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HEKJTACCUYECKAA MAHUOECTALMA CUHAPOMA MHOMECTBEHHbIX

3HAOKPUHHbIX HEOMNA3UA 1 TUMNA

© E.E. bnbuk*, E.A. Aboriwesa, A.C. MaTiowkmHa, A.K. EpemknHa, M.B. lertapes, H.M. MnatoHoBa, E.A. TpoLwwuHa,
H.I. MokpbiweBa

OrbY «<HMUL, sHgokpuHonorum» MnHsgpaea Poccun, Mocksa, Poccua

CVHOPOM MHOXECTBEHHbIX 3HAOKPUHHbIX Heonnasui 1 Tna (M3H-1) — opdaHHoe 3aboneBaHue, obycnoBneHHoOe Me-
TaXPOHHbIM Pa3BUTNEM 06Pa30BaHUN SHAOKPUHHBIX Y HESHAOKPUHHBIX OpraHoB. [epBbiM Hanbonee YacTbiM NPOABIEHNEM
3aboneBaHVA ABNAETCA NEPBUYHBIA rMNepnapaTMpeos, OfHaKo TakXKe BO3MOXHa MaHUdecTaumua ¢ 4pyrmx KOMNOHEHTOB.
Bauay wmpokon BaprabenbHOCTN KIIMHUYECKOTO TeYEHUA HAaCTOPOMXEHHOCTb B OTHOLWIEHWW AaHHOW NaTonorMm AomKHa
NPOABNATLCA Bpayamu pasHbIX CreuranbHOCTeN.

Ha npumepe npepactaBneHHOro KAMHUYECKOro Ciyyad Heknaccuyeckon maHudectaumm cnHgpoma M3H-1 ocsewatotca
TPYAHOCTM YCTAaHOBNEHWA ANArHo3a, TakTrKa KOMMIEKCHOro 0b6ciejoBaHNA 1 NeYeHUss OCHOBHbIX KOMMOHEHTOB CMHAPOMa.
CBoeBpemeHHOoe NpoBefeHVie NabopaToOPHO-NHCTPYMEHTaNbHOM Y FeHETUYECKO ANAarHOCTUKIM UTPaeT BaXkHYI0 POJb B NPO-
dunakTuke ocnoxHeHW 3a601eBaHNA, MOBbILIEHWM KaueCTBa XMU3HW 1 yNydLleHn NPorHo3a naumneHTos.

KJTIOYEBbIE CJIOBA: cuHopom M3H 1; cuHOpom Bepmepa; uHcynuHoma; 2unoznukemus; Helipo3HOOKPUHHbIE ONYX0J1U; 2unepnapamupeos.

NON-CLASSICAL MANIFESTATION OF MULTIPLE ENDOCRINE NEOPLASIATYPE 1
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Multiple endocrine neoplasia type 1 (MEN-1) is the orphan disease caused by the metachronous tumors of endocrine and
non-endocrine organs. The first most frequent feature of the syndrome is primary hyperparathyroidism, however, manifes-
tation from other components is also possible. Different medical specialists should know about this pathology because its
clinical course is often varied.

This clinical case of non-classical manifestation of MEN-1 demonstrates the difficulties of diagnostics, comprehensive exam-
ination and treatment of the main components of the syndrome. Timely laboratory, instrumental and genetic diagnostics
plays an important role in the prevention of complications, improving the quality of life and prognosis of patients.

KEYWORDS: multiple endocrine neoplasia type 1; Wermer’s syndrome; insulinoma,; hypoglycemia; neuroendocrine tumors; hyperparathyroidism.

BBEJEHUE

MHoXecTBeHHaA SHAOKPWHHaA Heonnasua (M3OH) —
TEPMUH, OObEeAVHAWMWA rPYNny HacieACcTBEHHbIX ayTo-
COMHO-AOMUHAHTHbIX CUHAPOMOB, XapaKTepu3yloLwmMxca
pa3BuTMeM 06pa3oBaHNN SHOOKPUHHBIX N HESHIOKPMHHbIX
opraHoB.Pa3znnyaioT4 ocHoBHbIX TMNa M3H (MOH-1, MOH-2A,
M3H-2B, M3H-4), kax bl U3 KOTOpbIX 06YC/IOBNIEH onpee-
NIEHHOW reHeTNYeCKOoW aHOMarnmnei, OTBETCTBEHHON 3a Gpop-
MUpPOBaHUe cuHapoma [1].

CnHgpom M3H-1 (cuHgpom Bepmepa) knaccuyecku npo-
ABNAETCA COYETaHHbIM BO3HMKHOBEHMEM OMyXOnen Wnu
riunepnnasmm okonowmntoBuaHblx xenes (OLWPK) B 90%,
HENPO3HLOKPVHHBIX HOBOOOPA30BaHUN MOAXKENYLOYHON
enesbl (NaH-H3H) — B 30-70% v nepegHeit gonu runodu-
3a — B 30-40% cnyyvaes. lNeHeTpaHTHOCTb KOMMOHEHTOB
CMHAPOMa YBENMYMBAETCA C BO3PACTOM MauUneHToB. Pexe
OMarHOCTMPYIOTCA OMyXONn KOpbl HaanoyeyHnKkos, HOH tu-
Myca, OpOHXOB, aHTMOGMOPOMBI NNLIA, KOTareHOMbI, JINMO-
Mbl 1 fpyrue obpasoBaHus [2].

Yactota M3H-1 coctaBnset 1 cnydyan Ha 30 000 Hace-
nenna [3]. OcHoBol GOPMMPOBAHMA CMHAPOMA ABJISAETCS
myTauma B reHe MENT, pacnonoxeHHOM B QJIMHHOM nnevye
xpomocombl 11 (11q13). benok meHWH, KOogUpPyeMbIA AaH-
HbIM reHOM, B OCHOBHOM BbIMOJIHAET POJib OHKOCYnpeccopa
1 obecneunBaeT KOHTPOJIb KNETOUYHOro uukna [4].

KOMMNOHEHTOM CUHApPOMa C Hanbosiee BbICOKOW MeHe-
TPAHTHOCTbIO ABMAETCA MEPBUYHBIN FUNepnapaTupeos
(ANrmT) [5, 6]. B otnnume ot cnopaanyeckon ¢opmbl 3ab60-
neBanua ana MIMTIT B pamkax M3OH-1 xapakTepHbl paHHAA
MaHudecTauma 1 nonurnaHgynsapHoe nopaxeHue OLLK,
HepeaKo B BUAE X runepnnasum [7].

KnuHuyeckasa 3HaummocTb naH-HOH onpepensetca Kak
X FOPMOHANbHOWM aKTUBHOCTbIO, TaK M 3/T0KAYECTBEHHbIM
noteHumanom. No gaHHbIM NPOCMNEKTUBHOIO NCCNEAOBAHNS,
y 2/3 naumeHToB ¢ M3H-1 nprunHa cmepTy GbIIa accounu-
poBaHa C OCHOBHbIM HaCNeACTBEHHbIM 3ab0sieBaHMEM: NN-
OVIPYIOLLYIO MO3MLMI0 B CTPYKTYpe CMEPTHOCTM 3aHANN NaH-
H3H 1 H3H tumyca [8]. Cpean onyxonen nopkenynovyHomn
xenesbl y nauneHtoB ¢ M3H-1 npumepHo B 50% cnyyaes
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KNUHUYECKIMI CNYYAW

BCTPEUYAOTCA  FOPMOHAJNIbHO-HEAKTMBHbIe  06pa3oBaHMs,
B 40% — ractpuvHombl, B 10% — uHCynuHombl. Onyxonu
n3 PP-kneTok, cekpeTupylowme MaHKpeaTU4yecknin nonu-
nenTug, raookaroHombl 1 BUMNombl guarHocTupytotca [o-
cTaTtouHo pegko [9]. CornacHo knaccudurKkaumm BcemrpHonm
opraHm3aumn 3gpaBooxpaHeHusa 2017 r., nmaH-HOH pensat
Ha BblcokoauddepeHumpoBaHHble HOH (ncxopa m3 3Haue-
HUI MUTOTUYecKoro uHpekca u Ki-67 G1, G2, G3), Henpo-
SHAOKPVIHHbIE KapumHOMbl (G3), cMellaHHble HEMPO3HAO-
KPVIHHbIe-He-HePO3HAOKPUHHbIe Heonnasum [10]. Cragua
G1 xapakTepusyeTca Hannunem meHee 2 Mnto3os Ha 10 no-
Nen 3peHns BbICOKOrO paspelleHnsa n nHaekcom Ki-67 <3;
G2 — 2-20 mnto308B Ha 10 nonew 3peHna u Ki-67 ot 3 go 20;
G3 — 6onee 20 mnTo30B Ha 10 nonei 3peHus u Ki-67 >20.
MporHo3 nayueHTa onpegenseTca GyHKLUMOHANbHONW aKTMB-
HOCTbIO 1 NAaTOMOPGONOrMYEeCKUMY NPU3HAKaMK OMyXOJN.
Tak, Hanpumep, NOKa3aHo, YTO y MALMEHTOB C FOPMOHaslb-
HO-HeaKTVBHbIMY MaH-HOH paHblue obHapyuBalTCa Me-
TacTasbl B MeyeHu, yem y 6OJIbHbIX C UHCYynUHOMamu [11].
Takum obpasom, Npu onpegeneHny TakTUKN JIeYeHUs NaH-
H3H B pamkax M3H-1 HeobxoanM NepCcoHaNM3MpPOBaHHbIN
Nnoaxof C y4eTOM Pa3fIMYHbIX XapaKTePUCTMK 06pa3oBaHus.

Cpeaun naumeHToB ¢ M3H-1 ageHombl runodusza vaue
BCTPEUAIOTCA Y XeHLWKH. Pa3paboTka KIMHUYECKUX peKo-
MeHAAUU 1 BHeAPeHMe CKPUHVIHTA M3MeHWIN GeHOTUM Bbl-
ABnsAeMblx 06pa3oBaHnil ageHorunodrsa: TakK, B ONUCaHHbIX
B NMoOCNefHee AeCATUNETE KOrOpTax NaLureHToB npeobnaga-
0T MUKpOaeHoMbl. Hanbonee yacto oTMevaeTca pa3BuTme
rOpMOHaNbHO-HEaKTUBHbIX aleHOM Y MponakTuHom [12, 13].

B ycnoBumsax oTcyTcTBMA cneumpuyeckrx METOAOB Neye-
HUA (reHHOMW, KNEeTOYHOW Tepanunn) He TepaeT CBOEN aKTyaslb-
HOCTM BOMPOC paHHero BbiABNeHWA nauneHTos ¢ MOH-1 ana
NpPOBeAEHUs CBOEBPEMEHHOTO 06CNENOBaHUA U JIEYEHMS.
Mbl npefcTaBnaem KAMHNYECKUA Cllyval Heknaccnuyeckom
MaHudecTaummn cruHgpoma M3H-1 ¢ uHCynuH-cekpeTupyto-
wein naH-H3H v nocnepyowmm GopmmnpoBaHnem onyxonen
OUK, HapgnoyeyHuKa, neyeHu, rmnodrza U CcpeaocTeHus,
OTparkaloLLmMi TPYAHOCTM YCTaHOBNIEHUA AMarHo3a, onpeae-
NEHVA TaKTKM 06CNefoBaHMA 1 NIeYeHNA OCHOBHbIX KOMMO-
HEHTOB CMHAPOMa.

OMUCAHUE KIIMHUYECKOTO CJZIYYAA

B 15 net y nmauweHTkn J1. BNnepsble AMarHOCTMpPOBaHa
A3BeHHasa OoNie3Hb ABeHaguaTMnepcTHon Kuwku (OK).
C 28 net, HECMOTPA Ha KypCbl KOHCEPBATMBHOWN Tepanuuy,
OTMEYaNNCb YacTble peumauBbl 3aboneBaHus, B BO3pac-
Te 30 neT B CBA3U C pPyOLOBO-A3BEHHON Aedopmaumert
npvBpaTHMKa u nykosuubl MK nposegeHa Barotomus ¢ Nu-
noponnactukom no GuHHeto.

Torga »e naumeHTKa CTana oTMeYaTb NPUCTYnbl C1abocTy,
FONTOBOKPYXKEHMS, YYalleHHOro cepauebreHus u snusogpl
KpaTKOBPEMEHHOW notepu co3HaHuA. CUMNTOMbI B OCHOB-
HOM MPOABAANNCL YTPOM HaTOLAK 1 KYNUPOBanuncb YacTbl-
MU nNpuemamu Ny (He pexe yem 1 pa3 B 3 u). B 1996 .
B BO3pacTe 34 nieT y XeHLMHbI BnepBble Obiia 3anofo3peHa
nHcynuHoma. lNpu ynetpassykoBom nccnegosanum (Y31) op-
raHoOB OPIOLIHON NOMOCTY HA FPaHKLE FONIOBKM 1 Tena nog-
xenygouHow »kenesbl (M2K) 66110 BU3yanu3mpoBaHO HOBOO-
6pa3zoBaHue pazmepamu 29x15 mm. B xofie rocnutanmsaumu
B CneLmann3MpoBaHHOM CTaLMOHape No AaHHbIM HeNpPepbIB-
HOrO CYTOYHOrO MOHMWTOPMHIa MUKEMMM N TecTa C rofnofaa-
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Hriem Obifa NOATBEPXKAEHA MHCYNMHOMA (YPOBEHDb MMKEMUU
B 22:00 n B 7:00 cocTtasnan 1,8 n 2,2 MMOnb/N COOTBETCTBEH-
Ho). bbio ynaneHo ABa 06pa3oBaHNA — B 0OMACTY FONOBKU
1 Ha rpaHuLe Tena u xBocTa K, BbIABNEHHOE Npu MHTpaone-
pauuoHHom Y3U (pasmepamum okono 6 mm). [No pesynbratam
MMCTONTIONMYECKOr0 UCCNEA0BaHMA ANArHOCTUPOBAH Kapuu-
Houp 6e3 knetoyHoro nonumopodusma. B nocneoneparmoH-
HOM NepUoAe MKEMUA B TEUEHUE AHA COXpaHAnach B pede-
peHCHOM franasoHe (5,2-6,8 mmonb/n).

B TeueHve nocnegytowmx 19 net naumeHTKa YyBCTBOBana
cebA ynoBneTBOpUTESIBHO, K Bpayam He obpallanach. YxygLue-
HMe COCTOAHMA OTMeTUNA ¢ BecHbl 2015 T. (B Bo3pacTe 53 neT),
Korga BO30OHOBUNMCH 3NM30AbI MOTEPU CO3HaHWA Ha GoHe
3aperncTpmpoBaHHbIX rmnornukemun. Mo pesynsratam MPT
OpraHoOB GPIOLLIHON MOMOCTM C KOHTPACTHBIM YCUNIEHNEM BU3Y-
anu3npoBaHbl TPy 06beMHbIX 0bpa3oBaHus [XK: Ha rpaHuLe
ronoBKM 1 Tena (21 Mm B AnameTpe), Ha rpaHuLie Tesa 1 XBocCTa
(9 mm) 1 B xBoCTe (18 MM). Kpome Toro, 6bin10 BbisiBNIEHO 06b-
eMHoe 06pa3oBaHMe MPaBOro HAZAMOYEYHMKA C HEPOBHbBIMM
KOHTYpamu, pasmepamun 35X29x34 mm. [NprsHakoB pervo-
HapHol NuMdageHonaT!n 1 OTAANIEHHOrO MeTacTa3nPOBaHNA
He Habnoganocb. Pe3ynbtaTbl TabOPaTOPHbLIX MCCIefOBaHMN
Ha MOMEHT JaHHOTO 06CNefoBaHMsA HeM3BeCTHbI. C yueTom pe-
LManBa MHCYNIMHOMbI B TOM »Ke rofy npov3BegeHa NoBTOpHas
nanapoTtomus, aHykneauma onyxonen XK. CornacHo 3akrio-
YyeHUo MOPQONOTNYECKOro WCCNefoBaHMsA OnepaLrioHHOro
MaTepmara, obpa3oBaHMs cooTBeTcTBOBaNM naH-H3H Grade 1,
Konn4yecTtso mnto3os 3x50 HPF.

B 2019 1. B XO0A€ NpoBefeHMsA NIAHOBOIO TAGOPaTOPHOro
06cnenoBaHMA 66110 3adUKCMPOBAHO MOBbILLEHWE YPOBHS
ractpuHa (467 nr/mn (13-115)), 4To pacUeHeHO KaK cfeg-
CTBUE BJINTENIBHOTO NPUEMA NHIMOUTOPOB MPOTOHHON MOM-
Mbl, faNbHENLWeN ANAarHOCTUKN He MPOBOAWIOCh.

B mioHe 2021 . nauymeHTKe 59 neT 6bina BbINONHEHA MyJib-
TUCMVpPanbHasa KoMMbloTepHas Tomorpadua (MCKT) opra-
HOB rpyaHolu KneTku ana ncknyeHua COVID-19-accoumm-
pPOBaHHOW MHEBMOHUMU, MO pe3yfibTaTaM KOTOPOM ClyyanHO
BbISIBIEHO HOBOODOpa3oBaHVe B MepefHEeBEpPXHeM cpeno-
cTeHun pasmepamm 18x11x52 mm.

B ceHTAGpe 2021 r. BO Bpems rocnutanu3aluu B SHOO-
KPVHONOrMYyeckoe OTAEeNEeHre No MECTY XUTeNbCTBa yCTa-
HoeneH MIMT: napatropmoH (MTT) 26,77 nmonb/n (1,6-6,9),
runepkanbunemma  (Kanbumin  obwwun 3,13 Mmonb/n
(2,15-2,55)), runodocdatemua (dpocdop 0,68 mmonb/n
(0,81-1,45)). No pe3ynbTaTaM PEHTreHOBCKOWN AeHCUTOMe-
Tpun (DXA) anarHoctmpoBaH octeonopos (L1-L4 no -4,0 SD,
B LIeWKe 6efpeHHON KocTy fo -2,4 SD no T-kputeputio). MNpu
Y3/ wen onpenenanncb MHOXECTBEHHbIE KPYMHbIE Y3/10-
Bble 06pa30BaHNA WMTOBUAHOWM ene3bl, OLLXK noctoBepHo
He BU3yann3upoBaHbl. ViccnenoBaH ypoBeHb KasbLUTOHM-
Ha — meHee 2 nr/mn. Mpu nosropHon MCKT opraHoB rpya-
HOW KNeTKN B nepefHeM CpefoCTeHMM NOATBEPKAEHO Ha-
Nnyme KUCTO3HO-CONMAHOrO 0OPa3oBaHUA HemnpaBuibHOW
BbITAHYTOM GOpMbl pa3mepamm 18X 15X74 MM 1 NIOTHOCTbLIO
okono 17 HU. Mpn MCKT opraHoB 6ptoLLHOM NONoCTM 1 Ma-
NOro Ta3a C KOHTPACTUPOBAHWEM OMpefensnocb obpaso-
BaHWe B JlaTepasibHOWM HOXKE MPaBOro HaAnouyeyHuka 6e3
CYLLEeCTBEHHON ANHAMMKM Pa3MeEpPOB, a TakKe 06pa3oBaHue
xBocTa MM pasmepamu 5x6 mm. KnnHuyeckoe TeyeHne 3a-
6oneBaHNA NauueHTKn (MOCNefoBaTeNIbHOCTb BbISIBIEHUS
HOBOOGPA30BaHUN 1 MPOBEAEHHOE XUPYPrUYecKoe neyve-
HMe) CyMMMPOBAHO Ha pUCYHKe 1.
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MNepunop ynosneTBopuTenbHOIO
I I CaMOYYBCTBUSA I I

Bospacr

naLueHTKmn 28 net 34 ropa 53 ropa 59 net
HoBoo6pa3zoBaHue
B NepeaHe-BepxHeMm

Bnepsble 36’”aH'H3H' cpeaocTeHum,

BbisiBJIEHHbIe 2 naH-H3H ObpasoBaHne  y3nogpie 0bpazoBaHuA

HoBOOGpasoBaHMsA TREICIO LUMTOBMIHOM XKenes3bl,

HaAMNoOYeYHNKa  56pazoBaHMe XxBOCTa
XK
e E%_IOJ og:_':';'a_ YnaneHue YnaneHue
JleyeHune por 0ob6pa3oBaHui obpa3oBaHuli
CTVIKOM K K
no OuHHelo

PucyHok 1. KnvHunyeckoe TeueHne 3aboneBaHuii naumeHTKn fo rocnmtanmsauum 8 HMUL, sHgokpriHonorun.

HaHHble o6cnenoBaHus B ycnosuax Orby

«HMUWL supokpuHonorumn» Munspgpasa Poccun

B koHue 2021 r. B Bo3pacTe 59 neT naumeHTtKa J1. 6bina
BrepBble rocnuTann3MpoBaHa B OoTAefleHne NaTofornm oKo-
NOLUMTOBUAHDIX XKeMe3 1 HAPYLLUEHUIA MUHEepPanibHOro 06MeHa
HLU PO OIBY «<HMWL, sHaokpuHonorum» MuH3gpasa Poccun
C KIMMHYECKMM ANArHo30M cuHgpoma M3H-1. Mpu o6bekTuB-
HOM OCMOTpPE OTMEeYeHbl OrpaHNYeHme NOABUMKHOCTM B KPyr-
HbIX CyCTaBax, yBefMyeHne LWNTOBUAHON Xese3bl, B MpaBom
Jone KOTopoun NanbnMpoBanca y3en okosno 1 cm. Bnepsble

MPOCNEXEH OTATOLLEHHDBIN HACNEeACTBEHHbI aHaMHe3: OTell,
poaHol 6paT 1 CbiH NaUMEHTKM CTpagany A3BeHHON 6ones-
HbIO >KenyaKa; Mo OTLOBCKOW IMHWN Y TETU — MOYeKaMeHHas
60ne3Hb, y 6abyLLKN — paK MaTKN 1 Nerkoro.

MpuHYMaA BO BHMMaHWe [aHHble aHamMHe3a U paHee
MPOBEAEHHbIX AMArHOCTUYECKUX WCCIIefdoBaHWUA, B YCJO-
BUSX OTAENEHMS BbIMNONIHEHO KOMMJIEKCHOe obcriefjoBaHve
KOMMOHEHTOB cuHApoma M3IH-1.

Mo pesynbtatam nabopaTopHbIX aHanu3oB Obin nog-
TBepxgeH MNIMT (tabn. 1).

Ta6nuua 1. JlTabopaTopHble nokasaTtenu, NoslyyeHHble B xofae rocnutanmsauuu 8 HMUL, sHgokpriHonorum

PedepeHcHble

MNokasaTtenob PesynbraTtbl 3HaYeHNs
MNokasaTenu Kposun
MTT, nr/mn 329,1 15-65
AnbOYMUH-CKOPPEKTNPOBAHHDIV KanbLWiA, MMOb/N 2,81 2,15-2,55
KpeaTnHuH, MKMOnb/n 55,8 50-98
pCK® no CKD-EPI, mn/mMun/1,73 m? 98
MponaktnH, MEQ/n 916,6 69-340
MponakTnH 61oaKTUBHBIN, MEA/N 396 58-290
UNO®P 1, Hr/mn 183,2 17-238
WHcynnH, MKE/Mn 18,4 2,6-24,9
C-nenTtua, Hr/mn 3,13 1,1-4,4
FacTpuH, nr/mn 707,0 13,0-115,0
XpomorpaHuH A, Hmonb/n 3,5 <2,00
MMUKNPOBaHHBIN reMornoouH, % 6,2 4-6
MmioKo3a, Mmonb/n 7,3 3,1-6,1
AnbgocTepoH, B MOKoe fiexa, NMosb/n 381 48,7-653,7
MNpAmon peHnH 9,4 2,8-39,9
KopTun3on B pamkax HOYHOrO NoAaBAtoLLero Tecta ¢ 1 Mr gekcameTa3oHa, HMOMb/N 48,1 meHee 50,0
[NokasaTtenu aHanM30B CyTOYHO MOUM

Kanbuun, mmonb/cyT 13,9 2,5-8
KopTtunson, Hmonb/cyT 804 100-379
HopmeTtaHedpuH, MKr/cyT 238 35-445
MeTtanedpuH, MKr/cyT 57,8 25-312
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SFOV 50.0 cm
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SFOV 50.0 cm
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1.2mm 1.375:1 / 0.85p
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SFOV50.0 cm

PucyHok 2. CunHTUrpaduma okonowmtoBrUaHbIX xenes ¢ OOIKT-KT.

Mpwn Tonnueckon guarHoctuke MIMT (Y3W, MCKT ¢ koH-
TPacTMPOBAHMEM, MYHKLUOHHAA Groncus uHTpaTupeons-
Horo y3na co cmbiBoMm Ha MTT, cuuHturpadus ¢ OOIKT-KT)
BbifiBNIeHbl 00pa3oBaHMA MpaBbiX (BepxHeln pa3mepamu
1,1X0,6X%0,9 cm, HmKHen 1,5%1,0X0,6 cM, MHTPATUPEONZHON
2,1x1,2x0,5 cm) n neBon BepxHen (1,8x1,1x0,8 cm) OLLK
(puc. 2). i3ameHeHUs CTPYKTYpbI LMTOBUAHON »efe3bl Obiu
npeacTaBieHbl y3510BbIM 00pa30BaHMEM NPABOW AOMU C He-
POBHbIM KOHTYpOM [0 1,5 cM B Haubosbluem U3MepeHuy,
$OKaNbHBIMUN M3MEHEHUAMMN 0BENX [ONEN Kenesbl.

MNpoBeaeHa KoMMneKcHas oueHKa Tsxkectu MNIMIT: dunb-
TpauuoHHaa QyHKLMA MOYeK COXpaHAnacb YAOBNETBOPU-

: ENC
N F59%5300/A21
08:26:33 A'Jhl}'

a¥p1 1962

?Z&E\t?ﬂ?l

i h.69 x
\

’

\

TeNIbHOW, AaHHbIX 3a HedponuTrasz u HePppoKaNbLUMHO3
He nonyyeHo. o pesynbratam DXA MmHepasnbHadA NAOTHOCTb
NyyeBON KOCTW 6bina CHYXeHa fo -4,7 SD no T-kputepuio.
Mpun ractpockonuun BbiABAIEH 3PO3MBHbIN racTPOAYOAEHUT
1 330darut. C yyeTom HEOOXOAUMOCTU AOOMEPALVOHHON
NOArOTOBKM, TAXECTN KOCTHbIX HAaPYLUEHUI 1 B LENAxX Kop-
peKkuumn runepkanbLumeMmny NaumeHTKe BbiMOMHEHa MOAKOX-
Has MHbeKUMA aeHocyMaba 60 Mr CO 3HaUNMbIM CyObEKTUB-
HbIM YNyyLleHNeM COCTOAHUSA.

B xoge MPT ronosHoro mo3sra Bnepsble Obina BM3yanu-
3UMpoBaHa MMKpPOaZeHOMa MpaBbiX OTAENOB runodursa pas-
Mepamu 4x5 mm (puc. 3). OueHrBanacb ee ropMoHaNbHan

PucyHok 3. MPT ronoBHoro mo3ra Bo ¢pOHTaNbHOM 1 carnTTanbHON NpoeKumaXx. KpacHbIMU MeTKamm oTMeueHo obpa3oBaHme rnodusa.
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AaKTUBHOCTb: YPOBEHb UHCYNMHOMNOAO06HOrO hakTopa pocTa
1 Tna — B npegenax pedpepeHCHOro MHTEPBasna, OTMeYeHo
noBblleHNe obLero n 6MoaKTUBHOIO NMPOoakTUHa, bonee
BEPOATHO BTOPMYUYHOrO XapakTepa, MeamkaMeHTO3Has Kop-

pekuma rmnepnponakTMHeMun.

Mo pe3synbratam MCKT 6ptolwHol NonocTu BrepBbie Bbl-
AB/IEHO r1nepBackynApHoe obpas3oBaHMe CermeHTa S, ne-
yeHu pasmepamu 13xX10X12 MM, @ TakKe MHOKECTBEHHbIE
rmnepBacKynspHble 06pa3oBaHA roIOBKY, TeNa, XBocTa MK
pasmepamu go 10 mm (puc. 4), obpasoBaHme NPaBoOro Hag-
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NOYEYHMKA C POBHbIMW YETKMN KOHTYpamn 46x39x41 mm,
naoTHocTbio 22 HU B LieHTpasnbHOM YacTu, rge oTCyTCTBYIOT
NPU3HaKM HAaKOMJIeHMA KOHTPACTHOrO Npenapara, 1 KOHTpa-
CTUPOBaHMEM NPUCTEHOYHOIO KOMMOHeHTa 29/29/67/32 HU
B HaTMBHYIO/apTepranbHy0/BeHO3HYI0/0TCPOUYEHHYI0 da3bl
KOHTPaCTMPOBAHMA COOTBETCTBEHHO (aOCONMIOTHBIN MPOLEHT
BbIMbIBaHUA KOHTpacta — 92%, OTHOCUTE/NIbHbIA NPOLEHT
BbIMbIBaHNA KOHTpacTa — 52%). Mo KoHTypy obpa3oBaHus
HafnoyeyHrKa onpeaenanncb rmnepBackynsapHble YY4acTKn
nnotHocTbio 108 HU, a TakXe yyacTKuy, NNOXo BbiMblBatoLLne

PucyHok 4. MCKT opraHoB 6ptoLHoi nonoctv. KpacHbiMK CTpeikamy oTMeyeHbl obpasoBaHna MXK. MenTbim KOHTYpom oTMeyeHO obpa3oBaHMe NMPaBoro
HanoyeyHnKa.
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PucyHok 5. CunHTurpadus ¢ Tc99m-Tektpotngom ¢ OOIKT/KT. KpacHbIMM MeTKaMy OTMEUEH ouar B S, MeyYeHm C runepsKcnpeccmein CoMaToCcTaThHOBbIX
peLenTopoB.

KOHTPACTHbIN Npenapart. TakKe oTMeyeHa y3enkoBas runep-
nnasvs N1eBOoro HaanoYeyYHuKa.

Mo pesynbtratam nabopaTopHOro ob6cnefoBaHWA rop-
MOHaJIbHas aKTMBHOCTb HOBOOOPAa30BaHMA HafMOYeYHMKa
6bl1a UCKoYeHa. TakKe BbIsiBfIEHbl HAPYLLIEHHAA FNMKEMUSA
HaTowak (Tabn. 1) Ha GoHe HopMarbHbIX 3HAYEHWIN UHCYIN-
Ha n C-nentuga v noBbilweHne mapkepos H30 (xpomorpa-
HUHa A, racTprHa).

Ona yTouyHeHMA npuUpodbl MHOXECTBEHHbIX HOBOO-
6pa3oBaHNin 1 onpefeneHns fevyebHol TaKTUKWU BbINoJi-
HeHa AnarHoctuyeckas COMaToCTaTUH-peLenTopHas
cunHturpadua scero Tena n OOIKT/KT ¢ pagrmodapmnpe-
napatom M Tc-TekTpoTua. B xone nccnenosaHus BbisiBNeH
oyar B S, MeyYeHn C rmnepaKCnpeccuein CoMaToCTaTMHOBbIX
peuenTtopoB. O6pa3oBaHUA NepefHEro cpefocTeHns, npa-
BOr0O HafiMOYeYHWKa, FONOBKY, TeNla U XBOCTa NOAKENyaou-
HoW ene3bl pagnodapmMnpenapaT He Hakananeanm (puc. 5).

Ona reHetuueckon Bepudukauum M3IH-1 cuHapoma
BbINOJIHEHO ceKkBeHupoBaHue MENT, obHapyxeHa 3ame-
Ha c.1417G>T B reTepo3nroTHOM COCTOAHWNW. 3@ BPEMS ro-
CnUTanv3auum nauueHTky 6binm onpegeneHbl yposHu MTT
M KanbUuA KPOBU Y €e CbiHa 1 Joyepu (6e3 OTKIOHeHU),
[OMNOJSTHUTENBHO ObINI0 PEKOMEHJ0BAHO UCCIefoBaHUE U3-
MEHEHHOr0 3K30Ha. [1o3xe no pesynbratam reHeTUYeCcKoro
aHanusa noaTeepxaeHo Hanuyve mytauum B MENT y cbiHa
MauveHTKK, eMy NMOKa3aHO KOMIIIEKCHOe 0bcriejoBaHMe.

Ha ocHoBe nonyyeHHbIX JaHHbIX NaureHTKe J1. 6binm pe-
KOMEHA0BaHbl MEepPBOHAYaNIbHO XMPYpruyeckoe neyeHue
MINT n ganee poobcnegoBaHMe B YCIIOBUAX CNELUANm3npo-

BAHHOrO OHKOJNIOMMYeCKOro CTauMoHapa AnAa onpegeneHus
TaKTVKM B OTHOLWeHUN Apyrux HOH.

ToTanbHas napaTypeouadKTOMUs C dKCTpadacymanbHom
TUPEOVAIKTOMMEN Obla BbIMOSIHEHA Yepe3 HECKOSbKO Mecs-
LeB. Ha BTopble cyTkun nocne onepauun yposeHb MNTI cHusnn-
¢ go 7,89 nr/mn, KanbUuin o6LWKin KpoBU — [0 2,5 MMOSb/I.
Mo gaHHBIM MOPPONOrMYECKOro NCCeoBaHMsA Noceonepa-
LMOHHOIro MaTepuana AVarHOCTUPOBAHbI MHOMECTBEHHble
ageHombl OUDK, BKnoyas WHTPATMPEOMAHO PaCMOSOKeH-
Hyl0, NAaNUANAPHaA MUKPOKapLIMHOMA LIMTOBUAHON Xene3bl,
MHOFOY3/10BOI MaKpO-MUKPOGONNKYIAPHBIV 300, XpOHUYe-
CKMI FpaHyfieMaTo3HbI TUpeonaut. B nocneonepaynoHHom
nepuoge nauvieHTKe Ha3HayeHa Tepanusa NeBOTUPOKCUHOM
HaTpuA B fo3e 125 MKr/cyT, a TakKe npenapatamm Kajibuusa
(kanbuua kapboHat 500 Mr 2-6 pasa/cyT) n ButammHa D (anb-
dakanbumaon 1 Mkr 2 pasa/cyT n Konekanbuudepon 4000 ME
1 pas/cym).

PekomeHgauum npu BbINNCKe N fanbHeliwee HabnogeHne

CnycTa rog nocne xmpypruyeckom onepaumm Ha opra-
Hax wewn y JI. nogTBEpXAeH XPOHNYECKIMI rmnonapartmpe-
03 (Ha GoHe neveHNa NpenapaTaMm KanbLUA 1 aKTUBHOTO
meTabonuTa Butammua D NTT 14,7 nr/mn, anbbyMUH-cKop-
PEKTUPOBaHHbIN KanbLnin KpoBK 2,26 mmonb/n). OTmeuye-
Ha MosioXuUTeNibHaA AVHaAMUKa MUHEPasibHON MIOTHOCTH
KOCTel OCeBOro cKeneTa Mpu OTCYTCTBUW MeEpPesioOMOB,
OAHAKO B CBA3N C COXPaHEHUEM BbIPaXEHHOro OoCTeo-
noposa peKOMeHAOBaHO MPOAO/IKUTbL paHee Monyya-
emylo aHTMpe3opbTMBHYl0 Tepanuio. o pesynbratam
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nabopaToOpHO-MHCTPYMEHTaNIbHOrO 06CnefoBaHMA pas-
Mepbl BCEX paHee AMarHOoCTUpoBaHHbIX HOH cywecTBeH-
HO He V3MEHWINCb, KaK N UX FTOPMOHanbHaA akTUBHOCTb.
lNaumeHTKe NOBTOPHO pPeKOMeHAOBaHa KOHCynbTauuA
Bpaua-oHKosiora. B HacToAwee Bpema npoponKakoTca
HabnogeHne n KoppeKLra NeYyeHus nop KOHTPonem Bpa-
Ya-3HAOKPUMHOJIOra.

OBCYXXAEHUE

B HacToALllee BpemA 3KCNepTbl MeXAYHapPOAHbIX Meau-
LUMHCKUX COOBLLECTB CXOAATCA BO MHEHUU, YTO PaHHSASA Be-
pudukauma cungpoma MOH-1 asnsaetcs 3anorom 6naronpu-
ATHOrO NPOrHO3a AnA naumeHToB [9, 14].

K coxaneHuio, 4acTo yCTaHOBNEHME AnarHo3a npouncxo-
anT cnycts 10 et v 6onee Co BpeMeHU NepBbiX NPOABIEHNIA
cmHgpoma. Mo fgaHHbIM UTaNIbAHCKOrO PerucTpa nauneHToB
¢ M3H-1, cpegHuin BO3pacT NOCTaHOBKM AMArHO3a COCTaB-
nan 55,1+13,3 roga (ot 25 go 76), uto Ha 14 neTt npeBbiwa-
N0 CpenHnNin BO3pacT MaHMbecTaL My NepBoro KOMMOHEHTa
cnHgpoma (41,55+14,2 ropa (ot 24 po 66)) [15]. Mpwn 3ToM
nepBOHayanbHasA KIMHWYECKas KapTuHa Y 60JIbHbIX MOXET
3HauUTENbHO pasnuuyatbcA. CornacHO KOropTHOMY UcCre-
posaHuo Goudet P. et al.,, Bkniovatowemy 160 naumeHToOB
¢ cuHgpomom M3H-1 B Bo3pacTe go 21 roga, MIMT 6bin nep-
BbIM NposiBneHnemM 3aboneBaHusa y 75% yenoBek, afeHoma
rmnodpmsa — y 34%, HedyHKUMOHMpYtowaa naH-HOH —
B 9% cnyyaeB, MHCynnHoma — B 12%, ractpuHoma B 2%
1 H3H tmyca B 1% [16].

Korga pomxeH 6b1Tb 3anono3peH M3H-1 cuHgpom? B co-
OTBETCTBUAM C MEXAYHapPOAHbIMU pPeKOMeHZaunAMU, Omny-
6n11koBaHHbIMU B 2012 1., ANArHO3 MOXET OblTb YCTAaHOBMEH
KNMHMYECKU B CJlyYae BbIsIBEHUS ABYX M Oonee «Knaccu-
YecKnx» KOMMNoHeHToB M3H-1, a Takxe y 60JIbHbIX C OfHUM
M3H-1-accounnpoBaHHbIM HOBOOOpPA3oBaHUEM MpPY Hanw-
YN POACTBEHHMKA NEPBON JIMHUM POACTBA C FEHETUYECKN
NOATBEP>KAEHHBIM ANArHO30M. TakMM MaLMeHTam LOSKHO
ObITb PEKOMEHAOBAHO MPOBEAEHNE FEHETUYECKOTO TeCTu-
poBaHus anda BeprudrKauum amarHosa. Kpome Toro, reHeTu-
yeckoe uccnepoBaHue LenecoobpasHo y nayueHTos ¢ MIMIT
B Bo3pacTe go 30 net; C NONUrnaHAyNAPHbIM NOPaXKeHnem
OLWX; ¢ racTpyHOMOWM MAM MHOXeCTBEeHHbIMM naH-HOH
B Nto6OM BO3pacTe; y NaLMEHTOB NPWU HanUuum AByx n 6o-
Jlee «<HeKNnaccnyecknx» komnoHeHtos M3H-1 [17]. CornacHo
KOHCeHcycy eBponelickoro obwectsa no HOH, M3H-1 takxe
ZoJKeH 6bITb 3anogo3peH Npu ANArHOCTUPOBAHNN NHCYN-
HoOMbI B Bo3pacTe o 20 net [18].

B npeacTtaBneHHOM KAMHUYECKOM Clyyae Y nauueHTKn
J1. HacnepcTBeHHOe 3aboneBaHne Morno 6bl GbITb YCTaHOB-
NneHo ewe B Bo3pacTe 34-35 net npu BblABNEHUN MHOXe-
CTBEHHbIX NaH-H3H. BaxkHoe 3HaueHune B TO Bpems nmen Obl
cbop noapobHoro cemenHoro aHamHesa. OgHako AnarHos
Obl1 NoATBEPXKAEH TOMbKO CMycTA 25 neT, K CoXaNleHuto,
yXKe Npu pasBUTUN MHOXECTBEHHbIX OCJIOXHEHUN pa3nmny-
HbIX KOMMOHEHTOB CMHAPOMaA. B cnyyae reHeTnuyeckon Be-
pudukauum 3aboneBaHna B MONIOAOM BO3pacTe aKTUBHbIN
perynAapHbii  CKPUHWUHE  APYrMX KOMMOHEHTOB MO3BOAMUI
Obl NMPOBECTV WX NIeUeHUe Ha PaHHUX cTaauax. CornacHo
3apyOeXXHbIM PEKOMEHAAUUAM, MaLUeHTaM C CUHAPOMOM
M3H-1 uenecoobpasHo BbINOMHATL exerogHoe nabopatop-
Hoe 06cnefoBaHMe C OLIEHKOW BUOXMMMUYECKUX MOKasaTe-
nen n ropmoHoB OLLK, runodusa, MK v XKKT, a Takxke WH-
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CTPYMEHTaJIbHbIN CKPVMHMHI OCHOBHbIX NIOKanu3aumni HIH:
exerogHoe MPT unu MCKT opraHoB GpIOLWHON MONOCTM
1 3a0PIOWNHHOIO NPOCTPAHCTBA, FPYAHONM MONOCTN — pas
B 1-2 roga, MPT runo¢usa — pas B 3 roga [17]..

B o6wen nonynaumu H3H coctaBnatoT okono 1-2% ony-
xonen XK, 95% mn3 HMX cnopaguyeckne, u Tonbko 5% Bo3-
HUKAIOT B pPaMKax FeHeTUYeCKNX 3ab0sieBaHWi, TaKuX Kak
M3H-1, cHgpom ¢poH vnnena-finHaay, Ty6epo3HbIn CKie-
po3 u ap. [19]. MaH-H3H, BKNOYasa NHCYNMHOMbI, NPU Ha-
CNneacTBEHHbIX CMHAPOMaX, Kak MPaBuio, MHOXKECTBEHHbIE,
pa3BMBaloOTCs B Oonee Monogom Bo3pacTe U OTIMNYATCA
60/bWIMKN pa3MepPaMyi K MOMEHTY AUArHOCTUKU, MO CPaB-
HEHMIO CO cCrnopagnyeckummn HoBoobOpasoBaHuaMK [20].
PenkocTb 1 BapnabenbHOCTb KNTMHNYECKUX NPOABNEHUI Na-
Tonoruy obycnaBnMBaeT TPYAHOCTU Pa3paboTKU 1 OLIEHKN
30 EeKTUBHOCTY CTaHAAPTU3MPOBAHHbIX MPOTOKOJOB Neve-
HUA, ONTUMaNbHOM TaKTUKN AMHAMUYECKOro HabnogeHus
NaLneHToB.

MNpepnoytuTenbHbIM METOAOM JIeYeHUA WHCYIMHOMbI
npy OTCYTCTBUM Hepe3eKTabenbHbIX MeTacTa3oB ABASETCA
XMpypruyeckoe yganeHme BHe 3aBUCUMOCTM OT Hanmuma
y nauuweHTta myTauum MENT [18]. Torga Kak npu cnopagu-
Yyecknx HOBOOOPA30BAHMAX PEKOMEHAYETCA SHyKieauus
onyxonu, npu M3H-1 cnHgpome obbem onepauun ornpe-
JendeTcA VHAUBMAYaNbHO B 3aBUCUMMOCTM OT Hanmuma
Apyrmx naH-H3H. CornacHo meXxpyHapOoAHOMY KOHCEHCy-
cy no neyenuto HOH MK 1 aBeHagLaTUNEPCTHOWM KULLKW,
peKkoMeHAyeTCA BO3[EepKUBATbCA OT MPOBEAEHUA MNaHK-
peatoyofeHanbHOWM pe3eKuMM BBUOY BbICOKUX Mepuone-
PaLMOHHbBIX PUCKOB, A TaKXKe Pa3BUTUA SHOOKPUHHOM U K-
30KPUMHHOW HepocTaTtoyHocTu MPK B mocneonepaunoHHOM
nepuopge [21]. Mo gaHHbIM onncaHuA 31 naymeHTa ¢ MOH-1
nocsie nNaHKpeaTogyofdeHanbHON pe3eKkumu y NATU U3 HUX
(16,1%) B nocnepgyrouem chopmmupoBanca MaHKpeaTuue-
cKku ceuw, y 7 (22%) pa3BuncA naHKpeaToreHHbI caxap-
HbI anabet, y 6 (19%) oTmeuyanacb HeJOCTAaTOYHOCTb K-
30KpuHHOM dyHKUMK MXK [22]. MefmKkameHTO3Has Tepanus
Npu NHCYNIMHOMAX MCNOJb3yeTCA B OCHOBHOM B LieNnsAx npe-
JOoMNepaunoHHON KOMMEeHcaunn COCTOAHMA NnaumeHTa, npu
COXPAHEHUN CUMMTOMATUKK 3aboneBaHMA Mocne Hepaau-
KanbHOro XMPYPrmyeckoro neyeHns Unm Hannuymm Hepesek-
TabenbHbIX MeTacTa3oB. [pUMEHSAITCA aHaory comaToCTa-
TUHa (OKTpeoTua, NnaHpeoTua), B MeXAyHapoAHOW NpaKTunKe
TaKXe ncrnonb3yeTca gnasokcug [21].

B OTHOLWEHMN ropMOHanbHO-HeaKTUBHbIX naH-HIOH, ko-
TOpble No3e ObINU BbIABMEHbI Y HAaLLeln NauneHTKU, TaKTMKa
neyeHna onpepenaeTca VHAMBUAYanbHO. Xupypruyeckoe
NeyeHne PEKOMEHOBAHO MpPU 0OPa30BaAHUAX Pa3MEPOM
6onee 20 MM VM AEMOHCTPUPYIOLNX 3HAYUTESbHBIN POCT
npu obcnegoBaHun B anHamuke [19,21]. TwatenbHas oueH-
Ka COOTHOLLEHNWA PUCKa U MOMb3bl XMPYPrYeCKOro fIeyeHus,
BEPOATHOCTU MPOrpeccrpoBaHnsa 3aboneBaHnsa Heobxoau-
Mbl [PU PAaCCMOTPEHUN BO3MOMXHOCTU aKTUBHOIO AUHaMU-
yeckoro HabnwogeHua 3a nauveHtom. OgHUM U3 Hanbonee
BaXKHbIX NMPOrHOCTNYECKMX GAKTOPOB B OTHOLIEHNMN OXMAA-
€MO NPOJOIKNTENBHOCTM »KN3HW ABAAETCA HAMUMe MeTa-
CTa30B HoBoobpasoBaHuA [21]. Tak, Npu cpaBHEHUN 6ONb-
HbiX € MaH-HOH c meTacTaTyecknm nopakeHrem neyeHu
M nauneHToB 6e3 MeTacTa3oB nokasatenu 5- u 10-neTHen
BbIXKMBAEMOCTM OT MOMEHTA YCTaHOBEHWA AnarHosay nep-
BbIX cOCTaBuUnmM 65% un 50% cooTBeTCTBEHHO NpoTMB 95%
1 86% y BTOpPbIX [23].
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BblIABNEHHDIN y HaLlel NALMEHTKY ovar B S, NeYeHu ¢ ri-
nepakcnpeccmerl COMaTOCTaTVHOBbLIX PELIENTOPOB MOXKET AB-
NATbCA MeTacTa3om unu nepeuyHon HOH n TpebyeT ganbHeii-
wero foobcnefoBaHyA. AHaOrMYHas TakTUKa NpeanpriHATa
1 B OTHOLLIEHM ApYrX HOBOOOpa3oBaHui (TrMyca, Hagnoueu-
HuKa). OTcyTCcTBME 3axBaTa pagunodapmnpenapata ™ Tc-Tek-
TPOTUA MO pe3yfbraTam CUMHTUrPadu He WCKIIIoYaeT Ux
HerpPO3HOOKPUHHbIV XapaKTep, a CBUAETENbCTBYET O HU3KOM
SKCMPeCccUn MM OTCYTCTBAM PELIENTOPOB K COMATOCTATVHY
2 nogtvna n TpebyeT BepudmKauuy, Hanpumep, Guoncuu
1 MOPONOrMYECKoro UccnefoBaHUsA TKaHu [24]. [na oueHKn
MeTaboNIMYECKON aKTMBHOCTU (arpecCUBHOCTY) BbISIBIEHHDbIX
00pa3oBaHNii BO3MOXKHO BbIMO/IHEHME MO3UTPOHHO-IMIC-
cvoHHon Tomorpadun (MIT-KT) ¢ "®F-OA4r. MNepsuyHbie H3H
TYMyCa — PEeAKMEe U JOCTaTOYHO arpeccrBHble HOBOOOPa3o-
BaHWA, 0ObIYHO JIOKaNM3yowwmecs B nepegHeM CPefoCTeHNM
1 XapaKTepur3yloLmecs NHBa3nen B OKpy»KaloLuye aHaToMuye-
CKMe CTPyKTypbl. 19-25% Bcex cnyyaes npmxoanTca Ha MOH-1
CUHOPOM, 1 3a4acTyio UMEHHO 3T HOBOOOpa3oBaHWA CJTy»KaT
rMaBHON MPUYMHOW CMEPTM MALMEHTOB C HacC/IeACTBEHHbIM
cuHgpomom [25]. OcHOBHbIM MeTogoM neyeHna HIH tumyca
Ha NobOoN CTaanu ABNSETCA XMPYPrMYecKnii, B Clyvasx pac-
NPOCTPaHEHHOIO NpoLecca BO3MOXKHO NPYMEHEHME aHaNToroB
COMATOCTaTUHA, HIMOUTOPOB TUPO3MH-KMHA3bl U APYTUX Npe-
napatos, JiyyeBown Tepanuu [24]. K coxaneHuto, NporHo3 npwm
H3H tmyca HebnaronpuATHbIN Jaxke NPY NOMHOCTbIO YAaneH-
HbIX OMyXOMAX U3-3a BbICOKOIO prCKa peumanea Ui passBuTma
oTAaneHHbIX MeTacTa3oB: Npu M3H-1 5-neTHAA BbXKMBaeMOCTb
cocTaBnseT 35% [25]. MNMepBuuHble HOH neyeHn Takxe BCTpe-
yatotca KpariHe pepako (0,13% ot Bcex HIH), B nntepatype onu-
caHo Bcero He 6onee 200 cnyyaes. bonblumHcTBo HOH neyeHn
ABNATCA METaCTaTUYECKMMU OYaramm onyxosen racTpouHTe-
CTVHaNbHOW NN NAHKPeaTUyeCcKom nokanmsauun. Xmpyprunve-
CKaA pe3eKuya (aHaToMmyecKas peseKkuma neyeHy) cCunTaeTca
METOAIOM BbIOOPA, TaK Kak MOTEHUMANIbHO MOXET MpPrBECTU
K MOSTHOMY M3/1eyeHunto. B cnyyasx, korga nepBryHOe nopake-
HVe nevyeHn sABNAETCA HeomnepabenibHbIM, PacCMATPUBAIOTCA
anbTepHaTMBHbIE BapyaHTbl NleYeHs, Takne Kak aptepuarib-
Has 3MO0NM3aLMsA, XUMUOTEPANUA, TyyeBas Tepanus, aHanoru
COMATOCTaTMHa, TPAHCMaHTauMA neyenn [26]. B nocnegHee
Bpems BCe 6osbLue BHUMaHWA YAENsoT NenTua-peLentopHon
pagunoHyknugHon Tepanuu HOH pasnunuHbix nokanusauui,
ofiHaKo ee 3pPEKTUBHOCTb 1 6€30MacHOCTb MPOAOMKAOT U3-
yyaTbCA.

OT1cpoyeHHada guarHoctnka M3H-1 cuHpgpoma y nauu-
eHTKMJ1. npmBena kK nosgHemy sbiasneHwo MNITIT c nonurnax-
aynapHbIM nopaxeHnem OLLPK n pa3BuTrem BblpakeHHOro
0CTEONOPO3a C BbICOKUM PUCKOM MEPESIOMOB, TpebytoLero
NPOJOMKEHNA NEeYeHNA 1 B NOC/IeonepaLMoHHOM nepuroae.
CornacHo pesynbTaTtam 3apy6exHbIX MCCiefoBaHNi, KOCT-
Hble OCNTOXKHEHMA Y NauneHToB ¢ MOH-1-accounnpoBaHHbIM
MNIMT nmeloT pag OTAMUYUIN NO CPAaBHEHWUIO CO Cropaguye-
ckon ¢dopmon 3aboneBaHnAa. Ha MOMeHT moaTBepaeHus
anarHosa MNIMT y nayneHtoB ¢ MOH-1 MuHepanbHasa nnot-
HOCTb KOCTei, Kak NpaBuso, Huxe. Takxke nocne napartmpe-
OUJASKTOMUM TEMIMbl Habopa KOCTHOW MacChl Y HUX MOTyT
ObITb HMXKe [25]. 9T 0COBGEHHOCTM NpeanosaralT Heobxo-
OVMOCTb PErynAapHOro AJIMTENbHOrO KOMIMIEKCHOrO feye-
HUA OCTEOMNopOo3a Yy Halen NauMeHTKN Npu nogaepaHnm
LeneBblX NOKa3aTenen KanbLumemmnn.

Tpetun Knaccuyecknn KOMMOHEHT HacneaCcTBEHHOro
CMHAPOMa B ONUCAHHOM KJIMHMYECKOM Cllyyae — MUKpOa-

SHAOKPUHHaA xupyprua. 2023;17(3):61-70

doi: https://doi.org/10.14341/serg12815

JeHoma runodusa. B cBA3M C OTCYyTCTBMEM FOPMOHasIbHOM
AKTUBHOCTM 1 MasnbiMU pa3mMepamMm HOBOOOpa3oBaHMsA Mpo-
FHO3 MOXXHO OMpefenuTb Kak bnaronpuATHbin. Tem He me-
Hee NauueHTKe TakXe NoKa3aH perynapHbii AMHaMUYeCcKnii
KOHTPONb GyHKLUN ageHorunodmrsa n pasmepoB aieHOMbI.

Takum o06pa3om, BegeHWe MAUMEHTOB C CUHAPOMOM
M3H-1 3ayacTylo CTaHOBUTCA KpaviHe CNOXKHOW 3afauyen,
TpebyioLen KOMMIIEKCHOrO MNOAXOAA 1 MOBbIWEHHOTO BHU-
MaHVA K PasfnNyHbIM MNPOABIEHUAM HacnefCcTBEHHOW Ma-
Tonorun. Bonpoc o noteHunanbHOW B3aMMOCBA3N MeXAY
Tunom mytauuu MENT n ¢eHoTnom 3a6oneBaHUs cerofHs
OCTaeTCs OTKPbITbIM, MO3TOMY U3yUYeHne JaHHOW Npobnembl
ABNAETCA OCOOEHHO aKTyasibHbIM ANA OnpefesnieHns npo-
rHO3a nauneHToB. DPpdeKTMBHOE NeyeHre 1 ArHaMUYecKoe
HabnogeHue nauneHToB ¢ MOH-1 BO3MOXKHbI NULLb NPWY Tec-
HOM B3aUMOAENCTBUY BbICOKOKBANUQULMPOBAHHBIX Meau-
LUMHCKMX CMELVannCToB pa3Horo npodunsa (3HAOKPUHONO-
roB, OHKOJIOTOB, JIy4YeBbIX ANArHOCTOB U APYTUX).

3AKNIOYEHUE

MNpeacTaBneHHbIN KANHNYECKNIA ClyYan 4eMOHCTpUpyeT
HeKnaccmyeckylo maHudectauyuio cnHgpoma M3H-1 ¢ mH-
CYJIMHOMBI C AaNibHeNWMM pa3BuTrem obpasoBaHun OLLK,
rOpMOHasibHO-HeaKTMBHbIX NaH-HIH, runodusa, Hagnoyeu-
HuKa, HOH nepepHero cpegocteHus u neyeHun. KnnHnueckas
HaCTOPOXEHHOCTb M NpOBefeHne CBOEBPEMEHHOW KOM-
NAEKCHOW ANArHOCTUKN MMEIOT K/loUeBOe 3HaYeHne B OKa-
3aHUN KaYyeCTBEHHOW MeaULUMHCKOW MOMOLLM 3TOW KaTero-
pun 6onbHbIX. MaureHTbl JOMXKHbI OblTb OPUEHTUPOBAHbI
Ha NOXKU3HEHHOE ANHAMMYECKOoe HabnoaeHre B cneyvanu-
3MPOBAHHbIX LEHTPpax MynbTUANCUUMIINHAPHON KOMaHAOW,
BKJIlOUaloLLen Bpavyen-3HAOKPHOOrOB 1 OHKOJIOrOB.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHuk ¢puHaHcmpoBaHua [Ny6nukaumsa cTaTbyi OCyL|eCTBAAETCA
B pamKax BbIMONIHEHWA rOCYAapPCTBEHHOTO 3afiaHunsA «<HoBble reHeTnYeckme
NpeAnKTOpbl (BapuaHTbl) OMyXONEBbIX U HEOMyXONeBbIX SHAOKPUHHbIX
3aboneBaHNn y B3POC/IbIX METOAOM MOIHOSK30MHOIO CEKBEHVNPOBAHNA,
B TOM ymncie B AaepHbix cembsax», N HNOKTP 123021300096-3.

KoHpnuKT nHTepecoB. ABTOpPbI AEKNapUPYIOT OTCYTCTBUE ABHbIX
1 NOTeHLMasIbHbIX KOHGJIMKTOB MHTEPECOB, CBA3aHHbIX C NMy6nvKaLumen Ha-
cToALWEen cTaTbu.

Yyactue aBropoB. bubuk E.E.— nonyyeHue, aHanu3 n nHTepnpeTa-
LUMA KNMHUYECKMX AAaHHBIX, HaMucaHve 1 pefakTMpoBaHve cTatby; AGoii-
wesa E.A. — nonyyeHwne, aHanu3 1 MHTepnpeTaLna KIMHUYECKUX JaHHbIX,
HanncaHue 1 pefdakTupoBaHue cTaTby; MaTiowkuHa A.C. — nonyueHue,
aHanv3 n MHTepnpeTauya KIMHUYECKUX [aHHbIX, HanncaHne N pefakTui-
poBaHue cTaTbu; EpemkuHa A.K. — aHanus KNMHNYECKMX 1 NTepaTypPHbIX
[aHHbIX, HarMucaHve n pefakTuposaHue ctatbu; lertAapes M.B.— aHanu3
KJIMHUYECKUX AaHHbIX, pefaKTupoBaHue ctatby; MnatoHoBa H.M. — aHa-
N3 KIIMHUYECKUX JaHHbIX, PeAakTipoBaHue cTatby; TpownHa E.A. — aHa-
N3 KNMHUYECKMX [aHHbIX, pefakTipoBaHue ctaTbyn; Mokpbiwesa H.I. —
aHanM3 KNMHNYECKMX faHHbIX, pefakTMpoBaHue CTaTby.

Bce aBTOpbI 0006pPVAM GUHaNbHYIO BEPCUIO CTaTby MNepen nybnvka-
Lven, Bbipasunu cornacme HeCT! OTBETCTBEHHOCTb 3a BCe acrneKTbl paboTbl,
rofipasyMeBaloLLyto HaAnexallee n3yyeHve 1 peLeHre BONpOCoB, CBA3aH-
HbIX C TOYHOCTbIO U AOBPOCOBECTHOCTbIO NOOO YacT PaboThI.

Cornacue naumeHTa. MNaymeHT JO6POBO/BHO NoAnMcan UHPOPMUPO-
BaHHOE corylacue Ha nybamKaLuio nepcoHanbHON MefULMHCKON MHpopMa-
Ly B 06e31MYeHHON Gopme B AaHHOM >KypHare.

Endocrine surgery. 2023;17(3):61-70
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