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BBEAEHUE

B coBpeMeHHON MeIMLMHCKOR Hayke Bce Gonbliee 3HaYeHHe MPHOOpETAIOT
3a00/1eBaHUs, OTHOCALIMECS K MYNbTH(AKTOPHON MaTONOTMH, KOTOpBIE BHOCAT
BECOMBI BKJIaiT B CTPYKTYpy 3a00/ieBaeMOCTH, HETPYAOCNOCOOHOCTH H
CMEpPTHOCTH HaceJleHHs. HmeHHO coyeTaHHe reHeTHYeCKoi
NPEAPACONIOKEHHOCTH H MEHSIOLMXCA CpelOBbIX BIUAHUNA 0O0ycnaBIMBaeT
BO3MOXHOCTb peanu3alvd MyJIbTHGAKTOPHOH MATOJNIOTHH B OTAENIbHBIE MEPHOMB
KHM3HHM, a TaKXKe HEpeAKO BIIMAET Ha TeueHHe 3aboNeBaHHUA U €ro MCXon.
Bepudbukauus MoauopuuHMpyeMbIX H HeMoauduUUpyeMbIX (akTOpoB pHcKa
MYNbTH(PAKTOPHOH MaTOJIOTHH COCTABJIAET OCHOBY CTpaTerdd OoKa3aHHs MOMOLUH,
pa3paboTKH Mep NepBUYHOH U BTOPHUYHOH MPOMUNAKTHKH, @ TAKKE YNPaBJICHHS
MEJUKO-CTaTHCTHYECKUMHU NOKa3aTeNIAMH B OOJIBLUMHCTBE CTPaH MHpa.

Ocoboe MecTo B CTPYKTYpe MyNbTH(AKTOPHO# NAaTONOTMH 3aHUMAET OCTPOE
HapyleHde Mo3roBoro KpoBoobpauienus (OHMK). Oagnako OHMK B petckom
BO3pacTe OCTaeTCs Mallo W3y4yeHHOH NpobieMoi, HECMOTPS Ha BBICOKMH PHCK
JIeTABHOrO McXoAa, POpMHpPOBaHHE 3HAYMMOI'O HEBPOJIOTHYECKOro AeduuuTa H
3HAYMTENILHYIO CKJIOHHOCTH K pelMauBHpytoleMy TedeHuto [Launthier S., 2000;
Se’bire G., 2005; Tham E.H., 2009; Beslow L.A., 2010].

M3 roga B roj pacTeT yucio MyGnUKauuii Ha 3Ty TeMy 3a pyGexom,
BNepBLIC 3a MOCieJHHe TpU roga B mporpamme European Stroke Organization
Congress MNOABHIMCH 0Opa3oBaTENbHbIE CEMMHAphl M TEMAaTHYECKHE CEKUMH
(Huuua, 2014; Tnasro, 2015; Bapcenona, 2016). B To xe Bpems, NpakTHYECKHE
PYKOBOJACTBA, aKKyMYJHpYIOLUIME pe3ylbTaThl HayYHbBIX HCCIE[OBaHMH M
MO3BONAIOLIME MPHHHUMATh KIMHMYECKHE DEIUEHHs, MPaKTHYECKH OTCYTCTBYIOT
I OOHOBJIAIOTCH KpailHe penko. B HacTosuiee Bpems CNEUHATHCTHI
aAMEPUKAHCKOro KOHTHHEHTa OpHEHTHpYIOTCs Ha Management 2008 rona,
EBponel — Ha Guideline 2011 roga, rae HHpopmauus yacTo GasHpyeTcs Ha
pe3ynbTaTax o6cienoBaHHA HeGOJBIIMX CPYMNN MAalMEeHTOB, PEKOMEHIALMH HE

noguumatotrcss  Bbilme IIb  ypoBHs  goKa3aTeNBHOCTH B CBA3H €
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HEMHOTOYHCIIEHHOCTBIO Hab/IOIeHHH U Pa3HOPOAHOCTBIO TPYIII, JOCTYTHBIX JUIA
0630pa u 0606LIEeHUS.

B cTpaHax, rae HeT «MHCYNBTHOrO» MEAMATPHYECKOTO OINHUHHMOH-THAEpa
(opinion leader), Bpaun-HEBPONOTH, KaK TMpaBHJIO, MEXAHWYECKH MEPEHOCAT
MOAXOAB K AHarHOCTHKE, TEpanud M NMpodHIaKTHKe HWHCYJILTOB Y B3pPOCIBIX B
JAETCKYIO H MOJAPOCTKOBYIO MPAKTHKY JH60 BHIOHPAIOT TaKTHKY COMPOBOXIAEHHS B
COOTBETCTBHE CO CBOeit HHHOPMHUPOBAHHOCTHIO.

OTCyTCTBHE €IUHBIX, CTAHAAPTH30BAHHBIX MEXXAYHAPOAHBIX PEKOMEHAALMH
WIX pPYKOBOACTB BeAET K OrpaHUYeHUI) BbIOOpAa TAKTHKH JIeYEHHUS U
npodunaktuku naudeHtoB ¢ OHMK y pereit. Huskas ocBenoMIIeHHOCTb
HEBPOJIOTOB TNeauaTpuyeckoro npoduns o npobneMe HIIEMHYECKHX WHCYJIBTOB
(UA) u TtpaH3utopHbix umemuyeckux atak (THA) Hepenko mMpHBOAMT K
TPYAHOCTSAM B JHAarHOCTHKE M HEaJeKBaTHOH TeparnHH y MalHEeHTOB AETCKOro
BO3pacTa, a, CJleloBaTelbHO, - K HECBOEBPEMEHHON M HENOCTAaTOYHON OKa3aHHOMH
nomotuu [3eikoB B.I1., 2008; Kirkham F., 2011; Mallick A.A., 2014].

I'pynmns! cneUHanucTOB B OTAEBHBIX HCCIEA0BAHHUSX MBITATUCH BBIACIUTD B
KayecTBe MepBONpHYHHB HHCYNBTOB H TUA HHpekunoHHble 60ne3HH, U3MEHEHHE
COCTOSIHHSI COCYAMCTOH CTEHKH, TpoMOOGHIIHIO, BPOXIACHHBIE MOPOKU Cepila,
6onesnu o6MeHa u T.4. [Kenet G., 2010; Fullerton H.J., 2011; Golomb M.R., 2012;
Rodan L., 2012; Bernard T.J., 2012]. OnHako Bce NMpOBEACHHBIE HCCIENOBAHUA
OB COCPENOTOYEHBl Ha YTOYHEHHH POJIM OTIAENBHBIX COCTOSHHH B KauecTBe
($aKkTOpoB puUCKa W ONpEeAeNsINCh CHelHaTn3alHed UCCIe0BaTeNbCKON TPYyIbI
(MHbEKUHOHUCTBI, pPEBMaToNIOrH, TeHeTHKH H  T.JA.). MajnouHcieHHOCTh
olleHHBaeMoii BRIGOpKM HeTeil B 3THX HCCNeNOBaHHsAX, (okycupoBka B cOope
NaHHBIX HA OMpeJeNeHHOl Koropte (MIafeHLbl, MOAPOCTKH H T.A.) NPUBOAMIHN K
HEBO3MOXHOCTH TPaHCJIHPOBaHHA MOJIyYEeHHBIX pe3yJlbTaTOB Ha BCe BO3pacTHBIE
nepUHob! IeTCTBA.

Bonpoc O TreHeTHYECKO# MpPOKOArylIAHTHOH HW/MIM MpoTpoMGOTHYECKOH
npeapacnonoxenHoctd k OHMK HinemMuueckoro THMa y JeTei ocTaeTcd

aKTyanbHBIM M JallekuM oT paspeueHus [Zenz W., 1998, Kirkham F.J., 2003;
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Miller Steven P., 2002; Young G., 2008; Kenet G., 2010]. EcTtb ocHoBaHHUs
nonaraTh, 4YTO CTEMEHb PHCKA MPH HOCHTENLCTBE MPOTPOMOOTHYECKHX M
MPOKOArynsHTHBIX MOJIUMOPGU3MOB y JeTell M B3pOCHBIX pasnuyaerci B
COOTBETCTBHH C BO3pacTOM, ITHHYECKOH, reorpadueckoil MpHHAANEXHOCTBIO H
T.A. [Nowak-Géttl U., 2001 u 2004; Liu Y., 2002; De Marco P., 2002; Zak 1.,
2009; Momot A.IL, 2010; Eprymenko C.K., 2011]. B Hactosiuee Bpems B
Hay4yHOM coobuiecTBe C(OPMHPOBAHO MOHHMAaHHE pOJM TEHHBIX ceTel B
3THOJIOTHH MHOTO(aKTOPHBIX 3a0oNeBaHHii, B TOM YHCJE H HHCYIbTA, OJHAKO
acCoLMalMH Pa3IMYHBIX MoNUMOpdH3MOB reHoB-kaHauaatoB OHMK y neteit u B
MOJIOJIOM BO3pacTe€ CHCTEMHO HE H3yuyeHbl. BEHIABNEHHE T'eHOB - KaHAMIATOB,
o6beIMHEHHE HX B TEHHBIE CETH, HMEIOLIME BBICOKYIO MPOTHOCTHYECKYIO
LUEHHOCTb, OCTAETCS OAHOM W3 MPHOPUTETHBHIX 3ajay Ul HCClIefoBaTeNeit 3ToM
npobsieMel. TpakTOBKa MeXaHH3MOB (EHOTHIIHYECKON pealH3alHH OTAENBHBIX
NoIMMOPGHBIX FEHOB, TEHHBIX CETel Tpy[Ha, MOCKOJBLKY He BCeraa HMeeT MpsMble
KJIMHHYeCKHe, ODUOXHUMHUYECKHE U FEMOCTa3HOIOTMYECKHE MapKephl.

3a nocneaHue 10 netr 6bUIO MPOBEAEHO HECKOJIBKO MOMBITOK 06001EHHS
JAHHBIX OTHOCHUTEBbHO NPUYHH, (PAKTOPOB PHUCKA, MAaTOreHETHYECKUX BapHAHTOB U
nepHoloB TeueHHs OoOMNe3HH, OJHAKO 3TO He TMpHUBENO K CO3[aHHIO
obmenpusHanHoi kinaccupukauun OHMK y nmereit. B Hacrosiiee Bpems psn
CTMELHANIUCTOB TpeIaraloT BbIAENATh MMaTOMEHETHUECKHUE THIBI HIIEMHYECKOro
MHCYNbTa: TpPOMOOTHYECKHH (W/MJIM  reMOpeoSIorHYecKuit), 3MOONIHYECKHH,
reMoiHHaMHuueckuii U Metabonuueckuit [Poau E.C., 2008; Testai F.D., 2010;
Vastagh 1., 2011; Goodfellow J.A., 2012; Bernard T.J., 2012]. O6uienpru3HaHHbIM
SABJIETCA JeNIeHHe UHCYNIbTa Ha QeTalIbHBIM, PeANoNoXHUTENbHO NMEpHHATAIBHBIN
(presumed perinatal stroke) u gerckuii [Kirton A., 2008; AHA/ASA 2008; Govaert
P., 2009; Kirkham F., 2011; Roach E., 2012].

B oTeyecTBEHHOM Hay4YHOM cCOOOILECTBE TaK M HE CIIOXMIIOCH €AHHOrO
MHEHHs, MOTYT JIH TEPUBEHTPUKYNSpHAsA HIUEMHs, BHYTPHXKEIYNOUKOBLIE H
cy6bapaxHoMaNnbHEIE KPOBOU3NHAHKUSA B KayecTBe Mopdosornueckoro cybcrpara

NEPUHATAJIBHOIO IMMOPAXECHHIA ueHTpa.anoﬁ HepBHOﬁ CUCTEMBI Y MJAACHLEB
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CYMTATbCA 3KBUBAJICHTAMM MLIEMHYECKUX WM reMopparuyeckux tunos OHMK
[Poratkun C.O., 2007; Amoc E.I'., 2010; [Totexuna E.C., 2016].

He6iot cumntomatuku OHMK ¢ cynopor, npeo6nananue o6LeMo3roBEIX
CUMITOMOB B OCTpbIH Nepuoa 605e3HH, HEPEAKO B COMETAHWH € JIMXOPAAKOiM U
HEBO3MOXHOCTBIO OMHUCATh UMEIOLIHE CYyOBbEKTHBHBIE CUMITTOMBI (F€MHAHOICHIO,
napecTe3ud, HApacTaIOILY0 ¢l1aboCcTb B KOHEYHOCTAX U Mp.) B COBOKYMHOCTH C
HU3KOH «MHCYJABTHOM» HACTOPOXXEHHOCTHIO Bpaueif YpreHTHOro npoduis
MPUBOASAT K OTCPOYEHHOH HEHMpOBU3yalH3aUMH U 3aTPYOHSIOT CBOEBPEMEHHYIO
uaeHtupukauuio OHMK y pereit [Gabis L.V., 2002; Zimmer J.A., 2007;
McGlennan C., 2008; Chadehumbe M.A., 2009; Bibi S., 2011; Eprywenko C.K.
2011; Cmynscka H.E., 2013].

TakuM obpa3om, eAMHOro aJropuTMa IWarHOCTHKH W AW¢depeHLHanbHOM
avardHoctikn OHMK B gerckoM Bo3pacTe He CyLIECTBYET, BapUaTHBHOCTb U
MHorouucneHHocte npuudH MM u THA B koMmmnekce co cneud@uKoit
KNMMHUYECKHX CHUMIITOMOB B Je6roTe 3a60neBaHUS 3HAUYMTENIBHO 3aTPYAHSIOT
AUAarHOCTUYECKUH TMoHUCK. B TOXe BpeMs, CBOeBpeMEHHOE paclo3HaBaHHE
uHcynbta wnu  THA, ycraHoBleHHEe KoMIlekca (AKTOpoB pHCKa U
natoreHetuyeckoro Tuna OHMK Heo6XxoaHUMBI, OHH OMNMpeAeNAlOT HampaBlieHHe
MeIHKaMEHTO3HO# KOpPEKLUH, CHCTEMY Mep MPOQHUIAKTHKH H NPOrHO3 60NE3HH.

B oTnuyMe OT «30/10TOr0 CTaHAApTa» OKa3aHUS MOMOINM B THUIMUYHOM Ans
MU Bo3pacTta, TexHonorus TpoMboin3uca y eTeit ocTaeTcs noJ MeXAyHapOIHbIM
«BETO» U paspellieHa TONbKO B paMKax KJIMHHYeCKUX HUccienoBanuit [Ng J., 2011;
Amlie-Lefond C., 2009 u 2015; Kirkham F., 2004 u 2011; AHA/ASA, 2008]. B
OTHOIIEHHH AHTHUKOAryJIAHTOB HCC/IE[IOBAaTENH CXOAATCA BO MHEHHM, 4TO
HepaKLIHOHHUPOBAHHEIE WM HU3KOMOJIEKYNSApHbIE TreMmapHHbl MOTYT OBbITh
pPEKOMEHOBaHEI BCeM MaUUeHTaM Meauarpuyeckoro npoduns ¢ UM B Teuenue
HeJleN, MoKa ycTaHaBMuBaeTcs npuunHa HHcynbTa [Class II, Level of Evidence C)
(Dix D., 2000; Burak C.R., 2003; AHA/ASA, 2008; American College of Chest
Physicians, 2008; Ciccone S., 2011]. OnHako Ha TeppuTopun P® 3Ta ycraHoBka

HE¢ UMCCT MPUMCHCHHUSA, YTBEPXKXIEHHOTO «A€TCKOro» NpoTOKOJa UIIH CTaHAapTa HE
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cywectByeT. Ilpenapatsl  HelipomeTabonuueckoi, HelipoTpoduueckoit u
AHTHOKCHAAHTHOW  HANpaB/N€HHOCTH MHOTHE  JECATHJIETHS  SMIIUPHYECKU
MPUMEHSAIOTCA NPaKTUYECKUMH BpadaMu 1npu sedyeHud OHMK y nereil Ha
TeppuTopur Poccun  u ctpan CHI, omHako nokazaTenpHO#i 6a3bl IS uMX
CHCTEMHOrO NPUMEHEHHs HEAOCTATOUHO. B To e BpeMs, CUTyallus ¢ BTOPHYHOM
NpOQUNAKTHKONH TpOMOOTHYECKHX COOBITHH y JeTell OCTaeTCs MNpaKTHYECKH
HepelleHHOM, B TOM YMCJle BCIEACTBUE 3alpeTa Ha NPUMEHEHHe aHTHArPETraHTOB U
AHTHKOAryJIsHTOB B 3ToM Bo3pacTe [Peructp JlekapctBeHHbix Cpeacts, 2016].
[Ipy >TOM ypoBEHb PpELMAMBHPOBAaHHUA TPOMOOTHYECKHX COOBITHIl y meTeit
nocturaeT 42%, B TOM YHcle B CBA3M ¢ HU3KOH pacno3HaBaeMocThio OHMK u
HEIOCTAaTOYHO TNOJHON Bepubukauued ¢aktopoB pucka [Kirkham F.J., 2002;
Ganesan V., 2003 u 2006; Fullerton H.J., 2007; Rodan L., 2012]. MHeHue
BEAYLIUX CIELHAINCTOB, 3aHUMaloluxcs npobnemoit U, eauHomgymHo: BceM
nauveHdTaM ¢ MU unu tpaH3uTOpHOI HleMHyeckoi aTakoil U 1e6I0TOM B IETCKOM
M MOJIONOM BO3pacTe cJjieflyeT Ha3HayaTh JAe3arperaHTsl A8 BTOPUYHOMN
npopunakTukd HHcynbra [Strater R., 2001 u 2002; Nowak-Gottl U., 2003;
AHA/ASA, 2008; American College of Chest Physicians, 2008; Ng J., 2011;
Kirkham F., 2011; Roach E., 2012; Chabrier S.,, 2013]. B To e BpeMs,
NPOJOIKUTEIBHOCTD HX MPHUMEHEHHSs, KOHTPOJb 3¢ HEeKTHUBHOCTH U 6€30MacHOCTH
Ha 3TOM JTane, OOOCHOBaHHOCTb CMEHBI M OTMEHBI [MpEnapaToB OCTAIOTCA
NpeaAMETOM AUCKYCCHIt M HayYyHOro MOHUCKa.

JlaHHble MO TEYEHHIO BOCCTAHOBHMTENIBHOIO NEPHUOAA HHCYJIBTOB B JETCKOM
BO3pacTe M BapHaHTaX MCXOJAOB B MHpOBOH JIHTEpaType IpeACTaB/IEHbl B
MaJIOYHCTIEHHBIX MYyONIMKaLMAX, NPaKTHYECKH HE HCIMOJIb3YyeTCs MPOCIEKTHBHBIMA
WIH JIOHFUTIOAHBIA mMoaxoAsl K HaOMOAEHHIO 3a MalWEeHTaMH, TpYMIbl
AMHAMHYECKOTO HaGJIIOfIeH!s, Kak NpaBWilo, ManoducieHHsl (20-40 uenosek).
H3BectHo, uTo B oTAaleHHoM nepuoae OHMK npuMepHO MosioBHHa aeTei
bopmMHUpyeT CHMITOMATHYECKYIO OSIMHJIENCHIO, CTOHKHH HEBPOIOTHYECKHH
aepuuutT - 61-76% mnalMeHTOB, a MOJHAsA KOMIIEHCAlMs YTpadeHHbIX QYHKUMH

HacTymnaeT TOJbKO y 6-27% GoneHbiX [Ganesan V., 2000; Steinlin M., 2004; Gout
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A., 2005; Lee J.C., 2009; Roach E.S., 2012; Hsu C.J., 2014). U3yueHsl HekOTOpBIE
NpPEAUKTOPbl  HeONarornpHATHOrO [MpPOrHO3a Mcxoda OONe3HH: KOJIMYECTBO
¢axTopoB pucka, NpUBEAIIMX K GONE3HH, MOBTOPAIOWMECS CYAOPOTH B OCTPOM
nepuofe 6osne3Hd, nospexaeHHe 6Gonee 10% MO3roBoM TKaHH, ABYCTOPOHHSS
nokanu3sauus HHbapkra [De Schryver E.L., 2000; Delsing B.J., 2001; Kirton A.,
2008; Tham E.H., 2009], ogHako AOCTOBEPHBIX U PaHHUX MPEAHKTOPOB HCXOJIOB
OHMK y neteil He npeAcTaBieHb! B JOCTYNTHOM JIMTEpaType.

Takum o6pa3oM, aKTyanbHOCTb TEMBI HCClIeAOBaHHUA OOYClOBleHa
Pa3spo3HEHHOCTHIO  3MUAEMHOJIOTHYECKHX, KJIMHHYECKMX W  J1abopaTopHo-
HHCTPYMEHTAIBHBIX JaHHBIX O Te4eHHHU U ucxolax OHMK umemuyeckoro tuna y
AeTel; HEeCBOEBPEMEHHOCTBIO OLECHKH (DaKTOpOB pHCKa, MaTOreHeTHYECKUX
MexaHusMoB MM u THA B perckoM BoO3pacTe; HEYCTaHOBJIEHHOW pOJIbIO
MPOKOAryNAHTHBIX U MPOTPOMOOTHYECKUX MONMMOP(HU3IMOB I€HOB B KauyecTBe
JIOKa3aTe/IbHBIX M paHHHUX MpPeJUKTOpOB AebloTa M MCXOAOB IMEPEHECEHHOro
OHMK uiueMHyeckoro THMAa M, HaKOHEL, HEJOCTaTOYHO OTpaboTaHHBIMH
MeToJaMH TepaneBTHYECKOH TaKTHKHM OCTpOro nepvoia M 3Tana AHHaMHYECKOro
HabnmogeHus aeteit. Bee BhilenepeyrCIEHHOE U MOCIY)XHJIO OCHOBaHHEM IS

BBINMTOJTHEHHUA HACTOALLCIO JUCCEPTALLHOHHOrO HCCNIEAOBaHHA.

Henp Hcc/ieqoBaHHA — TMPEACTAaBUTh KOMIUIEKCHYIO XapaKTEPHCTHKY
teuenus OHMK uieMuyeckoro tHna y aeteii ¢ pa3spaboTKoii MaToreHeTHYECKOH
MoaenH 3aboneBaHHs, MPOTHOCTHYECKUX KpUTepHeB (OPMHUPOBAHUA HCXOAOB H
MepCOHATM3UPOBAHHOTO MOAXOAa K Ha3HaYeHHIO Je4e6HO-NpoPUIaKTHUECKHX
MEpPOMPHUATHHA C YYEeTOM BAapHAHTOB HOCHTENILCTBA TMOMMMOPGH3MOB TI'E€HOB

MPOKOAryJISHTHOTO ¥ MPOTPOMBOTHYECKOTO CIEKTpa.
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Jns 1OCTHXEHHUS MOCTABIEHHOM LeMH O chOpMYTHpPOBaHB! CIIEAYIOLINE
3aavu:
1. OUEHUTL CNEKTp M 3HAYEHHE MOAUDHLHUPYEMBIX H HEMOAMDHULIMPYEMBIX
¢QakTopoB pucka fAe6l0Ta HMINEMHYECKUX WHCYIBTOB M  TPaH3UTOPHBIX
MIIEMUYECKUX aTaK y AETeid.
2. [IpoBecTH KOMMIIEKCHOE KIMHUKO-NabopaTopHoe o6cnenoBanre aeTeil Ha BCex
3Tanax O6oMe3HH, MpPeACTaBUTH OCOOEHHOCTH TEUEHHS M IaTOreHETHYECKHE
BapHaHThl pa3BUTUA 3a00NeBaHUs.
3. Uccnenosats HOCHTENIbCTBO FeHEeTHYECKUX nonuMopdu3MoB
npoTpoMOOTHYECKOH M MpPOKOAryJIssHTHOW HAMpaBJEHHOCTH MpPH HIIEMHYECKOM
MHCYJIbTE U TPAH3UTOPHBIX HIIEMHUYECKUX aTaKax y AeTei.
4. PaspaboTaTh KpMTEPHH NPOrHO3UPOBaHUs Ae6loTa 60JIE3HU B IETCKOM BO3pacTe
B 3aBUCHMMOCTU OT KOJIMYECTBEHHBIX M KaYeCTBEHHBIX MOKa3aTesiel MeH-TeHHBbIX
KoMOHHaUUHA.
5. IlpoaHanu3ypoBaTh BapUaHTHl UCXOAOB OOJNIE3HH M OMpPElEeNUTh KPUTEpUU
NMpPOrHO3HpPOBaHUs HeoOpaTHUMOI yTpaThl HEBpOJOTMYECKMX (QYHKUHMI nocie
MILIEMUYECKOr0 HHCYNbTA MO KIWHHUYECKHM NMPU3HAKaM TE€4YEHHUs OCTpOro nepuoja
GonesHwu.
6. Paspa6oTaTh MOAXO0/BI K NPOrHO3UPOBAHUIO HCXOJA UILIEMHYECKOTO HHCYINIbTA Y
AeTeil B BuJe Ae(HLHUTAPHBIX HEBPONOrMYECKUX COCTOSHMH B 3aBUCUMOCTH OT
HOCHTEJIHCTBA MOJIMMOPGHU3MOB T'eHOB NMpPOTPOMOOTHYECKOH U MPOKOAryIsHTHOM
HanpaBfeHHOCTH.
7. llpeanoxuThb TepaneBTHYECKYIO " npodUNaKTHYECKYIO TaKTHKY
JuHamuuyeckoro HabmioneHus naudeHToB ¢ OHMK umemudeckoro Tvma Ha

OCHOB€ NPHUHLHUIIOB nepcoua.nmuposaHHoﬁ MCEAHULIUHEI.

HayuyHnas HOBH3Ha
BriepBrle ycTaHOBJEHE! Beaylue GpakTopel, onpelenstomue passurie MU u
THUA y pereii: HacneACTBeHHas M BpoxaeHHas TpomGodunua (87,34%),

3a00/1eBaHUA  CEPIEYHO-COCYAUCTON cuUcTeMbl (43,21%), reMoaHHaAMHUYECKH
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3HaYUMBIE aHOMAJIMK CTPOEHHUS apTepuil ronosHoro Mosra (40,74%). JoxazaHa
MynbTHdakTopHOCTH bopMupoBaHus OHMK wuinemMuueckoro Tvna ¢ aeGoToM B
AETCKOM BO3pacTe — HaTMuMe B cpeadeM 4,91+0,13 u 4,56+0,16 dakTopoB pucka
s U u TUA cooTBeTCTBEHHO.

Pa3paboTaH  KOMIUIEKC  MPOTHOCTHYECKHX  CHUCTEM,  [O3BOJSIOLINX
npenckaspiBath kak ae6tor OHMK numemuueckoro Tuna B HETUIIMYHOM BO3pACTE,
TaK ¥ €ro HCXOJ B OTAAJIEHHOM NnepHoe OOoJe3HH.

B pa6ore uccnegoBaHa ponb ceMeifHOM M Hac/leICTBEHHON TPOMOOGHIBLHOM
npeapacnojyioxxenHoctd kK MM u THUA y peteit u BrnepBhlie BBIABIIEHB Haubolee
MHGOPMATHBHBIE (HaKTOPB! MPOKOAryISHTHOrO M MPOTPOMOOTHYECKOrO CIEKTPa,
obnajaroliie MNPEeAUKTUBHBIMM CBOHCTBaMH. OmnpefeseHbl KOMHYECTBEHHEIE
NoKa3saTel/id, JOCTOBEPHO MOBBILAIOIIME BEPOATHOCTh HHCYNbTa B JETCKOM
Bo3pacTe: npy OHMK uimeMuyeckoro Tumna perucTpupoBanoch OOJblIee YHUCIO
OJIHOHYKJIEOTHHBIX 3aME€H B OLIEHHUBAaeMO# rpynne reHos (6,68+0,20 npotus
4,42+0,18 B xoHTponbHO# rpynne, p<0,05), a HOocuTenbcTBO 4 U 5 MyTauuid B
reHax tpombodunsHOro crnekrpa, 2 - B reHax (epMeHTOB ()OJATHOrO UMKIA H
obenx NO-cuHTa3 HOCTOBEpHO MoBblluaNo0 BeposTHOCTH kak MU, tak u THA B
2,40-8,06 pa3 (p<0,03).

BriepBbie  BBISIBIIEHBI  Te€H-T€HHblE KOMOWHALMH, COMpPSDKEHHBIE €
yBenuyeHreM pucka OHMK wumemuuyeckoro Tuma, MUMEKOLIHE TMPEAUKTHBHYIO
LEHHOCTb B OTHOIUIEHHH TSKENIOro HEBpPOJIOrMYeckoro aeHUUTa KaK HCXoja.
Kpome Toro, BnepBbie pa3paboraH M anpobHpoBaH aNrOpUTM MPOTHO3UPOBAHUA
nmeMuyeckoro tTuna OHMK no gaHHBIM reHOTHNHPOBAHHA MO 14 BO3MOXHBIM
nonumMop¢u3MaM reHoB, A0Ka3aBIIMK BBICOKHI YPOBEHb BEPHOIO pacro3HaBaHHs
UHCynbTa B 89,7% cnyyaes.

B oTnuune oT paHee onyONHMKOBaHHBIX paboT, AOKa3zaHa BO3MOXHOCTh
NporHo3upoBaHus HebnaromnomyyHoro ucxoga OHMK wuinemuyeckoro tvmna M
MIPUCBOEHHUS KaTeropuu «pebeHoK-UHBanua» Ha 6ase MpeoXEHHBIX MeH-TEHHBIX
KOMOMHAIMA: BepOATHOCTh HeGNAaronpUATHOrO HEBPOJIOTHYECKOro  HCXoaa

Bo3pacTana B 2,07-3,69 pa3 (p<0,049) B ciyyae KOJHYECTBEHHBIX cOYeTaHHH (6-9
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SNP), a Takxe npu HamMYUH B KOMOUHALUMSX TONMMOPPUIMOB TEHOB
¢ubprHOreHa, peuenTopos TPOMGOLIMTOB, HHTHOUTOpPa aKTHBATOPA Ma3MUHOIeHA
1 METUJICHTETparuipodonarpesykTasbl B 677 MOJOXKEHUH.

YcTaHOBNIEHa MNpPOrHOCTHYeckas UEHHOCTb CBEAEHHIt M3 aHaMHesa
MalWeHTa, KIHHHKM W J1abOpaTOpHBIX [JaHHBIX B OTHOIUEHMH HeOOBpaTHMOro
HeBposoruyeckoro aeduuura B ucxoge WM (MHBaIMAHOCTB/€E OTCYTCTBHE).
Pe3ynpTaTUBHOCTE MpaBHia MPOTHO3MPOBaHUS MHBAIMAHOCTH HAa OCHOBAHWH
npeanoXxeHHoi popmynsl coctaBuna 91,43%.

Kpome Toro, BrepBble NMoka3zaHa BO3MOXXHOCTH MMPOTHO3HPOBaHMSI TaKOro
He61aronpHUATHOro HCX0/a BOCCTAHOBUTENILHOTO MEPHOAA U NEPHOAA O TAAIECHHBIX
MOCNEACTBUA HUIEMUYECKOrO0 HHCYAbTa Yy JeTeH, KaK CHMIITOMaTHYecKas
NOCTHHCYNbTHAs 3nunencus. HMccnenoBaHue mnokasano, YTO  MPEAUKTHBHYIO
LEHHOCT: WMeeT TUm mnpuctynoB (OLU>4,44; p<0,0035) u panHele 23T
(O1II>3,05; p=0,04).

ITo pe3ynpTaTaM BBINOJIHEHHOTO MCCIIEAOBAaHHS MOMYYEHbl HOBbIE CBEACHHS
no UACHTUOUKAUUHM maroreHetnuyeckux BapuaHToB OHMK (moMuHMpYowwMit —
TpOMOOTHYECKHUI THIT B COYETAHHH C FeMOAMHAMUYECKHM, KapAHOIMOOIHYECKHM
H MeTabONHYECKUM), 4TO MO3BOJIUIIO BIIEPBBIE pa3pabortath
NepcOHUPHLIMPOBAaHHBIE MEpB! BTOPUYHOI NMPOQHIAKTUKM C TaKTHKOH aKTUBHOIO
Ha3HAYCHHs TMpenapaTtoB AHTUTPOMOOTHYECKOTO CMEKTpa M MOHHMTOPHHIOM HX
6esonacHocTU. JlokazaHa BO3MOXHOCTh yCTeIIHOro U 6e30MmacHOro ynpaeJeHHS
ypoBHeM peuuauBdpoBanus UM u THA y nereil, a UMEHHO MOJIyY€HO CHHXXEHHE
pucka TpombGoTHyeckux coObITHH B 2 W 6Gonmee paz (OP>2,19, p<0,004) Ha

MPOTAXKCHUH BOCBMH H 6onee NieT HaOMIOAEHHUS.

ITpakTUYecKkasi 3HAYUMOCTD
BrisBneHsl HauOonee BeposATHble (AKTOpbl PHCKA, HO30JIOTHYECKHUE
COCTOSIHMSL U CHHIAPOMBI, KOTOpPBIE MOTYT OCJIOXHHTBCSA pPa3sBUTHEM HMHCYNbTa B

JIeTCKOI MpaKTHKe, a TaKxkKe MoKa3zaHbl 0COOEHHOCTH KNHHUYECKOH MaHH(eCTalluu
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Oone3Hu, YTO MOXET NMOBBICHTH «HHCYJIBTHYIO» HAaCTOPOXEHHOCTDb CHELMATHCTOB
neIuaTpU4eCKOro NpodpuIs Ha BCeX 3Tanax OKa3aHHs [TOMOLLH.

Hns npakTHKylomMx — Bpauelf  MpeinoXeH  aBTOPCKMH  MepeyeHb
AuarHoctHyecknx mMeponpuatiii OHMK uiemMuyeckoro Tuna B 3aBUCHMOCTH OT
ne6roTa HEBPOJIOrMYECKOH CHMINTOMATHKM, YTO MO3BOJIMIO WUAEHTHOULIMPOBATH
3THOJIOTHIO M MaToreHeTHYeckuit TMn 'y 93,07% naunenroB ¢ U u y 100,00% c
THA.

Ha ocHOBaHMHM KOMIUIEKCHOTO aHaNW3a BHEpPBLIE MOJy4YeHa XapaKTepUCTHKA
MOAHGHUHMPYEMBIX M HEMOAUQUUUPYEMBIX (AKTOPOB pHCKA IMPH [OKa3aHHOM
OHMK wnmemuyeckoro tuna. Iloka3aHsl HauGosiee 4yacTO perMCTpUpyeMBIE H
NPOrHOCTHYECKH HEONAronpuATHblE ONHOHYK/IEOTHAHBIE 3aMeHBl B reHax
NpoTpoMOOTHYECKO M  MpPOKOAryNsHTHOH HamnpaBlieHHOCTH (puOpuHOreHa,
pelenTopoB TpoM6ouHUTOB K GUOPHHOrEHY U KOJTareHy, HHTHOMTOpa akTHBaTopa
MIa3MHHOTE€Ha, OKCHIA-CHHTa3 M MeTWieHTeTparuapodonarpenykrasslt B 677
MONOXXEHHH ).

B xoxe uccnenoBanus pa3paboTaHbl YeThIpe NMPOrHOCTHYECKHX IpaBHIIa,
obnanatomue BBICOKOIA YyBCTBHTEIBHOCTBIO " crneunpHUYHOCTBIO,
Cnoco6CcTBYyIOIIME paHHEMY paclo3HABaHHIO KaTeropuii MalUeHTOB, YTpOXaeMbIX
no passutHio OHMK wuiemuueckoro THMma Ha pa3sHBIX BO3PACTHBIX 3Tamax
aetctBa. [IpaBHIO MPOrHO3UPOBaHHWS WHBAIMJHOCTH MO KIMHHKO-T1ab0paTOPHBIM
XapaKTEpUCTHKaM OCTPOro MepHoAa MIIEMHYECKOTO WHCYNIbTa MOXET COCTaBHUTh
OCHOBY NJIaHUPOBAHHA aKTHBHBIX NPO(PUNAKTHYECKHX Mep U peabHIHTalHMH TaKHX
NalUMeHTOB, HAYMHAA C dTana CTauxoHapa.

JlonrutionHoe wuccnegosanne OHMK  umeMuyeckoro Tvma  OblIO
MPOBEJIEHO Ha MPOTHXKEHUH 5,72+0,27 net (He MeHee 2 NeT, ATUTENBHOCTBIO 10 12
NIeT), YTO TMO3BOJIMJIO TOCNENOBATENBHO OLECHUTh [OHHAMHKY KIMHHUYECKHX,
MHCTPYMEHTAIBHBIX U J1abOpaTOpHBIX MapKepoB 6ONE3HH M AaTh XapaKTEPUCTHKY
ee TeYeHHUs Ha BCEX 3Tanax, a Takxke OLEHUTb «OpeMs» HHCYNbTA Y AETEMH, C TOUKH

3p€HUA MEAHLUHCKHUX UCXO010B H COLIMANBHOM KaTeropuu «MHBAJIMAHOCTDH?.
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[pencTasneHnelit B paboTe TepaneBTHUECKHI MOAX0 (MEAMKAMEHTO3HbIH H
HEMEIMKaMEHTO3HbIH) COMPOBOXIAECHHS MALMEHTOB MOXET OBITH HUCIONB30BAH B
MPaKTHYECKOH JEATENILHOCTH BpayeH-HEeBpPOJIOroB, MEAHATPOB, HEOHATOJIOrOB,
peabWINTONOrOB KaK MANA  pealu3aldd o6WMX MPHHLMIIOB BTOPHYHON
NMpoQUIaKTUKH paHHero pAebroTa TPOMGOTHYECKMX COOBITHH, Tak M s

pa3paboTku MEPCOHHPHUIHPOBAHHOTO Moaxona K 60NbHEIM, nepeHectunM OHMK

HIICMHYECKOI'0O THIA.

Ilosi0%keHHs!, BBIHOCHMbIE HA 3aLIUTY:
1. CoBOKYNHOCTb  (aKTOpOB  pHCKa: ceMeHHas  OTArOWEHHOCTH [0
TPOMOOTHYECKUM COOBITHAM, HOCHTENBCTBO OAHOHYKIECOTHAHBIX 3aM€H B reHax
NMpoTpoMOOTHYECKOr0 M MPOKOAryJasHTHOTO CIEKTpa y MaTepu COMPSIKEHO C
MOBBILIEHHBIM PUCKOM paHHero ae6rota OHMK uiemuyeckoro Tumna y pebeHka.
2. OcTpulii mepHOA MIUIEMHYECKOTO MHCYNbTa Y JAeTedl XapakTepu3yeTcs
KOMOMHALIMEN THNMUYHBIX KIMHUYECKHX CHMIITOMOB M HEMpOBH3yaIM3aLMOHHBIX
NPU3HAKOB, J1abOpaTOPHBIX MapKepOB T'MMEPKOAryysiii, KOTOpble BBICTYMAOT B
KayecTBe MPOTHOCTHYECKHUX MPHU3HAKOB Pa3BUTHA TSXKENBIX HHBATHIH3UPYIOUUX
nocneAcTBUil 60€3HH.
3. KonnyecTBeHHbIE U KaYeCTBEHHbIE KOMOHWHALIMM OJHOHYKJIEOTHAHBIX 3aMEH B
reHax TMpOTPOMOOTHYECKOrO0 W MPOKOAryAsHTHOrO CIEKTpa OMpeaessioT
BeposTHOCTh fae6iota OHMK wuinemuyeckoro THMa B JAETCKOM BO3pacTe,
naToreHeTH4YeCKHe BapHaHThI TeUEHUS U Ucxoa Gose3HH.
4. Jleth ¢ HIIEMHYECKMMH HWHCYNbTaMH M TPaH3MTOPHBIMH HIIEMHYECKHMHU
aTakaMH, HEe3aBHCHMMO OT MaTOTE€HETHYECKOro BapHaHTa OOJIe3HH peaU3yloT
NOBTOpHBIE  TPOMOOTHYECKHE  COCYNHCTble  COOBITHS, 4To  TpebyeT
NpeaynpeaUTeNIbHOM TaKTHKH: KOMIUJIEKCHOH oOlleHKH KoMOHHaumii ¢akTopos
pHCcKa, aKTUBHON BTOPHYHOH MPOQHIAKTHKH U AMHAMHYECKOrO MOHMTOPHMHIA B

MNOCJICAYTIOILIHE BO3PACTHBIEC ITEPHOOBI XKU3HH.
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BHepeHHe pe3yNbTaTOB B MPaKTUKY

[TonyyeHHble pe3ynbTaTel UCCNENOBAHHS BHEAPEHbI B  KIMHHYECKYIO
NpaKTHKy HeBpoJioruyeckux otaeneHuit MAY JITKB Ne 9 u  pgerckoit
HeHpoxupyprun OI'AY «HMHM uHctuTyTa Heiipoxupyprud umenn H.H.
Bypaenko», mneaMaTpuuyeckoro OTHENEHHs MANA [eTell paHHEro Bo3pacTa C
NepUHaTaIBHBIM MOPAXXEHUEM HEPBHON CUCTEMBI, BPOXIEHHOM W HacleCTBEHHO
naronorueit I'Y «PHIIL «Mate u auta» (r. MuHck, Pecny6nuka Benapycs), a
TaK)Xe KOHCYJIbTAaTHBHBIX MpHEMOB MONUKIUHUK MAY JII'KB Ne 9 u I'BY3 CO
OJIKB Ne 1 r. Exarepun6bypra.

Co6cTBeHHBIE ~ faHHBlE,  aBTOPCKME  MEPeYHH  JHArHOCTHYECKHMX
MEpOTIPUATHH, OpraH13auHs MOMOILM U aMOynaTopHOro HaGMOAeHHs 3a JETbMH,
xotopsle nepeHecnn OHMK uieMudeckoro Tumna, BHeaApeHsl B 00pa3oBarelbHble
nporpamMMsl Bpauei MOCAEAUIIIOMHOTrO dTana obpa3oBaHUA:
MYJNbTHAUCUMIUIMHAPHBIA LUK «l'eHeTHdyeckue M (QEHOTUIIMYECKHE acCleKThl
TpoMOO30B H KpOBOTEYEHHII B KIMHH4YecKoil MemuiuHe» GI'BOY BO YIMY
Munsgpasa Poccun (r. Exatepun6bypr); «HeBposiorus» kadeapsl AeTCKOIA
HeBposlorun I'YO «benopycckas MeAHUMHCKAs aKafeMHs [OCHEAUIIOMHOrO
obpazoBanus» (r. MuHck, Pecny6nuka benapycs).

Pesynerarsl reHoTunupoBanusa nauueHToB ¢ OHMK umemuyeckoro Tmna
onybnukoBaHsl B MoHorpagpuu  «[eHeTHyeckM  AeTepMHHHpPOBAHHBIE
tpombodunuu: Teopus M mnpaktuka» (Exarepunbypr, 2013 r.). IToaxomsl k
peabuwnurauun geteit ¢ OHMK BrIlOYeHBI B METOAMYECKHE DPEKOMEHIauuu
«MeauuuHckas peabunutauus gered ¢ Haubosee  pacnpoCTpPaHEHHBIMH
3aboneBanusammu» (Exarepunbypr, 2015).

[pennosxeHHBIE CXEMBI JUArHO CTHKH, MTOAXOAB! K TEpPanHy U NpodHIaKTHKE
OHMK wumeMuyeckoro THma Yy JeTedi mnpeactaBieHsl B «KinHUYeCKUX
peKkoMeHaauusaX Mo Aetckodl HeBpojoruuw» (2014), a take B «PeaepaibHOM
PYKOBOACTBE MO JeTckoit HeBposiornu» (2016) noa pemakuuei IJ1aBHOrO

BHELUTATHOTrO AeTcKoro HeBposnora M3 P® a.M.H., mpodeccopa I'y3epoii B.U.
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Anpobauusi pa6oTsl

PaboTa npejcraBneHa Ha CHERYIOIMX MEXAYHApPOAHBIX KOH(MEPEHLHAX:
18" World Congress of Psychophysiology (Ky6a, asryct 2016); 24"European
Congress of Psychiatry (Manpua, mapt 2016); European Pediatric Neurologic
Society Congress (Bena, 2015 r.; Bptoccens 2013 r.); European Stroke Conference
(bapcenona, 2016; I'masro, 2015 r.; Huuua 2014 r., Jlowmon, 2013 r.);
International Pediatric Symposium (Xi’an, Kurait, 2015), PanSlavic Congress of
Child Neurology (Exarepun6ypr, 2014; Bnen, Cnosenus 2012 r.), International
Child Neurology Congress (Iguagu, Bpasunus 2014 r.), International conference
on PreHypertension and Cardiometabolic Syndrome (Bapcenona, 2013); Annual
Meeting of the Association for European Paediatric and Congenital Cardiology
(JIonpon, 2013 r.), MexayHapoRHOM 3KCIEPTHOM COBETE MO MPOoHIaKTHKE H
JIeYEHHUIO XpOHHYECKO HeMuH Mo3ra (r. byasa, YepHoropus, 2012 r.).

PesynbTaTel HccnenoBaHus Takke ObUIM NMpEACTaBeHbl Ha CleIyIOLIUX
poccuiicknx koH@epeHuusx: MexpernoHansHas HIIK «AkTyanbHblE BOMPOCHI
neTckoil HeBponoruu U peabunurauuu» (r. Hosocubupck, 2016), Ilepsas
Mockosckas I'opoackas HITK «CoBpeMeHHble METOABl QUArHOCTHKH U JIeYEHUS
LepeOpoBacKyIApHOI NMAaToNOrMd W MHCYNbTOB y neteid» (r. Mocksa, 2015 r.),
HITK ¢ MexayHapoaHbiM yuacTHeM «lIpakTUyeckue acnekTsl BeAeHUS
HeBposioruyeckux OonbHbIX» (r.Kamyra, 2015, 2014, 2013, 2012 r.r.), III
Poccuiickuii MexayHaponHslit koHrpecc «llepeGpoBackynspHas NaToyoOrUs M
uHCcynsT» (nop srupoit HABY, r. Kasaus, 2014 r.); O6nacthas HIIK «Ycnexu u
npobnemsl aHruoHesponorud CpeaHero Ypana» (r. Exarepun6ypr, 2014 r.),
Kpaesas HITK «LlepebpoBackynspHas natoynorus y nerteit» (r. bapnayn, 2014r.),
OxpyxHas HIIK «AxTyanbHble BOMPOCHI JETCKOi HeBposioruu»  (T.
HuxHeBapToBek, 2013, 2014, 2015 r.r.), O6nactias HITK «AkTyanbHele BONPOCH!
aHrdoHesposiorun» (r. Omck, 2014; r. Tiomens 2015; r. Yensabunck, 2015; r.
[Tepmp 2016), XIII Poccuiickuit xoHrpecc «HUHHOBAUMOHHBIE TEXHOJOTHH B
neguatpuu U AetTckoit xupyprum» (r. Mocksa, 2014 r.), Poccuiickas wkona no

JEeTCKOM HCBPOJIOTHH H CMEXHBIM CICHHAJIBHOCTAM B paMKax Bantuitckoro
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KoHrpecca mo perckoii Hesposoruu (r. C-Ilerep6ypr, 2014 u 2013 rr.),
3acenanue Ilpesnanyma Ilpasnenus Bcepoccuiickoro obuiectBa HeBpoOaoros (r.
Mocksa, 2013 r.), MexperuonansHasg HITK «CoBpeMeHHBIE NOAXOMAB! K JIEUEHHIO
COCYIHMCTBIX U TOKCHUYECKHUX MOBpEXAECHUN Mo3ra y aeteit» (r. Openbypr, 2013 r.),
O6uwepoccuiickuif ceMHHap «PenpoaykTHBHBI noTeHUMan Poccuu: ypansckue
yreHus. KoHnTpaBepcuu mnoscegHeBHoit xu3Hu» (EkarepunOypr, 2013 r.), XX
Poccuiickuit HaunoHaneHelit KoHrpecc «Yenosek v nekapcteo» (r. Mocksa, 2013
r.), Becepoccuiickas HITK CoBpeMeHHBIH Noaxoa K JMarHOCTHKE M peabuIuTauuu
Oone3nell HepBHOW cuctems! y aeteit» ( r. Hensbuuck, 2013 r.), XVII Cre3n
neauatpoB Poccun «AkTyanbHblie npobrnems! neavatpun» u 11 EBpasuiickwuii
¢opym no peakuM 6onesnsM (r. Mocksa, 2013 r.), VI-oif Bcepoccuiickas
KoHpepeHMs «KnuHUYeckas remocrasdonorus U remopeonorus» (r. Mocksa,
2013 r.), 10 BcepoccuiickHii KOHIpEeCC HEBPOJIOrOB ¢ MEXAYHAPOAHBIM Y4YacTHEM
(r. Hwxuuit Hosropon, 2012 r.), Becepoccuiickas HIIK «Hapymenus mo3rosoro
KpoBoOOpallleHUs: JUarHOCTHKa, npodunaktika, neyenue» (r. Ilaturopck, 2012
r.).
ITy6aukauuu

ITo TeMe muccepTauuu onybnukoBaHa 81 pa6oTa, U3 HUX 32 - B Hay4HBIX
XypHasax, BXoAdIHxX B nepeyeHb BAK Munucrepcta o6pasoBanus U Hayku PO
M B M3JaHUAX, NpHpaBHeHHBIX K HUM. ITomydyeHs! 3 MPHOPHTETHBIE CMpaBKH Ha

H300peTeHus.

CTpyxTypa H 06BbeM AHcCEepTallHU
JuccepTalsi COCTOMT W3 BBEJEHHS, 5 IJ1aB, 3aKJIIOUEHHs C 0BCYy)AeHHEM
pe3ynbTaTOB  HCCIENOBAHWA,  BBIBOAOB,  MNPAKTHYECKHX  PEKOMEHMALMH,
WAmIOCTpUpoBaHa 14 pucyHkamu M 58 Tabnuuamu. Pa6orta usnoxena Ha 249
CTpaHMIaX MAIUMHOMKCHOTO TeKcTa, Gubnnorpaduyeckuit cnucok BritoyaeT 221

MCTOYHHK, B TOM YHCJIE OT€YECTBEHHBIX paboT - 41, 3apybexHnIx - 180.
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I'naBa 1. OB30P JIUTEPATYPBI

AKTYanbHOCTb HM3y4YeHHs MpOONeMBI OCTPBIX HapyIEHHHt MO3rOBOTO
kpoBoobpauenuss (OHMK) y nereit ofycnoBneHa Kak BBICOKHM YpPOBHEM
CMEPTHOCTM M 3HAYUTENIbHOH CKJIOHHOCTBIO K pELUAHBUPYIOLIEMY TEUYEHHIO
3abosieBaHus, TaK ¥ YaCTHIM (HOPMHPOBAHHEM MHBATMAU3UPYIOIMX MOCHEACTBHI
[170]. Hu3kas uHPOPMHPOBAHHOCTE U «HHCYNBTHAs» HACTOPOXXEHHOCTH Bpayeii-
HEBPOJIOTOB MEAHATPHUYECKOro Mpoduns o6 ocoGEHHOCTAX AeOI0Ta U TEUeHHS
OHMK Hepeako NpUBOAMT K TPYAHOCTAM OMAarHOCTHKH, YTO BJeYeT
HECBOEBPEMEHHYIO U B HEJOCTATOYHOM 00BbEME OKa3aHHYIO MOMOLLb.

HeoOX0aMMOCTE ~ BCECTODOHHETO0  W3y4YeHHA  MpoOBNEeMBI  OCTPBIX
uepebpoBacKyIApHBIX KaTtacTpod y HeTeidl Haspena AaBHO. OTCYTCTBHE €IHHBIX,
CTaHAApTH30BaHHbIX, MEXIYHAPOIHBIX PEKOMEHAUMH WIH PYKOBOACTB BJICUET 3a
cofoif CI0XHOCTH BBIPaOOTKM €OUHOH TAKTHKH JIeUeHHS U TNPOQUNAKTHKA B
yKa3aHHOH Kkoropre nauueHToB. «CylllecTByeT AOCTaTOYHO MHOIO BO3PAacTHBIX
pa3NUyvii B MpHYMHAX, NPOSBIEHUAX M OTBETaX Ha JIEUEHWE Y MAaLMEHTOB C
MHCYJIBTOM, H MIO3TOMY MBI JO/DKHBI OBITH OCTOPOXKHBI, MBITAsACh IPUMEHUTD Hallle
3HaHHe 3TOH Mpo6JIEMBI y B3pOCABIX K JETAM C OCTPBIM HapylIeHHEM MO3roBOIo
KpoBooOpalleHUs», - OTMe4aloT aBTophl «Management of Stroke in Infants and
Children» - nzganus, BHINMyIEHHOro rpynmnoii creuuanuctoB B 2008r. [219]. Ilo
CYLIECTBY, NPAaKTHYECKHE Bpayu 3a py6eKOM MOTYT OpUEHTHPOBAThCSA TOJIBKO Ha
JBa PYKOBOJCTBA: YKa3aHHOe BBIlle aMepHKaHCKOe M eBporneiickoe «Stroke and
cerebrovascular disease in childhood», ony6nukoanHoe B 2011r. B JlonaoHe
[105]. B 3Tux u3paHusax o6o6iieHa Bes CyiecTBeHHas HHpopMaLUs B OTHOLLEHHH
MHCYNBTOB Yy AeTel, OJHaKO BBIBOABI U PEKOMEHOALMHM HOCAT OCTOPOXHBIA HIIH
MpeAnoJIOKUTENbHBIA XapaKTep B CBA3M ¢ HEMHOTOYHCNEHHOCTBIO HabMIOAEHHH U
PasHOPOOHOCTBIO TpYIN, BKJIIOYEHHBIX B 0030pel. B poccuiickoM ke
neidaTpUuecKkoM coobliecTBe BpayH-HEBPOJIOTH, KaK [paBWIIO, MEXaHHUYECKH
MEePEeHOCAT MOAXOABl K OHArHOCTHKE, Tepalmud W NpOQHIAKTUKE HHCYNBLTOB Y

B3pOCJIBIX B ACTCKYIO H MMOAPOCTKOBY1O IMTPAKTUKY.
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1.1. DnuaeMuoJorHvecKue cBefeHUs

OueBupHa  BOCTPeGOBAaHHOCTH  IMHAEMHONOTMYECKOTO  KOMIOHEHTA
U3y4eHHS 3TOH MpobneMbl. JIo HacTOsALIEro BpeMeHU GOJBIHHCTBO My6GIuKalHil
coiepxat cBeleHUss mo pacnpoctpaHeHHocTH OHMK, orpaHHueHHbIe
nepeAenaMu OAHOrO peruoHa, ITaTa, B JIyylleM cilyyae — cTpaHbl [68, 160, 183,
181, 208].

IlepBoiit onbiT oueHku 3aboneBaeMocTh OHMK y neteii (oLeHMBaeMblit
BO3pacT A0 145eT), npeacTaBieHHBI B paboTe aMepHKaHCKMX HCCleoBaTeNeH,
nokasan 2,52 ciy4as Ha 100 Teic. neTckoro HaceneHus B roa (Schoenberg BS et
al., 1978). B mocneayromue ropsl GBUIM MONYYEHBl pPE3yNBTAThl HECKONBKHX
3MUAEMHOJIOTHYECKHMX, B TOM 4YHCAe MYJBTHUEHTPOBBIX HCCIIEJOBaHHIA,
Kacaloll1ecs YaCTOThl BCTPEYaeMOCTH MHCYJIBTOB Y AeTeil, B OONBIIMHCTBE U3 HUX
durypupyer 3HaueHue 2-3 Ha 100TsIC. B roa [75, 123, 181, 198].

B 10CTYnHBIX MCTOYHMKAX JIMTEPaTyphl MPOCIEXHUBAETCS KaK HapacTaHHe
3aboneBaeMoCTH B TeueHHe nociefHux 30 ner, Tak M CyIIeCTBEHHBIH pa3zbpoc
3TUX [OKasaTeNeit B pa3HBIX CTpaHaX MpPH OTHOCHUTENBHOH ORHOPOAHOCTH
ucciaeayemoil rpynnsl. Tak, HacToslMi Mokasarens 3a007eBaeMOCTH AETCKHM
uHcynsToM B CIIIA coxpaHsercs Ha ypoBHe 2-3 ciyyas 100 Teic. monmynsiuuu
Ieteit B Bo3pacte oT 1 Mecsua no 18 ner B rof, B TO BpeMs Kak Bo PpaHUHUH
nokasatens cocraBiseT 13, Apabckux Omupatax — 26 Ha 100 TeIC. meTckoro
HaceneHus B rof. Kak mnonaralotT, HapacTaHME€ 4YacTOTBl pErHCTpaUMH H
3ab0s1eBaeMOCTH y AeTel, KOTOPOe OTMEYAETCs B MOCIEAHHE ACCATUIIETHS, CKOpee
BCEro, CBA3aHbl ¢ OoJybluell JOCTYMHOCTBIO M MOBBILIEHHEM YyBCTBUTENBHOCTH
METOAHK MHCTpYMEHTaIbHOH M naboparopHoit auarHocTuku. Kpome Toro, Moxer
UMETh 3HaueHWE CYLIECTBEHHOE CHIDKEHHE [0Ka3aTeNle CMEpPTHOCTH ¢
OJHOBPEMEHHBIM POCTOM BBIXHBAEMOCTH MaLMeHTOB, koTopsle umeroT OHMK u
(baKTOpEI pHCKa, COMpPSKEHHBIE C pa3BUTHEM MHCYJIBTOB B AETCKOM Bo3pacTe [136,

159, 185].
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H3BeCTHO, YTO MHCYNBT MOXET Pa3sBUTLCS Ha BceX 6€3 MCKIIOYEHHS 3Tanax
AEeTCTBa, YTO MOATBEPXJAAIOT JAHHBIE MHOTOYHCJEHHBIX 3MHAEMHONOTHYECKHUX
uccnenosanuit. Ilpy sTomM GoNBLIMHCTBO HcclenoBaTelNiell  yKasblBalOT Ha
HauboJiee ysa3BMMBIE C TOYKH 3pEHHs pHcka MepBoro snu3ona OHMK nepuoasl —
3TO HEOHATaNIbHBIM ¥ NMOAPOCTKOBBIN [124, 136, 140, 154, 160]. Tak, no 40% Bcex
CllyyaeB HMHCYJIbTA MPUXOAUTCA Ha BO3pacT OO roja, Cpead HOBOPOXIAEHHBIX
MHCYNIbTHI pa3BUBaloTCA Y ogHoro u3 4000 xuBbIx AoHOWEHHBIX [124, 140, 154].
ITo maHHBIM psifia aBTOPOB, MHCYJIBTHI Yallle BCTPEYAIOTCH MPH POXKIEHHH U B
TE€YEHHE MEPBOro roja XHU3HM (Hampumep, 3abosneBaeMocTb feTeil o 1 roxa B
CIIA coctaBnset 7,8 cnyyas Ha 100 Thic. nonynsuMdy B rog), a B Bo3pacrte A0 5
7eT ux 4yactoTa Gosnblie, yeM y aetedt S5-14 net [4]. B omHOM M3 MccenoBaHUiA
OTM€YEeHa 3aBHUCUMOCTh 4acToThl perucTpauun OHMK ot recrauuoHHoro
Bo3pacTa - 24,7 ciy4as Ha 100 TbIC. HOBOpOXEHHBIX, POAUBLIMXCS B Cpok Gonee
31-i Hemenu, u okono 28,6 cnyyas — no 31-i HeAeNu recTalMOHHOrO BO3pacTa
[124, 154, 185].

HHTepecHa mpojoykamolascs [MOoJeMHKa [0 MOBOAY U3MEHEHUH B
uepebpanbHBIX CTPYKTYpax Yy MNaJeHUEeB B [MEpHHATAIBHOM IMEpHOE,
BBISBJISEMBIX METOAOM HelpocoHorpadud. B  oTeyecTBEHHOM Hay4yHOM
coobllecTBe TaKk M HE  CHOXKHUIOCH €AHHOrO  MHEHUs, MOryT I
MEepUBEHTPUKYNSApHAs HIIEMHs, BHYTPWXENYyNOYKOBble MU CybapaxHOMIalbHbIE
KPOBOM3NIUSAHUA B KauyecTBe Mopdosornyeckoro cybcTpata MepHHATaNbHOrO
MOpaXKeHUsST HEpPBHOM CHUCTEMBl Yy MIIAACHLUEB CUYUTATBCA IKBHUBAJECHTAMH
HileMHUYecKUX UM remopparudeckux TunoB OHMK (mo aHanoruu ¢ B3pOC/HBIMH
nalueHTaMH). ABTOpPHI 3apyOexHBIX KIMHUYECKUX PYKOBOACTB IO AUArHOCTHKE U
JIEYEeHHUIO UHCYJIBTA YKa3bIBalOT, YTO HCKIIIOYAIH MJIaZICHLIEB C TAKMMH OYaraMH us3
aHATM3UPYEMBIX HCTOYHHMKOB juTepatypsl [46, 170, 185, 206, 219]. Ilo
NPUBOAMMBIM  SMUAEMHOJIOTHYECKUM  TIOKa3aTeNsAM  TaKXe  CTaHOBUTCA
OYEBHAHBIM, YTO HCCIEJOBaTeNId He BKIIIOYANM MaUUEHTOB C MepHHATaNbHON

3HUedanonaTHeit B chepy cBoero pacCMOTpEHHS.
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B pamkax o6cyxaeHHss 3Toi NpoGneMbl npefnoxeH HOBBIA MOAXOA B
KJIaCCHQUKALIMM HHCYNIBTOB Y JieTell (0 3TOro MpHHUMNMANBHO HE OTIHYaBlIeHCs
OT NMPHUHATOH B HEBPOJIOTHYECKOH IMPAKTHKE): MEpUHATAIBHBIA — NPH pa3BUTHH
3aboneBaHus Mexay 28-if Hemenel recTaUMOHHOTO Bo3pacTa M 1-M MecsleM
KH3HH; QeTanbHbId (MpeHaTaNbHbIH, BHYTPUYTPOGHBIN) — 40 POXAEHHS pebeHKa;
AETCKHH — B Bo3pacTe oT | Meciaua no 18 ner [41]. B cBasu ¢ TeMm, uro
CBOEBpPEMEHHAs JHAarHOCTHKA MEPUHATANBHOIO M (PETaNbHOr0 THIIOB HHCYJILTOB
KpaliHe 3aTpy/JHEHa W, KaK TMpaBWio, BepUPUKALUUA €ero MPOHUCXOAUT
perpocnekTHBHO Mo pe3ynsrataM KT/MPT ronosHoro Mosra, Takux nalHeHTOB
NBITAlOTCA OOBEAWHUTL B OTHENBHYIO TIpYMNNy, a B TMOCIA€AHHE TOABI B
ynotpebiieHHe CleLMaIMCTOB Bollues TepMHH presumed perinatal stroke (PPS) [89,
130, 170].

o pesynsbTraTaM HECKOJIBKMX 3MUACMUONIOTHYECKHUX  HCCIIEOBaHUM
MOKa3aHO HeKoTopoe MnpeobnajaHHe MaJIbYHKOB, MpEACTAaBUTENEH HErpouaHOM
pacei [123, 140, 141, 160, 181, 198].

B HacTofllllee BpeMsi COOTHOILIEHWE BCTPEYAEMOCTH Ppa3NIMUHBIX THIIOB
MHCYJIbTOB B HEBPOJIOTHYECKOH MpaKTHKe Yy AeTel ocTaeTcss AUCKYTaOENbHbBIM, H Y
OONBLIMHCTBA aBTOPOB He CHOPMHPOBAIOCH €IHHOrO MHEHHs MO 3TOH npobeMe.
ITo Bceit BUAUMOCTH, MpeobagaHue UILIEMHUYECKOrO WIIM reMOpparH4ecKkoro THra
OHMK B KaxJ10M HOBOM HCCJIEOBaHHH 0OYCIIOBIIEHO MPOHIIEM ClielHanu3auuu
M THIOM OKa3aHHsA MOMOIUU B JieyeOHO-NMpOHIAKTHYECKOM YupexaeHUH. Tak,
3a00/1eBaeMOCTh JAETCKHM reMopparMuyeckuM HHCYJIBTOM B BO3pacTe OT 1 Mecsaua
1o 18 net Bapsupyet 1,5 1o 5,1 (B cpenHem — 2,9), umemudeckum - ot 0,6 no 7,9
cnyyast Ha 100 Teic. HaceneHus B rof. [Ipu aToM noxasarenb Y HOBOPOXICHHBIX
cyiiectBeHHo Beiwe: 6,7 W 17,8 na 100 TeIC. HaceleHWs B rog A
reMopparuuecKux H UIlIEeMHUECKHX COOTBETCTBEHHO [68, 124, 136].

IToka3zaTeny NeTaNbHOCTH U CMEPTHOCTH MALMEHTOB MOJIOAOrO H AETCKOro
BO3pacTa OT OCTPHIX LiepeGpanbHBIX kaTtacTpo¢ HaubGonee msydensl B CIIA. B
3TOM peroHe CMEPTHOCTh OT AETCKOro MHCyneTa cocrapaseT 0,09 cinyyas na 100

TBIC. JAETCKOro HaceneHus B rog umn 10-26% ot obiueil CMEPTHOCTH B



22

NneInaTpU4YeCKUX HEBPOJIOTHYECKUX OTAeneHusx [103, 160, 198, 201]. OtmeueHa
TEHACHLHSA K CHH)XEHHIO 3THX MOKa3aTeliedl ¢ BO3pacTOM: Ha KaXIblii MHIUIHOH
ReTeil B Bo3pacTe 10 5 nieT npuxoauTcs 15, a B Bo3pacte 5-14 net — 7 cMeprteit ot
uepeOpoBacKyIApHbIX Gone3Helt exeronHo [4, 201]. Tloka3aHo, YTO CMEPTHOCTD
BbIlLIE CPEAH MalNb4YMKOB (COOTHOWIEHHE MEXIY MOaMH COCTaBNAEeT MPUMEPHO
1,5:1), 1 neteit HErPOUAHOI packl, a TaKKe MPHU FreMOPParuuyecKoM HHCYIBTE - 0
29% [141, 154].

JleTanbHBIH MCXOA OOBIYHO HACTYNaeT B PAHHHI BOCCTAHOBHTEJBHBIN
NepUoJl, KOTOPEIH CUUTaeTCs Haubosiee oMacHbIM Ui BOSHUKHOBEHHWS MOBTOPHBIX
OCTPBIX COCYAUCTHIX 3MHU30J0B U CMEPTH NauueHTa. Takue nokasaTenu y AeTei ¢
OHMK B ueloM COMNOCTaBUMBI CO CTaTUCTHUYECKWMM JAHHBIMU Y B3pOCHBIX.
OnHaxo ypoBeHb cMepTHOCTH B 10% MoxeT ObITh paclieHeH Kak fecrpeleleHTHO
BBICOKMH /11 meauaTpuuyeckod NMpaKTHKH, YTO MO3BOJISET BBHIBECTH HMHCYNBTHI B
JAHHOH BO3paCTHOM rpymnne Ha JAUAMPYIOLIME MO3MUHU Cpeau YPreHTHbBIX
NaToNIOrui, yrpoxaeMbIx Mo pataJbHOMY HapyLUEHHIO BUTANbHBIX QYHKLHMH.

CpenHuii pyCK MOBTOPHOIO WHCY/NbTa B MOMYNALMH OONBHBIX COCTaBiAET
okono 20%, mpu 3TOM Yy JeTeil C OOHHM OOKa3aHHBIM (aKTOPOM pHUCKAa OH
HaxoauTcs B npeaenax 8%, npu coyeTaHHH ABYX (akTOpoB U Hosee - HEYKIIOHHO
HapactaeT W jgoxoautT gno 42% [81, 182, 198,]. IlonaratoT, uTo, Kak U A
CMEpPTHOCTH, Haubonee BO3MOXHOU ¢azoit Gonesnu mns mosropeHus OHMK
CTAaHOBUTCA BOCCTaHOBUTeNbHBINM nepuon [183]. Oanako B JanbHeileM pHUCK
peunanBa OCTpoil LepeOpoBacKyNApHO KaTacTpo@bl HE CTAHOBUTCSA MEHBIIE.
Tak, Vijeva Ganesan u komnerd (2006r.) nokasanu, 4To Mocje MepBoro 3nu3ona
OHMK, npou3oweatero B Bospacte ot 21 aHsA A0 19 net, yepes MATh JIET TOIBKO
59% mauueHTOB He UMESH MOBTOPHOro HHCYNbTA. IIpH 3TOM y KaXXJA0ro WIeCTOro
O0NMBHOr0 OTMEYEHBbl M3MEHEHHs TI0 pe3y/bTaTaM HEHpOBH3yanu3alUHH TMpH
OTCYTCTBMM KJIMHHYECKHWX MpOSABIEHHA. BeposTHOCTL perucTpaluH MOBTOPHOrO
MHCYbTa TNpH HelpoBH3yalu3auWMM yBenuyuBanace B 2,78 pasa npu
funaTepalbHOM MOPAXEHWH MO CPaBHEHHIO C MOHoJaTepaibHBIM. Ilo naHHBIM

MYINbTUBapHAUMOHHOIO aHajinu3a, MPOBEACHHOTO B 3TOM HCCIIC€AOBAaHHH, PHUCK
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peuMavBa HHCYNbTA MOBBILIATCSA NMPH HU3KOH Macce Tena MpH POXAEHHH H IpH
reHETHYECKOH NPEApacoNoXEHHOCTH K TpoMO0o3amMbonuu - B 3,26 pas. V neteii ¢
paHee 3aQUKCHPOBaHHON TpPAH3UTOPHON HIIEMHYECKONH aTakoi BepPOATHOCTB
Bo3pacTaja B 5,48, ¢ uMMyHoneduuuToM - B 20,91 pa3. VpoBeHb NEHKOLMTOB
TAaKXe HanpsMyi Koppeauposal ¢ uyacToTtod moBtopHoro WH. Puck
peUMAHBHPOBaHUs Haubomnee BepOATEH NPH BHIABIEHUM 6one3Hn Moiis-Moits,
BCEX BapHAHTOB BAaCKYJIMTOB M AUCIIa3Ud COCYOB TOJIOBHOTO MO3ra,
TOMO3HIOTHOTO COCTOSHHS MO METHJIEHTeTparuapodonarpeykrase, a Takxe y
AETEH  C  TOBBILIEHHBIM  YPOBHEM  TOMOLMCTEHHa B  KpPOBH, C
aHTHHOCHONMNNHUAHBIMU AHTHTENAaMH, TIOPOKaMH cepAua U numdonenueit [12, 17,

68, 125, 159, 182, 183, 199].

1.2. Tloaxoab! K KIaccupUKALUH

OOuienpuHATOR M NpPU3HAHHOW BCEMM CHELMAIHCTaMH KiaccH(UKaUHK
OHMK vy perteii He cymecTByeT. Bbllle HaMM MpuBeneHa kiaccHbUKauus,
YUHTHIBAIOIIAass BO3pacT, Ha KOTOpBIH mnpuwencs AebiOT HHcynsTa. B
nepyoaM3aUMd camoil ©o0JIe3HH OTeYeCTBEHHbIE CIEUHANTUCThl MMPEANOYUTAIOT
OMUpPaThCA Ha BpeMeHHbIE paMKH, cGOpMHpOBaHHbIE BO B3pocioif mpakTuke [9].
[pynnbl 3kcnepToB MPEANPUHUMAIOT MOMNBITKH MPEMIOXKUTEL MaTOreHETHYECKHE
BapuaHThl Kinaccupukauuu A, ogHako manblie o6CcyxaeHHH Ha KOHIpeccax MU
B TMpecce OHH He TpoaBHrarorcs. Tak, MpeasaraloT aHaTOMHUYECKYIO
knaccudukaunio CASCADE (Childhood AIS Standardized Classification and
Diagnostic Evaluation) [216], YyYHTBHIBaIOIIYIO JIOKAIH3aLHIO H/WIH HCTOYHMK
Tpom603a/3M60NMHUK apTepHii FOOBHOrO Mo3ra (MenkHe LiepebpajibHble apTEpPHH,
KpYNHBle LepeOpaibHble apTepHH, aopTa W apTepuu lueu, cepaue). Paspaborka
knaccupukaunn CASCADE umena uensto cozaarek aHanor TOAST, npuHsTEIH BO
B3pOCJOi MpakTHKe, YTO MNpakTHueckH ynanock [106]. OnxHako, KpHUTEpHH,
npuBeAeHHBIE B Hell TpYyAHO MMM (aKTHYECKH He BBHIMOJHUMBL HalpuUMep, OHU

NoApa3yMeBalOT THCTOJIOTHYECKOE MOATBEPXKACHHUE H3MEHEHHH B uepe6pa.rlbm>lx
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cocynax. Taxxe CymecTBEHHBIM HEOCTATKOM JAHHOM KilacCH(UKALMH CYUTAETCS
MrHOpHpOBaHHe B Hel 3MO6onuueckoro Bapuanta WM M TpoM60QUIBHBIX
COCTOSIHHIA.

C uenslo 0OBEKTHBH3ALMH TIXKECTH KIIMHHUYECKHX nposisieHuit OHMK,
OLIEHKH AHHAMHMKH HEBPOJIOTHYECKOro AedHULIMTa B OCTPOM M BOCCTAHOBHTEIBHBIX
nepuojax HWHcynbra Mcnonb3yror wkany PedNIHSS (Ilemnatpuueckas wmxana
MHCYJIbTa HaUHOHANBHOIO MHCTUTYTa 370poBbs CIIIA), koTOpas nokasana CBOIO
conocTaBUMOCTh co wkanoii NIHSS [84, 120]. B neprone ocTaTOYHBIX SBIEHHI
aMepHKaHCKHe UccreqoBaTeNu NPUMEHSIOT LKAy PSOM
(Pediatric Stroke Outcome Measure, oLieHKa UCXOMa MeIUATPHYECKOrO HHCYJ/IBTA)
[162, 205]. VYka3zaHHble WIKaIbl MOCTATOYHO OOBEMHBI, HO HE CIOXHBI MIJIsA
3alOfIHEHUs,, MOryT OBITb aBTOMaTU3UpPOBaHbl W BBEeNEHHl B CTaHAAPT
obcnenoBanus GonbHeIX. [IpenaTcTBHEM A WX BHEApEHWS Ha TeppuUTOpuUH Pd
ABnseTcs HeoOXOAMMOCTb OTHENBHOrO0 Kypca OOYYEeHHs CIELHAIMCTOB CaMoii
METOAMKE, a TaKkKe HEOOXOOAUMOCTbh TNpPOBEAECHUS TMpoLecca BaTUAW3ALUU

OLIEHOYHO-U3MEPHUTENBHBIX LK.
1.3. ®dakTopb! pHCKA H 3THONOIHUS

CucreMarusauuss TMpPUYHMH U (GaKTOPOB  pHCKAa, KOTOpPBIE  MOTYT
peanu3oBathes B Buae MM u/unu TUA, npusena K rpynnupoBKe UX Ha COCTOSIHHUS,
HO30JIOTHYECKHE  €QMHHLUBl W CHHIPOMBI,  KOTOpblE  COMPOBOXJAIOT
TpoM6oTHYeCKHil, IMOONHYECKHNil, TeMOAMHAMHUYECKHI, T€MOPEOJIOTHUECKHH H
naKyHapHbli natroreHeTHyeckue BapuanTsl M. B oTiiMune oT noxunoro so3pacra
y HeTeil BBIOENAIOT MeTaboivyeckWi TUN MHCynbTa npu cuHapomMe MELAS,
6onesnax ®abpu u Jles, a Take 3abosieBaHHs, KOTOPBIE MOTYT MpPOSBIATHCA
MLIEMUYECKHM MM reMOpparuueckuM HHCYNbTOM (ubo ux TpaHchopmaumeii) [4,
10, 11, 148, 155, 202].

OO61enpHHATOR B aHTHOHEBPOJIOTHH CYMTAETCS 3aKOHOMEPHOCTD, COTNacHO

KOTOpPOii HapacTaHHe KOJIMYECTBAa ITHONOTHYECKHX  (akTopoB  06parHoO
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MpOMOPLMOHANEHO BO3pacTy MauMeHTa. B oTauume OT B3pOCHBIX, Y KOTOPBIX
OCHOBHBIMM MNpPHYMHAMH HHCYJBTOB SBMAIOTCH apTepUabHAs [HMEPTEH3US U
aTepockKiIepo3 LepeOpaibHEIX COCYNO0B, 3THOMOrUA OHMK HiIeMHYeCKOro THMa y
AEeTEH OTAMYAETCs CYUIECTBEHHBIM pasHooOpasueM. W3BECTHO, 4YTO CIHCOK
COCTOSIHHii, KOTOPLIE MOTyT NPHBECTH K MIIEMHH MO3rOBOil TKAHH B BO3pacTe M0
45 net, BxoyaeT Oonee 70 HO30J0TMYECKUX eaMHML. OOHa U3 MOMBITOK
CHCTEMaTH3aUMH TaKoro yKcia GakTopoB pHcka npuBeeHa B Tabnuue 1. Kpome
TOro, MU MleMUYeckuX HHcynbToB (M) B AeTCKOM BO3pacTe XapakTepHO
coyeTaHHe HECKONBbKUX (akTopoB pucka [75, 115, 130, 140, 181, 198].

Tabnuua 1

daxTophl pHCKa apTepHAJILHOIO HIIEMHUYECKOT0 HHCYNBTA y AeTeil [216]

dakToph! pHcKa [Tpumepsi

INeHeTH4ecku cunapom PHACES, cunapom Williams, Tpucomus 21,

obycnoeneHHas HeHipodubpomaros, cuuapom Alagille, cepnoBuano-k1eTouHas

BAaCKy/nonaTHs aHEeMHs

Hudexuun BETpAHas OCMa, MEHHHTHUT, Backynonatys, Bei3aBaHHas BUY

[emaTonoruuecku/ remorno6uHonatus, aHTHdocHONHNUAHBIH CHHAPOM, BPOXICHHBIH

TpomboTHYECKHE NedHLUMT KOarynsLMOHHBIX PEryIATOpHbIX OenkoB (npoteuHa C,

¢dakTophl npoteuHa S, antutpomGuHa I1I), myrauuu dakropa V nefineHa u
npoTpoMObHHa, FTHNeEproMOLIMCTEHHEMMS, COCTOSTHHS,
COMPOBOXAAOLHECH NoTepeii GeNlka (IHTeponaTHsA, renaTonaTus,
HedponaTus), aHeMHs

Bocnanenue uanonatuyeckoe (nepsuuHslii Backynut LIHC), cucteMuble
ayTOMMMYHHbIe 3aboneBaHus (HanpuMep, CHCTEMHas KpacHas
BOJIYaHKa)

[eHeTHyecku- MHUTOXOHApHANbHAA LIUTONATHS

meTtabonuueckue

dakTopht

HHTokcHKauus L-acniaparuHasa, eKapcTBEHHas 3aBUCHMOCTD, JTyueBas Tepanus

[TponoHrupoBaHHbIH obpaTHMsle BazocnacTH4YeCKHE CHHAPOMB!

Ba30CnasM

B uWHOCTpaHHOH JiIUTepaType NPHBOAMTCA MAOBOJNBHO IMOJHBEIA MEpeYeHb
GonesHeil 1 CHHAPOMOB, KOTOpPBIE COMPSXKEHBI C PUCKOM LiepeOpalibHOM HIIEMHH B
AETCKOM, TIOJPOCTKOBOM M MONoAOM Bo3pacte. MynbTHQAKTOPHOCTL H
pa3Hoobpa3sue 3THOMOMHH MOJApa3yMeBacT IHPOKHIA KPYr CMEUMAIUCTOB, KOTOpBIE
JO/DKHBIE HMETh «HHCYNbTHYI0» HAacCTOPOXEHHOCTh B CBOEH IOBCEIHEBHOH

NpaKkTHKe.
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Bonesnu cepaua (BpoxaeHHble U MPHOGPETEHHBIE) - 3TO OAUH U3 Haubosee
3HaYUMBIX (DAaKTOPOB PHUCKA, COCTABNSIOWMHA mnpuMepHo 20%-30% OT npuuHH
MIIEMHYECKHX  HHCYJNBTOB  AeTcKoro Bo3pacta [198]. B  marorenese
kapauosambonuueckoro BapuaHTa MU uMeeT 3HaueHHe coueTaHde IMOOMUN u3
NIEBBIX OTAENIOB CepAlLa (MM MapanokcanbHas 3M6onus mpu cOpoce KpoBH CripaBa
HQJIEBO) M AEKOMIIEHCALMH CEPAEYHON AeATensHOCTH [4, 22, 30, 158]. Onucansl
clly4ad napafoKCaibHOH 3MOOJSMM B COCYHBl [OJIOBHOTO MO3ra y HETel W JIHL
MOJIOROTO BO3pacTa Ha GoHe AedexTa MeXNpeacepAHON MeperopoaKU, OTKPBITOrO
OBAJILHOIO OKHa, IpH apTEPHOBEHO3HBIX MalbQOpMalLUAX COCYAOB JIETKHX,
HEHPOKOXHBIX CHHIpoMax [219].

B koHTekcTe paccMaTpuBaeMol npoGiieMbl BHOBb MPUBIEKIH BHHMAaHHE
Majlble aHOM&IMM pa3BUTHA cepaua. Y JHU ¢ HescHod sTuosorueit HMH
PEKOMEHAYIOT B MEPBYIO ouepellb HCKIIOYATh OTKPBITOE OBAJIbHOE OKHO, MPOJIaIc
MHUTPJIBHOTO KjlanmaHa W aHEBpU3MY [IpeiCEpAHON [MEeperopoJKH B KauyecTBe
MCTOYHHUKOB CKPBITOM WM MapajgokcanbHo# ambonuu [22, 62, 86, 158,]. B Toxe
BpeMs, HapylIeHHs pUTMa cepaua (MO aHAIOTMM CO B3pOCHBIMH OGONBHBIMHU)
CYMUTAIOT OYEHb PEAKOH MPUYHMHONW WHCYNBTOB B NETCKOM M MOJIOAOM BO3pacTe,
KOTOPYIO BCE € CTOHUT MMETh B BUAY MpH HaIHUMHM Y peOeHKa TrHmepTHpeo3a,
PEBMAaTUYECKHX I[IOPOKOB Ce€pAla, IMocie OMepaTHUBHBIX BMELIATENBCTB W B
cTpyktype cuHapoma KupHca-Celipa. KapauoMuonatHs kak [pOsIBIEHHE
CHUCTEMHBIX 3abosieBaHHH BCTpeyaeTcs NMpH BPOXACHHBIX Muonartuax ([roweHHa,
bekkepa, Omepu-Llpeiidyca u np.), arakcun Ppuapeixa, MHTOXOHAPHAIBHBIX
6one3HsAX, YTO HEe TONBKO YBETMUYMBAET PUCK 3MOOIMH, HO U MOXET MPUBECTH K
reMoauHaMHyeckomy BapuaHty UU.

B psane ciyyaeB BO3MOXHO OAHOBpEMEHHOE pa3BUTHE WH(QapKTa MHOKapAa
u VY, uto yka3biBaeT Ha OOIIHOCTH MaTOreHETHYECKHX IMPOLIECCOB, BEAYLIMX K
HeafiekBaTHOM mnepoy3uu [4]. B nureparype NpUBOAAT AaHHblE, 4TO y 25%
NalUEeHTOB C MHUTPAIBHBIM CTEHO30M [pH TMpPOBEACHHUH HEHPOBU3yaIH3aALUU
BBISBJIAIOT «HeMble» HHGapKThl Mo3ra. Takke KIMHUYECKH «MOJIYaLIUeE»

HILIEMHYeCKHe O4arH B MO3roBoi TKaHH 3adukcHpoBaHbl y 20% HOBOPOXIAEHHBIX
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¢ MOpOKaMK CEpAUa Ha A0ONEpPaTHBHOM H Yy 17,4% Ha mociieonepaTHBHOM 3Tarne
[61, 82, 199]. B HacTosluee BpeMs MNPOBENAEHO HECKONBKO HCCIENOBaHUMH, B
KOTOPBIX MpPEANPHHATBI MONBITKH MpOrHo3upoBaHus MU y rpyaHeix geTeit ¢
BPOX/CHHBIMH MOpoKamMu cepaua. ITokasaHa 3HauWMas poJib MPOAOIKHTENBHOCTH
M CTENEHH TUMNOKCHM HOBOPOXIACHHOIO, MpPOBENEHHA pEaHUMALMOHHBIX
MEpOMpPHUATHH, HEAOHOLIEHHOCTH, JUIMTENBHOCTH OXHIOAHMS OMNEpPaTHBHOIO
BMeLUaTeNIbCTBA Kak pakTopoB pucka OHMK Ha 10- ¥ NocseonepaTHBHOM 3Tanax
[46,61, 82, 163. 199, 220].

[unepkoaryNsLMOHHBIE COCTOSIHMS B  HACTOAWIEE BpeMs [PU3HAHBI
HauboJee 4acTeIMM NMPUYHHAMU HILIEMHYECKUX MHCYJBTOB JETCKOTrO BO3pAcTa, MX
BKnaa aocturaet 87% [2, 24, 114, 160, 181, 182]. B mocnenHee mecaTuneTve
onucaHo 6oJbLIOE KONHYECTBO TPOMOOQWIIBHBIX OAHOHYKIEOTHIAHBIX 3aMeEH,
Haubosiee KIMHMYECKH 3HAYUMBIMH CYHTAIOT HOCHUTENBCTBO MOSMMOP(HU3MOB B
reHax npoakuenepruHa, npoTpoM61uHa, HHFMOWTOpa akTHBaTOpa IIa3MUHOTEHA U
¢ubpunorena [114, 165]. I'enotunsl FS: 1691 G>A u AA (mytauus Jleiiaen), a
takke F2: 20210 G>A u AA B HacTosiliee BpeMs SBJIAIOTCS €IUHCTBEHHBIMHU,
npotpoMboTHyecKoe NeiCTBHE KOTOPBIX AOKa3aHO Y HOBOPOXIEHHBIX, Kpome
TOro, €CTb OCHOBaHHE mnoJjlarath, YTO CTENEHb pHUCKAa NpH HOCHTENILCTBE
TPOMOOIreHHBIX MyTaLMi U NOTUMOPPU3MOB y eTell pa3nryaeTcsi B COOTBETCTBHH
¢ Bo3pactoM [13, 62, 114,]. B Toxe BpeMsi, B3aUMOCBSI3b HaC/IEACTBEHHBIX H
npuobpeTeHHbIX TpOMOODUIHI Y MaLlMEHTOB BCeX BO3PACTHBIX NMEPHOJOB H3yyeHa
He 10 KOHLA, NaHHble M3 pa3HbIX PErHOHOB MHpa MOKa3ald CYLUECTBEHHBIH
pa3bpoc B 4acTOTe perMcTpaLly TaKUX OAHOHYKJIEOTHAHBIX 3aMEH, a Pl aBTOPOB
CTaBAT MOJ COMHEHUE 3HAYUMOCTh HOCHTENBCTBA OTAEIBHBIX MPOTPOMOOTHUECKHX
myTauwuit [67, 116, 117, 145, 200].

Cesa3p runepromMouucrenHemud W Mmyrauuu MTHFR: 677 C>T ¢
LepeGpOBaCKYIAPHBIMH HapYIIEHUSAMH H CEPAEYHO - COCYAUCTHIMH COOBITHAMH HE
nonsepraercsi comHeHuto [13, 24, 165, 219]. T'oMmouucTeHH BBHICTYMAaeT Kak
nporpoMboTyeckuit pakTop 3a cuet aktHBauMK XII U V pakTopoB cBEPTHIBaHHH,

YCHIICHUA JKCIIpECCHH TKaHEBOI'O (baKTopa, noaaBJICHUA 3KCIPECCHH
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TpomOoMoxynuHa. Kpome TOro, mMoBbllIEHHE YPOBHA TOMOLMCTEMHA B KpPOBH
MPUBOAHUT JHAOTENHAILHON AUCOYHKLNM, MNOPAKEHHIO COCYAMCTON CTEHKH,
OKa3bIBaeT HEHPOTOKCHYECKOE M MNPOATEPOCKNEPOTHYECKOE NEHCTBHE, a TaKXke
CrocoOCTBYET BO3HUKHOBEHUIO PE3UCTEHTHOCTH K aKTMBHPOBAHHOMY NpoTeuHy C
[2, 39, 69, 95, 109, 218]. 3a nocneanue roas! Obia [OKa3aHa poJib
TUNEProMOUMCTEMHEMHH NP MOBPEXAEHHWH  CTEHKM  COCYNOB,  €ro
MpOTPOMOOTHYECKOE M MPOATEPOCKIEPOTHUECKOE MOEHCTBHE, BIMAHHE Ha
COCYAOBHUraTeNIbHYIO PETyNSLHUIO U3yUeHsl [2, 21, 40, 95].

I'en ¢epmenta MTHFR obecneunBaeT MeTaboM3M TOMOLIMCTEHHA C
ydactem QonueBoi kucnotsl. HanGonslyo npakTHUeCcKyl0 3HAYUMOCTh MMEET
ONHOHYKJIEOTHAHAs! 3aMeHa LMTO3MHAa Ha TUMHH B 677 IOJIOKEHHUH TreHa,
NpuBOAALIAA K 33aMEHE AaMHHOKHMCIOTHOrO OCTaTka ajlaHiHa Ha BalMH B
KaTaIMTHYECKOM  LEHTpe  ¢epMeHTa  MeTHJIeHTeTparuapoQoiaTpe1yKTa3bl
(MTHFR). HMHauBHABI, TOMO3UIOTHBIE MO JAHHOMY aUIeNio, AEMOHCTPHPYIOT
CHW)XEHHE aKTUBHOCTH pepMeHTa Ha 60 - 70%, reTepo3uroTHele — Ha 35% [37, 45,
134]. OnHako Bce MosydeHHblE B XOJe MCC/eNOBaHUil AaHHble KacaroTcs JM6o
GyHIaMEHTaNbHBIX  aCMEKTOB, NHOO0 MOCBSAIIEHBI MOMYJNAUMH  B3POCHBIX
nauMeHToB. B meamatpuyeckoit npakTHke FMNEproMOLUCTEMHEMHUS, €ro poJib B
GopMHpPOBaHHH CEPAEYHO-COCYAMCTON MNaTONOrHMH, HEOOXOAMMOCTH TEpamnuH U
NOAXOAB! K €€ Ha3HaUYEHHIO OCTAIOTCA OAHOI H3 MalIOU3y4EHHBIX NpobieM.

B  nuteparype ecTh yka3aHHA Ha  HalM4yde  MOJOXHUTEIbHOH
KOppENALIMOHHON CBA3H MEXAY 4YacTOTOM HHCYIbTOB B JAETCKOM BO3pacTe
(ocobenHo y MansuukoB) U monuMoppusMom C677T; kak MU B ciaydae ¢
MYTalHAMH F€HOB CUCTEMBl F€MOKOAryJiAllMHi, COUETaHHE HECKOILKHX BapHaHTOB
T€HOB COMpPOBOXJA€TCA MPOrpecCUBHBIM HAapaCTaHHEM YPOBHS TFOMOLIUCTEHHA B
KpOBH, UTO yBennuuBaeT puck MU [111, 116, 119, 146, 165, 208]. B To xe BpeMs,
pAl MNOMUMOP(OHU3MOB TE€HOB, KOHTPOJUpPYIOUMX paboTy ¢ojaTHOro LMKIA,
NoKa3ajJli CBOI MPOTEKTUBHYIO (YHKLHIO B OTHOLIEHHUH LepeOpoBacKyNApHOMH
NaToNiorid B a3WaTCKOi M eBponeiickod mnomynsuusx 6GonwHeix [116, 200].

HCCMOTpH Ha HEIIPAMBIC B3aMMOOTHOILICHUA (bCHO- H FCHOTHIIA
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THIIEPrOMOUMCTEHHEMHH, MHEHME HCCIIe/oBaTeNlell eAMHOAYIIHO: OfpeleneHHe
YPOBHS TOMOUMCTEHHa M COCTOSIHUS TeHOB (ONAaTHOro LMKNA AO/DKHBI CTaTh
HEOTBEMJIEMBEIM KOMIMOHEHTOM JIMarHOCTHYECKOro KOMIUIEKCa B 3TO# rpyrne
GosbHBIX, 0co6eHHO y ManbunkoB (wiace II, yposens pekomennauuu B) [219].

IIpoBourpytomnx GakTopoB, COCOGHBIX B H30JUPOBAHHOM BUJE, MO (aKTy
HalW4us,  yXYAWWTb  FEMOPEONIOTHYECKYI0  CHTYaUMIO  MIM  CHM3UTh
aTpoMOOreHHble CBOHCTBA COCYAMCTON CTEHKM, B JIETCKOM Bo3pacTe Gosee ueM
nocraroyHo. Hebnarononmy4Hoe TeyeHHe mNepuoAa MOCAEPONOBON ananTaLMy,
MHQHUMPOBAHHE, MHMKPOTPaBMAaTH3aLMs, METAGONMYECKHE HApYLIEHHS MOTyT
BBICTYNHTh B POJIM TPUITEPHBIX (HAKTOPOB W MPHUBECTH K OCTPOii LiepedpanbHoi
MIIEMHH Ha ¢OHe HOCHTENbCTBA OJHOHYKJIEOTHAHBIX 3aMEH B reHax
TPOM6OGHIBHOrO CMEKTpa M B reHax, KOHTPOJNHUPYIOUWHX paboTy ¢epMeHTOB
¢onatHoro umivta. Y gmereit ¢ MU (ocobeHHO npu ne6roTe B nepHHATalbHBIM
NepHOA) PEeKOMEHAYIOT MPOBOAMTH MOUCK MPOTPOMOOTHYECKUX MYTALMii, Aaxe
npu uaeHTHdHUKanumn apyrux npuuuH OHMK (knacc Ila, ypoBeHb pekoMeHaaUHH
C) [206, 219]. B Toxe Bpems, o6HapyxeHHe TpoMOOPUIBHBIX MONUMOPPH3MOB He
ABnsgeTcs abcoMoTHO aTanbHbIM (aKTOPOM, HEM3DEKHO BEAYIUM K TpoMOO3aM.
Cnenyet obpaiuarb BHMMAHHE HA KOJHYECTBO BBIBIEHHEIX OXHOHYKJICOTHAHBIX
3aMeH, (aKT rOMO3UrOTHOTO HOCUTENIbCTBA, BAPHAHTBI I'€H - T€HHBIX COYETaHUH U
ux ¢peHoTUNHUECKHUE NposiBieHus [13, 24, 113].

Ecnu runeproMoLUcTeMHEMHUs Kak ¢akTop pHcka TpoMbooOpa3zoBaHHs B
HETUITHYHOM BO3pacTe He BBI3BIBAET COMHEHMIl Yy HcclefoBaresied, TO
atepoTpomboTuueckuii BapuaHT MU saBnsercs ka3yMCTUKON AN MeAUATPUYECKOM
NpPaKkTHKH, TAKUE BapUaHTHI OMUCAHbl B €AUHUYHBIX CIy4yasX U acCOLUMHPOBAHEI C
JOKa3aHHBIMH TEHETHYECKH ACTEPMHHUPOBAHHBIMM  JUCIHUIHAEMHUYECKMMH
cuHapomamu [70, 153, 161], 601BIUMHCTBO U3 KOTOPBIX MPOTEKAET aCUMITTOMHO
[185]). Tem He MeHee, CeIEKTUBHBIA CKPUHUHT U MOHHTOPHHT JIMITUAHOTO o6MEHa
NpeAnararoT NPOBOAMTH NallUEHTaM, HMEIOLIUM CeMeiHyl0 HMCTOPHIO paHHETO
nebloTa COCYRUCTHIX COOBITHIA, a TaloKe TEM, Y KOr0 NMPUYMHA MHCYNbTa OCTAETCA

HesicHoit [161, 195].
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3HaYMMOCTE MHGEKUMOHHOTO IpOLlecca, B KayecTBE pa3pelIaloLIero
¢aktopa, Ha ¢OHe KOTOpOro pa3BOpayMBaeTCss OCTpast uepebpoBackynspHas
KaTacTpoda, Be/iMka KaK y HOBOPOXAEHHBIX (10 17,6% cpeau BceX MPUYHH), TaK W
y mauMeHToB Gonee crapuiero Bospacra (mo 40,7%) [71, 77, 125, 159, 188, 219].
KnuHuyeckoe uccrnenoBanue Mo THMY cilydail - KOHTPOJb MOKa3ano 3HauyeHHe
KOPOTKOTO cpoKa ([0 4-X Helenb) U $akTa «MaTbIX» UHPEKUUI KaK HE3aBUCHMOrO
dakTopa pucka, noBblIaOWKX BeposTHOCTE OHMK uimeMuueckoro tuna B 4,6
pas [169,178]. Tlpu wuccnemoBaHHMH WHCY/NBTOB HEYCTAHOBIEHHOHM STHONOTHM
OTMEYEHO, YTO HaKaHyHe JeTH nepebosneBany BETpAHOM ocnoi B 3 pa3a yallle, YeM
B MOMYNALMH; BEPOATHOCTb MHCYNBTA B MEPBbI€ YEThIpE Mecsla Mocie BeTPSHOM
OCIBl OCTaBaslach BhICOKOH [74, 76]. KpoMe Toro, uccnenoBauue 2006r. nokasano,
4YTO PpUCK TMOBTOPHOINO HHCYAbTa y JieTell ¢ paHee  BBHISABIIEHHBIM
MMMyHOJePUUHUTOM Bo3pacTaeT B 20,9 pa3 U HampsMyIO KOppelUpyeT ¢ YpOBHEM
JIEHKOLMTOB B OCTpBIH nepHoa 6one3nu. [TonaraioT, 4To XpoHHUeckas HHPEKLUHS U
UMMYHOREeOULMT BHOCAT CBOH BKJal B pa3BUTHE TMOBTOPHBIX Cly4yaeB
epebpanbHOro HHGapKTa y netei Tak xe, kak y B3pocinrx [123].

He wucwiouyeHo, 4YTO HWHGEKLUHOHHBIK IpoLlecC B HEPBHOW cHCTeMe
NpoTeKaeT IO MeXaHU3My BacKyiuta. B Hactoswiee BpeMs MpPOBOAMTCS
uccnenosanue VIPS, no runorese KoToporo npucyTcTBUE HHPEKLIUOHHOIO areHTa
3aMycKaeT JHAOTENHANbHYI0 AMCOYHKUHIO, CHCTEMHBII  BOCHANHTEIbHBIIH
npolecc, YTO NMPH COYETaHHU C HENOCTAaTOYHOCTBIO COCAUHHUTESBHOM TKaHH H
NpoTpoMOOTHYECKOH HACTPOEHHOCTBIO MPHBOAUT K IOBPEXKACHHUIO CTEHKH
cocynoB, TpoM600Opa3oBaHHIO, OKKJIIO3MH IpOCBETa cocyla M LepebpallbHOM
vieMuu [179, 210]. B nanbHeiilieM Bo3MOXHa 3MO0NMHMA U3 MECTa paccioeHus, a
TaKxe remMopparuyeckas TpaHcdopmalius HmeMuyeckoro ovara [133, 198]. Kpome
TOrO, NMPH TAKENIBIX COMATHUECKHX 3a60/1eBaHUAX, TOMUMO BacKy/IMTa BO3MOXHEI
reMoppardueckue OCJIOXHEHUs BCJIeJCTBHE KoarynomaTuu notpebnenus [50,
172]. B HacToslee BpeMs He BbIpabOTaHO YETKHMX AMArHOCTHYECKUX KpHTEpUEB
LepeOpaTbHOrO BacKyJMTa y AeTeil, YTOO6Bl ¢ YBEPEHHOCTBIO YTBEPXIaTh, YTO

HMeHHO 3To 3abosieBaHHe BBICTYIIHJIO ﬂpH‘{l/lHOﬁ HIIEMHYCCKOro HHCYJIbTA.



31

[IpennaraioT uMeTh B BHAY BO3MOXHOCTb BAaCKyNMTa WM BACKYJONAaTHH B
KayecTBe HauOonee BeposaTHoH 3THomornn OHMK Bo Bcex ciyyasx
TPaH3UTOPHBIX HIIEMHYECKMX aTaKk, M BCerga y MalMeHTOB MAETCKOro WIH
MOJIOZIOrO BO3pacTa, 0COOEHHO NMPH OTCYTCTBHE OYEBHIHBLIX (akTOpoB pHcka [30,
62,172].

He wuckmoueHo, 4To B CcHTyauusx, TpeOyOLMX KOMMEHCAUMs [0
napaMeTpaM nepepacnpefie/ieHss KpOBOTOKa (HampuMep, B Xo[e UIMTENBHOro
BBIHYX(ICHHOTO  IMOJIOKEHHS [OJIOBBI) DEINAIOLIYI0 PpOJb MOFYT CBITpaTh
aHaTOMHUYeCKHE OCODEHHOCTH LepeOpoBacKyNsSpHOrO pycia, KOTOphl€é H. B
NOMyJISUMH 3OPOBBIX MOAEH BCTpewyaroTcss Hepeako (HE3aMKHYTHI Bunnusues
KpYT W THIIONUIa3HH OTHAENBHBIX CEFTMEHTOB MM LIEeBIX apTepuit) [4, 16, 38, 123].

Y npereii ¢ OHMK Henb3s He y4YMTBIBaTb MAaTOJIOTHYECKOTO TEUEHHS
NEpUHATAIBHOTO  MMEpPUOAA, KOTOPBIH  MOXET  BBICTYIMUTH B  KayecTBe
MpeJANCIIO3ULIMH, obneryaolen peaM3allio HIIEMHH WX KPOBOM3IUAHUS ANs
Jpyrux nposouupyrowux ¢akropos [105, 219]. YxyauieHue reMopeooruyeckoii
CHUTYallMH, HM3MEHEHHE YPOBHS apTepUHAIILHOrO [dAaBJIEHUs, 3IHIOTEHalbHas
AUCOYHKLUMS, CUCTEMHBIH BOCIIANUTENBHBIR OTBET W APYTHE H3BECTHBIE THUIOBBLIE
NaToJIOTMYeCKHe MpOLEcChl, 3alMyckaeMble MepUHATAIBHO  O0OYyCIOBIEHHOMH
TMIIOKCHEH, HWHULMUDYIOT THUIEPKOAryNsLlUOHHOE COCTOSSHME W Tpomb603
pasnuyHOi  JIoKanu3auMd. B cBolo  odepelns, KacKagHBId — MeXaHH3M
MHKpPOTpOMO006pa3oBaHUs JpaMaTH4YeCKUM 06pa3oM BiIMseT Ha Mepdy3HOHHYIO
CHUTYyallHIO B MecTe TpoM603a, MOAJAEPKUBAs TMIIOKCHIO, 3allycKas HEKpOTHYECKHE
M arnonToTHYecKHe MexXaHW3Mbl rubenu HepBHOH knetkd. Kpome Toro,
HebnarononyyHoe TeuyeHHe MepHoJa ANaNTaUMH K HOBBIM YCJIOBHAM >XH3HH Y
MJTaJIeHLIeB Ha 3Tarne poiioMa, KOMOMHHPOBAaHHOE MOpaXXeHHWE HEPBHONW CHCTEMBI
M coMmaTuyeckoit cdeppl MOryT cCTaTb OCHOBOH JJIA TOPNHUIHOIO TEYEHHUS
NepUHATAIBHOH MaTONOrMH, HEOOCTaTOYHOrO KPOBOCHabOXeHHs LepeOpanbHBIX
CTPYKTYp, CHH)XEHHS pe3epBa pelnapaTUBHBIX BO3MOXHOCTEH HEpPBHOH TKaHH B
nanbHeimem [18, 28, 125, 164, 189]. BesycnoBHo, 4To caM mo cebe mnpouecc

ﬂpHCI‘lOCOGJ’ICHHX miioga U HOBOPOXACHHOI0 K HOBBIM YCJIOBUAM CYLUCCTBOBAHUS
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SABMAETCA PUIHONOTHIECKUM, ONHAKO COMATHYECKHE 3a60IeBaHUs XKEHIIHHBI 10 U
BO BPeMsl 6€PEMEHHOCTH, OCIOXKHEHHOE TeYEHHe B COBOKYMHOCTH C €CTECTBEHHBIM
$OHOM runepkoarynauuu GepeMeHHOH CO3[AI0T MOBBILIEHHYIO BEPOSATHOCT
$opMHpOBaHHs Y HOBOPOXAECHHBIX U AeTell paHHEro Bo3pacTa KaK HIIEMHH, TaK U
KpPOBOM3MIUAHUA B UepedpanbHble CTPYKTYpHl Ha BCeX [epHoAax M[0- U
nocsiepoioBoi agantauuu [36, 128, 164, 215].

OTAroWeHHbI  MEpPUHATANIBHBIN  aHAaMHE3 BCTpedaeTcs y  KaXJoro
YeTBEPTOro MalHEeHTa U 6Gojlee acCOLMHPYETCS C HEOHATATBHBIM M (eTaNbHBIM
MHCYNbTOM, Hexesn ¢ OHMK B crapueit BospactHo#t rpynne (p<0,001) [41, 125].
[To MHEHHMIO HEKOTOPBIX CIELHAIMCTOB, HaTajibHas TpaBMa IIEHHOro OTAena
MO3BOHOYHHKA CTAHOBMTCS IUIOIAAKOH, HA KOTOpOH B JalibHeileM pa3BUBaeTCA

CTeHO3 U Tpom603 cocynoB Beprebpo-6asunnspHoro Hacceiina [30, 41].

1.4. KianHuuyeckue NPH3HAKH H MOAX0Abl K AHAHOCTHKC

OcHOBHbIE KJIMHUYECKHE CUMIITOMBl H CHHAPOMBI, KOTOpble HabMonaloT B
aebrore  3aboneBaHHsA:  LIEHTPalIbHBI  reMunapes, Iape3  MHMHUYECKOMH
MYCKYNaTypbl, CYROPOTH, IeMOJHKBOPOAMHAMHUYECKHE CHMIITOMBI, HapylleHHE
CO3HaHHA. B CTpykType ouaroBoil HeBpOJIOTHYECKOH CHMNTOMaTHKHM Haubosee
YIIOMHHaeMBIMH CTaHOBATCS LIEHTPalbHBIK reMumapes M Iape3 MHUMHUYECKOH
MYCKYNaTypbl MO LEHTPAIBHOMY THIY — YacTOTa MX PErucTpalul B KauecTBe
MaHU(eCTHBIX cUMNTOMOB pAocturaer 87-95%, uro, ckopee Bcero, CBA3aHO
obneryeHHO! o0OBeKTHBHM3alUMeli U HEBO3MOXXHOCTbIO HIHOPUPOBAaTb MM
MUHTEPIIPETHPOBaTh MHBIM 00pa3oM CHUMITOMATHKY CO CTOPOHBI ABHIaTe/bHOM
coepsl.

Cynoporu Hepelko CTaHOBSTCS NE€PBbIM CUMIITOMOM LiepebpoBacKyIspHOi
KatacTpopsl y gereit (Ha HuXx npuxoautcs 19-58%), wactoTa perucTpauuu
NPUHUMIHAIEHO He oTiauyaercs B 3aBHcuMocTH oT Tunma OHMK, Ho umeer
TEHAEHLMIO K YBEIMYEHHIO y JAeTeil B Miaauied Bo3pacTHoil rpynne [48, 77, 92,

191, 192]. Kak npaBuiio, Cyiopord He ABAAIOTCA €AWHCTBEHHBIM TNpOSBICHHEM
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OHMK,  QokanbHelli  HeBponoruueckuii  aepuuut  pasBuBaercss  nH60
OHOBPEMEHHO C HUMHM, MO0 cpasy B MOCTHKTaNbHOM mepuoge [185, 192, 219].
OTa KIMHHYECKas CBA3b MMEET HACTONBKO BBICOKYIO LIEHHOCTH B KOHTEKCTE
RMarHOCTHKH 0OBeMHBIX 06pa3oBaHMii U oyaroBbix nopaxenuit [IIHC y neteit (B
TOM 4YHCe U HHCYNbTa), YTO HEOTIOXHO NpoBoauTh MPT ronmoBHoro mosra B
TaKUX Clyyasx, ObUTIO BHIHECEHO B OTAENBHYIO pekoMeHiauuio The American
Epilepsy Society [101]. ITosBnenue cynopor B ne6roTe uepeGpoBacKymspHO#
MaToJIOrHH OMacHO ¢aMo Mo cebe: nokaszaHo, YTo MeHHO MaHupectauus OHMK c
CYAOPOXHBIX MPHUCTYIMOB U COXpaHEHHE UX HA MPOTAKEHUH BCell rocnUTanu3al1u
acCoOUMMpPOBaHO C HEGNAronpHATHBIM MPOTHO30M HAa  BHI3LOPOBJIEHHEC U
BOCCTAHOBJIEHHE OYaroBOr0 HEBPOJIOTHYECKOro AeGHLMTA, a TaKXXE MOBBILIAET
pUCK GOPMHUPOBAHHS M TXKENOrO TEUYEHHs CUMITOMATHYECKOi snunencuu [47,
94, 203].

B Toxe Bpems, mnepBele mNposBAeHUA OoNe3HW MOTyT OBITH BecbMa
HECNEUMPUYECKHUMH, HaNpHUMeEp, B BHAE HW30JHPOBAHHOTO CHHXEHHSA YpPOBHS
CO3HAHHMA MM TOJIOBHOH 60SH, YTO B COBOKYMHOCTH C JETCKHUM BO3pacTOM
nebtoTa, 3aTpylHEHHEM OCO3HaBaHUs U BepOaTU3alUUH HENMPUBBIYHBIX CUMITOMOB
caMHUM  peGeHKOM U  OTCYTCTBHEM  «HHCYJBTHOI»  HACTOPOXXEHHOCTH
NeAuaTpU4YecKUX  HEBPOJIOTOB  MPHUBOAMT K  CYILUECTBEHHOH  OTCpOYKe
HelpoBH3yanu3auMu U nocraHoBku auarHoza OHMK [32, 68, 71, 77, 144]. To
€CTb CKJIa[bIBaeTCid [JOCTAaTOYHO TMapafoKcalnbHas CHUTyalus, Moay4YHBILas
Ha3BaHHWE «KJIMHUKO-JUAarHOCTHYECKMX HOXHUL»: HEeTH, HMMEIoIIHE [pH3HAKH
HapylIeHUs: MO3TOBOr0 KpoBOOOpallleHHs, MOCTYNaloT Ha TOCMHUTANbLHBIA 3Tam
OKa3aHHA MOMOLIIHU JOCTAaTOYHO OBICTPO, HO afieKBaTHOM BepudHKalLMH AHarHo3a, B
TOM 4YHCJIe HHCTPYMEHTANBbHON, He mnonydarT. IlauMeHTB neauaTpHyecKoro
npo¢uns OKa3pIBAIOTCA FOCHUTAIM3UPOBAHBI B CPeAHEM B TEYEHHE MEPBLIX TpeX
yacoB oT jaebiora cumnromoB OHMK, HO nomajgaloT Kk Heilpopaauosoram B
TeyeHHe 8 YacoB, TOTJA KaK [ B3POCJBIX MAaLMEHTOB 3TH CPOKH COCTABIIAIOT 8 U
2 yaca coorBeTcTBeHHO [71, 88, 104, 144]. Ilpexonsiue ABUraTeNbHblE H/UIH

YYBCTBUTCNBHBIC HAPYLWIEHUSA B CTPYKTYpE NapLHANIBHBIX NPUCTYTIOB MPHBOIAAT K
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HEBEPHOMY  HAamMpaB/iEHHIO  JUAarHOCTUYECKOrO  MMOMCKAa:  HMCKIIOYEHMIO
HEBPOJIOTHYECKOH mMaroyiorud, Haubonee wyacTo BeTpewalowledics y  aeTeit
(HampuMep, SMUNENCHH, HEHPOUH(EKLINY, YepenHO-MO3roBOR# TpPaBMBl U T.I.), W
3aHUMAIOLUEH MepBbIe€ MO3ULKWHM B OMEPATHBHOM NMaMATH JOKTOPOB HEOTJIOKHOIO
oTana [88, 104].

[lonHOrOo ¥ pekoMeHayeMoro nepevyHs NpoUeAyp ANs JUarHOCTHKH H
anddepeHuransHoi auarHoctukn OHMK B feTckoM Bo3pacTe He CYLIECTBYET, a
BapUaTUBHOCTE NpU4HH MU 3HauHTENBHO 3aTpyAHSET AUATHOCTHYECKHI MOKCK. B
LIeJIOM, PEKOMEHIYIOT B OCTpEHIIEM H OCTPOM MepHoaax GONe3HH COCPEAOTOUHTh
YCUIHS Ha OMpENENeHUH MaTOreHeTHYECKOro BapHaHTa MO3rOBOr0 HHCYJbTA, a
TakXe Ha oOHapyXeHMH Haubofiee 4acThIX 3a60NeBaHHil, TEpPaNHIO KOTOPHIX
MOXHO HayaTb He3aMEUTMTENBHO (KapAWOMaTONOrus, BPOXAEHHbIE HapyLIeHHS
reMOKOaryJIsiliMM, BpOXAEHHas WM npHoOpeTeHHas Marojiorus wUepebpanbHBIX
cocynoB). CyllecTByeT Takke nepeyeHb Haubosee BepoATHBIX NMpuunH OHMK
I8 Kaxaoro Bo3spactHoro mnepuoga [30, 41]. B paneHefiueM cnenyer
NOCNeJ0BaTENBHO U 3TAHO CTPEMUTHCA BEpUGULNPOBATh OoJiee peikie NPUYHHBI
OHMK B nerckoM Bo3pacte [4, 11, 30, 32, 126].

H3BecTHO, YTO, HECMOTPS Ha TILATENBHYIO OpPraHU3aLUMio JUarHOCTHYECKOTrO
npouecca B KIWHMKax 3a pybexxom, okono 20% uWmEMHYECKMX HHCYNBTOB
OCTAlOTCS 3THOJIOTHYECKH HESICHBIMH, OTEUECTBEHHbIH MoKa3aTenb AOCTHraer 65 -
70% [75, 198, 219]. HecMmoTps Ha 3aTpaTHOCTe MO nabopaTopHO -
WHCTPYMEHTAJIBHOMY  CONMPOBOXIAEHHIO W MPOJOKHTENBHOCT  CPOKOB
OMarHOCTHKH, MpOBOAUTH ee Heobxoaumo. Ckopeiuiee BBISBICHHE TNPUYHHBI
OHMK y mauueHTa cyuTaeTcs MPUOPUTETHON M Hanbonee BaxHOH 3ajayeH
JMarHOCTHYECKOro MoMcka Ha moboM 3tane 6ose3HH. YCTaHOBIEHHE TOYHOM
stHomornu OHMK  umemMHuyeckoro  THUMa  OMpedeNiseT  HalpaBjeHHE
MeIHKaMEHTO3HOH KOppEKUHH, CHCTEMY Mep MpoQHUIaKTHKH H TMpPOrHO3 Ha

peunauBHpOBaHHe 60JIE3HH.
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L.5. Tloaxoawel k Tepanuu M BTOPH4HOI NpodHIaAKTHKe

Ha ceropusiunuit neHs ANs NauMEHTOB AETCKOro BO3pacTa He CYUIECTBYET
pa3pabOTaHHBIX U YTBEPXKAEHHBIX PYKOBOACTB 0 OKAa3aHHIO TMOMOLUM Ha BCEX
3Tamax MNpebblBaHWs MNalUMEHTOB. B  COOTBETCTBUM ¢  peKOMEHAALMAMH
AMEPHKaHCKOH KapaMOJIOrMYecKol accoudauu NpUMEHUMBI OOIIMe MPHHLHIIEI
KOHTpOJIA W mnoaaepaHus o6bEMa UMPKYNHpylowel KpOBM H CTabGMIbHOM
réeMOJHHaMHKH, TEMIIEPATYPhI Tejla HA HOPMAJILHOM YpOBHE HE3aBUCHMO OT BHIA
OHMK (Class I, Level of Evidence A) [206, 219].

BrisBnenue BPOXJEHHBIX 7 NpHOOpeTEHHBIX aHoManui
uepe6poBaCKyIAPHOro pycia, HAeHTHOHUKALKUS reMOpparuyecKoro THIIa MHCY/bTa
TpebylOT  pellleHHs BOMpoca O HEOOXOAUMOCTH  HEHpOXUPYPrUYECKOro
BMeLUATENbCTBA.

«30J10TBIM CcTaHAapTOM» JiedeHUs MU y B3pocCiBIX MaLUEHTOB OCTAaETCS
TpoMbonu3uc. Bes cucteMa Mep, CBA3aHHBIX ¢ OKa3aHMEM HEOTJIONKHOM IMOMOLUM
naluMeHTaM, MoJApa3yMeBaeT OMNpeAeieHHe MOKa3aHWi W OLEHKY TEeXHHYeCKOMH
BO3MOXHOCTH K MpoBelcHHUIO TpoMbonusuca. B nuteparype mnpeacTaBieHsb
yCNELWHbIEe NMOMBITKH TPOMOONUTHYECKOH Tepanuu B ocTpeiineM nepuoae VM B
JaetckoM Bo3pacte [97, 121, 138, 212]. Hecmorps Ha 80% 3¢ddekTHBHOCTS,
MEXAYHApOAHBIM  MEAHATPUYECKHMM  COOOLIECTBOM  HATOXEH  BPEMEHHBbIi
MOpaTOpHit Ha NMpPUMEHEHHE BCEX METOAMK TpoMbonu3uca B CBA3M C HE MEHee
BBICOKMM PHCKOM OCJIOXHEHHUH [0 Tex nop, moka He 6yayT ony6nuKoBaHbl HOBbIE
naHHble 06 3¢ dexkTuBHOCTH U He3onacHocTH (Class III, Level of Evidence C) [54,
156, 217, 219]. HcwioueHHe COCTaBIAIOT KIMHUYECKHE HCCIIEJ0BaHUA H
MOAPOCTKH, B OTHOLIEHHH KOTOPBIX TPOMOOMHM3MC MOXET OBITh MPUMEHEH, €CIH
peGEHOK COOTBETCTBYET KPHUTEPUAM BKIIOYEHUS M HCKIIIOYEHUS B3pocibiX [98,

214,217, 219].

IlepeueHb OPYrMX METONOB KOpPPEKLMH, MOKa3aBIUWX BHICOKMH YpOBEHb

J0Ka3aTcJAbHOCTH, AOCTATOYHO OrpaHHYCH U BKIIIOYACT YTIpaBJICHHE runparauueifl,
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THIIOKCEMHEH M TMNOTOHHEH B OCTPOM MepHosie GONEe3HH HE3aBUCHMO OT THIa
OHMK, y neteit ¢ cepnoBHAHO — KJIETOYHO aHEMUEI! - perynspHbIE MepeUBaHHS
KpPOBH, OMNEPATHBHBIE PEBACKYIAPHU3aUHMOHHBIE METOAHKH Yy JeTeil ¢ 6oJe3HbI0

Moiis-Moiis (Class I, Level of Evidence A) [105, 114, 152, 206, 219].

B OTHOWIEHHWM aHTHKOAryNsHTOB W [E€3arperaHToOB TaKOrO YPOBHS
A0Ka3aTeIbHOCTH AOCTHYb HE YAANoCh, HO UCCIEAOBATENN CXOAATCA BO MHEHHH,
YTO He(ppaKUHOHHUPOBAHHBIH MM HHU3KO-MOJIEKYNSPHBIA [eMmapHH MOTYT OBbITh
pekoMeHA0BaHbl BceM nauuveHTam ¢ MU B TeueHue Henenu, noka ycTaHaBIMBaETCS
npuyuHa uHcynbTa (Class II, Level of Evidence C), a Takke npH HEKOTOPBIX
MaTOreHeTUYECKUX BapHaHTax [65, 209, 219].

Cucrema BropuuHoit npodunaktuky OHMK uinemuyeckoro Tuna B
TPaAMLHOHHOM BO3pacTe OINpeAEAETCS B IEPBYIO OYepeab NepeyHeM 3HAYUMBIX U
KOppHUTHpYeMBIX (pakTOpoB pHcka. B HacTosuiee BpeMs y B3pOC/]BIX MalUHEHTOB
AoKa3aHa 3(PQEKTUBHOCTh TMINOTEH3UBHBIX IpenapaToB, aHTHarperaHToB,
aHTHKOAryJsitHTOB, CTaTHHOB, KapOTHAHOW 3HAapTep3kToMHH. HecmoTps Ha
BaXHOCTh M HayyHyl0 OOOCHOBAaHHOCTP H3MEHEHUs o0pa3a >XH3HH H
XHUpYPrUuecKHUX MOAXO0A0B, MEAUKAMEHTO3HBIH Coco6 BTOPHUYHOI NPO(HUIAKTHKH
octaeTcs Haubornee wucrnone3yeMbiM. Mepel BTOpHuYHOI mnpodunaktuku WU,
nokasaHus K HeH, BbIOOp MpenapaToB M MX AO3HMPOBKH BO B3pPOCHOH MpaKTHKE
onpepeneHsl. Yucno my6nukauuid no 3TUM BONpOCaM JOCTHUTaeT HECKOJIBKHX
COTEH, OCHOBHBIE pe3yNbTaThl HCClefoBaHUIl 0000LIEHB ¢ MOMOIIBIO MeTa-
aHanu3a. OQHaKO BeCh MAaCCHB JaHHbIX KacaeTcs MCKIIIOYUTENBHO [MOXHUIION
BO3PAaCTHOM  TIpyMmbl  MALMEHTOB C  THUMOBBIMM  3THOJIOTHYECKUMH H
naTtoreHeTH4ecKMMH BapuaHtamMu M.

B neguaTpuueckoit MpakTHKe CUTyaUUs C BTOPHUYHOH MpPOQHIAKTHKOM
TpoMOOTHYECKUX COOBITHH OCTaeTCs MpPaKTHYECKH HEPELIEHHOH, B TOM YMCIE U
6naronaps 3anpety Ha NpUMEHEHHE Je3arperaHToB U aHTHKOAry/IsHTOB B AETCKOM
Bo3pacte Ha TeppuTopud PO [29]. MeMuueckunii HHCYJIBT B JETCKOM BO3pacTe

OT/IHYaeT BapHaTHBHBIH naToreHeTHYECKHi NoauMopQpH3M H
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MOTM3THONOTHYHOCTb, OHAKO HHHUMHPYIOWHMM HaKTOpPOM HapyLIeHHs Tepby3uu
M 3aMycka HIIEMHYECKOro KackaJa B MO3TOBOM TKaHM OCTaeTcs TOTOBHOCTH
TpoMOOLMTOB K arperauuu. MMeHHo 3ToT $hakT 060cHOBbIBAET NEpPBOCTENEHHYIO
3HaYMMOCTb B MEAHKAMEHTO3HOH NMpOGUIAKTHKE NPENapaToB ¢ aHTHATPEraHTHOM
HalpaBleHHOCTBIO. B Toxe Bpems, MHEHHe BEAYLIMX CIELMANKUCTOB,
3aHUMalowmxcs npobnemoit MU, emuHoaywHo: y Bcex naumentoB ¢ UM wnu
TPaH3UTOPHOH HIUEMHUYECKOH aTakol, KOTOphle AeGIOTHPYIOT B HETCKOM H
MOJIOIOM  BO3pacTe, CleAyeT Ha3HayaTb Je3arperaHThl [uls BTOPHYHOlM
npoGUIaKTHKH MHCYNBTA, €C/M HET MOKa3aHMM K aHTHKOAryNsHTHOM Tepamnuu
(yposeHsb fokasatensHocTH ) [S1, 52, 156, 185, 219).

B neauatpuyeckoit mpakTHke OokasaTelbHas 6a3za NMpUMEHEHHS acMUpUHA
OrpaHHYeHa pa3poO3HEHHBIMH [aHHBIMHM, KOTOpBlE MOKa3bIBAIOT 0€30MacHOCTh
NPUMEHEHUA acCMHUpHHA, HO He JaloT OCHOBaHUSA M/ 3aK/IoYeHHs o6
3QEeKTHBHOCTH €ro HCMOJIB30BaHHA HWIH  ONTHMAIBHOCTH J03bl. OOHO
HEpaHAOMH3UPOBAHOE MCCIIEIOBaHHE MOKA3aNlo, YTO IAETH, NOJy4YaBLIHE aCIHpPHH,
HUMEJIH B LEJIOM MEHBIIYI0O YacTOTy PpPEeLUWAHBUPOBAHHS HHCYIBLTOB, ueM Oe3
npodUIAaKTUKH; APYTOE, YTO YaCTOTa PELIMAMBUPOBAHHUSA Y AeTeil, MPUHHMABLIMX
acnMpHHa M aHTHKOAryJIsHThl, 6b11a conoctaBuMa [57, 81]. B noboM cryyae sicHo,
YTO BTOPHYHAs MeAHMKaMEHTO3Has MNpoQHIaKTHKa MHODKHA [POBOAMUTHCS:
NauMEeHThl, He MOJyYaBLUHE ee, UMEIOT YacTOTY PEUHIUBOB CYLIECTBEHHO BBILIE,
4YeM Te, KTO MCMONb30BaJl XOTA OBl OOUH mpenapaT M3 NpoQHIaKTHYECKOH
nuHeiku [57, 123, 175].

HecMoTps Ha nmoBceMecTHOE NMpUMEHEHHE acUpHHA B KaueCTBE BTOPHUHOMH
npobunaktuku nocie MM, nosa npenapata U JNUTENBHOCTh €ro NMPUMEHEHHUS B
JETCTBe OOHO3HAYHO He omnpeaeneHsl. Haunbonee 4yacTo ynmoMHMHaeMbIMH Ul
neauaTpHUYecKod MpPaKTHUKH SBIAIOTCS A03BI 3-5 Mr/kr/cyTku u 1-3 MI/Kr/cyTkH
[52, 57, 156]. IlpomomXHUTENBHOCTh HA3HAYEHHA aclHUpHHa TaKXe OCTaeTcs
NpeaMEeTOM JalbHeRIIero H3yyeHHs, B HaAcTOsllee BpPeMs OHa COCTaBIAECT HE
MeHee 3-5 nert. [Ipeanonaraercs, 4TO CPOK MOXKET ObITH MPOJIEH, €CIIH UMEIOTCA

CHUMIITOMBl pELHOUBHPOBaHMS HuEeMHH UM puck mnoBropeHus OHMK
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COXpaHSETCs, HamnpuUMep, B CBA3M C HMMEIOLIMMUCS CTEHO30M LEPEOPabHBIX
COCYNOB WJIH NMpPH GONBLUIMHCTBE BPOXIEHHBIX 3a6oneBanuit cepaua [S8, 123, 175,
206].

B Toxe Bpems, OONBIIWHCTBO MEIUAaTPOB CMYIUAET BO3MOXHOCTD
CEpBbE3HBIX, B T.Y. XHU3IHEYIPOXKAIOLUIMX, OCJIOXHEHUH B XOAE IUIMTENbHOM W
HEMPEPBIBHOH Tepalnuu aclMpPUHOM, TaKMX Kak CHHApoM Pelie W acnmupuH-
MHIYLUHPOBAHHBIX A3B B )XeJyJOYHO-KHLIEYHOM TpakTe. Elne oaHoi npoGnemoii
CTajla pE3UCTEHTHOCTD K aclMPHHY, KOTOPYIO GUKCHPYIOT ¥ 5-45 % mauueHToB (B
CpelHeM Y Kaxaoro yerBeproro). Cpeld BO3MOXHBIX MPHUYHH YCTOMYMBOCTH K
aclMpUHY DPAacCMaTpPUBAIOT MOJMMOPOHU3M H/MUIM MYTAlLMIO TEHOB peLENTOpOB
TpOMOOLMTOB, UMKJIOOKCUT€Ha3bl-1, aKTHBALUHIO TPOMOGOLMTOB APYTUMH MYTAMH U
ap. [56, 58, 60, 149]. B Hacrosmee BpeMs TMpPOBEAEHO HEAOCTATOYHO
HCClIeIoBaHMi, 4YTOOBl OLEHHTH MOMYNAUMOHHYIO 4YacTOTy, MpPaKTHYECKYIO
3HAYUMOCTb M BBIpaboTaTh MYTH NPEOJONIEHHA pe3ucTeHTHOCTH. HecoMHeHHo, uTo
npobiemMa pe3UCTEHTHOCTH K CaMOMYy Ha3HauyaeMOMY TMpernapaTy BTOPUYHOM
npodunaktuku MU, crana noBomgoM 1A ¢GOpMHUPOBaHHS HHAMBUAYAJHHOIO
noaxoda K aHTUTpoMOoTHYeckoit Tepanuu u mnoadopa ApPYrux IpenapaTos
aHTHarperaHTHOH HalpaBJIeHHOCTH.

AnpTepHaTUBOH MNpenapaTaM aclMpHHAa B CHTYyalMM HEMEPEHOCHMMOCTH U
PE3UCTEHTHOCTH MOXET BBICTYNHUTH kylonuporpens. HMccnemoBanus otpaboranu
N03UpOBaHHe KJIOMUAOrPENs Ha paHHHX JTanax XWU3HU: TepareBTUYECKHH
JAuana3oH coctasiseT 0,2 MI/KI/CyTKH y AeTeit paHHero Bo3pacTa (10 24 mec.) U
10 2 Mr/kr/cyTkd B OoJiee cTaplieM BO3pacTe, ¢ MaKCUManbHOM CYyTOYHOMH 1030i1 B
75-81 mr. [TokazaHa xopoluas MepeHoCHMOCTb, OTCYTCTBHE CEPbE3HBIX MOOOUHBIX
3pPEeKTOB M OCIOXKHEHHUI TNpH CcOOMOACHUH PpEKOMEHIOBAHHBIX DPEXHMOB
nosupoBaHus [64, 83, 90, 207]. K HacTosweMy BpeMEHH H3YUEH 103a-3aBUCHMBIH
Je3arperaHTHelil 3¢ ekt Kionuaorpens, oTpaboTaHbl KPUTEPHH KIMHHYECKON H
nabopaTopHoii 3¢ GEeKTUBHOCTH MPUMEHEHUS NpenapaTa Ha paHHUX dTarax XH3HH.
[Ipy HemocTaTOUHOH KOppeKUMH NOKa3aTefieil arperarorpaMMbl BO3MOXHO

COYeTaHHe KJIOMUAOorpeNs ¢ BaphapHHOM, 3HOKCAaNapHHOM M acniupuHoM [51, 54,
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64, 72]. OnHako K KOMOHHMPOBAHHONW TEpaNnUM HOMKHBI GBITH BHICTABIEHBI
CTpOrue IMOKa3aHHsi B CBS3W C [IOBBILIEHHEM pHCKA KPOBOTEYEHHs 060k
NIOKaTU3alHH.

B oTHoweHHH npuMeHeHHs BapdapHHa TakKe OCTAETCS Psifi HEPEIIEHHBIX
BOINPOCOB: OMNpEJENECHbl TOJBKO HECKOJNBKO MOKa3aHHil K €ro MCHoJb30BaHMIO,
OYEBUJIHO, HE YCTAHOBJEH HWXXHHI BO3pacCTHOWH MOpOr Ui €ro mpUMeHeHWs U
cBeleHUs o npodune ero 6e3omacHocTd U apdekTuBHOCTH [53, 54, 71, 156, 219],
B Poccuu ero HasHayeHHe B AETCKOM Bo3pacTe 3ampelleHo H T.4. [29]. B otnnuue
OT B3pOCJION MPaKTHKH N03UpoBaHUE BapdapvHa MIET B MI/KI/CYTKH (AHanasoH
0,05-0,2), a KOHTpONb OCYILECTBNAETCA MO OOLIENPUHATHIM MpaBUIaM — IO
yposHio MHO [219].

I'enernyeckue AeTepMHHHUPOBaHHasA WIH npuobpeTeHHas
TUMEProMOLIMCTEMHEMHS, TOMOUMCTUHYPHSA, HAECHTUQULMPOBAHHBIE Y MaUUEHTOB
¢ OHMK, cTaHOBATCS MOBOJAOM AJI KOPPEKUHH HYTPHEHTOB B CUCTEME MHUTaHUA,
MpoBEeJEHHs KypCcOB IMpenaparamH, COJepXalluMH KoMOuHauuio onueBoit
KHCJIOTBl U BUTAaMHHOB Tpynnsl B, koTopbie crnoco6Hbl 3¢ ¢deKTHBHO YNpaB/ATh
YPOBHEM TOMOLMCTEHHA U CYIIECTBEHHO CHH3UTh PUCK MOBTOPHBIX COCYIHCTBIX
cobeiTHit [110, 176, 219].

Ecnu  Tpom6ounbHas — npefMcno3sHuMs  Kak  QakTop  pucKa
TpoMb600Opa3oBaHUss B HETHIHYHOM BO3pacTe€ HE BBI3bIBAET COMHEHHH Yy
uccrenoBareneid npobieMbl HHCYNBTOB, TO [PUMEHEHHE TMpENnapaToB MM
JQUETOTEepanuu Ui KOPPeKUUH AUCIUMHMAEMHUYECKHX PacCTPOMCTB OTHOCHTCA K
paspifly KasyMCTHYecKMX. TeM He MeHee, MNpH HAEHTHUKAUMH (DOPMBI
JUCIIUNUAEMHUH Ha3HAYeHWe [UETOTepanvM W MpernaparoB TpYMNbl CTaTHHOB
nonaratoT HeoOXoauMoii Mepoi, 6e30MacHOCTh KOTOPOH B MeAHAaTpU4ECKOH
MpakTHKE J0Ka3aHa, a 3(QEKTUBHOCTh CYUTaeTcs TeM Oosiee BBICOKOH, 4YeM

paHblue 3Ta Tepanus Hayarta [96, 195].
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1.6. BapuauTbl HCX00B, BO3MOXHOCTL NPOrHO3MPOBAHHS

JlaHHble MO TEYEHHIO BOCCTAHOBHTENBHOTO MEPUONA MHCYIBTOB B AETCKOM
BO3pacTe M BapHaHTaX HCXOMOB MaJlo MpeACTaBieHHl B MHPOBOM JIMTepaType.
CranpapTu3auus MOAXOAOB K OLEHKE HEBPOJOTHYECKOro AeQUUMTa B MEPHOIE
OCTaTOYHBIX SBIEHUH 3aTpydHEHAa B CBS3M C pEAKOCTbIO 3a60neBaHuA,
MHoroobpasuem sTuonoruyeckux ¢akropos. Kpome Toro, He cyumectsyer
CTaHAApTOB HaO/MIOEHHS U BEICHUs MALHEHTOB I10CIE BHIMUCKH M3 CTALMOHApa, a
NIpHMEHEHHE LIKAT OrPaHHYEHO B CBA3M C OTCYTCTBHEM BATHAM3ALUMH BO MHOTHX
CTpaHax, B ToM yuciie EBponel. B nuteparype npenctasiieHsl HeGONbINME TPYIIBI
HabJloneHUH, pasMep KOTOPBIX peako mnpeBbinaeT 30-40 MauMeHTOB, a CHEKTp
NPHYHH MHCYNbTA PEAKO MOAJAETCH CHCTEMATH3ALMH.

B uesmoM mnokasaHo, 4YTO CTOMKHI HEBPONOTMYECKHH AEDULHUT B HCXOME
3a6oneBaHus GopMHUpYIOT 61-76%, a rnosHas KOMNEHCAUMs YTPauyeHHBIX QYHKUMI
HacTynaetr y 6-27% O6oMbHBIX; B OTOAICHHOM MEPHOAE OKOJIO MOJIOBHHBI JAETei
MMEIOT CTOMKMHA HEBPONIOTHYECKHH JedexT Hu (MJIM) CHMITOMAaTHYECKYIO
anunencuto [55, 157, 173, 185, 193, 196, 206].

IIpeaukTopaMu HeOIAroNnpHUATHOrO MPOTHO3a CTAHOBATCS MOBTOPAIOLIHECS
CyJOopOTrH B oCcTpoM nepHoae 6one3Hu, nospexaeHue 6onee 10% Mo3roBoi TkaHu,
oOUIMpHBIE MapeHXUMAaTO3HBIe KPOBOUINUAHUA [47, 92, 94, 157, 203]. Cuutaior
TaKXe, YTO pPHUCK CTOMKOro HEBpOJIOTHYECKOro AepHUMTa (B aHMNOA3BIYHOH
nuTepaType Hcmosib3yeTcss TepMHH «disability», 3KBHBaJIEeHTHOCTH KOTOPOro
PYCCKOSI3BIUHOMY MOHATHIO WHBAIUAHOCTH MOXeT ObITh, KaK J0Ka3aHa, TaKk H
OCllOpeHa) HanpsAMYK0 CBfi3aH ¢ KOJIMYecTBOM (paKTOpOB pHCKa, NMPHUBEAIIMX K
6one3HH, a TaKkXKe C HEKOTOPHIMH creuupH4YecKUMH (akTopamH, HalpUMep,
nokanu3auueit uHdapkra [170].

He BBI3BIBaeT COMHEHHH, UYTO CYLIECTBYET MpsMas CBS3b MEXIY CTEMNEHbIO
BBIP@KEHHOCTH HEBPOJIOrHYeCcKoro AedUIUMTa U HAMHYHEM cTatyca HHBanuaa. He
yMaJisis BaXXHOCTH W HEOOXOAMMOCTH OLIEHKH TSDKECTH HEBpPOJIOTHUECKOH

CUMIITOMATHUKH, CAE€AYET NPU3HATh, YTO UMEHHO TEpPMHUH UHBATUIHOCTD SABIACTCA
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bostee BCEOGBEMITIOMINM, MOCKONBKY BKIIOYAET HE TONBKO MEAULMHCKUE ACTIEKTI,
HO M COLHANbHBIE COCTaBNAOIME MpOONeMbl. B HacTosillee BpeMs cyuiecTByeT
MOHATHE  «OpPeMEHH MHCyNbTa JA  OOLIECTBa», KOTOpPOE  ONMHUpaeTcs
NPEUMYIIECTBEHHO Ha HalMYMe HHBAIMAHOCTH. Beck mepeueHp neueOHBIX U
COLMAJIBHBIX MEPONPHUATHH, HX GHHAHCHPOBAHHE CO CTOPOHBI FOCYNApCTBa UMEET
UENBIO CHHXXKEHHE 3TOro GpeMEHH M OpHEHTHpYeTCs B MEPBYIO Ouepelb Ha
nokasaTenb HWHBAIMAHOCTH. OJAHAaKO NpPOrHo3upoBaTh mnociaeactsus OHMK
COMaTH4YECKOT0 M HEBPOJIOTHYECKOTO CIMEKTpa, KOTOpble MOIIM 6Bl CTaTh
OCHOBaHMEM HJI1 TNPHCBOECHHUS KaTEropuM «peGeHOK-UHBAIMA», MO JaHHBIM
TeYEeHHs OCTPOrO MepHOsia 60/E3HH B COBPEMEHHBIX YCIIOBUSAX HE MpeaCTaBIAETCS
BO3MOXHBIM.

Kak He ynuBuTensHo, HO 3Ta mpobnema KpailHe CKYAHO MpEACTaBeHa B
NOoNMyAsiUM¥  B3pociblX  GonbHBIX. HM3BecTeH cmoco6  MpOrHO3WpoOBaHMSA
QyHKUHOHAJIEHOTO HCXOJa MIIEMHYECKOro HHCYNbTAa Y JIHL MOJIOAOrO BO3pacTa
(mo 50 net), OCHOBaHHBIH Ha onpejeNieHHM KOHUEHTpPAlUHWH TOMOLIUCTEMHA M
¢ubprHOreHa B KpOBH B OCTpOM mnepuofe Gone3Hu [35], rae MporHo3upyeMblit
YPOBeHb (QYHKUHOHANBHONH 3aBUCHMOCTH B HEKOTOPOH CTEMEHH MOXET OBITH
pacueHEeH KaK HMHBIMAHOCTb, OAHAKO B JETCKOM BO3pacTe rpajals TaKHX
cTeneHed He Hcnonb3yeTcd. YKa3zaHHBIH cnoco® paccyuTaH i1 NOMYNAUMH
GoBHBIX B3pOCJIOr0 BO3pacTa U He MOXeT ObITh MepeHeceH Ha JETCKHii, B TOM
YyHuciae B CBA3M C OTJIMYAIOIIMMHCA HOpPMAaTHBaMH YpPOBHS TOMOLMCTEHHA,
JOCTYMHOCTh OMNpeJeNIeHHsS KOTOPOro He ABJISETCS MOBCEAHEBHOM MPAKTHKOM AN
O60oNBUIMHCTBA CTALIHOHAPOB.

OnHuM u3 HebNaronpUATHBIX MCXOAOB nociie nepeHeceHHoro MM moxer
cTaTh MNocTHHCYNbTHas snuiencus (IIM3). B koropre B3pocislx MauHeHTOB
NpOBeicHBl MHOXECTBEHHBIE HCCIIENOBaHHA U BBHIABACHBI Te (PAKTOpHl pHCKa,
KOTOpble MOTYT NpHBECTH O6ONBHOrO C CYAOpPOraMH B OCTPOM MEpHOJE K
SMUJIENCHN HAa OTHANEHHBIX 3Tanax Oosie3HH, OJHAKO NMPAKTHYECKH HE OAWH U3

HHMX: CTeMeHb CTEHO3a KPYINHBIX apTepHil, NMpeallecTBYIOWMUHA HEBPOJOrHYECKHi
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AehULMT, MOXHIOH BO3PacT, OOLIMPHOCTh NMOPKEHMS M T.A. He MOryT OBIThb
3KCTparnoJIMpoBaHbl HA AETCKHi Bo3pacT [8, 66, 166].

Tem He MeHee, MpaKkTHYECKU XKErOAHO My6IUKYIOTCA CTATBH, COAEPKALLHE
CBEACHHS O 4acTOTe CYNOPOXHOro CHHApoMa y feteit ¢ UM, HekoTopble U3 HUX
ComepXaT MNpPOrHOCTHYECKH HeGIaronpusTHble NpU3HAKH  (GOPMHPOBAHHUS
NMOCTUHCYNBTHOH snuiencud (tabn. 2). OAHaKo MpPaKTUYECKH HEBO3MOXKHO
0606WHNTE 3TH JaHHBIE B CBA3M C HEMHOTOYMCIEHHOCTBIO BKJIIOYEHHBIX B
HaO/oieHHe TPy, pasHOOo6pa3HeM BO3PACTHBIX NEPHUONOB MALHEHTOB U CPOKOB
HaOMIOACHUS U IM3aifHOB HCC/IEA0BaHMHS.

Takum obpasoM, B HacTosillee BpeMs OCTAETCsS aKTYalbHBIM BblOETEHHE
KIIMHHYECKHX U HWHCTPYMEHTAIbHBIX MPEAUKTOPOB MOCTUHCYBLTHON 3IHIENCHH,
NPEANnonaraeTcs, YTo CBOEBPEMEHHOE €€ pacno3HaBaHUe, Ha3HAUYeHHe aJIeKBaTHOM
MPOTHBOIMNMWIIENTHYECKOH Tepanuy, MO3BOJUT MHHUMH3UpPOBAaTh €€ BKIaL B
CcTpyKTYpy nocneactsuit MM U Tem caMbIM yMEHBLWIMTH BBIXOA TaKUX MaLMEHTOB
Ha MepBHYHYIO HHBATUAHOCTbD.

B 3axiroyeHHe HeoOXOAMMO OTMETHTH, UTO ocobeHHocTH TeueHus OHMK
HILIEMHUYECKOro THMa Yy JeTeil CBHMAETENBCTBYET O MEXAUCLUMUIUTHHAPHOCTH ITOrO
BOMpoca, HEOOXOAMMOCTH KOHLEHTPaUMH YCHJHi MHOTHX CHELHaNUCTOB:
HEBPOJIOroB, HeHpOXUPYProB, reMaToJIOrOB, peBMAaTONOrOB, PeabHIIMTONIONOB H
np. MHeHHe ucclefoBarenell €JUHOAYIIHO - B HacTosillee BpeMsi HEOOXOAHMO
¢bopMHpOBATh IPYIMBI PUCKa MO pa3BUTHIO HHCYNIbTA Y AeTel, MpoBOAUTL paboTy
N0 CTaHJapTHU3alMHd [AHAarHOCTUKU 3ab0neBaHUsA, MPOJODKATH HCCIEA0BaHHS
3¢ (GeKTUBHOCTH TepaneBTHUECKUX CTpaTerdié Ha MNpOTSXKEHHWM BCEX ITaloB
OKa3zaHWS TOMOINIM, a TakXke pa3pabaTblBaTh OpraHU3allMOHHBIE AJITOPUTMBEI,
NO3BOJIAIOLINE MUHUMH3HPOBATh CMEPTHOCTB, HEBPOJIOTHYECKUH ACPULHT, pHCK

PEUUMANBUHPOBAHHUA 3a00JIeBaHUSA B 3TOM BO3pacTe.
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Cnasa 2. MATEPHUAJIBI U METOABI UCCJENOBAHUSI

Hccnenosanne BBIMOHEHO B COOTBETCTBME C OCHOBHBIM MNAHOM HAayYHO-
uccienoBaTenbCkux pabot B ®PIBOY BO «VYpansckuit rocynapcTBEHHBII
MEIHUMHCKUA yHUBepcuTeT» Munsapasa Poccuu B nepuon ¢ 2006 no 2015 rr.
(peructpaudoHHas kapra Ne AAA-A16-116060710054-7 ot 07.06.2016).
[Tporpamma KJIMHHYECKOrO HcCleqoBaHUS ofno6peHa JIOKaNbHBIM 3THUECKMM
komutetoM ['BOY BITO YI'MA Munsapasa Poccuiickoit deaepauuu, npoToKosn
Ne 8 ot «18» okTabps 2013 r.

Bcero 65110 06cnenosano 352 peberka B Bo3pacTe ot 1-ro aHs o 15 ner.

Hccnenosanue BRIMOMHEHO KaK HepaHIOMH3HPOBaHHOE MPOCHEKTHBHOE
KOrOpTHOE C MCCIeAOBaHHEM MNpOrHo3a. B cooTBeTcTBHE € MOCTaBAEHHBIMH
3aflayaMu B paboTe BBIAEIEHO HECKOJIBKO 3TAMNoB (PUCYHOK 1).

Ha nepBom 3Tane npoBeseH aHaIU3 JaHHBIX OCHOBHOI IPYIIBI, B KOTOPYIO
BOLLIH 235 MaUMEHTOB, U3 HUX 162 yenoBeka ¢ HLIEMHUYECKUM UHCYIBTOM U 73 - €
TPaH3UTOPHBIMH HiIeMHYeckMMH arakamu. Cpeaud HabmoaaBlMXcs JA€TeEH
MaJIbYMKH cocTaBUIH 57,4% (n=135), neBouku — 42,6% (n=100).

[TepBbiit 3Tanm ObLT BHIMONHEH KakK KPOCC-CEKLHMOHHOE (OMUCATENLHOE)
KOTOpPTHOE HCCIEI0BaHHE.

BeayluiMH KpUTEpHUAMH BKJIIOYEHHS B MCCJIEIOBaHME CTAIH: AETCKHUM
Bo3pacT (oTr 0 no 15 ner); MOATBEPXACHHBIA MO KIMHHYECKHUM [JaHHbLIM,
pe3ynbTaTaM  KOMIBIOTEPHOH  TomorpaduM  W/MIH  MarHUTOpPE30HaHCHOH
TOMOrpadUu TOJIOBHOTO MO3ra JHarHo3 OCTPOro HapyleHHs MO3roBOro
kpoBooGparueHus no umemudeckomy tumy (163.0-164.9, G45.0-45.9 no MKB-10);
HaluyMe HWHGOPMHUPOBAHHOTO COIJIaCMs  pOAMTENed WIH HUX  3aKOHHBIX
npeacTaBUTENEH.

Kputepuu UCKIIOYEHUs: AeTH Ha 3Tane AuddepeHUHanbHOM AHarHOCTUKH
OCTPBIX  HApyLIEHWI  MO3roBOro  KpoBooOpalleHHs;  BHYTpHUYEpENHbIE

KPOBOM3NHSAHUA OGO 3THONOTMH; CHMMETPUYHBIE MEPHUBEHTPUKYIAPHBIE
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ULWEMHUYECKHE  OYard, JICHKOMAIAUMM W MepH-, WHTPABEHTPUKYIAPHBIE
KPOBOU3MHUAHUA KaK MOPDONOrHYecKHit CyGCTpaT MepHHATANBbHOrO MOPAKEHHUS
[THC; Bo3pact nebroTa MHCynbTa cTapiie 15 ner; oTka3s MalMeHTOB WHIM MX
poautenei oT obcneaoBaHuUs.

OcHosHas rpynna 6bila chOpMHpoBaHa M3 GOJBHEIX, MOCTYNUBLIMX B
HEOTJIOXKHOM TMOPAAKE B OTAE/NEHHUSA: HeBposiornyeckue MAY JITKB Ne 9 u TBY3
CO OJKD Ne I, Xupypruu HOBOPOXEHHBIX U OTAENEHHE PAHHErO Bo3pacta ['BY3
CO OHIKB Ne 1, pnetckoit kapauoxupypruu I'BY3 CO «COKB Ne 1»,
Hefipoxupypruueckoe MAY «[KB Ne 40», a Takke HanpaBleHHBIX Ha
KOHCYNbTaTHUBHBIN NMpHeM B nonuiuimHikd MAY KB Ne 9 u I'BY3 CO OIIKB
Ne 1 r. Ekarepun6ypra.

AHanu3  aHaMHe3a KHM3HM M OONe3HH, KIMHHMKO-NabopaTopHas
XapakTepucTuka WHCynsta U THA B ocTpoM mepHoge (MpH TOCMUTANIM3AUMH B
CTaUHOHAap), CONMYTCTBYIOIIEH MAaTONOTHH  OCYIUECTBAAJCA TIpU  OLEHKe
MEAHLUMHCKON JAOKyMeHTaUuH (amMOynatopHele kapTsl ¢popma Nell12/y u uctopuu
6onesuu popma Ne 003y u 008y), a Tarke MPH TUYHOM KOHTAKTE C MAUMEHTaMH U
UX POAUTENAMH.

Hccnenosanue ceMeiiHplx ocobeHHOCTeH (BKIIOYas HacleCTBEHHYIO
NpeapacnoioKEHHOCTh K T[eMOpparM4ecKMM M HMIUEMHYECKHM  COOBITHAM)
npoBoAMNIack MO aHKeTe NMpoTokona Bcepoccuiickoro perucrpa «I'eHeTHYeckue
¢dakTopsl pHcka Tpombo3a y HTened, MpOXWUBAIOIUMX Ha TeppuTopuu PO,
KJIHHHYeckoe (peHOTHNMHpOoBaHHe U TpoMbGonpodunakTHka TpoMGOIMOOIHYECKUX
OCJIOXHEHHUH B oHTOreHe3e» [23]. Beero npoanketvpoBaHsl 139 poaurtenei.

JlabopaTopHblii M WHCTPYMEHTaNbHBIA OsIoKM oOciefnoBaHHsA JeTed M3
OCHOBHOM IpyMIIBl BKJIIOYANH:

1.  onpexmenenune MonMMOp$H3MOB reHOB (OJHOHYK/IEOTHAHBIX 3aMeH, single
nucleotide polymorphism, SNP), accouMHpoBaHHBIX C pHUCKOM pa3BHUTHA
TpoMGopunMH U HapylleHUsMH ¢epMeHTOB ¢oONaTHOro UMKNa y JAeTed,
BKJIIOYEHHBIX B OCHOBHYIO T[pYyNmy HccieqoBaHHs. JIeTeKuHIo anjenbHbIX

BapHaHTOB I'€HOB NMPOBOAUNH NPH l'ICpBOﬁ BCTpEHE C NMallUCHTOM Ha HEOTJIOXKHOM
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uny aMOy/IaTOpHOM 3Tafe nocie NOATBEPXKAEHUS UarHo3a OCTPOro HapylleHHs
MO3roBOro KpoBooOpauleHus. Bcero HocuTenncTBO NOJUMOPOHBIX I'eHOB OBLIO
BepHdHuMpoBaHo y 200 feteit u 63 Matepei.

MonekynsapHO-TeHeTHYECKAs  QMarHOCTMKA  MauMeHTaM M WX  MaMaM
OCyHIeCTBAANack Ha Gasax MBY «Ekarepun6yprckuii  KOHCY/IBTaTHBHO-
AMAarHOCTHYECKUH LEHTp» B nabopartopuu [TUP auarHocTHkH (3aBeayrowias
nabopatopueit — Abpamosa T.C.), Meauuuuckoro Llentpa «Ypanbckuitny 000
«Ypan-Jlazep» B nabopatopun «l'eMocTas M reHeTHKa» (3aBenyrowas
naboparopueit — bByGenmukosa M.A.), OOO Menuxo-DapMaLeBTHYECKOrO
ueHtpa «I'apMOHHs» B OTAeneHWM NaGOpaTOPHON AMArHOCTHKHM (3aBefyowas
OTAENEeHHEM - I.M.H., foueHT Bopowunuua E.C.), FTBY3 CO «COKB Ne 1» B
MMMYHOJIOTHYECKOH nabopatopun (3aBemytoulas naGopaTopdedt - K.M.H.
[TapteinoBa E.A.).

MonekynsapHO-reHeTHYeCKHe HCCNENOBaHUS 4YacTHYHO BBIMOJNHEHBl Ha
cpenctea rpaita PO®H: Ne npoekra 13-04-96084 «M3yyenue ponu
NMPOKOAryASHTHBIX W  NPOTPOMOOTHYECKMX  MOJUMOPPU3MOB TEHOB B
(GOopMHpOBaHUH NaTONOrHH YEJIOBEKA Ha PaHHUX 3TANaxX XH3HUY.

Hamu npoaHanu3upoBaHbl cleAyrollHe ORHOHYKJIEOTHAHBIE 3aMEHBI: B
reHax cucteMsl remoctasa: FGB: -455G>A, F2: 20210G>A, F5: 1691G>A, F7:
10976G>A, F13: 103 G>T, ITGA2: 807C>T, ITGB3: 1565 T>C, PAI-1: -675
5G>4G (8 Ttouek); ¢onatHoro uuwia: MTHFR: 677C>T, MTHFR: 1298A>C,
MTRR: 66A>G, MTR: 2756 A>G (4 ToukM); apTepHalbHOH THMMIEPTEH3HH:
NOS3: 786 T>C, NOS3: 894 G>T (2 Touku) — Bcero 14 nonumMopdpu3MoB.

[ToMck OAHOHYKNEOTHAHBIX 3aM€H B TEHaX OCYUIECTBIEH METOIAOM
NnonuMepa3Hoi LENHOM peakUMH B pexHMe pealbHOro BPEMEHH B Mpenaparax
JHK, nony4eHHsIX W3 2 MJ BEHO3HON KPOBH MAaLMEHTOB M MX poluTenei. 3abop
OHONOTHYECKOro MaTepuana NpOBOAMICA B BaKyyMHbl€ MJIACTHKOBBIE NPOOHPKH
THna S-Monovette (Sarstedt) o6vemom 2,6 M ¢ pobaBieHHEM B KayecTBE
aHTHKOAry/IsIHTA AWHATPUEBOH CONM 3THIAEHAMAMUHTETpaaleTaTa B KOHEUHOMH

KOHUeHTpauuu 2,0 Mr/mn. Bcee oartanel auarHoctuxd (Beigenende JIHK,
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MONIMMEPA3HYI0  LEMHYI0  peakUMIO, aHanM3 MpOAYKTOB) B  YKa3aHHBIX
nabopaToOpUAX BBIMOJHEHB! COTIACHO CTAHAAPTHON METOAMKE, B COOTBETCTBHE C
MHCTPYKUMEH M C HCMOJB30BaHUEM DACXOAHBIX MaTepHaNoB, OGOPYNOBaHHS M
KOMIUIEKTA pEarcHTOB U1  ONpPeleNeHUss TeHETHYECKUX MNOoNUMOpHH3IMOB
nakeTamH «['eHeTnka Merabonusma ®onarosy, «Kapauol'enetnka
Tpombodunus», «Kapauol'enetuka I'mnepronus» mnpoussoactsa OO0 «HITIO
JHK-Texunonorus» (IIporsuno, Poccus).

Hna Boifenenns JHK u3 aHanu3upyeMoro Marepuana HCMOJB30BATH
xoMrekT peareHToB «lIpo6a-PAIMMA-TEHETUKAY», Biovalomuii B cebs:
[TP-6ybep, Taq-AT-nonuMepasy, MuHepaipHOe Macno.  KomuuecTBo
ananusupyemoit IHK coctasnano He menee 1,0 Hr Ha aMIUIMGHUKALMOHHYIO
npo6upky. [ns oueHku konuyecTBa Bhigenennodt JIHK npumeHsnu Habop
peareHToB JUIA KOHTpOJIs B3iATHA MaTepuana metoaoM IILIP. Brigenenue u
ammubukauus JHK u3 BeHO3HON KpoBM MpOBOAMIM Ha [OETEKTHPYIOLIEM
amnnuukarope JIT-96 B pexxume «peansHoro BpeMeHu». Yuet pesynstatos [TLP
OCYLLECTBIIAIICS aBTOMAaTHYECKH MpOrpaMMHbIM obecneyennem  ans
JAeTeKTHpYloLUX aMIuiudukaropos JIT-96.

2.  OnpeneneHue ypoBHA FrOMOLMCTEHHA B KPOBU MPOXOAUIIO B TeYeHUE NCPBOi
— BTOpPOH Hexenu nmocne MOATBEPXIEHUSs AUAarHo3a OCTPOro HapyleHHs
MO3roBoro kposooOpameHus. [‘oMouMcTeMH He sABasgeTcs OCTpoda3OBbIM
nokasarejieM, OLlEHKa €ro cojepXaHus B KPOBH HE BXOAUT B [epeueHb
HEOTNIOXHBIX OoOcnefoBaHW!t U MoOXeT OBITH BhIBElleHa 3a Mpeaessl OCTPOro
nepuona [78]. B kauectBe naGopaTopHON METOAUKH HCIOJIb30BaH TBepAO(a3HbIH
MMMyHOepMeHTHbIE aHanu3 B O6HoxuMHYeckux nabopatopusx MBY
«ExaTepuHOYprckuit KOHCYNBTaTHBHO-AHATHOCTUYECKUH LEHTP», MeauumHckoro
Llentpa «Ypansckuity OO0 «Ypan-Jlazep», OOO Meauko-dDapMaleBTHYECKOTO
ueHtpa «l'apMOHUA». 3a HOpPMAaTHBHBIE 3HAYEHHUS MPUHHUMAIU: 5 U MeHee
MKMOJNB/N ans 60npHBIX B Bo3pacTe a0 10 jet, meHee 10 MkMones/n — A AeTei

10-15 net, menee 15 Mxmons/n — ctapiue 15 net [39].
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3. CKpHHHHI  YDOBHA aMHHOKHCIIOTHI METHOHMH B KPOBH TpOBeJEH
OTAC/BHBIM  MallMEHTaM C TUNEPrOMOLIUCTEHHEMHEHl HeSCHOTO TreHe3a Ha
TaHAEMHOM Macc-CriekTpoMeTpe Micromass Quattro micro API (Waters), ¢
MCMOJIE30BaHHEM TOTOBBIX HabOpOB peareHTOB Ge3 mepuBatH3auMu «NeoBase
Non-Derivatized MSMS kit» (PerkinElmer, Wallac OY, Finland) s naboparopuu
HeOHAaTalbHOrO  cKpuHHHTra I'BY3  Csepanosckoit obnactn  «Knuuuko-
AWarHoCTHYeCKUM LUeHTp «OXpaHa 300poBbA MaTepu U peSeHKay.

4. CocrosHHe CUCTEMBI reMOCTa3a OLEHHBAM B MEPBEIE - TPETbH CYTKH MOCTIe
MOATBEPXKACHUA JHarH03a OCTPOro HapyllleHUst MO3roBoro KposooGpauieHus. Bee
HCCNIEI0OBaHHS MTPOBOAMIIM B J€Hb CAa4YH KpOBH B JlabopaTopHsx MeauUMHCKOro
Lentpa «Ypansckuity OO0 «Ypan-Jlazep», [BY3 CO «COKB Ne 1», I'BY3 CO
OAKB Ne 1 u MAY JIITKB Ne 9 ¢ ucnons3oBaHMeM CTaHAAPTHEIX PEAreHTOB H
obopynosanus: TpomGosnactometpa ROTEM, «koarynomerpa SYSMEX-560
(Anonus), 1 ACL 7000 (CILIA) u XPOHOJIOT (CLUA).

BaxHO OTMETHUTb, YTO MHOTHE TeMOCTa3HOJIOTHYECKHE TECTh, Jake
NpoBOAMMBIE B OAHOW nabopaTopu, HMenu BapuabGenbHble HOPMBL. Tak,
HanpuMep, MoKa3aTeslb TPOMOMHOBOro BpPEMEHH B YCJIOBUAX JlaGopaTopuu
remoctasa 'bY3 CO OJIKB Ne 1 B pasHble roasl UMen pedepeHCHble 3HAYEHHS
10-13, 14-17 u 18-22 cek.; a HWXHSASA rpaHULAa HOPMEI MpoTpoMGHHa o KBHKy B
na6oparopusx 'bY3 CO OJJKB Ne 1, Meauuuuckoro LleHtpa «Ypansckuity OO0
«Ypan-Jlazep» u I'BY3 CO «COKB Ne 1» cocraBnsna 60%, 85% u 75%
COOTBETCTBEHHO.

Takoit pa3bpoc o6ycnoBneH pa3HOii annapaTypoH, HCNOJNB3yeMOil B
nabopaTopusXx reMocTasa, a TaKXe peaKTHBaMH pa3MYHBIX MPOHU3BOAMUTENEI,
KOTOpBIE MMEIOT CBOM YHHKallbHble pedepeHcHble mpelensl. B cBa3u ¢
NpUBEAEHHBIMH OOCTOATENBCTBAMH, pacyeT CpeAHMX 3Ha4yeHHH M  OLCHKa
JOCTOBEPHOCTH MeX(y IpynnaMHd He Bcerja MMena sHaueHue. Hamu BBenmena
MHTepIpeTauus AaHHBIX, MOJYYEHHBIX Y KaXAoro pebeHka Mo MPHHUMMY BbILLE
MWIM HHXE HOpPMAaTHBOB JlabopaTopud, MNpOBOAMBLIEH aHalU3 [OKa3aTenen

réMocTasuorpaMMel.
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5. ObweknuHuyecknue mnabopaTtopHbie (oMl aHATH3 KpPOBH, JIMMHAHBIH
CIIEKTP, YPOBEHb JIaKTaTa, aHAIM3 JIMKBOpAa) W pYTHHHBIE HHCTPYMEHTATBHBIE
uccnenosanus (KT, IxoKTI', Y3H BHyTpeHHHX OpraHOB H Mp.) OCYIECTBAIN Ha
yKa3aHHbIX KIIMHMYECKUX IUIOIAAKaX Mo OOUIeNpHHATON METOAMKE, Ha
cepTUPHUUMPOBAHHOM 06OpPYIOBAHHH, OTKJIOHEHHMS OLUEHHBANH MPU CPABHEHHHU C
NOKa/IbHBIMH BHYTPUOOIBHUYHBEIMH U PETHOHATBHBIMH HOPMaMH.

6.  [IMarHOCTHKY  aHTHQOCOONMMHMAHOrO CHHAPOMA OCYLIECTBIAIM U3
BEHO3HOW KpoBH MeTo0oM MDA B BhILIENepeYHCIEHHEIX 1aGOPAaTOPUAX B TEUEHHE
nepsoi — BTOPOH HEMENIH MOcje MOATBEPXAEHNS AMarHo3a OCTPOro HapylueHHs
MO3roBOTr0 KpoBooGpalileHHusl.

7.  CeNneKTHUBHBIA CKPUHHMHI Ha YpPOBEHb (epMeHTa O — TalaKTO3MAa3bl ObUT
npoBeNeH BCEM JETAM C HIIEMHYECKUM MHCYABTOM WM TpPaH3UTOPHOM
MIIEMHYECKOH aTakoi, KoTopele AeOIOTHpOBANM B BO3pacTe crapuie 7 JeT, U3
NATeH CyXOi KalMWIIAPHOM KPOBH B TeYEHHE MEpBOH — BTOPOH HedeNH mocie
MOATBEPXAEHUSA [HarHo3a OCTPOro HapyIIeHWs MO3rOBOro KpoBooOpauwieHHs B
nabopaTopuu HacneacTBeHHbIX Oone3Heit obmena BewectB PIBY «Menuko-
reHeTHYecKUH HayuHbIit LeHTp» PAMH (r. MockBa) unu B Metabolic Laboratory
Ha 6a3ze Hamburg University Medical Centre (I"'am6ypr, ['epManus).

8.  MonekynspHo-reHeTHYECKas JMarHoCTHKa METOAOM npsAMOro
aBTOMAaTHYECKOrO CEKBEHHPOBaHHs Ha HOCUTENBCTBO MyTauun B reHax NOTCH3,
A3243G u GI13513A 6bina HazHayeHa OTAEJBHBIM JAETAM MO MOKa3aHUAM B
nabopaTopuH HacNeACTBEeHHbIX OonesHelt obmeHa Bemmects PI'BY «Menuko-
reHeTHYecKuil HayuHsblii ueHTp» PAMH (r. MockBa).

9.  DOMO6ONOreHHbI peXHM B paMKax TpPaHCKpaHHaIbHOM JOMIieporpagHu
npoBoaunu Ha anmapate Companion (Nicolet, CIIIA) ¢ moporom 6 JI6 Ha 6ase
AHO «Knunuyeckuit Uuctutyr Mosra» u Sonara (Nicolet, CIIIA) ¢ moporom 5
J16 B HeBponoruueckom otaeneHu MBY LITKB Ne 23 B TeyeHHe BTOpOH-TpeTheH
HElENU Tocne MOATBEPXKACHHUA [HarHo3a OCTpOro HapylleHHs MO3roBOro

KpoBooOpalleHHs.
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10. 33T" - Ha annaparax Muuap-33I-0,3/35-201, Muuap-33T-0,5/70-201,
OHueQanaH OUEHMBANTM B TeYeHUE TNEPBOH HeNeNM nocie MONTBEPKACHHS
AMarHo3a oCTPOro HapyIUeHHs MO3roBOro KpoBOOBpaleHH sI.

11. BceM petsM B  OCTpOM niepuHole Goje3HM Oblla  BBIMOJHEHA
HeHpOBH3yalu3auMs Ha koMmnbloTepHoM ToMorpade (KT) PHILIPS BRILLIANS
64 1 Ha anmapare MarHMUTOpe3oHaHCHOM ToMorpabuu (MPT) General Electric
HDxt Signa, B TOM yHcnie B pexxume aHrHorpaduu (MomHocTs 1,5-3 Tc) Ha Gaze
OTAEJIEHHA JTyYeBOH AHArHOCTUKU U 3HA0ckomuin MAY IITKB Ne 9; annapare KT
TOSHIBA AQUILLION 32 u MPT SIEMENS Magneton Symphony (MolHOCTb
1,5 Tc) B otaeneHun nydeBoit auarHoctMkd MAY «[KB Ne 40»; annapare KT
Somatom Emotion u MPT MAGNET ACHIEVA (mownocTs 1,5 Tc) B oTaeneHnu
NIy4eBOH H 3HAOCKONMHYeckor auarHocTHkd ['BY3 CO OJIKE Ne 1.

BTopoit 3Tan HayyHo# paboTh! BKJIIOYAJT KATAMHECTHYECKOE AMHAMHYECKOE
HabmoneHue. KOHCyNnbTaTHBHBIN NpHeM MpPOXoAus Ha 6asze MONMKIMHUK MAY
JAI'KB Ne 9 u I'BY3 CO OJIKB Ne 1 r. ExatepuH6ypra.

Bcero Hamu ocMoTpeHs! 149 peteit ¢ MU u 68 ¢ TUA uyepes 6-11 Mecaues
oT aebrota 6one3Hu. B neprose ocTaTOUHBIX ABNEHHUI, MUHHUMYM Yepe3 [1Ba rofia,
OBUTH OCMOTpeHBI 122 1 62 NaLMEHTOB W3 YKa3aHHBIX IPYTI, K 3TOMY BPEMEHH OT
ne6rora 60ne3HH y HUX mpolwio oT 2 Ao 15 ner; 6ONBIUMHCTBO MALMEHTOB HaMH
HabJIoAaTUCh aKTHBHO B TeYeHHE BOCBMH JIET.

Bropoii 3Tan 6611 BEIMONHEH KaK KOFOPTHOE UCCIIeJOBaHHE NTPOrHO3a.

Bo BpeMs 3Toro 3Ttama HaMH Obl1 BBINOJNIHEH aHANW3 COCTOSHUSA
COMAaTHYeCKOTO W HEBPOJIOTMYECKOTO 3[A0POBbA MALMEHTOB MO pe3yNbTaTam
Ormpoca, OCMOTpa MallMeHTa W WX poauTeneid, 1abopaTOPHO-UHCTPYMEHTANBHBIX
METOJOB HCCJIeJOBaHHA, OLIEHKH MEQULMHCKOH AOKyMeHTauuu (aMOynaTtopHble
KapThl ¢popma 025/y-04), B TOM yKcle Ha HATHYHE HHBATMAHOCTH (CMpaBKa CEpHU
MCD, KpuTepHH YCTaHOBJIEHHS! HHBATUAHOCTH B COOTBETCTBHE C MPHKA30M OT 29
ceHTa6ps 2014 r. Ne 664H [26]).

JlabopatopHslit 610K BKUTIOYAN:

1. obmwuit aHaNU3 KPOBH - MO MOKA3aHUsM;
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2. JMMOMAHBIA CMEKTP - B AHHAMHKE, MHHUMYM IBYKpaTHO 4yepe3 6-11 Mecsiues (B
BOCCTaHOBHMTE/ILHOM MEPHOAE) H Yepes 2 U Goslee rofa (KaTaMHECTHYECKHK BU3UT
B MIEPHOJI€ OCTATOYHBIX ABJICHHH); a TakXKe NMPHU QUKCAUMH H3MEHEHUit B OCTpPOM
nepuofe OonesHu — depes 2-3 MecAla OT Ha3HAYEHHH KOPPEKLMOHHBIX
MEPONPHATHH, Jajiee € MEPUOAMYHOCTHIO B 2-3 Mecsua 10 HOpManu3auum
nabopaTOpHEIX MOKa3aTeJleit;

3. ypOBEHb JIaKTaTa - M0 NOKa3aHHAM;

4. ypoBeHb FOMOLUCTEHHA B KPOBM - B IMHAMHKE, MUHUMYM JBYKPaTHO uepe3 6-
11 MecsleB (B BOCCTAHOBMTENIBHOM TNepHOAE) H uepe3 1Ba M Gonee roja
(kaTaMHECTHYECKHH BH3UT B NEPHONE OCTAaTOYHBIX sBNEHWMH); a TaKke MNpH
¢uKcauMH  M3MEHEHHH B OCTPOM mNepHofe OONE3HH HIM HOCHUTENLCTBE
OQHOHYKNEOTHAHBIX 3aMeH B reHe MTHFR — uepe3 2-3 Mecaua ot HazHayeHuH
KOPPEKUHOHHBIX MEPOMNPHATHH, Jajlee ¢ MEPHOAHUYHOCTBIO B 2-3 Mecsua 1o
HOpMaJIM3alHH 1abopaTOpHEIX NoKa3aTeneii;

5. reMocCTasHorpaMMmy H arperatorpammy - B AHHaMHKe, MHHHUMYM [ABYKpPAaTHO
yepe3 6-11 MecaLeB (B BOCCTAaHOBUTENBHOM Mepuoje) M yepe3 2 u Goliee roaa
(KaTaMHECTHYECKHH BHM3MT B MEPHOJE OCTAaTOYHBIX SBJIEHHH); a Takxe TpH
¢ukcauMH M3MEHEHHA B OCTpoM Nepuone GosnesHu — yepes 2-3 Mecsua OT
Ha3sHayeHHH KOPPEKLUHOHHBIX MEpPONPHUATHH, Oanee ¢ MEPUOAUYHOCTBIO B 2-3
Mecsla 10 HoOpMalIH3aLUMH 1abopaTOpHEIX NOKa3aTenei;

6. CKpPMHHHT Ha aHTHQOCHONUNMUAHBIA CHHAPOM - NPH YCJIOBHH OTCYTCTBHUSA
JaHHBIX B OCTPOM NepHoAe 60/e3HH - Mo NOKa3aHUAM; NpH QHUKCAUHMM U3MEHEHHUH
B OCTPOM nepHofe 60/1e3HH — B AMHAMUKE;

7. MONEeKyJIApHO-TEHETHYEeCKOe  MCCNelOBAaHHE  Ha  HOCHTENbCTBO 14
nonuMop(u3MOB reHOB - MpPH YCIOBHH OTCYTCTBHMS HX OMNpEIC/IEHHA Ha JTame
rOCMUTATH3ALMH;

8. CKPHMHMHT Ha ypoBeHb (epMeHTa o — rajakTo3uaassl (aet ¢ aebrorom OHMK
crapuue 7 JIeT) - PH YCIOBUH OTCYTCTBHA JIaHHBIX O CKPHHHHTE B OCTPOM IepHOAE
6one3Hu;

9. CKpPUHHHI HAa TAHAEMHOM MACC-CIIEKTPOMETPE - MO MOKA3aAHHAM;
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10. MONEKYNApPHO-TEHETHYECKasA AMarHOCTHKa Ha MyTtauuu B reHe NOTCH3,

A3243G u G13513A - no nokasaHusm.

B uHCTpyMeHTanbHbIA 610k o6cnenoBaHUs meTeit OCHOBHOM TpyMMBl Ha
BTOPOM 3Tare HCCIEA0BAHUSA BXOAHIIH:

1. OKT, OxoKT" (unu Y3H cepaua) - npu oTCyTCTBUM AaHHEIX B OCTPOM MepHoe
OCTPOro HapyIIeHHst MO3roBOr0 KpoBOOGpalleHHs: MHHUMYM OJIHOKPATHO;

2. XONTEpOBCKOE MOHHTOPHPOBAHHE — M0 HAMNPABJIEHHIO KAapA1OJIOra;

3. >MOOIOreHHBIH PEXHUM TPaHCKPaHHATLHON AoMMileporpaduy - B AHHAMHKE,
MHUHHMYM ONHOKDATHO; NMpH GHUKCALUWH U3MEHEHHIH B OCTPOM repuoje 60ae3HH —
yepe3 1-3 MecsUa OT Ha3HAYEHUH KOPPEKLIMOHHBIX MEPOTPHATHIL;

4, D3I' — 1mpu YCTaHOBKE JHAarHo3a JMMJENCHM B COOTBETCTBHE C
HEeOOXOMMMOCTBIO OLIEHHBAaTh 3GQPEKTUBHOCTD AHTHUAMHIENTHYECKON Teparnuu;
NpH OTCYTCTBHH MUJIENICHH JIBYKPAaTHO — B BOCCTAHOBHUTEJILHOM Mepuoje yepes 6-
11 MecsLEB U MEPUOAE OCTATOYHBIX ABJEHUH Yepe3 1Ba U Oonee roaa;

5. HeHpoBu3yanu3auus B Buae MPT ronoBHoro/cnuHHOro Mo3ra, B TOM 4YHcie B
pexuMe aHruorpaguu - NpH OTCYTCTBHH JaHHBIX B OCTpOM nepuone GonesHu; B
AMHaMHUKe yepe3s 6-11 Mecsles U dyepes aBa U Oosee roaa (Mo nokasaHHuaM);

6. KT ronoBHOro/cniHHOro Mo3ra, B TOM YHCHe B pEXXHME PEHTreH KOHTPAaCTHOH
aHruorpaduu - rMp OTCYTCTBHH JaHHBIX B OCTPOM nepuoe 6one3HH; B JMHAMHKE
yeped 6-11 MecsleB M uepe3 aBa U Oonee roga (Mo MOKa3aHUAM) - TpH
HEBO3MOXHOCTH W/UJIK MPOTHBOMOKa3aHUAX Juis npoBeaeHus MPT.

Bce naGoparopHble  nokasaTend M HHCTPYMEHTAbHblE  METOJBI
HCCIIeIOBaHUA OCYLIECTBEHBI MO BBILICONMHCAHHBIM METOAMKAM M Ha yKa3aHHOM
annaparype.

JIabopaTOpHEIfi MOHHTOPUHT Mpodunas 6Ge3omacHOCTH U 3PGHEKTUBHOCTH
MoNyyaeMoi Jie3arperaHTHoit Tepanuu MPOBOAMIICS Ha anmapare MMIeJaHCHOro
arperometpa Multiplate analyzer (Roche, IllBeiinapus) — MHHUMYM IBYKpaTHO
yepe3 1-3 MecsleB (B BOCCTaHOBUTENBHOM Neproe) u uepes 12 u 6onee Mecsues;
npH QUKCALMH OTCYTCTBHS CHHXKEHHS arperallMOHHbBIX CBOHCTB TpoMOOUMTOB

4yepes 1-3 Mecana ot Ha3Ha4yeHHOM 11e3arperaHTHoi’i Tepanuu, Jajlee C
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MepHOJUYHOCTLIO B 2-3 Mecdlla 10 HOpManu3auuu NaGopaTOpHBIX MoKasaTeneil.
LleneBbi€ 3HAUCHUSA arperauny CYUTANH AOCTUrHYTBIMH NPH CHKEHUH HIXKE WK
pasHeiMu 30 U [102, 177, 204].

Ha BTOpoM JTane Hay4Ho#i paGoTel Hamu mpoBomusics NoAGOp Mep
BTOPHYHOM MPOGUNAKTHKH (MEIMKAMEHTO3HBIX M HEMEAHKAaMEHTO3HBIX) M
MOHHTOPHHT HX 3((PEKTUBHOCTH MO KIHHUYECKUM U NaGOpaTOPHBEIM MapKepaMm,
OMUCAHHBIM BbILIE.

Ha Tperbem 3Tame 6bina chopMmupoBaHa rpynna KOHTPOJis, B KOTOPYIO
BowM 06pa3upl kpoBH 117 310poBhIX uenoBek B Bo3pacTe oT 1 10 45 net, o6oux
NnojioB, KOTOpble He HMENH B aHaMHe3e TpPOMOOTHUYECKUX COOBITHI 06O
noKanu3auuu, 6eCIIoNts U PenpoayKTHBHEIX NMoTepb. HaGop B rpynny KoHTpons
NMPOBOAWJIH MO METOAY KOIMHU-MIap B HEBPOJOrHYECKOM OTAENEHHH W Ha
KOHCYNIBTaTUBHOM IpHeMe B nonukiuHuke MAY JITKB Ne 9, IT'BY3 CO OJKB Ne
1, OO0 Meauko-PapMmaleBTHUECKOTO LieHTpa «["apMOHHSY.

Tpetui 3Tan OblT BBHIMOMHEH KaK OAHOMOMEHTHOE aHANUTHYECKOe Kpocc-
CEeKUHOHHOE (OMUcaTeNbHOE) KOTOPTHOE HCClleJOBaHHeE.

YyacTHHKaM 3TOH IpyIel OCYIIECTBIEHa AHArHOCTHKA HAa HOCHUTENBCTBO
14 nonuMoppU3MOB TeHOB CHCTEMBI TeMOKOArynsuud, (oJaTHOrO UHMKIa,
MepevnClIeHHBIX BBILLE, MO OMUCAHHBIM METOAMKAM H B YKa3aHHbIX JJaGOpaTOpHBIX
LEHTpax.

O61beM BBIMONMHEHHBIX HCCleNOBaHUR MpeAcTaBieH B Tabnuue 3, cxema
HCCIIeIOBaHUS OTpaXKeHa B pUCYHKe 1.

YerTpepTolii 3Tanm BKIOYaN co3fiaHMe 6a3bl  JaHHBIX, COAEPXALIMX
cBelleHUs 00 yYyaCTHHKaX OCHOBHOH M KOHTPOJILHOH TpYIMI; CHCTeMaTH3aluus H
obobienne mnonyyeHHod HHGopMmauuH; 0O6pabOTKa W aHalW3 MONYy4YEHHbIX
pe3yNbLTAaTOB; HAMMMCAHHE HayYHO-UCCIIEN0BATENCKOH paboTh.

CraTHcTHYECKYIO 06paGOTKy MaTepuana BeINonHsnu Ha 9BM tuna IBM PC
"Intel Core 15" ¢ HUcMonb30BaHUEM CTaHIAPTHOTrO MaKeTa NMPorpaMM MpHKIAAHOrO
craTHcTHueckoro aHanu3a STATISTICA (Stat Soft, Inc., USA) for Windows,
Bepcus 6.0, 7.0 u Microsoft Excel.
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Tabnuua 3
KonuuecTo eAMHHL HHYOPMaUKH, BKIIFOYEHHBIX B HAY4HYIO paboTy
Hceenepobanus Enunuust unpopmaumu Bcero
rpynmsl
OCHOBHas KOMHU-Mapsl
(n=235) (n=117)
HHcTpyMeHTanbHbIE METOAUKH
Heiiposusyanusauus (KT w/unn MPT
rOfIOBHOrO M0O3ra) 541 - 541
VY3/II, B TOM ukce 3M6010reHHbIH peXxnum 320 - 320
23r 194 - 194
JKT, B TOM YHKCJIE XOATEPOBCKOE -
MOHHWTOPHUPOBAHHE 230 230
IxoKTI unu Y3HU cepaua 211 - 211
JlaGopaTopHsle MeTOAHKH
AHanu3 uepebpocnHHaNbHON KUAKOCTH 58 - 58
JIvnuaHbli cnexkTp 420 - 420
IemocTasuorpamma 484 - 484
Arperatorpamma 184 - 184
OO61K# aHanu3 KPOBH 222 117 222
["oMOLMCTEHH 480 - 480
TanageMHas Macc-CeKTPOMETPHSA 21 - 21
Jlaktar 100 - 100
( — rajaxTo3uaasa 73 - 73
AHTHHODONMUNMHUA-CKPHH 75 - 75
MonekynspHo-reHeTHdeckoe obcnenoBanme

Fenst NOTCH3, A3243G u G13513A 27 - 27
[Taker FGB: -455G>A 2994 1755 4749
«Kapauol'eneTuka F2:20210G>A
TpombBodunun» FS: 1691G>A

F7:10976G>A

F13:103 G>T

ITGA2: 807C>T 1197 702 1899

ITGB3: 1565 T>C

PAI-1: -675 5G>4G 606 351 957
[Maker «["eHeTHKa MTHEFR: 677C>T 2376 1404 3780
Meraboausma MTHFR: 1298A>C
donatos» MTRR: 66A>G

MTR: 2756 A>G
Maker NOS3 786: T>C 753 - 753
«Kapauol'enetuka NOS3: 894 G>T
unepToHus»
BCEI'O 11506 4329 15835
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JlaHHBIE aHANW3MPOBAM C MCMONB30BAHMEM CTAHAAPTHBIX METOHOB
onucaTeNbHOM M aHanUTHYecKoM cTatucTukd [3, 5, 19]. IIpUHATBIA ypOBEHB
JOCTOBEPHOCTH OTPHLIAHHS «HYNEBOI» TUMOTE3bl COCTaBisAN He MeHee 95%.
Paznuyus CUMTAIH CTATHCTHYECKH 3HAYMMBIMU NPH AOCTHXXEHHU YpoBHs p<0,05 u
MeHee U BCeX BUOB aHaM3a.

Jns  ynydlleHHs MPOUECCOB pAacMo3HaBaHHS MpU  MaTeMaTHUEeCKO
00paboTKe NaHHBIX HaMH BBEAEHA TpajalMls CTEMeHH BIUAHUS OLEHHWBAEMBIX
napamMeTpoB M0 MPHHUMIY AvdbepeHUHPOBaHHOM GaIbHOM OLEHKH — YeM BBILLE
Gann, Tem Oonbllee BAMSAHME OKa3bIBAeT MMOBpexAaloWMil Qakrop: 3a «1»
MPUHUMANH OnaronojiyyHoe HWIM HeHTpaibHOe BIHMSHHE, 32 «2» — YCIOBHO
cpeaHei TAKECTH, 3a «3» — YCIIOBHO TSXKEJIO€ WM MaKCUMabHO BBIpaXXeHHOE I10
CTEMEHH MOBPEXIAIOMIEro HIIH MaTOJOTHYeCKoro Bo3aeicTBus. Takyio rpagaumio
NPUMEHUIH TNpPH aHajJM3€ JaHHBIX B TMape «MaTb-TUIOA» MW  COCTOSIHUSA
HOBOPOXXIECHHOIr0 Ha 3Tane poAloMa, a TaKXKe AN pe3yNbTAaTOB MOJIEKYIIAPHO-
reHEeTHYECKOro TECTHpOBaHHMA. B eOMHHUHBIX clyyasX, €CIM [JaHHbIE U3
MEIULIHHCKMX AOKYMEHTOB WM slabopaTtopHOro 610ka OTCYTCTBOBAH, CBEACHHS
OBITM  PEKOHCTPYMPOBAHBI C  [OMOLIBIO  MPOUEAYPbl  «BOCCTAHOBJICHHS
MPOMYIIEHHBIX JaHHBIX)» N0 METOLY HaUMEHBIINX kBaaparTos [20].

Pa3paboTka crnoco6os MpOrHO3HpPOBaHHs BKJIIOYana:
1) o160p MPOrHOCTHYECKH 3HAYMMBIX MPU3HAKOB, OTIMYAIOLIMXCA B rpynmnax, B
OTHOLIEHUH KOTOPBIX CTPOHUIICS MPOTHO3;
2) HCMoNb30BaHHE MaTeMaTHYECKOro MeToja JIMHEHHOro JHCKPUMHHAHTHOrO
aHanu3a, KOTOPHIif MO3BOJAN BBIABUTH TY COBOKYNHOCTB MPH3HAKOB, B OTHOLUCHUH
KOTOPBIX CTPOMJICA MPOTHO3, H MONYy4HTh GopMyny (peluaioliee IpaBUIo),
MO3BONISIOMYIO OTHECTH Kaxaoro OGONBHOrO K OMNpeNeseHHOH rpynmne, KOraa
3apaHee HEM3BECTHO, K KaKOi U3 IPYTI OH MPHUHAIIEKHT.

B pesynsTaTe NMpUMEHEHHS 3TOro MeTofla MOJyYaiH JHHEHHYIo ¢dopMmy
(Ha3bIBaeMoii JUCKpMMHHAHTHON GyHKLMEH) BUAA:

WIMH=b0+b1Varl+b2Var2+...bkVark, (1)
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[pumeuanue: MITM — uHTerpatuBHbll nporHocTHyeckuit uupekc; k - 4ucno
[IPU3HAKOB;

Var0, Varl, Var2,... Vark - 3HaueHHs NpPH3HaKOB I KOHKPETHOrO GONBLHOrO;
b0, bl, b2,... bk- xo3pduUMEHTH NPU3HAKOB, KOTOpHIE ONMpPEAENAIOTCS B
pe3y/bTaTe NPUMEHEHHS METOa IMCKPUMUHAHTHOrO aHau3a.

Ecnu B pe3ynbTare NMOACTAHOBKU gaHHBIX Var0, Varl, Var2,.. Vark ans
KOHKPETHOro 60JIbHOTO B yKa3aHHYIO JIMHElHYI0 GOpMyiy MoJydald 3HaueHHe
UIN MmeHblle Hyns, To GOJBHOrO OTHOCUNM ofHO#M rpynme, ecnd UIIM 6bino
Gonblle HYNA, TO - K ApYroi rpynre.

[ToMMMO  3TOro, MpH MpPOBEAEHWH  JUCKPUMHHAHTHOTO  aHajM3a
pacCUMTHIBAIM BEPOATHOCTH OLIMOOMHOM KiaccUUKALMU ANIA KaXAOH Tpymiibl
MauueHTOB, T. €. BEPOATHOCTH, C KOTOPbIMK OONBHOH M3 OZHOR TpyMMbl MOT
monacTh B ApYryio U Hao6opoT. Ha ocHOBaHMHM 3THX BEPOATHOCTEH MOXHO CYAHTh

0 HaJIeX)KHOCTH MpOrHO3a (}IHCKpHMHHaI.lHH, CﬂClIH(l)H‘lHOCTH nporHosa).
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I'naea 3. AHAMHECTUYECKME, KJIMHUYECKME U
JABOPATOPHBIE OCOBEHHOCTHU TEUEHUS
UIIEMUYECKOI'O UHCYJbTA U TPAH3UTOPHBIX
UINEMHWYECKUX ATAK Y JETEN

3.1. OnuaeMHOJIOTHYeCKHe XapPaKTepUCTHKH rpynnsl NalHEeHTOB ¢ OCTPBIMH

HapyLeHHSIMH MO3roBoOro KpoBooGpauieHus

B ocHoBHo#t rpynne (235 nausento ¢ MM n THUA) Hamu npoBefieHa oLEHKa
TaKMX MOKa3aTeNieH, KaK: 4YacToTa perucTpallMi HHCYNBTOB MO rofaM, HayuHas 1995;
3a60J1eBaEMOCTD 32 MOCJIEAHHE NATh JIET, B TOM YMCJIE Y JeTel MEPBOro roja XH3HH;
BO3PACTHBIE H MOJI0BbIE 0COOEHHOCTH; YACTOTA IETAIBHBIX CJIy4aeB M PELMIUBOB.

Mu nonaraeM, 4YTO MOJyYeHHsle B XOJ€ aHaNW3a JaHHbIE, MOTYT OBITH
pacLeHeHb! KaK MaKCHMaNIbHO NMpHOIMXKEHHbIE K HcTHHHBIM. HayuHoe HccnenoBaHue
MpoOBOAHIIOCH B TeYeHHe 10 s1eT, 3a 3T0 BpeMs 6110 OpraHu30BaHo HHGOpMUpPOBaHHE
HEBPOJIOrOB MEAHAaTPUYECKOr0 Mpoduias ropoga MU o6GNAacCTH, KOTOpble AKTHBHO
HampaBls/IK  yXe  HabmojaBlIMXcs UM BHOBb  MOSBUBIIMXCA  JleTeld ¢
auarHoctipoBaHHbiM OHMK HmeMuyeckoro Tumna Wid ¢ MOAO3PEHHEM Ha 3TOT
auar{o3. Mel nonaraeM, uto npaktudyeckd Bce nauueHTs! ¢ UM nu THA, pebior
KOTOPBIX MpHLLENCS Ha AeTCKUil BO3pacT, ObINM BKJIIOUEHB! B Hally 6a3y JaHHBIX.

Ha pucyHke 2 noka3aHa yacToTa BCTPEYAEMOCTH HHCYNbTa Ha MPOTAKEHHH
nocnenguux 20 netr, HauvHad ¢ 1995 roja, koraa MOSBHNIACh BO3MOXHOCTH
npoBefeHus Heiiposusyanusaunu (KT ronosHoro Mosra) M NMoCTaHOBKH AMarHosa
AETAM B HEOTJIOXHOM pexxuMe Ha knuHudeckoit ruowanke ['BY3 CO OIKB Ne 1.
3aboneBaeMocTh 3a MocieaHHe NATH JET coctaBuna: 3,46 (2011r.), 4,99 (2012r.) u
4,99 (2013r.), 4,62 (2014r.) u 5,01 (2015r.) Ha 100 ThICAY AETCKOro HacejleHHs B

ron.
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Puc. 2. YacroTa perucrpauuu cnyyaeB MHCynsTa y neTeit 3a mepuon 1995-
2015 roast, abc.

Heo6xoaUMO OTMETHTBH, YTO 3TOT MOKa3aTelNb OCTAETCS GNHXE K HIKHEMY
nopory ykKa3aHHBIX 3Ha4€HWH B nuTepaType (2 — 26,7 Ha 100 Teic. B ron). Hamu
OTMEY€Ha HEYKJIOHHas TEHJAECHUMS K HaApacTaHUIO YacTOTHl pETHCTpalMH U
3a60J1€BAEMOCTH HMHCYJIBTOM Y JieTeii B HallleM perdoHe, KOTOpOE B IOC/IEIHEE
HNECATHIIETHE TaKXe TMPOCIEXHUBAETCA 10 BCEM CTpaHaM, pPErUCTPUPYIOIHM
3aboneBaemocts OHMK y nereii.

[TonyuyeHHble JaHHBIE O paclpefieieHMH TMaLMEHTOB IO  BO3pacTy
MOATBEPXKAAIOT BO3MOXKHOCTh POPMHUPOBaHHA HILIEMUYECKOTO UHCYNbTA Ha Bcex 6e3
MCKIIOYEHHs 3Tanax AetcTBa. IIpu 3ToM Haubonee ysa3BMMBIM C TOYKH 3pEHHsA
nepsoro snu3ona mns UM ocraercs mepBblit roa xu3HH, B To BpeMs kak THA
Haubosee MoABep>KeH NMOAPOCTKOBBIH Bo3pacT (Tabn. 4). M3BecTHO, uTO MoKasaTeNb
3aboneBaeMocti OHMK B nepuHaTanbHbli MEpHOA Ha MOPAAOK MpEBHILIAET BCE
OCTaJIbHblE BO3pacTHBIE nepuoabl (24-28 Ha 100 TeiC. AETCKOro Hace/JIEHHS B rOJ HJIH
1 na 4000 poaoB), ogHaKo MO pe3ynabTaTaM HalUEro MCCIENOBaHHA OH COCTaBHII
Tonbko 1,4 Ha 100 TeIC. AETCKOro HacesieHHs B rold. MoXXHO KOHCTaTMPOBATh, YTO
pacno3HaBanue WM Ha 3Tame pOAWJIBHBIX JOMOB U OTHAE/IEHHH, OKa3bIBalOWMX
NOMOLUE HOBOPOXIEHHBIM, CYLIECTBEHHO OTCTAET, HE MPHOIMKAACH AaXKE K CPEAHHM

TI0Ka3aTeJIIM, YKa3aHHBIM B JIMTEpaType.
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Tabnuua 4
Pacnpenenenye THMOB HHCY/IBTa B OCHOBHOH rpynrme
B 3aBUCHMOCTH OT BO3pacTa (abComMoTHbIE 3HauYeHHS)
dolrona j1-3roma [3-7ner |7-12ner 12-15 et
WU, n=162 68 35 21 22 16
[THA, n=73 0 1 6 23 43

Cpenuuit Bospact MM B ciyuae ero Manudectaumu B Bo3pacTe 10 roja
coctaBun  19,46+1,22  Hemenb (HaMM  BBISBIIEHO CceMb  MJIAJIGHLEB  C
nepHHaTaIbHBIM/eTanbHbIM febioTom HMH), B crapuweit BospacTHoit rpynme —
6,19+0,38 net. lns THA sT0T nokasarens 3aperucTpupoBaH Ha yposHe 11,81 + 0,31
ner.

IIpu oueHke pacnpelesieHus OOJBHBIX MO MOJIYy He MOJy4eHo MpeobagaHus
ManbuuKoB: OHU cocTaBunu MU — 62,96% (n=102) u THUA - 45,21% (n=33), uto
TAK)Xe HE COBIAJAET C JIMTEPATYPHBIMH TaHHBIMH.

B HaweMm uccnenosanud xonuyectso MM cyuwectseHHo mnpeBbiitaer THA,
pacrno3HaBaeMOCTb KOTOPBIX OCTaeTcs KaracTpopuuecku Huskoil. He uckoueHo,
4YTO B MJIQJIIIEM BO3pacTe 3TO CBA3aHO C HEBO3MOXHOCTbIO JeTel O3BYYHTb CBOU
XaNoObl, 0COOEHHO CYOBEKTUBHOTO MPOdHIIL, TAKHE KaK NMpexosllue reMHaHoICHs,
JIoKaNnbHas THIO- WIH aHecTe3Us. B Toxe BpeMs, Bpaud ypreHTHOro MpoQuis, aaxe
MpH OYEBHAHOH KJIMHMYECKOH KapTHHe, MpeArnovUTand Oonee «TpaaHUMOHHBIEN
AHArHo3bl: «MUTPeHBb C aypoit» (n=14), «aebloT napunanbHoi GOpMbl SMUIEICHH»
(n=17), «<KTMHHYECKH HU30JHPOBaHHBIH CHHAPOM KaK NeOIOT pacCesHHOro CKJIepo3a»
(m=6) u T.1.

Ha nepBoM o3Tame wucCleoBaHHA 4YacTOTa pEUMAMBHPOBAHHA Yy HaIIUX
NauMeHTOB 3aMKCHpoBaHa Ha ypoBHe 14,20% (n=23) u 70,42% (n=50) ana MU u
THA  coorBerctBeHHo. IlosmaraioT, YTO HMEHHO  HEBBICOKHA  ypOBEHb
pacniozHaBaemoctd OHMK B jgeTckoM BO3pacTe MNPHBOAMT K OTCYTCTBHIO
CBOEBPEMEHHOTO M MOJHOLEHHOTo 06celoBaHUs, IOCTAHOBKH BEPHOT0 IHArHosa
Ha3HaYeHHIO Mep BTOPHYHOI mnpodmnakTukd. CpelHss YacTOTa MOBTOPHBIX

snusogos MU 6bina 1,60+1,13 (1-2 snusona UM B covetanun ¢ 2 — 19 ciayyasmu
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TUA) u THA: 3,35+0,47 cnyyaes (auanason ot 2 o 20 snusomos). Ipu 3ToM,
HanpuMep, HaMH 3apErHCTPUPOBaH GONBHOM, KOTOpBIil nepeHec wecth THUA u aBa
MU npexae, 4eM OBbUI MPOBefeH MNONHOUEHHBIH AMarHOCTHYECKHl KOMIUIEKC, W
ycTaHOBJIEH AMarto3 6onesnu Moiis-Moiis.

WUHBaNHAHOCTE MpHCBoeHa 61,22% (n=90) u 9,09% (n=4) GonbHbIM U3 125 1
62 neredt ¢ MM n THA cooTBeTCTBEHHO, ueit KaTaMHe3 GbUT U3BECTEH B MepHOLE
OCTATOYHBIX ABNEHHH. CTOUT OTMETHTB, YTO KATETOPHS «MHBATUAHOCTHY B IpYIIle
THA 6bina 0OyclOB/IeHa HE HEBPOJIOTHYECKMMM TPHYHMHAMMU: JBOE AETEell HMeNu
foKa3aHHYlI0  Oonme3Hb  Molis-Moiiss, OOMH —  XpOHHYECKYI0 TMOYEYHYIO
HEIOCTaTOYHOCTb, OAWH — MPOONEPHPOBAHBI BPOXIAECHHBIM MMOPOK cepaLa.
KnuHuyeckas kapTHHa HEBPOJIIOrHYECKOro AepuuMTa, HEHpPOBH3yaIM3aUMOHHBIE H
nabopaTopHbl€ MPH3HAKK COOTBETCTBOBAIN KNACCHUYECKUM MpeacTasieHusam o THUA.

JletransHocTe B rpynne MM cocraBuna 3,28% (n=4, nBa Manbydka 4 JBe
J€BOYKH); BCE MaUHUEHTHI, nepeHecwine THA, 6bUIH XHBBI Ha MOMEHT MOC/IEAHETO
KaTaMHeCTHYECKOro BH3HTa (MHHHMYM [iBa roja). B uemoM, netannHOCTb MOXET
OBITH pacLieHEHa KaK OecrnpelieIeHTHO BbICOKas Ul NeAUaTpUyeCcKoi MPakTHKH.

TakuM o006pa3oM, HHCYABTHl B MEAUATPUYECKONW MpaKTHKE SBIAIOTCA
OTHOCHTE/IbHO pPEAKOM MaTojorueil, kotopas NpH 3TOM AEMOHCTPHUPYET BBICOKHE

NnokasaTeJIH peUHAHBHPOBAHUA, HHBATMJHOCTH H JIETAJIBHOCTH Y JIETeH.

3.2. CeMeitHble H NepHHATANABHBIE GAKTOPLI PHCKA Yy IeTell ¢ OCTPLIMH

HapyueHHAIMH MO3roBoro Kposooﬁpamemm

Hamu npoaHalH3HpoBaHb! JaHHbIE aHaMHe3a: TeueHHe 6epeMeHHOCTH U poJIoB
Y Matepeii, a Takoke COCTOSHHME AeTell U3 OCHOBHOM rpYNIEI Ha JTane MpebblBaHusA B
poaunsHoM moMe. Bcero usyuensl csemeHus y 155 ¢ MM u 70 getedt ¢ THUA
BBIMUCHBIX KapT W3 POAMNBHBEIX 10MOB r. Exatepunbypra. B ananus s3atel 6onee 40
NapaMeTpoB, OJHAKO JOCTOBEpHblE pasM4YUA He TMONy4YeHbl HM MO OAHOMY

nokasarento. CocTossHUE COMATHYECKOro, TMHEKOJIOTHYECKOro 310poBbsi MATEPH 110
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HacToslled OEPEMEHHOCTH, PaBHO Kak M BO BpEMs €€, aHTPONMOMETPHYECKHE H
BUTA/IbHBIC TOKA3aTe/IM MEPUOAA aaNTaluu HOBOPOXAEHHOrO B POMAOME UMEIH
conoctaBuMbie 1ns rpynn MU u TUA 3HayeHus (p>0,05).

[lpy 3TOM nNepUHATaNbHBIA aHamHe3 JeTeit 6bn, Kak MpaBUO, OTATOLIEH
(tabn. 5): B OONBLUIMHCTBE CllyyaeB y MaTepeit JeTell M3 OCHOBHO rpymnnsl 6putH
3abosieBaHHA, OKa3bIBAalOLIME BIIMSHHE Ha KPOBOCHaGeHHe W MeTaGoNu3M mioja
(aHeMHs BbIABNIEHA Y KaXIOH TPEThEH XEHLIUHBI; XpoHHueckas deronaueHTapHas
HEAOCTAaTOYHOCTE Y KaXAOH naAToi). TONBKO ceMb EHIIUH B rpynne UM u
omuHHaauatb B rpynme THA  6binu  300poBel. 3HAuYMTENBHOE KOMUYECTBO
HHQEKUHOHHBIX O0YaroB M  CBS3aHHBIK C HHUM pPHCK  BHYTPHYTpPOGHOro
MHOUUMPOBAHHA, MATOJNIOTHYECKOE TeyeHHe GepeMEHHOCTH C  HapacTalueM
BBIDOKEHHOCTH K TPETbEMY TpPUMeCTpy (TsKeNble (GOPMBI TOKCHKO3a) TaKKe
BbISBJIEHBl B KaXXAOM TPETHEM CJIyyae MOIJIM cO3JaTh HeGNaronpHATHHIA GOH Ans
(QOpPMHpPOBaHHUA, Ppa3sBUTHA W CO3PEBAaHMA HEPBHOM CHCTEMBI, a TaKXe
1lepeOpoBacKyNApHOro pycna y pebeHka.

B ToXe BpeMs, poloBOil akT y OONBIIMHCTBA JXEHIHH COCTOSAJCS B CPOK H
COOTBETCTBOB&J MapaMeTpaM (H3HONOTHYECKOTO TEYeHUS pOJOB, YTO MPHBENO K
POXJAEHUIO 3A0pPOBBIX MIIafieHUEeB Oonee 4eM B [MMOJIOBHHE ciydaeB (Tabn. 5).
Heob6xoaMMOCTh HMHTEHCHUBHBIX JIeueOHBIX MEpOMNpPUATHII Ha 3Tame poaaoMa
3aperHCTpUpOBaHa Yy KaXAOTro TpeTbero HoBopoxaeHHoro B rpynmne UM. Tem ne
MeHee, GOJIBIUWHCTBO MAlMEHTOB YCMEUIHO CKOMIIEHCHPOBAIH CBOE€ COCTOSIHHUE H
ObIK BBIMHCAHBI JOMOH.

[Tpu aHanu3e paxkTOpoB aKyniepcKO-THHEKOJOrHYECKOro aHaMHe3a U TeUeHHS
Nepuoja aJanTaluMd MNafeHLeB BHYTpM Tpynn HamMu ObUIH 3adHMKCUpPOBaHBI
MONOXKHUTENIbHbIE KOpPEeNALHOHHBIE CBA3H HU3KOH cunbl. Tak, ana HlIeMHYecKoro
BapuaHta OHMK ycTaHOBNEHBl CIEAYIOUIME Mapbl: MpeXAEBPEMEHHBIE POIbI Y
MaTepy COMpPOBOXAATHCH POXAEHHEM MATOBECHBIX AeTed (meHee 2,5 kr) (r=0,55,
p<0,05), Ha nepeBon B ycnosusx poaaoma B PAO umu TTHUT (r=0,42, p<0,05) u Ha
NOTPeOHOCTh JaibHELIero BHIXAKHUBAHUA B HEOHATalbHOM OTAeNeHuu (r=0,43,

p<0,05); dakT 3amo3ganoro Hayana pofOBOi AEATENBHOCTH OBUT CBA3aH C OLIEHKOH
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no wkame Anrap wmedee 5 OGamwioB (r=0,57, p<0,05). Maumentss ¢ THA
npOAeMOHCTPHPOBANIH  CBA3b  pPONOpa3pellleHHs MyTeM KecapeBa CEYeHUs IO
SKCTPEHHBIM MOKa3aHWAM C OUEHKOH MO WKane Anrap MeHee 5 Gamtos (r=0,47,
p<0,05)
Tabnuua S
Bri6opouHble CBEICHUS H3 aHTE-, HHTPa- U NEPHHATAIBHOrO aHaMHe3a AeTell

¢ ne6iotom OHMK (nokasarenu, npesbicuiune 20% B rpynne UM unu THA)

IMoka3zaTtens UU, n=155 THUA, n=70
n | % n | %
TeueHne HacToAwIEH GepeMEHHOCTH M CBEAEHHSA U3 aHAMHE3a MaTepH
A6OpTHI B aHaMHC3¢ 45 29,22 17 25,00
AneMus 56 36,13 34 50,75
WudekunoHHsle 3aboneBaHHs BO BpeMs HacToAe 66 42 86 23 34,33
6epcMEHHOCTH
XOITH 33 21,43 16 23,88
Tsxensle recTo3sl 57 36,77 33 49,25
Pojawl cpouHbIe 120 76,92 64 91,43
OH3HONOTHYECKOE TEYEHHE POAOB 98 63,23 51 72,26
HeoHaTanbHEIi NepHoa

COCTOSAHUE NPH POXACHHUH YIOBNETBOPHTENLHOE 87 56,13 45 68,18
MpusHaku CBY3PI1 36 23,08 5 7,14
HeobxoaumocTs nometeHus peberka s [TUT, PAO B 42 27,27 4 6,15
poaaome
[Tepesoa 13 pogaoma B OITH 48 3517 13 19,12
Ipu BeINHCKE NHArHOCTHPOBAHA FHMOKCHA 78 50,65 37 55,22

[Tpumeuanue: * - p<0,05 mpu cpaBHeHHH HaHHBIX Yy yyacTHHkoB ¢ MM u THA;
XO®ITH - xpoHunueckas ¢eTo-nnaueHtapHas HegoctarouHocTh; CBY3PIT — cunapom
BHYTPUYTpPOOHOM 3amepxkH pa3BUTHA ruioAa, ITMT u PAO — noct MHTEHCHBHOH
Tepanuu, peaHumaudoHHoe otaenenve; OIIH - oTaeneHue  naronoruu
HOBOPOXIECHHBIX.

Hamu nmpoBemeHa oLEHKa BO3MOXHOCTM mporHosuposanus OHMK
(oTcyTcTBHE, MIIEMHYECKHH, NPEXOASAILHIi) C HCMONB30BaHHEM MAHHBIX O TEUEHUH
GepeMEHHOCTM M pOJOB MaTepei, cocTOsHMM jeTed B pomnome. C nomowubio
AUCKPUMHMHAHTHOIO aHaMM3a ObUT BHIMONHEH MOMCK HHQOPMATHBHBIX NPU3HAKOB
cpend 43 mokasaTenel, NOJYYEHHBIX M3 BBIMHCHBIX KapT pPOAMJIBHBIX [OMOB.

BrisBneHs! cieayroue 7 MepeMEHHBIX: HaIUYHE a60pTOB B aHAMHE3EC; recto3 y



maTepy; MHMEKLMOHHbIE W/ COMATMYECKMe 3a00/1eBaHMA BO BPEMSI HaCTOsLLEi
6epeMeHHOCTM; KO/MIMYeCTBO 3ab0sieBaHMin BO BpemMsi GepemMeHHOCTU 3-4; npusHaku
CUHApOMa  BHYTPUYTPOOHOM  3aflepXKKU  pasBUTUS  Mofa;  Heob6XOoAMMOCTb
NMoMeLLeHMs pebeHKa B ManaTy WHTEHCUMBHOW Tepanuu WAM B peaHUMaLMOHHOe

OTAeNieHVe B pOfA0ME; HEOBXO0AMMOCTb NepeBofa MiafeHLa B OTAENEHUE NaTONOMM
HOBOPOXAEHHbIX.

MocTpoeHne KnacCU(MKaLMOHHOW MaTpuLbl MOKa3ano, 4TO BEPOATHOCTb
npaBuIbLHOr0 pacrno3HaBaHUsA coctasuno gna A - 76,51%, TUA - 42,13%, ans
otcytctBus OHMK B TeueHue nepBbix 15 et »xusHu  21,72%. [paguyeckoe

BbIPaKEHME PacCUUTAHHOrO NPOrHO3a NpeAcTaBneHo Ha puc. 3.

Puc. 3. Anarpamma paccemBaHnsi 06bEKTOB Ha NIOCKOCTM [ABYX ANCKPUMUHAHTHbIX
(yHKUMIA, rae A —NaumneHTbl ¢ OTCYTCTBMEM UHCYNbTa, B —¢ nwemunyecknm, E —
TPaH3MTOPHbIMMN MLLEMUYECKUMI aTaKamu
B uenomM, AOCTOBEPHOCTb MPOrHO3a HaxOAUTCA Ha HEBLICOKOM YPOBHe, U Ha
JaHHOM  3Tanme  WUCNo/Mb30BaHME €e B MPAKTMYECKOM  3A4paBOOXPaHEHUM
3aTpyAHNTENbHO.
C pe3nayanbHON HEBPONOrMYECKON OpraHMYeckorW CUMMMATOMATMKOA [0

Ae6tota OHMK y HeBponora HabnofaiMch NPakTUYECKU MOMOBMHA BCeX AeTelt
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oCHOBHO# rpynmel: 59,12% (n=94) ¢ UM u 49,25% (n=33) ¢ THA (p>0,05 npu
CpaBHEHHH [HaHHBIX), TNPH 3TOM YacTb M3 HHX HMena NMPU3HAKK  3aJePXKKH
CTaHOBJICHHA HABLIKOB HEPBHO-NICHXHUYECKOrO pasBuTus - 21,88% (n=35) u 7,25%

(n=5) mns A u THA cooTseTcTBeHHO.

TakuM 00Opa3OM, NaToNOrMyeckoe TeyeHHe aHTe-, HHTpa- ¥ HEOHATaJIbHOIro
MEpHONOB XH3HH B U30IMPOBAHHOM BHMAE HE MOXET CUMTATHCA HEMOCPEACTBEHHBIM
THOJIOTHYECKHM (akTopoM TpoMGo3a. OpmHako NepHHATANIBLHO obycnoBneHHas
pesuayanbHas LepebpanbHas NaToNorus CrnocobHa BEICTYIIHTE B KA4eCTBE ¢oHoBOrO
COCTOSAHHS, CMOCOOCTBYIOIIErO peany3aliyi WIEMHH AN APYTHX (baKTOopoB pHcKa
(nanpuMep, TpOMOO(HIHHK) B GoNee MO3HEM BO3pacTHOM NepHoe.

Ouenka HacNneCTBEHHOH NpPEAPACNONOXEHHOCTH K TIeMOpPpParHyeckuM |
HIEMHYECKHM COOBITHAM IpPOBOAMNACE MO aHKeTe MpOToKoNna BcepoccHiickoro
peructpa «I'eHeTHueckue GakTopel pucka Tpombo3a y xuTesel, NPOXKUBAIOIMX Ha
Tepputopur  P®, KIHHUYeCKOe (eHOTHNHMpOBaHHE U  TpoM6onpodHIaKTHKa
TpoMGOIMOONIHYECKUX OCIIOXHEHHI B OHTOreHese» [23]. Bcero mpoaHKeTHpPOBaHO
80 pomureneit ¢ Y, 59 - ¢ TUA. T[TonyueHHble cBeleHUs MpeACTaBlIeHb B Tabnuie
6.

Tabnuua 6
CselieHUs 0 reMopparuyeckoii i TpPOMGOTHYECKOH HACTPOEHHOCTH

B CEMbe H y pebeHka 110 fe6roTa HHCYNbTa

[Tokasarens HH, n=80 THA, n=59
n % n %

[eMopparuueckue nposBieHNs y poauTenei U B CeMbe 30 37,50 | 29 | 49,15

TpomBoTtuyeckne cOBLITHS y poAHTENEH U B CeMbe B BO3pacTe 40 50,00 | 24 | 40,68

10 50 set

CMepTh pONCTBEHHHUKOB OT TPOMEOTHUECKHX COGBITHIA B 17 21,25 3 5,08

Bo3pacte 10 50 net

ITpusnaku remokonuenTpauuu B OAK y pebetika BHE OCTpOro 60 43,48 | 42 | 60,87

3aboneBanus

Yposens remornobuna 8 OAK y pebetika BHe 0cTporo 157,88+1,02 | 150,76+3,26
3abonesatuns (M+m), r/n
Yposeus sputpountos B OAK y peetka BHE 0CTPOro 5,30+0,02 5,18+0,12

3abonesaHus (M+m), x 10'%/n
Ipumeyanue: * - p<0,05 npu cpaBHeHHH JaHHbIX y ydacTHHKOB ¢ I u THUA; OAK

— ofLIHit aHATH3 KPOBH.
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Kak cnenyer u3 tabauusl 6, B ceMbsx naumentos ¢ UM u THA B KaKA0M
BTOPOM Clydae OBUIM DONCTBEHHHKH C TPOMGOTHYECKUMH COOBLITHSMH B
HeTHNHYHOM (MOJIoZOM) Bo3pacTe. Kak mpasuro, paHHHe uHGApKTH MHOKapaa,
MHCYJBTBI, TpoMOODEOUT, TpOMEOIMEONHS NlerouHoii apTepud OBUIH OTMEYEHB! H
CO CTOPOHBI OTL, H CO CTOPOHBI MAaTEPH. Y NONOBUHBI A€Telt BHE OCTPHIX MEPHOLOB
3aboneBaHUs B OOLIEM aHaNHM3e KPOBU OTMEYEHBI KOCBEHHBIE CHMITOMBI
TPOMGOQUIIBHOH HACTPOEHHOCTH - IPU3HAKH reMOKOHUEHTpauuH. OHAKO HHU y KOro
M3 YYaCTHHUKOB OCHOBHOW TDYIMBI, HH Y 4YIE€HOB HX ceMel He ObLIO NMpoOBEACHO
00CNeN0BaHHS WM BBICTAaBJIEH [MarHo3 TpoMOOQMIMH [0 MaHudecTalMy
cumntomatiki OHMK. HMHTepecen ToT dakr, uto B 0cHOBHO# rpymme BCTpeyallich
yKa3aHUs Ha CEMEHHYIO NpPeApacroNoXEeHHOCTb K reMOpparHyeckuM CHHAPOMaM He
pesxe, 4eM Ha TPOMOOTHUECKYIO, YTO MOXKET FOBOPHTB O CEMEIHOM Hac)leICTBEHHO
«HECTAaOM/IBHOCTH» ~ CHCTEMbl TEMOCTa3a M O BO3MOXHOM pasBUTHM  Kak
reMopparHyecKuX, Tak U TpoMOOTHUECKHX COOLITHM, MK Jaxe MX KOMOHHAUMii, B
pasHble BO3pacTHbIE NMEPHOALI B TakUX ceMbAX. KpoMe Toro, Hamu He mnosnydeno
CTaTUCTUYECKUX Ppa3NMYUH MNPU COMOCTABJAEHHM AHKETHBIX CBEEHHH B rpymnmax
nauventos ¢ MM u TUA.

Pe3ynbTaThl MOJIEKYNAPHO-FEHETHYECKOr0 TECTHPOBAHHs MaTepei MalHeHTOB
M3 OCHOBHOH TpyNMbl NOKa3ald, YTO HOCHTENBCTBO TPOMOOGHIBHO 3HAYMMBIX
noNMMOphH3MOB BCTpeyasioch kak ceMbix ¢ MU, tak u ¢ THUA, oHako KOJMYECTBO
OHOHYKJIEOTHAHBIX 3aMeH ObUIO AOCTOBEPHO BHIUIE Cpeld MaTeped nOeTeil ¢
HHCYNIbTOM (Tabin. 7).

Tabnuua 7
CsefieHHs 0 HOCHTENILCTBE OJHOHYKJIEOTHIHBIX 3aMEH B reHax

npoTpoM60THYECKOIt HaNpaBlIeHHOCTH Y MaTepeit eTeit OCHOBHOI rpymnmsl (n=63)

[Tokasarens HH, n=33 THA, n=30
Yucno TpoMGopUALHO 3HAYUMBIX NOTUMOPOUIMOB Y MAaTEPH 3,11£0,16* 2,12+0,27
Mz+m)

Yucno TpoME0pHABHO 3HAUMMBIX NTONMMOPOUIMOB Y MATEpH, B 0,82+0,13* 0,29+0,12
TOMO3HroTHOM cocTosHuM (M+m)

ITpuMeyanue: * - p<0,05 npu cpaBHEHHH HAHHBIX MaTeped YYaCTHHKOB C UH u

THA.
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Hamu OBINa MOCTaBeHa 3ajlaya OLUEHMTH BO3MOXHOCTD NpPOTHO3HPOBAHHA
papranta OHMK (MM unu THA) Ha OCHOBaHMM M3BECTHOrO TIeHETHYECKOro
npodunsa MatepH. B npouecce aMckpuMHHaHTHOrO anamu3a 9 napaMeTpoB MoKas3anu
cBOIO HHQOPMATHBHYIO LleHHOCTh: F2: 20210 GG, FS: 1691 GG, F7: 10976 AA, F13:
103 TT, ITGA2: 807 C>T, ofee uucio monmumopdpusmos no TpoMbodHIEHOMY
nakety redoB, MTRR: 66 A>G, MTHFR: 677 TT, cymma noIMMopdU3MOB o
nakeTy reHoB pepMeHTOB PONATHOrO UMKIIA.

TocTpoeHue KIaCCHPUKAUMOHHON MaTpUUBI MOKa3ano, YTO BEPOSTHOCT
MpaBHJBHOTO PAcMo3HaBaHUA OblNa JOCTATOYHO BBICOKOH IS MILIEMHYECKOrO
uHcyneTa - 80,18%, M HeynOBNETBOPHTENbHOM UIS TPaH3UTOPHON HINEMHYECKON
ataku - 43,45%. To ecTb CTaTUCTHYECKAs CBA3b MEXIY PE3yNbTaTaMU MONEKYIAPHO-
reHeTHYeCKoro obcnemosanus Matepeit M BugomM OHMK y nereli uMeeTcs, HO
BJWSHUE HOCHUTENBCTBA TMOJMMOPOHBIX TEHOB MpPOKOAryJssHTHOrO  CIEKTpa
HEMOCTATOYHO CHJIBHO, U HE MOXET B W30JIHPOBAaHHOM BHAE, AaXe B reH-FeHHO
KOMOHHALMH, OTIPENENATh BAPHAHT TeYEHUS TPOMOOTHUECKOrO COOBITHS.

Ha cneayromem 3Tane MateMaTHueckod oOpaboTkH HaMH ObLT MpoBeleH
KOMIUIEKCHBIA aHa/iu3 MokasaTened, BKIIIOYABIIMHA: JaHHblE BBIMUCHBIX KapT
POAMJIBHBEIX AOMOB (43 aHaMHeCTHYECKHX MapameTpa), aHKeThl «Bcepoccuiickoro
peructpa...» (50 BompocoB), pe3ynbTaThl o0O0C/IEIOBaHUS Ha HOCHTENbLCTBO
noaumMopdu3MoB reHoB (12 mosMMOppHU3IMOB reHOB, KaXABIH B TpeX aleNbHEIX
cocTosHUAX). Takum o6pa3oM, KakAas MaTh MNaUUMEHTa HMeNla YHHUKaIbHBIH
npoQub, COCTaBNIEHHBIH U3 COBOKYMHOCTH 129 HHPOPMALIMOHHBIX XapaKTEPUCTHK.
B rpynny nporHoctHuyeckoro noucka 6bUTH BKJIIOUEHBI CBEJICHHS O MaTepAx JETeH ¢
MU u THUA (n1=63) u 6e3 OHMK B Bo3pacte fo 15 net (n=47).

Jna  ynydiieHWs  MpoOLECCOB  paclo3HaBaHMs € TOYKM  3pEHUA
MaTeMaTH4eckoit oOpaboTKM JaHHBIX HaMM BBEJ€HA rpajalus MO MNPUHLMMY
IuddepeHHpPOBaHHOM GaNIBHOMN OLEHKH — YeM BhIle 6an, TeM 6ofblee BIUsHUE
OKa3bIBaeT MoBpexAaoimuii paxrop. Hanpumep, 3a «1» NpUHUMaTH 61aronomyYHbIA
comMaTHyeckuit GoH TekyuleH GepeMEHHOCTH, OTpHUATENbHbIE OTBETBHI B aHKETE H

«OMKHI» annenbHbI BapMaHT TleHa; 3a «2» — TPOMOGOGUIBHO He3HauUMble
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3a6oneBaHuA MaTepH (HanpuMep, MHOMUIO), a Takxke HeGONBIIOE UX B KOJIMYECTBO
(omHO-1Ba), T€TEPO3UrOTHBIA ALIENBHBIN BAPUAHT reHa; 3a «3» — MATONOrHYECKHi
rOMO3MrOTHBIH BAapHAHT TE€Ha, MOJOXUTENbHBIE OTBETHI B aHKeTe, COCTOSHHA B
aHaMHe3¢ M BO BpEMA HACTOALIEH OepeMEHHOCTH, CHOCOGHbIE CYLIECTBEHHO
yXyALUIMTb COCTOSAHHE B 1ape «MaThb-TUIOA» U T.J.

B Tabnuue 8 NpeACTaBNeHB Te mapaMeTphl W3 aHaIM3a (Vary), kotopsle
nokasali CBOIO 3Ha4WMocTh (p<0,05) B npouecce 06paboTKH HaHHBIX, a TaKxKe
3HaueHHe KOIPHULUMEHTOB by 1A HUX, PaCCUUTAHHBIX MaTeMaTHUECKUMU METOLaMH.

[To uMelOWUMCA HaHHBIM C TMOMOUIBIO JIOTHCTHYECKOH perpeccuu, O6bin
cpopMHpOBaH HHTETPATUBHBIA NPOrHOCTHYECKHI HHAeke (UITH, Z) o dpopmyne:

Z =b, +b,Var7 +bVar9 +b, Varl1+b,,Var12+b, Varl4 + b, Varl8 +b,Var20+

b, Var22 +b,,Var23+b, Var24 + b, Var26 + b,,Var27 + b, Var28, (2)

Tabnuua 8
HanHble ko3¢ duUMEHTOB Ans by U 3HaYeHHe NepeMeHHBIX Vary
JUTd pacyeTa HHTErpaTHBHOIO MHAEKca NporHo3uposaHus OHMK

HIIK €0 OTCYTCTBHA Y JAetell Mo CBeACHHAM W3 aHAMHe3a MaTCpH U CEMBH

Koadpou | 3Hauenue | [Nepemennas HudopmatusHble nepemeHHste Vary, M0 KOTOPLIM
UHEHT by rpynnst (c u 6e3 OHMK) noctoBepHo oTaHuanuce
b0 -2,34 KoHcTaHTa
b7 6.10 Var7 TpomboTuueckue cobbITHA y KPOBHBIX
POACTBEHHHKOB B Bo3pacTe a0 50 ner
b9 -7.19 Var9 Hanuuue B CEMBE DOACTBEHHMKOB ¢ Tpombo3amu
HelepeOpanbHoO# ToKanu3auuu B Bo3pacte ao SO aert
bil -1,18 Varll HapyleHne MEHCTPYaNlbHOTO LHKNA Y MaTepH
bi2 28,65 Varl2 XnamuauiiHag vHQEKLUSA Y MaTepH
bl4 1,18 Varl4 [Mpuem KOHTpALENTHBOB, COMPOBOXIaBILHiicA
OCJIOXKHEHHAMH
b18 -3,40 Varl§ [Topoky pa3BHUTHA MJIOJA B aHAMHE3E
b20 0,10 Var20 AnnensHbiit Bapuant F2: 20210 GG
b22 40,53 Var22 Annenstibiii Bapuant F7: 10976 AA
b23 0,91 Var23 Annenwsustii Bapuaut F13: 103 TT
b24 2,28 Var24 Annensustit Bapuant ITGA2: 807 C>T
b26 2,79 Var26 AnnensHsii Bapuaut MTRR: 66 A>G
b27 -4,37 Var27 Anneneusiii Bapuaut MTHFR: 677 TT
b28 1,74 Var28 Bcero SNP retos ¢pepmeHTOB PonaTHOro LMKIa

[IpuMeyanue: SNP - single nucleotide polymorphism.
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TIporHo3 pasBUTHA HHCY/ILTA WM €ro OTCYTCTBHS OMpenensics nomy4eHHoH
nociie BBIYHCIIEHHS CYMMOM: €CNIH pacCUMTAHHbII pesynsTat 6bUT GoOMblIE HyINs
nporHo3upoBasics MU unu THA (92,46%), eciu MeHbI1e Hyns - otcytcteue OHMK
MIIEMHUYECKOro THMA B Bo3pacTe A0 15 ner (81,23%). ITomumo sToOTO, npu
MPOBEJCHUH  NMCKPUMMHAHTHOLO  aHaNM3a  PACCYMTHIBAIOTCA  BEPOSTHOCTH
ourH604HOM KNACCHOUKAUMH AN KaKIOM IrpyNNbl MauHeHTOB, T. e. BEPOATHOCTH, ¢
koTopbIMH GoNbHOH H3 rpynnel ¢ OHMK MoxeT nomacTts B rpynny 6e3 Hero
Hao6opoT. Ha 0CHOBaHHH 3TOro MoKasaTesns MOXHO CYAHTE O HANEXHOCTH MporLosa
(AMCKPHMHHALMH). BeposTHOCTL omnGouHoOM knaccudukauuu coctasuna 18,77% u
7,54% y netreii 6e3 OHMK u ¢ HmeMHYecKMM THMOM COOTBETCTBEHHO, YTO
XapakTepH3yeT  MPOTrHOCTHYECKHA  aifOPUTM HE  TOJNBKO KaK  BBICOKO
YyBCTBHUTENIBHBIH, HO H Kak 06/afaomuit cneuupuyHoCTbIO.

TakuM 00pa3oM, MMEHHO KOMMIEKCHBIE NAaHHblE O COCTOSHMH 3/I0POBBS
MaTepeH, CoueTaloIlHe CeMeiHBIe, aKyllepCKO-THHEKONOTHYECKHe U MOJIEKYAPHO-
reHEeTHYECKHE CBEICHHs, MOryT obnajaTh Npencka3aTeNibHON CMOcoBHOCThIO B

otHoweHnn OHMK uiemuyeckoro THna, neGIOTHPYIOLIErO B JETCKOM BO3PacTe
(92,46%).

3.3. Knunuyeckas KapTHHA OCTPOTro HApYUIEHHS MO3TrOBOT0 KPOBooGpaleHus y

leTeil B ocTpOM MnepHoae 00/1e3HH

Y  6onbliMHCTBa  0OOCNENOBAaHHBIX  HEBpOJIOTHYECKas  CHMITOMAaTHKa
MaHu¢ecTHpoBana Ha ¢GoHe BHAUMOro Gnaronomyuus. OaHako y 25,79% (n=41) ¢
MK u y 597% (n=4) nereii ¢ THUA pebiory Gone3Hu npenlIecTBOBAIH
He3HauuTeNbHass TpaBMa (yaap MsS4YOM MO ToJioBe, MaJeHHE C BBICOTHI pPOCTa Ha
CKONB3KOH MOBEPXHOCTH M MNp.) HWIM OOIMEeHHPEKUHOHHAt CHMNTOMAaTHKA
(pebpunehas unm cyb6debpunbHas nMXopajka, KaTapalbHble SBIEHHA H T.A.) B
25,79% (n=41) u 2,98% (n=2) cnyyaes npx UM u THA cooTBETCTBEHHO.

Ha 3HauuMocTh HHQEKUHOHHOrO Mpolecca, B KAaYeCTBE pa3pellAoLIEro

baktopa, Ha ¢oHe KOTOpOro pa3BOpauMBaeTCA OCTpas LepeGpoBacKyspHas
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xaTacTpoda, YKa3blBalOT MHOTHE UCCIIEA0BATENM; B TO XKe BpeMs, HMEHHO B JIETCKOM
Bo3pacTe THMHYHAA KiHHUYeCKad kaptuHa OHMK Hepenko compoBoxaaercs
(eOpHIbHOH HITH cy6debpunbHoii nuxopaakoii [71, 77, 125, 188]. UMenHo Takoe
coyeTaHHe CHHAPOMOB B 1eGroTe GOJNE3HH NPUBOAMNIO K OLIMOGOYHON AHATHOCTHKE
MHQEKUHOHHOTO HWIIM TpaBMaTH4eckoro mnpoueccos B I[HC Bmecto OHMK u
COMpOBOXAAIOCH PAaCXOXACHHEM NMAarHo30B Ha 3Tane npueMHoro mokos JITY:
57,50% (n=92) u 66,67% (n=44) nns UM u THUA COOTBETCTBEHHO. Cpokw
rOCMUTANIM3aLMH B CTALlMOHAp NpPUBEEHHI B Tabnuue 9.

Tabnuua 9

Bpems OT nosiBNeHHs NMepBbIX CHMIITOMOB 4O rocnuTanu3aumu B JITY

HEOTJIOXKHOrO / HEBPOJIOFHYECKOro MpodHJIs

<1 yaca 1-3 yaca 3-6 yacos >6 yacoB He rocnuranusuposan,
ocMmoTpeH amGynaTopHo
n % n % n % n % n %
UU,n=159 | 49 | 30,82 |44 | 27,67 | 29 | 18,24 | 31 | 19,50 5 3,14
THA,n=62 | 4 | 597 (12| 1791 | 17 | 2537 | 4 | 597 25 37,31

Takum o6pa3oM, MOXHO YTBepXAaTh, YTO MOJOBHHa mnauueHToB ¢ MU
nomajgaeT Ha CMELHANU3UPOBAHHBIA 3Tal OKa3aHHA MOMOLUM B MpejienaxX OTYETHBIX
CPOKOB, MPUHATBIX «B3pOCIIO» Cyx6oi - B paMKax Tak Ha3elBaeMoro time window
(mo Tpex yacoB) — 57,41% (n=93), koraa BO3MOXHO NpoBeeHHe Tpombonuauca. ns
neteit ¢ THUA nosBieHHe 04aroBoit unu o611eMo3roBoii CMUMINTOMAaTHKH HE OCTaNOCh
He3aMeYeHHBIM Y TMoJNoBMHBI Jeteit — 55,22% (n=37). B Toxe Bpems,
KpaTKOBpPEMEHHBI M Mpexodsiuii xapaktep cumntomoB npd THA mnpusenn k
OTCYTCTBHIO HEOT/IOXHOMN FOCMUTANM3ALMH H 0OpaIlEHHIO 3a MOMOLLBIO B MNTAHOBOM
MopsiAKe y KaXJIOro TPEThEro MalMeHTa B 3Toi rpynmne — 37,31% (n=25).

JlaHHbIe HEBPOJIOTHYECKOrO CTAaTyca OCTPOro nepuoaa 60/e3HH NPECTaBICHBI
B Tabnuue 10.

Hamu mauveHTs! MOCTYNaId B CTAalMOHAp B TAXKEIOM WM CPEAHETSKETOM

cocTtosHuU (n1=96; 59,26%), kaKk MpaBu/IO, 338 CYET YrHETCHHUS CO3HaHMA, KaXXIblIii
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TpeTHA MalUEHT OB B3AT B OTAENEHHE MHTEHCHBHOM Tepanud unu PAO, 6euu
BHICTABJICHBI MOKa3aHWA Ina mposeneHus HBJI y 37,50% pnutensHOCThIO 110
6,75+1,01 aHe#.

B nepBbie OHK NMpeGbIBaHMS B CTAUMOHApE B KIIMHUYECKOI KapTHHe 6GoJie3HH
BCTpeYaJlach Kak o6LIEMO3roBas, Tak ¥ OYaroBas CUMMTOMAaTHKA. MeHUHIealbHbIE

CHMNTOMBI He 3aQUKCHPOBaHbI HH Y KOT'O U3 JeTelt.

Tabnuua 10
Hesponoruueckuit epuuur y aereit c OHMK uieMHYyecKoro THUna

H €ro IHHaMHKa B OCTpOM rnepuoae

Cpokd HabnroneHus WU npu THA npu HH 5-7 HH 15-21
NOCTYMNEHHH | NOCTyNNEeHUH CYTKH CYTKH
n=162 n=70 n=161 n=157
n % n % n % n %

CHUXEHHE YPOBHS CO3HaHHUsA 9 | 59,26 | 10 14,49 44 | 27,16 7 4,43
(koMa, OryIlieHHE, conop) *
onoBHas 60ab 31 19,14 | 34 49,28 11 6,83 1 0,63

*
CHHIOPOM ABHraTeNbHbIX 115 1 70,99 | 36 51,43 133 | 82,62 | 127 | 80,89
HapylIeHHH B BHJE Napa/nyei, *
nape3oB
CyaopoxXHblii CHHApOM 50 | 30,86 | 4 5,80 20 12,42 7 4,43
CHHApPOM ABHraTeNbHbIX 33 12037 14 20,29 33 20,50 | 23 14,65
HapyuIeHH#’ B BUJle aTaKCHH
CHHOPOM UyBCTBUTENbHBIX 15 9,26 | 56 80,00 3 1,86 3 1,91
HapyWeHHii: ToKanbHas rumno-, *
aHeCTe3Hs
Byns6apHbiii cHHAPOM 15 9,26 2 2,86 15 9,32 14 8,97
CHHJPOM rna3ofBHraTebHbIX 23 1420 | 3 4,29 28 17,39 9 5,73
HapylIeHU R
CHHapoM nopaxeHus 67 | 4136 | 6 8,57 74 | 45,96 57 36,31
NHLEBOFO HepBa *
IEHTpaNbHbI# Npo3onapes)
CHHAPOM 3pHTENBHBIX 3 1,85 | 10 14,49 3 1,85 1 0,64
HapyuIeHH I
CHHApOM peyeBbIX 45 | 27,78 | 40 57,14 41 2547 | 25 15,92
HapylueHHii: Hc-, ada3us *

Ipumeyanue: * - p<0,05 npu cpaBHeHUH AaHHBIX ydacTHHKoB ¢ UM u THA.
B cTpykType oyaroBoii CHMATOMAaTHKH Ha MEPBOE MECTO BBHILLIH Mape3bl H
Mapajliyd KOHEYHOCTeil LeHTPaTLHOTO XapakTepa. B obeux rpymnmax nauueHTOB

Yallle OTMeyeHa MpPaBOCTOPOHHAA JaTepanu3auus napesos: 38,99% u 28,30% ans
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npaBo- M JIEBOCTOPOHHUX remMunapesos npu UU; 35,71% u 15,71%% nns THUA;
Toraa Kak TeTpanape3s 3apMKCHpPOBaH TONBKO AN fHeTei, MOCTYNMUBLUKX C KIMHHUKOIA
UU (6,92%, n=11).

Kpome nape3oB/mapanuueii, IBUraTebHblE CHMIITOMBI GbITH MpeacTaBlieHsl B
Bue AMHAMHUYECKOH WM CTATHYECKOM aTaKCHHM, perHcTpauus KOoTOpoil 6blia
conocrasuma B rpynmnax M u THUA, u Bctpevanacs y kaxaoro naroro 60JsHoro.

CuUMNTOMBI nopaxeHus 4YYBCTBHUTEJILHOTO a”anu3aropa Yaule
nAeMOHCTpHpOBaIH  GonbHble ¢ THA; npM  coyeTaHuHM ¢ JBUraTebHBIMHU
HapyLIEHHUAMH, CTOpOHA Mape30B/napanuyeii BCeraa coBnafaia co CTOPOHOH TUIIO-
WM aHeCTe3WH BO BCeX rpymnax 6onbHeIX. He HcKITIO4eHO, YTO 4YyBCTBUTENBHBIE
HapylIeHUd BCTPEYaIHCh He MeHee 4acTo M y nHereit ¢ MU, omHako B cuny
BO3PaCTHBIX OCOOEHHOCTEH, HAIHWYMA peueBbIX HapylleHHH 10 GoNe3HH W/UIH B
cTpykType cumnToMoB M, onu He crnoco6GHb! OBINH MPEABABUTH TAKHE KATOOH!.

KiuHuyeckue npu3Haky MOpaXKeHHs YepenHbIX HepBOB ObLH co cTopoHsl 11,
IV, VI, VII, IX — XII nap, npH 3tom y UM 1oOMHHHpOBaNH KITHHUYECKHE MPOSBIEHHS
TN1a30JBUraTeNbHON TPyl U LUEHTPAbHOTO Mapesa JIMLEBOro HepBa. 3pUTeNbHbIE
HapylwleHHs (B BHJ€ TOMOHHMMHOH TE€MHAHOINCHH, «IENEeHb» Mepel [Nla3aMH,
¢otoncuiit) npesanuposanu cpead GonsHeix ¢ TUA (3 1 19 cnyyae B rpynnax UM u
THUA  COOTBETCTBEHHO), YTO BIIOJIHE MOXeT OBITh 06yCNOBNEHO, Kak
HEBO3MOXXHOCTBIO OXapaKTepU30BaTh CBOM OIIYLUEHHS, TaK W C TPYAHOCTBIO
00beKTHBU3aLUMH CUMITOMOB mnopaxeHus Il mape! 4eperHbIX HEPBOB B AETCKOM
BO3pacTe.

PeueBble HapyllleHHs BCTpeYaMCh MPAaKTHYECKH Yy TMOJIOBUHBI GOJBHBIX C
THA, a Tarke y kaxmoro yerBeproro peberka ¢ MM, B BUIe MOTOpHOH auC- WIH
adasuu, IM3apTPHH.

XapakTepucTHka CyJOpOXHOTo cuHApoMa y nauueHtoB ¢ MM 3a Bpems
FOCTIMTANIM3ALMH MpecTaBieHa B Tabnuue 11. Cynoporu octporo nepuona 6osesHy,
Kak MpaBujIo, 6bUTH reHepai30BaHHBIMH. IMEHHO 3TOT THIT NPHUCTYNOB CTAHOBHUJICA
MOBONOM NI OOpallleHUs 3a YPreHTHOM HEeBPOJOTHYECKO# momoupio. Cynoporu

NMPaKTHYECKH HUKOrAa He 6bLM eauHcTBeHHBIM mposBreHneM OHMK, dokanbHbli
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HeBPOJIOTMYECKUA NeQUUMT pasBUBaeTCs THGO OAHOBPEMEHHO ¢ HUMH, 16O cpasy B
MOCTUKTANBHOM MepHose. Hamu nposenen anamus NIPOrHOCTHYECKOM LIEHHOCTH
MPUBEACHHBIX  XAPAKTCPHCTHK  CYNOPOXHOTO CHHAPOMAa C TOYKH 3peHHUS
$hopMHPOBaHUA MOCTUHCY/ILTHOH SMHUJIENICHH, PE3yNbTaThl MPeACTaBieHs! B I/1aBe S.
K OKOHYaHHIO OCTPOTO MepHoaa y GoNblIMHCTBA AeTeit CYNOPOXHBIH CHHAPOM ObLI
KyNHpOBaH TMpenapaTaMi aHTHUIMHUIENTHYECKON TPyNMbl, TONLKO y 7 aeteit (4,43%)
KOHCTaTHPOBaHa CUMITOMaTHYECKas pOpMa IMUNENCHH.

Tabnuua 11

KNHHHKO-UHCTPYMEHTANIbHBIE CBEEHHS O TEYEHHH CYNOPOXHOrO CHHAPOMA

B OCTpoM nepuoae U1

[Tpusnax n [ %

Tun npuctynos, =50

["eHepaIH30BaHHbIE NPUCTYMBI 31 62,00
QokasbHblE NPUCTYIILI 12 24,00
doKaNbHbIE PHCTYIbI C BTOPUYHON reHepann3aliueit 7 14,00
HM3MeHeHHs Ha INEKTPoIHUEDaNorpaMMe B MEXHKTANBHBIIH neprof, n=93
DnunentdopMHas (MHKOBAs W/ UK NHK-BOJHOBAs) aKTHBHOCTh 26 27,96
[eHepanH30BaHHBIHA XapaKTep SNHaeNTHHOPMHOH aKTHBHOCTH 2 2,15
dokanbHBIH XapaKkTep SNuAeNTHHOPMHOH aKTHBHOCTH 12 12,90
BhIcOKOAMIIUTY/IHAs MeANIEHHOBONIHOBAs aKTUBHOCTh 16 17,20
HopmansHas ¢oHOBas aKTUBHOCTB 22 23,66
H3meHeHUs GOHOBOH aKTHBHOCTH 71 76,34
H3meneHus GoHOBOI aKTHBHOCTH HEJMHNENTHYECKOrO XapakTepa 19 20,43
MenneHHoBoHOBas GOHOBasg aKTUBHOCTD 62 66,67
HuskoamnautypaHas ¢poHOBas akTHBHOCTh 6 6,45
["MnepcHHXpoHHas GoHOBas aKTUBHOCTh 5 5,38

CeeneHus, npuBefeHHble B Tabnuue 10, JAEMOHCTPHPYIOT HACKOJBKO
BapUaTHBHB! MOT'YT OBITH HeBpoJioruyeckue npossieHus B Aebrore OHMK y neteit.
B octpoM nepuone GonesHu, He3aBUCHMO OT THIA HHCYJIBTA, PETHCTPHUPOBANach Kak
M30/IHpOBaHHaA OOLIEMO3roBas MW Ooyarosas CHMITOMAaTHKa, TaK U MUX COYETAHHE.
Hamu Bbinenens! HanGosnee yacTrle BapuaHThl Aebrota UM y neteit:

- CHHIPOM JIBUTaTeNbHBIX HapyLIEHHI B BUJe Mapanuyeil, nape3oB + LeHTpabHBbIH
nape3 nuueBoro Hepsa — 62 (38,27%);
- CHHIPOM JBHraTe/bHBIX HapYLIEHHUil B BUAE Napanuyei, Mape3oB + LUEHTPaTbHbIHA

napes JIMLEBOro HepBa + CHHWXXEHHE YPOBHS CO3HAHHA — 30 (18,52%);
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- CHHJIpOM JIBUT'aTENBHBIX HapYIICHUH B BUe napanuyeii, Nape30B + CYAOpPOXHBIA
cunapoM — 25 (15,43%);

- CUHIPOM JIBHTaTe/IEHEIX HApYILIEHHH B BHe Mapanuyeii, Mape3os + CyA0pOXKHbIN
CHHIPOM + CHIDKEHHE YPOBHSA CO3HaHUA — 17 (10,49%).

Camble BCTpeyaroudecss KOMOMHaLMK Y nauxenTos ¢ THUA 6b11u:

- TOKaJIbHAs TUII0/aHECTE3USA + peueBble HApyLIEHUs — 35 (47,95%);
- ronoBHas 60Nk + JlOKaNnbHas runo/aHecTe3us — 26 (35,62%);
- CHHAPOM [BHTaTEe/IbHBIX HAapyIEHHH B BUAE Napalinyeil, mape3os + peyeBble
napyweHus — 20 (27,43%).

Manudecrauus OHMK umemuueckoro THna ¢ o6uEeMO3roBbIX CHMIITOMOB,
HalpuUMep, € DJMUICNTHYECKHX MPUCTYNIOB HIH TrOJIOBHOH 6onau, Morjia CTaTh
MPUYHHOH OTCPOYKH MOCTAHOBKH AMarHosa. PacxoxJeHHe AUarHo30B B HallleM
MCCNIEA0BaHUH Ha YPOBHE MPHEMHO-AHAarHOCTHYECKUX OTAEEHHH NpeBbICHIO 5S7%,
JIOKTOpa HEOTJIOXKHOrO 3Tana IOMOLUM, KaK IpaBWl0, Ha [EepPBOE MECTO B
JMarHOCTHYECKOM TMOMCKE CTAaBMJIM OSIHIENCHIO, YEPEernHO-MO3rOBYIO TpPaBMY,
MHOEKUMH HEPBHOW CHCTeMBI, MHIpeHb M T.JA. B KkauecTBe npumepa
mbdepenumansHoro auaruosa aebiora OHMK u nepBbIX NMpPOSBIEHHIH SMHIENCHH,
OTCpoYeHHOH BepHPUKauuK AnarHocTUkH U, NpUBOANM ClieyIOUIHI KITHHHUECKHIA
ciyyvail.

PebeHox M., MansuMk, B Bo3pacTe 6 JeT M 8 MecsueB, ObI1 AOCTaBJIeH
Opuragoii ckopoii MeAHMUMHCKOH MOMOLIM B HEOTIOXHOM MOPAAKE B IPUEMHBIM
noxoit GonsHULBEI B CBepasioBCKOH 0ONacTH B CBA3H CO CIyYMBLUMMCS BIIEpBhHIE B
KH3HH MPUCTYTIOM B BHJI€ TOHHUYECKOro 3aBeJeHHUsA asHeIX 650k Baeso. [Ipuctyn
MPOH30LIENT HOYBIO M COMPOBOXIAICA UyBCTBOM CTpaxa, CHJIbHOH roloBHOM 60JbIO.
Yepes HeCKONBKO MHUHYT 06BEM ABMXEHHA Ma3HBIX A6/I0K BOCCTAHOBHUICH, OJHAKO
COXpaHANOCh OrJIylleHHe, BO BpeMs MNPHCTYMa MOABHIACh HEYETKOCTb peYd U
YyBCTBO cNaGoCTH B NpaBoii pyke M Hore. Uepes 5—6 4yacoB peub W CO3HaHHE
BEPHYNMHCh K HOpMe, ABHUraTelbHas CHMNTOMAaTHKa COXpaHANach CIyCTA CYTKH.

PCGCHK}' [IpH MOCTYIJICHHH B CTAlLHOHAP OBbIN BBICTABJIEH AWArHO3: ((CyllopO)KHblﬁ

CHHAPOM HeyTOYHEHHOH 3THOJOTHH, nape3 Toamay.
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IIpy OCMOTPE B HEBPOJOTMYECKOM oTaeneHuu COL'Y3 OOKBE Ne 1
(neperoCMHTATH3HPOBAH Ha 4 CYTKH 6one3HH): kanobl Ha CHJIBHYIO FOJIOBHY1O0 60Jb
6e3 TOLIHOTBI U PBOTEL, CNIaGOCTL B MPaBbIX KOHEYHOCTAX. MeHHHrealbHbIE 3HAKU
oTpULATENbHbIE. [T1a3HbIe LENH CHMMeTpHYHBIe, 3paykd okpyriaoi ¢opmel, D=S;
peaKLMM 3paykOB Ha CBET (MpAMas U CONPYKEeCTBEHHAsA) COXPAHEHDI, ABHXEHHS
rnasHbIX AONOK B MONHOM 00BEME, HUCTAarMa HeT. ACHMMETPHH JTHL@ H Oynb6apHbIX
HapylUeHH#i HeT. JleBHallus A3blKa BNpPaBo, peub — MOTOpHasA aucasus. CHUxKeH
06bEM aKTHUBHBEIX IBWXXECHHH B MPaBBIX KOHEYHOCTAX, MBIIUEYHBIH TOHYC B JIEBBIX
KOHEYHOCTSX (U3MOJNIOTHYECKHHA, B MpaBHIX KOHEYHOCTAX — TOBBILEH [0
nUpaMUIHOMY Tury. MbIll€YHas cuna B MPOKCHMANBHBIX M JUCTATBHBIX OTHENAX,
Kak B BEPXHHMX, TaK M HWXHHX KOHEYHOCTAX CJieBa paBHa 5 GannaM, cripaBa —
cHivkeHa 10 3 6annoB. CyxOxXHIIbHEIE PeIIeKCh! BBI3LIBAIOTCA C BEPXHHX M HHKHHX
KOHEYHOCTeH, B JIEBOH pyKe H JIeBOH Hore — (U3HONOTMYECKHE, C MpaBbIX
KoHeyHocTed — BbICOKHE. KitonycoB HeT. IlonoxutensHelit cumntom Babudckoro
cnpaBa. Iloxoaka no Tumy remunapeTHueckoif cnpaBa. B mnose Pom6Gepra
nowatelBaeTcs 06e3 dyeTkoi narepanusauuu. IToBepxHOCTHas W riyGokas
4yBCTBUTEJIBHOCTh COXpaHeHa. (DYHKUMH Ta30BBIX OpPraHOB He HapyuieHsl. AJ]
160/90 MM pT. CT. (MOBBILIEHO MO OTHOLIEHUIO K BO3PacTHOH HOpME).

W3 anamHe3a xu3Hu: pebeHok ot III sxenanHo#i 6epeMEHHOCTH, MPOTEKaBIIEH
Ha poHe yrpo3sl NpepbIBaHHUs B NepBoii nonoBuHe GepemeHHocTH. Cpounsle poas! I1
B cpoke 39 Henmens. Bec npu poxxaenun 3200 rp., no wkane Anrap 8/9 6amnos.
PanHee ncHXOMOTOpHOE pa3BUTHE MPOXOAMJIO B COOTBETCTBHE C BO3PAcTHBIMU
HopMaTHBaMH. UepernHo-MO3rOBBIX TpaBM, CYNOpOr B aHaMHe3€ paHee He ObLio.
Hacnenctsennocts no snunencuu 1 HHCyNbTaM He oTarouieHa. Hakanyne peGeHok,
CO CJIOB pojuTesiei, 6pLT 310pOB.

B cBA3M ¢ OTCYTCTBHEM BOCCTAHOBJIEHHSA ABM)XEHHH B MPaBbIX KOHEYHOCTAX
nocne 24-yacoBOro TepuoAa, [MOWUCK BO3MOXHOM MPUUYMHBL  (QOKAIBLHOTO
HeBpoJloruyeckoro Aeduuura 6su1 pacwupeH. JomonHuTensHo nposeaeHsl: MPT

roJIOBHOro Mo3ra (6 CyTKH GoJie3HH, pHC. 4).
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PesynsTatel I3T-ncenenosanus (5 cyrkn Gonesun) nokasam, 4to ¢onosas
3anuch C COXPaHHOH OCHOBHOM aKTHBHOCTBHIO. B NIEPHOA 3anKCH 3aperucTpupoBaHa
perHoHalbHasd ONUIENTHPOPMHAA aKTHBHOCTD B BHge KOMILIEKCOB ocTpas-
Me/UIEHHas BOJIHA C JIOK&IM3alUMeH rnaTtonoruyeckux (opM B J1eBOHl JOGHO-
LeHTPaJIbHO-BUCOYHOM o6nacTH (puc. 5).

Pe3ynbTaThl 00CNENOBaHHA CHCTEMBI reMocTasa (2-e CYTKH GonesHu):
npoTPOMOMHOBBIH ~ MHAEKC — 100% (Hopma 85-115%), MeXIyHapomHOe
HOPMaJIH30BaHHOE OTHOWeEHHe — 1 (Hopma 0,85-1,25), ¢ubpunoren — 2,47 r/n
(nopMa 2,0-4,0 r/n), m  Ha 13- CyTKM GoNe3HM: MHIAEKC aKTMBMPOBAHHOTO
YacTMYHOrO  TPOMOOMIAaCTHHOBOro BpeMeHu — 1,03 (Hopma 0,85-1,15),
npoTpoMOKHOBBIH HHAEKC — 96% (HopMa 85-115%), TpoM6uHOBOE BpeMs — 17 cek.
(nopma 14-17cek.), ubpunoren — 2,4 r/n (Hopma 2,0-4,0 r/n), GUGPUHONUTHYECKAS
aKTHBHOCTb — 32 MUH. (HopMa 7-12 muH.), aHTUTpoMGHH III — 100% (HopMa 75%-
125%), npoteun C — 1,11 (Hopma 0,7-1,5), pactBopuMele GUOPUH MOHOMEPHEIE
komruiekcel — 40 Mr/mn (HopMa 30-40mkr/mMn), ¢aktopet VIII u IX — Gonee 100%
(HopMa 70-150%). Onpenenén yposeHb roMouucterta (13-e cytku Gonesuu) — 12,7
MKMOJIb/N (TpeBBILIEHHE BO3pacTHOro HopMartiBa B 1,27 pasa). JInsa HCKIOYeHHS
aHTHQoOChONUMUAHOrO CcHUHIApoMa pebGeHok Obin obcnenoBaH Ha onpeleneHuHe
aHTHTEN K aHTHTeHaM 6eta 2-rNMUKONpPOTEHHY, KapAHOMUITHHY,
pochatuaunuHosuTony, ¢ochatununoBor kucnore, GochaTuaUICEpUHy - BCe
nokasatenu OB B MpejeNnaX HOPMalbHBIX 3HaueHUH. B panbHelumieM pebeHKy
MpoBefiecH MOHHTOPHMHI ypoBHA NakTaTta — 1,19 MMonw/n, a Takxe oGcnenoBaHHE
METOJIOM TaHJEMHOH Macc-CNEKTPOMETPHUH — HCKIIOYEHBI HACNEJCTBEHHBIE
aMHHOALMAONATHH, OPraHUYECKUE alUUAypHH M AedeKTbl MHTOXOHApHanbHOro -
OKHcreHHUs. B cBA3M ¢ HAMYHEM JBOIOPOAHOTrO cibca, GONBHOrO ¢ MOATBEPKAEHHOM
ne#iko3HuedanonaTieii ¢ MOpaXeHUEM CTBOJA TOJIOBHOrO MO3ra W BBICOKMM
ypoBHeM naktata npu  MP-cnektpockonuu  (JICCJI-cuHapom) — nmauueHTy
OpraHW30BaHO MpsAMOe CeKBEHHMpoBaHWe 3 3k30Ha reHa DARS2 — mytaumii He

obHapyxeHo.



Puc. 4. MarHMTHO-pe30HaHCcHasi Tomorpagusi roloBHOro0 Mo3ra pebeHka M., 6 net 8
MecsueB, 6-e CyTKM 6onesHW. pusHakM NOZOCTPOro WULLEMUYECKOTO WHCY/bTa B
bacceiiHe  neBOM  cpeAHe  MO3roBOoW  apTepun,  NepPUBEHTPUKYNSPHas
nenkKoaHuedanonatna (MCxod rmnoKCUYeCKN-ULEeMNUYECKOro NOpPaXKeHWs rONI0BHOIO
mo3ra), Nlerkasa funaraums OGOKOBbIX >Xenyfo4ykoB. [MaTtonornv wHpakpaHwaibHbIX
apTepuin He BbISIB/IEHO.

Puc. 5. 3nekTposHuetanorpamma pebeHka M., 6 neT 8 mecsueB, 5-e CyTKM 60/1e3HN.
Ha choHe nerkoi gesopraHusaumn perucTpupyroTcs KOMMIEKChbl «OCTpas-MeineHHas
BO/IHa» B /IEBOI NTOGHO-LEHTPaIbHO-BUCOYHOW 06/1acTh
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9XO-kapauorpatus (6-bie CYTKH oT 3a60/1eBaHuUs) BBIABHIA peryprutaumio 1
cTereHH Ha KIalaHe JIeroyHod aprepuu. Ilo pesynpratam TPaHCKpaHHAIbHOH
pormnneporpaguu B pexume 3MBONOreHHOro MOHUTOpUHra Mo cpeHelt MO3roBoit
apTepuH € ABYX CTOPOH 3aperHCTPHPOBAHbl ABA 3MOOJIOr€HHBIX CHUTHANA C BBICOKOIA
cTeneHblo I0CTOBEPHOCTH 1o sieBoit CMA (opor 5 J16, skcnosuums 10 MuHYT).

OcMOTp OQTanbMONOra ¢ aHaIW30M KApTHHBI [Ma3HOTO AHA MATONOMMM He
ofHapyuJl, MO pe3y/bTaTaM KOHCYIbTalUWH Kapauosora GbUla 3aperucTpHUpoBaHa
nabuibHasg apTepHalibHast THIIEPTEH3HS.

Masbuuk 6611 06CIE10BaH Ha HOCHTENBCTBO MOJIMMOP(GH3MOB F€HOB CHCTEMBI
reMokoarynsunu W ¢QonatHoro umkna (Bcero 12 Touek); BbIABNEHBl 4
OHOHYKJICOTHIHBIX 3aMeHbl B reHax ¢ubpuHoreHa FGB: -455 G>A, peuenrtopax
tpombouuToB K KoytareHy ITGA: 807 C>T, depmenToB ponardoro uukia MTHFR:
677 C>T u MTRR: 66 A>G.

[To COBOKYMHOCTH KIMHHYECKHX H J1aGOpaTOPHO-HHCTPYMEHTATBHBIX AaHHBIX
ObU1 BhICTaBEH auarHo3: «Huwemuyeckuit UHCYNBT B GacceifHe cpefiHeil MO3roBoii
apTepuH cleBa (12.02.13r.) COYETaHHOTrO TpoM6OTHYECKOTO u
KapAHO3MOONIHYECKOro TeHe3a Ha (OHE HOCHUTENbCTBA MONWMOpGHU3MAa [EHOB
TpoMOodunun cpeanero pucka (FGB: -455 G>A, ITGA: 807 C>T, MTHFR: 677
C>T u MTRR: 66 A>G), nérkodf TruneproMoUUCTEMHEMHH U 3MOOIOr€HHOro
CHHPOMAa C MpPaBOCTOPOHHUM remunapesoM (3,5 Ganna), MoTopHOl aucdasueit u
CYHODOXHBIM CHHAPOMOM B ocTpoM nepuone. JlabunbHas aprepHasbHas
runepreH3us. [unepronuyeckuit kpus 12.02.2013r.».

Takum o6pasoM, B KIMHHYecKoH kapTHHe ne6rota 6oJe3HH Yy MasbyuKa
MMEJIUCh CJIEAYIOIHe MPH3HAKH, KOTOpble MOMIH ObITh WHTEPNPETHPOBAHBI KaK
Ae6I0T SMUNENCUK ¢ BTOPHYHO-T€HEPATH30BAHHBIMU MTPUIIAKaMH:

- BHe3anmHoe Hayano Goyie3Hd Ha GoHE OTHOCHTEIBHOTO HEBPOJOrHYECKOro H
coMaTHyeckoro Gyarononyums;
- NosiBJIEHHE CUMIITOMOB y pebeHKa HOUbO, BO BpeMs CHa, YTO IPHBEJIO K €ro

NPoGYXAEHHIO U COMPOBOXAANOCH YyBCTBOM CTpaxa;
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- KPAaTKOBPEMEHHBIH MPUCTYN  TOHMYecKoro HaCHJIbCTBEHHOTO 3aBeleHHs
rnasHBIX S0/10K BJIEBO, COMPOBOXAAIOIMACS HAPYIIEHHEM CO3HAHUS peuH;

- pa3BUTHE T10CJIE SMH30/1a CYAOPOT CaGOCTH NMPaBEIX KOHEYHOCTEH:;

- HaIMYHE HA  3/EKTpOSHUedanorpaMMe  hoKaIbHBIX SMUNENTHHOPMHBIX
H3MeHEHHU B JIEBBIX IOOHO-LEHTPANBHO-BUCOYHBIX OTBENCHUSX.

Takue CHMNTOMBI MOIJIH PacCMaTPHBATBCA B KauyecTBe XapaKTepHBIX IS
JMUIENCUH  JI€TCKOTO  BO3pacTa C UEHTPAIbHO-BUCOYHBIMM TNUKAaMH (Ha Hee
yKa3bIBa/IH BO3PacT peGeHKa — LWIECTS JIET, HOYHOM XapaKTep U304 C HapylueHHeM
peyd, UyBCTBOM CTpaxa, HapylleHHeM CO3HaHM#A). B Toxe Bpems 3aBeneHue rnas,
HapyLlIeHHe PEYH, JUIHTENbHBIH NMape3 KOHeYHOCTel, GokanbHbIe H3MeHeHus Ha DT,
HECOOTBETCTBYIOLIHE MO MOPGHONOrHH N06POKAYECTBEHHEIM  IMUNENTHHOPMHBIM
HapyIIEHHUAM JETCTBAa — MPHU3HAKH BO3MOXHOIO MaTOJIOMMUYECKOro oyara B FOJIOBHOM
MO3re, MOIJIH yKa3blBaTb Ha CHMINTOMAaTHYECKWH reHes snuiencuu. O6paluaeT Ha
ce0s BHUMaHHe OTCYTCTBHE YKa3aHMs Ha BOBJICYEHHE KOHEYHOCTEH B KMHEMATHKY
npuctyna (co cjIoB poauTenei). 3To sBnseTcs GAKTOPOM, KaK MCKIIOUEHHUS, TaK U
MOATBEPXKACHHA BO3MOXHOM SMHJIENCUH, TMOCKOIBKY HOCHT aHaMHECTHYeCKHii
XapaKTep, H B CHJTY KJIMHHYECKOH HEBBIPAXEHHOCTH MOIJIO HE NMpHBJIEYh BHUMaHUSA
cBUAeTeNEeH MpHMaaka. PasBUTHe NOCACNPUCTYNIHOrO Mape3a TaKkKe MOXET
COMpOBOXJATh KaK MO3roByl0 KaracTpody, Tak M OBITb KpPaTKOBpEMEHHBIM
NpeXOAslHM COCTOSHHUEM, XapaKTepHbBIM I 3MH30[0B JMWIENCHH [JETCKOro
Bo3pacta (nape3 Toapa). [uccounauus KIMHHYECKHX MOKa3aTeneil B AHarHOCTHKE
NapoKCH3MAJIBHOIO COCTOSIHUS, COXPaHSABLIMICA OYaroBblii HEBPOJOrHYECKHH
nebHuUUT moTpeGoBan MOAKIIOYEHHs Gosee LIMPOKOro CMeKTpa 1abopaTOpHBIX H
MHCTPYMEHTAIBHBIX METOAOB OOCNENOBaHHUA M MOMCKAa MPUYHH CYAOPOXHOro
CHHApOMa. YepenHo-Mo3roBas  TpaBMa,  oOwbeMHele  ofpasoBaHus W
RemuenuHusupytomas mnatonorus I[HC 6butM  MCKIIOYEHBI MO  pe3ynabTaTaM
aHaMHe3a, OCMOTpa, AHHAMHKE CHMIITOMOB H JAHHBIM HeHpOBH3yalH3aUUH (MPT
IPOBENIEHO B OCTPBIii MIEpHON H Yepes 4 Mecsla).

CumnToMel, koTopble ObIM y Hallero MalUHEHTa B OCTPOM TnepHoae

3a0oneBaHus,  ymOBNETBOPANM  KpUTepuaM  oOLIeMO3roBoi  H 04arosoif
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HeBpOHOl‘l/l‘leCKOﬁ CUMIITOMATHKH, TIOSBWIHCE OHU BHE3aMHO, 4YacTb M3 HUX

npofo/kana MNPHCYTCTBOBATb CNYCTA 24 yaca (ueHTpanbHbil NpaBOCTOPOHHUF
reMurnapes), YTO M TOCIYXUIIO CTAPTOBOH TOYKOM AN OGCNENOBAHMS B CBA3M C
fofO3pEHHEM Ha HHCYNBT. Ilo pe3ynbTaTaM oOpraHu3OBaHHBIX QUArHOCTHYECKHX
MepOTpUATHH y MasbuHKa M. BmISIBNIEHO HeckonbKko ¢akTopoB pHucka, KOTopsle
MO CrocoOCTBOBAaTE pPa3BUTHIO Tpombo3a B LepeOpOBacKyISPHOM  pyclie:
5MU304bl  APTEPHAIIBHON TUMEPTEH3UH, 3SMOONOreHHBI CHHAPOM  (HCTOYHHK
KOTOPOTO HE BBISBJICH), F€HETHYECKH NETEPMHHUPOBAHHAA TPOMGODUIUS cpeaHeii
CTeNEeHH pUCKa H THIIEProMOLMCTEHHEMHS.

CnoxHocTb AudpepeHUHaNBHOM! IHArHOCTHKM MepBhIX NpossieHuit OHMK u
3MHUJIENCHH Yallle BO3HHMKAeT MMEHHO HA YPreHTHOM 3Tafle OKa3aHUs MOMOLUIM, KOria
CYHOPOXHBIA ~ CHHAPOM  CTAHOBHUTCS MEPBHIM MPU3HAKOM HMHG(ApKTa WIH
kpoBousnuaHus B IITHC B octpeiiuem nepuome. Kak mnpasuno, cymoporu He
ABNAIOTCA €AMHCTBEHHBIM mposBieHHeM OHMK, ¢okanbHEI HEBPONTOrHYECKHit
aeQUUMT pa3BUBAETCA MO0 OJHOBPEMEHHO ¢ HUMH, THGO Cpa3y B MOCTHKTAIbHOM
nepuoze [191, 192, 193]. DTa KiIMHUYecKkas CBA3b HMeET HACTONBKO BBICOKYIO
LUEHHOCTh B KOHTEKCTE JHAarHOCTUKH 0OBEMHBIX 00pa3oBaHMM M OYaroBbIX
nopaxeHuii [THC y neteit (B TOM 4YHCNie U UHCYNBTA), YTO HEOTJIOXKHO MPOBOAHTH
MPT ronoBHoro Mo3ra B TakKMX cliyyasX, ObLUIO BBIHECEHO B OTAENBHYIO
pexomeHpauuio The American Epilepsy Society [167].

Hecneunduunsle npossneHus npoaeMoHcTpupoau B jebrote OHMK u
nauneHTsl ¢ GonesHbto Moiigs-Moits (tabn. 12). [onosHas 6one durypuposana B
KayecTBe MaHM(eCTHOro CMMNTOMa y GOMBUIMHCTBA U3 HUX, OQHAKO B CHIY TOrO,
YTO LedanrHyeckuit CHHAPOM OCTaeTCs OAHHM H3 CaMBIX YacTO perHCTPHPYEMBIX B
NeANaTpHYECKON HEBPONOTHYECKOM TNpaKTHKe, U He OBLT pacueHeH B KayecTBe
daraneHoro mnpusnaka. ITocnegyloliee MPUCOEAHHEHHE MPEXOMALIMX OYAroBBIX
HEBPONOTMYECKUX CHMIITOMOB OBUIO pacleHEHO KaK TMposBleHHe Ccyb- Hiu
ACKOMIMEHCAUHH PEe3UAYaNbHOr0 OpraHHyeckoro ¢oHa Mmoj BIHAHHEM IIKONBHBIX
Harpy3oK, MHTEHCHBHBIX 3aHATHI CIIOPTOM, BUPYCHBIX MHOEKUMi, MPUBHBOK U T.1.

PacnosnaBanue ux B kauectBe THMA npOXOAWNIO PETPOCMEKTUBHO, ToOCIE
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BepHduKaunu Gonesnu Moiis-Moiis. KpaTkoBpeMeHHbIH 1 NpeXOsLIMA XapakTep
CHUMNTOMOB Yy [ETEH, YacTO B COYETAHMH C HEBO3MOXHOCTBIO BepBaTbHO
0XapaKkTepU30BaTk CBOM «HEOOBIYHBIE» Xanobbl (Hanpumep, neBouka Lll. onucwiBana
TMNO- M MNapecTe3UH KaK «MOJI3aHHE YIUTOK»), CHOCOGCTBOBAIH MO3HEMY
00palleHHIO 3a MOMOIUBIO U HECBOEBPEMEHHOH TOCHHUTATH3ALMH. OtcpouenHoe
pacniosHaBaHHe GonesHH Moiia-Moiia GBUIO OTMeYeHO y BCeX MaUHEHTOB, H
MHUHHMABHBIH CPOK TaKoro “IHarHOCTHYECKOro pa3pelBa” COCTaBWI 2-3 roaa.
Wpnentudukauus Gonesnu Moiis-Moiis mpoucxoauna TONBKO MOC/HE TOro, Kak
pebeHOK MEepeHOCHN HIIEMHYECKHH HHCYNBT, OYaroBylo M  OGLIEMO3rOBYIO
CUMNTOMATHKY W JAaHHble HEHPOBM3YyallH3aUMH KOTOPOr0 HEBO3MOXHO OBLIO

MTHOPUPOBATh H/IH HHTEPNPETHPOBATh HHBIM 06pa3oM.

Tabnuua 12
BapuanThl ae610Ta M CpOKH MOCTAaHOBKM AWarHo3a y aeteit ¢ 6one3Hbo Moits-Moiis
ITon Bospacr | Cumnrtomsl B HuarHo3sl oo Bospacr OHMK 3a Bpems
aebiora, nebrote BepHdHKauuu MOCTaHOBKH Gonesnn
ner 3aboneBanus BMM JiHarHo3a
BMM, net
Y., 10 uedanruu PLIOH 14 12 THUA,
MaJIb4HK THMEPKHHE3B! snuaencus 1 U
b., 5 uedpanruu CBI no 7 2 THA
MaNb4HK npexoasuii BaroTOHHYECKOMY
reMunapes THIY
K, 13 uedanruu THNEepTEH3HOHHBIH 15 6 TUA,
Manb4yHK CHHAPOM 2 MU
I, 8 uedanruu PLIOH 10 2 TUA
JleBOYKa THIMEpKHHE3bI 1 UK
L., 5 THIMEpKHHE3BI PLIOH 12 3 THA
JieBOUKa 1 UK
0., 6 uedanruu PUOH 12 6 TUA
MaJIbYHK 1 A
K., 9 uedanruu MurpeHs ¢ aypoii 11 2 UM,
MaabYUK MHOXKCCTBCHHBIC
NlaKyHapHble
undapkte, THA

[Tpumeyanue: BMM — Gone3ns Moiisa-Moiis, THA — TpaH3uTOpHBIC HIIEMHYECKHE
ataku, UM — wumemuyeckuit uHcynsT, PLIOH - pesunyanbHas LepebpanbHas

opraHuyeckas HelocTaTouHoCTh; CBJ] — CHHApPOM BEr€TaTUBHOH IU3PEryALHH.



JvHamunka  perpecca HeBpOI'IOFI/ILIeCKOIZ CUMNTOMATUKN Yy [l,eTeVI c
NLLIEMNYECKUM MHCY/IbTOM NpeCcTaB/ieHa Ha puc. 6.

Puc. 6. [uMHamuKa KIMHUYECKON KapTuHbl W 3a Bpemsa rocnutanumsauyum
MpumeyaHme: * - p<0,05 npu cpaBHEHUWN AaHHBLIX NPU MOCTYMNEHUN U Ha 15-25
CYTKMN 601e3HN

Kak BMOHO Ha puUCYHKe 6, K BbINMUCKe [ETU MNPUXOAUIN B CO3HaHWe,
KynupoBa/ica CY[OPOXKHbIA CUHAPOM U ronoBHast 60/b, HaMeyanacb TEHAEHUMA K
BOCCTAHOB/IEHVIO paBHOBecUA W peun. K KOHUY HaxoxieHus B CrauuoHape
HEM3MEHHON M  Ha  BbICOKOM  YpOBHe  OCTaBaflacb  MpeACTaBlEHHOCTb
napesos/napasimyein B KOHEYHOCTAX (KOppenauus ¢ Haaumumem O6LIMPHOro ouara,
06HapyXXeHHOro Npy NPOBeLEHNN HeipoBU3yan3aLmMmn B OCTPOM MEPUOLE UHCY/bTA,
coctaBuna r=0,56, p<0,05). Yactota BOBNEYEHUS UYepenHbIX HEPBOB TaKXe
OCTaBasiaCb CTabWNbHO BbLICOKOW, M BKItOYasia LEHTPa/lbHble Napesbl MUMUYECKOW
MYCKynaTypbl, NOAbsA3bIMHOrO HepBa — 15,92% (n=25), 6ynbbapHOin rpynnbl u

€ANHNYHbLIX Clly4aeB BOBJ/IEHEHNA 3PUTENTbHLIX HEPBOB.
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Takum o6pasomM, knunuyeckas kaptuia OHMK HineMH4eckoro THMa B OCTPOM
neproje OO0NE3HH XapaKTepH3oBalach BHE3ANMHBIM MOSBIEHHEM OGLIEMO3rOBOA
W/MJIA 04aroBOH CHMIITOMAaTHKH, HEPENKO Ha (OHEe MPOBOUMPYIOWHMX (AKTOpOB,
KOTOpasi MPUBOJW/IA K FOCMUTANM3ALMKY B CTAllMOHAp YPreHTHOTo MpoQMIs, HO HeE

6rina MHTEpNpeTHpoBaHa Kak ae6ioT OHMK B nonosuHe cnyyaes.

3.4. PeayabTaThl 1260paTOPHOro M HHCTPYMEHTAJILHOIO 06C/IeJOBaAHHUS NeTell B

OCTpOM nepHoae 60J1e3HH

Busyanusauus B nepseie 6 yacoB 6bl1a nposefeHa 78 nauuentam ¢ MU, yto
cocTasfeT 63,93% OT MOCTYNMBIIMX B 3TOT BpeMeHHOH npoMexyTok (122 pebeHka)
n 30 getaM ¢ auarHoctHpoBaHHBIMH THA (u3 33 o6paTuBLiMXCS 32 MOMOUIBIO B
9TOT BpeMeHHOH uHTepBain, 90,90%). To ects HaOmoganach OOCTaTOYHO
napajokcajlbHas CHTYyalHs: JeTH, UMEIOLLHE IpKHe MPU3HAKH HapyLIEeHHUs MO3rOBOTO
kpoBooOpaieHuss  (ocTpo  chopMHpOBaBIUHECS  LIEHTpajbHble  reMHMapess,
NOKaNIbHblEe FHITECTE3UH, HAPYILIEHUS peyH U T.1.), MOCTYNalIHU Ha FOCMUTANBHbINA 3Tan
OKa3aHHs MOMOIUM BoBpeMs (m=155), HO CBOEBpPEMEHHOI HEHpOBU3yalH3allMHU He
nony4anu (npoBeaeHa Tonbko 69,68%). Cpenu Tex, KoMy HeitpoBH3yanu3alus Obina
npoBeJleHa B TeYEHHe MEePBBIX LIECTh YacoB, oyar HHpapkTa oOHapyxeH y 49 u3 78
obcnenoBaHHbIX (62,82%) ¢ UM, y 10 u3 HUX OH OBIN OXapakTepH3OBaH Kak
OOUIHPHBIiA.

3a BpeMs ocTporo nepuona BceM G0NBHBIM OBUTH BBIMOJIHEHBI T€ WIIH MHBIE
METOAMKH HeiipoBU3yanu3alMH (BMepBbleé MM [MOBTOPHO), oOYard HIUEMHH
3a¢ukcHpoBaHsl y Bcex nauueHtoB ¢ UM u Hu y koro ¢ THA, 4To B COBOKYTTHOCTH €
KNHHUYECKON KapTHHOM W OWHaMHKOi 3aboneBaHHMs CTalo MMOBOJOM JUIA
BepuHUKaLUK JHArHO3a.

Heo6xoAHMMO OTMETHTb, 4YTO MO pe3ynbTaTaM HeHpOpaaHOIOrHYeCKHX
meToauk y Tpex Aeteii ¢ THUA o6HapyxeHBl JlaKkyHapHBI€ HH(GApKThl, 4TO

TeopeTHYECKH MPOTHBOPEYHUT JAaHHOMY KIHHHYECKOMY AHarHo3y, OAHaKoO OHH 30
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onucaHbl KaK «CTapbl€» H TO pacnoyiOXEHUID B 30HE KpOBOCHaG)KCHHﬂ HE
COOTHOCHJIUCH C KITHHHYE€CKUMH NMPOABINEHUAMU Y 3TUX GOJBHEIX.
KpOMC 04aroB, HCMOCPEACTBEHHO COOTHOCUMBIX ¢ KJIHHHYECKOIA KﬁpTHHOﬁ

OHMK, y HawMX MauHEHTOB BCTPEYAIMCH NPYrHe HAXOAKH B BHAE BPOXKAEHHBIX

nopokos ITHC, yepena u nossoHoyHuka (Tabn. 13).

Tabnuna 13

Oco6eHHOCTH H3MEHEHHI B CTPOEHUH LepeSpoBacKyIAPHOro pycia

u Apyrue Bpox aeHHble nopok IIHC (no pesynsraram MP/KT-anuruorpaduu, a6e.)

Pesynbratel HUHU, THA,
n=128 n=71
Llepe6poBackynspHoe pyciio
HesamkHyThifi Bunnusues kpyr 22 7
[TopokH cTpoeHMs cOCyAOB (yABOEHHs, TpHUQYpKaUWH, aHOMANHH 21 12
BXOXEHHS, areHE3UH, PeTanbHbIA THN apTepuii ¥ np.)
[Hnonnasus pasfid4HBIX CETMEHTOB WJIM Ha BCEM MpPOTAXKEHHH 19 11
apTepHH
CTeHO3 KpPYMHBIX apTepHii Ha 60bWOM MPOTAXKEHHH 10 4
Ipu3Haku 6one3nu Moiis-Moiis 4 3
dubpoMyckynsapHas AUCMIa3Hg 3 0
ApTepHanbHas AHCCEKLIHS 1 0
ApTepHoBeHO3Has MaibhopMaLius, aHFHOMa, KaBepHOMa 2 0
BpoxxaeHusie nopoku LIHC, yepena u no3BoHouHHKa
['Mnonnasus yepss MoO3xeyka 0 1
BasunaspHas uMnpeccus 1 0
Kucrol 4 1
Knapu 1 1 1
Kummepnu 3 4
AreHe3Hst MO30/IHCTOrO TeJla 2 1
Konsnouedanus 1 0
Mukporupus 1 0
TTonocts nMpo3payuHoii neperopokH 3 0

Mo pesynsTaTamM ny4eBoOit AMAarHOCTHKH BepHUOHLMPOBaHBEI HacCeHHBI
PacronoXeHus HIIEMHYECKHX HH(QApKTOB: CpefHsAs MoO3roBas aptepus 66,67%
(m=108), BHyTpeHHss coHHas apTepus 19,14% (m=31), 3aqHsas Mo3roBas apTepus
11,73% (n=19) u B BepTeGpo-6asumnspHeiit 8,02% (n=13). B cnyyae THA Taioke
NOMHUHHpOBaNa KNMHHYECcKas KapTHHa BoBlieueHUs 6acceiina BCA — 73,61% (n=53).

Busyanusauus wLepe6poBacKyNIpHOH CHCTEMBl MpoBeAeHa OGONBIUMHCTBY

HaWuX mnauueHToB Nubo 3a BpeMs HaxoXXAeHHsA B CTallHOHapC, mbo B CPOKH
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KaTAMHECTHYECKOro  HaboneHus. PazHoo6pasueiit CrekTp ocoOeHHOCcTER W
aHOMAJIHH CTPOEHMA cocyaucroro pycna I[[HC OOHapyXeH TNpaKTHYECKH Y
monoBHHBL AeTel (Tabn. 13), npu 3ToM B 06cnen0BaHHBIX rpynmnax KoJIM4ecTBeHHbIE
pe3ynbTaThl COMOCTaBHMBL 52,34% (n=67) u 45,07% (n=32) ans UM u TUA
COOTBETCTBEHHO.

MHCynbT ~ OCTAaeTCs  MHOTOQAKTOPHBIM  3a60/ieBaHHEM, a  HaluuHe
0coBEHHOCTEH WHIIM aHOMAIMH CTPOEHHs LepeGPOBacKyNAPHOro pycna y HaluMX
MauMeHTOB MOTJIO CTaTh pELAIOMM B CHTyalHH, TpeOyrollel KOMMEHCAUHH Mo
mapaMeTpaM nepepaclpeaeseHUs KpoBOTOKa (HampuMep, B XoAe MIMTENBHOrO
BHIHYKIEHHOTO TOJIOXXEHHS TOJIOBBI, KYBBIDKOB, MajleHHH, He3HAYMTENBLHBIX TPaBM H
T.0.)-

BceM meTaM MpoBeeHO pyTUHHOE naboparopHoe obcnenosanue: OAK (Tabn.
14), 6HoXuMHYECKHH aHanu3 KpoBH, ypoBeHb CPB u ACJIO, a Taxke onpeneneHue

JMOUAHOTO CMEKTPa, COAECPXKAaHHUS NaKTaTa U TOMOUUCTEHHA (Tabn. 15).

Tabnuua 14
H3MeneHus B o61eM aHanu3e KpoBH B ocTpoM nepuoge OHMK
[Tokasarenu 217 THA

AHemus, % (abc.) 36,36 (56)* 1,43 (1)
[eMornobuH, r/n 124,17+1,65 140,78+1,64
I'eMornobyH B ciyyae aHEMHH, I/ 104,18+1,50 112+0,00
YpoBeHb 3pUTPOLIUTOB, X 10"/n 4,34+0,06 4,84+0,06
Jleiikouutos, % (abc.) 44,39 (69)* 19,40 (13)
Jle#ikonenus, % (abc¢.) 0,00 (0) 0,00 (0)
YposeHb nefixoumtos, x10°/n 9,83+0,30 7,41+0,39
W3menenus B nefikounrapHoit gopmyne, % (abe.) 28,47 (41) 10,42 (7)
TpomBouuros, % (abe.) 41,67 (60)* 4,69 (3)
Tpombouuronenus, % (abc.) 3,47(5 1,56 (1)
Yposens TpomGouuTos, x10°/n 357,61£11,91* 282,22+8,80
Yckopenue COD, % (abe.) 35,07 47) 25,37 (17)

IIpumeuanne: * - p<0,05 npu cpaBHeHUH JaHHBIX Y ydacTHHkoB ¢ T u THA.

HHrtepnperauus mokaszarefieii Luta B COOTBETCTBME C  JIOKAIBHBIMH
BHYTPHOONBHUYHEIMM M BO3pacTHbIMM HopMmaTuBamMH. HauGosnee BblpaxeHHbIE
H3MEHEHHSA MO CHCTEME KPOBH B OCTPOM NepHoje Gojie3HH 3aQUKCHpOBaHbl y feTel

¢ M1, uro, 6e3ycnosro, oTpaxaer Gonee Tsxenoe TeueHne storo apuanta OHMK,
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KaK Mo KIMHUYECKOH KapTHHE, TaK U MO 06BeMy oyara B CTPYKTYpax TONOBHOTO
Mosra. JIeHKOUMTO3, W3MEHeHHe B JeHKoLMTapHOH (opMyne, yckoperue COD
OOYCIIOBJIEHBI  LIENBIM KOMIUIEKCOM MPHYMH: JIOKANBHOM peakuueit Ha (OKyC
MH}apKTa, CTapTOM JIOKIBHOTO CHHAPOMAa CHCTEMHOrO BOCMAMUTENLHOrO OTBETA,
daxToM TMpeAleCcTBYIOEro Ae6OTYy HHCYNbTa HHOUUMPOBaHMIO M T.1. Hamu
3apMKCHpPOBaHA KODPENALMOHHAA CBf3b MeXAy OOBEMOM oyara B CTPYKTypax

roJIOBHOTO MO3ra H jeikouutozomM (r=0,41, p<0,02).

Tabnuua 15

[TokazaTeii GHOXUMHUECKOTO aHaI3a KPOBH Yy AeTeil B ocTpoM neprose OHMK
Iloka3aresnH HUH THA
Caxap, MMOJIb/N 4,92+0,09 4.,94+0,09
Caxap B c/ly4ae rHNEpriHKeMHH, MMONb/n** 6,70+£0,23 6,21+0,63
Caxap nossliieH, % (n) ** 15,49 (22) 13,43 (9)
Caxap noHwxeH, % (n) ** 2,82 (4) 4,48 (3)
Jucnunuaemus, % (n) 59,18 (58)* 22,22 (14)
CPb nossluieH, % (n) ** 17,24 (20) 3,57(2)
ACJIO nosslueH, % (n) ** 5,13(4) 12,24 (6)
JlaxTtat, MMOJAL/N 2,21+0,17 1,97+0,16
Jlaktat noBbiweH (Gonee 2,1 MmMons/n, n=55), % (n) 34,55 (19) 33,33 (195)
T'oMoLIMCTEHH, MKMOAB/N 16,15+6,03 11,06+0,96
I'oMouKcTerH noewilieH (Gonee 10 MkMonb/n, n=56), % (n) 69,64 (39) 41,22 (17)
I'neproMouUCTEHHEMHS, MKMOJTb/ T 21,25+8,51 17,32+1,68

[pumMeuanue: * - p<0,05 npH cpaBHeHUH NaHHBIX Y yuacTHHKOB ¢ MM u THA; ** -
HHTEpNpETaUUs PYTHHHBIX TMNOKasaTeneit OHOXMMHYECKOro aHanM3a KpOBH
NpoBOAMSIaCE B COOTBETCTBHE C JOKAIBHBIMM J1a06OpaTOPHBIMM HOpPMAaTHBaMH.
VpoBeHb rOMOLIMCTEMHA TPAKTOBAIM B COOTBETCTBHE € BO3PAacCTHBIMM HOpMaMH,
yKa3aHHBIMHU B I'aBe 2.

HekoTopoe NOBbILIEHHE YPOBHS Caxapa KpOBH Y HallMX GONBHBIX BIONHE
YKNa[blBaeTCs B CTpPECC-MHAYLUMPOBAHHYIO DEaKLMIO, OHO He ObUIO CBS3aHO C
HaTMYMEM caxapHoro auafeTa U B AuHaMHke GonesHH He TpeGoBaio JeyeOHBIX
MeponpusaTHii. [ToBBILIEHHOE COEPXKaHHE JIaKTaTa CTAo MOBOAOM I HCKIIOYEHUS
MHUTOXOHAPHANBHOH MATOJIOTHH B KaueCcTBE TNPHYMHBI OHMK, xoTtopas B
HanbHeHIleM Hawmna MOATBEpXAEHMe Yy MABYX TaLMEHTOB (MOATBepXACHa

MOJIEKY/IAPHO-TEHETHYECKUM METOJIOM, BblABNeHa MyTauus A3243G). [pyrue
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OHOXMUMHYECKHE TECTBI — CKPHHUHIH COCTOAHMSA MEYeHH, MoYek, CepAeYHOM MBILILLbI
OTKJIOHEHHH BO BCEX TIpyNMNax HCCNEAOBAHHS He MOKa3zwid. Bbuia npoBefieHa
ceneKTHBHaA BbIOOpka mauuentoB ¢ UM (n=17) wmu THA (n=33) ¢ mebioToM B
BO3pacTe cTapiie 7 ner U oOcnefoBaHHe WX Ha YPOBEHb (epMeHTa o —
ranakTo3Maa3el, KOTOPBIH He MOKa3an OTKIOHEHWil; B JasbHeiilleM, B AHHAMUKE
6oNIe3HH, HUKTO M3 HUX He CQOpMHUpPOBAT KIMHHYECKOMH KapTHHBI 6ose3Hu dabpu.
MonexyIApHO-TEHETHYECKAs JMarHOCTHKA Ha HOCHTENbCTBO MYTAUMH B TeHax
NOTCH3 opranusosana 18 nauuentam ¢ TUA, cunapom CADASIL uu y KOro us
HHX He MTOATBEPXKIEH.

OnpeneneHue comepkaHus rOMOLMCTEHHA B KPOBH HE BXOOMT B PYTHHHBIH
nepe4yeHb BO3MOXHOCTEH J1abopaTopHit MHOTOMPOGMIBHEIX CTaUMOHApOB, Ha Ga3e
KOTOpBIX OBLIIO OPraHM30BaHO Hallle HcCNeaoBaHKe. B 0cTpoM nepuoe HaM yAaocs
OLEHHUTb €ro ypoBeHb Yy 56 u 36 gnereit (a1 MM u THA CcOOTBETCTBEHHO),
NpEeBLILICHHE BO3PACTHBIX HOPMATHBOB BBHIABIEHO Y MOJIOBHHBI MalUHeHTOB (Tabil.
15). HeransHoe OMHUCaHHue reHETHYECKH JleTepMHHUPOBAHHOH
TUIICPrOMOLUMCTEHHEMHH B 3aBHCHMMOCTH OT [o/la M BO3pacTa, BapHaHTOB
HOCHTENILCTBA U KOMOMHAUMH NMOIMMOpYHU3IMOB reHOB (PepMEHTOB (GOIATHOTO LKKIIA
NpeJCTaB/EHO B rnase 4.

JleTanbHasd oleHKa QUCIKMUAEMHH B CiTydyae uiuemuyeckoro tuna OHMK
CTala  JAMarHOCTHYECKHM  3TanoM  HAeHTHQUKauuu  ¢dakTopa pucKa H
NaToreHeTHYECKOro THNa HIIEeMHYECKOro HHCyNbTa (Tabin. 16) unu TUA (tabn. 17).

Tabnuua 16
[Moka3zarenu nunuaHoro obmena y aeteit ¢ UM B octpom nepuojae Gonesnu, n=98
T | XC | JOBN | JOHO | JIIOHM | KA

[Toka3zaTenu nauueHToB 6€3 HapyLUEHHH
Mzm, 1,36+0,13 | 4,32+0,12 | 1,10+0,08 | 2,40+0,14 | 0,64+0,07 3,12+0,2
MMoJIB/N

n 69 69 59 79 80 40
[Moka3zarenu MaluHEHTOB C AMCHHHH}ICMHCI?'I
M=m,

wvomyy | 2512021 | 5,6240,11 [ 075005 | 3,55£02 | 129%0,12 |  3,950,2
n (%) 29(29,59) | 29 (29,59) | 39 (39,78) | 19 (19,38) | 18 (18,36) | 58 (59,18)*
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[IpuMeyanue: * - NOCTOBEPHBIE PA3IMuMs NP CPABHEHHH KOMMYECTBA MALMEHTOB C
aucnunuaeMusMu B rpynne UK (p<0,05); TT - tpurnuuepuarr, XC — XonecTepHH,
JINBIT - AMMOMPOTEHAB! BBICOKOH MIoTHOCTH, JITHIT - NUMOMpPOTEMAB! HH3KOM
nnotHocTH, JITIOHIT - snunonpotenas! oueHs Hu3koi mmoTHocTH, KA — MHOEKC
aTepOreHHOCTH. MIHTeprpeTauus mokasatenelt nMnumHoro o6MeHa MpOBOAMIACH B

COOTBETCTBHE C JIOKATLHBIMHU TaGOPaTOPHBIMU HOPMATHBAMH.

Tabnuua 17
[Toka3saTenu nUNUAHOrO obMeHa y aeteit ¢ THA B ocTpoM nepuosie 6onesuu, n=63
Tr XC JITBII JITTHN JITIOHTI KA
ITokasaTenu nauneHToB Ge3 HapylueHHH
Mzm
y +
\MOB/ T 0,98+0,05 | 4,19+0,11 | 1,25£0,04 | 2,50+0,13 | 0,45+0,03 2,53+0,2
n 59 52 49 49 63 49
[TokaszaTtenu nauueHToB ¢ AMCITUNUIEMHUER
Mm, 1,96+£0,07 | 5,87+0,41 | 0,87+£0,04 | 3,96+0,38 - 4,62+0,6
MMoab/1
n (%) 4(6,34) | 11(1746) [14(22,22) | 14 (22,22) 0 14 (22,22)

IpuMeuanue: * - JOCTOBEPHbIE pa3IHYMsA MPH CPAaBHEHHH KOJIHYECTBA MAaUMEHTOB C
pucnunuaeMusamu B rpynne THA (p<0,05); TI' — tpurnvuepuasl, XC — X0necTepHH,
JIIIBIT - nunonpoTeuabl Bbicokoil mumoTHocTH, JITHIT - nunonpoTeHas HU3KOM
mioTHocTH, JITIOHIT - numonpoTeHabl oYeHb HHU3KoH MnoTHocTH, KA — wHAekc
aTeporeHHocTH. MHTepnpeTauus nokasatenelt JTMNMAHOrO oO6MeHa MpPOBOAMIACH B
COOTBETCTBHE C JIOKATBLHBIMH JJaBopaTOpHBIMH HOPMAaTHBAMH.

JIns OLIEHKM BO3MOXHOrO YYacTHs HapylleHu# numumHoro obMeHa B
passutun OHMK y neteit no kiaccudukauun OpuAPHKCOHa GbLTM ONpEaENEHBI
THIBI AUCTMNONpOoTeHHeMUl (Tabn. 18).

Tabnuua 18

Tunsl AUcTHNONpoTeHHeMHuii B octpoM nepuone A u THA

H3onupoBaHHas runo-o-
XOJleCTEpHHEMHUS

HHU 0,0 23,7 2,6 7,9 0,0 31,6
THA 0,0 11,1 0,0 6,3 0,0 23,8

OHMK I Ila I1b vV \%




89

Hanuuue Y 3HaA4YHUTEJBHOrO dYHUCNa AeTelt INNPA3HAKOB THMNCPIHUINMUHAECMHUHA U

JUCIHITONPOTEUHEMUHA MOXET CBUAETENBLCTBOBATH O TOM, YTO MATOJIOTHA JIMTHAHOTO

ofbMeHa AB/AeTCs OAHKUM U3 dakTopoB prcka MM u THA B 3TOM Bo3pacre.

Hamu npoBemeHa oueHka psffa napaMeTpoB TreMOCTa3sHOTpaMM U
TpoM60351acTOrpaMm, Moy4YeHHue pe3yIbTaThl MpeCTaBNeHb! B Tabnuue 19.
Tabnuua 19

Pe3yJ'leaTbl Ka4€CTBCHHOT'O0 H KOJIMYECTBEHHOI'0 aHANIM3a reMOoCTa3norpaMm

¥ TpoM6o3siacTorpaMM B OCHOBHOH rpyrre 60bHBIX

IToka3zatenu UU TUA

n | % n | %
YpoBeHb TPOMGOLMTOB, x10°/n 357,61£11,91* 282,22+8,80
Tpom6ouuTos 60* | 41,67 3 | 4,69
ITpoTpoMGHHOBbIA HHAeKE, % (n=91) 96,61+1,42 96,98+1,40
I1TH noseleH 4 4,40 2 3,51
I1THU nouuxeH 4 4,40 6 10,52
ITpoTpoMbGHHOBOE BpeMs, cek (n=25) 15,63+0,87 13,60+0,75
[TpoTpoMGHHOBOE BpEMS YAIHHEHO 10 40,00 2 3,51
ITporpoMGHHOBOE BpeMs YKOPOY€EHO 0 0,00 0 0,00
Tpom6uHoBoe Bpems, cek (n=71) 16,9+0,49 16,31£1,27
TpoM6GUHOBOE BpeMs YAIHHEHO 8 11,43 1 5,56
TpoM6GUHOBOE BpeMs YKOpPOUEHO 4 5,71 0 0,00
AYTB, cex (n=113) 33,15+0,69 31,15+0,57
AUYTB yanuHeHO 27 23,89 3 5,26
AYTB ykxopoyeHo 15 13,27 1 1,75
dubpuHoreH, r/n (n=117) 3,19+0,11 2,95+0,09
®ubprHoreH NossiLIeH 26 22,22 6 10,17
®dubpuHoreH NoHUKEH 10 8,5 0 0,00
[TpotenH C, % (n=39) 87,28+6,60 94,67+5,09
[Tporeun C cHUXEH 13 33,33 0 0,00
[1na3MHHOreH CHUXEH 12 30,77 1 5,26
AntutpoM6OuH I, % (n=65) 98,67+3,27 91,81+5,78
AntutpoM6uH 111 cHUXeH 13 20,00 1 5,26
POMK nossitex (n=101) 24 23,76 3 6,89
JI-numep nossiiueH (n=55) 18 32,73 1 5,26
T3I': runepkoaryasu1s cTpyKTypHas 67 59,82 16 34,78
W/UnK XpoHoMeTpHueckas (n=112)
TOI': uabbiToyHas TpoMEHHEMHUA 22 27,50 11 28,95
T3T': yrueteHHbIH $ubpHHOAH3 26 23,01 10 26,32

[MpuMeyaHHe: MNPOLEHT BCTPEYAEMOCTH pacCYMTaH Ha YHCIO MNPOBEACHHBIX
HccneJoBaHMM Kaaoro nokasarens; * - p<0,05 npu cpaBHEHHMH HOAHHBIX Y
yuactankoB ¢ UM u THA; IITH — npotpoM6uHOBEIil HHAEKC, AUTB — yactiiHo

aKTUBMpOBaHHOE TpoMGommacTuHoBoe Bpemss, POMK — pactopumble ¢ubpuH
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IOHOMEpHEIE  KoMMiekcwl, TOIT —  Tpom6oanactorpadus. UHrepnpetauus
[0Ka3aTeJiel MO THMY «MOBBIUEHY/ CYITHHEHO» HIH «HIOHHXEH»/«YKOPOUYEHO»
[POBOJIHJIH B COOTBETCTBHE C JIOKAIbHBIMHU J1a60OPaTOPHEIMH HOPMaTHBaMH.

Heob6xoanMo oTMETHTB, YTO MaKCHMATBHO MOJIHO B OCTPOM NepHojie 6one3Hu
'nanock oueHuTh IITH, AUTB, ypoBeHb ¢pubOpHHOreHa - TakHe NMOKA3aTeNld UMEIOT
}03MOXXHOCTb OMpeAenaTs mnpaktHyeckd Bce JIIIY, Ha Bcex 3Tamax oOKaszaHHs
[oMollM mnauHeHTaM. Kpome Toro, CTOMT OOpaTUTE BHHMaHHE, YTO MHOTHE
'€eMOCTa3HOJIOTHYECKUE TECTHI, JaXKE NPOBOAMMBIE B OAHOH NabopaTopuH, HMeH
iapuabensHeie HopMbl. Tak, Hanmpumep, nokasarenb TPOMOGHHOBOTO BpPEMEHH B
'cnoBusx nabopatopun remocrtasza I'BY3 CO OIKB Ne 1 B pasHble ros! MMe
repepeHcHble 3HadyeHHs 10-13, 14-17 u 18-22 cek.; a HHUXXHAA T'paHHLIa HOPMBI
ipotpombuna no Ksuky B naboparopusx 'BY3 CO OKB Ne 1, MeauumHckoro
lentpa «Ypansckuity OO0 «Ypan-Jlazep» u I'BY3 CO «COKB Ne 1» cocraBnsana
0%, 85% u 75% coorBercTBeHHO. Taxoii pa3bpoc oOycnoBneH pasHol
Mrapatypoi, HCMOJb3yeMBIX B JabopaTOpHsAX reMocTa3a, a TaKXKe pEeaKTHBaMH
)a3MUYHBIX FApPOHU3BOAMTENEH, KOTOpble HMEIOT CBOH YHHKaJIbHble pedepeHCHBIE
tpenensl. B cBA3M ¢ NpUBEAEHHBIMU OOCTOATENBCTBAMH, PacyeT CPERHHX 3HAYCHHMH
[ OLEHKa JOCTOBEPHOCTH MexJy IpynnaMHd He Bceraa vMena 3HayeHde. Hamu
\BellcHa MHTEpNpeTalMs AaHHBIX, MONYYEHHBIX Y KaXAOro pebeHka Mo MpHHLHIY
JbIllIE WJIH HH)XXE HOPMAaTHBOB J1abopaTOpHH, AEHCTBYIOIMX Ha MOMEHT OLIEHKH
[oKasaTtens.

Kak noxkasaHo B Ta6n. 19 y aeteii ¢ MU BelpaxeHHBIX H3MeHEHHH (akTOpOB
[pPOTPOMOHHOBOIO KOMIUIEKCA HE OTMEYalnoch, Ha TMepBHIH MJaH BBICTYMHUIIA
uneppHOpHHOreHEMHs, TPOMOOLIMTO3 C YCHJEHHEM arperauMOHHBIX CBOHCTB
POMOOUMTOB (TaK Ha3BIBaEMbIi CHHAPOM <(JIHIOKHX» TPOMOOLMTOB), AeQHUHT
CTECTBEHHBIX aHTHKOAryJIHTOB M YCHJIEHHE CTPYKTYPHBIX XapaKTepHCTHK CTyCTKa
'POBH,  YTO  TMO3BOJIANIO  TPAKTOBaTh  BBHIABMACHHBIE  HM3MEHEHHA  Kak
HUnepKoarynsauoHHslit ctaryc. Heo6xoaMMo OTMETHTb, YTO CHHXKCHHE YPOBHs
CTECTBEHHBIX aHTHKOAryisHTOB (aHTHTpoMOuHa III, npoTerHa C H mia3MHHOreHa)

foXeT GBITh MapKepoM KaK BPOXIEHHOW, TaKk M NpHOOpeTeHHOH TpomGoduIHH.



91

Tamu Taroke o6HapyxeHa nMpsMas KOPPEISUHOHHAs CBS3b MEXIY pasMepaMy oyara
iHbapkTa (06WHpPHBI) U ykopoueHreM AUTB (r=0,47, p<0,001).

B remocrasuorpammax jeteii ¢ THA u3MeHeHHs BCTpeyaluch pexe M ObLIM
feHee BBIPDWKEHBI, OHH TaKKe HMENH THMNEpPKOoaryJALUHOHHYIO HamnpaBlIEeHHOCTb
3aMKCHPOBAHHYIO MO HHTErPaTHBHBLIM Moka3aTenisaM Mo TAI' y KaXA0ro TPeThero).

Takxe HaMH MNpoBeAeH aHaIM3 MHTEHCUBHOCTH W CHJIBI KOPPEMSUHOHHBIX
'BA3€d B CHCTEME MapKepoB CHCTEMBl I'éMOCTa3a - BCEro B aHaiuu3 Boulnu 1534
[apbl, 4YTO MOXET ObITh PaCLIEHEHO KaK MAaKCHMalNbHO BO3MOXKHAs U MOJIHAas BhIOOpKa
Tabn. 20).

Tabnuua 20
KoppensunoHHbIe CBA3M MMOKa3aTesiel reMocTa3HorpaMMbl H TpoM603/1acTOrpaMMBl

B rpynnax aeteit ¢ OHMK B octpoM nepuone 6ose3Hu

n/n KoppensunoHHas napa HUU | TUA

1. | [ITH cauxenne - TOI" npu3HakK rKNEPKOAryNALMH CTPYKTYpPHOH H/unn -0,30
XpOHOMeTpH4eCKOH

2. | AUTB yanunenue - TOIT npusHaku runokoarynsumMu cTpykrypro# w/umm | 0,53 | 0,37
XpOHOMETPHUYECKOH

3. | AUTB a6contotHoe 3Ha4eHKe - TOI" npu3HaKH rHNOKOAryaALHH -0,36
CTPYKTYPHOM H/HIIH XpPOHOMETPHYECKOH

4. | TB abcomotHoe 3HaueHKe - TOI" npH3HaKH rMNOKOAryAALHH 0,34
CTPYKTYPHO# W/HIH XPOHOMETPHYECKOM

5. | ®I'B abconoTHoe 3Ha4eHue - TII” NpH3HAKW rHNepKoarynsu1H 0,38
CTPYKTYPHOM W/HJIM XpPOHOMETPHUECKOH

6. | TB nonmxenue — AT III cuuxenue 1,0

7. | TB noBelieHue - npotedH C CHIXKEHHE 0,65

8. | [ITU noseieHue - npotenH C CHHXEHHE 0,65

9. | ®I'B abcomoTHoe 3HaueHue - TOT" akTHBHPOBaHHbIH GHOPHHOMNHN3 0,36

10. | TB abcomotHoe 3HaueHHe - [ITH abcontoTHoe 3HaYEHHE -0,97

11. | AUTB nosoitenue - [ITH abconoTHoe 3HaYeHHe -0,97

12. | AUTB nossiteHue - TB abcontoTHoe 3HaYeHHE 1,0

13. | AUTB a6contoTHoe 3HaueHHe - TB abcontoTHoe 3HaUeHHE 0,98

BCEI'O 8 6

Tpumeuanue: NpuBeNeH paHroBblil kodhHIMEHT Kkoppensuun CriupmeHa (r) npu
/poBHE 3HauuMocTH p<0,05; mapel (aKTOpOB, HE HMEIOWMX CYLIECTBEHHOH H
I0CTOBEPHOM KOPPEJISLUHOHHOM CBA3H B IpyMnax, B Tabnuue He yKa3aHsl, AT IIT -
iHTUTpoMOHH III; AYTB — yacTHYHO aKTHBHPOBaHHOE TpOoMOONIACTHHOBOE BpeMS;
TTU - nportpomGuHOBEIA uHzekc; IIB - mnpoTpoMGuHoBoe Bpems; TB —

-pom6unoBoe Bpems; TOI — nannsle TpomMboanactorpaguu; ®I'b - puGpHHOreH.
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MaxcuManbHOe KONHYEeCTBO CBA3El B CHCTEME reMocTasa 3aperuCTpPUPOBaHO y
NMalHEHTOB C HUIEMHUYECKHM THIOM HHCYNbTa, YTO MOXET CBHAETE/ILCTBOBATH O
foNbIIeM BOBJICYEHHH CTPYKTYPHBIX 3JIEMEHTOB, YYacTBYIOIMX B MOALEPKAHHH
GanaHca B CHCTeMe CBEpTBHIBaHHUSA W NPOTHBOCBEPTHIBaHMSA, Gonbluell Harpyske
UCTIBITBIBAEMOH 3TOM CHCTEMOH 1A BO3BPALUEHMS pPAaBHOBECHS, a, 3HAYMT, M
bonbieit TxecT MM ¢ TouKH 3peHHs HarpysKH Ha KOAry/NsLHOHHBIH FOMEOCTas,

JleTajibHOE OMMCAHHE TEHETHYECKU [ETEPMUHMPOBAHHOM Tpombodbunuu B
3aBUCHMMOCTH OT Bo3pacTa ae6rota OHMK, BapHaHTOB HOCUTENBCTBA H KOMOUHALIHMIA
MONUMOPGU3MOB  FEHOB MNPOKOTYNAHTHOTO M  MPOTPOMGOTHYECKOTO CrexTpa
NpeJCTaBIEHO B INaBe 4.

Iouck aHTUOCHONUNUAHOrO CHHAPOMA MPOBOAMICA M B CTAaUMOHape, M Ha
amOynaTOpHOM 3Tare, B KOHEYHOM WTOre BepHMHUMPOBATh €ro yAanoch y MATH
netert ¢ UM u aByx ¢ THUA.

JhiombanbHas nyHKUMA ¢ aubdepeHUHaNbHO-AHArHOCTHYECKOH LeNnslo Gblia
npoBeeHa 41 nauneHty ¢ MM u 17 ¢ TUA, nsmeHeHuit He oGHapyxeHo.

OueHka COCTOSHHSA CEPAEYHO-COCYAMCTOH CHCTeMBl 6blla MpoBedeHa
NpakTHYECKH BCeM MauueHTaM. MaMeHeHus pabotel cepaua no pesynstatam DKI
OblTH BBIABIEHB B BBICOKOM MpoLieHTe ciy4aeB: 108 (72,48%) npu UM u 59
(86,76%) npu THA. Kak npasuio, GbINH 3aperHCTpUpOBaHbl BADHAHTE HapyLIEHHS
put™a Opanu- unu Taxuaput™Mus 23,49% (n=35 y nereii ¢ 1) u 38,24% (n=26 y
neteit ¢ THA). Y3U cepaua nokaszano npu3Haky MasbIX aHOMaIM pa3BUTHA cepaua
(MAPC): MHOXeCTBEHHble  [OMOJHUTENBHBIE XOpPABl  JIEBOTO  JKENYJOUKa,
GyHKUHOHUpYIOLlee OBalbHOE OKHO, TOYeYHble Oe(EeKThl MeXMNpeacepaHod U
MENOKETYIOUKOBOH MeperopojoK, peryprutauMio Ha kianaHax 1 cTeneHH M 1p.:
86,39% (n=127) u 78,13% (n=50) mnsa M1 u TUA cooTBeTcTBeHHO. beaycnoBHo, 4TO
mapkepsl MAPC BcTpevaroTcs W B MOMyNAUMH 3[0POBBIX JNETEH C HE MEHbLICH
YacTOTOM, OJIHAKO HapylueHUs pUTMa paboThl U M3MEHEHHE CTPYKTYpHI CepAua He
CTOUT cOpachIBaTh CO CHETOB - JId HlLeMHYecKuX THIOB OHMK oHu cTaHOBHTCA
¢akTopoM, MOTEHUMAIBHO  CMNOCOOHBIM  pEalU30BaThCA MO  MEXaHW3MYy

Kapauo3MO0JIMUECKOro WM reMoaMHamuuyeckoro BapuaHToB MK wnu THA.
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TTonaratoT, YTO UMEHHO 3TH 06pa30BaHUS KaK UCTOYHMKH CKPBITOH 3MOONHH CTOUT
MCKaTh H UCKIIOYATD B Cllyyae UIIEMHYECKOTrO HHCYIbTa HEACHOM 3THONOTKH [15, 86,
158, 219]. Om6onorennslit cuHapoM npu nposenenur TK V3T B ocTpoM nepHose
3aperucTpupoBaH y 27,70% (n=41) ¢ M u 25,93% (n=14) o6cnenoBanunix ¢ TUA.
OtnensHolt  KiIMHWYecKo# rpynnod ObumM  metd (n=33), cdopMupoBaBIIHE
MLIEMHYECKUH  HHCYNBT B  TME€pBBIE-TPETBH CYTKM MOCJE  ONEPATUBHOIO
BMELIATE/IbCTBA IO TMOBOAY, HECOBMECTUMBIX C XM3HBIO MOPOKOB cepaua —
3MO60JIOreHHBIH CHHAPOM He 3aperCTPUPOBaH HU Y KOTO U3 HUX.

Takum obpasom, Hamu npoBefieHO ob6cnenoBaHue AeTel OCHOBHOM TPYNMEl 32
BpEMsl HaXOXIEHHA B CTallMOHApe WM NMpPH KOHCYNbTALMH Ha aMOyJaTOPHOM 3Tarne,
Hamu nonydeHo npeacraBneHHe 06 OTCYTCTBHE CTaHIAPTH30BaHHOTO INaHa
obcienoBaHus mauveHToB ¢ JguarHosoMm OHMK — 10CTaTOYHBIH MHHHMYM
JUarHOCTHMYECKUX Mpoluelyp, HeoOXoauMBIH Ha MepBOM ITane s BepHpHUKaUMH
tuna OHMK u ero Hau6osnee BepoATHBIX NPHUYKUH, ObLT BeIMONMHEH Y 48,15% (1=78) u
41,10% (n=30) geteii u3 rpynn ¢ UM u THUA cootBetcTBeHHO. Hamu caenan BBIBOJ
0 HeoOXOAMMOCTH CHCTEMHOro, KOMIUIEKCHOTO MOAXOJa K Ha3HaYeHMIO CIEKTpa

JAAArHOCTHYECKHUX NMpoLEeAYp B 3aBUCHMOCTH OT M€pHOaa bone3Hu.

3.5. IIaToreHeTHYecKasi H CHMNITOMAaTHYeCKasl TePaNus Ha JTale cCTaUMOHAPA H

ocTporo nepuoaa 3a6ojeBaHHS

Ha »sTanme npHeMHO-AMarHOCTHYECKOrO OTHAENEHUS Ornpelenanach TaKTHKa
BEJEHHA MOCTYMAIOLIMX MalMEHTOB: HEOOXOAMMOCTh MPOTE3MPOBAHMS BHTAJIBHBIX
GYHKLHE W ONEpaTHBHOrO BMELIATENBCTBA, KOHCYNIbTALMH CMEXHBIX CMELHATHCTOB
U T.I.

Helipoxupypruueckas KoppeKLus NpoBeficHa Bcero yeTsipeM GonbHbiM ¢ WM,
Npd 3TOM MO0 HEOTJIOXKHBIM MOKa3aHHAM B CBA3H C Da3BUBAIOLUINMCA OTEKOM
FONIOBHOTO MO3ra — OJHOMY; Y OCTalIbHBIX ONEpaTHBHbIE BMeEIUATENbCTBA OBUIH
CTTAHMPOBaHBI Ha OTAANEHHBIE CPOKH B CBA3M C OOHApYXXEHUEM NPHU3HAKOB GONE3HH

Moiisi-Moiist H He06X0IUMOCTBIO 6oJiee MOMHOTO 00CAeI0BaHUA.
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OuenuBas o6beM M COCTaB Ha3HAYEHHOH MeENMKAMEHTO3HON Tepauy,
NPOBEAEHHO# GONBHEIM U3 OCHOBHOI rpynne! (Tabi. 21), HeOGXOZMMO 3aMeTHTD, YTO
takTHka BefleHHs OHMK B netckoM Bo3pacTe Ha MOMEHT OKOHYaHHsA HaGopa
nauMeHTOB OblNIa He oTpaboTaHa HH B Poccuu, HH 3a py6exxoM; Mmoaxons! K Tepanuu
HOCHJIH PEKOMEHJATeNbHBIA XapakTep, pa3paboTaHHBI MO pe3yJbTaTaM BCTpeyH
corjlacMTeNbHOM komHccuu [105, 219].

[IpakTHyeckH BceM HawuM nauueHTaM ¢ MU Geula HasHavyeHa WHQY3MOHHAs
Tepanus C UeNIbl0 KOPPEKUHS THIIOKCEMHH, TMMOBONEMHH, THIEPriIMKEMHH,
apTepHaNbHOH runo- U runeproHuu. HasHauenuwe B coctaBe HH(QY3HiT pacTBOopa
MgSO; aBnseTcs TPAAMLIMOHHBIM JUTA Hallleii cTpaHbl, OBIJIO BEIMOJHEHO Gosee yeM
nonoBHHe AeTer HezaBUCHUMO oT TMna OHMK. YactoTa npoBeaeHus MHQPY3HOHHOM
tepanuH aeTAM ¢ THA Ha aTane crauuoHapa OblUla CYLIECTBEHHO HHXKE, YTO MOXET
ObITb 00YC/IOBJIEHO KaK MEHBIUMWM YHCIIOM OOpallleHHil 3a MOMOIIBIO B CTaLHOHap,
perpeccoM HEBPOJIOTHYECKOH CHUMIMTOMATHKH H auddepeHIHATBHO
AMArHOCTHYECKUM 3TanoM, MPOBOAUMBIM B 3TOH rpymmne aerei.

O6e36onuBaHHEe MPOBOAMIOCH JETAM CHTYallHOHHO, C OpHMEHTauMeH Ha
CHUHIPOM JIMKBOPOJWHAMUYECKHX HapyLIEHHWi, TMOCIEONepaLHOHHOE COCTOSIHHE
(mauMeHTH! ¢ MPOOMEpPHPOBAHHBIM BPOXIEHHBIM MOPOKOM CepAla) — MPUMEHEHHE
AQHAIBreTHKOB OKa3aJloCh MPaKTHUYECKH B JBa pasa yallle, YeM NPHUCYTCTBOBAIH
Xao6bl Ha roJioBHyI0 6015 (Tabn. 10).

JlpyrHe MNO3WLUMH MHTEHCHBHOTO 3Tama, TakHE KaK aHTHOaKTepHalbHBIE
npenapaThl ¥ KOPTHKOCTEPOMbI, 3aMECTHTENIbHA reMOCTaTHYECKas Tepanus, 6bUIH
MpUMEHEHBI B OCHOBHOM Y maiueHToB ¢ MM 1 npakTHYECKH HH Y KOO H3 NaLKEHTOB
¢ THA (tabn. 21). bBe3syciioBHO, 4YTO YacCTOTa HCMOJIL30BaHHA W CMEKTP
MENNKAaMEHTOB GBUTH OOYCIOBMEHB TSKECTbIO cocTosHMA aeteit ¢ MU, daktom
OMepaTHBHOTO BMEIIATENLCTBA U NpebbiBaHus B ycinoBuax PAO Ha MBJI, o6seMoM
KPOBOMOTEPH U T.A.

B Toxe BpeMs, CHTyauus C paHHMM Ha3HayeHHWEM MpErnapaToB
AHTUTPOMOOTHYECKOTO JleficTBHA HaMH 6bu1a paclLeHeHa Kak

Hey/IOBNETBOPUTENbHAA: TONBKO KaxkmoMy TpetheMy pebenky ¢ MM u kaxmomy
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natoMy ¢ THA Obul HasHayeH acnMpuH MM remapud (tabn. 21). B cnyuae
OTCYTCTBHSl ~ Ha3sHaueHHH  OOOCHOBAaHHE B  MEAHUMHCKOM  JOKYMEHTauWu
OTCYTCTBOBAJIO. MI3BECTHO, UTO remapuH MOXeET ObITh Ha3HaueH BCEM MalUeHTaM ¢
nokazaHHbIM AeTckuM MM Ha cpok 10 1 Hesenu nO BBIACHEHUS MAaTOTEHETHUECKOrO
papHaHTa W MpH OTCYTCTBHH NMpoTuHBoMokasaHuii (1Is, yposeHr nokasatensHoctd C)
[57, 65, 105, 219]. HecmoTps Ha TaKue PpEKOMEHAAUMH, CBOEBPEMEHHYIO
rOCMUTAIM3aUHIO HAlIUX NauveHToB (Tabn. 9), knaccuyecKyro KapTHHY 60Jyie3HH M
pepudukaunio Tina OHMK B TeyeHHe MEPBHIX CYTOK, AaHHBIX F€MOCTAa3HOrPaMMBbI
(tabn. 10 u 19) yacToTa Ha3Ha4eHUs renapHHa W/WIM [€3arperaTHLIX MpenapatoB
KapAUHAIBHO HE COOTBETCTBOBAIO 3THM AaHHBIM (Tabn. 21). M, xors uactota
Ha3zHaYeHUA AHTHUTPOMOOTHYECKOH Tepamuu K BBIMHCKE BHIpOCia (JOCTOBEPHEBIE
OTJIHYMSA TONyueHBI no obeuM rpynnam, p<0,05), Bce xe oHa ocTaBajiach He Morna
COOTBETCTBOBAaTb OBITH OLIEHEHAa KaK COOTBETCTBYIOLIAs MPHUHUMIAM BTOPHYHOM

npo(UIaKTHKH TPOMOOTHYECKHX COCYAUCTBIX COOBITHH.
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KoppensunoHHs1# ananu3 nokasan, 4to HU $haKT paHHeH FOCTIHTATH3ALMH U
BepUdHKAUMY [MAarHo3a, HH ONMH M3 HEBPOJIOrHYECKMX CHMITOMOB npH
MOCTYMJIEHHH He ObUT CBA3aH C KOJNMYECTBEHHBIM, KAYeCTBEHHBIM COCTABOM W
MHTEHCHBHOCTBIO TEPANEBTHYECKUX MEPONPUATHI — K03 dHULMEHTa KOPpPeISLHH
r>0,4 He OOCTHUT HHM OAMH M3 NapaMeTpoB U3 Tabnuus! 21 HU B ONHOM rpymrme.
[InanupoBaHHe oObeMa JieYEHHA OTHM TNaUMEHTaM OCTaBAIOCh  KpaiiHe
BapHabeNbHBIM U, CKOpEe BCETo, 3aBUCENO0 OT MHGOPMHPOBAHHOCTH B Mpobieme
jieyallero Bpaya, 4eM oT JHarHOCTHYECKHX Bo3MoxkHocTei JITTY.

Hawmy nmanueHTsl npoBend B crauuoHape 27,10+1,24 ngueit u 13,51+0,86
aueit s MU u THA cootBerctBeHHo. Kak nokasaHo B Tabuue 21 npu BeINKUCKE
C TroCmHUTaJbHOTO 3Tama npakTHyeckH 100,00%  6GONbHBIX  HOMYYHIIH
pPEKOMEHAALMH NPHHUMATh HOOTPOIHYIO TEPANHIO B TEUEHHE KaK MUHUMYM 1-1,5
MecsaueB. HMcnonb3oBaHHe MepnaparoB 3TOH FpyNIel TOJBKO HCCIAEAyeTCs IO
KPUTEpHAM [OKa3aTeJbHOH MEIUUUHBl, HO OCTaeTcs TPamgULMOHHOH mans
TeppHTOpHH Poccuu U psaa ctpan CHI'.

YacTtoTa Ha3HaYeHHS AHTHUIMHJIENTHUYECKHX IpenapaToB COOTBETCTBOBANA
4YacToTe  CYAOPOXXHOrO  CHHApoMa.  MHuHHMManeHas  peKOMEHAOBaHHas
NPOAOKUTENBHOCTh AHTHUIMMIIENTHYECKOH Tepanuud cocTaBW/Ia [0Jrofa, YTo
TaKKe ABJAETCA TPAAULMOHHONH TAaKTHKOH JaXe B Clyyae OTCYTCTBHS NMPH3HAKOB
($OpMHPOBaHUS SMUIEICHH.

Ilpenapatel  ¢onueBoii  KUCAOTBI  OBIMM  PEKOMEHOOBaHBI,  Kak
CONMPOBOXJCHHE aHTHUAMHMIENTHYECKOH TepanuH, B TMOJTOpa pasa pexe, 4YeM
BCTpeyanach runepromouucredHeMus (1abn. 15). Koppekuus naunuaHoro

npoduns He Obl1a peKOMEH0BaHa HUKOMY H3 JETEH.
Pestome
Wrtak, no JaHHBIM HALUEro HcciefOBaHHA 3a060NEeBaeMOCTb HIUEMHYECKHM

MHCYNIBTOM B JIETCKOM BO3pacTe 3a IOC/IEAHHE TpH roAa AO0CTHIIIA 3,46-5,01 Ha

100 TeIc. HmeTckoro HaceneHus B roi. IIpy 3ToM Ha BCex 3Tanax MAETCTBA
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COXPaHACTCHA HU3KOH Pacro3HaBacMOCTb WHCYILTOB y [ieTeif PaHHEro BO3pacTa
(ocobeHHO (eTanbHOro U nepuHatansHoro) H TUA.

Hamu noka3aHo, 4To, HECMOTDA Ha KJIACCHYECKYIO KITMHHYECKYIO KapTHHY
OHMK ¥ CBOEBPEMEHHOCTb MOCMHUTAIM3ALMM NAUMEHTOB, YPOBEHb PACXOKIAECHHS
AMAarHo30B Ha 3Tame MPUEMHOIO MOKOS HEOTIOXHBIX CTAUMOHAPOB NOCTHIaeT
60,27%, B TOM 4uCle BCNEACTBUE [O3OHEr0 HCMONb30BaHUS METOAUK
HEeHpOBH3YyalH3aLMH: 3apETHCTPHPOBAHO MOCTOBEPHOE OTIAMYME B KOJIHUYECTBE
aetei nocTynuBWHX W monyuyuBwiux KT (MPT) ronosHoro Mosra B TeyeHue
nepBeIX WecTH 4acoB B rpynne MM (p<0,05). IIpu 3toM 6wina mnokasaHa
AOCTAaTOYHO BBICOKAs BO3MOXHOCTh Bepudpukauuu MU umeHHO B 3TOM mepuone —
B 62,82% ciyyaeB HHQapKT MOATBEPXKIEH, HCKIIOYEHBI APYTME YPreHTHBIE
COCTOSAHHMA C 0YaroBoH HEBPOJIOTHYECKOH CHUMITOMATHKON, a, 3HA4MT, OBl
BO3MOX€EH H BbI6ODP 3 PeKTUBHOM TAKTHKU TEpPAIHH.

Ilpu TwWaTeNnpHOH OlieHKe aHaMHe3a MalMEHTOB YHAETCA HAWTH HeMalo
NpeaBECTHHKOB MO3rOBOH COCYAHCTOM KkaTacTpodsl. B ceMbsix oGcnenoBaHHBIX
Oblla MoOKa3aHa BBICOKas MpeApacloNioXEHHOCTh K HacJeNCTBEHHBIM U
BPOXXACHHBIM HapyIIEHUAM B CUCTEME CBEPTBIBAHHUSA, KaK B CTOPOHY I'MII0-, TaK H B
CTOpOHY runepkoarynsuuu; OGonee 43,48% pnerelt uMenu npusHaku ¢GOHOBOIA
reMOKOHUEeHTpauuH (ypoBeHb remorsnobuHa 6onee 150 r/n, spurpouutoB Gonee
5x10'%/n). Bee TpoMOOQUIbHBIE COCTOSHUA M reMOoppardyeckue CHHAPOMBI He

6b11H BepHHULHMPOBaHBI 10 $aKTa AMarHOCTHKH HHCYJIBTA.

BapuaHTBl TeueHHs aHTe-, HHTpPAHaTalbHOrO MEPHOROB U MEPHUHATAIBHO
obyc/ioB/ieHHass COMaTHuYeckas M HeBpoJjorHyeckas maToJIOTHs HE MOryT
BBICTYMHUTh HE3aBUCUMBIMH M CYIECTBEHHBIMH (PaKTOpaMM pHCKa pa3BUTHS
onpeaeneqHoro Tina OHMK B zerckoM Bo3pacte. OJHAKO COBOKYIHas OLIEHKa
Bcex (pakTOPOB CEMEIHOro, aKyllepcKo-TMHEKOJOrHYeCKOro aHaMHe3a U aHHbIE
MOJIEKY/IApHO-reHeTHYeCKOro  obciieloBaHUA  Mareped  MoKasald  BBICOKYIO

YYBCTBHUTEJBLHOCThL H cneumbwmocrb B KayecCTBE€ IMPOTrHOCTHYECKOIO (baKTOPa
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Hatiuud MM otcyTcTBUA OHMK niemuueckoro Tuma B [eTCKOM BO3pacTe
(6onee 80%).

B nepsrie nHu NpeGbiBaHHs B CTaUMOHAPEe OTMEYEH MAPUTET OBLIEMO3rOBOIA
M 0YaroBOH CHMNTOMATUKH B KJIMHMYECKOH KapTHHe OGone3Hu. Owuaropas
CHMIITOMAaTHKa y OOJIBHBIX C MUIEMHYECKHM MHCYNLTOM GbLiTa MpeicTaBieHa
OOWHPHEIM  CMIEKTPOM ~ HEBPOJIOTMYECKMX  PAcCTPOCTB TNpPH  OYEBHIHOM
JOMHHHPOBAHHHM  [BUIaTeNIbHBIX HapywleHMH B BHAe Mape3oB/mapannyeii
KOHEYHOCTEH M [BMraTeNbHBIX YepemHbIX HepBoB. Ilauuentst ¢ THA
MpOAEMOHCTPHPOBANIH  JOCTOBEPHOE OTJIMYHE 10 OYaroBbIM CHMITOMAaM,
CBA3aHHBIM C CYOBEKTHBHBIMH OLIYLUEHHAMH OGONBHOrO — TMMO-, aHECTE3HH,
rojoBHOH ©6ONH, paccTpoiiCTBaMH peyd 10 CpPaBHEHHIO C JETBMH C
HACHTHQHLMPOBAHHBIMHM HHCYNBTaMH. He uckiTioueHo, 4to nocnequuii Gakt st
cBa3aH ¢ 6onee cTapmiUM Bo3pacToM mauueHTOB ¢ THA M ¢ BO3MOXHOCTBIO
aZleKBaTHO NPeNbABUTHL CBOH XanoOsl nepcoHany JIITY u poauTensm.

JTaGopatopHblit 650k 06cnenoBaHUs MpPHBEN K YTOYHEHHIO BO3MOXHBIX
3THOJIOTHYECKHX  (aKTOpOB: MOTEHUUANbHO TPOMOOQUIbLHEIE  COCTOSHHA,
OUMCIIUIUAEMHH, TUNEproMouucTeUHeMUss 3adUKCHpoBaHbl B ofeux rpynmnax
OonbHBIX, HO Gosiee yacto U Gonee BeIpakeHHBIE B rpynmne nauveHTos ¢ UM.
PesynbTaThl MHCTpYMEHTAIbHOH JHAarHOCTUKH TMOKa3ajl 3aMHTEpECOBAHHOCTD
CepleYHO-COCYAUCTOI CHCTEMBI (HapylleHUs pUTMa paboThl M CTPYKTYpBI Cepaua,
3MOO0NIOreHHBII CHUHAPOM, 0co6eHHOCTH " aHOMaJIUH pa3BUTHA
Lepe6pOBacKyNAPHOTO pycia) Y CYIEeCTBEHHOro Yhcia 06cIel0BaHHBIX AETEH.

KonuyecTBEeHHBI H KayeCTBEHHBI COCTaB Ha3HAYEHHBIX JIEKADCTBEHHBIX
cpeacts cuuxancs ot UM k THUA, a o6beM QHarHOCTHUYECKUX MEPOMPHUATHH U
CMEKTp MeAMKaMEHTO3HOM Teparnuu Gbl1 kpaitHe BapHabenbHbIM M 6ECCHCTEMHBIM.
He uckioyeno, 4to orpaHMueHHe Ha3HAYEHHs MaTOTEHETHYECKH OGOCHOBaHHOM
aHTUTPOMOGOTHYECKOH Tepanuu OBLIO CBA3aHO C OTCYTCTBHEM pa3pelICHUA Ha
NpUMEHEHHe BCeX MpenaparoB 3TOi IPYMMbl B IETCKOM Bo3pacTe B Poccuu [29].

Takas CUTyaluHsa BXOAUT B TNpAMOE NMpOTHBOpEYHE C MEXAYHApPOAHBIMH
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pEKOMEHJAUMAMH OCTATOYHO BBICOKOrO YpoBHA AokazaTenbHOCTH (I-II knacca) u
CTAHOBUTCS HEPa3peLIMMBIM MNPENATCTBUEM JUIS BHICTpPAMBAHHA MEP HEOTJIOXKHOM
NMoMOIUM W BTOpHYHOHM mnpodunaxtukd npu OHMK wHimemMHyeckoro Tuna B
neadarpuueckux JITY.

Takum obpasom, 6onbHele, 1e610T OHMK KOTOpBIX MpHIuEncs Ha OETCKUi
BO3pacT, CTAHOBATCS 0ObEKTOM 1 OecCUCTEMHOM TaKTUKH BeleHUS U BTOPUYHOMN
NpodHIAaKTHKY - Ha MEPBOM 3Tane Hallero MCC/efOBaHUS peUUAMBHPOBaHHE
3apuKcHUpoBaHo y kaxjoro ceasmoro ¢ MM u y kaxmoro sroporo ¢ THA.
OTCYTCTBHE BBICTPOEHHOW HHGOPMALMOHHON MOJAEPXKKH H CHCTEMBl OKa3aHHA
MOMOILM TaKUM OOJILHBIM, B COBOKYTIHOCTH C BBICOKMM PHUCKOM WHBAJIMAHOCTH H
CMEpPTHOCTH, Yrpo3od mNoBTOopHBIX 3nu3ogoB OHMK mnosBosseT BBIBECTH
MHCYIBTBl Ha JUAMPYIOLIME MO3WUMH Cpeld YPreHTHOH HEBPOJIOrHYECKOH

MaToOJIOTHHU B IE€TCKOM BO3pacTe.
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[naea 4. PE3YJIBTATBI MOJIEKYJISIPHO-TEHETTYECKOI'O
OBCJIENIOBAHUS AETEAU U UX POOUTEJEN

OnHUM U3 MpU3HaHHBIX (akTOpOB pucka Aebiota OHMK B HeTHNHUYHOM
BO3pacTe ABJIAECTCA HAC/IEACTBEHHAsA U BPOXAEHHaA TPOMOOGDHIIUSA, KOCBEHHbBIE U
npsAMble MPU3HAKH KOTOpoH OblnM  3adhMKCHpOBaHBI Kak MO pe3y/nbTaTaM
CEMEHHOT0 aHaMHe3a, TaK U Mo JaHHBIM MapakIMHUYECKoro obciefoBaHus AeTeit
OCHOBHOM I'pYTIMBI B OCTPOM nepuoae Gonesuu (tabn. 6 u 19).

Hamu nposeseHa BepHOHKalUUA HEKOTOPBIX TPOMOGOQUIIMIA: C MOMOLIBIO
MOJIEKYJIIPHO-TEHETHYECKOrO MeToJa onpelefieHsl 14 monMMopdu3MOB TeHOB,
acCOLIMMPOBAHHBIX C PHCKOM pa3sBHTHA TPOMOOGUIUM, peaKTHBHOCTBIO CTEHKH
COCYJOB W HapylIeHHWAMH paboThl ¢epMeHTOB ¢onatHOro uukia. Jderekuus
HOCHTENBCTBA @NENbHBIX BapHaHTOB reHoB (SNP) npoBoagwnoch npu neppoit
BCTpe4Ye C MalHEeHTOM Ha HEOTIOXKHOM WM amOylaTOpHOM 3Tane Mnoce
MOATBEPXKACHUA JUAarHo3a OCTPOro HapylleHHsi MO3roBOro KpoBooOpalleHHs
HieMuyeckoro tuna. Hamu ucnons3oBaH MeTod MOJNMMEPa3HON LIEMHONW peakUHH
B peXHMe peaibHoro BpeMmeHH B npenapatax [JHK, monyuyeHHBIX H3 2 MI
BEHO3HOI KpoBH. Bcero HOCHTENbCTBO MONUMOPGHBIX reHOB BEPHPUUHPOBAHO Y
200 pereit (MM - 129; THA — 71) u 63 Marepeii. ['pynny KOHTpoOJst COCTaBHIIM
06pa3siel KposH 117 300poBBIX YeNoBeK B Bo3pacTe oT 1 1o 45 neT, HabpaHHBIX M0
MPUHLKNY KOMW-Map, o00OMX TOJOB, KOTOpbIE HE MMENM B aHaMHe3e
TPOMOOTHYECKHX COOBITHI JI00O0M NoKanu3auuH, 6€crIoa1s U pPenpoayKTUBHBIX
noTeps.

HaMmu u3yueHsl ciieiytolide 0XHOHYKIEOTHIHBIE 3aMEHBI: B [€HAX CHCTEMBI
reMocTasa: FGB: -455G>A, F2: 20210G>A, F5: 1691G>A, F7: 10976G>A, F13:
103 G>T, ITGA2: 807C>T, ITGB3: 1565 T>C, PAI-1: -675 5G>4G (8 Touek);
donarroro unkna: MTHFR: 677C>T, MTHFR: 1298A>C, MTRR: 66A>G, MTR:
2756 A>G (4 TOukHM); peakTHMBHOCTH CcTeHKM cocynos: NOS3:786 T>C,
NOS3: 894 G>T (2 ToukH).
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4.1. KonnvuecTBeHHBbIe XapaKTEePHCTHKH HOCUTEILCTBA MOJIMMOP)UH3IMOB
reHoB NPOTPOMOOTHYECKOr0 H MPOKOATYASTHTHOTO CMEKTPa

y o6cieA0BaHHBIX AeTeil

AHanu3 reHeTHYECKUX MapKepoB TpPoMO030B GbUT HayaT ¢ KOJIMYECTBEHHOIO
srana. B HacTosllee BpeMs posib HOCHTENBCTBA OTAENbHBIX OXHOHYKJIEOTHAHBIX
3aMEH B re€HaX IPOKOAryJssHTHOrO M MPOTPOMOOTHYECKOro CHEKTpa, Kak
HEeH30EXHBIX TMPEeOUKTOPOB TpoMOO30B B LepeOpOBacKyNsApHOM pyclle B
HETUIIHYHOM BO3pacTe, OCTAeTCs NPEAMETOM MAJii HayuHBIX OHCKYCCHH, 4YTO BO
MHOTOM 00YCJIOBJIEHO HECHCTEMHBIM XapaKTepoM H3y4eHHs 3Tod NpoOieMsl, a
Takxe oTHocuTenbHOM peaxocteio OHMK B meTckoit monynsuuw.

Kak rnokasasn aHani3 4acTOThl perMcTpauMM U3y4yaeMBbIX MOJIMMOPGHU3MOB Y
HawMux nauyueHToB (Tabn. 22), no HocuTeNbCTBY KosnnyecTBa SNP (oT Hons 1o
BockMH W B cpeaHeM) mnauueHtsl ¢ UM u THA Owsuin comoctaBuMBl (Bce
OLleHUBaeMbIMH Mokasarenu p>0,05). B cpaBHeHHH ¢ rpynmno# KOHTpOJI HaMH
3aperiCTPUpPOBaHBI JIOCTOBEpPHBIE OTJIUYUSA no cpeoHeMy qucIty

OJHOHYKIJICOTHAHBIX 3aM€H BO BCEX IpyIrax oUC€HHBAEMbIX '€HOB.

[Ipu npocToM CyMMHpPOBaHHH ofllee 4HuCI0 OAHOHYKIICOTHIOHBIX 3aMEH B
rpynmne fgeteit ¢ Hwemuyeckum tinomM OHMK (n=200) B nonTopa pasa Gonblue,
yeM B rpymine KoHTpons (n=117): 1197 npotus 674, 6,68+0,20 npotus 4,42+0,18
OOHOHYKJIEOTHAHBIX 3aMEH Y yYaCTHHKOB OCHOBHOM IPYMIBl H IPYNINbl KOHTPONS

cooTBeTCTBEHHO (p<0,05).

KpOMC TOrO, Oblla OTMEYEHA TEHAEHLHSA K YBEIHYEHHUIO BCTPEYACMOCTH

66nbiero konnyectsa SNP UMEHHO cpet NauueHToB (Tabn. 23, puc. 7).
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Tabnuua 22
Hauueie o konudectBe SNP y fieteit 0oCHOBHOI U KOHTPOJILHOH rpymnmn
"KonuuecTBo HUH, n=129 THUA, n=71 Kourpons, n=117
SNP y ogHoro peGeHka, a6e. % a6c. % a6e. %
abc.
TeHbl TpoMGodnanu
0 0 0,00 2 2,82 3 2,56
1 11 8,53 5 7,04 13 11,11
2 31 24,03 25 35,21 51 43,59
3 40 31,01 20 28,17 42 35,90
4 34 26,36 10 14,08 6 5,13
5 8 6,20 5 7,04 1 0,85
6 4 3,10 4 5,63 1 0,85
7 0 0,00 0 0,00 0 0,00
8 0 0,00 0 0,00 0 0,00
M+m 3,08+ 0,10° 2,87+0,16" 2,36 + 0,09
I'enbl pepMeHTOB HonaTHOro LKKIa
0 3 2,38 1 1,41 11 9,40
1 14 11,11 17 23,94 38 32,48
2 60 47,62 24 33,80 49 41,88
3 41 32,54 25 35,21 19 16,24
4 7 5,56 4 5,63 0 0,00
Mzm 2,29+ 0,077 2,20+ 0,117 1,65 0,08
["eHbl perynsTopoB TOHyca COCYAOB
n=75 n=51 n=65
0 13 17,33 5 9,80 29 24,79
1 30 40,00 27 52,94 30 46,15
2 32 42,67 19 37,25 6 9,23
M+m 1,25 £ 0,09 1,27 + 0,09 0,65 £ 0,08

Tpumeyanue: * - p<0,05 npu cpaBHeHHH NaHHBIX y yyacTHHKOB ¢ I u TUA; =

1pH cpaBHEHUH AaHHBIX yyacTHUKoB M/THUA u KOHTpONbHOM rpymnm.
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(obbeanHEHHEIE NaHHEIE) U B KOHTpOJIE

Tabauua 23
CBoaHsle pe3ynbTaTe! 0 Konuyectse SNP y gereit ¢ OHMK

KonnuecTBo Bcero nauventos c MM | OtHowenne | Kourtponn, n=117 (2)
NoAUMOpdHBEIX 1 TUA. n=200 (1) (H/(2)
r€HOB Y OAAHOTO abc. % abc. %
pebeHka. abe.
["eHs! TpoMGodunum
0 2 1.00 0.4 3 2.56
] 16 8.00 0.7 13 1111
2 56 28,00 0.6 51 43.59
3 60 30,00 0.8 42 35.90
4 44 22,00 4.3 6 5,13
5 13 6.50 7.6 1 0.85
6 8 4,00 4.7 1 0.85
7 0 0,00 - 0 0
8 0 0.00 - 0 0
I"esibl pepMeHTOB donaTHOro UMKNA
0 4 2.00 0.2 11 9.40
] 31 15,50 0,5 38 3248
2 84 42,00 1,0 49 41,88
3 66 33,00 2.0 19 16.24
4 11 5.50 - 0 0,00
I'eHb! perynsTopoB TOHyca COCYA0B

0 18 14,29 0,58 29 24,79
| 57 45,24 0,98 30 46,15
2 51 40,48 4.38 6 9,23
50,00
45,00
40,00
35,00
30,00
25,00
20,00
15,00
10,00

5,00

0,00 )

0 reHos 1reH 2 reHa 3reHa 4 reHa SreHoB  6reHos  7reHos  8reHoB

e reTn ¢ U n THA, %

Puc. 7. KonuuectBo TpombodmwibHerx SNP y geredl ¢ HIIEMHYECKUM THIIOM

OHMK u B xoHTpOJIE

@ KOHTPONb, %

w— gTHOWEHUE 60NbHbIE/3/0POBbIE
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Taxum 06pasoM, Mo YMCNEHHBIM XapaKTepucTHKaM rpynnel GONBHBIX W
KOHTPO/I HMEIOT CYUIECTBEHHbIE OTIIHYHA: C YBEeNUYeHHeM dncna SNP pacTer ux
BCTPEYAEMOCTb B MOMNYIAUUH GOIBHEIX MO CPABHEHHIO ¢ KOHTPOJIBHOM rpynnoii;
Takas K€ 3aKOHOMEPHOCTb MpPOCIEKHBAETCA MU OLiEHKe BCeil COBOKYMHOCTH
MYTalKii B OCHOBHOM M KOHTPOJNBHOM rpynmnax (6,68+0,20 npotuB 4,42+0,18
COOTBETCTBEHHO, p<0,05).

OueHka CBA3H KOJMYECTBA OJHOHYKIECOTHAHBIX 3aME€H KAaXIOM TpyIIbI
reHOB-KaHIMJATOB U CYMMbI MONMMOPGHU3MOB Ha BEpOATHOCTh pasBuTHs OHMK
HILEMUYECKOr0 THIA MPOBOJAMNACE [IPH pacyeTe M0Ka3aTeas OTHOUIEHHS LIaHCOB
(OIL) (Tabnuua 24-26), KOTOPBIA NOATBEPANI ONMHCAHHBIE BBILIE TeHAEHLHH. Kak
BUAHO u3 Tabmuy 24-26, Hanuuve 4 M 5 MyTauuil B reHax TpoMGOMUIBLHOrO
ClIeKTpa, [JBYX B TreHaX ¢epMeHToB ¢onaTHoro uukna U obeux NO-cuHTa3
JOCTOBEPHO TMOBHIIANO BeposTHocTh kKak WM u THA, tak u OHMK
HLIEMUYECKOrO THIA B HECKOJIBKO pa3 (OI1I>2,40, p<0,03). MakcuManbHEI# 1aHC
paseutia MM 3aduxcupoBaH npu HocutenscTBe 9 SNP B COBOKYMHOCTH U3 14
OLIEHHBaeMBIX reHOB cooTBeTcTBeHHO (OllI=10,8, p<0,005).

Crtout o6paTUTh BHMMaHHE, YTO CpeAM HaIIKUX MALHEHTOB BCTpEYANHCh
Takue KOMOMHAUMM OAHOHYKJIEOTHAHBIX 3aMeH, KOTOpble COBCEM He OBLIH
NpeAcTaBjeHH B Tpymnmne 3A0poBbiX. Tak, 11 yenoBek MMeNUd MyTalUMH BO BceX
OLEHUBaeMbIX reHax ¢epmeHTax ¢onatHoro uukina U asoe jgeted 10 SNP u3
oleHHBaeMbIX 14. B Takux cHUTyauusx pacyeT OTHOIUIEHHUA ILIAHCOB C
MaTeMaTHYeCKOH TOYKH 3peHHs He BO3MOXeEH (B CBA3M C HEOOXOAHMMOCTBIO
JeNneHus Ha HOJb).

KpoMe TOro, MOXXHO yTBEpXJaThb, YTO HOCHTENLCTBO Majoro yumciaa SNP
ABNIAETCA «TPOTEKTHBHBIMY» M JOCTOBEPHO Yallle PETUCTPUPYETCA B KOHTPONBHON
rpymine: TNpH HOCHTENbCTBE YETHIPEX OMHOHYK/ICOTHAHBIX 3aMeH MO BCEM
OLEHHBAEMBEIM TeHaM BepoATHOocTh oTcyTcTBMs KM B aerckom Bo3pacte
Bo3pacTaeT B ueThipe paza (OLU=4,06, M1 1,65-9,96, K& 0,001); BeposTHOCTE
orcyrcteus OHMK umemuyeckoro THna — B wecth pas (OlI=6,06, JU 2,64-
14,58, K® 0,00001).
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Tabnuua 24

PacueT BeposaTHocTH hopMupoBanus U y peteit
B 3aBUCHMOCTH OT YHCJ1a ONHOHYKJIEOTURHBIX 3aMeH

(lUIﬂ HArsiAHOCTH NPHUBEACHBI TOJILKO JOCTOBEPHbBIE 3Ha'~leHHﬂ)

I'eH-reHHoe coueTaHue KoHTpons HH, n=129
n=117
A6c. A6c | O | I, 95% Ko x
3 SNP B renax I'CI" 42 40 | 0,80 - - - -
4 SNP B renax I'CI’ 6 34 | 6,62 12,62 | 16,16 | 0,000003 | 20,306
5 SNP B renax I'CI” 1 8 7,67 | 0,90 { 57,14 0,03 -
6 SNP B renax I'CI" 1 4 3,71 - - - -
2 SNP B reHax OOI] 49 60 | 1,21 - - - -
3 SNP B renax ®OL 19 41 | 2,40 | 1,28 | 3,17 0,003 8,038
4 SNP B renax OPL] 0 7 - - - - -
1 SNP B renax PTC 30 30 | 0,88 - - - -
2 SNP B renax PTC 6 32 16,10 | 2,45 | 15,22 | 0,00001 18,190
n=65 HH, n=75

Bcero 4 SNP Bo Bcex

21 g |025| - . ; 10,174
OLICHHBAECMBIX N'cHax

Bcero 5 SNP Bo Bcex 18 12 | 049 ) ) . )
OLUCHHUBACMBIX FCHAX

Bcero 6 SNP 8o scex 5 14 | 271|092 | 708 | o005 | 3459
OUCHHBACMEIX NeHax

Beero 7 SNP so Bcex 4 20 | 545 | 1,71 | 17,31 | 0,001 .
OLICHHUBACMBIX I'CHax

Bcero 8 SNP Bo Bcex 1 8 7,53 | 1,10 | 61,90 0,03 .
OUCHHBACMBIX I'€Hax

Beero 9 SNP 8o seex 1 11 | 1081368635 | 0,005 .
OLICHHBAEMEIX I'eHax

Beero 10 SNP Bo Bcex 0 1 . ) . . .

OLICHHBACMBIX I'CHax

[pumeyanue: UM — uwemuyeckuit uHCynsT, OUl — OTHOLIEHHE LIAHCOB MpH
CpaBHEHHM ToKasaTeseil y mauueHtoB ¢ MM ¢ xonTponeHo# rpynnoii; W —
JMana3oH JoBepUTeNbHoro uHTepBana; K@ — kputepuii ®uwepa; SNP -
onHOHyKIeoTHAHble 3ameHbl; I'CIT - reHsl TpombodunsHoro cnekrpa; OOLl —
reHsl ¢pepMeHTOB QonarHoro uuina; PTC — reHsl peryasTtopoB TOHYca COCYNOB;

¥2 - kpuTepuit xu-kBaapat ITupcoHa.
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Tabnuua 25

Pacyert BeposiTHocTH bopMupoBanus THA y nereit
B 3aBHCHUMOCTH OT YHCJ1a ONHOHYKJIEOTUIHEIX 3aMEH

(lIJUl HarjisiaAHOCTH MPHUBECACHEBI TOJILKO AOCTOBEPHEIC 3Haqemm)

["eH-reHHOE coueTaHue Konrpons THA, n=71
n=117
Abec. A6c | OLI U, 95% Ko x2
3 SNP B renax I'CI' 42 20 0,70 - - - -
4 SNP B resax I'CI’ 6 10 3,03 | 1,05 8,74 0,03 4,552
5 SNP B renax I'CI" 1 5 8,79 | 0,96 | 80,31 0,03 -
6 SNP B renax I'CI' 1 4 - - - - 3,898
2 SNP B renax OOPL| 49 24 0,71 - - - -
3 SNP B renax OPI1] 19 25 280 | 1,40 | 5,60 0,003 8,872
4 SNP B renax O OI1] 0 4 - - - - -
1 SNP B renax PTC 30 27 1,78 - - - -
2 SNP B renax PTC 6 19 6,76 | 2,55 | 17,92 | 0,00004 | 17,934
n=65 THA, n=51
Bcero 4 SNP Bo Bcex 21 1 0,04 ) ) ) 17,125
OLIEHUBAEMBIX FeHax
Bcero 5 SNP Bo Beex 18 13 0,89 ) ) ) )
OLIEHUBAEMBIX FreHax
Boero 6 SNP 8o beex 5 12 | 3,69 | 1,18 11,56 | 001 | 5731
OLIEHHBAEMBIX FE€Hax
Beero 7 SNP so scex 4 17 | 7,63 | 2,32 | 2509 | 00002 | -
OlIEHHBAEMBIX FeHax
Bcero 8 SNP Bo Beex 1 3 4,00 ) ) ) }
OLIEHHBAEMBIX FeHax
Bcero 9 SNP Bo Beex ] ] 1,28 . } R .
OLIEHUBAEMBIX FeHax
Bcero 10 SNP Bo Bcex 0 1 ) ) . } )
OLIEHMBAEMBIX FeHax

[pumeuanune: TUA — TpaH3uTOpHas HuleMuueckas artaka; OLI — orHoweHue
IUAHCOB TMpPH CpaBHEHHH TMoKasaTtened y nauueHtoB ¢ THA ¢ KOHTpOnBHOH
rpynnoit; I — auanasod foBepHTenbHOro HHTepBana, K® — kputepuii Ouiuepa;
SNP - omHoHykneoTHaHsle 3aMeHbl; I'CIT - reHsl TpoM60GUILHOrO CreKTpa;
DL - rensl pepmenToB ¢donatHoro umkna; PTC — reHbl perynsaTopos ToHyca

cocynoB; X2 - KpuTepuii xu-kBaapar IIupcoHa.
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Tabnuua 26

PacuyeT BeposTHocTH hopmupoBaHus OHMK uieMuyeckoro TMna

B 3aBUCHUMOCTH OT YHUCJIa ONHOHYKJICOTUAHBIX 3aM€EH

(IIJ'ISI HarjIsiAHOCTH NMPHBEACHBI TOJIBKO NOCTOBEPHbBIE 3Ha‘{€HHﬂ)

I'eu-reHHoe coyetanue | KoHtpons HHU+THA, n=200
n=117
A6c. A6¢c. [ oLl JIU, 95% K x
3 SNP B renax I'CI’ 42 60 0,77 - - - -
4 SNP 8 resax ['CT 6 44 | 522 [ 2,15 [ 12,67 ] 0,00002 | 15817
5 SNP B renax ['CT ] 13 | 8,06 [ 1,04 | 6246 | 0,012 -
6 SNP B renax I'CI" 1 8 4,83 - - - -
2 SNP B renax @1 49 84 1,00 - - - -
3 SNP B renax ®OL] 19 66 | 2,54 | 142 | 4,56 | 0,007 10,567
4 SNP B renax ®OI1] 0 11 - - - - .
1 SNP B renax PTC 30 57 1,16 - - - -
2 SNP B renax PTC 6 S1 | 6,33 | 2,62 | 15,28 [0,000001 | 20,772
n=65 UU+THA, n=126
Beero 4 SNP 5o acex 21 9 | 016 {007] 039 | - 20,510
OLUCHHUBACMBIX I'CHAX
Bcero 5 SNP Bo Bcex 18 25 0,65 . ) ) }
OLCHHUBACMBIX 'CHaX
Bcero 6 SNP so scex 5 26 | 312 | 1,14 | 856 | 0,02 5283
OLI€CHHUBACMBIX I'CHAX
Beero 7 SNP 5o seex 4 37 | 634 | 2,15 | 18,70 | 0,00009 i
OLICHHUBAEMBIX I'CHaX
Beero 8 SNP 5o bcex 1 1| 612 | 077 | 4851 | o004 -
OLICHHBAEMBbIX I'c¢Hax
Beero 9 SNP so seex 1 12 | 674 | 0865301 | 003 -
OLCHHUBAEMBIX 'CHaX
Bcero 10 SNP Bo Becex 0 2 ) . } . .
OLCHHBAEMBbIX 'CHaX

[Ipumeyanue: UH — umemuyeckuit HHCyNnsT;, THA — TpaH3WTOpHas HLIEMHYECKas

aTaka; Olll — oTHOlIEHHE IIAHCOB npH CpaBHEHHH nokasarenei Yy MNauHEHTOB

OHMK uimeMHYecKoro THMA ¢ KOHTpoJdbHoif rpynmo#; JW - auanasoH

noBepuTenbHoro uHTepsaia, KO — kputepuit duiepa; SNP - 0fHOHYKICOTHAHBIE

samensl; ['CI' - rensl Tpom6oduibtoro crnektpa; ®®@I[ — reHsl (epmeHTOB

donatHoro umkna; PTC — reHbl perynatopoB TOHyca COCYAOB; X2 - KPUTEPHH Xu-

kBagpar [TupcoHa.

Ha OCHOBaHUM TpPOBEJEHHBIX PAcYeTOB MOXHO ObUIO GBI MpPEArONOXHT,

YTO KayeCTBEHHBIH COCTaB l'IOJ'lHMOpCbI/BMOB reHoB H€ HMEET 3HAYEHUA —
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MalUHEHTY TOJBKO Heo6X0aHUMO HabpaTh KPHTHUECKOE KOMHYECTBO TE€X HJIM MHBIX
MYTaUH# B MakeTax reHOB MPOKOAryNSHTHOTO M MPOTPOMOOTHYECKOTO CrEKTpa

wH 6osiee wecTH U3 14 oneHuBaeMbIx SNP B 1enoMm.

4.2. KadecTBeHHas XapaKTepHCTHKA MONUMOP(UIMOB reHOB
NpoTPpOoMGOTHYECKOro M NPOKOATYJISIHTHOTO CIEKTPA Y [eTel ¢ 0CTPbIMU

HapyuweHHSIMH MO3roBOro KpoBooGpaleHus

Jns MoATBepXXIECHUA WIIK ONpPOBEpPXKEHHUS JNAHHOW THIOTE3s! HaMM Oblia
NpoBefIeHa OLEHKAa YacTOTBl BCTPEYAEMOCTH TMOJIMMOPGHU3IMOB OLIEHHBAEMBIX
reHOB Ha BEpOATHOCTH pa3BUTHA OHMK wumeMuuyeckoro Tuma y aereit kak rno
OTAENBHOCTH (Tabun. 27-28), Tak U B KOMOHMHALHAX (Tabn. 29-31).

AHanH3 B KOHTpPOJIGHOW rpynne Mokasal, 4YTO MO OONBLUMHCTBY IE€HOB
OTMEYEHO [JOMHUHHUpPOBAHHE «AMKMX» alleNbHBIX BapuHaHToB (12 u3s 14
OLICHHBaeMEIX IeHoB: HMenH ero B 68,38%-97,44% cnyuaeB), TOJNIbKO 2 reHa
tpombodunsHoro cnektpa ITGA2: 807 u PAI-1: -675 nokasanu 6dnbiyto
NpeACTaBIEHHOCTh T€HOB C OJHOHYKICOTHAHBIMM 3aMEHaMH, YeM «IHMKHX»
BapUaHTOB reHa.

Cpenu nauueHtoB ¢ wuumemuyeckuM TunoM OHMK mnpeBanupoBaHue
«IUKOTO» TeHOTHIA He OBUIO COBCEM, IEBATH FEHOB OBIIH MPEACTaB/EHB] B paBHOMH
Mepe «AMKHM» ¥ MYTaHTHBIMH BapHaHTOM reHa; a rensl ITGA2: 807, PAI-1: -675,
MTHEFR: 1298, MTRR: 66 u NOS3: 786 umenu «1MKHii» BapHaHT CTPOEHHs reHa
pexe, yeM MONUMOpOHBIiA.

OUEHHUTDh BJIMAHHE HOCHTENBCTBA OTHAC/IBHBIX ONHOHYKJIEOTHAHBIX 3aMeH B
KOXIAOM TreHe Ha BeposTHocTh 3abonete OHMK BO3MOXHO TMNpH pacuere
nokasarens otHouweHus madcop (OILl), 3Tu naHHBIe mMpeAcTaBieHbl B TabivLax

27-28.
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Tabnuua 27
Pacuer BepostHoctt OHMK Hiiemuyeckoro tuna y geteit
B 3aBUCUMOCTH OT HOCHTEJILCTBA NOJIUMOPPH3MOB reHOB TPOMGOPUIILHOrO

crekTpa (A1 HarfaSAHOCTH NPUBEAEHB! TONBKO JOCTOBEPHEIE 3HAYEHHUS )

SNP Coctosuue | KoHtpons, THA+HH, n=200
reHa n=117 AGc. ol I, 95% Ko
FGB: -455 GG 84 108 - - - -
GA 29 82 2,11%* 1,26 | 3,53 0,002*
AA 4 12 - - - -
GA+AA 33 94 2,26%* 1,37 | 3,72 | 0,0007*
F2:20210 GG 114 192 - - - -
GA 3 9 - - - -
AA 0 1 - - - -
GA+AA 3 10 - - - -
F5: 1691 GG 115 190 - - - -
GA 2 11 - - - -
AA 0 1 - - - -
GA+AA 2 12 - - - -
F7: 10976 GG 108 160 - - - -
GA 8 32 2,60%** 1,13 | 5,84 0,01
AA 1 5 - - - -
GA+AA 9 37 2,72%** 1,24 | 5,96 0,005
F13:103 GG 76 109 - - - -
GT 39 71 - - - -
TT 2 17 5,34** 1,18 | 24,27 | 0,009
GT+TT 41 88 - - - -
ITGA2: 807 CC 52 62 - - - -
CT 50 108 1,57%** 0,98 [ 2,52 0,03
TT 15 28 - - - -
CT+TT 65 136 1,70** 1,05 | 2,75 0,02
ITGB3: 1565 TT 85 138 - - - -
TC 30 58 - - - -
CC 2 4 - - - -
TC+CC 32 62 - - - -
PAI-1: -675 5G5G 24 37 - - - -
5G4G 59 97 - - - -
4G4G 34 68 - - - -
5G4G+4G4G 93 165 - - - -

[Mpumeuanune: MU — nmemuueckuiit MHCynsT; THA — TpaH3uTOpHas HLEMHYECKas
ataka; OIIl — oTHoIUEHHE ILAHCOB MPH CPAaBHEHHMH [OKa3aTesed y MauHeHTOB C
MU, THUA umu HWM+THUA c koHTponbHOH rpynnoi; JHW — nauanasoH
noseputensHoro uHTepsana; K@ — xputepuit duiuepa; * - NMpH NOCTOBEPHOM

3HaYeHWH KpuTepus Xu-kBagpaT IlupcoHa (6onee 3,841); ** - nocrosephble
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pe3y/bTaThl TaKkKe MONy4YeHsl Ans rpynnel geteit ¢ WUM; *** - pocrosepHsle
pe3ynbTaThl TAKXKE NOMyUeHs! A rpynnsl gereit ¢ TUA.
Tabnuua 28
Pacuet BepostHoctH OHMK HiteMuyeckoro Tuna y aeteit
B 3aBUCHMOCTH OT HOCHTEJIbCTBA NMOTUMOP(HU3MOB reHOB
bepMeHTOB (HoNaTHOrO LKA M PEryJIATOPOB COCYAMCTOrO TOHYCA

(IUlﬂ HArsiAHOCTH NPUBEACHBI TOJIBKO JOCTOBEPHBIE 3Ha‘{eHHﬂ)

SNP Coctosuue | Kontpons, TUA+HUH, n=200
reHa n=117 Abc. Ol U, 95% Ko
MTHEFR: 677 CC 80 102 - - - -
CT 32 81 1,81%* 1,09 | 3,00 0,012*
TT 5 18 - - - -
CT+TT 37 99 2,12%* 1,30 | 3,45 0,001*
MTHFR: AA 69 86 - - - .
1298 AC 39 92 1,70%* 1,05 | 2,76 0,018*
% %k
CC 9 19
AA+AC 48 111 1,79%* 1,12 | 2,87 0,009*
hkk
MTR: 2756 AA 82 108 - - - -
AG 34 78 1,56 0,95 | 2,57 0,047
GG 1 11 6,75 0,82 | 55,25 0,03
AG+GG 35 89 1,88 1,15 | 3,08 0,007*
MTRR: 66 AA 44 49 - - - -
AG 63 96 - - - -
GG 10 52 3,76*%* 1,80 | 7,85 | 0,00008
¥ % %
AG+ GG 73 148 1,72 1,04 | 2,83 0,02*
NOS3: 786 TT 38 27 - - - -
TC 17 59 2,49%* 1,27 | 4,85 0,004*
o ok e
CC 10 40 2,56** 1,16 | 5,62 0,004*
o o e
TC+CC 27 99 5,16%* 2,65 | 10,03 | 0,00004*
% kR
NOS3: 894 GG 50 66 - - - -
GT 12 49 2,81%* 1,35 | 5,87 0,003*
% %k Kk
TT 3 11 - - - -
GT+TT 15 60 3,03** 1,52 | 6,03 0,007*
¥% % %k

[Ipumeuanue: MU — uimemudeckuit HHCYNbT; THA — TpaH3uTOpHAA HIIEMUYECKAs
ataka; Olll — oTHOlIEHUE IIAHCOB NpPH CPaBHEHHH MOKa3aTeslell y MALMEHTOB C

MU, THUA wunu UM+THA c¢ koHTponbHoi rpynmoit; U — auanasod
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ROBEPUTE/IBHOTO HHTEpBafa; K@ — kputepuit duwepa; * - mpu K0cToBepHOM
3HAUCHUH KpUTepUs Xu-kBaapar IlupcoHa (Gomee 3,841); ** - mocToBepHble
pe3yNbTaTel TAlOKE MONMY4eHB! Ans rpymmsl getedt ¢ MM; *** - pocToBepHble
pe3yNbTaThl TAKXeE MOJIYYEHBI 1A rpynnsl feteit ¢ TUA.

CnenyeT OTMETHTB, YTO CaMble M3yYeHHBIE reHbI-KaHauaatsl F2: 20210 u
F5: 1691, ypoBeHb KOTOpBIX B HEKOTOPEIX PErHOHax EBpornel cpeau GonpHbIX
pocturaer 20%, a uX poib B reHese TPOMGO30B Lepe6panbHOl NOKaNM3aLUK y
HeTed M B MOJIOAOM BO3pacTe AokasaHa [113, 114, 219], y HalIMX MauueHTOB
perMCTPUPOBATHCE PEAKO M B KOJIMYECTBE, COMOCTaBUMOM CO 3MOPOBBIMH JAETHMH
(tabn. 27).

[lo pesynbrataM mnpoBeseHHOro aHanusa (Tabn. 27 u 28) BbHIABIEHHI
cieayioue 3aKOHOMEPHOCTH. B KaxnoM mMakere reHOB-KaHAMAATOB MOMYyYeHBI
CBOM «(TCHBI-IUIEPB», H30JHPOBAHHOE HOCHTENBCTBO KOTOPBIX SBJISETCA
¢axTopoM pHcKa H MOBBILIAET BO3MOXHOCTE aebioTa OHMK B IeTCKOM Bo3pacTe
B 1,65-5,90 pa3s. Ilpn 3ToM B rpymmne TpoMGoQUNBHEIX reHoB TakHe SNP 6wt
OyxBanbHO eauHuuHble: F7: 10976, F13: 103 u ITGA2: 807, B To BpeMs KaK Bce
reHbl-KaHAMAATEl GepMeHTOB QonaTHoro uukiaa U NO-CHHTa3 B retepo- W/WiH
FOMO3MTOTHOM COCTOSIHUH TMOKa3alnH CBOK MPOTHOCTHYECKYIO LIEHHOCTb.

Takum obpa3oM, NpEMNoNoXEHHE, BBEICKa3aHHOE BEHILIE, o
NpeMMYIIECTBEHHOM BIHMSAHHUH KOJMYECTBEHHOTO COCTaBa OJHOHYKJIECOTHUAHBIX
3aMeH, HayWHaeT MONy4yaTh CBOE OMPOBEPKEHHE: HEKOTOpBIE MONUMOPPU3MBI
T€HOB JiaXe B Cllydae W30JHPOBaHHOTO HOCHTENBCTBA (0COOEHHO B TOMO3UTOTHOM
COCTOSIHMH) crocobHble yBennuuTh puck OHMK uimemuyeckoro THUrna B J€TCKOM
BO3pacTe MO CpaBHEHHIO CO 3JOPOBOI momysnsuuei B monatopa H 6Gonee pasa
(OUI>1,56, p<0,05).

Hamu 6bU1 npUMeHeH KOPpENAUHOHHBIN aHald3 nap BHYTPH OLEHHBAEMBIX
MaKeTOB T'eHOB MPOTPOMOOTHYECKOrO W MPOKOArylasHTHOTO CIMEKTpa, a Takxke
MeXAy MakeTaMH reHoB. B mpolecce pacueToB HaMH He MOJYYEHO AaHHBIX O

3HAYUMBIX B3aUMHBIX BJIUAHUAX F€HOB MEXAY H3Y4YaeMbIMH MaKeTaMH I'CHOB, YTO
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MOXET CBHMIETECIbCTBOBATE 006 WX OTHOCHMTENBLHONM HE3aBUCMMOCTH M CTaTh
MOBOJOM /ISl BKJIIOUEHHUS WX KaK MeHOB-KaHAHWAATOB AN CO3MAHMS TeHHBIX CeTeil.

Tarke HaMH TNpOBelEHa OLEHKA Pe3yNETAaTOB KOPPENSUMOHHOTO aHANM3a
CBA3CH ONHOHYKICOTHAHBIX 3aMeH M KIMHUYECKMX mposiBieHHit OHMK
vmeMudeckoro Tunma. ChopMHUpOBaHBI Mapbl MexIy BCEMH OLEHMBAEMBIMH
aIeNIbHBIMU - BApDHAHTaMH  TeHOB W JaHHBIMH  aHKeT «BcepoccHiickoro
peTHCTpa...», CBEACHHAMHU O TeYEHHH OOoNe3HH 33 BpeMs HaXOXIACHHUS B
CTalMOHApe, BKJIIOYas NaHHBIE reMocTasvorpamMm. Bcero B KoppensuMOHHBIH
aHanu3 BOUUTH 4683 map, 4To MOXET GbITh pacueHEeHO KaK MaKCHMAabHO MOJIHAS
BBIOOpDKAa OT BO3MOXHBIX AHAMHECTHYECKHX, KIHHHKO-TabOpAaTOPHBIX H
MOJIEKYNIIpDHO-TeHETHYECKUX CBsA3ell. KonnuecTBO map, B KOTOpHIX Takue CBS3M
Ob1M 0OHApPYXEHBI, 0Ka3aJIOCh UCYE3AIOIIE MAIBIM — OHM COCTAaBWIIH He Gonee 1%
BO Bcex rpymnax. Tak y aerteit ¢ MM BrisiBieHo Beero 11 map cpenneit cunsl, 16 —
cnaboii u 28 oueHs cnaboii cubl.

Bce nonyyeHHbIe CBA3M UMEIOT JIOTHYecKoe 0ObIACHEHHE U YKIaIbIBAlOTCS B
pamku «TpoMbodunpHoi» Teopuu. Tak, HanpuMep, HocuTenbcTBO FGB: -455AA
w1t MTHFR: 677C>T uMeno cBa3b cpeiHed cub! ¢ pakToM 06HapyXeHHs oyara
uHpapkta npud npoBeaeHHH KT romoBHoro mosra B MepBele 6 YacoB OT
BO3HMKHOBEHHUs cuMntoMatuku (r=0,61 u 0,71 cooTBeTcTBEHHO, p<0,05).

ITponomxas fAelicTBOBaTh B paMKaX BBIABUHYTOM TUIOTE3bI U ClIELYs JIOTHKE
paccyxJeHHit, nepel HaMH BO3HHKIA HEOOXOAMMOCTb OLUEHKHM BIIMAHHA BCEX
BO3MOXHBIX KOMOWHauud MONIUMOPPU3IMOB TEHOB Ha BEPOATHOCTH Pa3BUTHA
u3yyaemoro 3aboneBaHus. TakuMm o6pa3oM, Hago BLIABHTH BCE BO3MOXHBIE
coyeTaHus M3 4 U 5 OJHOHYKIIEOTHAHBIX 3aMeH NakeTa TPOMOODHUIIBHEIX [€HOB, 3
— U3 makeTa ¢epMeHTOB (oJaTHOrO LHMKAA, [ABa — H3 TEHOB pErYNATOPOB
COCyAHCTOro ToHyca u 6 - 9 u3 14 uccneayeMeix rerob. C yyeToMm TOro, 4TO
KaXBIii reH MOXeT OBITh NpEeJNCTaBNEH KaK B reTepo-, Tak U B rOMO3UIOTHOM
COCTOSIHMH, a KOMOHHALMA B KaXOM Clyuae MOXeT cojepxarTb Jioboi HaGop
reTepo- ¥ rOMO3HTOTHBIX COCTOSIHHH F€HOB, HaMH MpPOBEJEHA NpeABapHTE/IbHAA

OLEHKA KOJIMUECTBA TAKUX COYETAHHH.
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2xn x(n=1)x ... x (n—k +1)

KonuuectBo komOuHamii =

k! 3)
ra€: n — KOJIHYCCTBO IeHOB B [MakeTe HITH rpynne, K — YHUCIO MyTal.lHl\;l B

KOMOHHALHUH.

HanpuMep, B cnyuae couetanus uersipex OJHOHYKJICOTHJHBIX 3aMEH B
nakete U3 8 TPOMOOQMIIBHBIX reHOB BO3MOXHO 1120 BapHaHTOB, B cny4yae 6
OTHOHYKJICOTHHBIX 3aM€H U3 BCETo MakeTa reHoB — 5376 U T.11.

Hawe wuccnenoBanue orpaHudeHo Bcero 117 Y4YaCTHHKaMH TpyTINEI
kOHTpons W 200 mauMeHTaMM ¢ peakuM 3aGoNeBaHMEM AETCKOrO BO3DACTa,
CNeOBaTENbHO, GONBIIMHCTBO TEOPETHYECKH MPHCYTCTBYIOUIMX T€H-FeHHBIX
KOMOHHAUMH HAHTH y peanbHBIX GONBHBIX M B KOHTpOJNE Naxe He ymacTcs. B
TaKOH CHUTyalUMH Mbl BBIOpaNM MyTh MOMCKA IMATOrEHETHYECKH OGOCHOBaHHBIX
coueTaHu# MONMMOpGH3IMOB. DDPEKTUBHOCTE MpPEANIONKEHHON CTPATErHH HaMH
yxe onpoGoBaHa, MpOAEMOHCTpHUpoBaHa B rpynmax jereii ¢ MM u THA ¢
MeHbUIeH YHCIEHHOCTRIO HabmofeHHH U omy6NMKoBaHAa B Hawei cTpaHe H 3a
pybexom [25, 33, 118].

PaboTa mo olleHKe YacTOTHI BCTPEYaEMOCTH FeH-T€HHBIX KOMOUHAUMH U WX
ponu B kayecTse dakTopa pucka OHMK npoBoaunace no cxeme: B nepsom 6oke
BLIOpaHBI BCE BCTPEYAIOIHECH COUETAHHA C YYacTHEM DeAKHX H, 6e3ycioBHO,
3HaYUMBIX TMpPOTPOMOOTHYECKHMX MYTaLUii — MO TreHaM MnpoTpoMbuHa WU
npoakuenepuHa. ['eH-reHHble KOMOWHALMM, BK/IIOYABUIHE TaK Ha3blBaeMble
«artansHbie» MyTauuu F2: 20210G>A u F5: 1691G>A, npakTH4YecKH HEH36EkKHO
NpUBOASALIME MalHEHTOB K TpoM603y N000# JOKaMH3aLMH B MONOAOM BO3pacTe,
O 3adukcHpoBaHel B 19 cnyvasx: aBeHaauate npuuuMce Ha OHMK
MLIEMHYECKOro THIMa, CEMb — Ha KOHTPOJIBHYIO rpynmy. B obeux rpynnax oHH
BXOAWIH B KOMOWHAUMIO C OJHOHYKJICOTHAHBIMM 3aME€HaMH B JAPYTHX TreHax
TpoMGO(HIIBLHOrO CeKTpa H $HONaTHOro LHKIA, PEryaaTOpOB TOHYca cocynos. Hu
oaHa komOuHauus u3 rpynnsl MM u THA He nosBTopHnack B KOHTPOJILHOH

rpynmne, pacyeT OTHOWICHUA WAHCOB HE HMECJT CMBICTIA (B CBA3H C HEBO3MOXXHOCTBIO
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AeneHus Ha Honb). [lo-BMUAMMOMY, KaXaell cnyyaii GonesHH u cryyai
6ecCUMNTOMHOrO HOCUTENBCTBA, KaXAAs! KOMOMHaLMS ¢ yuacTheM F2: 20210G>A
u F5: 1691G>A  — yHuKanbHB, M TONBLKO COYETAHHE C APYTHMH
MOAHOUUHPYIOUMMH (aKTopaMH PHCKa NMPHUBOAMT K KIMHHYECKHil peanr3audy
TpoM603a. He uCKIIO4EHO, YTO YYAaCTHHKM KOHTPONBLHOW TpYMIBI, KOTOpble He
chopmupoBanu TpomGO3bl B HETCKOM BO3pacTe, ellle He MOXKHIH 1O TaKOM

BO3MOXXHOCTH HJIH ABJIAIOTCA HOCUTEIIAMHU Ha60pa KIMPOTCKTUBHBIX» (baKTOpOB.

Ha cneayromem stane Hamu 6bln MpoBefeH MOMCK KOMOGMHAUMH BHYTpPH
KaXAO0H rpYyMNIbl OLEHHBAEMBIX MaKeTOB reHoB (6e3 yuactus F2: 20210G>A u F5:
1691G>A); 3areMm — no BceM 14 reHam (Tabn. 29-31). Kak mnokasan aHaius,
MMEHHO Te KOMOHMHALMH, B KOTOPBIX B 00S3aTeNIbHOM MOPSAAKE MPUCYTCTBYIOT
OJHOHYKJICOTHIHBIE 3aMEHB! B reHax GUOpHHOreHa, peuenTopoB TPOMOOLMTOB U
PAI-1 poctoBepHo moBbimaioT waHce Ha gebior OHMK uuieMuyeckoro THma B
nerckoM Bo3pacte B 2,09 — 4,70 paza. Cneayer OTMETUTD, YTO BBIABUHYTas HaMH
THI0Te3a KOJTMYECTBEHHOrO BIMAHUA MyTalMit B XO[le 3TOTO 3Tana UCCle0BaHUs
TaKxe MOJIyyusla ONpoBepxkeHHe: coderaHue u3 Tpex SNP TpombGodunbHoro
CMeKTpa MOKa3alM AOCTOBEpHOE MNoBbleHHEe Bo3MoxHocTH MM wmm THA B
netckoM Bo3pacte. Kom6unauuu ¢ yvactuem reHoB VII u XIII dakropos
CBEPTBHIBAHHA, KOTOpbIE MMPH HM3OJIMPOBAHHOH OLIEHKE ITOBBIIIANIH BEPOATHOCTD
THA u U, B naHHOM aHanu3e «He cpaboTayi», 4YTO BHOBb HAaC BO3BpalllaeT K HX

NMOTeHUHAILHOM 3alIUTHOH POJH B OTHOLUEHHH MaKPOTp0M6006pa3083HHﬂ.

AHaJIOrMyHble  JaHHBle T[IOJIyyeHBl TNpH  OLEHKE [aKeTa TEHOB,
koHTponupytowux pabotry ®OL: coyetanue u3 Tpex SNP ¢ yuyacTHeM reHa
MTHFR: 677 C>T npaktudyeckd Bceraa noselwano puck MU umu THA
(OlI=2,83-6,33, p<0,04). B To e Bpems, koMGHHauMs u3 AByX SNP reHos @DI],
KOTOpas NMpH KOJHYECTBEHHOM aHAJIM3€ HE MOKasana CBOI IMPOrHOCTHYECKYIO
LlEHHOCTb, MPOJAEMOHCTPUpOBAa J0CTOBEpHOE yBenuueHHe BeposTHocth OHMK

B ciyuae coyetanus MTHFR: 677 C>T u 1298: A>C (OlLI>2,83, p<0,005).
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Hamu npoananusuposansi xom6unanuy, coaepkalde OJHOHYKJIEOTHIHbIE
3aMEHbl B TeHaX BCEX OLCHUBAEMBIX MaKeTOB, OMHAKO YCTAHOBMTH MX
MPOrHOCTUYECKYIO LEHHOCTb TMPAKTHYECKH HE yOamochb — YacToTa HX
BCTpE4aEMOCTH B KOHTPOJIbHOH rpynme Gbula HCYesalolle Maia U He MpeBbIlaa
ABYX CJIy4ae€B, YTO NMPHUBOAUT K HEBO3MOXHOCTH pacyeTa OTHOLIEHMS IUAHCOB H
xu-kBajpara. Cnefyet oTMETHTB, uto B rpynne OHMK coueranmne SNP B renax
TpoMbodunbHoro nakera, ®®L{ u PTC 6b114 coceM He PENKHMH, a B HEKOTOPBIX
Ciy4aeB BCTPEYANHUCh Y AECATKOB MauMeHTOB (Tabnuupl 29-31).

Bce npeasiokeHHble TeH-TEHHblE COYETAHUs MPOAEMOHCTPUPOBAIH CBOIO
YHUKIBHOCTE — BCTPEYAIUCh TOJNBKO B KIMHHYECKOW MOMyNsAUMH, JH60

AOCTOBEPHO BJIUANIN Ha PHCK 3a0071€BaeMOCTH, MOBHILIAs ero B 6,7 — 13,1 pas.

4.3. Cnoco0bl NPOrHO3HPOBAHHS THIA OCTPLIX HAPYIIEHHI MO3rOBOro

KpOBOOGpallleHHsI Ha OCHOBE MPOTPOMGOTHUECKHX reH-TeHHbIX KOMOHHALIM

B nponomxeHne noucka Takoi KOMOHHALUHM TeHOB, KOTOpas OJHO3HAYHO
morna 6sl onpeaenats puck OHMK B f1eTckoM Bo3pacTe, MCIONb30BaHa METOAMKA
MUCKPUMHHAHTHOIO aHaju3a. MEl NpPOTECTUPOBAIH IeHETHYECKHE JaHHbBIE Beeil
knuHuyeckoi rpynnel (MU+THA) B cpaBHeHHH ¢ KOHTpOJIEM.

JUis  yny4lieHHss TMPOLIECCOB  paclo3HaBaHHA €  TOYKH  3pEHUA
MaTeMaTH4yeckoil 06paboTKH NaHHBIX, HAMH BBEJEHAa TaK Ha3blBaeMas rpajauus
3HauMMocTH Bkiaga SNP B nporHo3 Ha 3aboneBaHHe MM €ro OTCYTCTBHe. B
HallleM cilydae rpajfauus Obula cocTaBlieHa MO MPUHLUMITY — YeM Bhlie 6anni, TeM
Gonblllee MpokoaryNsAsHTHOe BiIMsHHE oka3biBaeT SNP Ha cucTeMy CBEpTHIBaHHMS:
3a 1 NpUHHMaIM AHKHA TeHOTHN, 2 — TeTepO3UroTHOE COCTOosHue, 3 -
NaToNOrHyecKoe romMo3uroTHoe. C y4eToM TOro, He y BCEX Y4aCTHHMKOB OCHOBHOMH
M KOHTPOJIBHOH TpYNN HWMENHCh CBENEHHs IO BCeM IakeTaM reHoB (U3 14
BO3MOXHEIX), HaMHM TPHHATO peEIUEHHE, YTO B Cilyyae, KOraa BapHaHT
nonumopdH3Ma HeusBeCcTeH, eMy OyneT npucBoeHo 3HaveHue 1,5. Takoe peleHue

6s110 MPHHATO B CBA3U C TEM, UTO OTCYTCTBHC CBeJIeHHH O COCTOSIHUU OTAENIBHBIX
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FeHOB y GOJIBHOroO ¢ TpoMGo30oM M0G0 JIOKANMU3AUUMY B HETUTHYHOM BO3pacTe
NMpHPABHHBAETCS K MOTEHUHATLHO TPOMBODUIBHON CUTYaLIHH.

OueHKa y4acTHA reHOB U MX KONMYECTBEHHOrO COCTAaBa noka3sanaa, 4to B
MPOrHOCTHYECKH 3HAYMMOH cTana KOMOMHauus W3 8§ SNP, a B ee cocTaB BOLLIH
NMPEACTAaBUTENH BCEX TPEX MNakeToB: TPOMGOQHMIBLHOrO, $epMeHTOB (onaTHOro
LHKJIa H PETYNATOPOB TOHYca cocynoB (Tabun. 32).

Ha ocHOBaHMM noOnyyeHHBIX pe3ynbTaTOB, HaMH chopMynupoBaHo
pelalolee  NpaBUiIo, KOTOpOE CTPOMTCS MO OOyYalolleMy MHOXECTBY M
NpeAHa3HAYCHO AN Ki1acCH(HKALMK COCTOSHHI HOBBIX MALMEHTOB. YuuThiBas 13
CYLLECTBEHHBIX MEPEMEHHBIX, H NPH MOMOLIM METOMA JIOTHCTUYECKOH perpeccuy,
pacCuMTaH HHTErpaTHBHBIA NPOTHOCTHYECKHH HHAeKC (Z) o dopMmyie:

Z =by +bVar3+ b, \Varl1+b, Var23 + b, Var24 + b, Var25+ b, Var31 + b,,Var32 +
+ b, Var33 + b, Var34 + b, Var35 + b, Vard0 + b, Vard3 + b, Vard4, 4)
rae ko3 buLKeHTH! Ui by puBeaeHs! B Tabm. 32.

Tabnuna 32
HanHzlie k03 duLHeHTOB by 1 nepeMeHHBIX Var, Ans pacueta HUHTErpaTHBHOIO

HHJIeKca nporHo3upoBaHHs BeposTHocTH OHMK umemuueckoro tina y gereit

Kosdduumne | 3nauenue | [Tepemenna | Muoxurens HaueHye
HT by o Var,
0 27,9622 KoHcTanTa

b3 1,2113 Var3 lum 1,5 FGB: -455 GG aukuii TN

bll 1,6951 Varll lumu 1,5 ITGA2: 807 CC aukuit Tvn

b23 -17,3736 Var23 l nam 1,5 F13: 103 GG aukuit THN

b24 -8,9494 Var24 2unu 1,5 F13: 103 G>T retepo3urora
3umn 1,5 F13: 103 TT

b25 -6,3212 Var25 MaToNnoruyeckas roMo3HroTa
3unu 1,5 MTRR: 66 GG

b3l -0.3641 Var3l MaToNOrHYecKas roMO3UroTa

b32 -14,1803 Var32 1unu 1,5 MTHFR: 677 CC auxuii THn

b33 -7,6884 Var33 2umu 1,5 MTHFR: 677 C>T rerepo3urora
3um 1,5 MTHFR: 677 TT

b34 -5, 7119 Var34 NaToOrHYeCcKas FOMO3HroTa

b35 0,9763 Var3$ lumm 1,5 MTHFR: 1298 AA aukuii THR

b40 2,2860 Var40 lunm 1,5 NOS3: 786 TT aukuit THN

b43 2,5999 Var43 lum 1,5 NOS3: 894 GG aukuii THN

b44 1,0068 Var44 2unu 1,5 NOS3: 894 G>T rerepo3surora
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Ecnu  paccuutannbiii no npuBemeHHOMY NPOTrHOCTHYECKOMY IMpaBUITy
pe3ynbTaT OyAeT ykIafblBaThCA B YMCIIOBOH NpPOMEXyTOK GOSblue HyNs, TO Y
pebeHka MpOrHO3MpYeTCs: MHCYNBT C BEPOSTHOCTBIO 83,5%, MeHblue Hyns —
OTCYTCTBHE 3abosieBaHHe C BEPOATHOCTBIO 89,7%.

B Hacrosliee BpemMs OCTaeTCs HEM3BECTHBIM BIMSHHE HAC/EICTBEHHBIX
NpOTPOMOOTHYECKHX COCTOSHMH Ha pucK pa3BuTHs OHMK Ha pasHbIX 3Tanax
OHTOreHe3a 4yenoBeka. Kak mMonaraioT, BO3MOXHOCTb TakOW reHeTHYecKu
ACTEPMUHHPOBAHHBIX peajii3auMu B BUJE O0NE€3HM MaKcHUMallbHa y MIIa[eHLEB,
3aTeM HAYMHAIOT BIMATE MOAHQHLUMpYIolMe HaKTOPB! BHELIHEH CpeMlbl, KOTOpble
MOIYT KaKk aKTHBMpPOBaTb, TaK W MHrMOHpOBaTE MPOTPOMGOTHYECKYIO
HAaCTPOEHHOCTb B CHCTEME MEMOCTa3a, OMHAKO 3TOT BOMPOC OCTAETCS 0 KOHUA HeE
M3YYEHHBIM.

B HameM wuccnegoBaHMH TpOBeE€H AaHAIW3 BJMAHHA TEH-TEHHBIX
KOMOHHauMHA B 3aBUCHMOCTH OT Bo3pacTa fnebioTa 6one3Hu. Mbl 0OBEAMHUIH B
€IMHYIO Ipynny MauxeHToB ¢ Hiemuyeckum turoM OHMK. Bce GonbHble 6bUTH
pasfieNieHbl Ha MMOArpyYNIbl B 3aBUCHMOCTH OT BO3pacTa [E€PBOro 3MH30/a HILIEeMHH:
noarpynna 1, mn = 68 (Bospact 1-ro OHMK no 1 roxa); noarpynna 2, n = 62
(Bospact 1-ro OHMK ot 1 roga no 7 nert); noarpynna 3, n = 45 (Bo3pact 1-ro
OHMK ot 7 net no 12 net); noarpynna 4, n = 58 (Bo3pact 1-ro OHMK or 12 ner
no 15 net). lna ynydileHHs TMpOLECCOB paclo3HaBaHHWA C TOYKU 3pEHHs
MareMmaTHyecko oOpabOTKH HaHHBIX, HAaMM MpPUMEHEHa rpajalus MpH OLEHKe
BKIaga BapHaHTa SNP B TpoMOOTHYECKYIO CHTYalMIO, aHAJIOTHYHasd OMHMCAHHOM
BBILIE: YeM BbIle 6aul, TeM Oolbllee NPOKOAryNsHTHOE BIMAHUE OKa3biBaeT SNP
Ha CHCTEMY CBEPTBHIBAHMA: 32 1 MPUHUMANK OUKHIi reHoTHN, 1,5 — HEH3BeCTHOE, 2
— reTepO3UroTHOE, 3 — MaTOMOrHYECKOe FTOMO3UIOTHOE COCTOSHHE reHa.

IpoBefeHO CpaBHEHHE BO3pAcCTHBIX rpynm Mexay coboi. JloctoBepHble
OT/IMYHA MO YacTOTE€ pErUCTpalMH TMOJYYEHBl TOJBKO IO €AWHUYHBIM
OIHOHYKJIEOTHIHBIM 3aMEHaM, OJHaKO abCONMIOTHO BCe aHANH3UpyeMble reHbl (14
TOYKA) OKA3aIMCh MPUTOAHBIMU JUIs MPOBEAEHHA NMCKPHMHHAHTHOrO aHanu3a (p-

ypoBeHb 6bl1 puHAT 32 0,22 1 MeHee). [TonbITka MHOroMepHO# K1accHHKalHu



(pacno3HaBaHWA) YeTblpex BO3pacTHbIX nogrpynn ge6tota OHMK vwemmnyeckoro
TMMNa NO reH-reHHoW KOMOMHauMK nokasana, YTo pasnnums ectb: Ans 1-ro
anusofa Ao 1roja BepoATHOCTL BEPHOro pacrnosHaBaHua cocTaBnseT 75,0%; ot 1
roga fo 7 net - 60,0%; ot 7 net go 12 net - 65,2%; ctapwe 12 net - 68,6%.
OfHaKO [OCTOBEPHOCTb pacro3HaBaHWA HeLOCTaTOMHO BbICOKA, W A1 ee

MoBbILEHNsA TpebyeTcs MO0 BBeAEHWE HOBbIX MEPeMeHHbIX, MO0 YKpYMHeHue
nccnegyembix rpynn (puc. 8).

ANCKPUMUHAHTHBLIX (hyHKuuid, roe G_I:l - nogrpynna 1, n = 68 (Bo3pacT 1-ro
OHMK po 1lropa); G_2:2 - nogrpynna 2, n = 62 (Bo3pact 1-ro OHMK ot 1roga
no 7 net); G_3:3 - noarpynna 3, n =48 (Bo3pact 1-ro OHMK ot 7 net go 12 ner);
G_4:4 - nogrpynna 4, n = 58 (Bo3pact 1-ro OHMK crapie 12 ner).

MonyyeHHble B pe3ynbTaTe CBEAEHWS B OYEPeAHON pa3 MoAYEpPKMBAIOT
3HAYMMOCTb ~ HOCWUTENbCTBA  NOMMMOPGM3MA  TEHOB,  KaK  MNpejukropa
TPOMOOTUYECKMX COObLITWIA, [EACTBME KOTOPbIX Haubonee 3HaYMMO Yy MIaeHLEB,

0[lHaKO MOXXET peann3oBaTbCs Ha Nt06OM BO3PaCTHOM 3Tare AeTCTBa.
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Ha nocnenytomem srane no cosmaHHoii Gaze IaHHBIX ofpeleneHbl Takue
COYUCTAHHA ONHOHYKJICOTHAHBIX 3aMEH, KOTOpBlE XapaKTepHbl AN KaxHOoH
BO3PacTHOH MOArpynibl; MPOCYHTAHB! BEPOSTHOCTH BEPHOrO pacllO3HABAHHS
MOATPYNIN B 00YYalOWMX MOAENAX B CPaBHEHUM C KOHTpOJeM. B aHanu3s B3sTsl
TOJIBKO TaKHC NEPEMEHHBIC, YPOBEHb JOCTOBEPHOCTH P KOTOPHIX GbLT MeHee 0,05
(Tabn. 33).

Tabnuua 33
Bapuante! kom6unauuit SNP B 3aBMcHMOCTH OT Bo3pacTa fie6ioTa

OHMK HuieMH4eckoro TUma

[eHbl [Moarpynna 1 IMoarpynna 2 IMoarpynna 3 IMoarpynna 4
BO3pacT BO3pacT BO3pacT BO3pacT
oo 1 roga lroa-7ner 7 ner- 12 ner | crapuwe 12 ner
(n=68) (n=62) (n=48) (n=58)
Tun by Tun by Tun by Tun by
SNP SNP SNP SNP
FGB: -455 GG | 2,25 GG 2,49
AA 0,92
F2:20210
F5: 1691 AA -46,02
F7: 10976 AA | -1,53 GA -1,13
F13:103 T | -1,72
ITGA2: 807 TT | -0,64 CC 2,43 CC 6,42 CT | -1,55
ITGB3: 1565 CC | 9,63 CcC 1,10 CC 7,65
PAI-1:-675
MTHEFR: 677 CC | 1,58 CC -427,45 CC 1,81
CT -213,86
TT -144,12
MTHFR: 1298
MTRR: 66 GG -0,50
MTR: 2756 GG -1,60
NOS3: 786 TT 2,90 TT 10,13 TT 3,63
TC 0,10
NOS3: 894 TT -3,43 GG 2,10
Bcero SNP 5 9 9 4
KoncTanTa by -0,05 426,47 -1,88 1,31
BeposatHocTh 65,6% 61,5% 78,3% 77,1%
OHMK
BeposrHocTh 98,3% 96,6% 97,4% 95,7%
orcyrcrBus OHMK

IpuMeuanue: by - KkOIDGULUMEHTH NPU3HAKOB, KOTOpblE OMPEACIAIOTCA B

pe3yabpTare NpUMECHCHUA METOA JUCKpHMHHaAHTHOI'O aHAafH3a.
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Pacuer  mporHocTHueckMX  MHIEKcOB MPOBOAMIICA  AHAJTOTHYHBIM
ONMHCaHHOMY  BblE o06pasoM: Z=b,+bVar, Ecnmu paccuuTaHHBIH MO
MPOTHOCTHYECKOMY mpaBuiy pe3ynstaT MITM yknageiBaeTcs B YHUCIOBOM
MPOMEXYTOK MEHBILE HYJA, TO y peGeHKa MPOrHO3UPYeTCs OTCYTCTBHE UHCYNbTa
C BEPOATHOCTBIO He Hiwke 95,7%, Oonbwe Hyna — 3aloneBaHHe B
COOTBETCTBYIOIINH BO3PAaCTHOH MEPUON C BEPOATHOCTBIO, YKa3aHHOM B Tabnuue 33
AJIA KQXAOT0 BO3PACTHOTO MepHOa.

Takum o6GpasoMm, MUIA KaXAOTO NEpHOJA NETCTBA HMEETCS TeH-TeHHas
KOMOMHaLMA, Mpeapacrnojaramomas K ne6iory OHMK wumeMuyeckoro THna,
KOTOpBIE OTJIMYAIOTCS  YYBCTBHTENBHOCTBIO  (65-78%) M BBICOKOM

crneupHYHOCTBIO — 95,7% M Gonee.

4.4. KiuHu4yeckasi 3HaYHMOCTh HOCUTENbCTBA NOJIHMOP(PH3MOB FeHOB
¢$epmeHTOB $H0JIATHOrO UHKJIA H THNEProOMOLUCTEMHEMHH Y IeTeil C OCTPBLIMH

HapYLIeHHSIMH MO3Ir0BOro KpoBooGpalieHHs

AnnenbHele BapHaHTBl TEHOB, YYacTBYIOIIMX B perynsuud paboTel
pepMeHTOB  QoNaTHOro UMKNA, He MOrYT OBITh OJHO3HAYHO HA3BaHEI
TpoMOOdUIBEHBIMH. ONHaKO HW3BECTHO, YTO OHHM HEMOCPEACTBEHHBIM 00pa3zoM
BIMAIOT Ha CUCTEMY MeMOKOAarysluH, COCTOSHHE COCYAUCTOMN CTEHKH H 06nagaoT
npotpoMboTHueckuM aedicTBueM. DEHOTUNMHYECKHMM MapKepoM HOCHTENIbCTBA
3TUX MOJUMOP(PHBIX MEHOB CYHTAETCA YpPOBEHb NOMOLIMCTEHHA, MOBBILIEHHE €ro
YPOBHs B KpoBH - runepromouucrerHemus (I'TL[). HecMotps Ha To, uTo npobnema
TpoMOOGHJILHOIO CTaTyca AaKTHBHO H3y4aeTcs MpPEACTaBHTENAMH DPa3/iM4HBIX
MEIULIMHCKHX CIeLHaNIbHOCTENH, CBECHUS 0 pacnpoCTpaHEHHOCTH
nonuMopdHU3MOB, aCCOLMMPOBAHHBIX C HapyIICHHAMH OOMeHa TOMOLMCTEHHA,
BapHaHTaX TeH-TeHHBIX COYETaHHH C APYrHMHM TPOMOOGHIBHBIMH alneNsaMH y
JeTeil HEMHOTOYHKCIIEHHE!I [24, 49, 114, 200].

Hamu npoBefieH aHalu3 ypoBHs romouucteHHa y 165 netedt ¢ OHMK,

06CHCﬂOBaHHBIX Ha HOCHUTEJIBCTBO OQHOHYKJICOTHAHBIX 3aMCH B I'e¢Hax (I)CpMCHTOB
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¢onatHoro wmwra (OPL]). Ilpu oueHke deHOoTHNAa M aHaMHe3a [JaHHblE
AQHAIM3HPOBANUCh y 173 6GONBHBIX, YPOBEHb TOMOLIHCTEMHA KOTOpBbIX 6bLT
M3BECTCH Ha MOMEHT BIUTIOYEHHS B HCCIIE[IOBaHHe. 3a HOPMAaTHBHbBIE 3HAYEHHS
MPUHUMAH: 5 M MeHee MKMOJB/N U1t GOBHEIX B Bo3pacTe Ao 10 neT, Mexee 10
MKMOJIb/N — [UiA aetedt 10-15 net, Menee 15 MkMonw/n — crapuie 15 ner [39]. U3
CTaTUCTHYECKOH  00paGoTkM GBI MCKIKOYEH pebEHOK ¢  JOKa3aHHOM
FOMOUHMCTHHYPHEH, UMEBHINI YPOBEHb rOMOLIMCTeHHA 387-540 MKMONB/JI.

Hccnenobanue KOPpENAUMOHHEIX CBS3ed He BBISBMJIO 3HAYMMBIX Mnap
YPOBHS rOMOLMCTEHHA B OCTPOM, B BOCCTAHOBHUTENBbHOM MepHoAax 6oye3HH, a
TaKXXE 3a BpPEMA KaTaMHe3a M oTAeNbHBIX SNP kak M3 makera HemocpeaCTBEHHO
TpOMOOOHUIbHBIX, Tak H3 mnakera OOLl. Takue pe3ynabTaTel He MOTYT
CBHAETENBCTBOBAaTE 00 OTCYTCTBHM TAaKMX BIHSHHM, MOCKONBKY COAEpXaHHE
rOMOLUHMCTEHHAa B  KPOBM  DETrynHpyeTcs CJMIUKOM  OOJNBIIMM  4YHCJIOM
MOAMGHUMpYIOWMX (aKTOPOB H He BCerAa MMeEET MpsAMYIO JHHEHRHYI0
3aBUCHMOCTb OT KOJIMYECTBEHHOTO M KauyeCTBEHHOro Habopa reHOB-PeryyisTOpOB
[2, 6, 44, 69].

3adpuKCHpOBaHHBIH HaMH CpeQHHH YpOBEHb TOMOLUMCTEHHA MpeBBILIAN
H3BECTHBIE HOPMATHBBI, NIPH 3TOM NPOC/IeXHBaNach TCHACHUHUA K HEYKIOHHOMY
HapacTaHHIO KOHLEHTpAUMH rOMOLMCTEMHA B KPOBH C BO3pacTOM MalHEHTOB, C
nepeKpblBaHHEM HOPMBI B NOJITOpa — ABa pa3a (Tabi. 34).

Tabnuua 34
IToka3aTenu cofepaHHs roMOLMCTEHHA Y IeTe OCHOBHOM IPYTIIHI

B OCTpOM mepuone OonesHu (MKMons/n), =165

BospacTHas rpynna Cpeansee 3Hauenue, M+m Huana3on
no 1 rona 9,44+0,72 3,58-18,40
oT | roaa no 3 ner 7,22+0,59 7,02-17,30
oT 3 no 7 net 9,67+1,81 5,12-21,34
ot 7 no 10 netr 11,24+1,11 3,52-34,00
ot 1l no 15 net 12,04+1,76 6,19-37,50
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H3BecTHO, 4TO yBeNMHuYeHHE YPOBHA FOMOLMCTEMHA BCero Ha 1 MKMOJB/I
compsbkeHO ¢ 10% pHCKOM pa3sBUTHA CEpAeYHO-COCYAUCTON MaToNorMu |
YBEIMYHBAET BEPOATHOCTL UHCYIIBLTA Ha 5,17 [44]. Tonbko ceMpb manmentos ¢ U
MMeJIH COOTBETCTBYIOLIEE BO3PACTHOMY HOPMaTHBY COJepXXaHUE FOMOLIMCTEHHA B
KpoBHU M He Gonee 1-0if OJHOHYKICOTHAHON 3aMeHBI, B TOXE BpeMs y TpeX AeTei,
Y KOTOpBIX 3aQMKCHDOBaHBI «JMKHE» aJIeNbHble BapHAHTHl BCEX YeTHIpEX
OLIEHWBAeMBIX F€HOB, UMEJIH NpPEBBIMIEHHE NMOKa3aTenell rOMOLMCTEHHA B KPOBH B
TpH pasa — 16,90, 18,40 u 41,20 mxMons/n. Takue pe3ynsTaThl U Bo3pacT (mo 1
roja) 3acTaBHJIM HAac MpPOBECTH AMAarHOCTHKY TOMOLUHMCTHHYpHUH. [lokasarenu
TaHJAEMHON Macc-CIIEKTPOMETPUHM KPOBHU B JUHAMUKE, OTCYTCTBHE FOMOLMCTEHHA
B MOYE M KOHCYNbTAalMs Bpaya-TeHETHKAa MO3BOJMAH HCKIIIOYUTL oOpdaHHOE
MOHOreHHoe 3aboneBaHue oOMeHa.

Hamu otmeueHo mnpeobnagaHue Myxckoro mona (tabn. 35), xortopoe
NpOCNEeXHUBaNOCh BO BCEX BO3PACTHBIX MEPHOAAX: HAMpUMEp, Y MIAJEHUEB ¢
nebiotoMm UM B BO3pacTe no oaHoro roja (n=42) nokasaTelH TOMOLIMCTEMHA
coctaBuid 12,94+0,67 MKMONB/N y Manb4ukoB H 7,69+0,87 MKMONIB/NT Y A€BOYEK
(p<0,05).

Ofpamaer BHMMaHHe, YTO uucno OonbHbIX, umeBwux ITI[, Bcerna
COCTaBJIANIO OKOJIO TMOJIOBHUHBI OT OLIEHWBAEMOH TIpyNnel H HE 3aBHUCENO OT
KPHUTEPHEB MOHMCKa (roJsia, MpH3HaKoB (OHOBOW IeMOKOHLEHTpALUWH, BapHaHTOB
reHoB, X Yucna  T.4.) (Tabn. 36, 37).

B ToXe BpeMs, KOTMYECTBO MOIUMOPPH3IMOB, HEMOCPEACTBEHHO HE BJIHANIO
Ha TMoOKa3aTe/lb THIEPrOMOUMCTEHHEMHH: Yy OOJBHBIX C ONHMM M YeThIpbMA
MONMMOPOHBIMU TFeHaMH (EpPMEHTOB (GONATHOrO LMKIA, €€ YPOBEHb Obla
OIMHAKOBO BBICOKHIA (32 MCKJTIOUEHHEM TOMO3UrOTHOro BapHaHTa SNP) (Tabn. 37).

Hanuuue y mnauMeHTa camodl HM3yYeHHOH OJHOHYKJIEOTHAHOH 3aMEHbl
MTHFR 677C>T sABHO He BIUAJIO Ha YpOBEHb THIEProMOLHCTCHHEMHH
(comepxaHue y HocuTenel JAMKOTO M TETEPO3HrOTHOrO BAapHaHTOB reHa

JIOCTOBEPHO HE OTJIMYIOCh), OJHAKO TOMO3WTOTHBIH BapHaHT reHa MTHFR
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677TT BHOCHUN CyIIECTBEHHYIO KOPPEKTUBY B U 6€3 TOro BBICOKHII NMOKa3aTelnb
['TLL

Tabnuua 35
®eHoTHN neTel ¢ BepubHLMPOBaHHBIM YPOBHEM roMoUUcTeUHa (n=173)
AHanusupyemble nokazateiu n,abc | M, Mxmons/n +m,
MKMOJIb/
n
[Ton: neBOYKH 71 7,42% 0,92
[Toa: ManbyYHKH 102 10,41 0,64
[Tpumeuanue: * - p<0,05 NpH CpaBHEHHH COAEPKAHHS FOMOLMCTEMHA Y AEBOYEK H MATBYUHKOB
OaunokpatHeii UK unu TUA 119 9,98 0,67
IMosTopumiit UA nnu THA 54 10,11 0,92
[Tpumeyanue: * - p<0,05 npu cpaBHeHHUH cofiepKaH1s FOMOUMCTEHHA Y JleTeH C OIHOKPAaTHBIM
1 noeropubimd TUA u/unu UU
Tpu3Haky GoHOBOH reMOKOHLIEHTPALMK OTCYTCTBYIOT 93 9,39 0,78
[Tpu3Haku GOHOBOH reMOKOHLIEHTPALUH €CTh 80 10,72 0,73

[Mpumeuanue: * - p<0,05 npu cpaBHEHHH COAEPXKAHHUA FOMOLMCTEUHA Y JETEH ¢ HATHYHEM
UITH OTCYTCTBUEM MPH3HAKOB HOHOBOH rEeMOKOHLEHTPALIMK BHE OCTPBIX Nepuoaos Gonesnu B
L{e/IOM B rpynne

Cemeiinpiii TpoMGoTryeckuii aHaMHes HE otaroten 55 10,07 1,05
CeMeiiHBl{ TpOMOOTHYECKHH aHAMHE3 OTATOILEH 71 9,20 0,53
Mpumeuanue: * - p<0,05 Npu cpaBHEHUH CONEPXKAHNA FOMOLMCTEHHA Y ETel C HANHYHEM
MM OTCYTCTBHEM CeMeliHbIX TPOMOOTHYECKHX COBBITHIA

[pumeuanue: MU — nimemudeckuit uHCynsT; THUA — TpaHsuTopHas HIEMHYECKas
aTaka.

BrisiBlieHHe MOO0ro THMa OAHOHYKIEOTHAHBIX 3aMeH B reHax MTRR u B
1298 nonoxxeun MTHFR He ckassiBanioch Ha cofepxanuu I'TLI B kpoBu neten,
OHO OCTABAIOCH COMOCTABMMBIM € JIMKMMH BapHaHTaMH reHoTuna. B toxe Bpems,
KTMHMYeCKoe 3HaueHHEe MYTAHTHBIX TeHoB GO/aTHOro UMKJIA CYIIECTBEHHO
OTNHUYAIOTCA y J/HOAEH, NpPOXHBAIOLIHX B eBporneiickoil, aMepUKaHCKOH H
a3uaTcKoi yacTsx cBeTa. Tak, B KOpeHCKOil MOMyIALMH 6ONBHBIX € HLIEMHYECKHM
MHCYNbTOM 60Jiee BBICOKAas KOHUEHTpAUHs rOMOLUMCTEMHA 3aperucTpupoBaHa B
cnyyae nukoro amnens MTR 2756 AA, NpOTPOMGOTHYECKUM CUMTAETCs €ro
HOCUTENbCTBO B couetanuu ¢ MTHFR 677 CT [116]. B psane peruoHoB (KuTenH
Wranuu, Kutas) «matonoruyeckuit» amwtens MTRR 2756 GG nposBasieT

IPOTEKTHUBHBIA 3QeKT B OTHOLICHUH PasBUTHS apTepHANbHOTO tpoM6o3a [200,
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221]. OTH cBeAeHMA HAWIM MOATBEPXICHHE B HAlUIEM HCCNELOBAHUM: BapHaHT

redia MTR 2756 AA naGoparopHo conpoBoxaancs 6ojee BBIpaXXEHHBIMH

M3MEHEHUSMH OHOXMMHYECKOrO MapKepa, 4eM B clyyae C HOCHTEIbCTBOM
amneneit 2756 AG u 2756 GG.

Tabnuua 36

DeHOTHN AeTeH ¢ BepUHLMPOBAHHBIM YPOBHEM MMIIEProMOLMCTEHHEMUH

(n=173)

B uenom B rpynne

v NalHEHTOB ¢ YPOBHEM FOMOLIMCTEHHA BhlLliE

BO3pacTHOH HOPMBI

AHanu3upyemble n, | n, | % neten M, £m, p npH
nokasatesu a6c |abc | STTH | vimons/n | mimons/ | CPaBHEHHM
B rpynne B
1 LeoM H B

r?ynne

'Ly

[Ton: neBoyku 71 | 33 46,48 13,38 1,69 >0,05

IMon: Mansuuxu 102 | 59 57,28 13,67 0,89 >0,05

[Tpumeuanue: * - p<0,05 npH cpaBHEHHH COAEP)KAHHA TOMOUMCTEHHA Y IEBOYEK
B rpynne, rae 3apukcuposana ']

U Mallb4HKOB

OpHokpathbiii MU nnu THA

118

71

60,17

13,01

0,94

20,05

[Tosropuniit UM unu TUA

54

21

38,89

15,43

1,75

20,05

[Mpumeuanue: * - p<0,05 npu cpaBHEHHH COAEP)KAHHUA FOMOLIMCTEHHA Y AeTel ¢ OHOKPAaTHBIM
1 noetopHbiMu TUA wu/unu YU B rpynne, rae 3aduxcuposana ['TL]

FTCMOKOHLEHTPALIUHK €CTh

[Tpu3unaku doxopoii 93 | 42 45,16 13,92 1,15 20,05
reMOKOHUEHTPaLUH

OTCYTCTBYIOT

[Tpuanaku doHoBoiA 80 | 45 56,25 13,92 1,05 20,05

[Mpumeuanue: * - p<0,05 npy cpaBHeHUHU COAEP>KAaHHA FOMOLIMCTEHHA Y IETEH ¢ HANHUYHEM
MJTH OTCYTCTBMEM MPU3HAKOB HOHOBOH FeMOKOHLEHTPALIHH BHE OCTPBIX NepHO0B 6ONE3HH B
rpynne, rae 3apukcuponana ['TL[

CeMeitHbiii TpoMGOTHYECKHH 55 29 52,72 14,24 1,62 >0,05
aHamue3 HE oraroiueH

CemeiiHb1it TpoMGOTHYECKHHA 71 35 49,30 12,07 0,74 >0,05
aHaMHe3 OTATOIIEH

[pumeuanue: * - p<0,05 NpH cpaBHEHHH COAEPKAHHUA TOMOLIMCTEHHA Y AIETEH C HATUUHEM
I OTCYTCTBHEM CeMERHbIX TPoMBOTHUECKHX coBbITHI B rpynne, rae 3apukcuposana [T

[Mpumeuanue: YN — nmemudeckuid HHCynsT; TUA — TpaH3HTOpHAA HINEMUYECKA

ataka; ['TL] — runeproMolHCTEHHEMHUS.
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Tabnuua 37

Tloka3satenu ypoBHs romouncTenHa y aeteit ¢ OHMK uleMHYecKOro TUla

 BEpUPHLHPOBaHHBIM reHoTHIoM DOIT (n=165)

Y nauueHTOB ¢ ypoBHEM FOMOLMCTEHHA

B uenom B rpynne BbilllE BO3PACTHON HOPMBI
AHanusudpyemsie | n, M, +m, n, % M, +m, p npu
NoKasaTeNnu abc | Mxmons | mxmone/ | a6 | A€TEM | \ixmone | Mkmons | CP@BHEH
In n cITI ) HU B
c n /n rpynne B
LENOM U
B rpynne
e
Hocurens 0-1 26 10,39 1,43 11 | 42,31 15,50 2,78 -
SNP

Hocuteno 2 SNP | 73 | 10,79 0,98 38 [ 52,05 | 14,94 1,56 20,05
Hocurens 3 SNP | 55 8,51 0,55 26 | 47,27 | 10,89 0,86 20,05
Hocurtens 4 SNP 9 12,09 1,83 8 | 88,89 12,76 2,19 -
Hocutens 0 SNP | 87 | 8,89* 0,50 42 | 48,28 | 11,78 0,72 >0,05
B FOMO3HIOTHOM
COCTOSHHH
Hocurens 1-2 78 | 11,31 1,03 41 | 52,56 | 15,18 1,59 >0,05
SNP B
TOMO3HTOTHOM
COCTOSHHH
[Mpumeuanue: * - p<0,05 npu cpaBHeHHH Colep>KaHHs TOMOLIMCTEHHA Y HocuTened 0 1 1-2
SNP B uenom B rpynne; ** - p<0,05 npu cpaBHeHHH cofepaHus FOMOLUMUCTEHHA Y
Hocutesneid 0 u 1-2 SNP B rpynne, rae 3apukcuposana I'T'L]

MTHFR: 677CC 84 | 10,24 0,69 46 | 54,76 | 13,56* 1,01 20,05
MTHFR: 677C>T | 70 | 9,54 0,85 37 | 52,86 | 12,77 1,37 20,05
MTHFR: 677TT 14 | 11,05 1,74 6 | 42,86 | 18,95 2,01 20,05

MTHFR: 72 | 10,16 1,05 33 | 45,83 | 15,67 1,85 20,05
1298AA

MTHFR: 93 9,93 0,58 54 | 58,06 [ 12,40 0,81 20,05
1298A>C, CC

MTR: 2756 AA 92 | 11,97* 0,83 46 | 50,00 | 14,51 1,30 -
MTR: 2756 A>G, | 74 8,88 0,68 37 | 50,00 | 12,16 1,09 >0,05
GG
MTRR: 66AA 42 | 9,16 1,06 18 | 42,86 | 12,96 2,06 -
MTRR: 66A>G, 118 | 10,17 0,65 66 | 55,93 | 13,60 0,96 20,05
GG
[pumeuanue: * - p<0,05 Np1 cpaBHEHHH COAEPNKAHUS TOMOLIUCTEUHA Y ACTEH C AUKUM U
reTepo/roMo3UroTHBIM BApHAHTOM CTpoeHus reHa DL

[Mpumeuanue: ITI[ — runepromouncrennemus, OPL — depmentsl QonarHoro

UMK,
AnekBaTHas pa6oTta ¢pepMeHTOB (ONaTHOTO UMK — OAMH M3 BOXHEHIINX

pEryaaTopoB KOHLEHTpalHH rOMOIIHCTEHHA B KPOBH. B KoHTekcTe MOHHUMaHHS
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MCXaHH3MOB THNEpKoaryasiuuu ¢ Y4JacTHEM TOMOLIMCTEHHA,

BAXHO TaKXe

OTCJICAHUTE BapHaHThl I'eH-TEHHBIX COYETaHHUH Kak BHYTpPH (bOHaTHOI‘O HHUKJIa, TaK

M C ApPYrHMH MYTaUMAMH MPOKOAry/ISHTHOTO CMEKTPa M PeryisTopoB TOHyca

cocynos (1ab. 38): KIMHHYECKOE 3HAUEHHE M MOMYNALUMOHHBIE XapaKTEPUCTHKH

HOHP[MOp(bH'.'!MOB F€HOB OKCHUA-CHHTA3 e€lle He U3Y4YCHBl 10 KOHIIa, OJAHAKoO

HCCJIEAOBATENIH [10JIararoT, YTO UX HOCUTEJILCTBO IMOBHILLIAET PUCK KapaHo- H

uepebpoBacKynapHeIX 3abonesauuii [6, 27, 95, 168].

Tabnuua 38
BapuaHTbI reH-reHHBIX coveTaHwmii y aeteit ¢ OHMK
¥ BepUGHLIMPOBAHHBIM YPOBHEM roMoLUCTEHHA (n=165)

BapuaHTbl MyNbTHIEHHBIX KOMOHHaLWA n, abc. YposeHs

rOMOLHUCTCHHA

Mzm,
MKMOJIb/1

MTHFR:677 CT + MTHFR:1298 AC 37 10,02+0,87
MTHFR:677 CT + MTR:2756 AG 18 9,78+0,98***
MTHFR:677 CT + MTR:2756 AA* 29 15,15¢1,01
MTHFR:677 CT + MTHFR:1298 AC + MTR: 2756 AG 12 9,23+1,01
MTHFR:677 CT + MTHFR:1298 AC + MTR: 2756 AA* 20 11,09£1,09
MTHFR:677 CT + MTHFR:1298 AC + MTRR: 66 AG 25 10,25+1,03
MTHFR:677 CT + MTRR: 66 AG + MTR:2756 AG 16 6,67£1,11%**
MTHFR:677 CT + MTRR: 66 AG + MTR:2756 AA* 15 15,87+1,11
MTHFR:1298 AC + MTRR: 66 AG + MTR:2756 AG 4 11,37+0,73
MTHFR:1298 AC + MTRR: 66 AG + MTR:2756 AA* 18 12,21£0,88
MTHFR:677 CT + MTHFR:1298 AC + MTRR: 66 AG + 9 6,13+0,69
MTR:2756 AG
MTHFR:677 CT + MTHFR:1298 AC + MTRR: 66 AG + 11 11,15£1,01%**
MTR:2756AA*
MTHFR:677 CT, MTHFR:1298 AC, MTRR: 66 AG, MTR:2756 24 12,78+0,79***
AG +FGB: -455 GA, F2: 20210 GA, F5: 1691 GA +ITGA2: 807
CT, ITGB3: 1565 TC
+ PAI-1: -675 5G4G + NOS3 786 TC, NOS3 894 GT**
MTHFR:677 CT, MTHFR:1298 AC, MTRR: 66 AG + MTR:2756 12 15,98+0,75

AA* + FGB: -455 GA, F2: 20210 GA, F5: 1691 GA + ITGA2:
807 CT, ITGB3: 1565 TC + PAI-1: -675 5G4G + NOS3 786 TC,
NOS3 894 GT**

IIpumeyanue: * - ren MTR: 2756AA MOXeT pacUEHHBATbCA KaK BEAYIMH K

TUNIEPrOMOLUMCTCHHEMHH; ** . coyeTaHHE 3aCUYUTHIBAIOCH NMpH HaJIM4YHUH XOTA Obl

OOHOTO MYTAHTHOro reHa H3 Kaxaoun rpymimsl, XOTH OBl B reTC¢pO3UTrOTHOM
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o k¥
COCTOSIHUH; - p<0,05 mpu cpaBHEHMH yYpOBHS TFOMOLMCTEMHA HOCHTEJNeit

avkoro Tvna rena MTR: 2756 AA u nonumopdHoro Bapuanta MTR: 2756 AG.

Cpean Hawwux nauMeHTOB GONBLIMHCTBO HOCUTened KOMOGMHauuii SNP
umenu I'TLI Gonee 10,25+1,03 mMxMons/n (Tabn. 38) u nmpakTMyecku Bcerda npu
MOABNIEHHH B 3THX TCH-TEHHBIX COYETAHHUAX «AMKOro» BapHaHTa rena MTR:2756
COACPXXaHHE TOMOLMCTEHMHA B KPOBM ObLIO BHILIE 1aGOPAaTOPHBIX BO3PACTHBIX
HOpMAaTHBOB.

Hrak, OMHOHYKJICOTH/IHEIE 3aMeHb! B reHax (onaTHOro LMKIA ONpeAeNsIoT
CHIDKEHHE aKTUBHOCTH ¢bepMeHTOB, obecneynBaroUIMX MeTabonu3m
FOMOLIMCTEHHA, U MOTYT MPUBECTH K rumnepromMouucTedHeMuu. Takum, oGpazom,
HE3aBUCUMO OT IEHOTHNA, OLEHKAa YpOBHS TOMOLIMCTEHHAa B KpPOBH B clyvae
nebroTa MHCY/NBTA B JETCKOM BO3pacTe NOJDKHA CTaTh OOS3aTeNbHOM 4YacThbio
JAMarHOCTHYECKOTO KOMILIEKca.

3HAYMMOCTDh LENIEHANpaBIEHHOTO MOMCKAa W aJeKBAaTHOH OLEHKH TEHOB
NpOTpOMOOTHYECKOH  HACTPOSHHOCTH, BapHaHTOB WX  (QEHOTUIHYECKOi
peanu3alMy KaK KJIMHHYECKH, TaK U JJabopaTOpHO NMpeACcTaB/IeHbl B KITMHUYECKOM
npumepe.

Knunuueckmit cny4daii. Pe6enox L., neeouka, 10 mec., Ub Ne 14413,
BIEPBbIE OCMOTpPEHA B YCIIOBUAX pEaHUMAaLMH KapIHOXHPYPrHyeCKOro OTaeneHus
CO COKB Ne 1 r. Exarepunbypra mocjie BTOpOro 3rana onepaudH Mo MnmoBoay
BPOXKAEHHOTO TMOpOKa cepAua: JAehEeKT MENOKETYAOUKOBOH MepEeropolkH,
OTKPBITHII aOpTaIbHBIN NMPOTOK, KOapKTaLus aopThl, IV ¢yHKUHMOHANBHBIA KI1ace
mo Kirklin JJK. U HemocTaToyHOCTB KpoBooOpaweHuss 2b mno Ctpakecko-
Bacunenko-Jlaury.

AHaMHe3 XU3HU: peGeHOK OT BTOpOii GepeMeHHOCTH (nepBas 3aKOHYHIAch
CPOYHBIMM POJAMHM, BO3PACT MaTepH Ha MOMEHT HacToslueH GepeMeHHOCTH 25
neT), CpOYHBIX OBICTPBIX PpOJAOB. bepeMEeHHOCTb MNpoTekana Ha ¢oHe pe3yc-
OTpULATeNbHOM KpOBH 6€3 HapaCTaHMs TMTpa aHTHTEN, aHeMUM loif cTeneHu

OCTpOif  pecnMpaTopHoil  BUpycHO HMHdeKUMM BO  BTOpOH  MOJOBHHE
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6epemennocTu. Ilpu poxaennn macca - 3050 r, gmuHa 50 cM, OLEHKA MO MIKaNe
Amrap 7/8 6annos; nepuoj ajanTauMH B poaoMe nportekan 6e3 ocobeHHOCTEM.
[Topok cepAua 3alOAO3PEH C POXJEHHS, M3 POAHIBHOLO AOMA BBIMMCAHA HA 5
CYTKH TNO MECTY XHTEIbCTBA C [WarHo3oM: «BpoxmeHHbl Mopok cepaua?
CoueTaHHas TMITOKCHSI JIETKOH CTeNeHu TshkeCTH. HeoHaTanbHas XenTyxan.

Ilopok cepaua BepudnumMpoBaH B BospacTe 1-ro Mecsia, paclieHeH Kak
GecriepCNeKTUBHBIA B [UIAaHE KOHCEPBATMBHOTO  JICYEHMS,  BBHICTABJIEHBI
OMpeACICHBl K ONEpPaTHBHOMY BMEIIATENLCTBY, ONEPALMOHHBINM PUCK OLIEHEH KaK
KpaiiHe BBICOKHMH. TeueHHe MepBOoro MocneonepalHoOHHOrO MEPHOAA M Pa3BUTHE
peGeHKa €O CJI0B MaTepH U MO JaHHBIM MeIHUMHCKON JOKYMEHTAUUH MPOXOIMIIO
6e3 ocobeHHocTel. B Bo3pacte aByx MecsueB npoBedeHa HeRpocoHorpadus, Mo
pe3ylbTaTaM KOTOpoH 6blia 3adhMKCHpOBaHa MEPUBEHTPHKYJAPHas MIUEMHs -2
CTENEHH B CTaqMM paspemieHHs. JleBouka OCMOTpEHa HEBpPONOrOM MO MECTY
XHTEJICTBA, OYaroBOH HEBPOJIIOTHMYECKOH CHMITOMAaTHKH He 3apHKCHPOBAHO.
H3MeHeHHHt B PYTHHHBIX nabopaTOpHBIX aHaIW3aX He ObIIO. AJLNepruyeckuit
aHaMHe3 CrHokoiHbIil. HacneacTBeHHOCTs oOTAroimeHa Mo TPOMOOTHUECKHM
cobbITUAM: 6abyika co cTOpoHBI 0Tla B 40-JIeTHEM BO3pacTe MPOONEepHpOBaHa Mo
NMOBOAY BapuUKO3HOW OOJie3HH, I8 CO CTOPOHBI MarepH NepeHec HHGapKT
MHOKapJa B 45-neTHeM Bo3pacte. Pogutenu u cectpa (7 n€T) 310pOBBI.

W3 anamMHe3a 3a60/ieBaHHs H3BECTHO, UTO IOCJIE MPOBEAECHHs BTOPOro 3Tana
OMepaTHBHOrO BMeIaTeNbcTBa (baNIoHHas aHMMOIUTACTHKA PEKOAPKTalMH a0pThI)
pebeHOK HaxXOAHJICA B TKEJIOM COCTOSHHH 3a CYET CEpACYHO-COCYAUCTOH
HeIOCTaTOYHOCTH, OTEYHOro CHHApoMa, nposoaunace UBJI (B TeueHue 7 cyToOK),
HyXJanach B MHOTPOMHON MOAJEPKKE, NMEepelHBaHHH KOMIIOHEHTOB KpoBH. B
YCIIOBHAX peaHMMallMH 3aMeyeHa aCHMMETPHA TOJIOKEHHMS KOHEYHOCTeH 3a cueT
aTOHMH M apedieKCHH B JIEBbIX KOHEYHOCTAX. Ha TpeTbH CyTKHM OT onepauuH
npoeaesa KT ronoBHoro Mosra, rae 3apMKCHpoBaH OOLIMPHBIH HINEMHYECKHH
vHpapkT B GacceilHe NpaBoif cpeaHeH MO3rOBOH apTepuH (puc. 9). Kourposs
COCTOSIHMS TreMOCTa’a He IpOBOAMICH, AHTUTPOMOOTHYecKas Tepanus He

Ha3HaueHa.



Puc. 9. MaumenTka L., Bo3pacT 10 MecsueB. VweMnyeckuii MHCYbT B GacceliHe
npasoit CMA (KoMMNbloTepHas TOMOrpaus rofioBHOr0 Mo3ra).

HeBponorunyeckuii ctatyc pebeHka B Bo3pacte 10 mecsiues B ycnosusx PAO
Ha 10e CyTKM nocne onepaumun: B CO3HaHUW; MEHWHreasbHble U 060/104eYHbIe
CUMMTOMbI OTPULATENbHbIE; OKPYXXHOCTb F0/I0BbI - 43 CM, OKPYXXHOCTb rpyan —45
CM npu Mmacce Tena 7,8 Kr. bonblioii pogHuyok 1,5x1,5 cm, AmacTasa LUBOB,
Ma/loro pogHNYKa HeT. YepenHble HepBbl: rNasHble LLEN CUMMETPUYHbIE, 3payuku
OKpyrnoi thopmbl, D=S, peakummn 3pa4ykoB Ha CBET (NpsMas U COAPY>KECTBEHHAs)
coxpaHeHa, D=S; gBM>XeHuWs rna3 B NOSIHOM 00beMe, HUCTarMa HeT; KOpHeaslbHble
pediekcbl D=S; Mo acMMMeTpUYHOE B NMOKOE U MPU MUMUYECKON Harpyske 3a
CYeT CHWKEHHOM MOABWXXHOCTW NEBOr0 yrna pra; rnotaHue W (oHaums He
HapyLlleHbl; A3blK M0 cpegHerd NMHUK. OO6beM [BMXKEHUA B KOHEUYHOCTAX
HEMONHbIA:  aTOHMA,  runopeduiekcMs 1M NOMHasa  00e34BMXXEHHOCTb B
MPOKCUM&A/IbHBIX W OUCTANIbHbIX OTAeNax NeBOW PYKM U HOMW; aTUMUYHbIX
peIeKCoB HeT; GploLHbIe petiieKCbl —CHWKeHbI, D>S. Ha 60neBble CTUMYNbI C
06eMx CTOpPOH pearvpyeT rpuMacoil, HeKOOPAUHUPOBaHLIMU  [ABMXKEHUAMM.
KoopanHaTtopHas cgepa NpoBepKe He NoAexXuT. MoyencnyckaHue no Karetepy.

[leBoyka nepeBefeHa B KapAMOXMPYPruyeckoe, 3aTeM B HEBPOSIOMMYECKOE
otaeneHne. O6cnefoBaHWe: O6WMIA aHaNM3 KPOBM W MOYM, BGUOXMMMUYECKMIA

aHan3 KpoBW W NUNUAHLIA cnekTp, napameTtpbl KLWLC - 6e3 natonoruu; nakrart
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kpoBd 2,7 Mmone/n. O6cnenosanue Ha aHTHGHOCHOMUIMUAHEIA  CHHAPOM:
cyMMapHbIe aHTHTeNa K dochonunugam - 1,2 ex/mn (vopma); k b2-GP1 - 1,4
el/Mn (HOpMa); K TPOMOHUHY - 5,2 er/Ma (HopMa); K aHHeKCHHY 5 — 3,3 en/mn
(Hopma). D3I - snunenTUPOPMHON AKTUBHOCTH He 3apeructpupoBaHo; IJKI™ -
cuHycoBas aputMus  120-130/Mun; V3M BHyTpenHux opranoB — Ge3
opraHM4ecko# naronoruu. Ilo pesynsratam TpaHckpaHHanbHO#M monmeporpaduu
AaHHBIX 33 OKK/IIO3HOHHBIC M [EMOAMHAMHUYECKH 3HAYHUMBIE CTEHO3HPYIOLIHE
MOpaXEHHWs  LepeOpalnbHBIX  apTepuit  He  MOJy4eHO, B  pexHUME
MHKpOIMOOIONETEKUMH 3a MATh MHHYT 3MGoNBl He 3adukcupoBaHbl. Ilpu
nposeaeHUH MP-aHruorpaguu naToNoruyeckuX BapHAaHTOB CTPOEHHS COCYHOB
roJIOBHOrO MO3ra HE BBIAB/IEHO, 3adHKCHPOBaH (aKT pa3’OMKHYTOro C3agH -
cnpaBa Bunnusuesa kpyra.

HccnepoBanne Ha nonumMoppusM TreHOB CHCTEMBI TeMOKOArynsuuu,
donaTHOro LKKNA 3apErHCTPUPOBA CIIEAYIOLLNE a/leNbHBIE BapyaHThl: F2: 20210
G>A, FGB: -455 G>A, ITGA2: 807 C>T, ITGB3: 1565 T>C, PAI-1: -675 4G4G,
MTHEFR: 677 C>T, MTHFR: 1298 A>C u MTR: 2756 A>G. ®eHOTHNUpPOBaHHE
OMHCAHHBIX MYTaLKii MPOUCXOAUT NYTEM OLIEHKH COCTOSHHUS CHCTEMBI MeMOCTa3sa,
ypOBHs romounctedHa. ¥ mauueHtkd L. no pesynsTatam tpomboznactorpaduu
Ha 10 CyTKH mocJie MosBIEHHUA CUMIITOMATHKH BBIABIEHBI TPH3HAKU CTPYKTYPHOH
¥ XpoHOMeTpHuyeckoi runepkoarynsuuu (R; 5,00 cex, K; 3,00 cex, Ma; 75 mm),
aKTUBUPOBaHHOE IIa3MEHHOE 3BEHO remMocrasa (YpoBeHb ¢uGpuHoreHa 4,5 r/n
npu AUTB menee 25 cex, MHO 1,2 y.e., IITH 103%, Tpom6unoBoe Bpems 12 cek,
ypoHe POMK 4,7 mr/100mMi1) ¥ CHHXXEHHBIH ypoBeHb QHOPUHONH3A (aKTHBHOCTD
nnasMuHOreHa 65%), HEeCMOTps Ha MPOBOAMMYIO B IMpelblayliie JHH
UHOY3HOHHYIO Tepamnuio. YpoBeHb FOMOLIMCTEHHA COCTaBH 17,3 MKMOIb/JI, 4TO
paclieHeHO KaK Jierkas THIEeproMOLMCTEHHEMHUS, MPEBBILIEHHE BO3PacTHOrO
HopMaTuBa B 3,5 pasa.

C y4eToM MONy4YEHHBIX JaHHBIX CHOPMYNIHPOBAH AUATHO3! «HAemMuueckuit
MHCYJIBT (COYETAHHOTO TeMOJAMHAMHYECKOro M TPOMOGOTHUYECKOro reHesa) B

Gacceiine npaBoi CMA ¢ sBJEHUAMH JI€BOCTODOHHEro reMuNapesa Mo
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6paxuouedansHoMy THny (B Hore 3 banna, B pyke 2 6anna) Ha ¢oHe
OTIEPHPOBAHHOTO BPOXIEHHOrO MOpOKa Cepiua, pa3oMKHYTOTO C3ald - CHpaBa
Buiusnesa  Kpyra,  reHeTMYeCKM  JeTepMHHUPOBAHHO# TpomMbobHIUH
(HocHTeNBCTBO nomuMopdusmos F2: 20210 G>A, FGB: -455 G>A, ITGA?2: 807
C>T, ITGB3: 1565 T>C, PAI-1: -675 4G4G), napywenui CEpIAEYHOro puTMa M
THNIEPrOMOLMCTEHHEMHH (HOCUTENBCTBO MonumopdusmMos MTHFR: 677 C>T,
MTHEFR: 1298 A>C u MTR: 2756 A>G)».

C MomeHTa ocMoTpa Hesponora (10-ble cyTKH) pebeHKy Ha3zHauyeH
$paKcunapuH (aKTHBHOE BELUECTBO: HaJIPOMapyH Kanbuus) 0,1 M1 /K 0uH pa3 B
feHb. Uepes ONHY Hellemo JAeBOYKA NepeBefeHAa Ha aclHUPHH M3 pacyera 2
MI/KI/CYTKM OOMH pa3 B CyTkd. Takke TMociae YCTaHOBNEHWS YPOBHS
rOMOLIMCTEHHA 106aBJIECHBI Npenapathl POaHeBOH KUCIOTHI MO Y% TabneTku oauH
pa3 B JleHb. 3a BpeMa TOCNHTAIM3aUWM Ha (QOHE  MPOBOAUMOI
3THOMATOreHETHYECKOH M TMOCHHAPOMHON TepanmMH OTMeYyeHa BblpaXeHHas
MOJMIOKHTENBHAY [HHAMHKA, KaKk MO0 KJIMHUYECKUM [pH3HaKaM, Tak M [0
nokasaTeNiiM TeMOCTa3HorpaMMbl (ypoBEHb JIEKAPDCTBEHHOH T'MMOKOAry/sLHy
JOCTUTHYT Ha 14 CYTKH OT Hayana TeparnuH).

Ha BBIMHCKY pekoMeHIOBaHO COGMIOAATH OXPaHUTENBHBIH M IMHUTBEBOM
peXHM; TNPpUAEPXHUBATBCA NPOAYKTOB MNHTaHHs, oOOOrameHHbIX (onueBoi
KUCJIOTOi; NMOCTOSHHBIA MMpHEM CyJNOJEKCHIAa C MOHHUTOPHHIOM JiabopaTOpHBIX
noka3zatenefl U HabnmofeHHe 3a COCTOSHHEM pebGeHKa B pexxuMe OAMH pa3 B 3-6
MeCALEB; Kypchl peabHIMTaLlHOHHOMN Tepanuu.

B HacToslee CpoK KaTaMHe3a cocTaBiseT 6 jneT. PebGeHok cocTOMT mon
HabJoleHHeM HEBpOJIOra, KapAHOXHPYPros, KapJHOJIOroB, reMaTosiora, 4acTora
NpoGUNaKTHUECKHX OCMOTPOB OUH pa3 B noaroaa. [IoBTOPHEIX TPOMGOTHYECKHX
3MM30/10B LiepeOpalibHOll W HHOHM JIOKaIM3alUMH He OBLIO; reMoppardyecKHx
OCNIOXXHEHHH OT MPOBOAMMOl TepanuH He 3aQukcHpoBaHo. XanoG akTHBHO He
NpeabABISeT, CAMOYYBCTBHE He cTpajaeT. JeBouka HOPMAIBHOIO TENOCIOXKEHHU,
YAOBNETBOPHTENBHOrO MUTAHHUS; NPH QU3UKATBHOM 06C/IEJOBaHHH COCTOSHHE 110

BHYTPEHHHM oOpraHaM — B MNpefenax ¢usuonoruyeckod Hopmsl. Ilpu oueHke
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HEBPOJIOTHYECKOr0 CTaTyca COXPaHAETCA O4aroBas CHMITOMATHKA B BHIE
MPU3HAKOB Nape3a MHMHYECKOH MYCKYyNaTyphl MO UeHTpalbHOMY THIy ClieBa,
JIeBOCTOPOHHETO reMurnapesa (B Hore 4 6amna, B pyke 3 6anna) ¢ GopMHpoBaHHEM
TYrOMOJABHWXXHOCTH B JIOKTEBOM U KOHTPAKTYphl B JIy4e3amsCTHOM CycTaBaX. B
nose  PomGepra  ycroiuMBa,  KOOpAMHAaTOpHElE  MpPOGEI  BHIMOMHAET
YAOBJIETBOPHTENIBHO C OG€UX CTOPOH; YYBCTBUTENBHOCTH M Ta3OBBlE (YHKLHH
coxpaHeHb!. Beiculas HepBHas NEATENBHOCT — BCe NMapaMETPhl YKIaAbIBAIOTCA B
BO3pacTHbIE HOPMATHUBHI.

O6uHit aHaNU3 KPoBH — Ge3 NPU3HAKOB reMOKOHIeHTpaluu: Er 4,1x10'/n,
Tr 365><109/n, L 4,2><109/n, Hb 133 r/n, COD 3 MM/yac. BuoxuMHYecKkHii aHanu3
KpOBH M JIMNIMAHBIH criekTp, napaMeTpbl KIIC u nakrar kpoBu, o6cneoBaHre Ha
aHTHOOCPONUNUAHBIA CHHAPOM NMpPOBOAMTCA OAMH pa3 B oM, BCe MOKa3aTelu
COXpaHSAIOTCA B TMpefeNnax BO3PAacTHBIX HOpMaTHBOB. B auHamuke no MPT
ronoBHoro Mosra (2014 roax) onucaHa chopMHpoOBaBUIAsCA KHCTa B MpaBoi
remucepe ronosHoro Mmosra. [Tokaszarenu remocrasuorpamms! (ampens 2016
roga): yposeHb ¢pubpunorena 2,1 r/n, tpombuHoBoe BpeMs 21,2 cek, AUTB 37
cek, MHO 1,0 ye., POMK 4,0 wmr/100mn, Hd-gumepst 0,3 Mkr/mm;
arperaTorpammsl: ¢ kojutareHoM 32 U, ¢ apaxunoHoBo#t kucnortoit 21 U. JleBouka
pOAOJKAET MMOJyYaTh aclUpHH NMOCTOAHHO B fo3e 2 MI/KI/cyTk U onuesyio
KMCJIOTY KypcaMH mo 2-3 Mecsla c nepepblBoM B 3-4 Mmecsua. MOHHUTOPHUHT
mokasaresjieil arperaTrorpaMMmbl W reMOCTa3HOrpaMMbl TNpoBoauTcs 1 pa3 B
nonrona.

YpoBeHb FOMOLHCTEMHA KOHTPOJIUPYETCS ONHH pa3 B 4-6 MecsleB M 3a
BpeMs HabJIIoficHUA OTMeEUYeHa clelylollas AHUHAMHKa: 7,12 — 5,17 — 4,12 —
4,45 — 5,3 MKMOJB/II.

Mawma pebenka ofcnefoBaHa Ha  HOCHTENBCTBO — [EHETHYECKOH
TIpeapachoNOKEHHOCTH K TPOMOOQHIHH, BHIABICHBl CNEAYIOLUUE aAIENbHBIC
BapuaHThl: F2: 20210 G>A, FGB: -455 AA, ITGA2: 807 C>T, PAI-1: -675 5G4G
1 MTHFR: 1298 A>C u MTR: 2756 GG.
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Y neBouYKkM 3apUKCHpOBaHa MYNBTHrEHHAs KOMOMHALHUA MONUMOpPGHU3MOB
NPpOKOAryJIfHTHOrO CreKTpa, BoBJeKatollas o6a 3BeHa reMocTasa — IUIa3MeHHBbII
(reteposurotsl  F2: 20210 G>A, FGB: -455 G>A) wu TpoMOOoUUTapPHBII
(rereposurotel ITGA2: 807 C>T, ITGB3: 1565 T>C). Y Haweit nauueHTKH
BbIAB/ICHA MYTalUMs, OTBEYAIOLLas 3a CHIXEeHHE HUOPHUHOMMTUYECKON aKTUBHOCTH
(romosuroTHelit BapuaHT PAI-1: -675 4G4G), M OTCYTCTBME MNpPOTEKTHBHBIX
aimenbHeIX  BapuaHToB (F7: 10976G>A, F13: G>T), uto cnoco6eTBYeT
¢opmupoBaHHIO TpomGo3a in situ. JIaGopaTOpHO CHTyauus TuNepKOArymsLUu
6buta  3apukcMpoBaHa Ha 12 CYTKM OT Havana KJIMHMKH, HECMOTpS Ha
TMPOBOAMMYIO B NMpEABIAYLIHE AHH HHQY3HOHHYIO TEpANMUIO.

[loMuMo reHoB TpoMOOQUIMHM, Halla MaUMeHTKa ObUIa HOCHTENEM
aJuleNIbHBIX BapUaHTOB TeHoB ¢onatHoro uumkia MTHFR: 677 C>T, MTHFR:
1298 A>C u MTR: 2756 A>G u yMepeHHOW rumeproMouuMcTeuHemuu 17,3
mkmons/n. KoMbunauus anneneit 677C>T u 1298 A>C, xak B ciyyae Hauieit
NalMeHTKH, onacHa B TOH e Mepe, Kak npu HocutensctBe 677 TT, puck
HILIEMHYECKOT0 MHCY/IbTA B MOJIOZIOM U JETCKOM BO3pacTax yBesnuuuBaercs B 3,39
pasa. ITonarator, 4TO THMEProMOLMCTEHHEMHS 3amycKaeT pan
NPOKOATryJIALLHOHHBIX MEXaHHU3MOB, MEHAET COCTOSIHHE COCYAMCTOH CTEHKH,
NPUHUMaET HEMOCPEACTBEHHOE Y4acTHe B M3BECTHBIX MAaTOJIOTMYECKUX KacKaflax,
3amyckaeMbIX rumoxcueil. M3pecTHo, 4yTo FOMOLIUCTEHH MOAABNAET 3KCIPECCHIO
TyTaTHOH-NIEPOKCHIA3bl, CHMXasd aKTUBHOCTb AHTHOKCHAAHTHOH  3alllMTEL.
O6pa3zoBaHue TepeKucel Takke OnpeaenseT 3JHAOTE/NHA-TOKCHYHBIE CBOWCTBA
FOMOLIHCTEHHA B €ro MpoKoarysHTHoe aekicTre [39, 200].

TeM He MeHee, MOCNENOBATENBHOCTL OPraHU3allMOHHBIX MEPONPHATHIA,
06BEM, 3TaNHOCTh M M0CEA0BaTENbHOCTE AUarHOCTUKHY — BCe OBLIO MPOBENEHO B
CPOK W B TMONHOM o0O6beMe, HECMOTPS Ha «HEMpPOQUIBbHBINY CTaUHOHAp.
CBOeBpEMEHHOE  Ha3HaueHHEe aJpecHOM  ITHOMATOTEHETHYECKOH  Tepamui,
Xopouias MEepeHOCUMOCTb W aJeKBAaTHBIH OTBET KIMHHYECKHX CHMNTOMOB H
nabopaTopHO-HHCTPYMEHTABHBIX nokasarenei, YPOBEHb KOMIUIaeHCa,

IIOCTHI‘H)’TBIFI C ceMbeil, TO03BONAECT HAACATHCA Ha 6naronpnx‘mmﬁ HCXO0O B
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JIBHEHIIEM, OTCYTCTBHE MOBTOPHBIX TPOMGOTHYECKMX COGBITHIL Jaxe [Mpu

HaTMYMH NOCTaTOYHO HEONAaronpuATHOH KOMGMHALUMM FeHOB TPOMGO(UIBHOIO

creKTpa.

4.5. /[laHHbIe MOJIeKYJISIPHO-TeHeTHYeCKOro 00c/1eN0BaHMUS MaTepeif KaK
¢$aKTOpBI pHCKa OCTPBIX HAPYIIEHHI MO3rOBOr0 KpoBooOpaumeHus

HIIeMHUYECKOro THINA y AeTel

Hamu 65110 Takoke noBesieHo obciieioBaHKe MaTepeit MalMEeHTOB OCHOBHOM
TpYNIel HA HOCHTENBCTBO MOJMMOPGH3MOB reHOB NMPOTPOMOGOTHYECKOTO CIEKTpa
(SNP, Bcero 12 Touek), aHAJIOTMYHBIX TEM, YTO OBUIH NMPOAHATH3UPOBAHBI Y JeTeil
¢ OHMK u B KOHTpONBLHOH rpynie.

Pe3ynbrarel o6ciiefoBaHUs poauTeNneil HalMX MAUMEHTOB HA HOCHTENBCTBO
ONHOHYKJIEOTHUAHBIX 3aMeH (Tabn. 39) nmnokasand, YTO MO YacTOTHBIM
XapaKTEpUCTHKAaM OHU He OTAMYANMCh OT MoKa3areeil KOHTPONBHOM FPyIMbl, 4TO
MOXeT OBITH cBA3aHO c HebonbliMM o0BeMOM BhIOOpPKH. B TOXe Bpems, mo
cpeaHeMy KosinyectBy SNP, B TOM uMcne B FOMO3HIOTHOM COCTOSHMH, MaTepu
MaLHEHTOB OCHOBHOW TpYTNBl HMENH JOCTOBEPHBIE OTAMYHUA OT KOHTDOJSA, YTO
oOBACHAETCA HACNEeACTBEHHBIM MEXaHW3MOM TE€HETHYECKH [eTepPMHHHPOBAHHBIX
TpoMbodunuit — OGOABLUMHCTBO M3 HHUX HAcleQylTcs MO ayTOCOMHO-
AOMMHAHTHOMY THUIY, CBOU MYTallMH U YHHUKaNIbHblEe KOMOMHALMH ETH MONYYHITH

HUMECHHO OT pOlIHTCJlCﬁ.
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Tabnuua 39

Csenenus o yacTote BcTpeyaeMocTh SNP B reHax TpombobuIun

¥ depmeHTOB donaTHoro UKka Yy poauTenedt getei,

nepereciinx OHMK uumemuyeckoro tHna

I'en Annenu KoHtpons, n=117 HUH + THA, n=63
abc. % abc %
1 2 3 4 5 6
FGB: -455 GG 84 71,79 40 63,49
GA 29 24,79 19 30,16
AA 4 3,42 4 6,35
GA+AA 33 28,21 23 36,51
F2:20210 GG 114 97,4 60 95,24
GA 3 2,56 3 4,76
AA 0 0,00 0 0,00
GA+AA 3 2,56 3 4,76
F5: 1691 GG 115 98,3 55 87,30
GA 2 1,71 8 12,70
AA 0 0 0 0,00
GA+AA 2 1,71 8 12,70
F7: 10976 GG 108 92,3 49 77,78
GA 8 6,84 11 17,46
AA 1 0,85 1 1,59
GA+AA 9 7,69 12 19,05
F13: 103 GG 76 64,96 36 57,14
GT 39 33,33 20 31,75
TT 2 1,71 5 7,94
GT+TT 41 35,04 25 39,68
ITGA2: 807 CC 52 44 4 19 30,16
CT 50 42,7 31 49,21
TT 15 12,8 11 17,46
CT+TT 65 55,6 42 66,67
ITGB3: 1565 TT 85 72,6 48 76,19
TC 30 25,6 11 17,46
CC 2 1,71 2 3,17
TC+CC 32 274 13 20,63
PAI-1: -675 5G5G 24 20,51 9 14,29
5G4G 59 50,43 31 49,21
4G4G 34 29,06 23 36,51
5G4G+4G4G 93 79,49 54 85,71
Bcero SNP B BUAE reTepO3HroTHI 2,36+0,08 2,83+0,18*
Bcero SNP B BHae roMO3HroTh! 0,50+0,06 0,58+0,12
MTHFR: 677 CC 80 68,38 32 50,79
CT 32 27,35 21 33,33
TT 5 4,27 6 9,52
CT+TT 37 31,62 27 42,86
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Tabnuua 39 (nponomxkeHue)

1 2 3 4 5 6
MTHFR: 1298 AA 69 58,97 29 46,03
AC 39 33,33 26 41,27
CC 9 7,69 3 4,76
AA+AC 48 41,03 29 46,03
MTR: 2756 AA 82 70,09 34 53,97
AG 34 29,06 21 33,33
GG 1 0,85 2 3,17
AG+ GG 35 29,91 23 36,51
MTRR: 66 AA 44 37,61 14 22,22
AG 63 53,85 28 44,44
GG 10 8,55 15 23,81
AG+GG 73 62,39 43 68,25
Bcero SNP B BHAE reTepo3urorhbl 1,64+0,08 2,17+0,17*
Bcero SNP B BHAE rOMO3HIOTHI 0,21+0,04 0,44+0,12*

Ipumeyanue: * - p<0,05 - nMpu cCpaBHEHWH JAHHBIX Yy POAMTENIEH MAUMUEHTOB M
KOHTPOJIBHOM rpymnil.

Marepy HalIMX MALMEHTOB yXe MepeXHIu NETCKUH BO3pacT M MepeHecny
MOTEHLMAILHO YrpoXKaeMmble MO MaKpoTpoMbo3aM cHTyauuH (O6epeMEHHOCTh H
pOIBI, HEKOTOpble HEOAHOKpaTHO) 63 peanu3auMM WMEIOLEHCs Yy HHX
reHeTHYEeCKH JETEPMUHMPOBAHHOH MPOKOAryMALMOHHON HacTpoeHHocTH. C
ApYro#l CTOPOHBI, B aKyIEepCKOH MpaKTHKe TEHETHYECKH ACTEPMHHHPOBaHHOE
MHKpOTpoMG0O6pasoBaHue (Tak HasblBacMble HETpOMOOdHIbHBIE IDOEKTEI
TpoMGODHIMU) MOXET CTaTh HAKTOPOM PUCKA TaKHX OCIIOXKHEHHi GepeMEHHOCTH
KaK BHYTpHYTpoOHas 3ajilepXKka pa3BUTHA [UIOfla, TECTO3 H MPEIKIAMIICHA,
deTonnaneHTapHas HEJOCTATOYHOCTh, CHHAPOM MPHUBBEIYHOH MOTEPH MIIOAA H T.A.
[7, 135, 211] — 4TO AOCTAaTOYHO LIMPOKO OBLIO MPEACTABJIEHO Y neteit ¢ OHMK

(rnaBa 3).

Hamu Obina MpoBeicHa OLEHKaA BO3MOXHOCTH [MMOCTPOCHHUA IIpaBHJIA
NMPOrHO3UpOBaHUA pa3sBHTHA OHMK B IeTCKOM BO3pacTe Ha 0a3e KOMIUJIEKCHOIO
KOJIMYeCTBEHHOr0o M KAyeCTBEHHOTro  aHamn3a nokaszateneli  ceMmeiHoOro,
aKymepcxo-rnHeKonornqecxoro, MepHHATAILHOTO, 2 TaKXe TpOM60¢)HHBHOI‘0
adHaMHeE3a H pe3yNbTaToB MOHCK}’HﬂpHO-I‘eHCTH‘leCKOFO TCCTHUPOBaHHA.

HpOI‘HOCTHqCCKOC npaBHJIO MpeACTaBJICHO B rnaB¢€ 3, tabnuua 8.
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O dexTHBHOCTD MCIMOb30BaHUS crnocoba NMpPOTrHO3UPOBaHUSA
HJUTIOCTPUPYIOT ClIeyIOLIMeE KITHHHYECKUH] MpUMep.

Bonbuas 111, 4 rona (Mb 067/2014r.) nocTynuna ¢ nogo3peHHeM Ha AeGIOT
OCTpPOro HapyLIEHHs MO3roBOro KpoBOOOpalleHHS B HEOTIOXHOM nopsaxe. Ha
3Tafne MOCTYIUICHHS, B XOA€ 3afoMHEHUs MEAUUMHCKOH MOKYMEHTaUHH, Oblno
BBIAICHEHO, 4TO MaTb pebeHka Oblla 00CNenoBaHa Ha  HOCHTENBCTBO
MoJAUMOPGU3MOB reHOB MNPOKOAryNsHTHOro crektpa B 2013 romy B cBA3M C
MMEBUIHM MECTO KaTeTep-acCOUMHUPOBAHHBIM TPOMOGO30M B MOJIOJOM BO3pPAcTe.
Takum o6paszoMm, HeoOXxoauMble YCNOBHA Ui TPOBepKH 3(PHEKTUBHOCTH
alropyTMa pacro3HaBaHWsl OblNM BBINMOJMHEHBI. Jlo 3Tama HeHpOBU3YyaIH3aUHH
ObUIM JOCTYMHBI CEAYIOLUIME NaHHble: TPOMOOTHYECKHE COOBITHS Y KpPOBHBIX
pOACTBEHHUKOB B Bo3pacte A0 50 ner (Var 1)— 1 [mem pebeHka nepeHec
MIIEMHYECKHI MHCY/IBT B Bo3pacTe 49 neT], HUIMYHe B CeMbe POJCTBEHHHUKOB C
TpoM603aMu HeuepebpaibHOH NoKanu3audu B Bospacte fo S0 ner (Var 2) - 0
[oTcyTCTBYIOT], HapylleHHe MeHcTpyanbHoro uukia y wmartepu (Var 3) - 0
[oTcyTcTBYeT], XxnamuauiiHas uHdexkuus y marepu (Var 4) - 0 [oTcyTcTByerT],
NpHeM KOHTPALENTHBOB, COMPOBOXAABLIWiIiCA ocnoxHeHUsaMH (Var 5) - 1 [y
MaTepy Ha (GOHe MJIUTENbHOrO TMpHeMa MHKPOAO3HPOBAHHBIX OpallbHBIX
KOHTpALIENITHBOB 3apMKCHPOBAH KaTeTep-acCOUMPOBaHHBIH TPOMOO3 BEH BEpXHE#H
KOHEYHOCTH], TIOPOKH pa3BUTHA naoja B aHamHese (Var 6) — 0 [oTcyTcTBYyIOT],
nonuMopdusm F2: 20210 GG (Var 7) — 1 [MaTb HOCUTENb «AUKOIO» AIENBHOTO
BapHaHTa reHa npotpomGuHa), monuMopdusm F7: 10976 AA (Var 8) - 0
[oTcyTcTBYeT, MaTh HOCHTENb «OMKOrO» alIENIbHOTO BapUaHTa reHa CeAbMOro
daxtopa cBepThiBaHUMS KpoBH], noauMopdusm F13: 103 TT (Var 9) - 0
[oTcyTcTBYeET, MaTh HOCHTEND «AUKOrO» a/IEIbHOTO BapHaHTa reHa TpHHAAUAaToro
dakTopa cBepThIBaHUA kpoBH], nonumopdusm ITGA2: 807C>T (Var 10) - 1 [matp
HOCHTENIb TeTEpPO3MrOTHOrO BapHaHTa TIeHa pELENTOPOB TPOMOOLHMTOB K
konnmareny, nonumopdpusm MTRR: 66 A>G (Var 11) — 1 [maTe HocuTenb
reTepo3UroTHOrO BapUaHTa reHa METHOHHH CHHTE3bl-PENYKTa3bl], MONHMOPOU3M

MTHFR: 677 TT (Var 12) — 0 [oTCyTCTBYeT, MaTb HOCHUTENb «QUKOTO»
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annejpHOTO  BapHaHTa TeHa MeTWJIEHTeTparuapodonaTpeaykTassl], BCero

nonuMopu3MoB reHos pepMeHToB donatHoro uukna (Var 13) — ob6HapyxeH |

NOJIUMOPGHU3M.

IloacTaBnss naHHbIE B JUCKPUMHHAHTHYIO QYHKLIHIO, [OTyYaeM:
U = -2,34 + 6,10x1+ -7,19x0 + -1,18x0 + 28,65x0 + 1,18x1 + -3,40x0 +
0,10x1 +40,53x0 + 0,91x0 + 2,28x1 + -2,79x1 + -4,37x0 + 1,741,
3nauenne UITA = 6,27, nonoxurensHoe 3HayeHue, Gonblue Hyns, y pebeHka
MPOTHO3UpYETCA  MUIEMHYeCKMH TUM  HWHcynbTa. [locne  mpoBeneHus
KOMIMBIOTEPHOH TOMOrpaguM TOJIOBHOrO MO3ra BBISBJIEH oO4ar B 06J1acTH
BHYTpeHHeH KarcyJisl U 6a3albHbIX fAep B JIEBOM MONyLIapHH FOJIOBHOTO MO3ra -
MPOTHO3 MOATBEPANIICS.

Takum  obpasoM, uMeHHO oOBeIHHEHME  aHAMHECTHYECKHMX U
nabopaTOpHBIX CBEOCHHI COCTOAHMSA 300pOBbS MaTepeif MOATBEPAMIO CBOIO
npeAHKTHBHYIO 3(dekTHBHOCTh B oTHOWeHUH Oyaymero OHMK (6onee 80%) y
nerteil. Pa3paboTaHHBIN MPOTHOCTHYECKUH aITOPUTM aKLEHTHpPYET BHHMaHHUE
HEBPOJIOTOB, HEOHATOJIOTOB M TNEAMAaTPOB Ha LIEHHOCTH TLIaTe/JbHOro cbopa
aHaMHECTHYECKUX CBEJEHUH B LI€JIOM, a TaKXKe B CEMbAX, TAE JKEHIIHHBl UMEIOT
pe3yNbTaThl MOJIEKY/IAPHO-TE€HETUYECKOTO TECTUPOBaHHMA Ha HOCHTENBLCTBO

yka3zaHHBIX SNP.

Pe3siome

Taxkum 06pa30M, KayeCTBEHHBIE U KOJIHYECTBCHHBIE XaPaKTCPHCTHKH
H3yyaeMbIX T'€HOTHIIOB OOJIBHBIX H Y4aCTHHKOB KOHTpOJ'IbHOﬁ rpynnsel HUMEIOT
CYWIECTBCHHBIC OTJIHYHA.

Kak cpelHee KOJIMUECTBO OAHOHYKIICOTHAHBIX 3aM€eH B UCCIICAYEMBIX M'CHaX,
TaK ¥ KIMHHYECKH 3HA4YHMBble KOMOHHALUHK BCTpCYaAlOTCA Yy HalIUX NMAaLHCHTOB C
OHMK umeMuyeckoro THIa JOCTOBEPHO Yallle, YeM B KOHTPOJIE.

HCpBOHa‘laJ'ILHO BBIABHHYTasA THMNOTe3a O MPEHUMYUICCTBCHHOM BJIMIHHH

KOJIHYECTBCHHOIO cocTaBa OJHOHYKJICOTHAHBIX 3aMcEH, rnonyyuia KakK
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MOATBEPXIACHHE, TaKk M ONpoBepxkeHHe: HekoTopble SNP paxe B chyyae
M30/IHPOBAHHOTO HOCHTENBCTBA (M OCOOEHHO B TOMO3MIOTHOM COCTOSHHH)
CMOCOGHBI  YBENIMYMBATh BEPOSTHOCTh HebloTa MHcymbTa U THUA B HeTckoM
BO3pacTe MO CPaBHEHHIO €O 3[0pOBOH nonynsudeir B 1,83-5,34 pasza (p<0,04).
PaBHO KaK M BIMOJIHE BO3MOXHO Takas CHTyalus, korga yucino SNP y pe6eHka
Oynet yeTelpe u Gosnee, HO 3TOT GAKT HE CMOXET CYLIECTBEHHO NOBJIHSTH Ha
BEPOATHOCTb  3aboneBaHus  (Hanpumep, FGB:-455G>A+F13:103G>T+F7:-
10976 G>A+ITGA2:807C>T).

B Toxe BpeMs, BELAENHTH OTAENBbHbIE AUIENbHbIE BapUAHTEI, XapakTepHble
AN ONpeNeNIEHHOr0 THIA MHCYJbTa OKa3anoch AOCTATOYHO CJIOXHOM 3amayeil.
CpaBHHTENBHBIA ~ aHalIM3  MOKa3aJl  OTHOCHUTENBHYIO  OLHOPOAHOCTE M
TOXAECTBEHHOCTh H3Y4YaeMBIX IpYNN MaLMEHTOB, KaK MO JHKHM, TaK M IO
NoMUMOPGHBEIM TeHOTHNaM (MPH COMOCTAaBJIEHHH T[OKa3aTeNied MMalHUEHTOB U3
rpynn M1 n THUA, Bce nokasarenu p>0,05).

«®DaTanbHBIe» a/ulenbHble BapuaHTh! reHoB F2: 20210G>A, F5: 1691G>A u
MTHFR 677 C>T He mnpoaeMOHCTPUpPOBANM CBOeil 3KCKIIO3UBHOH ponu B
H3y4YaeMoii MONyNALHHU AeTei, KaK B Cllydae H30JUPOBAaHHOIO HOCHTENBCTBA, TaK U
B BapuaHTax koM6uHauuii. KoMOHHauMH ¢ BKJIIOYEHHEM BTOPOTO M MATOro
($aKTOpOB KOAryNfLMH BCTPEYAIUCh B €AHHCTBEHHOM 3K3EMIUIpE B OCHOBHOW H
KOHTponbHOH rpynnax. [lo-BUAMMOMY, TONBKO B COEAMHEHHH C JpYrMMH
MoAUUUHPYIOMIMMH PaKTOpaMH pUCKA CTAHOBUTCS BO3MOXHA MJIM HE BO3MOXHA

UX KIIHHHUYECCKas peaiM3allis B BUAC HH(i)apKTa moa3ra.

Hamu npeanpuHsTa nombiTka cOpMHpOBaTh FeHHble CeTH (KOMOWHAUMH
reHOB M3 pa3sHBIX MakeToB) B kauecTBe ¢aktopa pucka OHMK y nmeteit. Tak,
COYeTaHWs, B  KOTOpBIX B  0043aTeJIbHOM  TNOpAAKE  [PUCYTCTBYIOT
OMHOHYKJIEOTHAHbIE 3aMEHBI B reHax GUOpHHOreHa, pelenTopoB TPOMOOLMTOB H
PAI-1 BcTpedaloTcst B AiBa — YeThIpe pa3a Yalle U NOCTOBEPHO MOBBILIAIOT PUCK
OHMK uuIeMHYECKOro THIIA K HEMOCPECTBEHHO HIIEMHYECKOro HHCYNbTa B 6,75

— 13,14 pa3sa (p<0,003).
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BelsiBlieHHEe TeHOB - KaHAMAATOB, OOBelHMHEHME HX B TeHHBle CeTH,
MMEIOIIME  BBICOKYIO IPOTHOCTHYECKYIO LIEHHOCTb, OCTaeTcs OfHOi u3
NPUOPUTETHBIX 3afay M HccliefoBartesieif 3Toit mpobnembl. TpakToBka
MeXaHH3MOB QEeHOTHNHYECKOH peasu3alLiii OMMCaHHBIX B Halueil paboTe MyTauuit
TPpyAHa M He BCerAa HMeeT [psAMble KIUHUYecKHe, OHOXMMHYecKHe |
reMocTa3uosoruyeckie Mapkepol. B Toxke Bpems, WX BBIABIEHHE IMpPEACTABISET
GONBLIYIO NMPaKTHYECKYIO LIEHHOCTh IS PSJOBOrO HEBPOJIOra, 3HAYHMO BIIMAIOT
Ha nmpouecc AdbdepeHUHanbHOR AWArHOCTHMKM, MOHHMTOPHMHra COCTOSHHSA

60JILHOTO U Ha nmoaxons! K nedyeHno OHMK.
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Cnasa 5. UCXOJbI OCTPBIX HAPYIIEHHUH MO3IrOBOI'O
KPOBOOBPAIIEHUS ¥V TETEH, KJIMHUKO-
JIABOPATOPHBIE KPUTEPUU NNPOTHO3A

5.1. OueHKa cOCTOSIHUA AeTell B BOCCTAHOBHUTEILHOM nepuoae H nepuoae

OCTATOYHLIX ABJICHUN

Hamu 6b11M ocMoTpeHbl 149 u 68 nereit B BOCCTaHOBHUTENBLHOM MEpHOIE
(uepe3 6-11 mecaues ot aebrota 6onesnu) us rpynn MM u THA cooTBeTcTBEHHO.
B nepHoJie 0CTaTOYHBIX ABJIEHUH KaTaMHECTHYECKOH OLIeHKe noABepriaucsy 125 u
62 nmauveHTOB U3 YKA3aHHBIX TPYII, K 3TOMY BpeMeHH OT febroTa 60a€3HH Yy HUX
npowuio oT 2 go 15 net; GONBIWIKMHCTBO U3 HUX HaMH HaOMIOAAIHUCH aKTHBHO B
TeYeHHE BOCbMH JIET.

Bo Bpems 3Toro stama McciefoBaHHA ObUT BHIMOJIHEH aHAH3 NapaMeTpoB
COMaTHYECKOr0 H HEBPOJIOTHUYECKOTO 30POBbs MALMEHTOB, KOTOPHIH 6azupoBacs
Ha pe3yjlbTaTaXx oOMNpoca W OCMOTpa MaUMEHTa, OUEHKH MEAMLMHCKOH
JOKYMEHTalHH, B TOM YHCe Ha HaJlMyMe HHBAIMAHOCTH (CMpaBKa cepﬁu MCD),
IaHHBIX J1a60paTOPHO-HHCTPYMEHTAIBHBIX METOJOB HCC/IEIOBaHHA B oOneMe,
yKa3aHHOM B 3Tarne 2 B riase 2. Taxoke HaMH NPOBOAMJICS MOAGOP MeP BTOPUYHOH
NpoQUIAaKTHKM (MEOHKAMEHTO3HBIX M HEMEAMKaMEHTO3HBIX), MOHMTOPHUHI HX
3¢ $EeKTUBHOCTH MO KIIMHUYECKHUM H TabopaTOPHBEIM MapKepaM.

K/HHMYeCKHE CHHAPOMBI M CHMITOMBI, a TaKXe MepedeHb HCXOIO0B,
3adUKCHPOBAHHBIX B [pOLECCE BOCCTaHOBNeHHs mnauuenta mocne OHMK,

npuBeJeHs! B Tabnuuax 40 u 41.
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Tabnuua 40

Hesponoruyeckuit nepuuuT y nereit B BOCCTAHOBUTEILHOM MEPUOLE

(uepe3 6-11 mecsuer ot ne6rora OHMK)

[Toka3zaTtens WU, n=149 THA, n=68
n % n %
CHHIpPOM ABHraTENbHBIX HapYLUIEHHWI B BUAE Napannyei, 117 | 78,52 0 0,00
nape3oB
CHHAPOM ABHraTeNbHbIX HapYIIEHHH B BUAE aTAKCHH 24 16,11 0 0,00
CyROpOXHBIA CHHAPOM, CHMNTOMAaTHYECKas SMUIENCHA 20 13,61 0 0,00
CHHAPOM YYBCTBHTEJILHBIX HapYLUEHHH: JIOKaNbHaA TUMo-, 1 0,67 0 0,00
aHecTe3Ms
ByneGapHbiit CHRAPOM 13 8,84 0 0,00
CHHAPOM TN1a30BHraTebHbIX HapyLIEeHHH 13 8,84 0 0,00
CHHAPOM MOpPaXKEHHs JIMLEBOTO HepBa (LEHTPAIbHbIH 38 25,50 0 0,00
npo3onapes)
CHHAPOM 3pHUTENbHBIX HapyIUEHHH 4 2,70 0 0,00
CHHAPOM peveBbIX HapyIUeHHH: auc-, ada3us 50 33,56 0 0,00
Tabnuua 41

[TepeyeHs HCXOMOB H OCTATOYHBIX ABJIEHUN y AeTEH

(uepe3 mBa roaa u H6onee ot aebrora OHMK)

IMoka3atens HHU, n=125 THA, n=62
n % n %

CHHApOM ABHraTe/bHBIX HapyLIEHHHA B BU€E Napanu4eH, 70 56,00 0 0,00
napesos
CHHAPOM MHHHMANBHOMN CTATHKO-MOTOPHOMH 53 42,20 29 65,91
Hel0CTATOYHOCTH
HeiipoopToneanyeckHi CHHAPOM 54 42,86 7 15,91
CHHAPOM 3aJlep>KKH CTaHOBJIEHHSA HABBIKOB pE4eBOro 46 36,80 3 6,82
Pa3sBUTHS WM SIBJICHHA a-/anc(asuH
CHHAPOM KOTHUTHBHEIX H/M/IH NOBEAEHYECKHX 45 36,00 3 6,82
HapylIeHHH
CHHIPOM reMOJIMKBOPOAHHAMHYECKHX HapyLICHHHA 20 16,00 1 2,27
CumntoMaTyeckas popma MHNENCHH 22 17,60 0 0,00

Kak moka3ano B Tabnuuax 40 1 41 TsxecTh HEBPONOTHYECKOro aeduumra y
nanuentos ¢ VI Ha NpoTsXeHuM MNepHola HaGmonenus Obuia obycnoBieHa
NpEeUMYLIECTBEHHO ClefyIolei koMOuHauued HapyWeHHi: nape3sl KOHEYHOCTEH,
a- ¥ aucdasuu u cyaopord. OHaKO B MEPUOAE OCTATOYHBIX ABNeHuit (yepes 2 U
Gonee roja) 4acTOTa perMCTpallMM Mape30B CHU3MJIACH MPAKTHYECKH B M0JITOPA

pasza mno CpaBHEHHIO C OCTPBIM TEPHOAOM M HUBeJHpoBaJla A0 YPOBHA
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MHHUMAIBHOH  CTaTMKO-MOTOPHOH HENOCTATOYHOCTH Yy KAaXJOTO TPETHEro
GonbHOro. B TOXe BpeMst K MEpPHOAY HCXOMOB CTana OYeBMIHA KomopbuaHas
npob/ieMa — B MapeTHYHBIX KOHEYHOCTSX C(HOPMHUPOBAIMCE TYTOMOABHXHOCTH
WIH KOHTPAKTYPBl, OHM CTald OTCTaBAaTb B POCTE, MpPHBENH K HApyWIEHHAM
CMMMETDHYHOTO  CTOSHMA  MOSCOB  KOHEYHOCTE — TaKk  Ha3bIBaeMEIH
HelpoopToNeHYeCcKuil CUHAPOM chopMHpoBaics B Gonee yeM 40% cryuaes.

HelipoKOrHUTHBHBIA IEQUUMT K COMpPSKEHHBIA ¢ HUM CHHIPOM pEYEeBbIX
HapyWIeHHH BCTPeYaiCs C HEMEHBLIEH YacTOTOM — MPAKTHYECKH Y KaXIOro
TpeTbero pebeHka, nepeHecuero Y.

HeTanbHoe ONMUCcaHHe MOCTHHCYNBTHOM CUMITOMATHYECKOR IMUIENCHH U
BO3MOXHOCTH €€ NPOrHO3UPOBaHUA Y JeTell MPUBENEHEI HHXE.

HuHamuyeckoe HabmoneHue 3a nmauveHTamu u3 rpynnsl TUA (tabn. 40 u
41) moKasajio 0XHIAEMOE OTCYTCTBHE TSXKENOro HEBPOJIOTHYECKOro AedHLUMTa,
BbIP@KEHHON O4YaroBoi CMMNTOMATHKHU M CyNOPOXHOr0 CHHAPOMA B KaraMHe3e B
TeUeHHe TMepBoro roma. MHHHManbHas CTAaTUKO-MOTOpHAas HEAOCTaTOYHOCTh,
HeKoTopast JUCTapMOHUYHOCTH CTaHOBJIEHUS HABLIKOB Pa3BUTHA U HEBBIPAXKEHHBIH
HEeHpOOPTONEANYECKHIT CHHAPOM, 3apHKCHpOBaHHKEIH yepes 2 W Gonee roga oT
dakta THA, mMor ObITb TPaH3UTOPHBIM, UMETb pPE3UAYANIbHYIO NEepPHHATANIBHYIO
06ycnoBieHHOCTh (49,25%) MMM BXOAUTH B CUHAPOM HeluddpepeHUHNpOBaHHOI
COeIMHUTENBHO TkaHoH jucruiazuu  (38,24%). 3abuxcupoBaHHas odaroBas
CHUMIITOMAaTHKa He HMeNa MOpGONOTHYECKOro 3KBHBaJleHTa No AaHHeIM MPT
rojioBHoro mo3ra (tabsn. 42).

BonbWIMHCTBY JeTeil 3a BpeMs akTHBHOro HabirojeHus Oblia MpoBeneHa
HelipoBu3yanu3sauus (npeumyuectBenHo MPT ronosHoro Mosra), Kotopas
foKasana KHCTO3HO-TJIHO3HYIO TpaHc(hOpMAaLMIO BElIEeCTBA TOJIOBHOrO Mo3ra B
30Hax, MOJABEpruIMxXcsa HulemMuu B octpoM nepuose MMH. Obpawaer BHHMaue
COBMafieHHe YacTOThl BCTPEYaeMOCTH OUEBHIHOTO HEBPOJIOTHYECKOro AehuumTa
(HampuMep, Mape30B) M CTPYKTYPHBIX M3MEHEHHii BeLUeCTBa TOJIOBHOTO Mo3ra

(Tabn. 42). Takas KIMHHKO-MOpGoIorHyecKas accouralLys on1caHa B IMTEpaType
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ans ucxogoB MM B nmerckom Bo3pacTe, B TOM uyHcjie ANS MMOCTHHCYIBTHOM
snusiencuu [94, 150, 166].

Tabnuua 42
Pe3y.ﬂbTaTbI Heiflposﬂayanmauuu Y NaluE€HTOB OCHOBHOM FPYIIIbI B KATAMHE3E
[epuon Gonesuu BoccTaHOBHTENBHBIA IMepron ocTaTouHbIX
nepvon ABJIEHHH
[Toka3aTtens HUHU, n=84 | THA,n=37| HHU,n=79 | THUA, n=41
n % n % n % n %
«CBexxue» WU BHOBb OMUCAHHBIE 2 2,38 0 0 1 1,27 0 0
oyaru UH
[Mop3HuedanHueckue KUCTHI, 11 [ 13,10 0 |1 0,00 |14]| 17,72 | O 0,00

NeAKOMAIAUMOHHBIE HIH HHbIE
kMcTh! Ha MecTe HA

Kucto3Ho-rnuo3Has Tpaichopmaumns | S5 | 6548 | O 0,00 | 58| 7342 | O 0,00
ATpodHs BelecTBa 12 | 1429 | 2 541 | 16 2025 | 4 9,76
Cuapouedanys HIH NPH3HAKH 9 | 10,71 | 0 [ 0,00 y111392| 0 | 0,00
JAUAATAUNK THKBOPONPOBOAALLINX

nyTeH €x vacuo

IMpu3Haky nefikosHuedanonatuy, 14 | 1667 | 2 | 541 | 13| 16,46 | 2 4,88
NEpUBEHTPHKYAPHBIE

NedKoMaNISUHH

HUzmeHeHuil He 06Hapy»xeHo 0 0,00 | 32 | 86,49 | O 0,00 | 33 | 80,49
JIpyroe (nocneonepauroHHble 6 7,14 1 2,70 } 6 7,59 2 4,88
W3MEHEHHUs, COCTOAHHE nocne

IJIAC, cocrosiHue nocne BITHI u

T.A.)

[pumeuanne: DJAC -  sHuedano-Aypo-apTepHO-CHHAHTHOS, BII -

BEHTPHKYJIONEPUTOHEANIBHOE LIYHTHPOBAHHE.

BrinosiHeHHe anropuTMa obcenoBaHis ¥ MOHHTOPHMHT paHee BBISBJICHHBIX
HapyllleHHH MeTaboNMYeCKOro CMeKTpa MoKasal, 4TO H3MCHCHHA B JIUMTHOHOM
COCTaBE€ KPOBU COXPAHSIMCH B IEPHOJE BOCCTAHOBJIEHHS W HCXO/0B MPAKTHHECKH
y Ka&XA0ro BTOPOro MalMeHTa HE3aBUCHMO OT THIA OHMK (Tabn. 43), HecMOTps
HAa PEKOMEHAYEMYIO POIMTENSAM KOPPEKUHMIO MHTaHHA M MeIMKaMEHTO3HBIE
npenaparsl (MpUMeHAeMas TaKTHKa YMpaBJeHHA NUCIUMHUAEMHER oMnucaHa B
noarnase 5.3). He HciloYeHO, YTO Takas TOPMMAHOCTE TEUCHHS JUCIHITHAEMHH
6bTa 06ycNnoBeHa ceMeiHBIMU (TEHETHYECKH AETEpMUHHPOBAHHBIMHU) HOpMaMH

HapyuwCHHUA JIMITUJHOTO obmeHa nubo HecoOnoaeHuEM pOAUTENAMH

HpClIJIO)KeHHOi/'l TaKTUKU TECpaInuH.
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Tabnuua 43
CoctosHue nunuaHoro obmeHa y neteit ¢ U u TUA B katamHese
[Nepuoa 6onesnu BoccTaHoBUTENbHBIH [MepHon ocTaTouHBIX
nepMos ABJICHUH
[Tokasarens WU, n=101 | THA, n=41 | UW, n=79 | TUA, n=31
n % n % n % n %
Jucnunugemus 47 [ 46,53 | 12 | 29,27 | 36 | 45,57 | 16 | 51,61
MNossiwieHUe ypoBHs XC 11 ] 11,96 | 3 7,89 | 1311733 | 6 | 20,00
6onee 5,2 MMoIB/ I
[Mossituenue ypoBHs TI 1311646 | 2 5,56 4 5,71 2 7,14
6onee 1,9 MMosib/nt
[Mossiexune yposHs JITTOHI 4 8,00 0 0,00 0] 000 | 2] 7,14
6onee 0,95 mmons/n
[Mossiwenre yposHs JIITHIT 11} 12,50 | 2 556 [12] 1690 ] 8 | 2581
6onee 3,3 MmMmonw/n
CHwxeHue yposhs JIIBI1 18 | 23,38 | 3 882 | 11| 1642 6 | 20,00
meHee 1,0 MMonb/t
[MosbieHue KA 23 | 2584 | 6 18,18 | 17| 2429 | 7 | 22,58
6onee 3,4

[pumeyaHue: * - JOCTOBEPHBIE Pa3/MyUs MPH CPaBHEHUH KOJNMYECTBA MALMEHTOB
¢ aucaumuaeMuaMu B rpynnax ¢ UM u TUA (p<0,05); TT" — tpurauuepuast, XC —
xonectepun, JIIBIT - sjunonpoTeuAbl Bbicoko# mmotHoctd, JITHIT -
JIUMONPOTEHAbl HU3KOM rioTHocT, JIIOHIT - numompoTenas! O4YeHb HU3KOH
mioTHocTH, KA — HHAEKC aTeporeHHocTH. MHTeprperauus Iokasarenei
numUaHoro obOMeHa  npoBoaunack B COOTBETCTBHE € JIOKAIBHBIMH
BHYTpHOOJBHUYHBIMH HOPMATHBaMH.

Bcem nauuMeHTam C 3apeructpupoBaHHoit paHee ITLL MBI NpoBOAMIH
MOHMTOPHUHT COAepXaHHs 3Toro MeTtafonuTa B KPOBH, a Takke HM ObLH
Ha3HauyaIM penapaTthl (poNMeBoi KUCIOTE M BUTAMHHOB IPYMIB! B B BO3pacTHBIX
nosuposkax [112, 186, 219], pekoMeHO0OBaHB! MPOAYKTHI MHTaHHA, oforatieHHbIE
3TUMM HyTpueHTamu. JlaGopaTOpHEI KOHTpOJE [OKasaTels rOMOUHCTEHHA
MepBBIit pa3 IPOBOMMIICS Yepe3 ABE HEAE/H OT BbIABIECHHOH I'TLY, 3atem yepes 1,5
— 2 Mecsla, 3aTeM C YacToToil OfuH pa3 B mnonrofa. CpelHud ypoBeHb
FOMOLMCTEMHA Ha (OHE BrepBhIE Ha3HAYEHHON (ONHEBOH KHUCIIOTBI COCTABMI B
rpymnne nereii B BO3pacTe RO 7 ner 4,2+1,22 mxmons/n, 7-10 net — 6,7+0,99

MkMons/n, 10-15 mer — 7,8+2,1 MKMONB/T W OCTaBanCs Ha 3TOM YPOBHE B
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3aABJIEHHBIC CPOKH Ha6monemm, IIPH 3TOM OTMEHA OUETO- U MENUKAMEHTO3HOM

TEpani¥ HEMEIEHHO MNpOSABIIack B BHUAE nmoabeMa ypoBHs [TLI no mpexHux

UK faxe 6ostee BHICOKUX 3Ha4YeHUit (Tabn. 44, puc. 10).

Tabnuua 44

CopepxaHue roMOUMCTENHA B KPOBH MalMEHTOB ¢ UIeMH4eckuM Tnom OHMK

3a BpeMs HabmoaeHus (MKMOJIB/T)

Bo3pacTHo# nepron VYposeHb YpoBeHb YposeHb
FOMOLIUCTEHHA | roMoumMcTensa Ha GoHe roMOLMCTEHHa Ha
doHOBbI npueMa npenaparos ¢oHe nepepbiBa B
¢donueBoii KUCNOTHI npHeMe donHeBoii
KHCIOTHI
M | *m M ] +m M | +m
HieMu4ecKHit HHCYNILT
Io | ropga, n=60 9,51* 0,72 5,56 0,22 8,75%* 0,62
1-3 roga, n=27 7,27* 0,61 4,68 0,79 7,37** 0,83
3-7 net, n=17 9,85* 0,99 6,17 0,32 9,42%* 0,42
7-10 net, n=16 11,39* 1,13 5,03 0,23 8,36%* 1,40
10-15 net, n=16 14,30* 1,99 7,17 0,33 21,33%* 4,03
TpaH3uTopHas HileMHUYecKas aTaka
7-10 ner, n=27 14,11* 1,04 7,02 0,81 16,79** 0,69
10-15 net, n=29 15,23* 0,97 7,84 0,69 12,86** 0,68

[TpuMeyaHHe: U3 aHaTM3a MoKa3areseit HCKIIOYEH MALMEHT ¢ FOMOLMCTHHYpHEH;
* - p<0,05 npH cpaBHEHUH KOHLEHTPALMH FOMOLMCTEHHA GOHOBOrO M 0 Hayana
npueMa npenapatoB (onHeBodt kucaoTel; ** - p<0,05 mnpu cpaBHEHUH
KOHLICHTPALMH FOMOLMCTENHA Ha (GoHe NpHeMa W OTMEHBI Npenaparos GonneBoi

KHMCITOTHI.

[Npu3Hak1 FUOEPKOAryasUMH B TEX WM MHBIX CBEPTONOrHYECKHX TECTaxX
coxpaHsuch y 54,21% 6GonbHeix ¢ MM u 23,08% ¢ THA B BOCCTaHOBHTEIBHOM
MepUOJie, YTO CTANO MOBOAOM AJIS Ha3HAYeHHUs, MPOROKEHHS NPHEMA HIIH CMEHBI

aHTUTpOMOGOTHUECKO#M Tepanuu (cM. MoArnasa 5.3.).

B MepHOAC XK€ OCTATOYHBIX ABJICHUH HaMH NpoBeAeHa A€TajlbHast OLCHKA

COCTOSIHMA reMocTasa (Tabn. 45) ¢ MCMoNb30BaHMEM Tex Xe JjabopaTopHit H

MeToOMK, 4YTO HU B OCTpOM TIIEPHOIEL, KoTOpas TpPOAEMOHCTPHpOBalia

CoXpaHdAwoHECs MPU3IHAKH IIHCG&.H&HCEI B CHCTEME CBEpTBIBAHH H HX

runepxkoarynsauioHHas HarnpaBleHHOCTD. Hamu 3a¢mxcupoaaﬂo MOBBILICHUE



YPOBHSI TPOMGOLMTOB M WX afire3vBHbIX CBOICTB, M36LITOK MPOKOArynsHToB (B
TOM  uucne  runepUGPUHOreHeMMo),  NM60  AePUUMT  eCTeCTBEHHbIX
aHTMKOAryfsiHTOB, YTO CBMAETENbCTBOBAI0 O BO3MOXHOCTYM  K/IMHWUYECKOIA

peanmn3aymin NOBbILLEHHOIO reMoCTaTM4ecKoro noTeHuMana Kposu.

(hoHe nNpuema npenapaToB HONMEBOI KUCMOTbI (MKMO/L/N)

HecmoTpsa Ha “cnonb3oBaHve MpenapaTtoB aHTUTPOMOOTUYECKOrO CreKTpa,
CK/IOHHOCTb K TMNepKoarynsiluMOHHOMY COCTOSIHUIO COXPaHSANach Y Kaxaoro
naTtoro pebeHka ¢ MW n kaxporo gecsitoro ¢ TUA, 4To BrMOSHE MOXET ObITb
06YCNOBNEHO  PE3NCTEHTHOCTbIO K  MPOBOAMMONM  Tepanuu, KOMOGUHauwei
NPOTPOMOBOTUYECKNX (PAKTOPOB, B TOM 4uC/ie HOCUTENbCTBOM TPOMOOMMILHBLIX
noMMOoph3MOB.

Hamu npoBefeH KOPPensiuMOHHbIA aHasm3 CBA3M HOCUTENbCTBA OTAE/MbHbIX
OLHOHYK/IEOTUAHBIX 3aMeH U K/IMHUKO-1ab0opaTopHbIX MapaMeTpoB B KaTaMHese
naumeHToB. Hambonbluee 4mMcno nap nonyvyeHo B rpynne WKW (Tabn. 46).
Hanbonee cunbHas cBA3b C /labopaToOpHbIMW  MapKepaMu  runepkoarynawum
3a(hMKcMpoBaHa y caMoi M3YYeHHON 1 caMOl «arpeccuBHOM» MyTauuu JleingeHa,
MpU 3TOM YMCNO TakUX MaUMEeHTOB B HalleM WCCNefOBaHWM KpaiHe He BenKo.

Ham6onee pacnpocTpaHeHHbI B NONYNSUMM HAWUX MauyUeHTOB NMOMMOPBNIM —
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rer¢po- M roOMO3UIOTHBIC BapHaHTHI HHFHGHTOpa aKTHBaTOpa NiMa3MHHOreHa —

uMen Haubonbluee 4YHCIO CBS3ell HEGOMBIION CHIBI KAk C MapKkepaMH

NMOBBILLIEHHOM CBEPTHIBAEMOCTH 3a CYET IIa3MEHHOI'O 3BeHa remMocTasa, TaKk H 3a

cYeT HEMOJIHOLIEHHBIX NMpoLeccoB GUOpHHONM3A.
Tabnuua 45
Pe3ynbTarhl Ka4eCTBEHHOrO U KOJIMYECTBEHHOIO aHAIM3a reMocTasHorpamm
¥ Tpom603J1acTOrpaMM B OCHOBHOIA rpynne 60JBHBIX

B NIEpHOJZie OCTATOYHBIX ABJIEHHI, % (abc.)

TTokasarenu HH, n=90 THA, n=54

n [ % n [ %
YpoeHb TpoMGouuToB, x10°/1 298,13+9,76 276,02+10,31
Tpom6ouutos, Gonee 350x10°/n 21 22,58 4 7,69
[TpoTpombuHOBOE BpeMs yasIMHEHO** 3 3,23 6 12,24
[TpoTpoMGHHOBOE BpeMs YKOPOYEHO** 3 4,00 1 2,04
[TpoTpomG1H no KBuKy moBeieH** 1 1,37 0 0,00
[Tpotpom6uH no KBuky cHuxkeH** 4 5,48 2 6,25
TpoMOGHHOBOE BpeMS YIUTHHEHO** 3 3,36 i 5,56
TpombrHOBOE BpeMs ykopoueHo** (n=84) 5 6,10 0 0,00
AYTB yanuneno ** 16 16,49 3 6,12
AYTB ykopoueHo ** 5 5,15 2 4,08
dubputoreH, r/n 2,90+0,08 4,92+1,96
®uOpHHOreH MOBLILEH ** 10 10,22 4 7,69
dubpuHoreH noHuwxeH ** 7 7,14 3 6,12
[Tporeun C, % 78,28+5,60 94,67+5,09
[TpotenH C cHWxeH MeHee 76% 11 | 22,00 1 [ 526
AnrutpombuH 111, % 103,06+1,95 91,81+5,78
AurntpoM6un Il cHikeH ** 5 7,35 4 12,12
POMK mnossiiex 6onee 0,5 12 12,90 0 0,00
J-numep nosstied 6onee 500 3 10,34 0 0,00
TO:  runepxoarynsuus CTpYKTypHas WuH 39 43,33 9 16,67
XpoHOMeTpHyeckas™**
T3I': nabbiTouHas TpoMOHHEMUA™** 5 6,10 1 2,04
TOr: yrueTennsiit pubpuHOIM3 ** 31 34,44 3 7,89

[Ipumeyanue: * - p<0,05 NMpH cpaBHEHHWH AaHHBIX y yyacTHHKOB ¢ I n TUA;
AUTB — yacTM4HO aKTHMBHpOBaHHOe TpoMOorutactHHoBoe Bpems, POMK -
pacTBOpHUMBle (PHOpUH MOHOMepHble Kommiekchl; TOIT — Tpom6Goanactorpadus;
** _ yHTepmpeTaUus MokasaTeieil MO THITYy «MOBBILICH/«YATHHEHO» HIH
«MOHMXEH»/«yKOPOUYEHO»  MPOBOAMIM B  COOTBETCTBHE C  JIOKQIBHLIMH

nabopaTopHBEIMH HOPMaTHBaMH.
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Tabnuua 46

KauecTBEHHBIE U KOJIMYECTBEHHEIE XapaKTEPUCTHKHU CBA3H l'IOHHMOp(bI/BMa F'€HOB

C JaHHBIMH r€MOCTa3HOrpaMM U KIIHHUYECKHMH COCTOSHUSAMU

B [IEPHOJC OCTATOYHBIX sABJICHHUI (Ha npuMepe L)

[Toka3aTeny reMocTasHOrpaMMmel,

KnuHuyeckue BaApHAHTbI

TpoMboanacTorpamMmbl HCXOJI0B
FGB: -455G>A, AA 1OI'b*, |I1B* -
F2:20210G>A, AA - Jig*, T3+
F5:1691G>A, AA TII" runepkoarynsuus*, -
JAUTB***, 1 1-auMepbi***
F7:10976G>A, AA JAYTB**, 1 O-numepu*, tTTLI* TND *

F13:103 G>T, TT

lno Keuky*,1 I-aumepsi**

ITHD *, peuensie*

ITGA2: 807C>T, TT

TpomGouurs! abe.*

ITGB3: 1565 T>C, CC

JTB*, [I-numep aGc.**

PAI-1: -675 5G>4G, 4G4G

TII' runepkoaryasuus*,
TopMoXxXeHHe pubpunonuza*,t]l-
AUMeEpBI*,

Bcero SNP 1 T1B*, no Ksuky ab¢.**, t1OI'b* -

TpoMboduIbHOTO cnekTpa

MTHEFR: 677C>T, TT 1oI'b* -

MTHEFR: 1298A>C, CC peveBble*

MTRR: 66A>G, GG TB a6c.* napessr*

MTR: 2756 A>G, GG TpUCTOMHLMH arperauus** Ia*, [IN3 *, napesbt®,
KOTHHTHBHEIE
HapyueHus*

Bcero SNP &Pl B
FOMO3HTOTHOM COCTOSIHHM

TB abc.*, |npotenn C**,
1 PUCTOMHULIMH arperauus**

[THU3 *, napesst*

NOS3: 786 T>C, CC

AYTB a6c¢.*

NOS3:894 G>T, TT

TOT runepkoarynsaunsa™*,
tpombouutst abe.*, |AT II1**

Bcero SNP PTC B
FrOMO3HIOTHOM COCTOSHHH

TAUTB*, AUTB a6c.*

[Ipumeuanue: napbl (GakTOpoB, HE HMMEIOLIMX JOCTOBEPHOH H CYLUECTBEHHOMH
KOppENALMOHHOM CBA3H B rpynmnax, B Tabnuue He ykasaHsl; AT III — aHTHTpOMOUH
III; AUTB — 4acTHM4YHO AaKTMBHpOBaHHOe TpomGornacTuHoBoe Bpems; 'JII —
CHHJIPOM T'e€MOJIMKBOPOAMHaMUYeckux Hapymenuit; [T — romouncteut; ITMD —

NOCTUHCYJNIbTHaAsA OSIHJICTICHA; CHHApPOM 3aJ€p>XKH CTaHOBJIEHHA

pedeBsle -
HABHIKOB PEYEBOTO Pa3BUTHA WIH ABNeHMA a-/Aucdasuu; PTC — perynaropsl
ToHyca cocynos; ITB - nporpomGuHoBoe Bpemst; TB — TpomGuHoBoe Bpems; TII™ —
manHble Tpombosnactorpapuu; ®I'B - ¢ubpuHoren; OOI[ - (bepMeHTBI

dbonatHoro umMKna; * - HanMyde oueHs cnaboi 0,2<r<0,4, ** . cnaboit 0,4<r<0,6,
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¥** - cpenHeit crenenu 0,6<r<0,8, **** cunbHoit 0,8<r<1,0 KOppeNAUHOHHOI
CBS3H.

HHTepeceH ToT ¢akT, YTO MaKCUMAIBHOE YMCIO B3aUMOIEHCTBHI ¢
M3yYyaeMbIMU  aJUIENIbBHBIMM ~ BApHAHTaMM TEHOB  GBUIO  COMPSDKEHO  C
CHMIITOMATHYECKOM MOCTUHCYNbTHOH 3nunencueii (ITND), ans koropoit OHMK
cTajlo  MYyCcKOBBIM  ¢axkTopoM. DeHOMEH  3MUNENTUYECKUX  IPUCTYIOB,
(GOPMHUPYIOLUXCA B OTCPOYCHHOM OT HHCYJIbTa MEPHOAE H3BECTEH [aBHO.
[TonaratoT, 4TO MaTOre€He3 €ro CBf3aH, B MepBYIO ovepelb, C MepHGOKATBHBIM
OTEKOM, KOTOPBIH CONPOBOXAAETCA TPAH3UTOPHOH KIETOYHOH OGHOXHMHYECKOMH
auchYHKLUHEH ¢ BO3HUKHOBEHHEM JENONApH3aLMM HEHPOHOB B 00JacTH ovara
uHoapkTa [139]. B nansHeiimeM rubenp yacTH KOPKOBBIX HEHPOHOB 3aMycKaeT
mpolecc rHo3a, YTO BeAeT 3a coboif HapylleHHe HOPMAalbHOH OpraHW3alMH
CHHANTHYECKUX KOHTAaKTOB Ha TeNle HeHpoHa W JEeHIOpUTaX ¢ Mepejayei
BO30YXIeHUs, MUHYA cHHarc [66, 197]. Cuctema remMocTasa, KOHTpOJHpyeMas
BhILIEYKAa3aHHBIMH  TF€HaMM, HEMOCPEACTBEHHO Y4YacTBYeT B  Ipoleccax
MHHLIMALMHK, pa3sBUTHA BOCMAIMTENBHBIX peakuuit, a Tawke obecrneynBaeT

aJleKBaTHYIO NepQy3HIo B 30HE, TI€ MAYT MPOLECCH penapauuu.

5.2. Ucxoan! 0cTPhIX HapylIeHHii MO3roBoro KpoBoo6paueHus y fercit u

onpejejieHHe NATOTeHETHUECKHX BADHAHTOB 6os1e3HU

[lo pesynbTaraM ofcnefoaHus mnauuentos ¢ MU B octpom,
BOCCTAHOBMTEIBHOM H TMEPHOJIE OCTATOYHBIX ABNEHHIH, a Tawxke Aeteit ¢ THA B Te
%e CPOKH, HAMH WIEHTH(OULMPOBAHbI Te CHHAPOMBI, HO30JOrHYeCKUE GOPMEI U
COCTOSHHA, KOTOpbIE Kak M0 OTAENBHOCTH, Tak ¥ B KOMOHHALMU MOTIIH BBICTYMHTD
NpHYHHOM llepe6poBacKyspHOiH MaToNoruy B NETCKOM BO3pacTe; MX MEpeycHb

npuBeeH B Tabnuue 47.
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Tabnuua 47

Stuonoruyeckue GakTOpbl M MaTOreHeTUYECKHUE BAPHAHTHI

OHMK HiueMH4ecKoro THMA y feTeit

[Toka3zaTtens HH, n=162 THUA, n=73
n % n %
TpoMGodunus 138 [ 87,34 | 64 87,67
['HneproMouUCTEHHEMHUS 72 4444 | 28 38,36
3aboseBaHus CEPAECYHO-COCYAUCTON CUCTEMBI 70 43,21 43 58,90
eMoaAMHAMUYECKH 3HAYHMBIE AHOMAJIUM CTPOEHHSA
apTepHi roJOBHOIO MO3ra i 66 40,74 | 33 45,83
[TpnoGpeTeHHbIE H BPOXKACHHBIE 3a60/1€BAHHSA COCY/I0B
roJIOBHOro Mo3ra P ¢ 42 25.93 n 15,07
JucnunuaeMus 73 45,06 | 30 41,10
Bone3nu o6MeHa, MeTabonuyeckue HapylIeHHA 23 14,20 | 13 17,81
KonunyecTBo aTHONOrHYeckux dakropos, M+m 4,91£0,13 4,56+0,16
CoueTaHue NPpUYUH 158 93,07 73 100,00
[TpuunHa HeU3BECTHA 4 6,93 0 0,00
[TatorenetTnueckuit Tun OHMK

Kapanosmbonuueckui 41 | 27,70 | 24 36,36
TpoMboTHyeckuii (MNH reMopeoJIorHyecKuii) 140 | 88,61 | 64 87,67
I'eMoaAMHAMHYeCKHUi 60 | 3797 | 29 39,73
MeTabonuueckuii 14 8,86 9 12,33

Kak BugHO U3 Tabnuubl 47, Ha nepBbId MIaH CpeAH MPHYUH HINEMHYECKOro
tina OHMK BBILUIH: MPOKOAryAAHTHbIE M MPOTPOMOOTHUYECKHE HapylUEHHS,
BIMAIOIHE HA TreMOpPEOJIOTHYECKHE CBOMCTBA KPOBM, IaTOreHETHYECKHM
papuantoM WU u THA y KOTOpBIX CTan TpOMOGOTHYECKMA WHIH
remopeosioruyeckuit Tun OHMK.

Ilpu 3TOM HepeAKO HACNAE[ACTBEHHble MYJbTHreHHblE TpoMOodUIHH
COYETATHCh C APYTMMH NPOTPOMGOTHYECKUMH COCTOSHUAMH — HeQHUMT
€CTECTBEHHBIX aHTHKOAryJIAHTOB 3aperucTpupoBaH y 44 (27,85%) mauneHToB ¢
WU, u Bcero y 7 (9,59%) nereii B rpynne THA. He uckiioueHo, 4TO MMEHHO
aKTMBHAas M TOJIHOLUEHHas paboTa NpPOTHBOCBEPTHIBAIOUIEH CHCTEMBI HE JIAET
pa3BUTHCA MPOJOHTHPOBAHHOMY TpoMO03y ¥ MH(ApKTY B TKaHH FOJIOBHOr0 Mo3ra.

3afoneBaHUs CEpAEYHO-COCYAMCTON CHMCTEMBl BapbHpOBald B O4YCHb
IIMPOKMX mOpefenax ¥ GaKTHYECKH COCTAaBMNAIM MHAUBMAYANbHBIH BapHaHT
KaXJOro KOHKpETHOro mnauueHta. TeM He MEHee, MOXHO OTMETHTH OTACNBHYIO

rpynny geteit (n=31), nepeHeCIUX HUIUEMHYECKUH MUHCYNBT Ha 1-3 cyTku mocne
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OOLIMPHOTO OMEPaTHBHOTO BMEWIATENBCTBA [0 MOBORY TSKENOM dopMbl Mopoka
cepalia, HECOBMECTUMOTO ¢ XH3HbIO. [laToreHeTHueckuit Mexannsm OHMK y Hux
Mor OBITH OOYCIIOBNEH KaK CHCTEMHBIM MafeHueM apTepHanbHOro JaBjieHUS B
XO[€ OMepalvu WM Mocie Hee (AenbTa MOrfja CocTaBuThb 80 MM pT CT Ans
CHCTOJIMYECKOTO  MOKasaTens), TaK M  TPOMOOTHYECKMM  XapaKTepoM:
HaC/NeACTBEHHBIE TPOMGOGUINH, NEPHLNT eCTECTBEHHBIX aHTHKOAryJISHTOB W
aHOMAJIMH CTPOEHHS LlepeGpOBacKyIAPHOro pycnia GbUTH HalileHbl Y MOOBHHBI U3
HUX.

Mansie aHOMalMM pa3BUTHA CepAla, HapylEHWs PUTMa, NpeobranaHue
BaroOTOHUYECKOr0 THUIa pearpOBaHHS BEreTaTHUBHOM HEPBHOMH CHUCTEMBI, HATHUHE
reMOAHHAMHUYECKH 3HAYHMBIX aHOMaJMH CTPOeHUs LiepeGpoBacKy/IApHOro pycia
TaKXXe€ MOMIM CTaThb OCHOBOM MAfd  peanu3aUdH reMOJHHaMHUYeCcKoro,
TPOMOGOTHUYECKOTO H KapaHoambonuyeckoro BapuantoB UM u TUA.

BpoxaeHHsle U npuobpeTeHHble 3a60eBaHNsA COCY0B FOJIOBHOrO MO3ra
HOCWJIM BapHaTHBHBIA XapakTep U (aKkTH4eCKH OBIIM YHUKaIBbHBI A KaKOOro
nauuenta: 6onesnr Motia-Moiis (BMM) upentudpuurposaHa B obenx rpynmax
(Bcero 7 cny4aeB); pubpoMyckynspHas aucnnasus (3); aprepHaibHas AUCCEKLMUA
(1); peBMaTuyeckuii Backynurt (3) u T.4. Hepenko B aToii rpymnmne ¢paktopoB pucka
PErHCTPHPOBAIUCH BOCMANIUTENBHBIE W3MEHEHHs, CIPOBOLIMPOBAHHEIE TEUCHHEM
MHQEKIMOHHBIX MPOLIECCOB (BETPsHAas OCMa, CEMCHC, reMOJIMTHKO-YPEMHUYECKHIH
CHUHAPOM U T.A.). I3MeHeHHe CTPYKTYphl 3HAOTENUA COCYAUCTOH CTEHKH, MOTEPs
MM aTpOMOOTeHHBIX CBOMCTB, YYacTHE CHCTEMBI N€éMOCTa3a B T€UEHHE JIOKAIBHOTO
W/MIM CHCTEMHOTO BOCMAlMTENBHOrO Ipolecca MoraM craTh 6azodt s
tpoMboTHueckoro Tuna OHMK.

MeTa6onuueckue paccTpoicTBa MOTEHIHANBHO MPOKOATYJISTHTHOIO CMEKTpa
(M cooTBEeTCTBEHHO reMopeosiornyeckoro BapHaHTa OHMK) Takxe 930’
HEPEJIKUM COCTOSIHHEM: TMIIEProMOLIUCTEMHEMUS M QUCIHMHAEMHH, MOBBILEHHE
YPOBHs JlaKTaTa, notpeboBaBuine MeIHKaMEHTO3HOM KOppEeKLHH,

3aperiCTPUPOBAHBI y KOXIOTO TPEThero 6oMpHOro B obenx rpynmax.
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OMOGONOreHHBI CHHIPOM YCTORYMBO (HKCHPOBANCH HA MPOTKEHUH BCEro
nepHoja HabMIOfEHHA: TaK B BOCCTAHOBUTENILHOM MEPHOJE OH BBISBIIEH y 28,70%
U 34,09% peteit, B OTAENIeHHOM KaTaMHese - y 37,50% u 39,53% nauuveHToB B
rpynnax MM u TUA cooTBeTcTBEHHO.

IlpakTyecku Bce yka3aHHbIE B JIUTEPAType HO3ONOTMYecKHe eQMHULBI H
CHHAPOMEI, KoTopele MoryT mpuBectH kK OHMK B nerckoM Bo3pacte, Owinu
o6HapyX€HEl y YYaCTHMKOB OCHOBHOM Tpynmsl. B TOM uWclie HaMu
3a(MKCHPOBaHbI YHHKANIbHBIE H PEIKHE COCTOSHUSA, KOTOPEIE B KAYECTBE MPHUHHBI
OHMK y neteit BCTpeyaroTcs B BHMAE ONHCAHHA EIMHUYHBIX KITMHHYECKUX
cnyyaes [4, 41, 185]: reMonMTHKO-ypeMUYECKMH CHHIAPOM, MHKCOMa,
roMOUMCTHHYpHs, cuHApoM IllepeweBckoro-TepHepa, cunapoM JlayHa,
MyKonosucaxapuaos, ciiapoM MELAS u T.1.

Jnsa MakCHMaJIbHO MOJHOR MAEHTHU(HKALHKH (aKTOPOB pPHCKAa BCEM JAETAM,
NOCETHBIUMM KaTaMHECTHYECKHUH MpHeM, BHIIOTHEH AHArHOCTHYECKHI aiTOPHTM,
NpHUBENEHHBIA BO BTOpOH IiiaBe. Pe3ynbTaroM BBIMOJIHEHHS MOJIHOTO ajirOpUTMa
obcnefoBaHUs cTaNla HAEHTHOHUKALUSA STHONOTHH HHCYNBTOB Y GONBIUMHCTBA
nauveHtoB (6onee 90,00%), YTO COMOCTABUMO C MHPOBBIM YPOBHEM
pacno3xHaBaeMoctH npuunH OHMK B netckom Bospacte [105, 185, 219].

[TocnepoBaTensHoe KIHMHHYECKOe, JAOOpaTOpHOE H HHCTPYMEHTAIbHOE
obcnegoBanie OBUIO MPOBEAEHO Aaxe B TEX Cllyyasx, KOrAa KasajloCh, YTO
npuyuHa HHcynsTa WM THUA oueBuaHa (Hanmpumep, 6onesnrs Moiid-Mo#s unu
roMouuctuHypus). OHMK ocTtaercs MynbTHAKTOPHBIM 3ab0N€BaHHEM, M HH
OIHO W3 MpHUBEAEHHBIX B Tabnuuax 13, 15, 28, 47 cocrosHuit camo mo cebe, B
M30/IMPOBAHHOM BHJE, HE MOFJIO CTaTh INpPHUYMHOH LEpeOGpOBacKySIpHOM
natosiorid. Y HaoGopoT, H3BECTHBI ClydaH HOCHTENbCTBa MyTauui JledneHa,
NPOrpeccUpYIOIMX BacKYJNOMAaTHH WIH Hacne[ACTBEHHBIX 6one3Hedt obMeHa,
KOTOpble B MpoLECce XM3HM He pa3BHBAlOT 3abosieBaHUi TPOMOOTHYECKOro
crexTpa. IMeHHO yHHKalbHble KOMOMHALMM HECKOJIBKHUX (aKTOpPOB pHCKa, NMpH

BO3IEHCTBHH NPOBOUMPYIOLIHX (AKTOPOB M FEHETHYECKH AETEPMHHMPOBAHHOH
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NpOTPOMBOTHYECKOH HACTPOEHHOCTH CTaNH 6a3oit as Pa3BUTHs 30HBI HHOAPKTa B
LepeOpOBacKyIIAPHOM pycile y 06c/eI0BaHHBIX HaMHU feTeil.

B cpeanem y nereit ¢ UM 6su10 uneatuduumposano 4,91+0,12, ¢ THUA —
4,56+0,16 QakTopoB, KOTOpble GBUIM paclEHEHBI KaK 3THONOTMYECKHE /MU
$aKTOpbl pHCKA, KOMOHHAUMS KOTOPEIX C MpPOBOLMPYIOLMMM MOMEHTAMH
(yxyAaweHue TE€YEHHUS COMaTHYECKOTO 3aboneBaHus, OrnepaTHBHOE
BMCIIATE/ILCTBO, JIMXOpajKa, He3HaYyMTeNbHas TpaBMa M T.J1.), MOTJa CO3/aTh
YC/I0BUS JUIA peATM3aLHH HIIEMHHU B Liepe6panbHBIX CTPYKTypax.

Hamu Bbiienensl natoreHeTnuyeckde Bapuantsl MU u TUA B ocHOBHOM
rpymnne aereil. Beaymwmm cpenu Hux 6bU1 TPOMOOTHYECKHI BapHanT. OfHAKo, Kak
NpaBHJIO, BBIAENUTh €OHHCTBEHHBIH matoreHeTHyeckuit Ttun OHMK He
NPEACTaBIANOCs BO3MOXHBIM. Y MalHMEHTa MOMIH OJHOBPEMEHHO OBITH
3aQUKCHPOBaHB IMOOJIOTEHHBIH CHHAPOM, GAaKT TNajeHHs apTEPUATBHOrO
HaBJIEHHH, reMOAHHAMHYECKH 3HaYuMas aHOMaJnus CTPOEHHS
uepebpoBacKyaApHOro pycia U gebuuuT npotenHa C.

B kayecTBe npuMepa NpUBOAMM KIHHHYecKHi cnyyaiit OHMK npu GoneszHu
Moia-Moiis (BMM) y peGeHka, MepBUYHO HAEHTHOHUMPOBAHHBIM Kak
NposiBJICHHE MUTPEHHU.

IManuent K., Manbuuk, 11 net. Ha MoMeHT nepBoro obpaueHus k HEBpOJIOry
MalHeHT NpeABbABIAN XaloObl Ha 4acTble MPUCTYNHI Uehanrvu (RO 4YeThIpEX B
TeyeHHue Mecsaua). IlpucTynsl mMpoTekanH MpakTHYECKH 10 OJHOTHIIHOMY
CLIEHapHIO: BHe3allHOe Hayalo B  Te4YeHHE  HECKOJIBKMX  MHHYT, C
NPEeUMYLIECTBEHHON  JIOKanu3auueii B JeBoil  JIoGHO-BUCOYHOH  obnactu
NyJBCUPYIOLIEr0 WK AaBsllero xapaktepa. Bernen 3a HavanoM ronosHo# Gonu
MOCNEIOBATENILHO  BO3HHKAIH CHUMITOMBI OHEMEHHMS B  KOMOMHaUMM C
OILYILEHHSAMH CJIaGOCTH MO reMUTHUMY (Yalle cieBa) WK 6e3 HHX, COXpaHABLIHECS
OKOJIO mATH MHUHYT. Ha BbIcOTe uedanruu pa3BuBaiack OAHO- WIIM ABYyKpaTHas
PBOTa, MPHHOCAIIas o6JieryeHHe, a 3aTeM HacTyTIal COH, MOocC/le KOTOpOro xanob 1
06LEKTHBHBIX [pPH3HAKOB OYaroBoi MIM OOLIEMO3roBOH CHMNTOMAaTHKH He

¢ukcupopanu. JIMUTENBHOCTh LedaIrHH - 10 45 MHHYT; CaMOYyBCTBHE MEXIY
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HHMH He OBLIO H3MEHEHO; NP aKTUBHOM Paccrpoce ($aKTOpOB, MPOBOLMPYIOLIMX
MPUCTYTIBI, BEIABUTB HE YAAJIOCh.

M3 aHaMHe3a H3BECTHO, YTO MEpPBLIif NPpUCTYN HHTEHCHUBHOM roJIOBHOM 60U B
n06HOBUCOUHOMH 06nacTy Ge3 yeTkoil NaTepanu3auuu 6uin B Bo3pacTe 91u net. Ha
BBICOTE TOJIOBHOH 6o (uepes 30-40 MHHYT OT Hayana) BO3HHKIA JBYKpaTHas
pBOTa C MOC/IEAYIOWMM YMEHBIIEHHEM HHTEHCUBHOCTH Ledairi U CHOM (OKOJIO
yaca). Ilocie npobyxaeHus caMo4yBCTBUE GbLIO HOPMATBHBIM, aKTHBHOCTb He
HapyueHa. IToBTopHBI# npucTyn mpousowen Yyepes TpH HeAENH C UAEHTHYHBIMU
CHMIITOMaMH, HO TNapalIeNbHO ¢  HavyanoM  Uedaird¥  oTMeyanoch
MOC/ICA0BATE/IBHOE OHEMEHHE MpaBOW PYKH (OT MalbleB KUCTH OO CEPENMHBI
Mpeanieybs), 3aT€M NpaBoit HOTH, KOTOpPEIE COXPAaHSMIHCh B TEUEHHE MATH-LIECTH
MHUHYT. B fajibHelIeM npUCTYIBI FOIOBHOM 60H CONPOBOXAATHCH FHIECTE3HEN
CO CMEHOH CTOPOHBI, Yallle ClieBa.

PeGeHOK ToCnmUTaNM3UpOBaH B HEBPOJOrHYECKOe OTAeeHHe B 061aCTHOM
YYPEXAEHUH AN 06CNenoBaHMA W YTOYHEHMs JAMarHosa ¢ MOJO3pEHHEM Ha
MHUIpeHb ¢ aypod. IIpu oOLEHke HEeBPONOrMYecKOro CTaTyca OpraHM4ecKHX
CUMNTOMOB He ObUIO OTMEuYeHo. B cTauMOHape MpPUCTYMBl He MOBTOPSUIMCE.
IIpoBeneHHble NlaGopaTopHble HccaenoBaHUs (O0lIMEe aHAIHW3BI KPOBH H MOYH)
naTtoflorid He BbIABWIK. [Ilpu odraneMonoruyeckoM ocMOTpe He 6bUIO
OOHapy>X€HO OTKJIOHEHMH B COCTOSHUM [JIa3HOTO [HA, CHHXEHHUSA OCTPOTHl H
HapylieHus noneit 3peHus. Ha lle cyTku oT mocienHero mpucTyna uedanruu
BeinonHeHa KT ronoBHoro Mosra, rie omvcaHa apaxHOMAANbHAs KUCTa B 3afHeEH
yepenHod sAmke. IlepBUuHasd KOHCYnbTauUMs HeEHpOXHpypra: IMOKa3aHHH K
ONMepaTHBHONH KOpPpPEeKUUH HeT (apaXHOWAalbHas KHMCTa HCKIIOYEHa, pacluMpeHa
udcrepHa magna). C uensto auddepeHUHaNbHON AUATHOCTHKH C 3aThLIOYHBIMU
bopMaMK SMMIIENCHH MPOBENEHO 3JeKTpo3HLUehanorpaguueckoe Hccaea0BaHHEe
Ha 21-kaHanbHOM 3Huedanorpade - MPU3HAKOB MapOKCU3MaIbHONH aKTHBHOCTH He
3aperMcTpUpoBaHo. 3a BpeMms npeOblBaHMsS B CTaUMOHape MOJIYUHI TeparHio

NnpenapaTaMy HEMPONpPOTEKTOPHON U Ba30aKTHBHOM HanpaBIeHHOCTH.
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KnuHH4yeckHe CHMNTOMBI NMPUCTYNMOB uedanruit y peGeHKAa Ha MOMEHT
NMepBOH  TOCMUTAIM3AUMH  COOTBETCTBOBAIM  KPUTEPHAM  MEXAyHapOIHON
knaccuHuKaunu ronosHbIx Goneii I nepecmotpa (MKTB-1I, 2004) s MUTpEHH ¢
aypoit. Kputepuii jurensHocTy npucTyna uedanruu, He cootBeTcTBoBan MKIB-
II, omHako, cornacHo npuHMeyaHuil, K €ro MPOJOKUTENLHOCTH MOMET ObITH
no6aBneHo BpeMs CHa, €CM MalMeHT 3achillaeT BO BpeMs MPUCTYNIAa MUTPEHH H
npoceinaercs 6€3 ronoBHOH GonM, 4TO M GBUIO 3aperHCTPUPOBAHO Y AAHHOIO
GoneHoro [80, 85]. Manbuuk BbIMKcaH Yepe3 16 aHel ¢ aMarHo3om: «MHIpeHB ¢
aypod (TUNMHYHAs CEHCOpHas aypa C MHUIPEHO3HON TOJIOBHOM 6OJBIO), YacThle
npucTynsl». Ha mpoTskeHUH nocnenylomux ceMH MecsueB Kakux-ubo xanob,
HEBPOJIOTHYECKHUX CHMNITOMOB 3a(pUKCHPOBaHO He GBLIO.

AnaMHe3 Hu3HH: pebeHOK OT mnepBoi OepeMEHHOCTH, MEPBBIX CPOUHBIX
ObIcTpBIX pofioB. Bo Bpems GepeMenHocTH MaMa nepeHecna OPBY, rectos B cpok
33 nepenu. Ilpu poxaeHuu macca - 3450 r, gnuHa - 51 cM, olleHKa MO LIKaje
Anrap - 7/8 6annoB. B paHHeM HeoHaTalbHOM mepuoje ObUIO yKazaHHE Ha
cuHapom yrHeteHus [THC. U3 poaunbsHOro aoMa BBIHCAH Ha CebMBIE CYTKH MO
MECTY JHUTENbCTBA C JAWHArHO30M 3HUeE(ATONaTHH HOBOPOKAECHHOrO JErKoM
cTeneHH TakecTH. Ha mepBoM roiy >kM3HH Habmopaics HEBPOJIOrOM,
MCHXOMOTOPHOE pa3BHTHE COOTBETCTBOBAIO BO3PAcTHBIM HOpMaM. OnepaTHBHBIX
BMELIATENLCTB, TPaBM, TIEMOTpaHCOY3Hii, MOCTAHOBKH KaTeTEpOB He ObLuIO.
Annepruyeckuii aHamHe3 He otaromieH. O6GmMiA aHanU3 KpoBH — 6€3 NpU3HaKOB
reMokoHueHTpauuu: Er 4,1 XIOIZ/n, Tr 285><109/n, L 6,7x 109/11, Hb 127 r/n, COD 5
MM/dac. HacnecTBEHHOCT He OTATOLLEHa; B HacTosLlee BpeMs MaMe 28 JieT, nane
30 nert, cuutaloT cebs 3M0POBBIMH, ecTh MiaflMid pebeHoK. B nokonenuu no
MYXCKOH NHHMM (Y AedyLIKH) B Bo3pacTe okono 40 JieT BHe3almHas CMEpT,
TMpHYMHA HEU3BECTHA (CO CJIOB POACTBEHHUKOB — MOTEPSI CO3HAHUE H, HE MPUXOAA
B ce6s, B GonbHULE CKOHYANCS). [IoATBEPXKACHHBIX TPOMOOTHYECKHUX COOBITHIH, B
TOM YHCNE C JETANbHBIM HCXOJIOM, B ceMbe H y OmmxailuMX pOACTBEHHHKOB B

MOJIOAOM BO3pacCTe HE 65110,



161

[loBTOpHas rocmuTanu3auMs NpoBefieHa yepe3 8 MecsleB (05.05.2014) B
HEOTJIOKHOM mopsake ¢ amMOynaTOpPHOro 3Tana B CBA3M C COXpaHsAwLleHcs B
TEYEHHE CEMHU CYTOK clabOCTBIO B KOHEYHOCTAX MO FEMUTHITy cieBa. [ooBHOM
Gonu He oTMeyanock. Takast CHMNTOMATHKa pasBHnack 29.04.2014 OCTpO CNYCTA
1-1,5 yaca nocne ¢usnyeckoii Harpy3kn (WHTeHCHBHas urpa B yt6on). Ha doue
ABUraTeNbHBIX HapyuleHH# 4.05.2014 MosBUNAHCH peyeBBlE HapyLIEHHS B BHAE
«CMa3aHHOrO MPOHM3HOUICHUA» CJIOB C COXPaHEHHEM CTPYKTYPHl MpPEMIOKEHHs
(au3apTpus). B Houb ¢ 4.05. Ha 5.05.2014 peGeHOk mBaXAEl MPOCHIMANCH C
Mo3bIBaMH Ha fedeKaluio, HO He ycreBan NOMTH A0 TyaeTa (HEKOHTPOIUpyeMas
nedpekauns). H3BecTHO, YTO B TeueHHE MOCNENAHEr0 MeECAUA BO30GHOBHIIMCH
MPUCTYNBI UeanTu, KOTOpble KIUHHYECKH BHIAOH3MEHUIIMCEH: IIHUTENBHOCTD
rojioBHOH 60J1M yMeHbIIHNach A0 10-15 MHHYT, OHH He CONMPOBOXIANHUCH PBOTOH,
MPOJO/KUTENIBHOCTD OLIYIUEHHS cabOoCTH B KOHEYHOCTAX YBEJIMUMIIaCh OO0 Yaca,
Npd 3TOM 4YETKO OTMEYaiach JIEBOCTOPOHHSAS JIOKAIM3aUMA A CHMIITOMOB,
COINPOBOXAAIOLIHX r'0JIOBHYIO 60Ib.

Comartuueckuii cTaryc NMpH MNOCTYIUIEeHHH: TeMnepaTtypa — 36,8°C, poct —
142 cm, Bec — 40,5 kr, AJ[ 110/70 MM pT ctonba, nmynsc — 85 yn/MHH, yacTtoTa
ABbIXaHHA - 19/MuH. Manpunk HOpMaJIbHOTrO TENOCNIONKCHHUH,
YIOBJIETBOPUTENIBHOTO TMNHTAHHUSA, TYProp M OKpacka KOXH, COMaTHYECKOe
cocTosHHe — 6e3 O0COOeHHOCTe#, MaJbIX aHOMAaNHWii  pa3BUTHA  HET.
Hesposoruueckuii ctaryc pebeHka npH MOCTYTUIEHHH: B CO3HAHHH, OPUEHTHPOBaH
B cebe, MecTe M BpeMeHH; BepOalbHBI KOHTAKT IPOAYKTHUBEH, YKa3aHHs
NMOHHMaeT W  BBHIMONHSAET, TrojoBHOW Oonn Her, cumnrom KepHura
CN1abOoMOJIOXKHUTENBHBIN ¢ JIBYX CTOpOH. UepernHble HepBbl: 0OOHAHHE COXPAHEHO;
rJ1asHble LIEIM CHMMETPHYHBIE, 3payki okpyrioii ¢opmbl, D=S, peakunu 3paykoB
Ha cBeT (MpsAMas U COAPYKECTBEHHas) coXpaHeHa, D=S; IBHXEHHA IJ1a3 B IOJIHOM
obbeMe, HUCTarMa HeT; KopHealbHble peduiexchl D=S; nuuo cuMMeTpH4HOE B
MoKoe U NMpY MUMHYECKOI Harpyske; rIoTaHue, QOHaUMs HE HapyUIEHBI, peyb ¢
3/IeMEHTaMH JAM3apTPHHU; S3bIK M0 CpefHe IMHUU. B MpaBbIX KOHEUHOCTAX 00BEM

JOBHXEHHUH [MOJIHBIH; MBIlLIeYHAs CHJla J[A0CTaTo4yHas B MNPOKCHUMAJIBHBIX H



162

AUCTANIbHBIX OTAENaX B pyKax M HOrax, mpoGbl Ha CKpHITHIE Mapesbl -
OTpHUaTeNbHbIE. B JIeBBIX KOHEYHOCTSX GBbLTH BO3MOXHBI aKTUBHBIE JBMKEHUS B
MJICYCBOM CYCTaBe, HEMOJNHBIA OObEM [BMXEHUI B JIOKTEBOM CycTaBe, pesKo
HapylIeHbl [ABHXXCHMA B JIy4Ye3alsCTHOM CycTaBe, 3aTpyAHEHO crubaHue U
pasrubaHHe MalbUEB KHCTH, MbIIEYHAs CHNA B JUCTANBHBIX OTAENAX PyKH 2
6ara. MellleyHas cusla B JIEBOM HOre CHHXKEHA B JMCTAIBHBIX OTHENaX [0 3
6anioB, BHIAB/AIACE TYTOMOABHXHOCTb B TOJIEHOCTOMHOM CycTaBe. MblILeUHbIH
TOHYC B JIEBBIX KOHEYHOCTAX [OBBILIEH MO CHAcTU4YecKoMy THMy S>D;
CYXOXHIIbHBIE pe(IEKCEI CpaBa JKUBbIE, Cl€Ba MOBBILIEHBI ¢ PacIIMPEHHEM 30H
S>D, xoHyc ctonbl, peduiekcel BaGHHCKOro cneBa YyeTkHe, cripaBa COMHUTENBHEL,
OpromHble  pedrnekcsl  oxuBaeHst D=S. B nose PomGepra ycroituus,
ManbLEHOCOBYIO TMpoOy cCjieBa BHIMOMHAET HEJIOBKO H3-3a Mape3a pYKH.
YyBCTBUTENBHOCTD MOBEPXHOCTHAs U Iy6okas, B MPOKCHMAMBbHBIX H AUCTAIBHBIX
OTHAeNnax B pykax W Horax coxpaHeHa, D=S. Ta3o0BbIX HapylleHUH Ha MOMEHT
NOCTYIUIEHHS He OBUTO OTMEYEHO.

Knunnueckuit auarHos npu mnoctymneHuu: «MeMuyeckuii UHCYNBT B
NpaBOM KapOTHAHOM bacceiine (CMA?), MPEANoNONKHTENBHO
KapAH03MO0IHYecKOH 3THONOTHH, C YMEPEHHO BBIPDKEHHBIM JIEBOCTOPOHHHM
CMacTHYECKUM remumapesoM (2-3 6Ganna), ausaptpHeit, ocTphlii nepuoa». B
HEOTJIOXKHOM mopsaake nmanueHty nposeficHa KT ronosHoro Mos3ra, rae onucaHa
KapTHHa HeCMeLU(UYECKOro MopaxeHus 6enoro BemecTsa GONBLUINX NONyLapHi
rOJIOBHOTO MO3ra W pekoMeHaoBaHo nposeaeHne MPT.

B cranuoHape IpoBeleHbl: 3xokapauorpadpus - nponabupoBaHHe
MUTpPAJILHOTO KJIalaHa, TPHKYCMHAANbHAA PEryprutanus 1 cTeleHH, MUTpasbHas
0-1 crenenu; DKI - HapyleHHe MpPOLECCOB PEMONAPH3ALMH B MEPErOPOAOYHOH
o6nactu; Y3U 6paxuonedansHEIX apTepHil: aTepockepoTHyeckas 6siuka obiei
COHHOM apTepUM CNpaBa; aHaJIU3 JIMKBOPA — B MPE/EIaX HOPMBI.

JlaGopaTopHOE HCCNEA0BaHHE CHCTEMBI reMoCTa3sa [0Kas3alo (5.05.2014, 1
CYTKH TOCIHMTAIM3aLMH, 7 CYTKH GonesHH): uucio TpombGouutoB Tr 410x10°/n,

BpeMa no JIu-Vaiity 7,4 MuH (pedepeHcHeie 3HaueHus 5-10 muH), AYTB 29
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CekyHA (HopMa 22-32 cekyHA), NPOTPOMOHHOBOE BpeMs 16,8 cexyHn (Hopma 14-
20 cexyHn), npoTpom6uHOBbIA HHAeke 0,9 (Hopma 0,8-1,1), ¢ubpuHoreH A 2,68
r/n (HopMma 2-4 r/1), 3TaHONOBBIA TecT oTpHUaTensHb, MHO 0,9 (Hopma 0,85-
1,15), H-numeper 450 Hr/mn (HopMa mo 400 Hr/mi). BHOXMMHuecKHit aHatM3
kpoBH (05.05.14, 1 cyTku rocrnutanusauuu, 7 cytku GosesHu): XoecTepuH 5,1
MMOJIB/JTT {pedepeHcHele 3HaueHus 2,8-5,5 MMonb/n), Tpurmuuepuast 0,9 MMoB/i
(nopma 0,4-1,6 mMmons/n), JIIBIT 1,85 MMons/n (pedepencHble 3HayeHns 1,03 —
1,55 mmons/nt), JITHIT 4,66 Mmons/n (pedepencHble nokasatenu 0-3,3 MMonb/J),
MHJIEKC aTeporeHHoctd 1,83, uepynomnasmuH — 324 Mr/n (Hopma Ins nereit
crapite 7 niet 200-540 mr/n), C-peakTuBHBIN Genok — 5 Mr/n (pedepeHcHbie
3HadeHus 0-5 mr/n), wenoynas ¢ocdorasa — 203 En/n (pedepeHTHBIE 3HAYEHHUS
40-400 En/n).

C MoMeHTa mMOCTymjeHHs pebeHKy IMPOBOAHIM HECMEUUPUUECKYIO U
CHUMNTOMATHYECKYIO TEparHio, Mpenaparsl aHTHTPOMOOTHYECKOrO CMeKTpa He
Oblmv HasHauyeHbl. Ha ¢oHe mpoBoaHMMOl Tepanmiu oTMeyanack MOJOXHTENbHas
avHaMuka. Yepes 36 yacoB ¢ MoOMeHTa rocnutanusauuu (7.05.2014, 9 cytku
3aboneBaHus), Ha (GOHe YIYYLIEHHS HEBPOJIOTHYECKOH CUMNTOMATUKH, Y
MaflbYHKa BHOBb pa3BHJIOCh YXYIIEHHE COCTOSHHUA: OJHOKpaTHas pBOTa HOYbIO,
nocsie cCHa - MOTOpHas ada3us C 3/IeMEHTaMH CEHCOpPHOMH, BO3HHK Mape3 HUXXHeMH
YaCTH MHUMMYECKOH MYCKYNaTyphl cjieBa, 4epe3 4ac MOABHIIOCH BBHIPaXXEHHOE
NCHXOMOTOPHOE  BO30OYyXJeHHe, pa3BHIUCh (oOKalbHBIE TreMudalHaIbHbe
KJIOHHMYECKHE TPHUCTYNbl CHayajlla C JiIeBOHW, a 3aTeM W TMpaBOil CTOPOHBI,
NIeBOCTOPOHHMI remumape3 TpaHchopMupoBancs B TeTpamape3. B cBasu ¢
YXYALIEHHEM COCTOSHUS pebeHOK nepeBefieH B OTAE/ICHHE peaHHMalUMH.

VeyryOneHde TSXECTH HMeEIOIeHcss HEBPOJOTHYECKOH CHMITOMATHKHY,
NpucoeAMHEHHE HOBBIX OYaroBbIX U OOIIEMO3TOBHIX 3HAKOB CTal0 MOBOAOM 1A
akcTpeHHoro nposeaeHus MPT ronoBHoro mosra (anmapat Siemens Magnetom
Avanto 0,5 Tn, 08.05.2014, 10e cyTkd oT Hayana 6oN€3HH, MepBbIE CYTKH
YXYILIEHUA COCTOSHHA). B 3alUIIOYEHMH YKa3aHBl TMpPU3HaKu OOUIMPHOTO

uHdapkTa B 6acceiiHe NPaBoii CPEIHEMO3TOBOH apTEPUH C OTEKOM H KOMMpeccHeH



npaBoro 60KOBOr0 >Kenyfo4ka, MHOXECTBO OCTPbIX NaKyHapHbIX WH(apKToB B
MOLKOPKOBbLIX OTAenax NeBOro MosyLlapus; AaHHble M3MEHEHWA Ha (DOHe MeHee
CBEXMX T/IMO03HO-KUCTO3HbIX 04aroBbIX U3MeHeHW (BEPOSTHO BCNeACTBME paHee
nepeHeceHHbIX NaKyHapHbIX NH(apKToB) (puc. 11).

Puc. 11. Manbunk K. MPT ronosHoro mosra (Siemens Magnetom Avanto 0,5 Tn,
10e cyTkm 6GonesHu). KapTuHa O06LWMPHOrO WHMapkTa B 6GacceliHe nNpaBol
CpejHeMO3rOBO/ apTepunm C OTEKOM W  KOMMpeccueil npaBoro 6GOKOBOro
XKEeNyfoyKa, MHOXECTBOM OCTPbIX flaKyHapHbIX WH(ApPKTOB B MOLKOPKOBbIX
OTAenax NeBoro nonyLlapuns; MHOXECTBEHHbIE MEHEE CBEXNME TIMO3HO-KUCTO3HbIE
oYaroBsble U3MeHeHWs (BCIEACTBUE paHee NepeHeceHHbIX TakKyHapHbIX MH(apKTOB)

Koarynorpamma Ha mMoMeHT yxyauweHus (8.05.2014, 10-e cyTKM OT Hayana
0one3Hn, MepBble CYTKA YXYALIEHWS COCTOSHWS):  4MCcio  TPOMOOUMTOB
yBennumnocb o Tr 485*109n, Bpema no Jn-YalTy CHM3MNOCL A0 3 MUH
(petbepeHcHble 3HaueHMs 5-10 muH), AUTB 24,7 cek. (Hopma 22-32 cek.),
npoTpomMbuHoBoe Bpemsi 17 cekyHf (Hopma 14-20 cekyHA, MPOTPOMOMHOBSIN
nHaekc 0,9 (Hopma 0,8-1,1), ¢mbpmHoreH 3 r/n (Hopma 2-4 r/n), 3TaHONOBbLIV TeCcT
otpuyatensHblii, MHO 0,8 (Hopma 0,85-1,15), KOHUeHTpaums [-41MMepoB pesKo
Bo3pocna - 5000 Hr/mn (Hopma fo 400 Hr/mn). Manbumnky 6bin onpegeneH YpoBeHb
romouuctenHa (04.06.2014, 35 cyTkm 60ne3HN), 3aUKCMPOBAHO €ro NoBbILLEHME

[0 34 mKmonb/n (Hopma 5-10 Mkmonb/n).



PesynbTatbl  MP-aHruorpaum  (6eckoHTpacTHas  MPT  BbINoMHeHa
OfHOBPEMEHHO C MOBTOPHbIM MPT 12.05.2014) 6bln MHTEPNPETUPOBaHbI Kak
BbIP@KEHHbIA  CNasM  CpeaHUX U MepegHUX  MO3rOBbIX — apTepuid,  6biiu
BM3yaNn3MpoBaHbl  (PYHKLUMOHMPYIOLLME KONfaTepaii U3 NPaBOW  Hapy>KHOM
COHHOMN apTepun 4epe3 000/0YEYHbIE apTEPUM WU U3 CUCTEMbI MPaBOA 3afHei

MO3roBOI apTepuu, nepopupytoLime Tanamyc (puc. 12).

Puc. 12. Manbunk K. MP-aHruorpatus ronosHoro mosra (Siemens Magnetom

Avanto). Bwu3yanusnpyeTcs BbIpaXeHHbIN CMnasMm CpefHUX M nepesHUX MO3roBbIX
apTepuii, (QYHKUMOHUpYIOWME KOMMaTepaiM W3 MpPaBO  Hapy>KHOM COHHOW
apTepun Yepe3 060/104EYHbIE apTEPUM U M3 CUCTEMbI MPaBOM 3adHEin MO3roBoii
apTepuu, neppopmpyroLLme Tanamyc.

Mpu crabunmsaymm coctosHna (10.06.2014, 41 cyTku 3abonesaHus)
pebeHKy BbIMOSIHEHA KOHTPaCcTHas LepebpasibHas aHrmorpaus, no pesynbtaram
KOTOPOWA BbISIBNIEHbI CreaytoLme nMeHeHns: Al cermeHTbl MMA n MI cermeHTbl
o6emx CMA He 3anonHswoTcs. Onpefensetca Mefkas CeTb MOAKOPKOBbLIX
aHacTOMO30B C coOCyfaMu 6acceliHa HapY>XHOM COHHOM apTepun, a Takxke
MO3BOHOYHbIX apTepuii € 06emXx CTOPOH. 3akK/ueHue: aHruorpaguyeckme
npusHaky 6onesHn Moiis-Moia  (puc. 13). o pesynbTatam 06cnefoBaHMA
pebeHOK  KOHCY/IbTMPOBAH  Hepoxupypramu,  PeKOMEeHZOBaHO  MNPOBECTM

onepaTtnBHOE fieHEHNE.



Puc. 13. Manbumk K. KoHTpacTHas LepebpasibHas aHruorpagus. CermeHtbl Al
MMA n MI o06enx CMA He 3anofHAKOTCS; OMpeaenseTcs Menkasd CeTb
MOAKOPKOBbIX aHACTOMO30B C COcyfamun 6acceiiHa Hapy>KHOW COHHOW apTepuu, a
TaKXKe MO3BOHOYHbIX apTepuii ¢ 06emx CTOPOH: aHruorpapuyeckmne MpusHaKku
6one3Hn Moiis-Mois.

B nnaBHOM nopszke manbymk 06cnefoBaH Mo nporpaMmme TPOMO0(UILHOrO
CKPUHWHTA, BbIAB/IEHbI CNejytoLmne 04HOHYKNeoTUAHbIe 3aMeHbl: F13: G>T, FGB:
-455G>A, ITGA2: 807C>T, ITGB3: 1565 T>C, PAI-1: -675 4G4G, MTHFR: 677
TT, MTRR: 66 A>G, NOS3 786: CC, NOS3: 894 G>T.

Mo COBOKYMHOCTU [aHHbIX, MOMlyYeHHbIX B [AWHaMUKe 060fe3Hn w”
06cneaoBaHKs, AnarHo3 Obin NepecMoTpeH: «bonesHb Moiisi-Moiis (BbIpaXXeHHBI
[BYXCTOPOHHWIA CTeHO3 Al CermeHTOB MepefHUX MO3roBbIX apTepuii u MI
CErMeHTOB CpefHMX MO3roBbixX apTepuit), Tvn V. Peungmsupytowpme OHMK B
Pa3NNYHbIX COCYAMCTbIX OacceliHax: MLLIEMUYECKWUIA WHCYNbT B npasoi CMA
(29.05.2014), wwemuuyecknini uHcynbT B nesoil CMA (07.06.2014), ocTpblii
nepuoj, KOMOWHWPOBaHHbLIA MATOreHeTUYecKnini  Tun  (TPOMOOTUYECKUIA  ©
KapanMoaMb0nnyecknin), 2 3nu3ofa TPaH3UTOPHbIX WLIEMUYECKMX aTaK B
aHamHe3e, MHOXECTBEHHble J/laKyHapHble WHMapKTbl MOAKOPKOBOW 06nactu
HEeW3BeCcTHOW pAaBHOCTM (Mo pe3ynbTatam MPT) Ha (hOHe My/bTUFEHHON

Tp0M60(*)VIﬂVIVI, rmneproMouncTenHeMnn 1N ancnnnnaeMmmn Hen3BeCTHOro reHesa.
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Cnactuyeckuit  TeTpanapes (cnpaBa - 2 Gamna, ciesa 3-4 6anna),
nceB00ynb6apHBI CHHIPOM, CEHCO-MOTOpHas adasusy.

Takum obpasom, y Mambuuka K. oTcpouenHocts BepHdukauudi BMM or
NEpBBIX KIHHHYECKUX TMPOABIIEHHH COCTaBWNa J[Ba roma. I osioBHas 60Jb
$urypupyeT B KayecTBe MaHM(ECTHOTO CUMIITOMA BO MHOXECTBE HCCIENOBAHHil,
nocBsWeHHEIX BMM, B ToM uMcne y feTelt; B tuTepaType CYIECTBYET OTHEBHOE
MOHATHE - TrojoBHas 6onb, accouuupoBaHHas ¢ BMM (HAMD -
headache associated with moya-moya disease) [73, 91, 108, 127, 190]. B Toxe
BpeMs  UehaNrHYeCKHil CHHAPOM OCTaeTcsi ONHHM M3 CaMBIX  4acTo
PErMCTPHPYEMBIX Xanob B meauaTpuyeckodf HeBposioruyeckoit npakthke [107,
132, 171].

[Ipexoasiwias oyaroBas CHMNTOMAaTHKa Y Hallero mnamMeHTa B ae6ioTe
GonesHu Obl1a pacueHEHa KaK aypa MHIPEHH, OJHaKo Oonbluas YacToTa
TNPUCTYTIOB B Hayasle 3a60y1eBaHUsA UMEHHO 1A JaHHOH (OPMbI MHIPEHH SBIAETCA
AOCTaTOYHO pEAKHM cuMnToMoM [79]. V naudeHTa ¢ AMArHOCTHPOBAHHOM
MHIPEHBIO NMPAaKTHYECKH HET MMOBOJAOB 3amofo3puth Aebior BMM, B ToM umucne
MOTOMY, YTO MHIPEHO3HBIE IMPHCTYIIBl HE XapaKTEepHBI A 3TOH BpOXIEHHOH
cocyauctoit mnartonoruu [63, 151, 190]. OpHako mnpexoasuias ovaroBas
HEBpOJIOTHYeCKasd CHMITOMAaTHKa, COMpPOBOXAAloWIas 3MU304bl Lebanruit, y
mansunka K. mMorna crtate nmoBomoM g AuddepeHIHansHO AMarHOCTHYECKOrO
noucka H wuckmoueHus THUA. HccnepoBarenu npobnemsr OHMK y nerter
€IHHOAYWIHEI BO MHEHHH, YTO HaJIMYHE OYaroBo# CHMITOMATHKH B CTPYKTYype
MHTPEHO3HOTO  MpUCTynma  ABAfgeTcA  06s3aTeNbHBIM  MOBOAOM  MNd
MCKNIOYEHUS/MOATBEPXXACHHS TNMPOTPOMOOTHYECKOM HACTPOCHHOCTH H OLEHKH
Apyrux ¢pakTopoB puUcka HHCynbTa [147,219].

AKTyanbHOCTh paHHeH AMarHOCTHKM M alekBaTHOW Bepu¢uxauuu BMM (B
NnepByo ouepelb BHIGOp HeHPOPAaAMONIOrHYECKHX METOAMK BHU3yalW3aUuH) B
IETCKOM Bo3pacTe OOYC/OBN€Ha MHOTHMM MNpUYHHAMH, ONHA H3 KOTODHIX -
BLICOKMH PHCK BO3HHKHOBEHHs OCTpBIX HapyLUEHHH MO3TOBOTO KpOBOOGpAILEHHS

(OHMK), uto moayepKUBaeT U OTAeNbHasA KIMHHYECKad knaccudukauus bBMM,
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npeanoxenHad B 1990 roay Y. Matsushima umenno ans neteit, B koTopoit 661
BbIACNIEHB! 6 THMMOB 3a60NEBaHMA B 3aBHCHMOCTH OT KOJIMYECTBA M YaCTOTEHI
peunauBrposanus UM u THUA [143].

WmeMnyeckuil MHCYNBT y Manbuuka K. pasBuncs B THMHYHOM nepBoM
«MMKOBOM» nepHofe nebota BMM y fnetTeif M cran oTnpaBHON TOYKOH s
NOCTaHOBKH OKOHYATENLHOIO AMAr#o3a.

Y mansuuka K. 3auxcupoBaHa MynbTHreHHas KOMOGMHALMs MO reHam
MPOTPOMOOTHYECKOH HACTPOEHHOCTH CpefiHe-BBICOKOTO pHCKa (9 ToYek u3
OLCHHBAaEMBIX 12, B TOM 4YHWClle maTtojoruyeckas romosurora mo reny MTHFR
677). Ilo cucteme remocTtasa ObUTH BBISBIEHS! OJHOHYKJIEOTHAHBIE 3aMEHBI B
reHax ¢akrtopax cBepTeiBaHus (F13: G>T, FGB: -455G>A), peuentopos
tpombouutoB (ITGA2: 807C>T, ITGB3: 1565 T>C) M aHTHKOAry/sHTHOI
3amuTel (PAI-1: -675 4G4G) B koMOuHauuu ¢ AByMs MOAMMOpGU3MaMH TFeHOB
NO-cHHTa3pl, TO €CTb MpPaKTHYECKH BCE 3BEHBA CHCTEMBI CBEPTHIBAHHA OT
$aKTOpOB IO COCTOSIHHA 3HAOTENUSA ObIIH CKOMIIPOMETHPOBAHBI, YTO HE MOTJIO He
cKa3aTbCs Ha Te4eHHH TpoMboTHuyeckoro mpouecca. Kpome Toro, y mansunka K.
ypOBEHb TOMOLIUCTEMHA MPEBBICHJ BO3PAacTHOH HOPMATHB B 4YETBHIpE pa3a, YTo
pacueHMBaeTCs KaKk YyMepeHHas TUMeproMoUUCTeHHeMHsA. TakuM obpasoMm,
NMOMUMO  XPOHMYECKOH  MEAJIeHHO  Nporpeccupyiolleii  LepebpanbHoM
BacKyyonaTtHu y peGenka K. 3apernctpupoBaHa MHOroakTopHas reHeTHYECKH
JeTepMHHHPOBaHHas TpoMbobHIHUs.

IIpy NOBTOPHBIX HCCIENOBAHUAX JMMUAOrpaMMbl y Manbuuka K. 6bun
BBISBJIEHBI IPU3HAKH AMCIUNIHAeMUU: MoBblleHHe ypoBHs JITTHII u noBeIeHHbIA
MHIEKC aTeporeHHoctH - 3,28, no Y3M OpaxuouedanbHblx aprepuit -
aTepocKiiepoTHYeCcKas Onamka  obweit  COHHOM  apTepud  Clpasa.
ATtepoTpoMboTHueckUit BapuaHT U sBnseTcs Ka3syHCTUKOH IS MeAHaTPHYeCcKoH
MpPaKTHKH, OH OMHCAH B €AMHHYHBIX CIydYasx H acCOLMHPOBAH C JOKa3aHHBIMH
reHeTHYeCKH  JETEPMHHHUPOBAHHBIMH  QHCIHMNMAEMHYECKUMH  CHHAPDOMaMH,
GOJNBLIMHCTBO W3 KOTOPBIX NPOTEKaeT 6eCCMMIITOMHO 10 B3pociioro Bospacta [69,

70, 161, 185].
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IIpiBeNeHHEINH NpUMep SBNSETCA APKMM 06GpasLoM MYJIBTH()AKTOPHOCTH
stonorun MU u THA B perckoMm Bo3pacte. V Mansuuka K. BelsBNeHa
reHETHYCCKH NETEPMHUHHPOBAHHAS BAaCKyJonatus (M3BecTHas Kak 6one3Hb Moiis-
Motis1), KIMHUYeCKas MaHMbECTaUMst KOTOPOH mnpousowmna Ha oHe AeicTBHS
HE3HAYUTEbHBIX MPOBOUMPYIOWMX (GakTOpoB ((H3HYecKas Harpyska) B CTaiMH,
KOr/la 60JIE3HB yke 3aXBaTHIIa CYlIECTBEHHYIO 4acTh LepeGpoBacKy IApPHOro pycia
(mo omucanuio MPT cootsercTyet craauu IV no Suzuki). TTomumo 3Toit, yie
nocrarouHoi ana MW u THA, npuumHer, mansuuk K. sBisercs HOcHTeneM
nonuMop¢pH3MOB reHoB ¢donarHoro LHKJIa, NPUBOASLIMX K
TUIEProOMOLMCTEHHEMHH (34 MKMONB/N) CpelHel TsXKeCTH, KOTopas obiagaer
OYEBUAHBIM TMPOKOAryJNsSHTHBIM JAeHcTBHEM. Takke Hall MalHeHT HMeeT
ONHOHYKJICOTHAHBIE 3aMEHBl B TI€HAaX pErynsTopax COCYIHCTOr0 TOHyca H
CHCTEMBI TEMOCTa3a CpENHE-BBICOKOTO pHMCKa, YTO, CKOpee BCEro, CHIrpajo
HEMAIOBAXHYIO pOjib B (POPMHPOBAHHH MHOXXECTBEHHBIX OYaroB HIUEMHH B
rooBHoM Mo3re. Kpome Ttoro, Mmansunk K. HMeeT HacCleACTBEHHYIO HIH
BPOXXACHHYIO  AMCIMIHAEMHIO, MPOTPOMOOTHYECKHH  XapakTep  KOTOpOH
00ycIOBNEH CHUXEHHEM aTpPOMOOTeHHOCTH COCYOHCTON CTEHKH, YMEHbIUEHHEM
NPOCBETa COCYJOB U U3MEHEHHEM PEOJIOTHYECKHUX CBOHCTB KPOBH H MIp., KOTOPHIE
yxe 3adUKCHpPOBaHBI, HECMOTPS Ha €ro BO3PacT, MO pe3yNnbTaTaM BH3yalH3aUUH
cocy1oB 6paxuolnedpanbHO 30HHI.

Manpunk K. HyxJjaercs He TONBKO B IMIaHUPOBAHMH HECKOJIBKHX 3TanoB
HepOXHPYpPrHYeCKUX BMEILATENbCTB, HO M B TIUATENBHOM JHHAMHYECKOM
Ha6JIOEHHH CO CTOPOHBI HEBpOJNIOTa, reMarosiora, YriiyOneHHoM 06Cnef0BaHUK
COCTOSIHHSL CEpAEUHO-COCYAUCTON CHCTEMBI (He NpoBeleH 3MOOJIOrEHHBIH pexuM
V3[I'), TpoM6oGHIBHONH MNpeapacrnoNoXEHHOCTH (HE OLEHHUBANCA YPOBEHb
€CTECTBEHHBIX aHTHKOArYJISHTOB), MOHUTOPHHIE YPOBHS FOMOLIMCTEHHA, THITHAOB
KPOBH, JIAKTaTa U T.[. IMEHHO MHOTOCTOPOHHss oleHka pakTopos pucka OHMK,
Jaxe, NMpU Ka3aloch Obl, OYEBUIHON MPUYMHE, MPUBEAIIEH K HHCYNBTY (BMM),
CTAaHOBHTCS OCHOBOM JUIA [OCTPOEHHS MHOrOIMIAHOBOH  CHCTEMBI  Mep

3¢ dekTUBHOM BTOPHYHON MPOGUIAKTHKH COCYAUCTBIX coOBITUI Y NEeTEM.
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5.3. Ioaxoze! K MPOrHO3UPOBaHUIO GOPMHPOBAHHS HHBAIMIHOCTH y eTeil ¢

HIIEMHIE€CKHM HHCYJILTOM

5.3.1. IIporuo3upoBanHe CTOMKOro HEBPOJOTHUECKOT0 aeduumTa y nerei

TocCJI¢ NepeHeCeHHOro HulleMH4ecKoro HHCYJIbTA

Uepes 1-2 rozna ot neGiota MU Gonee, 4eM y MONOBHHBI HALIHX MAUMEHTOB
Obiia ycTaHoBleHa KkaTeropHs «peGeHoK-WHBanua» (61,22%, n=90), Takue
AaHHbIE  COMOCTaBMMBI C  JIMTEPaTYPHBIMH CBEJEHHAMH M  MHpPOBBEIMH
MoKasaTeNAMH  (GOpMMpOBAHMA CTOHKON OpraHMyeckoii HeBpONOrHYecKoi
cumnroMatuku [99, 166, 185, 206, 219].

B HacTosllee BpeMs HeNb3s CKa3aTh, YTO CYIIECTBYET MpAMast CBA3b MEXLY
CTEMEHBIO BBIPAXXCHHOCTH HEBPOJIOTHYECKOro AepULMTa U HAMYHEM CTaTyca
uHBamaa. OaHako, He yMansas BaXHOCTH M HEOOXOAMMOCTH OUEHKH TSKECTH
HEBPOJIOTHYECKOH CHMITOMAaTHKH, ClleAyeT MpU3HATh, YTO HMEHHO TEPMHH
«MHBAIMAHOCTL» sABisAeTCA Oonee BCceoOBEMIIOLIMM, IMOCKOJBKY BKJIIOYAeT He
TOJIBKO MENMLIMHCKHE acMeKThl, HO U COLHaNbHBIE COCTaBsloLIMe Npobnemsl. B
HacTosllce BpEeMs CYLIECTBYET MNOHATHE «OpeMeHH HHCYNbTa st obliecTBay,
KOTOpOe oOmupaeTcs TIpEeUMYILIECTBEHHO Ha HalWuyMe WHBAIMAHOCTH. Beckb
nepeyeHb Je4eOHBIX M COLMANBHBIX MEPONPUATHH, WX (QHHAHCHPOBaHHE CO
CTOPOHBI rOCYAApPCTBAa UMEET LENbIO CHIKEHHE 3TOro OpeMeHH U OpUEHTUPYETCS
B MEPBYIO OUepeb Ha NoKa3aTeNlb HHBATHAHOCTH.

Be3yc/ioBHO, YTO UMEHHO TSXECTh MOPAXKEHHS BELECTBA FOJIOBHOIO MO3ra,
HECMOCOOHOCTh JeTell K CaMOoOOCHYXHBaHHIO H OOILEHHIO, CaMOCTOSATENLHOMY
NepeABHXEHUI0O M aKTHBHOH MHTerpalMd B OOLIECTBO B COOTBETCTBHE C
BO3pACTHEIMH (U3HOJIOTHYECKUMH HOPMAaTHBAaMH, CTall MOBOAOM JUIs PHCBOEHHSA
3TOro CTaTyca mauHeHTaM, nepeHecmum WM. M3 comaTtyeckoi naToNoruu cpeau
neteit ¢ IM Haubonee 4acTo OCHOBAHHEM JUIS IPHCBOCHUA KaTeropHH «peGeHoK-
HHBAJIMA» CTAI0 COCTOSHHE MOCJIE ONMEepUPOBAHHBIX BPOXKACHHBIX MOPOKOB cepaua

M cepieuHas HEAOCTaTOYHOCTh — 31 caydaif. Y HeGonpworo yucna nauHeHTOB
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¢ukcHpoBany Apyrue cy6- ¥ HAeKOMIEHCHPOBAHHbBIE COMAaTHYeCKHe 3a6oMneBaHuUs
(moyeyHass HENOCTaTOYHOCTb, OHKOTEMAaTONIOTMYECKHE COCTOSAHHSA), ONHAKO
TSXKECTb HEBPOJIOTMYECKOHN NATONIOTUK Y BCEX MaLMeHTOB OblIa TaKOBa, YTO M OHa
MorJia cTaTh MoKa3aHWeM Ui 0QOPMIIEHHS HHBATMAHOCTH.

YerblpeM ywacTHukam rpynnst THUA Takke 6piia  npHcBOeHa
MHBAIWHOCTb, OZXHAKO OHa Oblsla 00yCcNOBIEHa He HEBPOIOrHYECKHM NTPHYHHAMM:
ABoe neTed MMenH Joka3aHHylo 6one3Hp Moiis-Moiis, OIHH — XPOHHYECKYIO
MOYeYHYI0 HEeNOCTATOYHOCTh, OAMH — IPOOMEPHPOBAHBIN BPOXKAEHHEIMH MOPOK
cepaua. Knuuuueckas KapTHHa HEBPOJIOTHYECKOTO aepuumTa,
HEHpOBU3yalTU3allMOHHBIE W JlabopaTopHble  MPU3HAKHM  COOTBETCTBOBAIH
KJIaCCUYECKUM TIpeicTaBneHusM o THA.

B 6onblHHCTBE ciiydaeB (akTOphl, KOTOpble MOTYT OBITH pacUEHEHBI Kak
OYEBUJHBIE MPEAUKTOPbl HWHBAIMAHOCTH [MOCHEe TMEepPeHEeCEHHOro WHCYJIBTA,
OCTalOTCSt HEU3BECTHBIMHU M CIIEUMAIMCTBI OTPaHUYMBAIOTCSA TONBKO KOHCTaTauuel
¢dakTa HaCTYIJIEHHUs OpraHUYECKOro MOpPaXXEHWs TONOBHOTO MO3ra M TsXenoi
HEBPONOrHUECKOH CcHUMNTOMaTHKH. CUYMUTAIOT, YTO PHCK HEBPOJIOTHYECKOro
depuuuta (B aHINOA3BIYHON JHTepaType Hcmonb3yercss TepMHH «disability»,
9KBHBAJIEHTHOCTh KOTOPOTO PYCCKOSA3BIYHOMY MOHATHIO HHBAIUAHOCTH MOXET
OBITh KaK 0Ka3aHa, TaK M OCMOpeHa) HaMmpsAMYIO CBA3aH C KOJIMYECTBOM QakTopoB
pucka, npuBeAwux Kk Gonesuu [92, 198, 203], ogHako BapHaHTBl MCXOAOB B
OCTpOM nepuofe GOe3HH OCTAIOTCA IUIOXO MpeackasyeMbIMH. (PakTOpOB pHcKa,
OJIHO3HAYHO YKa3bIBAIOUIUX Ha BEPOATHOCTb Pa3BHTHA HHBAIMAHOCTH B MCXOAE
OonesHu y AeTeH, HeT.

Takum o6pasoM, mepeld HaMM CTosaNla 3ajaya MpPOrHO3MPOBAHHA
MHBAIMAHOCTH MO KOMOMHAUMH JOCTYMHBIX aHAMHECTHYECKMX H KIIMHHKO-
nabopaTopHbix AaHHBIX. Ha mepBoM 3Talie Mbl MPOBENH TaKylo OLEHKY C YyYETOM
BBISBJIEHHBIX KOMOHHAUMH MONMMOPGU3MOB TEHOB MPOKOAryJlsHTHOro H
IPOTPOMGOTHYECKOTO CIEKTPa, KOTOphIE YKe IMOKasajld CBOM MPEAUKTUBHBIE
cBolicTBa (Tabn. 29). B aHanu3 B3AThl FeH-TeHHbIE COUCTAHH, COAEpXKaILKe Oonee

Tpex MoMMMOpOUIMOB  (MeHbLEe HYMCIO He  MOMAAETCAs  ajleKBaTHOH
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CTaTUCTHYECKOH 06paboTke). Becero mpoaHamusuposaHel 80 reHOTHNOB aeTel,
COpMHPOBABIUMX UHBAMAHOCTb M 51 — He UMEIOWIMX TAKOTO CTATyCa Ha MEPHOL
OCTaTOYHBIX ABJICHHUH (1Ba U Gonee roga nocne pakra OHMK).

[eH-reHHple KOMOWHALMM, BKTIOYABIIHE TaK Ha3biBaeMEble «(paranbHbIE»
MyTauuu F2: 20210G>A u F5: 1691G>A, 66111 3apHKCHpoBaHbl B 06X rpymnnax
B PaBHOM MPOMOpPUKH, B BUIy MaIOro uucna HabmoneHuil (Bcero 12 BapHaHTOB)
CTaTUCTHYECKHH aHaIMU3 NMPOBECTH ObLIO He BO3MOXHO. [losTyyeHHBIE pe3ynbTaThl
MO OCTANbHBIM KOMOHHALMAM NMOJMMOP(H3MOB MpeCTaBAeHB! B Tabnuue 48.

Ilo naHHBIM, MpUBEREHHBIM B Tabnuue 48, OTMEYeHO, YTO YacToTa
BCTPEYAEMOCTH T€H-T€HHBIX COYETaHUH B TIpYyNNe MauMeHTOB, HMEIOLIMX
MHBAJIMAHOCTh, MPEBBIMIAET MOKA3aTeNH Ipynnbl 6€3 TaKOro craryca HEpeaKo B
noirtopa-isa pa3a. [lonoBHHa M3 aHATM3UPYEeMBIX KOMOHHAUMH TeHETHYECKHX
NoJIMMOpGHU3MOB, MOKa3aIM CBOIO MPOTHOCTHYECKYIO 3HAYMMOCTL B OTHOIUEHHH
HEBPOJIOTHYECKOro AeduuMTa B MEPHORE OCTATOUHBIX ABNeHHIt U, BeposTHOCTD
xoToporo Bospactaet B 2,07 u Gonee pas.

['eHeTHYeCKHE TECTHPOBAaHHSA HE BXOAAT B MepeyeHb HEOTIOKHBIX
JAHArHOCTHYECKHUX MEPONPUATHH U MOTYT OBITh MOJIyHUEHBI B JTy4IlIeM CTyyae yepes
7-10 oHe# OT NOCTYTUIEHUS NMauMeHTa B ctaloHap. Kpome Toro, peHoTHnUyeckas
peanu3auus TpPoMOOGUIBHON NpenpacnoNioKEHHOCTH MOXeT ObITh BecbMa
BapuabenbHa M He Bcera MPHBOAMT K aKTUBHOM MeJHMKaMEHTO3HOH TakTHke. C
YYETOM 3TOr0, Mbl OLIEHWIH BO3MOXHOCTb [IPOrHO3HPOBAaHUA OTAAIEHHBIX
nocneacteuii MMA (MHBaNMAHOCTB/€€ OTCYTCTBHE) MO AOCTYMHBIM CBEACHHAM
aHaMHe3a U KJIMHHKO-Ta60opaTOpHBIM JaHHBIM T€UEHHUS OCTPOro rnepHoaa 6oNe3HH.
[TocTaBneHHas 3ajaya pelanach YXe OINMHCAHHBIM BBILIE MaTeMaTHYECKHM
METOJIOM IHCKPMMHMHAHTHOIO aHaNM3a ¢ HCTOJb30BaHHeM nporpammel Statistica 7
M BKIOYaJa OTOOp TMPOTHOCTHYECKH 3HAYMMBIX MPH3HAKOB, JOCTOBEPHO
oTAMYalolMXcs y  Jeredf, cdopmupoBaBIIMX M He  CchHOPMHUPOBABIUMX

HUHBAJIMJHOCTB, MOCe OKOHYaHHSA BOCCTAHOBUTECIIBHOIO NEpHOAA 60J1e3HHU.
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Beero B ananus Geunv B3sTH 84 mapaMertpa, XapaKTepu3ylouue aHaMHes,
KIMHHKY M nabopaTopHble JaHHblE OCTPOrO MEpHOja MHCYIbTA, 28 M3 HHUX,
Moka3aBlIMe CBOIO 3HAUYMMOCTb W BOlIEAUIMEe B pellaloulee npaswio ans WU,
npUBeaeHE! B TabnuLe 49.

Pewraiomee npauio npegHasHayeHo ans  KIacCMPUKALMH COCTOSHHMIA
HOBBIX TMAUMEHTOB. VYuuThiBas yka3aHHble B Tabnuue 49 napaMerps,
pacCUMTHIBAIOT HHTErPAaTUBHBIH NporHoctHyeckuii unaeke (UITA) no hopmyne:

WA = -3,8445 + b3Var3+ b7Var7 + b8Var8 + bl10Varl0 + bl1Varll +

bl4Varl4 + b17Varl7 + b18Varl8 + b24Var24 + b28Var28 + b31Var31 +

b33Var33 + b36Var36 + b39Var39 + b40Vard0 + b43Vard3 + bddVard4 +

b51VarS1 + b54Var54 + bS5Var55 + b58Var58 + b59Var59 + b63Var63 +

b64Var64+ b66Var66 + b67Var67 + b77Var77 + b82Var82, &)

BepoATHOCT NpaBHIBHOTO MPOTHO3WPOBaHUSA HHBAIMAHOCTH Y MALMEHTOB,
nepenectinx M B neTckoM Bo3pacTe, Ha OCHOBaHUM MpPEAJIOXEHHOH (GOpPMYIIbI
coctaBusia 91,4%, a BEpOATHOCTH OWIKMOOYHOM Knaccupukauuu - 8,6% y neredd,
copMHpPOBaBLIMX HHBAIMAHOCTh, U 5,3% - y Aeteil 6e3 HHBAIHAHOCTH, YTO
XapaKTepH3yeT KaK BBICOKYIO YYBCTBUTENBHOCTh, TaK W CINEUUPHYHOCTD
pPacCYMTaHHOTrO IMporHo3a. I[IpaBUIBHOCTE NpPOTHO3a HCXOAa HILIEMHYECKOro
MHCYJIbTA [pOBEpEHA Ha 16 GONBHBIX.

3ddexkTHBHOCTH UCNONb30BaHUSA crioco6a MpPOTrHO3UPOBaHHSA
WIUTIOCTPHPYIOT ClIEAYIOUIHE KIMHHYECKHE MTPHMEDBI.

BonsHoit A., manbuuk, 3 roma (/6 1124/2012r.) rocrnurtanu3vpoBaH B
HEOTJIOXKHOM TOpAAKE C KIMHHYECKUMHM CHMIITOMaMH OCTPOro HapylleHHs
MO3rOBOTO KpOBOOOpAlIeHUA: Ha (OHE HE3HAYMTENBHOrO MaAeHHsA (C BBICOTHI
COOCTBEHHOr'0 pOCTa), MOC/IE KOTOPOro MOSBHIIMCH MpPH3HAKU MPABOCTOPOHHEro
LeHTpalbHOrO reMumnapesa, AByKpaTHasi pBOTa, YTHETEHHs CO3HaHHs N0 CTENEHH
ornymenus. ITocne nposefeHus Hefiposusyanusauud (KT ronosHoro mosra) y
GONbHOro BepUPHLMPOBAH HIUEMHYECKHH THN HHCynbTa B OacceifHe cpefHei

Mo3roBoif  aprepud. IIo  JaHHBIM  MEOMUMHCKOM  JOKYMEHTaUMH
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OCTpOro nepuopga 6one3HH BBIACHEHBI CleAylollde AaHHbie: OLleHKa Mo lIKane
Armrap 6-8 6annos nipu poxaenun (Var 1) — 1 [ecTb ykasaHHe B BBIMUCHO# KapTe
U3 poaunbHOro noma 7 6GamioB]; TpoMOoTHYeckue COOBITHS y KpPOBHBIX
pOACTBEHHHWKOB B Bo3pacte A0 50 ner (Var 2)— O [Her]; AucmaHcepHOe
HabmnoeHHe y HeBpoyora B TeuyeHue MepBoro roga xusuu (Var 3)— 0 [Hert];
(axTy UHCYNbTa MpeaecTBOBAIO HHpeKUHOHHOE 3a6oneBanue (Var 4) — 0 [uer];
B aHaMHe3€ €CTb yKa3aHHe Ha KaTeropuio «4acro 6onerouuii pebeHok» (Var 5) -0
[HeT]; mepBOHaYanbHO AMArHO3 «HHCYNBT» He GBUI YCTAHOBNIEH, MUMeeTcs GakT
pacxoXxaeHUs JHarHo3oB MNpH noctyruieHud: (Var 6)— 0 [auarHo3 Owin
YCTaHOBJIEH BpayaMH CKOPOH MEIMLIMHCKOM MOMOIIH ]; B TeueHHe NMEepPBBIX 6 YacoB
MMEJTUCH MPU3HAKK NMape30B WK Mapanuyeit koHeyHocteit (Var 7) — | [remunapes
pa3BWJICA B OCTPOM TIEpHOJE M COXpaHAJIcS B TeE4YeHHe [oJIyrojal; mpH
NpOBEJEHHH HEHPOBH3yalH3aUMH ovyar HHdapkTa 3aQUKCHpPOBAaH B TeYeHHE
nepeelx cytok (Var 8) - 1 [xoMmnbloTepHas ToMorpagus TOJIOBHOrO Mo3ra
npoBejieHa B MepBble TPU 4aca OT AebloTa CUMITOMATHKH, ouyar HHapkTa
3a¢ukcupoBaH B HacceiiHe cpeHel MO3roBoOit apTepUH|; HHCYJIBT JIOKANIU3YETCA B
Hacceiine 3amHeit MosroBoil aptepuu (Var 9) - 0 [Her]; BHyTpHBeHHas HHOY3UA
Bkmoyana pactBop MgSO, (Var 10) - 1 [na); 3a Bpems npebpiBaHUA B CTallMOHape
NpUMeHsNM aHTHOakTepuanbHylo Tepanmuio (Var 11) - 0 [HeT]; 3a Bpems
npe6biBaHUsA B CTalHOHape MPHUMEHANM TeMOTPaHC(Y3HOHHYIO Tepanuio
(3putpomMacca) (Var 12) - 0 [HeT]; NpH3HAKH KOMBI COXPaHAIOTCA Ha 7-ble CYTKH
npebriBaHus B craudoHape (Var 13) - 0 [HeT, HapylwieHWe CO3HaHUA
BOCCTAHOBHJIOCh KO BTOPBIM CyTKam]; CYROPOXHBIH CHHAPOM COXpaHseTcst WK
TMOABUJICA B TeYeHHe TepBbIX 7 AHeii 3aGoneBaHus (Var 14) - 0 [Het]; npusHaku
mapesa MIM Mapajidya KOHEYHOCTEH COXpaHAIOTCA B TeYEHHE MEPBBIX 7 HHEH
3abonesanus (Var 15) - 1 [B TeueHHe BCEro BpeMEHH HaXOXAEHHMA B CTaUMOHape
COXpaHANMCh MpU3HAaKH reMunapesa); npusHaku OynbbapHoro mapanuya
COXpaHAIOTCA Ha 7-ble CyTKM NpebbiBaHHs B cTauMoHape (Var 16) - 0 [HeT];
NMpU3HAKK Mape3a [1a30ABUraTeIbHOM IPYTINBI YepEenHbIX HEPBOB COXPAHSAIOTCS Ha

7-ble CyTkH mpeOsiBaHUs B CTaudonape (Var 17) - 0 [Het]; IloTpeGHOCTEL B
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HCKYCCTBEHHOH BEHTHJIALMM JIETKHX COXPAHAETCS Ha 7-ble CYTKU NpeGblBaHus B
crauuoHape (Var 18) - O [Her); aHTHTpoMGOTHYeCKas Tepanus PeKOMEHIOBaHa
MpH BHIMUCKe U3 cTauroHapa (Var 19) — 1 [#a — Ha3HaueH acMUpPUH B A03UPOBKE 2
MI/KI/CYTKM Ha [Ba roja); aHTHIMMJENTHYECKas Tepanusi peKOMEHJOBaHa Ipu
BBINKCKe U3 cTaudoHapa (Var 20) — O [HeT]; KOMHYECTBO 3PUTPOLMTOB B 0OLIEM
aHanuM3e KpoBHM B oCTpoM nepuoae OGonesnu (Var 21) — 4,5 [aGcomoTHoe
3HaYeHHE]; KOJMYECTBO JIEHKOUMTOB B OOIUEM aHAIM3e KPOBH B OCTPOM MEPHOJE
Gonesnn (Var 22) — 5,6 [aGconmoTHOe 3HayeHHE]; B OCTpOM MmepHoje Gone3Hu
3adukcupoBaH TpombountoneHus (Var 23) - 1 [aa, konu4ecTBO TpOMOBOLHMTOB B
oflueM aHau3€e KPOBH MPHU NOCTYMIEHHH — 197x10°/11]; KonuyecTBo TPOMGOLUTOB
B 0o0l1IEM aHaH3€e KpoBU B OCTpoM nepuoze Gonesnu (Var 24) - 257 [aGconoTHoE
3HayeHHE]; MoKa3aresb CKOPOCTH OCelaHHs IPUTPOLMTOB B OOLUEM aHAH3e KPOBU
B ocTpoM nepuoae 6onesnu (Var 25) - 6 [abcontoTHOe 3HaYeHHe]; JielKouuTapHas
dopMmyna B ob1ieM aHallM3e KPOBU B OCTPOM NepHoAe 60JIe3HH He COOTBETCTBYET
Hopme (Var 26) - O [Her, neiikouutapHas ¢Qopmyna B nepeiesax
(GHU3HONOrHYECKUX HOPMAaTHBOB]; B OCTpoM mepuolae Gone3HH 3ahHKCHpOBaH
BBICOKHI ypoBeHb (uOpunoreH (Var 27) - 1 [ma, ypoBeHb ¢ubGpuHOreHa B
reMocTasMorpamMme B nepBble cyTku GonesHu 5,3r/1]; B ocTpoM nepuose Gone3Hu
3adpMKCHpOBaHa MATOJIOTUs. CTPOEHHA cepua Mo pe3ynbTaTaM 3XOKapavorpapuu
(Var 28) - 1 [mpu nmnpoBemeHun 3Xokapauorpaduu  3aQHUKCHPOBaHBI
JOMOJIHUTENBHBIE XOPAb! B MOJIOCTH JIEBOTO XKeNyaouKa cepaual.

[MoacTasnss AaHHbIE B JUCKPUMHHAHTHYIO QYHKLIMIO, MOJTyYaeM:
UITH = -3,8445 + 2,3957x1 + 2,3935%0 + 2,3155%0 + 2,2454x0 + 2,2414x0 +
1,0990x0 + 2,2355x1 + 2,2354x1 + 2,2339x0 + 1,0958x1 + 1,0942x0 + 2,2266x0
+ 2,2227x0 + 2,2193x0 + 1,0872x1 + 0,0824x0 + 2,2153x0 + 2,2153x0 +
2,2153x1 + 1,0872x0 + 1,0872x4,5 + 2,2106x5,6 + 2,2060x1 + (-0,1801x257) +
1,0803%6 +2,2673x0 + 2,2710x1 + 1,1170x1

3uauenne UMM = -9,5177, oTpuuaTeNbHOE 3HAYeHHE, MEHbLIE HYNA, Y
peGeHKa MpPOTrHO3UPYETCA OTCYTCTBHE MHBAJIMJHOCTH MOCIEe OKOHYaHHsA

BOCCTAHOBHUTEJILHOI'O EpHOJA.
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Pe6enky NPpOBOAWIIH KOHCEPBATUBHYIO MeINKaMEHTO3HYIO "
¢usnoTepanuio. 3a BpeMs rocnUTATM3AUNE OTMEYEHA OUEBUHAS MOJNIOXKHUTENbHAS
AVHAMHKa MO JBHraTe/IbHBIM HapYIIEHHsM, CTENeHb Mape3a peayLHpoBaiach K
KOHLY FOCMHUTANM3aUuM 0 pedeKTOPHOro, B BBHINMHCKE PEKOMEHIOBaH MpHeM
acnypuHa B J03UPOBKE 2 MI/KI/CYTKH.

B nmanpHefiuieM B TeyeHWe YeThIpeX JieT MalbyMK Habmonancs
aMOynaTopHO, COCTOAN Ha y4yeTe Y HeBpOJora Mo MECTY JKUTENbCTBa, MOoJyydal
KYpCB! peabuIMTallMOHHOR Tepanuy, aHTUTPOMOOTHYECKYIO Tepanuio NMpUHUMAIN
6e3 nepeprIBOB, NepeHocU Oe3 ocnoxHeHuit. Uepes nontopa roaa 6sul 3anmucaH
Ha CeHaIM3UPOBaHHEIH KaTaMHecTHUeckui npuem B COI'Y3 OIKD Ne 1, rae Ha
OCMOTpE TMPOAEMOHCTPHPOBAJI CHMNTOMBI peQIIEKTOPHOr0 MPaBOCTOPOHHETO
reMurapesa, MHTeJUIEKTyallbHOE pa3BUTHE COOTBETCTBOBAJIO BO3PACTHEIM HOPMaM,
3MUJIENCUA He CPOpPMHpOBaNach, aHTHKOHBYIbCAHTH He moJyyan. [lo criosam
MaTtepH yepes nosiroaa ot Aebiota 6one3HN Hayal nocemaTb AeTCKOE JOIKOILHOE
yUYpexXJIeHHe.

Takum oOpa3oM, yepe3 monTopa roga mocie AebroTa CHMITOMATHKH H
JAMAarHOCTMKM HMH(QapKTa TrONOBHOTO MO3ra pebGEHOK MNPaKTHYECKH IMONHOCTHIO
BOCCTAHOBMJI yTpaueHHble B OCTPOM MepHoie Oone3HH HEBpPONOrHYeCKHe
dyHKuMH, MoBoaa Wi opOPMIIEHHS KaTeropuH «peGeHOK-WHBANUA» He ObuIO -

MMPOTrHO3 MOATBEPAUIICA.

5.3.2. K1IMHHKO-MHCTPYMEHTAIbHbIE MPeJHKTOPbI $OpMHPOBaHHS

3MHJENCHH Y AeTeil, epeHeclIHX HIleMHYeCKHH HHCYJILT

CornacHo Haubojiee HCONB3yeMoil cHcTeMaTH3aluuH, paspabortanHod G.
Barolin u E. Sherzer (1962), cpean BceX BapHaHTOB CYAOpPOT, COMPOBOXAAIOLIHX
Teyenne OHMK, BBIAENSIOT MOCTHHCYNbTHYIO 3nuiencuio (ITM3) [66, 93].B
KOropTe B3pOC/BIX MalUMEHTOB € OHMK npoBeieHBl MHOXECTBEHHBIE
MCCNeNOBaHUS W BbIABIEHH Te (aKTopel pHCKa, KOTOPBIE MOTYT MPHBECTH

GonpHOro ¢ CygoporaMd B OCTPOM [E€PHOAE HHCYIbTA K I3, oxanako
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MPaKTHYECKH HE OAMH M3 HHUX: CTeMeHb CTeHO3a KpYNHBIX apTepHi,
NMPEALIECTBYIOWNH HEBPOJNOTHYECKUH AePULMT, MOXKMIONH BO3PACT, O6IIMPHOCTD
MOPaXCHUA U T.A. HE MOTYT OBITh 3KCTPaNOJUPOBaHEl Ha AETCKHIA Bo3pact [100,
166].

B MHpoOBO# nuTepaType HAaKOMHUIOCH JOBONEHO MHOTO CBEIEHHH O YacToTe
BCTPEYaeMOCTH CYAOpPOT OCTPOro MepHoAa y AeTell ¢ JMarHOCTHPOBAHHBIM
HIIEMUYECKHM HHCYIBTOM, OAHAKO BBIOOPKM MAaLIUEHTOB KpaitHe HEOAHOPOMIHHE,
AOBOJIBHO MaJIOYMCIIEHHBI M TOJIBKO B €IMHUYHBIX HCTOYHHMKAX MOCHEAHUX MATH
NeT NpeACTaB/IeHb! MONBITKY BBIABUTHL NpeAMKTOPHl hopMupoBanus [TUD [94, 99,
150, 166, 193] .

Hamu nposeieHa olieHKa BO3MOXXHOCTH NMPOrHO3UPOBaHUs pa3BuTus [THD B
AETCKOM BO3pacTe Mo AaHHBIM D3I M TeyeHHs CYAOPOXKHOIO CHHAPOMA B OCTPOM
MepHoAE HIIEMHYECKOTr0 HHCyNbTa. B HccnenoBaTensckyto BhIOOpKY ObLIO
BKJIIOYeHo 136 mnauueHToB B Bo3pacte 0-15 ner ¢ JAMarHOCTHPOBaHHBIM
MIIEMHUYECKHM  HHCYJBTOM  HE3aBUCHMO OT  BoOBJleYeHHoro  OacceitHa
KPOBOCHAOXXEHHS, Y KOTOPBIX OBUIM OOCTYNMHBI CBEAEHHSA O TEYEHHH OCTPOro
nepuofaa 6one3Hu U uMenuch AaHHele DT .

MBI npoBenH peTPOCNEKTHBHYIO OLICHKY THUMA MPUCTYNOB W pe3yNbTaTOB
I3I' B octpom nepuone MU B aByx rpymnnax. B rpynmy ¢ MOCTHHCYJNBTHOH
anunencueit (ITMD, n=22) BowIM AETH, AHAarHO3 y KOTOPBIX OBUT BBICTaBJIEH
COrJIaCHO peKoMeHAauuaM MexayHapoaHo# nmpoTuBoanunentuyeckort Jluru [43]
Ha OCHOBaHMM BepU(HUKALMM TMPHUCTYNOB, COXPAHUBLIMXCA WIM pa3BUBLUMXCH
nocne OKOHYaHHA octporo nepuoga MM, mnoATBEpXKAEHHBIX JaHHBIMH
anekTposHuedanorpaduu U HeipoBH3yanH3alMH, U MOTPeGOBABIUMX Ha3HAYEHHS
NPOJIOHTHPOBAHHON MPOTHBOSMMIENTHYECKOH Tepanuu. B KOHTpONBHYIO rpymmy
(6e3 TIMD, n=114) ObUM BKIIOYEHBI MALUEHTBI, KOTOphIE K OKOHYAHHIO
BOCCTaHOBHTEJNBHOTO MEPHOAA HLIEMHYECKOro HHCY/BTA U Ha MPOTAXKEHUH BCETO
nepuoaa HabNOAeHUs HE UMENH AMarHOCTUPOBAHHOM SMUIIENCHH, HE3aBUCHMO OT

HaJIM4US UK OTCYTCTBHA CyJOpPOXKHOro cMHApoMa B ocTpoM nepuoje OHMK.
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C uembio  onpenencHMs  BEPOSTHBIX  KJIMHMKO-MHCTPYMEHTAIBHBIX
NPEAUKTOPOB pa3BUTHUA CHMNITOMATHYECKOI anuencuu B ucxoae UM Hamu Opinu
MpOaHANHU3UPOBAHBl CNEAYIOWHME KIMHHYECKHE U 3NeKTposHuedanorpaguueckue
AaHHBIE OCTporo nepuona 6onesnu (tabnuua 50). Kak BumHO, B OCTpOM nepHoje
WU cynoporu BcTpeyanuce kak B rpynne ¢ IIMD, tak u Ge3 ITHD, onmako
XapakTep 3THX MNPHUCTYNMOB OblT pa3smUYHBIA. DNekTposHUuedanorpaduueckue
AaHHBIE, KOTOPBIE PACCMATPUBAJIMCL C MO3UUMH MApOKCU3MANBHOW U (QOHOBOM
aKTHBHOCTH, TaK)Ke OBLIM 3aperHCTpUpOBaHBI B 00EHX HCCIIEAYEMBIX MOMYIALHMAX
GonbHeIX. Taxke Mbl MpoaHaNU3UPOBANM MPEAHKTHBHYIO LIEHHOCTh COYETaHMIl
KIMHUYECKHX U 3IeKTpodHUedanorpadhuueckix JaHHBIX.

IlpoBeneHHas cratucTHyeckas o6paGoTka MO3BOJIMIA BHIAEIUTH CpeldH
MHOXeCTBa (DaKTOpPOB pHCKa pPa3BUTHA CHMITOMaTH4eCKO SNUIENCHH mnocie
MILEMHUYECKOro HHCYNbTa B KaYeCTBE JOCTOBEPHBIX M NMPOTHOCTUYECKH 3HAUYHUMBIX
cleyloulMe noKas3aTenu:

1. TenepanuzoBaHHbI MH60 (QOKaNbHBIH C BTOPHYHOH TIEHEepanU3alMed THI
NPUCTYNOB B OCTPOM MEpPHOJE HIIEMHYECKOTO HHCYNbTa IMOBBILIAETCA PUCK
NOCTHHCYNbTHOM anunencud B 4,44 u 33,23 paza cootBercTBeHHO (p<0,004).
Pa3zBuTHEe NEepBUYHO- U BTOPHYHO-TEHEPATU3OBAHHLIX MPUCTYNIOB B OCTPOM
nepvoge MW cBUOETENBCTBYET O HEAOCTaTOYHOH CMOCOOHOCTH MO3TOBBIX
CTPYKTYp K TOJABNEHHIO W OTIPaHUYEHHIO H3OBITOYHOH MapoKCH3MaNbHOM
6U03N1eKTPHUYECKO aKTHBHOCTH, 4TO SBNAETCA MPOTrHOCTHYECKH
He6MaronpUATHBEIM GakTOpoM st GOpMUpPOBaHHSA MOCTHHCYNBTHOM smunencuu. B
OTNHYME OT 3TOro, NpH H30IHPOBaHHOM (OKATBHOM THIIE MPHCTYNOB
BO3MOXXHOCTh  TONOBHOrO  MO3ra  NpenATCTBOBaTh  PAcCNpOCTPAHEHHIO
FUMEPCUHXPOHHBIX HEHPOHABHBIX CABUTOB OCTAETCA COXPAHHOM.

2. Hanuuue snunentuopMHOM akKTHBHOCTH (ITHKH, MOJIMIUKH, JTMOO KOMIUIEKCEI
«ocTpas-MejUleHHass BonHa») Ha OOl ROCTOBEpPHO TOBBLIIACT BEPOATHOCTH
NOCTMHCYNbTHOM dnumencun B 3,05 pasa (p<0,04). [IlosBnenue Ha

3HLledanorpaMme TaKOro BHa HapyIIEHH yKa3bIBacT Ha MOBBILEHHYIO
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CKJIOHHOCTb MO3ra K MapOKCU3M&IbHBIM DEaKUHSAM, B TOM YHCJE C PHCKOM
MPHOBPETEHHS UMH XPOHHYECKOTO XapaKTepa.

3. DoxanbHas NOKATM3AUMA SMHIENTHPOPMHON aKTUBHOCTH Ha DIT - pHcK
pa3sutua IIN3 nosblwaerca Take B 3,9 pasa (p<0,04). [anHble HapylieHus
COMPSDKEHBI € OTFpaHMYeHHBIM (OKYCOM TNOBPEXAEHHBIX HEHPOHOB ¢
THIIEPCUHXPOHHON aKTHBHOCTBIO, YaCTO COBIAJasi C OYaroM UHCYJbTA.

4.  CoueTaHHe TreHEPAIH3OBAHHOrO THMA MNPHCTYNOB C  PasIHYHBIMHU
H3MEHEHUAMH Ha 3HUedartorpamMmme (MeLIEHHO-BOIHOBON U [€30praHH30BaHHOM
$oHOBOH aKTUBHOCTBIO, HAJIMUHEM OYAroBOH HEIMUIENTHYECKOH AKTHBHOCTH) -
waHc GOPMHUPOBaHHA SMUIENCHH B NMEPHOAE OCTATOYHBIX ABNEHHI BO3PACTaeT B
3,90 — 8,10 pa3 (p<0,04).

OtpensHo clienyeT yNoMsAHYTh Takoil MOKasareib, Kak NpUMEHEHHE
AQHTHIMUIENTHYECKHX NpenapaTtoB B ocTpoM nepuoae M. C omHoit cTOpOHSI, 3TOT
¢akTop nokasan BEICOKHIA IAHC Pa3BUTHA MUIENCUM B falbHeHweM (B 6,23 pasa,
p=0,00017), oaHako, MO HalleMy MHEHHIO, €ro Hejb3s pPaccMaTpUBaTh Kak
NPOTHOCTHYECKHH, MOCKOJBKY Ha3HauyeHHe IUIaHOBOIl MPOTHBO3MHIIENTHYECKOM
Tepanu{ (He3aBHUCUMO OT nepuofa Oone3HH) CBUAETENBCTBYET YXKE O
cpopMHUPOBAaHHOM 3MUIECMTHYECKOM Ipolecce M He MOANAgaeT MNoJ MOHATHE
NPEeAMKTOPa, XOTA H MOXET CBHAETENBCTBOBATH O TSHKECTH TeUEHUSA 3abosieBaHHU.

Taxum o6pa3oMm, Hamu ObllTa yCTaHOBNIEHA omNpeAeNieHHas AUCCOLMALUS
MEeXJAy HOaHHBIMH KIMHUYECKUMH (reHEepaIM30BaHHBIA THN MPUCTYNOB) H
MHCTPYMEHTAIBHBIMH (OYaroBblil XapakTep 3MUNENTHGOPMHOM aKTHBHOCTH Ha
J0I') ¢ mo3uUMH MpPOrHO3a pa3BUTHA OJMHIENCHH B HCXOJe HIIEMHYECKOTO
MHCYNbTa, NeOI0T KOTOpPOro mnpuilelics Ha AeTCKUi Bo3pacT. B To ke Bpems
BBIABJICHHE HOPMalbHOH (OHOBOH aKTHBHOCTH Mo pe3ynbrataM I3
CBUIETENBCTBYET 06 OTCYTCTBUH MYNbTH(HAKTOPHO-00YCIOBIEHHBIX
NPeAWECTBYIOIIMX  HapylleHHH  OHO3NEKTPUYECKOH  aKTHBHOCTH  KJIETOK
FOJIOBHOrO Mo3ra M GnaronpustHoro ucxoaa YW no pasBHTHIO MOCTHHCYNBTHOM
snunencuu y pereii (OlI=0,53). Hanuune usmeHeHHit GOHOBOH aKTHBHOCTH Ha

20I" MmoxeTt YyKa3biBaThb Ha H3Ha4daJIbHO HApPYUICHHYIO pa60Ty roJIOBHOro0 Mo3ra,
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YTO OO6JeryaeT CcHBHUT €ro axkTHBHOCTH B THNepBO3OYAMMOE COCTOSHHE.
[TaTonoruyeckas peakudss B BHJAE CYAOPOr Ha 3TOM (OHE HOCHT Yyxe He
KPaTKOBPEMEHHEIH, a MpPOJIOHMMPOBaHHBIA XapakTep, (OpMHpPYS YCTONHUMBYIO
SMUMENTHUECKYIO CHUCTEMY, NMPH KOTOPOH MNPUCTYMBl Y)XXe He HYXIAIOTCS BO
BHEIIHEH aKkTHBaLMH. Bce 3TO cmocoOCTBYET pasBUTHIO CHMIITOMAaTHYECKOH
3MHUJIENICUH, KOTOpas B UCXOAE MEAHAaTPHYECKOrO HHCYNbTa MPUOOpETaeT 4epThl
CaMOCTOSITENBHOr0 3a00NeBaHus.

B 3aimoyeHHe CTOMT OTMETHTb, YTO pacCMaTpPUBaTh IMPOTHOCTHYECKHE
KPHUTEPUHU pa3BUTHSA CUMITOMaTH4yeckoi anmunencud nocne UM y nereit cnenyer
TONBKO KOMIUIEKCHO. HM3onmupoBaHHas olieHKa OJHOrO WM  HECKOJNBKHX
CUMIITOMOB MOXET NMpPHUBECTH K HEaJeKBaTHOH OLleHKE NaHHBIX U OWHGOYHOMY
peLIeHHIO, TOrJa KaKk coYyeTaHue OMpeleNeHHBIX 3MeKTpodHuedanorpaguyecKux
JNaHHBIX, HAXOIAMUXCS B TECHOM CBS3M ¢ KITMHHYECKHMHU NpOSBIEHUAMHU, JOJDKHO
paclieHUBaThCA KaK BBICOKO HHQOpMaTHBHBIH npeaukTop GopMHUpoBaHHS
CTOMKOrOo  MAaTOJIOTHYECKOT0  CTPYKTypHO-QYHKLHMOHANBHOro  owara ¢

3MUNENTOreHHOH aKTUBHOCTBIO.

5.4. oaxoas! K Ha3HA4Y€HHIO BTOPUMYHOM NPoPUIaKTHKH M OLUEHKA ee
3¢ peKTHBHOCTH Yy AeTel ¢ OCTPbIMHM HapylIEHHIMH MO3T0BOr0

Kposooﬁpamemm HUIeMHY€eCKOro THIA

B HacTosllee BpeMs B OTHOIIEHHMH AaKTHBHOH MEQHKAMEHTO3HOH
npodUIaKTHKU C MCMOJB30BaHHEM MPENapaToB aHTUTPOMOOTHYECKOTO CNIEKTpa Y
JeTell, mepeHeclMx TPOMGOTHYEeCKOe COOBITHE, €MMHOH Mo3uuuu HeT. Yucno
ny6aMKaLuii M0 3THM BOMPOCaM B TOMYSLUMH B3POCHEIX GONbHBIX NOCTHraeT
HECKOJIBKMX COTEH, OCHOBHbIE Pe3y/bTaThl HCCIe0BaHUH 0606LIEHB! C MOMOLIBIO
MeTa-aHanu3a. OQHAKO [JaHHbIE, NMOJYYEHHBIE Y MAUHUEHTOB TPAAULMOHHOTO AJA
MHCYJILTOB BO3PAcTa, He MOTYT ObITh IKCTPArONMPOBaHB! Ha paHHUE 3TaMbl XH3HU.
Tak, B MeAUaTpUUECKOH MpaKTHKE [oKa3aTelbHas 6aza MPUMEHEHHMS acMHpUHA

orpaHn4yeHa pa3pO3HEHHBIMH CBE€IEHHUAMH, KOTOpPBIC MOKA3bIBAlOT 6e30nacHOCTh
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ero MpHMEHEHHs, HO He JaloT OJHO3HAYHOH pEeKOMEHAAlMH O CpOKe Hayana,
A03HPOBKE U MPOAOJDKUTENBHOCTH Teparui [52, 54, 57, 207).

Hawe uccnenosaHue mokasano, HacKONBKO pPeKO AHTUTPOMGOTHYeckas
Tepanus Obna HasHaueHa AeTaM ¢ OHMK Ha 3Tane CTaUMOHApHOrO JICYEHUS:
TOJIBKO Kaxablil TpeTui pebeHok ¢ MM unu npaktHyecku HUKTO U3 rpynnsl THA
Nojy4yalld aHTHKOAryNsHTHI, MPH 3TOM OTCYTCTBHE HMX Ha3HAUYEHHS HE ObLIO
o6ocHoBaHO (Tabn. 21). ITocne BBIMMCKM M3 cTaUMOHAapa, KOrja MpoiifeH 3Tam
audoepeHunansHoro  guarHosa M anuzox  OHMK  uaeHTHOMUMpPOBaH,
Ae3arperaHTHas W/WMHM aHTHKOAryjasHTHas Teparus Oblfla pPeKOMEHAOBaHAa He
Gonee uem y nonosunkl Aeteit ¢ MU u tonsko xaxaomy naromy ¢ TUA (tabn. 21).
M, xoTa yacToTa Ha3HayYeHHUs aHTUTPOMOOTHUYECKOMH TepanuHu K BHIMKCKE BHIpOCHa
(31,25% B octpoM nepuoae npotuB 54,49% npu Beimucke ang UA; 1,43% u
24,64% nna THA cooTBeTCTBEHHO; BOCTOBEpPHbIE OTIHYMA MOJYYEHB! M0 00eHM
rpynnaM, p<0,05), Bce e OHa ocTaBanach ApaMaTHYeCKH HH3KOH M He Moria
COOTBETCTBOBATh NPHUHUWNAM BTOPHUYHOH MPOQHUIAKTHKH TPOMOOTHYECKHX
COCYAMCTBIX COOBITHIA.

YpoBeHb  peUMAMBUPOBaHHUA  TPOMOOTHUECKHX  COOBITHI  oOka3ancs
COMOCTaBUM C JIMTEPAaTypHHIMH JaHHBIMH: nmoBTOpHble OHMK 3adukcHpoBaHb! Y
14,20% (n=23) c U1 u y 70,42% (n=50) nauuentoB ¢ TUA.

OpHEeHTHPYACh Ha OMBIT BEIYIIMX E€BpOMEHCKUX W CEBEPO-aMEPHUKAHCKHX
neguaTpuueckux wkon [52, 54, 57, 81, 83, 90, 207, 219] Hamu npuHATA TaKTHKa
aKTHBHOM TpoMOOMNpodUIaKTHKH C MOMOILBIO KOMIUIEKCa Mep, BKIIIOYAIOUIEro
MoAHbHKaluMilo o0pa3a >KH3HH, MHUIUEBOTO MOBENEHHsA, MHUTHEBOTO pEXHMA, a
TaK)Xe MpUMEHEHHE JIeKapCTBEHHBIX CpEACTB M3 TIpYNMbl JA€3arperaHToB H
aHTHKOAry/lsHTOB. B TeueHHe BOCBMHM JIeT OONBHBIM aKTHBHO HasHavalu
Mpenaparbl aHTHTPOMGOTHYECKO# IPYTIBI C LENbIO BTOPHYHON NMPOGUNIAKTUKU BO
BCEX CIyyasx, KOrja He GbUI0 K HMUM MpOTHBOMNOKa3aHMH. [IpaBuna npumeHeHHs
NeKapCTBEHHOW TepanuM OB PEKOMEHIOBAHBI CIIEAYIOLIHE: Ha perynspHOH
eXeHEBHOI OCHOBE, O€3 «JIeKapCTBEHHBIX KaHHUKY/», CPOKOM Ha JBa-TpH roja ot

JOCTHXXEHHA LieNIEBBIX J1ab0paTOPHEBIX 3HAUECHHI.
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BriGop npenapara onpenensiacs naroreHetudeckum tnoM MU umu THUA,
coyeTaHHeM (aKTOpOB pHCKa DELMIMBA, a TAKKE C YYETOM pPeKOMEHAalMii,
BBIDAOOTAaHHBIX ~ aMepUKaHCKOW  accouualuedl  BpavyeH-KapaHONOroB -
CIMHCTBEHHOr0 Ha HAaCTOslIeE BPEMS pPYKOBOACTBA MO COMPOBOXIAEHHIO
nauueHToB ¢ ae6rorom OHMK B netckoM Bospacte [54, 219].

W3BecTHO, 4YTO  Ha3Ha4YeHHE  COBPEMEHHBIX  aHTUTPOMOOTHUYECKHX
npenapatoB (kpoMe BapdapuHa) He TpeSyeT 1abopaTOPHOro KOHTPOJIA B BUAY HX
peuenTopHOH OPHEHTHPOBAaHHOCTH, HCIMBITAHHOrO peXHMa [03UPOBaHHA M
MHOXECTBA  MCCNEJOBAaHHH, MOKa3aBWIUX G€30MacHOCTh  HCIOJIL30BAHUS
NEKapCTBEHHBIX CPEACTB B PEKOMEHJOBAHHBIX IPOM3BOAMTENEM [O3MPOBKaAX.
OnHako 3TH YTBEPXEHHUA NMPaBOMOYHBI AN B3POCHABIX GONBHBIX, HE MOTYT OBITH
6€30roBOPOYHO 3IKCTPAMONMPOBAHB! Ha paHHHE 3Tanbl XH3HH. C  yuyeToM
KOMOHHHUPOBaHHOCTH 3THONOrHYeckuX dakTopoB OHMK, nabUNBLHOCTH CUCTEMBI
reMocrasa y JeTed, BO3MOXHOM pE3HUCTEHTHOCTH K TepanuH, BO3PAaCTHBIX
ocobeHHOCTENH (hapMaKOKHHETHKH MpenaparoB, MOTEHUHANBHO BBICOKOTO pHCKa
OCJIOXHEHHH, B T.4. HEreMOPParMyecKoro CreKkTpa, HaMu GbUTO MPUHATO peLleHHe
0 HEO6XOAMMOCTH MOHHUTOPHHTa NMPOduIIA 6€30MacCHOCTH y HAIIMX MalUEHTOB.

Bce GonbHele, KOMY Mociie BBIMUCKH M3 CTalMOHapa Oblla peKOMEHA0BaHa
AaHTUTPOMOOTHYECKAs Tepanus WITH ke OHa Obla BrepBble MPeANUcaHa Ha JlioboM
3Tane KaTaMHe3a, NpHUINallajuch Yepe3 OAMH-IBa Mecsla s OLEHKH €€
nepeHocUMocTH U apdextuBHoctH. [loMHMO ompoca, 0OCMOTpa KOXHBIX
MOKPOBOB/CIU3UCTBIX Ha MpPEAMET reMopparH4eckX CHMITOMOB, BCE MAaLMEHTEHI,
noNiyyaBIIHe acMUpPUH M KIOMMUAOrpenb, ObLIM oOC/HeNOBaHBI Ha YpPOBEHb
arperaulMy ¢ apaxMIoHOBOM kucnoToii/konnareHom H AJI® cooTBETCTBEHHO.
TuTpoBaHHe [O3MPOBKM MpENapaToB BEJNOCh U3 pacuéTa Ha KHUJIOTpaMM MaccChl
Tena M HaYHHAIOCh C MHHHMAJBHO pEKOMEHIOBAHHOM: Yy aclupuHa - 2
MI/KT/CYTKH, Y Knonugorpens — 1MI/Kr/CyTkH ¢ NMOCAEAYIOIHMM MOBBILIEHHEM NPH
HEoOXOAUMOCTH 10 5 MI/KI/CYTKH M 2 MI/KI/CyTKU JUIS acIMpHHa U KIIONMUAOrpens
COOTBETCTBEHHO. lleneBble 3HAYEHHA arperauvy CUMTAIH NOCTHTHYTHIMH TpH

CHHXXEHHHM Toka3aTeneil arperatorpamMel Huwxke 30 U [59, 102, 177]. Mo
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AOCTHXCHHA LIEJEBBIX MOKa3aTesled Mbl KOHTPOJNIMPOBANM YPOBEHb arperauuy y
MaLKEeHTOB € NMEPUOAHYHOCTBIO OJMH pa3 B MecsLll, 3aTeM OAMH pa3 B nosroga. Y
bonbwuHCTBa nauventoB (Gonee 77% HesaBucumo oT Tuma OHMK) ymamoch
AOCTHYb LIENEBOro nokasatens 3¢GQEKTUBHOCTH aHTUrPEraHTHOM Tepanuu Yepes
OJIMH MECSL peryispHOro npueMa aHTHarperairoB (Tabm. 51).

PexxuM no3upoBanus npenapara BaphapiH TakKe OCYLIECTBILSICH C YYETOM
maccel Tena pebenka: 0,05-0,2 Mr/kr/cyTku; npoduis Ge30nacHOCTH NpUMEHEHUS
OTCJISXHBAIM MO NPHHUMMAM, MPUHATBIM BO B3POCIOH IMPaKTHKE — MO YPOBHIO
MHO, TtepaneBTHYeckuii KOPUAOP KOTOPOro COCTABASET AMA NauueHtos 2,0-2,5
6e3 u 2,5-3,5 ¢ HCKYCCTBEHHBIMM KJlamaHamu cepiua. Yepes mosroga mnocie
Hayana Tepanuu BappapHHOM MO KOHTPOJIEM MeMOCTa3HOrpaMMBI IIPOBOAKITH €ro
3aMeHy Ha AIpyrHe aHTHTpoM6OoTHYECKHe MpenapaThl (Kak MpaBHIIO, aCTUPHH).

[TaiueHTEI, POAMTENN KOTOPBIX OBLIM HE B COCTOSIHHM OCBOWTH NpaBWIa
MOHHUTOPHHTa 3¢ PEeKTUBHOCTH H 6e30MacHOCTH NpUMEHEHUS
aHTUTpOMOOTHYECKOH Tepanuu, He MONy4Yald TaKUX Ha3HaueHWH; BTOpHYHAs
npodunakTUka y 3TUX AeTed MpoBoAuack B aMOY/aTOPHBIX YCIOBUAX MO BCEM
yKa3aHHbIM  BBIIIE  [NpUHOMNAM  (MeXaHHYeckas  TpoMOOMpo(HIaKTHKA,
Moaudukauuio o6pasa KHU3HHU, MHIIEBOro NOBEAEHHS, MUTHEBOrO PeXXUMa M T.A1.) €
perynspHbIMH BU3HTAaMH K Bpauyy-HEBpOJIOTY U OTCIEXHBAHHEM J1abOPaTOPHBIX U
WHCTPYMEHTAJIBHBIX [TOKa3aTesieH.

B Ttabnuue S1 nmnpenctaBieHbl BapHaHTB! MEAMKAMEHTO3HOH Tepamnuu,
KOTOPYI0 MBI  Ha3Hayald  MNauueHTaM, JOCTYMHbBIM A8 aKTHBHOIO
KaTaMHecTHYeckoro HabmioneHus. Kak BHAHO M3 Hee, B BOCCTaHOBUTEJBHOM
nepvojie aHTUTPOMGOTHYECKYIO TEpPaNHMIO MOJyyand OONBLIMHCTBO MaUHEHTOB C
UU (74,48%), u3 HUX: acriupuH - 53,47% (n=77), Bapdapun — 9,03% (n=13),
CyNofieKcHa - 6,25% (n=9), knonugorpens — 1,39% (n=2), nunupuaamon — 4,17%
(n=6), TpeHTan - 4,17% (n=6). Konuuectso Aeteit u3 rpynnsl ¢ THA, KoTOpeIM
Ha3HayeHBl MpenapaThl aHTUTPOMGOTHYECKOTro CMEKTpa Ha 3TOM 3Tare, ObLIO

conoctaBuMo — 64,70% (n=44, p>0,05), cnekTp npenaparoB TOT XE.



189

H3MeHenHe pexuMa J03MpOBAaHHMA, CMeHa MpemapaTa WM HasHaueHHe
KOMOGMHUPOBAHHOH aHTHTPOMGOTHYECKOM TEpPaNuU OCYIIECTBIANACE NPH YCIOBHHM
MOBTOPEHHS TPOMOOTHYECKUX COOBITHI, HENEPEHOCHMOCTH WM MOSBJIEHUS
MOCOYHBIX ~SBIIEHUH, TpPH MOJO3PEHHH HA PE3UCTEHTHOCT B MPOBOAMMON
TEeparnuu, a  Takxe npu OTCYTCTBUH U3MEHEHHS napaMeTpoB
reMOCTa31OIOTMYECKUX TECTOB B CTOPOHY IMMoKoaryisuuu. Takue KOppeKTHUBbI
MOHAJOOHIMCh KaXOOMY TpeTbeMy peGeHky (Tabn. S1) He3aBHCHMO OT TuIa
OHMK. Ilpu >ToM MBI MOMYyYHIH ONBIT, KaK CMEHbl [penapaTa, TaK H
MOABbEMa/CHUKEHUS NO3UPOBOK. ENMHUYHBIM MauueHTaM noHaxo6unach ABOHHAs
HJIK [aXke TpOHHas aHTUTpoMObolHUTapHas Tepartus.

Tabnuua 51
TepanestHyeckue (MeAMKaMEHTO3HBIE) MOAXOMABI K BEAEHUIO A€Tel

¢ OHMK HIieMudYeckoro Tuna B KaTaMHe3e

Bua OHMK 72041 TUA

EAMHHULBI H3MepeHHs % n % n

AT HasHaueHa NpH BEIMHUCKE H3 CTaLUHOHApa, BCETo 54,49 85 24,64 17
BoccranoBuTensHbid nepuos (6-11 Mecsues ot pakra OHMK)
AT nonyyaeT B BOCCTAHOBHTEJILHOM MEPHOAE, BCETO 74,48 108 64,70 44
OddexTuBHocTs AT OCTHIHYTa Yepes 1 Mecan 78,72 37 77,78 35
(nabopaTopHO NOATBEPKAEHHAS)
IMony4aet donueByro KHCIOTY 43,75 63 47,06 32
IMonyuaet Omera 3 w/unm 6 32,00 40 14,71 10
Koppekuus AT Tepanuu
TMonano6unacs KOpPEKLUHs 32,00 | 40 4354 | 27
IToaHsH 1O3UPOBKY 18 7
CHH3UH 03UPOBKY 5 3
CMeHa npenaparta 12 15
Komb6unauus AT npenaparos 5 2
Orkas ot AT Tepanmu
Ortkas ot AT Tepanuu B kaTaMHe3e, BCETO 20,80 [ 26 24,19 | 15
[IpuuunHa: npepBan nauMeHT 12 9
IpnuyuHa: npepsan Bpay 11 4
[TpHunHa: reMopparuieckmue ocnoxHeHuUs 3 2
[Tepron octaTouHblx sBneHuit (2 u Gonee net ot pakra OHMK)

AT nonyuaer B TeueHde >2 ner nocine OHMK, scero 79,20 99 75,81 47
[Tony4aer GpoaneByio KHCAOTY 64,00 80 56,45 35
[Nonyyaer Omera 3 w/uau 6 27,20 34 11,29 7
[Tony4aeT cTaTHHBI 1,60 2 3,22 2
Monyuaer komGunaumio AT + ponueByro = Omera3 u 6 | 61,60 77 51,61 32
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[Ilpumeuanne: AT -  npemapaThl  aHTHTPOMGOTHYECKOrO  AEHCTBHS
(aHTHKOAryNSHTBI W fe3arperaHtnl); * - p<0,05 npu CpaBHEHUM MoOKazarteseil
rpynn A u THA.

TIpuUBEPXKEHHOCTh Tepamuu M HCMONHUTENbCKAS AMCLMIUIMHA PORMTENE
Gblla JOCTaTOYHO BHICOKAs, CaMOCTOATENbHAS OTMEHA MpEenapaToB CIY4HIach B
€AUHUYHBIX Cllyvasx HEeNOCTaTOYHOro MOHUMaH U HeobxoauMocTH
NPOJOKEHHOH TepaniK WK HEBO3MOXHOCTH KOMIIaeHca.

[To OKOHYaHMM [BYX-/TpEXJIETHEr0 Cpoka BCTaBal BOMpPOC 06 OTMeHe
aHTUTPOMOOTHYECKUX cpeAcTB. [TauueHTsl NPOXOAMNM creKTp nabopaTopHOro
obcnenoBatus, OTBEHAIOIMI UX MaToreHeTHyeckoMy Tty OHMK U u3BeCTHOMY
nepeuHto GakTopos pucka. Ecnu nokasatenu Bcex nabopaTOpHBIX MCCIIENOBaHHIA
OCTaBAIKCh B Mpefenax pedepeHCHBIX 3HAYEHHi, pUCK MOBTOPHBIX TPOoMGO30B
no6oi nokanM3alMK pacLieHHBAICA KaK OTHOCHTENBHO HHU3KHM, MBI MPOBOAUIIH
OTMEHY Teparuu Ha MoJIrofa ¢ MOBTOPHOM ABKOM M OLIEHKOHM BCeX MPOQUIBLHBIX
nokasateynie 4yepes moaroga. Ha nepuon 3aBepluieHus nepuoaa HabmomgeHHs
TaKUM YCJOBHAM cooTBeTcTBOBanM 98 meteit u3 rpynnst MM u 59 u3 rpynnsl
THUA. OcTtanbHble MalUHEHTHl MNPOJOMKANH MOMY4YaTh aHTHTPOMOOTHUECKYIO
Tepamnuio B CBA3W He3aBEPIIEHHBIM TPEXJIETHHM CPOKOM Teparuu, HOCUTEIbCTBOM
KOMOHHALIMH TPOMOOOUNBHEIX MOMUMOPOUIMOB TEHOB BLICOKOIO  pHCKa,
nabopaTopHbIMU MpH3HaKaMH TPoMOOGHIBHONH HACTPOEHHOCTH, COXPaHAIOLINMCS
5MBOOTeHHBIM CHHAPOMOM, NoBTOpsAoMMMUcS 3nu3ofamMu THA v M.

D¢ deKTHBHOCTh BHIOpaHHOM TaKTHKM BEJCHHA JOETEH MBI OLEHHBAIH 10
YPOBHIO peLMAHBHPOBaHHS TPOMOOTHYECKHX cOOBITHH (Tabn. 52).

OueBUAHO, YTO BBIOpaHHAas HAMH TaKTHKAa AKTMBHOTO COMPOBOXACHHSA
nanMeHToB ¢ MuemHyeckum tnoM OHMK nokazana ce6s 3¢ dexTHBHOM, Kak B
WHIMBUIYANTBHOM TUIaHe, Tak M B BUAE JMHAMUMKHM CTAaTMCTMYECKHX MOKa3aTeneH B
o6eux rpymnmnax. CpelHee YHCIO TOBTOPHBIX TPOMOOTHYECKHX COOBITHIA,
HileMH4ecKUX HHCYnsToB, THA M MX [AHama3oH AOCTOBEPHO YMEHBLUMIMCH B

nontopa-aBa pasa (Tabin. 52).
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Tabnuua 52

HuHamuka nokasareneit peunanBuposanus OHMK uweMuyeckoro Tuna y aereit

Buax OHMK HH THA
[Mepuon Jils) nocne 10 nocnie

YacToTa peLHAHBHPYIOMIHNX 14,20% 9,03% 70,42%* 40,33%
TpoMOOTHYECKHX COBBLITHI (n=23) (n=13) (n=50) (n=25)
KonunuecTBo noBTOpHBIX 4,45+0,19* 1,73+0,09 4,14£0,5* 1,31+0,34
TpOMOBOTHUYECKHX COOBLITHA,
M+£m
KonuvecTBo NOBTOPHBIX 1,58+0,14* 1,1710,14 1,00+0,00 0
WU, Mtm
KonnyecTBo NoBTOpHBIX 4,36£1,12* 2,14+0,12 3,40£0,51* 1,89+0,35
THUA, Mtm
0)3 0,98 2,18
(OU, KD, dn) 1 (0,31-2,14; 0,22; 0,003) (0,69-6,88; 0,09; 0,17)
0)4 2,19 4,63
(U, KO, pn) 2 (1,99-137,49; 0,001; 0,31) (1,59-13,45; 0,003; 0,37)
0] 2,78 5,45
(IH, KO, pu) 3 (1,67-18,97; 0,004; 0,27) (1,86-15,99; 0,001; 0,40)

[Mpumeuanue: * - p<0,05 npu cpaBHEHUM MoOKasaTeNeH JO W MoCie HasHaYCHUA

OP (U, K®, ¢u) —

OTHOCHTENBHBINM pUCK (95% NOBepuUTeNbHBIH HHTEpBan, Kpurepuit duiiepa U

MEpOMNPUATUIT BTOPUYHOH TpoMOONMPOGHNAKTHKH,

nokasatesr (W) Npu HasHaYeHHH AHTUTPOMOOTHYECKOH Tepanud Ha JTaine
BBIMKCKU — 1, B BOCCTAHOBHUTENHLHOM TEPUOJE - 2, B TIEPHOME OCTATOUHBIX ABJICHUH
-3.

M HaobopoT, HeCOGMOAeHUE PEKOMEHJOBAHHOTO TMPOGUIAKTHIECKOrO
JIaHa CKa3bIBANOCh ApaMmaTHyeckuM obpasoM. Tak u3 13 pereif, mepeHeciIux
nosTopHblii UM (y HEKOTOPBIX OH OblN TpETHHl WM YETBEPTHIA MO cuery), y
ceMephlX OTMeHa aHTHUTPOMOOTHYECKOM TepanuH MPOM3OLUIa MO cOOCTBEHHOMH
MHULIMATHBE. AHAJIOTHYHBEIM o00pa3soM CHTyalus ClOXHNacb H B rpynme C
noTopHbiMM THA — BoceMb GONbHBIX HE CTald MNPUHHUMATE HA3HAYEHHYIO
TepafHio MO PpeIleHHIO PpOAMWTeNeH, NpyH ITOM HMCHHO B 9TO# rpymne B
MoceayIoLeM pa3BHIMCh MOBTOPHBIE HIIEMUYECKHE aTaKH U ONMH 15158

aHTHTPOMGOTH‘{CCKOﬁ HarnpaBJICHHOCTH B

OTtcytcTBHE  CPEACTB

HazHa4YeHHUAX Ha BCeX JTanax HabmoieHUA MoKa3san CBsA3b cpe,uHeﬁ CHUJIBI MEXIY
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3THM MOAHQHUHMpPYeMEIM (GaKTOpOM pHcKa M nostopusiMi OHMK (xputepwmit ¢u
corjlacHo pekoMeHaauusm Rea & Parker 6b1n1 B uanasone 0,27 — 0,40).

Kpome Toro, puck peunausuposanus UM nosuiwancs B 18a u 6onee pas, a
npu THA B uyeTblpe u Gonee pa3s B ciyyae He BKJIOYEHHS npenaparos
aHTHTPOMOOTHYECKOrO CrieKTpa B 061eM MOMOIIHM HA BOCCTAHOBHTELHOM 3Tarle U

B oTAaNeHHBIX 0T OHMK cpokax (p<0,004) (Tabnuua 52).

Pestome

Wrak, B BOCCTaHOBHUTENBHOM MepHoAe 60ne3HH GONBIIMHCTBO OeTell U3
OCHOBHOW TpyMNmbl OBIMM B3ATHI HaMH MO AaKTMBHOE KaTaMHECTHYECKOe
HabJIo€HHE C BHIMONHEHUEM MOJIHOTO AIrOPHTMA 06C/IEA0BaHHA U MOHUTOPHHTA
3a TEMH MapaMeTpaMH, KOTOpble MOINIH OBl BHICTYNMHTH B KauyecTBe (aKTOpOB
pHCKa MOBTOPHBIX TPOMOOTHYECKHX COOBITHIA.

Ilo pesyneratam o6cnenoBaHHs MO  aBTOPCKOHM — CXeMe  HaMu
BepuHULIMPOBaHbl MaToreHeTHuyeckue BapHaHThli OHMK HIeMHUYeCKOro THMa,
NaToJIOTHYECKHE COCTOSHHUSA, CHUHAPOMBI M HO30JIOTHYecKHe (OpPMBI, KOTOpble
MO CcTaTh NMPUYHMHOH HHCynbTOB U THUA y neredi. Haubonee BeposTHBIMU
3THOJIOTHYECKUMHU (pakTOpamMH CTaIH: TPOMOOGHUIIBHBIE COCTOSIHUSA, 3aboneBaHus
cepala M CcOCyHOB, MeTaboJIMYeCKHe paccTpOHCTBa, KOTOpble TNpPHBENH K
(GOopMHpOBaHHIO reMOpeOJIOrHYeCKOro W/unu TpoMOOTHUYECKOTO
naToreHeTUYeCKMUX BapHaHTOB HHCYNbTOB U THA.

TaxecTs KIMHHYECKOH kapTHHBI OonbHEIX ¢ MM Ha BOoCCTaHOBUTENBHOM H
pe3uayansHOM 3Tanax Obina o6ycC/OBlE€HA IUHPOKHM CHEKTPOM HapyLIEHHH:
JBUTaTeNbHbIE U KOTHHTHBHBIE NPOOJeMbl, TOCTUHCYNBTHOM 3nuencueii. B 6onee
YeM [OJIOBHHE CilyyaeB HawM OGonbHble CGOOPMHpPOBAIM  HEBPOJOTHYECKH
06yCIOBNIEHHYO0 MHBTHAHOCTh. HaMu pa3paGoTaH anropuTM MpOrHO3MpOBaHHUSA
MHBAIUAHOCTH MO (aKTopaM CeMeHHOro aHaMHe3a U XapaKTepHCTHKaM OCTPOro
MepHoja MHCYNbTa, KOTOPBIH MOKa3anl BbICOKYIO YYBCTBHTENLHOCTb H

CneunUYHOCTD.
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Hamy npumeHeHa TakTHKa COMPOBOXIEHHs [MaLUEHTOB HA MPOTHKEHHU
BCEr0 BOCCTAHOBMTENILHOrO TMEpHOJa, KOTOpas TMojpa3syMeBala He TOJBKO
MOHHMTOPHHT, HO M aKTUBHOE ympaBiieHHe 3a(QUKCHPOBAHHBIMH [0 pe3yNbTaTaM
obcnenoBaHus dbaxTopamu pHcKa, MCIOJIb30BAHUE npenapaToB
AHTHTPOMOOTHYECKOrO CMEKTPA C OLEHKOM HX 3 PEKTUBHOCTH MO KIMHHYECKMM U
nabopaTOpHBIM JAaHHBIM.

Tak, HazHaueHue mpenapaTtoB (ONHEBON KHCIOTHI MU pEKOMEHJAUMH IO
cOOJIOACHHUIO MUILEBOrO PeXHMa, MPUBENH K CYLIECTBEHHOMY CHH)KEHUIO YPOBHS
romouMcTenHa. MuauBuAyanbHeli  MOAXO4 K  MOHUTOPUHry  npodwuns
3¢ (peKTUBHOCTH U ©6€30MacHOCTH aHTHTPOMOOTHUYECKOH Tepanmuu TpHBEN K
U3MEHEHUIO B TaKTHKE MEAMKaMEHTO3HOrO COMpPOBOXIEHHUS JeTeH B KaXAOM
TpeTbeM ciydae. OlLeHka pe3ynbTaToB BBEAEHHOH cxeMbl HabmoAEHUS MOoKa3ana
cHWxeHHe uucna noBTopHeix UM u peumausupyromux THA, a Taxke ux
avanasoHa B JBa pa3a, HeCMOTpPs Ha LUenslii nepeyeHs (GakTOpoB pHCKa
HeMOAU(pHULMPYEMOro Kpyra (HOCHTENbCTBO KOMOWHaLMH TpoMOOGHIBHEIX
NONIUMOP(HHU3MOB IeHOB, MOPOKH cepaua U T.A.).

Takum o6pa3oM, TwaTenbHbIH Cc6Op aHAMHECTHYECKHX CBEACHMH,
KAMHHYECKMX M JTaBOpaTOpHBIX NaHHBIX O TedeHHH octporo mepuosa OHMK,
BBLIMIOJIHEHHE TIOJIHOTO aNTOpPUTMa JWarHOCTHUKH, TNpPEeANOKEHHOH aBTOpaMH,
CTaHOBUTCS OCHOBOM I MAEHTU(HKALMH (PAKTOPOB PHCKA H MAaTOreHETUYECKOro
Bapuaita OHMK, HOCMT TpPEAMKTUBHBIH  XapakTep B  OTHOLUCHUH
PELIMIUBUPOBAHHS K CTOMKOTO HEBPONOTHYECKOTO AepuunTa. AKTHBHOE BEACHHE
JleTeli Ha dTare BOCCTAHOBJEHHS ¢ MHAMBUAYATBHO NOJOOpaHHON H ynpaBiseMoi
aHTHTpoMOOTHUecKOl  Tepanmueit  cTaHOBUTCA  3G(QEKTHBHOH  TaKTHKOH

ynpasneHus noBTopHbIMH peunausaMi OHMK B oTaaneHHEIe TEPHOL 6osne3HHU.
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3AK/IIOYEHHUE

Cpean MHOrodakTopHbIX 3a6osieBaHMil OCTpble HApYLIEHHS MO3TOBOrO
KPOBOOOpalIeHHs, B TOM 4YHCIlEe HLIEMUYECKHIl WHCYNBT, M CBS3aHHbIE C HHM
MEIMUHMHCKUE W CoLHaNbHble MpobieMbl (Tak HasblBaeMoe «GpeMsi MHCYIBTa»)
nprobpeTaloT Bee Gonboe 3Hauenue. le6ior OMHK B HETHITMYHOM BO3pacTe 0
MOCJCAHEro BPEMEHH BOCNPHHUMANICH KaK Ka3yHMCTHKA, Bpayd OONBLIMHCTBA
CMEUHaNbHOCTEN PENKO UMENH CTPOHHYIO CHCTEMY MPEACTABJIEHHUH O MOAXOAAX K
AUarHOCTHKe, JEYEHHIO, MPOQUIAKTHKE W aMOynaTOpHOM HabIIOJEHMH TaKHX
nauuenTtoB. B To xe Bpems, nonumanue OHMK B netckoM BospacTe 6asupyercs
MMEHHO Ha TEOPHH MHOro(akTOPHOH MaTONOrHH, MIA KIMHUYECKON pean3auuu
KOTOpOH UMeET 3HaYeHHe KOMOUHAUUS MOAUPULHMPYEMBIX H HeMOAUGHLIMPYEMBIX
(akTOpoB pHCKa MpPH HEMOCPEACTBEHHOM YYacTHM TEHOB MPOKOAry/ISHTHOH M
NpoTpoMOOTUYECKOH HAMpPaBNEHHOCTH.

AKTYaJlbHOCTb H MEAUKO-COUManbHas 3HaYHMOCTh JaHHON MpoblieMaTHKH
MOCITY)XHIH OCHOBAaHMEM JUIA BBIMONHEHHA HACTOSLIETO JUCCEPTALHMOHHOrO
UCCNeI0BAHUA.

Heo6xonuMo OTMeTHTH, UTO AaHHast Hay4YHO-UCCleJOBaTeNbCKas paboTa
O6buUla  YacTbl0O MEXAUCLUMIUIMHAPHOTO MpPOEKTa, MOAAEPXAHHOTO TIpaHTOM
Poccuiickoro ¢onga ¢pyHnameHTanbHbIX HccnenoBaHuit B 2013 roay (Ne 13-04-
96084; TteMma: «M3ydyeHHe poNH MPOKOAryNSHTHBIX M NPOTPOMOOTHUYECKHUX
NMOJUMOpPOH3MOB reHOB B GOPMHPOBAHUM MATONIOTHH YENIOBEKA Ha PaHHUX JTamnax
WH3HHY).

enp paboThl 3akiioyanach B KOMIUIEKCHOH OLIEHKE aHaMHECTHYECKHX,
KITMHUKO-UHCTPYMEHTAJIBHBIX, nabopaTopHbIX MPU3HAKOB OCTpOro,
BOCCTaHOBHTENBHOTO, OCTaTOYHBIX sBAeHUH mepuogoB OHMK wuiemuyeckoro
THMA B JETCKOM BO3pacTe ¢ Mocneaylolleit HaeHTHQHUKaLHER MaTOreHETHYECKUX

MEXaHHU3MOB 60ne3HH, [TOHUCKOM MNMPOTHOCTHUYCCKHX MAapKEpPOB €€ HCXONO0B H
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HayyHbIM  060CHOBaHHEM 3(heKTUBHO/  CcxeMBI  TepaneBTHYECKOro
CONpPOBOXJEHUS TAKUX NETEH.

Hist peuleHHs MNOCTaBNEHHBIX 3afay HaMH OBUIO  oGcnemoBaHo 235
MauUeHTOB, Y KOTOPBIX HEOIOT MIUEMHYECKOrO HHCYNbTa WM TPaH3UTOPHBIX
MUIEMHYECKHX aTaK MNpHIUESCH Ha BO3PACT OT POXAeHHA U 1o 15 mer. Hayuno-
HccaeoBare/bckas pabora Oblna BBIMOJMHEHa B OCTPOM, BOCCTAHOBHUTENBHOM
MEpUOMIaX U Ha dTarne OCTAaTOYHEBIX SBJIEHHH, B X0/le KOTOPBIX MPOAHATH3UPOBAHO
Gonee 15 TeicAY eAMHUL HHPOPMALIMH.

Hamu nokasano, 4to 3a60neBaeMoCTh HLIEMUYECKUM HHCYJIBTOM B IETCKOM
Bo3pacTe  Ha  TeppuTopuM  CBepasoBCKOH  0ONMacTM  COOTBETCTBYIOT
NpEeACTaBJEHHBIM B JIMTEPATYpE MUPOBBIM AaHHBIM: 3,46 — 5,01 na 100 ThicAY
AeTCKOro HaceneHus B rold. I[lonyyeHHble HamMu CBelleHHS O paclpeleieHHH
NalUMeHTOB MO  BO3paCTy IOATBEPAMIM  BO3MOXHOCTE  (QOPMHpPOBaHHA
HIIEMHYECKOrO HHCYNbTAa Ha BCeX 0€3 HCKIIOYeHMsA 3Tamax JAeTcTBa. Hamu
BepH(PHUUHPOBaHB! MJIaJEHLBI C MEPHHATAIBHBIM H (QETAIBHBIM THIIOM HHCYIBTA, a
rpynna geTei ¢ 1e610ToM CHMNTOMAaTHKH B Bo3pacTe 10 1 roja npeBanupoBasa 1o
KOJIMYECTBY HaJl BCEMH OCTANbHBIMH BO3pacTHBIMHU nepuodamu: 68 (41,98%) u3
162 nauuentos ¢ M. Ilpu 3toM Haubomnee yS3BUMBIMH C TOUKH 3pEeHHS MEPBOro
snusona THA 6bin nogpoctku - 42 (57,53%) u3 73 pereit 3Toii rpynnsl 6su1H B
BO3pacTHOM Juana3oHe 12-15 ner.

Ecnu anupeMuonoruyeckue nokasarend rpynnsl aereil ¢ UM npaktuuecku
He BBI3BIBAIOT COMHeHHU (32 10 sieT paboTh! Npo- U PETPOCMEKTHBHO MAaKCUMANIBHO
NonHO cobpaHa naureHTcKas 6a3a JaHHBIX U3 BCEX CTALMOHApOB, Ky/la TakHe JETH
Mornu OBITh TOCHMTANH3UpOBaHbl, To cbop cBeneHuit B rpynne ¢ THA Obin
CYLECTBEHHO cCJioXHee. B cBa3u ¢ Bo3MoxHocTeio MM y geteit B mobom
BO3pPacTHOM I€pPHOJE, JIOTHYHO 6b110 6B1 NPEANONOKUTE, UTO U THA Kak BapHaHT
umemuyeckoro Tuna OHMK MoxeT M J0O/DKeH BCTpeyaThes B TIOOOM BO3pacTHOM
nepuone JgerctBa. ONHAKO MNpPEXOAAWMA W KPaTKOBPEMEHHBIA XapaKTep
HEBpPOJIOTMYECKHX  CHMIITOMOB, KOTOPBIH  HEpPEAKO  OrpaHHYeH  TOJIbKO

C}’GBCKTHBHBIMH OINYLICHHUAMH (H3MCHCHPUI YYBCTBHTCNBHOCTH, BBINMaACHUA
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monel 3peHus U Mp.) ¥ He MOXET ObITh MACHTUOUUMPOBAH OKPYXKAIOLIMMH
B3pOCIBIMH,  OCOOEHHO B COBOKYNTHOCTH  BO3pacT  0BYCIIOBJIEHHOM
HEBO3MOXHOCTBIO O03BYYHTb CBOM JK&IOOBI MM afIeKBaTHO JOHECTH HX [0
poauTenei, CTaly OYEBUAHBIM NMPENATCTBHEM Ui Habopa B rpynny ¢ TUA pmereit
MJIafIlIero Bo3pacTa.

[TosiBneHne npusHakoB MHQEKUHOHHBIX 3aGoseBaHuil B He6oTe MHCYNbTa
WM yKa3aHM€ Ha HE3HAYuTeNbHBIE TPaBMEI (10 25,79% B oboux cnyvasx), a
TaKXe BbILIE yKa3aHHas BO3pacTHas GH3MONOruyeckas aleKCUTUMHS, BBICTYIUIIH
NpensTCTBUEM [UIA aJ€KBaTHOIO pacro3HaBaHUA (ETANBHOrO M MEePUHATANBLHOrO
tunoB OHMK, cTaTHcTHUecKHe MoKas3aTenu KOTOPEIX Ha MOPSA0K OTIHYAIOTCA OT
4acTOTHl peructpauuu aerckoro Bapuanta OHMK. Ilpo6nema cBoeBpeMeHHOI
uaeHTHOHKalUMHU Tak HasbiBaeMoro presumed perinatal stroke B HacTosee BpeMs
MPUCYTCTBYET BO BCEX LIEHTPaX, KOTOpbIE 3aHUMAIOTCS UCCIIEJOBaHHEM MTPOOIIEMEI
aerckoro OHMK u noka He umeeT anekpaTHoro pewenus [89, 130, 170].

Hamu nmnpogeMoHcTpupoBaHa HH3Kas MHCYNbTHas HAaCTOPOXXEHHOCTH
CMELHAIIMCTOB AOTOCMHUTANBHOIO 3Tana HEOTNOXKHOM M IIaHOBOH MOMOLUM
(yacToTa BepHOro HamnpaBUTENbHOrO AuarHoza Oblla He Bblwe 43,5%).
OTcpoyeHHOCTh HelpoBU3yanHu3aluuH (M3 122 MOCTYNUBIUMX B Npeaesiax WWECTH
yacoB nociye aebiora cumntomoB KT unu MPT ronosHoro Mosra nposefeHa 78
naudeHtaM ¢ HMHM) u peaxkoe Hayano aHTUTpoMOGOTHYECKOH TepanmuH H
npo¢UNaKTUKA B MepBble CYTKH 3aboneBaHus (He Gonee 31,25% neteit) Ha
FOCIIUTAIPHOM JTale OKa3aHUsA TMOMOLIM TakXe TOBOPHT O CHHXKEHHOM
MHOOPMHUPOBAHHOCTH  Bpayeil  MeaHaTpHYECKOro 3BeHa O  BO3MOXHOCTH
CYLIEeCTBOBaHMSA TaKoH HO30JIOTHMH, MPUHLMIAX €€ OWAarHOCTHMKM W OKa3aHWs
MOMOILIH.

Hamu nokasaHo, 4To CYILIECTBYET PHCK JIETANBHONO MCX0/a, KaK B OCTPOM
nepuone WU, Tak M mMo3ke; BOCCTAHOBJIEHHE YTPAYEHHBIX HEBPOJOrHYECKHX
GyHKUMI WaeT MeasieHHO M Gosblue YeM B TMOJIOBHHE ClyyaeB NPUBOIMT K
HEBPOJIOTUYECKOMY  Ae(HLMTY, KOTOpPbIH CTAHOBMTCA OCHOBaHMeM  JIA

MpUCBOEHUA  KaTeropuu  «pebenok-unsanum» (61,22% n=90). YposeHp
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PEUMAMBUPOBAaHUSA TPOMOOTHYECKMX COOBLITUH MNpPH OTCYTCTBHE CHCTEMEI MEp
HaOMIONEHHs. W aKTHBHON aHTMTPOMOGOTHYECKOH BTOPHYHOM MNPO(PHIAKTHKH
coctaBui 14,20% (n=23) c U u y 70,42% (n=50) nauuenTos ¢ THUA.

AHanu3 ceMeiHHOH HCTOPHM NMpPeAPacMONOXEHHOCTH K HAceACTBEHHBIM M
BPOXXACHHBIM HapyUIEHHSAM B CHCTEME CBEPTHIBAHWS OBbLT MpPOBEJEH C MOMOLBIO
aHKeTbl MPOTOKoJ1a Beepoceuiickoro peructpa picka TpoM6030B [23]. PesynsTatet
nokasajld, YTO B aHaMHe3€ T[PaKTHYECKH Yy MNoNioBUHBI geteit ¢ OHMK
MLIEMHYECKOr0 THMa ObIIM  POJACTBEHHHKM C TpoMOO3aMH  paslM4HOil
JIOKaNHM3aLH1H, Ae6I0T KOTOPBIX MPHILENCS Ha Bo3pacT no S0 net (50,00 u 40,68%
ana MM u THUA coOTBETCTBEHHO); y Kaxamoro nsatoro pebeHka ¢ WU
3adMKCHPOBaHBI CMepTENbHBIE HCXOABI B CBA3U ¢ TpoMOo3aMu (21,25%). OxHako
3TH CBeJIEHUs OBUIH MOJyYeHBl MyTeM aKTHBHOIO aHKETHPOBAHHs CEMeH B paMKax
NpPOBEACHHOW HayyHO-HCCIIEA0BATENbCKOM paboThl, B TO BpeMs KaK yKa3aHUs Ha
CeMEHHYIO0 MpeapacnooXeHHOCTh Kk TpoM0o3aM B MeIHULUMHCKHX JOKyMeHTax
HUMeENOCh TOJIBKO Y 7 yenoBek (2,98%) u3 Bceit BeiGopku aeteit ¢ OHMK.

Hpyrue KocBeHHble NpU3HaKU TpoMOOQUIBHOH HACTPOEHHOCTH B BHAE
HEOAHOKPATHBIX TMNPU3HAKOB (OHOBOH EMOKOHLIEHTpPALMH B oOlleM aHanuse
KpPOBH BHE OCTporo 3aboneBaHHs 3apUKCHpOBaHBI TaKKE B 3HAYMTENIBHOM YHCIIE
cnydaeB (43,48 u 60,87% ana MM u THUA). Ognako apyroil TpoMOGoQHIbHBIIMA
aHaMHe3 y almUUEHTOB He OblT coOpaH, HUKAKHX YTOYHAIOLIMX AHArHOCTHYECKHX
MEpONpPHATHIt MNpoBefeHO He ObO, a Bce TPOMOOGUIBHBIE COCTOSHHUA H
reMopparuyeckie CHHAPOMBI ObLTH BepUGHLUHUPOBAHBI TOJBKO MO  QAKTy
JUArHOCTHKH HHCYJIbTA.

Bxknag tpoMGodunuu B HebGnarononyyHoe TeueHHe 6€pEMEHHOCTH, POJOB,
COCTOSIHME TUIOJa MU HOBOPOXAECHHOro pebeHKa [0oKa3aH NaBHO M HE BLI3bIBAET
coMHeHMit. HaMu npoBeneHa oneHka BO3MOXHOCTH nporHo3uposanns OHMK u
ero Bapuanta (MM wim THA) no kommiekcy TmokasaTejied aKylIepCKo-
TMHEKOJIOTHYECKOr0 COCTOSIHHUS 3[0POBbS Mareped (MO AaHHBIM BBIMMMCHBIX KapT
POAMNBHBIX JOMOB), aHkeTel «BcepoccHiickoro perucrpa...», pesylbTaTtam

reHOTHUMHpPOBaHHA  MaTepel (36  ammenbHbIX  BapvaHTOB 12 reHOB
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NPOKOAryAsHTHOH U nmpoTpoMGoTHYecKol HacTpoeHHOCcTH). Takum obpasom, s
Kaxoi Martepu nauventa ¢ OHMK 6bina cobpana uxdopmaums mo 129
napameTpam.
JAMCKPUMHHAHTHBIH aHANU3 MPOrHOCTHYECKOH CMOCOGHOCTH TPYIN JaHHBIX
Mo OTAENBHOCTH (aKyLIEPCKO-TMHEKOJIOTHYECKUH aHaMHe3, aHKETHBIE CBEJeHMHS,
HOCHTENIBCTBO MOJMMOPGU3MOB) MPOJEMOHCTPHPOBAN MOrpaHHYHEIE MOKA3aTeNH
BEPOSATHOCTH MPABUIBLHOIO pacrno3HaBaHus aeteit ¢ MM U HeynoBneTBOPUTENBHOI
ans TUA, XoTa B KaX/I0# rpynmne aHau3upyeMbIX MPU3HAKOB GBLIO ZOCTATOUHO
NPeaUKTOPOB, CMOCOOHBIX BHICTYNHTH B TakKoi posit — oT 9 po 16 (tabn. 53).
Torma kak koMOMHaUMA CBEAEHHH M3 BCeX TpeX IMAKETOB JAHHEIX, a TaKXe
BBe[CHHE Irpaflalii CTENEHH THKECTH KaXAOro rokasatens NOKa3aJd BBICOKYIO
pe3yNbTaTUBHOCTh MPOrHO3a (YYBCTBHTENBHOCTh — 92,46%, cneuddpUYHOCTH —
81,23%).
Tabnuua 53

HpOI‘HOCTH‘lCCKaﬂ CMoco6HOCTh aHAMHECTHYECKHX H MOJNICKYJIAPHO-Tr€HETUYECKUX

JaHHBIX, MOJIy4eHHBIX B ceMbsx aeteit ¢ OHMK umemuyeckoro tumna

BeinucHele Pomiom +
I'pynnel KapTbl U3 AHkeTa SNP AHkera + SNP
poa. JoMa
KonuvecTBo aHanu3upyeMbix 43/12 50/16 36/9 129/15
/BkmoyeHHbIx B UITU napametpos, abe
YyscreurensHocts ans MU, % 76,51 77,68 80,18 92.46
YyscteutensHocth ans TUA, % 42,13 43,14 43,45 ’

[Mpumeyanue: UITA — HHTerpaTUBHBIi NMPOrHOCTHYECKUH HHIEKC; AHKeTa -
CBEIEHHA O MaTepH U CeMbe M3 aHKEThl MpoTokosa Bcepoccuiickoro perucrpa
(u3onupoBaHHO); SNP - pe3ynbTaThl MOJNEKYNAPHO-TEHETHUECKOTO 06CIel0BaHUS
matepeil (U30oupoBanHO); Poa. Jlom + AHketa + SNP — xoMOGuHaUHs CBEACHHUH U3
BHIMTUCHBIX KapT pOAHIBHOTO I0Ma, aHKET MpoToKona Beepoccuiickoro peructpa u
pe3ynpTaThl  MOJIEKYNISIpHO-TeHeTHYeckoro  obcnefioBaHus — Martepedt (B
COBOKYTIHOCTH).

[Mosy4€eHHBIH MPOTHOCTHYECKUH aNFOPUTM MOXET BBICTYMHTH KaK BapHaHT

MOMCKa JEKPETHPOBAHHBIX TPYNN MO DPa3BUTHIO OCTPOH LepeGpoBacKyNApHOH
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MaTOJIOTMH B HETHNHYHOM BO3pacTe, B MeEpCMEKTHBE CTaThb I[OBOAOM JUIS
06CYX/IEHHs. Mep MEePBUYHONH MPOQHIAKTUKM TAKOTO PENKOr0 COCTOSHHS, Kak
HHCYJIBT Y JieTeil.

B nepsbie cyTku Gone3nu oTMeueHa COMOCTaBUMOCTD YaCTOTHI PErHCTPALIHH
061EeMO3roBoi M 04aroBOW HEBPOJIOTHYECKOH CUMITOMATHKH. B KiuHMYeckoit
KapTHHe HanGollee IEMOHCTPATHBHO GbLIM NPEACTABIEHE BHE3AMHO Pa3BUBLIKECS
nape3bl KoHeuHocTed (70,99% u 51,43% ans MM u THA cooTBETCTBEHHO,
p<0,05). Ilpu >TomM nauuentst ¢ THA mNpomEeMOHCTPHPOBATH JOCTOBEPHOE
OTJIMYHE MO 0YaroBbIM CHMIITOMAaM, CBSI3aHHBIM C CYyObEeKTHBHBIMH OLLYIEHHSIMU:
runo-, adecresuu (80,00% mnpotuB 9,26% npu THA u MU COOTBETCTBEHHO,
p<0,05), ronosHoii 6onu (49,28% npotus 19,14%, p<0,05), paccTpoiicTBaMH peyu
57,14% npotus 27,78%, p<0,05). He uckmo4eHo, yto 310 6BUIO 06YCIOBIEHO
Gonee crapwiuM Bo3pacToM JeTeit ¢ THUA, B KOTOPOM OHH Yke CMOCOGHSBI
aJIecKBaTHO pacro3HaTh M MNpPeAbABUTH CBOM XaoOwl mepcoHany JIIY wu
poautensM. B octpoM nepuogme MM Haubonee xapakTepHbIM COYeTaHHEM
CHUMIMTOMOB Y JI€T€il MOI'YT CUUTATHCS: CHHXKEHHUE YPOBHS CO3HAHHA, LIeHTpaIbHbIE
nape3bl KOHEYHOCTEH U MHMHYECKOH MycKynatypbl. [IpakTHYecKH Yy Kaxaoro
4yeTBepTOoro pebGeHka, BO3pacT KOTOPOro MO3BOJIMIM a[€KBAaTHO OLEHHTH 3Ty
CHUMIITOMATHKY, ObUIH NpU3HAKH aTaKCHH U peueBble HapyeHHs. TakuMm obpa3om,
Haubosnee  spkde  KOMOWHALMM  CUMMTOMOB,  KOTOpble  (OpMHPYIOT
auarHoctuueckue npasuna Give me five u FAST npu auarHocTuke MHCYnbTa B
tunuyHoM s I u THA Bo3pacte, Taloke MOTYT OBITh yCIEIIHO NPUMEHEHB] B
neauaTpruyecKoi NpakTHKe.

CnekTp oyaroBOoH HEBPOJIOTHYECKOH CHUMIITOMAaTHKM B ofenx rpymnmax
GONBHBIX COOTBETCTBOBaNl OacceliHaM KpoBOCHaOXEHMs, a TaKXe JIOKalH3auuH
uHbapkTa (cormacHo Tomuyeckoi AHarHocTHke). CTORKOCTH HEBPOJIOTHUYECKOTO
AebHLIHTa B CTaHOHAape HMeJia MPAMYIO TMOJIOXKHUTENBHYIO CBA3b C pasMepamu
30HBI HHCYNBTA (r=0,56 ana VN, p<0,05).

TskecTh TEYEHHS BOCCTAHOBHTENBbHOro nepuoja MM y npereit 6buia

06ycroBeHa MPaKTHYECKH TEM e CMIEKTPOM HEBPOIOTMYECKHX HAPYIIEHHH, YTO



M Ha 3Tane cTauymoHapa. K mepuofy oCTaTouHbIX fBNMeHUn (Yepe3 ABa n 6Gornee
roga) Hamm 3aMKCUpPOBaH CrefytoLWmiA CNeKTp AeULUTapHON HEBPOIOTMYECKUIA
cumnTomaTuky (Tabn. 54, puc. 14).
Tabnuua 54
[VHaMunKa COCTOAHUSA HEBPOJIOMMYECKOrO cTaTycay feTei

C MLLEMUYECKM WHCYNbTOM 3a BPeMsl HabNOAeHUS

Mepwuog 60ne3Hn, uncno HabnwogeHnii  OcTpblii. N1=162  BoccTaHOBU- OcCTaTo4HbIX
TeNbHbIl. N=149  aBNEHUNA.
n=125
n % n % n %

CUHAPOM ABUTaTelbHbIX HapyLUueHui 127 80.89* 117 78.52 70 56.00
B BMAe napanuyeit, napesos

Cypoporu. M3 20 12,42 20 13,61 22 17.60
ATakcusa 23 14.65 24 16.11 34 27.20
JloKanbHasa rmno-. aHecTesns 3 1,91 1 0,67 4 3,20
YH: 6ynbbapHasa rpynna 14 8.97 13 8.84 5 4.00
YH: rnasoaBurartenbHas rpynna 9 5.73 13 8.84 7 5.60
YH: nuuesoli Heps 57 36.31 38 25,50 29 23.20
YH: 3puTenbHblii HepB 3 191 4 2,70 4 3.20
[Owvc-, adasma 25 15.92* 50 33,56 46 36.80

MpumeyaHue: YH - uepenHble Hepsbl; M - NOCTUHCYNbTHaA anwunencus; * -
p<0,05 npwn cpaBHEHUW AaHHbIX Y YH4aCTHUKOB ¢ VIV B ocTpom nepuofe 60ne3Hn v
cnycTa MUHUMYM ABa roga  (nepuof  OCTaTOYHbIX  SIBMIEHWIA).
90 Mapessbl
80 KOHEYHOCTEeMN. ,,

70
60
% Mapessbl
50 KOHeyHoeTeli-
Mape3 Mmmunyecknx
40 MblILLIL--------- PeueBble_
HapyLueHus
30 PeyeBble ATaKCUN——————
pe3 MUMMNYECKMX
HEPYLLEHV/.
20 ' MbILLLL
ATtakcua Jnunencus
anunencus, cyaoporn
0 cypoporun—
OCTpbIiA BOCCTAaHOBUTE/bHbIN OCTaTOYHbIN
Mapesbl KoHeuHocTel =3nunencus, cyaoporu mATaKeua
MNape3 MUMUYECKUX MbILLILY PeueBble HapyLleHus

Puc. 14. InHamMKa HEBPONOTNYECKOW CMMITOMaTMKK y AeTein ¢ I no neprogam

HabnogeHuns, %
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Tak, B nontopa pasa NpoM3OLIIO COKpalleHHe uYMCNa Mape3bl/MapanuyH
KoHeuHocTe# (p<0,05) — Kk MepHOLY MCXONOB TaKHe HapyLIEHUs UMeNH He Gonee
nonoBuHbl Aetel (56,00%), 4acTe mape3’oB TpaHCHOPMHUPOBANach B CHHAPOM
NUpaMHAHOM HeaocTaToyHocTH (42,20%). OpHako B HanbHeiilem 6Onbliero
COKpallleHHs He pErHCTPUpOBaNOCH — TMpakTHYeckd 42,86% mnauueHTOB
CHOPMHPOBATH HEHPOOPTONMEANYECKHI CHHAPOM, CBA3aHHBIA ¢ TPOPHYECKUMH
HapylIeHHAMH, TNPOrpecCHpOBaHHE KOTOpOro B JanbHeHIueM Mo Mepe
NPOJODKAIOUWIErocs POCTa, OYEBHAHO, OYAET TONBKO YCYryOnATbh ABHrarelibHBIE
HapyluIeHH!s AaXke NPH BOCCTAHOBJICHUH CHIIBI H 06beMa ABHXKEHHUS B KOHEUHOCTHX.
CHHIpOM aTakCHM [0Ka3aJl HapacTaHHE 4YacTOThl pPerMcTpalMH B IMHAMHKE
Hab/IIOICHHSA, YTO MOXET OBITH PaCLEHEHO KaK JIOXXHOE MpOrpecCHpOBaHHE U
CBs13aHO, CKOpee BCEro, ¢ pa3BUTHEM HaBBIKOB BEPTHKAIM3aUMH U MOAAEpPXaHHA
paBHOBECHs y JeTel Mnajued BO3PaCTHOH TrpyINmbl W COOTBETCTBEHHO C
BO3MOXXHOCTBIO 00BEKTHBH3ALIUH aTaKCHH Y HUX MO Mepe B3pocieHHs 6ONMBHOTrO.

Takoe e 3aKilOUeHHE HaMH BBIHECEHO B OTHOLUEHHMHM «HapacTaHWUs»
peUeBbIX HapyLIEHHUH B KaTaMHe3€ MalMeHTOB: YacTh U3 HUX Ha 3Tane Aebrora MM
He MMeJIH HaBBIKOB peuyd mo Bo3pacty (68 u3 162 neteit Obiu B Bo3pacTe 10
OIHOFO Foja), 4YacTb HMENM pe3uAyallbHO-OpraHH4eckHidi ¢OH ¢ CHHAPOMOM
3ajlepXXKH CTAaHOBJIEHHUS HAaBBIKOB [CUXO-TNpeipedeBoro pa3BuTus (21,88%).

OTAENBHOTO BHHUMaHHUA 3acMyXHBAeT TaKOE YrpOXXaeMoe COCTOSHHE
JETCKOTO BO3pacTa kak Cyfopord. B HaueM HccneqoBaHHH 4acTOTa PeruCTpauHH
cynopoxkHoro cuHapoma (a B pansHeiimem [MMD nocToBepHO He MeHseTcs Mo
nepHofaM HaOMOAEHUS M OCTaeTCs OTHOCHTENBHO HHU3KOH. OJHAaKo CTOUT
oOpaTUTh BHMMaHHe, YTO CpeAu AeTeid, cHOPMHPOBABIUMX MMOCTHHCYJBTHYIO
SMUNENCHIO, TONBKO JIeBsb HUMENH cymoporH B aAeOtoTe 3aboneBaHus. TakhM
obpasoM, y 66ablueit yacTH AeTeld, cTpafaowux ITAD, oHa cTana OTCPOYEHHBIM
nocneactesueM MU, me6ioT cymopor Mpousollen B BOCCTAHOBHTENBHOM MepHOAE
6onesHu.

Hamu mnpoBefieHa [eTalbHasd OlEHKa BEPOSTHOCTH passuths [IAD mo

XapaKTepUCTHKAM CYAOPOXXHOTro CHHApOMa H NaHHBIM 20rI B OCTpOM [EpHOac
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MN. TlokaszaHo, 4yTO  npOrHOCTHYECKH HeONaronpuATHBIMU  ABAAIOTCH
FCHEPANM30BaHHBI M60 oKanbHBIH C BTOPMYHOM reHepanM3aluedl THIT
npuctynos (OIlI>4,44, p<0,004); Hanu4ue ANUIENTUGHOPMHOM aKTHBHOCTH (IHMKH,
MONMINKH, JIHGO KOMIUIEKCHl «OCTpas-MeMNeHHas BOJHa») WIH ¢bokanbHas
JIOKaIH3aUHs IMUNENTHGHOPMHOM akTHBHOCTH Ha D3I (OLL>3,05, p<0,04).

B Toxe BpeMs, OSnunencus ABIAETCS COYETAHHEM  KIMHHYECKHX
MPOABNEHHUH,  HAXOAAWMXCA B  TECHOM  CBA3M C  OMpEIENEHHBIMH
3MeKTPOdHLUEehANOrpadUUecKuMH JaHHBIMH, W M30JMPOBAHHAs OLEHKA OAHOIO
MM HECKOJIbKHX CHMIITOMOB MOXET MPHBECTH K OLIHGOYHOMY KIIMHHYECKOMY
pCUICHHIO M  HEONpaBJAaHHOMY  Ha3HAYeHHIO  JIOCTATOYHO  TOKCHYHOIA
aHTHIMUNENTHYECKOH  Tepanuu. KoMOMHAauMsA  reHepalM3OBaHHOTO  THMNA
NPUCTYNOB C U3MEHEHHAMH Ha 3HUedarorpaMme B BHAE MEIEHHO-BOIHOBOH H
Ae30praHW3oBaHHOW  (POHOBOH  aKTHBHOCTM MAM  HAIHYHEM  OYaroBOH
HEINUNENTHYECKOH  aKTMBHOCTH  MOXeET  paCLEHMBAaThC  KaK  BBICOKO
MHOQOPMATUBHEIH  NpeAMKTOPp (OPMHUPOBAHHMA CTOHKOTO  MaTONOTHYECKOro
CTPYKTYPHO-GYHKLIMOHANBHOrO  oYara C  3MHIENTOrEHHOM  aKTHBHOCTBIO
(OII>3,90, p<0,04).

o aHanoruu ¢ pacyeToM OTHOMIEHHS LIAHCOB MO CYJOPOXHOMY CHHAPOMY
B octpom nepuoje MU u pucky [N, Hamu MpoBeaeH aHANM3 MpeAcKa3aTeIbHOM
CMOCOOHOCTH APYTHX HEBPONOrHYECKHX CHMIITOMOB OCTPOro NMepuoza (tab. 55).

TaxuMm obpa3oM, KIMHHYECKas KapTHHA HILIEMHYECKOTO HHCYJIBTA B OCTPOM
nepuoge Oone3HH MPEUMYILECTBEHHO  XapaKTepU3YeTCA  JABUraTeNIbHBIMH
HapymeHUsMH (nape3amu/mapand4aMH KOHEYHOCTeH W 4YepenHBIX HEPBOB,
aTakcHell) W CyNOpPOXHBIM CHHADOMOM, KOTOpBIE COOTHOCATCA C (OKYycoM
MH(}apKTa, UMEIOT KaK MOJIOXKUTENBHYIO, TaK H JIOXKHO OTPULATENbHYIO JTHHAMHUKY,
M K TEepHORY HCXOM0B (GOPMHPYIOT KOMIUIEKCHOE Hebiaronoiayyue, KoTopoe
CTaHOBHMTCS TOBOJAOM JUIS NPHCBOECHHSA MHBATHAHOCTH y Oojiee 4YeM MOJIOBHHBI

Jeteit (61,22%).
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Tabnauua 55

Pacuet BeposaTHOCTH HeBposoruyeckoro aebuuura y aerei
B [I€PHOJIe OCTATOYHBIX ABJIEHUH 110 COCTOAHUIO B OCTpOM nepuoae U

(II.TIH HarjiIsAHOCTH [IPpHUBEACHBI TOJIBKO JOCTOBEPHEIE 3Ha‘leHHﬂ)

OcTphlit nepuon OcTaToyHbIe ABJICHUA (011 I Ko
[MTapanuy, napes INapanuy, napes 2,85 1,69-4,82 0,005
Huc-, adazus Iuc-, apazus - - -
ATaKcHsa ATakcus 6,86 2,37-19,87 0,00002
Koma IMTapanuy, napes - - -

Koma KoruutusHeie 2,77 1,28-5,97 0,004
Cynoporu KoruutupHele 8,09 3,36-19,47 0,0004
IIpumeuanue: OILl — oTHolIeHHWe IIAHCOB MNpH CpPaBHEHWH [OKa3aTeneit y

nauueHToB ¢ MM B ocTpoM nepuolie ¥ B MepHojie OCTaTOYHBIX sABnenuit; U —
JMana3oH AOBepUTENbHOro uHtepBasia, K® — kpurepuit Ouiepa.

IMpu oueHke GpakTOpOB pHUCcka HaMH ObUTH 3aperucTpupoBausl 4,9120,13 ans
rpynnel MM u 4,56+0,16 mns yyactHukoB ¢ THA Ho30/M0rHH M CHHAPOMOB,
KOTOpbI€ MOTJIM BBICTYIIMTB B TAKOH POJIH.

HacneactsenHsle TpoMbodunuu 6slmi BepupuLpoBaHbl y Gonee 87,34%
neteit c OHMK, npu 3ToM Tonbko y nauvenToB ¢ M HocuTenscTBO KOMOUHALMH
MonUMOp@H3MOB TEHOB B KXIOM YETBEPTOM CIIyyae COYETANHCh C ACHULUTOM
€CTECTBEHHBIX AHTMKOAryJIsHTOB, KOTOpBIH CTOHKO perucTpupoBaics Ha
MPOTXKEHUH BCEro nepuoja Habmopenus: n=44 (27,85%) nauueHToB C 5051
npotus n=7 (9,59%) B rpynne ¢ THA. He uckitoueHo, 4TO HMEHHO aKTHBHaA U
TONIHOLIEHHas paboTa MPOTUBOCBEpThIBaOLIIEH cucTeMbl y aetedt ¢ THA He naer
pa3BUTBCSA NPONIOHTMPOBAaHHOMY TPOMOO3Y ¥ HH(APKTY B TKaHH rOJIOBHOrO MO3ra.

Bhllmie onucaHHBIE COCTOAHUSA (PEHOTHIHYECKH BO3MOXHO OLCHHUTH IO
MHTErpaTHBHbIM  [OKa3aTeNsM TpomGoanactorpaguu:  CTPYKTypHas W/HIH
XpOHOMETpHUeCKas TMIEPKOAry/Alys, TOPMOXeHHEe MPOLECCOoB (UOpUHOM3a
yame ¢ukcuposanucs npu MU (tabn. 56). AHann3 B3aMMONEHCTBUA Ha ypOBHE
«reHOTUN-QEHOTHID MOKA3al MHOXECTBEHHBIE CBA3M OYEHB CabOM CHIIBI MEXY
noKa3aTe/SMH TeMOCTa3HorpaMMbl B OCTpoM Mepuofe 6onesHdn W B MepHoac

OCTAaTOUYHBIX SBIEHU C HOCHTCIIBCTBOM SNP OLCHUBAEMBIX F'CHOB
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TpoM6OQUIEHOrO crieKTpa M peryssTopoB TOHyca COCYAOB, HO He (epMeHTOB
bonaTHOro UMK,

MeTa6onuyeckue paccTpoicTBa MOTEHUHATBHO NPOKOATY/ISHTHOTO CIIEKTpa
ObIMM HEpeNIKUM COCTOSIHHEM, NpH pa3pabOTKe CTPaTErHM TepamneBTHYECKOro
BMELIATEILCTBA UMEHHO OHH CTAJTH BTOPBIM 31LEJIOHOM B PEKOMEHIOBAHHBIX HAMH

Ha3Ha4YeHHUAX JETAM Moc/ie aHTHTpoMOOTHYECKUX NpenapaToB (Tabn. 56).

Tabnuua 56
JuHaMuka n1abopaTOpHBIX MoKa3artene y aetei
¢ M1 u TUA 3a BpeMs HabmoaeHHs

[Mepuon 6onesnu, ynucno OcTtpsIit BocctaHoBuTenbHBIH | OcTaTOYHBIX
HabnoeHHiA ABNICHU IR

n | % n_ | % n | %

HieMHYeCKHil HHCYABT
I'uneproMouncrenHeMus 39 69,64* 70 59,32 31 24,80
JucnunuaemMus 58 59,18 47 46,53 36 | 45,57
[Mnepkoarynsuus 67 59,82 58 54,21 39 | 43,33
Tpan3uTopHas WiIEMHYECKas aTaka

I'uneproMoLMcTEnHEMHS 17 4722 23 39,66 16 | 25,08
JucannuaemMus 14 22,22 12 29,27 16 | 51,61
["Mnepkoarynsuus 16 34,78 12 23,08 9 16,67

[Mpumeuanue: * - p<0,05 npu cpaBHeHUH AaHHBIX Y yyacTHUKOB ¢ MM unu ¢ TUA
B OCTpOM mnepuoae GoNe3HH U CIYcTs MHHUMYM [Ba roja (MepHojl OCTaTOYHBIX
ABJIEHUIA); THIIEPrOMOLIMCTEHHEMHSA OLIEHUBANIACh MO OTKJIOHEHHUSM OT BO3PAaCTHBIX
HOPMAaTHBOB; HHTepNpEeTalHs AWUCIMIMAEMHH IPOBOAMNIACHE B COOTBETCTBHE C
JIOKANbHBIMH ~ NabOpaTOpPHBIMH ~ HOpDMAaTHBAaMH;  THUIEpKOArysalHds — 1O
HHTErPaTHBHBIM MOKa3aTensiM TpoMO031aCTOMETPUH.

H3BecTHO, YTO «paboTa» rpynnsl reHoB GepMeHTOB GHONATHOrO LMKIA He
HMMEeT JMHEHHON 3aBHCHMOCTH ¢ TpOMOOTHYECKHMM TNpoLeccaMH — OHa
onocpenoBaHa 4epe3 YpOBEHb TOMOLMCTEMHA, COAEpXaHHe KOTOpOro B KpOBH
pErynupyeTcs psaioM GHOXHMHYECKMX NPOLECCOB W APYTMMH TpYTNNaMH reHOB
[49, 111, 112, 116, 200]. TuneproMoLHCTEHHEMHS — XOPOLIO H3YYEHHBIH hakTop
TpoM6006pasoBaHusi B CTPYKType opdaHHOro 3abosesaHuss FOMOLUMCTHHYPHH. B
HalleM MCCleqOBaHHM OB TOJNBKO OAMH Takoi maudeHT. OfHaKO TECTHpOBaHUe

Ha romouucteuH naudeHToB ¢ OHMK B aeTckoM Bo3pacTe HMEET YPOBEHB
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pexoMeHlauMn B W knacc ngokasatensHoctH II [219]. 3adukcupoBaHHBIH HaMu
CpeAHHi ypOBEHb rOMOLKMCTEHHA MPEBBIIAN W3BECTHbIE HOPMATHBEI B MOJITOpA-
ABa pa3a, MPH 3TOM NPOCIEKHUBAIACH TEHJACHLUHSA K HEYKIOHHOMY HapacTaHHIO
KOHUEHTpallMi TFOMOLMCTEMHa B KPOBM C BO3pacTOM MalMeHTOB. [Ipu omueHke
BNUAHUA HocutenscTBa SNP reHoB ¢epMeHTOB (oNaTHOro LUMKIA Ha YPOBEHb
roMOLMCTeHHa KpoBH y mnauveHToB ¢ OHMK wuineMHyeckoro Tuna Ham
NpOAEMOHCTPHPOBAHO €ro JOCTOBEPHOE MOBBIIEHHE B ClIyyae OMO3MIOTHOrO
HocutensctBa 1-2 SNP, romosurotHoro Bapuanta MTHFR 677 TT, nauxoro
BapuaHta MTR: 2756 AA.

Hamu BHISBIEHO 3HAYMTENBHOE YHMCNIO MALMEHTOB, KOTOPEIE MMENH Kak
nopoku cepaua (n=31) U rnepeHecnHd HIUEMHYECKHI UHCYNBT B MEPBBIE CYTKH
nocyie OnepaTHBHOrO BMELUATENBLCTBA, TAK M Majble aHOMAIHH pPa3BUTHA: N=56
(34,56%) u n=43 (58,90%) ans rpynn UM u THA cootBeTcTBeHHO. B 310p0OBON
NonynsAuMd AeTeH CHHAPOM MasbIX aHOMAIMH pa3BUTHS Ccepaua He peKo
paccMaTpMBaeTCs B KayecTBe BAapHAHTA HOPMBEI B CBS3H CO 3HAYHTENBHOM
pacnpocTpaH€HHOCThIO. OfIHaKO B cCllyyae HAlOMX MalMEHTOB 3TO COCTOSHHE
paccMaTpHBaJIOCh B KayecTBe (GaKTOpa pUCKa B Cllyyae COYETaHUs HapyLIEHHSAMH
cepaeyHoro putMa (n=70 (43,31%) u n=50 (68,49%) mns rpynn M1 u TUA
COOTBETCTBEHHO), 3MBOJIOTeHHBIM CHHAPOMOM - Y 37,50% u 39,53% nauueHTOB B
rpynnax M u THA cooTBeTCTBEHHO.

AHanu3 COCTOsIHUA LepeOpoBacKyNAPHOro pycna MOKa3al BapHaTHBHBIH
XapakTep U3MEeHEHUM, KOTopble MOrNH OBITh reMOJAWHAMHYECKMMH 3HAaYHMbBIMH U
BBICTYMIMTh B PONM 3THOJNOrHYeckoro ¢akropa MnM Qakropa pucka OHMK.
Bone3up Moiis-Moits upeHtudpuumposana B rpynnax MM u THA (Bcero 7
CllyyaeB); BhIsiBIEHBl GUOPOMYCKYNsApHas AUCINa3Hus — 3 MalMeHTa; apTepHaibHas
avccekuuMs — 1 M T.0. 3HaYMTENbHOE 4YHCNO AeTeit B obeux rpynnax HUMenu
0COGEHHOCTH CTPOEHHSA LiepeGpoBacKyIApHOro pycia — pa3oMKHYTEIH Bunnusues
KpYT, CTeHO3bl M THMMOIUTa3WM KpPYTHBIX apTepuid, ymBoeHus H OGudypkaumw,
detaneHplit THN U T.A.. 66 (40,74%) u 33 (45,83%) ana UM u THUA

COOTBETCTBEHHO. B kauecTBe pHCKa TaKHE COCTOSAHHUSA YUMTBIBAJIMCH B Cily4yac UX
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réMOJIMHaMHUYeCKOH 3HAYUMOCTH M COOTBeTCTBHs Oacceiina OHMK. Takxe B
3TOH rpymne (axkTopoB pHUCKa PErHCTPUPOBATUCH BOCTIANMTENbHbIE H3MEHEHHUS,
CMpOBOLMPOBaHHbIE TEYEHHEM HMHQEKUMOHHBIX MpOLECCOB  (BETpAHas ocna,
CEINCHUC, TEMOJIMTHKO-YPEMHUYECKUI CHHAPOM M T.A4.).

Hamu npoBeneH neTanbHBI aHATIH3 KONHYECTBEHHBIX M KAyeCTBEHHBIX
pe3ynbTaToB MOJIEKYJIADHO-TEHETUYECKOr0  TECTHPOBAHHsA 14  reHoB
NpOTPOMOOTHYECKOR M MNPOKOAryNAHTHON HampaBieHHOCTH y 200 mereit ¢
uweMuyeckuM THNoM OHMK u B cpaBHeHHM ¢ 117 y4yacTHHKaMH TIpyIIHI
koHTposs. [IpocToe cyMMHpoBaHHe MOKa3ano, YTO MOMYNIALMS GONBHBIX ABAETCS
HocuTenamHu Gonbuuero yucna nonumopousmos (1197 npotus 674 SNP, 6,68+0,20
npotus 4,42+0,18 y yyactHukoB rpynnst OHMK u KOHTpONsS COOTBETCTBEHHO,
p<0,05), a ¢ yBenuyeHueM yucna SNP pacTeT UX BCTpEYaeMOCTh HMEHHO Y JIeTel
OHMK.

IMTanpentst ¢ OHMK  Hepeako HMMeNH Takoe  KOJNHYECTBEHHOE
NpeuMyIiecTBO: 8 U3 HUX UMeNH MakcHManbHoe yuciio SNP reHoB Tpomodunuu
(6 n3 8 Bo3MOXHBIX); 11 MauMeHTOB - MOJHMOPGH3MBI BO BCEX OLEHMBaEMBIX
reHax ¢epmeHTax QonaTHoro uuiia; 2 aeredf 6bUH HocuTensMu 10 SNP u3 14
BO3MOXHBIX — CpPEH YYAaCTHUKOB KOHTpPOJILHOW IPYTMBI TaKUX KOJITUUECTBEHHBIX
coueTtaHulf He BcTpevyanock. [Ipu aHanu3e BepoATHOCTH HacTyruieHus MM wnu
THUA B cnyyae HOCHTENBCTBA OMPENCNIEHHOTO KOJIHYECTBA IMONMMOPGH3MOB
HcclieyeMBIX I'PYIIN FeHOB 10 OTAEIBHOCTH HaMH MOKa3aHo, YTO HOCHUTENBCTBO 4
U 5 Myrauuii B reHax TpoMOGOGHNBHOrO CHEKTpa, ABYX - B reHax (EepMEHTOB
¢onarHoro uukna U obenx NO-cHHTa3 AOCTOBEPHO MOBBIMIANO BEPOATHOCTH Kak
U u TUA, tak u OHMK wumemuyeckoro tuna B 2,40-8,06 pa3 (p<0,03).
MaxkcuManbHbll pHck pa3sBuTHa MU 3abukcHpoBaH mpu HocHTeNscTBE 9 SNP B
COBOKYMHOCTH U3 14 oueHuBaembix redos: OllI=10,8, p=0,005.

KpoMe TOro, BBISBIEHO, 4YTO BO3MOXCEH YCIIOBHO «IPOTEKTHBHEBIN»
BapMaHT: TNPH HOCHTENbCTBE YETHIPEX OJHOHYKIEOTHAHBIX 3aMeH MO BCEM
oleHUBaeMBIM 14 reHaM BepoaTHocTh orcyrcTBUs MM B nerckoM Bo3spacte

Bo3pacTaeT B ueThipe pasa (OllI=4,06, IH 1,65-9,96, p=0,001); BeposTHOCTDH
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otcyTcTBUS OHMK wumemuyeckoro THMa — B wlecTs pa3z (Oll=6,06, 11 2,64-
14,58, p=0,00001).

B xome nanpHeimero aHanm3a rUnoTesa HOCHTENbCTBA KPHTHYECKOTO
KOJIMHECTBO TEX WM HHBIX MYTaUWi B MaKeTax FeHOB MPOKOAryafsHTHOrO H
MPOTPOMOOTHYECKOrO  CTEKTpa MONy4yMna  Kak NMOATBEpXAEHHE, TaK U
onpoBepxeHue. Tak, rensl FGB:-455, F7: 10976, F13: 103 u ITGA2: 807, Bce
FeHbI-KaHAMAATE! (epMeHTOB (onaTHOro uMkAa ¥ NO-CHHTa3 MOKa3ald CBOIO
NPOrHOCTHYECKYIO LICHHOCTb B BH/IE M30JIMPOBAHHOTO HOCHUTELCTBA (0cOBEeHHO B
FOMO3MIOTHOM COCTOSiHHM). OHM crocoOHBI BIUATH Ha puck aebiota OHMK B
AETCKOM BO3pacCTe MO CPaBHEHHIO CO 3[OPOBOMH MOMYNALMEH, yBelMUHBas €ro
BEPOATHOCTH B 1,5-5,90 pa3 (p<0,05).

Hurepecen ToT dakT, 4yTo caMble M3yYeHHbIE M WIMPOKO OCBEIUCHHBIE B
nuteparype «daTanbHbele» aleNbHble BapuaHThl reHoB F2: 20210 u F5: 1691 ¢
TOYKH 3pEHHs MaTeMaTHYecKoH o6paboTKM M aHaNM3a He MPOAEMOHCTPHPOBAIH
CBOEH 3KCKJIIO3UBHOM poJIH B U3y4aemoii nonynsauuu aereit ¢ OHMK HH B ciyyae
M30JIMPOBAHHOr0 HOCHTENILCTBA, HH B BapHMaHTax KoMOWHauMii. MyTaluMH reHOB
npoakliefiepyHa W MpoTpoMOHHA BCTpEeYalMChb KaK B OCHOBHOH, Tak U B
KOHTPOJIbHOI# rpynmnax.

Takue npoTHBOpeyalIye JIMTEpPaTypHbIM AaHHBIM pe3YNbTaThl, MOI'YT OBITH
CBA3aHbl C TEPPUTOPUAIBHBIMH OCOOEHHOCTSAMH — TFeHHBIH MeH3aX LeHTpalbHOH
YyacTH Ypajla, Ha TpaHHULE KOHTHHEHTOB, HE JOJKEH ObITh IKBMBANEHTEH HH
3aMagHoeBpoOIEHCKOMyY, HH a3HaTckoMy. B Toxe BpeMs, Halue HccCleJOBaHHE He
obnagaetr TeM 06BEMOM JaHHBIX, YTOOB! CAENaTh PaBOMEPHBIE MOMYNALHOHHbIE
BeIBOAbl. CBeneHHil, yToObl CyAWTh O YacTOTE€ pPErHcTpPaUdd TeX WM MHBIX
annenedl y 300POBBIX M Y JAeTell B KIMHHUYECKHX Trpymmnax no Poccun u mo
OTIE/IbHBIM pErHoHaM HallleHd CTpaHbl B HacToslee BpeMs He AocTaTroyHo. ITo-
BHIMMOMY, TOJBKO B COEJMHEHUH C APYTUMH MOAMDULMPYIOWNMH daKTOpaMH
pHCKa CTaHOBMTCA BO3MOXHA MM He BO3MOXHA KIMHHYECKas peanusauus F2:
20210 u F5: 1691 B Buae Tpom60o3a. He HCKIIOYEHO, UTO YYACTHUKH KOHTPOJILHOH

rpynnel, KOTOpble He CHOpMHPOBATH TPOMOO3bl B AETCKOM BO3pacTe, elle He
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AOXHIIK 10 TaKO#H BO3MOXKHOCTH, HE MOMANaNt B CHTYaLMIO COYETAHHS C APYTUMH
(aktopamu pucka (ycTaHOBKa KaTeTepa, JUIMTENbHOE O0GE3[BHXHBaHHE,
OMEpaTUBHOE BMELIATENBCTBO M T.A.) HIM SABIAIOTCA HOCUTENSMH Habopa
«MPOTEKTHBHBIX» (aKTOPOB.

PesyneraTel aHanu3sa coueranuit SNP u3 TpoM6odHIBLHOro MakeTa reHoB U
(epMeHTOB PoNaTHOro LMKIA MO OTAENBHOCTH MOKA3asH, YTO HaHGOMBIIEE YHUCTIO
AOCTOBEPHBIX reH-TeHHBIX KOMOHHALIMH MoKa3ani U3 TpoMGoduisHOro Habopa Te,
B COCTaB KOTOPBIX BXOAM/IM ONHOHYKJIEOTHAHBIE 3aMeHbI B FeTepO-/TOMO3UIOTHOM
COCTOSIHWM B reHax pubpuHoreHa (4 koMOHHaLMK), peuenTopos TpoM6oLuToB (4
xombuHauun) u PAI-1 (5 koMOHHauumit) - maHc Ha pebior OHMK B pmeTckoM
Bo3pacTe moBeiaics B 2,09 — 6,97 pas (p<0,04). B rpynmne reHoB ¢epMeHTOB
donatHoro uMkna — B cnydae npucyrcreus MTHFR: 677 C>T (4 xom6uHauuy,
o1l 2,83-5,99, p<0,04).

Hamu MpoaHaTM3UpPOBAHBI COYETaHUs SNP, cofepxaume
ONHOHYKJIEOTHAHBIE 3aMEHBI B F€HaX BCEX OLlEHHBAaEMBIX MaKETOB, OJIHAKO YacTOTa
MX BCTPEYaEMOCTH B KOHTPOJIbHOI rpymne Gblna Hcyesaroe Mana (1 u 2 cinyuas),
B TO BpeMs kak B rpynne OHMK ux Takue couetaHust ObUIM COBCEM He pelKUMH,
a B HEKOTOPBIX CIIy4aeB BCTpEYalMChb y NECATKOB MauueHToB. TakuM o6pasoM,
YCTAaHOBUTBH MPOTHOCTHYECKYIO LEHHOCTh FeH-TeHHBIX CeTeit yNamock TONBKO B
JABYX cnydasx - yBenudeHue BepostHocty MUY, TUA wnu OHMK uiemuyeckoro
THMa BelpacTasiia B 6,75 — 13,14 pa3 (p<0,03).

[Touck Takoit KoMOHWHAUMK FeHOB, KOTOpas Morja Obl OMpeneNsiTh PHCK
OHMK uieMHYeCKOro THIA B AETCKOM BO3pacTe, OB TakKe NMPOBEAECH METOAOM
OUCKpUMHHAHTHOTO aHanu3a. B o6paboTky ObIM BKJIIOYEHA BO3MOXHOCTB
OTCYTCTBHS CBeICHHI O HECKOJIBKUX IeHax M3 MakeTa H3yyaeMelx 14 (Hepenkas B
KIHHUYEeCKON mnpakTHke). [IporHocTHYECKH 3HA4YMMOM cTajna KoMOMHAuUUA M3 8
SNP, a B ee cocTaB BOLIIH NMPEACTaBUTENN BCEX TPEX MaKeTOB: TPOMOODHILHOTO
(FGB, ITGA, F13), ¢pepmentoB ponarHoro uuxna (MTHFR: 677 u 1298, MTRR)
U perynstopoB ToHyca cocynoB (NOS3:786 u 894). BepoATHOCTbIO BEPHOroO

pacno3HaBaHHUs HHCY/bTa cocTaBHna 89,7%, ero orcyTcTBHA - 83,5%.
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IMocnepoBarensHas  Maremaruyeckas obpaboTka  MpearnosaraeMsix
KOMOMHAUMA reHoB, KoTopble MornM G6bl mMpordHosupoBath THn OHMK
(vueMuyeckuit  uHcynsT unu  THA) He nokasan ynoOBETBOPHTENBHBIX
pe3ynbTaroB (Tabn. 57).

Tabnuua 57
IToka3zaTtenu 4yscTBUTENBHOCTH AU depeHUIMPOBAHHOTO TPOrHO3UPOBAHHUS

tuna OHMK B nerckom Bo3pacte (%)

['eH-reHHas komMOUHaLMs Hns UHU HOnsa THA
TpombodunbHBI MakeT 91,74 29,85
Tpombodunsublii naker + OO 85,00 49,25
Tpombodunbusiii naker + OL] + PTC 82,81 62,50

IMpumeuanue: OODI] — reHsl @epmeHTOoB ¢onatHoro uukiaa; PTC — reHsl
peryjisTopoB TOHYCa COCYIOB.

Kak mokazaHo B Tabnuue 57, ¢ yBenMueHHMEM 4YHMCNa pacCMaTpUBaEMbIX
MaTONIOTHYECKUX TeHOB HabnoaeTcs He3HAUYHUTENbHBIA pPOCT CTAaTUCTHYECKH
J0CTOBEepHOCTH pacro3HaBaHus tuna OHMK, Ho oH HeaocraroyeH. Takas
CUTYyallUsi MOXET GBITh OOBACHEHa KaK BJMSHMEM 3MUreHeTHYECKHX (aKTOPOB B
OCTpOM Mepuofe GOoMe3HH, KOrha «pellaeTcs» HACKONMbKO MHUHMMankHOH Oynet
30Ha HWIIEMHH U 0OpaTHMOH HeBpoJlorHyeckas CUMNTOMaTHKa. be3 yyera npyrux
akTopoB (He HCCIeNOBAHHBIX TFEHETUYECKMX WIM SMUreHETHYECKHX), 3adaya
K1acCHUKAUMH MOATHIIOB MIIEMUH C TOUKH 3PEHHs MaTeMaTHyeckod o6paboTkH
OCTaeTcs Hepa3peLIuMon.

IMonuMopdu3M reHoB MPOTPOMOOTHUECKOrO CMIEKTPA MPOAEMOHCTPHPOBAH
CBOIO TPOTHOCTHYECKYIO CIOCOOHOCTh MU Pa3NUYHBIX BO3PACTHBIX MEPHOMOB
OHMK, npu 3ToM Ojisi cambIX KDHTHYECKMX MepHoioB neGrota Goneshn —
rPYJHOr0 H MOAPOCTKOBOTO HX KOMMYECTBO MHHHUMANBHO MO CPaBHEHHIO C
JPYTMMH BO3pacTHBIMH NepHoJaMH JeTcTBa (Tabnuua 33), a 3HaUMT, pean3alms
MX B BHJ€e TpoMbo3a in situ B OHTOreHe3e MOXET OBITH OOJNIETUEHA.

Ipaxtuuecku Te xe SNP U3 oueHMBaeMbIX 14 rmokasanu CBOIO

TMPEAUKTUBHYIO CMOCOOGHOCTh B OTHOLUEHHH HebnarononyyHoro ucxoga OHMK
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HIIEMHYECKOTO THNMA W MPUCBOEHHS KaTeropuu «peGeHOK-MHBaIHA». YacToTa
PErMCTpallMM TeH-TeHHBIX COYETaHWH B Trpymnne MNalUUeHTOB, HMEIOLHX
MHBAJIMIHOCTb, TpPEBOCXOAMIA  MOKa3aTelM TIpymnsl 6e3 TakKoro craryca B
nonTopa-iBa pasa. BepoATHOCTh HEGNAroNnpUATHOrO HEBPOJNIOTMYECKOr0 MCXOAa
Bo3pacTana B 2,07-3,69 pa3 (p<0,049) B ciyyae KONHUYECTBEHHBIX COYETAHHUIL 3
SNP u3 rpynnsl TpoMGOQUNBLHBIX, 2 — U3 FEHOB depMeHTOB donatHoro uMkna, 2
13 NO — cuHTa3), a TakKe NpU MOABNEHHH B KOMOMHALMSX FEHOB ¢ubpuHorena,
peuenrtopos TpombGouutos, PAI, MTHFR: 677.

Takum  obpasoMm,  nporHocTHyeckas  CMOCOGHOCTD  KOMOGHMHALMiA
OAHOHYKJICOTHAHBIX 3aMeH B eHaX MPOKOAryJAsHTHOrO H MpPOTPOMGOTHYECKOro
CNEKTpa MOXET CYMTaThCA JoKa3aHHOW. Kak KonHuecTBEeHHBle, TaKk H
Ka4yeCcTBeHHble coueTaHHs SNP B oleEHHMBaeMBIX TreHaX [MOKasalH BEICOKYIO
crneunpUYHOCTb U YYBCTBHTENBHOCTD B OTHOWEHUH dpakta OHMK (6ynet unu Het
WU wnu THA B neTckoM Bo3pacTe, CpelHss BEPOSTHOCTb MPABHUILHOIO AUArHo3a
nocturana 86,6%), BEpOATHOCTH INpPHUCBOEHHS KAaTErOpUH MHBANHA, HO HE B
Bapvante OHMK (MU unu THA).

H3BeCTHO, YTO MONEKYNAPHO-TEHETHYECKOE TECTUPOBAHHE HE BXOQUT B
nepeyeHb HEOTJIOXKHBIX AHArHOCTUYECKUX MEPOINpPUATHIA, He BCeraa MOXeT OBITh
BBIMOJIHEHO Jaxe 3a Bpemsa MpebObiBaHUA B cTaudoHape. Kpome Toro,
beHoTHMHYECKas peai3alUa reHeTUYECKH AeTePMHHHPOBaHHON TPOMOODHIBLHOM
NpeapacnosnoXeHHOCTH MOXeT OBITh BecbMa BapHabesibHa W He BCera MPUBOAUT
K aKTUBHOM MeJHKaMeHTO3HOM TakTHke. HaMHu npoBeaeHa oLeHKka BO3MOXHOCTH
MPOrHO3UpOBaHUA OTAANEHHBIX MocneacTsuit UM (MHBanMaHOCTH/€e OTCYTCTBUE)
MO JOCTYNHBIM CBEJEHUSAM aHaMHe3a M KJIHHHUKO-TabOpaTOpPHBIM TEUEHHIO
octporo nepuoja 6one3Hu (84 napamerpa). B pernaroiee npasuio Bownu 28 U3
HUX, MIPH 3TOM MPaKTHYECKH BCE C PaBHBIM MPOTHOCTHYECKUM KO3DPHLHEHTOM,
Oonuskum k asym (1,81%0,12). ITapamerphl, mMokasaBLIHE CBOIO 3HaYUMOCTb,
(GakTHYEeCKH B paBHBIX MPOMOPLHUAX COJACPXKAU CBeAeHHA U3 aHaMHe3a (7 u3 28),
KJIHHUKH (10 13 28) 1 nabopaTOpHBIX JAHHBIX TEYEHHs OCTPOro nepHoja 6one3Hu

(8 u3 28). BeposATHOCTb MNPaBHIBHOTO MPOTHO3WPOBAHMS HHBAIHAHOCTH Y
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MalMeHTOB [ETCKOro BO3pacTa Ha OCHOBAaHMW MPEIIOXEHHOH (OpPMYIibl
cocraBuna 91,4%, a BepoATHOCTh OMHOOYHOI Knaccudukauuu - 8,6% y netei,
4TO XapaKTepU3yeT KaK BBICOKYIO YYBCTBHTENIBHOCTB, TaK W CNELUPUYHOCTH
PacCYMTaHHOTO NMPOrHO3a.

Wrak, HaMH BbISABNEH LIHPOKHH CMEKTp MOAMPUUUPYEMBIX U
HeMoAUGUUMPYEMBIX (AKTOPOB pHCKA, COYETAaHHE KOTOPHIX MPHBOAMIO K
peanu3aUMd HUIEMHH B LepedpanbHBIX CTPYKTYpaxX B HETHIMHMYHOM BO3pacTe.
[TaTorenetuyeckumu BapuHanTaMd OHMK HineMHYecKOro THMMA, a 3HAYHT H
NOBOJOM Uil pa3paboTKH TaKTHKH JIeYeHUs U BTOPUYHOM MPOQUIAaKTHKH, CTaNU
(B mopaake yObIBaHHA): TPOMOOTHUECKHH W/HIIM TeMOPEOJIOTHYECKHI THI,
reMOAHHaMUYEeCKH, KapaAH0IMOOAHYECKHI U MeTabOIHUECKHIA.

Taxkum obpa3oM, Ha OCHOBaHHH NPOBEEHHOrO aHaNHW3a (aKTOPOB pUCKa H
naroreHeTHYeckux BapuaHtoB MM u THA B merckoM Bo3pacte Hamu Obuia
pa3paboTaH W BHEAPEH B MOBCEAHEBHYIO MPAKTHKY MEpeyeHb AHArHOCTHUECKHX
MEpOINpPHATHH, KOTOpble HeoOXOOMMO MpoBecTH s obcnenoBaHUA AeTed Ha
HEOT/IOXHOM (CTallMOHapHOM) 3Tane (Tabn. 58).

CTOMT OTMETHUTb, YTO MNOCJeAoOBaTe/bHOE KIHHHYECKOe, JlabopaTopHoe H
MHCTpYMEHTaIbHOE 00C/IeJIoBaHUE C BHIMOTHEHHEM BCEX MPEIIOXKEHHBIX MYHKTOB
aIroOpuTMa CJiefyeT BBIMOJMHUTL AaXe B Te€X ClyyasX, KOrAa MPUYMHA HHCYbTa
wii THA kaxeTcs OueBHAHOH — HarmpuMep, HOCHUTENbCTBO MyTauuH JledaeHa,
FOMOLIMCTMHYpPHUS HIH BpoxJeHHbli mnopok cepauna. OHMK  ocraercs
MyNnbTUAKTOpHEIM 3aboneBaHHMeM, W HH OOMH H3 (aKTOPOB pHCKa B
M30/IMPOBAHHOM BHJE He MOXET CTaTb MNpPUYMHOH UepeGpoBacKyIApHOM
naronorud. MIMEHHO WHAMBUAYaNbHblE KOMOWHAUWM (GaKTOpPOB pHCKA, MNpH
BO3/ICHCTBUY NMPOBOLMPYIOWHX (akTOpoB OONEryaioT peall3alHuio FeHEeTHYECKH
NETEPMUHHPOBAHHOK MPOTPOMOOTHYECKOW HACTPOEHHOCTH M MNPUBOMAT K

dopMHpoBaHuio pokyca HHpapkTa uin THA y nereit.
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HeobxoauMo oTMeTHTB, YTO NpaKTHYeCKM Bce yKa3aHHble B Tabn. 58
0bCcne10BaHMS eTH MOrYT MpoiTH GecryaTHO, a Mpe/ToXeHHas cxema 6buia
3apuKcHpoBaHa B (efepanbHOM PYKOBOACTBE M0 HETCKOM HeBposnoruu [14].
Pe3ynbTatoM BBINONHEHMS pa3pabGOTaHHOrO HaMHM JAHArHOCTHYECKOTO MEpeyHs
crana uaeHtHoHkauus stvonorun OHMK HIIEMHYECKOTO THMA B JETCKOM
BO3pacTe B BBICOKOM 1t Poccuu nmpoueHTe cnyvaes (93,07% s MU u 100,00%
mnst THA mocnie 2010 rona npotus 37% ansa VIM no BHeApeHHMS), NEMOHCTpALIHS
€ro MyNnbTH($AKTOPHOCTH (BBIABNEHO 4,79+0,10 koM6uHaLuMiT GaKTOpOB pHcKa) H
pa3paboTka TaKTHKH BEeHHA ¥ HaGMTIOJeH s MallMeHTOB Ha BCEX dTarnax GonesHu.

C y4eTOM HaKOM/IEHHOTO MHPOBOTO ONBITA BEAYLUHX ONMMHHOH-THAEPOB MO
npo6ieme neauatpuueckoro OHMK, HanmuuHs MeXIYHapOAHBIX pEKOMEHIalHil
ypoBHs B, 4acTOTHl peUHANBHPOBAHHA TPOMOOTHYECKHX COOLITHH y HaWIMX
NalMeHTOB HaMH TNpPUHATO pElWIeHHE O TNpPHMEHEHWH aKTHBHOH TaKTHKH
COMPOBOXAEHHUA  [MMAlMEHTOB  Ha  NPOTHKEHHH  TOCMHUTAIH3AUMH U
BOCCTaHOBHTENILHOIO MEPHOJa, KOTOpas MoJpasyMeBalia He TOJNbKO (HUKcaLUIo U
MOHHTOPDHHT BBIABJIEHHBIX B CTalHOHape (aKTOpOB pHCKAa, HO U aKTHBHOE
yTipaBlieHHE HMH.

3a BpeMs TOCMHMTANBHOrO 3Tama BceM MauueHTaM, MexaHnsM OHMK
KOTOpBIX 6611 HaeHTHOHULMpPOBaH Kak TpOoMOOTHYECKHH WK
KapAHodMOONHYeCKHiA U He BBIABICHBI NPOTHBOMOKAa3aHUA, OBLIM Ha3HayeHB!
npenapaTsl aHTUTpoMOoTHYeckoro crnekTpa. B ocTpoM nepuoae — renapuH
(HedpakUMOHUPOBAHHEIM, HU3KO MOJIEKYJSPHBIA) C JaJbHEHIUUM pelleHHEM O
nepexoje Ha Ae3arperaHtThbl WIH HENpsAMble aHTHKOAryNlsHTel. Jlo3upoBaHHe BCEX
NpenapatoB  OCYWIECTB/SUJIM B COOTBETCTBHE C  pPEKOMEHAOBaHHOH B
neaHaTpUYeCcKoii NMpaKTHKe TaKTHKOH TUTPOBAHHA B 3aBUCUMOCTH OT MaccChl Tefa.
C yyeToM KOMGHHHPOBaHHOCTH 3THONOTHYecKkUX dakTopoB OHMK, nabunpHocTH
CHCTEMBI FeMOCTa3a y AeTel, BO3MOXXHON Pe3HCTEHTHOCTH K TEpanuH, BO3PaCcTHBIX
ocobeHHOCTe (apMaKOKMHETHKH MMpPEnaparoB, MOTEHUMAIBHO BBICOKOIO pHCKa

OCJIOXKHEHHH, B T.Y4. HEreMOpparuyeckoro CHeKTpa, HaMH [pOBOAHJICA
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MOHHUTOpHHra mnpodunas 6e30MacHOCTH Yy HaWMUX MauMeHTOB (KIMHHUYECKHIA,
TenedoHHOe U email HHTepBBIO, TabopaTOPHBIN).

HeTn npuHMManu [Oe3arperaHtbl WM HeNpsMble aHTHKOAryJsHTHl Ha
perynspHOf exelHEBHOH oCHOBe, Ge3 «IeKapCTBEHHBIX KAaHWMKY/», CPOKOM Ha
JBa-TpH roia OT JOCTHXXEHHWS LEeNEBBIX nabopaTOpHBIX 3HA4eHHit. [lauMeHTHI,
POAMTENIM KOTOPBIX OB HE B COCTOAHHH OCBOWTH [paBWJIa MOHHTODHMHIa
3bdexTHBHOCTH M 6€30MaCHOCTH NMPUMEHEHHS aHTUTPOMGOTHYECKO! Tepanuy, He
nonyyand TaKMX Ha3HaueHHMH; BTOpHYHAs MNpPOQHUNAKTHKA Yy TaKuX Jereit
NpOBOAKSIACE B amMOyNaTOPHBIX YCJIOBHSX MO BCEM OCTAIbLHEIM MpHHLMMAM C
perynspHBIM OTClIEXXHBaHHEM J1TabopaTOPHEBIX MOKa3aTeNeid.

Tak, BceM nauueHTam Ob1TH peKOMEHIOBaHb! MoAHHKaLUs 06pa3a KH3HH,
M3MECHEHHE pallOHa MHTaHHA (MpM BBIABJIEHHH THNEProOMOLMCTEHHEMHH,
OUCTUNMAEMHH), NHTHEBOrO peXHuMa, [AaHbl PEKOMEHIALMH IO MOCEeLEHHIO
YPOKOB QH3KYNbTYPHl U CIIOPTHBHBIX CEKLMI, KOHTPOJIIO Macchl TeNa U KypeHHIO
M T.0., a TaKkKe MHAMBHAYyalbHbIE MEPBHI MO KOHTPOJIO BBHIABIEHHBIX (AKTOpOB
pHCKa, €CITH OHH OTIHYAIMCh OT BbILIE yKa3aHHBIX (HarpHMep, Y MalMEHTOB C
NOpoKaMH cepAilla, TOMOLMCTHHYPHEH, XPOMOCOMHBIMH CHHAPOMaMH H 1p.).

Hcnons3oBaHue npenapatoB (oyueBod KHCIOTH OBINO pPEKOMEHAOBAHO
BceM HocutensM nonumopcuszMo reHoB MTHFR: 677 u 1298 HesaBucHMO OT
YPOBHS TOMOLIMCTEHHA, a TaKXKe B ClIy4yae FUIeproMoLucTeHHeMUH. Jlo3upoBaHHe
¢onueBodf KHUCJIOTBI MpPOBOAMIH B COOTBETCTBHE C DPEKOMEHJOBAaHHOH B
neauaTpHYecKoil MpaKTHKE TAKTHKOH TUTpOBaHMs B 3aBUCMMOCTH OT BO3pacTa
pebeHka.

Takum o6pazoM, Ha ambynaTopHoM o3Tanme HaOMIOJEHHA BCe OETH C
auarHoctHposaHHBIM nocie 2010 rona MU unu THUA npownu crienyioyto yepes
CHCTEMY Mep IHHAMHYECKOro HaboaeH s:

— IMarHOCTHYECKHE MEpONpUATHSA, yKa3aHHble B Tabnm. 58, ecnu oHH He GBUIM

MpPOBCACHEI B CTallHOHAPC,
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— KOHTPOJIb YPOBHS TFOMOLIMCTEHHa | pa3 B Mecsll O AOCTHXXEHHS LEJIEBOro
BO3pacTHOrO 3HAa4YeHHUS MpH MpPHUMEHEHHHM AMETHl W/WIM MpenaparoB ¢(oJHeBoi
KHCJIOTBI; 3aT€M C YacTOTOH 1 pa3 B monroaa;

— KOHTpPOJIb YPOBHSA JIMIIMAHOTO CrekTpa | pas B TpU Mecsua OO0 HOCTHXEHHA
nabopaTOpHOro HOpMAaTHBA; 3aTeM C YacTOTol 1 pas B nonroja;

— KOHTpoJb 3GQEKTHBHOCTH aHTHUTPOMOOTHuYeckoil Tepamuu: ASPI test npu
npueMe acnupuHa, ADP test mpu mnpueme kinonuporpens uyepes 1 Mecsuy fo
poctxenus 30 U B arperatorpamme; ueneBoe 3HauyeHue MHO npu npueme
BapdapuHa 2-2,5; 3aTeM ¢ yacToToii 1 pa3s B nonroaa;

— reMocTa3sHorpaMMa pa3BepHyTas, BKJIIOYas [O0Ka3aTe/H, OTKJIIOHEHHE KOTOPBIX
Ob1TH 3aQHKCHPOBaHBI B CTalMOHape He pexxe 1 pa3 B monroaa;

— koHTponb Y3/II', 3M600reHHOro peXkrMa uepes Moaroja;

— KOHTPOJIb 230 Yyepes noJiroga; B cny4yac JMHICNCHH — IO HHILHBHILyaHbHOﬁ

cXeMme;

— koHTposis MPT ronosHoro mo3sra depes | ron;

— OCMOTp HeBpoJiora 4yepe3 1 Mecsi nmocne BHIMHCKK U3 CTallMOHapa; 3aTeM M0
HOpMaNU3allMKd BBIABICHHBIX OTKJIOHEHHH B /abOpaTOPHBIX MMOKa3aTeliX ¢
yactoToii 1 pa3 B 2-3 Mecsua; 3ateM | pa3 B noaroaa — MMHHUMYM JIBa rojia noce
¢akra OHMK.

B paMkax coOniofieHus Takoii cxeMbl HaOMOAECHHS B BOCCTAHOBHTENILHOM
nepuosie aHTHTPOMOOTHYECKYIO TEpanuio Mojyyand GoNBIIMHCTBO MaUHEHTOB C
MM (74,48%) u Gonee nonoeuns! ¢ THA (64,70%). Lleneprbix 3HaYeHU# arperaunu
Tpombouutos Hike 30 U ymanoce NOCTHYD Yepe3 ONMH MeCALl PEryNsApHOro
npHeMa aHTHarperaHToB Takxe y GonbluHcTBa nereit (78,72% u 77,78% B
rpynnax UM u THA cooTBeTCTBEHHO). B ToXe BpeMs B npoliecce MOHHTOPHHTA 32
coCTOsHUEM OGONbHBIX 6ojiee TpeTH MOHagoOMNIachk Ta WM KOPPEKTHPOBKa:
H3MeHeHHe N03HpOBaHUA MM CMEHA Mpemnapara (32,00% u 43,54% B rpynnax M1
u THUA cooTBeTCTBEHHO). EAMHHYHBIM MalMEHTaM MoHano6unack ABOHHas WU

Aaxe TpoliHas aHTUTpoMOOLIMTapHas Tepamnus.
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IlpumeHenue mnpenapaToB (ONTHEBOH KUCIOTHI M pPEKOMEHOALMH O
COGMIONEHHIO MHUIIEBOTO PEXXHMA, MPHBENH K CYLIECTBEHHOMY CHUXKEHHIO YPOBHS
rOMOLMCTEHHA: KOJIUYECTBO MaLKEeHTOB c 3aperuCTpUPOBAHHOM
rUneproMouncTenHeMuel cpean aereii ¢ MM cuusunocs B nea, ¢ THUA — B
nonropa pasa (tabn. 44). Hanpumep, cpenHHii ypoBeHb FOMOLIMCTEHHA Ha (OHE
HazHauyeHHOH ¢onueBoll kucnotel B rpynne ¢ MU B Bo3spacte 3-7 ner Gbln
6,17+0,32 mxmonn/n (npotuB 9,42+0,42 Ge3 Hee, p<0,05), A% MalHEHTOB
BO3pacTHOro axanasona 10-15 ner — 7,17+0,33 mxmons/n (npotus 21,33+4,03 Ge3
Hee, p<0,05).

Yepes nmBa roga rmocne fe6GioTa HEBPOJIOTHYECKOH CHMIITOMATHKH
NpakKTUYECKH  [MOJIOBMHA  HalIMX  OGOJBHBIX  MpHUHUMana  KOMOWHALMIO
JIEKapCTBEHHBIX CPEACTB M3 TNPEMJIOKEHHBIX MEp BTOPUYHOH NPOPUIAKTHKH
(61,60% u 51,61% ana UM u THA cootBercTBeHHO). Ilo OKOHYaHHH ABYX-,
TPEXJIETHETO CpOKa BCTaBal BOMPOC 06 OTMeHe aHTHTPOMOOTHYECKHX CPEHACTB.
[TauueHTs! MpoXoaAHIH crekTp nabopaTopHoro o6cnenoBaHHs, OTBEYAIOLMA HX
natoredetvyeckoMy Tuny OHMK u u3secTHoMy nepedHio ¢akTopoB prcka. Eciau
nokasaTend BcexX J1abOpaTOpHBIX HCCNENOBaHHI OCTaBaIUCh B Npenenax
pedepeHCHBIX 3HAYeHHi, PUCK MOBTOPHBIX TpoMOO030B J06O0# noKaTH3aLUH
pacueHUBAICA KaK OTHOCHTENBHO HHU3KHI, MBI MPOBOAMIHM OTMEHY TEpallMd Ha
nojiirofia ¢ MOBTOPHO# ABKOH U OLIEHKOH BceX MPOQHIIBHBIX MOKa3aTeneH depes
noiaroga. Ha nepuox 3aBeplieHHs mNepuHoja HaOMIOAEHHS TaKHUM YCIIOBHAM
cooTBeTcTBOBasIM 98 nereit u3 rpynnsl UK u 59 u3 rpynnsl THUA.

OueHka pe3yNbTaTOB BBEACHHOH CXeMbl HaOMIOAEHUS MOKasaia CHWXEHHE
YHclia MOBTOPHEIX TpoMOOTHYeckUX COOBITHH B o0eMx rpynmnax B JBa pa3sa: ¢
4,45+0,19 o 1,73+0,09 (n0 ¥ mociie Ha3HaYeHHsI Mep BTOPHYHOM NMPOQHIAKTHKH
s rpynnel - MM, p<0,05), HecMOTps Ha BBICOKYI0  BCTpPe4aeMOCTh
HeMoAUUUMpPYEMBIX  (AKTOpOB  pHCKa  (HOCHTENBCTBO  KOMOHHaUMH
TPOMGOGUIBHBIX OTMMOP(H3MOB FEHOB, MOPOKH CepAla U T.A.).

BeiGpaHHas HaMH TaKTHKa AaKTHBHOTO COMPOBOXIAEHHs MAaLHUEHTOB C

nmemuuyeckuM THom OHMK nokasama cebs 3¢¢exTuBHOH, Kak B
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HHIWBUIYaNbHOM IJIaHe, TaK U B BUAE AMHAMHKH CTaTHCTHYECKHX MoKa3aTteneii B
obeux rpynmnax: pucKk peLlMAMBUPOBaHHUS MOBBILIANCS B 1Ba U Gojee pa3s B ciiyyae
He BKJIIOYEHHs MpenapaToB aHTUTPOMOOTHYECKOro CrieKTpa B 06beM MOMOLLUM Ha
BOCCTaHOBMTENILHOM 3Tane U B oTaaleHHbIX oT OHMK cpokax (OP>2,19 ans UA
u OP>4,63 mna THA, p<0,004). OTcyTcTBHE CpeaCTB AHTUTPOMOGOTHYECKOH
HalpaBJIECHHOCTH B MJIaHE TEpaneBTHYECKOTO COMpPOBOXJeHHUs pebGeHka mnokasaln
CBA3b CpEAHEN CHIIBI MEXAY 3TUM MoAWdUUMpYeMBIM GaKTopoM pHCKa H
nosTopHeiMM  OHMK  umemuyeckoro Tuma (kpuTepuit ¢ corjlacHO
pexomeHaauusM Rea & Parker 0,27 — 0,40).

TakuM o06pa3oM, HamMH MpPOBEAEHO KOMIUIEKCHOE OOCNeJoBaHHe IpYTIbI
naunenTos, aebiotr MM u THA y xortopeix npuiencs Ha aerckuil Bo3pacT. Ha
OCHOBaHHM  [MOJIYYEHHBIX  pe3y/NbTaTOB  HaMH  TMpEeMJIOXKEH  MepeyeHb
JHarHOCTHYECKHX MEpONpHUATUH, KOTOpble HEOOXOOUMO BBIMONHATH [PH
MOMO3PEHHH M BepH(UKALUMH TaKOTO PEAKOro I AETCKOTO BO3pacTa COCTOSHHUSA
kak OHMK Ha ortane craudoHapa. Hamu mokasaHo, YTO MOMCK
NpOTPOMOOTHYECKUX H MPOKOAryAsSLUHOHHBIX OAHOHYKJIEOTHAHBIX 3aMEH B reHax
CHCTEMBI reMocTasa, pepMeHTOB (OJIaTHOrO LUMKIA H PETYIATOPOB COCYAMCTOrO
TOHYCa SBJSETCA HEOTHEMIIEMON YacThlO 3TOT0 AMArHOCTHYECKOrO alrOpUTMa U
JOMKeH OBITh MpeIJIOKEH WIEHOM CEeMbH, HMEIOWMM  OTATOLIECHHBIH
TpoM60(HIBHBINA aHaMHE3.

Hamu Taxke paspabotaH mnnaH aMOynaTOpHOro  AHHaMH4eCKOro
HabnoleHUss JaHHOI Ipynmel MaUUEHTOB Ha MPOTHKEHHH MHHUMYM ABYX JIET
nocne upeHtudukauuu MM unu THA. B xone uccneaoBaHMs 3TOH Tpymmsl
MallMeHTOB OBlIa peal30BaHa CHCTEMa MEp BTOPHYHOH MPOGHIAKTHKY,
COMpPOBOXAABIIASCA  AKTHBHBIM  KJIMHHKO-NAbOpaTOpHBIM ~ MOHHUTOPHHIOM
3bdexkTuBHOCTH ¥ 6Ge30MacHOCTH B Cliyyae MNpHMEHEHHs  [penapaToB
aHTUTPOMGOTHYECKOM AeHcTBHA. IMEHHO MauHeHTH, yXke HMeIollde B aHaMHe3e
KIMHMYECKYIO peaiu3auiio MHorodakTopHoro 3abosieBaHus B HETHHYHOM
Bospacte (MU unu THA), HyX[al0TCA B KIMHHUKO-1a60paTOpHOM MOHHTOPHHIE BO

BpeMsA KpHTHUYCCKHX MEPHONOB POCTa H pa3BUTHA (Baxunﬂauuﬂ, POCTOBBIC CKAYKH,
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nybepTaTHbIif nepuoa, 6epeMeHHOCTh U T.A.), Noabope MepCOHANU3UPOBAHHEBIX
mMep BTopuuHOH mnpodunaktuky OHMK, a Takxe pekOMeHIAUMAX MO
moauduKauuKu obpasza XH3HH (3aHATHA CIIOPTOM, MEpbl KOHTpaLemnuuH, BEIGOp
npodeccHu U T.4.).

Hamu nokasaHo, YTo TeyeHHe OCTpPOro nepHoja HIIEMHYECKOTO HHCYJIbTA, a
TaKXe MYJIBTUI€HHble KOMOWHAUMM MNONUMOPPU3IMOB MPOKOArYJNSHTHOrO U
NpoTpoMOOTHYECKOrO JEeHCTBHA, MOTYT MpPOTHO3UPOBaTH MCXOA 3aboneBaHuUSA
yepe3 ABa U Gonee roga. Hamu BeIsBNeHs! Takue reH-reHHble COYETAHHA Y MaTepeit
NalMEHTOB M caMHUX OOJNBHBIX, KOTOpble CMOCOOGHBI BBICTYNIUTH B KauecTBe
npeaukropa OHMK wuwemuyeckoro Tuma. [lomydyeHHBle NpPOrHOCTHYECKHE
npaBuia MO3BONAT  BpayaM-HeBpoJioraM M  [eJauarpaM, remarosoram,
peabunurosioraM U Jp. COPHUEHTUPOBATbCA B OTHOIIEHWM KaK B OTHOLIEHHH
TpoM60(PUIBHOM OMAaCHOCTH TaKHUX MAaLMEHTOB, TaK U 06ecnednTs JajbHeHuee HX
3¢ deKTUBHOE COMpPOBOXJAEHUE B YCIOBHUAX CMELHATM3MPOBAHHBIX LEHTPOB H
CaMOCTOSATENBHO Ha aMOyJIaTOPHOM 3Tane.

[TonyyeHHBlE HAMH B XOJ€ UCCIENOBAHUSA pe3yNbTaThl CTAIH MOBOJOM IS
o6cyxaenus npobnemsl OHMK y peteit Ha 3acefaHuu Ilpesuauyma npasieHHs
Bcepoccuiickoro obuectsa HeBposoroB (Mocksa, 22 okTa6ps 2013), pesonmouus
KOTOPOTO  TMO3BOJM/IA  BKJIIOYHUTH  MPEANOXKEHHBIE  CXEMBl  AUArHOCTHKH,
MeJHKaMEHTO3HOr0 ¥ HeMeIUKAMEHTO3HOTO JIEYEHHs, BTOPHYHOMN MpOGhUIaKTHKH
B KJIMHHYECKHE DEKOMEHOALMH Ui JeTCKux HeBponoro (2014 r.), a 3areMm B

denepanbHOe pYKOBOACTBO Mo AeTckoli HeBponoruu (2016 r.) [14].
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BbIBO/bI

1.  Cewmeiinas  Tpom6odunbHast  MNpeapacnoIOKEHHOCTh,  OTATOLIEHHBIH
NepyHaTabHBIA ~ aHaMHE3 W HOCHTENBbCTBO  MaTepsAMH  KOMOWHaUMid
nonuMop@u3MoB reHOB NpOTPOMOOTHYECKOH H NpOKOAryassHTHOM
HamMpaBJICHHOCTH SBJAIOTCA (akTOpaMH BBICOKOrO pHcKa pa3BUTHS OHMK
MIEMHYECKOro THMNA B IETCKOM BO3pacTe.

2. Knunuyeckas xaptuHa OHMK wumeMHuyeckoro THMa mnpeAcTaBlieHa
TUMHYHBIM  COYETAHHEM [BHUraTE/bHBIX, UYBCTBUTEJIBHBIX HapyUIEeHHii, a-,
nucdasueit M CynoporamMH, OCTpPeIH mniepHoJ 3aboneBaHHs MacCKHUpyeTcs
¢bebpubHON TeMMeparypoii, NpellecTBYIOIHM HH)EKUHMOHHBIM 3ab0/IeBaHHEM
(25,8%) unu TpaBmoii (25,8%), 4TO MPUBOAUT K HECBOEBPEMEHHOH NHATHOCTHKE
Ha JorocnutanbHoM 31ane (57,5% cimyyaes).

3. T'eHeTHueckH AeTepMHHHpOBaHHa# TpoMbOodunus, ycraHoBneHHas y 87,3%
MaLKEHTOB, O0COOEHHOCTH LiepeOpOBacKyNApHOrO pycia, BhisBieHHble y 40,7%
JeTei B coyeTaHWH ¢  MoauduUMpyeMBIMH  (akTopaMH B BHAE
TUMEPrOMOUMCTEUHEMHH H aucaunuaeMud (41,1% 6onbHBIX) CnocobCTBYOT
paHHeMy Jae6ioty OHMK wumemuyeckoro TUMa MW  ONpEACNSAOT BeRYIIMH
natoreHeTHueckut THN Oone3nu — TpomboTuueckuit (88,6% u 87,7% nnsa
HIIEMHYECKOT0 HHCYJIbTA H TPAH3HTOPHBIX HIIEMHYECKUX aTaK COOTBETCTBEHHO),
YTO HE HCKJIIOYaeT COYETaHHe ¢ reMOJHMHAMHYECKHM, KapAHOIMOOIMUYECKHM H
MeTaboNIHYeCKUM THIAMH.

4.  HwmeMHyecKHil HHCYIBT M TPAH3UTOpHAs HlleMHYecKas aTaka y pebeHka
pean3yioTcs npu koMOuHauuu 4,79+0,10 dakTopos pucka. Benyinm daxropom,
OMpeNeNAOIMM pa3BUTHE GONE3HH, ABNAETCS HOCHTENLCTBO MOJHMOPGHH3MOB
reHOB MPOKOAryJSHTHOTO M MPOTPOMOBOTHUECKOTO CMEKTPa, KOTOPOE BCTpeyaeTes
B mositopa-iBa paza vdaue B rpynne aereii ¢ OMHK uumemMuyeckoro Tuma no
cpaBHeHMIO ¢ KoHTponeM (6,68+0,20 mpotuB 4,42+0,18 ORZHOHYKJICOTHAHBIX

3aMeH B reHaX COOTBETCTBEHHO, p<0,05).
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5. HocurenbcTBo 1wecTtH U 6ojee reH-reHHbIX KOMOWHALM MOBBIIAET PUCK
OMHK wumeMuyeckoro tuna B 3,12 u 6onee pas (95% U 1,14-8,56, p=0,02), npu
coyeTaHUuH noaumopdusmon reHoB FGB: -455, ITGA2: 807, PAI-1:-675, MTHFR:
677 n NOS3:786 puck 3aboneBaHus Bo3pactaeT B 6,75 u Gonee pas (95% AU
0,82-55,25, p=0,03).

6. KnuHuko-nabopaTopHble XapaKTEpUCTHKH TSDKECTH COCTOSHUS peGeHKa W
HEBPOJIOTUYECKHE CHHAPOMBI OCTPOro MEpHOAa HIIEMHYECKOrO HHCYNbTa
OMpeAeNAoT pa3BUTHE HWHBAIMAHOCTH B HcXoje 3abosieBaHHSA C BEPOSATHOCTHIO
91,4%. HusanuaHocte ¢Qopmupyercs y 61,2% OonbHBIX 3a cyeT Mape3oB
KOHeYHocTeH - y 56,0%; KOTrHUTHBHBIX HapywleHHd - y 36,8%;
CUMITTOMAaTHYeCKOM nuiencuu - y 17,6% nereit.

7. Kombunauuu u3 6-9 OIHOHYKJIEOTHOHBIX 3aMEH, a TaKXe BKIIIOYAIOILUE
reTepo-/roMO3UroTHBIE aleNibHble BapuaHThl B reHax FGB: -455, ITGA2: 807,
PAI-1:-675, MTHFR: 677 u NOS3:786, noBpllIalOT BEPOATHOCTH TKENBIX
MHBAIMH3HUPYIOUIMX COCTOSHHIA B MCXole HieMHuueckoro uHcynsta (OL=1,85-
3,69, p<0,05).

8.  IlpennoxkeHHBIH MepCOHANU3UPOBAHHBI MOAXOA H METOIABI BTOPHUHOH
NpodHIaKTHKM ¢ Ha3HaYeHHEM TMpenapaToB aHTUTPOMOOTHYECKOro AeHCTBHs
CNOCOGCTBYIOT CHHXXEHHIO pUCKA PELMAMBHUPOBAHHSA HIUEMHUYECKOrO MHCYNILTA B
nBa pasa (OP=2,19, N 1,99-137,49, p<0,001) H TpaH3UTOPHBIX HILEMHUYECKUX
aTak B ueThIpe pasa (OP=4,63, I 1,59-13,45 p<0,003).



221

INPAKTUYECKHUE PEKOMEHJALNH

1. Tlpu BHE3aNHOM BO3HUKHOBEHHH HEBPONOrMYECKHX Xalo6 M KIMHHYECKHX
CHMNTOMOB 04aroBoro W (MnM) obIEMO3roBOro Xxapaktepa y JeTeil Ha no6om
dTane OKa3aHHUsA MOMOLIM CJIEAyeT MPOBOAUTH AHMGGepeHUHANBHEIH AUArHO3 ¢
OHMK, He3aBHCHMO OT HaJlH4Ms JMXOPAIKH, YKa3aHHS Ha TPaBMY B aHaMHe3e ¥
np. B MakcumaneHo GBICTpHI CpoK OT Ae6IOTAa CHMNTOMOB MALMEHTY AOMKHA
OBITE IpOBE/IEHA NOCTYNIHAA HEHPOBU3yaTH3alHA.

2. B aHaMHe3e MauUMEHTOB JETCKOIO BO3pacTa, MOCTYMAIOWUX C HONO3PEHHEM
Ha pe6ior OHMK, cnegyer ofpawarh BHHMaHMe Ha:  ceMeiiHyo
NpEApacMONOKEHHOCTh K TPOMOOTHYECKUM COOBITHAM B HETHITHYHOM BO3pacTe;
HOCHTENBCTBO  MONUMOPGH3MOB  NpPOKOAryNAHTHOW M  MPOTPOMEOTHYECKOM
HampaBJIEeHHOCTH Y MaTepH; HanuyHe y peGeHKa BpO>KAEHHOro MOpoKa cepAla UM
MajbiX aHOMaNMid pa3BUTHSA CEpALA; MPHU3HAKM TFEeMOKOHLEHTPAaUMH B O0OLIMX
aHaM3aX KpPOBH BHE OCTpPOro nepHoia OoJie3HH, YTO MOXET IMOBBICHTH
«HHCYJNIbTHYI0» HACTOPOXXEHHOCTh CIEUHATMCTOB MeAUaTPUYECKOro NMpoduas Ha
BCEX JTamax OKa3aHWs [OMOIDM W CTaTb CTapTOM M) ONpedeneHHs
NaToreHeTHYeCKOro THna 6osesHHu.

3. Ilpu upentudukauun UM unu THA y nereii Bpauy-memuatpy, AETCKOMY
HEBpOJIOTY, TeMAaTosIory, JETCKOMY KapAHOJIoTy HeoOXoAuMo, HCHOonb3ys
MEXAUCUMIUIMHAPHBIA  MOAXOHA, CBOEBPEMEHHO  MpPOBECTH  AHArHOCTHKY,
CIJIaHUpOBAaTh AMHaAMHUYecKoe HabnioJeHHEe 3a 3TOH Ipynnoi AeTeH cOrIacHo
NpejlaraeMoro nepeyHs AHArHOCTHYECKHUX MEPOMNPUATHII U B pEKOMEHAyeMbie
CPOKM (HEOTJIOXHBIH M IIaHOBBIA 3Tan B CTalMOHape, aMOyNaTOpHBIH MpHeM) ¢
HENBbl0  ONpefeNieHUs BCeX BO3MOXHBIX  3THOJIOTMYECKHX  (PAaKTOpOB H
naroreHeTHYecKoro THmna GonesHH.

4. B xommnnekc o6cnenoBaHus pebeHka ¢ gokazaHHeiIM OHMK uieMuueckoro
THMA CliefyeT 3alUlaHUpOBaTh MONEKYNApHO-reHeTHueckoe obcneoBaHue (Kak
MHUHHMYM 10 Haubosiee 4acTO pEruCTPUPYEMBIM M MpPOrHOCTHYECKH
HeGNaronpuATHHIM  OJHOHYKJIEOTHAHBIM 3aMeHaM B TreHax (UOpHHOreHa,

peientopoB TpoM6ouHTOB K GHOPUHOreHy U KoJIareHy, HHrHGuTopa akTHBaTopa
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MJIa3MHHOr€Ha, OKCHA-CHHTa3 W MeTHJIeHTeTparuapodonaTpeaykTassl B 677
MOJIOXEHHWH), HE3aBUCUMO OT HAIMYMA OpyruxX (aKkTopoB pucka U
naToreHeTHYeckoro BapuaHTa 6one3nu. Takoit ke nepedyeHb NOMTUMOpPGU3IMOB
FeHOB MOXET OBITb MPEUIOXEH ANA MAEHTHOHKALMH WIeHaM ceMbH (B MeEpBYIO
ouepelb MaTepH pebeHka).

5. Hetrsm c¢ BepubuuupoanHsiM OHMK uuwiemuueckoro Tvma clefyeT B
TEYEHHe OCTPOro nepuoja 6one3HN Ha3HAYUTH NMpenapaThl aHTHTPOMGOTHYECKOrO
AedcTBUs (M3 TpYyNn Je3arperaHToB W aHTHKOATyNSHTOB) MpPH OTCYTCTBUH
NPOTUBOINOKA3aHH, € pacyeToM JO3MpPOBKH B MI/KI M TOJA KOHTpOJIEM
nokasareneit naboparopHoit 3dpdexkTHBHOCTH. I[IpOAOMKHMTENBHOCTL MEpHOAA
NpHeMa 3THX MPENapaToB BaXHO [UIaHUPOBaTh COBMECTHO Bpauyy — HEBPOJIOTY H
reMatojiory, B 3aBHUCHMMOCTH OT TnaTtoreHetuyeckoro Bapuanta OHMK wu
pe3yNnbTaToOB OLEHKH HHAMBHAYyanbHOro npopuns 6esonacHocTs/3(dekTHBHOCTH
npemnapara.

6. C uenbio BbIAENCHHA TPYMMBl pHCKAa MO HEONaronpHATHBIM HCXOAaM
MILIEMHUYECKOro MHCYJIbTa PEKOMEHAYeTCs HCIONb30BaTh pellarollee MpaBHIo U
pacueT OTHOLHEHHUS IIAHCOB, MO3BONAIOIIHE MPOTrHO3UPOBATE 3IHUNENCHIO H
NMpPHUCBOEHHE KATETOPUH «HHBAIMIHOCTDY B MEPHOJE OTAAICHHBIX [TOCNEACTBHIA Ha
OCHOBaHHMH  KOMIUIEKCAa  aHAaMHECTHMYECKMX M KIIMHHKO-J1abopaTOpHBIX
XapaKTepUCTHK OCTporo mnepuopa OGone3Hdu. PaHHAS  HMHQPOPMHPOBAHHOCTH O
HeONaronpusATHOM MPOrHO3e Ha MCXOJ HHCYJNbTAa MOXET CTaTb CTapTOM Ui
KOMIUIEKCA  aKTHBHBIX MpPEBEHTHBHBIX W  peabW/IMTALMOHHBIX MEp B
BOCCTAHOBHTE/IBHOM  MepHOoAe, TMNpHU3BaHHBIX  NPENOTBPAaTHTh  TAXEIbIE
HHBTHAH3UPYIOLLHE NTOCNEACTBUA HILIEMHYECKOrO HHCY/IBTA Y AETEH.

7. TlpenactaBneHHslit B paboTe TepaneBTHYECKHH MOAXOA (MEIMKaMEHTO3HBIA U
HEMEAMKAMEHTO3HBIH) K COMPOBOXIACHHIO TMAUMEHTOB pEKOMEHIYETCa A
NMpUMEHEHHS B MPAKTHYECKOH [EATENIBHOCTH Bpayei-HEBPOJIOroB, MEIHaTpOB,
HEOHATOJIOroB, peabHIMTONOrOB Kak Ul pealu3audd OOLIMX MPHHUMIIOB
BTOPHYHO#M MpOoQHIaKTHKH paHHEro Ae6ioTa TPOMOOTHYECKHX COOBITHHM, Tak U 1A
pa3paboTku MepcoOHHGULMPOBAHHOTO NMoaxoAa k 6onbHBIM, nepeHectuum OHMK

HIIEeMHYECKOro THna.
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CIMUCOK COKPAIIEHUHM U YCJOBHBIX OFO3HAYEHU

AJ1® — aneHo3suHaudocdar;

ACIJIO - aHTHTENa, HalpaB/ieHHblE POTHB CTpenTonu3uHa O;
AT — npenapaTbl aHTUTPOMOOTHYECKOTO IEACTBUS;

AT III — aHTuTpOM6UH III;

AODC — anTHPocHONUNUAHBIA CHHAPOM;

AYTB — yacTHYHO aKTHBUPOBaHHOE TPOMOOMIACTHHOBOE BpPEMS;
BMM — 6one3ns Moiis-Moiis;

BEBB — BepTe6po-6a3unnspHelit 6acceiin;

BUY - Bupyc uMMyHoaehULMTa YenoBeKa;

BIIILL — BeHTpUKYNONEPUTOHEATLHOE LUYHTUPOBAHHUE;
BCA — 6acceiiH BHyTpeHHell COHHOI apTepHu;

I'TLl - roMmouHCTEHH; THIEProMOLIUCTEHHEMHUS;

I'JIJ] — cuHaOpOM reMOJIMKBOPOJAHHAMHYECKHX HapylLIEHHI;
I - noBepuTenbHBIA HHTEPBAT,

JJHK - ne30xcHUpHOOHYKIIEHHOBAs KHCIIOTa;

XK — >xupHBI€ KHCIIOTBHI;

3MA — 6acceiiH 3aiHeil MO3roBO# apTepHH;

WBJI — uckyccTBeHHast BEHTHJIALHMSA JIETKHX;

MU — umieMuyeckuit HHCYJIBT,

WU — UHTErpaTHUBHBIH NMPOrHOCTHYECKUA HHIEKC;

HU®DA - uMMyHOPEPMEHTHBIA aHAIN3;

KA — uHJIeKC aTepOreHHOCTH,

KT — xomneloTepHas Tomorpadus;

K® - kputepuit Guinepa;

JIIAT — nakTart AeruaporeHasa;

JITIBII - nunonpoTenasl BEICOKOH MIOTHOCTH;

JITTHI] - nunonpoTeu bl HU3KOH MIIOTHOCTH;

JITIOHTI - nunonpoTeusisl 04€Hb HU3KOH MIOTHOCTH;
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MAPC — mansle aHOMaNHK pa3BUTUSA CEPALIA;

MHO - MexayHaponHOe HOpMaTM30BaHHOE OTHOLIEHHE,

MPA — MarauTope3oHaHcHas aHrHorpaus;

MPT — MaruuTOpe3oHaHCHas ToMorpadus;

MC3 - MenHKo-couManbHas 3KCNepTH3a;

HABMH — HauMoHanbHas accourauus no 60ps6e ¢ MHCYNbTaMu;
HITK — HayyHO-NpaKTHYecKas KOHPEPEeHUHS;

HCT — HeiipocoHorpadus;

OAK — obuuit aHaJIn3 KpOoBH;

OHMK - ocTpoe HapyLIeHHe MO3roBOro KpoBOOGpalIeHHS;

OIIH — oTaeneHne NaToNOru HOBOPOXKIEHHEIX;

OP — oTHOCHTENBHBII PUCK;

OV — nporpaMma o6111ero ycoBepiieHCTBOBAHMS;

Ol - oTHOLUEHHE LIAHCOB;

[1B - nmpoTpoM6GHHOBOE BpeMs;

ITUT u PAO — nocT HHTEHCHBHOI Tepan1u; peaHHMalHOHHOE OT/EJIEHHE;
T3 — nocTHUIEMHYeCcKas STHIIETICHS;

IITH — npoTpoMOHHOBEII HHIEKC;

[TLP - nonMMepasHas LieNHas peakiuus;

PAMH - Poccuiickas akageMus MeAHUHHCKHX HayK;

PAO - oTaeneHne peaHHMalHOHHO-aHECTE3HOIOTHYECKOE;

PTC — perynatopsl TOHyca COCyAOB;

POMK - pacTBOpHMBIe PHOPHH-MOHOMEPHBIE KOMITIEKCHI;
PODU — Poccuitckuii GoHa dyHIaMeHTANBHBIX HCCIEOBaHHT;
PLIOH — pe3unyansHas LiepebpaibHas OpraHH4ecKas HeI0CTaTOUYHOCTb;
CBJI — cHHApOM BEreTaTHBHOM QU3PEryNALMH,

CBYVY3PII — cuHapoM BHYTPHYTPOOHO#H 3a1€PXKKH Pa3BUTHA TLI0JA;
CMA — GacceliH cpeiHe MO3roBOM apTEpHH;

COD - ckopocThb 0CelaHHs 3PHTPOLMTOB,

CPB — C-peakTHBHBIi 6€10K;
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TB — TpoM6uHOBOE Bpems;

TT - Tpurnuuepuas;

THUA - TPAH3UTOpHas HIIEMUYeCcKas aTaKa;

TK V3II" - Tpanckpanu1ansHas yABTPa3ByKoOBas Jonmieporpadus;
TMC - TaHneMHas Macc-CEKTPOMETPHS;

TY — nporpamma TemMaTH4ecKkOro ycoBepLIEHCTBOBAHH;

T3T' - pannsie TpoM6oanacTorpaduu;

Y3/II' — ynsTpassykoBas fonnneporpadus;

Y3U - ynbTpasBykoBoe HCClleJOBaHHE;

®I'b - dpubpuHoren;

DOL] - pepMeHTH PonaTHOro UUKIIA;

XC — xonecrepuH;

X®ITH - xponuyeckas peTo-niaueHTapHas HeA0CTaTOYHOCT;

ITHC — uentpanbHas HepBHasd cHcTeMa;

LIPb — uentpansHas pailoHHas 6onbHULA;

YH — yepenHsie HepBEI;

SJAC —sHuedano-aypo-apTepHo-CHHAHTHO3;

OKT - anextpokapauorpadus;

9x%0-KT" — sxo-kapauorpadus;

93T - anekTposHuedanorpadus;

ADP test — TecT arperauuu TpoMGOLMTOB C afeHO3HH dochaTom;

AHA/ASA — American Heart and Stroke Association;

AIS - arterial ischemic stroke;

ASPI test — Tect arperaiuu TpoMGOLUTOB ¢ apaXMAOHOBOM KHCNOTOIA;

CADASIL - Cerebral Autosomal Dominant Arteriopathy with Subcortical Infarcts
and Leukoencephalopathy;

CARASIL - Cerebral Autosomal Recessive Arteriopathy with Subcortical Infarcts
and Leukoencephalopathy;

CASCADE - Childhood AIS Standardized Classification and Diagnostic

Evaluation;
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FAST — Face, Arm, Speech, Time Scale;

HAMD - Headache Associated with Moya-Moya Disease;

MELAS - Mitochondrial Encephalomyopathy; Lactic Acidosis; and Stroke-like
episodes;

PedNIHSS - ITeguatpuyeckas 1ikajia HHCYNbTa HALIMOHAIBHOTO HHCTHTYTA
3nopoBbs CILA;

PHACES - Posterior fossa malformations—Hemangiomas—Arterial anomalies—
Cardiac defects—Eye abnormalities—Sternal cleft and supraumbilical raphe
syndrome;

PSOM - Pediatric Stroke Outcome Measure; oLieHKa HCX0a NMEAUATPUIECKOTO
MHCYIIBTa;

SNP - single nucleotide polymorphism;

TOAST - Trial of ORG 10172 in Acute Stroke Treatment;

VIPS - Vascular effects of infection in Pediatric Stroke Study.
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