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Cny4yau U3 KIIMHUYECKOWN NPaKTUKK

CUHAPOM MHOXeCTBeHHOW 3HAOKPUHHOMU Heonaasuu 1-ro Tuna:

KAMHUYECKNIA caydan

'E. C. XunbKo, 2H. M. lnxopag, 3E. C. OTamBaHuuK, “T. B. MoxopT

'4-a ueHTpanbHas palioHHaAA NOAMKANHKUKA, MUHCK, Benapycb

21-A ropoAcKan KAMHUYeckan bonbHMLa, MuHCK, Benapych

3SMUHCKMIA rOpOACKON KNMHUYECKUIA SHAOKPUHONOTMYECKUIA LeHTP, MUHCK, Benapycb
*BeNlopyCcCKuiA rocyapCTBEHHbIV MEeANUMHCKUI yHUBEpcUTeT, MuHCK, Benapycb

CUHAPOM MHOMKECTBEHHOM 3HAOKPUHHOW Heonnasuu 1-ro tuna (M3H 1, cuHapom Bepmepa) — 3TO rpynna reTeporeHHbIX Ha-

CNencTBeHHbIX 3ab0NeBaHNi, B OCHOBE NATOrEHE3a KOTOPbIX /IEKMUT TMNepnaasusa UamM onyxonesas TpaHCHOPMALMA HECKONbKUX
SHAOKPUHHbIX Kenes. Ansa cuHapoma M3H 1 xapakTepHa BapnabenbHOCTb COMETaHUA Pa3NMYHbIX KOMOUHAUMIN SHAOKPUHHbBIX Ha-
pyweHui. BaxHyo ponb UrpaeT OHKOHACTOPOXKEHHOCTb B OTHOLWEHUN POACTBEHHUKOB MAaLMEHTOB C BbIABNEHHbIM U FEHETUYECKU
NOATBEPXAEHHBIM CUHAPOMOM.

B cTaTbe npeAcTaBAEHO ONUCAHUE KAMHUYECKOTO Cay4Yan cCMHAPOMA Bepmepa, 0cOBEHHOCTbIO KOTOPOro ABAAETCA HeKnaccuye-
cKaa MaHubecTauma 3a60n1eBaHNA C HEMPOIHLOKPUHHOM ONYXONbIO NOAMKENYA0YHOM XKenesbl, CONPOBOXKAAOWENCA TMNepcekpeLm-
el MHCYINMHA M BO3HUKHOBEHMEM FMNOMIMKEMUYECKOTO CUHAPOMA, U NOCAEAYIOWMM Pa3BUTUEM NEPBUYHOTO rMnepnapaTMpeosa.

Kniouesble cnoBa: cMHapom MHOeCTBEHHOW 3HAOKpVIHH0171 Heonnasun 1-ro Tmna, HeVIpoaHAOKpMHHaﬂ onyxonb, rmnornnKke-

Mus, Manbabcopbuus, rMnepnapaTupeos.

Multiple endocrine neoplasia syndrome type 1 (MEN 1, Wermer syndrome) is a group of heterogeneous inherited diseases,
caused by hyperplasia or neoplastic transformation of several endocrine glands. MEN 1 syndrome is characterized by variable
combinations of endocrine disorders. Cancer awareness in patient with diagnosed and genetically confirmed multiple endocrine

neoplasia type 1 syndrome relatives plays an important role.

This case demonstrates a non-classical manifestation of the disease with neuroendocrine tumor of the pancreas, accompanied
by hiperinsulinemic hypoglycemia, and the subsequent detection of primary hyperparathyroidism.
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MULTIPLE ENDOCRINE NEOPLASIA SYNDROME TYPE 1: CLINICAL CASE

E. Khilko, N. Likhorad, E. Otlivanchik, T. Mokhort

CMHOPOM MHOECTBEHHOW 3HAOKPWUHHOM Heo-
nnasuu 1-ro Tuna (M3H 1, cuHgpom Bepmepa) — rpyn-
na reTeporeHHbIX HacAeaCTBEHHbIX 3aboneBaHWid,
B OCHOBE MaToreHe3a KOTOPbIX JIEXKUT runepnia-
31MA MAM onyxosieBas TpaHcPopmaLma HECKONbKUX
3HAOKPUHHBIX Kefe3, B OCHOBHOM Helpo3KToaep-
MaJIbHOrO MNpoucxoXaeHua. 3abonesaHwe, Bbi3bl-
Baemoe MyTauuMsmMu B reHe-cyrnpeccope onyxonem
MEN1, KOTOpPbI KOOMPYET KapKacHbI 6EN0K MEHUH,
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HacnefyeTca MO AyTOCOMHO-AOMWHAHTHOMY TuMy.
MNpn cuHapome M3H 1 Hambonee vacto BCTpeua-
eTcs obpasoBaHWe HEeNpPO3HAOKPUHHBLIX OnyxoneMn
(H20) napawuToBuaHbIx xenes (MLLK), aseHaaua-
TUNEPCTHOM KWLIKK, OCTPOBKOBBIX K/ETOK noae-
NYAOYHOM Kenesbl U KNeTok ageHormnodusa. Pexe
MOTYT Pa3BUTbCA OMYXOAWN HaZMNOYEeYHUKOB, HPOHXO-
neroyHom cuctembl 1 Tumyca [1]. MpumepHo B 40 %
cnyydaes npu M3H 1 nopakatoTca Tpu BMAa XKenes:
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OKOJIOLLUTOBUAHbBIE Kenesbl, NoaKenyaovHasa xene-
33 U rmnodus. Bospact Havyana 3aboneBaHus Kone-
6netcs ot 4 net o 81 roga, Ho ¢ HauboJiblEe YacTo-
TOI OHO BbIABAAETCA Y MY}KUMH U KEHLLMH B BO3pacTe
20-40 net c paBHOM YacToTol [2]. MOH 1 — peakunit
CUHAPOM 3HOOKPUHHbIX OMyXo/ei, BCTpeyatowmincs
npumepHo y 1 n3 20 000—40 000 yenosekK, ¢ 0AMHa-
KOBbIM pacnpegeneHnem no nony n 6e3 sTHM4YecKon
WX PAcoBOM NpeapacnonoKeHHocTH [3].

KaKk ykasaHo, npuymHon M3IH 1 ssaaioTca myTa-
LUK B reHe MeHUHa (B 3TOM reHe NaeHTUPULMpPOBaHO
6onee 500 myTaumit), PacCnoONOKEHHOM B AJNHHOM
nnedye xpomocomsl 11 (11q13); mytaumm naeHTUdK-
ympytotca y 70-95 % naymeHToB C AaHHbIM CUHAPO-
momM. KapKacHbI 610K MEHUH SIBAAETCA Kiaccuye-
CKMM OMyXONEeBbIM CYMPECcCOPOM, pPerynpytowmm
KNETOYHbIN LMKA U TPAHCKPUMUMIO, NOSTOMY Hego-
CTAaTOYHOCTb MEHMHA MOKET NPUBOAUTDL K runepnia-
31K, a OTCYTCTBME — K ONyX0/seBOMN TpaHchopmauum
Knetok [4; 5].

M3H 1 moxeT 6bITb CnopagMyeckum, pasBuBa-
OLLLMMCA B pe3y/ibTaTe COMaTUYECKON MyTaL MK B FreHe
MEN1, n HacheacTBeHHbIM. O HacneaCTBEHHOM CUH-
apome M3H 1 MoOXeT naTn peyb B TOM C/y4vae, ecau
y NauMeHTa ¢ AaHHbiM 3abosieBaHMEM eCTb XOTA Obl
OOMH POACTBEHHWK NMEPBOW IMHWUK C OO4HON U3 ony-
XONen, XapakTepHoh ana cuHgpoma M3H 1 [3; 5].
PoncTBeHHMKM NepBOW NMHUK POACTBA MALMUEHTOB
¢ M3H 1 nmetoT puck passuTus 3abonesaHusa B 50 %
Cny4aes, NOSTOMY BbIAB/NIEHME AAHHOrO CMHAPOMA
y NauneHTa MmeeT BarKHOe 3HavyeHue oA Y1eHOB ero
CeMbM, TaK Kak 6e3 afeKBaTHOro NevyeHua npu-
BOAMUT K NpeaeBpeMeHHOW cmepTHocTK [6]. Onu-
caHo 6onee 1600 pasnnyHbIX MyTauuit reHa MENI,
60/IbLUIMHCTBO M3 KOTOPbIX NPUBOAUT K 06pa30BaHMIO
HedYHKUMOHANbHOTO UKW YKOPOYEeHHOro 6enka me-
HUHA. MeHeTpaHTHOCTbL reHa MEN1 pocturaet 95 %
K 70 rogam, HO npoABneHnA 3aboneBaHUA xapakTe-
pusytoTca BapnabenbHbiM peHOTMNOM, YTO onpese-
NiAeT pefKylo BbIABIAEMOCTb MAaTONOMMM.

MpUHLMMbI AMArHOCTUKMU OCHOBAHbI Ha BbliB/e-
HUW COYETaHMA IHOOKPUMHOMNATUMN YKA3aHHbIX JOKa-
NM3aLMiA, YCTAaHOBAEHHbIX Ha MCMNO/b30BAHUWN CTaH-
OapTHbIX NOAXOAOB M FeHeTUYEeCKOM TeCTUPOBaAHMMU
MauMeHTOB M WX POACTBEHHMKOB MEPBOW CTEMEHMU
pOACTBa C NOCAeAyoLWUM NpoBeaeHnem nepmoguye-
CKOTO KNIMHUYECKOro, BUOXMMMYECKOTO U PafMonoru-
YeCKOro CKPMHWHIA NaLMeHTOB U HoCcUTeNel MyTaL K
reHa MEN1. lnarHo3 « MHOXeCTBeHHaA IHAOKPUHHAA
Heonnasua 1-ro TMna» yCcTaHaB/IMBAETCA, €C/IN Y UH-
[OEKCHOTo C/ly4aa MMeLoTCA He MeHee AByX MepBud-
HbIX NposiBAeHnn cnHapoma M3IH 1 (onyxonb MUK,
nepegHet gonu runodmsa U HENPOIHAOKPUHHbLIN

KOMMOHEHT TacTPOIHTEPOMAHKPEATUYECKON TKaHM)
WK, NO KpanHel mepe, ogHa ONyXxoab, CBA3aHHaA
¢ M3H 1, 1 poACTBEHHUK NEPBON CTENEHU POA-
cTBa c noareepraeHHon MOIH 1 (nonoxutenbHas
mMmyTaumsa reHa MEN1), unu, HakoHel, Y MHAEKCHO-
ro cnydad MmeeTca naTtosorMyeckaa MyTauusa B reHe
MEN1.

MepBuyHbIi runepnapatupeos (MNIMT) — Hau-
6onee pacnpocTpaHeHHOE W MepBOe KAMHUYECKoe
nposeaeHne M3H 1 (go 90 % nauMeHTOB C AaHHbIM
3aboneBaHuem). Ona MNIMAT npu M3H 1 xapaKtepHa
y3/10BadA runepnaasvma HEeCKO/IbKUX XKenes, KoTopas
NpoABAAETCA TUMNepKaibLUEMUEN W COOTBETCTBY-
IOWMMKN el OCNOKHEHMAMM, BKIOYAA MNOPaAXKEHUA
cKeneTa M Npu OTCYTCTBUW BbICOKOTO YPOBHA Mapa-
TupeoungHoro ropmoHa (MTr) [7]. leyenne NIMT npu
M3H 1, BKAouvalowee cybToTasbHYO MNapaTMpeou-
O9KTOMMUIO WIN TOTaJIbHYHO MapaTUPeoUaIKTOMMUIIO,
0CTaeTcA CnopHbIM. ToTasibHaA NapaTMPEONSIKTOMMUA
CBfA3aHa C MeHbLLEN BEPOATHOCTbIO PAa3BUTUA CTOMKO-
ro runepnapaTmpeosa, 04HaKO PUCK rMnonapaTMpeo-
3a Bblwe (22—-36 %) no cpaBHeHuto ¢ 10 % npwu cybTo-
Ta/NbHOW NapaTupeounaskTomum [4; 8).

CemeiiHaa ¢opma MIMT BKAOYaEeT passBuUTUE
naToNorMm B COYETaHMM C BHENapaLUTOBUAHBIMU
NPOABAEHMAMM WU BKAOYAOT cuHgpombl M3IH 1,
2 v 4-ro TMNa, a TakXe rMnepnapaTMpeosHyo ony-
xonb yentoctn (HPT-JT). CemeliHbie dopmbl MMMT
OEMOHCTPUPYIOT Pas/inyHble YPOBHM MEHEeTPaHTHO-
ctn NIMAT, maHudecTUpya paHblle U O4HOBPEMEHHO
C MyNbTUINAHAYAPHBIM NOPaXKeEHNEM MO CPAaBHEHUIO
€O cnopagunyeckummn popmamm [9].

OgHum n3 npoasneHunt MIMAT asnseTca nopa-
KeHUWe cKesneta, NO3TOMY BaXHO MOHUMaATb, YTO MU-
HepanbHasA MNJOTHOCTb KOCTHOM TKaHW ynydwaeTca
nocsie NapaTMpeouasKTOMUWN, HO B PE3UCTEHTHbIX
CAy4asax ANA NevyeHMA OCTeonopo3a PeKOMEeHAYTCA
aHTMPEe30pOTMBHbBIE MpenapaThbl, TaKKe MOryT ObiTb
NCMNO/Ib30BaHbl OKTPEOTUA, U UMHAKaNbLUeT ANA KOH-
TPONA pPeunamBupyoWwen nan NepcucTnpyoLLen no-
cneonepaymoHHOM runepkanbumemmn [10].

B 30-70 % cnyyaes cmHapoma M3IH 1 scTpeyatoT-
CA OMNYXONWN KENY[OYHO-KMLWEYHOTO TPAKTa (ractpu-
HOMa, UHCYZIMHOMa, /TIOKaroHOMa, BUNOMa, napanaH-
KpeaTuyeckas noauMnentuaoma), sbipabaTtbiBatowme
pa3/inyHble TOPMOHbI: COMATOCTaTUH, FPE/INH, Ba3o-
AKTUBHbBIN MHTECTMHA/IbHBIN NEenTUg, racTpuH, Kanib-
UMTOHWH, WMHCYAWH, MPOWHCY/IUH, TOKAaroH U Aap.,
OAHAaKO MOCMEepPTHble WUCCNef0BaHMA MOKasanu pac-
NPOCTPaHeHHOCTb Heonnasun B 80-100 % [11]. Hau-
60s1ee YacTon OMyxO/IbI0 OCTPOBKOBBIX KAETOK ABAA-
eTCA racTpMHOMa, KOTopas MOXeT JIOKaAM30BaTbCA
B NOAKENYA0YHOM XKenese Wan ABeHaaLaTUNepCcTHON
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KuLKe. MHCyAInHOMa — BTOpasi Mo pPacnpoCcTPaHeHHo-
CcT1 PpyHKUMOHaNbHasa HO0 noarkenyaouyHom »Kenesbl
(BcTpeyaetca y 10-30 % naumeHTOB), NpoayuMpys ns-
ObITOK MHCYIMHA, OHA MOXKET BbI3bIBaTb KINHUYECKNE
NPOAB/NEHUS TUMOIJIMKEMUU, BKJIOYAA CUMMTOMbI
HeMpPOr/IMKONEHUN, a UHOTAA CYAOPOru AN NoTepto
co3HaHuA [12; 13].

Onyxonu runodmsa scTpeydatotca y 15-42 % na-
umeHToB ¢ M3H 1, B 60/bLWIMHCTBE C/y4aeB 3TO NpPo-
NAaKTUHOMbI, PEXKE OHWU CEKPETUPYIOT TOPMOH POCTa,
WM TOPMOH POCTa U MPONIAaKTUH, UIN aiPEHOKOPTU-
KOTpOMHbIA ropmoH (AKTT), Bbi3biBas COOTBETCTBY-
IOLY0 CUMMNTOMATURY [6]. TaKKe BO3MOXHO BbIAB-
NeHne PYHKUMOHA/NIbHO HEaKTUBHbIX 06pa3oBaHUM
runodusa c NOTEHUMANIOM PaA3BUTUA TUMNONUTYUTA-
p13Mma Npu IOKaAbHOM POCTE OMyX0un.

KapuuHounaHble onyxonau, ocobeHHo Te, KoTopble
pa3BMBaAlOTCA M3 IMOPUOHANIBbHON NepegHelr KULIKK
(Tmyca, nerkux, »kenyaka), Bcrpevarorca y 5-15 %
nauueHToB ¢ M3H 1 [6].

AZLeHOMbI HagNOYEeYHNKOB BCTpeYatoTcA y 33 % na-
LMEHTOB M MOryT 6bITb ABYCTOPOHHUMMK. KaK npaBuo,
OHM ABNAOTCA A0OPOKAYECTBEHHBIMW U FTOPMOHA/b-
HO-HEaKTMBHbIMM, XOTA CYLLECTBYET PUCK TOro, 4TO
BHeLLHe A06pOoKaYeCcTBEHHbIE aeHOMbI 3BOOLMOHM-
PYIOT B a4 peHOKOPTUKANbHYIO KapumHomy [14].

KnuHuueckui cnyvaii

MayneHTtkKa b.45 net noctynuna B otaeneHme
SHAOKPUHONOMMK C 3aPErMCTPMPOBAHHbBIMM 3NN304a-
MU rMnornMkemmnmn. Poct — 168 cm, Bec — 82 Kr, MHAEKC
maccbl Tena — 29 kr/m?. Bo Bpems Bnepsble BO3HUK-
LLUero anun3oAa rmnorinKeMUn I0Ko3a B KpoBu bblsia
1,9 mmonb/n.

Mpy nNepBUYHOMN rocnuTanMsaumMm He Obia TLUa-
TeNbHO cobpaH cemelHbI aHaMHe3, TaK Kak npesa-
NINPOBAIN TAXeEble TMNOrMKemMmUn. bbino ase bepe-
MEHHOCTH, ABoe poaoB. OObEKTUBHbLIN OCMOTP He
BbIABW/ MaTOJIOTUM.

rnMukemuyeckmnin npodunb: ot 22.05.2024: 08:00 —
3,86 mmonb/n, 13:00 — 4,0 mmonw/n, 17:00 -
4,0 mmonb/n, 21:00 — 3,97 mmonb/n; ot 23.05.2024:
08:00 — 3,4 mmonb/n, 13:00 — 3,6 mmonb/n, 17:00 —
2,76 mmonb/n, 21:00 — 2,59 mmonb/n; ot 27.05.2024:
08:00 — 4,85 mmonb/n, 13:00 — 4,42 mmonb/n, 17:00 —
4,4 mmonb/n, 21:00 — 1,7 mmonb/n.

Mo AaHHbIM cOHOrpadum B NPOEKUUN Tena nog-
KeNYLOUYHOM Kenesbl BuU3yanusupyetca obpasoBsa-
HME MOHMMKEHHOM 3XOreHHOCTU C HEPOBHbLIMU KOH-
TYypaMn WU HEOAHOPOLHOMN CTPYKTYpOl pasmepom
34x42 mm, ¢ nepudepuyeckMM KpOBOTOKOM MNpu
LLBETHOM [0MM/IEPOBCKOM KapTMPOBaHUM.

AKTI — 13,38 nr/mn (Hopma — go 46 nr/mn),
Koptvzon — 140,4 Hmonb/mn (Hopma — 166,07-
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507,58 HMOAb/n), TUPEOTPOMHLIA TOPMOH —
1,16 MKME/mn (Hopma — 0,27—-4,2 MKME/mn), ceoboa-
HbI T4 — 10,68 nmonb/n (Hopma — 9,0-22,2 nmonb/n),
WHCYNUH — 26,5 MKME/Mn (Hopma 2,6—-24,9 MKME/mn),
C-nentng — 3,32 Hr/mn (Hopma — 0,97, 1Hr/mn).

KomnbloTepHaa Tomorpaduma C KOHTPacTUpPOBa-
HMeM: B Tesfe MOoAKeNygo4YHOW Kenesbl onpenens-
eTcs onyxonesoe ob6pasoBaHME C YyH4ACTKOM HEKpo3a
1 nepndepnyeckMm HaKomnaeHNeM, C KanbLMHATaMM,
pasmepom 43x52x48 mm. ObpasoBaHue caaB/MBa-
€T BEepXHIoH OpbIXKEEUYHYI0 BEHY M Cene3eHOYHYH
BEHY MO nepeaHen MOBEPXHOCTU (Ha MPOTAXKEHUU
6 MM }KMPOBAs NPOCNOIKa B BEPXHIOK BpblxKeeyHyro
BEHY HE MNPOC/EXMBAETCA — MOBEPXHOCTHAA WHBA-
31A?). YpeBHbIl CTBON U BETBU, BEPXHAA OpbixKeey-
Hana apTepwus, ceneseHoYHan apTepma 6e3 NpnsHaKos
MHBA3UMU. BUpPCYHros NpoTOK B AUCTa/bHbIX OTAeNax
pacwupeH oo 7 mm B AnameTpe. B xBocTe nogyke-
NYA0YHOM Kenesbl onpeaenseTcad MHOroOKamMepHas
KMCTO3HasA CTPYKTypa C KajibLMHAaTaMW B CTEHKaXx,
6e3 [0CTOBEpPHbIX MPU3HAKOB KOHTPACTMPOBAHMUA
(KOHTpacT BM3yanmMsmpyeTca B CTEHKax), pasmepom
96x65%102 MM, OTTECHAET JIEBbIN HAANOYEUYHUK U Ne-
BYIO MOYKY KHM3Y. NapanaHKpeaTnyeckasa KieTyaTKa
ynaoTtHeHa. B neBom HagnoyevyHuKe onpegenaerca
obpasoBaHue pasmepom ao 1,7x1,1 cm, NIOTHOCTbIO
8o 11 HU, KoTopoe B npouecce uccnenoBaHus cnabo
HaKanameaeT KOHTpacT, Ao 26 HU, ¢ npM3Hakamu Bbl-
MbIBaHuA o 16 HU.

dunbporacTpoayoneHOCKONUA: HeAO0CTaTOYHOCTb
Kapgun, 3p03uBHAA racTponaTus, 3PO3UBHbLIN AyO-
OEHUT.

PeHTreHorpadus xenyaKa: HepaBHOMEpPHOE Cy-
KEHMe HuUcxoasAwel BeTBM ABeHaAuaTUNepCcTHOM
KULIKK, OaHHbIX 06 OpraHUMYecKOM MOopaXKeHUMU Ke-
NyAKa He onpeaensaeTcs.

Ha ocHoBaHMM pe3ynbTaToB 0b6CcnegoBaHMA ycTa-
HOBJIEH AMArHO3 KOMNyXo/ab MOAMKENYAOUYHOM Kenesbl
(MHCYNMHOMA) € YacTbIMKU TUNOITMKEMUYECKUMN pe-
aKUMAMMN. Ipo3mBHaA racTponaTmns. [OPMOHaIbHO-He-
aKTMBHOE 0bpa3oBaHMe IEBOrO HaAMOUYEUYHNKAY.

B cBA3W C YCTaHOBNEHHbIM ANAFHO30M M B COOT-
BETCTBUM C MENKAYHAPOAHbIMW pPEKOMEHAAUMAMM
no BeAeHUI0 HeanabeTUyecKnx rmrnoriMKeMuii peKko-
MeHO0BaHO xMpyprudyeckoe neveHue [13; 15]. MNocne
npeaonepalyMoHHHON NOArOTOBKM BblN BbINOAHEHDI
TOTa/IbHAA raCTPONAaHKPeaToAyoAeHaNbHaA pe3eKkuma
CO CM/IEH3KTOMMUEN N XONEUUCTIKTOMMUEN, NeBOCTO-
POHHAA aAPEHANIKTOMMUA.

Mo pe3ynbTaTam rMCTONOMMUYECKOTO UCCIef0BAHNA —
mopdonornyeckan KaptuHa HI0 nopKenysoyHoin
Xenesbl (y3en — 8 Mm) C BoB/ieYeHMEM NapanaHkpe-
aTUYECKOM KNeTyaTku. B camnsmctoin obonouke xenyaka
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C WHBasWen B MOACAU3UCTbIA C/ION onpegensercs
pocT H30 (y3enok —1 mm). CeneseHKa c NONHOKPOBHU-
€M KpacHoM nynbnbl. Hag4no4YyeyHMK ¢ NONHOKPOBUEM
N 3KTasmel cocynoB. MenuyHbliii nysbipb, 6onblION
N Manblii canbHUKKU, HaNZEeHHble NMMdOY3abl U Kpa
pe3eKLnn Kenyaka 6es onyxonesBoro pocra.

3akntoueHne: HIO0 noarKenygouyHoOM  Kenesbl
(y3en — 8 mm) c BoBneyeHMem napanaHKkpeaTU4ecKo
knetyaTkm, pT3NOMXx G2; HOO xenyaka ¢ MHBa3neMn
B NOACAM3UCTbIN cnoii, pTINOMx G1.

Mocne npoBeAeHHOrO0 XMPYPrUYECKOro eyeHus
Yy NauUMEeHTKU pasBMACA CUMHAPOM Manbabcopbumm
(cTyn 6—8 pas/cyT, cHUKeHUe macchbl Tena Ha 13 Kr)
M CTOMKas runepramkemmns (rnoKosa B KPOBU OT
21.06.2025:13:00—-9,2 mmonb/n, 17:00— 10 mmonb/n;
oT 26.06.2025 — 8,5 mmonb/n; ot 28.06.2027 -
8,3 mmonb/n; ot 02.07.2025 — 10,5 mmonb/n), uto
No03BO/IN/0 YCTAHOBUTb AMArHoO3 cneumndpumyecKkoro ca-
XapHoro gmMabeTta n MHMLMNPOBATb H6a3nc-600CHbIN
peXnM BBEAEHUA UHCYNMHA. Toraa *Ke BbliBNEHA U-
nepkanbunemma: kanbuuii — 3,08 mmonb/n (Hopma —
2,15-2,50 mmonb/n), KanbUMi UOHU3NPOBAHHBIN —
1,42 mmonb/n (Hopma — 1,05-1,29 mmonb/n), anbby-
MuH — 38,3 r/n (Hopma — 35-52 r/n), 4yTo no3BoANAO
WHUUMMPOBATb AMArHOCTUYECKUIM MOUCK MNPUYUHbI
runepkanbunemmmn. Mpn nabopaTtopHoM TecTUpOBa-
HWUM 6bINIO BbISBJEHO NOBbIWEHWE YPOBHS NapaTtrop-
MoHa a0 86,9 nr/mn (Hopma — 14,9-56,9 nr/mn), 4Tto
npuBeno K yctaHosneHuto guarHosa MNINT (Hannuume
rMnepKanbUMeMUM NO3BONAUNO UCKAKUUTL AOMUHU-
poBaHWe BTOPWUYHOro reHesa nopaxeHua MWK Ha
¢doHe cuHApoma Manbabcopbumm). Ha cnepytowem
aTane obcnegoBaHUs 6bina BbIMOAHEHA CUMHTUIPa-
dua NWHK c neptexHetatom (Tc-99m), no pesynbra-
Tam KOTOPOW BbifABAEHbl gomMUHaHTHaA MWK (nesan
BEPXHSAA) M NPU3HAKM MUTOXOHAPWUANbHON aKTUBHO-
CTW HA YPOBHE BEPXHEN N HUMKHEN NPABOM U HUXKHEN
nesou MUK, 4To He No3BoONANO YOEeaUTENbHO UCKAIO-
YUTb WAWN MNOATBEPAMTbL aHaNOrMYHble obpasoBaHUA
(puc. 1). Mo AaHHbIM OCTEOAEHCUTOMETPUM, B 3TOT
MOMEHT He 6b1/10 BbISIB/IEHO NPU3HAKOB OCTEOMNOPO3a
(ocTeoneHnn) ocesoro ckeneta.

Ha sTom 3Tane yTo4YHEHbl AaHHble CEMENHOro
aHamMHe3a. HacneacTBeHHbIM aHAMHe3 OTATOLWEH Mo
JIMHUM OTUa: Y OTUA CUHAPOM 30//IMHIEpPa — DNANUCO-
Ha, Y A4A4W ageHoMa rmnodusa, y BTOPOro Asam pak
enyakKa, y 4BOOPOAHOMN CeCTPbl Ppak HagNoYe4YHUKa,
Yy NAEMAHHMUDBI PaK NOAKENYA0YHON Kenesbl C MeTa-
CTazaMu B NeYeHb, y BTOPON NAeMAHHULbI ageHOoMa
runodusa n ageHoma MULK.

Mo pesynbTaTaM KAMHMYEecKoro obcnegoBaHMs
6bin ycTaHOBNEH auarHos: «M3H 1 (cuHgpom Bep-
mepa): MepBUYHbIKM runepnapatupeos, obycnos-
NIEHHbIN NoparkeHnem BepxHen nesoi [MLLUXK. Pak

(HEMPO3HAOKPUHHBIN G2) NoAKenygo4yHOW Kenesbl,
pPpT3NOMO G2 — 2a cTaaumn, XMpypruyeckoe neyeHue
10.06.2024 (ToTanbHaA ractponaHkpeaToayoAeHa b-
HaA pe3eKuua Co CNAEHIKTOMUEN U XONELMUCTIKTOMMU-
eit). H30 xenyaka c MHBa3nen B NOACAN3IUCTbIN CNOM.
pTINOMx G1. CaxapHbiii guabeT, cneunduyeckuni
mn. Aednuut ButammHa D. MoyeKkameHHas 60n1e3Hb.
XpoHWyecknin nuenoHedput. XpoHu4yeckas 60se3Hb
noyek C1 (CK® — 112 mn/muH). C yuetom Hanmuma
AomuHaHTHOM MUK, no paHHbIM cunHTUrpadum,
Ha QoHe coxpaHawueica manbabcopbunmn (ctyn —
6—8 pa3/cyT) NPUHATO peLleHne o HeuenecoobpasHo-
CTW TOTA/IbHOM NapaTUPEOUIIKTOMUMN.

[anee 6b1/10 BbINOSIHEHO ONEPATUBHOE IeYEeHUE —
yAaneHa AOMMHaHTHaA nesas BepxHAs MUK (no
pe3ynbTaTaM FUCTONIOFMYECKOro UcciefoBaHMA —
ageHoma [MUK). B nocneonepauyoHHOM nepuo-
Oe Yy MauMeHTKM COXPAHANCA YacTbl XUAKUIA CTyn
(6—8 pa3s/cyT), To ecTb cMHAPOM Manbabcopbunn He
OblN1 KYNMMPOBAH, HECMOTPS HA UCMO/Ib30BAHME NAHK-
peaTnyeckux pepmeHTOoB.

C yyetom amarHosa M3H 1 B Y «Pecnybnu-
KQHCKUIMA HAy4YHO-NPaKTUYECKMUIA LLEHTP OHKOMOTUM
N MmeauumMHCcKol paguonorum um. H. H. AnekcaHgpo-
Ba» BbINOJIHEHO FEHETUYECKOEe MWCCAeaoBaHWe, Mo
pe3ynbTatam KOToporo obHapyKeH paHee onucaH-
HbIM B AuTepaTtype BapuaHT (chrll:g.64804740dup,
NM_001370259.2:¢c.1429dup, rs886041214) B reTe-
PO3UroTHOM cocTosHUKM B 10-m 3k3oHe (13 10) reHa
MEN1, KoTopbiA NPUBOAMUT K CABUTY PAaMKU CYUTbIBA-
HUA U NPeXAeBPeEMEHHOW TePMUHALMMU TPAHCAALUN
6enka p (Glud77GlyfsTer54), ¢ rnybuHoI NOKpbITUSA
1613x. B nntepatype AaHHbI BapuaHT U3BECTEH Kak
1539insG. TaK)Ke peKOMeHAOBAaHO reHeTU4YecKoe uc-
cnefoBaHWe poacTBEHHUKOB NepBOM NMHUKM POACTBA
ONA CBOEBPEMEHHOIMO BbIABAEHUA MyTaLMU B reHe
MEN1 » panbHenwero perynapHoro CKPUHMHIOBOro
0bcnenoBaHMA € LEblo PAaHHErO BbIABMEHMA U KOp-
peKkunn npoasaeHnn cuHapoma MIH 1.

Mpu ganbHelwem HabAAEHUN Y NALNEHTKU CO-
XPaHANNCD TMNEepPKaNbUMEMUA N NOBbILLIEHME YPOB-
Ha MTI, yacTtbih ctyn (2-5 pas/cyT). Mo pesynbratam
0CTEe0A4EeHCUTOMETPUN NAOTHOCTb KOCTHOM TKAHWU CO-
XpaHMNacb B Npeaenax Hopmbl.

Mo pesynbtatam Y3WM opraHoB GpPIOWHON Moso-
CTW B HacToslee BpemA y NAUMEHTKM OTMeYatoTcA
andoysHble M3MEHEHUS MeYeHU MO TUMYy CTeaTos3a,
COCTOAHWE MNOC/Ae TOTAa/NbHOM MaHKpeaToracTpoayo-
OEHaNbHOW pPe3eKUUM, XONeUUCTIKTOMUM, CNAEHIK-
TOMUU, COXPAHAKTCA KOHKPEMEHTbl 06eunx noyek 6es
NPW3HAKOB ypoCTasa.

Bepexue MIMT 8 coctae M2H 1 onpegendaetca
AKTUBHOCTbIO MATONOMMYECKOr0 MPOLLECCa NOcAe Xu-
pypruyeckoro siedenusa [5]. AKTMBHOe HabnoaeHue
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Puc. 1. MpusHaKu ageHoMbl NeBOI BepXHel NapaLUTOBUAHOM XKeesbl NPU CLUHTUrpaduueckom uccnenoBaHum:
a — CTaHAapTHaA CUUHTUIPadua; 6 — CUMHTUIPadUA B pekume og4HOPOTOHHOU SMUCCUOHHOIA
KoMnNbloTepHoi1 Tomorpadpun

Fig. 1. Signs of the left superior parathyroid gland adenoma during scintigraphic study: a — standard scintigraphy;
b - single-photon emission computed tomography scintigraphy

AONyCTUMO Npu 6eCCUMMNTOMHOM TEYEHUM U OTCYT-
CTBUM MOPAXKEHUS OpraHOB-MULLEHEN, onepaums
NnoKasaHa nNpu CMMNTOMax UKW MOBbIWEHUN KanbLma
6onee yem Ha 0,25 MMob/A OT HOPMbI. OCKONbKY
Yy NauUMEHTKU NOCNE XUPYPrMYECKOro fIeYeHuUs Ha-
6noganca cuHgpom manbabcopbumu, 66110 BbICKa-
3aHO MHeHue o codveTaHuu MIMT 1 BTOPUYHOrO U-
nepnapatupeosa, 06YC/NOBAEHHOIO XMPYPrUYeckum
BMELLATE/NIbCTBOM Ha KeyAo4YHO-KMLEYHOM TpaKTe
C HapyLleHWEeM BcacbiBaHUA. B aTOT nepuog, naumeHT-
K€ PEeKOMEeHAO0BaHO MCNo/Mb30BaHME MaHKpeaTuHa

1+2026
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B fo3e 50 000 ea. 3 pa3a/cyT, 4TO NPMBEO K HOpMma-
NN3auUMKM BCACbIBAHUA B KeNyAOUYHO-KULWLEYHOM TpaK-
Te (ycTaHoBMACA CTyN A0 2 pas/cyT, opopMAeHHbIN).
OnHamunyeckoe HabntogeHWe NpPoAeMOHCTPUMPOBaAo
nocTeneHHoe CHUXeHue Kanbunmemmu A0 HOpMaib-
HbIX 3HAa4YeHMWN Noc/se HOPMANM3aLMn cTyna npu co-
XpaHeHuu nosbiweHuns ypoBHa MTI (taba. 1), uto no-
3BONIAET TPAKTOBATb 3TO COCTOAHME KaK BTOPWYHbIN
runepnapaTtmpeos.

Mpw BbINOAHEHMM Y3U Wen Henb3Aa UCKAKYUTD TU-
nepnnasumio MUK c obenx cTopoH, 6bina NOBTOPHO
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Pe3ynbTaTbl AUHAMUYECKOTO MOHUTOPUHTIA NOKa3aTenen Kanbuma, pochopa U napaTMpeonaHoro ropmoHa

Results of dynamic monitoring of calcium, phosphorus and parathyroid hormone levels

Kanbumit 06wmi Kaneuuii
» i, MOHM3MPOBaHHbIN, | ®ocdop, Mmonb/n | MapatropmoH, nr/ma | 25-ruapokcmsutammH D,
MMOSb/N
[Oarta MMONb/N (Hopma —0,81- (Hopma —14,9— Hr/mn (Hopma — 20—
(Hopma —2,15—
(Hopma —1,05— 1,62 mmonb/n) 56,9 nr/mn) 96 Hr/mn)
2,50 mmonb/n)
1,29 mmonb/n)
26.11.2024 3,08 1,42 - 130,4 14,36
11.12.2024 2,98 1,31 0,87 86,9 13,10
20.12.2024 2,76 1,41 1,05 - -
06.01.2025 2,70 1,51 - - -
06.03.2025 2,80 1,29 1,05 153,3 -
16.05.2025 2,61 1,20 0,90 186,0 9,17
19.09.2025 2,75 1,26 0,98 135,3 18,98
13.11.2025 2,71 1,25 0,97 121,3 7,21

pekomeHzoBaHa cuuHTUrpadpus MUK, B xope Ko-
Topoli uudpoBOE 3HAYEHWE MUTOXOHZPMANBHON
AKTUBHOCTN Hecousmepumo: cnesa — 35 %, cnpa-
Ba — 65 %, obuwee 3HayeHne Uptake KoHTpacTa B
JIOXe LWUTOBMAHOW enesbl coctasuno 14,1 % (no-
BbILLEHO); C Y4eTOM BW3ya/IbHOrO COMOCTaB/AEHMA
¢ PU3MONOrNYECcKO HOPMOI, a TaKKe aHaIM3a CLUMH-
TUrpadUYecknx, rmMbpuaHbIX N NONYKONMYECTBEHHbIX
PasANOMETPUYECKMX XapaKTEPUCTUK OblNU BbIIBIEHDI
OaHHble B NO/b3y MaTosorMyeckoit TpaHchopmauymm
(apmeHombl/runepnnasunmn) npasoi HuxkHen MUK, ne-
Bol MUK (BeposTHee, HUKHeN) (puc. 2).

C y4yeToM OaHHbIX BbIMOJIHEHHOMO CUMHTUIpadu-
YecKoro ucciefoBaHMA NaLMEHTKE PEKOMEHL0BAHO
NOBTOPHOE XMPYPrUYEcKoe JieYeHUEe C pPe3eKumnen
akTMBHbIX MUK (NpaBoli HUXKHEN U NeBOM HUNKHEN),
KOTOpOEe MOMET BbITb OT/IOXKEHO B CBA3WN C OTCYTCTBU-
€M YPOBHS rMnepKanbLMeEMMM, NPEBbLIWAOWEro Le-

neson ana NINT. Tak:Ke, yunTbiBas HacNenCTBEHHbIN
aHAMHE3 N Ha/nymMe reHeTUYEeCKN NoATBEPXKAEHHO-
ro y nauneHTKkn cmHgpoma M3H 1, pekomeHA0BaHO
npoBegeHne reHeTUYeCcKoro TeCTUPOBAHUA AETe.

3aknioyeHue

O4HMM M3 K/KO4YeBblIX BOMPOCOB MpWU BeAeHUu
M3H 1 aBnaeTca BbIOOP TaKTUKM XMPYPrUYecKoro se-
yeHusa. MNpu aTom, ecan Npu GYHKLMOHANBHO aKTUB-
HbIX OMYXONAX KeNyA0YHO-KULIEYHOTo TPaKTa TaKTu-
Ka oyeBuaHa (06bem BmellaTeNbCTBA Onpeaenserca
pasmepamu, MHBA3MEN OMYXOAN U NOTEHLMANOM 3/10-
KauyecTBEHHOCTM), CMOPHbIMK OCTAOTCA BOMPOCHI Be-
OeHuns HedyHKUMOHUpyowmx HIO KenyaoyHo-Ku-
LIEeYHOro TpakTa u rmnepnapaTnpeosa.

CpaBHUTENbHBIN aHANW3 XMPYPruyeckoro nedve-
HUA U AMHAMUYECKOro HabngeHus 3a ¢yHKUMO-
Ha/IbHO HEAKTUBHBIMWU OMYXONAMMU MaJIbIX Pa3MepOoB

Barly MIEI

Late MIBI

Puc. 2. CumHTUrpad 1A NnapamMTOBUAHOMN XKenesbl Noc/e IeBOCTOPOHHEN NapaTMpeonasKToMum

Fig. 2. Parathyroid gland scintigraphy after left-sided parathyroidectomy
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(meHee 2 cm) cBMAETENbCTBYET O TOM, YTO NPU CTa-
6MNbHOM pa3mepe M OTCYTCTBMM MPU3HAKOB arpeccuu
B TeyeHue 1-2 neT aKTMBHOE HabntoaeHMe ABnaeTca
npuemnemomn ctpaTerven.

Mpn sBeaeHun M3H 1 ¢ npoasneHnamum MNIMT aHa-
nusunpyetca apPeKTMBHOCTb Cy6TOTaNIbHOM NapaTupe-
ouasKTomMun (yoaneHue 3—3,5 kenesbl, ocTaB/ieHMe
04HOro HopMasibHOro ¢pparmeHTa) NPOTUB MeHee pa-
OMKaNbHOToO BMELLATENbCTBA (YAaneHne meHee 3 xe-
nes). CKOppeKTUPOBAHHbIN pUCK coxpaHeHus MIMT
W peumamea runepnapaTvpeosa 6bin 3HAUUTENbHO
HU¥Ke Y NaLMeHToB C cybTOTanbHOM NapaTMpeonsK-
TOMMEN, YEM Yy NALMEHTOB C MeHee PagvKalbHbIM
NleyeHnem B H60NbLUIMHCTBE HAabAlOAEHMIA, @ PUCK No-
CneonepauyoHHOro XpOHMYECKOro rMnonapaTtupeosa
6b11 3HAUUTENBHO BbiLle Y NALMEHTOB C CybTOTaNbHOM

napatMpeougskTomumeii [4]. B To e Bpems yKasblBa-
€TCA Ha BO3MOHOCTb UCMO/Ib30BaHUA abTEPHATUB-
HOro NoAxoA4a, HamnpaBNEeHHOro Ha OTCPOYKY nocne-
onepaLMoHHOro runonapaTnpeosa.

B npeacTaBneHHOM KAMHWYECKOM C/yyae Ha-
Nnure cuHApomMa manbabcopbumnm ABAANOCH KpK-
Tepuem, NMMUTUPYIOLLMM NpoBeaeHne cybToTaNb-
HOM MNapaTUPEOUAIKTOMUM B CBA3U C BbICOKMM
PUCKOM pPasBUTMA TUMNOKaNbLUMEMUM BCAEACTBUE
runonapatMpeosa. B nogobHbIX cUTyauuax ans
KOHTPONSA  COXPaHAloWenca ruMnepKkanbLumemum
MOKeT 6blTb MCNOAb30BaH LMHaKaNbLET, 04HAaKO
CTOMKaA runepkanbuMemua npu crabuamnsauum
BCACbIBaHMA B JKENYA0UYHO-KMWEYHOM TpaKTe AB-
nAeTcA NoKasaHuMem ANa MNOBTOPHOro XMpyprude-
CKOro BMellaTeNbCTBa.
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