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KITMHUKO-NMATONrEHETUYECKUE ACMNEKTbI NPEXOEBPE-
MEHHOW 1 PAHHENA MEHOINAY3bl. MYTU KOPPEKLIUW
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AHHoOTaumA: B HacToswee Bpems npobrnemMa paHHen u npexaeBpeMEHHON MeHOoMay3bl OCTAETCS akTyanbHOW B
CBSI3M C MoTepen (PepTUITbHOCTY, PENPOAYKTUBHON OYHKLUN N CHKEHWUS] KAYECTBA >KNU3HM MOMoAbIxX XeHwwuH. Onpeae-
NeHne KMMHUKO-FOPMOHAarbHbIX NMPEAMKTOPOB pPasBUTUS paHHEW/MpexXaeBpeMEHHON MeHoMnay3bl U paspaboTtka neyeb-
HO-OMAarHOCTUYECKOrO anroputmMa BeAEHUS XKEHLUMH SAET BO3MOXKHOCTb YITYYLLEHMS UX Ka4eCTBa XKU3HW.

KniouyeBble cnoBa: PaHHAA MeHonaya3a, npexagespeMeHHada MeHonay3a, Ka4eCTBO XXU3HU XEeHUWMWH, 3aMeCTun-

TelnbHasda ropMoHarnbHaa Tepanua.

AKTYyanbHOCTb. BOMbLUMHCTBO XEHLLUNH BO
BCEM MUPE UCTIbITbIBAIOT ECTECTBEHHYIO MEeHoMNa-
y3y B Bo3pacTe oT 45 go 55 nert [1,2]. HecmoTtps
Ha TO, YTO NOMYNAUMOHHbIE [aHHblEe OrpaHu4e-
Hbl, U3BECTHO, YTO MpexaeBpeMeHHas MeHona-
y3a BO3HUKAET NpuMepHO y 1-8,6% XeHLnH, a
paHHAs MeHonaysa - Yy 4,9-9,4% [3,4,5]. PaHHss
MeHonay3sa sBfsieTcsi HeobpaTuMbiM COBbITUEM
N NMEeeT MOXM3HEHHble MOCNeAcTBUS, BKNOYas
MOBbILEHHbIN PUCK HEBPOSIOrMYECKNX HapyLue-
HWI, rraykoMbl, cepaevyHo-cocyancTbix 3abone-
BaHWM, OCTEONOPO3a, NCUXUYECKUX PACCTPOUCTB
n obLien paHHen cmepTtHocTu [6,7,8,9]. MNopmo-
HanbHasa Tepanus obnerdaet HeKOTopble NOBOY-
Hble apEKTbl paHHEro HacTynreHns MeHonay-
3bl [10,11]. Takum oBpasom, NPOrHo3MpoBaHME n
npodunakTuka nyteM BO3MOXHOIO WU3MEHEHUS
dakTopoB pucka ByaoyT MmeTb peluaroLllee 3Ha-
YeHune ONs ynyyleHUs 300pOBbS XEHLUH. ITu-
onorvsi paHHen MeHonay3sbl OCTaeTCA HEesACHOW,
XOTS B Pa3BUTUM NpexaeBpeMEHHON MeHonay3bl
NOEHTUMUUNPOBAHbLI  HECKOINbKO OTBETCTBEH-
HbIX reHoB [12,13], HO OHW HEe MOryT OB6BACHUTL
GonblKMHCTBO cnyyaeB ee passutna [14,15]. C
paHHEN MeHomnay3on Takke CBA3aHbl aKorornye-
CKue 1 noBefeH4yeckne akTopbl, TakMe Kak 0Xu-
peHune, aTHUYecKaa NpuUHaanexHocTb (adpoa-
MepUuKaHUbl UM naTtuHoaMepuKaHLbl), paHHee
Hayano KypeHus, 6onee BbICOKMI napuTeTt n 60-
nee HU3KUN CoLManbHO-3KOHOMUYECKU CTaTyC
[16,17]. B HecKonbKkux uccneoBaHUAX paHHee
HacTynneHve MeHapxe CBA3aHO C bonee paH-
Hen meHonaysoun [17,18], 4To He cornacyetca ¢
pesynbratamu apyrmx uccnegosarenen [19,20].

ToYyHO Tak ke OTCYTCTBME pOXAaemocTu Obino
CBSA3aHO C BGoriee BbICOKMM PUCKOM paHHeEn Mme-
Honaysbl B eBpornenckon koropte [5,21,22,23].
CounanbHo-akoHOMUYeckme akTopbl, KOTOpble
OblN CBA3aHbl C paHHEWn MeHoMay3on y eBpo-
NENCKNX XXEHLLNH [24,25], 6bInNn HE3HAYNTESNbHbI-
Mu cpean HaceneHus CesepHon VIHgum [26]. 3Ta
HEeOAHOPOAHOCTb BIIMAHUA BMONOrMyeckux n co-
umnanbHbIX (pakTopoB Ha BO3paCT HACTYMMEHUs
MeHonay3bl B 3aBUCUMOCTM OT 3THUYECKOW Npu-
HaOJIeXXHOCTU, KyNbTYPHOrO KOHTEKCTa Tpebyer
npoBeaeHUsa UCCrefOBaHNS B KaXAOM pervoHe
B OTAENbHOCTW, B TOM YMCIE U B HaLlen nonyns-
UuUK, KOTopasa xapaktepusyeTcs 0COBEeHHOCTAMM
NATaHWS, 3KOMNOrMu, AETOPOXAEHUS, YTO MOMO-
XeT 6onee 4yeTKO OTpPa3UTb MOKasaTenu 4YacTto-
Tbl NpPeXaeBpeMeHHON NN paHHEN MeHonay3bl
B Mupe [27]. Bo BCeM Mupe BO3pacT eCTeCTBEH-
HOW MeHonay3bl Cpean HaceneHus ysenuymBaeT-
ca [28]. YuuTbiBad, 4TO  3aperncTpupoBaHHble
drakTopbl pUCKa paHHEW MeHonay3bl, Takue Kak
OTCYTCTBME POAOB, OXUPEHUE N paHHee MeHap-
Xe, YBENMYMBalTCH, 3TO NU3MEHEHNE MOTTO OKa-
3aTb AdaBrieHMe B CTOPOHY YBENUYEHUS MNpex-
AEeBPEMEHHON UMW paHHEW MeHonaysbl, a He
YMEHbLUEHNS, YTO, NO-BUOUMOMY, MPOTUBOPEYNT
HabnogaemMon TeHOEHUUN 3a0epXKKn HacTynne-
HUS MeHonaysbl [29]. Kpome TOro, akonorude-
CKWe nccnenoBaHns nokasanu, 4To Bo3aencTeme
SHOOKPUHHBIX paspyLumMTenen NOCTOAHHO yBenu-
YMBAETCH, YTO MOXET UCTOLUUTb OBapuaribHbIv
pesepB M YCKOPWUTb €CTECTBEHHYI MeHonaysy
[30]. OgHako HesicHO, napannenbHa nNu obuias
TeHOEHUMSA 3alepXXKM MeHonay3bl COKpaLLeHUIo
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paHHeN MeHonays3bl.

MpexaeBpeMeHHas MeHonaysa onpeaens-
eTca Kak noteps oyHKLMM SUYHUKOB B BO3pacTe
0o 40 nert, paHHaa — 40-44, no3gHAs — ctaplue 55
net [31]. EBponenckoe obLiecTBO penpoayKumnm
yenoseka n amopuonorun (ESHRE) onpegenset
npexgeBpeMeHHO MeHonay3y Kak ameHopeto B
TevyeHne He MmeHee 4 MecsAUEeB N BbICOKUA MOCT-
MeHonay3sanbHbin ypoBeHb OCI (>25 E[l/n) no
KpanHen mepe B AByx obpasuax C MHTepBanom
He MeHee 4 Hepenb. [loTeps PyHKUUN SUYHUKOB
BbI3blBaeT 6ecnnogue n CUMNTOMbI MeHoMay3bl,
a Takke MOBbIWAET PUCK pasnUyHbIX 3abonesa-
HWA, TaknMxX Kak OCTeornopo3 W CcepaeyHO-CoCy-
anctole 3aboneBanuna [32]. CornacHo nutepa-
TYPHbIM [aHHbIM, NpeXaeBpeMeHHas N paHHASA
MeHonay3a nopaxaetr npumepHo 1% XeHLmH
[33,34]. C npexaeBpeMEHHOM N paHHEN MEHO-
nay3on CBsi3aHbl pPasfuyHble 3TUONOrnYeckme
drakTopbl, BKIHOYAas TOKCUMHbI OKpYXXatoLLen cpe-
Abl, FrEHETUYEeCKNEe N XPOMOCOMHbIE HapyLLEeHUS,
a Takke ATPOreHHble 1 ayTOMMMYHHbIE NPUYNHDI
[34]. X-XpOMOCOMHble edeKTbl, Takue Kak CUH-
apom TepHepa u npemyTtauus Fragile X, asna-
toTCA Haubornee W3BECTHbIMU TEHETUYECKUMMU
dakTopamu, HO BCe Yalle coobuiaeTca o cneuu-
donyeckmx ayTocomMHbIX MyTauusax. CoobLianoch
0 MyTaumsix reHa FSHR B comHckon nonynsumn,
BKMOYasa MyTauuio-ocHoBaTens. MHoronnoaHas
BepeMeHHOCTb Yy pebeHka 3HauYUTENbHO yBENU-
YMBaEeT PUCK NpexaeBpeMeHHON MeHonay3sbl Mo
cpaBHeHMO ¢ obuwen nonynaumen [35]. PaHHee
MeHapxe (o 11 net) n oTcyTCTBUE LETOPOXAE-
HUS TaKke cumnTaroTcs oakTtopamm pucka [36,37].
KypeHue gaBnaetca Hes3aBUCMMbIM  (DAKTOPOM
pucka, Kak n HU3KUA nHaekc maccel Tena (MMT)
[38]. TNpnymHbI ATPOreHHOW NpeXxaeBpeMeHHOM
N paHHen MeHonay3bl BKOYaT XMpypruyeckoe
BMeLLaTeNbCTBO, XMMUOTEPANUIO U Ny4eBYIO Te-
panuio. OgHako B OOMbLUMHCTBE CryyaeB 3Tu-
onorusi octaetTcs HeusBecCcTHoW. [lpakTnyecku
OTCYTCTBYIOT CBEEHUSA O CBA3N NpexneBpemMeH-
HOM WNMU paHHen MeHonay3bl ¢ 6onee HU3KNM
coumanbHO-aKoHoMMYeckum ctatycom. OpHa-
Ko Oonee HU3KMN coLManbHO-9KOHOMMUYECKUI
cTaTtyc Obin cBsi3aH ¢ 6onee HU3KMM BO3PacTOM
HaCTynneHUss ecTecTBeHHOW MeHonay3sbl [39].
KnuHuyeckne anarHoCTnyeckme Kputepum npex-
AEeBPEMEHHON N paHHEN MeHonay3bl BKIH4YarT
amMeHopeto/onMromeHopero B TedeHne Gonee 4
MEeCSLIEB M NOBbILEHHbBIN YPOBEHb (POSINNKYIO-

ctumynupytowiero ropmoHa (®CIN) B cbiBOpoTKE
KpoBu (>25 ME/n) gBaxabl C MHTEpPBarioMm He
MeHee 4 Hepenb [2,13]. XXeHLWunHblI ¢ npexaes-
PEMEHHOMN N paHHEN MeHOMay30M 4acTo OTAro-
LeHbl pAgOM BeretocoCyaucTbiX M MCUXO3MO-
UMOHanNbHbIX NPOSABMAEHUN, TaKUX KaK NpUuBhI,
HOYHas MOTNMBOCTb, 3MOLMOHAaNbHaA HecTa-
OUNBbHOCTbL M OCTEONOPO3, KOTOpble CEPbE3HO
BNUSAKOT Ha nx camodyscteue [20]. B HacTosLwee
BpeMs Bce Borbluee YMCNO XEeHLUNH, Kak npaBu-
no, poxatoT nepsoro pebeHka B BO3pacTe nocne
30 nert, B TO Bpems kak 6onee 48,5 munnmoHoB
nap BO BCEM MUpe CTpagaroT oT becnnoams B pe-
npoaykTuBHOM Bo3spacTe [8,12]. [NpexaeBpeMen-
Hasg M paHHAS MeHornay3a MoryT 6biTb Bbl3BaHbI
XUMmnoTepanumen, fny4yeBon Tepanuen, Xupypru-
YeCKMM BMeLLaTeNnbCTBOM, TOKCUHaMW, UHGEK-
umMen n gpyrumm doaktopamm okpyaroLen cpe-
Abl. OgHako npeablaylime JaHHble NoATBEPANNN
CUITbHbIN FTEHETUYECKUI BKNa B naToreHes3 nau-
onaTtn4yeckon npexneBpeMEHHON U paHHEN Me-
Honay3bl [32]. Hanbonee 3HaunTenbHbIM hrsno-
NOrMYeCKMM U3MEHEHMEM BO BpeEMS MeHOoMnay3bl
ABNAETCA CHWXEHWe 3HAOrEHHOro 3CTporeHa u
nocriegyrollee npekpaiieHme QyHKUUN AUYHU-
KoB [1]. OcTporeH okasbiBaeT Kapauo3awuTHoe
OENCTBUE, U €r0 CHMKEHME MOXET YBEeNnu4iuTb
PUCK CepaeYHO-cocyauCTbiX 3abonesaHun y
XeHLWMH B noctmeHonay3se [8,37]. lNauneHTku ¢
npexgeBpeMeHHON N paHHEN MeHonay3ou MoryT
NCNbITbIBaTb NEPBUYHYIO NN BTOPUYHYIO aMeHO-
peto, CUMNTOMbI MeHonay3bl (NPUNNBbLI, HOYHbIE
noTbl, CyXOCTb BRnaranuuia, HuW3Koe nunuéuao),
CHWXeHNe (epTUnbHOCTU N AedUUnT NOMOBbIX
ctepongoB. Ero moxHo obHapyxutb B 10-28%
crny4aes npu nepsu4Hon ameHopee n B 4—18%
npu BTopnyHon [38]. Bonee TOro, noxoxe, 4TO
naumeHTbl MMetT Bornee BbICOKUA PUCK OONro-
CPOYHbIX NPoBnem co 340pOBbEM, TAKUX KaK cep-
AeYHOo-cocyaucTble 3aboneBaHus, OCTEONnopos,
HeBporiormyeckne n ncuxonorundeckne npobne-
Mbl, CHXXatoLLMe Ka4yeCTBO M KONMMYECTBO XU3HU
[33]. HepaBHue pekomeHpaumn EBponenckoro
obLiecTBa penpoaykuum yenoseka n ambpuono-
rmn (ESHRE) pekomMeHaY0T XeHLMHAM MONoXe
40 net c onuro/ameHopeen B Te4EHNE Kak MUHU-
MyM 4 MecsiLEeB 1 NOBbILWEHHbIM ypoBHEM PCI™ >
25 ME/n B gByx crniyvasix ¢ UHTepBanom > 4 He-
Aernb. ¢ npexaespeMeHHon meHonayson [40-42].
lNMoka paavkanbHOro fieYeHns He NPOBOAUSIOCh.
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OCHOBHbIM MPUYMEHSAEMbIM NeYEHNEM SBNSAETCS
3amecTuTenbHasa ropmoHanbHas Tepanua (3IT),
uenblo KoTopomn faBnsietca obrerdyeHne cUmnTo-
MOB MeHoMnay3bl 1 MUHUMU3aLUNS JONTOCPOYHbIX
PUCKOB AN15 340p0Bbs. BcnomoratenbHble MeTo-
Abl NeYeHNs BKNHYaT aHapOoreHbl U NPOTOKOSbI
neyenust 6ecnnogus [40,41]. B atnonorum un B
KITMHWKE MpexaeBpeMEHHON U paHHen MeHona-
y3bl UrpaeT BaXKHyl pOSib aHTUMIOSNIIEPOBCKbIV
ropmoH (AMI), koTopbIN BblpabaTbiBaeTcs pa-
CTYWMMN PONIMKYNaMN SAUYHUKOB U N3BECTEH
Kak ny4ywmnm dronormyeckunin nokasartens pesep-
Ba M OBYJIATOPHOro noTeHuuana snvHukos [41].
OLHOBpPEMEHHO C yMEeHbLUEeHMeM Yncna gponnm-
KynoB B pesyrnbrate cTapeHus BbipaboTka AaH-
HOrO IMMUKOMPOTENMHOBOINO TOPMOHA HayYnHaeT
NocCTeNeHHO cHmxaTtbca ¢ 20-neTHero BospacTta
N YpOBEHb €ro CTaHOBUTCH Heornpeaensembim
He3aZloNro [0 HacTynneHuss MeHonaysbl [44].
HecmoTpsi Ha nporpeccnBHOE CHWXEHWe OBa-
puanbHOro pesepsa W, Kak CrneacTBue, YPOBHM
umpkynupytowero AMIT ¢ BO3pacToM Y XKEeHLMH,
KOHUeHTpaumm AMI y XeHWWH pasnuyarTcsa B
OQHOM M TOM e XPOHOMNOrm4eckom BospacTte, U
TEeMIbl ro CHMXEHNS C TEYEHNEM BPEMEHU BECH-
Ma HeogHopoaHbl [44], npegnonarasa nHaAnNBUAy-
arnbHble pasnuyns B npoLecce penpoaykKTUBHOIO
ctapeHusa. CkopocTtb cHmkeHus AMIT npeacras-
ngaet cobon CKOPOCTb NOCTENEHHONO UCTOLLEHUS
donnNuKynapHoro pesepsa SUYHUKOB C TEYEHUEM
BPEMEHW; OMHaMW4YHOEe ero onpeaeneHne Mox-
HO UcCnonb3oBaTb AN NPOrHO3MPOBaHUS BpeMe-
HW HacTynreHns MeHonay3sbl, YeM OOHOKpaTHoe
namepeHue [42]. Npegnonaraetcs, YTO NOMUMO
pPenpoayKTUBHON (PYyHKUMKW KOHUeHTpauus AMI
BMMSIET Ha HEKOTOpble nokasartenu 30opoBbs Y
XEHLLMH B NpemeHonayse, BKNoYas HapyLleHus
nunugHoro obmeHa, kapauomeTabonunueckui
PUCK N cepaevHo-cocyaucTtble 3aboneBaHus U
pUCK paka Morno4vHon xenesbl [32,42]. HesaBucu-
MO OT MeHornay3anbHoro cratyca n metabonuye-
CKUX (paKTOpOB pucka Bonee BbiCOKas CKOPOCTb
cHwxeHna AMI™ Takke cumTaeTcsa pakTopom pu-
CKa pasBuUTUS ulemudeckon bonesHun cepgua u
cepaevHO-CoCyauCTbIX 3aboneBaHnm y XeHLLUMH.
OCHOBHbIE MPUYNHBI 3TUX MEXMHAMBUAYANBHbIX
Bapuaumn rogoBon CKOPOCTU CHMXeHuss AMIT B
OCHOBHOM Hen3BeCTHbl. Bo3pacT un reHeTuka siB-
NHATCA OCHOBHbIMU W3BECTHbIMU (hakTopamu,
BMMAIOWMMM Ha BO3PACTHYK notepro honnu-

KyrnOB SIMMHMKOB, XOTS (PaKTopbl OKpyXatoLieun
cpedbl n obpasa XU3HW MOryT U3MEHUTb ITOT
npouecc. XoTs CyLecTBYOT MHoroobellatouime
AaHHbIE O BNUAHWUU KYPEHUSA U NUTaHUS Ha BO3-
pacT MeHonaysbl U CKOPOCTb CHWxeHus AMI
[45,46], onpeneneHHble 3aKonornyeckue aetep-
MUHaHTbl CTapeHUsa ANYHMKOB U nexaiume B ux
OCHOBE MeXaHu3Mbl HeunsBecTHbl. Vccneposa-
HWe nokasarno, 4YTo MeTabonuyeckne ocobeHHo-
CTM XEHLUMH C BbICTPbIM CTapeHneM SVYHUKOB,
OLeHMBaeMble MO eXEerogHOW CKOPOCTU CHuXe-
HMs AMI, 3Ha4YUTENBbHO OTNMYANMUCb OT TaKOBbIX
Y XEHLMH C MeAfeHHbIM CTapeHneM SUYHUKOB B
KOrOpTHOM UccneaoBaHum ¢ AnNUTernbHbIM Habmo-
AeHneMm. Ha ocHOBaHWW NpoBefEeHHbIX FopMo-
HanbHbIX 0b6CrnefoBaHUN NPU HaNMYUU U3MeHe-
HUMN MOXHO ByaeTt paspabotaTb pekomeHgauuu
ANSA YCTPAHEHUS N KOPPEeKUUSA 3TUX HapyLLeHWUN,
B 3aBMCMMOCTU OT paHHEN 1 NpexaeBpeMeHHON
MeHonaya3bl.

[Mony4yeHHble AaHHbIe NOMOryT NPOBOAMTb
pauMoHanbHy0 U 3EEKTUBHYO Tepanuio Cno-
COBCTBYIOLLYIO MOBbILLIEHWIO KA4YEeCTBa XXU3HN MO-
NoAbIX XEHLLUWH.
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