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IOBUNJIEUN

JIronvmuna Ilasnosna Hasapenko (K 70-aeTuro co ausi poxueHus)

1 utonsa 2017 . ucnonHmnochk 70 €T U3BECTHOMY y4de-
HOMY B 00JacTW MEOULMHCKON TEHETUKU W KIMHUIIKCTY,
IOKTOPY MEAMIIMHCKUX HayK, Mpodeccopy, 3aciay>KeHHOMY
Bpauy P®, zamecturemo mupekropa HUM memuumHckoit
reHeTrku TOMCKOTO HallMOHAJTbHOTO MCCIIEN0BATENbCKOTO
MeAMIMHCKOTO IeHTpa Poccuiickoit akaneMun HayK U pyKo-
BOAMTENIO JJTabopaTopruu HacaeaCTBeHHOU maTtonoruu Jlon-
mue [1aBnoBHe HazapeHko.

Jlionmuna [laBnoBHa oKoOHuYMIA TeauaTpudeckuii da-
KynsTeT Kuprusckoro rocynapcTBEHHOTO MEIUIIMHCKOTO
uHctutyTa B 1971 1, 1Ba rona pabortana BpauoM-IIeANATPOM,
a 3aTeM MJIA[IINM HAayYHBIM COTPYJHUKOM OTAENeHUs Iia-
TOJIOTUU CEepAEYHO-COCYOUCTOi cucteMbl Kuprusckoro
HWMW oxpansl matepunctsa u aerctsa AMH CCCP. C 1974
no 1977 . obyuanacek B acriupantype MHcTUTyTA MeaUIMH-
ckoit reHetuku AMH CCCP (. Mocksa). 3amuruia KaH-
nuaarckyio nucceprauuio «O TMPOSIBIEHUM TeHAa MYKOBUC-
K1a03a B TOMO- M TeTEPO3UTOTHOM coctosinumu» (1977 ).
Bosparusmucs B Kuprusuio, pabotana crapiiuM HaydYHbIM
COTpyAHMKOM oTaena akyiiepcrBa Kupruszckoro HUM ne-
nuarpumn 1 akymepctsa AMH CCCP. Ilpu ee Hemocpen-
CTBEHHOM Y4YacTUU ObUIa OpraHW30BaHa pecryOnarKaHCKast
MeINKO-TeHeTh4YecKas KOHCYybTaus B . @pyHse.

B 1982 r. JI.I1. Hazapenko Obuta mpurianieHa B TOMCKUA
otnen MHctutyra MemuuuHCKoil reHetuku AMH CCCP
CTapIIMM HAyYHBIM COTPYAHUKOM JIabOpaTOpPUU TOIYJIsi-
unonHoii reHetTuku. C 1989 1. oHa — pykoBoauTes b J1abo-
paTopuu HACJeNCTBEHHON MATOJIOTUU W TJIABHBIA Bpady re-
HeTnueckoit KimHUKU nHCTUTYyTa. C 2007 . — 3aMecTUTEb
JIMPEKTOpA MO HAyYHOU U JieueOHOit padoTe.

JLLI1. HazapeHKO BBIMOJMHEH BaKHBIN, MMEIOLINN (hyHIa-
MEHTAIbHOE 3HAYeHME LIMKJ paboT, KacalOIIMXCS WU3y4eHUsI
rpy3a HaCIeNCTBeHHO! MaTooruy HapoaoHaceneHus: Cubupu
u [anpHero Boctoka, 3akoHOMepHOCTel ero popMUpOBaHUSI.
Pesynbratel nccnenoBanusi B OTHOLIEHUM HaceIeHusT ToMcKoi
001acT ObUTM NETALHO TMPOAHATM3UPOBAHBI B JOKTOPCKOM
nuccepraimu «OTATOIIEHHOCTh HACIEICTBEHHBIMU OOJIE3HSIMU
U BPOXIEHHBIMU TIOPOKAMU Pa3BUTUSI OETeil M OpraHu3alus
MeIUKO-TeHeTnueckoi oMol B Tomckoit oomactu» (1998 1)
u MoHorpaduu (coBmectHo ¢ B.I1. Ily3wipeBbiM) «[eHeTHKO-
SIUIEMUOIOTUYECKOE MCCIIEI0BAHNE HACAEACTBEHHOUN Maro-
siorun B 3amagHoii Cudupu» (2000 ).

JI.LI1. HazapeHKO — HayyHbIi PYKOBOAUTEIb W y4yacT-
HUK MHOTOYMCJIEHHBIX JKCHeAulnii B peruoHbl Cubupu
(Axyrtus, Bypsitusi, Anrait, Tysa, Xakacus). Pesynabratb
9TUX UCCIIENOBAaHUI 0000IIEeHbI B KOJUIEKTUBHBIX MOHOTpA-
dusix: «KomruiekcHoe KIMHUKO-TEHETUYECKOE MCCIIeN0Ba-
HME KOpeHHbIX HapomHocTell 3anannoir Cubupu» (1987 1),
«[eHeTnKo-3KOIOrMYECKasi OLEHKA COCTOSIHUSI 3I0POBBSI
xureneit Axyrum» (2001 1), «[eHEeTMKO-3MMIEMHUOIOTHYE-
ckoe uccnenosanue HaceneHus TyBbl» (1990 ) u «TyBUHLIBL:
reHbl, neMmorpadus, 3gopoBbe» (2003 ). ITocnemHue nse
ObUIM yOOCTOEHBbI Mpemuu U auruioMma [lpaBurenbctBa Pec-
nyoauku ThbiBa.

[pyroe HampaBieHue HAaydyHOIl NesaTeabHOCTU JIIoAMUIIbI
[TaBnoBHBI KacaeTcst MPOOIEM SKOTEHETUKN — KCCIeIOBaHME
BIIMSTHUST KOMITTeKca (haKTOPOB HA OCHOBHbBIE MTAPaMETPhI 3110-
POBbSI PAOOTHMKOB MPOMBILIUIEHHBIX TMPEATPUSITAN 1 Hacese-
HUSI COTPENeTbHbIX TEPPUTOPUIA; OHA COABTOpP MOHOTrpaduu
«SlmepHo-xrMUYECcKOe TPOU3BOACTBO U TEHETUIECKOE 3M0PO-
Bbe» (2004 ). [Tpu ee yuactun B . CeBepcke Tomckoit obmactu

OTKpBITA MEAMKO-TEeHETUIECKasl KOHCYJIbTAIMsI KaK MoApas/e-
neHne CeBepcKoro 0Mopu3MIecKoro eHTpa.

TanaHTIMBBIA W OMBITHBI KJIWHULUCT, BpaY-TEHETUK
JI.I1. HazapeHKo — opraHu3aTop 1 MHOTHE TOibl PyKOBOJIUTE/b
TEHETUYECKOI KJIMHUKN WHCTUTYTA, siBistionelicss Denepaib-
HBIM ILIEHTPOM TO0 MEOWIIMHCKOW reHetuke Mwun3znpasa PO.
Bnaronapst ee vHULIMATVBE B KITMHUKE MTPOBOASITCS BEICOKOTEX-
HOJIOTMYHBIE METOMIbI JICUEHUSI, OCYIIECTBIISIETCS] TUarHOCTAKA
HaCJIeICTBeHHO! MAaTOJIOTUK, B TOM YKCJIe NOPONOBasi, C MC-
TOJIb30BAHUEM COBPEMEHHBIX MOJEKYJISIPHO-TEHETUUECKUX,
LIUTOJIOTUYECKUX 1 OMOXUMUYECKNX METOMIOB.

JI.LI1. Hazapenko — aBTop Gosiee 350 HayyHBIX ITyOIMKa-
LIMii, B TOM 4Kciie 6 MoHorpaduii, 3 y4eGHbIX U METOIUYE-
ckux rmocobuit anst Bpaueid. [log ee pyKoBonCcTBOM 3aliuiiie-
Ha omHa AoKTopckas u 10 KaHIUIATCKUX OUCCepTaluii, ee
YYEHUKHU paboTalOT BO MHOTMX MEAMKO-TeHETUIECKUX KOH-
cynbranusix Poccun.

JI.I1. HazapeHko BeneT OOoJIbIyIO TeIarornyeckyto u oo-
1ecTBeHHyI0 pabory. OHa — mpodeccop Kadenpsl Menu-
UMHCKOU reHeTuKn CHOMPCKOTO roCylapCTBEHHOTO MeENu-
LIMHCKOTO YHUBEPCUTETA, TJIABHBIN CIIELUATUCT-TEHETUK
JenaprameHTa 3apaBooxpaHeHusi TOMCKOW ob6iaacTu, 4ieH
JIMCCePTAllMOHHOTO COBeTa 1Mo creluanbHocTu «[eHeru-
ka», wieH Poccuiickoro oOmiecTBa MEAWUIIMHCKUX T€HETHU-
koB u EBporeiickoro o0IiecTBa TeHETUKU YeIOBeKa, WieH
penakimonHoro CoBeTa HayYHO-MPAKTUYECKOTO XKypHama
«MeauunHcKas reHeTUKa».

Koanexmue @IbHY « Tomckuit HayuonanvHbili

uccaedosamenvekuii meouyuHckui yenmp» PAH

Konnexkmue OCII «Hayuno-uccaedosamenvckuil KAuHUYeCKULl
uncmumym neouampuu um. fO.E. Beavmuwesa» OI'BOY BO
PHUMY um. H.HU. [lupocosa

Pedkonneeus scyprnana «Poccuiickuii eecmuuk nepunamonozuu
u neduampuu» xceaarom Jlrvoomune Ilaérogne Hosvix meopue-
CKUX ycnexoe, 300p06bs u 01a2onoay4us
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OBPALLEHUE TTTABHOIO PEAKTOPA

Jloporue yuTaTe M XKypHaJa!

CoBpeMeHHast MeIMIMHA CTOUT Ha TTIOPOTe PEBOJTIOIM -
OHHBIX TTpeoOpa3oBaHuii, CBSI3aHHBIX B TIEPBYIO OUYepellb
C TIOSIBJICHWEM psiia TIPUHIIUITMAIBHO HOBBIX TTOHSITHIA,
HaTrlpUMeEpP, MPAHCAAUUOHHAS MeOUUUHA, NPeuu3UOHHAS
Mmeduyuna, npesenmuenas meduyuna n np. OcoOyo ak-
TyaJIbHOCTb TIPUOOPENO TIOHSTUE HEPCOHAAUZUPOBAHHAS
Mmeoduuuna.

Bynyan cieacTBUeM  MHOTOBEKOBBIX — IOMBITOK
«JIeYUTh He 00JIe3Hb, a OOJBHOTO», B YCIIOBUSIX TOSIBIIC-
HUSI HOBBIX TEXHOJOTMUECKUX BO3MOXKHOCTEI 3TO MOHSI-
THE CTAHOBUTCS B HACTOSIIIMI MOMEHT KpPaeyroJibHbIM
KaMHEM HOBOM TeHepaluy TPaKTUYECKOTO 3IpaBOOX-
paHeHUsI, CIOCOOHOTO CTAaOMIM3UMPOBATh ITOKa3aTesn
3a00J1eBa€MOCTH, CYIIECTBEHHO CHUXXasi MHBAJWIHOCTb
TPYAOCITIOCOOHOTO HAaCeJIeHUS M COKpalllasi TpaaullMOHHO
BBICOKME pacxojbl Ha jieueHrne. CoBepIIEeHHO SICHO, YTO
OJIHUM W3 KJIIOYEBBIX MHCTPYMEHTOB B CO3IaHUU TaKOM
MmapagurMbl JTODKHO CTaTh Pa3BUTHE COOTBETCTBYIOIIMX
MOJIXOMOB B Halllell crienuaibHOCTU — Teauatpuu. [lo
CyTH Jena, poduiakTUuyecKoe HarpaBjleHue B MeauarT-
puuM Bcerga 3aHMMaIoCh HE TOJIbKO (opMupoBaHMEM
3I0POBbsI peOeHKa, HO 1 00ecTieYeHUEM TTOCTIeIYIOIIErO
WHAVBUIYAIBHOTO 3M0POBbs B3pocioro yenoeka. CooT-
BETCTBEHHO TOAKIIIOUEHME MEeINaTPOB K PeCypcHO Oaze
MepCOHATM3UPOBAHHONW MEIUIIMHBI ¢ (DOPMUPOBAHUEM
CerMeHTa NepCoHAAU3UPOBAHHON neduampuu Ype3BbIlYaitHO
aKTyaJbHO.

CrienyeT OTMETUTD, YTO aKTUBHO BHEpsieMble B pa3BU-
ThIX CTpaHax, B niepByto odepenb B CLIA, moaxoas! epco-
HaJIM3UPOBAHHOW MEIMIIMHBI, HECMOTPSl Ha TIEPCIIEeKTHU-
BBl OTPOMHOTO CKayKa B TOBBIIIEHUN KauyecTBa XXU3HU U
SKOHOMUM OIOKETa 3[1paBOOXPAHEHUsI, CTAIKMBAIOTCS C
GONBIINMU TPYTHOCTSIMHA, BO MHOTOM CBSI3AHHBIMHU C TICH-
XOJIOTUYECKUM HETPUSITAEM Bpadeil M OTCYTCTBUEM Y HUX
JIOCTaTOYHBIX 3HAHWUI B HEoOXomuMbIX objactsx. [Toato-
My Koammus mepconammsupoBanHoil MeauinHbl CLIA B
cBoeM «PykoBoncTBe ist 001eryeHrsT KIMHUYECKOTO BHE-
JIpeHUsT TePCOHAIM3MPOBAHHON MEIUIIMHBI» B KavyecTBe
MepBOil CpeAr MHOTUX Iejelt (opMyIMpyeT HeoOXOomau-
MOCTb TIPUBJICUCHUST BHUMAaHKUSI MAaKCUMaJIEHO BO3MOXKHO-
TO Kpyra Bpaueil K COOTBETCTBYIOIIUM MHMOPMAIIMOHHBIM
ncroyHnkaM. [1poruTupyo HeKOTOpbIE MepBOOYEPETHBIC
3amauu, chopmysiipoBaHHbIe 3Toi Koamuimeii:

* paspabarbiBaTh M IyOJUKOBATh B CBOOOIHOM J0O-
CTyMne AOCTOBEPHYIO HH(OpMALMIO O TepCOHAN-
3MPOBAHHONW MEIWIIMHE Ha cailTaXx U COLMAIbHBIX
Meaua-TuiaTopmax;

* OpraHu30BbIBATH COBMECTHBIE (DOPYMbI, UYTOOBI JO-
TOBOPUTHCS O €AUHON TEPMUHOJOTUH JIJISI OTTMCAHUSI
MepCOHATU3MPOBAHHON MEIUIINHBI;

* OOHOBJATH TEKyIIME MEAUIIMHCKUE W (hapMalleBTH-
yeckue yueOHbIe MpOorpaMMBbl TSI BKITIOYEHUST B HUX
MOJIOXKEHUH TIEPCOHATM3UPOBAHHON MEIUIIMHBI;

*  BHEAPSITH MOJOXEHUS TIEPCOHATN3UPOBAHHON MeIr-
LIMHBI B HOBBIE U CYILLIECTBYIOIIME TPOTPaMMbl HETpe-
PBIBHOTO MEIUITMHCKOTO 00pa30BaHMsI;

* OpraHu30BbIBATH PErMOHAJIbHBIE MEpOTIPUSITUS JUIS
TMOBBIIIIEHUST OCBEIOMJIEHHOCTH B 00JIaCTH TIepCOHa-
JIN3UPOBAHHON MEAWLIMHBI Bpadeil, ¢hapMalieBTOB U
OOIIIECTBEHHBIX IESTENEN.

Hns mpeTBOpeHUs] Ha TIpaKTHKE pecypcHOM 0asbl
MepCoOHaIM3MPOBAHHOM MeIuaTPUM A0JKHA ObITh CO3/1a-
Ha TIpUHLMIIMAILHO HOBas CTpaTervsi, OCHOBaHHasl Ha
JMOKJIMHUYECKOM BBISIBICHUN OMOMHIMKATOPOB CKPHITOM
MaTOJIOTUU 3aMI0JITO /10 TIPOSIBICHUST KIMHUYECKUX TPU-
3HaKoB 0oJie3HU. [1pu 3TOM B menuaTpuuecKoi mpakTuke
HAHOOMOTEXHOJIOTMY TIOMOTAIOT TPEeoI0eBaTh OTpaHM-
YeHUsI METOJI0OB COBPEMEHHOI IMarHOCTUKU U TapTEeTHOM
Teparnuu, CONEUCTBYSI YCTAHOBJICHUIO OBICTPOTrO, TOYHO-
ro 1 HanboJjiee MOJIHOTO AMarHo3a, a TakXke WHTerpaluu
BCEX JIMarHOCTUYECKUX TTPOTPaMM C TPEBEHTUBHO-TIPO-
(uIaKTUYECKUMU U JIeueOHO-peaduINTallMOHHBIMU Me-
POTIPUSITUSIMU B paMKax MepCOHATM3UPOBAHHBIX TTOIX0-
JIOB K 00JIbHOMY peOeHKY WJIK peOeHKY U3 TPYMIIbI prcKa.
Peanuzauums ueneit u 3aga4d nepcoHaIM3UPOBAHHON Tie-
MUAaTPUU OOECTIEUUT CO BPEMEHEM MepexXo/ OT CUCTEMBI,
OpPMEHTUPOBAHHOM Ha JiedeHUe 3a00JIeBaHNsI, K CUCTEME
OXpaHbl MHAMBUAYAJIbHOTO 3I0POBbSI U TIpOrpaMMamM I10
YIIpaBJIEHUIO 30POBbEM COOCTBEHHBIM, KOTOPHIE OTJIM-
YyaTCcs SIPKOM MpoPUIaKTUIECKON HarpaBIeHHOCTBIO.

YuutbeiBast BbIllIeCKa3aHHOE M HayMHasi ¢ 3TOTO HO-
Mepa, MBI CUMTaeM IIeJIecO00pa3sHbIM M HEOOXOTUMBIM
OTKPBITh B HallleM XXypHaJjie HOBYI0 pyopuky «IlepcoHa-
JIN3UpOBAaHHAs Teauatpusi». M, COOTBETCTBEHHO, MpH-
[JlalraeM BCeX 3aMHTEePEeCOBAaHHBIX aBTOPOB aKTUBHO
y4acTBOBaTh B CO3aHUM Takoi pyopuku. [1pu aTom mo-
JlaraeM HeoOXOIMMBIM CTaTbU W3 3TON PYyOPUKU ITyOJv-
KOBaTh B OTKPBITOM JIOCTYTIE Ha caiiTe Halllero XKypHaya
Ha PyCCKOM Y aHTJIMMCKOM SI3bIKaXx.

Inasnuiii pedaxmop scyprana «Poccuiickuii eecmuuk
nepuHamono2ul u neduampuu»
npogh. A.JI. llapeeopodues
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MNEPEJOBAS

Ilepconaim3upoBaHHasi MeIUIMHA KAK OOHOBJIsIeMasi MOie)Ib HAIIMOHAJIbHOM CHCTEMbI
3/IpaBOOXPaHEHMNS.
Yactp 1. CTparernyeckue acnekTbl HHGPACTPYKTYpbI

C.B. Cyukoe', X. A65°, E.H. Aumonosa’, I1. bapax’, b.T. Beauuxosckuii’, M.M. Tanaeyosa’,

JLA. Jlsopacux?®, . Tummox’, B.M. 3emckoe®, U.E. Koamynoe®, P. Jliocmue'®, C.U. Manseckas",
0.C. Medsedes”, E.E. llempsiikuna’, A.Ill. Pesuwesunu®, A.A. Ceucmynos’, JI. Cuum®,

B.C. Cyxopykos'?, A.U. Tokasun>"*, A.Jl. Lllapecopodues’, H. Illanupa®

'PraQy BO «Mepsbiit MTMY M. .M. CevyeHoBa» M3 P®, Mocksa, Poccus;

2MexayHapoaHoe 06LEeCTBO NepPCOHaNN3NPOBaHHOM MeanUUHbI, ToKMo, ANoHUS;

SYHuBepcuTteT YaliH, Yukaro, CLUA;

4Ppreoy BO «PHUMY um. H.N. Muporosa» M3 P®, Mockea, Poccus;

SPrbBY «CeBepHo-3ananHblii denepasnbHbli MEAULIMHCKUA UCCNenoBaTenbCknin LeHTp um. B.A. Anmasosa» M3 PO,
CankT-lNeTepbypr, Poccus;

SKopnopauusa Opakn, CaH-PpaHumcko, CLLA;

"KanndopHurickunii yansepcuteT, CaH-Auero, CLUA;

8PIrBY «MHCTUTYT xmpyprum um. A.B. BuwHesckoro» M3 Pd, Mockga, Poccus;

TBY3 «Mopo3oBckas aeTckasa ropoackas KnnHunyeckas 6onbHuLa» lenaptameHTa 3gpaBooxpaHeHns r. Mocksbl, Poccus;
KanndopHuiicknin ynueepcutet, CaH-Ppanumcko, CLUA;

"PreOY BO «CeBepHbIi rocy4apCTBEHHbIN MeANUMHCKMIA yHuBepcuTeT» M3 PD, ApxaHrenbck, Poccus;

2MryY nm. M.B. JTomoHocoBa, MockBa, Poccus;

8KnuHuka Maio, PoyecTep, CLLUA;

“T'BOY BIMO «CaHkT-MeTepbyprckas xMMmnko-dapmaLeBTnieckas akagemusi», Poccus;

SKonnemx AwkenoH, M3pannb

Personalized medicine as an updated model of national health-care system.
Part 1. Strategic aspects of infrastructure

S.V. Suchkov', H. Abe?, E.N. Antonova’, P. Barach’, B.T. Velichkovskiy*, M.M. Galagudza’,
D.A. Dworaczyk®, D. Dimmock’, V.M. Zemskov®, I.E. Koltunov’, R. Lustig”’, S.1. Malyavskaya'!,
0.S. Medvedev”, E.E. Petryaykina’, A.Sh. Revishvili®, A.A. Svistunov', D. Smith®,

V.S. Sukhorukov'*, A.1. Tyukavin>"¥, A.D. Tsaregorodtsev*, N. Shapira®

'I.M. Sechenov First Moscow State Medical University of Ministry of Health of the Russian Federation, Moscow, Russia;
?International Society for Personalized Medicine, Japan;

SUniversity of Wayne, Chicago, USA;

“N.l. Pirogov Russian National Research Medical University, Ministry of Health of the Russian Federation, Moscow, Russia;
SNorth-West Federal Medical Research Center V.A. Alimazov, Ministry of Health of the Russian Federation, St. Petersburg, Russia;
6 Oracle Corporation, San Francisco, USA,;

“California University, San Diego, USA;

8A.V. Vishnevskiy Surgery Institute, Ministry of Health of the Russian Federation, Moscow, Russia;

®Morozovskaya Pediatric City Clinical Hospital, Moscow Health Department, Russia;

°California University, San Francisco, USA;

""North State Medical University, Ministry of Health of the Russian Federation, Arkhangelsk, Russia;

2 Moscow M.V. Lomonosov State University, Moscow, Russia;

SMayo Clinic, Rochester, USA,

14St. Petersburg Chemical-Pharmaceutical Academy, Russia;

SAshkelon College, Israel

B crartbe paccMOTpeHbI KiloyeBble NPo0.ieMbl Mepexoa HAMOHAILHOI CHCTEMBI 3APABOOXPAHEHNUS HA HOBYIO I1aT¢opMy NepCoOHAIH-
3MPOBAHHOI MEIMIUHbI ¥, B YACTHOCTH, Nequarpud. B nepBoii yacTu, my0/mKyeMoii B HACTOSIIEM HOMepe, AHATH3UPYIOTCS HanboJee
BAJKHBIE M3 HEOOXOIMMBIX ACNEeKTbl MH(pacTPyKTyps! HOBOI Moaenu. IIpuBeeHbI J0Ka3aTebCTBA YPE3BbIYAIHOM AKTYATbHOCTH BHE-
JIpeHus1 HOBOIi MOJIe/IM NPEIMKTHBHOM, PeBEHTUBHOI U nepconamm3upoBanHoii Memuuunb! (ITTITIM). Pe3ynsraTom BHeApeHUS JO/KHBI
CTATh NPOPBIBHbIE YCHEXH B PelieHHH MHOTHX SMUIEMHOJIOTHIECKUX, TUATHOCTHYECKHX, 1e4eOHbIX, MPOGHIAKTHIECKUX, COLHATBHBIX
1 3KoHOMMYecKuX mpodieM. IToruepkHyTO, YTO HEOHATOIOTUSA U NEAUATPHS NPEJCTABIAIOT c000ii BaxkHeiilee 3BeHO B 3TOi MapajurMe.
IIpu paccMOTpeHN MOTEHIMAIBHOI APXUTEKTOHHKH YKA3aHHOI MOJIE)H BBISIBJIEHbI BAXKHbIE XaPAKTEPHCTHKN OCHOBHBIX €€ CErMEHTOB.
IIpencTasieHbl JUATHOCTHYECKHE NPHHIMIDLI (TeHOTUNIMPOBAHKE, TAPIeTHPOBAHUE, TMHAMUYECKUIi CKDUHUHT OHOMAPKepOB) M apceHal
(reHoMHKa, MPOTEOMHMKA, META00IOMUKA, HHCTPYMEHTbI MATEMATHYECKOT0 MOJEUPOBAHUS M JIP.) MEPCOHATU3UPOBAHHON MeIUIUHBI.
AKIIeHTHpYeTCSl BHUMAHHE HA He00XOAMMOCTH cO31aHus MHGOPMAIMOHHBIX (II00ATBHBIX, PETHOHAIBHBIX M 1IeJIeBbIX) 0AHKOB, HE00-
XOIMMBIX /UIsi MOHUTOPHHIA MHIMBUIYAJIHLHOTO 310poBbsi. O0Cy:KnaeTcsi HEOOXOUMOCTD CO3/IAHNS HOBOTO COLMAIBHOTO MEXaHW3Ma
NPUHATHS PelieHuii 0 BbIOOpe MPEeBEHTHBHOTO MPOTOKOJIA, MUHMMU3HPYIOIIET0 PUCKH 3200J1€BAHNS UM IPEYNPEKIAIONIET0 €T0 Pa3BH-
THe. PaccMoTpeHbl yeTbipe Kareropuu 6a30BbIX MPOrpaMM MeIMKO-COUMAIBHOTO COMPOBOXKIECHNUS JIMIL U3 KaTeropuu pucka. IIpusenenb
Heo0XoIMMble YCIIOBHUS IPETBOPeHNs B chepy MPAKTUKH STHX nporpavMM. OOCyKIeHbI OCHOBHbIE 32124H ¥ MPOOIeMbI PA3pa00TKH IPHH-
LMIOB COCTABJIEHUS NPeBEHTHBHO-NPOGUIAKTHIECKUX U JIeYeOHO-PeadiINTALMOHHBIX IPOTOKOJIOB MePCOHATM3UPOBAHHOI MeULMHBI.
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1. AICTOPUS BOMPOCA N AKTYAJIbHOCTb
NPOBJIEMbI

XpaHa 370pOBbsSI SIBJISIETCS OOHOW M3 BaKHEMIINX

(GYHKIMI COBPEMEHHOTO LMBUIM30BAHHOTO TOCY-
JIapcTBa, a obecrieueHre HallMOHAJIbHON 0e30MacHOCTH
B cdepe 3ApaBOOXpaHEeHMsI IPU3HAETCSI OTHUM U3 MPUO-
PUTETHBIX HaNpaBJIeHUI JeATeTbHOCTH TaKOTO TOCyaap-
cTBa M ob6miecTBa B 11eJoM. COOTBETCTBEHHO BOIPOCHI
obecrnieyeHNs] HAIMOHAJIBHOM 0e30ImacHOCTH B cdepe

3/IpaBOOXpaHEHUsT MPUOOpETalOT Bce 0osiee aKTyaTbHOE
3HaYeHWEe B IIMBWJIM30BAaHHOM CETMEHTe BSKOHOMUKHU
U TTIOJTUTUKMU.

Hemorpaduueckne nokasarean B PO coxpaHgoTcs
Ha HEYIOBJIETBOPUTEIbHO HU3KOM YPOBHE MO CpaBHE-
HUIO C aHAJIOTMYHBIMU TIOKa3aTeJIMU 3KOHOMUYECKHU
pPa3BUTBHIX CTpaH, WUTIOCTPUPYS TeM CaMbIM HeOyaro-
npusTHYIO 111 Poccum memorpaduyeckyio CUTyaluio.
A JoOMUHUpYyM0OIIAsh 10 ceil JIeHb «PEMOHTHAas» MeIu-
IIMHa, Oyay4yd KOHCEpBAaTMBHOW U HEOOOCHOBAHHO

© KonnekTtne aBTOpoOB, 2017

Anpec nist Koppecnonaenuuu: Cyukos Cepreit BukropoBud — 1.M.H., npod.,
nupektop LleHTpa mnepcoHanusupoBaHHOt MeauuuHbel [lepporo MI'MY
um. .M. CeueHoBa

AnrtonoBa Enena HukonaeBHa — accucteHT Kadeapbl 9KOHOMUKHU CECTPUH-
ckoro nena [lepsoro MI'MY um. .M. CeueHoBa

CauctyHoB AHapeit AnekceeBud — wieH-Kopp. PAH, a.M.H., npod., nepsbiit
npopekTop Ilepsoro MI'MY um. .M. CeueHoBa

119048 Mocksa, M. TpyGeukas yii., 1. 8s1

BenuukoBckuii bopuc Tuxonosny — akanemuk PAH, 1.M.H., ipod., COBETHUK
pexkropa PHUMY um. H.U. [Tuporosa

Llaperopoaues Anexkcanap JMurpueBud — 1.M.H., pod., COBETHUK peKTopa
PHUMY um. H.U. IMuporosa

117997 Mocksa, yi1. OCcTpoBUTSIHOBA, 1. |

CyxopykoB Bnamumup CepreeBuu — ja.M.H., npod., 3aB. HUJI oGuieii
naronorun HUKW nemmarpum um. akan. FO.E. Bensrumesa PHUMY
um. H.W. IMuporosa

127412 Mocksa, yi. Tangomckast, 1. 2

orcid.org/0000-0001-8927-3176

lanarynza Muxawn MuxaitioBud — wieH-kKopp. PAH, 1.M.H., ipod., aupekTop
WHcTuTyTa 9KCIepuMeHTaIbHOM MeauimHbl CeBepo-3anagHoro MeauiinH-
CKOTO MCCIJIe0BATE/IbCKOTO LeHTpa M. B.A. Anmazosa

197341 Cankr-IletepOypr, yia. AKKyparosa, j. 2

3emckoB Bragumup MuxaitioBud — 1.M.H., Tpod., pyK. TPyl KTMHUYIECKOI
ummyHonoruu Mucrutyra xupypruu uM. A.B. BuitHeBckoro

Pesuiusunu Amupan Ilortaesuy — akanemuk PAH, n.M.H., npod., 1MpekTop
Wucturyra xupypruu um. A.B. BuineBckoro

115093 Mocksa, ya. b.Cepryxosckast, 1.27

Konarynos Hrops EdumoBuu — a.M.H., npod., ria. Bpau Mopo3oBcKoit
ATKB

[Merpaiikuna Enena EdumoBHa — n.M.H., npod., MepBblii 3aMecTUTE]Ib
1. Bpaya Mopo3osckoii JIT'KBb

119049 Mockaa, 4-it J1o6pbIHMHCKMIA TIEp., 1. |

Manssckas Ceeriana MBaHOBHA — J1.M.H., TIPO(., IPOPEKTOP MO HAyYHO-UH-
HOBALIMOHHOM IeSITeIbHOCTH, 3aB. Kadenpoii neanarpun CeBepHOTO rocyaap-
CTBEHHOTO MEIMIIMHCKOTO YHUBEPCUTETA

163000 ApxaHresibek, np-T TpOULKui, a. 51

Mensenes Oser CrechaHOBMY — 1.M.H., TIpod., 3aB. Kadeapoii (hapMaKkoJOTHK
dakynsrera dynaamenranbHoit Menuuuasl MI'Y um. M.B. JlomoHocoBa
119991 Mocksa, JIeHuHcKue ropsl, . 1

TiokaBuH Anekcanap MBaHoBuY — 1.M.H., 1pod., 3aB. kadenpoii pusnonoruu
u natosiornu CaHkT-IleTepOyprekoit XuMmnko-dapmMaueBTUUECKON aKaaeMunu
Cankr-IletepOypr, yi. [Tpodeccopa IMomnosa, 1. 14

Abe Hiroyuki — MD, PhD,President of International Society of Personalized
Medicine, Tokyo, Japan

Barach Paul — MD, PhD, Clinical Professor, Department of Pediatrics, Wayne
State University School of Medicine, Chicago, IL, USA

Dworaczyk David A. — PhD, Director, Life and Health Sciences Strategic
Development Center, Oracle Corporation, Redwood City, California, USA
Dimmock David — MD, PhD, Medical Director, Rady Children’s Hospital,
UCSD, San Diego, CA, USA

Lustig Robert H. — M.D., PhD, Professor of Pediatrics in the Division
of Endocrinology at University of California, San Francisco, and Director of the
Weight Assessment for Teen and Child Health (WATCH) Program at UCSE, USA
Smith David — PhD, Professor, Department of Laboratory Medicine and
Pathology and Chairman, Technology Assessment Group, Center for
Individualized Medicine, Mayo Clinic, Rochester, MN, USA

Shapira Niva — MD, PhD, Director of Institute for Nutrition Research, Rabin
Medical Center, Beilinson Campus, Petah Tikva, Israel

POCCUCKWIA BECTHUK MEPUHATOJIOMMN U MEANATPUM, 2017; 62:(3)

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2017; 62:(3)



Cy‘tKO@ C.B. u coagm. HCpCOHEUII/BI/IpOBaHHaﬂ MeIUIMHA KaK OOHOBJIsIEMast MOJIe/Tb HAIIMOHAIbHOM CUCTEMBI 3ApaBOOXPAHECHMUI. ..

JIOporoit, 0e3ajloCTHO MOIJIOUIAET TOCyIapCTBEHHbIE
pe3epBbl, HE JaBasi BO3MOXHOCTU COXPAaHSTh 310PO-
Bbe Oynymimx mnokoyieHuit. Ha stom doHe, HecmoTpsi
Ha KOJIOCCAJIbHbIE PACXO/ibl, CBSI3aHHBIE C Pa3pabOTKON
HOBEMIINX TEXHOJIOTUA, TToKa3aTeu oo111eli 3aboneBae-
MOCTU U OCOOEHHO UHJEKCHI XpPOHU3ALMK 3a001eBaHun
Y UHBJIMIU3ALIMN HACEJIEHUS TPOIOIXKAIOT HEYKJTOHHO
pactu. CHUXKEHUIO TIPOIOIKUTEIBHOCTU XU3HU CIO-
COOCTBYET M YBEJMYEHUE CMEPTHOCTU JIIOIEH Tpyno-
CMOCOOHOro0 BO3pacTa, 3HAUUTENbHAs 4acTb KOTOPBIX
HaAXOIUTCS B 30HAX MOTEHLMATbHBIX PUCKOB WHBAJIM-
nu3zauuu. Bee aTo siBasieTcst caepxkuBamimM akTopom
IJIST 00ecTiedeHnsT SKOHOMUKHU KaJpOBBIMU pecypcamu
U COOTBETCTBEHHO YTpo30# sl HAllMOHAJIbHON 0e30-
MacHOCTH B nepcriekTune [1].

ITo cytu, B cylecTBylollell MOJEIN MPAKTUYECKOTO
3[paBOOXPAHEHUsI OTCYTCTBYET KJIIOUEBOE 3BEHO — MO-
HUTOPUHT UHOUBUOYAAbHO20 300p06bsi, B OCHOBE KOTO-
poro JiexxaT aKTMBHO pa3pabaThiBaeMble B Pa3BUTHIX
CTpaHax MPUHLUIBI HEPCOHAAUSUPOBAHHOU MeOUUUHDL.
HMMeHHO 3TO 3B€HO, OCHOBAHHOE Ha paHHEM (0oKauHu-
Yeckom) BbISIBIEHUU 3200JI€eBaHUSI U TIOCJIEAYIOLIUX npe-
6eHMUGHO-NPOPuUIGKMuUHecKUX, A TIO3IHEE — .1e4edHo-pe-
abuAUMAayUoHHbIX MEPOTIPUSITUSIX, CIIOCOOHO peabHO
CTAaOMJIM3UPOBATh TOKa3aTeJu 3a00JeBAa€MOCTH U CHU-
3UTh MHBAIMIHOCTb TPYAOCIOCOOHOIO HACeJIeHUs, Cy-
IIECTBEHHO COKPATHUB TPAAWUILIMOHHO BBICOKHE PAaCXOIbI
Ha JieyeHue yxe 3a00J1eBIIUX JIOAeH.

IMepcoHanu3upoBaHHast MEIUIIMHA CTABUT OCHOBHOM
3aa4eil He COBEPILIEHCTBOBAHME METOMIOB JIEUEHUS YXKe
CYLLIECTBYIOIIUX 3a00J€BaHU, a Mpencka3aHue BeposiT-
HOCTU WX BO3HWKHOBEHUS, YTO MOXKET TO3BOJUThH CBO-
€BPEMEHHO MTPOBOAUTH HPeGeRmMuUeHO-npoduiaKmuyecKue
MEpOTIPUSITUS JIJIST TIPEAYNpPEXAeHUsS WX JaTbHEMUIIero
Pa3BUTHSI, YIIydIlllasi COCTOSTHUE 3I0POBbsI, TIOBBIIIAsT Ka-
YECTBO W YBEJIUYMBAST TPOJOJIKUTEIBHOCTh aKTUBHOTO
(BkJIIOYasi TBOpYecKuit) mepuona ku3Hu. Camo coboit
pa3yMeeTcst, YTO HEOHATOJIOTHS U TIeAATPUS TIPEACTaB-
JISIIOT cO00#1 BaxkHei1Iee 3BeHO B 3TOM napaaurme. Tako-
ro pola cTpaTerusi 1aeT Bpauy peaibHyl0 BO3MOXHOCTb
BOBpeMsI TPUHUMATb nPeGeHmMuUHble MEPBI, NEPCOHAIU3A-
WU KOTOPBIX OKaXET CYIIECTBEHHOE BIUSHME Ha JEMO-
rpaduyecKyio CUTyalMio U COCTOSIHUE HAlIMOHAJIBHOTO
reHodoHza [2].

2. OCOBEHHOCTHN APXUTEKTOHUKW
NEPCOHANIMSUPOBAHHO MEAULIUHDI
KAK OBHOBNISIEMOW MOAENU
3APABOOXPAHEHUA

IMepcoHanuzupoBaHHast MeAULIMHA OTIEPUPYET 10CTA-
TOYHBIM apceHaJoM Jie4eOHO-IMAarHOCTUUECKHUX, Tpe-
BEHTUBHO-TIPO(UIAKTUYECKUX U peadMIMTallMOHHBIX
WHCTPYMEHTOB TIPUHUMITMAIBLHO HOBBIX TeHEpaluii, He-
00XOIMMBIX JUISI UTOTOBOM OLIEHKH TPeIpacroioKeHHO-
CTH MalueHTa (WM JiMila U3 TPYIIbl pUCKa) K pa3BUTHUIO
TOW WJIM MHOI (hopMbI 3a00JIeBaHUSI U TIPUHSITUSI COOT-
BETCTBYIOIIIETO TTPOTOKOJIA TTPEBEHTUBHO-TIPOMUIAKTH-

YEeCKMX U JIeueOHO-PeadbIUTallMOHHBIX MEPOTTPUSATHIA.
B c¢Bs13u ¢ 3TUM B HacTosIIee BpeMsl TIPUHITO paccMa-
TpUBaTh pa3UYHbIE ACMEeKThl MEPCOHATU3UPOBAHHOMN
MEIULIMHBI Yepe3 TPU3MY TaAKOTO TTOHATHS, KaK TPeanK-
TUBHAasI, TPEBEHTUBHAS U TIEPCOHATN3NUPOBAHHAS MEIM-
uuHa (IT1I1TM).

2.1. CerMeHT npeMKTUBHOI MeTUIIMHBI

TMpenukins Kak HaYaJlbHBIM WHCTPYMEHT IepcoHa-
JIU3UPOBAHHOM MEIUIIMHBI TPEIyCMATPUBAET TPOTHO-
3UpOBaHUE CTAIMIHOCTU B Pa3BUTUM 3a00JieBaHUST W,
YTO ellle BaxkHee, HallpaBJIieHa Ha BblIeJIeHUe CyOIToIyJIsi-
LI TTAMEeHTOB, YYBCTBUTEIBHBIX K TEM WM WHBIM BU-
nam JiedeHus. TiaTebHOe UCITOTHEHNE MPEINKTUBHBIX
Mep TTO3BOJISIET TTape «Bpay—TallieHT» JIeMCTBOBAaTh CO-
BMECTHO M akKTMBHO. OT MarueHTa, B YaCTHOCTH, TaKOi
MOAXON TOTPeOyeT CBOEBPEMEHHON KOPpPEeKIUW obpa-
3a XU3HU C PETryJsSIpHBIM HaOJTIOAeHUEM Y Creluain-
cra-mipeBeHTOJ0TA [3—5].

2.2. CerMeHT NpeBeHTHBHOI MeTUIIMHBI

OcHOBHasI 1eJib PEBEHTUBHOTO CETMEHTa — 31I0pPO-
BBIIM 00pa3 XW3HM, U UMEHHO MO3TOMY TMPEBEHTHUBHAS
MEIUIIMHA MPOTUBOCTOUT TPAAUIIMOHHOM JTeueOHO-TTa-
JIMAaTUBHON MeIUIIMHE, BBIXOMAS JAJeKO 3a TpaHUIIbl 00-
LIETTPUHATON MHMPPACTPYKTYpHI 3IpaBooXpaHeHus [6, 7].

2.3. CerMeHT nepcoHATM3UPOBAHHON MeUIUHbI

TMepcoHanu3upoBaHHass MeAUIIMHA — CPABHUTEIBHO
HOBast OTPacib 3MPAaBOOXPAHEHMS, a €€ TeXHOJIOTHIeCKast
COCTaBJISIONIAs — 3TO KOMIUIEKC MPEeBEHTUBHO-TIPODU-
JIAKTUYIECKUX M JIeYeOHO-TMarHOCTUIECKUX MEPOIIpH-
SITU, OCHOBAHHBIX Ha pe3yJbTaTax MCCIeIOBAHUS WH-
JIVUBUIYaTbHBIX T€HOMOB, MPOTEOMOB M MeTaboJOMOB
1 OPMEHTUPYEMbIX Ha KOHKPETHOTO TaiieHTa [8].

2.4. JInarHoCcTHYECKHE NMPUHIMIBI M APCEHAJI TIePCOHA-
JIM3UPOBAHHOW MeUIIMHBI

Yto ke MoJIKHA cieslaTh COBpeMeHHas JMarHOCTUKA
JUTSL peLlIeHUST 3a/1a4 TIEPCOHATM3UPOBAHHOM MEIULIUHBI?

Bo-nepBbIX, yMETb CBOEBPEMEHHO OIpPEIEIATh TeHe-
TUYECKYIO TPEAPACTIONOXKEHHOCTh K BO3HMKHOBEHUIO
TUTIOBOM ITaTOJIOTUU (3TAll 2eHOMUNUPOBAHUS), PACCUU-
THIBasi C BBICOKOM JOCTOBEPHOCTBIO KOJMYECTBEHHBIM
MoKasartejib pUcKa, YTO MO3BOJISIET POBOANTH MEPOTIPH-
SITUS, TIpEAYTPEKIaolIre pa3BUTHe 3a00IeBaHMIA.

Bo-BTOpBIX, TTyTeM TECTUPOBAHMUS Ha OMOMapKeph
OLIEHUBAThH CTAAUIO Pa3BUTHUS W (POPMY MAaTOJOTMUECKO-
ro Tpoliecca, MPOTHO3UPYST €ro TeUeHUe ¢ BO3MOKHBIM
BO3HUKHOBEHUEM OCJIOKHEHUI U TTOAOUpast o UTOram
mapeemupoganus TPEBEHTUBHO-TIPOPMIAKTUICCKUI
WM JIe4eOHO-peaOuJINTallMOHHBIN TPOTOKOJT.

B-TpeTbux, 3a cueT TMHAMWYECKOTO CKPUHUHTA G110~
MapKepoB MPOBOANTH U OTCJIEKUBATh PeaKIIM OpraHu3-
Ma Ha Tepartiio ¥ XUpypruiecKoe BMEIIaTeIbCTBO.

OCHOBOI IJIsT pellIeHUsT BBITIIEYKa3aHHBIX 3a1a4 CTAHO-
BSITCSI ©a30BBIe AJITOPUTMBI, TTO3BOJISIIOIINE UCTIOIb30BaTh
JUTSI TIEJIEBBIX MEPOTIPUSITHI CTPYKTYPY KIMHUKO-THArHO-
CTUYECKUX IIEHTPOB M TIOJUKIMHUK, OOXONs cepbe3HbIe
3aTpaThl U3 KaTETOPUH «KOUK0-OeHb». DyHIAMEHTATbHYIO
OCHOBY TEPCOHAM3UPOBAHHONW MEIULIMHBI COCTABIISIIOT
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TreHOMHUKa, TTPOTEOMHUKA, METAOOJIOMUKA U MHCTPYMEHTBI
MaTeMaTU4eCKOTO MOAETMPOBAHMS, B TOM UHCJIe OTHOCS -
IIrecs K KaTeropu 6MoMHGOPMAaTUKH.

Tak, UCIoNB3ysl aIpecHbIN TPOTOKOJ TEHOMHOTO CKa-
HUPOBaHUs, a TAKXKe MH(HOPMALIMIO, TIOJYYEHHYIO U3 TPeX
OCHOBOIIOJIATAIOIINX WCTOYHUKOB — TeHEeaJOTUYeCKOro
IpeBa, aHaMHe3a 3a00JieBaHusI M aHaMHe3a XKU3HU — Clie-
IIyeT BBISIBUTbH JIUL, TIPEIpaCIiONIOKEHHBIX K Pa3BUTHUIO
JIAaHHOTO 3abojieBaHusl, (OpMUpPYs UISI BTOPOTO 3Tana
(aTana ¢henomunuposanust) COOTBETCTBYIOIIUE TPYTIITHI.

OToOpaHHbBIEC IO UTOTaM TEPBOTO (TEHOMHOTO) 3Tarna
JAIa OOCNIEAYIOTCS C MCITOIb30BAaHWEM IIeJIEBBIX TaHe-
JIeli TIPOTEOMHBIX U METaOOJIOMHBIX OMOMapKepoB, C OT-
cliexXuBaHUeM Ha dokaunuyeckou ctaquu. CoBpeMeHHbIe
TEXHOJIOTUU (PEHOTUTTUPOBAHMS (TTPOTEOMHBIN, MMMY-
HOMHBIN 1 MeTabOJOMHBIM CKPUHUHT) HE TOJBKO 3Ha-
YUTEIBHO TOBBIIAIOT 3P(HEKTUBHOCTh TOKIMHUYECKOMN
U TIPEIUKTUBHON AMArHOCTUKM, HO M 3a CUET MpUMEHe-
HUST MUKPOOHWOYUIIOB C Pa3TUIHBIMU TUTIAMU ITETEKIIUN
PE3KO YBETMYMBAIOT TPOITYCKHYIO CITOCOOHOCTh yUpeK-
JIEHWI 3IpaBOOXpaHEeHUs TIPU MPOPUIAKTUIECKUX 00-
CJIeIOBAHMSX M TUCITAHCEPHBIX HAOTIONEHUSIX.

CosznaHHbIN HETaBHO MOJIEKYJISIPHBIN Amaac 4ueaose-
uecko2o npomeoma (Human Protein Atlas) [9], B Koropom
VCITEIITHO TPWMEHEH CUCTEMHBIN TMOAXON I TOWCKa
CBSI3EM MEXy DKCIPECCHUEN TEHOB U MEXKIIETOYHOMN KO-
orepalyeii, Mo3BOJUI TOYHO OLEHUTh POJTb KOHKPET-
HBIX CUTHAJIBHBIX MyTe Ha pa3IMYHBIX CTaausIX KaHIIe-
poreHe3a. IMeHHO 3Ta SHUMKIIONEAUS W TPHOTKpPbIIA
B TIPaKTUYECKOM 3IPaBOOXpaHEHWHW HOBYIO 3py, 0003Ha-
YUB Tepexo] OT AWATHOCTUKU W JICUEHUST CpelHecTa-
TMYecKux (opm™m 3abosieBaHUII K CUCTEMHOI paboTe co
3M0POBbEM KOHKPETHOTO MHAMBHUIAYYMa. DTO Jaji0 OIIy-
TUMBII TOJYOK K Pa3BUTHIO TIEPCOHATM3UPOBAHHOMN Me-
JIUILIMHBI, TAe HAa CMEHY METOIMKAaM MacCOBBIX MaHUITY-
JISIUINA ¢ MAIMEHTOM TPUXOIST MepCOHATN3UPOBaHHbBIE
«OMUKC»-TIPOTOKOJIBI TUaTHOCTUKU W TIEPCOHATM3UPO-
BaHHasl TapreTHasT Teparmsi.

AKKyMyJIMpyeMbIe B X0O/Ie 00CTIeTOBAHUST PEe3YTbTaThI
TeHO- W (PeHOTUNTUPOBAHMS, TTOIBEPTHYThIE KOMIThIO-
TepHOI 0OpaboTKe, OYAYyT MCITOJIb30BaThCS B CO3MaHUU
MHOOPMALIMOHHBIX (IJT00ATbHBIX, PerMOHATBHBIX U 1Ie-
JIEBbIX) OAHKOB, HEOOXOIMMBIX JISI MOHUTOPWHTa WH-
IUBUAYaTbHOTO 310pOBbs. Hemanek m TOT JeHb, Korama
JUIST OLIEHKU MYJBTH(AKTOPHOTO 3a00eBaHUSI MBI CMO-
KEM OTpeNIeNIsAITh BeCh KOMILUIEKC T€HOB TPeapaciioyo-
KEHHOCTH W TIPOAYKTOB WX DKCIPECCUM, (POPMUPYS
«TeHEeTMUYECKUIA TTacITopT» MHAWBKUAYYMa. B utore u Bpau,
U caM WHIUBUAYYM (B clyyae peOeHKa — ero poauTe-
JIN) CTAHOBATCS O0JaaTeIIMM MH(GOPMALIUM O PUCKaX
pPa3BUTHUS TIPEATIoaraeMoro 3aboJieBaHUsS U yIaCTBYIOT
B TIPUHATUU PEIIEeHUI O BEIOOPE npesenmusnozo poTo-
KOJIa, MUHUMHU3UPYIOLIETO PUCKHU 3a00JIeBAHUST VITH TIpE-
nIyTpexaaroniero ero passurue [10, 11].

CyTh OOHOBJIEHUST MEAUILIMHCKOM MapagurMbl OyneT
3aKJII09aThCsl B TIEPBYIO O4Yepedb B TOM, UTO CYIIECTBY-
o1Iasi MOZIeTb B3aMMOJIECCTBUS JIevyallero Bpadya, Meau-

NEPELOBAS

LIMHCKOM CECTPHI U MallieHTa IMOCTETIEHHO OYAeT BhITEC-

HSATBCST MOJENTBIO «METUIIMHCKUIA COBETHUK — 3IOPOBBINA

YyeJioBeK (poauTeNnu 310poBoro pebdeHka)». [lpu stom

B TIOITOTOBKY Bpadya M MEIWUILIMHCKOM CECTphl KakK Tap-

THEPOB HOBOTO TTOKOJIEHHS JTOJKHBI OBITh BHECEHBI pa-

JUKaJbHBIE PeOPMbI, OOBEINHSIONINE ACTIEKThI TTPOLIe-

JIYPHOTO TUTaHa U apceHasl MeIUITMHCKOW MH(MOPMATHKH,

OObSCHSIONIMIT TPOLIEAYPY Ouomapkuposanus W map-

eemupoganus. Beob UMEHHO Ouomapkeps: Naavd TOITYOK

MYJBTUTAPTeTHONW Teparmuy M OOOCHOBAIW MPWHIIAIIBI

CeJIEKIIMM  JIEKapCTBEHHBIX IperapaToB, CITOCOOHBIX

OKa3bIBaThb MPEBEHTUBHO-TIPO(MUIAKTUIECKUE U JieueO-

HO-peabuIuTalMoOHHbIe (P dEKTH  WHANBUAYATBHOTO

XapakTepa, TpersITCTBYIOIINEe TTPOTPECCUPOBAHUIO 3a00-

neBanwus [12, 13].

Ilpennaraempble TaiMeHTy (poauTesssM OOJIbBHOTO
pebeHKa) WM JIWIaM M3 TPYMI prcKa MporpaMMbl Oy-
YT TIpUHAJUIeXXaTh K YeThIpeM 0a30BBIM KaTETOPUSIM,
a UMEHHO:

1. mporpamMMbl OokauHuveckoi W/ npeouKmueHol
JMUAarHOCTUKM 3a00JIeBaHUSI WM CUHIpPOMA C OLIEeH-
KO pUCKOB TpaHC(OpMAIIUU CTAlUU QOKAUHUHECKOU
MaToJIOTUM B CTAaaUI0 KAuHU4ecKoi MaHubecTaluu
U npedukyueri KIMHUYECKOW (OpMbI 3abosieBaHUS
C TIOJTHBIM CITEKTPOM BO3MOXKHBIX OCIOKHEHUIA;

2. TIpOrpaMMbl npeduKmugHol TUATHOCTUKN CUHIpOMa
TeHOPE3UCTEHTHOCTH K JIEKApCTBEHHBIM TIperapaTam
C pa3paboOTKOI MepCOHN(PUIMPOBAHHBIX ITPOTOKOJIOB
Tepanyi Ha OCHOBe (hapMaKOTeHOMUKHU U (hapMaKo-
nporeoMuku [14];

3. TporpaMMBbI JieYeHUsT U TPOMPUIAKTUKHA C UCITOTb30-
BaHUEM nepcoHuGuUUUPOBaHnbIX TIPOTOKOJIOB C apec-
HOW JOCTaBKOW JIEKapCTBEHHOIO Tperaparta K COOT-
BETCTBYIOIIIMM MMIIIEHSIM, COCTaBJISIIOIIAM OCHOBY
naToreHes3a JaHHOU (opMbI 3a00J1eBaHUST Y KOHKPET-
HOTO TallMeHTa Ha 3TOM OTPe3Ke BpEMEHMU;

4. mporpaMMbl TIO YIpaBJIEHUIO COOCTBEHHBIM 3/10PO-
BbEM C HCIIOJb30BaHUEM PECYpPCOB, MHCTPYMEHTOB
" cpeacTB ¢papMaKOKOppeKIH, hapMaKoIpoduIaK-
TUKH U (papMaKoOTeparnuu ¢ HeJIblo TIPEeBeHIINH TTaTo-
JIOTMYECKUX COCTOSIHUIA 1 peabuauranuu [15, 16].
J11st IpeTBOpeHMsT B chepy MPaKTUKK KasKIO0W U3 BbI-

IIeyKa3aHHBIX MPOrpaMM MTOTPEOYIOTCS:

* COBpEMEHHBbIE TEXHOJOTUM TEeHOAMATHOCTUKU, TI0-
3BOJISTIONINE B PaMKaX TMTPUHIIMITHATLHO HOBBIX aJlrO-
pUTMOB 3(p(PeKTUBHO pabOTaTh ¢ MHAWBUIAYATbHBIMU
reHooOHIaAMU W COOTBETCTBYIOIIMMU TE€HOMHBIMU
OaHKaMU;

* COBpEMEHHBIE TEXHOJIOTMU TPOTCOMUKHU, UMMYHO-
MWK 1 METaOOJIOMUKH, OTKPBIBAIOIIIME TIPSIMOIA T0-
cTyn K uHGOopMalmu o 6ruoMapkepax U OMOTIpeInK-
TOpax B COOTBETCTBUM C 3afadyaMM TpeITOXKEHHON
MaIUeHTy TPOTpaMMBbl W TIPU €T0 TIpeIBapUTEIbHOM
COTJIaCUM KakK 3apaHee «IIPOCBEIIeHHOTO» TMalreHTa
WJIY JINIA W3 TPYTITTBI PUCKA;

* 1IeJIeBO€ MCITOJIb30BaHUE BpPayoM IO COTJIACOBAHUIO
C TIALIMEHTOM, €T0 POIUTEISIMUA WJIU JIULIOM U3 TPYII-
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Cy‘tKO@ C.B. u coagm. HCpCOHEUII/BI/IpOBaHHaﬂ MeIUIMHA KaK OOHOBJIsIEMast MOJIe/Tb HAIIMOHAIbHOM CUCTEMBI 3ApaBOOXPAHECHMUI. ..

bl pycKa MHMOpMaLnu, MoJlydaeMoil n3 0aHKOB JJaH-

HBIX, BKJII0Yast 0AHKU TeHeTUYeCKUX MacIopToB;

* pa3paboTKa WHAMBUIYAJIbHBIX MOMPABOK K Cepuii-
HBIM QJITOPUTMaM MepPCOHU(MUIMPOBAHHON IMATHO-
CTUKM, JIeYeHUs] W peaduavTaliuy, OTpaxkaloluM
TreHeTUYeCcKre 0COOEHHOCTH MHIWBUAYYMA C yUeTOM
COCTOSTHUSI SHAOMUKPOOMOMA 1 BIUSIHUSI (DAaKTOPOB
BHEITHEW cpesl [16];

*  pe3yJbTaThl OIIEHKM TECTUPOBAHUS (HOPMUPYEMBIX
y 00cJIeIyeMOro Jnila OTBETHBIX peaKIIMii CO CTOPOHbI
MOTeHUIMATBHBIX (hapMaKO-TeparieBTUYECKUX MHUIIIE-
Hell Ha MpUMEHSsIEMbIE B LIEJISIX TIPEBEHIIMU WX Jieue-
HUSI TapreTHBIE JIEKAapCTBEHHbIE TIperaparhl;

* pa3paboTKa TIpM HEOOXOOMMOCTU IS KakKIOTO KOH-
KPETHOT0 00CJIelyeMOro JINLIa, TUTAHUPYEMOTO K BOCCTa-
HOBUTETHLHOW Tepalii, MHIWBUIYATBHBIX TIPOTOKOJIOB
MOJTy4eHUsI TUTIOPUTIOTEHTHBIX CTBOJIOBBIX KJIETOK C Ha-
0OpOM apecHbBIX (PYHKITNIA, COOTBETCTBYIOIINX 3a1auaM
MPENJIOKEHHOTO MAIMEHTY WA POAUTEISIM OOJIBHOTO
pebeHKa repcoHn(UIIMPOBAHHOTO MPOTOKOJIA;

* pa3zpaboTka MepcOHN(PUIIMPOBAHHBIX IIPOTOKOJIOB MO-
JIEKYJISIPHOW BU3yaJn3alliM 32 OCHOBHBIMU (DYHKIIMSI -
MM OpPTaHOB Y TKaHei MaiMeHTa B X0J¢ MOHUTOPUHTA;

* TIpe3eHTalMs] TWJIOTHBIX JMIAKTUYECKUX KYypCOB
JUIST METUIIMHCKUX ayIuTOPUI W TMallMeHTOB B cde-
pax, UMEIOIINX OTHOIIIEHUE K TIEPCOHATU3UPOBAHHOMN
menunuHe [17].

Bwmecre ¢ Tem noaaisitoniee 00JbIIMHCTBO XPOHU-
yecKux 3a00JieBaHWIl pa3BUBAETCS MPU COYETAHUM Te-
HETUYEeCKUX Ae(EeKTOB U BHEITHUX (PAKTOPOB, B CBSI3U
C YeM MHOTMe TeHOMHbIE PUCKU TaK U HE peayu3yloT-
csl Ha TIPOTSKEHUW BCEW KM3HU JIUI] U3 TPYMITEI pUCKa.
B kakoii ke MOMEHT Bpauy-MpeBeHTOJI0TY HY>KHO Haur-
HaTb OUTH TpEeBOTY?

TunoBoii Tpumep — HeOJAronmpusTHbIE peakiuu
Ha JieKapcTBeHHbIe TMpenapaTbl. OHU CTOSIT Ha MSITOM
MecTe cpenu rpuunH cmeptHoct B CIIA, a ctouMocTh
00CITy)XMBaHUSI HEOJIArOTIPUSITHBIX PeaKIMii COCTaBIIsIeT
78—117 mupa moJul. B TOM, YTO TPEBBIIIAET €KETOIHYIO
CTOMMOCTh BCeX 3aTpaT Ha jieueHue. [loaroMy ormpene-
JIeHWE TeHeTUYEeCKUX Bapualluii, OTBETCTBEHHBIX 3a I10-
0OouHOE AefCTBUE MEIMKAMEHTOB, MO3BOJUT 3HAUUTEb-
HO TIOBBICUTh 3(D(HEKTUBHOCTh MePCOHUGMUIINPOBAHHOM
Tepanuu, TIPeIOTBPaTUTh Ha3HaYeHUE ITOTEHIIUAJIbHO
OITaCHBIX TIPEIapaToB U OMPEesiTh MHANBUIYaTbHO 10-
MMYCTUMBIE JTO3bI.

BbixomomM u3 cuTyauuu SIBASIETCS WACHTH(WKALIUS
y o0clieqyeMoro Jiviia CTaHAapTU3MPOBAHHOTO MakeTa
oJuazHocmuveckux Ouomapkepog — VIMEHHO WX HaJu4ue
yKa3blBaeT HE Ha MPOTHO3MpPYeMbIE PUCKM, a Ha peasib-
HO HayaBIIUICS TATOJOTMYECKMIA TIpOLecC, ¢ OIHOM
CTOPOHBI, W Ha ONTUMAJbHBIA TAKET TapreTHBIX Jie-
KapCTBEHHBIX MpemnapaToB, ¢ apyroi. CremoBaTesbHO,
orpesie/iecHue TEeHETUYECKON TIPeapaciiosoKeHHOCTH
K TIOSIBJICHUIO MOOOYHBIX peaKiMii Ha yCTAaHOBJICHHbIC
JIeKapcTBa XXKU3HEHHO HE0OXOIMMO, a KaK MOXHO OoJjiee
paHHee TeHeTUYeCcKOoe TeCTUPOBaHUE, B OCHOBY KOTOPOTO

MOJIOXEHBI TTaHeJIM COOTBETCTBYIOIIMX T€HOMHBIX OHO-

MapKepoB, MEIJIEHHO, HO BEpHO BXOJAWT B €XXeTHEBHYIO

MeaINaTpUIeCcKylo TPakTUKY, (OpMUpYST HOBOE HaIpaB-

JIEHWe B IeSITeIbHOCTH Bpaya U MEIUIIMHCKON CEeCTPhl —

KaAuHuYeckyro gapmarozenomuxy |14, 18].

Bricokyio 3(heKTMBHOCTL B pabOTe COBPEMEHHBIX
Bpaveii-npeBeHTOJIOTOB, Bpavyeil-KIMHUIIMCTOB U MEIu-
LIMHCKUX CecTep HOBOM TeHepalluy JoKa3ayia U MeTabo-
JIOMUKA, TIPOSIBUB CBOI HEOTpaHWUYEHHBII MOTEHIINAIT:

*  TIpU OOHApYKeHUM BPOXKIECHHBIX M HACIEICTBEHHBIX
HapylleHU MeTadou3Ma,

*  BBI3BAaHHBIX SHIOTEHHBIMM W 3K30T€HHBIMU (PaKTO-
pamu,

* TIpU TpaHCIUIAHTALIMSIX OPTaHOB (JI0 U TTOCIe),

*  TIpU U3YYEHUU TOKCUIHOCTH JIEKAPCTBEHHBIX Tpera-
paros,

* TIpM aHalIM3e peaklMi OopraHu3Ma Ha JieKapcTBa
(dbapmakoreHomMuKa),

* TIpU OMpeAesieHMH WHIWBUIYATbHBIX 0COOCHHOCTEH
peakiuy opraHu3Ma Ha pa3IMYHble TUIIEBBIE MPO-
JIYKTBI (HYyTPUHOMUKA).

CeroaHsT B TTepCOHATM3UPOBAHHON MeIUIIMHE YXe
pa3pabaThIBalOTCA TIPOTOKOJBI CKaHWUPOBAHUS, TIO-
3BOJIAIONINE OLIEHWBATh UTOTOBYIO (DYHKIIMOHATBHYIO
AKTUBHOCTb TECTHUPYEMBIX T€HOB B COBOKYIHOCTU —
KaK Ha YPOBHE TPaHCKPUIIIUK U MOCTTPAHCKPUTILIM-
OHHOTO TPOIIECCUHTA, TaK U Ha TIOCIEeTYIOINX dTarax
TPAHCISIIUM U TOCTTPAHCASIMOHHBIX MOIM(MUKALINIA
¢ mocyieayomuM hopMUPOBaHUEM METabOTIOMHBIX Ce-
Teit. Takum 06pa3oM, KOHCTPYUPYs BUPTYaJIbHBIN TTPO-
TOKOJI QOKAUHUYECKOU W NpeouKmugHol TUATHOCTUKU
C TOCJEIYIOUUM ITAIOM HPEeGeHMUEHO-NPOPUAAKIIU-
YecKux U JeueOHo-peaduiumayuoHHbslX MePOTIPUSITUM,
HeoOXOIMMO BKIIIOYATh B €r0 CTPYKTYPY OIpelaesieH-
HBII HA0OP CeNeKTUPYEMbIX OMOMapKepoB, HEOOXO M -
MBIX IS
* CO3MaHUs TEHOMHOW KapThl MallMeHTa WIM JUla

W3 TPYIIIBI PUCKA;

* TIOCTPOEHUSI TIPOTEOMHBIX M MeTabOJOMHBIX KapT
Pa3IUYHBIX THUIIOBBIX TATOJOTUYECKUX ITPOLIECCOB
C VICUYEPIBIBAIOIINM aHAJIU30M UX TUHAMUKU B XOIe
TmaToreHe3a;

* CKpWHUWHTA U UIEHTU(UKALIMYU MTyTei Tiepeaayu CUT-
HaJIOB, TIPUBOASIINX K WHIYKIIMY MaTOreHe3a;

*  uUAeHTH(UWKAIMY OMOMapKepoB M OUOIPEIUKTOPOB
B LEJISAX OTUarHOCTUKUM W MOHMTOPWHTA OTBETa Op-
TaHU3Ma Ha ¢hapmakonpeseHmuenvie MEPOTIPUSTHUS
(Kak, HaTIpUMep, OLIeHKa COCTOSTHUST TTPOTUBOOITYXO-
JIEBOTO UMMYHUTETA).

2.4.1. Xpanenue u ucnoavzoganue oannvix. Vitoru
JUATHOCTUYECKOTO TUITUPOBAHUS TIOC]Ie KOMITbIO-
TepHO 00PabOTKM MCIIOJB3YIOTCS B CO3JaHUU €IU-
HBIX UHGOpmayuonnvix 6a3 (Kak 0AHKOB 3JIEKTPOHHBIX
WCTOPUIL OOJE3HW W MEIWIMHCKOM TOKYMEHTAIlUH,
TaKk U1 OMOOAHKOB), HEOOXOAUMBIX IIJII MOHUTOPUHTA
(c UCTTONIb30BaHNEM MOOMIBHBIX TEIECUCTEM M 00Iad-
HBIX TEXHOJIOTWII) WHIWBHUAYaJTbHOTO 3M0pOBbs. [lo-
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STOMY TIPEIMET KAUHUHECKOU uHopmamuxu — HAyKU

0 HaKOIIEHWM, Tiepemade, oOpaboTKe WMHOOpPMaLUN

00 opraHuzMe OOJBHOTO M MEAMIIMHCKUX CHCTEeMax,

a TakxXe WHGOPMaUMOHHBIX TpoleccaX MpU MaToI0-

TMYECKUX COCTOSIHUSIX — TpedyeT 0coboro (BeposT-

HOCTHOTO) TIOJXOMa IJISI 0020CHUMAAbHO20 TIepUOIa

OKa3aHWs TTIOMOIIN, B paMKaX KOTOPOTO COBEpIaeTCst

OOJIBIIIMHCTBO OMINOOK.
3agaun KJIMHWYECKOW MH(GOPMAaTUKU CHOKYCUpPOBa-

Hbl Ha KOMITBIOTEPHBIX MPUJIOXEHUAX i1 00pabOTKU,

aHaJ3a M TpeaCTaBIeHUs MEeIUIIMHCKUX JaHHBIX. Pa3-

JIeTbl KITMHUYEeCKON MH(MOPMATUKN OXBAaTHIBAIOT CJIEIY-

OIIME BUIBI AeSITEIbBHOCTH:

*  DJIEKTPOHHBIC NCTOPUM OOJIE3HU;

*  MeIMIIMHCKKME MH(MOPMAIIMOHHBIE CUCTEMBI;

*  CHUCTeMBbI TIOAAECPKKU TPWHATHUS PEIIeHUM U 3IKC-
MePTHBIE CUCTEMBI;

» texHosoruu Medical Data Mining (MDM).

IMpyn co3manuy eaTuHBIX WH(MOPMAIIMOHHBIX CUCTEM
Pa3HBIX YPOBHEH TTOOAIM3AIMN W KIMHUIECKOTO Mac-
IMTaOUPOBAHUS CETOMHST MCITOJB3YIOTCS HE TOJBKO Oa-
30BBIC CTAHIINU, HO M CUCTeMa MOOWIBHBIX TEIEKOMMY-
HUKAIMOHHBIX TUTAT(GOpPM, a TaKKe HOBEUIIINE CeTeBbIC
obnaka (network cloudy technologies). Ocoboe BHUMaHNe
yIenseTcsl B TIOCIICIHEE BPEMSI NpueamuviM o06aaxam
(c cooTBeTCTBYOIIEH 3a1UTON — private cloudy security),
KOTOpbIe IMUPOKO TPUMEHSIOTCS KaK B €XeJIHEBHOM
KJIMHAYECKOM TIpaKTHKe, TaK U B TTOTOKE HAyYHBIX MC-
CJIEIOBAaHMI C TTOCIIEMYIONTUM TapreTUpOBaHUEM JieKap-
CTBEHHBIX Mpenapatos [19, 20].

BaxxHoi1 Bexoii B CTAHOBJIEHUU MHMOOPMAIIMOHHBIX Ce-
Te# CTaJI MPOEKT 10 CEKBEHUPOBAHMIO TEHOMa, C HAYaJIOM
pea3aluy KOTOPOTO Guoungopmamuka miepectaia ObITh
TOJIBKO BCTIOMOTATEJIbHBIM MHCTPYMEHTOM, OKa3bIBast ce-
pbe3HOE BIIMSTHUE HAa MEAUIINHY, UCTIOTb3YIONIYIO MHCTPY-
MEHTHI Modeauposarnus TS TTPOTHOZUPOBAHUST TTOBEICHUSI
CJIOKHBIX OMOJIOTUIECKUX CUCTEM (MMUTALIMM POCTa OITy-
xoneit, 3D-npunTtuHra u T.1.). K ynciay Haubonee akry-
aJIbHBIX 32124 OMOMH(MOPMATUKU OTHOCSITCS:

*  CO3/laHUe KOMITBIOTEPHBIX 60a3 JAaHHBIX JIJIsST XpaHEHUST
nHoOpMaLMK O CTPYKType U (PYHKIIUM OMOJIorrYe-
CKHUX 00BEKTOB Ha BCEX YPOBHSIX X UePAPXUU;

* pa3paboTKa KOMITBIOTEPHBIX METOMOB aHaIM3a TeHO-
MOB M U3y4eHUe NX MHGHOPMAIIMOHHOTO COJEPKAHMS;

* CO3TaHWe MaTeMaTUIEeCKUX MoJesell (yHKITMOHUPO-
BaHUS 3JIO0POBBIX W TOPAKEHHBIX MATOJIOTUYECKUM
IIPOIIECCOM KJIETOK Ha OCHOBE WH(MOpMAINu, 3amm-
CaHHOU B MX TeHOMaX, ITPOTEOMax 1 MeTaboIoMax;

* pa3paboTKa OCHOB KJIMHUYECKOI (hapMaKOJOTUU.
Paznen xxe OnonHbOpMaTUKU, MOCBSIIEHHBIN pa3pa-

0GOTKe METOIOB MAIIMHHOW WHTEPIIpETalluy JOKYMEHTOB

B CBOOOMHOW (hopMme, MONYyYWIT Ha3BaHUE ITPOIIECCHHT

ecTecTBeHHOTO si3bika (Natural language processing). Itu

METOIbI TIPUMEHSIIOTCS B MOJIEKYJISIDHOW TaTOJOTUN

JUIST MU3BJIEYEHUSI HOBOY MH(MOPMALIMY O TTATOJIOTMYECKUX

nedeKTax TeHOB, OEJTKOB M MX B3aMMOCBSI3SIX, YTO HEO0O0-

XOIUMO JIJIT MaKeTUPOBAaHUS TMPOTOKOJIOB MPEIUKTUB-

NEPELOBAS

HOW M HOKJIMHWYECKOW MUArHOCTUKU C TMOCJEMYIOIIEe

pa3paboTKOil MepCOHATM3UPOBAHHBIX TPOTOKOJIOB Tpe-

BEHTUBHO-TIPOPUIAKTUYECKON U JiedeOHO-peadbuinTa-

LIMOHHO Tepanuu [21, 22].

2.5. IlpuHuMnbl NPeBeHTUBHO-NPOGUIAKTHYECKUX
¥ JieyeOHO-Pead I TAIMOHHBIX POTOKOJIOB MEePCOHAN3H-
POBAHHO¥W MeIUIUHBI

ITocTpoeHue cTpareruu U TaKTUKWA TIPEBEHIIUU, TIPO-
(GUIIaKTUKKU 1 peaduanuTaluyi Ha OCHOBE OOKAUHUYECKOU
U npeouKmueHol UArHOCTUKU (M MOHUTOPUHTA) JOKHO
YUMUTBIBATh JIBa BAXKHBIX MOMEHTA, 8 UMEHHO:

* TPUOCTAHOBKY/OJIOKaly MaTOJOTMYECKOro Mpolecca
(HampuMep, XpOHUYECKOTO BoCHajeHUus1 — uis 3a00-
JIeBaHU ayTOMMMYHHON M MH(EKIIMOHHOW MpUpo-
JIbI; MAJTUTHU3ALMA ¢ TPOMUIAKTUKON U TTpEeBEHIIMEN
MeTacTa3upoBaHUsl — ISl 3a00JIeBaHUIA OIMyX0JeBOMt
TMPUPOIBI);

* BoccTaHoOBJieHUEe MOPGhOMYHKIIMOHAIBHOTO pecypca
opraHa WJju TKaHW, He3aBUCUMO OT (DOPMbI TepBUY-
HOTO MaTOJIOTMYECKOTO COCTOSTHUSI.

K xmoueBbiM hakTopaM oOuonpeduruyuu (paHHETO
MPOTHO3UPOBaHUsI), KOTOpbIE OMPENEsSIIOT PUCKU 3a-
OosieBaHUI, CJIeyeT OTHECTH (haKTOPbhl «HACTOPOXKEH-
HOCTM» B HX COBPEMEHHON TpakToBKe. Tak, (akTtop
«OHKOJIOTUYECKOW HACTOPOXEHHOCTU», MCITOJIb3YeMbIi
IS BBISIBJICHUST TIPEAPAaKOBBIX COCTOSIHWIA, MpemycMa-
TpUBaAeT 00s3aTeJIbHYI0 WACHTU(MUKALIMIO eIMHUYHBIX
(IMPKYIUPYIOUINX B OpraHU3Me) TpaHC(hOPMUPOBAHHBIX
KJIETOK, BKJIIOUasi CTBOJIOBbIE KJIIETKM-MPEIIIECTBEHHUKHN
KaHIIepOreHe3a, YTo KpaiHe TPOTyKTUBHO IS
*  JIOKJIMHWYECKOI MMAarHOCTUKHU paka B CTaJlM JIaTeH-

1y (rpeapakKa) Ha 3Tare 1McriaHcepr3alinm;

* CBOEBPEMEHHOI OlLIEHKHW COBOKYITHBIX PUCKOB MeTa-
CTa3MpOBaHUS TI0 UTOTaM IPOTOKOJIOB CKaHMPOBA-
HUS U MOJISKYJIIPHOI BU3yaJU3alluu;

*  MOHUTOPUHTA JICYEHUS U TIPOTHO3UPOBAHUST BOZMOX-
HBIX petuauBosB [11, 23—25].

Kak cnenyeT W3 BbIIIEU3IOXEHHOIO, peaau3aiius
Heseil 1 3agad MepCcoOHAIM3MPOBAaHHON MEeIUIIMHEI 00¢e-
CTIEYUT CO BPEMEHEM TIEpPeX0oJl OT CUCTeMbl, OPUEHTUPO-
BaHHOI Ha JieyeHHe 3a00JIeBaHUSI, K CUCTEME OXPaHbI
WHAVBUIYAIbHOTO 3M0POBbSI M TTpOTpaMMaM T10 yrpasJie-
HUIO 31I0POBbEM COOCTBEHHBIM. [locienHue oTinyaloTcs
SIPKOI  TIPeBEHTUBHO-TIPOMUIAKTUYECKON HarpaBJieH-
HOCTBIO U OPUEHTUPOBAHbI, B TIEPBYIO OYepe/b, Ha OI-
TUMU3ALMIO PETIPONYKTUBHBIX W TIeAMATPUUECKUX TeX-
HOJIOTWI M CTAaOMJIM3AalMIO0 HAIIMOHAJIBHBIX TeHO(MOHIOB
B 1ieJioM [26—30].

IIpeononesast mo xoay paboOThl C KaXIbIM KOHKPET-
HBIM TIALIMEHTOM WJIW JIMLIOM W3 TPYIbl prcKa MHO-
TOYMCIIEHHbIE Oapbepbl, BpaYU-KIMHULKUCTBI  TPU-
MEHSIIOT  TIPEBEHTUBHO-NMPOGUIAKTUUECKUE Mepbl
C HapacTtawlleli MHTEHCUBHOCTbIO, 0003Havasi HOBbBIC
TUIOIIAIKY JUTSl JIEKAPCTB MPUHIUITAATIBHO HOBBIX TTOKO-
JieHuit n pocturast 2¢heKToB, paHee He MMEBIIUX aHa-
JIOTOB B TIpakTuyeckoit meauiiuHe. [1pyu atoM 1 paGoTh
no co3naHuto LleHTPOB TMPEeBEeHTUBHOW W TIEPCOHAIM-
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Cy‘ﬂCO@ C.B. u coagm. HCpCOHEUII/BI/IpOBaHHaﬂ MeIUIMHA KaK OOHOBJIsIEMast MOJIe/Tb HAIIMOHAIbHOM CUCTEMBI 3ApaBOOXPAHECHMUI. ..

SHDOBaHHOﬁ MCIMLIMHBI BEAYTCSA B PAa3BUTBIX CTpaHax
C HaDaCTaPOH_[Cﬁ CKOPOCTBIO. Ilo CyTHU, Mbl HaxXOOMMCH
Ha rpaHmn T100ATBHBIX TIICPEMEH, KOTOPbIC UJITIOCTPUPY-
0T NEpEXoa OT AOCTATOYHO KOHCGpBaTI/IBHOﬁ CHUCTEMBI
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HenoHomeHHOCTh KaK MeIHKO-COIMAJIbHAS MPo0dJieMa 31paBooxpanenus. Yacts 1

E.C. Caxaposa, E.C. Kewuwsn, I'A. Anamosckas

OCI «Hay4Ho-mccnenoBaTeibCknin KNMHUYECKUiA MHCTUTYT neaguatpum um. [0.E. Benbtuwesa» ®rsE0Y BO PHUMY
um. H.W. Muporosa, Mockea, Poccus

Premature birth problem in modern stage of medical science development. Part 1

E.S. Sakharova, E.S. Keshishian, G.A. Alyamovskaya

Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical
University, Ministry of Health of the Russian Federation, Moscow, Russia

Viy4nieHne COCTOSIHUSI 3/I0POBbSI HACEJIEHUSI B HACTOSIIMI MOMEHT SIBJIsieTCS II00AJIbHOI MPOOJIeMOii, IMPOKO 00CYKIaeMoi
Ha BbICILIEM YPOBHE BO BCEX PErHOHAX 3eMHOro mapa. OCHOBHbIMH 32Ja4aMHi MEXKIYHAPOAHBIX OPraHU3aLMil 31PABOOXPAHEHHS SIB-
JisieTcsl pa3padoTKa CTPATeruu, HANPABJIEHHOIi HA TOBBIIIEHHE YPOBHS 3/I0POBbS U MPOI0IKHTEbHOCTH KHU3HHU, B YACTHOCTH 32 CUET
CHIDKEHHSI MJIaJIeHYECKO¥i 3200/1eBA€MOCTH U CMEPTHOCTH, a TAKXKe MOMCKA ONTUMAJIbHON TAKTHKHU BbIX2)KUBAHMS PeOEHKA B CIIy-
Yyae npexxaeBpeMeHHbIX PO/IOB.

IIpencrapiieHHbie B CTAThe JAHHbIE JEMOHCTPUPYIOT MHOr000pa3ue ()aKTOPOB PUCKA M MEXAHM3MOB IOCPOYHOTO POXKIEHHS, OCBE-
HIEeHbl COLMAIbHO-IKOHOMUYECKHE, MEAUIIMHCKUE, TeHeTHYecKHe (DAaKTOPbl, BIMSIONINE HA TeueHne OepeMeHHOCTH U POIOB, MPH-
BeJIeHbI COBPEMEHHbIE BAPHAHTHI KJIACCH()UKANNN HEJOHOIEHHOCTH, TUHAMUKA JAHHBIX POCCHUIICKOW M 3apy0eKHOW CTATHCTHKH
OTHOCHTEJIbHO TEHJCHIIUM ToKa3aTeliell MJIaJeHYeCKOil CMEPTHOCTH, MOJPOOHO OOCYKIAETCS 4acTOTA NMPeXIEBPEMEHHBIX POIOB
M BbDKMBAEMOCTh HEJOHOMIEHHBIX JIeTeil.

InaBHOIi HebI0 HCCIen0BaHus 3TUX (haKTOPOB ABJISETCS Pa3padOTKA MPEBEHTUBHBIX (MPO(GMIAKTHYECKHX) MEP B OTHOIIEHUH He-
JIOHOIIEHHOCTH, BHEJIPEHHE COBPEMEHHBIX TEXHOJIOTHiA ISl MPOrHO3UPOBAHNS, NPOMUIAKTUKA M A/IEKBATHOTO BE/IEHUS NMPEXKIEeB-
PEMEHHDBIX POIOB ISl CHIZKEHHSI MJIaIeHYECKOi 3200/1€BAEMOCTH, a TAKXKe MOMCKA ONTUMAJIbHOI TAKTHKM BbIXAKMBAHHS PeOeHKA
B CIyyae npexIeBpeMeHHbIX POJIOB.

Karoueevte caosa: nedonoweHHble demu, MAAOCHUECKAs: CMEPMHOCMb, NPeJcOeEpPeMeHHble POObl, 2eHemuuecKkue haKmopbl, COUUanb-
HO-9KOHOMUYecKUe (HaKmopoi.

Ans umtnposanus: Caxaposa E.C., KewwnwsH E.C., Ansimosckasi A, HejoHOLLEeHHOCTb kak MeanKo-coumasnbHas npobiema 34paBooXpPaHEeHus.
Yactb 1. Poc BecTH nepuHaton v negmatp 2017, 62:(3): 15-19. DOI: 10.21508/1027-4065-2017-62-3-15-19

Improving the health status of the population at the moment is a global problem widely discussed at the highest level in all regions
of the globe. The main tasks of the international health-care organizations are to develop a strategy aimed at increasing the level
of health and life expectancy, in particular, by reducing the infant morbidity and mortality, as well as finding the best tactics for nurs-
ing the infant in case of premature birth.

The data presented in the article demonstrate the variety of risk factors and mechanisms of early birth, social, economic, medical,
genetic factors affecting the course of pregnancy and childbirth are covered, modern variants for the classification of prematurity and
the dynamics of data of Russian and foreign statistics on the tendency of infant mortality rates are given, frequency of premature birth
and survivability of premature infants is discussed in detail.

The main objective of the study of these factors is the development of preventive (prophylactic) measures in relation to prematurity,
the introduction of modern technologies to predict, prevent and adequately manage premature births to reduce infant morbidity, and
to find the optimal tactics for nursing a child in the event of premature birth.

Key words: premature infants, infant mortality, premature birth, genetic factors, social and economic factors.

For citation: Sakharova E.S., Keshishian E.S., Alyamovskaya G.A. Premature birth problem in modern stage of medical science development.
Part 1. Ros Vestn Perinatol i Pediatr 2017; 62:(3): 15-19 (in Russ). DOI: 10.21508/1027-4065-2017-62-3-15-19

26CGHT$[6DH 2015 r. TenepanbnbIil cekpetapp OOH MNJaHeTbl, MUHUMU3aLUsI CMEPTHOCTU CPEAU >KEHIIWH,
I[Man T MyH o0BsIBUI o 3amycke IlodambHOM nmereit u moapocTkoB K 2030 T [1, 2].
CTpaTerMd Mo 3aliuTe 3J10POBbs JKEHIIMH, JeTeil U moa- WM3BecTHO, 4TO BKJIaA B yBeJMYEHUE OOIIEH Tpo-
poctkoB. [J1aBHOIT 3amaveil 3TOl MHUIIMATUBBI SIBIISIET- JNOJIKUTEJIbHOCTU XXKM3HU MaKCUMAJIEH 34 CYET CHUXE-
csl yKperuleHHWe 3I0pOBbsl M 0JIarorojiyyusi HaceJIeHMUs HUS MJIaZIeHYECKO CMEPTHOCTU. B cTpyKType mocien-
Heil CMepPTHOCTbh HOBOPOXIEHHBIX cocTaBisier 60%,
B CTPYKTYype IeTCKOM cMepTHOCTH — 50%, B CTpYKTYype
) cMmepTtHOCTH meteit mo 17 met — 38%. [Moatomy omHa

Hay4H. COTP. OTACJICHUA HEOHATOJIOTUU U TTATOJIOTUU AETECU PAaHHETO BO3pacTa . .
HWKU mequaTpin iM. akazemika I0.E. Bensmumesa 13 BaxHeWmmux 3amad [1obGajbHOI cTpaTteruu 1mo 3a-
Kemwmnmsgn Enena CosoMOHOBHA — A.M.H., TIpo@., 3aB. OTAEJIOM HEOHATOJIO- IMUTE 300POBbA KEHIOWH, IeTe u IIOAPOCTKOB Ha-
TUU Y TIATOJIOTUU JIETei PaHHETO BO3pacTa HUKHA TIEAUaTPpUU UM. aKaa€MUKa npaBneHa Ha CHUXXEHUE HeTCKOﬁ CMepTHOCTI/I []]
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HOTO pPa3BUTHUSI TUIOAA TO3BOJISIIOT COXPAaHUTh XU3Hb
HEJOHOIIEHHBIM U 3KCTPEMabHO HE3pEeTbIM IeTIM,
POXIEHHBIM B CEpeIMHE CpoKa OepeMeHHOCTH, — TIpeIest
JKM3HECTIOCOOHOCTU CETOAHSI OMyCTuics no 22—23 Hen
rectalini. BmecTe ¢ TeM BbICOKasT YaCTOTA TTOBPEKICHUIA
He3peJIbIX BHYTPEHHUX OPTaHOB U CUCTEM OpraHu3Ma He-
JIOHOIIEHHBIX JeTel B MOCTHATATLHOM TTEPUOJIE CITOCO0-
CTBYET (POPMUPOBAHUIO Y HUX XPOHUUYECKON MATOJOTUN
Y HapyLIEeHWIO HEWPOKOTHUTUBHOTO Pa3BUTHUS B MOCTE-
JIyIOIIIeM, BHOCSI HEMaJIbIi BKJIal B MUPOBYIO TTPOOJIEMY
pocra HeMH(EKIMOHHBIX 3a00JIeBaHUI, TIPOrpaMMUPYs
Oymyiiee 310poBbe HaceneHus [1, 2].

OnpepaeneHuve 1 knaccupukauus HeJOHOLLEHHOCTH

H3BecTHO, UTO y UelloBeKa GEpeMEeHHOCTb B Cpel-
HeM anutcs 282—283 nHs (40 Hem). Hns ompenene-
HUS TIPEeNIojiaraeMoro cpoka POJOB K JaTe TOCHel-
Hell MEHCTpyalMW SKEHIIUHBI OOBIYHO MPUOABISIOT
280 nHeit; ommMOKa BBIUMCACHUS TIPU 3TOM J1OCTATOY-
HO BeJIMKa U cocTtasisgeT 1—2 Hen. B HacTosmee Bpe-
MsI TOKa3aHO, YTO CKOPOCTh POCTa IUIOIA, OCOOEHHO
Ha paHHMX CpOKaX OEepeMEeHHOCTH, MMOCTOSTHHA, a IJIN-
Ha Oeapa, OumapueTaabHbII pa3Mep TOJOBBI, KOMYM-
KO-TeMEHHOM pa3Mep, ITMaMeTp TPYIHON KIIETKH U KK~
BOTa — MPOTOPUMOHATBHEI HEIENIM BHYTPUYTPOOHOI
xxu3HU. [ToaTOMy B HacTosIIIee BpeMsi B COBpeMEHHOM
KJIWHWYECKOU TpaKTHUKe JJIST YCTAHOBJIEHUST CpoKa Oe-
PEMEHHOCTH UCTOIb3YEeTCST MAKCUMAJIbHO TOYHBIN Me-
TOH YJABTPa3BYKOBOTO CKAaHWUPOBAHUS, TOTPEITHOCTH
pacyeTra npu 3ToM 2—3 aHs [6—9].

HenoHomennpM cunTaeTcsi peGEHOK, POXICHHBIM
Ha cpoke MeHee 37 MOJHBIX Hedelb OepeMEeHHOCTHU
(10 259-r0 nHS) U UMEIOUIMI BCe MPU3HAKU HE3PEo-
cru [10]. TTo cpokam recrauuu, B COOTBETCTBUU C pe-
koMmeHmauusamMu BO3 mpexaeBpeMeHHBIE POIBI ASISIT
Ha OYeHb paHHUWE — Ha cpoke 22—27 Hen; paHHUE —
Ha cpoke 28—33 Hen; mpexXIeBpeMeHHBIE — Ha CPOKe
34—37 nen [10]. B Poccun B 3aBUCMMOCTH OT CpoKa
OepeMEeHHOCTU [JII XapaKTepUCTUKU HEIOHOIIEH-
HOCTU HCTOAB3YIOT kiaccudukanuio A.M. XazaHo-
Ba (1987): I creneus — 37—35 uen; Il crenenp — 34—
32 ven; II1 crennens — 3129 Hen; IV creniens — 28 Hen
n MeHee [11].

B ctpanax EBpomnbl mpuMmeHsieTcs apyras Kaaccu-
dukayus pacnpedeaenus npexcoespemMeHHo poouUSHIUXCS
demeil @ 3agucumocnmu om cpoka ecmayuu. 34—36 Hen —
TTO3IHSS WU TTIOTpaHUYHAs CTeTIeHbh HETOHOIIEHHOCTH
(late preterm/borderline preterm); 32—33 Hem — yme-
peHHas cTereHb HeoHollIeHHOCTH (moderate prematu-
rity); 28—31 Hen — rayboKasi WM OYEHb HU3Kasl CTeNEeHb
HEJOHOIIIEHHOCTH (severe prematurity); MeHee 28 Hem —
OKCTpEMaJIbHO HU3Kaslh CTeleHb HEeIOHOIIEHHOCTH
(extremely preterm).

ITo macce Tema mpW POXIEHUU HOBOPOXKIECHHBIC
pacripenensioTcs caeayonmmum odopa3om: meHee 2500 T —
Hu3Kasi macca; MeHee 1500 T — o4yeHb HM3Kas; MeHee
1000 T — s3kcTpemanbHO HU3Kas [12, 13].

OB30PbI JINTEPATYPbI

YacToTa npexaeBpeMeHHbIX POA0B
1 BbDXMBA@MOCTb He,OHOLLUEHHbIX JeTen

B Teuenme mocimennux 40 JeT yacTtoTa IpexXIeBpe-
MEHHBIX POJIOB BO BCEX CTpaHaX MEHSJIach Majo W CO-
ctaBysieT 0kojio 10% oT uncia BcexX pOAUBIINXCS JeTel,
HECMOTpST Ha IMPOKOe BHEIPEeHUE MPEBEHTUBHBIX MEp
B OoTHOIIeHUU HeBbIHamuBaHus [14]. [To nanusiv CIIA,
MoKa3aTejb HEIOHOIIEHHOCTH 3a mochennue 10 Jer
paBeH B cpenHem 10,1%, B Benukobputanum — 7,8%,
Bo ®panumu — 7,2%, B Tepmanuu — 9—10%, B Hopse-
i — 7, 9%, B Benrpun u Poccnm — 10% [15, 16].

ITocTOSTHHBIM OCTaeTcsl M YMCIO KaK paHHUX,
TaK W CBEpPXpaHHUX TIpeXIeBPEMEHHBIX poaoB (22—
28 Hen.). B obuieit momyssiiiuy 9TOT MokKa3aTeslb COCTaB-
JisieT okoJio 1%, obecrnieunBasi MpUMEPHO TTOJIOBUHY BCeX
nepuHaTajJbHbIX TToTeph [14]. B Poccum nons nereit, po-
IUMBLIKNXCS ¢ Maccoit Tesa meHee 1500 1, cocrabnsert 2,2%,
OJIHAKO MPOLIEHT HOBOPOXICHHBIX C MacCoii TeJla MeHee
999 r nipu 3ToM Kosebetcst ot 0,25 10 0,5% [17].

C nepexonoMm Poccuiickoit denepaniuy Ha MUPOBBIE
CTaHIAPTHI XKUBOPOXAeHUs (TpuKa3 MMH3IpaBCcOIpa3-
Butust Poccuiickoit @enepauim Ne1687 ot 27.12.2011),
korga ¢ 1 mapra 2012 . cTtanu perucTpupoBaThcs IETH
¢ maccoii tena ot 500 T 1 CpoKOM TecTalny OT 22 Hel,
cutyauumsi crayna meHsTees [18]. B 2012 . utoroBas nosst
CBepXpaHHUX MPeXIeBPeMeHHBIX ponoB gocturia 0,52%.
B 2013 . mo YpanbckoMy (enepaabHOMY OKPYTY 3TOT ITO-
kazaresb goctur 0,62% (B 2012 1. — 0,49%), B CBepaioB-
ckoit oomactu — 0,76%, B Kypranckoit obmact — 0,73%.
OpmHako HU3KUI TTOKa3aTe b CBEPXpaHHUX poloB B Poc-
cuu ¢ OOJIBIIOI 10JIei BEPOSITHOCTH TOBOPUT O peTUCTpa-
LIVY TOJIBKO TTOJIOBUHBI BCEX TITYOOKOHETOHOIIIEHHBIX Je-
Tel, JEHCTBUTETBHO MOJIEKAIINX YUETY, TOCKOIBKY YeM
onuke gaHHble K 1%, TeM TouHee ctatuctuka [19].

ITpu 3TOM B HacToOsIIIee BpeMsT TTO-TIPEXKHEMY OCTa-
eTcsl BBICOKMM ITOKa3aTeslb HeOHATaJbHOM CMEPTHO-
CTHU cpeny HeTOHOIIeHHBIX Aeteil (mo 70%, 1o JaHHBIM
pa3HBIX aBTOPOB), 3HAYMTEIBLHO IPEBBINIAsT TaKOBOM
y ponuBiIuxcs B cpok [3, 5]. OnHako Ha oHe coBep-
IIEHCTBOBAHUS TAKTUKM BbIXaXXMBaHUSI BEIKMBAEMOCTh
HEIOHOIIEHHBIX JeTel pacTeT ¢ KaXIbiM TomoM. B Ha-
cTosiiee BpeMsi B Pa3BUTHIX CTpaHaX, Mepelreainx
Ha kputepun XxuBopoxaeHuss BO3 o6onee 30 ner Ha-
3am, cpeau meteil ¢ maccoil Teana go 500,0 T BEDKMBa-
ot 10—12%, ot 500,0 r 1o 749,0 r — 50%, ot 750,0 r
1o 1000,0 r — okouio 80-85% [3—5].

B Poccuu 3a mocieaHue aBaanaTh JIET MOKa3aTelb
CMEpPTHOCTU y HEJIOHOIIEHHBIX JAeTell TakkKe 3Ha4Yu-
tenbHO wu3MeHuicsl. CormacHo paHHbIM  Cankr-Ile-
TepOYpPrcKOro TOCYIApCTBEHHOTO MEIMIIMHCKOTO YHU-
BEpcUTETa, y JETel C Maccoill Tejla MpU POXICHUU
ot 1000 r mo 1500 r sieTaabHOCTH 3a TTepUO HAOTIOACHUS
¢ 1995 mo 2000 r. camsmnachk ¢ 40 go 11,6%, a B rpyn-
e geteit ¢ maccoii Tena MeHee 1000 r — ¢ 55 mo 26%.
Ilo manusiM HayuHoro meHTpa akyiiepcTBa, T'MHEKO-
snorun u nepuHarojornu PAMH 3a 2005 r., BeIKuBae-
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Caxapoea E.C. u coaem. HeoHOIIEHHOCTD Kak MEIUKO-CoLMraibHas HpOGJ’lCMa 31PaBOOXPAaHCHUS. Yacts |

MOCTb HEIOHOIIEHHBIX neTeir maccoit 500—749 r cocta-
Bwia 12,5%; 750—999 r — 66,7%; 1000—1249 r — 84,6%;
1250—1499 r — 92,7%. Ilo craTUCTUYECKUM JAaHHBIM
Toponckoit nerckoit 6oapHMIBI Ne 1 1. Kazanu, kyna ro-
CMUTAU3UPYIOTCS AETU U3 BCEX POIOBCIIOMOTATEIbHBIX
yapexneHnii, 3a nepuon ¢ 2002 o 2012 r. BBLKMBa&eMOCTh
JeTelt, pOXKIEHHBIX HETOHOIIEHHBIMU, ¢ OKCTPEMAaTbHO
HU3KOM 1 0YeHbh HU3KOI Maccoil Teja yBeInuuiaach B 1,6
pasa [4, 5, 15].

B uiennom o Poccuu, HecMOTpst Ha U3BMEHEHUE KPU-
TepHeB PEeTUCTPAllMU CBEPXPAHHUX POJOB, OTMEYAETCS
CHMXeHue KoadduumeHTa MiaaneHYIeCKOH CMEePTHO-
ctu B 2013 1. ¢ 8,6 no 8,2%0, a x cepenune 2014 r. —
10 7,5%o [3-5].

ATNONOrUsa U MeXaHM3Mbl npexanpespemMeHHbIX poaoB

B Hacrosiiee Bpemst CyIIecTBYIOT IBa TTPUHIIUTTHAITb-
HO pa3HBIX BapyaHTa TPEXIEBPEMEHHBIX POJOB: CaMO-
MTPOU3BOJIbHBIE Y MHIYLIMPOBAHHBIE. BOIBIIMHCTBO POAOB
MMeeT CITOHTAHHYIO TIPUPOMY, KaK TMpPaBUIO, BCIEACTBHE
MPEXIEBPEMEHHOTO BCKPBITUSI TUTOMHOTO TTY3bIpS WIIH
M3-3a OTCJIOMKKM aHOMaJbHO PACIOIOXKEHHON TUTALIEHTHI.
Jpyrast 9acTh TIpeXAeBPEeMEHHBIX POIOB WHAYLIMPOBaHA
M0 MEIWUUMHCKUM TIOKa3aHUSIM IO COCTOSTHWIO MaTepu
VUIM TUIOJA, B OCHOBHOM M3-3a Tipeaxiiamitcnu [20].

IMpuGIM3NTENBHO TpPeTh TPEXIEBPEMEHHBIX pPOIOB
obOycioByieHa reneTnyeckumu akropamm [21—23]. MHo-
TOYMCJIEHHBIE HAOMIONEHMS TTOKA3bIBAIOT, YTO HAJINUYME
MpeXIeBPEMEHHBIX POIOB B aHaMHe3e KEHIIWHBI TO-
BBIIIIAET PUCK IMOBTOPHOTO HEBBIHAIIMBAHUS, OCOOEHHO
B ciIydae poxaeHust pebeHka paHee 31 Hen recrauuu [24].

IMpeskmamIicust B IpeABIAYIINX POIaX TaKKe YBEIH-
YUBaeT 3TOT pUcK. Kpome Toro, BepoSITHOCTb pOXKIECHUS
HEIOHOIIEHHOTO peOeHKa BBIIIE CPEA KEHIINH, KOTO-
pble caMM POIMIINCH MpexaeBpeMeHHo (6,9%) n nume-
JIN HU3KYI0 Maccy Tipu poxaenuu (7,3%) [24, 25]. Dt
MeXaHU3Mbl He M3y4eHbI, HO HEKOTOpHhIE MCCeaoBaTe-
JIM TIpEeNNoJiaraloT pa3BUTHE ayTOMMMYHHOTO TIpOILIeC-
ca, BEOyIIEro K peakiuy OTTOPXKEHUSI W TPEepPbIBAHUIO
6epeMeHHOCTU. Tak, TEHOTHUIT MPOMOYTEPHOTO TeHa
JIJIST MHTepJIeiKHA-6, peryIMpyIOIero OTBET Ha CTpec-
COpHBIE CTUMYJIBI, M TeHa-aHTaroHWCTa pelenTopa WH-
TepJieiikiHa-1, OTBevyawlIero 3a MpOAOKUTEIbHOCTh
N TSOKeCTh BOCITAJIMTENLHON peakuun, B 1,5—2 pasa
yaie OblT 0OHApYXeH Y XXKEeHIIWH, POAUBIINX HEIOHO-
LIEHHBIX aeTeit [25, 26].

IMonuMopdu3M UMMYHOPETYJISITOPHBIX T€HOB, KO-
MUPYIOIINX WHTEPJACHKUH-10 M MaHO30CBSI3bIBAIOIINI
nporeuH 2 (MBL-2), MoXeT MoBbIIIIATh PUCK Pa3BUTUSI
XOPMOHAMHUOHUTA, OCOOEHHO Y KEHIIMH, IMOJTyJaroIInX
Mayio oJIaToB ¢ TIHIIeii. XOpMOaMHUOHUT BeleT K pa3-
BUTHIO CTpecca Y TUIoAa ¢ BOBJIeYeHUEM TMIIOTaIaMO-TH1-
mor3apHO-HAAMOUYEYHUKOBOI OCHU; BBICBOOOXICHME
KOpPTH30Jia y TJIONA B OTBET CTUMYJIMPYET BBIOPOC MPO-
CTarJIaHAMHOB M CITOCOOCTBYET pa3pbIBY TUIOAHBIX 000-
JIOYEK — PUCK POXICHUS 10 37 Hel TTPU XOPUOHAMHUO-
HuTe Bo3pacrtaet B 10 pas [26].

WccnenoBaHust TOKa3bIBAIOT, UTO CBSI3b BHYTPUYTPOO-
HBIX MHGEKIUHT ¢ TIpeKIeBpeMeHHBIMU pOIaMU 00YCITOB-
JleHa BocmajseHneM [24]. bakTtepmanbHasg KOJIOHU3ALMS
W BBICBOOOXIEHUE TOKCMHOB aKTUBHUPYIOT TPOMYKIINIO
LIMTOKMHOB, TaKMX KaK (haKTOp HEKpo3a OMyXoJieil U MH-
TepieKuH-6. [IUTOKUHBI CTUMYJIUPYIOT TPOAYKIIMIO
MPOCTATrJIaHANHOB B XOPMOHAMHMOTUYECKUX MeMOpaHax
W TUTALEHTE, TIPUBOASA K WHMWIBTpAUA HEUTPOPUIOB;
aKTUBAIUST METAJIJIONPOTea3 BeAET K OCIa0IeHUIO XOPUO-
HAaMHUOTHYECKUX MeMOpaH 1 YKOPOUEHUIO IIIEMKI MAaTKHU.
TTpocTarmaHAMHBI TAKXKe CTUMYIUPYIOT COKpaIlleHUe M-
OMETpUSI, UYTO CITOCOOCTBYET pa3phbIBY IUIOAHBIX 000JI0YEK
M TIPEKIEBPEMEHHBIM POIAM.

Ilpu GakTepuaabHOM BarMHO3€, BHYTPUMATOYHBIX
GakTepuabHBIX TIpolleccax, a TakkKe MHMEKIMSIX, JJOKa-
JIU30BaHHBIX B JIPYTMX opraHax (Hampumep, Tpu mapa-
JNIOHTUTE), PUCK HEBBIHAIIMBAHUS BO3pacTacT B 2 pasa,
YBEJIMUMBAETCS BEPOSTHOCTD POXKIECHMS 10 27 Hell recTa-
uuu. [Tpu 5ToM OCHOBHAsT poJIb TPUHAMJIEKUT OaKTepH-
anbpHoM ditope [27].

Ponb BUpYcOB M3BecTHa MEHBIIE, OIHAKO TapBOBU-
pyc B19 moxer yBennuuBaTh pUCK CITOHTAHHBIX abOPTOB
Ha JTIOOBIX CPOKaX — UMMYHOTJIOOYJUHBI M K TTapBOBUPYCY
onpenesich y 13% mnpexaeBpeMeHHO POAMBIINX JKEH-
IIWH ¥ TOJIBKO Y 1,5% eHIIH, pOAUBIINX B CpOK [28].

Cocymuctbiii mexanusMm. [Ipesknamricust u orcioiika
TUTALIEHTHI — OCJIOXKHEHUSI 66 peMEHHOCTH, KOTOPBIE YaCTO
MPUBOIST K MHAYIUPOBAHHBIM TTO MEAVIIMHCKUM TTOKa-
3aHUSIM pojaM. O1HaKO 0062 3TU OCJTOXKHEHUsI MOTYT ObITh
CJICICTBUEM HapyIIeHWsT TIIalleHTapHOTO KPOBOTOKA.
TTpesknamricust BcTpevaercs y 3—5% OGepeMeHHBIX XKeH-
IIWH U SBJISIETCS KOMILUIEKCOM OCJIOXKHEHMI, KOTOphIe
HAUMHAIOTCSI B KPUTHUYECKWE TIEPUOIbI MMITTaHTAllUKA
¥ TUIaleHTaunm [24].

Orcoiika rianeHTsl ocaoxHseT ot 0,5 no 1% Gepe-
MeHHocTel. OTCIoeHe TTALEHThI OT CTEHKW MaTKU KJTU -
HUYECKU COTIPOBOXKAAETCS OOJIBIO B XKUBOTE, KPOBSIHBIMU
BBIIEJICHUSIMU, XapaKTEePHOU YIBTPa3BYKOBON KapTHHOIM.
Wcxom nmpu 3TOM 3aBUCUT OT CTETIEHU CTpaJlaHUsI M TecTa-
IIMOHHOTO Bo3pacTa IUIoga Ha MOMEHT OTCIONKY [25].

OTtBer Ha HePOIHIOKPUHHBIN cTpecc. B3aumocssasb
SKOHOMMYECKOTO CTaTyca M TIpeXIeBPEMEHHBIX POIOB
00ycITOBJIeHa TICUXOJIOTUYECKUM JWCTPECCOM B TeUeHME
OGepeMeHHOCTH. MaTepUHCKHII CTpecC aKTUBHUPYET THUITO-
TaJlaMO-TUMO(MU3apHO-HAAMOYEUHUKOBYIO OCbh, YTO CITO-
COOCTBYET MOBBIIIICHUIO YPOBHS KOPTH30J1a Ha 15-if Hene-
Jie 6epeMEeHHOCTH, CTUMYJIUPYS TIIAlleHTAPHYIO CEKPELINIO
KOPTUKOTPOITMH—PWIN3UHT-TOPMOHA,  B3aUMOJIEHCTBY-
JOILETO C TPOCTArJaHIMHOM M OKCHUTOLIMHOM, TIPUBOJIS
K polmaM. YpoBeHb KOPTUKOTPOITMH—PUIN3UHT-TOPMOHA
MOXET CUYMTATLCS MapKepoM TPEXIEBPEMEHHOTO POXKIIE-
HUs [26]. BeImoHeHHBIE B Hallleil cTpaHe U 3a pyoeskoM
WCCIeIOBaHUST TIOKA3au, YTO OCOOEHHOCTH TOBEICHUS
YJIEHOB CEMbH OOYCIIOBJIEHBI CIIOXUBIIUMUCS BHYTPHU-
CeMEMHBIMU OTHOIIEHUSIMU, TICUXOJOTMUECKUM MUKPO-
KJIMMaToM B 3aBUCUMOCTH OT MaTepUaJTbHBIX YCIOBUIA
(00ecre4eHHOCTD KUJIbEM, IOXO/T U T.I1.).
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Mexanuyeckue ¢akropbl. M3BecTHO, uyTO Mexa-
HUYECKMI CTpecc IIeKM MaTKU MOXKET MPUBECTU
K MpexXIeBPEMEHHBIM poAaM, a poJopa3pelieHue Ke-
capeBbIM CeYeHUEeM TIOBBIIIAeT PHUCK TpephIBAHMS
O6epemeHHocTH B mnochenytomem [27]. Kpome Toro,
K JOCPOYHOMY POXIECHUIO MOXKET MPHUBECTHU Tepepa-
CTsDKEHME MAaTKW, HarpuMep, TMpU MHOTOTIIOTHOM
OGepeMEeHHOCTH WJIKM MPU MHOTOBOJIMU B CJIy4ae MOBBI-
IEeHHOUW TPOAYKIIMY aMHUOTHYECKON XUAKOCTH (T0-
nuruapamMHuon) [28]. Jleftomnoma — nobpokayecTBeH-
Hasl OMyXO0JIb B CTEHKE MaTKU — TaKKe MOBBIIIAET PUCK
MpeXIeBPEMEHHBIX POIOB BCJIEICTBUE HATPSKEHMUS
cTeHKM MaTku [20].

MHoromioaHas ¥ WHAYHUPOBAHHAS O€pPEeMEHHOCTb.
AMepuKaHCKHWe WCCIeAOBaHUS ToKaszaiau, 4to 54%
01M3He10B poxnatoTcst HenmoHomeHHbIMU [20]. B EB-
poIIe KOJTWYECTBO MPEXAEBPEMEHHBIX POJIOB OT MHOTO-
TUTOAHBIX OepeMeHHOCTe TakXKe BhICOKO — 48% B Tep-
MaHnu, 68% B ABCTPUM, B CPEIHEM COCTaBJISISI OKOJIO
20% [29].

Haunbonee yacTo HeTOHOIIEHHBIMU POXAAIOTCS ACTH
OT MHAYUWPOBAHHBIX OEPEeMEHHOCTEH B CpaBHEHUM CO
CIIOHTaHHBIMU 6epeMeHHOoCcTsIMU [30].

BonbIMHCTBO AeTeli OT OIMHOIUIOAHBIX GepeMeHHO-
CTell pOXKIAIOTCS BCIEACTBUE CIIOHTAHHOTO HACTYTUICHUST
pPOIIOB, a B cllydae MHOTOTUTOAHBIX OepeMEeHHOCTEN POJIBI
yacTo (1o 50%) nHayurpoBaHsl [29].

DrHuueckas npuxamiexunocts. B CIIA 19% npex-
JIEBPEMEHHBIX POJIOB MIPUXOINUTCS Ha HETPOUIHYIO pacy,
B TO BpeMsl KaK y MpeJcTaBUTeNIeil Oeoil pachl 3TOT MO-
Kazaredb cocTaBisieT 12%, mpu 3TOM pOXIeHUE aeTei
paHee 32 Hell TecTallUM TakKKe Jallle OTMEYaeTcs y dep-
HbIX (2,3%), yeMm y 6enbix (1,1%) xenmmH. Kpome Toro,
V YepHBIX KEHIIWH BBIIIE PUCK MTOBTOPEHMST HEBBIHAIIIN -
BaHWUS B JajbHeeM. OTu (hakTopbl, 6€3yCIIOBHO, MOTYT
OOBACHATHCS BIUSITHUEM CPEIbl M COLMATbHO-9KOHOMM-
YeCKUMHU (haKTOpaMU, HO TaKKe 3aCTaBJISTIOT 3alyMaThCst
U O TEHETUYECKOM TIPEIPacIiONIOKEHHOCTH B HEKOTOPBIX
STHUYECKUX rpynrax [28, 29].

Bo3spact marepu. HauGonee Bbicokuii ¢hakTop pucka
MpeXIeBPEMEHHBIX POIOB OTMEYaeTCs y MOBTOPHOPO-
NSIIAX MOJIOABIX (Mo 18 jieT) M mepBOPOISIIINX CTaphIX
(rocne 40 ner) xeHMH. OOBSICHSIETCS 3TO TEM, 4TO Y
MaTepei-MmoApOCTKOB HUBKMI COLMATbHO-3KOHOMUYE-
CKUIA CTaTyC, a y CTapbIX MaTepeit yalie MMeeT MECTO IKC-
TpaKopIopaJibHOE OIJIOAOTBOPEHME W, KaK CJIeICTBUE,
MHOTOTUTOHAsT OepeMEeHHOCTh, MPEAPACTIONOXEHHOCTh
K TIpeskiaamIicuu [27, 28].
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CouunalibHO-3KOHOMHYECKMid cTaTyc. PasHuiia B Ko-
nudecTtBe HenoHomeHHbIX aeteid B IlBenmu, CIIA
1 MajaBu 9acTUYHO OOBSICHSCTCS pa3IMdUeM B COLIM-
aJIbHO-3KOHOMMYECKUX YCIOBMSIX. B pasBuBaromimxcs
CcTpaHax OTMeYaeTcs] HU3KUM COLIMaibHO-3KOHOMMYE-
CKMI YPOBEHb, a 3TO (haKTOp pUCKa MPEeXIeBPEMEHHO-
ro poxnaeHusi. M3BecTHO, 4TO T1yOOKOHEIOHOIIIEHHbIE
JIETU POXIAIOTCS B 2 pa3a yallle y XeHIIUH, KOTOpbie
KMBYT B JIeMIPMBUPOBAHHBIX paiioHax (Bemukobpura-
Hus) [46]. TToxoxue pe3yabraThl TomydeHbl B Hopse-
TUU: Takue (paKTopbl, KaK MaTb-OIMHOYKA W HU3KUIA
YpOBeHb 00pa3oBaHus y XeHIIUHBI Ha 25 1 50% coort-
BETCTBEHHO YBEJUUYMBAIOT PUCK POXIEHUS HEIOHO-
LIeHHOro pebeHka [26, 27].

WHTtepBan mMexny poaaMu M HOBOW O0epeMEeHHOCThIO
MeHee 6 MeC TOBBIIIAET PUCK TPEXKIESBPEMEHHBIX POIOB
1o 27 Hen rectauuu B 2 paza [27]. DTo 00bsICHSIETCS B~
STHUEM OCJIOKHEHU U B MIPEIbIAYIIMX POJAX, a TAKXKe HU3-
KUM COIMAJTbHBIM YPOBHEM U TSIKeJIbIM 9KOHOMHWYECKIM
MOJIOXKEHUEM XKEHIIUHBI [25, 26].

Kypenne u napkomanus. Kypenue y Mmarepu okasbiBa-
eT 10303aBUCHMOE BJIMSIHME Ha TeueHue 0epeMeHHOCTH,
MOBBIIIAsT PUCK MPEXKIECBPEMEHHOTO POXKICHUS] — Y MHO-
rokypsimux (6onee 10 curaper B neHb) B 2 paza. Kpome
TOTO, UMEIOTCS TaHHbIE, I0Ka3bIBaOIII1e, YTO ITaCCUBHOE
KypeHUe TOXe TOBBIIIAET 3Ty BEPOSITHOCTH [24, 25].

B Hacrosiiiee BpeMst ycTaHOBJIEHO, UTO YIIOTpeOieHue
NIPYTUX TpernapaToB, BKJIOUash HAPKOTUKU U aJKOTOJIb,
accolMupyeTcsl ¢ HeOJaronpUsTHBIMUA UCXOJaMU B HEO-
HaTaJIbHOM TIEPUOJIE M HEJIOHOIIEHHOCThI0. B AMepuke
5,7% HeIOHOIIEHHBIX HIeTeil POAWIUCH y JIWI, TOTpe-
OnsBIIMX KOoKanH U Tabak [28—30]. BmecTe ¢ Tem ymo-
TpebJIeHNe aIKOTO0JIs1, HApKOTUKOB M TabaKa — MPU3HAKK
HU3KOTO COILIMAJIbHOTO YPOBHSI, OTIPEIEIISIIONIEero OO
COLIMATbHO-3KOHOMUYECKHUM CTaTyC XEHIIIMHBI.

3arpssHenue Bo3ayxa. O30H, yrapHblii ra3, OKCH/I a30-
Ta TaKXKe OKa3bIBalOT BPEIHOE J10303aBUCUMOE JIEHICTBIE,
OJTHAKO PsIIT MCCIEIOBAaHUI 3TO He TOATBepxXaatoT. laH-
HBII (PaKTOp MOXKET OBITh TPUIUCIIEH K HU3KOMY COLIM-
aJlbHO-3KOHOMHUYecKoMy cratycy [31].

Takum oOpaszom, TpeACTaBJICHHBIC JaHHbBIE TEMOH-
CTPUPYIOT MHOToOOpa3ue (hakKTOpOB pUCKa U MeXaHU3-
MOB JOCPOYHOTO poxkaeHus . [J1aBHOI 11eJ1bI0 UccienoBa-
HUST 9THX (DAKTOPOB SIBJISIETCST Pa3padOTKA MPEBEHTHBHBIX
(MpouIaAKTHYECKNX) MeP B OTHOIIEHNH HEJJOHOIIEHHOCTH,
BHEPEHUE COBPEMEHHBIX TEXHOJIOTUI JUISI IPOTHO3UPO-
BaHUsI, TPOMPUIAKTUKA U afeKBaTHOTO BEACHUS MPEkK-
JIEBPEMEHHBIX POIOB.
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Differential diagnosis of hypertrophic cardiomyopathy
LV. Leontyeva
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Tuneprpodmyeckas KapauoMuonarusi — Hanoosiee yactas ¢gopmMa KapAHOMHONIATHIA, BCTPEYAIOIIASCSA B I€TCKOM BO3pacTe, BO3HHU-
KaIoIasi IPY MYTALMA TeHOB, KOJUPYIOUIMX 0JIKH CAPKOMEPHOTO H HECAPKOMEPHOr0 KOMILIEKCOB. B 0CHOBY TMarHoCTHKH 3a001€-
BaHMS MOJI0XKEHDbI JaHHbIe 3X0Kapauorpaguu, BbIsABISAIONINE CTPYKTYPHbIE H3MEHEHHUS B CePeYHO# MbIIILe N0 TUIly runeprpodumu,
TPY 3TOM TeHe3 ITHX M3MeHeHHil 0cTaeTcsl HeBbIsICHeHHbIM. [IpuunHbI runepTpoMIecKoii KAPAUOMHONATHH B JETCKOM BO3pacTe
pa3noo0pa3sHbl. Bosbiloe 3HAYEHHE UMEEeT PAHHSS IMATHOCTHKA MeTadomyecKux (hopm runeprpoduueckoil KapAHOMHONATHH, TAK,
B pslie CiIy4aeB BO3MOKeH perpecc runeprpoduu Ha ¢oHe hepMenTo3amMeniaomieii WM HHOI MeAMKAMEHTO3HOI Tepanuu. B ctaTse
npeacTaB/IeHbl KIMHNYeCKHe (KapauaibHble M 9KCTPAKapAHabHble CHMIITOMBI) M JIAG0PATOPHbIE MapKepbl runepTpodyecKkoii Kap-
JTMOMHMONIATHH NPH MYTAIUAX FeHOB 0€JIKOB CAPKOMEPHOTO KOMILIEKCA, BPOXKIECHHBIX HAPYHIEHHSAX 00MeHAa BemecTs (ITMKOreHO03bl,
JIM30COMAJIbHAS NATOJIOTHSI, HAPYIIEHHsI 00OMeHA JKUPHBIX KHUCJIOT, MUTOXOHIPHAJIbHbIE 3200/IeBaHNs), TeHeTHYECKUX CHHIPOMAX
(Hynan, LEOPARD, KocTtemto, cepneuHo-mie-KOXKHblii), HEPBHO-MbIIEYHbIX 3a00/eBanusx. [Ipusoasarcsa kpurepuu audde-
PEHIMAJIbHOI JUATHOCTHKY reHeTHYecKHX (hopM runepTpouueckoil KApAMOMUONATHH U THIIEPTPO(UH MUOKAPA Y CIOPTCMEHOB.

Karoueevte caosa: demu, eunepmpoguueckas KapouomMuonamus, ImMuono2us, CUHOpOMAanbHole hopmbl, 8P0ICOCHHbIE HAPYUIEHUS 00~
MeHa eeulecme, MUMOXOHOPUAAbHbIe Kapouomu onamuu, mviuieyHole ducmpoghuu, cunopomo: Hynan, LEOPARD, Kocmenno, eunep-
mpocghuss Mmuokapoa y cnopmcmeHos.

Ans untnposanus: JleoHTeesa U.B. inppepeHunanbHas anarHocTvka runeptpoduyeckori kapavommonatin. Poc BECTH nepuHarTon v neam-
arp 2017, 62:(3): 20-31. DOI: 10.21508/1027-4065-2017-62-3-20-31

Hypertrophic cardiomyopathy is the most common form of cardiomyopathy, occurring in childhood, occurring when a gene is mutat-
ed that encodes proteins of sarcomeric and non-sarcomeric complexes. The diagnosis of the disease is based on the data of echocar-
diography, revealing structural changes in the heart muscle according to the type of hypertrophy, while the genesis of these changes
remains unclear. The causes of hypertrophic cardiomyopathy in childhood are diverse. Of great importance is the early diagnosis
of metabolic forms of hypertrophic cardiomyopathy, so in some cases regress of hypertrophy is possible against the background
of enzyme-substitution or other drug therapy. The article presents a clinical (cardiac and extracardiac symptoms) and laboratory
markers of hypertrophic cardiomyopathy with mutations of genes of proteins of the sarcomeric complex, congenital metabolic disor-
ders (glycogenoses, lysosomal pathology, fatty acid metabolism disorders, and mitochondrial diseases), genetic syndromes (Noonan,
LEOPARD, Costello, cardio-fascial-cutaneous), neuromuscular diseases. The criteria for differential diagnosis of genetic forms
of hypertrophic cardiomyopathy and myocardial hypertrophy in athletes are presented.

Key words: children, hypertrophic cardiomyopathy, etiology, syndromal forms, congenital metabolic disorders, mitochondrial cardiomy-
opathy, muscular dystrophies, syndromes Noonan, LEOPARD, Costello, myocardial hypertrophy in athletes.

For citation: Leontyeva 1.V. Differential diagnosis of hypertrophic cardiomyopathy. Ros Vestn Perinatol i Pediatr 2017; 62:(3): 20-31 (in Russ).
DOI: 10.21508/1027-4065-2017-62-3-20-31

CornaCHo COBPEMEHHBIM TIpEACTaBICHUSIM, TOJ -
nepTpouyeckoil KapaMoOMHUOIaTUEll TMOHWMAIOT
3a0oieBaHMEe MMOKapja, XapakTepusylolleecss Mac-
CMBHOI TumnepTpodueii MHUOKapaa JIEBOrO Kelynodyka,
HE CBSI3aHHOW C MOBBILIIEHUEM Harpy3ku jaasjieHuem [1].
OCHOBHBIMU MOP(OJOTUUYECKUMU KPUTEPUSIMU 3200~
JIEBAaHUS SIBJISIIOTCSL TUTIEPTpodUs MUOKapaa acuMme-
TPUYHOTO WJIM CUMMETPUYHOIO XapakKTepa ¢ 00s13aTesb-
HO# runeptpodueid MeXKeaylTouyKOBOW TEeperopoaku,
YMEHBIIEHUE TOJIOCTU JIEBOTO >KETYAO0YKa; BO3MOXHA
UIaTaius Tpeacepaunii, BbIpaXXeHHbIe HapyIlIeH!s aua-
CTOTMYECKON (DYHKIIMU, pa3BUTUE B CHUCTOJY TpajueHTa

© JleoHTbesa N.B., 2017

Anpec i koppecnionaenumu: Jleontsesa MpruHa BuktopoBHa — 1.M.H., pod.,
[J1. Hay4YH. COTP. OTAEJA IeTcKoii Kapauosnoruu u aputmonorun HUKHW unctu-
TyTa rneauatpuu uM. akagemuka t0.E. Benbruiiesa

125412 Mockaa, yi. Tannromcekas, 1.2

JABJICHUS B BBIXOAHOM TpPAaKTe JIEBOTO W/WIM TIPaBOTO
JKeTyIouKa. PacrpocTpaHeHHOCTh THIEPTPOGUUIECKOM
KapIMOMMOIIATUM JOCTATOYHO BBICOKA. Tak, MO JaH-
HBIM TTOMYJISIIMOHHOTO 3XOKapauorpaduieckoro CKpu-
HUHTa, CPper B3pPOCIbIX JIMII MOJIOAOTO Bo3pacTta (OT 25
1o 35 net) oHa coctasisier 1 Ha 500. 3abosieBaHue vaie
BcTpevaeTcss y MyxxuuH [1, 2]. Tlo pesynbratam snumie-
MMOJIOTUYECKUX WCCIeIOBAHUM, TIPOBEACHHBIX CpeIu
JIETCKOTO HACEeJIeHUs B Pa3JIMUHBIX CTpaHax, eXeroj-
Has 4JacToTa cJydaeB 3a00JieBaHUST y JeTell KoyieOmeTcs
ot 0,3 mo 0,5 1a 100 000 [3, 4]. [uneprpodrueckast Kap-
IMOMMOIIaTHS SIBIISIETCST HamboJyiee KOBapHOU (GopMoit
KapIMOMMOIIATUI B IETCKOM MpaKTUKe, TaK KakK B Teue-
HHUE JOJITOTO BPeMEHU MOXET IPOTeKaTh OeCCUMITTOM-
HO, B CBSI3W C 4YeM IUIOXO JTUArHOCTUPYETCS, U B TaKOM
CUTyallUM BHe3armHass CMePTh CTAHOBUTCS €€ TIEPBBIM
U TIOCJIEAHUM MPOSBIEHUEM |3, 6].
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OcraeTcsl TMCKYTaOeIbHBIM BOIIPOC O TIEPBUYHOCTHU
U BTOPUYHOCTU PA3TUIHBIX (OPM TUIEPTPODUUECKOM
KapauoMuonatiy. Tak, aMeprKaHCKast KiiacCUu(puKaiust
KapIMOMMOIIATUI pa3aelisieT UX Ha epBUYHbBIE M BTOPUY-
Hble (opMbl. [Tpr 3TOM K IEpBUYHON TUTepTPODUUECKOM
KapIMOMMOIIATUN OTHOCSIT 3a0oJieBaHKMe, TPU KOTOPOM
ceple SIBISIeTCsT eMMHCTBEHHBIM BOBJIEYEHHBIM OPTraHOM,
a KapaIuOMUOTATHIO, Pa3BUBAIOIIYIOCS TIPU HapyIIeHU-
sIX 0OMEHa BEIEeCTB, TeHETUYECKUX CHHIPOMAaxX W HepB-
HO-MBIIIIEUHBIX 3a00JIeBAaHUSAX, OTHOCST K BTOPUYHBIM,
ni cnetduyeckuM dopmam 6ose3nu [2]. B To ke Bpe-
ms EBponeiickast kinaccudukaiys onpeaesisieT rTunepTpo-
(praeckyro KapaIMOMUONaTHIO Ha OCHOBAHWH CTieIupIye-
CKUX MOP(MOTOTMUECKUX U (PYHKIIMOHATBHBIX KPUTEPUEB,
BHE 3aBUCUMOCTH OT HaJIM4YWsl BHECEPIEYHBIX ITPOSBIIEC-
HWIA, 3aTeM paszefisis ee Ha IBe OOJbIINE TPYIIITbL: ceMeii-
Hble/TeHEeTUIECKe U HeceMelHble/HETeHETUYECKIE CO-
crosinust [7]. TlepBas rpymnma BKIIO4YaeT 3aboseBaHUS,
00YCJIOBJIEHHBbIE MYTAIIUSIMA TE€HOB, KOIAUPYIOIIUX OEIKU
CapKOMEPHOTO KOMITJIEKCa, U HACIeACTBEHHBIE TTOATHUITBI
KapIMOMMOITATUN, aCCOIMUPOBAHHBIE C BPOXKIECHHBIMU
HapylIeHUsSIMM OOMeHa BeIEeCTB, HEPBHO-MBIIICUHBIMU
3200JIeBAaHUSIMU, TeHETUIeCKUMK cuHapomamu. K Hece-
MEWHBIM/HETEHETUUECKIUM (POpMaM OTHOCST THIIEPTPO-
(prveckyio KapauoOMHUONATHIO, €CIM OHAa HE BBISBIISIETCS
y APYTUX YJIEHOB CEMbU (Ha OCHOBAHUM aHAIU3a CeMeli-
HOrO aHaMHe3a W KJIMHUYECKOW OLEHKM). YKa3aHHbIe
(opMBbI pa3mesSIoTcs Ha UaUoNaTHIecKue, MpUIMHa KO-
TOPBIX HE W3BECTHa, W TPUOOPETEHHBIE, TPH KOTOPHIX
TUCHYHKIUS KEJTYITOYKOB CITYKUT OCITOXXHEHUEM KaKo-
ro-100 3a00JIeBaHUsI, a HE ero TTPOSIBJICHUEM.

OCHOBHBIM METOIOM JUATHOCTMKM THIepTpodrue-
CKOI KapIMOMMOIIATUU SIBJISIETCSl  9XOKapauorpadusi,
9TUM MCCIIEJOBAaHUEM MCKIIIOYAIOTCS TOPOKU cepilia,
HO TIPUYMHA BO3HUKHOBEHUS 3a00JIeBaHKS TPEOYET yTOU-
HEHUS. DTHOJIOTUSI TUTEPTPO(PUIECKON KaparMOMUOTIa-
TUM pa3HOOOpa3Ha, 0OCOOEHHO B JIeTCKOM Bo3pacte. OHa
MOXET BO3HUKATh MPU TeHETUUYECKOM TATOJIOTUM Kapau-
OMUOIIUTOB, TIPY HACJEACTBEHHBIX 3a00JIeBAaHUAX 0OMe-
Ha BEIIECTB, TeHETUIECKHUX CUHIPOMAX C MOJTMOTPAHHBIM
BOBJIEUEHUEM, HEPBHO-MBIIIECYHBIX 3a00neBaHusIX [3, 8],
a TaKKe MOXKET Pa3BUBAThLCS BCIIEACTBUE CITIOPTUBHOTO Tie-
peHarpsLKeHUsT M apTepraibHOl ruriepteHsun [9]. Takoit
IIUPOKUIA KPYT TIPUYMH TUTIEPTPOGUN MUOKapaa TpedyeT
B KaXIOM KOHKPETHOM CiTy4ae YCTAHOBJIEHUST UCTUHHOM
STUOJIOTUH TIpoliecca, Tak KakK OT 9TOM MHMOpMaIy 3a-
BHMCHT TaKTHKa BeJICHUS TTAllIEHTOB.

MyTanuu reHoB, KOIUPYIOMMX OEJKH CEepIeYyHoro cap-
KOMepa, KaK NpPUYMHA TrunepTpodudecKoii KapauoMHo-
natui. HauGosee dacToif MPUYMHON WM30JUPOBAHHOMN
(TIlepBUYHOI) TUTIEPTPODUU MUOKapHaa SIBISIIOTCS My-
Talu¥ OEJIKOB, KOIUPYIOIINX pa3TUYHbIe KOMITOHEHTHI
CepIeyHOro capkomepa, HacjeloBaHUE 3TUX COCTOSI-
Huii — ayrocomHo-nmoMuHaHTHOe [10, 11]. BoabmmHCcTBO
(50—60%) B3pOCITBIX OOJBHBIX C TUTTEPTPOPUIECKON Kap-
JTMOMUOTIATHE NMEIOT MyTalliIo OJHOTO M3 TEHOB OEJTKOB
CepleyHoro capkomepa. YctaHoBieHbl 14 reHOB (Oosee

200 myTtanuii) 6eaKOBbIX KOMIIOHEHTOB CEPEUHOIO cap-
KoMmepa, JedeKTbl KOTOPbIX HaOMI0MaloTcsl y OOJIbHBIX
¢ TunepTpodudueckoit KaparoMmuomnatueit. K HuM or-
HOCSITCSI MyTallUM TEHOB OeTa-MUO3MHA TSDKEJION 1Iernu
(MYH?7), muosuHcszbiBatoniero oenka C (MYBPC3),
cepaeyHoro tporoHuHa T (TNNT2), tpononuHa |
(TNNI3), anbda-tporiomuosuna (TPM1I), anbha-cep-
neyHoro aktuHa (ACTC), ceHuMaaTbHOTO MMO3WHA JIETKUX
ueneit (MYL3), peryasiTopHOTO MUO3MHA JIETKUX IIeTei
(MYL2), cepneunoro tporionnHa C (TNNCI), anbdha-mu-
o3uHa Tsekesioit et (M YH6) v tutuna (TTN).

Hawnbonee yactro HabGmomamTCsi MyTalluM TeHa Oe-
Ta-MUO3WHA TKEBIX Lierneit — B 30—50% ceMeit manm-
€HTOB ¢ rurieprpodudeckoit Kapaumomuonarueiti. K Ha-
cTosIeEMy BpeMeHM u3BecTHO Oosee 40 pasanyHbIX
MyTallMii 3TOTO TeHa, KOTOpPbIe OIPEIessIOT BhIpakeH-
HOCTb TUTIepTpoUu U TPOTHO3 Oosie3Hu. Tak, «HeOna-
ronpusiTHbie» Mytauuu (Hanpumep, R719Q mu R403Q)
YacTo BEOyT K OOJNbIIeil BBIPAKEHHOCTU THIIEPTPOhUU
JIEBOTO KeJTyI0YKa, 4YeM Jpyrue MyTalluy ¢ OJaromnpusT-
HBIM TTpOTHO30M. OIHAaKO TaHHAasl 3aKOHOMEPHOCTD TTPO-
cJIeXXKBaeTCsl He Bceraa. Y 4JIeHOB OHOM U TOH XKe CeMbU
C OJMHAKOBOW MyTallyell BBIPaK€eHHOCTh KIMHUYECKHUX
MPOSIBJICHUI MOXKET ITMPOKO BapbupoBath [10, 11].

Myrauuu renos TpononuHa T (TNNT2), TporioHuHa
I (TNNI3) npuBOAsT K BOSHUKHOBEHHUIO TUTIepTpoduye-
CKOU KapmuoMmuomnaTu B 5—15% ciydaeB, TIO JaHHBIM
pasHbIX MccaenoBaHui. MaeHTHGUKaus MyTaluy yKa-
3aHHBIX T€HOB MMEET OOJIbIIIoe KIMHUYECKOe 3HauYeHUe,
TaK Kak Ipy 3TOM HaOJIIoAaeTCsl JOCTaTOUHO OJIarOmpUsIT-
HOe TeueHue 3a00JieBaHusI, OTMEUaeTCsl cyiabast BbIpaXKeH-
HOCTb TUNEePTPO(MUH, HO BBICOK PUCK BHE3AITHON CMEPTH
[10, 11]. Myrauuu rena TPM1 cBsi3aHbl CO 3HAYUTEJIb-
HOI 4acTOTO pa3BUTHSI IUJIATAllMM JIEBOTO KEJylIo4yKa
B TTO3THEI CTaauu 3a00JiIeBaHUSI M CMEPTH KaK BHE3aITHOM,
TaK M OT CepAeYHON HeaoCcTaTOuYHOCTH [11].

Bospact mMaHudecranmu 3abosieBaHUSI TIPU TUIIEP-
Tporueckoil KapAUMUOMNATUKU BCJIEACTBUE HedekTa
TE€HOB, KOIMPYIOIINX OEJIKM CApKOMEPHOTO KOMILIEKca,
BapbupyeT. Tak, paHHsIsT MaHudecTauusi 6oJjiee Xapak-
TepHa JIJIsST MyTallMii B TeHe MUO3WHA TSKENTBIX LIeTTeid.
B npyrux ciayyasix ne6roT 3a00jieBaHMST YacTO MPUXOIUT-
csl Ha MyOepTaTHBIN Mepuoa, B MOMEHT WHTEHCUBHOTO
pocta pebenka. [Ipu rumeprpoduueckoii KapaIruOMHUO-
MaThy, TTPUIMHON KOTOPOM SIBJISIETCS MyTallusl TeHa, KO-
nupytoniero TpormoHuH T win C-cBs3bIBalOLINi OENoK,
MaHudecTalus Bo3MoxHa nocie 21 roma [12]. Cnemyer
MOAYEPKHYTh, YTO TeHETUIECKUE Ne(DEKThI XapaKTepu3y-
FOTCSI pa3HOM CTETIEHbIO TTEHETPAHTHOCTU. YCTAaHOBJICHO,
YTO y TALMEHTOB, MMEIIIMX HECKOJIbKO TaToJI0ThYe-
CKMX MyTallMii, HaOsomaercs: Oojiee TsKenoe TeueHue
3a00JIeBaHMS 1 XYW mporHo3 [13].

VY 5—10% nauueHTOB MPUYMHON THUTIEPTPODUUECKO
KapIMOMMOIIATUM SIBJISIIOTCS IPYTHe TeHeTMYeCKue 3a-
OoJieBaHMSI — HACJIEICTBEHHbIC HapylIeHUsT oOMeHa Be-
IIECTB, HEPBHO-MBIIIEYHbIE OOJE3HU W TeHETUYECKHE
cuHapomsl [1, 13].
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OB30PbI JINTEPATYPbI

Tabauya 1. Ienvt Hecapkomeproz2o KoMnieKkca, 6bI3bléalousue paiu4Hole YopmolL 2unepmpouueckoli Kapouomuonamuu
Table 1. Nonsarcomere protein gene mutation causing various forms of hypertrophic cardiomyopathy

Ten AbGpeBuarypa  Jlokanusauus HacaenoBanue DenoTun
. [tukorenos 11 Tuna
Alpha-glucosidase GAA 17925 AyTOCOMHO-pEIIECCUBHOE (Gonearth TIoNTIE)
. [nukorenos I11 a Tuna
Glycogen debranching enzyme GDE 1p21 To xe (o e
Alpha-galactosidase GLA Xq22 X-cLeruieHHOe Bone3np ®adbpu
Frataxin FRDA 9q AyTocoMHO-perieccuBHOe  Atakcusi @puapeiixa
Transthyretin [ TTR 18ql1 AyTOCOMHO-IOMUHaHTHOe Amuionnos I tuna
.. . Tuneprpodusi 1eBoro
Frsiioie quase, Al PRKAG?2 17925 To xe XKeynouka, cuHapoM WPW,
noncatalytic, gamma-2
HapylIeHNe TTPOBEICHMS
sy asaclizd Miambizins LAMP2 Xq24 X-clerieHHoe bonesns JlaHoHa

protein 2

Ipumeuarue. Cunnpom WPW — cunapom Bonbda—IlapkuHcoHa—Yaiita.

Metabommyeckue (opmbl runepTpodudecKoii Kapano-
muonatun. [uneprpoduyeckas KapauOMUOIIATHSI YacTo
CIIYXXHT COCTaBJISTIONIEN MeTabOoIMIeCKUX 3a00JIeBaHUIA,
BO3HUKAIOIINX B pe3yJibTaTe MyTalluii TeHOB OEJIKOB He-
CapKOMEpPHOTO KOMIUIEKCa, CJIEACTBUEM YEro SIBJSIET-
¢ OTJIOXEHHME TIPOAYKTOB HapyIIEHHOTO MeTaboiIm3Ma
B LIMTOILJIa3Me WJIM JIM30COMaxX KapauoMuouuTos [1, 14].
B paHHUX McClleIOBaHUSAX MTOKAa3aHO, YTO BPOXICHHBIE
HapylIeHWs] oOMeHa BEIIECTB MOTYT OBITh MPUINHOM
pa3BuTUsA KapauoMuoratuii B 5% ciydaeB [8]. B Ha-
CTosIIIIee BpeMsl MPUBOMIITCS JaHHBLIE O 00Jiee BBICOKOI
pacripocTpaHeHHOCTH — 26% ciydaeB [15]. TIporHos
TeYeHUs TUMEePTPOPUIECKON KapAMOMUOTIATUN 3HAYU -
TEJbHO XyXe TPy MeTaboJuuyeckoil mpuponae OoJie3HU,
CMEpPTHOCTh B 3TOW TPYIIIE TAlMEeHTOB 3a ABYXJIETHUIA
repyo HabromeHusT gocturaer 57% o cpaBHEHUIO
¢ 2% npu nepsuuHoii hopMe [16]. OnpeneneHue mera-
GOJIMYECKOM ITUOJIOTUM TUTIEPTPOPUIECKON KapauOMU--
OTaTUM yXe Ha MepBOM TOAY XU3HU OOJIbHOTO pebeHKa
MMeeT pellaiolee 3HaueHWe JUIST BBIPAOOTKU TaKTHUKU
BeJIeHUSI MallMeHTa, Ha3HauYeHUs quddepeHIMpOBaHHOM
MMaTOreHeTUYECKOM Teparmu U CBOEBPEMEHHOTO MeIu-
KO-T€HEeTUYeCKOoro KoHcyastupoBaHus [8, 15]. Cnenyer
MOAYEPKHYTh, YTO B clydyae MO3AHEN TMarHOCTUKU Kap-
JTUOMMOIIATHM, UMEIOIINX MEeTabOJMIECKYIO STHOJIOTHIO,
MMPOTHO3 pe3Ko yxyairaeTcss. OCHOBHbBIE TeHBI, BbI3bIBAIO-
e MeTabondeckue GopMbl TUTTETPOPUIECKOM Kapau-
OMMOTIATHM, TIPEICTaBICHBI B Ta0. 1.

Tukoeenossr — Hambosee wvacTtasi MeTabomyecKas
MpUYMHA TUTIEPTPOPUIECKOIN KapAMOMHUOIIaTUH, COTJIAC-
HO JaHHBIM TIEIMATPUUYECKOTO PErrcTpa KapauoMUora-
it [8, 17]. Myrauust B rene PRKAG2 (y,—cyObeanuHuIa
aneHo3nMoHodochaT-aKTUBUPYIOIIEH MPOTEeMHKWHA3HI),
PACTIONIOKEHHOTO Ha JUTMHHOM T1JIedye XPOMOCOMBI 7, SIB-
JIeTCsT IPUYUMHOM Pa3BUTHSI TIMKOTEH-aCCOLIMPOBAHHOMN
KapIMOMMOIIATUN, WJIM W30JUPOBAHHOTO TJIMKOTE€HO3a
cepaua. I[Ipy manHoM 3a00JIeBaHUM TIIMKOT€H OTKJIAIbI-
BaeTcs TIpEeNMYIIeCTBeHHO B Muokapze [18]. XapakrepHa
nuddy3Has TunepTpodust IEBOTO 1 IIPABOTO XKeJTYI0YKOB,

MpaBoOro MpeAcepaus, Tpu 3TOM CTeleHb TurepTpoduu
ymepeHHas (MmeHee 20 MM). YacTo BbISIBIISIETCST BbIpaXKeH-
Hasl OpaguKapavs 3a CUeT CUHApPOMa ClIabOCTU CUHYCO-
BOro ysia, xapaktepeH ¢deHomeH Bombda—IlapkuHco-
Ha—VYaiita (WPW). DkcrpakapanaibHbie MPOSIBICHUS
OTCYTCTBYIOT, BO3MOXHa JieTKasl 3aJiepKKa YMCTBEHHO-
ro pazsutus [18, 19]. Kapauomuonartus Ha GoHe My-
tauun B reHe PRKAG2 cocrasnser 1% cpenu Bcex ciy-
yaeB rumneptrpoduyeckoi Kapauomuonatuu [19].
bonesnv Jlanona. MyTaliu reHa Ju30COM-acCOLIMUPO-
BaHHOTO MeMOpaHHoro TiporerHa (LAMP2) ciyxar npu-
yuHO# pa3BuTus raukoreHosa Il b tuna (ricesmollomme
C HOPMaJIbHOM KMCJION MajibTa3oil), ToJIy4yMBIIEeTro Ha3Ba-
Hue 6osne3Hu [laHoHa. [dedeKTbl reHa MpUBOIST K Hapy-
LIEHUIO (PYHKIIMU JIN30COMAIbHON MEMOpPaHBI, CJIEICTBU-
€M Yero SIBJISIETCSl HapyllIeHUe CTPYKTYPHOI LIEJIOCTHOCTH
JIN30COM, a TAaKXKe HapyIlIeHWe TPaHCIIOPTa MPOIYKTOB Jie-
rpafgalyy JU30COMAaTbHOTO COJAEPKUMOTO B LIMTOILIA3MY.
Ilpu sTOM B KapauoOMUOLIMTaX M KIETKAaX CKeJeTHOM
MYCKYJIaTypbl HaKaIlJIMBAlOTCSl BaKyoJId, COJEpXKalllne
MPOAYKTHI JeTpanalvi COACPKUMOTO JIM30COM, B TOM
yuciie OOJbIIOe KOJWYECTBO MJIMKOreHa. 3abojieBaHUe
HacJieflyeTcsi JOMMHAHTHO, CLIETUIGHO C XpoMOcoMmoil X
[20]. KnuHuueckue TpOSIBIIEHUS XapaKTepU3YIOTCS TH-
MUYHON TpUAmoi: KapauoMuonatusi (OCHOBHOE KJIMHM-
Yyeckoe TIPOSIBJIEHME), CKeJleTHasi MUOIAaTUs W OTCTaBa-
Hue B yMcTBeHHOM pa3sutuu [20, 21]. [To knmHuueckum
MPOSIBICHUSIM KapauoMuonatusi mpu 0ojie3Hu JlaHoHa
MPaKTUYECKU HE OTJIMYAETCS OT TsKeJIol (hopMbI TUTIep-
TpOo(PUIECKOI KapaMOMUOTIATUH, BO3HUKAIOIIEH Ha (hoHe
MyTallui TEHOB OEJKOB CapKOMEPHOTO KOMILIeKca.
XapakTepHa KOHIIEHTpUYecKasi 9KCTpeMabHO BbhIpaXKeH-
Hasl TunepTpodus JIEBOTO Xeaylouka (TOJIIMHA CTEHOK
nocturaeT 50 MM) B COUETAaHMM C BBIPA)KEHHON CUCTOJIM-
yecKoil mucdyHkmueii [22]. 3aboaeBaHne OTIIMYACTCST He-
0JIarONIPUSITHBIM TIPOTPEIUEHTHBIM TEYEHUEM C BBICOKOM
BEpPOSITHOCTHIO Pa3BUTHSI BHE3AITHOW CMEPTU WJIM TIPO-
TPeCCUPOBAHUST TSKEJION CEepAeYHON HEI0CTaTOUHOCTH.
BaxubsiM OKI'-mapkepom sBisietcsi cuHapom WPW,
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CITOCOOCTBYIOIIMIT BO3HUKHOBEHUIO HApYIIEHUI cepred-
HOTO PUTMa B BUJE CYMPABEHTPUKYJSIPHON TaxXMKapIuH,
pubpuaIMy nipeacepanii. Bo3aMoOXHBI cllydand BHe3ar-
HOW CepIeYyHOil CMepPTH, CBSI3aHHBbIE C BO3HUKHOBEHU-
eM Xu3Heyrpoxariux aputMuii [22]. bonesns JlanoHa
JIOJDKHA OBITH 3arojo3peHa npu codyetaHun nuddy3Hon
CUMMETPUYHON TUTIEPTPOMUU JIEBOTO XKeTya0uKa U CHH-
npoma WPW ¢ skcTpakapavaqbHBIMU CUMIITOMaMU: CKe-
JIETHAs MMOTIATUsSI, OTCTaBaHUE B YMCTBEHHOM DPa3BUTUU
1 JJabopaTopHble MapKephl (TTOBBILIEHE YPOBHST TpaHCa-
MMHA3 M KpeaTUHKWHA3b!). JInarHo3 noJkeH ObITh BepH-
(umpoBaH JaHHBIMU T€HETUYECKOTO aHaAJIM3a.

bonesns Ilomne (rnukoreHo3 Il Tuma) takxke MOXeT
OBITH TIPUYNHOM TUTIEPTPODUIECKON KapaAUOMUOITATHM.
3abosieBaHME BOZHUKAET MPU HACJIEACTBEHHOM JeUIn-
Te (pepMeHTa KUCIOM anbda-1,4-raoKo3uaassl (KUCIOM
MaJibTa3bl), KOTOPBIA OCYIIECTBISIET TUAPOIU3 TIUKOTE-
Ha U APYTUX OJIMTOCAXapuIOB 0 CBOOOIHONM TIIOKO3bI.
Mopdonornyeckre TpOSBIACHUST BKIOYalOT AUPPy3-
HYIO BaKyoJIM3allil0 MUOKapjaa ¢ HaKOIUIEHWEM TJIMKO-
reHa, B TOM YKCJIe M B 00JJACTH TIPOBOJSIIEH CUCTEMBI
cepnaua. JIemo3uThl TIMKOTeHa TakKXe OTKIIaabIBAlOTCS
B IJIAJKOMBIIIEUHBIX KJI€TKAX, SHIOTENN, B CKEJIETHBIX
MBIIIIAX U TeYeHU. B 3aBUCUMOCTU OT BPEMEHU IOSB-
JIEHUST CUMIITOMATUKHU BBIACSIOT MHDAHTWIBHYIO, IOHO-
1IeCKYI0 M B3pocyio ¢hopMbl. 3aboieBaHKe peodanaeT
y 71l MyxXckoro nojia [23, 24]. [TopaxxeHue cepaiia He-
pelnKo pa3BUBAaeTCs ellle BO BHYTPUYTPOOHOM TEpHUOJE,
YTO MOXET TIPUBECTU K BHYTPUYTPOOHOI CMepTH TIIoda
13-32 TIXKEJON CepleuyHOil HemOCTATOUHOCTU (BOJSIHKA
ruiona). [lpu mHbaHTUIBHON (hopMe KaparuoMUOIIaTUSI
MaHU(peCTUpyeT B Bo3pacTe 2—7 Mec, OTMEUaeTCsT pe3Koe
yBelM4YeHue pasMepa cepaia, y 20% naireHToB — BbIpa-
JKeHHBI (uOpoasacTo3 3HIoKapaa. B npyrux cioydasx
3a00JIeBaHUE MPOSIBIISIETCS TUTIEPTPOGUUECKON Kaparo-
MHOMaTHe, Jalle CUMMETPUYHON KOHIEHTPUYECKOM,
pexe — aCMMMETPUYHON ¢ MpeuMYIeCTBeHHOM TUIep-
Tpodueir MexoKeIyI0uKOBOM Teperopoaku, MOXET CO-
MPOBOXIATHCSI OOCTPYKIIMEN BBIXOTHBIX TPAKTOB JKETy-
JTOYKOB (uaitie jeBoro) [23, 24].

OKT-kputepusiMu SIBJISIIOTCSI 9KCTPEMaIbHO BBICO-
KMii BoabTaxX KoMIiekcoB QRS, rureptpodust IIpaBoro
MpeCepaAnsi, JEBOXKEITyI0UKOBasT WM OWBEHTPUKYIISAP-
Has TUIepTpodusl MUOKapaa, y3K1Ue U TIyOOKHe 3yOIlbI
0 B orenenusx II, II, aVF, V =V, HapyiieHus peno-
JISIpU3allMi B BUJIE ETPECCUU, pexke MoabeMa cerMeHTa
ST n cummerpuuHoit uaBepcuu 3youa 7 B I, 11 u neBbix
TPYIHBIX OTBeneHusX [24, 25]. Bo3aMOXHBI HapylIeHMSI
CepACYHOTr0 pUTMa M TPOBOAMMOCTH, CUHIpoM WPW,
yKopoueHue unrepsaia P—R (mo 0,04—0,08 c) npenpac-
rmoJjiaraeT K CynmpaBeHTPUKYJISIPHON Taxukapauu. MoryT
OOHAPYXKMBAThCSl MPU3HAKKM HAPYIICHUS BHYTPYIKETY-
JIOYKOBOI TIPOBOAMMOCTU. B psine ciyyaeB Havayno 00-
JIE3HU Y HOBOPOKAEHHBIX TTPOSIBIISIETCST MTAaTOJIOTMYECKOM
OpaguKapavueil MiIn CyMpaBeHTPUKYJISIPHONM TaxXWKapau-
el [26]. CmepTb OOJTBHBIX HACTYIAET M3-3a CepAeYHOM
JIeKOMIIEHCALIMU VUIW BHE3aITHo [24].

BenymmMu  sKcTpakapauanbHBIMUA - TTPOSIBJICHUSIMUA
MpY MTHMAHTUIIEHOM (hopMe SIBIISIIOTCS TeHepaTM30BaHHAsT
MBIIIeYHasT TUTTOTOHUSI, CHIDKEHUE TITYOOKHMX CYXOXHITb-
HBIX peIeKCOB, 3aTpyIHEHUE IbIXaHWUsI, TeraTOMETaIusI,
Makporinoccus [23, 24]. JlabopaTopHble KPUTESPUM IHa-
THOCTUKU: 3HAYUTEIBHOE TTOBBIIIEHNE YPOBHSI KpeaTHH-
docdhoKkHA3kl B KPOBU, CHIKEHHOE COepKaHue KUCITOM
abta-1,4-rMoKo3uaa3sl B CyXUX TSITHAX KPOBU, BBISB-
JeHue mytanuii reHa GAA [23, 24]. CooOliieHbl TTOOXM-
TeJbHBIE Pe3yJIbTaThl JIedeHUs eTeit ¢ Oose3Hblo [Tomrie
MmyTeM TIpUMEHEHUs (depMeHTOo3aMelalomel Teparnun
(pexoMOMHaHTHas Kuciast albga-rioKo3uaasa) [27].

Turxoeenos 111 muna (6one3ns Kopu/®opodeca, Coris/
Forbes disease) Tak:ke MOXeT ObITh IPUYMHON TUTIEPTPO-
(uveckoil KapmuoMUONaTHH, KOTopas OOBIYHO HOCHUT
CUMMETPUYHBINA, KOHIIEHTPUYECKUN HEOOCTPYKTUBHBIIM
XapakTep, pexXe pa3BUBAIOTCSI OOCTPYKTUBHBIE (DOPMBI
[28]. TTopaxkenue cepaua HabmogaeTcst 6oee yem y 60%
MaleHToB, B JETCKOM BO3pacTe 3a0ojieBaHUE ITATEIb-
HO TpOTeKaeT CYOKIMHUYECKH, TTPOTPECCUPYST C BO3pac-
tom. Ha BKI mMewT MecTto mpusHaku rureptpoduu
JIEBOTO KeJTyldo4Ka, HapylleHHe Tpollecca pernosisipu3a-
1IM1, He3HAYMTEIbHOE YKOpouyeHre uHrepsaia P—R [28],
BO3MOXHBI 3MHU30bI KEIyJTOUYKOBOK Taxukapauu [29].
Ilo nmaHHBIM peHTreHorpaduu BO3MOXHO YMEpPEeHHOE
yBeJIMYeHNe TEHU cepiila, MAarHUTHO-PE30HAHCHAsK TOMO-
rpadust BBISIBIISIET pacIIpOCTPaHEHHBIN MUOKAPIUATbHBIM
Gubpo3. DKcTpakapauaaIbHBIMU CUMITOMaMu 3a00JeBa-
HUSI, BO3HUKAIOIIMMU Ha TIEPBOM TOY JKU3HU, SIBJISTIOTCS
rermatoMeraivsi U 3amepkka TCUXOMOTOPHOTO Pa3BUTHS,
3aTeM B KJIMHUYECKOI KapTHHE HAYMHAIOT JOMUHUPOBATh
MMOTIaTUYeCKUe TTPU3HAKK (MBbILIEUHAs] TUTIOTOHUSI, Clla-
60CTb TUCTATLHON MYCKYJIATYpPhI, MBIIIIEYHbIE aTPODUN).
XapakTepHbl TIOBTOPHBIE PECITUPATOpHbIE WHGMEKIINH,
CKJIOHHOCTb K OXUpPeHWI0. MOTyT OmnpeaesaTbcsl KcaH-
TOMBI Ha JIOKTSIX, KOJIEHSIX, SITOMUIIAX, TUTIEPIUTTHICMUSI,
yBeJMYeHNE YPOBHS MEeYeHOUHBIX TpPaHCAMMHA3 B KPOBH,
TUTIOTIIMKEMUYEeCKIe KpU3HI [28].

JlabopaTopHBIMU MapKepaMM CTyKaT TUITOTTIMKEMMUSI,
MeTaboJMIeCKU alua03, TUTIEPIUTUICMUS, yBeJInde-
HUE YPOBHS TEUEHOYHBIX TpaHCAaMWHA3, KpeaTUHUHKM-
Ha3bl. YPOBEHb TITIOKO3bI B KPOBU TTOCJIE BBEACHUS TJTIO-
KaroHa He MOBBIIIAETCS, HO TOJIEPAHTHOCTH K TaJlaKTo3e
1 ppykTOo3e coxpaHeHa. CTerneHb OMOXUMUIECKUX U3Me-
HEHWI TOCTOBEPHO KOPPETUPYET C TSKECTHIO KApIUOMIUO-
natud. B OuonTaTax MBIl U TIeYeHU OOHApy>KMUBaeT-
csl TIeperpy3Ka KJIETOK TJTMKOTEHOM, CHUKEHHME YPOBHS
aMuIo- 1,6-TMoKo3Maa3bkl TIPU HOPMAaJIbHOM  COfepIKa-
HUW KUCJION MajIbTa3bl, BTOPUYHOE CHIKEHNE aKTUBHO-
CTH III0K030-6-(pocdarassl wim docdopuiassl [28, 29].

bonesnb Andepcona—PDabpu OTHOCUTCS K TU30COMATTb-
HOI MaTOJIOTUU, BBI3BAHHOM Te€HETUYECKU JETEPMUHU-
POBaHHBIM Je(PUIIUTOM JTM30COMATLHOTO (hepMEeHTa TPU-
reKco3mIrepaMuI-aibda-rarakTo3uaasbl, CJIeICTBUEM
Yero CYKUT HaKOTIJIEHHWE B TKAHSX TaJlaKTO3WIILIepaMua.
Berpeuaercst y 1% B3pociblx MAlMEHTOB C TUITEPTPO-
duyeckoit kKapauommornaTtueit [30]. [uneprpoduyeckas
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KapaIWOMUOIIATHS SIBJISIETCS OMHUM M3 OCHOBHBIX MPOSTB-
Jnenuit 6oe3nn Pabpu. Yarmne BcTpevyaeTcss HEOOCTPYK-
TUBHas CUMMETpUYHas (opMa, pexke — 0OCTPYKTUBHAsK
dopwma c obcrpykumeii 1—2-it crenenu [30, 31]. BHauasne
MpeobiamaeT IMacToandeckast TMChYHKIIMS, B aTbHe-
IIIeM YaCTO BO3HMKAET CHIKEHUE CUCTOINIECKOM (PYHK-
1MW C PA3BUTHEM JICBOXETYIOYKOBOM CepIedHO Hemo-
cratouHocty [30]. BodmoxkHa rumneptpodusi He TOJIBKO
JIEBOTO, HO W TMPaBOro xenayaouyka [32]. AKKyMyasiuust
TJTUKOCUHTOJUTIMIOB B TJAAKUX MBIIIEUHBIX KIIETKAX
U SHAOTEIMU COCYIMCTOM CTEHKU MPWBOIUT K 3HAYM-
TETbHOMY CHWKEHUI0 KOPOHAPHOTO KPOBOTOKA M MUO-
KapauaiabHoro pedepBa [33]. HapyuieHus purma u mpo-
BOAVUMOCTH  TIPOSIBIITIOTCSl Pa3IMYHBIMU BapyaHTaMU
reTepOTOIHBIX apuTMUii. YacTo BOZHUKAET C1ab0CTh CU-
HYCOBOTO y3J1a C pa3BUTHEM CUMIITOMHON OpaavKapanu,
MepLUaHUSI—TpereTaHusT TpeAcepaAnil; MpU TMOpakeHUN
ATPUOBEHTPUKYJISIPHOTO COSIMHEHUSI Pa3BUBAETCS TO-
TepevHast aTpUOBEHTPUKYJIsIpHast 6yiokana. Hapyirenust
CEpIEeYHOTO PUTMA U TPOBOIUMOCTU CO3MAIOT YCIOBUSI
IIJIsT BOSHUKHOBEHMST CHHIpOMAa BHE3aITHOU cMepTH [34].

DKCcTpaKapauadbHble TIPOSIBIEHUS 4YacTO Tpele-
CTBYIOT Pa3BUTHIO KapAWaTbHBIX HapyieHuii. Hepeako
MEepPBBIMU CUMIITOMaMU SIBJISIFOTCS TTapacTe3nu (0ose3-
HEHHOCTh W XKeHMe) B pyKax M Horax. XapaKTepHbI
KOXHBIE M3MEHEHMST IO TUITy aHTHOKEpaTOM Ha SITo-
IWIax, B 00JacTW TyIKa, Maxa, Ha Tybax W Maybliax
PYK, TIOMyTHeHUe poroBullbl; y 1/3 nmereit HaGmona-
eTCs CyCTaBHOM cuHApoM. YacTo BO3HUKAET TMopaxke-
HUE TOoYeK, NeOI0TUpYollee ¢ MPOTEMHYPUH, OBICTPO
pa3BHMBaeTCs MOYeUHass HEJOCTATOUHOCTh. XapaKTepHa
CUMIITOMaTHYEeCKasl PEeHOBACKYJIsIpHAs apTepuaibHast
runeprens3us [30].

HuarHoctuka Gone3Hn  Dabpu  OCHOBBIBAETCS
Ha orlpeesicHUe aibda-raJakTo3UaIa3HOl aKTUBHOCTU
B JICMKOIUTAX WU KYJIBTUBUPOBAHHBIX KOXKHBIX (DUOPO-
Onactax. /JIlmarHo3 Bepu@pUIMPYETCS IO TaHHBIM MOJIE-
KYJISIpHO-TEHETUYECKOM AruarHocTuku. CBOeBpeMEeHHOE
HazHaueHue (epmeHTo3amenatomein Tepanuu (agalsi-
dase alfa) cyiiecTBeHHO yJIydlliaeT CUCTOJUYECKYIO U TN~
acToJIMYEeCKy10 (byHKIIMU JIEBOTO Xeaynouka [35].

Mykonoaucaxapudosel. Tuneprpoduyeckas Kapauo-
MMOTAaTHsI BO3HUKAET MTPU MYKOITOIMcCaXapyuIo3ax BCIe -
CTBHE HapyIIeHUsT 0OMeHa KUCITBIX MYKOITOJIMCaXapuaI0B
(rmuko3aMuHoOIIMKaHOB). [umneprpoduueckass Kapauo-
MHOTMATHSI HOCUT CHUMMETPUYHBINA KOHIIEHTPUUYECKUIA
XapakTep, CTeleHb TUMepTpoGUU yMepeHHast, KaK Ipa-
BWJIO, HE TIpeBbIIIaeT 15 MM, 4acTo coyeTaeTcsl ¢ Kia-
IMTAaHHBIMU TIOPOKAMM CepAlla WM HapylIeHUSIMUA pPUTMa
3a CYeT OTJIOXKEHUS TTPOAYKTOB MeTaboM3Ma KakK B Kap-
JTUOMMOLINTAX, TaK M B KJIETKAaX MPOBOISIIECH CHUCTEMBI
n Kiana"HHoro amnmnapara [36]. Tuneprpoduyeckas kap-
JMTUOMMOTIATHSI HaOTI0MaeTCsT TIPU MYKOTIOJIMCaXapua03ax
I, 11, TII, IV u VII Tunos. 3aboneBaHue TUAarHOCTUPYIOT
Ha OCHOBaHUU XapaKTepHOTO (PeHOTHUTIA; TOATBEPKIAIOT
JIMarHO3 OMOXMMUIECKUMU MapKepaMu (B TOM YHCIIE UC-
ceIoBaHMEM KITIOUEBBIX (DepPMEHTOB) M T€HETHMYECKUM
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TectupoBaHueM. CBoeBpeMeHHasl JMarHOCTMKa BaxKHa
JIJII paHHETO Ha3HaueHUsl (hepMEeHTO3aMelaInX Mpe-
MapaToB, UTO 3HAYUTEJILHO yJIydlliaeT porHos [37].

Amunoudo3 OTHOCUTCS K WHQWIBTPATUBHBIM (Op-
MaM THUTepTPODUIECKON KapAMOMUOIIATUN BCJICICTBHE
OTJIOXKEeHUsI aMWIoWJa B CTeHKax cepaua. B coorBet-
CTBUM C XMMHMYECKON CTPYKTYpPOUl aMUJIONIA BBIAEIISIOT
AL-aMusioni, COCTOSIINIA U3 JIETKUX LIereil MMMYHO-
riooyanHoB [38]. Cemeiinblit amunonnos (ATTR) sisi-
eTcsl pe3yJibTaToOM MyTaluu B reHe T7TR, OTBETCTBEHHOM
3a CMHTE3 MOJIEKYJIbl TpaHCTUpeTnHa. CKOTUIEHUST aMM-
JIousla B MEXKJIETOUYHOM TTPOCTPAHCTBE, a TaKXKe Tepu-
BaCKYyJISIPHO MPUBOIAT K aTpO(UU MBIIIIEUHBIX BOJIOKOH,
B pe3yjibrare 4ero TepsieTcs 3JacTUMYHOCTbh MMOKapja,
HapymaeTcst QYHKIIMSI IMACTOJIMYECKOTO pacciaadieHusl,
BO3HUMKAaET yBeJWUYeHUe Tipeacepaunii. XapakTepHa BbI-
pakeHHas1 KOHIIEHTpUYecKass TUIepTpodus MHOKapaa
JIEBOTO M TIPaBOTO KeJTYIOYKOB ¢ HEOMHOPOIHOM 9XOTeH-
HOM CTPYKTYpOI, YMEPEHHBIM CHUKEHUEM aMIUTUTYIbI
NBUKEHUST MUOKapja JIeBOro >KeJyJdouka, YTOJIIeHUe
MEXIIPEICepAHON TIEPEropoiKM, yBeJIUYeHUe o0beMa
npencepauii. DKI-Mapkepom sBiseTcsl BbIpaXKEHHOE
CHUXeHue BojbTaka komruiekca QRS [38—40]. anHbie
MarHUTHO-PE30HAHCHOI ToMorpaduu TOATBEPXKIAIOT
CUMMETPUYHYIO KOHIEHTPUIECKYIO TUTIEPTPOPUIO MUO-
Kapza JIeBOTO KeJlyloyka ¢ HEOTYETIMBBIM AU(GYy3HBIM
HaKOTIJIECHMEM KOHTpAcTa B OTCPOUYEHHYIO (hasy, a TaKxKe
YTOJIIIIEHUE CTeHOK mpencepanii. OKoHYaTeIbHbIN 1Uar-
HO3 JMOJIXKEH OBbITh MOATBEPXJEH 1O JaHHBIM 3HIOMUO-
KapananbHo#t omoricum [38, 39].

Ocmpbiil Muokapdum B psiie CIy4aeB MOXET COMTPOBO-
KIAThCsl TUTIEPTPOdUeil CTeHOK JIEBOTO XKelynouKa, ofl-
HaKoO TIPUYMHON YTOJIIEHUST MUOKapa B TaKOM cJiyJae
SIBJISIETCSl OTeK. 3a001eBaHNe IMAarHOCTUPYETCSI Ha OCHO-
BaHUU XapaKTePHOM KIMHUYECKON KaPTUHBI, CHYKEHUS
CHUCTOJIMYECKON (PYHKLIMU W BBISIBICHUS OTeKa CTEHOK
MMOKapaa 1o JaHHBIM MarHUTHO-PE30HAHCHOM TOMO-
rpacuu [41].

Hapywenus xapnumunogoeo obmena u/uasu 8podxicoeH-
Hble HapyuwieHus Memaboau3Ma JMCUPHbIX KUCAOM TaKXKe
SIBJISIIOTCST  YacTOM TIPUYMHOW MeTaboJMYecKuX (GopM
rurnepTpodudeckoit Kapauomuonatuu. JehekTsl TpaHc-
MeMOpaHHOTO TPaHCTIOpTa KUPHBIX KUCIOT — MOATPYI-
na 3abojieBaHUiIl, OOYCIOBJIEHHBIX HEIOCTATOYHOCTHIO
¢depMeHTOB (KapHUTHHIIaTbMUTOMATpaHchepassl | u 11,
KapHUTMHAUWIKaApHUTUH-TPAHCI0Ka3a), OCYIIECTBIsI-
JOIINMX TIePeHOC COeTMHEHW KapHUTUHA C allJIbHBIMU
OCTaTKaMM XKUPHBIX KUCIOT (allMIKApHUTWHBI) B MU-
TOXOHApUM. HapylieHus: OKUCIEHUs] XUPHBIX KHUCIOT
BKJIIOUAIOT HECKOJbKO (POpM ayTOCOMHO-PEIECCUBHO
HacsenyeMbIx 3a00J1eBaH1i1, 00YCIOBICHHBIX AedeKTamu
(GepMeHTOB, TPUHUMAIOIINX YIaCTHE B MUTOXOHIPHAITb-
HOM [B-okucieHuu: auui-KoA-aeruaporeHasza XUPHBIX
KMUCJIOT ¢ OYEHb JUIMHHOMW, CpeaHel, KOPOTKOW IIEIbIO
u ap. 3a00JieBaHUS XapaKTePU3YIOTCS TTOIMMOP(PU3MOM
KJIMHUYECKON KapTUHBI. BBIOENSIOT paHHUWE W TTO3M-
HUE (HOPMBI, OTIMYAIOIIAECS TI0 TSKECTU KITMHUIECKUX
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nposienenuii [42]. TlopaxkeHue cepamna npu aedeKrax
TpaHCMeMOpPaHHOTO TPaHCITOPTa XUPHBIX KUCJIOT TpO-
SIBJISIETCSI C POXKIIEHUS B BUIE TUIEPTPODPUU JIEBOTO XKe-
JIyouKa WM OWMBEHTPUKYJSIPHON runeptpoduu, pexke
BO3MOKHO pa3BUTHUE IUJIATALIMOHHON KapAMOMHUOIMATUN
C HU3KOM COKpATUTEJbHOI CITOCOOHOCTHIO MHUOKap/a.
YacTto perucTpupyroTcsl HapylieHus: putMa cepana [43].

Jlnst paHo maHudecTupyoliero neduimra aiuia- KoA-
NIeTUAPOTEHA3bl KUPHBIX KMUCJIOT C OYEeHb JUIMHHOM
LIeTIbI0 XapaKTepHO (hOPMUPOBAHUE TUTIEPTPOPUUIECKON
KapAMMMOTIaTUM B COYETAaHUU CO CHUXKEHHON KOHTpaK-
TWIBHOW CIMOCOOHOCTBIO M HApPYIICHUSIMU CEPIEYHOTO
pUTMa, YTO MOXKET TPUBOIUTH K BHE3AITHON CepaeuyHOi
cMmeptu [43, 44]. DkerpakapauadIbHBIMU TTPOSIBICHUSIMU
3a00JIeBaHUS SIBJISIIOTCSI TUTIOTOHUSI, BSUIOCTb, COHJIM-
BOCTb, CYIOpPOTH, JbIXaTeJIbHbIE PacCTPOMCTBa, Hapy-
meHue cryna, Peiie-mmogoOHBI CMHIPOM, TOpaXKeHNe
reyeHu, TeyeHoyHast sHiedanonarusi. CBoeBpeMeHHOe
Ha3HaYeHME 3aMeCTUTEJIbHON Teparuu MO3BOJISIET KOpP-
pUTMpOBaTh OMOXMMUYECKHME HapyIIeHUs U Croco0-
CTBYeT perpeccuu rureprpodun mMuokapaa [42]. Jlabo-
paTOpPHBIMU MapKepaMu SIBIISIIOTCS TUTIOKETOTUYeCKast
TUTIOTJIMKEMUSI, alli103, TTIOBBIIIIEHNE aKTUBHOCTH TPAHC-
aMWHa3 U KpeaTUHKWHA3bl, UHOT/Ia TUTIEPAMMOHUEMMUSI.
JInsT yTOYHEHWs] TIPUYWHBI HapylIeHWH HeoOXOaUMO
orpesieieHe CBOOOIHOTO KapHUTHWHA M allMIKaApHUTH-
HOB B KOMOMHAIIUU C OLIEHKOW HAJIMUMST UJIU OTCYTCTBUSI
NMKapOOKCUIIBHOM alliaypru, KOTOpash CAYKUAT MPU3HaA-
KOM HapyllIeHUs] OKUCIEeHUsT XUPHBIX KuciaoT. [Ipu ot-
CYTCTBUHU AUKAPOOKCUIBLHON alluaypun HEOOXOIMMO UC-
KJTI0YaTh CUCTEMHbBIN Ae(UUMT KapHUTUHA WK AedeKT
KapTHUTUH3aBUCUMOIO TpPaHCMOpPTa KUPHBIX KUCJIOT
[42]. Ans BepuduKauum auarHosa TpeOyeTcsl MpoBee-
HUE MOJIEKYJISIPHO-TEeHETUYECKOM TMarHOCTUKU.

Mumoxondpuanvuas namonoeus. Tuneptpoduueckast
KapaIuoMHOIIaThs siBiisieTcst yacThiM (40%) miposiBiIeHEM
MUTOXOHAPUATbHBIX 3a00neBaHuil. C MUTOXOHAPUAITb-
HBIMU KapJIMOMHUOIIATUSIMU aCCOLIMMPOBAHBI TOUYKOBbBIC
MyTallMi MUTOXOHAPUATBHBIX TEHOB TPaHCITOPTHBIX
PHK: MTTL1 (3243A>G, 3260A>G, 3303C>T), MTTK
(8344A>G, 8348A>G, 8363A>G), MTTI (4269A>G,
4295A>G, 4300A>G, 4317A>G, 4320C>T), MTIG
9997T>C), MTTL2 (12297T>C), MTTT (15923A>G),
a TaKKe MyTalliM MUTOXOHApPUAJIbHBIX T'€HOB OEJIKOB
npixatenbHout wernu: MTATP6 (8528T>C), MTATPS
(8993T>C), wmyraumm reHa muroxpoma b MTCYB
(14849T>C, 15498G>A). Myrauuu oxojo 30 reHOB
sinepHoit JIHK Takke MOTyT OBbITH TPUUYMHON pa3BUTUSI
MUTOXOHAPUATBLHOW KapAMOMUONATUU — H30JMPOBaH-
HOI (pexXe) UK B CTPYKTYpe MOJMCUCTEMHOTO 3a0071eBa-
Hus. 1151 TeHETUYECKOTO TTOATBEPKIACHMS IMarHo3a uc-
MOJIb3YIOT TIaHEJIM TeHOB WM TpUOeraoT K 3K30MHOMY
CeKBeHUpoBaHUIO [45—48].

B OGonbmiMHCTBE cilydyaeB MUTOXOHIpHAbHAsT Kap-
NUOMUOIIATUSI  XapaKTepU3yeTcss paHHUM Je0I0TOM
[46, 47]. OHa MOXeT BO3HUKATh Ha (hOHE KITACCUIECKUX
MUTOXOHAPUATbHBIX CUHAPOMOB (Harmpumep, MELAS),

cuaapomoB Cenrepca, bapra. MurtoxoHapuaabHas TH-
neprpoduryeckas KapaAMOMHUOTIATHSI TIpeCcTaBlIeHa Tpe-
MMYILIECTBEHHO CHUMMETPUYHONM (OpMOIi, BO3MOXKHO
OBICTpOE TIPOTPECCUPOBAHME C PA3BUTHEM AWJIaTallMU
U cucToJInYecKoi nucdyHkimu. Habmonatores Hapyiie-
HUS B TIPOBOJISIIIIEN CUCTEME M CUHIAPOM TpeaBO30YyXKe-
HUS KeTylnoukoB. Beicoka yacToTa ciyyaeB BHe3armHOM
cepueuHoii cmeptu [45—47].

IIpu cundpome Ceneepca (nedext reHa AGK) rurep-
Tpoduyeckass KapaAHMOMUOIIATUSI COYETAaeTCsd C MUO-
MaTUYECKMM CHUHAPOMOM, HU3KOH TEPEHOCUMOCTHIO
(bu3nUecKoit Harpy3Ku, BPOXKIEHHON KaTapaKTol 1 JaK-
tar-auuao3om [48]. Ilpu momonHUTETBHOM OOCEI0BA-
HUW MOTYT OBITh BBISIBJICHBI JCTUICIINS MUTOXOHAPHUAITb-
Hoit IHK, ¢penomen RRF («pBaHbie» KpacHbIE BOJIOKHA)
B MBIIIIIIE.

Cundpom MFELAS (MuTOXOHIpUaibHas dHIeda-
JIOMMOTIaTUS — JlaKTaT-alua03, WHCYJIBTOMOA00HbIE
anu3onbl). MI3aMeHeHUsT co CTOpOHBI cepilla BO3HUKA-
0T y 38% mnarmeHTOoB. XapaKTepHa KOHIIEHTpHYECKasT
(cummeTpuyHas) rureptTpodudeckass KapauoMuonaTusl.
OCOOEHHOCTBIO TUTIEPTPODUUYECKON KapIUOMHUOIIATUN
SIBJISTIOTCSI paHHEee pa3BUTHE MUOKapAUaIbHON AuChyHK-
1mu 1 @y3HOro rurmokrHe3a, BO3MOXHOCTU JalbHeu-
el TpaHchopMaluv B AWIATALIMOHHYIO KapIUOMUO-
natuto [49]. Pexe onucaHbl BApUAHTBI ACUMMETPUYHOM
runepTpouyeckoit KapauOMHUOIIaTUM C HOPMabHOU
cuUcToJIMYecKoi (yHKImei. XapakKTepHbIMU SIBJISTFOTCS
HapylUIEHUsI CEPIEeYHOrO0 pPUTMA: TMPEICEePAHBbI PUTM,
CyTNpaBEeHTPUKYJSIpHAS 9KCTPACUCTONUSI OT €AUHUYHON
JIO aJIZTIOPUTMUM T10 TUITY OUreMeHun, cCuHapoM Bobha—
TTapkuncona—VYaiita (WPW) [50].

DKcTpakapaualibHble KIMHUYECKUE CUMITOMBI —
CyIOpOTH, peUUAVBUPYIOLIAs TOJIOBHAas 00Jib, PBOTA,
aHOPEKCHsI, HETEPEHOCUMOCTh (PU3MUYECKUX Harpy3ok,
WHCYJIBTOTIOIOOHBIC 3TU30/bl, CHUXXEHUE WHTEJJIeKTa,
MUOIATUYECKU CUMITOMOKOMIUIEKC, TPU3HAKW Te-
pudepunyeckoii HeBporatuu. [lo JaHHBIM MBIIIEUHOMN
ouoricuu, XxapakTepeH BbipaxkeHHbI (peHoMeH RRF [49].

Cundopom MERRF (MMOKJIOHYC-2MWIEICUsI, <«PBa-
HbIe» KpacHbIe MBIIIEUHbIC BOJIOKHA) HauboJiee 4acTo
BO3HMKAET MPU TOYKOBOU MyTalmu B mo3uiinu 8344A>G
B rene MTTK tPHK musuna [51]. U3mMeHeHnsT co cTOpO-
HBI Ceplia CXOMHBI ¢ TaKOBBEIMU TTpu cuHapome MELAS,
XapakKTepu3yloTcss CUMMETPUYHOI TurepTpoduieckoi
KapauoMuonaTueir B COYeTaHUM C BBIPAXKEHHON MUO-
KapanaJlbHOM CHCTOJIMYECKON AuC@YHKIMER u ObICTpOit
TpaHchopmaleld B auIaTallMOHHYIO KapIMOMUOIATUIO
¢ (opMHMpoBaHUEM 3aCTOMHON CEPAEYHON HEIOCTaTOU-
HOCTU. XapaKTepHbl HapYIIEHUS] CEepACYHOrO pUTMa
u npoBoguMocTu. Yacrto Bcrpeuaercst cuHapom WPW,
JKEJTyIOYKOBbIE TaXHUAPUTMUU, YTO CO3MAET MPEATNOCHLTKN
IS BOBHMKHOBEHMUS KM3HEYTPOXKAIOIINX COCTOSTHUT [52].

DKcTpakapAualbHBIMU  CUMITTOMaMU, JTOMHHUPY-
IOIIMMU B KJIMHWYECKOW KapTUHE, SIBJISIIOTCS MUOKJIO-
HYC-3MWJICTICUsI, aTaKCus, JEMEHIIMs, TIoTeps clyxa
U MbIIeyHas cjiaboctb. C 3TUX Xe CUMITOMOB 3a00J1e-
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Tabauya 2. Ienvt, évi3viearougue cundpomaibivle hopmot 2unepmpoduyeckoii Kapouomuonamuu
Table 2. Genes as the causes syndromic forms of hypertrophic cardiomyopathy

Ten AoOpesuatypa Jlokammsamus ~ HacaenoBanue DenoTun

Protein-tyrosine phosphatase non- AyTOCOMHO- Cunnpomel Hynan, LEOPARD,
PTPNI11 12q24 o

receptor-type 11 IOMUHAHTHOE cepaeyHo-auie-kKoxHbii (CFC)

Kirsten rat sarcoma viral oncogen KRAS2 12q12.1 Toxe  Cumapomsi Hynan, LEOPARD

homolog

Son of sevenless homolog 1 SOS'1 2p22-p21 To xe Cunnpom HyHan

V-RAF murine sarcoma viral oncogen BRAFI 7q34 To xe CHUHAPOMBI LEOlfARD, cepaey-

homolog B1 Ho-nie-KoxkHbI (CFC)

Mitogen-activated protein kinase MAP2K1 15q21 To e CepreqHo-JInIIe-KOXKHBI CUHIPOM

kinase 1,2 MAP2K2 7q32 (CFC)

e HRAS 11pl5.5 To xe Cunznpom Koctemno

oncogene homolog

BaHME MOXeT MaHu(pecTupoBaTh. [Ipy KOMIbIOTEPHOM
ToMorpacuy TOJOBHOTO MO3Ta BBISIBJISIIOTCS MHOXeE-
CTBEHHBIE LiepeOpanbHbie MHMapKTHI [51, 52].

NARP-cundpom (HeliponaTusi, aTaKCHsl, TUTMEHTHBII
peTUHUT) OOYyCJIOBJIeH TO4YKoBOi MyTtauueit 8993T>G
nim 8993T> C B rene MTATP6. TlopaxxeHue cepala xa-
pakTepu3yeTcsl TUMepTpoduUIecKoil KapamoMuonaTuei
B COUETAaHUM C BBIPAXEHHON MUOKapIMaJIbHOW IHC-
(yHKI1IMEH, YTO MPUBOAUT K BOSHUKHOBEHUIO CepACUHOM
HenoctaTouHOCTH. OCHOBHBIE 9KCTpaKapaAualbHbIE TTPO-
sIBJIeHUsI 3a00J1eBaHusI — Tiepudepuyueckasi Helipornarusi,
aTakcHsl, MUTMEHTHBIN PETUHUT, CEHCOHEBpPaJIbHAsI TyTO-
YXOCTb, KOTHUTHUBHbBIE HapylueHus [53].

BaxxHoe 3HaueHuWe IS TMATHOCTUKU MUTOXOHIPU-
aJIbHOM TTaTOJIOTUM UMEIOT OMOXMMUYECKMEe MoKa3aTesun:
yBeJIMYEHME B TIa3Me KPOBU YPOBHS JlaKTaTa U TTUpyBa-
Ta, BHICOKOE COOTHOIIEHME JIaKTaT/MMpyBaT, MOBBIIIIE-
HUE aKTUBHOCTH JaKTatiaeruaporeHassl. MudpopmaTus-
HBIM JIJISI TUaTHOCTUKU MOXET ObITh TMCTOXMMMUYECKOE
WCClIeI0BaHNe MBIIIIEYHOTO OrorTara. XapakTepHO yBe-
JIMYEHHOE KOJIMYEeCTBO MbIIIEUYHBIX BOJOKOH Tuma RRF,
cyOcapkoseMMalibHbIE CKOIUJICHUST TJMKOTeHa, JIMTTUI0B
1 Kanpius [54], cHMKeHWE aKTUBHOCTH MMTOXOHIPH-
aJIbHBIX (PEPMEHTOB.

Cundpom bapma Bo3HUKaeT npu nedexkre reHa TAZ,
HacyenmyeTcss X-cCIemjieHHO peneccuBHo. Ten TAZ xo-
IUpyeT amuiaTpaHcdepasy, KoTopasi KaTaJau3upyeT pe-
MOJEeTUPOBaHNE KapIMOJUIIMHA B MUTOXOHIPHUAIb-
HBIX MeMOpaHax. KapauoaumnuH urpaetr BaXXHYIO pOJib
B TTOAAEPKAHUU CTPYKTYPHI U (DYHKIIMIA MUTOXOHIPUIA.
ITpu cunapome bapTa kKapnumuornaTust MaHUGbECTUPYET
CTIEPBBIX HEEIb/MeCSI1IEB KU3HU, MHOT/1a TPeHaTaJIbHO.
Yaie pazBuBaeTcst nuyiaTallMOHHAsI, pekKe — TUIepTpo-
(uueckas ¢dopma. XapaKTepHbIMU BKCTpaKapaualib-
HBIMU CUMIITOMaMM SIBJISIIOTCS 3ajepkKa (pr3nIecKoro
pPa3BUTHSI, BBIPAXKEHHBI MMOTATUYECKUI CUHIPOM,
HelTponieHus. buoxuMHUyecKuM MapKepoM SIBJISIETCS
BBICOKAsI TTOYeYHAs 9KCKpelus 3-MeTUITIYyTaKOHOBOM
KUCJIOThI, OTpaXkatoliiasi BOBJIeYeHNE B TTaTOJOTMYECKU A
MpoIecC BHYTPEHHEH MUTOXOHIPUAIbLHOW MeMOpaHBI.
Bo3MoxxeH BTOpuuHBIN aeduUUT KapHuTUHA. [Ipume-

HEHUEeJIeBOKAPHUTHHA YMEHBIIAeT CTeNeHb TUIepTpO-
dun muokapmaa [55].

Cunapomanbhbie (opmbl runeptpoduyeckoil Kapauo-
MuonaTuu. bosbiioe KoJMuyecTBO reHeTUUeCKUX CUHIPO-
MOB COIPOBOXAAETCS KapAWOMMOTIaThe, HAa MX JIOJIIO
npuxoautcst okono 10% ciyuaeB runepTpoduuecKoi
KapauoMMOTIaTUM B NETCKOW mpakTtuke. [ns cuHapo-
MaJibHBIX (OpM XapakTepHa paHHsST MaHUdecTaus
3a00JIeBaHMSI, HAUMHAsI YK€ C TIEPBBIX MECSIIIEB KU3HU.
V neteit ¢ cunapomamu Hynan u LEOPARD otmeue-
Hbl HanboJjiee BBICOKME IMOKAa3aTeJauM CMEpPTHOCTH [56].
B 1a6:x1. 2 npencraBieHbl OCHOBHBIE T€HBI, BHI3bIBAIOIIINE
CUHIpOMaNTbHbIE (OPMBI THIEPTPOGUUECKON Kapanuo-
MMOTIaTHH.

Cundpom Hymnan siBnsiercst Hambosiee 4acToOil MpUUM-
HOI TUTIepTPOPUIECKOM KapAUOMUOTIATUI, KOTOPast BBI-
seisieTcst y 90% TMalueHTOB ¢ 9TUM CUHApOMOM. [urep-
Tpoust ToKaIM3yeTcsl He TOJIbKO B JIEBOM, HO U B TIPABOM
JKeJTyIouKe, XapakTepHa O0OCTPYKIIMSI BBIXOJHOTO TpaKTa
JIEBOTO KeJy/lo4yKa, YTO 4YacTO COYETAeTCs C IyJbMO-
HaJIbHBIM CT€HO30M [56]. TumuuHbIe 3KCTpaKapauaib-
HbIE TIPOSIBIICHUSI — JIUIIEBOM TMCMOP(dU3M, HU3KOPOC-
JIOCTb, CKeJIETHbIe Manbdopmatinu. B ronoBuHe ciayvyaen
cuaapom Hynan oGycnosneH myTtauueil B rene PTPN11,
KOTOPBI KoaupyeT RAS-MUTOreHaKTHBUPYIOIIYIO MPO-
tenHkpeatnHkrHazy (RAS—MARK). B nocneagnux uc-
c/IeIOBAaHMSIX TI0Ka3aHO, 4TO Jpyrasi ¢hpopMa TeHeTuye-
ckoro aedpekra RAS—MARK npuBoauT K accouuanuu
KJIMHUYECKUX TPOSIBIIeHU cuHIpoma HyHaH ¢ MHO-
JKECTBEHHBIMU JICHTUTO U IPYTMMU HapylieHusMu. Pa-
Hee 3Ta MaToJIorusl KjaaccudUUMpoBaIach Kak CUHOPOM
LEOPARD  (neHTuro, aJIeKTpoKaparorpadudecKkue
aHOMAaJIMM, TUIEePTeJOPU3M, TYJIbMOHAIbHBIN  CTe-
HO3, HapylleHWe TeHUTAJINN, YMCTBEHHas OTCTaJIOCTh
u riayxora) [57]. Tuneprpodudeckasi KaparuoMUOIIaTUSI
npu cuHapome LEOPARD yaiiie HOCUT aCUMMETPUYHBII
XapakTep, rpeobiagaoT 00CTpyKTUBHBIE (popmbl [58].

Cundpom  Kocmenno  BcTpevaeTcsi € 4acTOTOM
1:1 000 000. DxcTpakapauaJbHBIMUA ITPOSBICHUSIMU
clykaT 3alepxkKa TCUXOPEeueBOTO Pa3BUTHSI, MaKpolle-
danusi, KopoTKas 1iest, rpyoble 4epThl Julia, aHOMaJIUun
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Tabauya 3. Dxcmpaxapouaivivie Mapkepsl N0360A10UUE YHOMHUND IMUOA02UI0 UNEPMPOPUHECKUX KaPOUOMUORAMUL

(no Rapezzi C. u coasm. 6 modugpuxauuu [64])

Table 3. Extracardiac markers suggestive of specific diagnosis the etiology of hypertrophic cardiomyopathy [64]

Cumnrom «RED FLAG»

Jlnarno3

HapaCTC3I/II/I, HapymeHUA YyBCTBUTCIIbHOCTHU

KucTeBoii TYHHEIbHBII CUHAPOM

MperiireuHast c1aboCcTh

I1To3 Bex

TpyAHOCTH B OOYYEHUH, 3aIePKKA YMCTBEHHOIO PAa3BUTHSI

JleHTHTO, NMSITHA KOhe C MOJIOKOM

AHrnokeparoma

CeHcoHeBpaJibHas TyTOYXOCTh

HapyiieHnus 3peHus

Hapyiienust moxoaku

Muonartusi, TMITIOTOHUSI, OTCTaBaHUE B (DU3MUECKOM Pa3BUTUU, HEUTPOIIEHUS

UeperHo-nuiieBast 1u3mMopdust

Bonesnnr Aunepcona—®adpu
AmMuiionno3

AMunongos

MuTtoxoHapuaibHas MaTOJIOTUsI
InukoreHo3bl

Atakcust @punpeiixa
MpbieyHast iucTpodust
Cunnpom bapra

bonesus [Tomme

MuroxoHnpuaabHas TATOJIOTHST
cuHapombl HyHnan, Leopard

MuroxoHapHUaabHasT IATOJIOI S
Hynan, LEOPARD, Kocremio cuHapombl
Bonesns /lanona

Hynan, LEOPARD cunmpomer
Bonesnnr Aunepcona—®adpu

MuroxoHIpuaabHasT TaTOJIOTHS
Bonesun Aunepcona—®Dadpu
LEOPARD cunapom

bonesnp Pepcyma

MuroxoHIpHraabHasT TaTOJIOTHST
Bbonesnp Annepcona—Pabpu
Amuiiono3

boie3ns JlaHoHa
MyKornoJucaxapumao3bl

Arakcus @punpeiixa
MpbiiieyHast iucTpodusi

Cunapom bapra

CepneyHo-JIMIIe-KOXKHBIN CUHIPOM
Kocrenno cuHapom
MyKoronaucaxapumao3bl

MaJblieB, TANWIOMbl, Kyp4yaBble BOJIOCHI, Bsilasl, JIETKO
pacTsLkrMasl Koxa, TUTIepKepaTro3, MHOXKECTBEHHbIE CTUT-
MBI JM33MOpHoreHe3a. Iumneprpoduyeckas KapauoMuo-
nartus BbIsIBIsIeTCs y 1/3 mauyeHToB, yaiie HOCUT CUMMe-
TPUYHBIM XapakTep, BO3MOXHa OOCTPYKIIMSI BBIXOJHOTO
TpakTa JIEBOTO XKeJTylouKa, IPUBOISIIAS K BHE3AITHOM cep-
JIEYHOI CMEPTH B TIeproie HOBOPOXKAEHHOCTH [59].
Cepoeuno-auye-koxcuvtit.  cundpom  (cardio-fascio-
cutaneus syndrome, CFC) reHernuecku reTeporeHeH,
obOyciioBiieH MyTaumsimu B reHax BRAFI, MAP2KI,
MAP2K?2. XapakTtepHbl BbIpaK€HHBIE MPOSIBJIEHUST JUC-
Mopdu3Ma: OOJIbIION pa3Mep ToJIOBbI, pacKOChIe Tjiasa,
penkue OpoBHU, BBIOIIMECS BOJIOCHI, MXTHO3. YacTto Ha-
OnromaloTes 3aaepXKa pocTa M TICUMXOMOTOPHOTO pas-
BUTHSI, HapyIlIeHUe CTPOEHMS TajblieB pyK W HoOL [u-
neptpoduyeckas KapauoMuOIaTusl BhIsIBIsieTcst y 1/3
manueHToB. OTMe4YeH IMMPOKUI KIWHUYECKUM TTOTHU-
MophU3M — OT YMEPEHHOU rurepTpodun 10 ObICTPOTrO
MPOTPECCUPOBAaHUS C Pa3BUTUEM CHUCTOJIMYECKON IHC-
GYyHKOIUM W pedpaKTEpHON CepaedHOil HeAOCTAaTOY-

HocTU. B pspe ciydaeB BcTpedaeTcss acCUMMETPUYHAsT
0o0CTpyKTUBHasE (opma, KoTopasi TpeOyeT MpOBeAeHUS
XUPYPrUUECKOTO BMEIIaTeTbCTBA — MUOIKTOMUM [60].

HepBHo-Mbimeunsie 3a0osieBanusi coctapisiior 10%
B CTPYKTYpe BceX GopM TUTIEpTPOGUIECKOM KapaIuOMIO-
matuu [1, 61].

Amaxcus @Ppudpeiixa HamboJiee YACTO COYETACTCS
¢ runepTpoduyecKkoil Kapauomuornatueit. 3abojieBaHue
BO3HUKAET Ha (POHE MyTallMu TeHa (hpaTaKCUHa, Haclie-
JIyeTCs ayTOCOMHO-PEIIeCCUBHO. XapaKTepHO Iopaxke-
HUE cepila IO TUITy KOHILIEHTPUUYECKON TUTepTpodun
JIEBOTO 3KeJTyI0ouKa, BO3MOXKHA TpaHC(hopMaIust TUTep-
Tpo¥WM B AWIIATAIINIO JICBOTO XETyI0UKa CO CHIKCHUEM
CHUCTOMYECKON (PYHKIMU. DKCTpaKapauaabHBIMU MPO-
SIBJICHUSIMU  CJTy>KaT aTaKCUsl, MbIIIeYHass TUITOTOHUSI,
HapyIIeHUsT OTMIOPHO-IBUTATEILHOIW CUCTEMBI (CKOJINO3,
nedopmalisi CTom), BO3MOXHO M3MEHEHHE IovepKa,
nu3apTpus. HabGmomaeTcsl CHIDKCHUE CITyxa W 3peHMUS.
JleyeHue ¢ ucroab30BaHMEM AHTMOKCUAAHTA MAEOCHO-
Ha MOXET YMEHBIIUTh CTeTIeHb TUTIePTPOPUN MUOKapaa
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OB30PbI JINTEPATYPbI

Tabauya 4. Jlabopamopuste mapkepot 045 OughheperyuaivHol OuazHOCMUKU SMUOA0ZUU 2UNEPMPOPUHECKUX KapouomMuonamuii
Table 4. Laboratory markers suggestive of specific diagnosis the etiology of hypertrophic cardiomyopathy

Buoxnumuyeckne HapyneHus

Jlnarno3

[NoBblilIeHKE B 11J1a3Me YPOBHs JIaKTaTa, ajlaHWHa, IMMpPOoJIMHa
[loBeilIeHUE B MOUE YPOBHA 3-METHITTTIOTAKOHOBOM KUCIOTHI

FI/II'[OF.T[I/IKGMI/IH, ITOBBIIICHUE YPOBHA KPCATUHKWHA3bI U C14'1
AllWJIKapHUTHUHAa

Tunornvkemust, MOBBIIIEHNE YPOBHS KPeaTUHKUHA3DI
u C —C  aimikapHUTHHOB

TunornukemMus, alua03, TUIEPAMMOHUEMUST, HU3KUI ypO-
BeHb CBOOOJHOrO KapHUTHHA, MoBbieHue yposHsa C, —C
ALMIKAPHUTHHOB

TunokeToHeMUYeCKasi TUIONIMKEMUST B KOMOMHAIIUM C BbI-
COKMMHU 3HAYECHUAMU NHCYJIMHA

CHIXEHUE aKTUBHOCTHU KUCIIOM alb(ha-IITF0KO3UIa3bI
TToBbIIEHUST YPOBHS (DUTAHOBOI KUCIOTBI

IToBblLIeHME SKCKPELUU TTTMKO3aMUHOTJIMKAHOB, CHUXEHHE
aKTUBHOCTU ajiba-L-unypoHuaassl

TToBbIIeHNE SKCKPEIUN TITMKO3aMIUHOTJIMKAHOB, CHUXKEHHE
aKTUBHOCTU UAypPOHATCYTb(haTa3bl

MuToxoHapraTbHAs MTATOJIOTHS
Cunnpom bapra

Hedwurut anmin- KoA-gerunporeHa3bl XUPHBIX KACTOT
C OYEHb JUIMHHOM LIETBIO

Hedunmt anmn- KoA-aernaporeHasbl XKUPHBIX KUCIOT
C WIMHHOM LEIbIO

Jeduunt KapHUTUH MaTbMUTOUII- TpaHcdepassr 1

Cunnpom bekBura—Bunemana

Inukoreno3 11 Tuna (6ose3ub [Tomme)

bonesnp Pepcyma

Mykomnonmucaxapuno3s | Tuma

Myxononucaxapunos Il tuna

U BBI3BATh TMOJOXUTEIbHYIO IMHAMUKY CO CTOPOHBI 9KC-
TpakapAuaJdbHBIX MPOSIBIIEHUH [62].

Mbvumeunas oducmpogus  Imepu—lpeighyca — Te-
HETUYECKU HEOJHOPOJHOE 3a00JieBaHUE, CBSI3aHHOE
¢ nedexktamu B reHe smepuHa (EMD) — HacieqoBaHue
X-cClleTUIeHHOE pPellecCCUBHOE WM B reHe JamuHa A/C
(LMNAA/c) — HacnenoBaHue ayTOCOMHO-AOMUHAHTHOE.
IMopaxkeHnue cepama BO3MOXHO KaK IO JAMJIaTallMOHHO-
My, TaK M 10 runeptpoduyeckomy deHorumy. [unep-
Tpoduyeckass KapauOMUOIIaTHsI HOCUT CUMMETPUIHBIN
XapakTep, YaCTO BO3HUKAET aTpuoMeraus. XapakTepHbl
TSDKEJIbIe HapyIIeHUsT puTMa (TperieTaHue Mpeacepauid,
SKEJTYIOUKOBbIE TaXMAPUTMUN) W HapYIIEHUST TTPOBOIM-
MOCTH (CUHAPOM CJIabOCTH CHHYCOBOTO y37a, OJoKama
Hoxek Tiyuyka [uca), TpomMO0o3MOOIMYEeCKue TpOosIBiIe-
HUSI, KJIamaHHas TUC(YHKLMS, BBICOK PUCK BHE3AITHOM
CMepTHU. DKCTpaKapaAUaIbHBIMA CUMITTOMAMM STBIISIIOTCST
MBITIEYHAsT CJ1a00CTh, MBIIIEYHbIE KOHTPAKTYpPhI, HEBO3-
MOXHOCTh CTUOAHMS IIeU, CUHAPOM PUTUIHOM CITUHBI,
JIOPJI03 MOSICHUYHOTO OT/e/a MO3BOHOYHUKA, KOHTpaK-
TYPBI JIOKTEBBIX CYCTaBOB [63].

bonesnv Peghcyma — HacnencTBeHHasi MOTOCEHCOPHast
Heliporratus IV THITa, OTHOCUTCS K TPYTITie TIEPOKCUCOM-
HbIX 3a00sieBaHuii. B ocHOBe 3a00/1eBaHUSI — OTCYTCTBUE
KUCOil  anbda-ruapokcunasbl  (GUTAHOBOI  KUCIOThI
(ren PHYH) BciencTBre 4ero MoBbIlIaeTCsl ypOBeHb (pu-
TaHOBOW KHUCJIOTHL. [umeprpoduyeckass KapauoMuora-
THUSI HOCUT CUMMETPUYHBIN XapaKTep, YaCcTO BOZHUKAIOT
HapylIeHWs] pUTMa W TPOBOAMMOCTH, YIUTMHEHWE WH-
tepBasia Q—T. OTanyuTeIbHbIE OCOOEHHOCTH, aTaKCHUs,
XpOHUYECKAsT TTOMHEWPOTIaTUsT AUCTAIBHBIX OTICNIOB,
IMMUTMEHTHBIN PETUHUT, UXTUO3, TiIyXoTa [1].

JuddepeHnuanbiasg  IMATHOCTHKA  T€HETHMUYECKUX
¢opm runeprpoduueckoit kapauomuonaTuu. s ycra-

HOBJIEHWSI OTHOJIOTUU KapaIWOMUONATUM HauOOJIbIIIee
3HAYeHWE WMeeT aHaJM3 COIYTCTBYIOIIMX 3KCTpaKap-
IUATBHBIX TIPOSIBIEHWIT M JTaOOpPaTOpPHBIX MapKepoB,
(Tabmn. 3, 4). BT cUMNTOMBI 0003HAYAIOTCS B AHTJIOSI3bIY -
Hoit muteparype kak «RED FLAG» («kpacHblit cyiar»)

Herenetnueckue opmbl runeprpodun MUOKapaa y jie-
Tell CBSI3aHBI C SHAOKPUHHON matoiorueit (oxxupeHue,
caxapHbIii TMabeT y MaTtepu), CUHIPOMOM CIIOPTUBHOTO
TepeHanpsoKeHUsI.

DHookpuHHas namonoeus mamepu (CaxapHblii 11adeT),
COTPOBOXAAIOIIASACA YBETMICHHBIM YPOBHEM MaTepHUH-
CKOTO MHCYJIMHOIIOIMOOHOTO (paKTopa poCTa, CIIOCO0-
CTBYET Pa3BUTHUIO TUIEPTpOdHUU MUOKapAa y HOBOPO-
JKIEHHBIX JIeTel, MPY 3TOM BO3MOXHO €€ CITOHTaHHOE
HUBEJIMPOBaHME B Bo3pacTte 3—6 Mec [65].

lTunepmpogus muoxapoa y cnopmcmenos. WHTEH-
CUBHBIE TPEHUPOBKU CITOPTCMEHOB YacTO BBHI3BIBAIOT
(GYHKIIMOHATIbHBIE W CTPYKTYpPHBbIE M3MEHEHUS B cep-
JETHOM MBIIIIIE B BUAE YTOIIIECHUS CEPACTHON MBITIIIIHI.
B stom ciydae rumepTpodus Muokapaa HOCHUT KOM-
TICHCATOPHBIM amamnTallMOHHBIN XapakTep. Hambomee
YacTo TUMEePTpOodUsT MUOKapAa pa3BUBAETCS MPU 3aHS-
TUSAX TUKINIECKUMU BUIAMU CITOPTa, OCOOEHHO Y JIUII,
3aHMMAIOIINXCS JIETKOW aTjeTuKoil (ber Ha JTMHHBIE
OVCTAHIMK), TUTaBaHWeM, BejoroHkamu [9, 66]. Oc-
HOBHBIMU KPUTEPUSIMHU, TIOMOTAIOIIMMKU B JIubde-
peHLMATBHON OWAaTHOCTUKE TUTIEPTPOUU MHUOKapa
Yy CITOPTCMEHOB, SIBJISIETCSI CUMMETPUYHBIN XapakKTep
TUTIEpTPOMUH, TIPU KOTOPOM TOJIIIMHA MEXOKETYI0U-
KOBOI1 Teperopoiku He TipeBbiiiaeT 12—13 MM (ripu -
nepTporIecKoil KapaAMOMHUONATUN OHA, KaK MpaBuiIo,
6osee 16 mm). Ha DKI, B oTimyue OT MEepBUYHON TH-
nmepTpoUUecKOil KapaMOMHUOTIATUU, PEIKO BBISBIISI-
10TCsl TIIyOoKue Q—3yOlibl U OTpuULlaTeIbHbIe 7—3yOIIbl.
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Pazmep mosnoctu JeBOro xenymaouka y CHOPTCMEHOB
HOpPMAJIbHBINM, B TO BpeMsl KaK TpU TUITepODUIECKOM
KapIMOMHWOTIAaTUM OH yMeHblleH. HapymreHus mua-
croinyeckoi (GyHKuMu (runepTpodUIecKuii, TICeB-
JOHOPMAJIbHBIA WM PECTPUKTUBHBIN THUIIBI) XapaK-
TEPHBI IJIST  TUTNEPTPOMPUIECKON  KapAUOMHUOITATUM
U OTCYTCTBYIOT MPH CITIOPTUBHOM cepile. O4eHb BaXKHBI
st i depeHIIManbHOM TMarHOCTUKKM JaHHbIE Kap-
JIMOTTYJIbMOHAJIBHOTO HAarpy304HOro TecTa — MUK T10-
TpeOJIeHUsI KUCIO0pOoia Yy CIOPTCMEHOB OObIYHO OoJjiee
50mn/kr/muH, unu 120% orHopmbl. Hanbomnee nHdopma-
TUBHBIM JTU(depeHIINaTbHO-TMaTHOCTUYECKIUM KpPUTe-
pueM SBJISIETCST YMEHbBIIEHUE CTEMeHW TUIepTpodun
Ha 2—5 MM TMocje MpeKpalieHnuss WHTEHCUBHBIX (PU3u-
YeCKUX Harpy3ok [9, 66]. PaHHsIS quarHOCTMKA THIEPT-
podun MUoOKapaa y CIIOPTCMEHOB KpaiiHe BaXKHa, Tak
KakK TO3BOJIIeT peKOMEHA0BAaTh YMEHBIIUTD YPOBEHb (DU~
3UYEeCKOM HArpy3ku, 4TO MUMeeT 3HaueHHe I Mpodu-
JIAKTUKU TaJIbHENIIIeTo TTPOoTrpeccupoBaHusl 3a001eBaHUS
1 BOBHUKHOBEHUST BHE3AITHOM CEPACIHOIN CMEpTH.

3aknovyeHue

DTHoa0orUs FI/IHepTDOd)I/I‘{eCKOVI KapaAnoMHnoIiaTuun
OYC€Hb pa3H006pasHa, 0COOEHHO B JIETCKOM BO3pacTe.
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Molecular nephropathology:
New opportunities for kidney diseases diagnostics

S.L. Morozov, V.V. Dlin, V.S. Sukhorukov, A.S. Voronkova

Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical
University, Ministry of Health of the Russian Federation, Moscow, Russia

B anoxy coBpemenHoii Meuuunbl chopMupoBaiuch hyHaamMeHTaTbHbIE HAYYHbIE YCTAHOBKY B THATHOCTHKE 3200./1eBaHMIl MOYEK, KO-
TOpbIe OCHOBAHBI HA TPAJIMIMOHHBIX THATHOCTHYECKMX HHCTPYMEHTaX. B mpencTaBlieHHO# CTaThe OCBEmAETCS COBPEMEHHbIN B3IIS
HA BO3MOXKHOCTH IMArHOCTHKM 3200/1€BaHMii NOYeK, 0CHOBAHHDIIi HA reHeTHYeCKUX ucclienoBanusx. [loka3zana HeodOXoqMMoCTh AKTHB-
HOTO Pa3BHUTHS METOIOB MOJIEKY/ISIPHOI IMATHOCTHKHM 3200JIeBaHMil TI0Y€eK, KOTOPbIE HE TOJIbKO JOMOHSIOT TPAAUIHUOHHbIE METOBI,
HO U JAI0T MOHUMAHKE C TOYKH 3PeHHUs MOJIeKYIApHOI NaTou3noa0Ti. AKTHBHOE Pa3BUTHE METOI0B MOJIEKY/ISPHOI AMATHOCTUKH
3200JIeBaHMIi TOYEK OTKPbIBAET OOJIBLION Pa3Jies1 MeIHIIMHbI, KOTOPBIil MOZKHO HA3BATh «MOJIEKYJIsIPHOIT HedponaToorueit». JLambHeii-
1Iee u3yyeHue 3a00/1eBaHMiIi T0YEK € MO3UIMN MOJIEKY/ISPHOI OHOJIOrHHM MO3BOJIUT 3aHOBO B3IISIHYTh HA IATOTeHe3 MHOTHX 3200.1eBaHHit
M PEIUTD PSJI Po0JIeM ¢ NO3ULMIA MePCOHAM3MPOBAHHOI TePaNui, KOTOPAasi YYUTHIBAET FeHETHYECKHE 0COOEHHOCTH MALMEHTA.

Karouesote caoea: demu, monexynapras negpponamonoeus, IHK, PHK, nouxu, cexeenuposanue NGS, neghppomuueckuii cunopom,
NEePCOHANUZUPOBAHNAS MEPANUL.

Ansa untuposanms: Moposos C.J1., [nvH B.B., Cyxopykos B.C., BopoHkoBa A.C. MonekynsipHasi Hegponarosiorusi: HoBble BO3MOXHOCTY B AN~
arHocTtuke 3aboneBaHuii novek. Poc BecTH nepuHaton u neamatp 2017; 62:(3): 32-36. DOI: 10.21508/1027-4065-2017-62-3-32-36

In the era of modern medicine fundamental scientific installation is emerged in the diagnosis of diseases of the kidneys, which are based
on traditional diagnostic tools. The presented article describes the modern view on the possibility of diagnosis of kidney diseases, based
on genetic studies. The necessity of active development for molecular diagnostic methods of kidney diseases is revealed, which not only
complement the traditional methods of research, but also provide insight in point of view of the molecular pathophysiology. Further study
of kidney diseases from a position of molecular biology will allow us to take a modern look at the pathogenesis of many diseases and solve
a number of problems from the standpoint of personalized therapy that takes into account the genetic characteristics of the patient.

Key words: children, molecular nephropathology, DNA, RNA, kidneys, next-generation sequencing, nephrotic syndrome, personalized therapy.
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3II0XYy COBPEMEHHOM MEIWIIMHBI C(POPMHUPOBAIINCH

(yHmameHTambHbIe HayuyHbIE YCTAHOBKW B JAMArHo-
cTHKe 3a00J1eBaHUI MOYEK, KOTOPbIe OCHOBAHBI IIPEUMY-
IIECTBEHHO Ha MOP(OJIOTMYECKUX METOoAaX MCCIenoBa-
HUSI: CBETOBO MUKPOCKOITMH, UMMYHOQDIIIOOPECIEHIINI
M DJEKTPOHHON MUKpockonuu. OQHAKO B ITOCIETHUE
NIeCSITUJICTAST TU METOIbI CTAHOBSITCS HEIOCTATOUYHBIMU
T Bepu(pUKaWY pa3TMIHBIX BApUAHTOB TeUeHMST Hed-
poJjlormyeckux 3a0ojieBaHU, 0COOCHHO ¢ HETUITUYHON
KJIMHUYECKOW KapTuUHOM. B HacTosmee Bpems cranm
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aKTUBHO pa3BUBAThCS METONbI MOJIEKYISIPHON JMArHo-
CTUKM, KOTOPbIe HE TOJBKO IOTOJHSIOT TPaJAULIMOHHbBIC
METO/bl UCCJIENIOBAHMSI, HO U JIalOT TIOHUMaHUE C TOYKU
3peHUST MOJIEKYJISIPHOM TTaTO(PU31N0I0TUMN.

Oxupgaercsi, 4To KIHOYEBYIO pPOJb B JMAarHOCTUKE
OoJie3Hel ToYeK Bce OOJIBbIIYIO POJib OYyAyT MTpaTh CO-
BEPILEHCTBYIOIIMECS TEXHOJOTUM CEKBEHUPOBAHUS, a
TakXXe pa3BUTHE TPAaHCKPUIITOMUKHU, obecrieunBaemMoe
BHEApEHUEeM HOBBIX Bo3MoKHOcTei (Nanostring) nsyye-
HUSI OKCTIPECCUU TEHOB HE TOJIBKO B CBEXMX, HO 1 B (DUK-
CUPOBAHHBIX U 3aJIUTHIX B TTapauH TKaHsIX [1]

Texnonorust nCounter ot komrnanuu Nanostring tech-
nologies OCHOBaHa Ha KJIACCUYECKOM METO/IE MOJIEKYJISIP-
Holi 6ronornuu — hoTodukcarm GaroopeclieHTHBIX METOK
Ha crnienuduueckux Mosekynax. B maHHoMm ciyyae MeTKu
MMEIOT 0C000€e CTpOeHNE, a UMEHHO 3aXBaThIBAIOIILYIO Tap-
TETHYIO MOJIEKYJTy U PENOPTEpHYIO (T.e. HEIOCPeACTBEHHO
dmoopecipyoliyo) Yactb. biaaromapst aTomy mpu us-
BECTHOI CTPYKTYpe MPOIYKTa MPaKTUIECKU HET OrpaHUYe-
HUI TI0 AU3aliHy MCCeI0BATEIbCKON TaHEeIN: OHA MOXKET
Brumouath Kak JIHK, tak m PHK wmm 6enkui. D10 OTKpHI-
BaeT IIMPOYAIIe TOPU3OHTHI ISl TIOJYYeHUST OONBIINX
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M0p03oe C.JL. u coasm. MOJ’[CKyJ'[ﬂpHaH HCCDpOl'[aTOJ'IO]'I/ISIZ HOBBIE BO3MOXXHOCTH TMAaTHOCTUKY 3200JIeBaHUI MTOUEK

00BEMOB TAHHBIX TIPU HEOOJIBIIIOM KOJIMUYECTBE BXOJSIIIETO
MpOJyKTa. B yCIOBUSIX TTOCTOSIHHO COBEPIIECHCTBYIOITUXCST
METOJIOB PyYHOI 1 MallIMHHOM 00pabOTKM JaHHBIX MTOKa3a-
TeJn, nojydaeMble ¢ oMolibio nCounter, OyayT akTyalb-
HbI B TEUEHUE JJTUTEIbHOTO BPeMEHU. DTa TEXHOJIOTHSI Ha-
11eJIeHa Ha TIOJTydYeHUe adCOIIOTHOTO pe3yJibTaTa — JaHHBIX
0 coliepXKaHUKU MULIIEHU B OMpeIeIeHHOM TKaH! WK KJIeT-
ke. [TomoOHbIe JaHHBIE MOTYT OBITH MHOTOKPATHO TTOBTOP-
HO WCITOJIb30BaHbI IaXKe MPY 3HAYMTETHHOM paclIvpeHUn
BBIOOPKM, TTOCKOJIbKY 00J1aIal0T HOPMaTM3alIMOHHOM THO-
KOCTBIO, UTO CYILIECTBEHHO MPU aCCUMUJISILIU PE3yJIbTaTOB
HCCIIeIOBAHMSI HAyYHBIM COOOIIIECTBOM.

HaubGonbmmii nHTepec B chepe MOJEKYJISIPHONW Me-
IUIAHBI CEeTOMHST TIPEeICTaBIsIeT M3ydyeHUe TMHAMUYe-
CKMX MPOAYKTOB, K KOTOPBIM B TIEPBYIO OYepeb OTHO-
curcg PHK. Nanostring npenocrtapisieT BO3MOXHOCTb
WUCCIIeoBaTh JIIOObIE €€ TUIIbI, BKJIIOYas HEKOIUPYIO-
mue MukpoPHK. Ha cerogHsiuHuii geHb CyliecTByiOT
METOAMYECKHE OIIUM MCCAEIOBAaHUSI pacrpeneeHUs
PHK-miponykToB B pa3inWyHBIX TKaHSIX, B TOM 4YHUCJe
B apXUMBHBIX, (DUKCUPOBAHHBIX B (hopMmainHe mapacdu-
HU3MPOBAHHBIX 00pa3lax M Jaxke B €AMHUYHON KIIETKE
(single cell). TTpy 3TOM TTO TOYHOCTH TIOJy4aeMbIX JdaH-
HBIX 3Ta TEXHOJIOTHSI CPaBHUMA C MOJIMMEPa3HOM LEIMHOM
peakuueit (I1LIP) B peanbHOM BpeMeHU, a IO MPOU3BO-
JNIUTEJIBHOCTU — C CEKBEHUPOBAHUEM CJIEIYIOIIErO MOKO-
nenust (Next-Generation Sequencing, NGS).

Takoe pemeHMe CIOXHON TEXHWYECKON 3amadu IT0-
3BOJISIET BBISIBUTh MHOTHUE AUArHOCTUYECKUE MPOOTIEMBI,
a MIMPOKOE BHEIPEHUE METOJOB TPAHCKPUIITOMUKHM TIO-
TpeOyeT HEINpPepbIBHOTO COTPYIHWUYECTBA MEXITY K-
HULIMCTAMU, MOJICKYJSIPHBIMU OMOJIOTaMU, TEHETUKAMU
u Mopgosioramu.

MHuorue 3aboyieBaHMSI TIOYEK B HACTOSIIIEEe BpeMsi
nMeT MOPGhOTOTUYECKYI0, UMMYHOJIOTUYECKYIO U KIIU-
HUYECKYIO KJlaccudukaluio, KoTopas 3a4actyio He 00b-
SICHSIET OCHOBHbIE TATO(U3NOTOTHYECKNE MEXaHU3MBbI.
HecMoTpst Ha cBOM CMJIBHBIE CTOPOHBI, MOpP(OJOTHYe-
cKasl OlIeHKa OrpaHWYeHa B MHTEPIIPETalluy TTOpakKeHU
Movyek ¢ HecrneunupuIecKUMU 3TUOJOTUYECKUMHU acCco-
nuanusmMu [2]. DTtu orpaHUYeHUs] CTaBST TIOA YTpo3y
BO3MOKHOCTh YCTAHOBUTD TOUHBII IMArHO3 U HA3HAYUTh
addekTuBHOE TeueHue |2, 3].

PasBuTre MeTOm0B MOJIEKYJISIDHOM AMAarHOCTUKU BCE
0oJIbIlIe OTKPBIBAET MEPCIEKTHUBBI MEePCOHATU3UPOBAH-
HOTO MOJXOAa K M3YYEHUIO IMATOJOTMU Ha pPa3IuYHbBIX
YPOBHSIX B3aUMOJAECHCTBUSI, 3TU AOCTUXEHMS NAlOT Ka-
yectBeHHyto onieHKy JIHK, PHK, 6enkam n nux merabo-
JIUTaM, YTO TIO3BOJISIET OTIPENe/IsITh HOBbIe OMOMapKepbl
[1]. Takum o6pa3om, HEOOXOIMMOCTL MOJIEKYISIPHOK
JIMAaTHOCTUKHU TIOCTEIIEHHO TEePeXOAUT B TTOBCEIHEBHYIO
KJIMHUYECKYIO TIPaKTUKy oO0cjenoBaHUsI Hedposiornye-
CKMX OOJbHBIX.

YoenuTenbHbIM TTPUMEPOM SIBJISIETCS YIYUIIEHUE 1 -
arHOCTHUKM, TIPOTHO3a M TIPUHIIMIIOB Teparuu MemMoOpa-
HomposindepatuBHOrO rIoMmepysioHedputa [1]. Tpamnm-
LIMOHHO 3TO 3abosieBaHue aeasat Ha Tpu Tuma: I, 11 u 111

B 3aBMCUMOCTH OT MECTOPACIIOJIOXKEHUS M XapaKTepH-
CTUK YJIBTPACTPYKTYPHBIX U3MEHEHMI B TIIOMEPYIISIPHBIX
Ga3aTbHBIX MeMOpaHax. B HacTosiiee BpeMsl M3BECTHO,
yro nipu I u Il Tunax umeer mecro orinoxeHue C3 Kom-
MOHEHTa KOMIUIEMEHTa, KOTOPBI 3TUOJIOTMYECKHU OITO-
CpelloBaH €ro akTUBalWel IO ajJbTepHATUBHOMY ITyTH
[4]. Tun I xapakTepusyercst Heu3MeHeHHoi lamina densa
B TJIOMEPYJISIpHOI 0a3ajibHO MeMOpaHe M TpeuMyllie-
CTBEHHBIM HaJIMYMEeM CYOSHIOTEUATbHBIX IEIMO3UTOB
C3 kommnoHeHTa — C3 riiomMepynoHedpUT, KOTOPBI BMe-
cre co Il tunom (GoJie3Hb TUIOTHBIX ETMO3UTOB) BXOIUT
B OoJtee mmpokyto rpyrmy C3 riiomepynomnaruit [5]. OnHy
W3 KJTIOYEBBIX POJIeil B MaToreHe3e pa3BUTHS 3a00JieBa-
HUs urpaet daktop H, SBISIOMMIACS OCHOBHBIM PETYIIsi-
TOPOM aJIkTePHATUBHOTO MYyTH KOMITJIeMeHTa. [Toka3aHo,
YTO, KPOME TOTO, 3TOT (DAKTOP MPEISITCTBYET aKTUBALIMKI
KOMITJIEMEHTA Ha TTIOBEPXHOCTH KJIETOK, TIPU 3TOM MyTa-
uu B N-TepMuHaibHOI obsiactu ¢paktopa H mpuBoasr
K HEKOHTPOJMPYEMOI aKTUBALIMM KOMIUIEMEHTa Ha 9H-
JOTETNATbHBIX KJIETKAX, YTO B UTOTE MPUBOJAUT K pa3BU-
tuto C3 riomMepynonatuii [5]. BeisgBiaeHue y malMeHTOB
KOHKPETHBIX T€HETHMYECKUX MYTallMil TIO3BOJISIET WC-
MOJIb30BaTh MEPCOHUMUIIMPOBAHHBIE METOIbI JICUSHUST:
MOHOKJIOHAJIbHBIE aHTUTeNa, «(haKTop KOMIUIEMEeHTa
H-tepanus» u ap. [4, 5].

3HaYUTEIBHBIN MPOTPecC ObIT JOCTUTHYT B TIOHUMA-
HUW TPUYMH (POKATBHOTO CEeTMEHTApHOTO TIIOMEPYJIO-
CKJIep03a, KOTOPBI MpeACTaBiseT OO0 OOBIIYIO TeTe-
POTEHHYIO TPYITIY TJIOMEPYJI0oTaThi, TTPEeUMYIIIECTBEHHO
MPEeACTABISIONINX COO0M TOAOIUTONATUN W UMEIOIINX
CcX0Xy10 Mopdosiornuyeckyto Kaptuny. Knaccuuecku ¢o-
KQJIbHBIM CErMEHTapHBIA TJIOMEPYJIOCKIIEpPO3 00YCIOB-
JieH mytauusimu reHoB WT1, NPHSTw NPHS1, xotopbie
OBITM M3HAYATBLHO OTpeeeHbl METOIAMU CEKBEHUPOBA-
HUSI TeHOMa, TPEOYIOIIMMU 3HAYUTETBHBIX YCYIINI 1 (U~
HaAHCOBBIX pacxonoB [4]. OnmHako Toceayolee pa3Bu-
THE MOJIEKYJSIPHOW TUArHOCTUKM TIPUBEIO K CO3AaHUIO
60Jice MOIIHBIX METOIOB CEKBEHUPOBAHMSI C BBICOKOM
MPOMyCKHOM crocooHocThio — NGS.

CexBenupoBanue NGS 1MoO3BOIMIO AOMOJHUTEb-
HO MIAECHTU(MUIIMPOBATh pa3IudHble MyTallu, TIPUBO-
Js1Ie K pa3BUTHIO (POKATBLHOTO CErMEHTApHOTO TJIO-
Mepyrnockiepo3a [4, 6]. B xauecTBe mpumepa MOXKHO
MPUBECTU  CTEPOUIAPE3UCTEHTHBIH HehpPOTUUECKUIA
CUHIPOM, KOTOPHIN B OOJBITWHCTBE CIIydaeB THCTO-
JIOTUYECKN TIPOSBISIETCST (DOKaJbHBIM CeTMeHTap-
HBIM TJIOMEPYJIOCKIJIEpO30M U JI0 HACTOSIIIETO BpeMe-
HU OCTaeTcsl OMHUM M3 CaMbIX CIOXHBIX IJIST Teparmuu
320071€BaHUI TTOYEK B JETCKOM BO3pacTe; MpU 3TOM
BEPOSITHOCTh pelUAMBA B TTOYEYHOM TpaHCIUIAHTATe
coctanisieT 30% [6]. B Tabnuiie npeactaBieHbl OCHOB-
HbIe TIPUYMHBI PA3BUTHUS CTEPOUIPE3UCTEHTHOTO He(D-
POTUYECKOTO CUHAPOMA.

WzydyeHre TIpUYMH pa3BUTHS  HePPOTHUIECKOTO
CUHApPOMA CBSI3aHO TIPEXIE BCETO C MCCIEHOBAHUSIMU,
OTPEACNSIIOINMU COCTOSTHUE OEKOB IIeJIeBO MeM-
OpaHbl MOJOLMTOB, a UMEHHO BBISIBICHUEM MYTaILUid
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Tabauya. OCHOBHbIE MPUYMHBI PA3BUTHS CTEPOMIAPE3UCTEHTHOTO HE(POTHUECKOTO CHHAPOMA
Table. The main reasons for the steroid-resistant nephrotic syndrome development

Ne Tun

CPHC 10 OMIM  maciexoBanus KimHnyeckue 0CO0EHHOCTH Ten/mponykr
BpoxkneHHbIi BpoxkneHHbIit He(pOTUIECKUI
CPHC (cdbuHckuii Tvm) 2ot AL cunapom, XITH IR IS/ eeoibiarane
CPHC, tum 2 600995 AP ®CI'C, CPHC, XITH NPHS2/ nonorux
CPHC, tum 3 610725 AP ?Sﬂc’ e, (GG, A PLCE1/ dochomumaza C
CPHC, tum 4 600995 AP (AI) CPHC, CYHC CD2AP
LAMB2/
Cunpgpowm ITupcona 609049 AP CPHC, Mukpokopust e
CPHC nosnHero Havaa 600995 ALl gﬁﬁHHﬁ TEEnam, (LRI, CRLAIC, NPHS2/mogouus
. TRPC6/ TpaHCIIOPTHBIIA
CPHC noszaHero Havyaia 603965 Al )l_(llc_)[:ﬁﬂﬂﬂ wegien, CESIE, CRIEC, peLenTop 6ejKka KaTHOHHOTO
kaHaia C-6

Omyxonb BunibMca, HedpoTrde- WTI (ren-cynpeccop WT)

gHH.ﬂpOM HAenuca—/lpawa, 194080 ALl CKUIi CHHIPOM, IiceBAOrepMacdpo- OIOK-CyIpeccop OImyXoJn
rasier CHHAPOM

JUTU3M Bunbemca
CUHIPOM HOTTU— 161200 ATl CPHC, mucmasus Horreit, orcyr- LMXI1B/ LIM homeodomain
HaJIKOJIEHHUK CTBUE HaIKOJIEHHUKA protein

. Koctupie anomammm, nmmyHone-  SMARCAL1/ HepA-related

Schimke cunapom 242900 AP b, CPHC protein (HARP)

Tpumeuanue. AP — aytocoMHO-perieccuBHbIi; A/l — ayrocoMmHo-noMuHaHTHBII; XITH — XxpoHundeckasi moyeuHast HenoctarouHocth; DCI'C —
(okanbHO-cerMeHTapHbIN TiiomMepynockiepos; AMC — nuddy3Hbiii MeHuHTeanbHbIi cuHapoM; CPHC — crepounpe3ncTeHTHBIN HehpOTH-
yeckuit cuHapom; CYHC — cTreponauyBCTBUTENbHBIN HEDPOTUUECKUN CUHAPOM

B reHax, KOAUPYIOLINX 3TU OeNKU. DKCIEPUMEHTATBHO
U KJIMHUYECKU JI0KA3aHO, YTO MYTallvsi TEHOB, peryJn-
PYIOLIMX COCTOSTHUE 3TUX OEJIKOB, JIEXKUT B OCHOBE Ha-
CJIeJICTBEHHBIX (pOopM HepoTUIeCcKOro cuHapoma [7].

OnuH 13 BaXXHBIX OEJIKOB LIMTOILJIA3Mbl TTOJIOLIMTOB —
0-aKTUHUH-4. DTOT Oe0K OOHApyXeH Kak B MOYKax, Tak
U B CTEHKaxX KPOBEHOCHBIX COCYIOB M BBITIOJHSIET (hyHK-
LU0 CBS3bIBAHUSI TIPOTEMHOBOTO KOMILIEKCA IlIeJIeBOM
MeMOpaHBbI TTOIOLINTA U OEJIKOBOTO KOMIUIEKCA TJIOMEpPY-
JISIpHOM Oa3anbHOI MeMOpaHbl. OTMedeHa pojib 0-aKTH-
HUHa-4 B maTtoreHese MpoTenHypuiu [7].

Eme omHuUM M3 BaXKHBIX OEJIKOB IIEJIEBUIHON MeEM-
OpaHbl sBisieTcsl He(GpPUH, KOTOPBI WIpaeT Kirode-
BYIO poJib B (DYHKIIMOHUPOBAHUM 11I€JIEBOI MeMOpaHBbI.
Mytaiun B cemelictBe OenkoB HedpuHa — NEPHI,
NEPH2, NEPH3 — npuBoasrt K pa3BUTHIO BPOXKACHHO-
ro HedpPOTUUYECKOro CHHAPOMA, COIPOBOXAAIOIIETOCS
PE3UCTEHTHOCTBIO K CTepOUIHOM Tepanuu [6, 7]. Takxke
HeMaJ0BaXKHYIO POJib B pa3BUTUU HEPPOTUUECKOTO CUH-
JIpoMa UTpaeT UHTErpaJbHbIii MEMOpPaHHBIN OEJIOK TTO/10-
LIMH, KOTOPBI BXOJUT B COCTaB IIEJIeBUIHON MEMOpPaHBI,
3aMbIKast He(bprH B MOJOLMUTAX. DTOT OEIOK KOAUPYETCS
reHoM NPHS2, pacrioioxeHHBIM B XpoMocome 1, B pe-
ruoHe 1g25—q31. Ilpu rUCTOIOTMYECKOM WMCCIen0Ba-
HUM OMOTITATOB MOYEK y MalMeHTOB ¢ HEPPOTUUYECKUM
CUHIPOMOM, BBI3BAHHBIM MyTallMeli TeHa IIOAOIMHA,
Kak TIpaBWIO, oTMeuascs (OKaJdbHBI CerMeHTapHBIN
[JIOMEPYJIOCKIEPO3 [6, 7].

B uccnenosanusix M. Pickering u coast. (2013) mo-
KazaHa CUJIbHAsl KOPPEJSIus MeXIy TUIIOM MYyTalluid
TE€HOB, BO3pacTOM TallMeHTa W HadajioMm (OKaJIbHOTO
CerMeHTapHOro TJoMepyiocKiepo3a. Tak, K pa3BUTHUIO
CTEPOMIPE3UCTEHTHOTO  HE(DPOTUYECKOTO  CHHApOMa
B JIETCKOM BO3pacTe MPpUBOAIT MyTalluu B reHax NPHS1
(neppun), NPHS2 (nopoumH), LAMB2 (naMuHuH-p,),
u PLCEI (pochonunaser C amncuiion 1), B To Bpewms
KakK MyTallMu JTOMWHAHTHBIX TeHOB, B ToM uncie ACTN4
(a-axkTH-4), TRPC6, pUBOIST K IeOIOTY 3a00JIeBaHMS
MPEUMYILIECTBEHHO Y B3pOCIIbIX |3, 6].

Yem paHbllle UMEET MECTO N1e0T HedpPOTUUEeCKOro
CUHIpOMa, TeM 0oJiee BEPOSITHO, YTO OH CJIY>KUT TTPOSIB-
JIEHHEM MOHOreHHoro 3abosneBaHus. Tak, 85% ciaydaes
CTEPOUIPE3UCTEHTHOTO HE(MPPOTUUYECKOTO0 CHHIpOMA,
pa3BUBAIOIIETOCS B TepBBIe 3 MeC XU3HU, 1 66% ciryya-
€B CTEPOUIPE3UCTEHTHOTO HEe(POTUYECKOTO CUHIpOMA,
MPOSIBIIIONINXCSA B TIEPBLIA TOM XKU3HM, BBI3BAHBI MY-
TalMsIMU B OHOM M3 4yeTbipex reHoB: NPHSI, NPHS2,
LAMB2 v WTI [8].

IMpu peliecCUBHBIX MyTallMsIX TeHa MOMOLIMHA HaTU-
yue OrpeesIeHHBIX ajulelieil nMeeT 3HaueHue Il BO3-
pacta Hauyajla CTepOMIPE3UCTEHTHOTO HEe(PPOTUUECKOTO
cuHApoMa W (HOPMUPOBAHUS TEPMHUHAILHON CTaauu
XpPOHMYECKOU TTOYeYHOI HemoctaTouHocTH [9]. B wact-
HOCTH, TIPUCTYTCTBUE, TI0 KpaiiHell Mepe, OIHON MyTa-
uuu R138Q npuBonut K 6osiee paHHEMY Havyaay CTEpOM-
JPE3UCTEHTHOTO HE(PPOTUYECKOTO CUHIPOMA B CPeIHEM
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M0p03oe C.JL. u coasm. MOJ’[CKyJ'[ﬂpHaH HCCDpOl'[aTOJ'IO]'I/ISIZ HOBBIE BO3MOXXHOCTH TMAaTHOCTUKY 3200JIeBaHUI MTOUEK

B Bo3pacte 1,7 rona, a He 4,7 roga, Kak Ipu APyTUX Ba-
puaHTax MyTallMii TaHHOTO TeHa. TakXke IMoKa3aHo, YTO
B FeTE€pPO3UTOTHOM COCTOSIHMM MyTalusi R229Q rena no-
mounHa B 15% ciydaeB BBI3BIBAaeT NeOIOT 3a00JIeBaHUS
BO B3pOCJIOM BO3pacTe.

Texnonoruu NGS Mo3BoJISIIOT ¢ BHICOKOH TOYHOCTBIO
OTpeIeNIsiTh U JIpyrue reHeTUuYeckue 3abojieBaHUs, TIe
OYEeHb YacTO MEepPeKpPhIBAIOTCS TUCTOJOTUYeCKUe  de-
HOTUIIBI, TaKue KaK CUHIPOM AJbropra, 00JIe3Hb TOH-
KMX OazaJibHbIX MeMOpaH, HacCJeICTBEHHbIE KUCTO3HbIC
Oosie3Hu 1ovyek. ClOXHBbIE MyTallMM B KPYIMHBIX T'eHax
COL4A3, COL4A4, COL4A5, yyacTBYIOIUX B Pa3BUTUU
cuHapoma Anbrnopta, 3¢hGEeKTUBHO OMPEEssIIOTCS CO-
BPEMEHHBIMU METOAMKAMMU, YTO TPUBOAUT K OoJiee co-
BEpILIEHHON KJIMHUYECKON cTpaThUKalUM MO CpaBHE-
HUIO ¢ MeTonamu ructomopdoioruu [10].

K coxaneHuto, reHernueckasi OCHOBa MHOTHX 3a-
OosieBaHUII TMOYEK OCTAeTCsl B 3HAUMTEJIbHOW CTEIeHU
HEU3BeCTHa, YTO [eJaeT TeXHOJIOTUU CEKBEHMPOBAHMSI
OrpaHWYEHHBIMM B IIMPOKON KIMHWYECKOW MpPaKTUKE,
W BPSIZL JIM 3TU METOIbI OYIYyT IIMPOKO PacTipoCTpaHEHbI
B OyKaitieM Oyayiiem. B To ke Bpemst akTUBHO BeIeTCsI
U3y4yeHue IKCIpeccuu reHoB Ha 1uiaTdopme NanoString
¢ anaimzom JIHK, MPHK 1 MmukpoPHK.

B nocnennee necstunetue OOJbIION MHTEpPEC UCCe-
noBartesieil npusiekaa poab MUKpoPHK B maroreHese
3abosieBannit mouek. MukpoPHK nipencrasiena kopot-
KuMHU HekoaupywoumMmu monekyramu PHK ¢ mpnmunHoi
MPUOIN3UTENIBHO 22 HYKJIEOTUIa, KOTOPhIE PEeTYIUpyIoT
9KCIIPECCHUI0 TeHa Ha TOCTTPaHCKPUMIIMOHHOM YPOBHE
nytem PHK-unTepdepeniiuu [11]. B HacTosiiee Bpemst
o0HapyxeHo HecKoJibko TuoB MukpoPHK y uenoseka,
a TakXe y pacTeHUI, XXMBOTHBIX 1 HEKOTOPHIX BUPYCOB.
OcHoBHast poiab MUKpoPHK coctout B perynupoBaHuu
OOJIBIIIOTO YMCIa KJIETOYHBIX (DyHKIMHI, BKJIOUasi Tpo-
audepannio Ki1eTok U anonrto3. Kpome toro, B Mupo-
BOIl JUTepaType CTaJIM HaKaIlJIMBaThCs AaHHBIE O POJIU
mukpoPHK B maTtoreHese pa3Butusi MHOTUX OoOJe3HEN
yesnoBeka [12]. MukpoMaTpuuHbIii aHAIM3 TKaHEel Kpbl-
Ccbl M 4esioBeKa mokasai, uro psing MukpoPHK, Takumx
kak miR 192, miR 194, miR 204, miR 215 u miR 216,
HaxXonmsITCS B OCHOBHOM B TOYEYHOW TKaHW W Wrpa-
0T BaXKHYI POJIb B TIOMJEPXKAaHUM TOMeocTaza ToYek
npu (GU3MOJIOTMIECKUX W TIATOJOTUYECKUX COCTOSTHUSIX
[13]. B Teuenue nocaenHux 10—15 et ObLIO MpOBEAEHO
HECKOJIbKO (DYHIAMEHTATbHBIX Y KIMHUYECKUX HCCIIe-
JIOBaHUM, CBUIETEJbCTBYIOIIMX, YTO YPOBEHB Crieludu-
yecknx MUKpoPHK B modeuHoit TkKaHu n aum@oLImTax
nepudepuvyecKoit KpOBU U3MEHSLIICS TIPU pa3IMYHbIX 3a-
OosieBaHUSIX Mouek [14].

Kak in vitro, Tak n in vivo moka3zaHa KpUTHYeCKast
posib MukpoPHK, B Tom yucne miR-25, miR-29, miR-
192, miR-377 u miR-45, B matoreHe3e pa3BuTus nuaode-
TYecKoit HeppornaTtuu. Kpome Toro, oOHapyxeHa raro-
Jiornyeckast akcnpeccusi miR-148b B MoHOHYKJI€apHbBIX
KJIeTKaxX repudepuieckKoil KpoBu, BEpPOSTHO, OOBSICHSIE-
Masi BBICOKMM TIMKo3unuposanuem IgA B IgA u Hako-

ruieHueM ero B Me3aHruu [15]. Takke rmokasaHo, 4TO U3-
MmeHeHue akcrpeccun MUKpoPHK wurpaer OGombinyto
POJIb B HAPYIIEHUN PETYJISIIUN SKCKPEIUN B MMOYEUHBIX
KaHaJIblIaX, YTO MOXET MPUBOIUTH K XPOHUYIECKOU 00-
JIE3HU TIOYEK HEe3aBUCHUMO OT 3THOJOTUM OCHOBHOTO 3a-
ooneBanwms [15].

He MeHee mpuMedaTeTbHBIMU SIBJISIIOTCS JaHHBIE O pe-
rynupymonieit poau MukpoPHK B pazButuu Hedporrue-
ckoro cuHapoma. Tak, MoKa3aHO 3HauYeHUE 3KCIPECCUU
miR-192 mrg mpouecca Me3aHTMaTbHONH MHQGWIBTPALNT
B KJIyboukax HedpoHa. Kpome Toro, BbisiBJIieHa aHOMaJTb-
Hasl akcripeccus miR-29¢ npu akTuBamm TpaHchopMu-
pytouero ¢akropa pocra 6era-1 (TGF-6era,), KoTOpBIii
WUTPaeT OIHY M3 KITIOYEBBIX poJieil B (DOPMUPOBAHNU MH-
TepCTULIMAJIBHOTO (prbpo3a rmouex [16].

Takum oGpaszom, pazHooOpazHbie MukpoPHK urpa-
0T BaXKHYIO POJIb B MHUIIMALIMY 1 TIPOTPECCUPOBAHUY 3a-
OoJsieBaHMIT TIOUEK. B To ke Bpemsi ypoBeHb 3KCITpECCUU
cneunpuyeckux MukpoPHK B nmepudepnueckoit kposu
MOXKET paclieHUBAThCs KaK MOJIEKYJISIpHbIE OMoMapKephbl
pa3BuTusl Hedposornueckoit natosoruu [17]. C. Zhang
un coanT. (2015) uccnenoBanu 3sKcrpeccuio MUKpoPHK
B CBIBOPOTKE KPOBU TpU (POKATLHOM CerMeHTapHOM
TJIOMEPYJIOCKJIEPO3e U OOHAPYXKUJIU, YTO CTEMEeHb IKC-
npeccur MiR-186 KoppenupyeT ¢ ypoBHEM TMPOTEUHY-
pUM U MOXET MCIOJIb30BaThCsl B KaueCcTBe OMoOMapkepa
pu 3ToM 3abojieBanun [18].

WMsmenenust skcnpeccun MukpoPHK B Moue moryt
OBITH UCITOJTH30BaHbI B KAUeCTBE OMOMAapKepOB MpU Hed-
potudeckoMm cuHapome. MiR-29a, miR-192 u miR-200c
MOKa3aJld XapaKTepHble U3MEHEHUST IKCITPECCUN B MOYe
y TMalUeHTOB ¢ He(GPOTUUECKUM CUHIPOMOM U MOTYT
OBITH MCITOJIB30BAaHbl B KAYeCTBE MAapKepOB IIJIsT TMAarHO-
CTUKHU 3a00JIeBaHMs U OLIeHKU TsiKecTn [19].

B nmocnennee Bpems akTyajibHa pa3paboTKa MpUH-
LIUTIOB TIepPCOHATM3UPOBAHHOW Tepanuu, B TOM YHUC-
Jie U TIpU He(pOJIOTUUECKON TMaTOoJIOTUU. AKTUBHOE
HWCITOIb30BaHUE TIIOKOKOPTUKOMIHON U UMMYHOCY-
MPECCUBHOM TEpaNMU y MALIMEHTOB ¢ HEPPOTUIECKUM
CUHIPOMOM, OOJIbIIIOE KOJMYECTBO OCJIOXHEHUI
TpeOyloT oco0o0 THiaTeJbHOro Toabopa Tpernapa-
TOB ¢ yueToM MHOrux ¢aktopoB. OcoOEHHO 3HaueH
Bornpoc (GOpPMUPOBAHUSI TOPMOHOPE3UCTEHTHOCTU
y TallMeHTOB ¢ rjaomepyjoHedputom. B uccinenona-
Husix M. Doaa u coaBnt. (2011) nmokazaHo 3HaueHUE
TPaHCKPUIIIIUM TEHOB MHTEPJEeKMHA-2, y4acTBYIO-
IUX B MpoJudepalun aKTUBUPOBAHHBIX T-KIJIETOK,
KOTOpbIE WTPalOT HEMAaJOBaXXHYIO POJib B Pa3BUTUU
rnomepyioHedpura. MHTepaeiikuH-2, CBSI3aHHBIN
¢ peuernTopom, obecrieurBaeT B3aMMOIECTBUE C pe-
nernTopoM Jak-3 THpO3MHKWHA3BI, UTO B JajibHEHIIIeM
00yCJIOBIMBAET TPOJOKUTEIbHYIO TpoJudepaiunio
T-kneTok, MTPpUBOASIIYI0 K BHICBOOOXIEHUIO pacTBO-
pUMOro KOMITOHEHTa pelenTopa WHTepIeKuHa-2
(SIL2R). HenaBHO ObLIO MpPEnnojoXeHO, YTO MO-
BBHIIIAIOIIAS PETYISLIUS UHTepJAeiKnHa-2 U €ro coe-
nuHeHus (SIL2R) He ToAbKO MOXeT ObIThb BOBJEYE-
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Ha B MaTO(hU3UOJOTUI0 HePOTUUECKOTO CUHIpOMA,
HO M MOXET yJyacTBOBaTh B (POPMUPOBAHUU CTEPOU-
NPE3UCTEHTHOCTU 3a CYET yBEJIMYEHUs] BKCIPecCuu
reHa MHOXECTBEHHOM JIeKapCTBEHHOMW YCTOMYMBOCTHU
(MDRI) n ero nponykta — P-rnmukonpoteunna [19].

Takxke akTMBHO M3y4aeTcsl BONpoc (hapMaKOTeHOMMU -
KJ TaKWX MpernapaToB, KaK IIUKJIOCIIOPUH, TAKPOJUMYC,
ModeTusia MUKO(pEHOAT, KOTOpbIe SIBISIOTCS KIIHOYe-
BbIMU B JICYEHUU HEPPOTUYECKOTO CMHAPOMA M aKTHB-
HO MCTIOJIb3YIOTCSI B TpaHCTUIaHTo0oTUM. MccnenoBaHme
(hapMaKOKMHETUYECKUX M TEHETMYECKUX acTeKTOB HC-
MMOJIb30BaHUsl 3TUX TIPENapaToB JOKHO MTOMOYb BpayaM
n30eXxaThb Cepbe3HbIX HEXeIaTeNbHbIX 3(PDEeKTOB, CBSI-
3aHHBIX ¢ X ITprueMoM [20].

HanbHeiiiiee wu3ydyeHue (GHapMaKOKUHETUKU, -
HaAMUUYECKMX W TEHETMYECKMX acleKTOB WMMYHOCY-
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Con pe6eHKa B OHTOreHe3e M uCnoJib30BaHUE CTAHAAPTU3I0OBAHHOI0 ONPOCHUKA JIAA OLICHKH
MoBeAeHUA JeTel BO BpeMA CHA

U.A. Keavmancon

MHCTUTYT cneumanbHOM Nneaarormkn U NCUXoNornm MexayHapogHoro yHMBepcuTeTa cembm 1 pebeHka um. Payns Ban-
nexGepra, CaHkT-lMNeTepbypr; CaHkT-MNeTepOyprcknii rocyaapCTBEHHbIN MHCTUTYT NCUXONIOMKN U COLMasbHON paboThl,
CankT-lNeTepbypr, Poccus

Child sleep ontogeny and application of the standardized questionnaire for the evaluation
of child behaviour during sleep.

1.A. Kelmanson

Institute of Special Education and Special Psychology of the Raoul Wallenberg International University for Family and Child.
St. Petersburg State Institute of Psychology and Social Work

PaccMoTpeHbI BONPOCHI OHTOTeHe3a CHA PedeHKa HAYMHAS C 9TANa BHYTPUYTPOOHOro pa3sutus mwioaa. Ilpusenenst nanusie o dop-
MHPOBAHHH ONpe/IeeHHbIX COCTONHMIA 1071, ABJSIOMMXCS AHAJIOTAMH AKTHBHOTO M CHIOKOWHOTO CHA B MOCTHATAJILHOM MepHoJIe.
O0cyknawTcs BaxKHeiine HeiPOOHOIOTMYECKHE MPeanochulki ()OPMUPOBAHHUS MOBENEHYECKHX COCTOSHUI PeOeHKa, HAYMHAS
C Mepro/ia HOBOPOKIEHHOCTH M 10 MOAPOCTKOBOro Bo3pacra. [Ipeacrasiensl cBeseHus o cnenuduke GopMUpoOBaHUS EPHOIOB CHA
1 00PCTBOBAHMS Y HOBOPOXKIEHHBIX, POJMBUINXCS B MCXO/€e MpekaeBpeMeHHbIX ponoB. PaccMaTpuBaloTcsi M13MeHeHHs 0MOdJIeK-
TPHYECKOI AKTHBHOCTH IOJIOBHOTO MO3ra B PA3JIMYHBIX COCTOSIHUSX PeOEHKA HA OTIEJIbHBIX ITANAX OHTOreHe3a. Jlano oGocHoBanmne
pucka (hopMHPOBAHKS ONPE/IeIeHHbIX BADUAHTOB HAPYLIEHMIi CHA Y JieTeil pa3aM4HbIX Bo3pacTHbIX rpynn. IIpusenena pa3padoran-
Hasi aBTOPOM PYCCKOSI3bIYHAsA Bepcusi cranaapTu3osanHoro onpocHuka Child’s Sleep Habits Questionnaire (CSHQ), npeana3sna-
YEHHOTO [/Is1 BbISIBJIEHUS PACCTPOMCTB CHA Y IeTeil IOIKOJIbHOIO M MIKOJILHOIO BO3PACTA HA OCHOBE AHKETHPOBAHMSI POAMTEJIEil.

Karouesvie caosa: ()emu, OHMO2EeHe3, COH, HapyuweHus cHa, ONPOCHUK.

Ans untupoBanums: KenbmaHcoH U.A. pebeHka B OHTOreHe3e v 1CroJib30BaHne CTaHAapTU30BaHHOO OMPOCHUKA AJ1s1 OLLeHK OBeAeHUs Ae-
Tevi Bo Bpemsi cHa. Poc BecTH nepuHatosn v neguatp 2017, 62:(3): 37-52. DOI: 10.21508/1027-4065-2017-62-3-37-52

The questions of the ontogeny of a child’s sleep, starting with the stage of fetation, are considered. Data on the formation of certain
fetal conditions that are analogues of fast and slow sleep in the postnatal period are given. The most important neurobiological pre-
conditions for the formation of the child’s behavioral states are discussed, beginning with the neonatal period and until adolescence.
Information on the specifics of the formation of periods of sleep and waking in infants, born in the outcome of premature birth, is
presented. Changes in the bioelectrical activity of the brain in various states of the child at different stages of ontogeny are considered.
The rationale for the risk of forming certain variants of sleep disorders in children of different age groups is given. The Russian-
language version of the standardized questionnaire Child’s Sleep Habits Questionnaire (CSHQ), designed to detect sleep disorders
in preschool and school-age children on the basis of parents’ questionnaires, is developed.

Key words: children, ontogeny, sleep, sleep disorders, questionnaire.

For citation: Kelmanson I.A. Child sleep ontogeny and application of the standardized questionnaire for the evaluation of child behaviour during
sleep.. Ros Vestn Perinatol i Pediatr 2017; 62:(3): 37-52 (in Russ). DOI: 10.21508/1027-4065-2017-62-3-37-52

®ODMI/IDOBaHHC cHa pebeHKa HAYMHAETCS B IEPUOLIE
BHYTPMYTPOOHOTO pa3BUTHUS. B 1esoM oTdeTim-
BYIO LIMKJIUIHOCTh U3MEHEHUI COCTOSTHUI TITONA MOXK-
HO 3adukcupoBaTh ¢ 28—31-if HegeaM TecTalny, KOraa
HaOJIoaeTcsl yepeaoBaHUe TIEPUOJOB OTHOCUTEIbHOM
AKTUBHOCTU M TIOKOsI, OTpaxalollee HaJIudue 3JIeMeH-
TapHBIX YJIBTPaAUaHHBIX PUTMOB (T.e. C TIEPUOIOM Me-
Hee 24 4), peryaupyembix LIHC miona u monBep:keHHBIX
BJIVSIHAIO BHEIIHUX CTUMYJIOB. [lo Mepe yBelIWdeHUs
CPOKOB TeCTalluy MEePUOAbl OTHOCUTEIBHOTO TIOKOST YBE-
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JINYMBAIOTCS 110 CBOE MPOAOIKUTENbHOCTH. Tak, eciu
Ha CpoKe TecTalmu 26—29 Hem cpeaHssl TTPOIOKUTETb-
HOCTb TTOIOOHBIX 3MM300B cocTasisieT 15—17 MuH, TO K
34 Hen M BIUIOTh A0 POXKAEHUs peOeHKa WX TPOIOJIKM-
TEJIHOCTb COCTaBJsieT yxe 28—41 MuH. ¥ mioaa Habmo-
naercst GOpMUPOBAHUE U LIUPKAAUAHHBIX (T.€. CyTOUHbIX)
put™moB. Cynpaxua3zmMatnyeckoe sapo TuIoTagamyca,
OTBETCTBEHHOE 3a PETYJISIIIUI0 3TUX PUTMOB, (hOPMUPY-
eTcsl y TUIo/ia K CepelMHe recTalu, ero najabHeiliee co-
3peBaHKe MPOAOJIKAETCS Ha MPOTSIKEHUU BCETo Mepuoaa
rectaluuy U nociyie poxneHusi pedbenka. Ha cpokax recra-
un 20—22 Hel MOXHO BBISIBUTH LIMPKaAWaHHbBIE PUTMbI
(GYHKIIMU CepAeYHO-COCYAUCTON CUCTEMBI, AbIXaTeIbHbIX
NBWDKEHUI, OOIleil JBUTaTeIbHOW aKTMBHOCTU, YpPOB-
HSI TOPMOHOB B KpOBHU TIJIOfa, W 3TU KOJeOaHUs CHUH-
XPOHU3UPOBAHBI C YEPEJOBAHUEM TEMHOTO U CBETJIOTO
BpeMeHU cyToK. Kak mosarator, Takasi CUHXpPOHMU3ALMsI
obecreunBaeTcst KoiedaHUsIMU YPOBHSI MEJIATOHUHA, BbI-
pabaTbiBaeMOro anudu3oM 6epeMeHHOM, YPOBHSI TITHOKO-
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KOPTUKOWJOB B KPOBU OepeMeHHO! [1], mpoHUKarommx

TpaHCIUTALIEHTapHO K Tiony. Mcxonst U3 COBOKYITHOCTH

(husnoornuecKnx mapaMeTpoB, (GUKCUPYEMBIX Y TUIOMAA,

MpeaIoXeHo Ha cpoke recranum 38—40 Hen BBIOEISATH

YeThIpe COCTOSTHUS TIIOAA, aHAJIOTWYHBIE TeM, KOTOpbIe

OIMUCHIBAIOTCSl Y HOBOPOXKIIEHHOTO pebeHKa [2]:

» cocrosiHue 1F — cokoiicTBUe 110112, KOTOPOE MOXKET
PETYJSIPHO HapyIIAThCST KPAaTKOBPEMEHHBIMU OOIIN-
MU IBVDKEHUSIMM €ro Tejia, OOBIYHO B popMe B3apa-
ruBaHui. JIBUKEHUS TJIa3HBIX SI0JIOK P 3TOM He pe-
rUCTpupyloTcsd. YacTtoTa cepacuHBbIX COKpalleHUt
(YCC) muona crabwibHa, OTCYTCTBYIOT YyyallleHUS
pUTMa cepllia 3a UCKITIOUEHUEM TeX SMU3010B, KOraa
(buKcupyloTCsST B3IparuBaHus;

» cocrosiHue 2F — yvacTeie u mepuomuueckue oolue
JIBVDKEHUS Tejla TIIoJa — B OCHOBHOM ITOTSITUBAHUST
1 pa3rubaHMs TOJOBBI, a TAKXKE IBVXKEHUS KOHEUHO-
creit. Umerorca nerkenus rima3. YCC komediercs,
U B TIEPUOJ IBVKEHUI OTMEYaeTCsI ee yBeJTMIeHNe,

» cocrostHue 3F — oTCyTCTBYIOT reHepaiu30BaHHbIE IBU-
JKEHMSI TeJla, OTMevaroTcst ABrxkeHus a3 ruiona. YCC
cTabMIbHasI, OTCYTCTBYIOT YCKOPEHUS PUTMA CepAlia;

* cocrostHue 4F — sHepruuHble, HEMpepPbIBHbIE ABUKE-
HUSI, BKJTIOYash MHOTOYMCIIEHHBIE TTIOBOPOTHI TYJIOBU-
ma. Ha6monarorcs neukenus ria3. YCC HecTaOWIb-
Ha, OTYETIUBBIC U JTUTEbHBIE DITM30IbI YCKOPEHUS
pUTMa cepllia, KOTOpble HEPEIKO TPaHCHOPMUPYIOT-
¢S B TAXUKAPIUIO.

Ilo mHeHuto uccrnenoareneii, coctossHue 1F skBu-
BJIEHTHO COCTOSIHWIO | y HOBOPOXIEHHOTO («CIOKOM-
HbIIl COH»), cocTosiHUe 2F — 9KBUBAJIEHTHO COCTOSIHUIO
2 y HOBOPOXIEHHOTO («aKTUBHbIN COH»). Takum obOpa-
30M, MOXHO AM(h(HepeHINPOBaTh COCTOSHUST «aKTUBHO-
TO» U «CIOKOIHOTO» cHa 1ioaa [3]. Tlpu atom peub uaer
00 ompeneleHHBIX aHaJIOTHSIX C COCTOSTHUSIMA HOBOPO-
JKIEHHOTO pPeO0eHKa; BO3MOXHO, 3TU COCTOSIHUSI TUTofa
SIBJISTIOTCS TIPEIIECTBEHHUKAMU TaKKUX (Da3 CHa B TIeproe
HOBOPOXXIEHHOCTH, XOTSI MOTYT CYIIIECTBEHHO OT HUX OT-
JIMYATHCS TTI0 CBOUM (PUBHOIOTTIECKUM XapaKTePUCTHKAM.

CoctosiHus 3 u 4 y HOBOPOXIEHHOIO paccMaTpu-
BalOTCSI COOTBETCTBEHHO KaK COCTOSTHUSI CIIOKOMHOTO
U aKTUBHOTO OOAPCTBOBAHUSI, OJHAKO WCCIEeI0BATENN
¢ OOJIBIIION OCTOPOXKHOCTBIO TIOAXOASIT K WHTEpIpe-
TallMu SKBUBAJIEHTHbIX coctosiHuil toga (3F u 4F),
OIIHO3HAYHO HE CBSA3bIBasg MX C COCTOSTHUEM OOApPCTBO-
BaHUS W OTMeuass Majylo 4acTOTY PEeTUCTpalluy TaKHUX
COCTOSIHMIA. BhIgBIsIeMble y TIIoga Ha TIO3MHUX CTa-
nusix recraiu (mocyie 34 Hem) 3MU30IbI PaCKPBITHS
rJ1a3 OYeHb KOPOTKUE MO MpoAoikuTesbHocTH (1—2 ¢)
U CKOpee MOTYT paccMaTpUBaThCs KaK aHAJOTH MHKPO-
npoOyxkaeHuit (micro-arousals), HaOJlOMaeMbIX B CTa-
UM aKTUBHOTO CHA y HOBOPOXIEHHOTO pebeHKa, a He
Kak nposieneHust 6oapcrBoBanus [3]. [IpuBoasrcs apry-
MEHTBI B MOJIb3y TOTO, YTO T YCIOBUSI, B KOTOPBIX Tpe-
ObIBaeT MJIOJ BHYTPUYTPOOHO, OOECIEYMBAIOT €ro He-
MpepBIBHBIN cOH. B wacTHocTH, obpaliiaeTcss BHUMaHUe
Ha TUITHOTeHHYI0 (DYHKIMIO TpOrecTepoHa, IOCTyTMa-

MEPCOHAJINSUPOBAHHAS NEANATPUS

OIIIEro K TUIOMY OT MaTepH, Y KOTOPOIl ypOBEeHb JaHHO-
ro TOPMOHA TIOBBIIIEH; Ha BBIPAOOTKY TUTALIEHTOM psiia
OUOJIOTMYECKN AaKTUBHBIX BEIIECTB, CITOCOOCTBYIOIINX
CHY IUIO/IA: HEMpPOCTEpOUIOB, aleHO3UHA, MPOCTarIaH-
nuHa D [4]. Beicokast Temriepatypa cpenibl, B KOTOPOI
npeObIBaeT TIJI0M, M30JUPYIOIINH 3(DGEeKT aMHUOTUYE-
CKOM XKMIKOCTH, OKPYXAIOWIEW TIJI0M, B COBOKYMHOCTH
00ecTieunBaIOT CBOEOOPA3HYIO <«3HIOTEHHYIO aHecTe-
3U10», YTO TAKXKE MOXET CITOCOOCTBOBATH HETTPEPHIBHOMY
cHy ruiona. IlepBble aMU30/1bl, KOTOPbIE C ONPENEIEHHO
JTOJIeil YCIIOBHOCTM MOXKHO paccMaTpuBaThb KaK HEKUi
aHaJIOT COCTOSIHUSI OOIPCTBOBaHUS, HE (DUKCHUPYIOTCS
y Tutona paHee 36 Henm rectaiiii. BeposiTHO, Takue S1H-
30/1bl HAMPABJIEHbI HA aIANTALIMIO K MTOCIEIYIOIIUM YCJI0-
BUSIM (PUBUYECKOTO U COIIMATBLHOTO OKPYKEHUST pebeHKa
B ITOCTHATAJIBHOM TT€pUOJIE.

CocrosiH1e, SKBUBAJICHTHOE «aKTUBHOMY CHY» TIIO/IA,
COTPOBOXKIAETCS TeHEePATM30BAHHBIMU  IBVKEHUSIMMU.
DTa 0COOEHHOCTh COXPAHSETCS W TIOCTEe POXICHUS pe-
OeHKa B TEYEHHWE TEPBBIX HECKOJIbKMX MECSIIEB JKHU3-
Hu. [Tomaraiot, 4To Takasi aKTUBHOCTD SIBJISIETCSI BAXKHOM
COCTaBJISIIOIIEH CEHCOPHOM M MOTOPHOW CTUMYJISILIUA
TOJIOBHOTO MO3ra TUTOJA, a BITOCIEACTBUM W MIIafeHIIa.
CeHCOpHBIE WMIYJIBCHI, CBSI3AHHBIE C JBIKEHUSIMU
BO BpeMmsi cHa, crioco0cTByOT akTuBaumuu LIHC, n Ha 33T
TPY 3TOM BBISIBJISTIOTCST BCITBIIIKKA OMO3JIEKTPUIECKOI aK-
TUBHOCTU. JIBVIKEHMS BO BpeMsT «aKTUBHOTO CHa» OKa3bl-
BalOT BO3ECTBHE Ha (hOPMHUPOBAHNE MEXKHENPOHATBLHBIX
cBs3eit [5]. [IpuMeuaTeIbHO, U4TO TUTIOA «OTKPBIT» KO BCEM
CEHCOPHBIM BO3IECHCTBUSIM MUMEHHO B SIMU30bI LIUKJIOB
aKTUBHOCTU. Bo BpeMmsi «akTMBHOTO CHa» IuIon Oosee
BOCIIPMMMYMB K MOCTYMAIOUIMM BHEIIIHUM CTUMYJIaM U B
KaKoM-TO Mepe «pa30yxkeH». JlambHelias mepepadboTka
MOCTYMUBIIEH K TIOLY WH(MOPMAIIUHU, BEPOSITHO, TIPOUC-
XOIIUT B CTAIUN «CITOKOWHOTO CHa», KOT/Ia TeJIO TII0/a CTa-
HOBHTCS BPEMEHHO HEBOCTIPMMMYMBBIM K BHEIITHEH CTH-
MYJISILIMA M MOKET 00eCTieunBaTh (DOPMUPYIOIINIACS MO3T
SHIOTEHHOM akTuBalmeil. TakuM 06pa3oM, MPOUCXOAUT
yepeaoBaHUE 30X, B XOI€ KOTOPBIX TUIOI HEBOCITPUUM-
YUB K BHEITHUM CTUMYJIaM, He MPOSIBJISIET IBUTATETbHOMN
AKTUBHOCTHM (MJIM €r0 aKTMBHOCTh MUHMMAaJIbHA), KOTaa
MPOUCXOAUT TepepadoTKa TOJYYeHHOM B XOAE CTUMY-
JISIUYA MHQGOPMALIMKM, W TEX BITOX, KOTAa TIION aKTUBEH
1 MaKCUMaJTbHO OTKPBIT K BHEIITHAM CTUMYJIaM, KOT/a Tie-
pepaboTKa MH(GOpMaLIK «OTKIoYeHa» [6]. Tlrom «oOyya-
eTCsI» M «OBJIafieBaeT MPOCTPAHCTBOM» B CTAIMM «aKTHB-
HOTO CHa». «CTTIOKOMHBIN COH» CTAHOBUTCS BBIPAXKEHHBIM
y TUIo/1a Tiocjie 26—27 HeJl TeCTallvu, W BIIOTh 0 OKOHYA-
HUST BHYTPUYTPOOHOTO Pa3BUTHSI OJIST «CITOKOMHOTO CHa»
B OOIIE CTPYKTYpe CHa TUTOIA OTHOCUTELHO HeBeJMKa.
IMo-BuaMMOMY, 3TO CBSI3aHO C TIO3IHUM CO3PEeBaHU-
eM TIEPBUYHBIX WHTMOMPYIOIIUX CTPYKTYp Tajamyca
(TIpekme BCEero PETUKYISIPHOTO sipa), OTBEYAlOIEero
3a CMHXPOHU3AIMIO CIOKOWHOro cHa. Jlpyrue MHruou-
pyrolre TOIKOPKOBBIE CTPYKTYPhI TakKKe He pa3BUTHI
y moga mo 24—26 Hen rectaumm [7]. Jaxke y HOBOpO-
JKIEHHOTO pebeHKa yKa3aHHBbIe CTPYKTYPHI ellle He TOJI-
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HOCTBIO C(hOPMHUPOBAHBI ¥ (PYHKIIMOHATHHO MaJOAKTHB-

HBI, YTO OOBSCHSIET HE3HAYUTETbHYIO TIPEACTaBICHHOCTh

y HETO CUHXPOHU3MPOBAHHOTO CITOKOWHOTO CHA M JIOMU-

HUpPOBaHKWE aKTUBHOTO CHa.

Poxxnenune peGeHKa COMPOBOXKIAETCS €r0 TIEPBbIM HUC-
TUHHBIM TIpoOykaeHueM. [lepBoe mpoOykiaeHue 3aBUCUT
OT CTETIEHM 3peJIOCTH Mo3ra (TIpU poJax Ha CpoKax paHee
25 Henm TecTalliM COXPaHSIETCST HE3PEJIOCTh TAIAMOKOPTH -
KaJIbHBIX TTyTe ¥ MEXKTIONYIIApHBIX CBSI3eit). Y 3MOpOBBIX
JIOHOIIIEHHBIX HOBOPOKAECHHBIX YEPEAYIOTCS TICPHOIBI
CHa 1 6oapCcTBOBaHUS B BUIE IMKIIOB. OO0I111ast MPOIOIKM-
TEJBLHOCTh CHa cocTaBigeT 16—17 4. Takas Gosibliast mpo-
JTOJDKUTETbHOCTh He YIWBUTENIbHA, €CIM y9eCTh, YTO COH
HOBOPOXICHHOTO W MJIAIeHIIa WIPaeT BaXXHYIO POJb
B 00eCTIeUeHUH TUTACTUIHOCTU (POPMHUPYIOIIETOCS MO3Ta,
pOCTa M CO3peBaHMS €ro BaXKHEWIINUX CTPYKTYP U KOHCO-
Jupauvu naMsaTu [8]. BrickasbIBatOTCS TPEArnooxXeHus,
YTO BIMSIHUE CHA Ha pa3BUTHE HEPBHOM CUCTEMBI pebeHKa
obecreunBaeTcsT SHAOTEHHOM CTUMYJISIIIUEN, TIPOUCXOIS-
el 3a cueT ocuwsiuuii OOI, HabMomaeMbIX BO Bpems
cHa. Ocoboe BHUMaHUE YIEISIeTCSI TTOHTOTEHUKYJI0-0K-
LIMTTUTATLHBIM BOJTHAM, BepeTeHaM CHa M JeJIbTa-BOJTHAM.
Kpome Toro, ctumynupylolliee BIUsTHAE Ha MO3T peOeHKa
OKa3bIBaeT IBUTATEIbHAsI aKTUBHOCTh BO BPeMsI aKTUBHO-
ro cHa. Takast HIOTeHHas] CTUMYJISILIUS UMeEEeT 3HAUYeHHe
I71s1 obecriedeHus KiaeTouHoi nuddepeHaium, Murpa-
LIMY HEWPOHOB, (HDOPMUPOBAHUS TEHAPUTHBIX OTPOCTKOB,
MPOIIECCOB aronTo3a U (GOpMUPOBAHUST HEHPOHATHHBIX
cereii [9].

DBI" HOBOPOXIEHHOTO MMEET Psii OTIIMYMUTEIbHBIX
ocobeHHocTell. Boimensior cieayonue cnetuduueckue
BapuaHThl KapTUHBI DD}

1. Tracé discontinue — nmpepwiBrcTast DT, BKIiouaromas
B ce0sT BBICOKOAMIUTUTYIHBIE KPYThIe BCITBIIIKY, pa3-
JeJIeHHbIE TJTMHHBIMU TJIOCKUMU (pparmeHTamMu DT
nponoykuteabHocThio 10—20 c. Takas kaptuHa D3OI
HabomaeTcs y HeOHOIIEHHBIX HOBOPOXKIECHHBIX JIe-
Tel ¢ TeCTallMOHHBIM Bo3pacToM 30 HelI U MeHee, SIB-
JISISICh KOMITOHEHTOM (ha3bl CITIOKOMHOTO CHa.

2. Tracé alternant. Janublii Bapuant D91 nipencrasisi-
eT coboit ansrepHupytouit Tur DI, HabaogaeMbIi
Y HOBOPOXKIEHHBIX JIETE C reCTallMOHHBIM BO3PaCcTOM
30 Hen u cTapire B pa3e CIIOKOMHOTO CHA. BuIsBIsIroT-
Csl BCOBIIKKM akTUBHOCTU DDI cMmertaHHOK 4acTo-
TBI TIPOJOJKUTENIBHOCTBIO 2—8 ¢, mepeMexkaloe-
csl ¢ anu3ofgaMu yronieHHoi DI Benbimku D900
MPEACTABISIOT COOOM BBICOKOBOJBTAXKHBIE BOJTHBI
HU3KOM YacTOThI, YepeAyloluecs ¢ HU3KOBOJBTaXK-
HBIMU BBICOKOYACTOTHBIMU KPYTHIMU BoTHaMu DT

3. HuskoammutynHas HeperyasipHas DOI. [Ipencras-
JIeHa HETPEePBIBHBIMU HU3KOAMIUIMTYIHBIMUA BOJI-
HaMU CMEIIAaHHOW YacTOThI, CPeAr KOTOPBIX MaK-
CUMaJIbHO TIPEJCTAaBJICeHBbI IeibTa- W TeTa-pPUTMBbI
¢ Majoii BapuabenbHOCTbIO. Bosbraxk cocrasisier
14—35 MxB, noMuHuUpyeT TeTa-puTM™.

4. BoicokoamruiutynHass D3I ¢ MemIeHHBIM PUTMOM.
IpencraBieHa HeNMpPepbIBHBIMU, HEPETYISIPHBIMU

BOJIHAMHU CMEIIIaHHOW 4YacToThl 0o0Jjiee BBICOKOTO
BosibTaxka (50—100 mMxB) u Gosiee BbIpakeHHBIMU
JleJIbTa-BOJTHAMM.

5. CMemanHasi kKaptuHa. HarmomuHaeT  TakoBylO
npu  HU3KOAMIUIUTYIHOW  HeperyiaspHoir  DII,
HO MMEET HECKOJIbKO OOJIBIINI BOJBTAXK W OOJBIITYIO
BBIpaXK€HHOCTD JIeJibTa-BoJH [10].

WccnenoBatenu, wusydaBiide OCOOEHHOCTH IIOBe-
NIEeHUsI HOBOPOXIEHHBIX JleTel, oOpalllaloT BHUMaHUE
Ha HEOOXOAMMOCTb MCIOJIb30BAaHUS CMELUAIBHON Tep-
MUWHOJIOTUW [IJIsSI pa3rpaHUYEHUs] COCTOSIHUI peOeHKa.
TpennoxeHo BBIACHSITH CEMyOIIMe BaKHeHIe dasbl
CHa: CIOKOWHBINA coH (quiete sleep, QS), unu cocros-
Hue 1 (aHasor ¢a3bl MeIJIEHHOTO, OPTOIOKCATBHOTO CHA
Y B3pOCJIBIX), M aKTUBHBIN COH (active sleep, AS), nwiu co-
crostHue 2 (aHanor (a3bl OBICTPOTO CHA Y B3POCJIBIX).

AKTUBHBII COH OMpeAessieTcsl M0 HAJTMYMIO ObICTPBIX
IBWKEHUWI TJ1a3, MOBBIIIEHHOW BapmabempHocT YCC
W YacTOThI JbIXaHWsI, TTOHWKEHUIO MBIIIEYHOTO TOHYCa
Ha ¢oHe HM3KOBOJETaXHOU DOI mmm DBIT cMmemaHHOM
YacTOThI, a TAKXKE 110 HAJTMIMIO MHOTOUMCIIEHHBIX IBUXKE-
HUI Tea. DTU IBUXEHUs (QUKCUPYIOTCS TTPEUMYIIIeCTBEH-
HO B XOJl¢ TaK Ha3bIBaeMbIX (Da3UUECKUX KOMITOHEHTOB
cHa. Da3uvyecKkre KOMITOHEHTBI YepeayloTCs C TOHHUYE-
CKUMU, XapaKTEePU3YIOIIMMUCS OTHOCHUTEJbHBIM «CITO-
KolcTBUEeM» pedeHKa. JIBurarebHasi akTUBHOCTb peOeHKa
MPOSIBIISIETCSI B BUIIE HEPETYJISIPHBIX U KPAaTKOBPEMEHHBIX
NBVDKEHUI MaJIblieB M KOHEYHOCTEH, TepeMeXarolimxcst
¢ Oosiee TIPOAO/KUTENIBHBIMU JBUKEHUSIMA BCETO TeJla.
JIBKeHUs Tejla MOTYT ObITh MEIJICHHBIMU, YepBeoOpas-
HBIMA WJIM BHE3aITHBIMU W HATIOMWHAIOIIMMU B3Iparu-
BaHUsI, IpUYeM OHM OoJiee yacTble U 0oJjiee MPOAOTIKU-
TeJbHBIE, YeM Te, KOTOPhIE BBISIBISIIOTCS B (Da3e ObICTPOTO
CHa y JleTelt cTapiiiero Bo3pacta Win B3pociibix. Bo Bpemst
aKTMBHOTO CHA y HOBOPOXIEHHBIX 4YacTO HaOJIOIAI0T-
csl cocaTesibHble JBUXKEHUSI, YIbIOKM, TPUMAChI, JeTKUI
TpeMOp, BoKanuzalusl (Tulay, XHBIKAHbE, XPIOKaHBE).
BembIIKY MBITIIEUHBIX IBIKEHUN W HEPETYISIPHOE JIbI-
XaHUe 0 BpEMEHM COBMANAOT C ABMKEHUSIMU TJ1a3: B TU-
MUYHBIX CJIydasiX OIPENessIoTCsl OBbICTphIE ABMKEHMUS,
HO MOTYT OTMeUaThCs 1 BpalllaTesibHbIe NBKeHUs. B ¢aze
aktuBHoro cHa YCC Becbma BapuaOeibHa M JbIXaHUE
HeperyJisipHoe, 0COOEHHO BO BpeMmsl (pa3ruecKrux KOMITO-
HeHTOB. Hepenko ormpenensitorcsi 3MM301bl OCTAaHOBOK
NbIXaHUS (alTHO3), a TAKXKe BMU30/bl YYaIlleHHOTO JIbIXa-
HUST (TaxUIHO?) WU YpeXeHUsl AbIXaHusi (OpaauIHo?).
MozxeT onpenensaTbcsl ¥ MepUOANIECKOe JbIXaHue (3Mu-
30/IbI JbIXaTeIbHON aKTUBHOCTH, YEpEnyIoIIrecs] C 1eH-
TpaJIbHBIMU aImHO3), OCOOEHHO Yy JeTeil, POMMBIIMXCS
HeloHoIIeHHbIMU. OO0111asi aTOHUSI CKEJIETHOM MYyCKyJia-
TYpHI B (paze aKTUBHOTO CHAa B COYETAHUHU C YPE3BbIYAITHO
MOMATIMBOMN TPYAHOW KJIETKOU y MJTAZEHIIEB MOXET MpPU-
BOIUTH K (POPMUPOBAHUIO MapagoKCaTbHOTO JIbIXaHUSI
B (paze aKkTUBHOTO CHa.

CIOKOWHBIN COH OMpeessieTcsl 10 OTCYTCTBUIO ObI-
CTPBIX IBMXKEHUI IJ1a3, MEHbIIIEMY YMCITY ABVMKEHUI Tesa
(He cumrTast AMU30ANYECKUX B3paruBaHUii U MoaepruBa-
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HUI1), 60JIee BBICOKOMY MBITIIEUHOMY TOHYCY, CHUKEHHOM
BapuabesbHOCTH YacToThl AbixaHust 1 YCC Ha ¢oHe no-
CTOSTHHO BBICOKOBOJIbTaXKHOM DT

IToMuMO OTMEUYEHHBIX CTaaWii, BBIACISIOT TaK-
xe HenuddepeHIMpoBaHHBINA (TTPOMEXYTOUHBIN) COH
(indeterminate sleep, IS), KOTOpbBIii KOHCTaTMpPyeTCS
MpY HEBO3MOXHOCTM OTHECTU CTaJWIO0 CHA HU K OJ-
HOI U3 BBIIIENTepeYrcIeHHbIX. OH 4acTo OmpenessieTcst
MpU TIepexoie OT OAHOM a3kl CHA K APYroil wiu Tpu
peakuun npoOyxkaeHus. [IprMedyaTeIbHO, YTO HEOIpe-
JIeJICHHBIN COH Yalle (hMKCUPYETCs TPU Tepexoie OT aK-
TUBHOTO CHa K CITOKOMHOMY, a HEe Hao0OpoT. Y mneTeit,
pOAMBILMXCS Ha cpoKax recraiu ot 27 no 34 Hen, He-
onpelieIeHHBIN COH cocTaBiisieT okoso 30% ot ob1iero
BpeMeHM cHa. J{ost BpeMeHU, TIPUXOISIIErocs Ha Heo-
TIpeIeJICHHBIM COH, CYIIIECTBEHHO YMEHbIIIaeTCsl TOCIe
35 Heq recTalliy M OCTaeTCs MPAKTUIECKW HEM3MEHHOM
BILTOTH IO CPOKOB I'eCTALIMU, COOTBETCTBYIOIINX OKOHYA-
HUIO BHYTPUYTPOOHOTO pa3BuTHs. JmnuTebHOe coXpaHe-
HUe Y pebeHKa HeolpeaeeHHOTrO CHa MOXET OTpaXaTh
3anepkky cozpeBanusi HHC.

B oTnmume OT B3pOCHBIX, ¥ KOTOPBIX COH B HOpMeE
HauWHaeTcs ¢ anu3ona (a3bl MeMIEHHOTO CHAa, HOBO-
pOXIeHHBIE 3aChINTaloT B (pa3e aKTUBHOTO cHa. IlepBhIit
MepuoJl aKTUBHOTO CHa, HaOJII01aeMblii HETTOCPEICTBEH-
HO BCJIeN 3a TIPEIIIECTBYIOIIUM COCTOSTHHEM OOApPCTBO-
BaHUs, OOBIMHO HETIPOAOIKUTENIEH. DIMU30Ibl aKTUBHO-
TO M CIOKOWHOTO CHa YepeayroTcs, (hopMUpPYs LIUKITbI
cHa. JITMTeTbHOCTh LIUKJIOB CHa 0oJjiee KOPOTKasi, 4yeM
y B3pOCIIBIX: OHA COCTaBlsIeT 55—65 MMH U ocTaeTcs
TaKOBOI Ha TIPOTSDKEHUU TIEPBBIX MECSIIEB XKU3HU pe-
6enka [10]. ITockonbKy COH HOBOPOXKIEHHOTO B TUITUY-
HBIX CJTydasiXx HauMHAEeTCs ¢ aKTUBHOTO CHa, ero Hayajo
HEpeIKO TPYIHO TOYHO OIpPEAC/IUTh, TaK KaK KapTUHbI
B3I B cocrossHuM 60apcTBOBaHUS U B (ha3e aKTUBHOTO
cHa moxoxwu. [TosToMy Havaysio cHa y MJafaeHIa 4acTo
OTpeNiesISIETCST 0 TaKOMY TOBEIEHUECKOMY TTPU3HAKY,
Kak JJIMTeJbHOe 3aKpbiTe Tia3. Bonbrax OO0 B dasze
aKTUBHOTO CHa Y HOBOPOXKIEHHBIX HECKOJBKO BBIIIE,
YyeM y JieTeld CTapIero Bo3pacTa U y B3pOCIbIX.

Y HOBOpPOXXIEHHOTO peOeHKA aKTUBHBIN COH JOMUHU-
pyeT B o0l1eil cTpykType cHa. B mocienyroiiem Ha mpo-
TSDKEHUM TIEPBOTO Tofa XXU3HU OTMEYaeTCsl TIOCTETIEHHOe
BO3pacTaHHWe JOJU CITOKOWHOro cHa. Tak, moys BpeMe-
HU, TIPUXOISIIASICS Ha aKTUBHBIN COH, CHIKaeTcst ¢ 60%
y HOBOpOXIeHHOTo 1Mo 34% B 3 Mec Xu3HU U 10 31%
B 6 Mec ku3HU. OMHOBPEMEHHO YBETMIMBACTCSI IOJISI Bpe-
MEHHM, TIPUXOISIIAsICS Ha CITOKOMHBIN CoH: ¢ 49% B 3 Mec
KU3HU 10 55% B 6 Mec kus3HU. [loyaraiot, YTo BBICOKMIA
MPOLIEHT BpeMEHM, TPUXOMSIIUICS Ha aKTUBHBIA COH
y pebeHKa paHHETO BO3pacTa, MMeeT OOJbIIoe 3HAYeHUe
JUTSE ayTOCTUMYJISIIAN pebeHKa, TIPOBOISILETO OOJBIIYIO
4acTh BPEMEHM CYTOK B COCTOSTHUW CHa, JJIST (DyHKIIMO-
HaJIbHOTO CO3PEBaHMS TOJJOBHOTO MO3Ta, Pa3BUTHUS U CO-
BEPIIIEHCTBOBAaHMS KOTHUTUBHBIX clTOcOOHOCTE [11].

HMmeroTcs  ompeneieHHble OCOOEHHOCTH OpraHW3a-
IIMM CHA HOBOPOKIEHHBIX JIEeTel, pOMUBIIUXCS B MUCXOME

MEPCOHAJINSUPOBAHHAS NEANATPUS

npexneBpeMeHHbIX poaoB. [Ipu 0O0CYyXIeHUM 3TUX 0CO-
OeHHOCTEl ClieyeT UMETh B BUY, UTO TaHHBIE, IMOJTyYeH-
Hble B TTOCTHATAJIbHOM TIEpHOME Y AETeil, POIWBIIVXCS
HEJIOHOIIEHHBIMU, HE MOTYT OBITh TOJHOCTBIO 2KCTpa-
MOJIMPOBaHbl Ha TUIOA COOTBETCTBYIOIIIETO CPOKa TecTa-
LIUM, TIOCKOJIbKY YCJIOBMSI, B KOTOPBIX MPeObIBalOT pede-
HOK M TIJIOJ, COBEPIIEHHO pa3inyHbl. JleTu, poauBIiimecs
TJTyOOKOHETOHOIIEHHBIMU, HAXOASTCSI B HEMPEepPbIBHOM
COCTOSTHUM CHa, WX IJla3a 3aKpbIThl. TeM He MeHee Yy HUX
OTMeYaeTcsl YepeaoBaHMe 3MU300B aKTUBHOTO M CITO-
KOIHOro cHa. Bo BpeMsi CITOKOMHOTO CHa JAeTH He JBUTa-
I0TCSI, IBIXaHWe peryJisipHoe (ec/ OHO CIIOHTaHHOE, a He
MOIEPXKUBAETCSI UCKYCCTBEHHOIN BEHTUJISILIMEN JIETKUX).
AKTUBHBII COH XapakTepusyeTcsl 0Oojiee BBIpakKeHHBIM
OECITOKOMCTBOM, HaJMYMEM B3[paruBaHUii, TIepeMexaro-
IIMMCS ABVDKEHHWEM TJia3, HEPETYJISIPHBIM IbIXaHHEM C Ya-
CTBIMU 3TTM30/1aMU OCTAHOBOK JbIXaHUs (arHo3) [12].

Y HOBOPOXIEHHOTO pebeHKa, POIUBIIETOCs Ha CPoO-
Ke rectamum 24 Hem, DD mpakTuyeckm TIOCKad,
BBISIBIISIIOTCS  JIMIIbL  KPaTKOBpPeMeHHbIe  (TIPOIOJIKM-
TeJbHOCTHIO MeHee 30 ¢) U HepeTyJIsipHbIE SITU30/1bl OM03-
JIEKTPUUYECKOI aKTUBHOCTH, 0003HaYaeMble KaK «IIETKN»
(brushes). Ilocne 27 Hem recTtaluy 3MU301bI OMOBJIEK-
Tpuueckoil akTuBHOCTH DIDI craHoBSTCS OO0Jee Tpo-
JIOJKUTETbHBIMU, OCOOCHHO B TIEPUOJbI IBUTATEIbHOMN
aKTUBHOCTU pebeHKa. «IlleTku» ompenenstoTcs Ipu pe-
ructpauuu DT B pa3IMYHbBIX y4acTKaX FOJJOBHOTO MO3ra
W MOTYT UMEeTh aCUMMETPUYHBIN XapakTep. Takoil THIT
AKTUBHOCTH, YaCTO MMEHYEMBII MPEPBIBHBIM (IMCKOH-
TUHYaJIbHBIM), coxpaHsieTcst 10 30 Hed MOCTKOHIIETIIM -
OHHOrO Bo3pacTa (T.e. BO3pacTa OT MOMEHTa 3ayaTusi).
Jlums mocne 32 Hem OB mocTeneHHO IpUOOpETaeT
HEMPEPBIBHBINA XapaKTep, aKTUBHBIM W CITOKOWHBINA COH
pebeHka xopouio auddepeHumpyoTcsa. K 36 Hem moss-
JISIIOTCSL TIEPBbIE KPATKOCPOUHBIE 330/l CIIOKOWHOTO
ooapctBoBanus [10]. Ilepmogbl aKTMBHOTO W CITOKOW-
HOTO CHa TIPOJIOJIKUTEILHOCThIO Oojiee 3 MUH, orpene-
JIIeMble Ha OCHOBE JAaHHBIX DD M IBMKEHMS TJIa3HBIX
SI0JIOK, MOXHO BBISIBUTH Y HEBPOJIOTUYECKU 310POBOTO
pebeHKa, pOIUBIIErOCs B UCXO/IE MPEKIeBPEMEHHBIX PO-
JIOB, YK€ Ha cpoke 27 Hen recrauuu [12].

VY nerteii, poOUBIIMXCSI HEAOHOIIEHHBIMU, KapTUHA
OBI' B ornenbHbIe (ha3bl CHA CUJIBHO pa3jinyaeTcs: OHa
WMeeT HeTIPephIBHBINM BU B (ha3e aKTUBHOTO CHA U TIpe-
PBIBUCTHIN — B (ha3e criokoitHoro cHa. Kpome Toro, ObI-
CTpbIe IBVXKEHMUS TJIa3HBIX SI0JIOK OMpeensiioTcs: B dase
aKTUBHOTO CHAa M OTCYTCTBYIOT B (ba3e CITOKOMHOTO CHa.
B nanbHeiileM mo mepe pocra M co3peBaHMSI peOeHKa
B ¢a3e CIIOKOWHOIro CHa TPOIOKUTEIHbHOCTD BCIIbI-
IIeK MeIJICHHOBOJIHOBOU akTuBHOCTH DD Bo3pacTaer,
YBEJIMYMBACTCSI aMILIMTyda (OHOBOW akKTMBHOCTH DI
u (opmupyeTcst KapTuHa tracé alternant, KoTopast CuM-
TaeTcsl XapaKTepHOM JIJIsI CIIOKOMHOTO CHA 3I0POBOTO J10-
HOIIIECHHOTO HOBOPOXKAEHHOTO pebeHka. B TeueHue mo-
ClIeAYIOIINX HEeCKOJIbKUX Henelb XU3HU tracé alternant
3aMellaeTcsl BBICOKOBOJIBTaXKHON HU3KOYaCcTOTHOU DT
[13]. Ha cpokax recraumuu ot 30 10 36 Hea MPOmOIKM-
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TEJTBHOCTh Tiepexofa pebeHKa OT aKTMBHOTO K CITOKOM-
HOMY CHY 3HAYMTEJbHO OOJbIle, YeM MPOAOIKUTEThb-
HOCTbB TIepexo/ia OT CITOKOWHOTO CHa K aKTUBHOMY.

Ha cpoxax ot 31 mo 34 Hen MOCTKOHIEMIIMOHHOTO
Bo3pacTa peOeHOK TpeObIBaeT OOJIBIIYI0 YacTh BpeMe-
HU CYTOK B COCTOSTHUM aKTMBHOTO cHa. K MOMeHTY no-
CTIDKEHUSI PeOGEHKOM TTOCTKOHIIETIIIMOHHOTO BO3pacTa,
COOTBETCTBYIOIIIETO CPOKY JOHOIIEHHOCTH, 55—65%
BpEeMEHU CHa OH MPOBOIUT B (ha3e aKTUBHOTO CHA U OKO-
70 20% BpeMeHU — B (haze CITOKOMHOTO CHA, MPU 3TOM
MPOIOJIKUTETLHOCTh OTAEIBHBIX (Da3 CHa MOXKET CHIIBHO
BapbUpPOBATh B OTIAEIBHBIX IIMKJIAX CHA Y OMHOTO U TOTO
ke MilafeHua. HegoHolleHHbIe HOBOPOXKAEHHBIE, KaK 1
JIOHOIIIEHHbBIE, B OTJIMUKE OT B3POCJIBIX 3aChITaloT B (pa3e
aKTUBHOTO cHa. [IepBhbIif IeproI aKTUBHOTO CHA pebeH-
Ka OOBIYHO XapaKTepu3yeTcs 6oyiee KOPOTKOM TPOmOJI-
SKUTETbHOCTBIO M 00Jiee MEUIEHHON OMO2JIEKTPUUIECKOM
akTUBHOCTBIO OOI Mo cpaBHEHUIO CO CJEAYIONIUMU
MepyuofaMu aKTUBHOTO CHa, (PUKCUPYEMBIMM TOCTIE Tie-
pPUOIOB CITOKOITHOTO cHa. CaM LIMKJI CHa, BKITIOYAIOIINI
B ce0s1 SMM30/Ibl aKTUBHOTO M CIIOKOMHOTO CHAa, KOTOPBIE
pasneseHbl 3MU30I0M HEONpPENeIeHHOIO0 CHa, MMeeT
0oJsiee KOPOTKYIO TIPOIOIKUTEILHOCTh 1O CPaBHEHUIO
¢ MPOJOKUTEILHOCTBIO 1IMKJIA Y JeTeil CTapIlero Bo3-
pacTa 1 B3pOC/bIX. Y HEJIOHOLIEHHBIX IeTei, POJNBIINX-
cs Ha CpOKe TecTallM 10 35 Hel, MPOJOIKUTETbHOCTh
MKiaa cHa coctapisier 45—50 MuH, Ha OoJiee TO3IHUX
CpOKax recTalliy OHa JOCTUTAET TeX XK€ 3HAYeHUI, U4TO y
JIOHOIIEHHBIX HOBOPOXIeHHBIX. CTPYKTypa CHa y JeTei,
POIMBIINXCS HETOHOIIEHHBIMUA W JOCTUTIINX CPOKa J10-
HOIIIEHHOCTH, a TaKXKe Yy JAeTel, POAVBIIMXCS TOHOIIEH-
HBIMM C TIpU3HAKaMU 3aJepXKKA BHYTPUYTPOOHOTO pa3-
BUTHSI, CYIIIECTBEHHO HE OTJIMYAETCS OT CTPYKTYpPHI CHa
JIOHOIIIEHHBIX HOBOPOXKIEHHBIX AeTell [14].

B TeueHue nepBbIx 3 MeC XKU3HU TTOCIIE POXKIECHUS 10~
HOIIIEHHOTO pebeHKa KapTuHa DDI mocteneHHO MeHsI-
eTcs OT HeoHaTaJIbHOM K MiageHdeckoil. [Ipexne Bcero
B OTOT MEPUOJ OTMEYAIOTCS IBa KAYECTBEHHBIX U3MEHE-
Hus: 991 HaumHaeT nuddepeHInPOBaThCSI B COOTBET-
CTBUU C 4 cTaausiMu (ha3bl MEIEHHOTO CHa, KaK y B3pOC-
JIBIX, ¥ YMEHBIIIAETCST M0JIs aKTUBHOTO CHa. Y 3I0pOBOTO
pebeHKa, pOAMBIIETOCST JOHOIIEHHBIM, K 3—4 HeJl XKU3HU
ncye3aeT tracé alternant, ITOCTeTIEHHO 3aMeEIIasiCh BBI-
cokoBoJibTaxKHON DBT" ¢ HU3KoI yactoToit. [IpumepHO
B 4 Hel XWU3HU TIOSBISIIOTCS PYyAWMEHTapHbIE COH-
Hble BepeTeHa, HO 4acTO OHU MMEIOT (hparMeHTapHBIA
Bua u muioxo auddepenuupyrores. K 8—12 Hen mocie
CPOYHBIX POJOB COHHBIE BepeTeHa OOBIYHO BBISBIISIIOT-
cs 'y OonbimHCcTBa MiaaneHueB [15]. CoHHble BepeTeHa
MJIaIeHIa XapaKTepU3yIOTCs MEXITONYIIapHOM acuMMe-
TpUeil 1 aCUHXPOHUEH, OHU UMEIOT MHYIO MOP(OJIOTHIO.
By COHHBIX BepeTeH IMOCTENEHHO MEHSIETCS Ha Tpo-
TskeHUU 9 Mmec mocnie poxnaeHust peoeHka. [lnoTHocTh
COHHBIX BepeTeH U MUX MPOJOIKUTEIbHOCTh CTAHOBSITCS
MaKCUMAaJIbHBIMU TIPUMEPHO B 3 MeC XMU3HM pebeHKa
C CYIIECTBEHHBIMU U3MEHEHUSIMU MX TOTTorpaduu, Mop-
(oyornu, aMIIUTYIBI M 4YacTOTHl B TEUEHUE TIEPBOTO

roja Xu3HU. B To e BpeMsi oTMedaeTcs BhIpakeHHast
WHAWBUAyabHas BapruabelbHOCTb CO3PEeBaHUsI COHHBIX
BepeTeH M BepeTeHa MOTYT COXPaHATh CBOIO MEXITOJY-
IIapHyI0 aCUHXPOHMIO BIUIOTH 10 2 jieT [16]. CoHHbIE Be-
peTeHa (OPMUPYIOTCS B pe3yibraTe CHHXPOHU3UPOBaH-
HOI aKTUBHOCTH TAJJAMOKOPTHUKATBHBIX M TATaAMUIECKUX
PETUKYJIIPHBIX HEMPOHOB, TTO3TOMY M3MEHEHMS XapaK-
Tepa COHHBIX BEPETeH B MePBbIe MECSIIBl XXU3HU peOeH-
Ka, Kak IojaraipT, OoTpaXaloT IpOLEecC CO3peBaHMS Ta-
JIAMOKOPTUKAJbHBIX TYTEl, MPOLECC UX MUEIUHU3AIIUN
u pocT aeHapuToB [17]. CHMKeHne 4acTOThl COHHBIX Be-
pETEeH OIpeAessioch Y MJIAJCHIIEB ¢ TaK Ha3bIBaeMbIMU
OYEBUIHBIMU KU3HEYTPOXKAIOIIUMU COOBITUSAMU. AHO-
MaJIUM COHHBIX BEPETEH OIPENENISIOTCS Y IeTeil ¢ Hapy-
IIEHUSIMW UHTEJIJIEKTa, HallpuMep, ¢ CMHApoMoM JlayHa.

K 6 Mec Xu3HU y GOJNBIIMHCTBA MJIaACHIIEB MOXHO
WISHTU(MUIIMPOBATh TP OCHOBHBIE CTaIMM, XapaKTep-
Hble Uit (ha3bl MEIJIEHHOTO CHa y B3POCIHbIX: CTaauIo
1, ctanuio 2 1 MeIJIEeHHOBOJHOBOI COH. B TeyeHue mo-
caenyommx 6—12 mec xu3au BT B a3y MemIeHHOTO
CHa TMpojorkaeT Bce Oosbiie auddepeHIIMpoBaThCs,
YTO TIO3BOJISIET OOJIee YeTKO pa3inyaTh CTAIUIO 2 U MeJl-
JICHHOBOJIHOBOW COH. XOpOIIO WIAEHTUDULIMPpYeMble
croHTaHHble K-KOMITJIEKCHI  BIIEPBBIE  MOSIBIISIIOTCS
Ha OOT y MnaneHna B 6 Mec JXU3HU, B JaJIbHEHUIIIEM MX
MopdoJorus MeHsieTcsl B Bo3pacte 6 Mec — 2 rofa U B
Bo3pacTte 6—12 yeT. MeHsieTCs M 4YacToTa, ¢ KOTOPO
Ha O8I dukcupyorcs cnoHTaHHble K-KOMIUIEKCHI.
JoMuHMpYyIOIINI 3anHUN  anbgha-puT™M, XapaKTepHbIi
JUTSE B3POCJIBIX B COCTOSTHUM CITOKOWHOTO OOApCTBOBA-
HUSI, HAUMHAET PETUCTPUPOBAThCsS B 3—4 Mec KU3HHU,
MpU 3TOM C BO3PACTOM YBEIMUYMBAETCS YacTOTa ajlb-
da-putMma: B 3—4 Mec KM3HM OHa cocTaBiseT 3,5—4,5 Ii;
B 5—6 Mec xxu3Hu — 5—6 I, B 3 roma — 8 I, B 9—10 jtet —
9Tums15mer — 10 Iix [18].

K koHIly mepBoro roga XU3HM COH peGeHKa MOXHO
yXxe 4yeTko auddepeHmpoBaTh Ha a3y ObICTpOro cHa
U a3y MeIEHHOTO CHa, Kak y B3pocibix. Cama KapTuHa
OBI' u noMcoMHOrpaMMBbl B COCTOSIHMSIX OOJPCTBOBA-
HUS U CHa Bce 6osiee MpUOIMKaeTcs K TOi, KOTopast BbI-
SIBJISIETCST Y B3POCHBIX. Tak, B COCTOSTHUM OOAPCTBOBAHUS
D3I xapakTepu3yeTcst HAIMIMeM HU3KOBOJIBTAKHOM aK-
TUBHOCTM CMEIIAaHHOW YaCTOTHI, CPeIN KOTOPOW JOMU-
HUpPYIOT anbda- u 6era-BoiHbI (yactota 18—25 Tir) [19].
B cocrosgHum paccnabieHHOro GOIpCTBOBAHMS MPU 3a-
KPBITBIX TJIa3aX JIyqllle BCEro BBHIpakeH ab(ha-puT™M
(8—13 Ti1), ocobeHHO B 3aTBUIOYHBIX OTBeAeHUSIX DOI;
Takasi KapTHHA M3BECTHA KaK JOMUHMPYIOIIVN 3aTHUIA
anbha-puT™.

CoH HauumHaeTcsl ¢ 3nu3oaa (as3bl MEeIJEHHOTO CHA,
KOTOpasi B CBOIO ouepenb pasuessiercss Ha 4 cTaauwu,
MpeaCcTaBIsIoNIMe CcO00 KOHTMHYYM TJIyOMHBI CHa,
npuyeM ctagus | siBisgeTcss HamboJee MOBEPXHOCTHOIM,
a crtaaust 4 — Haubosee Ty6oKoit. COOTBETCTBEHHO T10-
por mpoOyXkIeHHsT B cTaauu | caMblii HU3KMIA, a B CTa-
o 4 — cambiit Beicokuit. Ctagust 1 da3sl MeaIeHHOTO
CHa XapaKTepu3yeTcsl HU3KOBoJIbTaxkHOU DD cmelaH-
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HOM 4YacTOThl C JOMUHMPYIOIIEH TeTa-aKTUBHOCTBIO.
Yacrota BoH ODI" HuXe, 4eM B COCTOSTHUM OOJIPCTBO-
Banus. B Havane cramumu 1 HaOJfomaioTcsl BpalllaTelb-
Hble JBUXKEHUS TJIa3HBIX S0JI0K. DTO MepexomHast cTa-
IIUST, TIOCJIE KOTOPOM YacTo HaOIoAa0TCsl POOYXKIeHUS
WV TeHepan30BaHHbIe ABVKeHUs Tea. Ctanus 2 dhasbl
MEUIEHHOTO CHa XapaKTepU3yeTcsT ABYMsI THITUIHBI-
Mu dpeHomeHamu ODI. MosiBlIeHWEM COHHBIX BEpeTeH
n K-komruiekcoB. Y B3pOCHbIX COHHBIE BepeTeHa peru-
CTPUPYIOTCS KaK TPAaH3UTOPHBIE KJIACTEPhI PUTMUYECKOM
aKTUBHOCTHU CO cpenHeli yactotoit 12—14 [i1; yare Bcero
OHHU BBITJIIAT KaK HapacTalollye, a 3aTeM 3aTyxXalollne
mo amrumiTyae. K-KoMIUuleKC — TpaH3UTOPHBIM IBYX-
das3HbIil peHOMEH, IPEACTaBSIOINI cOo00i Hadalb-
HYIO KPYTyIO OTpulaTe/bHy0 BoOJHY D3OI (oTKIOHEeHUe
KPUBOI BBEpX), 32 KOTOPBIM CJIEAYET TJIaBHAST TTOJIOXKM-
TeabHasl BoiHa (oTkioHeHue DT BHU3). K-komruiek-
CBI MOTYT TIOSIBIIAThCSI CTIOHTAHHO, B OTBET Ha BHEIIHUE
CTUMYJIbI, a TaKXe MOTYT COIepXaThb B CBOEM COCTaBe
conHble BepeTeHa. Ctanuu 3 u 4 ¢da3bl MEIJIEHHOTO CHA
XOpOIIIO PACTO3HAIOTCS 10 TIOSIBIICHWIO MeEIJICHHBIX,
BBICOKOBOJIBTXKHBIX JefbTa-BojH (0,5—2 Iir). Cranuu 3
" 4 4acTo OOBEIUHSIOTCS KaK MeIJeHHOBOJTHOBOM COH.
Takue BbICOKOAMIUTUTYIHBIE BOJTHBI D3OI hopmMupytorcs
B CBSI3U C BBIPAXXEHHON CHHXPOHU3aIMell aKTUBHOCTU
HepoHOB. JIBVKEHUS TJ1a3 OOBIYHO OTCYTCTBYIOT B CTa-
JIUW 2 ¥ B CTANU MEIJIECHHOBOJIHOBOTO CHa, a TOHYC My~
CKYJTaTyphl, (PUKCUPYEMBIi TIO JTaHHBIM IMOAOOPOIOYHOM
3JIEKTpOMUOTpadru, CHUKEH TI0 CPaBHEHUIO C TeM, KO-
TOPBIN GUKCUPYETCS B COCTOSTHUM OOAPCTBOBAHMSI.

B8I' B (azy ObICTPOro cHa CYIIECTBEHHO OTJIMYa-
€TCST OT TaKOBOM B (ha3y MeIJICHHOTO CHa M XapaKTe-
pu3yeTcss HU3KUM BOJIBTAXKOM UM CMEIIaHHOM YacTOTOM
(TIpexxae Bcero TeTa-BOJHAMM), HANTOMWHAIOIIMMU Te,
YTO HAOJIOAAIOTCST B COCTOSTHMM OompcTBoBaHus. Ompe-
nesseTcsl U anb(Ma-pyuTM, KOTOpBIN, onHako, Ha 1—2 Iix
MeJICHHEee, YeM B COCTOSITHMM OOonpcTBOBaHUs. Takxke
orpenenstorcst BoJiHeI DO B dopMe «3yObeB THIIbI»
B JAWana3oHe TeTa-aKTMBHOCTHU. TakuMm oOpaszoMm, B (dazy
OBICTPOTO CHA TOJIOBHOI MO3T aKTUBUPOBaH. BBIIESIOT
TOHMYECKUE U (ha3udecKre KOMITOHEHTHI (ha3bl MeIJIeH-
HOTO cHa. TOHMYECKWIT KOMITOHEHT SIBJISIETCST TOMUHU-
PYIOIIMM M XapaKTepU3yeTcsl aTOHWEW CKeJIeTHOW My-
CKYJTaTypbl W OTCYTCTBUEM JBVMKEHUS TJIa3HBIX SIOJIOK.
dasznyeckre KOMITOHEHTHI (ha3bl OBICTPOTO CHa Xapak-
TEPU3YIOTCS BCIBIIIIKAMU OBICTPBIX ABMKEHUM TJIa3HBIX
SI0JIOK, TPAH3UTOPHBIMU MBIIIEYHBIMU TTOACPTUBAHMS -
MU, HEPETYJISIPHOCTBIO pUTMa cep/tia u asixanust [20].

Ha mepBoM rofy Xu3HM MPOWCXOAMT CYIIECTBEHHOE
M3MEHEHUE COOTHOIIEHUSI aKTUBHOTO W CIIOKOMHOTO
CHa: TIPOAOJIKUTETLHOCTh CITOKOMHOTO CHA YBEIMYMBA-
€TCST B CPEeTHEM OT 5 4 B CYTKU Y HOBOPOXKIEHHOTO 10 7 U
B CYTKM K KOHIIy MepBOTO Toia XXW3HU pebeHKa, Mpo-
JIOJDKUTEIbHOCTh aKTMBHOTO CHA YMEHBIIAETCS 3a 3TOT
MepuoJ B cpeaHeM OT 5 1o 1,5 4 B CyTKH, a TIPOTOJIKU-
TeTBbHOCTh HEOIPEAIECHHOTO CHa YMEHbIIIAeTCs B CPeli-
HeM oT 34 710 1 u B cytku [12]. OGHOBpeMEHHO C YMEHb-

MEPCOHAJINSUPOBAHHAS NEANATPUS

IIEHWEeM BBIPAKEHHOCTH aKTUBHOTO CHa Hayajo CHa
MOCTETIEHHO TIPUXOIUTCST HA CITOKOWHBIN COH, YTO MOXK-
Ho 3adukcupoBaTh B Bo3pacte 10—12 Hea, XOTsI 3M130-
IIbl Hayaja CHa B BHJe aKTUBHOTO CHA MOTYT BCTpeYyaTh-
csl 'y KIIMHUYECKU 3I0POBBIX MJIAIeHIIEB BIJIOTh 10 6—8
MecC XKU3HU. YKa3aHHbIe WU3MEHEHUS pacCMaTpUBAIOTCS
Kak TmiposiBieHnst cospeBanust LIHC. IlpmmeuarenbHo,
YTO B BO3pacTe 6 HeAa M 3 MeC JAETH C AMAarHOCTUPOBAH-
HBIMU OYEBUIHBIMU SKU3HEYTPOXKAIOIMMMU COOBITUSIMU
¢ Oosiee BBICOKOM YaCTOTOM XapaKTepHU30BaJIMCh Hada-
JIOM CHa B (pa3e OBICTPOro CHa, 4TO paccMaTpHUBAIOChH
Kak MposiBlieHre 3aaepkku co3peBanus LITHC u Hapye-
Hue GYyHKIMOHUPOBaHMST Mo3ra. Bospact 3 Mec BooOI1Ie
MpeACTaBIsgeTCs] KPUTUYHBIM JUTS Pa3BUTHUS pebOeHKa,
U CTETICHb 3PEJIOCTU CHA B 3TOM BO3pacTe MOXKET paccMa-
TpUBaThCs KaK KOCBeHHBIH 1moKa3aTenb 3pesioctr LIHC.

Ha ¢one msmeHeHuii oOIIel MPOIOKUTEIBHOCTH
W COOTHOIIEHUSI CITOKOWHOTO M aKTUBHOTO CHA YMEHb-
mraeTcss M ob1Iast MoTpeOHOCTh pedbeHka B cHe. OOmas
MPOIOJIKUTETLHOCTh CHA YMeHbIaeTest ¢ 13—16 9y 3m0-
POBOTO TOHOIIIEHHOTO HOBOPOXIeHHOTO pedeHka 10 10 u
K KoHuy mepBoro rona xuszHu [12]. K 3—4 mec xus-
HU MJIafieHell HaXOAUTCS B COCTOSTHUM OOApPCTBOBAHUS
B T€YeHUE TOCTATOUYHO MPOMOKUTEIbHBIX BPEMEHHBIX
MPOMEXKYTKOB, TTO3BOJISIIOIINX €My B3aMMOJECTBOBATh
C OKpyXeHHeM 1 (hOpMUPOBATh HOBbIE HaBbIKU. [Tpume-
YaTeJIbHO, YTO UMEHHO B 9TOM BO3pacTe reHepaTn30BaH-
HbIe IBVKEHUS TTEPECTAIOT COMPOBOXIATH aKTUBHBIN COH
pebeHka. HampoTus, B COCTOSTHUY GOIPCTBOBAHUS OTIpe-
NIEAI0TCS JIOKAJIM30BaHHbBIE, IIeJIeHarpaBIeHHbIe IBH-
>xeHust pebeHka. ClemyeT OTMETHTb, YTO TTPOIOJIKUTEb-
HOCTb CHa W pacripe/ieJiecHre aKTUBHOTO U CIIOKOWHOTO
CHa XapaKTepU3yIOTCS BBIPaK€HHBIMU WHIWBUIYATb-
HaMU pasInIusIMH, YTO 0COO0 OTYETIIMBO TPOSIBIISIETCS
Ha TIepBOM TOMIY JKM3HU: HEKOTOPbIe HOBOPOXKIECHHBIE
ety et auinb 10 4 B cyTKM, TOoTAa Kak apyrue ao 18 u;
AKTUBHBIM COH COCTaBJISIET Y HOBOPOXKIEHHBIX HeTei
ot 30 mo 70% Bcero Bpemenu cHa [21]. UHauBuayanbHast
CKJIOHHOCTb peOeHKa K OOJIbIIIeil M MEeHBIIeH TPoI0JI-
JKATETbHOCTH CHA COXpaHseTCs Ha TPOTSIKEHUM BCETO
JIETCKOTO BO3pacTa, YTO TMO3BOJISIET TOBOPUTH O BBIpa-
JKEHHOM MOJIM(MUUMPYIOIIEM BIUSHUU Te€HETUYECKUX
(akTOpOB Ha MPOIOKUTETBHOCTh CHA peOeHKa.

Ha mepBoM Tomy >KU3HU (QOPMHUPYIOTCS OTUYETIU-
BBIE pa3N4Ms THEBHOTO W HOYHOTO CHA. YMEHbIIIEHHE
CYTOYHOI JOJM aKTUBHOTO CHa B OCHOBHOM CBSI3aHO
C YMEHbBIIIEHHEM BIM30I0B 3TOi (a3bl CHA B JHEBHOE
BpeMsT CYTOK, TOT/Ia KaK MPOAOKUTEIBHOCTh aKTUBHOTO
CHa B HOUHOE BpeMsl MeHsieTcs Majio. Harmportus, obmast
MPOIOJKUTETBHOCTh CIIOKOIHOTO CHAa HECKOJIbKO YMEHb-
aeTcss B JTHEBHOE BpeMs W CYIIECTBEHHO BO3pacTacT
B HOYHOE BpeMsI, YTO CBSI3aHO C YBEJIMYCHUEM CpeIHei
MPOIOJKUTETBHOCTU KaXKIOTO 3IMH30/a (ha3bl CITIOKOMHO-
ro cHa. YTo KacaeTcst TpOAOKUTETbHOCTH HeOoTpeaeseH-
HOTO CHa, TO OHAa CHUXKAETCSI 0€3 YETKOW CBSI3U C THEBHBIM
WM HOYHBIM BpeMeHeM cyToK. Kpome Toro, yMeHbIlIeHHe
MPOIOJKUTETBHOCTU HEOTIPEAETIEHHOTO CHA TaKXKe BIIMSI-

POCCUCKWIA BECTHUK MEPUHATOJIOMMN U MEANATPUM, 2017; 62:(3)

42

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2017; 62:(3)



Kenvmancon U.A. Con pe6eHKa B OHTOT€HE3€ U UCITIOJIb30BAHUE CTAHIAPTU30BAHHOI'O OITPOCHUKA /I OLEHKU IMTOBEACHUA NIETeN BO BpEMs CHaA

€T ¥ Ha BO3pacTalollyl0 OpraHu3alnio 3130108 cHa. Mc-
cJienoBaHue BHYTPEHHEN CTPYKTYpbl LIMKJa cHa (T.e. 4e-
penoBaHMS MU30/I0B aKTUBHBIN COH — CITOKOWHBIN COH)
Ha TIPOTSDKEHWU TIEPBOTO Tofia XU3HU BBISIBUWIO yBEJIMYe-
HUE CpelHeil TPOMOJIKUTEIBHOCTU 1IMKJIAa CHA 10 Mepe
pocTa pebeHKa. DTo yBeJIMYeHNe CBI3aHO C BO3pacTaHUEM
MPEeACTABIIEHHOCTU TIIYOOKMX CTaauii (MeIIeHHOBOJIHO-
BOTO CHAa) BO BpeMs 3MU30/J0B CIIOKOWHOTO CHAa W TIOYTH
MOJTHBIM MCYE3HOBEHMEM HEOTIpe/IeJIEHHOrO CHa Ha Tpo-
TSDKEHUW UMKJIA CHa; OIS BPEMEHU, TPUXOASILIErocs
Ha aKTUBHBIN COH, He MeHsIeTCs [22].

Ha mepBoM rony >Xu3HU HaOJtomaeTcsl 1 U3MEHEeHUe
pacripefie/;ieHdsl TeX COCTOSIHUI, B KOTOPBIX pPeOEHOK
npeObIBaeT B HOUYHOE BpeMsi cyTok. Haumnas c 4 mec
JKM3HU BBISIBIISIETCS] TEHIEHIMS K KOHLIEHTPUPOBAHUIO
0oJsiee MPOJOJIKUTEIBbHBIX 3MHU3070B CITOKOWHOTO CHa
B TI€PBOIi TTOJIOBUHE HOUM, B TO BpeMsI KaK STMU30/bl aK-
TUBHOTO CHa ellle¢ He KOHIIEHTPUPYIOTCSI B KOHIIE HOYMH,
Kak 3To ObIBaeT y B3pocCibiX. MHTEpECHO OTMETUTD Clie-
NYIOIIYI0 3aKOHOMEPHOCTbh: TMPU3HAKU, XapaKTepHbIe
NI CTIOKOWHOTO CHa, (OpMUPYIOTCSI B OHTOTeHe3e
Mo3/Hee, YeM MpPU3HAKU aKTMBHOTO CHA, OJHAKO CIIO-
KOWHBI COH JOCTUTAET CBOETO «B3POCJIOrO» pacripese-
JIEHUSI Ha TPOTSKEHUU HOYHOTO BPEMEHU CYTOK paHb-
e, YeM akTUBHBIN coH [12]. B TeyeHue mepBoro roma
JKM3HU OTMEUAlOTCSl M MHbIE M3MEHEHMST KaueCTBEHHBIX
XapaKTepUCTUK CHA: Ha BTOPOM MecCsI1Ie KM3HU 1McUe3aeT
tracé alternant v MOSIBJISIIOTCSI COHHbBIE BepeTeHa, TUITY -
HBIE JUISI CTaaMK 2 CIOKOWHOTO CHa; 0oJiee OTYETIUBBI-
mu ctaHoBsiTcs paznuuus YCC, pukcupyembie B dazax
CMOKOMHOTO 1 akTUBHOTO cHa. [IpuMepHO B 5 Mec Xu3-
HU TIPOJOJIKUTEIBHOCTh U CTPYKTYpa 3MU30/I0B CIIOKOM -
HOTO CHa CTaHOBSITCS TOXOXWMHU Ha TaKOBbIE y B3pOC-
JIBIX.  YBEJIUYEHUE TIPOJOIKUTEIBHOCTU CITOKOWHOTO
CHa 3aTparuBaeT HE BCE ero COCTaBJISIIOIIME, a TIPEXIe
BCETO CBSI3aHHBIE C MEIJICHHOBOJHOBOW aKTMBHOCTBIO.
Takast MemlJIEeHHOBOJIHOBAsI aKTUBHOCTb PETUCTPUPY-
erca Ha D3OI ¢ mepnmommyHOCcThIO OKo10 100 muH [23].
Takxum oOpa3oM, y zeTeit B 3TOM BO3pacTe MOXKHO BBI-
SIBUTh JB€ Tlepuoaumyeckue cocrapisiomme DD omHa
UMEET MPOIOJIKUTEbHOCTh 50 MUH U CBSI3aHA C IIMKJIa-
MM CHa, a BTOpasi CBsi3aHa C MEPUOAMYHOCTHIO TTOSIBIIC-
Hug Ha OO MemjIeHHOBOJIHOBOUM aKTMBHOCTH U MMEET
nepuoanudyHocThb 100 MuH.

IMonucomHorpauyecke uccaeaoBaHUs y AeTeit
MEepBOTO Tofia XKU3HU BBISBISIOT CHUXKEHHUE YKMCiia HOY-
HBIX TIPOOYXIIEHUI TToce 3 Mec KU3HU, TTPOTPECCUBHOE
yBeJIMYEHUE HETIPEPHIBHOCTU CHA U eT0 3((HEeKTUBHOCTH.
DTU 3aKOHOMEPHOCTU OIMHAKOBO TIPOSIBIISIIOTCS Y MaJlb-
YUKOB M JeBouek. OTMevaeTcss MMHAMUYHBIN TIpoliecc
co3peBaHUsI pedeHKa, COMPOBOXIAIIIMNCS (HopMupo-
BaHMEM Y HETO OTYETJIMBOTO TIPEATNIOUYTeHNSI HOYHOTO CHa
10 CpPaBHEHMUIO C THEBHBIM. B 3TOM Bo3pacTte y 00/IbIITNH-
cTBa jaeTeil (hopMUpyeTcsl TaK Ha3blBaeMasi KOHCOIUaa-
1Msl CHa, TIposIBistoNIasicss (hOpMUPOBAHUEM TTPOIO-
JKUTEJIBHOTO 3MNU304a HOUYHOTO cHa [24]. B 10 ke Bpems
HOUYHBIE TIPOOYKIEHUST HEPENKO HAOJIONAI0TCS Y JETEH.

10T (peHOMeH BhIsIBIsIETCST Y 20—30% MIianeHIeB U Je-
Teil TIEPBBIX 3 JIET XKU3HU, YTO SIBJIAETCS YaCTOU TTPUIM-
HOI xajob poaurenein [25]. opMmupoBaHue KOHCOIM-
JIUPOBAHHOTO HOYHOTO CHAa pebeHKa 3aBUCUT OT MHOTHX
dakTopoB. OTHNM HUX SIBIISIETCS alleKBaTHOE MOBEICHNE
poauTENIeii: M30OBITOYHOE BHUMaHUE POIUTENIEH K CHY pe-
OGeHKa, MX HeolpaBIaHHOE BMEIIATeIbCTBO YacTO COMPO-
BOXJat0TCs (hparMeHTaleil HOUHOTO CHa pebeHKa.

3aTpyaHeHusT B (pOPMHUPOBAHUN KOHCOIUAAIINHA HOY-
HOTO CHa He OTrpaHWYMBAIOTCS PAaHHUM JIETCKUM BO3-
pactoM. PparMeHTUPOBAHHBIN HOYHON COH MOXKET Ha-
OJIIoIaThCSl Ha TIPOTSKEHWM BCETO IETCKOTO BO3pacTa,
XOTSI OTYETIIMBO TIPOCCKUBACTCS TEHACHIUS K CHUKeE-
HUIO BCTPEYaeMOCTHM STOTO HapyIIeHWs MO Mepe pocTa
pebenka. Tak, 9acToTa BBISIBISIEMBIX HOYHBIX MPOOYK-
NeHWil pebeHKa yMmeHbIaeTcsl ¢ 34% Ha MepBOM TOIy
xu3Hu 1o 13,4% B Bospacte 4—6 jer [26]. Pomutenu
pexxe TIPeIbABISTIOT XKaJloObl Ha HOYHBIE TTPOOYKICHMS
nIeteit Oojiee crapirero Bo3pacta [27], XOTs mcciienoBa-
HUS C UCTOJb30BaHUEM OOBEKTUBHBIX TMaTHOCTUIECKUX
METONOB (Hampumep, ¢ perucrpaumeid DI uim akTu-
rpacdun) CBUAETEbCTBYIOT O TOM, UTO TTOJIOOHbBIE Hapy-
LIEHWST HepeIKO HAOTIONAa0TCS M B CTAPIINX BO3PACTHBIX
rpynmnax. M3 cka3aHHOTO CJIeIyeT, YTO COXPaHSIOIIeCs
HOUYHBIE MPOOYXIeHNsT pedbeHKa B paHHEM BO3pacTe MO-
TYT B JaJbHEWIIEM TPaHC(HOPMUPOBATHCS B KITMHUIECKU
3HAYMMBbIe HapYyIIeHUs CHa, €CJIM CBOEBPEMEHHO He pac-
MO3HAIOTCA M He KoppeKTupyiorcs. I[To Mepe KoHCoImM-
JMallMd HOYHOTO CHa CHMXaeTcsl oOIasi MmoTpeOHOCTb
pebeHKa B CHe, TIOCTEIIEHHO OTMamaeT MOTPeOHOCTD
B JHEBHOM CHeE: TIPOIICHT JIeTeH, CIISAIINX B JHEBHOE Bpe-
MsI CYTOK, YMCJIO 3TTU30[0B JTHEBHOTO CHA M €T0 TIPOI0JI-
KUTEJIBHOCTh TTocTenieHHOo cHinKaiores [28]. K 3 romam
JIETU UMEIOT JIVIIIh OJWH 330/ JHEBHOTO CHa, a K 7 TO-
JaM TTIOTPeOHOCTh B THEBHOM CHE TTOJIHOCTBIO MCYE3aeT.
OTCYTCTBYIOT pa3ivuusl B MOTPEOHOCTH B THEBHOM CHE
pebeHKa, CBSI3aHHBIE C TIOJIOM.

Perynsiunsi OMOpUTMOB OpraHu3Ma obOecrieuruBaeTCst
CMeMaIu3UPOBAHHBIMU  TIECMEKEPHBIMU  KJTETKaMU,
pacroJlaraloluMUCcs B CYMpaxua3MaTUIecKOM siipe Tie-
peIHero otaesia TUIOTallaMyca, KOTOpPbhIe OCHUJUTUPYIOT
C TIEPUOINYHOCTBIO, HECKOJIBKO TMpeBhIIIaloeil 24 .
DTOT SHIOTEHHBIN MelicMeKep CIOCOOCTBYET CMHXPOHU -
3allMM SHIOTEHHBIX PUTMOB C OKpYXXeHHeM, Ojaromapst
yeMy OpraHU3M ONTUMAJIbHBIM 00pa3oM MOACTPanBaeTCs
K LUKy IeHb—HOYb. Cymnpaxrua3zMaTHIecKoe SiIpo pery-
JIUPYET BpeMsT U TPOJOJIKUTETLHOCTh CHA M OOIPCTBO-
BaHUs 3a CYET OOJIeTYeHMsT HACTYIUIEHUSI CHa B HOYHOE
BpeMsl M TIPOTMBOIECHCTBUS IABJIEHUIO CHA B JHEBHOE
BpeMs. JlaHHBIN peHOMEH 00O3HaYaeTCs KakK IUPKaIu-
aHHBIN TIponiecc («rmporecc C»). Masza mUpKaguaHHBIX
YacoB CUHXPOHU3UPOBAHA C IIMKJIOM AeHb—HOUb 3a CUET
BJIMSTHUSI BHEIIHUX CTUMYJIOB, TOJYYMBIIUX Ha3BaHME
«zeitgebers» (HeM. «3agatoiiue BpeMsi»). Lupkaauanusie
«Jachl» BeCbMa YYBCTBUTEIbHBI K SIPKOMY CBETY, IIpUYEM
B IIETCKOM BO3pacTe Jaxke KOMHATHOE OCBEIEeHHUE CITO-
COOHO BbI3BaTh CABUT (a3bl cHA. Y HOBOPOXIEHHOTO
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pebeHKa UMpKaaWaHHas CHUCTEMa ellle HEeIOCTaTOYHO
CUHXPOHM3MPOBaHa C 24-9aCOBBIM TIEPUOIOM, OIHA-
KO BO3JIEMCTBUE Ha pebeHKa LMKIMYECKOro 4yepeaoBa-
HUST TEMHOTO M CBETJIOTO BPEMEHU CYTOK CITOCOOCTBYET
KOHCOJIMJALIMM CHA B HOYHOE BPEMsI, UTO TTPOSIBIISETCS
K 3 Mec xu3HU. He3penaocTh LMpKaAMAHHOW CUCTEMBI
HOBOPOXAEHHOTO pebeHKa MOXET OOBSICHUTh HaJINUNe
y HETO «CBOOOIHBIX» PUTMOB COH—OOIPCTBOBaHUE C TTO-
CTETIEHHBIM €XETHEBHBIM CIBUTOM BPEMEHU HOUYHOTO
CHa Ha Bce OoJiee TO3MHME Yachl, YTO B psiie CIydaeB
MPUBOIUT K MHBEPCUM HOPMAJTBHOTO PUTMa COH—OOIpP-
CTBOBaHME, B pe3yjbTaTe Yero JETH CITSIT JHEM U 6omp-
CTBYIOT HOUbI0. [ToMnMoO cBeTa, Ha (popMHUpPOBaHUE TP~
KaIMaHHOTO pPHUTMa COH—OOAPCTBOBAHUE OKa3bIBAIOT
BJIMISTHYE WHbBIE BHELITHUE BO3IEWCTBHS, TaK1e KaK KOPM-
JleHue pebeHKa, a TakKe MejiecHaHue, KyraHue, COIPOBO-
JKIAIOIIMECST €r0 KWHECTETUYECKON cTuMyisinueit [29].

Hapsiny ¢ mupkaguaHHBIM TIPOIIECCOM, Ha YepeaoBa-
HUe CHa U OOAPCTBOBAHUST OKA3bIBACT BIUSHUE U TaK Ha-
3bIBAEMBI TOMEOCTATHUUECKUIA TIpoliecc («Ipolecc S»),
KOTOPBII TIPOSIBIISIETCS B TOM, YTO JAaBJI€HUE CHA CTaHO-
BUTCSI MHTEHCHUBHEE 110 Mepe YBEIMUEHUST SITU30/1a TIPEI-
IIECTBOBABIIETO OOAPCTBOBAHUS M OClIabeBacT MO Mepe
VBEJIMUEHMS TIpEAIIeCTBOBaBIEero smu3oga cHa. OTpa-
SKEHMEeM TOMEOCTaTHUECKOTO TIpollecca SIBISICTCS BIIMS-
HUe JaBJIeHUS CHA Ha BBIPAKEHHOCTD (Da3bl MeIJICHHOTO
CHa, TIpeXe BCETO €€ MeUICHHOBOJIHOBOTO KOMITOHEH-
Ta, B MEPBOM LMKJIE CHa. BbIpakeHHOCTb MeIJIeHHO-
BOJTHOBOTO CHa MaKCHMMaJlbHa Cpa3y Iocjie Hadajia CHa,
U WHTEHCUBHOCTh (hparMeHTOB MeUIEHHOBOJHOBOTO
CHa B KaXXIOM ITOCJEIYIONEM IMKJIe CHa TOCTETIEHHO
yMeHbIIaeTcs. Y MaJeHIIeB, yKe HaunuHasl co 2-il Hefe-
JIA JKU3HU, yIAeTCs BBISBUTH CHIMKEHUE BBIPAXKEHHOCTHU
MeUTEHHOBOJIHOBOTO CHa IO Mepe Tepexoaa OT OIHOTO
ukia cHa K npyromy [30]. MHbIMU clioBaMu, yxXe Ha ca-
MBIX paHHUX 3Tarax OHTOTeHe3a MMEeT MeCTO TOMeO-
CTATUYECKUI TIPOLIeCC, PEryJUPYIOIIWi HaCTYIJICHHE
CHa. DTOT TPoIecC B3aMMOJCHCTBYET ¢ IMPKAAMAHHBIM
MPOIIECCOM, B Pe3yJIbTaTe YeTo MPOUCXOIUT YepeaoBaHNe
MeproloB CHa M OOAPCTBOBAaHUS, TIPUYEM COHJIMBOCTH
U CIIOCOOHOCTh YCHYTH CTaHOBSATCS TIpeacKa3yeMbIMU
1 pUTMUIHBIMU [31].

Y B3pOCIBIX COHJIMBOCTH ITOCTETIEHHO HapacTaeT
B MEPBO MOJOBUHE THSI, JOCTUTAs] «MaJIOTO CYTOUHOTO
MUKa» B paHHUeE TTocernoyaeHHbie yachl (12:00 — 14:00),
YTO COOTBETCTBYET BPEMEHU TPAIUIIMOHHOW «CHECTHI».
3ateM HabOJIogaeTCs MOCTEITEHHOE YMEHBIIEHUE COHTU-
BOCTH, KOTOpasi TOCTUTaeT MUHUMYMa B paHHUE Beuep-
Hue vacel (19:00 — 22:00). [lanee COHIMBOCTh HapacTaerT,
nocrtyras muka B paHHue yrpeHHue yachl (03:00 — 05:00).
®dopmupoBaHre MOHO(A3MUECKOTO  IIMPKATUAHHOTO
pUTMa COH—OOIPCTBOBaHWE Y MJaJeHIEeB (T.e. ¢ OIHO-
pPa30BBIM CHOM) TakKKe WIET TMapauleJIbHO C 3aTpyaHe-
HUSIMU 3achbIlIaHW B ONpenesieHHbIe Yackl [32]. ¥ mereii,
POIUBIIMXCST TOHOIIEHHBIMU, TIEPUOABI TTPOIOJIKUTEb-
HOTO OOAPCTBOBAHUST (DUKCUPYIOTCS, KaK M Y B3POCIBIX,
MPEVMYIIeCTBEHHO B paHHWE BeyepHUe Jachl. OmIHAKO

MEPCOHAJINSUPOBAHHAS NEANATPUS

y HeTeil, pOAMBIIUXCA HETOHOIIEHHBIMM, WK OOAp-
CTBOBAaHMST YaCTO OTMEYAETCS B HOYHOE BpeMsl, IMO3TO-
My He YIUBUTEJIBHO, YTO POIUTEIN 3TUX JETeH HEPEIKO
MPEAbSBIISIOT KaJI00bI Ha TIIIOX0E 3achilaHne pebeHKa.

TomeocraTuueckuit npotecc, Gopmupymolieecs: Oma-
rojapst HeMy JaBJieHre CHa U MCYe3HOBEHUE 3TOTO JAaBlie-
HUS ITOCJIe CHa peOeHKa BhIpaskeHbI Y MITafieHIIEB CUJTbHEE,
yeM y JIeTeil crapiiero Bo3pacta M B3pocibix. Jdeduiur
CHa y JIeTeil COnpoBOXIaeTcsT 6osiee BhIpaXkKeHHBIM JaBlie-
HHUEM cHa I1o cpaBHeHMIO co B3pocibiMu [30]. [Tpu aToM
TOMEOCTATUYECKUI TIPOIIeCcC XapaKTepu3yeTcsl bojiee KO-
POTKHMM TIepHOIOM 1 00JIee HU3KOI aMITJIUTY/IOM 10 CpaB-
HEHMIO CO B3POCJIBIMU M IeThbMU CTapIero Bo3pacta [33].
TToBbIlIIEHHOE BAUSHUE TOMEOCTATUYECKOTO TIpoliecca,
obecIeunBaloIiero gaBjieHre CHa, U YCKOPEHHOe MCYe3-
HOBEHME TaKOTro JaBJIEHUS MOciIe cHa pebeHKa MOTYT OT-
YacTH OOBSICHUTH OoJiee YacThle TMepeMeHBbI COCTOSTHMIA
CHa M OOIPCTBOBAHMS M TOTPEOHOCTb B JHEBHOM CHE
y MIIaieHIeB. B TunmmyHoM cityyae miazeHelr 6 Mec JKu3-
HU MOXET UMeTh 2—3 3Mn30/1a THEBHOTO CHA MPOJAOIKU-
TEJIbHOCTBIO 3—4 4, B TO BpeMsl Kak K 12 Mec KU3HU Y HETO
HabogaeTcs 2 3MM30/1a THEBHOTO CHA TTPOAOIKUTETEHO-
cThio 2—3 4, a K MoJIyTopa rogaM peOGeHOK CITUT B JHEBHOE
BpeMsT OIMH pa3 U MPOIOJIKUTETHHOCTb 3TOTO 3MU304a
coctanysieT B cpenHeM 1—2 4 [28]. Takum oOpa3om, y Mia-
JIeHIIa TIpeo0JIafaloT yabTpaaguaHHble pUTMBI (T.e. Ooee
KOPOTKME 1O TIPOJOJIKUTETEHOCTH, YeM 24 9), U TIepUOJ
STUX PUTMOB TTOCTEIIEHHO YBEJIMYMBAETCSI Ha TPOTSIKE-
HUU TIepBbIX MecsieB ku3Hu [34]. [To Mepe yBennueHust
€ BO3pacToOM aMITIUTYIbI M IIepro/ia Tpoliecca S HapacTaeT
U BBIPAXXEHHOCTh IMPKaauaHHBIX pUTMOB. K KOHITy mep-
BOTO MecsIla XU3HU 3IM30[bI CHA CTAHOBATCST BCe OoJiee
MPOIOJKUTETBHBIMA B HOUHOE BpeMs cyTok. K 3—4 mec
KU3HU Yy pebeHKa (OpMUpPYETCs] CUHXPOHU3ALMS LKA
COH—O0OIPCTBOBaHNE C 24-4aCOBBIM CYTOUHBIM ITUKJIOM.
ITpomoKUTETbHOCTh CaMOTO UTUTEIBHOTO Meproaa CHa
YBEJIMYMBAETCS C BO3PAacTOM M HaOJIOmaeTcsl B HOYHOE
BpeMsI, a CaMbIil JUTMTEIbHBIN TIeproa OOAPCTBOBAHUS,
HampoTuB, HabJomaeTcss B JHeBHoe Bpemsi. Haubonee
MPOIOJKUTETBHBIN HETTPEPhIBHBIN MepUoJ CHa TPorpec-
cMBHO HapacTtaeT. K KOHIly BTOPOTO Mecslia KU3HU IeTH
MPEUMYIIECTBEHHO CIISIT B HOUHOE BPeMsI CYTOK, M K 3 MeC
xu3Hn'y 70% neteit popMupyeTcst HOUHOM KOHCOTMINPO-
BaHHBIN COH MPOIOJIKUTETLHOCTHIO OKOJIO 5 4, TIPU 3TOM
OTYETIIMBO OMPEAEIISETCS MOBbIIIIEHHAS IIPOLYKIIUS MeJla-
TOHWHA BO BpeMsl HOYHOTO CHa.

Bonbioit mHTEpec BbI3BIBAET IpobieMa MpoOyK-
neHuit pedenka. I[lomHoe mnpoOyxnaeHue (awakening,
MOBeJieHUeCKOe MPOOYXKIeHNe, OOAPCTBOBAHME) CIEIyEeT
OTJIMYaTh OT peaklnu MpoOyxaeHus (arousal), KOTOpyIO
MOXHO Ha3BaThb «MoA0yXuUBaHUeM». [loabOyxuBaHue
MpeACTaBIsIeT COo00il KpaTKOBPEMEHHYIO aKTUBAIUIO
LIHC, nposBrsitoniytocsi 1100 yBEJIMYEHUEM YaCTOTHI
putma ODI, MO0 TOBBIIIEHUEM MBIIIEYHOTO TOHYCA
W IBUXKEHUSIMU Teja. MMeloTcs creiuaibHble KpUTe-
pUM, TIO3BOJISIONINE KOHCTATUPOBATh IOAOYKUBAHUS
y MJIaJieHLIeB U neteil paHHero Bo3pacra [35]. [lonoy-
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Kenvmancon U.A. Con pe6eHKa B OHTOT€HE3€ U UCITIOJIb30BAHUE CTAHIAPTU30BAHHOI'O OITPOCHUKA /I OLEHKU IMTOBEACHUA NIETeN BO BpEMs CHaA

SKUBAHMUSI MOTYT OBITh KaK CITOHTAHHBIMM, TaK W WHIY-
LIMPOBAaHHBIMU, HATpPUMEpP, SIBUTHCS 3alUTHON peak-
LIMeil Ha HapylIeHUs IbIXaHus BO BpeMs cHa. [ToiHoe
MpoOYXIeHNe KaK y MJIaeHIIEB, TaK U Y B3POCIIBIX Yallle
BCETO MTPOUCXOIUT U3 (ha3bl aKTUBHOTO CHA (MJTU, YTO K-
BUBAJIEHTHO, (a3bl OBICTPOTO CHa y JeTell CTapIiero
Bo3pacTa 1 B3pociibixX) [36]. [ToaHoe TpobykaeHue mpo-
SIBJISIETCST B BUJIE TIOCJIEA0OBATEIBHOTO TIpoliecca. Y Mia-
JIEHIIEB 32 HECKOJbKO MUHYT JIO TTOJTHOTO TTPOOYKICHUS
n3 ¢as3pl CIIOKOMHOrO CHa HaOJIomaeTcs aKTUBAIUS
DBI, ogHaKo 3TOTO HE OTMeYaeTcsl Tpu MPOOYXKACHUU
u3 ¢as3bl akTuBHOTO cHa [37]. KpoMe Toro, y MiaaeHIieB
1—6 Mec XKU3HHM POOYKIEHUIO TIPEAIIeCTBYET MOBBIIIE-
HUE IBUTATEIbHON aKTUBHOCTU. MccremoBaHue mUHa-
MWKH TIPOOYKACHUI Ha MPOTSIKEHUU CYTOK Y MJIalIeH-
1IeB, POAWBIIMXCST HEAOHOIICHHBIMU Y TOHOIIEHHBIMU,
CBUJIETETLCTBYET O TOM, UTO YHUCJIO TAKUX TTPOOYKICHUIA
CYILIECTBEHHO He MEHSIeTCS TI0 Mepe pocTa pebeHKa, Of-
HaKO YBEJWYMBAETCS WX CPEIHSS MPOAOIKUTEBHOCTh
[38]. DTO yBenuueHUE TPOAOJIKUTEIBHOCTA TPOOYXK-
IeHU HabIomaeTcss TMPEUMYIIECTBEHHO B JHEBHOE
BpeMsI M COTIPOBOXIAeTCsl KpUKoM pebOeHka. B manb-
HeHIIeM Ha MepBOM IOy XXWU3HU YMEHBIIAeTCS YUCIIO
MPOOYXIeHW B HOYHOE BPEMST CYTOK, YTO TTPOUCXOINT
MmapajuleIbHO ¢ KOoHconmamanueir cHa. Ha BTopom romy
SKU3HU pebeHKa CYIeCTBEHHBIX N3MEHEHUIT 3TOTO MPOo-
1ecca yxxe He otMevaeTcsl. Ha mpoTsokeHUM Beero Tep-
BOTO TOJa XW3HU TPOOYKIEeHUsI, KOTOPble BO3HUKAIOT
n3 (a3l aKTMBHOTO CHa, HAOJIOMaloTCsS € TEPUOIOM
okojio 100 muH, a mpoOyXIeHUsI, KOTOpble BO3HUKAIOT
n3 a3kl CIIOKOMHOTO CHa, HAOMIOJAIOTCS ¢ TIEPUOIOM
okoJjio 200 muH [33].

KorHuTtuBHbBIE, MOTOPHBIE HAaBBIKM 1 YPOBEHDb pede-
BOTO Pa3BUTHSI MOTYT OKa3bIBaTh BIMSIHUE Ha CTPYKTYPY
CHa MJjaaeHna. B yacTHocTHM, pa3BUTHE KOTHUTUBHBIX
CMoCOOHOCTe MPUBOAUT K (POpMUPOBAHUIO TaKuX (de-
HOMEHOB, KaK cernapaioHHasl TpeBora, CTpaxu U 6ecro-
KOMCTBO, 4TO B LIEJIOM HETaTUBHO CKa3bIBAETCS Ha Kaye-
cTBe cHa. K KOHIIy mepBoro roja XXu3Hu (hopMUpoBaHUe
MpeACTaBICHUST O TIEPMAHEHTHOCTU OOBEKTOB, OKpYKa-
IOIINX pebeHKa, MPUBOAUT K Pa3BUTHIO CermapalvoH-
HOI TPEBOTU, UTO TIPOSIBIISIETCS B BUIE COMPOTUBIICHUS
ykinageiBaHuio crnath [39]. CenmapalmoHHast TpeBora Ja0-
CTUTaeT CBOETO MaKCMMyMa K MOJIyTopa TojaM U 0OBIYHO
COXpaHsIeTCs 10 IBYX JIET, YTO MPUBOIUT K TTOBBIIIIEHHO-
My CTpeccy pebeHKa B TOT MOMEHT, KOTJIa OH BBIHYXKIEH
paccTaBaThCsl C POAMTEISIMU BO BPeMsI CBOETO THEBHOTO
WM HOYHOTO CHAa. MOTOpHBIE HaBBIKU, (POPMUPYIOIIN-
ecs y pebeHKa, Takke MOTYT BIUATH Ha KauyeCcTBO CHa.
Hanpumep, dhopMupylommiticss HaBBIK TIOJI3aHbsI Hera-
TUBHO CKa3bIBaeTCs Ha KaueCTBe CHA: y IeTeit, hopMupy-
IOIMX 3TOT HABBIK MOTOPUKH, OTMEUAIOTCs 00JIee YacThbie
u 0oJiee MPOJOJIKUTEIbHbIE HOUHbIEe TTpoOyKaeHus [40].
He ciyuaiiHO KOHeII IepBOro roja XKMU3HW 4acTo 3HaMe-
HYeTCSI «pelIMINBOM» YXYIIIEHWI CHa pebeHKa, Ha 4YTo
HepeaKo oOpallaloT BHUMaHWE POIUTETH, TIPEIbIBIISS
COOTBETCTBYIOIIIME Kano0bl [41].

WMsmeHeHus1 cHa pebeHKa 1ocie | roga Xu3HU Mpo-
HWCXOAAT HE CTOJb ITWHAMWYHO, KaK Ha TIEPBOM TOY.
K xoH1y mepBoro roga Ku3Hu a0Jis1 pa3bl MEIJIEHHOTO
CHa TIPEBBIIIAET I0JI0 (ha3bl OBICTPOTO CHA M COOTHO-
IeHue 3TUX (a3 CTAaHOBUTCS OOPaTHBIM TOMY, KOTO-
poe HabogaeTcsl B Meproie HOBOPOXKIEHHOCTH. Jlomst
asbl OBICTPOTO CHA B 0011Ie# CTPYKTYpe CHA MpOoIoJIKa-
eT yMeHbIIaThCs 1 Tocie 1 roma, qocTurasi mokasaresei
y B3pocibix: 20—25% o01ero BpeMeH! CHa y IeTelt 5 et
[42]. TIpomomXuTENbHOCTD IIMKJIA CHA COCTAaBJISIET TPU-
MepHO 60 MUH y peGeHKa 2—3 JIeT ¥ TIOCTEIIEHHO YBeI-
yuBaeTcs 10 90 MUH K 5 rofam.

JnHamMuka u3MeHeHU XxapakTepuctuk DD Bo Bpe-
Ms cHa Tocjie | roma XM3HM TakkKe He CTOJIb sipKas,
Kak Ha mepBoM Tomy Xu3Hu. B uenom doHosas DIT
MMeeT HECKOJIbKO MEHBIIYIO YaCTOTy U 06oJiee BHICOKYIO
aMIUIMTYIy 1O CpaBHEHUIO cO B3pocibimMu [42]. B co-
CTOSTHUM COHJIMBOCTH Yy pebeHKa OIpenessioTes Ta-
Kre (beHOMEHBI, B HOPME He BBISABIISIEMbIE Y B3POCIbBIX,
Kak MeIJICHHOBOJIHOBasE aKTUBHOCTb W pPUTMHYECKAs
TeTa-aKTUBHOCTb, PETUCTPUPYEMbIe B TMEpPEAHUX OTIe-
Jlax MoO3ra, THUITHarormdeckas THIEPCUHXPOHU3AIINS.
ITo Mepe pocta pebeHKa B HOYHOE BpeMs CYTOK BO3-
pactaeT 3(hGEeKTUBHOCTh CHa, YBEJIMYMBAETCS MPOIOJI-
JKUTETBbHOCTh TIEPUOIOB OBICTPOTO IBMKEHUS TJIa3HBIX
SI0JIOK, B TO BpeMsl Kak o0IIast mMpoA0KUTETbHOCTh CHA
W 9KCIIO MPOOYXAeHUI yMeHbIIaoTcss. Bo3pacTtaer He-
MPEPLIBHOCTh CHA, TMPU 3TOM OTCYTCTBYIOT CYIIECTBEH-
Hble pa3IMuusl B CTPYKType CHa MeXIy MalbuyMKaMU
M IEBOYKAMMU.

JI1st GONBIIMHCTBA JAETeH MTOIIKOJIBHOTO U IIKOJbHO-
TO BO3pacTa BpeMsl YTPEHHETO MTPOOYKICHUST TTPEUMYIIe-
CTBEHHO 3aBHCHUT OT TpeOOBaHWII poauTeseil, rpaduka
MOCEIIeHUsT JNETCKUX yupexnaeHuil. Hampotus, Bpems
Havajla CHa 3aJaeTcs He CTOJIb XXKECTKUMM KPUTEPUSIMH,
onpeesaeTcss (U3NOJOTUIECKUMU TTOTPEOHOCTIMU  pe-
OGeHKa ¥ MHOTOYMCJIEHHBIMM TICUXOCOLMATbHBIMU (haK-
topamu. CrieoBaTeIbHO, TEHACHINS K CHIDKEHMIO TIPO-
JOJDKU