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AHHOTAUUA

AxryanbHocTb. CHH/IDOM MHOXKECTBEHHOW 3HAOKpUHHON Heornasuu (MOH) — HacrnencTBeHHOe 3a-
foseBaHue ¢ ayTOCOMHO-ZIOMMHAHTHBIM TUIIOM HAacJIeZI0BaHuUs, C XapaKTePHbIM Pa3BUTHEM OMyXoJieit
B HECKOJIbKUX 3HJOKPUHHBIX OpraHax Ha ()OHe repMHHaJIbHBIX MyTalHWil reHOB-CyIIPecCOpOB OIMyXO-
neBoro pocta. HecMoTps Ha Hannyue XxapakTepHbIX KIMHUKO-TeHeTHYeCKUX MapKepoB, AUarHOCTHKA
MOH 1-ro Tuna Hepenko 3anasabiBaeT. Ocobble CI0KHOCTH MPECTABIAIOT C/IyUan C HEKIaCCHIeCKON
MaHudbecTarueii.

Onucanue k1uHUYeckoro HaOmonenus. [Tayuenmxka I1., 29 nem, ¢ BepudULUPOBAHHBIM CUHAPOMOM
MBH 1-ro tuna. Haxogurces mop AMHAMUYECKUM HaOJIO/IEHMEM 3H/IOKPUHOJIOTA TI0 MECTY JKUTeJb-
crea ¢ 2022 r. PopMypoBaHre 9HAOKPHUHHOM NAaTOJIOTMH HOCWIIO TI03TANHbIN XapakTep, JeMOHCTpH-
pOBaB THUITMYHYIO 3BOJIOLMIO 3a00JI€BaHKs C MOC/IE0BATEIbHBIM BOBIEUEHUEM OKOJIOLIMTOBU/IHBIX
)Kernes, ajeHorunogusa W MOKeNy0uHON skee3bl. 3aboeBaHne MaHU(ECTUPOBAIO MEPBUYHBIM
TUIMeprnapaTupeo3oM ¢ 1abopaToOpHO MOATBEPKAEHHON TunepKanbiyeMueil (00U Kanbuuil —
2,74 MMo7Ib/1) Y TIOBBILIEHKEM napaTropMoHa (no 28,09 nmosb/n). B mocnenyoliemM JuarHocTUpOBaHa
MaMMOCOMAaTOTPOIMHOMA TUNodu3a ¢ KJIMHAYECKW 3HAYMMOUN IMIeprpoiakTUHEMUEH (TpoiakTuH
1o 1226 MEn/n, MoHoMepHbiit tiponakTus 10 402 MEf/n), 1abopaTopHbIMU MIPU3HAKAMU aKPOMETaIN
(comaToTpomnHbIil ropMoH — 13,3 Hr/mi, comatomenuH-C — 451 Hr/miT) ¥ XapakTepHbBIMA KIIMHUYECKH-
MU TPOsIB/IeHUsIMU (yBe/MUeHre pa3Mepa HOTH, rajaktopesi). [Ipu vHCTpyMeHTanbHOM 00cCie[0Ba-
HUY JIOTIOJTHUTEJIbHO BbISIB/IEHbI MHOKECTBEHHbIE COJM/IHbIE 00Pa30BaHUsI TIOJKEYA0UYHON HKeJesbl,
paclieHeHHble KaK HeHpOSH/JOKPUHHbBIE OMYyXOJH, U KOHKPEMEHThI 00erx mouek. [laiueHTKe BbInos-
HeHbl cyOToranpHas nmaparvpeonaskTomus (24.10.2025) u sHAOCKOMMUYECKOe TpaHccheHOouaambHOe
yAajgeHne MaMMOCOMaTOTPONMHOMBI B HaljoHanbHOM MeJULIMHCKOM HCCIeZoBaTe/lIbCKOM LieHTpe
uM. B.A. AnmaszoBa (22.12.2025) ¢ HopManm3alyeil ropMOHa/IbHBIX TTOKa3aTeseil B 1ocieonepanioH-
HOM IIEpUO/IE.

3akmouenue. KnvHnueckoe HabmoeHre AEMOHCTPUPYET THITMYHYIO 3BOMOLMI0 cuHapoma MOH
I-ro Tvna — ot MaHudecTauuy MepPBUYHOrO TMIeprnapaTupeo3a A0 GOpMUPOBAHUS MOTHOM Kiac-
CHYECKOW TpHa/bl C BOBJIEYEHHEM aZleHOTUNodu3a 1 MOKeNyA09HO xere3bl. OcOOEHHOCThIO JaH-
HOTO c/lyyasl IBUWIOCh cOYeTaHHe I'MITeplpoiaKTHHEMUM U aKkpoMeraauu B paMKax MaMMOCOMAaTo-
TPOIMHOMBI, YTO MMOTPe6OBa0 KOMIUIEKCHOM OLeHKH GYHKUMU Tepenneit nomu runodusa. [pen-
CTaBJIEHHbIN C/ydail oKasbiBaeT HEOOXOJUMOCTb (POPMHUPOBAHMS CHHAPOMAJIBHOTO KIMHUYECKOTO
MBIIUIEHVS] y Bpauel, HaOMofaoIKMX NaleHTOB MOJIOOT0 BO3PACTa C COUETAHHOMN 9H/JOKPUHHOM
[IaTOJIOTHel.

Knrouesvte cnoea: mHoxecmeeHHas 3HOOKpUHHAs Heonnasus 1-eo muna, MO®H-1; cundpom Bepmepa;
2unepnapamupeos; 2unepKaibyuemMus; MammocomMamomponuHoMa; aKkpomMe2anus; 2unepnpoiaKxmuHe-
MUSl; HElPOIHOOKPUHHbIE ONYyXO0IU

(DI/IHaHCI/IPOBaHI/Ie. I/ICCJ'IG,E[OBHHI/IE HE MMeJio CHOHCOPCKOﬁ IOAAEPIKKU.

KoH(mukT vHTEpecoB. ABTOpbI 3asBAI0T 00 OTCYTCTBUU KOH(IUKTA NHTEPECOB.
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ABSTRACT

Background. Multiple endocrine neoplasia syndrome (MEN) is a hereditary disease with an autosomal
dominant mode of inheritance, characterized by the development of tumors in several endocrine or-
gans against the background of germline mutations in tumor suppressor genes. Despite the presence
of characteristic clinical and genetic markers, the diagnosis of type 1 MEN is often delayed. Cases with
non-classical manifestation present particular challenges.

Description of a clinical case. Patient P, 29 years old, with verified MEN type 1 syndrome. Has
been under dynamic monitoring by an endocrinologist at her place of residence since 2022. The
development of endocrine pathology was gradual, demonstrating a typical evolution of the disease
with sequential involvement of the parathyroid glands, the adenohypophysis, and the pancreas. The
disease manifested as primary hyperparathyroidism with laboratory-confirmed hypercalcemia (total
calcium - 2.74 mmol/L) and elevated parathyroid hormone levels (up to 28.09 pmol/L). Subsequently,
a mammosomatotropinoma of the pituitary gland was diagnosed, accompanied by clinically significant
hyperprolactinemia (prolactin levels up to 1226 mU/L, monomeric prolactin up to 402 mU/L), laborato-
ry signs of acromegaly (growth hormone — 13.2 ng/mL, somatomedin-C — 451 ng/mL), and character-
istic clinical manifestations (increased foot size, galactorrhea). During instrumental examination, mul-
tiple solid masses in the pancreas were additionally identified; they were assessed as neuroendocrine
tumors, and calculi were found in both kidneys. The patient underwent subtotal parathyroidectomy
(on 24.10.2025) and endoscopic transsphenoidal removal of a mammosomatotropinoma at the V.A. Al-
mazov National Medical Research Center (on 22.12.2025), with normalization of hormonal parameters
in the postoperative period.

Conclusion. The presented clinical observation demonstrates the typical evolution of MEN type 1
syndrome — from the manifestation of primary hyperparathyroidism to the formation of a complete
classical triad involving the adenohypophysis and the pancreas. A distinctive feature of this case was
the combination of hyperprolactinemia and acromegaly within the framework of a mammosomatotro-
phinoma, which required a comprehensive assessment of the function of the anterior pituitary lobe.
The presented case illustrates the need for doctors who treat young patients with combined endocrine
pathology to develop syndromic clinical thinking.

Keywords: multiple endocrine neoplasia type 1; MEN-1; Verner syndrome; hyperparathyroidism;
hypercalcemia; mammosomatotropinoma; acromegaly, hyperprolactinemia; neuroendocrine tumors
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BBEAEHUE

CHUHIPOM MHO3KeCTBEHHOW 3HIOKPUHHO Heo-
masuu (MDH) — rpyrnmna Hac/enicTBeHHbIX 3aborie-
BaHUI C ayTOCOMHO-ZIOMUHaHTHBbIM THIIOM Haclie-
[I0BaHUs1, XapaKTepu3ylolascs pa3BUTHEM OIMyXO-
7ieil B HECKOJIbKUX 3H/IOKPUHHBIX OpraHax BCJef-
CTBUe repMUHa/bHbIX MyTallii reHOB-CyIIPeccopoB
omyxosieBoro pocra [1]. Hauborbiiiee kimHuduecKkoe
3”HaueHre uMmeroT MOH 1-ro u MBH 2-ro Tumnos,
pasnuuamLMecs 10 CHeKTpy Iopa)kaeMbIX Opra-
HOB M MOJIEKY/ISIpPHO-TeHeTUYeCKOi OCcHOBe [2].

Cungpom MBH 1-ro tuna (cungpom Bepwme-
pa) obycnosnien myTaiusimMu rena MENI, konupy-
fo1ero 6eJI0K MEHUH, U XapaKTepU3yeTCst Kaccu-
YECKOM Tpuazioi: NMepBUYHbBIN TUIeprapaTUpeos,
Onyxonu azeHorunodrsa U HeHpoIHIAOKPUHHBIE
OIYXO0JIM TOJIKesy/JOUYHOM Kesle3bl U iBeHaAlaTH-
nepctHo# kumku [1]. Pacnpoctpanennocts MOH
1-ro Tuna B NonynaALMY OLleHUBaeTcs Kak 1-3 ciy-
yag Ha 100 000 HaceneHus, nmpy 3TOM KJIMHHYE-

WeE: 12.05.2026
WRag R 17.07.2026
$%5%: 25.08.2026

ckas MaHudecTalys yallle BCEro NpPUXOAUTCS Ha
Bo3pacT 20—40 net [2]. [lo gaHHBIM pOCCHICKOTO
perucTpa, Bkouarwuero 102 nanguenrta us 43 ce-
Meli, TepBUYHbIM TueprnapaTupeo3 CTaHOBUTCS
Haubosiee YaCTbiIM U PaHHUM KOMIIOHEHTOM CHH-
npoma, BbisBsAsACk Gomnee yem y 90% marueHTos,
TOr[|a KaK HeMpO3HIOKPHHHbIE OMYXO0JIY MO/XKeIy-
NOYHOM Kene3bl AuarHoctupyiores B 50-70% ciy-
yaes, a onyxonu runodusa — B 30—-40% [2].
Onyxonmu runodmusa mpu MOH l-ro Tuma
npe/icTaBeHbl NPerMYIeCTBEHHO IPOJaKTUHO-
Mamu (o 60% Bcex azmeHOM), OIHAKO BCTpevaroT-
cs 1 cMellaHHble GOpPMBI, B TOM YHCJIE MaMMO-
COMaTOTPONMHOMBI, CEKPETUPYIOIIKE KaK MPOJIaK-
THH, TaK U COMaTOTPOMNHbINA ropMoH [1]. YacroTa
akpoMeranuu cpeau naureHtos ¢ MOH 1-ro tuma
cocraBnsgeT okono 10% [2]. CnemyeT OTMeTHUTD,
YTO KJIMHWYECKUe NPOsBJIeHUS aKpoOMeralvny Ha
PaHHUX CTa[UsAX MOTYT ObITb CTEPTHIMH, UTO 3a-
TPYZAHSIET CBOEBPEMEHHYIO IUarHOCTUKY.
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HecmoTpst Ha HanmMuue XxapaKTepHbIX KIIMHUKO-
reHeTHYeCKMX MapKepoB, auarHoctvka MOH 1-ro
TUNa HepeAKo 3amnasfpiBaeT. CornacHo [aHHBIM
UTepaTypbl, CPedHWN MHTepBal MeXAy MaHu-
decrarpel mepBoro KOMIIOHEHTa CHHJPOMA U TO-
CTaHOBKOW CHH/IpOMAa/bHOTO AMarHo3a MOKeT CO-
CTaBJIATh HECKOJIBKO JieT [3]. DTo 00yC/I0BIEHO KaK
TIOCTeNeHHbIM 3TanHbIM (POPMHPOBaHUEM KITMHU-
YeCKOM KapTHHBI, TaK ¥ 00beKTUBHBIMU TPYIHOCTSI-
MU auddepeHanbHON AUArHOCTUKY Ha PaHHUX
CTa[usX, KOrja KOMIIOHEHTbI CUHApPOMA IpOSIBIs-
I0TCS1 MIOC/IeZJOBaTe/bHO U MOTYT BOCIIPUHUMATBCS
KaK caMOCTOsITe/IbHble HO30s10THueckre GopMel [3,
4]. Ocobble CIOKHOCTH TPEJICTABIISIIOT C/IyYau C
HEKJIacCUUecKoi MaHudecTalieii, korua sadbonesa-
HUe [e0ITUPYeT HETUITMYHO, HAMPUMEP C TUIep-
TMPOJIAKTUHEMUY WK aOJJOMUHAIBHBIX CUMIITOMOB,
MacKUpYIOIIMX HelPOSH/AOKPUHHbIE OMyX0mH [3].

CBoeBpemeHnHas auarHoctvka MOH 1-ro tu-
na ¥MeeT MPUHLUINMAIbHOE 3HAYeHWe /Jis OIlpe-
Nie/leHusl a/leKBaTHOM XUPYPrUueckod TaKTHUKU
(mpu MY/IbTUTTIAHAYSIPHOM XapakTepe rurepra-
patupeo3a 00beM OMeparyy OTIMYAETCS OT TaKo-
BOTO IPU CIIOPaJANYecKoil azieHoMe), MIPOrHo3a u
CKPUHMHIA POACTBEHHUKOB MepBoi nuHuu [1, 5].
@®opMupoBaHue CHHAPOMAJIBHOTO MO/IX0/1a Y Bpa-
yeit amOyaTOPHO-MOMMKIMHAYECKOTO 3BEeHa SIB-
JigeTcsa Ba)KHOH 3amaueit [4].

Llenv pabomer — pneMOHCTpalUs KIUHUYE-
CKOro HabmoneHus cugpoMa MOH 1-ro tuna y
MalueHTky, 29 JieT, ¢ Mo3TanHbIM BOBJIEUEHHEM
SH/IOKPUHHBIX OPTaHOB U aHaM30M KJIMHUYECKUX
0coOeHHOCTel, 3aTPYAHABLIMX PAHHIOW BepuUduU-
KalMIo CHHAPOMAasbHOIO AXarHo3a.

ONMUCAHUE KITMHUYECKOI'O
HABJIIOAEHUA

Hayuenmka I1., 29 nem, Habmopanace y aHz0-
KpHuHosiora 1no Mecty >xurtesnbctBa ¢ 2022 r. Qop-
MHpOBaHUe 3HI0OKPUHHOW NaTOJIOTMU HOCUJIO TI0-
3TalHbIM XapakTep.

Pannuti aman (2022). Bo Bpemsi miepBoit Ge-
PEMEHHOCTM Y MalWeHTKd [UarHOCTMPOBAaHbI
TeCTalMIOHHbIA  caxapHbiii [uabet, Koppurupye-
MbIi1 ueToil (IVIMKeMMs HaTollak 0 4,9 MMoJb/1I,
MOCTIPaHANaNbHO — /10 6,4 MMOb/M), U CyOK/IM-
HUYECKUI TMIOTHPe03 (TUPeoTpONHbIA FOPMOH —
1,03 mEn/n Ha doHe npuema 5eBOTHPOKCMHA Ha-
tpus 25 mir/cyt, T4 cBobonmbiii — 23,6 mMosb/n).
JlaHHble COCTOSIHMS PacLieHWBaMCh B paMKax pac-
NPOCTPaHEeHHOW aKyIlepckoi mnatonoruu. Poxpl B
asrycre 2022 . — cpouHble, Macca Tesia pebeHKa —
2470 r. I'pynHoe BckapM/MBaHMe 3aBepLIEHO Yepe3
2 Mec 1ocsie pofioB, OIHAKO TallakTopesl COXpaHs-
71ach U B MOC/IEAYIOIIEM.

Manudecraiys runeprnapaTipeosa U rumnep-
nponaktiHemuu (koHew 2024 r.). C utons 2024 r.
nanueHTKa OTMeyvasna I[0sIBJieHHe TralaKTopey,
coxpaHsBlIeics Toc/ie IpeKpalleHds TpyAHO-
ro BcKapmsinBaHus. B oktabpe 2024 . B cBsA3U C
)kanmobamu Ha 00IIyI0 C1aboCTh CaMOCTOATEIBHO
BBINOJIHM/IA JTabopaTopHOe obcries0BaHue, Mo pe-
3y/IbTaTaM KOTOPOTO BbISIB/IEHbl HEZIOCTAaTOK BUTA-
muHa D (25,2 Hr/mn) v runepkanbiiieMus (00mumii
Kanmpuii — 2,74 MMonb/n nipyu pedpepeHCHOM MH-
tepBase 2,1-2,55 mmosb/n). [Ipu moobenenoBanuu
21.11.2024 BbIsiBNIEHO MOBBILIEHHE MapaTrOPMOHA
no 17,77 nmonb/m.

IIpu nabopatopHom koutpose 19.11.2024 06-
Hapy)keHa TUMepHpoJaKTUHEMUS: MPONaKTUH —
652 MEn/n, MoHOMepHBIH nponakTuH — 402 MEn/n.
[loBbIllIeHe MOHOMEPHOT0 MPOIaKTHHA [103BOJU-
JI0 MCK/TIOYUTb MaKpOIposaKTUHEMHIO U NO/ITBep-
IUTb UCTUHHYIO I'MITEPIPOTaKTUHEMUIO. HULIMY-
poBaHa Tepanus kabeprosmHom B mose 0,125 mr
1 pa3 B Hememo. Ha ¢one Tepamuu nponakTvH
ot 29.12.2024 cocraBun 670 MExn/n, B cBA3K C uem
no3a kabepronuna yeenuuena o 0,25 mr 1 pas B
HeJiesIo.

[Ipu [uHaMUUYeCcKoM KOHTpoOJe KanbLuii-doc-
dopHoro o6mena 26.01.2025: maparropmon — 28,09
nmosb/n, pocdop — 0,95 Mmmornb/n, KanbLui B Cy-
ToyHOi Move — 11,1 mmonb/cyt. Qopma runep-
KasbLIMeMUU OIlpesieJieHa Kak MapaTropMoH-3a-
BUCHMasl, Oblla UCKJIIOYEHA CeMelHas TUMOKab-
LuypuyecKkas TUMepKaibliMieMusl, YCTaHOBUTD
[arHo3 MepBUYHOrO0 Trumnepnaparupeosa [5, 6].

[lo naHHBIM MarHMTHO-PE30HAHCHOH TOMO-
rpapun (MPT) runodwusa ot 02.06.2025 (1,5 T)
CTPyKTypa runodusa HeofHOPOAHAs, B IpaBoOi
7lofie BU3yaln3upyeTcsl CTPYKTypa C >KUJKOCT-
HBIM COJIEPKUMbIM 0Oe3 HaKOIUIeHHUS] KOHTpAacT-
HOro rmpemnapara pasmepamMu 3,5x5x5 mm. 3a-
KJIl0ueHue: KUCTO3Hasi CTPYKTypa B [IpaBoil fone
aperorunodusa. C yuerom n1abopaTopHO MOA-
TBEP)KIEHHOM THIepIposakTUHeMUn 00pa3oBa-
HUe paclieHeHO KakK MpOoJaKTUH-CeKpeTUpyoLias
MHKpOa/ieHoMa.

Takum oOpasom, k cepeaune 2025 r. y maru-
eHTKM MMeJIoCb CoueTaHre MepBUYHOrO rumeprna-
paTupeo3a U NpoJIaKTUH-CeKpeTUPYIOLLell MUKPO-
aZieHOMbI rUrnodu3a, YTO COOTBETCTBYET 2 KOMIIO-
HeHTaM Knaccuyeckoi Tpuazabl MOH 1-ro tuna [1].

[IporpeccupoBanue 1 BepudUKausa akpome-
ranuu (2025 r.). B uione 2025 r. mpou3souina He-
3alulaHMpoBaHHas bGepemMeHHOCTh (CPOK 5 Hepm),
BBIMIOJIHEHO Me/IMKaMeHTO3HOoe MpepbiBaHue. [le-
pen mpepbiBaHKEM OepeMeHHOCTH Tepanus Ka-
GepronvHoM oTMeHeHa. [ponaktun ot 14.07.2025
coctaBun 1226 MEn/n, mponakTMH MOHOMepHbII —
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>1000 MEn/n, Tepanus kabeprojiMHOM BO30OHOB-
nena B no3e 0,5 mr 1 pa3 B Hezero.

B oktsabpe 2025 r. mauueHTKa Harpasiie-
Ha B HamuoHanbHBIA MeOULIMHCKUM UCCIIeNO0-
BaTenbckuil uentp (HMUL) um. B.A. Anmasosa
Munsnpasa Poccuu (Caunkr-IlerepOypr, Poccus)
Anst poobcnenoBaHuss U OMpefesieHUs] TaKTH-
Ky snedeHus. [lpu oueHke (yHKIMM mnepenHeit
nonu runodusza ot 12.11.2025 BeIBUIM: cOMa-
TOTPONHbIM ropmoH — 13,3 Hr/mi, comarome-
nuH-C (uHCynmuHOMOA00HBIH (akTop pocra 1) —
451 ur/mn. KnuHuuecku mnauyeHTKa oTMeyvasna
yBesnnyeHue pasmepa Horu (c 36 Ha 37 pasmep).
C yuerom 1a6OpATOPHBIX [AHHBIX U KIMHUUE-
CKOWl KapTHHBI AMArHOCTHMpOBaHa aKpoMerasus,
omyxosib rurnodu3a paclieHeHa Kak MamMMOCOMa-
TOTPONMUHOMA.

OnepaTuBHOe JjleyeHUe TrUIlepHapaTUpeo-
3a. [lpu cumHTHUrpadmu napamMTOBUIHBIX >Ke-
ne3 (c pazavodapmaleBTUYECKUM IpernapaToM
99mTc-Texnerpun) ot 21.10.2025 BbisIB/I€HBI CLIMH-
turpaduuecKkre NpPU3HAKU aZleHOMBbI/TUIIepIUia-
3VM HWXHEN NpaBoy apaliuTOBUIHON >Kese3bl.
[Tpu nabopaTropHoM 06c/e[oBaHUU 0bpalian BHU-
MaHue MOBbILIEHHbII YpPOBEHb Ka/lbLIUTOHWHA —
1277 nir/mn (mpu HopMe <5), UTO MOTITIO OTPaXKaThb
peakTuBHYI0 C-KJIeTOUHyIO runepruiasui Ha ¢o-
He JI/IUTeNIbHOU T'UIepKablUeMUn UIH SBASTbCS
nposineHnneM MBOH 1-accounnpoBaHHO# nartosno-
ruu C-KJIeTOK IIUTOBUAHOM sxenesbl [1]. 24.10.2025
BBINOJIHEHA JIBYCTOPOHHSISI PEBU3Us 1iieH, cyOTo-
TasibHasl NapaTHpPeor9KTOMMUS C OCTaBIeHUEM Jie-
BOU BepxHell OKOJIOLMTOBUAHOM »xese3bl. OObem
ornepanuu COOTBETCTBYeT PeKOMeHaLMsAM 110 Jie-
YeHUI0 MY/IbTUITIaHAY/ISIPHOTO TMIleprapaTipeosa
npu MOH 1-ro tuna [1, 5].

OnepaTuBHOe JleueHHe MaMMOCOMAaTOTPOIHU-
HoMbI. 22.12.2025 B HMUL] um. B.A. AnmasoBa Bbl-
NIOJIHEHO ~ 3HJJ0CKONMYecKoe TpaHccheHouAab-
HOe yjaseHue azieHoMbl runodusa. [vcronoruye-
CKOe HCC/IefloBaHKe OIepaliOHHOTO MaTepuasna:
azieHoMma rurodusa. [locneonepanyoHHbli Ieproa
npoTekas 6e3 ocnoxHeHui. [[pr3HaKOB Ha3a/IbHOM
JIMKBOpPEeY, BTOPWYHON HA/NOYeYHUKOBOM HeJo-
CTAaTOYHOCTH ¥ HecaxapHOro guabera He OTMe-
yeHo. [opMoHanpHBI Tpodub TOCe onepaLuu
(24.12.2025): comaToTpoMnHbIi TOPMOH — 2,66 HT/MII,
nponaktvH — 10,79 MEn/n, yto cBuperenbcTByeT
O paauKaIbHOCTU BBINOJHEHHOTO BMeIlaTe/lbCTBa.
[lanieHTKa BbBINKCAHA B YZAOBIETBOPUTEIBHOM CO-
CTOSIHUM Ha 5-€ CYyTKM IIoCc/ie Orepaulyu C peKo-
MEeHZaUMsIMA TUHAMUYECKOr0 HaOJIONeHuUs 9H/0-
KPUHOJIOTa, HeBposiora U oQTaspmosiora Mo MecTy
JKUTeNbCTBa, KoHTposnbHOM MPT runodwusa uepes
6 mec.

CASE STUDY

BoisiBieHuMe HeHpO3HIOKPUHHBIX OIyXOJen
NOZPKeNyA0UHOU »kene3pl. [lpy uMHCTpyMeHTasb-
HoM f006cnenosanuu B HMUL um. B.A. Anmazosa
(KT opraHoB GpIOIIHO# MOIOCTH C BHYTPUBEHHBIM
KOHTPacTUpOBaHHEM) BbISIBJIeHbl MHO)KeCTBEHHbIe
conuaHble 00pa30BaHMUs TIOIKETYIOUHOM HKee3bl,
[0 XapaKTepUCTHKaM COOTBETCTBYIOLIME Helpo-
SHZIOKPUHHBIM OmnyxosiaM. Takum 00pa3om, Kiu-
HUYecKas KapTUHA /I0MO0JIHKU/IACh TPETbUM KOMIIO-
HEHTOM KJaccryeckoit Tpuazapl MOH 1-ro tuma [2,
7]. JlononHMATeNbHO NpU YIbTPa3ByKOBOM HCCIIe-
NIOBAaHUM IOYEK BbISBJIIEHbI KOHKPEMEHTBbI 00enx
NI0YeK — TUIIMYHOE OCJIOKHEHUe JIMTENIbHO Cyle-
CTBYIOLIEro rureprapaTupeosa [5, 6].

lacTposnTeponornyeckue nposiienus. C uto-
Ha 2025 r. manueHTKa OTMeuasa MepuouvecKue
criacTuyeckre 60K B 3MUTacTPUHU, HE CBS3aHHbIE
C MpUeMOM MMIIM U He KYNHpPYIoIKecsl Cla3Mo-
JIUTUKaMH, CKJIOHHOCTb K 3amnopaM. [lo paHHBIM
s3odaroracrpoayonerockonuu ot 07.10.2025 BbI-
sIBJIEHbI KaHAWO03HbIM 330(aruT, 3pureMaTosHas
racTpornarus, [yOo[eHOracTpa/lbHbIi pedIoKC.
[Ipy ynbTpa3ByKOBOM MCC/Ie[JOBAHWH OpraHOB
OPIONIHOM MOJIOCTH OTPE/IEsAIUCh THEBMATO3 KH-
meyHuka, AUPy3Hble H3MEHEHUs apeHXUMBI
TNIOZPKeTYZI0UHOM »Kesle3bl, 0ca/louHble CTPYKTYpPhbI
U BHyTpHUIoOsOCcTHas AedopMaius >KeaqyHoro Imy-
3bIpst. YKa3aHHbIE CHMIITOMbI TPEOYIOT NajbHe-
IIEro HabJIIOIEHUS U UCK/IIOUEHHs] TOPMOHAaJIbHOM
aKTUBHOCTU BBISIBJIEHHbIX HEWPOIHJOKPUHHBIX
OIyXOJIeH TIOJPKENyI0UHON >Kese3bl, B IEpBYIO
ouepezib racTpUHOMSI [3, 7].

Cemeitnbiii anamMHes. HacnencTBeHHOCTDb OTS-
TOIIeHa 10 caxapHOMy auabery 2-ro Twrma o oT-
1joBCcKOM iHUU. ClyyaeB 9HOKPUHHBIX OMyX0sei
Yy POACTBEHHMKOB IepBOW JTMHUU He 3aperucTpu-
pPOBaHO, YTO He WCKJIIUYaeT MyTalui de novo,
BCTpEYaloIlyoCsl, N0 [JaHHbIM JIUTEPaTyphl, [0
10% cnyyaeB MBOH 1-ro tuna [1].

OBCYXAEHUE

[IpencraBieHHbli KIMHUYECKUN Cay4yall [e-
MOHCTPUPYET KJIaCCUUYECKYI0 3BOJIIOLUIO CHUH[PO-
ma MBH 1-ro Tuna c nociezoBaTebHbIM BOBJIeUe-
HUEM OKOJIOIIMTOBUHBIX JKeJe3, ajieHorunodusa
U TO/HKeNyA0YHON skenie3bl. OcOOEHHOCThIO [JJaH-
HOTrO HabJIIO/IeHNs ABJISIETCS COUeTaHUe BYX KIIU-
HUUYECKUX «MaCOK» OMyXOJM ruriopusa — rurep-
NIPOJIAKTUHEMUH 1 aKpOMerajuy, — 4YTO pacliups-
€T TMpe/CTaBJIeHUEe O CIeKTpe azieHoM rumodusa
npu MOH 1-ro Tuma ¥ mogyepkuBaeT HeoOXOIU-
MOCTb KOMIIJIEKCHON OLleHKU (YHKLUU TepenHeit
nonu runodu3sa y JaHHOM KaTeropuu naiyeHTOB.

[lepBUYHBIi TrUIEpnapaTUpeons, OOHAPYKEH-
HbIIl y MalueHTKH B Bo3pacTe 28 eT, ABAeTCA
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CIYHYAIN N3 NPAKTUKU

Haubosiee YaCThiM U PaHHUM MposiBieHneM MOH
l-ro Ttuma, perucrpupyeMbiM Oosnee uem y 90%
nauueHTos [1, 2]. [lo naHHbIM poccuiickoro peru-
CTpa, MeguaHa Bo3pacTa MaHH(decTaluu TUIep-
napartupeosa npu MOH 1-ro tuna npuxogurcs Ha
TPeTbIO /IeKaly KU3HU, UTO COOTBETCTBYET Hallle-
My Habmopenuio [2]. B ommuune ot cropaguye-
CKHX C/lydaeB, runepnapartupeo3 npu MOH 1-ro
THWIA XapaKTepU3yeTcsl My/IbTUITIAHAY/ISIPHBIM Xa-
paKkTepoM MOpa)keHus, Kak NpaBWjIO0, AUArHOCTU-
pyeTcs runepIiyiasvs Uiv MHO)KECTBEHHbIe a/leHo-
MbI HECKOJIbKHX OKOJIOLIMTOBUAHBIX kene3 [1, 5].
B npezctaBieHHOM cydae onepaTHMBHOe Jie4eHre
BBIIIOJIHEHO B a/IeKBaTHOM 0O'beMe: ZIBYCTOPOHHSS
peBU3Us 1IeU ¢ CyOTOTaNbHOMN MapaTUpPeonIaKTO-
MUel, U4TO ABJIsIeTCS METOoM BbiOopa mpu MOH
l-accoMMpOBaHHOM TuIlepriapaTvpeo3e BBULY
BBICOKOI'O pMCKa pelLujnBa I0c/ie CeleKTUBHON
ajieHoMaKToMuH [1, 5].

JluarHoCTUPOBaHHBIM Yy ManueHTKu Hedpo-
nuThas (KOHKpPEeMEeHTbl 00erx IMOueK) sBJISeTCS
KJIaCCMYECKUM OCJIOKHEHUEM TuIeprapaTupeosa
W OTpakaeT [JUTEeNbHOCTb BO3JE€WCTBUS THUIIEp-
KaZbLIMeMUU W THUIEepPKaJbLIUyPUM HA MOYEBbI-
nenvrtenbHyl0 cuctemy [5, 6]. JlaHHas Haxoaka
NOATBEpKJaeT, YTO TUIeprapaTHpeo3 pas3BUIICA
3a70/ro 10 1abopaTopHOM BepU(UKALUK, YTO
cornacyeTcs C AaHHBIMM JIUTepaTypbl O IOCTe-
IIEHHOM, MaJIOCUMIITOMHOM fie0ioTe 3a00/1eBaHus
npu MOH 1 [3, 4].

BToppiIM KOMIIOHEHTOM CHHApPOMa SIBUJACh
MaMMOCOMAaTOTPONMHOMA — CMelllaHHasl aZileHoMa
runodursa, CeKpeTUpyIIas MPOTaKTUH U COMa-
TOTPOIIHBIA rOPMOH. [IpOaKTHH-CeKpeTUpyoIni
KOMIIOHEHT OIMyXOJIM ObL/I BbISIBJIEH MEPBBIM: T'M-
TMIePIIPO/IAKTUHEMHS 3aPETUCTPUPOBaHa B HOsOpe
2024 r., obpazoBanue runodusa BeprudULIUPOBAHO
no gasHbiM MPT B uione 2025 r. OngHako peTtpo-
CIEeKTUBHO CJielyeT OTMETUTb, UTO rajaakTopes
coxpaHsiziach y nauueHTKHU ¢ utoHs 2022 r., To ecTb
dakTruecku ¢ [ Tpumectpa GepeMEHHOCTH, U He
perpeccupoBasa Ioc/ie NpeKpalieHUusl TPyAHOro
BCKapMJ/IUBaHHUS. JTO MOXXET CBUETeIbCTBOBATD
0 Gosiee paHHeM J1e0IOTe TUIEPIPOIAKTUHEMUH,
Ha KOTOpbIA He OblI0 00palleHO BHUMaHUE Ha
¢done ¢usmMonOruUecKol ruUNeprposaKTHHEMUN
OepeMeHHBIX.

CoMaToTpONHbIA KOMIIOHEHT OMNYyXOJX [ua-
THOCTUPOBAH T03Ke, MPH [eJIeHapaBieHHOM 00-
cnenosannu B HMUL nm. B.A. Anma3soBa. YpoBeHb
comaToTpornHoro ropmona (13,3 Hr/min) u comaro-
menuHa-C (451 Hr/mi) 3HAYUTENBHO MPEBBIILA
pedepeHcHble 3HAYeHHs, a KIMHUYECKU aKpoMe-
ranvs NposiB/sIach yBeJMYeHUeM pasMepa HOTU.
JlaHHBIN cyyall NOATBEpPXKAAeT, UTO KJIMHUYeCcKre

NpY3HaKU aKpoMerajvy Ha paHHUX CTaAWsSIX MO-
ryT ObITh MMUHMMAJIbHBIMU U TPEOYIOT aKTUBHOTO
BbISIBJIEHUS,, OCOOEHHO Y MAlMEHTOB C YCTAHOB-
JIEHHO! TUIIepIpOJIAKTUHEMUEN U IO0[03pEHUEM
Ha MOH 1-ro tuna [1, 2]. YacToTa Mmammocoma-
ToTponrHoM npu MOH 1-ro Tuna HeBenuka, 4To
IeJlaeT Tpe/iCTaB/eHHOe HaOsoeHre 0coOEeHHO
LIEHHbIM C KJIMHUYECKOU TOYKU 3peHU.

CreyeT OTMETHTb, UTO TOC/IE CYyOTOTaIbHON
napatupeouskTomuu (24.10.2025) u TpanccdeHo-
uzanbHOM afeHomakToMuu (22.12.2025) nocTurny-
Ta HOpMaau3alusi FOPMOHAaJbHBIX IOKa3aTesei:
COMaTOTPOIHbIN TOPMOH CHU3WICA 10 2,66 Hr/mi,
nponaktuH — no 10,79 MEn/n. 9to cBunmerenb-
CTBYET O paJVKaJbHOCTH BBIIIOJIHEHHbIX BMella-
TEJIbCTB U a[IeKBaTHO BHIOPAHHON XMPYPrUdecKon
TakTuKe. BMecTe ¢ TeM nanueHTKe MOKa3aHo Mpo-
[OJDKEHHE [MHAMUYECKOro HaOIo/IeHus], YUUThI-
Bas Ha/M4yue TpeTbero KOMIIOHeHTa CUHJpOMa —
HEHPOIH/IOKPHHHDBIX OIyXO0JIeH TOXKeTy0UYHON
xenessl [1, 7].

OTnenbHOr0 BHMMAaHUS  3aC/yKUBAeT I10-
BBILIIEHHbII ypOBeHb KanbLUWTOHUHA (127,7 nr/mn
npu HopMme <5), BbisIBJIEHHBbIA B OKTa0pe 2025 T.
VY nauuentoB ¢ MOH 1-ro Tumna omnucaHa accoLvu-
poBaHHas C-kieToOuHas runepIviasys IMATOBUJ-
HOHM >Kese3bl, KOTOpass MOKeT COIPOBOKJAThCs
yMepeHHbIM IOBbIIIEHWEeM KajbLUTOHMHA [1].
Kpome Toro, gnvrenbHas runepkaabliyeMusi ca-
Ma 1o cebe crocoOHa CTUMYIMPOBATH CEKPELIUIO
kanbuuToHnHa C-xknetkamu. [uddepenuuanbHas
[MarHOCTHKA MEXJy PEeaKTUBHOH rumepriasuen
Y MeAy/UIIPHOM MUKPOKapLIMHOMOM LIMTOBU/IHON
yKesie3bl TpeOyeT NMHAMUYECKOrO HaOII0IeHUus U
Mpy HEOOXOAMMOCTH TOHKOWTOJIbHOW acrupariy-
OHHOM OUOTICHM Y3JI0B IUTOBUIHOM Kenesbl [1].

BbisiB/ieHrE MHO)KECTBEHHBIX COMUAHBIX 00-
pa3oBaHU MNOMKETYAOYHON >Kese3bl, paclLeHeH-
HbIX KaK HelpO3H/OKPUHHbIE OMyXOJH, 3aBepLIn-
no dbopmupoBaHue Knaccuyeckoit Tpuaasl MOH
I-ro tuna. HeliposHJOKpHHHbIE OMYXOJIX IOJXKe-
JIYZIOYHOM Kese3bl U ABEHaALLaTUIIePCTHON KHIII-
Ky peructpupyiores y 50-70% nauuentos ¢ MOH
l-ro THma M ABSAIOTCA OCHOBHOW NPUYMHOW Jie-
TaJIbHOCTU TIPU AaHHOM cuHzapome [1, 2]. V ma-
IIMEHTKM WMEIOTCA ab[0MUHAIbHbIE CHUMIITOMbI
(6onu B anMracTpuM, 3aropbl, THEBMATO3 KUILEY-
HMKa), KOTOpble B COYETAHUU C 9H/IOCKOIUUECKU-
MH HaxolKaMM (spuTemMaro3Has racTpolaTus,
IyO/leHOTacTpabHbli pedIIroKe) MOTYT OBITh KAk
nposiBiieHneM (QYHKI[MOHAJIbHON MaTOOTHH, TaK
U CIe[ICTBUEM TOPMOHA/IbHOM aKTUBHOCTU Heil-
PO3HIIOKPUHHBIX ONYXO0JIel, B MEpPBYI OYepenb
racTpuHombl.  [lanbHeliinee  0o6cenoBaHue
(ompeneneHue racTpuHa, IJIIOKaroHa, XpoMorpa-
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HUHA A, 3H/OCKONWYecKas yabTpacoHorpadus)
MO3BOJIUT YTOYHUTb (PYHKIMOHAJBHBIN CcTaTyC
BbIABJIEHHBIX HOBOOOPA30BaHUN U OMpPEEUTh
ONTUMAJIbHYIO JIeUeOHYI0 TaKTUKY [7].

AHanu3 aHaMHECTUUYECKUX [IaHHbIX JIeMOH-
CTPUPYET, UTO PaHHUE MPOSBJIEHNS CUHAPOMA Obl-
m1 HecrienrpUUHbIMU. [ecTallMOHHBINA CcaxapHbIi
nuabet (2022 r.), XOT9 1 He ABISIETCH KOMIIOHEH-
toM MOH 1-ro Tuma, mor paccmaTpuBaTbCsl Kak
KOCBEHHbI MapKep 9HIOKPUHHOM HecTabuIbHO-
ctu. B nurepaType omucanbl ocioxHeHus OGepe-
MEHHOCTH y nauueHTok ¢ MOH 1-ro tuna, BKktouas
recTalMOHHbIN caxapHbiil quabeT u ycyrybieHve
runepkanbiyiemudt [8]. CyOKIMHUYECKHUI TUTIOTH-
peo3 Ha GpoHe GEPEMEHHOCTH MOT JIONOJIHUTE/IbHO
MacKUpoBaTb paHHUe MPOSIBJEHUs TruleprapaTu-
peosa.

[IpencraenenHoe HabMIOAEHVE HATIAIHO WIT-
JIIOCTPUPYET KJIMHUYECKYIO MPOOJIEMY, C KOTOPO
CTaJIKMUBAIOTCS Bpaud amOy/aTOPHO-MOUKIINHU-
YECKOr0 3BEHA: HA PaHHMX 3Tanax KOMIIOHEHTbI
MOBH 1-ro Tuna nposBASIOTCSA NOC/IEI0BaTENIbHO
¥ MOTYT BOCIIPUHMMATbLCSI KaK CaMOCTOSITe/IbHbIE
HO30JIOTUH, YTO OTCpourBaeT (popMUpOBaHUeE Iie-
JIOCTHOW CHHJPOMAa/IbHOM KapTHHBI. [Tono6Has
CUTyaLUs He sB/seTCs YHUKaJbHON M ONMCaHa B
nuTepaType Kak ofjHa U3 BeAYLIUX [IPUYMH M03]-
Hell [MarHOCTHWKU Hac/e[CTBEHHbIX 9SHJIOKpPHH-
HBIX CHHZAPOMOB [3, 4]. BaxxHO nofYepkHyTh, UTO
3arnosjaanas JUarHoCTUKAa He BCErza CTAaHOBUTCS
C/IeZICTBUEM HEJIOCTATOYHOU KBanmudbuKaluu Bpa-
Ya: OHa OTpPaXKaeT OOBEKTUBHYIO CJIOKHOCTD An-
depeHLManbHON [MAarHOCTUKM Ha 3Tare, Korza
elle He BCe KOMIIOHEHTbl CHHJpOMa KIMHUYECKU
maHudectrpoBanu. Bmecte ¢ TeM BbIsiBlIeHHE Y
nalreHTa MOJIOZIOT0 BO3pacTa JirOoro M3 KOM-
noHeHToB Tpuagsl MOH 1-ro tuma tpebyer Hac-
TOPOKEHHOCTU B OTHOLIEHUM HacJe[ICTBEHHOTO
CUH/IpOMAa U lieJIeHanpaBeHHOr0 [IOMCKa APYrux
KOMIIOHEHTOB, /la)ke MPU OTCYTCTBUM SIBHOTO ce-
MeMHOr0 aHaMHe3a, YYUTbIBasl BO3MOXKHOCTb MY-
tauuii de novo (no 10% cnyuaes) [1].

KocTHple mposiBneHusi rumneprapatupeosa
npu MBH l-ro Tuna 3acnmyKuBalOT OT[EIbHOrO
BHUMaHus. M3BecTHo, uto npu MOH 1-accouuu-
pOBaHHOM TruIeprnapaTvpeo3e KOCTHas MaToJo-
TUS MOKET UMETb 0COOEHHOCTH 10 CPABHEHUIO CO
criopaanyeckuMu (popMaMu: OMMCcaHbl Kak Kiac-
cuueckruii (UOPO3HO-KUCTO3HBIA OCTUT, TaK WU
6osee crepTbie GOPMBI B BU/l€ BTOPUYHOTO OCTE-
oropo3a [9, 10]. B nmpexcraBneHHOM ciyyae BbI-
pa’keHHbIX KOCTHBIX HapylIeHWI He 3aperucTpu-
pPOBaHO, O/IHAKO NaLMeHTKe MM0Ka3aH MOHUTOPHWHT
MHHepasbHOU MJIOTHOCTH KOCTHOM TKaHU C yue-
TOM JUIUTE/IbHOTO aHaMHe3a rurepriapaTupeosa u
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pucka octeornoposa [10-13].

SAKJTIOYEHUE

[IpencraBneHHoOe KIMHUYECKOe HaboaeHue
JeMOHCTPUPYeT TUIMYHYIO 3BOIOLUI CUHJPOMA
MBH 1-ro tuna — ot mMaHudecTauu MepPBUYHO-
ro rurneprnaparvpeosa o0 GopMUpOBaHUS TOJHON
K/IaCCUYEeCKOW Tpuajpl C BOBJIEYEHHEM a/leHOTH-
nodursa U MOAKEeNTyJOYHOU ene3bl y 29-meTHeit
nartueHTK. OcOOEHHOCTBIO JAHHOTO CIyyasl sBU-
7I0Cb cOYeTaHue rMIeprnposaKTHHEMUN U aKpoMe-
raJui B paMKax MaMMOCOMAaTOTPOIHMHOMBI, YTO
noTpe6oBasio KOMIUIEKCHOMN OLIEHKM (PYHKIIUY Tie-
penHeii fnonu runodusa.

BoisBneHue y nanueHToB MOJIOZI0r0 BO3pacTa
(no 30 neT) mepBHUYHOrO rymeprnaparvpeosa Tpe-
OyeT 00s13aTEIbHONO HCK/IIOYEHHs CHHPOMAJib-
HOW marosoruy, B nepsyw ouepeab MOH 1-ro tu-
na, Ja)ke Mpy OTCYTCTBMU OTATOLLEHHOTO Cemel-
HOTO aHaMHe3a.

[Ipu ycTaHOB/IEHHOH rUNeprpoIaKTUHEMUN Y
nanyeHToB c rnojo3penrem Ha MOH 1-ro Tuna He-
00X0IMMO OTIpe/ie/ieHr e YPOBHSI COMaTOTPOITHOTO
ropmoHa u comaromeuHa-C (MHCYTMHOMO0OHbIH
¢daxTop pocra 1) 1S WCKIIOYEeHHs CMeLIaHHOU
MaMMOCOMAaTOTPOIIMHOMBI, ZjaXKe IIPU OTCYTCTBUU
SPKUX KJIMHUYECKUX NPU3HAKOB aKpOMeraauu.

MynbTUrnaHaynsSpHbIA XapakTep runepnapa-
Tpeo3a npu MOH 1-ro Tuma aukTyeT HeoOXo/u-
MOCTb BBINOJIHEHUSI CYOTOTANbHOW MapaTUpeou-
I9KTOMUU, UTO GbUIO CBOEBPEMEHHO U aJIEKBATHO
peanu30BaHo B MIPeCTaBIEHHOM C/Iydae.

[loBbIlIEHME Ka/lbLIUTOHMHA Yy MAalKEHTOB C
MB3H 1-ro tTuna Tpebyet nuddepeHinanbHOM -
arHOCTHMKU MEXJy peakTUBHOU C-K/I€TOYHOH Tru-
nepruiasved U Meay/UIIpHOM KapLUMHOMOM LIWTO-
BUJZIHOM >KeJie3bl.

dopmupoBaHue CUHAPOMAIbHOTO KJIMHUYe-
CKOrO MBIIJIEHNWS Yy Bpaueil NMepBUYHOrO 3BEHa
SB/ISIETCS HEOOXOIMMbIM YCIIOBUEM CBOEBPEMEH-
HOW JMarHOCTHKU Hacse/ICTBeHHbIX 9HJJOKPUHHBIX
CHUHIPOMOB, UTO HANpsMYH0 BJMsSET Ha BbIOOP
a/IeKBaTHOM JieueOHON TaKTHKU U JIOJITOCPOYHbIN
IIPOTHO3.

Otnueckas skcmeprusa. [lyGnuKanus KCC/IeI0BaHUS
omobpeHa Ha OCHOBAaHWM peIIEHWs ITUYECKOTrO
komutera OI'BOY BO Amypckas 'MA Munsgpasa
Poccuu (nporokon N2 12 ot 22.06.2026).
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