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AHHOTaumA

CVHAPOM MHOXXECTBEHHOWN 3HAOKPVHHOM Heonnasun 1-ro Tuna ABNAETCA FeHeTUYECKU AEeTEePMUHNPOBAHHBIM ayTOCOMHO-AOMWHAHTHBIM 3aboneBaHnem u
NPOABNAETCA Pa3BUTMEM 310KAYECTBEHHOWN TpaHCchopMaummn /nnv runepniasmm aAByx 1 6onee xxenes BHyTPEeHHel cekpeumnn. HapyLieHne penpoayKTUBHOrO
3[,0POBbA XXEHLLNH B OCHOBHOM 06YC/IOB/IEHO MOPaXXEHNEM NapalMTOBUAHBIX Xenes, rmnotu3aa, LWUMTOBUAHON Xenesbl 1 HaanoYeYHNKOB. MnepnapaTmpeos
HabntopaeTcA y 90-100% nauneHToK 1 NpYBOAMT K pasBUTUIO HeppoKanbLMHO3a, NuenoHedprTa, OCTPOA NOYEYHON HeA0CTaTOYHOCTY, NATONOMMYECKNX
nepesioMoB KOCTEeW, CepAe"HO-COCYANCTON HEAOCTAaTOMHOCTM, NOBBILEHNIO apTeprasibHOro AaBfeHNA, NPEdKNaMncumn, YTO CONPOBOXAAETCA rMNoKcuen
nnoaa, 3a4ep>XKon BHYTPUYTPOOBHOro pasBuTHA, a TakxXe BO3MOXEH NleTaslbHbI MCXOA, KaK AA NioAa, Tak u ana matepu. MNponakTuHcekpeTupyowan age-
HoMa runodusa HapylwaeT PyHKLMOHMPOBaHWE rmnoTanamo-runou3aapHo-ANYHNKOBOW CUCTEMbI. Y NaumMeHToK Habnio[aTCA rMnoroHaaoTPONHbIA FMMo-
roHagv3m, OfIMroMeHopen, aMeHopen, ranakTopen, CHKeHe NMbuao, CUHAPOM NOMIMKNCTO3HbIX ANYHUKOB, 6ecnioaue.
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Ana untuposaHua: MNetpos t0.A., KynuHa A.[l. Ocrno>xxHeHnA nepropa rectaumm y naumeHToK ¢ CMHAPOMOM MHOXECTBEHHOW 9HAOKPVMHHOW Heonnasmmn
1-ro Trna. Consilium Medicum. 2020; 22 (6): 15—18. DOI: 10.26442/20751753.2020.6.200140

Review

Complications of the gestational period in patients with type 1
multiple endocrine neoplasia syndrome

Yuri A. Petrov™?, Anastasia D. Kupina

Rostov State Medical University, Rostov-on-Don, Russia
Zmr.doktorpe’(rov@mail.ru

Abstract

Type 1 endocrine neoplasia syndrome is a genetically determined autosomal dominant disease and is manifested by the development of malignant transformation
and/or hyperplasia of two or more endocrine glands. Women’s reproductive health problems are mainly caused by damage to the parathyroid glands, pituitary
gland, thyroid gland and adrenal glands. Hyperparathyroidism is observed in 90—-100% of patients and leads to the development of nephrocalcinosis, pyelonep-
hritis, acute renal failure, pathological bone fractures, cardiovascular failure, increased blood pressure, preeclampsia, which are accompanied by fetal hypoxia,
intrauterine growth retardation, and a lethal outcome is possible, such as death for the fetus, and for the mother. Prolactin-secreting pituitary adenoma disrupts
the functioning of the hypothalamic-pituitary-ovarian system. Patients have hypogonadotropic hypogonadism, oligomenorrhea, amenorrhea, galactorrhea, dec-

reased libido, polycystic ovary syndrome, infertility.
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M HOXXeCTBEHHasi 9HAOKpMHHas Heomrasus (MOH) sB-
JISeTCSA TOCTATOYHO PEKIM HaC/Ief[CTBEHHBIM 3a00/IeBa-
HIfeM, B [TaTOreHe3 KOTOPOTrO MOYKET ObITh BOB/IEYEHO HECKOIBKO
JKe/es BHYTPEHHeN CeKpelyi, MOfBepTIINXCA OIyXOeBoit
TpaHchOpMALUY VN TUIIEPIVIA3NI. BOIBIIMHCTBO CHHAPOMOB
MOH - cemeiiHble, TaK KaK 00YC/IOB/IEHBI Pa3BUTHEM TOYEUHbIX
TeHeTN4eCKMX MYTalWil, a KIMHNYIeCcKue MposBIeHN: 3aboe-
BaHIA ONIPeIeAI0TCA TeM, KaKue Xe/e3bl BHyTpeHHell ceKkpe-
L1V BOBJICYEHBI B IIATO/IOTMYecKuit mporjecc [1]. Boigerstor ce-
pytomye Tunsl MOH: 1-it (M3BeCTHDIN TaKXe KaK CUHPOM
Bepmepa), 2-if, KOTOPBII HOApasfensieTcss Ha HOATUIB A 1 B
(2B - cunnpom TopnyHa, 0603HauaeTCst TaKXKe Kak 3-if TUIT), U
4-11 [2, 3]. CxoncTBO faHHBIX TUITOB CrHApoMa MOH sakimoda-
€TCsA B TOM, 4TO B X OCHOBE JISKUT aTUIINYHOE YBelIUIeHIe
TKaHM SHIOKPMHHBIX JKeJIe3 OIYXO0JIeBOI'O M/IJ HEOITyX0/IeBOTO
reHesa ¢ 00s13aTe/IbHBIM YBeINYEHIEM KOMNYeCTBa IPORYLN-
PyeMBbIX uMu rOpMOHOB [ 1]. [eHeTHYeCK e aIbTepaLN, IPUBO-
pamye K pasputuio MOH 1-ro Tuma, Xopouo n3BeCTHbI, B TO
Bpemst kak myTanys reda RET (REarranged during Transfec-
tion) MOXXeT IPMBOAUTD K BOSHMKHOBEHUIO Y TTAI[IEHTOB KaK
2A, rax u 2B tuna [3, 4]. YV manuenrtos ¢ cuaapomom Bepmepa
Pa3BMBAIOTCA 2 OITYXO0/Mu Wik 60Jiee B CIEAYIOMINX JKeJle3ax: Ma-
pamuroByaHble (85-96%), nomxenynounas (30-80%), rumo-
¢dus (30-42%), pexxe B IMTOBUHOI 1 HAAIIOYEIHNUKAX [5-7].
Cungpom M3OH 2A tumna, win cungpom CuIIIa, XapakTepu-
3yeTcs pa3BUTUEM 3/I0KaUeCTBEHHBIX OIIyXOJIeil IIUTOBUIHON
Ke7le3bl, B YaCTHOCTYU MelY//LAPHBIM PaKOM, PETMCTPUPYEMbIM
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y 95% 607bHBIX, PeOXPOMOLIUTOMBI — Y 1/2 IaLNeHTOB, OITyX0-
JIelt MapalMTOBUAHBIX JKere3 — ¥ 15-19% [8, 9]. 2B Tury cBoit-
CTBEHHBI aHAJIOTMYHAA YaCTOTA ¥ MOP(ONIOTUA OIIyXOJIel M-
TOBMJHOJ JKeIe3bl, a TAKOKe pasBuTIe HeBpoM 0 100% cinydaes
u map¢anomnopobHoro cuappoma (95-99% ciydaes) [10-12].

Cunppom Bepmepa siBysteTcst caMoit pacIpocTpaHeHHOIT (op-
Mort MOH u npezncTaBnsaeT co6oit ceMeltHOE ay TOCOMHO-JOMM-
HaHTHOe 3a00/1eBaHIIe, ACCOLMMPOBAHHOE CO 37I0Ka4eCTBEHHOI
9HJOKPMHHOII TOPMOHIIPOAYLUpYyOLIel Heomwtasuen [13].
Kpome omyxoreit 9HJOKPMHHOI IPUPOADL, ¥ HALMEHTOB MOLYT
00HAPY>KMBATHCS ONYXO/IV COEAVHUTENIBHOI, MBILLIEYHOI, JKI-
POBOII ¥ HEPBHOIT TKaHM: aHIMO(PNOPOMBI, KOJITTATEHOMBI, JIV-
[IOMBI, /IEIOMIOMbI, MEHMHIIOMBI I 31IeHAuMOMbI [14]. YacTora
BCTPEYaeMOCT) CUMHZpOMa BepMmepa HeBenuka M COCTaBIIACT
2-3 cmy4as Ha 100 Toic. Hacenenus [13]. Tlo gaHHBIM ayTOnCUU
MOSH 1-ro tuma o6Hapyxusaercs y 0,20-0,25% Hacenenust. Ha-
CTOTa BBbIABJIEHN:A CUHIpOMa BepMepa He MMeeT 3HaUMUTeTbHOI
PasHULIbI  TIPEICTABUTeEIEl! PasHbIX OB [7, 15].

B ocHoBe jaHHOTO 3a60/1eBaHNA TeKUT MyTanys rena MEN-1,
ABJIAIOLET0CA CYIPEcCOpoM oIyxosneBoro pocra. [en MEN-1 or-
BETCTBEHEH 3a CHHTe3 Oe/lka MeHNHa. [eHeTndecKas abreparis
MEN-1 npuBOANT K AeIeLsAM 1/WIN ycedeHnIo poTenHa [13].
Ha coBpeMeHHOM 3Tare HeM3BECTHA TOYHAs PO/Ib MEHVHA B I1a-
TOreHe3e IO/IMH/IOKPYHHBIX OITyXOJIeil, OfHAKO YCTaHOBJIEHO,
YTO OH B3aVMOJENCTBYET C OOMBIINM KOTIMYECTBOM PETy/IsTOp-
HBIX 6€/IKOB, IPUHUMAIOIINX YYacTHe B MPOLeCCaX TPAHCKPUII-
LU, fieTIeHNY KJIETOK, KOHTPOJIe KJIETOYHOTO LIMK/IA U CTabuIn-
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3a1uy redoMa [4]. B HeaBHMX MccefoBaHmuaAX TakKe OblIa BbI-
asyeHa pob MEN-1 B QYHKIMOHMPOBaHUY IPYTUX OPraHOB U
TKaHell, a IMEHHO K/IeTKaX IeYeHN M KOCTHOI TKaHW, IJie MEHIH
croco6crByeT AuddepeHIpoBKe KIeTOK ME3eHXUMBI B OCTE0-
6mactol [16]. MeHMH B3aMMOJEICTBYET C peLielTOpaMy BUTa-
MuHa D, IpuBOAS K aKTUBALMM VTN HOJAB/IEHUIO 9KCIIPECCUI
IeHOB, pa3pylaeT HeKOTOpble (PaKTOPbI pOCTa, HALIPUMEP MHCY-
JIMHOTIOROOHSIIT PaKTOp POCTa-1, 2, OKasbIBAET IPSIMOE BIIVISTHIE
Ha KJIETOYHBII LIVIKJT, TEM CAMBIM IPEIATCTBYS N30BITOYHON IIPO-
niepanny 1 3710KadeCTBEHHOI TpaHcdopmarym KaeTox [17].

IlepBble KMMHMYECKME CMMITOMBI crHApoMa MOH 1-ro Tuma
B 90-100% crmy9aeB CBA3aHbI C pa3BUTHEM IIEPBUYHOIO ITUIIEP-
naparrpeosa (IITTIT) u B 60/IbIIMHCTBE C/Ty4aeB IPOSAB/IAIOTCS
B MOJIOZIOM Bo3pacTe — y 80-83% manmeHToK mmoce 21 roga [18].
InnepdyHKIMs MapaluTOBUIHBIX JKeJle3 MOXKeT IIPOTeKaTb
0eCcCUMIITOMHO, 4TO 00YCTIOB/IEHO (PU3MOIOIMYeCKUMIU U3Me-
HEHIsAMHU B OpraHusMe OepeMeHHOI: I'MIIoATbOYyMMHEMNUs,
TPAHCHOPT KaJIbLIMA Yepes IVIALEHTY U YBeMYeHIe CKOPOCTHU
KIy60UKOBOII (GUIBTPALIUY CIIOCOOCTBYIOT CHVDKEHUIO CBIBO-
POTOYHOrO Kambuys 1 MackupoBKe cumiromos IITTIT [19, 20].
B nepuop rectanuu runepnaparupeos (ITIT) Mo>keT moBbIIIaTh
PMCK aKYIIepPCKMX Y MePMHATATbHBIX OCITOXHEHMUIT, YTO BbI-
ABnAeTca B 60-70% crmydaes [21]. Hapymenne HopManbHOTO
TedeHVst 6epPEeMEHHOCTH CBSI3aHO C pasBUTHEM y Marepn Hed-
POKaJIbLIIHO3, II1e/IOHePPITa, OCTPOIL TOYEYHOIT HEJOCTATOY-
HOCTHU, aTOJIOTMYeCKIX IePe/IOMOB KOCTEl, CepieYHO-COCY -
CTOJI HEJOCTATOYHOCTH, @ CTEIeHb BBIPAXKEHHOCTH JAaHHBIX
HapYILIEHWIT KOPPEMPYeT C YPOBHEM Ka/IbLius B KPoBU Oepe-
MeHHOI XeHIUHBI [22]. OcTeoneHyst HPUBOINUT K MOPAKEHNIO
KOCTell Ta3a U USMEHEHUIO OCU TI0O3BOHOYHOTO CTON0A, 9TO CO-
[IPOBOXKAAETCS HapylLIeHMeM O1MOMexaHM3Ma POJOB, MOXKET
CTaTb IPUYNHOI HEBO3MOXKHOCTH IIPOBECHIIS SIU/YPaTbHOI
aHecTe3nu, ABIsAeTCsA HAKTOPOM PUCKA CAMOIPON3BOTBHOTO
IpepbIBAaHN OEPEMEHHOCTM U OTCIIOVKM T/TALIeHThI M MOXKET
OBITH IIPUYIHOI TIePETIOMOB KOCTelt Tasa bepemenHoit [17, 21].
Bernepcrue gocratouno penkoro nposirenus I'TIT cpepu Ge-
PEMEHHBIX IPOTOKOJIBI [10 TAaKTUKE BEeHNUs TAHHOI TPYIIIIbI
6OJbHBIX He Pa3paboTaHbl, OfHAKO YCTAaHOBJIEHO, 4TO Oe3 jiede-
Hus B 20-30% cnyyaes Ha6JTI0[ae TCA JIeTaIbHbIN MCXOF, /IS Ma-
Tepy u wioga [20, 23].

TTo JaHHBIM HAOMIONEHIT BBIABIEHO, YTO II0Y€YHOKAMEHHas 60-
nesHb 1ipy IITTIT auarHocTUpyeTcs y KasKoi 3-i1 SKeHIIMHbI B Ie-
PO, TeCTaIy, apTepyanbHasA TUIIEPTEH3NA — y Kaxkpoit 4-11 [17].
ITossinrenne aprepuanbHoro gasneHus (AJl) y 6epemeHHOI: co-
MPOBOXK/IAETCs CY>KEeHMEM KPOBEHOCHBIX COCYOB, YTO IPUBO-
IUT K (OPMUPOBAHNUIO HETOMHOLEHHOCTY IUIAal[eHTapHOTrO
JI0Xa, HAPYLIEHNI0 NHBa3uu Tpodobracta 1 MUKPOAHTHOIIA-
TusiM [21]. JJaHHBIe M3MEHEeHNsI TOBBIIIAT PUCK BOSHUKHOBE-
HUS CUHJpPOMa AMCCEMMHUPOBAHHOTO BHYTPUCOCYAUCTOTO
CBEPTBIBAHIISL, OCTPOIT TOYETHOI HETOCTATOYHOCTH, IIPEIKIaM-
TICKH, SKJTAMIICUY, IPEX/eBPEMEHHOI OTCIOMKI HOPMaIbHO
PaCIIOIOKeHHOI! I/IALIeHTBI, IIPEX/eBPEeMEHHDIX I CTPEMUTE/Ib-
HBIX poroB [24]. Takxe coxpanenue AJl>180/100 MM pT. CT.
II0C/Ie POJIOB MM HaIN4ye MOBPeXIEeHNIT OPTaHOB-MUIIEeHe
(ro/moBHOI MO3T, cepplie, IIOYKM, CeTYaTKa, KPOBEHOCHBIE CO-
CYABI) SIBJISIETCS IIPOTUBOIIOKA3aHIIeM K COXPAHEHIO JIAKTAIINI
U TPYJHOMY BCKapM/IMBAHUIO. B TO e BpeMs maToreHes pas-
BUTVISI IIPESKIAMIICH} OCHOBAH Ha Pa3BUTUY MIIEMUM TI/IalleH-
TApHOTO JIOXKa B pe3y/IbraTe HapyLIeHWUs TpaHCHOpMaLuu
aa. spirales, yBen4eHnst aHTHAHTMOTEHHBIX (DAKTOPOB B Opra-
HI3Me 6epeMeHHOIT, YTO IPUBOJUT K YMEHBILIEHIIO COCYANCTON
CeTM IUTALieHThI, a TaK)Ke CHYDKEHUY IpOocCTaraaHguHa I, aro
COIIPOBOXK/IAETCS YBE/IMYEHNEM arperaluy TpoMOOLIUTOB 11 Ba-
30KOHCTPUKI[NEN. B COBpeMeHHBIX MCCIEOBAHMAX JOKA3aHO,
4TO AeunuT BuTaMuHa D B OpraHmaMe Marepy TaKXKe sB-
JISIeTCs OFHUM U3 3BeHbeB IaTOTeHe3a Ipesknammncun [24].
JlaHHbIe N3MeHEeHNUs IPUBOJAT K ellje 6O0/IbIlIeMy ITOBBIIIEHITIO
AJl, Ba30KOHCTPUKIIMSA HapacTaeT, TPO(MKa I/IOfia CTAHOBUTCA
HeJ[0CTaTOYHOII, M IOPOYHBIIT KPYT 3ambiKaeTcs [20]. [JambHeit-
IIee yBe/lMnueHne cucTeMHoro AJl BbI3bIBaeT HapylIeHye GpyHK-
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LUJ TOYEK, a 3aT€M U IIeYeHH, IOBBIIIAETCS PUCK Pa3BUTHUA
KPOBOM3MUAHUI M OTCHIONKMU CETYaTKM, OTeKa JIETKUX, OT-
cnoviky manenTsl, HELL-cuHapoMa, KpOBOMSINMAHNA B TOIOB-
HOJ MOST, CEp/IeYHOI HEJOCTaTOYHOCTH, TUIIOKCUM TIJIOJA, 3a-
HepXXKU BHYTPUYTPOOHOTO Pa3BUTHUSA, a TAKXKe JIETATbHOTO
MCXOfa KaK /I IUIOfia, TaK M Ay Matepu [21].

Ocobyi0 OIMAacHOCTb B IEPUOJ TeCTAl[My HpPefCTaBsgerT
€000i1 ruIepKanbleMIIecKnii Kp13, KOTOPbIl MOXKET IpO-
BOLIMPOBATbCA MH(PEKIMOHHO-BOCHIATUTEIbHBIM IIPOLIECCOM,
HeperoMaMy, a TakXKe CaMoil 6epeMeHHOCTbIO, I BO3HMKAET
PV CONEPXXaHWUM Kaabliusi B CBIBOPOTKM KpoBu Ooree
14-15 mr/mn [24, 25]. 3TO HEOTIOKHOE COCTOSHUE MOXKET
HIPUBECTU K BO3HUKHOBEHMIO YpPEMUM, KOMBI, OCTaHOBKHU
cepaLa, rubenru MaTepyu 1 IIOJA, KOTopas HabmofaeTcs B 25%
cmydaeB [26]. B mccnenoBaHmAX MoKa3aHoO, YTO P JIeYeHUN
IITTIT ymaeTcs CHU3UTD PUCK PA3BUTHUA OCTOXKHEHUI Y TITIOfjA
n matepu ¢ 80 mo 50-53%. IIpu oTcyTcTBUM Tepanuyu BO3-
MO>KHO BO3HJMKHOBEHNE TAaKMX HapylLIeHWil GepeMeHHOCTH,
KaK BHYTPUYTpPOOHAs 3aJiep>KKa pasBUTHUS VIO, TUIOTPO-
¢bus, npexaeBpeMeHHbIe POLbI ¥ BHYTPUYTPOOHas rubenb
mwroga [21]. [TpumepHO y 1/2 HOBOPOXKAEHHBIX OIpefeAeTCs
TUIIOKAJIbLVIeMIIsT, KOTOpasi BbI3BaHa BHY TPUYTPOOHDBIM IIOAB-
neHyeM GyHKIMOHMPOBAHNS IIAPalNTOBUIHbIX JXene3. B 60mb-
IIMHCTBE C/Ty4aeB IMIOKA/IbLeMIs HOCUT TPAH3UTOPHBII Xa-
paKkTep M JIETKO KyNMUPYeTCs MONOTHUTETbHBIM BBeJeHIEM
Kanpius pebenky. OfHAKO B /IMTepaType OMMCAHBI CIyYan,
KOT7Ia TMIIONAPaTHPe03 Y HOBOPOKAEHHBIX [UIN/ICA HECKOTBKO
MeCSILeB WM OCTABAJICA B TedeHue Beert xunsHu [19]. IIpeamo-
JIaTaloT, YTO 9TO CBA3AHO C TEPATOTeHHBIM JeICTBMEM IOBbI-
IIEHHOTO YPOBHA Ka/IbLIMA B KPOBY IUIOJA, YTO IPUBOANT K Ha-
pyurennio npoieccos ambpuorenesa. Tawoke ITIT sBsercs
(haKTOpOM pICKa CAMOIIPOM3BOIBHOTO IIPEPBIBAHIISI OepeMeH-
HOCTM Ha paHHUX cpokax [20, 25]. IIpu III'TIT camonponsBosb-
HBI BHIKMIBIII PETUCTPUPYeTCA B 3—5 pas vallle, U B OO/IbIINH-
CTBe C/Iy4YaeB IpepbIBaHMe (epeMEeHHOCTM OTMeYaeTcs BO
IT rpumectpe [21]. IIpu aTom okorno 70% mpepbiBaHuil Gepe-
MEHHOCTH HaO/MIOAeTCs IPU JOCTIDKEHUN YPOBHS KaJIbLUs B
KpoBu 11,4 mr/m1 win 6071ee, B TO BpeMst KaK IIPY COREp>KaHuUM
Kampiys 6osee 11 MI/pn y HalyeHTOK OTMEYAlTCs JIMIIb
001Ii1Ie CUMIITOMBI B BfI€ TIOBBIIIEHHOI YTOM/ISIEMOCTH, CHI-
>KEHMsT MaCChl Te€JIa, TOLIHOTBI, PBOTHI, 3aLI0POB [27].

Takum 06pasoM, Py BBISABIEHNN TUIEPKaIbLMEMUN He-
00XOAMMO NMCKAaTh IPUYMHY IOBBILIEHNs YPOBHS KaabLins
BCJIEJICTBIIE BBICOKOTO PIICKA PAa3BUTIIS PANA OCIOKHEHUII B ITe-
puoz 6epeMeHHOCTH U POLIOB y MaTepy U IIofa. JJuarnocTnka
IITTIT 3akmovaeTcs B OLlEHKe COflep>KaHMsA NOHU3MPOBAHHOTO
KasIbITVA, TaK KaK B IEPUOJ] TeCTally IIPOVICXOMIUT yBeMIeHIe
BHEKJIETOYHOTrO 0O'beMa ¥ HAOMI0AeTCsI TUI0Anb0yMUHEeMIs,
YTO MPUBOANT K CHIDKEHUIO OOIIIer0 KajIbLIUsA U MOXKET 3aTPYA-
HUTD OCTAaHOBKY inarnosa [28, 29]. Kpome Toro, nccnenyercs
copiepkatre N-TepMUHaIbHBIX (pparMeHTOB MHTAKTHOTO I1a-
PaTMpPeonFHOrO TOPMOHA, OO/TAAIOIINX GOJIee INTE/IbHBIM I1e-
puogom monyxusHu [29]. Onpepnenenne C-TepMMHATbHBIX
(dparMeHTOB 00/1ajaeT MeHbIIIel MHPOPMATUBHOCTBIO, TAK KaK
9TOT HOKa3aTe/Ib MO>KeT OBITh JIOXKHO IOBBILIEH Y MALMEHTOB C
IIOYEeYHOII HEeJOCTATOYHOCTBIO 13-3a YBEIMUEHHOTO IIepIoja
nonyssiBefieHns [20, 30]. «30/10THIM CTaHFAPTOM» TOMNYECKOI
muarHoctuky IITTIT ABnsAeTcsa pagnon3oTONHOE MCCIeOBaHIe
C TexHeIeM-99m, KOTopOoe IPOTUBOIIOKA3aHO B IIepYIOf, IecTa-
i [31]. BepeMeHHBIM BBIIOTHSETCSI Y/IBTPA3BYKOBOE MCCIENO-
BaHMe, YyBCTBUTE/IbBHOCTh KOTOPOro COCTaB/sAeT 69%, a crenu-
GraHOCTD — 94% TIIpM AMATHOCTHKE OITYyXOJIEBBIX 0Opa3oBaHMI
[apaIUTOBUAHBIX Xesie3. EqHcTBeHHBIM 3¢ deKTNBHBIM MeTO-
TOM JIe9eHNs ABJIACTCA MapaTUPeoui9KTOMIA, KOTOPYIO IIpef-
MOYTUTENIbHO MPOBOAUTE BO II TpuMecTpe, Korja opraHoreHes
mwiofia 3aBepuieH [27]. Xupyprudeckoe BMeIIaTeTbCTBO B
4,5 pasa 1o3BO/IAET CHUSNUTD YaCTOTY OCTIOXKHEHMUI CO CTOPOHBI
IUIOf}A [I0 CPABHEHUIO C MEAVKAMEHTO3HOI Tepareit, 06/1aao-
I[ell TepaTOreHHBIM BO3/ieiicTBUEM. IIpy BBLAB/ICHUN OITYXO/IN
B III TpuMecTpe BOIPOC O 11e1eco0bpasHOCTI XUPYPIUIECKOTO
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BMeEIIATeIbCTBA JO/DKEH PelIaThCsi MHANBUAYaIbHO [20]. B Ha-
O/MI0eHNAX YCTAaHOBIEHO, YTO OfHOBPEMEHHOE BBIIIOTHEHNE
XUPYPIUYECKOTO YAaIeH)s OKOMOIIMTOBUIHBIX XKele3 I OIle-
paumm KecapeBa CeYeHUs MMO3BO/ISIET CHU3UTD PUCK [TEPUHA-
TaJIbHBIX 1 aKYLIEPCKUX OCTIOKHeHuit [27, 28].

Insa cuagpomMa MOH 1-ro Tmma xapakTepHO HapylleHue
(YHKIVMOHMPOBAHMS PEIIPOAYKTUBHON CHCTEMbI BCIEACTBUE
[IOpaKeHNs BBICIINX 3BEHbEB PETy/IALNU TUIOTAIAMO-TUIIO-
(usapHO-ANIHUKOBOI cucTeMsl [32]. AneHOMBI rUIO(13a BbI-
ABAIOTCA y 20-65% HaLMEeHTOB C TaHHBIM 3a00/IeBaHueM, Ipu
3TOM y 25% crHppoM Bepmepa MaHnpecTrpyer ¢ nosBlIeHneM
CUMIITOMOB IOpa)keHus rurno¢usa [33, 34]. Y 6onpmmHcTBa
HALMEeHTOB aJIeHOMBI IIepefHelt o/ runo¢usa MpefcTaB/Isa0T
co6oit MuKpoazgeHoMsl (MeHee 1 cM B fuametpe). B mopdo-
(YHKIMOHAIBHOI CTPYKTYPe ONyXOJIell y HalMeHTOB C CUH-
npomoM MOH 1-ro tuma mpeobnagaer nponaktuHoMma [31].
OCHOBHBIM NaTO(U3NOIOrNYECKUM HapyIIeHNeM Ipu GopMMm-
POBaHUM y MAIMEHTOK CTOMKON T'MIEepPIPOTAKTUHEMUN AB-
JISIETCS Pa3BUTIE TMIIOTOHAOTPOIIHOTO TUIIOTOHA/II3MA, KOTO-
pblii  006yC/IOB/IEH IIOfAB/ICHMEM Iy/IbCOBOIO Xapakrepa
CeKpeuny rOHaJOTPOIVH-PUIN3UHT-TOpMoHa [33]. Knnunye-
CKM TTOBBILIEHNE YPOBHA MIPOJIAKTUHA Y KEHIIVH IIPOABIACTCA
OIMTOMEHOpeeli, aMeHOpeell, TalaKTopeeli, CHIDKEHNEeM -
610, becroayeM 1 M3MEHEHMEM IIPOLIECCOB KOCTeoOpa3oBa-
HUA, a TaKXKe CUHAPOMOM TOMMKUCTO3HBIX SIMYHUKOB
(CIIKA) [35, 36]. InuTenpHbI ITUIIO3CTPOTeHN3M, BO3HUKAIO-
I IIPY TUIIEPIIPOIAKTHEMIY, MOYKET IIPUBECTY K OCTEOIIe-
HyM. MuHepasbHast IVIOTHOCTDb 03BOHOYHMKA (bone mineral
density) y faHHOII IPYIIIIBI )KEHIINH 3HAYUTEIBHO CHIDKAETCH,
4TO TaK)Xe CBA3aHO C TUIep(yHKIMell MapaljuTOBUJHBIX
xere3 [30]. Y manmeHTOK MOTYT HaO/MIO[AThCS IPUSHAKY XPO-
HIYECKOTO TUIIEPAH/[POTeHI3MA, TAKIe KaK TUPCYTNU3M U aKHe,
00YCIOB/IEHHBIE YBEMNYEHIEM CeKPeL AeTUIPOIIIaHIPO-
CTepOH-Cynb(aTa B KOpe HaJIIOYeYHIKOB, @ TAKOKe CHIDKEHIEM
100y/IMHA, CBA3BIBAIOLIETO [10/I0BbIe TOPMOHBIL, YTO IPUBOIUT
K IOBBIIIEHNIO YPOBHA CBOOOZHOrO TectocTepoHa [31, 37].
MakponpomakTHHOMBI OOBIYHO TPOSIBIISIIOTCS HEBPOIOTHYe-
CKUMM CYMIITOMaMU, BbI3SBAaHHBIMU JIeJICTBYEM ONYXO/IM Ha
6mpKalimme TKaHM. Y IalMeHTOB HAOTINAITCA TOTOBHBIE
60711, BbIMTafieHe TOJIeNl 3PEHsI, CUMIITOMBI IIOPKEHMsS de-
PEIHBIX HEePBOB, IMIIONUTYUTAPUSM, CYLOPOrM ¥ HasajbHas
nmuKBopest 28, 38].

[unepnponakTHeMus y NalueHTOK ¢ cuHApoMoM MOH
1-ro THIa IPUBOAUT K IIOfABJIEHNIO CEKPELVN IO TENHN3UPYIO-
mero ropmoHa (JIT'), 4To [jenaeT OBYIALMIO HEBO3MOXXHOI U
IpOSABIIAETCA pasBUTUeM becruioans [32]. YMeHbIIeHNUe TyIb-
coBoro Bbifienienust JII' Kak MO 4acToTe, TaK ¥ MO KOMNYECTBY
CBSI3BIBAIOT C TOPMO3HBIM JIEJICTBIMEM IIPOIAKTIHA HA IUIIOTA-
mamyc [35, 39]. B pesy/brare HapyIIAIOTCS MPOLIECCHI CO3peBa-
HIA QOJUIMKY/IOB VM Pa3BUBAETCA aHOBYIATOPHBIN LMK Dok
CHHTe3a 3CTPOreHOB ¥ OTCYTCTBUE IMKOBOTO MOBbIeHus JIT
HapymawT GOPMUPOBAHNE JKEITOTO TENA, YTO COIPOBOXKAA-
eTCsI CHIDKEHMEM CeKpelLyy mporectepona [32]. Y manmeHTox
OTMEYAIOTCA IATOJIOTMYeCcKIe M3MEHeHUA MEHCTPYaTbHOTO
LVIK/Ia — OJIUTO- W/IM TIO/IMMEHOpesi, IIPOIOMeHOpest, yBeIn4n-
BAaeTCs PUCK PasBUTIA HOBOOOPA3OBaHWII B TKAHU MOJIOYHOI
>Kere3bl 1 MaTKu [12]. BemencTBue gucbamanca TPOHBIX TOP-
MOHOB I'MITOQ¥13a, TUIEPAHAPOTeHEMUN Y TUIIO3CTPOreHEMU
IIPOVICXOMAT CKIIEPO3VPOBAHIE CTPOMBI U O€IOYHOI 000IOUK,
KIICTO3HAsI aTpesusi PO/UINKYIIOB, YTO [IPOSIB/ISIETCS BOSHMKHO-
BeHMeM y nanyueHTok sropuyHoro CIIKA u xponnyeckux ano-
BY/IATOPHBIX IMKIIOB [32]. JIMarHOCTVKA TAKTOTPOITHOI afie-
HOMBI 3aK/II0YAEeTCsI B OIPele/IeHN) YPOBHS IPOTAKTIHA 1
TPOIIHBIX TOPMOHOB IMI0(U3a B CBIBOPOTKE KPOBHU, MCCIIEN0-
BaHUM II07Ie 3peHNs, a TAK)Ke IIPOBENeHNI TOIIMYECKOI Ayar-
HOCTMKM C IIOMOIIBI0 MarHMTHO-PE30HAHCHON TOMOrpa-
¢dun [31, 33, 38]. Heo6X0aMMO y4YUTBIBATH, YTO B IEPUOL
recTanuyu BO3MOXKHO IPOrPeCCHpOBaHIIe Oy X0 13-3a IIOBBI-
IIeHNs YPOBHs 9CTPOreHa, OKA3bIBAIOIIEro CTUMYIUpYIolee
BO3flelicTBUe Ha MakToTpodsl runodusa [37]. B 6ompinHcTBe
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CIy4aeB TaKTOTPOIHbIE aleHOMbI YYBCTBUTEIbHBI K [ICHCTBILIO
671okaTopoB godamrHoBbIX penentopos [30]. [Ipu Headdek-
TMBHOCTY KOHCEPBATVUBHOTO JIUeHNsI VIV [PV Ha/IMYMY OITY-
X0/ pazmepoM 6osiee 3 CM PeKOMEHJIyeTCsl pACCMOTPETb BO3-
MO>KHOCTb [TPOBEJIeHNs TPAHCCPEHONIAIBHOTO OLIEPATUBHOTO
BMellIaTe/IbCTBa. Jpyrue onyxomy runodusa, BO3HUKAIOINE B
pamkax cuxgpoma MOH 1-ro tuma, MeHee 4yBCTBUTENIbHBI K
(apMaKoIornyecKoil Tepanmun 1 4acTo TpebyT Xupyprude-
CKoro nevenns [28].

Takum 06pasoM, UCXOfST 13 U3IOXKEHHOTO, MOXKHO CJIe/aTh
BBIBOJ, 4TO cMHApOoM MOH 1-ro Tuma okasbiBaeT HeraTMBHOE
B/IVsAHME Ha PEIPOAYKTIBHOE 3[[0pOBbe >KeHIMH. HecMoTps Ha
TO 4TO CMH/POM BepMepa npefcrasiisieT co60it JOCTaTOYHOE pef-
Koe 3a6071eBaHie, OH IPYBOANUT K HAPYILIEHVSIM II0JIOBOTO CO3pe-
BaHs [IeBYILEK, IATONOTMYeCKIM M3MEHEHVSIM MEHCTPYa/IbHOTO
LIMKJIa, ECIUIONMIO, CAMOIIPOU3BO/IBHBIM a00PTaM 1 3HAYNTE/IHHO
yBENMYMBAET PUCK PA3BUTHs AKYLIEPCKUX U [EPUHATATBHBIX
ocnoxxHenuit. [Tarmentkam ¢ 9TuM 3ab0/IeBaHMeM Ha JTalle [a-
HMPOBaHNsI GepeMEeHHOCTI HeOOXOAMMBI TIperpaByiapHas Mof-
TOTOBKA U BBISBJIEHNE BCEX OYAroB SHAOKPMHHOI HeOIIasyu.
B crrydae HacTyIUIeH s GepeMeHHOCTY XKeHIIMHY 0/DKHA HaOIIo-
JiaTh KOMaHJIa CIeLVa/IICTOB: Bpay aKyIlep-IIMHEKO/IO, HEBPOJIOT,
SH/JOKPVHOJIOL, OHKOJIOT, YTO IIOMOXKET CHUBUTD PUCK Pa3BUTIS
OCTIO)KHEHUIT U COXPAaHNUTD )KM3HDb MaTepy U PeOEHKY.
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