMOLIUTOMY BU/JAMAIN JIAIAPOCKOIIYHO, Y 3
NALiEHTIB APEHATEKTOMIIO 3{HICHIIN BiTKDUTHM METO-
JIOM 3 BHKOPUCTAHHAM JIOMOOTOMHOIO JOCTYILY.
JIBOGIYHI IYXIUHU BUJALIA JTANAPOTOMHUM JOCTYIIOM,
NIPUYOMY, OLHY HATHUPKOBY 32/103y PE3EKYBAIH, 3AJIH-
MIAI0YM MAKCUMAJIBHUHA OOCAT HEYPAKEHO! TKAHHUHH.
3amicHOi rOpMOHAIBHOI Teparii y BifgaaeHoMy Mic/0-
nepauifHoMy nepiofii Xsopi He noTpedysanu. Bugane-
HA (PEOXPOMOLUTOMHU 3aABAKAH HEPEIYBAIO OIEpPaLiaM
Ha IUTONO/IOHI Ta MPUIUTONONIOHNX 3a7103aX, AKIIO0
NYXJIUHHU [iaTHOCTYBAIM CUHXPOHHO.

[II'TIT giarHOCTOBAaHMY y 2 XBOPUX: B 1 MAIli€HTKH —
ACUMIITOMHMM, B 1 — 3MimaHui. PiBeHb 3araibHOrO
KAJIBLI{IO HE NEPEBUINYBAB 2,72 MMOIb/JI, TAPATTOPMOHY
— 87 nr/mu. III'MIT cipydnHEHuit B OGHOMY CIIOCTEpe-
JKEHHI — aJIEHOMOIO IPUIIUTONO/iI0HOT 32/103H, TIE B OfI-

[anienTyi I., y Bili 31 pOKy BUKOHAIM TUPEOIEK-
TOMII0 T4 IEHTPAIbHY JiM(aJeHEKTOMII0 3 NIPUBOAY
MyasridoxansHoro MPUI3, ang kiiHigHOrO Criocrepe-
JKEHHA MAL{EHTKA He 3'aBaanacd. Yepes 11 poKiB BUHUK-
JIX CKAPTH HA NEPIOAUYHUIN T'OTOBHUI Oilb, IO CYIPO-
BOJKYBABCA [{IBUIIEHOIO [IIT/IMBICTIO T4 BifUYTTAM CTPa-
Xy, NifABUIIEHHAM aprepianpHOro TtUCKy (AT) no
20,0/13,3 xIla (150/100 MM pr. CT.), apTEpianbHa rinep-

TEH3iA MOIaHO KOPHIYBAIACA TiMOTEH3UBHUMH 32C00a-
Mu. 3a ganumu Y3[I 1a KT BusABIEHE YIBOPEHHA Y IIPaBiit
HATHUPKOBIit 3271031 fiiamerpom 60 mm. ITarieHTKa 3BE-
HyJIacA Y KIHIKY, 1IiJ] 4ac OIIAAY BUABIEHI MHOXHHHI
TAHIVI{OHEBPOMHY A3MKA, 3'ICOBAHO, WO V MALIEHTKA BU-
IIOPOXHEHHA OJMH Pa3 HA TIKIEHD. [IpoBeseHo ipuro-
CKOIIiI0, BCTAHOBJNECHHUI J[iarHO3 XBopoOu lipimcrpyHra.
ba3aIbHMi Ta CTUMYIbOBAHUM PiBEHb KAJIbLIUTOHIHY Y
MEKAX HOPMH, T1iff ya¢ Y3/ mui TOKAIbHUX O3HAK PeIu-
IUBY He Oy10. PiBeHb ajpeHaniny Ta HOPaAPEHANiHY B 5,2
pasy nepeBHIyBaB HOpMY. TAKUM YMHOM, Y XBOPOI Jiar-
HocTroBaHUU cuHapom MEH 2b. Ilepen omepanieo
XBODifl NPHU3HAYAIU o—aJPEHOOIOKATOP (TIPA303UH)
IIPOTATOM 5 J1i6. BUKOHAHO JIANapOCKOIYHY IPaBOOIdHy
aIPEHAIEKTOMII0. 32 JaHUMH MOPQOJIOIi94HOIO ZOCIif-
JKEHHA JI{aTHOCTOBAHO (DEOXPOMOLIUTOMY 3 O3HAKAMH
MaJIirHidanii — AUIAHKA HEKPO3Y Ta [IOYATKOBI O3HAKH
inBasii myxsmHow Kancymu. Ilicaa omepauii y XBopoi
CIIOCTEPirany aprepiafbHy TillOTEH3{l0, IO BUMATAJIO
IOCTiIHOTO BBEJIECHHA BA30IPECOPiB MPOTATOM 48 Tof.
[TanienTka Ta il CUH mepeOyBAIOTH MiJ NMOCTIHHUM
KIiHIYHO—/1aG0PATOPHUM CIIOCTEPEKEHHAM IIPOTATOM 5
POKiB (KOHTPO/IDb AT, BU3HAYEHHA PiBHA KATbIUTOHIHY B
KpoBi, Y3/l mui Ta 3a04€PEBUHHOIO IIPOCTOPY); O3HAK
penuuBY XBOPOOH HEMaE. 32 TIOB{TOMIEHHAMH JIiTEpa-
Typy, MPIII3 Mae 6inpm arpecuBHUIT nIepebir y XBOpUX
npu cuappomi MEH 25 [2, 5], xo4a y HAIoOMy CriocTepe-
KeuHi osHak peuupausy MPII3 micad mepBUHHOIO
Xipypri4Horo JikyBaHH:A He OyIIO.

O6crexeHi yci 611M3bKi poAndi XBOPUX HA CHHPOM
MEH 2: xoutpons AT, BMICT 6a31bHOTO KAJIBIUTOHIHY,
ionizoBanoro kanpuito, Y3/l mui T4 3204€pEBUHHOTO
npoctopy. Y cecTpu ofHiei 3 NalieHTOK BUABIEHE IIiIBY-
IIEHHA piBHA 6232JIbHOTO KalTbLUTOHIHY (0 450 1r/mi),
ioHi30BaHOTO KambLil0 (10 1,41 MMOJIB/I) T4 IAPATTOP-
MOHY (0 121 mr/mu), npore, K1iHigHuX npossis [IITIT
He Oyno. Ilig vac Y3]I Bi3yani3oBaHMIl BY301 Y IPaBiit
YaCTLi MUTONOAIOHOI 321031 TA YIBOPEHHA /IiaMeTpPOM
14 MM y npoekuii 1iBoi HIKHBOT IPUIIUTONOAIGHO] 3a-
JIO3M.

XBOpill BUKOHAHO THUPEOIAEKTOMIiIO, LIEHTPAIbHY
nimM¢agenexromiio 3 npusogy MPIII3, BuganeHo afeHoMy
HIPUIIATONIOAIOHOT 3271031

TakuM 4YMHOM, TAIiEHTaM, Y AKUX JiarHOCTOBAHMI
Oynb—AKUM KOMIIOHEHT cunapomy MEH 2, oco6mmBo
MPII3 a60 peoxpomonuToMa, HEOOXiTHE BCebidHE 00-
CTEXEHHA 3 METOIO BUABJIEHHSA L[bOTO CUHAPOMY. V po-
AN4YiB XBOPUX, AKUM BCTAHOBJIEHUH IiarHO3 CHHAPOMY
MEH 2, cnin BU3HAYATU PiBEHb KAIBLUTOHIHY, KATEXO-
JIAMiHiB, KaJIbL{10, IPOBOAUTH Y3]I mui Ta 3209€PEBUH-
HOTO IIPOCTOPY 3 METOIO JiarHOCTUKY CUHApOMY MEH.
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