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BBEJAEHUE

AKTYaJIbHOCTH MPO00JIeMbI

NucynbT oOTHOCHUTCS K HauOosiee 3HAYMMBIM — OOJIE3HAM  ITUBUJIM3ALINH,
OKa3bIBAIOIIMM CYIIECTBEHHOE BIIMSHHE Ha 3/I0POBbE M KAYECTBO JKU3HU. XOTS
OOJIBIIMHCTBO CIIy4a€B WHCYJIbTAa JHATHOCTUPYETCA y TMOXKWUJBIX MalUeHTOB, Yy
3HAUUTENIBLHOTO yucia joae (okomo 10% Bcex ciaydaeB) HHCYIBT JEOIOTUPYET B
HETUIMYHOM BO3pacTe (TaKk Ha3bIBAEMbIE «MOJIOJABIC» U «IEAUATPUUYECKUE», WIU
«aerckue» uHCYabTh) [10, 240]. Jdpamarndyeckoe OpeMs HHCYJIBTOB B HETHITMIHOM
BO3pAcTe MOXET ObITh OOBSCHEHO, MO KpailHell Mepe 4acTUYHO, YBEIMYECHHEM Yucia
OCHOBHBIX COCYJIHUCTHIX (DaKTOPOB pUCKA MHCYJIbTAa Y MOJOJAEXKU M Jaxe y neTeil. B
YaCTHOCTH, Y MOJIOJIBIX JIFOJIEH BCE Yallle TUArHOCTUPYETCS apTepualibHas TUnepTeH3us,
TUMEPIUNIUIEMUs, caxapHblii auaber, uiieMuueckas Oo0JIe3Hb cepilla U OXUPEHHE,
KOHCTaTUPYETCsl KypeHHe, 3JIOyNoTpeOJeHue ajakorojieM, HU3Kas (usnueckas
akTUBHOCTH [240, 345]. TlepeueHb OCHOBHBIX MPHYUH JACTCKOTO HMHCYJIbTa HECKOJIBKO
OTJINYAETCSI OT TAaKOBBIX Yy B3POCIBIX TMAIMEHTOB M BKIIOYAET KapAuajbHbBIC,
IKCTpaKpaHUAJIbHBIE M BHYTPHUYEpEIHbIE apTepuonaTuu, TPOMOODUIUIO, OTKPHITOE
oBajbHOE 0KHO (O00), a Takke cucTeMHbIe 3a0oeBanus. OIHaKO ATHOJIOTHS 0K0JIO 20—
30% ciryyaeB MHCYJIbTa y MAMEHTOB B HETUIIMYHOM BO3PACTE IMO-TPEKHEMY OCTAETCS
HeusBectHoi [118, 240, 345].

BonblMHCTBO HccienoBaTeNneil CXOaITCsl BO MHEHUH, YTO TMATOre€HE3 MHCYJIbTa
HOCUT  MHOTO(akTOpPHBI  XapakTep  Ojarojaps  COYETaHMI0  T'€HETUYECKOM
IIPEAPACTIONIOKEHHOCTH M BO3JIECUCTBUs OKPYXKAIOIIEeH cpenbl. Pe3ynprarsl m3yyeHus
MHOTUX T€HOB-KaHAUJIATOB OCTAIOTCSl MPOTHBOPEUYUBBIMH, TTOCKOJIBKY cHeluduieckue
MyTaI[i¥ TE€HOB, C OJHOW CTOPOHBI, ¥ OJHOHYKJICOTHIHBIC TOIMMOpdu3MbI (Single
nucleotide polymorphism, SNP) ¢ npyroii cTOpoHBI, SBISIOTCS MHOXXECTBEHHBIMH U
Pa3BUBAIOT CHHEPreTUYECKHME B3aUMOCBS3M, a HE BIUSAIOT HA PUCKU HWHCYJIbTa

uHauBHAyasbHO [20, 279].
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B nmy6nukanmsx, mocBsIIEHHBIX uiemuueckomy uHCynbTy (UMW) y mMomomsix
NAI[MeHTOB W JETeW, MPAaKTHUYEeCKH HET MaHHBIX O CHEHU(PUUYECKHX OCOOCHHOCTSIX
KJIMHUKU. B OONBIIMHCTBE MCTOUYHUMKOB ONUCBHIBAECTCS KIMHUYECKAs KapTHHA y ATOU
KaTErOpUH IMAIUeHTOB, aHAIOTUYHAS TAKOBOH y MAIIEHTOB B THIMMYHOM Bo3pacte [10,
28, 51].

CymectBytomas uUH(OpManuss O JIOJTOCPOYHOM IIPOTHO3€ HIIEMHYECKOTO
MHCYJIbTA Y MAIMEHTOB B HETUIIMYHOM BO3pacTe TAaK)KEe OrpaHUYeHA M IPOTHBOpeunBa. Bo
MHOTHX HCCJIEI0BAaHUAX COOOIIAIOCh O OIaronpUsTHOM IIPOrHO3€, HO TPEUMYILIECTBEHHO
OLIEHUBAJICSA TOJBKO KPATKOCPOUYHBIA IMPOTHO3, U B TO XK€ BPEMs CYIIECTBYET Mallo
UCCIIEIOBAaHUI O JOATOCPOYHOM (PYHKIIMOHAILHOM BOCCTAHOBIICHHH MOJIOJBIX JIFOACH H
JeTel 1ociie MEePEeHECEHHOTO MIIEMUYECKOTO MHCYJbTA, a TaKKe OJHO3HAUYHOW OLIEHKU
IPEAUKTOPOB JOJTOCPOYHOTO MPOTHO3a IS TAKKX marueHTos [376, 425].

Takum o00pa3oM, TeMa Hay4YHO-HCCIIEAOBATEIbCKOM paboOThl OIpenessiach
CIIEYIOIMM: MPOTUBOPEUMBOCTBIO CBEJIEHUH OO0 OCHOBHBIX 3IMHUAEMHUOJOTUYECKUX
U KIMHUKO-JIADOPATOPHBIX XapaKTepUCTHKaX JAe0l0Ta U TEYEHHUS HWIIEeMHYECKUX
MHCYJIbTOB B HETUIIMYHOM BO3pPACTe, a TAK)KE BapHAHTaxX UCXOJI0B; HEONPEAECIEHHOCThIO
BKJIaZa (akTOpOB pHCKAa M BapHaHTaxX MaToreHeTHMueckux Mmexanm3moB MU y Takumx
NAIMEHTOB; Pa3pO3HEHHOCTHIO CBEACHUNH O POJM OJHOHYKJICOTHUIHBIX 3aMEH TI'E€HOB
TpoMOO(MUIBLHOTO CIEKTpa, a TaKKe WX TI'eH-TeHHbIX KOMOWHaNui Kak (akTopoB
pucka nebrwota U mnpeaukropoB ucxoaoB MKW B HerunuuHoM Bo3pacte. Bcee
BBIIICTICPEUNCIICHHOE M TOCIYXHJIO OCHOBAaHHUEM JJisi BBINOJHEHHUSI HACTOSIIETO

AUCCEPTAMMOHHOI'O UCCIICAOBAHM.

eab ucciaenoBanus

VY CTaHOBUTHh NPUYMHBI, BAPUAHTHI J€0I0TAa U TCUCHUS HMIIIEMHUYECKOTO MHCYJbTA Y
MAIMEHTOB B HETUITUYHOM BO3pacCTe, pa3padoTaTh MpaBuiia MPOTHO3a UCXOAO0B C yUETOM
BO3PACTHOI'O aCIIEKTa, KIMHUYECKUX JAHHBIX, XapaKTEPUCTUK OJHOHYKJICOTUIHBIX 3aMEH
T€HOB MPOTPOMOOTHYECKOIO CIHEKTpa U OLEHUTh MEIUKO-COLIMAIILHBIE MOCIIEACTBUS

3a00JIeBaHU.
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3agaum uccaeI0BAHUA

1. BpigBUTH Benylire aHAMHECTHYECKUE M KIMHUKO-I1abopaTopHbIE (PaKTOpbI
pucka 1e0r0Ta U ONPEIeIUTh MaTOT€HETUYECKIE BAPUAHThI UIIEMUYECKUX UHCYIIBTOB Y
MalUEHTOB B HETUIIMYHOM BO3pacTe.

2. OueHuTh KIMHUYECKYI0 KapTHHY, OCOOCHHOCTH TE€UEHHUs OCTPOTO Iepuojia
UIIEMUYECKOTO UHCYJIbTA B CPABHUTEIIBHOM BO3PACTHOM ACIIEKTE — Y MOJIOJBIX JIFOACH 1
JETEN.

3. IlpencTaBuTh CHEKTP T€HETUIECKUX MOTUMOPPU3MOB TPOMOOPHIEHOTO pHCKa
Y UX KOMOMHALIMI MPY UIIEMUYECKOM MHCYJIBTE y MAallUEHTOB B HETUIIMYHOM BO3pAacTe.

4. Pa3paboraTh CcHocoObl MPOTHO3UPOBAaHUS Je00Ta M PELUIUBUPOBAHUSA
UIIEMUYECKOTO MHCYJIbTA B 3aBUCUMOCTU OT T€HETHUECKUX XapaKTEePUCTUK U BO3pacTa
HALMEHTOB.

5. OrneHuTh BapHaHTHI UCXOJOB HIIEMHUYECKOIO MHCYJIbTA, JEOIOTHPYIOIIETO B
HETUIIMYHOM BO3pacTe; MPOAHAIU3UPOBATH MOCIEACTBUS HMILIEMHYECKOrO0 MHCYJbTA Y
JIMI MOJIOJIOTO BO3pacTa U IETEN ¢ TOYKH 3PEHUS COLMAIIBHBIX ¥ 9KOHOMUYECKHUX MOTEPh
JUTsl OOIIIEeCTBa.

6. Ilpensoxxuth aJropuT™M COMPOBOXKIEHUS TMAlMEHTOB, mnepeHecmux WU B
HETUITNYHOM BO3pacTe, B YCIIOBHSIX amMOyJIaTOPHO-TIOIUKIMHUYECKUX

CIICOAaIM3UPOBAHHBIX KOHCYJIbTATUBHBIX ITPUCMOB.

Haquaﬂ HOBHM3HA UCCJICA0OBAaHUA

BrnepBbie mpoBeneHa MHTErpaTMBHAas OLIEHKAa (DaKTOPOB pHCKa, BapHaHTOB
TeueHus u ucxo10B MU, nedrot koToporo npuiméncs Ha HETUMUYHBIN Bo3pacT ot 7 10 44
JIET.

Jlokazano, yto paszsutue MM B HETUIIMUYHOM BO3pacTe SBISAETCS PE3YyIbTATOM
KOMOUMHaIMK (PAaKTOPOB PUCKA, a UMEHHO: HOCUTEIHCTBA OJHOHYKJICOTHIHBIX 3aMEH B
reHax TpoMOO(WIBHOTO pHCKa, 3a00JEBaHUNA CEPIACYHO-COCYUCTON CHUCTEMBI H

HAPYILIEHUHN JTUIHIHOTO CIEKTPa.
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HccnenoBanue komiiekca nHTUMa-mMeaua (KMM) kapoTuaHbIX apTepHii moKasaio
€ro pojib B KAaueCTBE WMHIMKATOpPA CTEIEHH COCYJUCTOrO PUCKA M B LIEJIOM OLIEHKH
OMOJIOTUYECKOT0 BO3pACTa MOJIOJBIX MAIUEHTOB.

[Tokazana comocTaBUMOCTh (DaKTOpPOB pHUCKa jae0roTa 00Je3HU U €€ UCXOAO0B B
UCCJIEYEMbIX BO3PACTHBIX TPYIINAX, YTO MO3BOJIMIIO BIIEPBBIE paccMaTpuBaTh J€TEH U
MOJIOZIBIX B3pOCHBIX KakK €AMHOM KOTOpPThl — TMOMYJISIIUU OOJIBHBIX C Je0I0TOM
3a00J1eBaHUsI B HETUIIMYHOM BO3pacTe.

Ha ocHOBaHHMM TNpPOBENEHHOTO HCCIEIOBAHUS IOJyYE€Hbl HOBBIE JaHHBIC II0
BepuduKauu nmaroreneTuaeckux apuantoB MU mo kimaccupukammu TOAST (Trial of
Org 10172 in Acute Stroke Treatment) [390] y mammeHTOB MOJIOJOTO BO3pacTa
(momunupyrommii  — IV Tum, nOpeumyniecTBeHHO Ha  (GOHE  TIE€HETHYECKHU
JNETEPMUHUPOBAHHON TPOMOO(PUINKM, MUTPEHH W BACKYJIMTOB Pa3IUYHOW ATHOJIOTHUN),
YTO B JIaJbHEHILIEM MOXKET MOCIYXUTh 0a30M I MEPCOHATU3UPOBAHHOTO MOJAX0Ja K
nalyeHTaM Mpu pa3padoTKe TAKTUKU BTOpUYHOM npodunaktuku UN.

B pabote UcclieI0oBaHa POTb HaCJIeICTBEHHOU TpoMOOPHUITBLHON
npeapacnoioxxeHHoctT K UM y nereit crapiie 7 €T Uy MOJOJABIX B3pOCIbIX. BriepBeie
BBISIBJIEHBI YaCTO BCTPEYAOLIMECS B U3Yy4a€MOM BO3PACTHOM JHMANa30HE OJTHOHYKJICOTUIHBIC
3aMEHbl B I'eHaX TPOMOO(UIBHOIO pUCKa M TPOAEMOHCTPUPOBAHbI MX MPEIUKTHBHBIC
cBoiictBa. JlokazaHno, uto HocuTenbcTBO 3—5 SNP renoB-perynstopoB remoctaza (I'PC)
OTINYAJIO0 MOMYJSIIHII0 60bHBIX (68,41%) oT KOHTpOIBHOH rpymsl (2-3 SNP - 79,49%,
p<0,05 coOTBETCTBEHHO), a HOCUTEIbCTBO JIBYX SNP T€HOB- peryiasTopoB TOHyca
cocynoB (I'PC) BcTpewanoch mMpakTHYeCKH B 4 pasa balle B M3y4acMOM BO3PACTHOM
rpynmne (34,48% u 9,23%, p<0,05 coorBeTcTBeHHO). YcTaHoBieHo, uro 4-5 SNP
tpomOodupHOTO criekTpa U 2 SNP reHoB ['PC nocTroBepHO MOBBIIAIOT BepossTHOCTH M B
HETUIIMYHOM Bo3pacTte Kak MuUHMMYM B 5,18 pa3 (p<0,001). BnepBbie moka3zaHo, 4TO
M3y4aeMbld T€HETUYECKUU CIEKTP Y MOJIOJBIX B3pOCHBIX W AeTed, nepenécmmx WU,
JIOCTOBEPHO HE OTIMYAETCS.

B omimuue oT paHee BBINOJHEHHBIX pabOT MOJyYyeHa OIEHKAa BO3MOKHOCTU
IPOrHO3UPOBaHMs Kak (akTa 1ebroTa, TaK W BapUAHTOB MCXOJOB B JAHHOUW TpymIe

IMalMMCHTOB. Hamn YCTAHOBJICHBI I'€H-I'CHHBIC COYCTAHHA, KOTOPBLIC ITOBBLIIIAIOT PHCK



neodrora nn HE3aBUCUMO oT BO3pacra (FGB:-
455G>A+ITGA2:807C>T+ITGB3:1565T>C+PAI-1:-675 5G>4G u  NOS3:786
T>C+NOS3:894 G>T), a Takke Takvue KOMOMHAIIMU MOJIUMOP(PU3MOB T€HOB, KOTOPHIC
o0nagai IPEeIUKTUBHON CIIOCOOHOCTHIO B OTHOIEHUH nebtora MU uckimounTensHo B
MoJ1010M Bo3pacte (5 komOunanuii, Ol 2,9-14,18).

Marematuueckass o0paOOTKa JaHHBIX TE€HOTUIMPOBAHUSA Jajda BO3MOKHOCTH
MPOTHO3WUPOBATh  BO3pacT  Ne0l0Ta  HMINEMHYECKOTO  HWHCYJbTa B MOJIOJOM
(crrerumunocts 89,3%), HO He 00MagaIa NPEAMKTUBHOM CIIOCOOHOCTHIO B OTHOIIIEHUHN
JETCKOTO BO3pacTa (4yBCTBHTEILHOCTD 38,3%).

B pesynbrarte nmpoBeAEHHOTO MaTeMaTHYECKOTO MOJICIMPOBAHUS B UCCIEAYyEeMON
rpynmne JJ0Ka3aHO, YTO TMPU BBICOKOW MPOTHOCTUYECKON IIEHHOCTU T'€HETHYECKOM
cocTaBisitonleil B oTHomeHun Jedtota MM, nporHo3upoBaTh TakoW HUCXOJ Kak
dbopMHUpOBaHUE MHBAIHUIHOCTH y MOJOJBIX B3pOCIHbIX, Y AeTedl 7-17 ner, a Takxke B
O00BEAMHEHHOM TpYIINEe MaMEeHTOB (YYaCTHUKU MOJIOAOTO U JIeTCKOro Bo3pacta ¢ M) B
MEPUOJIC OTIAIEHHBIX UCXO0I0B uepe3 2-11 eT He npeacTaBasaeTcss BO3MOKHbBIM.

B 1o xe BpeMs 00paboTKa MaHHBIX MMO3BOJIMJIA BIEPBBIE MPOJAEMOHCTPUPOBATH
3HaUYMMOCTh oleHkH 1o mikane Pankuna (Modified Renkin Scale, mRS) [6, 273] kax
MPOTHOCTHYECKOTO KPUTEpHUsl OJIArOMpHUsSTHOTO MPOTHO3a B BUJIE OTCYTCTBUS MPU3HAKOB
WHBAJIMTHOCTH, PEIIMIUBOB, a TAKKE BBKUBAEMOCTH Y marreHToB nocie MU B monomnom

BO3pacTe.

IIpakTH4yeckasi U TeopeTHYECKAsI 3HAYUMOCTH PadOTHI

[Io pesynbraram NPOBEAEHHOIO MCCICAOBAHUSA IPOJEMOHCTPUPOBAHA POJIb
HEKOTOpBIX (hakTopoB pucka MM, monck KOTOphIX HE BXOIUT B JeicTByronue [lopsmok
OKa3aHMsI TTOMOIIY OOJIbHBIM C OCTPHIMH HAPYIIEHUSMHA MO3TOBOT'O KPOBOOOpAIIEHUS U
KnuHnueckne pekoMeHIanuM 10 MIIEMHYECKOMY HHCYJIBTY W TPaH3UTOPHOU
MILIEMUYECKON aTake y B3pOCIIbIX; Ul IPAKTUKYIOIIUX Bpadyeu Mpe1iaracTcs JOMOJIHUTh

I[I/IaFHOCTI/I‘-IeCKI/Iﬁ AJIrOprUTM, BaerHHéHHBIﬁ B BBINICYKA3aHHbIX JJOKYMCHTAX, AHAJIN30M



9

Ha HOCHUTEIHCTBO T'€HETUYECKUX MOJUMOPGU3MOB TPOMOO(PHIBHOTO PHUCKA, a TaKKe
CKPUHHHI'OM Ha BBISIBJICHHE OTAEIBHBIX MapKepoB OppaHHBIX OOJIC3HEH.

Ha ocHoBaHuu koMIuiekcHOro aHanusa akropos pucka MM nokazano, 4to kpome
OJTHOHYKJICOTUHBIX 3aMEH B IeHaX TPOMOO(MIBHOTO PUCKAa B HETHUIIMYHOM BO3pacTe
cieqyer oOpaujaTb BHUMaHME Ha 3a00JIeBaHUSl CEPAEYHO-COCYJUCTONW CHUCTEMBI U
COCTOSTHHE JIMIINJTHOTO OOMEHa.

B xone ananuza teuenuns octporo nepuoaa MM B HeTUIM4HOM BO3pacTe NOKa3aHo,
4yTO 3a00JIEBAaHHE XapaKTEPU3YEeTCS OTHOCUTENBHO TSHKENBIM TeYeHHEM (IO IIKajam
NIHSS uw mRS, a Takke MO YpOBHIO CO3HaHHUS), HO HE MpPEAONpeaAesseT
WHBATAAM3UPYIONINE TTOCTCICTBUS B OTAAIEHHOM Tieproie (4yBCcTBUTENHLHOCTE — 30,5%).
[lpu srom knuHMyeckas kaptuHa MW B ocTpoMm mepuoje TUNMYHA, HE 3aCTaBIIsET
COMHEBAThCA B TUArHO3€ U IPU ITOM UMEET OTHOCUTEIBHO OBICTPBII perpecc (1Mo mKazam
NIHSS u mRS, nonoxurenbHas TUHAMUKA JBUIATENIbHBIX, BECTUOYIOMO3KEUKOBBIX U
pEUeBBIX HAPYILIEHUH).

OneHka UCX0I0B MILIEMUYECKOT0 MHCYJIbTA Obljla MPOBEACHA YEPE3 HECKOJIBKO JIET
ot nebroTa (Mosioasie B3pocisie — 6,18 + 2.1 ner, netm — B Teuenue 4,50 + 0,5 mer, B
uesiaom 10 11 ser), 4To Mo3BOJMIIO MPOCUYUTATH OTAAIEHHOE «OpeMs» MHCYIbTa C TOUKU
3pEHUs] MEIUIIMHCKUX U COLHUAIbHBIX UCXOJO0B, PUCKA PELMINBUPOBAHMS U TOTYUYCHUS
TAaKOM KaTEeropuM KaK «MHBAJIMIHOCTH» B paMKax CYLIECTBYIOIEH CHCTEMbl OKa3aHUs
nomo1u nmanuearam ¢ OHMK.

B xone npoBen€HHOM OIIEeHKH MPOTHOCTHYECKOHN CIOCOOHOCTH HOCUTENHCTBA IEeH-
TeHHBIX KOMOMHAUUi TpOMOO(MIBHOIO pHUCKa IMOKa3aHa WX NPEIUKTUBHAs pOJib B
nebtore 3aloneBaHusi, HO He B BapuaHTax wucxoaoB WU (peumauBupoBaHus,
WHBAJIMIM3ALMA, CIHOCOOHOCTH K camooOciyxuBaHuio). IloiyueHHble JaHHBIE
MO3BOJISIIOT PEKOMEHJIOBATh TAaKWE TE€HETUYECKHUE WCCIIEOBAaHUS JJisi OpraHu3aluu
nepBuyHOM mpodunakTrku nedtora MM B HETUNMMYHOM BO3pacTe W MOTYT CIIYKHTh
OPUEHTHPOM I TUIAHUPOBAHUSA Mep peadWIMTalMi W COLHUAIbHON MOAJIEPKKU B
NEPUOJIE UCXOJIOB.

Onenka cocrosinus nanueHToB ¢ MU no unterpatuBubiM mkanam NIHSS u mRS

B OCTPOM IIEPHOALC 0oJie3HU A0Ka3ajia BBICOKYIO IIPOTHOCTHYCCKYIO 3HAYUMOCTDL YTPAThI
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HE3aBUCUMOCTH B TIOBCEHEBHOM XKU3HU B MEPUOAE OCTAaTOUYHBIX siBiaeHUi (OLL>2,71 u
p<0,017), 9TO MOXET BIUATH HA IIAHUPOBAHUE JATbHEHIIEH TAKTUKH BEACHHUS TAKHX
NALMEHTOB, HAYUHASI C OCTPOrO MEPUOJIA.

CymiecTByeT AWCCOLMALMS MEXKIY YHCIOM [alWEHTOB C IPHCBOCHHOU
UHBAJIMJIHOCTBIO M  YTPAaTUBIIMMHM  TPYAOCHOCOOHOCTh. (OueBHIHO, NPUYUHBI
Pa3BUBLICKCS COLMAIIBHOM JI€3aJanTaiuu B pe3yinprare nepeHecéHHoro MU wHorma
OCTAIOTCSl HEPACIIO3HAHHBIMU, YTO JUKTYET HEOOXOJUMOCTH IMPHUBIICYEHUS CMEXHBIX
CHELUAINCTOB K BEJCHUIO TAKUX MALEHTOB.

Opranuszanusi  CHEUUAIM3UPOBAHHOTO  KOHCYJbTaTUBHOIO  MpUEMa  Ha
aMOyJIaTOPHO-TIOJMKIIMHUYECKOM 3Tale IoKa3ala CBOK LEIecO00pa3sHOCTh B BHUIE
BO3MOYKHOCTH BHEJIPEHUS €IMHOTO AJITOPUTMA BEACHMS MTAlMEHTOB, nepenécmux MU B

HCTUIIMYHOM BO3pPACTC, IMOBBIMICHUA UX ITPHUBCPKECHHOCTHU K JICHCHUIO.

HO.]IO)KCHI/IH, BbIHOCHMBbIC HA 3alIIUTY

1. Mimemuyeckuid MHCYJNBT B JIETCKOM W MOJIOZIOM BO3pPAaCTe XapaKTEpU3yeTCs
TUMIAYHON KJIIMHUYECKON KapTUHOM OCTPOro nepuojia ¢ npeodyiajaHueM 001eMo3roBoi
CUMIITOMATHUKUA B JETCKOM Bo3pacte, |V maroreneruueckoro Bapuanta no TOAST y
Mosionbix. PenmmuBupyromiee teuenue B 20,0% u dopMupoBaHHE WHBAIUIHOCTH B
26,13% ciry4aeB CTaHOBHUTCS CYIIECTBEHHBIM MEIHMKO-COIMAIBLHBIM OpeMeHeM s
o01iecTBa.

2. J1e010T HIIEeMHUYECKOTO WHCYJIbTa B HETHUIIMYHOM BO3pacTe CONPSHKEH C
KOJMYECTBECHHBIMH U KaueCTBCHHBIMHU KOMOHWHAITUSIMH OJIMMOP(HU3MOB
TPOMOO(HUILHOTO  CIIEKTpa, a Takke ¢ peakumu  Oojie3HsMu.  JlokazaHo
MIPEICTaBUTEIIBCTBO T'E€H-TCHHBIX COYCTAHWM, XapaKTEPHBIX MCKIIOYUTEIBHO IS
MOJIOZIOTO M JIETCKOTO BO3PACTa, YTO AUKTYET HEOOXOJUMOCTh BKIFOUCHHUS B CTaHIAPT
JTMArHOCTUKHU MOJIEKYJISIPHO-TEHETHYECKOTO 00CIeI0BaHNs U CKpUHUHTA Ha op(aHHbIC
3a00J1eBaHUs.

3. KomOuHanmmm OMHOHYKJICOTHIHBIX 3aMEH B T€HAX TPOMOO(DIIBHOTO PHCKaA, a

TAKKC II0Ka3aTcCJib KOMINUICKCA HMHTHMAa-MEaua I103BOJIAIOT IIPOrHO3UMPOBATH BO3PACT
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ne010Ta, BEDKMBAEMOCTh W TATOTCHETHYECKUI BapUaHT HWIIIEMUYECKOTO WHCYJIhTA B
HETUTIMIHOM BO3pacTe, OJHAKO HE O00JIaJal0oT TPOTHOCTHYECKUM 3HAYCHHEM B
OTHOUIIEHUH YaCTOTHI PELUANBUPOBAHUS U HEOJIArOMPUATHBIX UCXO/I0B 3a00JI€BaHUS.

4. Ha OCHOBaHMM MHTErPAaTUBHOW OILIEHKH ocTporo niepuoga WU ¢
ucrnoas3oBanueM mkaia1 MRS u NIHSS Bo3moxxHO mporHo3upoBanue 0J1arompUsATHOTO
ucxojia O0JE3HU C OTCYTCTBHUEM HMHBAJIMIHOCTH M HE3aBUCHUMOCTH B TOBCEIHEBHOMN
xu3Hu (94,4%), 6e3peruauBHoro TeueHus (96,77%) a Takke BbKMBAEMOCTU MAaIlMEHTA
(99,1%), uTO MO3BOJISIET TUIAHUPOBATH JOJTOCPOYHYIO MPOrpamMMmy peaOuIuTaIluu Ha

aMOyJIaTOPHOM JTarle.

BHeapeHnue pe3yJbTaTOB HCCJIET0BAHMS

PesynpraTel  MCCHENOBaHHWS  BHEAPEHBI B KIMHUYECKYK)  IIPAKTHUKY
HeBpojoruueckux otaeiaeHuid 'AY3 O6nactHas kimHMYeckas OoyibHHIIA Ne 3 T.
Yenabuncka, MAY JAI'Kb Ne 9 r. ExarepunOypra, a Takxke cCHeUUaIM3UpPOBAHHBIX
KOHCYJIbTaTUBHBIX NpUEMOB . ExkaTepunOypra.

JlaHHble, MOTYYEHHbIE B PE3YJIBTATE MCCIIEOBAHUSA, AJITOPUTMbI AUATHOCTUKU H
OpraHu3alMi  amMOyJNaTOpPHOTO  HaONIONEHUs 32 MalUeHTaMH, NEePEeHECHIMMHU
UIIEMUYECKUH HHCYJIbT B HETHUIIMYHOM BO3pAcTe, BKIIOUYEHbI B 00pa3oBaTeIbHbIE
IporpamMMmbl JUisl Bpadeld B paMKax MOCIEAUIUIOMHOTO OOy4Y€HHs, B T. Y. B I[UKI
«['enernueckue M (PEHOTUNMYECKHE aCHEKThl TPOMOO30B U KPOBOTECUEHHH B
kinHnyeckor meaunuae» GI'bBOY BO YI'MY Munsnpasa Poccun (. ExatepunOypr),
a Takke ObUIM ONMyOJIMKOBaHbI B PYKOBOJACTBE il Bpauel «M30paHHBbIE JEKIUHU IO
nerckoit Hepposorum» (r. Exarepunoypr, 2009 r.).

CBeneHns, NOJIy4eHHbIE NPU TEHOTUNUPOBAHUU MaUMeHTOB, nepenécmux MU B
JETCKOM  BO3pacTe, BOUUIM B  Marepuainsl  MoHorpaguu  «['eHeTnyecku
JETEPMUHUPOBAHHBIE TpoMOOpmHH: Teopus u npaktuka» (Exarepunodypr, 2013 r.).

AJTOpUTMBI 00CIIEIOBAaHUSA W JICUCHHS JIeTed C HUIIEMUYECKUM HWHCYJIHTOM

BKJIIOUEHBI B DefiepalibHOE PYKOBOJCTBO MO AETCKOM HeBposioruu (2023 r.)
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AnpobGanust padoThI

PaGorta mpejcraBieHa Ha CICAYIOIIMX MEXAyHApOIHBIX KoH(pepeHmusx: 25th
World Congress of Neurology (r. Pum, onnaiin, 2021 r.); European Heart and Rhythm
Association (r. Jluccabon, Ilopryramus, 2019 r.); European Stroke Organization
Conference (ESOC, onmnatin, 2020 r.; r. Munan, Uramus, 2019 r.; r. ['ére0opr, IBerus,
2018 r.); The 25th International Congress on Thrombosis (r. Benerus, Utamus, 2018 r.);
11th World Stroke Congress (WSC, r. Monpeans, Kanana, 2018 r.); International Brain
Injury Association’s 12" World Congress on Brain Injury (Hossiit Opnean, CIIIA, 2017
r.); XXIII World Congress of Neurology (r. Kuoto, SImonus, 2017 r.); European Pediatric
Neurologic Society Congress (r. Bena, 2015 r.; bproccens, 2013 r.); European Stroke
Conference (r. bapcenona, 2016 r.; r. I'mazro, 2015 r.; r. Humma, 2014 r., r. JlonmoH,
2013 r.); International conference on PreHypertension and Cardiometabolic Syndrome
(Bapcenona, 2013).

Takxxe pe3yapTaThl HUCCIEAOBAHMS OBUIM TMPEACTABIEHbI HA POCCUHCKHX
KoH(pepeHnuax, B ToM uuciae Ha | Bcepoccuiickom KOHTpecce C MeEXTyHApPOIHBIM
yuactueM «MHCynbT 1 nepedpoBackyspHas naronorus» (r. Mocksa, 30-31.03.23 r.);
Oo6mnactaoit  HIIK  (nHayuno-mpakTtudeckoit koHbepeHimu) «Peabuiuranus B
KIUHUYEeCKNX pekoMmenmanusax» (r. YemssOumnck, 24.11.22 r1.); O6mactaoit HIIK
«Hay4Hoe 0003peHue: aKTyajabHbIC BOMPOCHI TCOPHHM W MPAKTHKH B HEBPOJOTUW» (T.
Kypran, 13.04.2022 r.); OxpyxHoii HITK «toru peanusamnuu npukaza M3 ot 31.07.20.
Ne788m» (r. Cypryr, 27.05.22 r.); Oonacraoii HIIK «HeBposorus u reHetuka» (T.
ExatepunOypr, 16.11.22, r.); Mexpernonansroit HITK ¢ MexayHapoaHbIM y4acTHEM
«MHCYABT: MeXIUCIUILTMHAPHAS npobiemay (ommaitH, 2021 r.); MexpernoHanbHON
HAyYHO-TIPAKTUYECKOM  KOH(MEpPEeHIIMH  «AKTyaJdbHbIEe  BOIPOCHI  MEAMIIUMHCKOM
peabmmranuny (r. Yensounck, 2019 r.); Beepoccuniickoit HITK «AkTyanbHbIe BOIIPOCHI
AHTHOHEBPOJIOrHU. MEKIUCIUIUIMHAPHBIN Toax01» (T. XaHTei-Mancuiick, 2019 r.); 3-
eM MEXIyHapoAHOM (opyMe aHTHKOAryJIsHTHOM W aHTHUarperaHTHoil Tepanuu 2018
(DAKT plus, r. Mocksa, 2018 1.); Konrpecce HeBpoorop Ypaia ¢ MEKIyHAPOIHBIM

yuactueM «llledepoBckue urenus 2017» (r. ExarepunOypr, 2017 r.); III Poccutickom
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MeXTyHapoaHOM KoHTpecce «llepebpoBackysipHas MaTOJOTHS U UHCYIBT (IO ATHION
HABU, r. Kazansp, 2014 r.); XX Poccuiickom HanmoHansHoM KoHrpecce «YenoBek u
nekapctBo» (r. Mockga, 2013 1.); II EBpasuiickoM ¢popym 1o peakum Oosie3HsM (T.
MockBa, 2013 r.); VI-0it Bcepoccuiickoit koHpepenimn — «Knunudeckas
reMOCTAa3HOJIOTHS 1 Temopeosiorus» (T. Mockga, 2013 r.); 10 BeepoccuiickoM KoHTpecce
HEBPOJIOTOB ¢ MeXAyHapoaHbiM yuactuem (r. Hwxnuit Hosropox, 2012 r1.);
Bceepoccuiickoii HITK «Hapymienuss MoO3roBoro KpoBOOOpalleHUs: JUarHOCTHKA,

npoduiiakTka, geuenue» (r. [lsturopck, 2012 r.).

JIn4HbIi BKJIAJ aBTOPA B IPOBEAEHHOE UCCIEA0BAHME

ABTOpPOM CaMOCTOSITENIBHO U B IMOJTHOM 00BEME!

— MPOU3BEIEH TTOUCK U aHATN3 MyOIMKAIUNA TT0 U3y4aeMOU TeMe B OT€YECTBEHHBIX
U 3apyOEKHBIX M3JIaHUAX U 0a3aX JAHHBIX; BBIMOJHEHA CHCTEMATHU3AIUS MOJTYYCHHBIX
JTAHHBIX;

— pa3paboTaH Au3aiiH UCCIIEI0OBAHNUS;

— OpraHu3oBaHa paboTa o KOOpAUHAIMH JIEYEOHO-TUAarHOCTUYECKUX OT/IETICHUH,
OTJIeJICHUH JTabOpaTOPHOU JUATHOCTUKH, KOHCYIbTATUBHBIX TPUEMOB;

— pa3paboTaH W BHEAPEH AITOPUTM JIAOOPATOPHOW (B T. Y. MOJEKYJSIPHO-
IF€HETUYECKOW) U MHCTPYMEHTAJIBHOM JUAarHOCTUKH, a Tak)Ke HaOJIOJeHUs MallUeHTOB
MOJIOZIOTO Bo3pacTa u feteit ¢ MY Ha rocnuTaibHOM B aMOyJIaTOPHOM dTarie;

— pa3zpaboTaHa perUCTpaIOHHAs KapTa C YHUKaJIbHBIM HUACHTU(UKAIMOHHBIM
HOMEPOM MaIueHTa Jyist coopa v nocieayroiiei 00padoTKu CBeIeHUH 00 aHaMHe3€ (BKITI0Yast
AHKETUPOBAHUE HA TMPEIPACTIONIOKEHHOCTh K TPOMOOTHUYECKUM COOBITHSAM), KIMHUYECKUX
OCMOTPOB, PE3yJIbTATOB OOCIICIOBAaHUS M JIUECHUs, (PaKTOB PELIMIUBUPOBAHUS, & TAKKE
ucxonos MU,

— BBIMOJIHEH aHAN3 PE3yJIbTaTOB MHCTPYMEHTAIBHBIX U J1A0OpaTOpHBIX (B T.U.
MOJIEKYJISIPHO-TEHETUYECKMX) METOZ0OB HccienoBanus mnamueHtoB ¢ MU, a Taioke

PE3YIbTAaTOB MCIAUKO-TCHECTUYICCKOI'O NCCIICAOBAHUA I'PYIIIIBI KOHTPOJIA,
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— TIPOBENIEHBI TMOBTOPHBIC OCMOTPHI, OOECHeueHa mporpamma OOCIIeIOBaHNS,
BBITTOJTHCHUST PEKOMEHIAITHIA 110 BTOPUYIHOM POQHIIAKTHKE IMAIIMEHTOB MOJIOZOTO BO3pacTa
u nerer ¢ MU B ocTpom nepuoje v B EpUoAE OTHANEHHBIX TociiencTsuii NU;

— BHECEHbl B DJJEKTPOHHYHO 0a3y JIaHHbIX CBEIEHHA O CEMEHHOMI
MIPEPACIIONIOKEHHOCTH K TPOMOOTUYECKMM COOBITHSIM, JaHHBIE aHAMHE3a, OCMOTpOB,
pe3yabTaToB o0cieoBaHus, (GakToB peruauBupoBanus MU u mokasarenedt MCXO/IOB Y
MAIMEHTOB, a TAKXKE PE3YJIbTaThl TCHOTUITMPOBAHNS YYaCTHUKOB KOHTPOJIBHOM TPYTIIIHL;

— TMpoBeIeHa CTAaTHCTHUYECKas o00paboTka BceX IMOJYYCHHBIX B MPOIEcce
MCCIICIOBAHUS JAHHBIX, ITOJYYEHHBIE PE3YyJIbTAaThl TPOAHAIU3UPOBAHBI,

— Harnuca”a 1 oopmiieHa IUcCcepTallMOHHas padoTa.

Myoankanuu

[lo teme nuccepramuu omnyoiukoBaHo 67 pabor, w3 HuUXx 31 — B Hay4dHBIX
KypHaJlIax, BXOIAIIMX B IepeueHb, pekomeHayembli BAK npum Munncrepcrse
oOpa3zoBanusi U Hayku P®, u B u3gaHusx, npupaBHeHHbIX K HUM (ctathu BAK Ha
pycckoMm — 19, Tesucer niau crateu Web of Science/Scopus — 12).

ITomy4eHo 2 nareHTa, 2 CBUAETENBCTBA O FOCYIAPCTBEHHON PErUCTpaLMy IIPOrpaMm

it OBM 1 CBUIIETENHCTBO O TOCYAAPCTBEHHOM PETUCTpaliiU 0a3bl TaHHBIX.

CTpykTypa U 00beM JUCCePTALNHA

PaGora wuznokeHa Ha 216 cTpaHMIlaX MaNIMHONMKUCHOTO TEKCTa, COCTOUT U3
BBEJICHMUSI, 5 TJIaB, 3aKIIOYEHUS C OOCYXKICHUEM PE3yIbTaTOB MCCIICIOBAHUS, BHIBOJIOB,
MPAKTUYCCKUX PEKOMEHIAIMH, ABYX KIMHHYECKUX IMPHUMEPOB; WJUTFOCTPUpOBaHa 9
pucynkamu, 29 tabmuuamu u 13 Gopmynamu. bubnmorpaduueckuii Cmucok BKITOYAET

426 UCTOYHUKOB, B TOM YHCJI€ OTEYECTBEHHBIX PabOT — 66, 3apyoexxubx — 360.
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I'nmaBa 1.
UINEMUWYECKUU UHCYJIbT B MOJOJ0M BO3PACTE 1Y I[ETEI71
(OB30P JIUTEPATYPHI)

NucynbT oOTHOCHUTCA K HauOosiee 3HAYUMBIM  OOJIE3HSM  LMBHJIM3AIIUH,
OKa3bIBAIOIIMM CEPhE3HOE BIMSHUE HA 3JI0POBbE M KAadecTBO KM3HU. [lo maHHBIM
HaruoHansHOTO perucTpa HHCYJIbTa [26], 10 TpeTH MalMeHTOB, MEPSHECITUX UHCYIIBT,
HYKJIAIOTCSI B IOCTOPOHHEHN MOMOIIHU MPHU yXOJE 32 COOOM, KAl MATHIA HE MOXKET
CaMOCTOATENFHO XOMUTh. JIumb 8 % BBDKMBIIMX IMAIHEHTOB CMOTYT BEPHYTHCSA K
IpexxHel padore.

NHcynbT siBNsIETCS OJIHOM W3 OCHOBHBIX NMPUYUH CMEPTH W MHBAJIMJIHOCTH, I-
MECSYHBIH Kod(PHIMEeHT cMepTHOCTH olleHnBarT ot 13 1o 35% [150, 234, 378, 425].
ExxeromHo B MHpe MNPOTHO3UpPYETCS pa3BuTue 9,6 MIH HMHCYJIBTOB C POCTOM
3a00JIeBaEMOCTH TI0 MEpe CTapeHHsl HaceleHus, npu 3ToM 85 % Bcex ciyyaeB
IPHUXOJIUTCS Ha JIOJII0 UIIIEMUYeCcKOoro nHCybTa [13, 201].

Nmemuyecknit  uHCcynbT (MW) cumraercs  Oonee  pacnpocTpaHEHHBIM
(cooTHOIIEHHE ¢ TeMopparuvyeckuMm coctapiser 5:1). CpemHuii Bo3pacT pa3BHUTHSA
UHCYyNbTa - 66,7 net (63,7 roga y Mmyx4uH U 69,4 roxa y xeniun) [26]. IToka3arens
pELUIUBUPOBAHUS HMHCYJIbTa — 255% © 3TOT MNPOIEHT OCTaércs NPAKTUYSCKH
HEU3MEHHBIM K3 roaa B roj [26]. Hons MU cpeau MOBTOPHBIX MHCYJIBTOB COCTaBIISCT
87,5% [53].

XoTss OONBIIMHCTBO CJIy4aeB HWHCYJBTa JUATHOCTUPYETCS Y  TOXKHUIIBIX,
npubnu3utesbHo 10% Bcex 1e0r0TOB 3a00JIeBaHUS MPUXOAUTCS Ha MOJIOJAOM BO3pPacT
[240]. TIpu sTOM, 1O OOIIEMUPOBBIM JAHHBIM, HIIEMHUYSCKUI HHCYIBT TopakaeT ot 1,0
1o 2,0 neteit Ha 100 000 netedt B roa [ 73, 118, 123]. 3a6osieBaeMOCTS BBIIIIE Y MJIAICHIICB
U JIeTeil B Bo3pacte 70 S5 jeT u 'y ManbuukoB [118, 123]; y uepHOKOXHUX U a3MaTCKUX
neteii 3a001eBaeMOCTh BbIIIE, YeM y Oernbix [85, 118].

Takas pacnpocTpaHEHHOCTh MHCYJIbTOB B HETUIIMYHOM BO3PACTE MOXXET OBITH
YaCTUYHO OOBSICHEHA OYECBUIAHBIM YBEIUYCHHEM BCTPEUAEMOCTH TPAJIUIIMOHHBIX

«COCYIUCTBIX» (PaKTOPOB pHCKa y MOJIOAEKM M Jaxke y aeren [28, 29, 95, 137]. B
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YaCTHOCTH, Y MOJIOJBIX JIIOJIEH TOCTATOYHO YacCTO PETUCTPUPYIOTCS TAaKHE WU3BECTHBIC
bakTopel pHCKA, KaK TUICPTOHWS, TUCIUIUACMUS, CaxapHbId 1ualdeT, KypeHUeE,
3JI0YIIOTPEOJICHNE aJTKOToJieM, HU3Kasl (hu3nuecKasi akTHBHOCTh, HIIIEMUYECKast 00JIe3Hb
cepaua u oxupenue. B To xe BpeMms stuonorus mo kpaitHeit mepe 20-30% ciyuaes
UHCYJIbTa Y MOJIOJIBIX JIFOICH U AeTel ocTaéres HeyTounénnoit [95, 240, 253, 345].
M3BecTHO TaKkXkKe, 4TO B psAJie CAydaeB IMAIMEHTHl C MHCYJbTOM B HETHITHYHOM
BO3pacTe TIOCTYMAlOT B OOJBHUIY W JUArHOCTUPYIOTCS CIMIIKOM IIO3THO, BHE
«TEpPANEeBTUYECKOTO OKHAa», YTO HCKIIOYAeT BO3MOXKHOCTH IPOBEICHHS MPOLECTYPHI
BHYTpUBEHHOTO TpoMmOommsuca [171, 207, 244, 252, 403]. Jdpyroii ocoOEHHOCTHIO
WHCYJIBTa Y MOJIOABIX JIFOJICH SIBIISIIOTCS CEPhE3HBIC COIUATBHBIC W ADKOHOMHYECCKUE
MOCJICACTBUS, CBSI3aHHBIC KaK ¢ PU3MUYECCKHUM U IICUXOJIOTHUYECKUM COCTOSTHUEM, TaK U CO
CHIDKCHHEM TPYJIOCIIOCOOHOCTH B aKTHMBHOM Bo3pacte [61]. OOmenpu3HaHO, YTO
HMEHHO 3Ta BO3pacTHas KOropTa MallMEHTOB, MEPEHECHINX HHCYJLT, JOJDKHA OBITH
obecrieueHa  THIATEIBHBIM  MEIUIMHCKUM  OOCJIeIOBAaHUEM, HWHIUBHIYaJIbHBIMU
porpaMMaMiu CKpUHUHTA, TAPreTHOM BTOpHUYHOM npodunaktukoil. Heodxoaum nouck

CTpaTeruii OpraHu3aliy IOMOIIK TaKuM narueHTam [22, 144, 307].

1.1 Bo3pacTHbIe rpaHUIBI M KJIACCH(PUKANMA HIIEMHUYECKOI0 HHCYJIbTA

Y NAaIMECHTOB B HETUIIHYHOM BO3pacCTe

B 6onpmmHCTBE 3apyOeKHBIX NUCCIEAOBAHUN MOJIOAONW HHCYIIBT ONIPEIETISAETCS KaK
MepBOE B aHAMHE3€ OCTPOE 11epeOPOBACKYIISIPHOE COOBITHE Y B3POCIBIX B Bo3pacTe oT 18
no 50 ner [240]. TeM He MeHee, HEKOTOpPbIE MCTOYHUKH CHHUXKAIOT MaKCHUMAaJIbHBIN
Bo3pact 10 45 net [244] win, Ha000POT, MOBBIMIAIOT rpaHuIly a0 55 aer [253, 414], a
TaKKe CHIDKAIOT MUHUMAJIbHBIA BO3pacT 110 15 jeT uiau gaxe 1o emé Oosee paHHEro
Bo3pacta [182]. B oOTedecTBEHHBIX HCTOYHHMKAX TPATUIIMOHHBIMH BO3PACTHBIMH
paMKaM# MOJIOJIOTO BO3pacTa (M CBS3aHHBIMH C HUM 3a00JIeBaHUSIMU) sSBIsitOTCS 18 - 44
roJia BKJIFOUYMTEIBHO B COOTBETCTBHE C Klaccu(dUKauen Bo3pacTHbIX rpyIn BeemupHoit

OpTraHM3aIMH 3IPaBOOXpaHeHUs [7].
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OOmenpuHATOE  ONPEACIICHHEe WHCYJIbTa IS B3POCHBIX —  OCTPBIH
HEBPOJIOTMYCCKUN TMPU3HAK WM CHMIITOM, CBSI3AHHBIA C OYaroBbIM HH(PAPKTOM
TOJOBHOI'O MO3ra WJIH KpOBOHM3JIHMSHHMEM — mpuMeHumo u k gersm [80, 283]. B
NEJUaTPUYECKOW NPAKTUKE WHCYJIbT, BO3HHMKAKOMIMKA B NEpHOJ OT 28 HeIemb
OepeMeHHOCTH 0 28 JHEH mociie POXKIACHUS, KIacCU(UIUPYETCsl Kak MepruHaTaIbHBIN
WHCYJIBT, a HHCYJbT, BO3HMKAIOIIUKA B Bo3pacte oOT 28 gHell 1o 18 jer,
KJIaCCUPUITUPYETCs Kak AeTckuii mHCynbT [119, 283, 344].

besycnoBHO, aTHONOTHYECKHUE (PAKTOPHI IPU UHCYIIBTE Y MOJIOJBIX OTJIMYAETCS OT
TaKOBBIX B TUIMUYHOM Bo3pacte [1, 64, 240]. Tem He MeHee, MOJIOIbIC UIIEMUYCCKUC
WHCYJIBTHI KIIACCH(PUITUPYIOTCS TaK )K€, KaK U MHCYJIBTHI B TPAJAUIIMOHHOM BO3PAacTe, 10
strosiorndeckuM moarunam corimacao TOAST [390]. DTumu moarunamu sBASOTCS: |
MOJATHII — aTEPOCKIIEPO3 KPYIHbIX apTepuid, || moarun — kapaunosmoOomnus, |l moarum —
OKKJTFO3USI MEJIKMX COCYAOB, |V MOATHIT - UHCYNIBT IPYroi OnpenenéHHON STHOIOTUH U
V NoJaTUIl- UHCYIBT HEONPEAENEHHON STUOJIOTHH, TAK)KE HA3bIBAEMBbII KPUIITOTCHHBIM.
N3BecTtHO, uto MHCYNIBT IV noaTuna (Ha ¢poHe aucceknuu OpaxuoredanbHbIX apTepui,
reMaToJIOTUYECKUX 3a00JIeBaHU, BACKYJIHMTOB, 3JI0KAYECTBEHHBIX HOBOOOpa30BaHWI,
370yMOTPEOJICHUS]  HAPKOTUKaMHU,  OepeMeHHOCTH/  TMOCIEPOIOBOrO  TEPUOJA,
TpoMOoduIuu u aAp.) 60Jee pacnpoCTpaHEH y MOJIOABIX MAIMEHTOB MO CPABHEHHIO CO
CTapIIMMHU BO3pacTHbIMH rpynmamu [240, 244, 340, 345]. Jlons kapanodMOouu
(BcIeICTBUE KapIMOMHOIIATHH, HAPYIIEHUI pUTMa CEPIa U P.) KaK ITHOJIOTHIECKOTO
dakTopa TaKke BbIIIE y 00Jiee MOJIOBIX MAMEHTOB. HampoTus, aTepocKiIepo3 KPYIMHBIX
apTepuii BCTPEUaeTCs OTHOCHUTENBHO PEAKO y MOJIOABIX JIOACH, HO €ro yactora (u
COOTBETCTBEHHO PHUCK HMHCYJIbTa) OKHIA€MO HapacTaeT ¢ BO3pacToM. B orimume oT
MOKHJIBIX, JTOJISI MOJIOABIX MHCYJIBTOB HEYTOYHEHHOT'O T'eHe3a B Bo3pacTe oT 18 1o 35 ser,
NpeBBIIIACT B HEKOTOphIX HcciaenoBanusax 40% [182, 340, 345]. Bmecte ¢ Tem
pacnpoCcTpaHEHHOCTh TPAJAUIIMOHHBIX «COCYAUCTBIX» (DAKTOPOB pUCKA HUIIEMUYECKOTO
UHCYNbTa (apTepualibHasi TUICPTOHHUS, TUCIUIUAEMUS, caxapHbId auaber u 1p.), B
HACTOSIIEe BPEMs BO3pOCIIa M B KOropTe MOJIoAoro uHCynbta [179, 243, 253, 378]. He
WCKIIFOYCHO, YTO WMEHHO IAaTOTeHHAasi CHHEPTHs BBHIIICONMMCAHHBIX (DaKTOPOB pPHCKA

CHOCO6CTByCT Pa3BUTHIO HHCYJIbTA Y MOJIOABIX Jnozxeﬁ.
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HecMoTpst Ha 04€BUAHOE ATHOMATOTEHETHIECKOE CXOICTBO JAaHHOTO 3a00I€BaHUS
y MAaIMEHTOB Pa3JIM4YHOrO BO3pacTa, JETCKUNW HMHCYJIBT HUMEET CBOU OCOOCHHOCTH
KJIaccupUKaIlii, MOAX0AaX K BBISABICHUIO (DAKTOPOB PHCKA, TAaKTUKE HA Pa3IUMYHBIX
sTamax oka3zaHus momontd. Kpome kiaccupukanmum 1O BO3PACTy, CYIIECTBYIOT U
MaTOrCHETUYECKUE TOATHIIBI, TAaKXKe OTJIMYAIOIIUECS OT TMPUHITBIX Y B3POCIBIX
MMAIlEHTOB. [IpennoxeHo BBIICIIATE TPOMOOTHYECKUH, SMOOJIMYECKHIA,

TeMOJIMHAMUYECKUH, META0OIMIECKII U TEMOPEOJIOTHUECKUI BapuaHThI [23].

1.2 dakTopsl prcka HIIEMUYECKOI0 HHCYJIbTA Yy NAIIMEHTOB

B HCTUIIUIHOM BO3pacTe

1.2.1 T'eHeTHKA MHCYJABTA Y MOJIOABIX JIO/IEH

OO1enpu3HaHo, 4TO MOTEHIMPYIOIIEE B3aUMOJCHCTBHE MEXAY T'€HETHYECKOU
IPEIPacIoNOKEHHOCThIO M (PaKTOpaMu OKpY’Karolled cpeabl CIOCOOHO NMPUBECTH K
pa3Butuio uHCYNbTa. [Ipu 3TOM reHetndeckue (GakTopbl UMEIOT OOJbIIIee 3HAYCHHUE B
BO3HUKHOBEHUH MIIEMUYECKOT0 MHCYJIbTA Y MOJIOJBIX NAI[UEHTOB, YeM Y MOXMIbIX [19,
21, 32, 95, 143], u B niesmom 0oJjiee pacpoCTPaHEeHbI y MaleHToB Mojoxe 70 met [95].
HacnenctBeHHOCTh, TO pa3MWYHBIM OIleHKaM, uMmeeT 3HadyeHue B 40 % — s
aTepoTpOMOOTHYECKOTO ToATHNa, 32,6% — nisa xkapauosmoonnueckoro u 16 % — mis
UIIIEMUYECKOT0 HHCYJIbTA P OKKJIFO3UU MeNKuX aprepuii [143, 191].

WNHCynpT MOKET pa3BUBATHCS BCIIEACTBUE HAPYIICHUMN, CBI3aHHBIX C MOHOT€HHBIM
(MEHIIETIeBCKUM M MHTOXOHIpPUATIBHBIM) HACIEAOBAHWEM: IO Pa3IUYHBIM JaHHBIM,
0K0JI0 5% cilyuaeB MOJIOJIOIO MHCYJIbTa BEI3BAHO ATUMHU 3a00JI€BaHUSIMU (B OTJIMUUE OT
1% mpuuKH KHCYJIbTA Y TOXKHMIIBIX ManueHToB) [53, 116].

N3BecTtHO Gonee 50 MOHOrEHHBIX 3a00JI€eBaHUM, (PEHOTHIHYECKOE MPOSBIICHUE
KOTOPBIX BKJIFOUAET B T.Y. BO3MOXHOCTb PA3BUTHS UHCYJIbTA C PA3IMYHON BEPOSATHOCTHIO
[143]. OmHo w3 Hambosee pacnpoCTpaHEHHBIX MUTOXOHIPUAILHBIX 3a00JCBAaHUNA —
MUTOXOHJpHUANIbHAS IHIE(DATOMHUOINATUS C JAKTaT-allu030M U HHCYIbTOMOJOOHBIMU

snu3ogamu (Mitochondrial encephalomyopathy, lactic acidosis and stroke-like episodes,
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MUTOXOHJpHAIIbHAS JHIIe(aTonaTHs, JAKTOAUI03 W HHCYIHTOMOJO00OHBIE 3ITH30/IbI,
MELAS). Knunundeckue mnpusHaku MELAS BKIIOYalOT MUTPEHB, SMUJICITHYCCKUC
NpUNAJKU, KOTHUTHUBHBIC HApYUIEHUs, MOTEPI0 CiIyXa M «IMU307bl, I0JI00HBIE
UHCYJIBTY». OTHOJOTHIO TMOCIEAHUX OIMHUCHIBAIOT MPEUMYIIECTBEHHO C Ba30T€HHBIM
orékoM [154]. HambGonee yacThiMu HACHTU(UIMPOBAHHBIMH MYyTAIMSIMH T'C€HOB IIPH
cuaapome MELAS seisrorest A3243G u T3271C B mutoxonapuanshoir TPHK (Leu
(UUR)) [75, 363].

CemeliHasi TEeMUIUIETMYECKAass MUIPEHb, KOTOpas TakKXe AacCOLUUUPYETCA C
AMU30/IaMH, CXOJHBIMU C MHCYJIBTOM, BCTPEYACTCS y JETEH, MOJPOCTKOB U MOJIOJIBIX
B3pOCIIbIX. THUMUYHBIMU KIMHUYECKUMH MPOSBICHUSAMU SIBIISIIOTCS Te€MUILIETHYecKasi,
CEHCOpHas, BU3yalibHasi WK adaruueckas JJIMTENIbHAs aypa, HO TAKKE BCTPEUAOTCS
Oa3WiipHasi MUTPEHb M MO3KEUKOBAas aTaKCUs, MEPUOJUYECKU COMPOBOXKIAIOIIUECS
MPUCTYIOOOPa3HBIMU D3MHU30/IaMH W yTpaTol co3HaHus. [IpumepHO mMojoBHHA BCex
cinydaeB Bbi3BaHa myTtanusMu B reHe CACNAILA, KOTOpBI KOJAMPYET CYOBEAUHUILY
alphala moTeHnuaI-ynpaBiIsieMbIX KaJbIIUEBBIX KaHAIOB B HelipoHax [143].

IlepeOpanbHas ayTOCOMHO-TOMHUHAHTHAs apTEPHONATUS C IMOJAKOPKOBBIMH
uHpapkTamu U neitkodnnedanomnarueit (cerebral autosomal dominant arteriopathy with
subcortical infarcts and leukoencephalopathy, CADASIL) sBnsercs Haubosee
pacrpoCTpaHEHHON NMPUYMHON HACJIEICTBEHHBIX IepeOpaabHBIX 3a00JICBAaHUNM METKHX
COCYJIOB ¥ COCYIMCTBIX KOTHUTUBHBIX HAPYIICHUH Y MOJIOBIX Jitoiei [ 32]. 3aboneBanue
pa3BUBaCTCS KakK CIeICTBUE TOMUHAHTHBIX MyTaruii B rene NOTCH3 [128, 214].

bone3nr ®abpu- X-cuerieHHas BpPOXKIEHHAS JM30COMaJibHAsl TATOJIOTHS C
HETOJHOM TEHETPAHTHOCThIO M TMEPEMEHHOW OAKCIPECCHBHOCTBIO, BBbI3BaHHAS
MyTarsiMU, TPUBOMASAIIMMHE K neunuty QepMeHTa ramakro3umasbl A pazaTudHON
CTEMEHU. OTa TATOJIOTHUS XapaKTEPU3YeTCsl IMPOTPECCUPYIONMIMM  HAKOIUJICHUEM
TJIMKOC(UHTOIUIUAOB B PA3IMYHBIX TKAHSX, BKJIIOYAs COCYJIUCTBHIC DHIIOTEIHAIbHBIC
KJIIETKHM, KapAuaJbHYK0 TKaHb W HEUpOHBI. lloBpexieHue TkaHeW, MO KpalHeh Mepe
YaCTUYHO, BbI3BAHO HapyuieHueM nepdysuu. KimHnueckue nposiBieHust 3a001€BaHUs

MOTYT BKJIFOYATh B T. 4. HHCYJIBT B MOJIOZIOM U JieTCKOM Bo3pacte [193, 253, 409].
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Numemruyecknii MHCYJIBT SIBISIETCS TaKXKE OJHHM W3 MPOSABICHUN HECKOIBKUX
HACJICICTBEHHBIX 3a00JICBAaHUI COCIMHUTEIBLHON TKAaHHU, B T.4. COCYJIMUCTOTO CHHApPOMA
Onepca-annoca (tum [V), BBI3BaHHOTO JOMUHAHTHBIMU MYTallUSIMHU B T€HE KOJJIareHa
1l (COL3Al), a takke curmpomoMm Mapdana Ha ¢GOHE ayTOCOMHO-IOMHUHAHTHBIX
myTtauui B rere puopmwmimaa-1 (FBN1) [191].

[IpenmyIiecCTBEHHO pacrpocTpaHéHHass B apUKAaHCKUX U adpoaMepHKaHCKUX
MOMYJISIIIASX, CEPHOBUIHO-KICTOUHAS] aHEMHUS TaKXK€ MOXKET BbBI3BIBATH HWHCYJBT
npumepro B 11% y marmentoB B Bo3pacte 20 yieT u B 24% B Bo3pacTte 45 net [254].

B oTnmune oT MOHOTEHHOM, MOJMTEeHHAS MPEAPACIIONIOKEHHOCTh K HHCYIIBTY Y
MOJIOZIBIX SBJISIETCS OoJiee pacrpocTpaHéHHOH. boiee Toro, B 3TOM ciydae MmaToreHe3
WHCYJIbTa HOCUT MHOTO(DAKTOPHBIN XapakTep Onarogaps COYETaHHIO T€HETUYECKOU
IPEIPACIIONOKCHHOCTH C BO3JIelicTBHEM okpyskarotei cpeasl. PHK (prubonykiennoBas
KHUCIIOTa) U OEJKH, KaK MPOAYKTHl T€HOB, CBSI3aHHBIX C MOBBIIICHUEM pUCKa MHCYJIbTA,
Y4aCTBYIOT B KoaryJysinuu / GuOpUHOIIM3E, SKCIIPECCUU TIMKOIIPOTEHHOB TPOMOOIIMTOB,
perynsaiuu paboThl PEHUH-aHTHOTCH3UH-AJIBIOCTCPOHOBOW CHUCTEMBI, B METabOIM3Me
TOMOIIMCTENHA U JIUTIUIOB, MPOIleccax BOCHAICHUS U PEMOJICTUPOBAHMS BHEKIIETOUHOTO
matpukca [191]. Pois 1 B3anMocBsa3b Mexay MyTarusmMu 1 HocutenabecTtBoM SNP (Single
Nucleotide Polymorphism, omHOHYKI€OTHIHBIX TOJUMOP(GHU3MOB) B TeHaX-KaHAHIaTax
ObBLTM MCCIIEJIOBAaHBl C KCIOJB30BAaHUEM TMOJXOJa WCCIEIOBAaHUS OOIIET€HOMHBIX
acconmaruii (genome-wide association studies, GWAS); temM He MeHee, MOJTyYCHHBIC
pe3yJIbTaThl HEAOCTATOUHO YOCAUTEIbHBI U TPEOYIOT AajbHeHIero n3yuenus [279].

['umeproMonuCcTeMHEMHS SBISICTCS Ba)XKHBIM HE3aBHCHMBIM (DaKTOPOM pHCKa
passutust M [385]. Tak, Bapmant rena MTHFR C677T, cuwxkarommii Ha 50%
aKTUBHOCTh (pepMeHTa MeTWiIeHTeTparuapodoIaTpenyKkTa3bl, YYacTBYIOIIETO B
MeTab0JIM3Me TOMOITMCTEHHA 1 TTOBBIIIAS €T0 COJACpPKAaHUE B KPOBH, JIOCTOBEPHO CBSI3aH
C paHHUM JeOrTOM uieMudeckoro wuHcyiabTa [399]. Kpome TOro, Hexotopsie
WCCJICIOBAHMS YKA3bIBAIOT HA CHHEPreTUYECKOE B3aMMOJCHCTBUE MEXKIYy BapHaHTOM
C677T MTHFR u HapylieHreM JIMMUAHOTO OOMEHA B Pa3BUTUH aTEPOTPOMOOTHIECKOTO

uHCybTa [57, 399].
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BapuaHTbI TeHOB, BIUSIONIME HA KOATYJSAIHUIO M (PUOPUHOTUTHIECKYIO CUCTEMY,
ObUTM MPEIMETOM psifia aHAJIM30B U MOCIEAYIONIUX METAaHAIU30B JISl U3YUYCHUS] HUX
CBSI3M UMEHHO ¢ MOJIoIbIM UHCYNbTOM. Tak, SNP BapuanT rena nporpomouna G20210A
CBSI3aH  C  TMOBBIIICGHHBIM  YPOBHEM  MNPOTPOMOMHA M KOPpPEIHpPYET  C
IPEIPACIONOKCHHOCTRI0 K HHCYIbTY [192]. Myrtamms Jleiinen (F5: 1691 G>A)
MpeacTaBisgeT co00il n3MeHEHHYI0 hopmy dakTopa V CBEPTHIBAIONICH CHCTEMBI KPOBH,
MPUBOJIAIIYIO K YCTOMYMBOCTU K aKTUBUPOBAHHOMY Oeliky C, UTO SIBIIIETCS YCIOBUEM,
npepacnosararimM K HHCyIbTy [337]. JlocToBepHas cBsI3b MeX 1y MyTaruei Jleitnena
u 1 y MolioapIX ManyMeHToB U JIeTeil ObLla JOKa3aHa B HUCCIEIOBAHUSX, T/I€ CIydau
ObUTM OTOOpaHbl HA OCHOBAHUM HAIMYUSI KPUITOTC€HHOTO WHCYJIbTAa WIM HAOpaHbl U3
HOJrPYIIIBI MAIIMEHTOB, HAMPABJICHHBIX HA UCCIICOBAHKE 110 IpyruM npudurHaMm [337].

Jlumoniporennymmnasa (lipoprotein lipase, LPL) sBisercs BaxHBIM (EepMEHTOM
JUNUAHOTO OOMEHa, TUAPOIN3YS TPUIIMIEPUIb U3 XujaoMukpoHoB u JIITOHII
(MMIONPOTEeHHOB OYECHb HU3KOW IUIOTHOCTH), M YAAJSAS U3 IUPKYJISALHUUA HUX OCTATKH.
MyTanuu JUNONPOTEUHIIUIA3k], OIMUCAHHBIE TMPU H3MEHEHUHU MOCIIEI0BATEIIbHOCTH
oenka Ser447Ter B 9-Mm sx30He, Asn291Ser B 6-M 3x30HE U p.Asp9Asn, Takke CrTOCOOHBI
YBEIMYMBATH PUCK UIIEMUYECKOTO HHCYIbTa [299].

Poss B moBbimennn pucka MM MHOrux Apyrux reHoB-KaHAMIATOB OCTAETCS
HESICHOM, YUUTBIBAs, UTO CICIHU(PUIECKUE MyTAIlMU T'€HOB, C OAHOU CTOpOHBI, U SNP ¢
JIPYyroi CTOPOHBI, PA3BUBAIOT CUHEPTETUUECKHE B3aUMOCBSI3U, a HE BIUSIOT HA PUCKU
uHauBUyanbHO. OCHOBBIBasiICh Ha aHaimm3e 4acToThl BcTpedaemoctr SNP, Obuto
MOKa3aHo, YTO OHU HE 00513aTEJIbHO HAXOATCS BHYTPU KOJUPYIOIINX 001acTell TEHOB, a
MOTYT YYaCTBCTBOBaTh B JU3PETY/SIMU (PYHKIMOHAIBHO 3HAYMMBIX —aJUlelieH,
HAXOJSAIIUXCS B HEMOCPEACTBEHHOW OJM30CTH OT COOTBETCTBYIOIIETO KOJIWPOBAHMS.
Tak, B mpoexkte CHARGE, Bxitouaromiem 2047 maiiueHToB ¢ 1e0F0TOM UHCYJIbTa A0 55-
JICTHETO BO3pacTa EBPONCHCKOrO MPOUCXOXKICHMS, B aHaAIW3 OBbUIM B3SIThI 324
reHeTHYecKuX (pakTopa pucka, MOTEHIMATBHO CBSI3aHHBIX C HMHCYJIBTOM; 3TOT MPOEKT
BBISIBWJI OrPAHMYEHHYIO CIOCOOHOCTH MPOTHO3UMPOBATh MPEAPACIOIONKEHHOCTh K
uHCynbTy [313]. Hampotus, apyrue uccienoBaHuss oOHApYX WM, YTO CHEIU(PUIECKHIE

SNP OblIM 3HAUYMTEIBHO CBS3aHBI C HHCYJIBTOM, 0COOCHHO Y MOJOABIX B3POCIIBIX
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nanueHToB. HekoTopble W3 accommanuii, BEPOSTHO, SIBISIOTCS ONMPENCTEHHBIMU IS
KOHKPETHBIX MOJTUIIOB UHCYJNbTA. Tak, jokyc Ha 4 xpomocome 4q25 BOMM3M dakTopa
tpanckpuruuu PITX2 (PITuitary homeoboX 2); Tak ke, kak 1 Rs1906591 u rs10033464
[227, 362], ObLTH CBsI3aHBI ¢ KapAMOIMOOIMIEeCKIM HHCYJIBTOM. Rs505922 B rene ABO,
a Taxxe SNP rs11984041 B rene HDACY (kogupyet rucTonieaneruiasy 9, xpomocoma
7p21) acconMHpyrOTCS C aTEPOCKICPOTHUYECCKAM HMHCYJIHTOM B KPYIHBIX COCYyJax
[193,195]. Rs660599 (Ha moxkyce MMP12) Takxe ObUT CBSI3aH ¢ HHCYJIBTOM B OacceliHe
kpynHoi aptepuu [71]. IIpu sTom nomumopdusmel 1512425791 u rs11833579, 6nmskue
k reHy NINJ2 (xommpyromemy Ninjurin 2, O€OK, KOTOPBI MOXET BIIMATH Ha
pereHepaIuio HEPBOB TOCIIE UX MOBPEIKICHHS), OBLIIN CBSA3aHBI C MMOBBIIICHHBIM PHCKOM
Bcex tunoB MU [279].

Wrtak, HempepslBHO OOHOBIsieMas WHGOpMANKMs O BKJIAAE CTPYKTYPHBIX
MepecTpoeK  reHoma  JIEMOHCTPUPYET, 4YTO  JIOCTOBEpHas  OLIEHKa  pHcCKa
MPEAPACIIONIOKEHHOCTH K HWHCYJIBTY HE MOXET OCHOBBIBATHCS HUCKIIOUMTEIHLHO Ha
TCHETHYECKUX (PaKkTOpax, a BIHUSHHE HMX MOXKET OBITh MOAMQPHUIIMPOBAHO IPYTUMHU

ycaoBusmu [227].

1.2.2 TloTennmaabHo MoguuuHpyemMbie GaKTOPHI prcKa

MexyHapOoIHOE HCCIIEIOBAHUE, BKIIOYAIOLIEe 32 CTpaHbl B Pa3IUYHBIX
pernoHax, mokasajnao, YTo MOIuGUIUPyeMbie (PaKTOPHl PHCKA B 1ETIOM COCTaBIISIOT J10
92% aTpuOYTHBHBIX PUCKOB MHCYJIbTA y HACEJICHHS B Bo3pacTe muaiie 55 et [197].

AprepuanbHas runepteHsust (Al') siBasercss oIHMUM U3 HauboJiee 3HAYMMBIX
(aKkTOPOB pHCKa Pa3BUTHsI HHCY/IbTA MIPEXKIE BCErO B TPAAUIIMOHHOM Bo3pacte [8, 224]:
PUCK pa3BUTHs HWHCYJIbTa BO3pacTaeT C YBEIWYCHHEM MPOAODKUTEIHLHOCTH
THIIEPTOHMYECKOro Tepuojga U Bo3pacTta [223, 228]. Bmecte ¢ Tem AI' — oauH wu3
BeIymux (aKTOpPOB PHICKA M JJIS MOJIOABIX WMHCYNbTOB. B mccnemoBanun SIFAPI
(MHCYJIBT Y MOJIOJBIX TAIMEHTOB ¢ Oosie3Hbto dabpu), B koropre 4467 manueHTOB B
BO3pacte oT 18 mo 55 nmet, Habmromanack O4eHb BhICOKasi pacpocTpanéHHOCTh (46,6%)

ATl cpeam yuactHukoB wuccienoBanus [253]. OOpamaer BHuMmanue, uto Al
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HaOroMaNIach y 3HauuTeNbHOM 9acTh (29,3%) mur B Bozpacte 110 45 net. B rommanackom
uccinenosanny FUTURE, BkirouaronieM MOJIOABIX MTAIMEHTOB, IEPEHECIINX UHCYJIIBT, B
Bo3pacte oT 18 10 50 5eT U IEeMOHCTPUPYIOUIUX BBICOKYIO pacrnpocTpaHéHHOCTh Al
(28,3%) cpenm Bcex WMHCYJBTOB, OblIa 3adUKCUpOBaHa 00Jiee BBHICOKAS JOJIS WMEHHO
UIIEMUYECKOTO HMHCYJIbTa IO CpaBHEHHIO ¢ Temopparuyeckumu (29,3% u 19,1%
coorBeTcTBeHHO) [260]. ®uHCKOE uccnenaoBaHue, BKIodaromee 990 manueHToB B
Bo3pacte oT 15 mo 49 ner ¢ U, BeisiBmiio Al moutu B 40% Bcex ciydaeB [219], mpu
stoM Al peructpupoBaiach TakKe M B CaMOW MOJIOJION MOATPYIINE MAIlMEHTOB C
UHCYJIbTOM B Bo3pacte oT 18 mo 35 ner (9%); B apyrom wucciemoBaHuu [244]
pacnpocTpaH€HHOCTh Al' Takke 3HAYNTEIHHO YBEIMYUBAIACH y TIAIIMEHTOB B BO3PACTe
3645 ner (25%). Kopeiickoe uccienoBanue BoissBuwio Al 'y 57 u3z 149 (38,3%)
MalUEHTOB ¢ UIIEMUYECKUM MHCYJIBTOM B Bo3pacTe oT 15 1o 44 net, ¢ npeodiaagaHueM
y MYKUYHH II0 CpaBHEHHIO ¢ >keHmuHamu (42,9 u 24,3%, coorBercTBeHHO) [91].
HccnenoBanue, nposeacHHoe B CeepHoM Kurae, nokasasno, uro cpeau 1395 nanueHTos,
MEepEeHECIINX MHCYIBT B Bo3pacte oT 18 pgo 45 ner, oTrmeyanach BbICOKad
pacnpoctpanéurocts Al (44,4%) [241]. Ananu3 nmepeKpECTHBIX UCCIIEIOBAHUI BBISBHII
pe3KOe yBenumUYeHHe pacrpoctpan€éHHOCTH Al cpeay MoJIOAbIX TAMEHTOB C HHCYJIBTOM
B Bo3pacte crapmie 35 user [240]. Ilpu sToM mMoOKa3aHO, YTO HOPMATH3AIIHS
apTEPHAITHHOTO JTABJICHUS 3HAUUTEIIHLHO CHIKAET PUCK HHCYJIbTA B TEUCHUE KU3HM [228,
426].

JluciunuaeMuss U, B YaCTHOCTH, BBICOKMH YPOBEHb JIMIONPOTEHMHOB HHU3KOMN
wiotHoctu (JITTHIT), B coueTaHnu CO CHUKEHUEM YPOBHS JIUMIONPOTEHHOB BBICOKOM
mwiotHocty  (JITIBII), sBasitorcst 0Oe3yciioBHBIMU  (hakTOpaMu  pPHUCKAa  Pa3BUTHS
UIIEMUYECKOT0 HHCYJIbTa B TpaauiMoHHOM Bo3pacte [38, 196]. Ilpm stom
JTUCITUIUACMHUS  OXKHIAEMO CBsi3aHA W C 0Oojiee BBICOKMM PHUCKOM pEIUANBa
UIIeMUu4eckoro (0cobeHHo areporpombotrnueckoro) uucyabta [90]. B rpymme Mosoapix
WHCYJIbTOB JUCIHUIHUAEMHS TaKXKE SBISETCS BaXHBIM (akTopoM pucka. Beicokas
pacnpoctpanéHHOCTh Auciunuaemun (34,9%) nabnronanacs B uccnegopanuu SIFAPL
[253]. [IpoeMOHCTpUPOBAHO, YTO AUCIUITHIEMISI YaIle BCTPEUACTCS Y MYXKYHH, YeM y

xeHumH (39,3 npotuB 28,5%, COOTBETCTBEHHO) M BBIsBIsETCA B LeaoM y 23,7%
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MOJIOABIX MALMEHTOB C HWHCYJIBTOM B Bo3pacte oT 18 no 44 ner. l'ommanackoe
uccinenopanne FUTURE  Takke nokasajio  BBICOKYHO  paclpOCTPaHEHHOCTh
mucounuaemun (26,8%) cpean Bcex MOJIOJBIX MHCYJIBTOB, ¢ 00Jiee BBICOKOW AoJei
UIIEMUYECKUX TI0 CpPaBHEHUI0 ¢ reMopparuueckumu (26,2 nportuB  5,9%,
COOTBETCTBEHHO) [260]. DcTOHCKOE UCCIIEeI0BAHUE MOJIOJIBIX MAIIMEHTOB, MEPEHECIINX
UMHCYJIbT, B Bo3pacTe oT 18 40 54 5er BBIABWIO BBICOKYIO PaclpOCTPaHEHHOCTh
JTUCITUIIAJIEMUN CPEeAN TMAlMEHTOB, BIEPBbIC MepeHECHMX MHCYIbT (45,5%), a Taxxke
Cpelad MaIMeHTOB ¢ penuauBoM HHCyIbTa (47,9%) [340]. Jducnunmuaemus Oblia
HauOoJsiee pacnpocTpaH€HHbIM (akTopoM pucka (52,7%) U B UTaIbIHCKOM
UCCIICIOBAaHMHM MOJIOZIOT0 WHCYJIbTa C y4acTHEeM maieHToB Mosioke 50 jer [338].
AHaNOTUYHO, TUIIEPXOJIECTEPUHEMUS ObliIa BhIsIBICHA y 00Jb1110i YacTu (35%) MOJIOBIX
nanueHToB u3 [lIBelinapuu ¢ HHCYJIBTOM B Bo3pacte oT 16 1o 45 net u Obuia emweé 6osee
pacnpoctpaneHa (58%) B rpymme ot 46 10 55 ner [345]. M3BecTHO, 4TO B HacTosIee
BpeMs HaOIt01aeTcss POCT 3a(pUKCUPOBAHHBIX JUCITUMUIAECMUNA U OKUPEHUS y JETell U
MOJIOJIBIX JTFOAICH BO BceM mupe [139, 246], uTo 0ugaeMo BBI3BIBACT HACTOPOKEHHOCTh
B OTHOIIIEHUH 3TOTO (hakTopa pucka MUN.

W36b1T0ounbI Bec (MMT, unzekc Macchl Tena > 25— <30 kr/m?) u osxxupenne (MMT
> 30 Kr/M?) 3HAUUTENBHO YBEIUYMBAIOT KAK PHCK CEPAEYHO-COCYAUCTBIX COOBITHI B
ICJIOM, TaK M CHEIU(PHUUECKUE PUCKA HHCYJIbTa, B T.4. y MoJoasix [268, 288].
[TomynsIMOHHBIN METAaHAIIN3 C YYETOM BO3pPACTa, NI0JIA U STHUYECKON NPUHAJIEKHOCTH
1201 manuieHTOB ¢ MHCYJILTOM B Bo3pacTe 1549 ner u 1154 B KOHTPOJILHOW TpyIIie
MPOJIEMOHCTPUPOBAJ 3HAUUTENILHO MOBBIIIEHHBIN pUCK pa3BuTus uHcyasTa (O 1,57;
95% 1M 1,28-1,94) ms aun ¢ oxkupenuem (MMT> 30 kr/m?) [295]. Dra cBs3b, 0HAKO,
OKazaJjiach HIDKE TOCIe yu€Ta IPYruX 3HAYMMBIX (PAKTOPOB PHCKA, TAKMX KaK KypeHUe,
THIIEPTOHUS W CaxapHbld  aAMaldeT, KOTOphle, OYEBHIHO, B3aMMOCBS3aHbBI
cuneprernyeckumu dpdexramu. [To npyrum nanusM ipu ucciaeaoBannu 990 nanyueHToB
B Bo3pacTte oT 15 10 49 5iet ¢ nepBbIM UIIEMHUYECKUM UHCYIBTOM, Y 10,6-16% BbIsSIBIEHO
oxxupenue [268, 288]. Uccnenoanue SIFAP1 Takxke nmpoaeMOHCTPUPOBATIO BBICOKYIO
pacnpoCcTpaHEHHOCTh OXKUPEHUS B MOATPYIITIE MALMEHTOB C MHCYJIBTOM B BO3pacTte oT 18

1o 55 ner (19,5%-24,1%) [253]. B 3cTOHCKOM HCCIeI0BaHUU OBLIO 3apEerUCTPUPOBAHO
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oxxupenue kak rnpu nepsuunom U (9,7%), Tak u B ciryuae ero peruausupoBanus (7,3%)
[340]. Kpome HMT, c yBenudeHWEM pHCKa HWHCYJIbTa OBLIO ACCOIMHUPOBAHO U
MOBBIIIEHHOE COOTHOIIICHHUE TN U OEep, YTO MPOJEMOHCTPUPOBAHO B UCCIIEIOBAHUU
INTERSTROKE nHa npumepe 26 919 namuentoB ¢ uHcynbroMm [197]. OueBuano,
y4€TOM PE3KOT0 YBEJIMYEHUSI PACIPOCTPAHEHHOCTH OXKUPEHHS B MOJIOJOM U JIE€TCKOM
BO3pacTe 3a mocieanue aecstwietus [331], Bo3pacraeT HEOOXOAMMOCTH IMPOrPamMM
CKPUHUWHTA U MPO(UIAKTHKH Y 3TOW Kareropuu namueHTos [183, 355].

Puck wmHcynbra n3z-3a Hu3koro MMT wn3ydeH He Tak WIMPOKO, KaK PUCK HU3-3a
BbICOKOTO IMT, 01HAKO psiJl KCCIIEIOBAHUM YKA3bIBAIOT HA BHICOKYIO 3HAYUMOCTB 3TOTO
dakTopa pucka. Tak, HOMyIALMOHHOE UCCIEAOBAHUE C y4acTUEM 3,6 MIIH B3POCIBIX U3
BenukoOpuTaHuM TMOKa3al0 PUCKHA JUIS 30pOBbs (BKIIIOYAs IepeOpPOBACKYIIAPHBIC
3a00JIeBaHus) KaK JIJIs JIFOAEH ¢ M30BITOYHOM, TaK U IJIs JIFOAEH C HeJOCTAaTOYHOM Maccoi
tena [89]. Ananus, Bximrodaromuii 491 773 B3pocasix B CIIA, BBISIBHII MOBBIIICHHBIH
puck passutus uncynbra (OLO 1,32, 95% AW 1,331-1,328) cpenu mroaeit ¢
HemocTarouHbM BecoM (MMT <18,5 kr/mM?) M0 CpPaBHEHMIO C JIMIAMH C HOPMAJIbHEIM
BecoM (ot 18,5 mo 24,9 kr/m?) [295]. Emé Gonee BLICOKUI PUCK Pa3BUTHSL UHCYJILTA Yy
JIOJIE C HENOCTaTOYHBIM BECOM ObUI TOKa3aH IOcJe MOMpPaBKU Ha BO3pacT, MO,
apTepuaIbHyI0 TUIEPTOHUIO, HAJIMYKUE TuadeTa M TUIEPXOJIECTEPUHEMHH, KypeHUue U
HU3KYIO0 (u3nyeckyro akTUBHOCTh. OIICHKM OTHOCUTEIBHOTO pHUCKA OCTaBaJUCh
MOBBIINIEHHBIMA M CpeAu MoJjojoro HacesjeHus (B Bo3pacte g0 40 ner). Jlpyroe
uccinenoBanue ¢ ydyactueM 104 928 manueHTOB MPOJAEMOHCTPUPOBAIIO MOBBIIICHHBIH
PUCK Pa3BUTHSA MHCYJIbTa y MYXYUH U €mI€ 0oJiee BBIPAKCHHBIM PUCK Y YKEHIIHUH C
HepocrarouHbM Becom (UMT <18,5 xr/m?) [295].

Perynsapuas ¢pusndeckas akTHBHOCTh CHIDKAET PUCK MHCYJIBTA KaK B 1IEJIOM, TaK U
i moaei monoxke 55 ner (OLI 0,60, 95% AW 0,45-0,80) [197]. Hanpotus, Hu3Kas
bu3ndecKas akTHBHOCThH M MAJIOTIOJIBUKHBIN 00pa3 )KU3HU OTHOCSTCS K (DaKTOpaM prcKa
WHCYJIbTA, BKJIIOYas MHCYIbTHI y Mojoasix (O 5,8, 95% U 5,1-6,7) [137]. Kak
coobmraercs B uccinenoanuu SIFAP1, Huzkas ¢usnueckass akTHBHOCTH (X0/1b0a MeHee
1 mMunu B neHb) ObLIa ompeneneHa Kak (GakTop pUCKa y OOJBINONW YacTH MOJIOABIX

HAIMCHTOB C HHCYJIbTOM KaK MY»X4HH, TaK 1 skeHuH (46,6% u 50,4% cooTBETCTBEHHO).
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C npyroii cTOpoHbI, paboTa, KOTOpasi TpPeOyeT HaXOXKACHUS B TTOJIOKEHUU CTOSI, a TAKIKE
C OTHOCHUTEJIBHO 00Jiee BRICOKOI MHTEHCUBHON (PM3UYECKOM aKTUBHOCTHIO, 3HAUUTEIHHO
yBenuuuBaeT puck TUA u uncynbra [253].

Caxapubii guaber (CJl) B aHamMHe3e MNPEUMYIIECTBEHHO TMOBBIIIAET PUCK
UIIEMUYECKOTO W B MEHbIIEH CTENEeHW TeMOpparuyeckoro HHCYJIbTa B 0OIIEH
nonyisuuu [197]. CJ Obl1 Takke JUArHOCTHPOBaH y 5,9% MOJOABIX HAI[HEHTOB C
UHCYJIBTOM C OoJiee BBICOKOW dYactoTou (7,2%) wumremMudeckoro wuHcyinbTa [260].
UccnenoBanne SIFAP1 mokaszano 0Oosnee BbICOKyO pacnpoctpanéHHocth CJI y
NAlMEHTOB, EPEHECIINX HHCYIIBT, IO CPABHEHUIO C KOHTPOJIbHOU rpynnoii (10,1 mpoTus
4,3% cooTtBercTBeHHO) [253]. OTHOCHTENEHO HU3Kas pacupocTpanéHHocTh CJI Obuta
BBISIBJICHA Y MOJIOJIBIX IMAllMEHTOB C MHCYJIBTOM B Bo3pacte oT 16 mo 45 ner, oAaHaKo,
COTJIACHO IIBEHIIAPCKOMY MCCIIEA0BAHUIO, C YBEJIMUCHUEM PACIPOCTPAHEHHOCTH B OoJiee
cTapuIux rpymmax (B Bo3pacre ot 46 10 55 net, 2,5 npotus 13% cootBercTBeHHO) [345].
3HauuTensHO O0siee BhIcOKas pacnpoctpanéHHocTh CJI HabOmoganack mpu MOBTOPHBIX
WHCYJIbTaX M0 CPABHEHHIO C BIIEPBbIC Pa3BHBIIUMUCS B SCTOHCKOM HccienoBanuu (18,8
npotuB 9,7% cootBercTBeHHO) [340]. Cpenu 1395 monoasix rojieit B Bo3pacTe ot 18 10
45 ner, uccnenoBanubix B CeBepHom Kutae, CJI Obl1 quarnoctupoBan y 13,8% [241].
Kpome Toro, B cTpanax ¢ BBICOKMM YpPOBHEM jaoxoja pacrnpoctpanénnocts CJI cpenu
MOJIOZIBIX TAIUEHTOB C HWHCYJBTOM SIBIIIETCS OTHOCHUTEIBHO HHU3KOW: 3HAYUTEIIHHO
OOJIBITICE KOTMYECTBO TAKMX MAIIMEHTOB MPOJAEMOHCTPUPOBAHO sl AGPUKH C HU3KHUMHU
noxomamu B mcciaemnoBannu SIREN [379]. Takum o6pasom, CJI mpeacraBiasieT coOoit
3HAYUTEIIbHYI0 MEIHUKO-COIHaIbHY0 mpobsiemy [160], BKIroYas MOBBINICHHBIC PHCKH
WHCYJIbTA Ha MPOTSHKEHUU BCel xu3Hm [222, 243, 331].

Kypenue curaper sBisieTcsi 6€3yCIIOBHBIM OOIIECTIPU3HAHHBIM (DAKTOPOM pHCKa
UHCYJIbTA; B T. 4. ONMCaHa CUJIbHAS KOPPEISLIHS MEXTy 0301 M pUCKOM MHCYbTa [197].
Kpome Toro, KypeHue curaper IEeMOHCTPUPYET CHHepreTudeckuii 3G(deKT ¢ Takumu
daktopamu, kak Al, HeOmaromongy4yHas COIMATBHO-OJKOHOMHUYECKAs CUTyallus |
ypoBeHb 00pa3oBaHus manueHToB [132].

B MomompIx momynsiusX KypeHHE TaKKe SBISIETCS BaXXHBIM (PAKTOPOM PHCKA:

CymeCTBCHHO 0oyice BBICOKUH PUCK HHCYJIbTa CPCANW AKTHBHBIX KYPHJIBIIMKOB IIO
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CPaBHEHUIO C TEMH, KTO HHUKOT/Ia HE Kypuwi, HAOIIOgaics B MOMYJISIIUOHHOM
UCCIICIOBAHUM CITy4ail-KOHTPOJIb, MOCBSIIEHHOM PUCKY HIIEMHYECKOTO HHCYJbTa Yy
MY>KYHH B Bo3pacte oT 15 10 49 net [375]. B yacTHOCTH, 3aBUCUMOCTD J103a-0TBET MEXKTY
KypeHHEM U PUCKOM HHCYJIbTa OblIa 3adukcupoBaHa B Auamasone ot 1,46 OUI nns
Kypsmux Menee 11 curaper o cpaBuenuto ¢ 5,66 O mis kypsimumx 6onee 40 curaper
B JICHb. AHQJIOTMYHO JUIsl )KEHIIUH B MOMYJISIIMOHHOM UCCJIEA0BAHUH CIIy4ail-KOHTPOJIb
¢ ydacthueMm 466 manueHToB ¢ HHCYIbTOM U 604 310pOBBIX JIIOAEH B Bo3pacTe oT 15 10
49 net ObLT 3apETUCTPUPOBAH 3HAUUTEIHLHO O0JIEe BHICOKUN PUCK PA3BUTHS UHCYJIBTA Y
KypsAIIMX TI0 CPAaBHEHHWIO ¢ HHUKOrjaa He KypuBimuMHU [372]. Camblii BBICOKHI PHCK
WHCYJIbTa ObLI MPOJAEMOHCTPUPOBAH ISl Te€X, kKTo Kypuia 40 u Gosee curaper B JEHb.
AHaM3  MEpeKpPECTHBIX  MCCIEAOBAaHMWA  MO3BOJWJI  CAENAaTh  BBIBOM,  YTO
pacnpocTpaHEHHOCTh KypeHus npesbimaet 50% cpeau myxunH u 40% cpeau )KeHIH
B CaMOil MOJOJOW TMOArpYyIIEe NalueHTOB B Bo3pacte oT 18 go 24 ner. Bricokas
pacrpocTpaH€HHOCTh KypeHus (44,6%) nabmomanachk cpeau 990 MoionbIX Jroaed B
Bo3pacte ot 15 1o 49 ner ¢ nmeMrIecKuM HHCYJIBTOM B UCCIENOBAHNH, IPOBEIEHHOM B
Ounnsaauu  [219]. B mBednmapckoM  MCCIEIOBaHMM  OTMEYajach  BBICOKas
pacrpoCTpaHEHHOCTh KYPEHMsI Cpelad O00eruxX BO3PACTHBIX MOATPYNI  MOJIOJBIX
MalKUEeHTOB, IEPEHECIINX UHCYIIBT, @ UMEHHO B Bo3pacte 16—45 u 4655 nert (41 npotus
45%, cooTBeTCTBEHHO) [345]. 31€Ch 10151 KypUIIBIIIMKOB ObLIa CX0KEH MEXKTy IePBHIMU
AMu30aMu U TOBTOpHBIMU MM y MOJOABIX MaIMEHTOB, YTO YKa3bIBAE€T HA HUBKYIO
3¢ (HEKTUBHOCTh OTKa3a OT KypeHHUs B KaueCTBE BTOPUYHOU MPODUIAKTUUECKONW MEpPHI
(34,7 npotus 28,1% cootBerctBenHo, p = 0,202). Takum 00pa3oM, KypeHHE CUTApET
MpECTaBIsAECT CO00M OJHY U3 HamOoJIee MOAXOIAIINUX TeleH cpeu MOTUDUITUPYEMBIX
(bakTOpPOB pHCKa I IEPBUYHON MPOYUIAKTHKH HHCYIbTa MOJIOIBIX Jiroaeit [12, 375].

Bce BrimenpuBenéuapie MoguduipyemMbie (HaKkTopbl pUcKa MOCTYKHJIHM OCHOBOM
JUISl CO3JJaHUs CAaMOM MCIIOJIb3yeMOW METOJIMKU OMPEIESICHHs OLICHKAa PUCKa CepJIeUHO-
cocynuctbix ocioxkHenuit (CCO) — mkansl SCORE. OnHako M3BECTHO, YTO OHA
BaJIMIU3UPOBaAHA JUIs IPUMEHEHHS ToJIbKO y Juil crapiie 40 aet [30].

Huzkoe notpebieHne ankoross HEOAHOKPATHO aCCOIIMUPOBAINCH C 601ee HU3KUM

PUCKOM HMIIEMUYECKHX, a TaKKe reMopparuueckux HHCy/iIbTOB [155, 245, 270]. U-
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oOpa3Hasi CBsI3b pHUCKA MEXAY YIOTPEOJICHHEM ajKoroisi W 3aboseBacMOCThIO /[
CMEPTHOCTBIO OT MHCYJIbTa ObllIa BBISIBJICHA B OOJIBIIOM METaaHAIHU3€e, BKIIOYAroIeM 27
NPOCIEKTUBHBIX UcchenoBanuii 1 425 513 dyenoBek [77]. COOTBETCTBEHHO, BBICOKOEC
(6onee 60 T amkoroysss B JeHb W OoJyiee) ymOTpeOJCHHE AJKOTONSI SIBHO CBSI3aHO C
MOBBIIIEHHBIM PUCKOM HMHCYJIBTA, YTO MIPOJEMOHCTPUPOBAHO PSIIOM HCCIeAOBaHU [ 77,
155, 197, 270, 391]. B yacTHOCTH, pEryaspHOe Upe3MepHOE YHOTPEOICHHE alIKOTOJIs
CBSI3aHO C PMCKOM BO3HHMKHOBEHHS OCTPBIX HAPYIICHUH PUTMa CEp/Ila, MOBHIIIICHUEM
AJl, axKTUBHpPYET THUIEPKOATYJSALHUIO, YTO WHAUBUIAYaTbHO MW  CHHEPTUYECKU
npeapacrnojaraeT K wumeMuieckomy uWHCYnbTy [391]. Upesmepnoe ymotpeOiieHue
QJIKOTOJISI YBEITMYMBAET PHUCK BO3HWKHOBCHHUS HMHCYJIHTOB TaKXKE€ y MOJOJBIX: II0
pesynbTatam uccienoBanus INTERSTROKE, BkitodaBiiero MOJOABIX JIIOJAEH B
BO3pacTe 10 55 JIeT, TaKOW PUCK JOKa3aH JJIsl Ype3MEPHOTO YIOTPEOICHUS alIKOTOJISI IO
CPAaBHEHUIO C HU3KUM WM OTCYTCTBHEM yroTpebnenus ankorois (O 2,20; 99% A1
1,49-3,23) [197]. UccnenoBanue SIFAP1 moka3ajo, 4o OONBIIKHCTBO MY K4IHH (63,1%)
1 Oosiblas yacTh xeHuuH (36,9%) cpein MONObIX MALIMEHTOB, NEPEHECIINX UHCYIIBT,
PETYISIPHO YHOTPEOIISIIA aJTKOT0JIb, 0COOCHHO B CaMOW MOJIOJION MOATrpyIIe MalueHTOB
B Bo3pacte oT 18 1o 24 ner [253]. Bricokuii puck MHCY/IbTa BCIACACTBHE YPE3MEPHOTO
yHOTpeOJICHHsI aJIKOTOJIs1 ObLT BBISIBJIICH y OoJbioi yacTu nanueHToB (33,0%), a Takxke
Oompilie ObUT BHIPAKEH y MY)KUMH 1O CpaBHEHHMIO C keHiuHamu (41,9 u 20,1%
COOTBETCTBEHHO). DCTOHCKOE HCCIIEOBAaHUE TTOKA3aJI0, YTO YPE3MEPHOE yIOTPEOIeHHE
QJIKOTOJIsI OBLIIO PACTIPOCTPAHEHHBIM PUCKOM Cpe/iu TIepBhIX B aHaMHe3se (17,5%), a Takxke
MOBTOPHBIX MOJOAbIX HHCYNbTOB (13,5%) [340]. Bricokass pacnpocTpaHEHHOCTH
notpebsienus ankorois (41,6%) Obuta BeIsIBICHA cpeau 1395 MoJoABIX MAIMEHTOB C
WHCYJIBTOM B Bo3pacTe oT 18 1o 45 ner, koTtopbie ObiTu u3yudeHbl B CeBepHoM Kutae
[241]. Takum oOpa3om, ype3MepHOE YMOTPEOJICHHE AIKOTOJsl TPEACTaBISCT COOOM
BaXHBIN MOIUDUIUPYEMBbIi (pakTOp pricka pa3BuTHs HHCYJbTa [185].
3noynotpebiieHue HapKOTHUKaMU MPEACTaBISET COO0H I00abHYI0 COLUANBHYIO
npooiiemy [208, 414]. PerymsgpHoe mnoTpeOiieHHe 3anpemEHHBIX HAPKOTHKOB
aCCOIMMPOBAHO C 0oJiee BBICOKMM PHUCKOM HWHCYJBTA, YTO JIOKA3aHO /I KOKAaWHa,

OKCTAa3u, MCTan)CTaMI/IHOB U KaHHaOmca. C006H13.6TCH O HC3aKOHHOM y1'[0TpC6J'I€HI/II/I
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HApKOTHKOB y 12% MOJIOJIBIX MAIMEHTOB C HHCYJIHLTOM B Bo3pacte oT 18 mo 45 ner [414],
Ipu S3TOM B caMod Mojoaod mnoarpymme (B Bo3pacte oT 18 nmo 35 ner)
pacnpoctpanéHHocTh ObuIa emé Boiiie (18%). CymiecTBeHHO noBbIeHHbINH puck U u
TUA otmewaercss y Monoasix moTpeduteneid kanHabuca [106, 107]. Cuwmraercs, uro
noTpebieHrne KaHHaOWca TMPUBOJUT K MHOKECTBEHHOMY CIa3My BHYTpHUYEPEITHBIX
COCYIIOB, TECHO CBSI3aHHOMY C pHUCKOM pa3BUTHS HHCy’dbTa. Kpome ToTO,
IPOAEMOHCTPUPOBAHO 3HAUYUTEIHHOE TMOBBIIIEHNE pucka uHcynbTta U TUA, ocobeHHo
JUIS TIAIUCHTOB, HCIOJB3YIOIIMX KaHHAOMC exeHeneapbHo wim vame [106, 107].
3noymnoTpediieHne KOKanHOM TaKk)Ke CBSI3aHO C TMOBBIIICHHBIM PHUCKOM HIIIEMHUYECKUX
(oI 2,03, 95% AN 1,48-2,79) u remopparmueckux (OLL 2,33, 95% AU 1,74-3,11)
MHCYJIbTOB y MOJIOJIBIX MAllMEHTOB; 3JI0YNMOTpeOsieHne ke MeTaM(eTaMUHOM CBSI3aHO,
TJIABHBIM 00pa3oM, ¢ PUCKOM TeMOpPAarnuecKoro HHCYIbTa y Mosobix [126, 180, 249].
B nenom, pacnpocTpaHEHHOCTh yHOTPEOJIEHUS 3alpeli€HHbIX HAPKOTUKOB B Ka4eCTBE
MPU3HAHHOTO (aKkTopa pPUCKA CPEeId MOJIOABIX MAIMEHTOB C HHCYJIHTOM HEYKIOHHO
pactér [414], nmpu STOM 3HAYHWTEIBHO TIOBBIIIACT PUCK PA3BUTHS WHCYJIBTA JaKe
ciydaitHoe (3mu301u4eckoe) 3moynorpedienue Hapkotukamu [107].

Hannune B aHaMHe3e MUTPEHH, B YACTHOCTH C aypoOil, CBSI3aHO C TOBBIIIICHHBIM
PUCKOM KaK HUIEMHUYECKOTo, TaK U reMopparnyeckoro uncynbta (O 2,26 u OIII 1,94,
cooTBeTCTBeHHO) [115, 271]. CBsizaHHBIE C MUTPEHBIO PUCKU MHCYJIBTA BBIIIIE Y KEHITUH
(OMI 2,08, 95% AU 1,13-3,84), uem y myxuun (OIL 1,37, 95% AU 0,89-2,11) [248,
271]. XKenmmusel B Bo3pacte A0 45 Jer, CTpajaroliye MUTPEHBIO C aypou, Kypsiue,
UCTIONIB3YIOIINE OPAbHYI0 KOHTPAIEHINI0, OCOOCHHO TPEIPACIIONOKECHBI K Pa3BUTHIO
uHcynbra [271]. Kpome Toro, B uccienoBanuu SIFAP1 snu301bl MUTPEHU B TEUYCHUE
Bcel ku3HU Obut OoTMeueHBl y 18,8% myxuuH u 37,8% S>KEHIIMH C HHCYIHTOM;
HauOobIIas pacmpoCTpaHEHHOCTh HAOMIOJanach UMEHHO B MOATPYIINEe MAIMEHTOB B
Bo3pacte oT 25 1o 34 ner [137]. AHaIOTHYHO, B APYTOM MCCIIEIOBAHUU COOOIIAIOCH O
MUTPEHU B aHaMHe3€ Y 17% MOJIOJbIX NAalMEHTOB C UHCYJILTOM B Bo3pacte ot 15 mo 49
ager [271]. Tlpu »ToM Oojiee BBICOKAas BCTPEYAEMOCTh MHIPEHHM HaOJI01agach y
NaeHToB 0e3 Apyrux 3apUKCUPOBAaHHBIX (DAKTOPOB pUCKA MHCYJIHTA MO CPABHEHUIO C

NalMeHTaMH, Y KOTOPBIX ObUT XOTSI Obl OJMH JOMOJHUTENbHBIN (DaKTOp pucKa MHCYJIbTa
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(23,6 mpotuB 16%). Murpenp ¢ aypoil B aHamMHe3€ ObLTa MPOJAEMOHCTPUPOBAHA KaK
Oonee pacmpocTpaH€HHas, OCOOEHHO B TOATPYIE OYEHb MOJIOJBIX ITAlIHCHTOB C
UHCYJIbTOM B Bo3pacTe a0 35 ser [111]. Takum oOpa3om, MOJIOABIC IO, OCOOCHHO
JKCHILMHBI, CTPAJAOIINEe MUTPEHBIO C aypoil, MOABEPraroTCs MOBBIIIEHHOMY PHUCKY
WHCYJIbTAa, KOTOpPBIA, KPOME TOIO, YCHUJIMBAETCI KYpPEHHEM U MCIOJIb30BaHUEM
TOPMOHAJIBHOW KOHTpAIEIIUH.

['opMoOHaNbHBIE  KOHTPALUENTUBBI I 3alATBl  MOJIOABIX  KEHIIUH  OT
HEXeJNaTeIbHOH OEpEeMEHHOCTH IIUPOKO MCIOJB3YIOTCS B KadyeCTBE MEPOpaIbHBIX,
TPaHCIECPMAJIbHBIX WM  BarMHAJIBHBIX  MpenapaToB,  COJAEpKaIUX  JUOO
KOMOMHUPOBAHHBI 3CTPOT€H M  MNPOTrecTepoH (KOMOMHUPOBAHHBIE OPAJIbHbBIE
koutpanentuBel — KOK), mmbo Tompko mporectepon. Ilokazano, uro KOK
JEMOHCTPUPYIOT MPOTPOMOOTreHHBIN 3(P(DEKT, 3HAUUTEIBHO YBEIUYUBAIOUIUNA PHUCK
CepACUYHO-COCYAUCTRIX 3a00eBanwmii [329, 389]. CooTBeTcTBEHHO, Hcmonb3oBanrne KOK
CBSI3aHO U C MOBBIIIEHHBIM PUCKOM Pa3BUTHUS UHCYJIbTA Y MOJIOJIBIX KEHIIUH. bonbIioii
METaaHAJIN3, BKIIOYAKOIMMNN 24 HE3aBUCHUMBIX MCCIEAOBAHUS CPEAU MOJOABIX KEHIIUH
penpoayKTUBHOTO Bo3pacta (0T 18 1o 50 neT), mpoaeMOHCTpUPOBaI MOBHIIICHHBINA PUCK
UIIeMUYeckoro wuHcynbra (o0bemunéHusii Ol 1,7, 95% AU 1,5-1,9) cpenu
nonb3oBatenet KOK no cpaBuenuto ¢ He nmonb3oBareisiMu [134]. Takum o6pazom, puck
WHCYJIbTa HE OBbUI CBsI3aH C TMperapaTaMd Ha OCHOBE mporectepoHa. Hampotus,
JI0303aBUCUMBIM PUCK UHCYJbTAa ObLT YETKO MPOJAEMOHCTPUPOBAH MJIsl MOJIb30BATENICH
MPOTUBO3aYaTOYHBIX CPEJCTB HA OCHOBE O3CTPOT€HA C HAWOOJBIIUM PHUCKOM JIJIst
TabneTok, coxepxkammx > 50 wmkr scrtporeHa. Hcmomb3oBanue KOK cBsizaHO C
MOBBIIICHHBIM PUCKOM pasutus umemudeckux (O 1,8, 95% AU 1,2-2,8), HO He
reMOpparuueckux MHCYJIbTOB [218]. PUCK MHCYyNbTa MOCTOSIHHO MOBBIIIEH TaKXKE IS
KOK BTOpOro u TpeThero NOKOJEHWUH, a TaKXe Uil OPAIbHBIX TOPMOHAIBHBIX
kouTparentuBoB [407]. XoTs [ KOHTpAIENTHBOB HA OCHOBE MPOTECTEpOHA
MOBBINICHUE PUCKA MOKA HE MPOJEMOHCTPUPOBAHO, HO KOJUYECTBO IMyOJUKAIUN IO
TOMY BOIPOCY OTPaHUYEHO, M TPeOYyIOTCS JalbHEWINE HCCIEAOBAHUS, YTOObI
MOJITBEPJIUTh UX MOTCHIIMAIBLHYIO 0€3011aCHOCTh B OTHOIICHHH PUCKa MHCY/IbTA [329].

Takum 06p8,30M, HCIIOJIBb30BAHUC T'OPMOHAJIBHBIX KOHTPALCIITUBOB, KaK IIPpaBHIIO,
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YBEIMYHUBACT PUCK WHCYJIbTA, KOTOPBIN B JAIBHEHUIIIEM yCHIIUBACTCS CUHEPTETHUYCCKUM
BO3JICHCTBHEM OPYTUX (DaKTOPOB pHCKA, TAKUX KaK KypeHHEe, MUTPEHb B aHAMHE3E U T. 1.

bepeMeHHOCTh M TOCIEPOAOBONM MEPHOJl CBA3aHBI C TMOBBIIICHHBIM PUCKOM
pa3BUTHS WHCYJIbTa C TpeobialaHeM TeMopparudyeckoro wuHcCyiabra [359].
HccnenoBanre, B KOTOPOM Y4acTBOBajio Oojiee 2 MUJUIMOHOB KEHIIMH B AHIJIMU B
Bo3pacte oT 15 no 49 ner, 4€Tko MokKaszano B JEBATh pa3 Oojee BHICOKYIO YacTOTY
WHCYJIbTA B MEpUHATAIBHBIN 1epuo/ (3a 2 1Hs 10 U | JeHb 1mociae poAoB) U B TpU pas3a
OO0JIBILIYI0 YacTOTY B PAaHHEM IIOCJIEPOJIOBOM Iepuojie (10 6 Heaenb Mociie poJoB) MO
CpaBHEHUIO ¢ HeOepeMeHHbIMU JkeHITuHaMU [ 230]. CrieryeT OTMETHTb, 9TO HAanOOJIBIITHI
PHUCK pa3BUTHSI MHCYJbTAa BO BPEMS POJOB M B PaHHEM IOCIEPOJIOBOM MEpHOAE ObLI
BBISIBJICH CpPeId CaMOM MOJIOZION MOATPYIIIbI OEPEMEHHBIX JKEHILMH B Bo3pacte OT 15 1o
24 qrer (OLI 11,9, 95% AU 5,5-25,6).

Puck wuieMuueckoro MHCYJIbTa CpPEeAM KEHIIMH B Bo3pacte oT 18 go 50 ner
3HAYUTEIHLHO YBETMUMBACTCA 32 CUET MHOTOKpaTHOM (3 u 6oJee) morepu OEpeMEHHOCTH
(oI 3,51, 95% AU 1,08-11,35) u meprBopoxaenus (O 2,06, 95% AN 0,81-5,23),
KOTOpbIC ACHCTBYIOT KaK He3aBUCHUMBIM ¢akTop pucka [319]. JlampHeummii puck
POXICHUSI HEIOHOUICHHOTO pebEHKa ObUT CBSI3aH C BO3HUKHOBEHHEM CEPJACYHO-
COCYIUCTBIX 3a00JI€BaHUI U HHCYJIbTA B 00JIee TO3THEM BO3pACTe, AXKE MOCIIE MOMIPABKH
Ha COIMAIBHO-OKOHOMUYECKHUE (PAKTOPhl, KypeHHUE U OCJIOXKHEHUS, CBSI3aHHBIE C
oepemeHHocThi0. KpoMe TOro, pHCK WHCYJIbTa 3HAUYMUTENBHO BO3pACTaeT IMpH
OTIPEICIEHHBIX TMATOJOTUAX, CBA3AHHBIX C OEPEMEHHOCTHIO, TAKUX KaK apTepuaibHas
THIICPTCH3US, BBI3BaHHAas OEPEMEHHOCTBIO, T'eCTAllMOHHBIA CcaxapHbId auaber u
npeskaammcus [319, 321].

[IcuxoconuanbHbIN CTpece SBISETCS €II€ OJHUM HU3MEHSEMbIM (haKTOPOM pHCKa
uHcynbTa: uccnenoBanue INTERSTROKE — «cnywaii-KOHTpOJb», B KOTOPOM
y4acTBOBaJIM 32 CTpaHbl, IPOJEMOHCTPUPOBAIIO TTOBBIIICHHBIN PUCK PA3BUTHS HHCYJIbTA
(OII 2,20, 95% AN 1,78-2,72) na ¢one ncuxoconuanbuoro crpecca [197]. Tlpu stom
caMblil BBICOKMH PHUCK pa3BUTHsS MHCYnbTa Habmonanca B Kurae (O 5,79, 95% AU
3,39-9,87), a camprii Hu3KwMii - B 3anannoit EBpone, CeBepHoit AMepuke 1 ABCTpanuu

(om 1,19, 95% AW 0,72-1,96). Kpome TOro, mCUXOCOIMAIBHBIA CTpecc
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JEMOHCTPUPYETCS Kak 00Jiee 3HAUUMBIN PUCK WHCYJIBTA IS MOJIOZBIX JIFOJICH B BO3pACTe
10 55 net mo cpaBHeHuto co crapmmmu (OIIl 2,36 mpotus OIII 2,06 cooTBETCTBEHHO)
[197].  Jlpyroe  wmcciemoBaHuMe — TakkKe  MPOJACMOHCTPHPOBAIIO  BBICOKYIO
pacrpoCTpaHEHHOCTh NICUXOCOIMANBHOTO cTpecca (57,2%) cpei MOJIOJbIX MAallUeHTOB
¢ UHCYIbTOM (Bo3pacT < 55 ner) [163]. MeTa-aHanu3 nepekpECTHOTO HUCCIAEAOBAHUS

IIOKa3aJl, 4TO HC6JIaI‘OHpI/IHTHBI€ IICUXOJOTNICCKHUC q)aKTOpI)I IMOBBIIIAKOT PHUCK PA3BUTHA

uHCyabTa Ha 39% (00veauréHHOC OIII 1,39, 95% AN 1,27-1,51) [392].

1.2.3 (I)aKTOpr PHUCKa X IPUIHUHBI J€TCKOT0 HIIEMUYECCKOI'0 HHCYJ/IbTA

IlepeyeHb OCHOBHBIX NPHUYUH JETCKOTO HHCYJIbTa HECKOJBKO OTJIMYAETCS OT
TAaKOBBIX Yy B3pOCJIbIX NAlMEHTOB M TPAJUIMOHHO BKIIIOYAET HECKOJBKO KaTErOpHI:
KapauaibHble (B T. 9. OTKpbIToe oBajibHOEe OKHO (OOQO), sKcTpakpaHUAIbHBIE U
MHTpaKpaHUaJIbHbIE apTEPUOINATUH, TPOMOODUINS U CUCTEMHBIE NPUUYMHBI, TAKUE KaK
CUCTEMHAasl KpacHas BojiyaHka. OmyOJIMKOBAaHO HECKOJIBKO BapHAHTOB KilacCU(pUKALIMU
noaTunoB uHcyabTa [83, 118, 317, 408]. Bo MHOrMX ciy4asx MaTroreHe3 sBISCTCS
MHOTO(AKTOPHBIM, U MO3TOMY OINpPEAECICHUE MPUYUHBI MHCYJbTA JIOJKHO BKJIIOYATh
CUCTEMAaTUYECKYIO OLEHKY BCEX MOTEHLIUAIbHBIX MPUYHH.

ATepockiepo3, Kak IMpaBuilo, HE SBIAETCS NPUYMHOM HHCYJIbTa Yy JETed u
MOJPOCTKOB, XOTSI B HACTOSILEE BpPEMsl SICHO, YTO aTE€POCKIEPOTHUYECKUN MpOIECC,
KOTOPBII PUBOAUT K UHCYJIBTY BO B3pOCIIOM BO3PACTE, MOKET HAYATHCS B IETCTBE U UTO
JTUCIUIUAEMUS], KaK MpaBUiio, 0oJiee pachpoCTpaHeHa Cpelr JeTel ¢ UIIEeMHUYECKUM
UHCYJIBTOM, YeM y Apyrux aerei [176]. OnHako 1eTH ¥ MOAPOCTKU C UHCYJIBTOM MOTYT
UMETh MOBBILIEHHBIA PUCK MOBTOPHBIX MHCYJIBTOB, CBA3AHHBIN C 3TUMHU MPOIIECCAMH, B
OoJiee Mo3IHEM BO3pacTe.

Kapanoambonudeckuit HHCYJIbT COCTaBIISIET OKOJIO TPETH BCEX MHCYJBTOB Y ICTEH
¥ MOXXET pa3BUBATHCS B PE3yJIbTaTe BPOKIEHHOTO MIIM MPUOOPETEHHOTO TOPOKA cep/lia,
a TaKKe Ha (JOHE PANIMYHBIX KapauoxXxupyprudeckux Manunyssinuii [384]. [To naHHBIM
TpEXJIETHEN MPOCIEKTUBHON OIIEHKH JAeTel ¢ cepaeyHbiMu 3aboneBanusmu, 0,13% u3

Hux (132 na 100 000 geTeit B roa) exeroano nepenocat uucyabt [135]. Boaee mupokoe
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MCIIOJb30BaHUE BCIOMOTATENbHBIX MEXAHMYECKUX YCTPOMCTB cepilla U YIydllCHHE
BBDKMBAEMOCTH MAIMEHTOB C BPOXKAECHHBIMU TOPOKAMU CEP/LIA €KETOHO YBEIMUUBAIOT
3Ty 3a00J€BaeMOCTh. PacrpocTpaHEHHOCTh MHCYJIBTA Y MAIMEHTOB C SHIOKAPIAUTOM U
KapauoMuonaruerd cocraBimsier ot 5% g0 10% [250, 404], Torma kak JeTH C
BPOXKJIEHHBIMU TIOPOKaMU cepAlla UMeIoT B 19 pa3 MOBBIMICHHBIH PUCK WHCYJbTA MO
cpaBHeHHIO ¢ oOmiei mnonymsanuedn [135]. HMmeercs orpaHH4eHHOE KOJIHYECTBO
nyOJUKaLMil 0 pUCKE MOBTOPHOTO MHCYJIBTA TOCIIE MIEPBOHAYAIBHOIO COOBITHS, TEM HE
MeHee, 10 JaHHbIM KaHaJacKoro perucrpa A€TCKOro MIIEMHUYECKOTO UHCYJIbTa UMEETCS
27% pHUCK MMOBTOPHOTO MHCYJbTA B Bo3pacTe 10 JIeT y 1eTei ¢ BpOKIAEHHBIMU MOPOKAMU
cepa, HeCMOTPS Ha aKTUBHOE MCIOJIb30BaHNE aHTHKOATYJITHTOB [82].

[latorene3 wuHCydbTa y JeTeld C 3a00J€BaHUAMH CepAlla, KakK MPaBUIIO,
TPOMOOIMOOTUYECKUI, XOTS ONPENENEHHYI0 POJIb MOTYT HUrpaTh COMYTCTBYIOLIWE
aHOMAaJIMU COCYJIOB T'OJIOBBI U 1IeU. B cirydasix BpoKIEHHOTO MOpOKa cepALa U HATU4us
BCIIOMOTATEIIbHBIX JKETYJOUKOBBIX YCTPONUCTB TPOMO MOKET BOSHUKATh U3-3a CTa3a WU
napajoKcaibHOM BeHO3HOM »5MOonuu. Ponap aputMuu B JETCKOM HMHCYJIbTE U
oOpa3oBaHMH TPOMOOB MEHee YETKO OMpenesieHa, XOTsA ecTh JaHHble [238] o
MOBBIIIIEHHOM PHUCKE HApYIICHUSX CEPACYHOTO PUTMA M HUHCYJIbTa y B3POCIBIX C
BPOXKJIEHHBIM 3a00JI€BAaHUEM MEXKIIPEACEPHON TEPEropoJKu B aHaMHE3e. ITOT
(bakT MOBBINIAET BEPOSITHOCTh TOTO, YTO APUTMHUS BO3ZMOYKHO SIBJIIETCSI HEJOOIIEHEHHOMN
MPUYUHOMN IETCKOr0 UHCYJbTa, OCOOEHHO Y JIUII C T0OPOKAUYE€CTBEHHBIMU BPOKIEHH BIMU
MOpOKaMH cep/ilia B aHaMmHe3e. TouHo Tak ke poiab OOO B 1€TCKOM UHCYJIBTE OCTAETCS
HeonpeaenEHHOM. XO0TS B HECKOJBKUX HEOOIBIINX UCCICIOBAHUIX MOTYUYCHbI TaHHbBIC,
yro OOO ¢ 1yHTOM cripaBa HajeBO Oojiee pacpOCTPaHEHO Y JIeTel ¢ KPUNTOTE€HHBIM
WHCYJIBTOM, Y€M Y 3[I0pOBBIX JieTel [72], HescHo, korma OOO npu AETCKOM HHCYJIBTE
ABJIIETCSI TIATOT€HHBIM, OCOOEHHO C YYE€TOM TOr0, YTO CPOK HOPMAaJIbHOIO
dbusunonornyeckoro 3akpeiteisi OOO Bapuabenen. Omnako BwisiBIeHHE OOO 1pH
WHCYJIBTE y JIeTed MOKET UMETh BaXKHOE 3HAaY€HUE, TIOCKOJIbKY BCE OONBINE JAaHHBIX
CBUJIETEIBCTBYET O TOM, 4YTO B3pocible ¢ Oonee kpynHbiIMU OOO U KpPUOTOr€HHBIM
WHCYJIBTOM MOTYT TMOJNy4uTh NONB3y OT 3akpbitss OOO [258]. Illkama pucka

H&p&,ﬂOKC&HBHOﬁ AMO0IMHU O6’I)GIII/IHHCT KIIMHUYCCKHUEC TIPCAUKTOPBI IMMOBTOPHOI'O



34

uHcynbTa i TUA y B3pocibix ¢ KpunToreHHsIM HHCYJIbTOM U OOQO: Oonee Monoaon
BO3pacT, HaJIM4re HH(papKTa KOPTUKATBHOMN JOKAIN3alUY U OTCYTCTBUE (PAKTOPOB pHUCKa
aTepockiiepo3a. JTa OlICHKA MpeHa3HayeHa JUIsl CTpaTU(UKALIMKU BEPOSITHOCTH TOTO, YTO
B3pocibiii MU 6b11 cBsizan ¢ OO0 [79].

OKCTpakpaHUAIbHbIE  apTepUONaTHH  OOBIYHO  BBI3BIBAIOTCSA  JAMCCEKLUEH
(paccioennem) KpaHuolepBuKanbHbIX aprepuit (Craniocervical Arterial Dissection,
CCAD). Bo mHoOrumx ciydasx paccllO€HHE MOXET MpPHUBECTH K (POPMHUPOBAHUIO
IICEBAOAHEBPU3MbI, YTO BBI3BAHO CHIKEHHEM IIEJIOCTHOCTH CTEHKH cocyla u
aHEBpU3MATHUECKON aunatanued nopax€HHou aprepuu. dakropsr pucka CCAD vy
JIETeH BKITIOYAIOT MY>KCKOM MOJI, TPAaBMBI TOJIOBBI U IIIEH ¥ 3a00JICBAHUS COSTUHUTEIHHON
tkanu [119,]. CCAD cocraBusier 7,5% npHyYuH AETCKOrO0 MHCYJIBTA M, KOIJa MPOLECcC
JIOKaJIM30BaH B BepTeOpaibHO-0a3UIUISIPHOM OacceifHe, OH, BEPOSITHO, CBSI3aH C BHICOKOM
4aCcTOTOM MOBTOPHOTO HHCYJbTa [231]. BakHbIM MOMEHTOM SBJISICTCS BBISIBICHUC
CUCTEMHOM MAaTOJIOTHH C TOPAXKEHUEM COCTUHUTEIHHOM TKAHU y JAETEH ¢ MHCYJIBTOM U
nucceknueit. Xota y B3pocibix ¢ CCAD u3BecTHble 3a00JI€BaHUSI COCIMHUTEIIHLHOM
TKaHU WIN JUCCEKIIMU B CEMEMHOM aHaMHE3€ BCTPEuaroTCs JOBOJIBHO peako, B <1%
CJIy4aeB, BBISBJICHUE 3a00JICBaHUN COCAMHUTEIBLHON TKAaHU Yy JETeH Mpe/ICTaBISIETCS
BOXHBIM JISI CKPUHUHTA COIYTCTBYIOIIUX COCYAMCTBHIX AQHOMAQJIUM W PACCMOTPECHHS
BOIMPOCA 0 HEOOXOAUMOCTH Ha3HAUCHHS MEIMKaMEHTO3HOU Tepanuu [167].

BryTpuuepenssie apTepronaTii MOTYT CIIY>KUTh PUYNHON 10 45% Bcex NETCKUX
uHcynbToB [118]. Knaccupukanumss 3THX apTepHONaTHii MEHSUIACh 3a TOCIETHHUE
necsatuietuss  [167]:  cormacmo IPSS  (International Pediatric  Stroke  Study,
MexayHapoaHOe HCCliefioBaHUe meauarpudeckoro uHcynbra) tepmuH FCA (Focal
Cerebral Arteriopathy of childhood, ouaroBas nepeOpanbHas apTepronaTus IETCKOTO
BO3pACTa) HMCIOJB3YETCS JUISl OINPEICNICHUS] «YHHU(POKAIBLHOTO U OJHOCTOPOHHETrO
CTCHO3a/aHOMAJIMKM KPYIHBIX BHYTPUUEPENHBIX apTepuili KapoOTUIHOTO OacceitHa
(IMCTamBHBIX OTNEJIOB BHYTPEHHEH COHHOW apTepuu W/Win €€ NPOKCUMAIBHBIX
BeTBeil)». Kpome Toro, Beimensiercss tun FCA-d («dissection», paccedeHue)- K Hel
OTHOCHUTCS «BHYTpHUYEpEIIHAsl apTepuajbHasl AUCCEKIHMS B KapOTHUIHOM OacceiiHe, Kak

IPaBUIIO, IIpH TpaBMey», Toraa kak Tum «FCA-i» («inflammatory», BocmaanTeIbHbIN)
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OTHOCUTCS K «OYaroBOW IepeOpaIbHON aHTHOMATHH, KOTOpas MPEANOI0KUTEIHHO
SIBJISIETCSL BOCHIAJIUTENIBHON» (T. €. CUMTAETCs], UTO OHA MPEJCTaBIsIeT cOOON 0YaroBbIit
BackynuT) [124]. Xotsa 6onpmuHcTBO FCA He mporpeccupyrot Oosiee 6—12 Mecsies
[394], oM UMEIOT BRICOKYIO YaCTOTY PEIIUIUBOB B TeUeHUE 1 To/1a, KoTopas KojiedieTcs
ot 19% no 25%, B 3aBUCUMOCTH OT OCHOBHOTO mnatoreHesa [346]. IIporpeccupyroriee
3a0oseBanue aucraibHoro otaena CMA/MpoKCUMaIbHOTO OT/eNIa BHYTPEHHENH COHHOMN
apTepuH, Ha3bIBAEMOE MOMS-MOMsI, €CIIM OHO CBSI3aHO C KOJIJIaTepasiMH, UMEET eIIé
Ooyiee BBICOKMH pHCK peluauBa B TedeHue | roma, coctasistoniuii 35% [346].
[Topaxkenue cocyq0oB mpu OOJIE3HU MOMS-MOMS 4allle BCETO JBYCTOPOHHEE, HO MOKET
OBITh U OJTHOCTOPOHHUM, OCOOEHHO Ha paHHUX CTaausAX 3a0oneBaHus. IMeroTCs TaHHBbIE,
410 y nanueHToB ¢ FCA-1 uHQEKIUOHHBIN UM MapanH(PEKIIUOHHBIN MPOIECC MPUBOIUT
K JIOKQJIM30BAaHHOMY BOCHAJICHHIO COCYIOB CO BTOPUYHBIM TPOMOOOOpa3OBaHUEM H
UHCYNIbTY. B uyacTHocTH, mpenmiecTByromias BHUpycHass MH(EKUIUS BETPSHOM OCIIbI
apigercss  u3BecTHoOW  mpuumHoM  FCA-i, HaspiBaeMoOil  MOCTBapHIICIIE3HON
aprepuomnatueit [117, 282]. Taxke wu3BecTHBI OoJjice peIKHUe TMPEANICCTBYIONIHNE
Hecnenupuieckue 3a00CBaHUs, ABJSIOIINECS U3BECTHBIMHU (akTopamu prucka FCA-I,
YTO MOXET MPUBECTH K pa3pabd0TKe HOBBIX METOMOB JicueHHs B Oyaymiem [216, 317].
OOpaTtuMbIii CHHIPOM IepeOpaIbHON BA30KOHCTPUKITUU SIBIICTCS PEIKOW MPUUHMHON
BHYTpHUEPENHON apTepuonatuu y aerei, oH omindaercsa ot FCA-i TeM, 94To 0OBIYHO
SBIIICTCSI JABYCTOPOHHMM M  MYJBTH(QOKAIBHBIM, KaK Yy B3pPOCIBIX, H YacTO
COIPOBOXKIAAETCS TOJ0BHBIMU Oossimu [328]. HexoTopble maHHBIE CBUACTEIBCTBYIOT O
TOM, YTO «YCHUJICHHE» COCYTUCTON CTEHKH MPU BU3yaJM3allUH B COCTOSIHUY MTPEICKa3aTh,
y kakux nanueHToB ¢ FCA-1 ¢ Oosbliel BEepOsSITHOCTBIO OyJeT MpOrpeccUupoBaTh
3aboneBanue [312]. Kpome Toro, Buzyanusanus COCYAMCTOW CTEHKH MOKET MOMOYb
muarHoctupoBaTh ciydan FCA-d mpu BBIABICHMM HWHTPaMypallbHOTO TpomOa WU
cUHApoMa  oOpatumoii  1iepeOpanbHOM  BAa30KOHCTPUKIIMM  TPU  BBISBJICHHUH
aTOTHOMOHHUYHEIX Ipu3HakoB [198].

Bonesns moiis-moiis cBsizana ¢ ~6—10% Bcex uncynbtoB U1 TUA y nerei [130, 411,
412]. TlepBoHauabHast AMATHOCTHKA ATOM MATOJIOTUH JOJDKHA COCTOATH U3 KIIMHUYECKOM

OLICHKH, BKJIIOYas CKPHMHHMHI KOHKPCTHBIX I'pYIIlI HACCICHHA C IMOBLIIICHHBIM PHUCKOM
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MOMSI-MOiisT; peHTreHorpadguieckue uccneaoranus, MPT; u, ecu BbIsSIBIIEHa MOMSI-MOWS,
OOCY)XJICHHE€ CKpPHWHHHTa WICHOB CEMbH C BH3yalIW3aleid W TEHETHYECKUM
tecTupoBanuem [164, 346, 374, 412]. XoTst OOJBLUIMHCTBO CIy4acB IeIUATPHUCCKOM
MOMS-MOWSI SIBIIIIOTCS UAMONATUYECKUMHU, CYIIIECTBYIOT ONPEIeIEHHBIC MOMYISIIMOHHbIC
3aKOHOMEpPHOCTH. B dYacTHOCTH, a3uaTckoe MPOUCXOXKIACHUE SBISETCS (PaKTopom
MOBBIIIEHHOTO PUCKA JJIsI MOMS-MOMs: 0OHAPYKEHO, YyTO 710 56% MalMeHTOB a3UaTCKOTO
POMCXOXKACHUS C MOMsI-MOiisl nMeroT crienuduieckyro myrammio RNF213 [281, 348].
Hanpotus, Tonpko oT 3,6% 110 29% Hea3uaTcKux MNalMeHTOB C MOMWSI-MOMS HMEU
mytanmn RNF213 [348]. Benble mammentsl ¢ moiis-mMoiist B CoenuuéHHbIx IllTaTtax
UMEIOT 0oJiee BBICOKHI YPOBEHb ayTOMMMYHHBIX 3a00JI€BaHMM, BKJIIOYasl CaXapHbIN
muadetr 1 tuna (8,5% mo cpaBuenuto ¢ 0,4% B o0miel momyisiuu) U 3a001eBaHuUs
IIMTOBUIHOM *kele3bl (17% mo cpaBHeHHUIO ¢ 8%) [275, 277, 308, 323, 324].

Ecnu 6one3nn Moitsi-moits unentudunupyetcs Ha MPT, To cienyeT HacTosSTeIbHO
paccMoTpeTh Borpoc o DSA (digital subtraction angiograph, mudgpoast cyoTpakiimonHas
anruorpadusi), TMOCKOJIbKY 3TOT METOJ HWMEET IMOBBIIICHHYIO JUAarHOCTUYECKYIO
YyBCTBUTEJIBHOCTD JIJIsI MOMsI-Motist 1o cpaBHeHUt0 ¢ MPT u naér nanusie, He0OOX0IMMBbIE
IUI TIPEOTIePAIMOHHOTO TulaHupoBanus [275, 277, 324]. Puck anrmorpadum, kak
MPaBUJIO, HU3KUH, C YaCTOTOM OCIOXKHEHUU He Oosiee 1% B KIMHUKAX ¢ OOJBIINM
00béMOoM TipoBOoaUMBIX HcchenoBanuii [308, 323]. OTKpbITEIM OCTAaéTCS BOMPOC O
HEOOXOJMMOCTH  JT00OCIIEIOBaHUSI POJICTBEHHUKOB pEOEHKA C  yCTaHOBJIEHHBIM
JIMarH030M MoOMs-Moiis. HauanbHbBINH CKpUHUHT OOBIYHO COCTOMT B mpoBeacHUUu MPT u
MPA (MarHMTHO-pe30HaHCHasi aHruorpadusi) ¢ ILeJbI0 BBIABICHUS OMPEIEISIOMUX
peHTreHorpapuIecKiX XapakTepucTuk Mowst-mois [157, 203, 232]. YunteiBas HU3KUIH
ypoBeHb BoBieueHus cembH (3,4%) B OombIinoil cepuu uccienoBanuii B CeBepHOM
AMepuKe, BU3yaliu3alys HHTAKTHBIX YWICHOB CEMbH, KaK MPaBUIIO, PEKOMEHI0BaHa IS
POJICTBEHHHKOB TIEPBOM CTENEHU POJCTBA NALMEHTOB, Yy KOTOPBIX €CTh JpYyrue
POJCTBEHHHKM TIEPBOM WM BTOPOM CTENEHU POJCTBA C  JIOKYMEHTAIbHO
HOATBePXAEHHBIM JuarHo3oM [232]. Tlpu orcyrcTBUM cHenM(PUYSCKHX CHUMIITOMOB
PEKOMEHIYETCsl OTJIOKHUTh BU3YaJIU3alMIO JI0 BO3pAacTa, B KOTOPOM PEOEHOK MOMKET

nepeHocutb MPT 06e3 anectesun. Takke ecTh JaHHBIE, YTO paHEe HOPMAJIbHOE
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CKaHHPOBAHUE MOXKET IMO3KE IMOKa3aTh YETKYI (M KIMHHUYECKH CUMITOMATHYECKYIO)
MOMSI-MO¥iS, UTO TMO3BOJISIET MPENOJIO0XKUTh, YTO MOCIEAYIONee HaOMI0ACHUE MOXKET
ObITh m0J1e3HbIM [80].

['eHeTHdecKOo€ TECTUPOBAHWUE M KOHCYJIHTHPOBAHWE TAKXKE IOKA3aHO WICHAM
ceMel ¢ JUarHo3oM MOUS-MOiisi, 0COOCHHO B CBSI3M C TE€M, YTO CYIECTBYET BBICOKAas
NEHETPAHTHOCTh (PEHOTUNA C OOJBIIMHCTBOM MYTAallMi, a B CJy4ae BBISABICHUS
BO3MOXHO Xxupyprudeckoe sedeHue. B CeBepHoil AMepWKe IHWITb HE3HAYUTEIHHOE
MEHBIIIMHCTBO CiIy4aeB Mous-moiis y aeteil (<5%), mo-BUAMMOMY, HUMEET YETKUE
TeHETUYECKHE aCCOIUAIINH, €CIIA TOJBKO JICTH HE HMEIOT a3UaTCKOTO TIPOUCX 0K ICHUS (Y
kotopeix Myrtanuu RNF213 nabmoparorcs B 30-50%) [232, 274, 281, 323].
[TpucyrcrBue RNF213 myTtanuu ¢ Mois-MOiisl UMEET 3aMETHOE 3HAUCHHE ISl CEMEHHOTO
CKPUHUHTA, TTIOCKOJIbKY JTAaHHBIE CBUICTEILCTBYIOT O TOM, YTO CEMEiHas TIEHETPAHTHOCTh
cocTaBisieT 0KoJo 23%, W, €CITU YeJIOBEK SIBIISICTCS HOCUTENIEM MYTAalliH, BEPOSATHOCTh
NPOSIBJICHUST apTepuonatuu cocrasisier noutu 50% [281, 347]. Jlpyrue myraiuu
BCTPEYAIOTCS PEXKE, HO MOTYT OBITh OOHAPYKEHBI TTO CIIESITN(PHISCKUM KITMHHYESCKUM HITH
pPEHTIreHOJIOrnYecKuM (eHotunam [274, 281, 323, 324].

Hamuume tTpoMOoduanii, NPUBOAAIMIMX K THIEPKOATYJSIIIMA B PE3yJbTare
HACJICACTBEHHBIX WM  TPUOOPETEHHBIX  COCTOSIHMM, JOCTOBEPHO  IMOBBIIIAIOT
BepositHocTh W y nereli. HexoTopbie U3 3THX COCTOSHUN ObUIM HEMOCPEICTBEHHO
cBsi3aHbl ¢ jnedrotom MU [229, 337], HO cTeneHb WX BKIaga OCTA&TCs CIIOPHON M3-3a
BapHadeIbHOCTH TeCcTOB B mccienoBanusax [304]. BeposiTHO, 3TH COCTOSHHS MOTYT
JEHCTBOBATh KaK TPWUITEphl s pa3Butuss MW B mpucyrctBum Apyrux (HakTopoB
(manpumep, Oone3nelt cepaua). HacienctBenHnble pakTopbl, CTATUCTUYECKH CBSI3aHHbBIE
¢ epBbIM ciydaem MU, BKITFOUAIOT MOBBIICHHBIN YPOBEHb OC/IKOB (JTUMONMpOTeHHa [a]),
CHU)KEHHBI YpOBEHb MHTHOUTOPOB CBEPTHIBaHUS KpoBU (poTenH C ¥ aHTUTPOMOUH)
WM TEHHBIC MYTAIlMH, TPUBOJASINNE JTUOO K HECITOCOOHOCTH MHTHOMPOBATH OEIIOK BO
BpeMs remocTasa (Mmyrtanus rera nporpombuna PTG20210 u myTarus rena ¢gakropa V
G1691A) wiau TMOBBIINICHHE YPOBHSA TOMOIMCTEMHA B pe3yJbTaTe IMOJIMMOPQHU3MA
MeTwieHTeTparuapodonatpenykrasel  C677T [337]. ITlpnoOpeTéHHBIE COCTOSHUS

BKJIFOYAIOT HaJIW4YWe€ aHOMAaJbHBIX OCIJIKOB (aHTI/ITeJ'Ia K (I)OC(I)OJII/IHI/IIIaM, BKJIO49as
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BOJTYAaHOYHBIA AHTUKOATYJSHT, AaHTHUTENAa K KapAWOJWUNUHY WM aHTUTeNIa K
rimkornporenny Ib) [337]. 13 HuX MOBBIICHHBIN yPOBEHB JIMIIONPOTEHHA, MyTaIlUs TeHa
dakTopa V, PTG20210, IPOTENHA C u OJIMMOP(PUZMBI
METUJICHTETParuApodoIaTpeIyKTasbl (KOTOpPhIE MPHUBOAIT K IOBBIINICHHIO YPOBHS
TOMOLIMCTEHHA) HE3aBUCUMO JAPYT OT Japyra yBeauuusaroT puck MU [78]. 'omosurorHas
MyTanus reHa ¢akropa V mMeerT ropa3fgo Ooyiee BBICOKHA pUCK TpomOo03a, HYeM
MONYJIALUOHHBIN BAPUAHT, TAKOW KAaK F€TEPO3UTOTHASA. B OHOLEHTPOBOM MPOAOJIEHOM
UCCJIEIOBAaHUM ObllIa MPOJIEMOHCTPUPOBAHA CBSI3b MEXKAY MOBTOPHBIM HHCYJIBTOM U
nedpuruToM npoterHa C u/wim mumonpoterHa (a) [304].

TectupoBanne Ha  HaIW4YUe  TPOMOOPWIMH  MOXKET  JOMOJHUTEIHHO
xapakTepu3oBaTh mnatorenes MW u mo3Boiser omnpenenutbh CBSI3b C MOBTOPHBIM
WHCYJIBTOM. be3 MocTaTouHO CEephE3HOTO HCCISAOBAHUS JUISl BBISBICHUS BIIHSHUS
reHeTHYEeCKOM TpoMOOpMIMM Ha PUCK peuuaMBa npu neauatpuueckom MU
OIpe e IEHHBIC PEKOMEHIAIIMK 0 OIIEHKe ocTaroTcs ciaoxHbiMU [337]. Tem He MeHee,
71abopaTopHBIC NCCIASAOBAHNS B HEKOTOPHIX CIydasX MOTYT CITY)KHUTh PYKOBOJCTBOM JIJIS
JTOJITOCPOYHOTO BEICHUSI MTAIIMECHTA.

[ToBbIIICHHBIA YPOBEHh TOMOIIMCTCHHA CBS3aH C BEHO3HBIM TPOMOO30M U
COCYIUCTBIMH 3200JIEBAaHUSIMU B TTOJAPOCTKOBOM U B3pOCIOM Bo3pacTte. Mcronbp3oBanue
(oMeBO KMCIOTHI MOXKET CHU3UTh YPOBCHb TOMOIIUCTEHHA U PUCK OCIOXHEHUH [57].
[ToBbIIICHHBIE ~ YpOBEHL  JIMMIONPOTEHWHA(a) TaKXKE CBSA3aH C  COCYAHMCTBHIMU
3a00JIeBaHUSIMA ¥, XOTA JOKA3aHHOTO CHEIU(UYECKOTO JICUYCHUS HE CYIIECTBYET,
W3MCHECHHE TUETHI M 00pa3a )KM3HU MOKET CHIU3UTh YPOBEHb PUCKA.

Ecnu antndochomunuanpie aHTUTENA OIIEHUBAIOTCS Cpa3y MOCe WHCYIbTA, TECT
CJIEIyeT TMOBTOPHUTH uepe3 12 Hemenlb Mociie MEePBOTO MOJOKUTEITLHOTO TECTa, YTOOBI
MIPOBEPUTH JOCTOBEPHOCTH, IOTOMY YTO YPOBHHM OOBIYHO BBIIIEC TIPH OCTPOM HHCYJIBTE.
Ecnmu ux mpucyTcTBHE TOATBEPAUTCS, y ITHUX JETEH MOXKET OBITh TOBBIIICH PHCK
tpoM6O03a [349]. Kpome Toro, MoxkeT moTpedoBaThCs IOBTOPEHUE TECTUPOBAHMS, KOTAa
pebEHOK cTaHeT cTapiie, 4ToObl yOeaUThCs, YTO YPOBHH OEIKOB JOCTHUTIIA B3POCIIOTO

YPOBHSL.
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Cuctemuble mnpuuuHbl gerckoro MU mMeHee pacnpocTpaHEHbI, 4Ye€M Apyrue
TIPUYUHEI. Kak  mpaBwmio, OHU BKJIIOYAIOT  BOCHAJIUTEIbHBIC u/unu
reHeTHYeCcKue/MeTab0InYeCKUe CUHIPOMBI.

BocnanurenbHble MPUYUHBI JETCKOIO MHCYJIBTA UMEIOT HEKOTOPOE CXOJCTBO C
BHyTpHuepenHbiMu aprepuonatusMu FCA-I. JleTckuii IepBUYHBIN aHTUUT (BACKYJIUT)
uenTpaiabHori HepBHOUM cuctembl (Childhood primary angiitis of the central nervous
system, cPACNS) umeet anruorpadpuieckyio kapTuny, cxoganyio ¢ FCA-i, u, korga o
MOHO(a3HbIN, MOXKET OBITh MPOCTO IPYTUM TEPMHHOM JUIsl TOTO K€ 3abojeBaHus. Y
neTe ¢ awmarHo3oM mporpeccupytomuii ¢cPACNS (Ho He ¢ UMW) ¢ Oonbmei
BEPOSTHOCTBIO OyayT (PuUKCUpoBaThCs Ledairud U HEWPOKOTHUTUBHBIC M3MEHEHHUSI, a
TaKXe SMOLMOHAJbHBIC HapyiieHus [236]. IlepBoHauanbHbIe MapKephbl BOCHAICHUA,
OTIPEICNIIEMbIC B CHIBOPOTKE KPOBU MOTYT OBITh aHOMAJIbHBIMU Y HEKOTOPBIX MAI[UEHTOB
¢ cPACNS wu mnpenckaspiBaTh IMOBTOpPHBIC coObITHs [236]. Hamuume wmapkepoB
BOCIAJICHUS B CBIBOPOTKE KpOBHU (Harpumep, C-peakTUBHBIN OETTOK U CKOPOCTh OCEAaHMSs
SPUTPOLIMTOB) B TeueHHWe | Mecsa Mocie HMHCYJIbTa YKa3blBa€T HAa BO3MOYKHOE
MIPOTPECCUPYIOIEEe BOCMAIMTENIbHOE 3a0ojieBaHue, Takoe kak cCPACNS, cucremHas
KpacHas BOJYAHKA, Ne(PUIUT aIecHO3UH Ie3aMUHA3bI 2 WU Y3E€JIKOBBIN MOIUAPTEPUUT.

Hpyrue crnenuduyeckue CHUHAPOMBI, KOTOpbIE cieayeT yuuThiBaTh npu UUN y
neredt, BkimodaroT cuaapoM ACTA 2, mytaruu COL4A1 u cunnpom PHACE (mopox
pa3BUTHS 3a7HEd depernHoil siMku (posterior fossa), reMaHTHUOMBI JHUIEBOM 00JIACTH
(hemangioma), aptepuanbHbie aHomanuu (arterial lesions), cepaeuHble aHOMAIUU
(cardiac abnormalities), anomanuu a3 (eye abnormalities). MuToxoHapHaIbHbIC
3a00J1€BaHUSI MOTYT BBI3bIBATH HHCYJIHTOMOI00HBIE AITU30/1bl, KOTOPHIE MOKHO OTJIUYUTD
ot U tem, 4TO X pEHTI€HOJOTUYECKHE TOPAKEHUS HE PACIIPOCTPAHSIOTCS HA apTEPUH.

Cunapom ACTA2 sgBnsieTcs ayTOCOMHO-IOMHHAHTHBIM CUHAPOMOM, KOTOPBIH,
KaKk MpPaBWIO, MNPOSBISETC HEUPOBU3YAIU3AUUOHHON KapTUHOW, BKJIIOYAIOLIEH
MOJIKOPKOBBIC MH(APKTHI OEJI0r0 BEIIeCTBa W JBYCTOPOHHHE M3MEHEHHUS BHYTPEHHUX
COHHBIX apTepuid, AHEBPU3MbI M JPyTU€ AaHOMAJIMU BHYTPUUYEPEHHBIX COCYJOB.
[TocnencTBust MyTanuy B OCHOBHOM BTOPWUYHBI 10 OTHOIICHUIO K TUCHYHKIINH TIAIKON

MYCKYJIaTypbl M BKJIIOYAIOT BPOXKIEHHBIM OTKPBITHIA  apTepUaNbHBIA  MPOTOK,
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BPOXKAEHHOE PACHIMPEHUE 3PAYKOB CO CHWKEHHOM 3PAaYyKOBOU PEAKLMEU, PACIIMPEHUE
JIyTH aOpThl, JIETOYHYI0 THUINEPTEH3UIO, THUINOTOHUYECKUM MOUYEBOM MY3bIph H
MajbpoTanuio kuireunuka [70, 97, 145, 194].

COL4A1 mpexacrasnsier coboit Oenok, komupyembiii reHom COL4Al nHa
xpomocoMe 13. OH 3KkcnpeccupyeTcss BO MHOTHX TKaHSAX M TUIIAX KIETOK U BIUAET HA
aHrvoreHe3. Myrald B I'e€HE CBSI3aHbI C 3a00JIEBAHUSIMU TOJIOBHOTO MO3Ta, MBIIIII,
IOYEK, TJIa3 U CepJICTHO-COCYyauCTOM crctemsr [120].

Cunapom PHACE Takixe nposiBISIETCS COCYIUCTBIMU aHOMAIUSIMU, HO OHU 4acTO
MEHEE IaroJiornyeckue. JletTm ¢ 3TUM  HapylmIeHUEM TMPU POKIACHUU HMEIOT
CErMEHTapHYI0 MJIQJICHUYECKYI0 T€MAaHTMOMY Ha TOJIOBE/CKajblie, OOBIYHO >5 CM, WIH
MHOKECTBEHHBIE T€MaHTUOMBI. [[pyrue BaxXHble KPUTEPUU AJISI TUATHOCTUKHU BKIIOYAIOT
apTepUalibHbIE AHOMAJIUMU SKCTPA- WA UHTPAKPAHUAIBHBIX apTEpUil, aHOMAJIUU 3aIHEN
YEpEenHOM IMKH, aHOMAaJIMK AYTU a0OPThl, AHOMAJIMH 33JJHETO CETMEHTA TJ1a3a U aHOMAJIUU
CpPEIHEN JUHWUU TPYAHOW KIETKW WM *uBOoTa. TouHblii nuarHo3 cunapoma PHACE
OCHOBBIBA€TCSI HAa HMCTOPUU JIETCKOW T€MAHTMOMBI JIMIA W JIBYX JOMNOJHUTEIbHBIX
ocHOBHbIX kKputepusix. [Tanmentsl ¢ cungpomom PHACE Takike noaBep>KeHbl BBICOKOMY
PUCKY Pa3BUTHS IPYTHUX CUCTEMHBIX OCJIOKHEHWH, TaKMX KakK dHAOKpuHOomatuu [97,
194].

XapakTepUCTUKH MUTOXOHAPUATBHBIX HUHCYJIBTOB OTIMYAOTCS OT XapaKTEPUCTHUK
TPOMOOTHUYECKUX COOBITUH: MPEXKAEC BCEro TEM, YTO MX JIOKAIU3allks HE COOTBETCTBYET
KJITaCCHYECKUM COCYIMCThIM Oacceiinam [74, 165, 309, 353, 381]. Cunapom MELAS
(MUTOXOHIpUATBHAS JHIepaIonaThsi, JAKTOAMI03 W HWHCYJBTONOJO0OHbBIE 3MH30]IbI)
OOBIYHO MPOSIBIISIETCS Y PAHEE 3/I0POBOT0 peOEHKA ¢ MUTPEHO3HBIMU TOJIOBHBIMU OOJISIMU U
pBotoii B anamHese. [let ¢ MELAS dacto HM3KOT0 pocTa M UMEIOT CyJJOpOTH B aHAMHE3E.
[TopaxkeHust IPEUMYIIIECTBEHHO 3aTbUIOYHBIC U MOTYT UMETh apaIOKCAITHHO MOBBIIIIEHHBIH
kodhdunuent auddysun Ha auddy3HOHHO-B3BEIICHHBIX H300paxkeHusx [236, 353].
JlakToarmmo3, MOBHIICHHBI YPOBEHh O€TKa B CIIMHHOMO3TOBOM JKUJKOCTA U «PBAHBICH
KpacHbIE BOJIOKHA MPU OMOTICUH MBI SIBJISIOTCS TUTUYHBIMU MPU3HAKaMU 3a00JI€BaHMs,
XOTS IMArHO3 JIOJDKEH OBITh MOATBEP)KIIEH TEHETHYECKUM CeKBeHUpoBaHueM. Hapymmenus

cnektpa POLGI crienyer nmono3peBars y AeTel ¢ MHCYJIBTOM U aHAJIOTUYHBIMU JTAHHBIMU
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MPT, y koTOpbIX B aHaMHe3€ MMeeTCs dHLedaNonaTys, SIISNTUYECKUN CTaTyC WU

npeMopOuIHas 3a/ieprkKa passurus [ 74, 161, 309, 381].

1.3 KiiuHn4yeckasi KapTuHa

B nyOnukanusix, TMOCBSIIEHHBIX HIIEMHUYECKOMY MHCYJIBTY Y MOJOMBIX
MAIMEHTOB, MPAKTUYECKU HET JAHHBIX O KIIMHUYECKUX OCOOEHHOCTSIX TaKOTO MHCYJIbTA.
B 0onbIIMHCTBE MCTOUHMKOB OIMHUCHIBACTCS KIMHUYECKAs KapTUHA y 3TOM KaTEropuu
MalMEeHTOB AaHAJOTWYHAsl TAaKOBOW Y MAalMEHTOB MOKWIOrO BO3pacTa. YTOMHUHAETCS
o4aroBasi CHMIITOMAaTHKa B BUJE TEMUIIApPE3a U JTULEBOM aCUMMETPUH, PA3IMYHBIE BUJIbI
HApYLICHUS PEYU, 3pUTEIIbHBIE HAPYIIEHUS U aTakcusa. YacToTa cTpagaHusl pa3IMYHbIX
COCYIUCTBIX 0OacCeiiHOB, CTOPOHHOCTh TMOPAKEHUS U BBIPAKEHHOCTh CHUMITOMATHUKHU
TaK)Ke HE OTMCHIBAIOTCS, KaK 3aBHCHMEBIC OT BO3pacTHOro acnekra [2, 16, 25, 27, 28, 51].
C npyro# CTOpOHBI, UMEIOTCS TOIPOOHBIE OMMUCAHUS KIMHUYECKUX XapaKTEPUCTUK TEX
noatunoB MM, koTopele TpaAUIIMOHHO aCCOUUUPYIOTCSA UMEHHO C MOJIOJBIM BO3PacTOM
(mpeskie BCero MHCYIbTHI, CBI3aHHBIC C TUCCEKITUSAMU M BACKYJIUTaMH).

NU, o0ycnoBieHHBIA TUCCEKIMEH, KaK MPaBUJIO Pa3BUBACTCA Y MOJIOJBIX (B
POCCUNCKOM MOMYJISIIIUK B CpEeTHEM Bo3pacTe 37 jieT) JMoaei Ha (JoHEe OTHOCUTEIIBHOTO
3I0POBBS, XOTS YACTO MOCIIE MPOBOLUPYIOMIUX (PAKTOPOB (TPaBMbI, HArpy3Ka Ha IICHHBIHI
OTZIe]I TI0O3BOHOYHUKA). BaKHBIN OTIUYUTENbHBIA CHMIITOM TaKOTO HHCYJbTa (Kpome
Hecnenupuuecko 04aroBoil CUMIITOMATHKH )- TIPEIIECTBYIOIIAs O0Jb B TOJIOBE U IIIEE,
B IIPOCKIIMH MOBPeXIEHHOM apTepuu [15, 25, 27, 28].

Knmuanyeckue mposiaenus WM Ha (GoHe  BacKyJUTOB  TE€TEPOrEHHHI,
XapaKTepHbBIMM  TPU3HAKAMHU  CUHUTAIOTCS  MPEUMYILIECTBEHHOE  OJHOCTOPOHHEE
nopakeHWe BHyTpeHHeW conHoi aprepun (BCA) a Takke oaHOo(dazHOE
Hernporpeccupytomee Tedenue. Kak mnpaswmino, UM pa3BuBaercss Ha (oHE MOJHOTO
3JI0POBbSI, OJTHAKO B TPETH CIy4aeB MHCYIbTY npeamecTByorT THA [28].

XOTsI CHMITTOMAaTUKa OCTPOrO MHCYJIBTA y JETEH B LEJIOM AHAJIOTMYHA TAKOBOW y
B3POCIIBIX (B T. 4. Y MOJIOJIBIX B3POCJIBIX), OJHAKO MMEET OOJIbIIIEE KOJIUIESCTBO BO3PACTHBIX

ocobennocreit [11, 28, 50, 52]. Hambonee pacnpocTpaHEHHBIC CHMITTOMBI BKITFOYAIOT
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reMunapes u ey acummerprro B 67/-90%, peuessie Hapymienus B 20—50%, HapytiieHue
3penust B 10-15% wu arakcuro B 8-10%. Taxoke y gereil omuchiBaeTcs OOIEMO3roBast
CUMIITOMATHKa, Takasi Kak rojoBHas 6016 B 20-50% cnyyaeB 1 ©I3MEHEHHE TICUXUYECKOTO
coctrosiHus B 17-38%. Cynoporu B Ae010Te MHCYJIbTa Yallle Pa3BUBAIOTCS y AETEH, ueM y
B3pOCIIBIX, 0T 15% 110 25%, ocobenHo B Bo3pacte a0 6 jaer [70, 85, 118, 123, 124].

U B pe3ynbrare ceplieyHON MATOJOTUM BCTPEUaeTCs yalle y JAeTed MIIajliero
BO3pacTa, oT nojyroja jio 3 yiet [83, 108, 382]. ¥V stux mereli cyaoporu HaOIIOIAIOTCS B
40 % cmydaeB, remunape3sl — B 36—75 %. B nienom, kapanosMO0Inueckuii HHCYIIbT Yy
JIETEH Yarre mposBIBICTCS PE3KUM HA4ajoM B OTJIMYHAE OT OTHOCUTEIHHO TOCTETICHHOTO
WK «QITFOKTYHPYIOIIEero» Ae0lTa y IeTei ¢ MHCYIbTOM Ha (hoHe apTepuonaruu [272].

JleTu ¢ apTepuonaTUsMu TUTIA MOMS-MOMS B CBOIO OUYEPEIb OTJIMYAIOTCS BBICOKUM
puckoM pazsutuss THMA u GeccumnromHoro uHdapkra. B 7-nerHem HaOmtoneHun 54
nerer ¢ aprepuonartuei mous-mors THUA pazsunuce y 70%, a octpeii U — y 48%
[272]. TUA yacTO ObUTM MHOYKECTBEHHBIMH M MOBTOPSJIMCH B TCUCHHUE JUIUTEIHHOTO
nepuoga BpeMeHH. CHMNOTOMBI TPEUMYIIECCTBEHHO BKIIIOYAIW TEMHIApe3 WIN
reMuceHcopHbIi neduiut (72%), roaoBHy 00116 (52%) 1 SMUICNTHYCCKUE TTPUTIAIKH
(10%). HetipoBusyanu3aius BbISIBHIA MIPU3HAKK MPEIIICCTBYIONMIETO OCCCHMITTOMHOTO
unpapkra B 52%. B napyroit koropre u3 60 nereii ¢ MoOs-MOMs, y KOTOPHIX U3HAYAIEHO
obima THUA, y 55 nereit (92%) Obimm moBTOopHbie THUA, a y 14 (23%) pa3Busics
uiemuaeckuid nadapkr [411].

Hpyroii knuandeckuit BapuantT — M B BepTeOpanbHO-0a3uiuispHOM OacceitHe
(BbB). Cpennuii Bo3pact aereit ¢ uncynbtoM B BEB oT 7 10 8 ner, npenmyniecTBEeHHO
MaJIBYMKH (IO Pa3IMYHBIM JTaHHBIM, 10 77%), 1 B OOJIBIIMHCTBE CIIy4acB paHee ObLIH
smopoBeiMu  AetbMu  [103, 151]. OmnmcaHHble CHMOTOMBI BKJIIOYAlOT OYaroBBIC
HapyIIEeHUs, CBSA3aHHBIC C HapyIOIEHHEM KpPOBOOOpaImieHHUss B BepTeOpaibHO-
o6asuuisipaom OacceitHe (Bbb), B 70-100% cnydaeB: remunapes, aTakcus, Tu3apTpHs,
3pUTEIbHBIC W/WIH TIa30ABUTaTENIbHbIC HapylieHns. OOIEMO3roBble CUMITTOMBI, TAKWE
KaK TOoJIOBHAsi 00Jib, pPBOTA U U3MEHEHHUE NMCUXUYECKOIro cTaTyca Bo3HUKatOT B 60—70%

ciydaeB. HawmGomnee wacroit npuumHoii MMM B BBb (25-50%) sBasercs amccekmms



43

no3BoHOuHOM apTepun (ITA), mpeuMyIecCTBEHHO Y MaJIbYMKOB, Yalle (TaK K€, Kak U 'y
MOJIOJIBIX B3POCIIBIX) Ha (POHE MPEANICCTBYIONMICH TPAaBMBI TOJIOBBI W/UITH TIICH.
Haunbosiee 4acTbIM OCJIOKHEHHUEM CO CTOPOHBI LIEHTPATIbHOM HEPBHOM CUCTEMBI Yy
JIeTel ¢ reMorjao0MHOBOM SS u ¢ remorjaoOumHOBOW SP TamacceMuen sBISETCS
O6eccuMnTOMHBINA MHGAPKT, BO3HUKatomui y 33% nereit ¢ HOpMalbHBIMU MTOKa3aTEeNIAMU
TCD (transverse cerebellar diameter, monepedyHsIii JuaMeTp MO3Keuka) B Bo3pacte 10 15
neT. beccumnToMHbIEe HH(DAPKTHI ONIPEACIISIIOTCS KaK HHPAPKTOTIOI00HBIC TIOPAXKEHUS Ha
MPT pa3zmepom He MeHee 3 MM B | HM3MEpEHUU U BUJIMMBIE B 2 IUIOCKOCTAX Ha T2-
B3BEIICHHBIX HM300paXEHUSAX W OTCYTCTBUEM HEBPOJOTHYECKOW CHMIITOMATHKH,
OTHOcsIIeHcs K mopaxennto [138]. BakHOCTh MeIuaTpU4eCKOTO HEBPOJIOTHYESCKOTO
ocMOTpa MOIUEPKUBAETCS TeM (AKTOM, YTO B YCIOBHUSX KIMHUYECKOTO MCCIIEIOBAHMUS
7% nerew, knaccu(UUUPOBAHHBIX TEMATOJIOraMU KaK UMEIOIUE HEMOM HH(ApPKT, 1Moce
HEBPOJIOTHYECKOTO OCMOTpa OB HACHTU(UIIMPOBAHbBI Kak nepeHéciine nHeyabT [138].
[Ipu oO6benunéHHoM aHanu3e 10 uccienoBaHUN y JETel ¢ TeMOTrJIOOMHOMATHSIMU C
HEMBIMH HH(papKTaMHu 1 0¢3 HuX pasnuia B [Q cocraBuia 5 6amios [294].
MHOTOYHNCIICHHBIE MCCIICIOBAHUS, U3yUYalOIIue BpEMs /10 MOCTAHOBKM JHArHO3a
«HIIEMUYECKUH WHCYJIBT» Yy JeTed, HampaBJCHbl Ha OMNPEICICHUE CTPATeTuid s
yIy4IIeHUs AOCTyIa K dKCTPEHHOW Tepamuu y 3TOi kaTeropuu maiueHtoB [272, 301,
303]. Cpennee BpeMs OT TMOSBJICHHS CHMIITOMOB JO OOpallleHus pOauTeNei 3a
MEJIMIIMHCKON TTOMOIIBIO CUJIILHO BapbUpyeT U KoJiedaercs oT 1,7 mo 21 ydaca, cpennee
BpeMsI HEPOBHU3YaIM3allMOHHOTO TOJTBEPKICHUS JUarHo3a cocTtasisier ot 15 go 24
4acoB. 3aJiep)KKH OKHIaeMO daiile (PUKCHPOBAIKMCH MO BeuepaMm M BbIXoaHbiM [301].
CriennaacThl HEOTIIOKHOW ITOMOIIM TPABMIIBHO TUArHOCTUPYIOT HHCYJIBT IPUMEPHO Y
60% nereii, naBast B 40% ciyyacB HEBEPHBIH IIepBOHAYANIbHBIN 1uaruo3 [264]. [Tpu atom
nogasisitoniee  O6oapmuHCTBO  (60-90%) nerel, MOCTyHaromKUX B HEOTIOXKHBIC
OTJICJICHUS C OCTPBIM HEBPOJOTUYECKUM CHHIPOMOM HIIA MO3TOBBIM MIPUCTYIIOM, UMEIOT
KaKoe-TM0O COCTOSTHUE, OTIWYHOE OT WHCyNbTa. Cpenu MUarHo3oB, MMHUTHPYIOIIUX
MHCYJIbT, HauboJiee pacrnpocTpaHeHbl MUTPEHb C aypol, mapanuy bemita u cymopord,
0coOeHHO ¢ mapanudyoM Tomama. Jlpyrume MMHUTATOPHI MHCYJIhTa BKIIOYAIOT OITYXOJh

I'OJJOBHOI'O MO3ra, C-)HIIe(I)aJ'II/IT, ACMHUCIIMHU3HUPYIOIINUC 3360H€B&HI/I${, YEPCITHO-MO3Ir0OBYIO
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TpaBMy, STHUIYpPaIbHBIM a0CIIECC, WHTOKCHUKAIUIO, META0OIMYECKHUE HAPYIICHHUS U
IICUXOTeHHBIC paccTpoiicTBa [264, 303]. KimmHn4Yeckne AMarHOCTUYSCKUE CTPATETHH U
WHCTPYMEHTBI, HWCIOJB3YEMbIC Y B3POCIBIX IS JHATHOCTUKH WHCYJIbTa, HMEIOT

OTpaHUYEHHYIO MOJIE3HOCTh y JAeTel C 4yBCTBUTENBHOCTEIO 60% [264, 305].

1.4 JTanbl AMATHOCTHKHU MILIEMHYECKOT0 HHCYJIbTA Y JAeTeil

bazoBas («mepBuYHas») OIEHKA OCHOBAaHA Ha CKPUHUHITE HauOOJee YacThIX
MPUYUH WHCYJbTA y JETEW W HalpaBJ€HA HA BBISBICHHUE NPUYHH, KOTOPHIE MOTYT
MIPUBECTH K HEMEJIEHHOMY WJIM OTCPOYCHHOMY MMOBTOPHOMY MHCYJIBTY. JTO BKIIFOYAET
OIICHKY CTPYKTYpbl U (YHKIMH CepJilla, peHTreHorpauuecKuii CKpUHUHT UHTpa- U
HKCTpPaKpaHUATIBHBIX COCYJOB T'OJIOBHOI'O MO3ra, TECTUPOBaHUE HA TPOMOODUIUIO U
aHaJu3 CHIBOPOTKM KPOBM Ha MapKephl BOCHMAJICHHS. Y AeTer ¢ mHcynbToM MPT ¢
i Py3MOHHO-B3BEIIICHHOW BHU3yald3allieil SBISETCS MPEANOYTUTEIbHBIM METOJIOM
JTIMAarHOCTHKH, ITOCKOJBKY CYIIECTBYET MHOTO uMHTauuu gerckoro MU, Brimtouas
TeMHILICTHYECKYI0 MUTpEHb, Tapanud Tojama W TncuxoreHHele npuuuebl [153]. B
koHcencyce IPSS (International Pediatric Simulation Society, MexayHapoaHoe
OOIIIECTBO IMEIUATPUYCCKOTO CUMYJISIIMOHHOTO OOYydYEHHUsS) MPHUBOJUTCS OIMCAHHE
npeiaraeMeix nocieaosareiabHocTeit gt MPT u MPA mipu octpom uncyiasTe [300].
[locne moaTBepkIeHUsS JUarHo3a OOJBIIMHCTBY JETEH  CIEAyeT MPOBECTH
JIOTIOJIHUTEJILHOE 00CIeI0BaHNE, BKIIIOYAIOIIEe TPAHCTOPAKAJIbHYIO 3X0Kapanorpaduro,
OKI', MPA royioBbl U 1IeH, MCCIENOBAaHUS HA TPOMOODHUINIO ¥ BOCTAIUTEIHHBIN
CKpPUHUHI. B HEKOTOpBIX CilydasiXx U3BECTHOTO MATOr€HE3a, TAKUX KAaK TPaBMaTUYECKAs
JTUCCEKIUS  WJIA  MOWSI-MOMsS, BCE OTH  HUCCIEIOBAHUS  MOTYT  OBITh
HeomnpaBlaHHbIMU. OJHAKO BAaXXHO Mpu3HATh, 4To Jerckuii MM yacto cBsizan c
MHOKECTBEHHBIMU (hakTOpamu pucka, Takumu kak OOO wiu cepiedHble 3a00JIeBaHUS U
niepedpanbHas aprepuomnarus [238, 326].

JleTssM ¢ HEYTOYHEHHBIM WM PEUUIUBUPYIONIUM HMHCYJIHBTOM HEO0OXOAMMO
MIPOBECTH JanbHeiIiee o0cneaoBaHue («BTOpUYHAs OLIEHKaY ). B ciiydasx aprepuonatuu

WK TIPHU3HAKOB BOCIIAJIUTCIBHOTO 3a001€BaHM cIeayeT pacCMOTpEeTb BO3MOKHOCTDH
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NPOBEACHUSI  JIIOMOAQTBHOW  NYHKIUH,  PEBMATOJIIOTUYECKOTO  CKpUHHHTA U
DSA. TlameHTsl ¢ HapyIIEHUAMHA KPOBOTOKA B BEpTEOpaIbHO-0a3 LI pHOM OacceiiHe u
TUNIEPMOOMIBHOCTBIO IIEHHOTO OTAeNa MOTYT OBITh KaHIUIATaMU Ha TIPOBEICHUE
cionaunorpaduu (171 UCKITFOUEHHS] HeCTaOMIILHOCTH MISHHOTO OT/IesIa TTO3BOHOYHHKA)
WIM Ha TEHETUYECKUH CKPUHUHT JJIsl BBISIBICHHS 3a00JIEBAaHHS COCAMHUTEIBHOM
TKaHH. HenmuarHocTupoBaHHEIC MeTaboJIn4ecKue, TeHETHYCCKHE WA
PEBMATOJIOTUYECKHE CHHIPOMBI BCETA CICAyeT YIUTHIBATh y JeTel C HEOOBICHUMBIM

peumausupyromum MHA [18, 118, 317].

1.5 IMoaxoasl Kk NMPOrHo3upoBaHUI0 UCX0J0B HIIEMNYECCKOI'0 HHCYJIbTA

Y NaliMeHTOB MOJIOAO0I0 BO3pacra "u aeTen

KyMmynsaTuBHas yactora penuIUBOB HIIEMHUYECKOTO HMHCYJIbTA y MOJIOJBIX
MAIMEHTOB B Te€YeHHWE 5 JeT pocturaer 15%, ogHAKO PUCK MOBTOPHOTO HHCYJIbTA
3aMETHO HUKE M0 CPABHEHMIO C MAllMeHTaMu 00Jiee CTapIlIero Bo3pacTa, y KOTOPhIX 3TOT
puck coctanser moutu 30% [241]. YacTora periIMBOB B IEPBBI 'Ol MOXKET JOCTHUTATh
5%, HO CHIDKAETCS ¢ TeueHUEM BpeMeHH 10 2% depe3 20 set moce uHcysbTa [241, 425].
Puck pennuBrpoBaHus BbIIE Y OOJIBHBIX C aTEPOTPOMOOTUYECKUM HHCYIBTOM (110 5%
B r0J), IO CPaBHEHHUIO C MHCYJIHTOM Ha (hoHE Apyrux Backyiomatuii (mo 2%) [241].
Taxke Qakropamu pHCcKa peUUAuBa SABIAIOTCSA: BO3pacT crapiie 35 Jer, apyrue
«cocynucThie» (akTopbl (0COOCHHO caxapHbIA AUAOET), TPAH3UTOPHAS UIEMUYECKas
aTaka B aHaMHe3e. [[oBTOpHbIE MHCYNBTHI CYIIECTBEHHO YXYIIIAIOT MPOrHo3, a0 20%
MalMEeHTOB YMUPAIOT B pe3ysibTaTe peruauBa, a 10 40% BBDKUBIIMX UMEIOT TSHKEIYIO
3aBUCUMOCTh B TIOBCceAHEBHOM >xu3HM [418, 425]. C orHocuTelbHO 0oOJice HHU3KUM
PHUCKOM pELMINBA aCCOIMUPOBAIUCH WHCYIBTHI, CBI3aHHBIE C MUTPEHBIO U TUCCEKIINEH
9KCTpaKpaHHUAIbHON apTepHH, a TAK)KE KPUIITOTCHHbIC HHCYIbTHI [241, 418,425].

[Io maHHBIM pa3IMYHBIX HCCICNOBAaHUM, KyMYJSTHBHAs YacTOTa PEIUINBOB
MHCYJbTa y AeTel coctaBisieT moutu 7% uvepe3 1 mecsi u 12% uepes 1 rox, npu 3Tom

OOJIBIIMHCTBO JIETEH MOTYyYalld aHTUTPOMOOTHYECKYIO Tepamnuio [425].
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Kak mnpaBuiao, HOBOPOXKIEHHbIE HMEOT HU3KMM puck peuuauBa WUW  (3a
UCKJIIOYEHUEM CIIy4aeB MALMEHTOB C BPOKIEHHBIM MOPOKOM CEpALA), OJHAKO PHUCK
peuuauBa MU y gereii crapiiero Bo3pacta 3HauutesieH: Oonee yem y 1 u3 10 gereit
pa3BHBAETCSI TTOBTOPHBIN WMHCYJBT B ONMKAWIIMK TOf MOCie MepBOro MHCyabTa [346].
CaMbIM  cUTTBHBIM  (DaKTOPOM pHCKA T[OBTOPHOTO HWHCYJIbTA SIBISIETCA HAIUYUE
apTepuonaTUy, 4YTO IMPUBOJUT K S-KpPATHOMY YBEJIMYECHHUIO PELUUIMBOB HECMOTPS Ha
aHTUTpOMOOTHUYECKYIO Tepanuio [346]. et ¢ nuncyasToM B BEB mMeroT moBbIIIeHHYIO
YJaCTOTY PELUMBOB [0 CPABHEHUIO C JICTbMH C HHCYJIBTOM B KapoTHaHOM Oaccerine [231].

Kak u npu uHCYnbpTE y B3pOCIBIX, AHTUTPOMOOTUYECKHUE TpenapatThl SIBISIOTCA
OCHOBOW Tpo¢miaakTUK HHCYNbTa [34]. B KoHIe mpomioro Beka, koraa aetn ¢ MU
CUCTEMATUYECKHU HE MOTyJYaJId aHTUTPOMOOTHUECKYIO Tepanuto, yacToTa penuausos M
umu THUA cocraBmsama ot 30% no 50%. Kak anTuarperanTsl (Hampumep,
anetwicanuuuioBas kuciota (ACK)), Tak U aHTUKOAryJsiHTHI (HU3KOMOJEKYJISPHBIN
renapuH Wik BapdapuH) OTHOCUTENBHO Oe3omacHbl B ocTpoM nepuojae MU [350], xots
OTHOCUTEJIbHBIE MPOTUBOMOKA3aHMS K AHTUKOATYJISHTHOW TEpanuu BKJIIOYAIOT OYEHb
Oonpiioii 00beM  wHGMApKTa  WAM  TOKENBIA  TeMOpparudyecKuid  auares.
AHTUTpOMOOLIMTAapHAs Tepamnus, HauboJjiee yacTo ucrnoib3yeMas y nerei ¢ MU, — sto
ACK. Hawubonee dYacTo  HCHOJIB3YEMBIMH  AHTUKOATYJISSHTAMH  SIBJISFOTCS
Huzkomodekyssipusie renapuasl (HMI') u  anrtaronuctst Butamuna K. Ilpsmbie
NepopalibHbIC aHTUKOATYJISIHTHI (naduraTpaH, puBapokcabaH, anmukcabaH, 370KcabaH)
OB 0J0OOpPEHBI ISl TIEPBUYHON MPO(OUIAKTUKU WHCYJIbTA y B3POCIBIX, BEI3BAHHOTO
budpumsiuen npencepauit [31, 205], u B HacTosIiee BpeMsi M3ydarOTCA y JeTel ¢
BEHO3HBIM TpoMOO30M. HeT uccienoBanuii ¢ ucnoib3oBaHUEM 3TUX Npenapatos npu MU
y neted. Y OONBITUHCTBA APYTUX JI€TeH aHTUTPOMOOTHYECKAs Teparus TaK)Ke BKIFOUAET
ACK [82] B no3e ot 3 n0 5 mr/kr/cyt. [IponomxurensrocTs Tepanuu ACK 3aBUCHT OT
OCHOBHOTO 3a00JIEBaHUSI M COXPAHSIOIIETOCSI pPHCKAa MOBTOPHOTO HWHCYJIbTA.
BonpmmHCTBY neTelt edeHne MpoBOAAT B T€UEHUE 2 JIET, YTOOBI TIOKPHITh BPEMEHHOE
OKHO, KOTJ[a TIPOMCXOIUT MOAABIISIONICE OOJBIIMHCTBO TOBTOPHBIX HHCYIBTOB [346]. Hu
B OJHOM KJIMHUYECKOM HCCIEJOBAaHUM HE OLEHUBAJIM, KAKWE Mpenaparsl Jydle —

aHTI/ITpOM6OI_II/ITapHBI€ NI AHTHUKOAr'yJIdHTHBIC, OJHAKO OTCYTCTBHC
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AHTUTPOMOOTHYECKOW TEepamuu CBS3aHO C 1,5—2-KpaTHbIM YBEIWYECHUEM pHCKa
MOBTOPHOTO WHCYJbTa [176].

Pesucrentnocts marmenToB k ACK mmpoko oocyxmaercs [159, 269, 302]. ACK ¢
KAIIEYHOPACTBOPUMON  00OJIOYKON, B OTJIIMYME OT TMpenapara ¢ HEMEIICHHBIM
BBICBOOOXK/IEHUEM, MOKET JAEMOHCTPUPOBATh 3aMEJICHUE U CHW)KCHHS BCAChIBaHUS
npenapara [159, 176, 302]. HecoOmiogeHue manuMeHTOM peXUMa JICUCHHUS W
JIEKapCTBEHHBIE B3aUMOJICUCTBUSA MEX Y ACK 51 HECTEPOUIHBIMU
MIPOTUBOBOCTIAJIUTENILHBIMU  TIpeNiapaTaMu, BEPOATHO, SBISIOTCS MPUYMHOM MHOTHX
cooOmiernid 0 pesucreHTHocTH [269, 302]. IlammeHTsl € caxapHbIM JHA0CTOM H
TpoMOOLIUTEMUEH UMEIOT 00Jiee OBICTPOE BOCCTAHOBJICHUE ITUKJIOOKCUTEHA3bI-1 1 Takum
narrientaM ACK Ha3HauaeTcs fBa pasza B cytku [39, 99, 159,176, 302, 362, 415, 416].

Pons u nedenne OOO i mpoPUIIAKTUKA HHCYJIBTA OCTAIOTCS CIOPHBIMHU B
neauaTpuueckon npaktuke. Heckosibko KIMHMYECKUX HcmnblTaHui 3akpbiTs OO0 y
OTJICJIBHBIX B3POCIJBIX IMAIUEHTOB C KPUMNTOTEHHBIM HHCYJIBTOM CBUJIETEIBCTBYIOT O
MPEUMYIIECTBAX C TOUYKH 3PCHUS CHUKCHHSI PUCKa TTIOBTOPHOT'O MHCYIbTa [129].

PannomusupoBanHoe KoHTpoiupyeMoe wuccienoBanue [420], omHOrpynmoBbie
KOHTpoJIHpyeMble uccienoBanus [168, 367] u oObeaUHEHHBIH aHAIM3 HECKOJIbKUX
MHOTOIIEHTPOBBIX U OJHOIICHTPOBBIX HccienoBanuii [220] mpoaeMOHCTPUPOBAIH, YTO
remoTpadcdy3rnonHas Tepanus y aereit ¢ CKA sBisercs npeanoYTuTeIbHON Tepanuei
JUISL  BTOPWUYHOH  TPOQPWIAKTHKA  HWHCYJAbTA IO CPaBHGHHIO C  Tepamuei
THAPOKCUMOYEBUHOM HIIM OTCYTCTBHEM CHIEIIU(PUISCKON TepaIuu.

EAMHCTBEHHBIM JOKa3aHHBIM METOAOM TNPOMHUIAKTHKA W JICYCHUS HEMBIX
nH(papKTOB y AeTel ¢ reMorioOnHoBor SS unu SP Tanaccemueit SBISIETCS PETYISIPHOE
nepesIMBaHNE KPOBU C IIEJIbIO TTOIIEP KaHMS MIPOIIEHTHOTO COJIEPIKaHUsI TEMOTJIO0nHa S
<30% [138]. B oTitnuune oT BTOpUYHON MPOGUITAKTUKHA HHCYJIBTOB, ISl KOTOPOH Teparus
THJAPOKCUMOYEBUHON HMMEET HEKOTOpYyI0 J(P(PEKTUBHOCTh B CHIDKCHHH YacCTOTHI
PEIUANBOB UHCYJIbTA, TOAOOHBIX UCCIEAOBAHUM Y IeTel ¢ TeMorio0nHoBoM SS unu S
TajacceMueld M OecCMMITOMHBbIMH HH(papkramu He npoBoawiaochk [138]. Xots
nepedpanbHasl BacCKyJonaTusi, onpesaensemas ¢ nmomombio MPA, cautaercs pakTopom

pHUCKa UHCYJIbTA, Y JIeTel ¢ HEeMbIMU HH(apKTaMu U HOpMaJIbHbIMU TToKazaTensimu 1 CD
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BacKyJiomaTusi, onpeaensemas ¢ momomisio MPA, nMeer HU3KYIO paclipocTpaHEHHOCTh
(<5%), 1 He ObUIO MPOAEMOHCTPUPOBAHO, UTO OHA MPEJCKA3bIBACT OYyAyIIHMI pPEeIUInB
uHpapkra [168]. OmHaKO N3BECTHO, YTO CHHAPOM IMOBBIIICHHOW BI3KOCTH KPOBU YacTO
SIBIIICTCS ITPOTCHHBIM OCJIOXKHEHHEM IPOCTOM reMoTpaHcdy3rnonHou tepanuu [303].

Jpyrue MeHee M3BECTHBIE METOJbl JICYCHHUS! MOBTOPHOIO HHCYJIbTA BKIHOYAIOT
XHPYPruuecKyio peBackyispusaiuio [169, 336] u TpaHCIIaHTALMIO TEMOITO3TUYCCKUX
CTBOJIOBBIX KiteTok [101, 174].

[To nanubiM HarumonanbHOrO perucrpa, MHCYJIBT — MpeoOiajarolas MpuIruHa
nHBanmuau3anun HaceneHus (3,2 Ha 1000 nHacenenus). 31% nanueHTOB, MEPEHECIINX
WHCYJIBT, HYXKJIAIOTCS B MOCTOPOHHEW MOMOINM 1Ji1 yxonaa 3a coboit, 20% He MoryT
CaMOCTOATENBbHO XOUTh. JIutib 8% BHIKUBIINX MAIMEHTOB MOTYT BEPHYTHCS K MPEKHEN
pabore. [lo KOIMYECTBY JIET KWU3HH, CKOPPEKTUPOBAHHBIX IO HETPYAOCIIOCOOHOCTH
(mokazarens DALY) B Mupe UHCYNBT SIBISETCS BTOPOM MO YACTOTE MPUUYMHOM (TOcIe
OHKOJIOTMYECKHX 3aboneBanuii) [9, 33, 422].

HNudopmarust o J0AT0CpOYHOM MPOTHO3E UIIIEMUYECKOTO HHCYIIBTA Y JIUI] MOJIOIOTO
BO3pacTa OrpaHMuYeHa W TMPOTUBOpeuMBa. [IpenMylllecCTBEHHO cooOmaeTcs o
OJarompusATHOM IPOTHO3€, OJHAKO B OOJIBIITMHCTBE WCCIICAOBAHUN OIICHUBAJICS TOJBKO
KPaTKOCPOYHBIN TMPOTrHO3; HaOMo/eHUs (DYHKIIMOHAIBHOTO BOCCTAHOBIICHUS MOJIOJIBIX
JIOAC TIOCJE HIIEMHYECKOTO WHCYJIbTa B OTAAJIEHHON TMEPCIEKTUBE TMO-TIPEKHEMY
MaylourciieHHbl. Kak mpaBmiio, B IMyOJMKAITUSAX OMKCHIBACTCS OTHOCHTEIBHO XOPOIIee
(YHKIIMOHAJILHOE BOCCTAaHOBJICHWE Yy MOJIOJBIX TMAIMEHTOB TMOCIE HIIEMUYECKOTO
WHCYJIbTA: OOJBIIMHCTBO W3 HUX OCTAIOTCS HE3aBUCUMBIMA W HE MCHEE IOJIOBHHBI
BO3BpaIarorcs k padore [111, 127, 154, 166, 177, 237, 316, 321, 339, 425]. Taxxke Obun
BBISIBJICHBI OTJICIbHBIC MPOTHOCTHYECKUE (haKTOPHI (DYHKIIMOHATHHOTO BOCCTAHOBJICHMS,
CMEPTHOCTH ¥ PCIUIUBUPOBaHMs. B OmyOJMKOBaHHBIX 0030paX CpeAHHHA CPOK
HaAOJTIO/ICHHS ITOCIIe HaYaIbHOTO dMU30/a coctasisieT ot 1 go 16 ner [3, 332, 386, 425]. B
IIEJIOM TIPOTHO3 MINEMHUYECKOTO WHCYJIhTa Y MOJIOJBIX MAIMCHTOB 3HAYUTEIHHO OoJiee
ONaronpusiTeH, 4eM y MOXKWJIbIX, C MEHBIIEH JEeTaTbHOCThIO U PELUIUBAMHU U JIyYIIUM
(GYHKIIMOHAILHBIM BOCCTaHOBIIeHHEeM [28, 234, 386], HO 1o cpaBHEHHIO C OOmIEeH

HOHYHHHHCﬁ TOI'O K€ BO3pacTa I[OJ'II“OCpO‘IHI)II\/'I ITPOrHO3 I10 3THUM ITOKA3aTCIAM 3HAYUTCIILHO
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xyxke [219]. OOmmii pucKk cMepTH Ha TPOTSHKEHWH JUTUTEIHHOTO HAOIIOACHHS TOCIe
UIIEMUYECKOTO WHCYJIbTAa Y MOJIOJIBIX TIAIIIEHTOB OTHOCUTEIILHO HEBBICOK: TI0 PA3IMIHBIM
JTAHHBIM, KYMYJISITUBHBIN PUCK cMepTr JocTuraet 2% B 1 mecsi, 10 5% Ha 1 roa, 1o 10%
Ha 5 net, u 12% 3a 10 ner [188, 343, 413]. [1pu 5TOM ypOBEHb CMEPTHOCTH BBIIIIE B IEPBBII
T'OJ1 M CHIDKACTCs B cpefHeM Ha 1% kaxplii mocieayromuii rof [67, 425]. CoOoTBETCTBEHHO,
YyeM JUIMTEIbHEN MPOUCXOIUT MOCHEAyIolee HAOII0CHNE, TEM HIKE CPEHUI YPOBEHb
cMepTHOCTH. TeM He MeHee, KyMYJISITUBHBIA PUCK CMEPTHOCTH 3a 10 JIeT y JIUIl MOJIOIOTO
BO3pAacTa C UIIEMUYECKUM UHCYJIHTOM TIoUTH B 10 pa3 Bhliiie, 4eM B 00IIIeH MOMYISIIMH TOTO
e Bospacta [177]. C mpyroil CTOpPOHBI, MO CPAaBHEHUIO C TOXWUIBIMHM MallMEHTaMHU
CMEPTHOCTh MOJIOJIBIX JIFOJICH OT UIIIEMUYECKOTO HHCY/IbTA 3HAYUTEIILHO HIKE (TIATHIICTHSS
BBDKHMBaEeMOCTh B Tpymmax okojio 90% mnpotuB 40% coorBeTcTBEHHO). OCHOBHBIMU
NPUYUHAMHA CMEPTH TTOCIIEe UIIIEMUYECKOTO HHCYJIBTA SBIISIOTCS PEIUINBBI HHCYIbTa (20—
30%) wu napyrue cepaeuHo-cocyauctbie coObitua (20% -50%), 310KauecTBEHHBIC
HoBOoOOpazoBanus (15-35%) u pazmuunsie uadeximu (10%) [177, 332]. Kpome Toro, B
KAa4eCTBE NMPUYMH CMEPTHOCTH PAaCCMaTPHUBAKOTCS BO3PACT CTapuie 35 JIET, MY’KCKOU IOJ,
HAJIMYME CEPIIEYHO-COCYIUCTHIX (DAKTOpPOB PpHUCKA, B YACTHOCTH apTepHUaTHHON
TUTICPTEH3HH, CEPACUYHON HEIOCTATOYHOCTH, aTePOCKIIEPO3a KPYITHBIX COCY/IOB, KYPEHUSI, a
TaKKe TSHKENBIN HeBposIorndeckuii aeduuut B aedrore 3adomesanus [109, 154, 177, 180].
BonbmmHCTBO 13 3THX (haKTOPOB ACCOLMUPOBAHBI C T. H. «COCYIUCTHIMY MTPODUIIEM PHUCKa,
XapaKTEPHBIM IS TIOKWIBIX W MYXKYHH, Y KOTOPBIX MPEKICBPEMEHHBINA aTepOCKIEPO3
ropaszio 0ojee pacpoCTpaHEH U Xyxe MPOrHo3 [5, 8, 256]. Taxxke ¢ IoXuM MporHO30M
aCCOIMHPYIOTCS UIIEMUYECCKHC WHCYJIBTHI aTepOTPOMOOTHIECKOTO u
KapauosmOonuueckoro noarunoB. C  Apyroid  CTOPOHBI, JIAKYHApHBIA  UHQApKT,
HEaTepOCKIICPOTUYECKAasT BACKYJIOMATHsI, HEomnpenei¢HHas / HEW3BECTHAs JTHUOJIOTHS
UIIEMUYECKOT0 MHCYJIBTA ONPEAEIISIIN Iy MPOTHO3 1 00Jiee HU3KYH0 CMEPTHOCTH [ 256,
332]. K nqpyrum daxTopam, IpeTeHAYIONINM Ha POJTb «ITPOTEKTUBHBIXY (CHUKAIOIIUX PUCK
JIOJITOCPOYHOM CMEPTHOCTH ) OTHOCSTCS PETYJISIPHBIN MPUEM aHTUKOAryJITHTOB MaIUEHTaMU
C TMOTEHLUUATbHBIMU MCTOYHUKAMHU KapJUOTEHHOM 5MOOJMH, a TaKKe MalUeHTaMH,
CKJIOHHBIX K THIIEPKOATYJISIIINA; WHCYJIBT BCIEACTBUE ITUCCEKIIMHA SKCTPAKpAaHUATBLHBIX

apTepI/Iﬁ, HHCYIJIbT, CBSI3aHHBIN C MUI'PCHBIO; THITOXOJICCTCPUHEMUSI. CnezxyeT OTMCTHUTD, UYTO
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MIPOTEKTUBHAS POJTb THITOUITAACMIYECKON TEpariy OblIa IOKa3zaHa Kak B MojoaoM [177,
425], Tak ¥ B MOKWIOM Bo3pacte [361].

[Iporno3 xopoiero ¢GyHKIHOHATLHOTO BOCCTAHOBJICHHUS Y MOJOJBIX JIOJEH ¢
UIIEMUYECKUM HMHCYJIHTOM OTHOCHUTEIBHO OJarompuATHBIM, MO KpalHell Mepe IIo
CPABHEHUIO C MOXKWIBIMU JTIOJbMU. [10 pa3auuHbIM JaHHBIM, B OTJIAJIEHHOM MEPUOJIE 10
90% MOJ0/IbIX MAIIMEHTOB SIBJISIIOTCS HE3aBUCUMBIMU B IMOBCETHEBHOM KHU3HU U 110 95%
CHOCOOHBI XOJIUTh Oe3 mocTopoHHed momormm [177, 425], B oTiwune OT TOMKHUIIBIX
nanueHToB, B 35—40% yTpauuBaronux HE3aBUCUMOCTD TIOCIIE TIEPEHECEHHOTO UHCYIIbTA
[125, 425]. B muenom OnaronpusiTHBIMU (akTopamMu Ui  (QYHKIHOHAIHHOTO
BOCCTAHOBJICHUSI CUMTAIOTCS: BO3PACT 0 35 JIET, OTCYTCTBHE TSKEIBIX HApYyLICHHUU
YKU3HENIEATEIIbHOCTH B OCTPEUIIIEM MEPUOIE, «KMUTPEHO3HBIN» UHCYIBT U/WIA UHCYIIBT,
CBSI3aHHBIN C MPUEMOM OpATBHBIX KOHTpanenTuBoB [177, 425].

Nmemuyeckuii HHCYJIBT Y MOJIOABIX MallUEHTOB O0YCIOBIMBAET OIpPaHUYCHUS B
KadecTBe XU3HM U ipodeccruonansaoM ctaryce [141, 177, 332]. I1o naHHBIM pa3IuyHbIX
UCTOYHHUKOB, OT 50% 10 70% MONOABIX JHOAEH MOCIE NEPEHECEHHOTO UIIEMHUYECKOTO
WHCYJIbTa BO3BPAIIAIOTCA K padoTe, MpUUYEM Mepruo BPEMEHU COCTABIISAET OT HECKOJIbKHUX
JHEW nocye uHeynbTa 10 40 Mecsues, B cpeaHeM 8 MecseB. OaHako okoio 25% u3 Hux
HYXKJIAIOTCSI B CMEHE YCIIOBUU pabOThI, MOATOMY K CBOEH MPEAbIAYyIIeH NeSITeIbHOCTH
BO3BpAIIIAIOTCS MEHEE MOJOBHMHBI maiueHToB [154, 177, 210, 332]. C Oonee BBICOKOIA
BEPOSTHOCTHIO BO3BPAIICHUSI K pab0TE acCCOLMUPOBAINCH MHCYJIHThl HEYCTAHOBIICHHOM
ATUOJIOTUU, OTCYTCTBUE HIIEMUYECKOTO0 OdYara Mo JaHHBIM HEUpOBHU3yalIU3alUU MpH
NOCTYIJICHUU M HeaTepOCKIIepoTHUYeCKas BacKysonatus [177].

XoTa Oojiee paHHHE HcclenoBaHus mnpenanonararor 20% cMepTHOCTh mMocie
uHcynbTa y aerei [14, 199], Gonee coBpeMeHHbIE HMCCICIOBAHUS IMMOKA3bIBAIOT, YTO
CMEpPTHOCTh HeMHOTO Hike. [lomymsiimonHasi petpocrektuBHas koropta u3z CIIA,
BKUTIOUaBIIas 123 peGEHka ¢ MIIIeMHUYECKUM HHCYIBTOM U3 2,3 MJIH JIeTeH, oKa3aia, 4To
00I111ast CMEPTHOCTh HA MOMEHT BBIMUCKH U3 00abHMIIBI cocTaBuiaa 4% [316]. Touno Tak
ke B Kanajackom neauaTpuuecKoM pEerucTpe HHCYJIbTa CMEPTHOCTh OT MHCYJbTa
cocraBmia 5% mpu Meauane HabOmoaeHus 2,9 roga [176]. Mcxonx mocie BBIMHCKH U3

cranroHapa umescs y 484 u3z 701 pedéuka ¢ UM (69%). HopmainbHbIii HEBPOIOTHUECKHIA
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ucxona Owpu1 nokymeHTHpoBaH B 30%. Xots 70% wmmenu HEBPOJIOTHYECKHM NeUIUT,
crenenb aedunmuTa y 36% nanueHToB OblIa paciieHeHa Kak Jérkas, 23% — ymepeHHas u
10% — tsoxénas. B Oputanckom ucciaenoBanuu [119] 94 pe6énka ¢ MU 10% ymepiu.
Yepe3 rox mnocie uHCyapTa 50% wu3 78 BBDKHMBIIMX HMMENIHM IOKa3aTellb HMCX0Ja
neauaTpuyeckoro uHeynbTa <l. OlieHKa ncxo/1a NeauaTpUuecKoro HHCyIbTa, paBHas 1,
yKa3blBaJla Ha HaJU4YMe€ YMEPEHHOro (YHKIMOHAIBHOTO HapylieHus B 1 JomeHe
(mBUTATENBHBIC, SI3BIKOBBIC, KOTHUTHUBHBIE WM IIOBEICHYECKHUE), TOITOMY OIICHKA
MCXO0/1a TIEIMaTPUUYECKOr0 UHCYIbTA <1 SBJSETCS OTIIMYHOU. Y 95 mIBEUIApCKUX JIETEH
¢ N otmanéuuble pe3yiabTaThl OICHHBAIUCH B cpeaHeM B 6,9 roma [240]. K stomy
MoMmeHTy ymepiio 14%. Kak cooOmanoch B APYruxX HUCCIENOBAHMUSIX, NPUMEPHO B
MOJIOBUHE CITy4aeB MaIlMEHThl yMEPIU OT OCHOBHOI'O CUCTEMHOTO 3a00JIeBaHUs, a HE OT
CaMOr0 MHCYJIbTA. Y BBDKHUBIIUX HOPMAJIbHBIA UCXOJ] ObLT 0OHapyxkeH y 27% naeteit, a y
28% Obutn JI€rkue Hapyirenus [259].

Koruutususie Hapymenus nociie UM Obi1 m3MepeHbl B HEOOJBIION MOMYJISIH
nerer ¢ M. B oqHOM W3 KPYIHEUIIMX UCCIEA0BAaHUM HA CETOAHAIIHUMN ICHb Y KAHAJICKUX
JeTei, nepenécimx nonymapHeiii MW nocne nepunaranbHOro nepuoaa (n=99), oueHrnBanmu
HHTEJJIEKT C MOMOIIBI0 COOTBETCTBYIOIIMX BO3pacTy Iikail Bekciepa B cpeaHem uepes 3
rojga mociie uHcynbra. [lokazarenmu oOIIEro HWHTE/UICKTa, BEpOalbHBIX CIIOCOOHOCTEH,
OTIEPATHUBHOM MaMSITH U CKOPOCTH 00pabOTKH MHPOPMAIINU Y JETEH, TEPEHECIITUX UHCYJIBT,
OBUTM 3HAYMTENIHEHO HUXKE, YeM B KOHTPOJIBHOHN BBHIOOpKE. JleTH ¢ MOBpe)ACHUEM KOPBI U
MOJIKOPKH TOJIOBHOTO MO3Ta MOKA3ad XY/IIHE PE3yJbTaThl, YeM JCTH C MOBPEKICHUEM
TOJILKO KOPBI WJIM TIOKOPKH. OTMEUaIMCh TPYTHOCTH ¢ BHUIMaHUEM, UMITYJILCHBHOCTh U
pas3MyYHbIC HAPYIICHHS UCTIOMHUTEIbHOM (yHKImu [131, 186].

KadecTBo xu3HU, CBI3aHHOE CO 37J0POBbEM, 3HAYUTEIHHO HIKE OMYOTMKOBAHHBIX
HOpPM JUId JeTed Toro »ke Bospacra nocie MW B nmerctBe mo Bcem mapaMmerpam
(¢pusuueckoe,  IMOIMOHATIBLHOE,  COIMAIBHOE,  MIKOJIHHOE W  KOTHUTHUBHOE
¢dyukuunonuposanue) [32, 35, 136, 291, 292]. KorHUTHBHBIH/TIOBEACHUSCKUI ACPHUIIAT U
HU3KUN BepOanbHbIA [Q OTpHIaTENbHO CKa3bIBAJUCh HAa KAYECTBE KU3HU, OCOOCHHO
Cpeau JAeTell cTapliero Bo3pacTa M JE€BOYEK; OJHAKO HEBPOJOTHMYECKUW HCXOJ U

COHH&HBHO-BKOHOMI/I‘IGCKI/Iﬁ CTaTyC CEMbU HC N3MCHUJINCD.
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[IpenukropamMu HEOIATOMPUATHOTO HEBPOJIOTHMUECKOTO UCXOA SIBISIFOTCS pa3Mep
uHpapkra [234], KOMOMHHPOBaHHOE KOPKOBOE W IOJKOPKOBOe mopaxenue [149],
JoKanmu3aus MHQpapKkTa B 0a3adbHBIX TaHTIUAX U 33HEH HOKKE BHYTPEHHEH KarCyJibl
[343], MHOXecTBeHHbIE WHGAPKTBI W THIEPTiIuKemus B octpoM mnepuone [370].
[lokazana cCBSI3b MEXAYy THUNEpTeH3UEeH U 12-MecsiuHOW CMEpPTHOCTBhIO, HO HE
HEBPOJIOTHYECKUM MCXOJIOM Y BBDKMBIIHX IOCIIE MHCYJIbTA B IETCKOM Bo3pacTe. boiee
HU3Kasl TCUXOCOIMaIbHAsl U KOTHUTUBHAS (YHKIMs Obla CBA3aHa KaK C pa3MepoM
uH(papKTa, Tak U ¢ 0oJiee CTapIIMM BO3PacTOM Havajia MHCYJIbTa y aetei [376, 377].

Heckonpko nccnenoBanuii moka3aid, YTO SMUJICITUYECKUE MPUCTYIBI B OCTPOM
nepuogae WU mpenckassiBaroT HeOmaronpusaTHeId ucxonx [316, 318, 356, 392].
@OyHKIMOHAIBHBIN cTaTyc dYepe3 | roa 1mocie HHCYIbTa CHJIBHO BIMSET Ha
JONTOCPOYHBIN UcxoAd. lIpu3Haky TpeBOrM Wim Jenpeccruy MPUCYTCTBOBAIM y 9 u3 26
BBDKHBIINX B AeTckoM Bo3pacte MU (35%). HeGonbime uccieoBanus moATBEPKIAIOT,
YTO HEBHUMATEJIbHOCTb, CHUKEHHE COLMAIbHOM KOMIIETEHTHOCTU U HMOLIMOHAJIbHBIE
TpyaHoCcTH [377] IPUCYTCTBYIOT Y MHOTHUX JE€TEH, HO HaJ&KHbBIC OLICHKU B HEOOJBIINX
OJTHOLIEHTPOBBIX UCCIIEIOBAHUIX 3aTPYIHUTEIIbHBI.

Bompoc o ToMm, Kakre BMENIATENbCTBA yIYUIIAlOT Pe3yibTaThl B MOAOCTPHIA H
XPOHUYECKHI TOCTUHCYJIBTHBIA MEPUOJl OCTAETCS OTKPBITHIM. OUEBHIIHO, UTO paHHSISA
OLICHKa BEpPOSITHOCTH  (POPMUPOBAHUS  WHBAJMIHOCTH  SABJIAETCA  KIIOUYOM K
NPEIOTBPAIICHUIO KypaOeNbHBIX OCIOKHEHHH W IUIAHUPOBAHWIO peabuimuTanuu, B
KOTOPOM JOJKHA y4acTBOBaTh MHOronpogmibHas komanaa. Kanajackue npaktuyeckue
pEKOMEHIAMK TI0 peabuNTaluy TOCJe HWHCYJIhTa BIEPBHIC BKIIOYAIOT pasfen o
neauatpudeckoM uHcyabTe B 2015 r [105]. [Tokazano, 4yTo MO Mepe pocTa, pa3BUTHS U
JIOTIOJTHUTEIBHBIX (PU3NYECKUX U KOTHUTUBHBIX OTPEOHOCTEN MOTYT BO3HUKATh HOBBIE
JNeQUIUTBI U HOBbIC MOTPEOHOCTH B peadwmutanuu [247]. 3a meTbMHU C WHCYJIBTOM
TpeOyercs nnuTenbHoe HaldrofeHue. MIMeroTcsl AaHHbIE O TMOJIb3€ OTPaHUYUTENBHON
tepanuu [333, 352], OumanyanbHo#t Tepanuu [98, 333], MOBTOPHOI TpaHCKpPaHHUATIBHOM
MarHUTHON CTUMYJISIIMK KOHTpiarepaibHoro monyirapus [240, 410], ucnoas3oBaHus

OoTynuHUYecKkoro TokcuHa tuma A [102].
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I'naBa 2.

MATEPHUAJIBI U METOAbI UCCJIEJOBAHUA

UccnenoBanue BBINIOJIHEHO B COOTBETCTBUM C OCHOBHBIM IIJIJAHOM Hay4HO-
uccnenoBarenbekux padoT B ®I'bOY BO «Ypanbckuii rocy1apcTBEHHBIM METUIIMHCKHMA
yHUBepcuTeT» MuHUCTEpCTBa 3/paBooxpaHeHus Poccuiickoit ®@enepaunn (peKTop —
axkamemuk PAH, npodeccop, n.m.1H. Kostyn O.I1.) B mepuox ¢ 2011 mo 2023 rr.

HccnenoBanue BBITOJIHEHO B HECKOJIBKO 3TAIOB.

Ha nmepBoM 3Tame (Kpocc-CEKIIMOHHOE, OMUCATEILHOE, KOTOPTHOE UCCIIEIOBAHKE )
ObLTM c(HhOPMHUPOBAHBI JBE TPYIIBI: OCHOBHAS U TpyMIia CPaBHEHUs, MPOBEAEH aHAIH3
CBEJICHHII B 3THX TpYIaX, KOTOPbIA BKJIKOYAJT AHAMHECTHUYECKHUE, KIMHUYECKUE U
71a00paTOPHO-UHCTPYMEHTAIBHBIE XapaKTEPUCTUKU UIIIEMUYECKOTO HHCYJIbTA B OCTPOM
HepUoJIE.

B ocHOBHYI0 Tpynmy Bonuin 256 marueHToB, MePeHECIIINX HIIEMHYESCKUN HHCYIJIBT
B Bo3pacte OoT 18 mo 44 nmer BkmouuTenbHO. Cpeaw HAOIOMABIIMXCS IMAIlUCHTOB
MY»X4uHbI cocTaBum 57,81% (n=148), xermunusl — 42,19% (n=108).

OcHoBHass rpynmna Obuia c(OpMHUpPOBaHA W3 TMALMEHTOB, NOCTYNUBIIUX B
HEOTJIOKHOM Topsike B HeBpoioruueckue oraeneHus MAY LI'Kb Ne 23 (B nactosiuii
MoMeHT 'AY3 CO HI'KB Ne 23) u I'bY3 CO OKB Ne 1 (B Hacrosiuii MomeHT 'AY3
CO COKB Ne 1).

Kputepun BKiItOUEHUS B UCCIIEIOBAHNE OCHOBHOM IPYIIIbI: MOJIOJOW BO3pacT (OT
18 10 44 net BKIIOYUTENBHO); KIMHUYeCKUid quarno3 « Mmemuyeckuii uucynsm» (MKbB-
10: «Mudapkt mo3ray, 163.0-164.9), noaTBepk1EHHBIN 110 pe3yIbTaTaM KOMITbIOTEPHOM
TomMorpadud TOJOBHOTO MO3Ta W/WIW  MarHUTHO-PE30HAHCHOW  Tomorpaduu;
HH(POPMHUPOBAHHOE COTJIACHE TTAIIMEHTOB WM UX 3aKOHHBIX MPEJICTaBUTENEH (B IpyIINe
CpPaBHEHMS1) WM KOHCUJIMYyMa B CITy4ae HEBO3MOKHOCTH BBIPA3UTh COTJIACHE.

Kpurepuu HeBKIIIOUEHHS B OCHOBHYIO I'PYIINY: MpoBeneHue AuddepeHnaibHoMn
nuarHoctukn  UW/xkpoBomsnmusinue wnum MW/ apyroe octpoe mnopaxkenue [IHC,

MOATBEPKAEHHAS BHYTPUUEPEITHASI TeMAaTOMa WU CyOapaxHOUIATLHOE KPOBOU3ITUSHUE
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(CAK); Bo3pact aebrora MU crapme 44 Jjier; OTKa3 MAIMCHTOB W/WJIM MX 3aKOHHBIX
IPEICTABUTENIEH OT YYaCTHUs B UCCIEAOBAHNH.

B rpynmy cpaBHeHuss ObuIM BKJIIOUEHBl 54 peOEHKa, ¢ TOATBEPKIAEHHBIM
UIIeMUYECKUM UHCYIbTOM, ae0ioT MU B Bo3pacte ot 7 no 17 ner, manpuuku — 61,1%
(n=33), neBouxu — 38,90% (n=21).

B rpynny cpaBHeHHUs BOIIUIM MAIMEHTHI, KOTOPHIE B HEOTJIOHKHOM MOPSAKE ObUIH
rocnutanuzupoBanbl B MAY JITKB Ne 9 (B nactostmuit Moment 'AY3 CO JAI'KB Ne 9)
u I'bY3 CO OAKB Ne 1 (B mactostimuit MmomeHnT 'AY3 CO OIKB).

Kputepun BKIIFOUEHMS TPYyIIIBI CpaBHEHHWs: Bo3pacT nered or 7 po 17 n;er
BKJIFOUMTEINIbHO; KIUHUYecKuid nuarno3 «Mmemuaeckuit uHcynbt» (MKbB-10: «MHbpapkT
mo3ray, 163.0-164.9), moaTBep kIEHHBINA TaHHBIMH KOMIIBIOTEPHON W/WJIM MarHUTHO-
PE30HAHCHOM ToMorpaduu TOJIOBHOIO MO3ra; 3aloJHEHHOE HWH()OPMUPOBAHHOE
corJiacHe pojuTesci/ 3aKOHHBIX MPeICTaBUTEICH peOEHKa.

Kputepun HEBKIIOUEHHST B TpyNIy CpPaBHEHUS: NAUWEHTbI Ha JTare
mupdepenunansioil  nuarHoctuku  MU/xkpoBomznusinue wim  WUHW/npyroe octpoe
nopaxxenue [HHC; moarBepxaéHHas BHyTpuuepenHas rematoma win CAK; Bospact
ne0r0Ta MHCYJIbTa MJIalIe 7 JIET, OTKa3 pOAUTENEH OT 00CiIeTIOBaHU.

Ha nanHoM 3Tame uccienoBaHuss HAMHM MPOAHAIM3UPOBAHBL: JTaHHbIE aHAMHE3a
0one3HH, aHaMHe3a JKM3HU W CEMEWHOTO aHaMHe3a, HajJWuue COMYTCTBYIOIIEH
NaTOJIOTMM, KIMHUYECKas KapTUHAa, a Takke JaHHble Ja0OpaTOpHBIX U
MHCTPYMEHTAJIHBIX HCCleIoBaHUN B ocTtpom nepuoge MU (mpu mocTymieHuu B
craimonap). COop AaHHBIX MPOBOJMIICS MPHU JTUYHOM KOHTAKTE C MAIMEHTaAMU, a TAKXKe
OBLT MOJIy4eH M3 MEIUIIMHCKON JokyMeHTanuu (uctopun Oosiesnu ¢opma Ne 003y,
MEIMIMHCKOW  KapThl TNalMeHTa, TMOJyYalollero MEIUIMHCKYI0 TOMOIIb B
amMOyJIaTOPHBIX ycaoBusx, popma 025/y [36].

BceM mammeHTtaM OCHOBHOM rpynmbl, nepeHécmiuMm HHCYIbT a0 2012 ropa,
IPOBEJEHB AUATHOCTUYECKUE U JieueOHbIe MpoLeaypsl B cooTBeTcTBUU C llopsakom
OKa3aHus MeIuIuHCKO# momoiry 6obHEIM ¢ OHMK Ne 389 ot 06.07.2009 roxa [45].
[lanpeHTamMm B COCTaBe OCHOBHOW IpymIbl, MepeHEécMM HHCYIbT nocie 2012 rona,

IIOMOIIIb OKa3bIBaJIaChb B COOTBCTCTBHHU C HOp}II[KOM OKa3aHHsA ITOMOIITH OOJILHBIM C
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OHMK Ne 928 or 15.11.2012 roma [55], a Takke Ha OCHOBaHHHM CTaHIAPTA
CTICMATM3UPOBAHHON MEAMIIMHCKOM oMOIIHX ipu nH(apkTe mosra [58, 59].

Kpome Toro, n3-3a 0OTCyTCTBHSI HA MOMEHT BKJIIOUEHUS B UCCIIEI0BAHNE MAIIUEHTOB
B OCTpOM Iepuoje 3a0oJieBaHUSI OOIIEMPHUHITHIX OTEYECTBEHHBIX KIMHUYECKUX
pexomenaanuid mo MU, mbl yuuTheiBaau B cBoed pabore aeiicTByromme EBpomneiickue
pPEKOMEH TN 110 HHCYIbTY [204].

Ankera mpoTokoia «leHermueckue (HaKTOpsl pUCKa TpombO3a y >KHUTENEH,
NpoKUBaKOIMMX Ha  Teppuropun P®, winHHYeckoe  (GEHOTUIMUPOBAHHE U
TPOMOOTIPOPHIIAKTHKA TPOMOOIMOOIMIECKIX OCIOKHEHUH B OHTOTeHe3e» [56] Obuia
3allOJIHEHAa C YYaCTHUKAMH UCCIIEOBaHMS W 0000IMana CBEACHHUA O CEMEWHOM
MPEAPACIIONIOKEHHOCTH K KPOBOMBIUSAHUSIM U TpoMOo3aM J000W JIOKaIu3alluy,
Bkmouyass OHMK. Bcero Obumm npoanketwpoBanbl 310 mamueHTOB W/WIM UX
POJICTBEHHUKOB M3 OCHOBHOM U IPYIIIBI CPAaBHEHUS.

JlabGopaTopHBIii ¥ HMHCTPYMEHTAJIbHBIA STalbl OOCIEAOBAHMS MAI[UCHTOB U3
OCHOBHOU TPYIIIBI M TPYIITBI CPAaBHEHUS BKITFOUAIIH:

1. COop pYTUHHBIX JTA0OPATOPHBIX U  WHCTPYMEHTAIBHBIX  JIAHHBIX
(mokazarenu o0IIero 1 OMOXMMHUYECKOrO aHajau3a KPOBH, B T.Y. COCTOSIHUS JIUIIHUTHOTO
obmena, mapametpoB IOxoKI', OKI', Y3U BHyTpeHHUX opraHoB u 1p.). Bce mpouemypsl
MPOBOJIUIIMCH HA CEPTUPUIUPOBAHHOM 00OPYAOBAHUH IO OOIIETIPUHATHIM MPOTOKOJIAM
C Y4ETOM YTBEPKACHHBIX BHYTPUOOIHHUYHBIX pe(hepeHCHBIX 3HAUCHHH.

2. [TapameTpsl cucTeMbl CBEPTHIBAHUS KPOBH OIICHWUBAIU B OCTpEHIIIEM
NepuoAe MHCYJIbTa MPH TOCTYIUIGHWH B CTAaI[MOHAP y YYACTHUKOB OOEHWX TPYII Ha
anmapartax SYSMEX-560 (Anonus), ACL 7000 u XPOHOJIOI' (CIIA) B
nabopatopubix otaenerusx MAY LI'Kb Ne 23, 'bY3 CO «COKB Ne 1», I'BY3 CO
OJIKB Ne 1 m MAY JII'KB Ne 9.

3. YapTpa3ByKoBO€ HCCIEAOBAaHUE IKCTpa- M WHTPAKpPaHUATBHBIX COCYIOB
MPOBOJMIIOCH Ha ammapartax Sono Scape S8 m Minndray 8 (Kurtait), 3M00101€ TEKITHIO
MIPOBOJIMIIM C HCTOJb30BaHueM Sonara ¢ nmoporom 4 JI6 (Nicolet, CIIIA) 8 MAY LI'Kb
Ne 23 u Companion ¢ moporom 6 JI6 (Nicolet, CIIIA) 8 AHO «Knuanueckuit UaCTHTYT

Mosra» (B Hactosmuii MoMeHT OOO «Kmuauka WHctHTyTa MoO3sra»), cpoku
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WCCJICIOBAHMSI - B T€UEHUE OT MEPBBIX CYTOK M IO BTOPOU HEACIH TOCIIC TIOCTYIUICHUS
MaIeHTa B CTaI[OHAp.

4, HelipoBusyanuzanus MpoBOAMUIACH yYaCTHUKaAM OOEUX TPYMHI B OCTPOM
nepuone OonesHu. Ammaparypa mo 6azam: MAY II'Kb Ne 23 (otmenenue mydeBoi
TUArHocTukm): kommbtoTepHbld ToMorpad AQUILLION 16; I'bY3 CO OJKB Ne 1
(oTneneHue JTy4eBOM M DHJIOCKOMUWYECKON TUArHOCTUKH): KOMIBIOTEPHBIM ToMorpad
Somatom Emotion u anmapatr MPT MAGNET ACHIEVA (momHocts 1,5 Tc); MAY
«I'KbB Ne 40» (oTnenenue 1y4eBoOi TUarHOCTUKM ): KoMITbioTepHbI ToMorpad TOSHIBA
AQUILLION 32 u annapatr MPT SIEMENS Magneton Symphony (MmomHocTs 1,5 Tc);
MAY JI'Kb Ne 9 (otaenenue jqy4eBOi TUAarHOCTUKHU M DHAOCKOMHUH): KOMIIBIOTEPHBIM
tomorpad PHILIPS BRILLIANS 64 u marHutHO-pe3oHaHcHbId ToMorpad General
Electric HDxt Signa (momiaocTs 1,5-3 TC).

5. OO0l  wuccrnenoBaHuEe  MPOBOJAWIM TMPU  HAJUYMKM  TOKa3aHUM  C
UCTIOIB30BaHUEM ammaparypbl JHiedanan, Mumap-221-0,3/35-201, Mumap-23TI-
0,5/70-201, cpok uccieoBanus - B TCUCHHUE IEPBOM HEIEH Tociie Ae0r0Ta 3200 ICBaHHMS.

6. Onpenenenue  OJMHOHYKJICOTHIIHBIX  3aME@H B TeHax, KOTOpHIC
accolMupoBaHbl ¢ puckoM TpomOodwmmmu (Single nucleotide polymorphism, SNP).
NnenTudukamio HOCUTEILCTBA AJICIbHBIX BApPUAHTOB TEHOB MPOBOJMIIN TOCHE
MOATBEPKICHUS JUArHO3a UIIEMUYECKOTO NHCYIIbTA.

Bcero nocurensctBo SNP renoB 6s110 onpenenero y 154 MomoapIx B3pOCIbIX
36 nerelt, B 3aBUCHUMOCTH OT JOCTYITHOCTH METOJMKH Ha MOMEHT HCCIIC/IOBAaHUS Ha
6azax: Ummynosorudeckoit nadopatopuu 'bY3 CO «COKB Ne 1y (3aBemyroiast K.M.H.
[TapteuioBa E.A.), MLl «VYpanbckuii» (3aBeayromas jaboparopueir «l'emocrtas u
reHeTrka» byoOenmmkoBa M.A.); MIl «[apmonus» (3aBemyromas OTIEICHUEM
Ja00paTOpHON JTMAarHOCTUKU J.M.H., jAoueHT Bopomununa E.C.); MBY EKJI]
(pyxoBogutenb  jabopatopuu  [II[P-mmarmoctuku  AGpamoBa  T.C.).  bbuio
npoaHanu3upoBaHo 10 OMHOHYKJICOTHIHBIX 3aMEH: B T€HAX PETYJIUPYIOIINX TeMOCTa3!
F2: 20210G>A, F5: 1691G>A, FGB: -455G>A, F7: 10976G>A, F13: 103 G>T, ITGA2:
807C>T, ITGB3: 1565 T>C, PAI-1. -675 5G>4G (Bcero 8 TOYek); B TreHax



S7

peryimpyromux ToHyc creHku cocymoB: NOS3: 786 T>C, NOS3: 894 G>T (scero 2
TOYKH ).

Jlist moucka TOJMMOP(PU3MOB B TE€HAaX MCIOJIB30BAIMCh MAKEThl PEAaKTUBOB
«Kapauol'enetuka Tpombodunus» n «Kapauol'enernka ['unepronus» («HIIO JJHK-
Texnonorus», Poccusg) mno crangaptHodl Mertoauke. lcmonb3oBanach MeETOAMKA
nonumepaszHon 1enHoi peakiuu (I1L[P) B pexumMe peanbHOro BpeMEeHH B Mpernaparax
JIHK ocHOBHOM TpyIIbl M TPYIIBl CPAaBHEHUS, a4 TAKKE YYACTHHUKOB KOHTPOJIBHOMU
IPYIIIIBL.

Yactb  HWCCIIENOBAaHUM  HOCHUTENIBCTBA  MOJUMOP(PU3MOB  TI€HOB  ObLIM
npodrHaHCUpOBaHBI B paMkax rpanta POOU: Ne 13-04-96084 «U3ydyenue poiu
IPOKOATYJISIHTHBIX M HPOTPOMOOTHYECKHUX IMOJIUMOP(PHU3MOB T'€HOB B (POPMUPOBAHUU
NaTOJIOTMH YEJIOBEKA HA PAHHUX ATanax >KU3HU.

7. OreHKa akTHBHOCTH (pepMeHTa o-ranakro3uaassl win LysoGb3 B msarHax
cyxoi kpoBu (DBS), a Takke moaTBep:kaaroliee reHOTUIMPOBAHUE Y MALMEHTOB MPU
nojo3peHur Ha 0Oose3nr Pabpu Obum BeIONHEHBI B Hamburg University Medical
Centre (Metabolic Laboratory TamOypr, I'epmanus) u B @OI'BHY «Menuko-
reHEeTUYECKUN Hay4YHbIN IeHTp» (T. MockBa).

8. [To mokazanusim psiay narueHToB ¢ MM Ob110 IpOBEIEHO CEKBEHUPOBAHUE
reHoB A3243G, NOTCH3 u G13513A na 6a3e nabopaTopun HacJlIeICTBEHHBIX 00JIe3HEN
obmena Bemects ®T'BHY MI'HI[ PAH (r. Mocksa).

Bropoii 3Tam HayuyHON paOOTBHl BKJIIOYAT OIEHKY HCXOJa HIIEMUYECKOTO
WHCYJIbTa B OLIEHMBAaeMbIX Koroprtax. [lanMeHTbl OCHOBHOW Tpynmbl HaOJIOAATUCH
HEBPOJIOraMH 10 MECTY JKUTEJIbCTBA U MOJIYyYall TEPANUIO COTIACHO CTAaHIAPTY, a TAaKkKe
[Mopsinky nucnancepuoro Habmonenus (IIpukaz Munzapasa PO ot 21.12.2012 N 1344H
«O0 yTBepKICHUHU TOPSAIKA IPOBEACHUS TUCIIaHCepHOTo HaOmoaeHus») [47]. C nenbio
HAOJIOIEHUs], 1000CIEeIOBaHUS M OLEHKHA COCTOSHUS MAIleHTOB MOJIOJIOTO BO3pacTta
OBLIT OpTraHNU30BaH CIEIUATN3UPOBAHHBIN KOHCYIbTaTUBHBIN TpréM Ha 6aze MAY III'Kb
Ne 23 r. EkatepunOypra (mpuka3 YnpaiieHus 3ipaBooxpaHeHusi ropoja ExatepunOypra
Ne 115/46/35 ot 25.08.2016 r.). YdacTHUKU IpyNIbl CPABHEHUS HAOIIOIATNCh B paMKax

KOHCYJIbTATUBHOTO TMpUEMa [JIsl JeTed ¢ 1epeOpOoBacKyIIpHON MaToJorueil Ha
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romaakax Hesposiormyeckoro otnenenus 'AY3 CO OJKBb u MAY JAI'KB Ne 9 r.
ExatepunOypra.

Bcero nonyuens! nannsie y 246 naurentoB ¢ I Monogoro Bo3pacra u 47 geTeu;
K 3TOMY BPEMEHHU OT J1e0roTa 00JIe3HU y HUX Mpotwio oT 2 1o 11 jeT; cOop karamHes3a y
B3POCIIBIX MarnueHToB ctapToBaid ¢ 2012 u ¢uuummpoBan B 2020 roxy, y nerei
BpeMEHHOU nHTepBai coctaBmi ¢ 2015 o 2020 rox.

Bropoii aTan ObUT BRINOJIHEH KaK KOTOPTHOE MCCIIEIOBaHNE MPOrHo3a. B cBA3m ¢
TE€M, 4TO BCE MAIMEHTHhl HAOJIIOJATUCh MO CTAHAAPTHOMY AJITOPUTMY JIHUCIIAHCEPHOTO
HaOJII0JICHMS], B 3aJja4y HAIlleTO MCCJIEJAOBaHUs HE BXOJWJ aHAJIM3 ATOr0 Mpoliecca, a
OblJIa TOCTABJIEHA LIE€Jb OLEHUTh UCXOIbl 3a00JieBaHHs B 00ewX rpymnmax Ha (oHe
CYIIIECTBYIOIIMX CTAaHJAPTOB TEpanvu U BTOpUYHOU mpodunaktuku. Bmecte ¢ Tem, B
paMKax aMOyJIaTOPHBIX MPUEMOB OlLIEHUBAIACh KOMILJIAEHTHOCTh MAIMEHTOB (POAUTEIICH
— B IpYIINE CPaBHEHUs), OCYIIECTBIISICS KOHTPOJb 32 BHIMIOJHEHUEM PEKOMEHIAINM, a
TaK)Ke Ha3HA4YaJIOCh JIOMIOJIHUTENIbHOE 00CTIeI0BaHKEe MPU HEOOXOAUMOCTH.

Bo Bpemst 3TOro srama HamMu ObUT MBI MPOAHATM3UPOBAIM YACTOTY PELUIUBOB
COCYIUCTBIX COOBITMM W JIETaJbHBIX MCXOJOB, JAMHAMHUKY COMAaTUYECKOTO U
HEBPOJIOTUYECKOTO CTaTyCa YYaCTHUKOB OCHOBHOW TpYyMIbl M TPYIbl CPABHEHUS Ha
OCHOBAHHHU OIIPOCA U OCMOTpA MAIMEHTOB, OIICHKHU 110 mKajae MRS (MoIoibIe B3pOCIIbIC)
[273, 422]; npoBenéH aHanM3 MEIUIIMHCKON MOKYMEHTAIUH (aMOyiIaToOpHbIC KapThl
dbopma 025/y-04), Haurie UHBATUIHOCTH (B COOTBETCTBUE C IPUKA30M OT 29 CeHTSA0ps
2014 1. Ne 664H), oreHKa JaHHBIX JAOOPATOPHBIX U HMHCTPYMEHTAIBHBIX METOJIOB
uccnenoBanus, a Takke gaHHbix EMUAC (MenunrHckas nHGOpMalMOHHAS CUCTEMA),
BKJIFOYAsl CBEJCHUS O 3aHATOCTHU MAIlUEHTOB OCHOBHOM TPYTIIIBI.

Ha Tpernem 3Tame uccienoBanus Obuia chOpMHpOBaHA TpyMNa KOHTPOJS, B
KOTOpYIO BolLau 117 310pOBBIX YYaCTHUKOB OT 7 710 45 et 000uX M0JIOB, HE UMEBIIINX
B aHaAMHE3¢ TPOMOOTHYECCKHX COOBITHH JIIOOOH JIOKAIHM3allMH, a TakXe OeCIIoONus U
PENPOYKTUBHBIX MOTEPh. Y BCEX YYACTHUKOB TPYMIIBI MOJIYYCHBI 00pa3ibl KPOBU ISt
MPOBEICHUS] TE€HETUYECKOro0 aHalin3a, BCE OHU ObUIM MPOAHKETUPOBAHBI MO aHKETE

«['enerndeckue paxTopsl pucka Tpomobo3a...» [56].
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['pynma 6puta HaOpaHa METOIOM KOMHU-TIAP, TOUCK «IOAXOASIINX)» YYaCTHUKOB

npoxoauyli B MNCAUATPUYICCKUX H HCBPOJOTHMYCCKHUX OTACIICHUAX MW Ha HpI/IéMaX B

nomukianauke MAY HI'’Kb Ne 23, I'bY3 CO OIAKB Ne 1, MAY JII'KB Ne 9, MII

«I"apmoHuD.

I{I/IBaI‘/’IH TPCTHCIO JTaAlld: OJHOMOMCHTHOC aAHAIIMTHYCCKOC KPOCC-CCKIOMOHHOC

(OHHC&TCHBHOG) KOT'OPTHOC UCCJIICAOBAHUC.

B oOpa3max KpoBH yYaCTHUKOB KOHTPOJBHOW TPYMIBI MPOBEAEH MOMCK

OJHOHYKIICOTUAHBIX 3aMCH I'CHOB, PCTYJIMPYIOIIUX I'EMOCTAa3 U PCTYINPYIOINUX TOHYC

CTCHKH COCYAOB B YKAa3aHHBIX BBIIIC Ha60paTOpHBIX HCHTpAax.

Tabmuua 1 conmepxutr mHpopmanuioo 00 00bEME HMHPOPMALMH, TMOJIYYEHHOU Y

MACHTOB M BKIIIOYEHHBIX B aHAJIN3 IIpu 06pa60TKe JaHHBIX.

Tabnuna 1 — KonudecTBo enuuuil nHGOpMaIuu, BKIIOYEHHBIX B aHAIHN3

UccnenoBanue KonuuectBo enunui undopmauu Bcero
['pynmsr 427
OcHoBHas | CpaBHenus | KoHTpons
(n=256) |(n=54) (n=117)
NucTtpymeHTalibHbIE 00CTIEA0BaHUS
KT w/unmu MPT ronmoBuoro mo3ra 256 68 0 324
Y3/, Birouas pesxum 256 54 0 310
MUKPOIMOOJIOACTEKIINHT
200 13 54 0 67
OKT', BkiIto4asi CyTouHOe 256 54 0 310
MOHUTOPHUPOBAHUE
OxoKTI 256 54 0 310
JlaGopaTtopHbie METOANKH
OO6mmit ananu3 kposu (X 3) 669 141 0 364
Onenka remocrasa (x 3) 768 162 930
CocTosiHUE TUITUIHOTO OOMeHa 929 92 0 1021
YpoBeHb IITIOKO3bI 256 54 0 310
AHanu3 JIMKBOpa 0 11 0 11
YpoBeHs 1akTaTa 256 54 0 810
AKTHBHOCTB 0L — TAJIAKTO3U/1a3bI 256 54 0 310
AntrdodhonunuI-CKpruH 256 54 0 310
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[Tpomomkenue Tadbmmibl 1

MornekynsspHO-TeHETHUECKOE 00CIIeIOBaHNE
['enbr- FGB: -455G>A 462 108 351 921
perynaropel | F2: 20210G>A 462 108 351 921
reMocTasa F5: 1691G>A 462 108 351 921
F7: 10976G>A 462 108 351 921
F13: 103 G>T 462 108 351 921
ITGA2: 807C>T 462 108 351 921
ITGB3: 1565 T>C 462 108 351 921
PAI-1: -675 5G>4G 462 108 351 921
['enbr- NOS3 786: T>C 108 66 195 369
perymsatopsl | NOS3: 894 G>T 195
COCYIUCTOM 108 66 369
CTCHKHU
HOKaSaT?J]I/I MOTEPSHHBIX JIET 129 0 0 129
3I0pOBOM KU3ZHU
OneHka S5KOHOMHUYECKUX MTOTEPh 129 0 0 129
Enununn uccnegosanus, utoro 13751

YeTBEpTHINA 3Tam COCTOAN W3 HAMOJHEHUs 0as3bl JaHHBIX, B KOTOPYIO ObUIH
BKJIIOYEHBI BCE CBEIEHMS Kak O manueHtax ¢ MM u3 OCHOBHOM Tpynmbl M TPYMIBI
CPaBHEHMs, TaK U pE3yJbTaTbl HCCIECIOBAHUSA KOHTPOJIBHOW rpynnsl. bpuin
NOCJIEIOBATENbHO 00OOUIEHBl U CHCTEMATH3UPOBAHBI IMOJYYEHHBIE pE3ylbTaThl, Ha
OCHOBAHMH KOTOPBIX ObljIa HaIMCcaHa Hay4YHO-KMCCIIeI0BaTENbCKas padoTa.

Bce mnomydenHble pgaHHblE ObUIM TMPOAHATU3UPOBAHBI C HCIHOJIb30BAHUEM
CTAHJAPTHBIX METOJIOB OIMCATEIILHON U AHAIMTUYECKON CTATUCTUKH.

Cratuctuueckass oOpaOoTKa JaHHBIX OCYIIECTBISIACH C IMOMOUIBIO ITaKETOB
nporpamm  STATISTICA 10.0 u SPSS 16. Ilpu Hamuuuu pacnpenencHus,
OTJIMYAIOUIETOCS OT HOPMAJIBHOTO, IAHHBIE MPEICTABIISUIMCH B BUAE MEINAHbI 3HAUYEHU I
U MEXKKBAapTWIbHOrO uHTepBana [Me (25%; 75%)]. ug comoctaBieHUd Tpymi 1o
Ka4EeCTBEHHBIM M KOJIMYECTBEHHBIM MPU3HAKAM HCIIOJIb30BaJICS HenmapaMmerpuueckui U-
kpurepuii ManHa-YutHu. [l CpaBHEHMS IIOKAa3aTelle KadyeCTBEHHBIX ITPU3HAKOB

IIPUMEHSUICS. KPUTEPUM XHU-KBAApaT. AHAIN3 CBSA3U ABYX INPU3HAKOB OCYLIECTBILSICA C
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IOMOUIBI0 HEMapaMeTPUUECKOr0 KOPPEJSIMMOHHOrO aHanu3a no meroxy Crnupmena.
[IpuHATBIA ypOBEHB JOCTOBEPHOCTH OTPHULIAHMS «HYJIEBON» THIIOTE3Bl COCTABIAN HE
MeHee 95%. Paznuuust cuuTany CTaTUCTUYECKU 3HAYMMBIMU IIPU TOCTHKEHUHU YPOBHS P
<0,05.

JUis ymydineHusl MpoLEeCCOB paclo3HaBaHUS MPU MaTeMaTU4YecKOW 00paboTke
JAHHBIX U TIOCTPOEHUS MPOTHOCTUYECKUX MPaBUi ObljIa MCIIOIB30BaHA IIKaja CTENECHU
BJIMSIHUS TIPU3HAKA TIO ClIeayromel 0auibHOl cucTteMe — yeM Ooiblie Oai, Tem Oosee
CIWJIBHOE BIIMSHHUE OKa3bIBaeT MoBpexjarommil ¢gakrop. Tak 3a «3» ObUIO NPUHATO
YCIIOBHO TSDKENO€ WM MAaKCUMAJIbHO BBIPAKEHHOE ATOJIOTUYECKOE BO3ACHCTBHUE; 32 «2»
— YCJOBHO CpEIHEH CTENEHU TSKECTH; OJIarornoiaydHOe WIM HEHUTPAIBbHOE BIIMSHUE
OLIEHUBAJH B «1» Oaii.

Hanpumep, mpu BKIIOYEHUH B aHAJIU3 CBEJEHUIN O HOCUTEIBCTBE NOJIUMOP(PU3MOB
B IeHaX CBEPTHIBAIOIIEH CUCTEME KpOBM B 3 Oaija OLICHMBAJIM MATOJOTUYECKHIA
TOMO3UTOTHBIA BapuaHT reHa; B 2 Oajljja €ero reTepo3uroTHOE CocTosiHue U B 1 Oamn —
HOCHUTEJIBCTBO JUKOT'O AJIJIEIbHOTO BapUaHTa IeHa.

[TocTpoeHne MPOrHOCTUYECKUX MPABUII ObLIO PEATM30BAHO CIICAYIOIUM 00pa3oM:
B IpyNmax, B OTHOUIEHUH KOTOPBIX CTPOMJICS MPOTHO3, IPOBOAWICS OTOOpP CTATUYECKU
3HAYMMBIX [PU3HAKOB. 3aTe€M METOJOM JIMHEWHOIO JAMCKPUMUHAHTHOTO AaHaJIN3a
BBIUJICHSUIACh Ta KOMOMHAIMS TPU3HAKOB, KOTOpas (OpMUpOBajia pelaroiiee npaBuio.

Tunosas ¢opmysa nporHo3a BeIMJIsAAENA CAEAYIOMNUM 00pa3oM:

WITN = b0 + blVarl + b2Var2 +...bkVark, (1)

rae  UIIN — uHTErpaTUBHBIN IPOrHOCTUYECKUN UHIEKC;

K — 4rci10 nIpr3HaKoB,;

Var0, Varl, Var2,... Vark — 3HaueHus MPU3HAKOB JIsi KOHKPETHOTO OOJILHOTO;

b0, bl, Db2,.. bk — xko3dpduiMeHTHI NPU3HAKOB, TOJIYYCHHBIC MyTEM
JTUCKPUMUHAHTHOTO aHaIn3a.

B kax1oM mporHocTUYecKoM IpaBuiie ObUIH MOMYy4YeHbl CBOU AaHHbIe g Varo,
Varl, Var2,.. Vark mns mojacTtaHOBKH, KOTOpbIE MOTIJIM OBITh HCITOJIB30BAaHBI IS

KOHKPETHOI'O IMallCHTA C JUArHOCTUPOBAHHBIM nn nin 0e3 Hero.
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HtoroBas cymma B ykazaHHoi (popmyrne nmpunumana 3nauenue MIIM<0, Ttorma
OO0JBHOT0 OTHOCWIIM K 01HOM rpymnne, eciu UIIN > 0, To Kk 1pyroi.

Hamu Tax>ke BBINOJIHEH pacyET BEPOSTHOCTH OMIMOOYHON KilacCU(UKAIUU — TaK
Ha3bIBAEMOW HaJAEKHOCTU MPOTHO3a, IO PE3yJIbTaTaM KOTOPOU BEPOSITHBIM OOJIbHON U3
OJIHOM TPYMIBI MOT MOMACTh B APYTYIO U HA00OPOT.

Jlist perienust 3a1a4 KiaccUUKAIMU U IPOTHO3UPOBAHMS TaKkKe ObLT IPUMEHEH
MeTOoJT JepeBbeB perrenuid (decision trees). B manHOM MeToJie yYHTBHIBAIMCH Kak
JUCKPETHBIE, TAaK U HENIPEPhIBHBIE 3HAUCHUS [l IEPEMEHHBIX. J[epeBo ObLIO «M3yUeHO»
pa3zieJIeHueM HUCXOJHBIX HAaOOpOB IMEPEMEHHBIX HA IMOJMHOKECTBA, OCHOBAHHBIE Ha
MIPOBEPKE 3HAYEHUW MTPU3HAKOB. ITO IEMCTBUE MOBTOPSIIOCH HA KAYKJIOM U3 IMOJYYEHHBIX
IIOJIMHOXECTB. Pexypcus 3aBepImiIach TOraa, KOrjaa HoJAMHOXKECTBO B y3JI€ HUMEJIO TE Ke
3HAYEHUS LIeJIEBOM NIEPEMEHHON U HE TOOABIISIIO IEHHOCTH JIJIs Tpencka3zanuid. [lepBbrit
y3€J1 IepeBa SIBISUICS Y3JIOM IIPOBEPKH, T. €. ycJIoBUEM. [Ipu OJI0OKUTEIIBHOM OTBETE Ha
BOIIPOC OCYILECTBIIUICA IIEPEXOJ K JIEBOM YaCTH JEpeBa, HA3bIBAEMOM JIEBOM BETBBIO, IIPU
OTPULIATEIBLHOM — K MPaBOM YacTH JAepeBa. TakuMm oOpa3oMm, BHYTPEHHUM y3el JepeBa
CTaJI y3JIOM MPOBEPKH ONPENEIEHHOTO YCIOBUA. 3aTEM IIEN CIEIYIOLMN BOIPOC U T. 1.,
TIOKa He ObUT JIOCTUTHYT KOHEYHBIH y3el fAepeBa (y3er pemeHus).

C yuéToM MOCTaBJIEHHBIX 3a/lad HCCIEAOBAaHHS HaMU Oblia MPOBEIEHA OLIEHKa
COLIMAJILHOIO OpEMEHU U 3KOHOMUYECKHUX NOTEPh MHCYJIbTa B OCHOBHOM IpyIIIIe.

bbumn paccunTaHbl MOKazaTtenu: MHTErpaibHbli nokaszareas DALY (Disability-
Adjusted Life Years wau TII'3)K, morepsiHHbIE ToAbl 310poBOM km3HM) [1] — mms
KOJIMYECTBEHHOM OLICHKU TMOTEPSHHBIX JIET >KM3HU B PE3yJbTaTe MPEexACBPEMEHHOTO
HACTyIUIGHUsT cMepTh W uHBamuaHoctd. DALY mpexacraBmser coboit  cymmy
MOTEHIUAJIBHBIX JIET XKU3HM, YTPAUYCHHBIX M3-3a NpexkaeBpemMeHHoi cmeptu (YLL —
Years of Life Lost unu 11K — moTepsiHHbIE TO/BI )KU3HU), U JIET HETPYIOCITOCOOHOCTH
(YLD — Years Lived with Disability nimu I'YT — roasl yrpadeHHO# TPyI0CIOCOOHOCTH).
Onun DALY »>KkBHBajJICHTEH MOTEPE OJHOTO roja 310pOBOM KU3HH.

HpI/IHHTa}I (bopMyna JJIA BBIYMCICHHUA 3TOT'0O ITOKa3aTCIA:

DALY = YLL + YLD, )
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ITokazarens YLL paccuuthiBainicsa Kak koquuecTBo cmepTeit (N), yMHOKEHHOE HA
o0IIiee YMCiIo MOTCHIIMAIBHBIX JIET KU3HH, TIOTEPSHHBIX B pe3ynbTate cmeptu (LL nmu
III', YLL =) N x LL, rne N — aGcontoTHOe yucio ymepiux; LL — He10KUThIe TOIbI.

[ToTeHlMaIbHBIE TOABI )KU3HU YCTAHABIUBAIUCH MHIAUBUIYATBHO JUISI KaXKJIOTO
YMEpPUIETrO MalMeHTa ¢ YYETOM €ro rojia pOXKIACHUA U 0KUIAEMON MPOJOJLKATEIIBHOCTH
’KU3HU B To7 cMepTH [48, 422].

Pacuér moxkasarens YLD mpoBomuiics ¢ yuérom otmanéHHoro (Oonee 2-X JiEeT)
ucxona MU, xorga BoCcCTaHOBJICHHE YTPAYEHHON TPYIOCHOCOOHOCTH MPEICTABISIIOCH
MaJIOBEpOSITHBIM. BecoBble  WHIEKChl OOJIE3HW PACCUUTHIBAINCH HAa  OCHOBE

amantupoBanHoit Mmeroauku GBD (Global Burden of Disease) [413, 422]:

YLD =nx T3 x I3, (3)

rae N — KOJIMYECTBO ClIydaeB 3a00JIeBaHMUS;
T3 — cTenens TsHKeCTH 3a00JI€BaHNSI OTHOCUTENIBHO TPYIO0CIIOCOOHOCTH;
3 — cpenHss JIUTEeNbHOCTh 3a00J1€BaHUs 10 BBI3IOPOBIICHUS WU CMEPTH.
Onnako B HameMm ciaydae 3a J[3 Takke NOPUHUMAIUCh TOJbl OXHAAEMOU
MPOJOTIKUTETLHOCTH KU3HU, a T3 y ATON TpyMIbl MAIMEHTOB BCErja MPUHUMAIOCH
paBHBIM | (YUUTBIBasi CTOMKYIO HETPYIOCIOCOOHOCTH B OT/IAJIEHHOM MEPCIIEKTHUBE).
ITorepu BBII paccuuteiBamuch Kak mpousBeaeHue mnokazatenss DALY wu
nokazarens BBII na aymy HaceneHust v mokasbiBaii 00beM noTeHnuaibHoro BBII,
HEMPOU3BEAEHHOTO U HEIOMOIYUYEHHOTO BCIEACTBUE MPEKICBPEMEHHON CMEPTHOCTH U

HeTpyaocnocodonoctu [42].
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I'napa 3.
AHAMHECTUYECKUE, KIMHUYECKHUE U JIABOPATOPHBIE
XAPAKTEPUCTUKHU TEYEHUSA NIHEMHUYECKOI'O UHCYJIBTA
Y HAIITMEHTOB MOJIOJIOT'O BO3PACTA U JIETEN

3.1 OcobenHoCcTH reMO(PUIBHOTO U TPOMOOTHYECKOI0 aHAMHe3a

Y NaMMEHTOB ¢ MIIEMUYCCKUM UHCYJIbTOM

256 manMeHTOB B OCHOBHOW W 54 B Ipynmne CpaBHEHHsS ObUIM OMNPOIIEHBI C
NOMOILIBIO aHKETHI MpoToKojia Bceepoccuiickoro peructpa «l'enetmueckue (paxTopbl
pucka TpoM0O3a y JKWTEIEeH, MpOoXKHUBAIOUMX Ha Tepputopun P®d, kiamHHUeckoe
dbeHoTUNnMpoBaHUE M TPOMOOMPOPHUIAKTHUKA TPOMOOIMOOIUUECKUX OCJIOKHEHUI B
oHTOreHe3e» [56]. Pe3ynpraThl HACIEACTBEHHOH MPEAPACIIONOKEHHOCTH K COOBITHAM

WIIEMHYECKOTO H/HIIN IreMOpPparund4cCKoro CIriICKTpa npcacTaBJICHbBI B Ta6JII/IIle 2.

Tabmuma 2 — CaefeHuss O NPEAPACHOIIOKEHHOCTH K TeMOPPArddyecKuM W/Uiu

TPOMOOTHUYECKUM COOBITHSIM Y TIAIIMEHTOB J0 J1e0I0Ta MHCYJIbTa

IToxazarens B3pocisie, n=256 Hetn, n=54
n % n %
KpoBOTOUMBOCT Y pOACTBEHHUKOB™ 4 1,56 7 12,69
Tpombodiedur B anamHe3e 2 0,78 0 0
TOJIA 0 0 0 0
Tpom603 cocy10B ceTyaTKu 3 1,17 0 0
ApTtepuanbHbiii TpoM0O03 B/K U H/K 0 0 0 0
TpomMO0361: ipu OHKO3a00ICBAaHUAX * 1 0,39 3 5.5
IPY 3aHATUSX CIIOPTOM 0 0 0 0
Ha (hoHE MpuéMa KOHTPAIICTITUBOB 3 1,17 0 0
BO BpeMsi O€peMEHHOCTH 0 0 HII HII
[Ipu neyennn renapuHoM 0 0 HII HII
I'emopparnueckuii anamMHe3 5 1,95 1 1,85

[Ipumeuanue: * — p<0,05 npu cpaBHEHUH AAHHBIX y YYACTHHUKOB OCHOBHOM M
rpynnsl cpaBHeHus; HII — He npumeHnMoO; B/K — BEpXHHE KOHEYHOCTH; H/K — HUKHUE

KOHCYHOCTH.
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Takum O6p330M, JAOINOJHUTCIIbBHOC AHKCTUPOBAHHC I10KA3aJI0 KaK OTCYTCTBHUC
CYmCCTBCHHLBIX OTJIMUMHI MCKAY HCCICAYCMBbIMH TI'pylIlaMu B LECJIOM, TaK U TO, YTO
npeapaciioIO’KCHHOCTH K TpOM6OTH‘{€CKI/IM COOBITUSIM B aHaMHE3€ Y MOJIOABIX

MAlUEHTOB U JICTeH MPaKTUYECKU HE OBLIO.

3.2 llonmyIAUMOHHBIE XaPAKTEPUCTUKHU I'PYNIIbI NANMEHTOB

C OCTPbIM HAPpYIICHHUEM MO3I'0BOI'0 KpOBOOﬁpaﬂleHI/Iﬂ

B ocHoBHO¥ rpymme (256 nanueHToB B Bo3pacTe 18—44 5iet) u B rpynne cpaBHEHHS
(54 pebGénka B Bo3pacte 7—17 ner) Oblna MpoBeIeHa OLEHKAa BO3PACTHBIX U TMOJIOBBIX
OCOOCHHOCTEM, JTaHHBIX aHaMHe3a M KIMHUYECKOM KapTUHBI, YaCTOThl PELUIUBOB
TpoMOOTHYECKUX cocTosiHUM U U, a Takxke neTanbHbIX UCXOOB.

[Ipu onienke pacnpeeneHus: 60JIbHBIX MO MOy MOJIYYEHO TOCTOBEPHOE pa3Inyune
TOJIbKO B OCHOBHOM T'pYTIINE: MyXK4MHbBI cocTaBuiin 57,81% (N=148), sxenmunsl —42,19%
(n=108), p<0,05. B rpymnme cpaBHEHHS JTOCTOBEPHOrO MpPeOOIaTaHUs IO IOJIy He
noay4eHo: mansunku — 61,1% (n=33), nesouku — 38,9% (n=21), p>0,05.

Cpennuii Bo3pact M1 B ocHOBHOU rpymme coctaBui 35,87+0,47 ner, B rpymime
cpaBHeHus — 11,34+0,42 ner.

YacTtoTra penuIMBHPOBAHUSA Yy HAIIMX NAIMEHTOB 3a(UKCHUPOBaHA HA YPOBHE
18,36% (n=47) u 27,77% (N=15) 111 OCHOBHOW W TPYIIIBI CPABHEHHSI COOTBETCTBEHHO,
p>0,05.

Ucxon nepenecénnoro OHMK B 0OCHOBHOH rpynmne OLIEHUBAICA MO IIKAJIE
Psukuna (Modified Renkin Scale, mRS), a Takke 1Mo HaJIWYUIO HMHBAIUIAHOCTH Y
BBDKHUBIINX MMAIIMEHTOB (B 00€HX Tpynmax).

NuBanuaHocTs npucBoeHa 23,43% (n=60) u 38,80% (n=21) nmaureHTaM OCHOBHOM
U Tpymnnbl cpaBHeHHUsT cooTBeTcTBeHHO (P>0,05). Ilpn 3TOM CTEneHbh MHBAIUIHOCTH B
OCHOBHOW TpYIIIe pacmpenenuiach cieayommuMm oobpasom: | rpymma mpucBoena 11
(18,33%), 11 — 23 (38,33%) u Il — 26 (43,33%) naruenram. CtaTyc HHBaJIMIa B 00eUX
TpyIIax MaMeHTOB HE 0053aTebHO OBLIT OMpeNenéH B CBS3H C HEBPOJIOTHYECKUM

3a00JI€BaHUCM: Y TPpOHUX MOJIOABIX B3POCJIbIX ITAIIMCHTOB HpI/I‘{I/IHOﬁ IMPHUCBOCHUS I'PYIIIIbI
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MHBAJIMIHOCTH SIBUJICS CaxapHbld [uabeT, y OJHOM NAaIMeHTKH — IMCUXHYECKOe
PacCTpONCTBO, €€ Y JBOUX MALIMEHTOB — MATOJIOTUS CEPACYHO-COCYAUCTON CUCTEMBI. B
TpyIIe CPABHEHUS JBOUM JICTSM KaTErOpHs WHBATUIHOCThH ObLIa MPUCBOCHA B CBSI3U C
Oone3npio Moiisi-Moiisi, onHOMYy peOEHKY MO TOBOAY XPOHHUYECKOW IMOYEYHOU
HEIOCTAaTOYHOCTH, OJJHOMY — IO MPOOTIEPUPOBAHHOMY BPOXKIEHHOMY TIOPOKY Cep.lIa.

JletasnibHOCTB 3a Bpemsi HaOmtoAeHus coctaBuia 8,98% (n=23) u 1,85% (n=1) ana
OCHOBHOM W TPYIIITBI CPaBHEHUS cCOOTBeTCTBEHHO (P>0,05).

Takum 00pa3oM, HIIEMHUYECKHE HHCYJIbTHI B MOJIOJIOM M JAETCKOM BO3pacTe
XapaKTepU3yIOTCs  JOCTAaTOYHO  BBICOKMM  YPOBHEM  PEIMIWBHUPOBAHHS,  IPH

OTHOCHUTCJIbHO HCBBICOKOM PUCKC MHBAJIWAU3ALNN U JICTAJIIBHOCTH.

3.3 Knuanueckas XapaKTEPpUCTHKA HIIEMUIECCKOI0 HHCYJ/IbTA

B OCTPOM nepuojae 600J1e3HU

B ocHOBHOW rpynme MOJIOAOTO HMHCYJbTa JAE€OIOT  HEBPOJOTMYECKOU
CHUMITTOMATHKH COCTOsICS Ha oHe Buaumoro omarononyuuns (95,70%, n=245). B To xe
Bpems y 24,07% (n=13) narueHTOB IPyIIibl CPABHEHUS 3aUKCUPOBAHBI MH(EKIIHOHHO-
BOCHIAJIMTENIbHBIC TpOsiBIICHUs (TPaH3UTOPHOE TMOBBINICHHE TEMIEpaTyphl Tela,
KaTapajabHbIC SIBICHUS U T.J.) WU (PakT TpaBMaTu3anuu (majeHue, yaap mo rojiose 6e3
OUYEBUIHBIX TPU3HAKOB UYEPEITHO-MO3TOBOM TpPaBMbl) HEMOCPEACTBEHHO Tepel WU
HakaHyHe MaHu(pecTaruu cumnromon UU.

Kak mpaBwio, B mepBble AHM TOCHHUTAIU3AIMU y TMAIMEHTOB O0EWX TPy
perucTpupoBajach Kak OOIIEeMO3roBas, TaK M OdYaroBas HEBpPOJOTHYecKas
CUMITOMAaTHKa. MeHHUHreajabHble CHUMITOMBI HE OBUIM HaWJEHbI HU y KOTO U3
Y4aCTHUKOB OCHOBHOW T'PYIIIBI U TPYIIITBI CPAaBHEHUSI.

OuaroBas cuMnTOMaThKa ObUIa TpEACTaBlIEHA MPEXIE BCEro Mape3aMu H
napajuyaMu KoHeyHocTed. CBeleHusl 0 CUMITOMAaxX M CHHJIPOMax MOpaXeHHUsI HEPBHOM
CUCTEMBI, BBISIBJICHHBIE IIPU OLIEHKE HEBPOJIOTMYECKOTO CTaTyca MAalMEHTOB B IEPBbIC

JTHU OOJIC3HU MPEACTABJICHBI B TaOHIE 3.
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Tabmuna 3 — Benymue HeBposjoruueckue cUMOTOMBI y mamnueHtoB ¢ WU mpum

INOCTYINICHUHU B CTaAllMOHAP

CuMnTomaTHka OcHoBHas I'pynma cpaBHeHUS
rpymnmna

n % n %
['onoBHas 00b 100 39,06 22 40,74
CHmKeHHEe YPOBHS CO3ZHAHUSA™ 16 6,25 27 50
BecTn6yno-Mo3:KeuKOBBIN CHHAPOM 110 42 96 20 37,03
LleHTpanpHBIN MTapannd, mape3 199 | 77,73 34 62,96
CynopoxHbIii cCHHAPOM™ 9 3,51 10 18,51
Adazum, tuzapTpun 103 39,77 22 46,81

[Ipumeuanue: * — p<0,05 npu cpaBHEHUH MAHHBIX y YYACTHUKOB OCHOBHOM

TPYIIIbI CPABHEHUS.

OOpaimaer BHMMaHWE, UYTO B TpYIINE CpPaBHEHHUS JOCTOBEPHO dallle
perucTpupoBanach OOIIEMO3TOBas CUMIITOMAaTHKa (M3MEHEHHE YpPOBHS CO3HAHUS U
CYJOPOXHBIH CHHJIPOM) B Je0r0Te 3a00jeBaHUs MPU OTHOCHUTEIHHO COIOCTaBUMOM
4aCcTOTE OYaroBbIX MPOSIBICHUM.

VY ydacTHMKOB 00eux rpynn ObLJIO OTMEUEHO NpeoljaaHue MPaBOCTOPOHHUX
nape3oB: 119 (59,80%) nns npaBo- u 80 (40,20%) nist 1EBOCTOPOHHUX FEMHITAPE30B B
ocHoBHOU rpynmne; 21 (61,76%) u 11 (32,35%) COOTBETCTBEHHO MPABO- U JIEBO JJIs
JeTel W3 TPYIIbl CpaBHEHMsS; TeTpamape3 ObUT BBISBIEH TOJbKO y 2 nereir ¢ MU
(5,88%).

C uenpl0 OIEHKH TSKECTH HHCYJIbTA, BBIPAKEHHOCTH U JUHAMUKHU
HEBPOJIOTUYECKOW (0YaroBoil) CHMITOMATHUKH, TMAIMEHTHl OCHOBHOUW TPYIIIBI ObLIN
npoaHanu3upoBanbsl 1o [llkane TsokecTH wuWHCynbTa HallMoHAIBHBIX HWHCTUTYTOB
smopoBbsi  CIIIA (NIHSS, National Institutes of Health Stroke Scale) [286],

moauuimpoBanHoi mkaise Paukuna (Modified Renkin Scale, mRS) (Ta6nuua 4 u 5).
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Tabnuna 4 — Pe3ynbTaThl ONEHKU TSKECTH U KIMHUYECKOW KApTHUHBI MHCYIbTa TpPU

MOCTYIUICHUH | MPH BhIACcKe (N=241)

bamer mo NIHSS 0-7 8-15 16 u 6osee

Yucmo HaIEHTOB npu | 152 (59,37%) | 61 (23,82%) 28 (10,93%)
OCTYIUICHUH
Yucno marueHToB mpu Beiucke | 199 (77,73%)* | 32 (12,50%) 10 (3,90%)*

[Ipumeuanue: * — p<0,05 npu cCpaBHEHHH [AaHHBIX Y YYAaCTHHKOB B JUHAMUKE

npeObIBaHUS B CTALIMOHAPE.

Tabnuua 5 — /luHaMuKa cOCTOSIHUS TAIMEHTOB B OCHOBHOM IpyIINE MPU NOCTYIJIEHUU U

npu Beinucke (N=248)

bamn mo mRS 0 1 2 3 4 5 6
[Tpu 3 10 44 96 59 36 0
noctymiennn | (1,17%) | (3,90%) | (17,18%) | (37,50%) | (23,04%) | (14,06%)
[Tpu BBITINCKE 10 100 57 50 24 7 0
(3,90%) | (40,32%)* | (22,26%) | (19,53%)* | (9,37%) | (2,73%)

[Ipumeuanue: * — p<0,05 npu cpaBHEHUM NIAHHBIX Y YYAaCTHUKOB B JHMHAMHKE

npeObIBaHUS B CTAlIMOHAPE.

Onenka o mrkanae MRS mpoBoauIack TOIBKO B OCHOBHOM TPpyTIIE, T. K. HA MOMEHT
MPOBEICHUS UCCIEAOBAHMS ATa IIKalIa HE MPUMEHSJIACh PYTUHHO B JETCKOM MPaKTHKE.
XOpOIIMM BOCCTAaHOBIIEHUEM CUHTAIIOCH TOCTH)KEHUE MAI[MEHTOM YPOBHS 2-X 0ajioB U
HIKE 1o mKaie MRS, oyens xopomuM - ypoBHSI oHOTrO Oamia u Huxe. Kpome toro,
OlLIEHMBAaJIaCh JMHAMHKAa BOCCTAHOBJICHUA (yMEHblLIEeHHE Oaiia mo mkaize MRS Ha 2
Oaiia u 6osee).

Xopolee BOCCTAHOBICHUE MPOAEMOHCTPUPOBAIM B OCHOBHOM rpymnme 154
(60,15%) manmienTa, Ipyu TOM 3HAUYUTETHLHYIO TMHAMHUKY BOCCTAHOBJICHHUS (OOJIBIIE, YEM
2 6amna no mkane MRS) — 147 (57,42%) u3 HuX.

OOpamjaer BHMMaHHE OTHOCHUTEIBHO OBICTpas TMOJOXKHUTENbHAsS JUHAMHKA

COCTOSIHUS ITALIUEHTOB B OCHOBHOM I'PyNIIE B OCTPOM IEPUOAE UHCYJIBTA: YUCIIO TEX, Y
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Koro 3HadeHue mo mkaramMm MRS u NIHSS cooTBercTBOBaNO NErKO# CTEMEHN THKECTH
WHCYJIbTAa JOCTOBEPHO YBEJIMYMIIOCH K BBIIMCKE U3 CTALIMOHAPA.

B ocHoBHOI rpynme dyepe3 oTaeneHne HHTeHCUBHOM Tepanuu win PAO mpoiio
100% mammentoB (N=256), omHAKO TOMOOHAS MapIIPyTH3ANUS MPEUMYIICCTBEHHO
omnpenensuiock cymectByromumu ¢ 2012 roga [opsinkamu oka3aHus TOMOIIU MAIIMEHTaM
¢ OHMK (IIpuka3z M3 PO ot 15 Hos6ps 2012 1. n 9281 06 yrBepxknenun [lopsnka
OKa3aHMsI MEJMIMHCKOM MNOMOUIM OOJBHBIM C OCTPBIMH HAapyLIIEHHUSMH MO3TOBOIO
KpoBooOpartenus) [55].

W3 Bcex manmenToB, nporreamux yepe3 PAO, UBJI nposogumacek 1,5% (n=4). B
rpyImIe JEeTCKOro MHCYJIbTa Yepe3 OTACJICHHE MHTEHCHBHOW Tepamuu win PAO Obut
NPOBENEH KaXIbIH TpeTuid marueHt, y 12,96% (N=7) nosBuiach HEOOXOIUMOCTH B
npopenennn MBJI. Takum o00pa3oM, pHUCK HEOOXOAMMOCTH MPOTE3UPOBAHUS
JbIXaTeIbHBIX QYHKUIUNA IPU UHCYJIBTE B JETCKOM Bo3pacTa JoctoBepHO Bbimie (Ol =
9,38, 95% CI: 2,57-34,20, K® = 0,0006).

B nenom, B ocTpoM nepuoe UIIEMUYECKUA MHCYJIBT Y MALIMEHTOB KaK B MOJIOJIOM,
TaKk U B JETCKOM BO3pACTE€ XapaKTE€PU30BAJICS OTHOCUTEIBHO TKEIBIM COCTOSHHEM,
TUMIAYHON KJIMHUYECKOW KapTUHOW ¢ MpeoOsialaHueM O4YaroBOM HEBPOJIOTHYECKOU
cuMmrroMatukd. CTOUT OTMETHUTh, YTO B JETCKOM BoO3pacTe Je0rT 00JIe3HU
XapaKTepU30BaJICs JOCTOBEpPHO O0jee BBICOKUM PHUCKOM pPa3BUTHSA CYAOPOKHOTO

CUHJIpOMa, U3MEHEHUS YPOBHS CO3HaHUs U HeoOxoaumoct B UBJI.

3.4 Pe3yabTaThl J1200PAaTOPHOT0 M HHCTPYMEHTAJIBHOI0 00C/I€10BAHMS MAIlUEHTOB

B OCTpeﬁmeM H OCTPOM ImepHoOoaaAX HIIECMHUYIECCKOI0 HHCYJIbTA

ConepxaHue, a TakKe€ BpPEMEHHbIE pPaMKHU TMPOBEAEHHBIX Ja0OpPaTOPHBIX U
WHCTPYMEHTAJIBHBIX METOJOB HMENM pa3jIiiyus y NAlUEHTOB OCHOBHOW TIpyHmbl U

rpynisl cpaBHeHUs. JlaHHbIE, JOCTYITHBIE K COMOCTaBIEHU IO, IPEACTaBICHBI B TAOIMIIAX

6-11.



70

B obeux rpymnmax Bu3yanu3anus 0Opu MocTyluieHud npoBereHa y 100%
nareHToB. Ouar uHpapkra oOHapy)eH y 73 u3 256 Momoabix B3pocibix (28,51%) u'y
6 (16,67%) nereit (p>0,05).

B cooTBeTcTBHE C mMpe3eHTalMel KIMHUYECKUX CUMITOMOB U MO pe3yibTaTam
Jy4yeBOW JMArHOCTUKM B OCHOBHOM TIpynmne ObUM BepUHUIMPOBAHBI CIECAYIONINE
OacceilHbl MIIeMUYeCKUX WH(GApPKTOB: BHYTpEHHsA coHHas aprepus 55,08% (n=141),
BepTeOpalIbHO-0a3MLIApHBIA Oacceiitn — 26,17% (n=67). B 18,25% cmnydaeB (N=48)
BBISIBIISJIOCH COUETAHHOE TIopakeHue. B rpyrine cpaBHEeHUs! BHYTPEHHSSI COHHAs apTepust
Kak Oacceiin nmokanuzanuu WU 3apeructpupoBan y 68,52% (n=37), BepTeOpaibHO-
OasmLapHbIi OacceiiH — y 24,07% (n=13), coueranHoe mopaxkenue —y 7,41% (n=4)
JETEN.

Kpome ouaroB mHpapKTOB, MpHU HEHPOBU3YAIH3AIIMN Y HAIIUX TAIUCHTOB OBLIH

BBISIBJICHBI U ClIeAyIonue «Haxoakm» (Tabnuma 6).

Tabmuma 6 — JlanHbIe HEWpOBU3yaIM3allMd B Tpynmnax (KpoMe cBeaeHH o (pokycax

nH(}apPKTOB)

PesynbTaThl OcHoBHas ['pynma
rpynna CpaBHEHUS

Bpoxnénnblie 11epeOpoBacKyIsipHbIe aHOMATHH 5 13
['unomnnasus nepedpaibHbIX apTepuil 2 7
CreHo3npoBaHNHE BHYTPUUEPEIIHBIX apTEPUI 2 4
HeiipoBuzyanuzainmonnsie Mpu3Haku Oone3Hun Motis- 0 2
Mo
OuOpoMblIIIeyHas AUCTIIa3Us 3
Jluccexkuysi BHYTPEHHUH COHHBIX M IO3BOHOYHBIX 2 0
aprepuin
ApTEepHOBEHO3HbIE U KABEPHO3HbIE MaJb(hopMaIiiu 2 2
Kuctst 1 3
Bcero: 14 (5,47%) | 34 (62,96%) *

[Ipumeuanue: * — p <0,05 npu cpaBHEHUWU AAHHBIX Yy YYaCTHUKOB OCHOBHOM

IPYIIBI U TPYIIBI CPABHEHUS.
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OOpamjaer  BHUMaHUE  3HAUUTENBHOE  MpeoOiaJaHue  BPOXKAEHHBIX |
MPUOOPETEHHBIX MATOJOIMYECKUX MU3MEHEHUH 11epeOpOBaCKYISIPHOIO pyclia y JeTel C
nn.

Bcem manmenTam Bo BpeMs TpeObIBaHHWsS B CTAalMOHApe OBUTM TMPOBEACHBI
yIbTPa3BYKOBbIE  OOCIEAOBaHUS  COCYJIMCTOrO  pyclia:  JKCTpaKpaHUaIbHOE
CKaHHpOBaHUE OpaxuoredalbHbIX COCYJOB, TpaHCKpaHUalbHAsA Jomruieporpadus
(BKITIOUAtOIIast SMOOJIOTCHHBI MOHUTOPHUHT), & Takke dxokapauorpadus. B 98 cioyuasx
(38,28%) B OCHOBHOU Trpyrmre ObUIA BBISBIEHBI CTEHO3bI Opaxuole]albHbIX apTepuid
pa3IMYHON CTETEeHW BBIPAKEHHOCTH, CpPaBHUTENbHAs XapaKTepUCTHKAa CTEHO30B

npejcTaBiieHa B Tabuiie /.

Tabnuua 7/ — Pe3ynbTarsl yIbTpa3ByKOBOTO 00ciiefoBaHUs OpaxuouedalbHbIX COCYI0B

B OCHOBHOM rpymic

Creno3s menbie 50% Crenos 50-70% Creno3s 6oiee 70%

59 (23,04%) 17 (6,64%) 19 (7,42%)

B rpynmne cpaBHEHUS SKCTpaKpaHUAIBHBIE CTEHO3bI HE BHISIBJICHBI.

OnenuBasi (pakTopbl pUCKa B 00€uX rpymmax, CTOUT OOpaTUTh BHUMaHHUE, YTO
MMEIOIIME TEMOIMHAMUYECKOE 3HAUEHUE CTEHO3bI B OCHOBHOM rpymnne nauueHtos ¢ MU,
a TaK)Ke aHOMAJIMU 11epeOpOBACKYIISIPHOTO pycna y Aeteit (Tabmuipl 6, 7) BcTpedaroTcs
JIOCTaTOYHO YacTO U 3aKOHOMEPHO YUUTHIBAIUCH MPHU BepUUKAIIMKM TATOT€HETUYECKOTO
BapuaHnTa 1.

Kpome TOro, B OCHOBHOM TIpynIe 1O JaHHBIM 3KCTPAKPaHUAIbHOMU
nonrmieporpaduu  ObLJIO BO3MOXHO OLEHUTH CIIEAYIONIME IOKA3aTeIN COCTOSIHUS
COCYIUCTOM cTeHKu: KoMiuiekc nHTuMa-meauna (KMM) connoii aprepun: 0,89+0,02 mwm,
unnekc pesucrentHoctd (RI, resistance/resistive index): 0,53+0,006 u wuHACKC
nynscaruu (Pl, Pulsatility Index): 0,88+0,01.

N3BecTHO, UTO XapaKTEPUCTUKH, B T. Y. IMHAMHUKA TOJNIIUHBI KOMIUIEKCAa HHTUMAa-

MeJIia COHHOM apTepuu SIBJISIETCS pAHHUM MapKepOM aTepOCKIIepo3a, a TAKKe HAPSIMYIO
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CBSI3aHO C TIOBBIIICHHBIM PHCKOM CEPJIECYHO-COCYAMCTHIX CcoObITHH. B psge
MCCIICOBAHUN ITOKA3aHO, YTO TOJIIMHA KOMIUIEKCA MHTUMa-Meaua COHHOW apTepHUH
yBEIMYMBAETCA C Bo3pacToM. [lo 1maHHBIM MeTaaHain3a BOCBMH HCCIEIOBAHHM,
yBennueHne toaumubl KM connon aprepuun Ha 0,1 MM 3Ha4YMMO yBEIMYUBAET PUCK
uHCcynbTa Ha 18% c yu€toM mompaBok Ha Bospact [4, 315]. OmgHako B CBs3U C
OTCYTCTBUEM YTBEPKIEHHOIO IIPOTOKOJIA OLEHKH JTUX II0KAa3aTelel pas3inYHbIC
VUCTOYHHUKHU TMO-Pa3HOMY TPAKTYIOT HOPMAJbHBIE 3HAYEHHs, OCOOEHHO B MOJIOJIOM
Bo3pacte [315]. B To ke BpeMsi aHanM3 OOJIBIIMHCTBA JINTEPATYPHBIX HMCTOYHUKOB
ITO3BOJIAET CUMTATh HOPMATUBHBIM 3HaueHne MmeHee 0,7 MM.

B nccnenoBanHOM HaMU BO3PACTHOW IPYMIIE JAHHBIE, OYEBUIHO, IIPEBBIIIAIOT 3TO
3HaueHHe. B cBsI3U ¢ 3TUM HEKOTOPBIE XapaKTEPUCTUKN COCYAUCTOMN CTEHKH (HapuMep,
KMM) MOryT Ciay>KWTh YCIOBHBIMA WHIUKATOPaMHU CTENEHU COCYAMCTOrO0 pUCKA U B
1€JIOM OMOJIOTMYECKOT0 BO3PACTa y MOJIO/BIX MAllMEHTOB.

Hamu Ob11 npoBen€H MOMCK BO3MOKHOCTH MPOTHO3UPOBAHUS BO3pacTa IEepPBOTO

smu3ona MU B 3aBucumocTr oT nmokaszareiss KUM (Pucynok 1).

FirstCaseAge vs. CIM
FirstCaseAge = 25,521 + 12,245 * CIM
Correlation: r = 35037
50 .
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Pucynok 1 — I'paduueckoe coCTOsIHME MPOTrHOCTHMYECKOW MOJEIM BO3pacTa MepBOTO
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[To nMerommMMcs JaHHBIM, C TIOMOIIBIO JIMHEWHOW perpeccuy Oblaa IMOTydeHa

cienytomas hopmya:

Bospact ne6rora MU, roasr = 25,52 + (12,24 x KM, mm) (4)

OmbonoreHHsli  cuHapom 1o gaHHeiIM  TK  V3JIIT B octpoMm mepuoje
3apErucTPUPOBAH MPAKTUUECKH Y KaXJ0ro 4eTBEproro mamuenta: B 27,70% (n=41) B
OCHOBHO rpynme u'y 25,93% (n=14) obcnemoBannbix gereit (p>0,05).

B octpeiiem nepuojie UHCYIbTa BCEM MAIIEHTaM ITPOBEJIH: OOITUI aHATIN3 KPOBH
(OAK) (Tabnuma 8), OMOXMMUYECKHUI aHAIH3 KPOBH C OIICHKOH COCTOSHHS (hpaKiiuid
marmunoB (Tabmuma 9). OTkiaoHeHWEe OT pedepeHCHBIX 3HAUYEHWH MPOBOIWIOCH TPH

COIIOCTAaBJICHHUH C BO3PACTHBIMHA U JIOKAJIbHBIMHA BHYTpI/I6OJ'II:HI/ILIHI>IMI/I HOpMaTHUBaMH.

Tabnuna 8 — U3smenenus B popmysie KpOBU B OCTPEHIIIEM MEPHOJIC UHCYIIbTA

Mokasarem OcHoBHast ['pymima
rpyrnmna CpaBHCHHSI
n=223 n=47

Anemusi, % (a6c.) 16,5% (37) 10,6% (5)

I'emornoOuH, /1 137,65+0,16 133,19+0,35

I"emMor1001H TTOBBIIIICH 12,1% (27) 23,4% (11)

I"'emoro0uH B ciaydae aHEeMUH, T/JT 102,42+0,39 86,2+0,91*

JleiikonmTo3, % (abc.) 29,6% (66) 31,9% (15)

Jleiikonienus, % (abc.) 4,0 % (9) 0% (0)

YpoBeHb TpoMOoLuToB, X 10%/1 242,08+0,16 312,91+0,35*

TpomboruTo3, % (abc.) 4,0% (9) 26,7% (12)

CHMKEHHE YPOBHS TPOMOOIIUTOB, % (a0c.) 13,5% (30) 0% (0)

COD 14,05+0,16 10,27+0,36*

Yckoperne COD, % (abc.) 33,5 % (73) 27,3% (12)

[Ipumeuanue: * — p <0,05 nmpu cpaBHEHWU JAHHBIX Yy YYAaCTHUKOB OCHOBHOM

IPYIIIBI U TPYIIIBI CPABHEHUS.

Takum 006pa3om, B OCTPOM MEPHOJIEC UIIEMUIECKOTO HHCYJIBTA B OOITIIEM aHAIU3e
KpPOBU y TPETU OOJBHBIX OBLIN OLICHEHBI KaK KBa3UBOCMAIUTEIbHBIC, TAKME OTKIOHEHUS

(¢ukcHpoBaUCh B 00EUX IpyMmax Ha COMOCTaBUMOM YpPOBHE.
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Tabnuna 9 — [lokazarenn OMOXMMUYECKOTO aHaIN3a KPOBH

[lokazarenu OcHoBHas rpynna | ['pymnma cpaBHeHuUs
YPpOBEHB TIIFOKO3bI, MMOJIB/JI 5,45+0,09 4,85+0,36*
I'mukemust B ciiydae MOBBIIICHUS, MMOJIb/JT 7,54+0,37 6,68+1,22
['uneprimkemust, % (n) 18,6% (41) 7,00% (3) *
n=220 n=43
['unornukemus, % () 1,8% (4) 0 (0)
Hucnumunemust, % (n) 45,7% (84) 47,1% (8)
n=184 n=17

[Ipumeuanue: * — p <0,05 npu cpaBHEHHWU AAHHBIX Y YYaCTHUKOB OCHOBHOM

TPYIIBI U TPYIIIBI CPABHEHUS.

Takum 00pa3oM, OCHOBHBIM OTKJIOHEHHEM, BCTpEYarOUMCs B 00€UX rpymnmax,
ObUIM TE€ WU WMHBIE JUCIMUINJIEMUYECKHE HapyILICHUs, IPU ITOM TUIEPIIMKEMHS B
OCTPOM IEepHUO/IE JOCTOBEPHO Yallle BCTpeyaiach B OCHOBHOM rpymme (p=0,04).

JlaHHbI€, MOTYYEHHBIE B X0J1€ OLEHKH JIUIIUIHOTO CIEKTPa Y MAlMEHTOB, a TAKKe
COOTHECEHHE ITHUX JIaHHBIX C MokazareiasimMu Y 3U OpaxuornedalbHbIX COCYA0B, BHECIH
BKJIaJI B WeHTUUKAIMIO GakTopa prcka MW B Herunmanom Bo3pacre (Tabmuia 10).

OneHka OTKJIOHEHUH B IOKa3aTeisX JMIUIHONO OOMeHa MNpoBOAMIACH MU
COIIOCTABJIEHUU C pe(epeHCHBIMU 3HAUECHUSMHU B JIOKAJIbHBIX JIa0OPATOPUSIX.

B 006enx rpynnax HaOmoAaeTcs CylIeCTBEHHOE HApYyILIEHHE JTUMUAHOT0 0OMeHa, B
OCHOBHOM 3a CYET AucOananca ypoBHs OOIIEro XoJieCTepruHa U ero Gpakiui, Mpu 3TOM
MOKa3aTeld BBIPAKEHHOCTH NHUCIUIUIEMUN OCHOBHOM Tpymmbl Oojiee CYLIECTBEHHBI,
4YeM B TpyMIE CPAaBHEHMUSI.

BbIBIIEHHBIE ~ HaMHM ~ OTKJIOHEHHS B BHUJAE  TUNEPIUNUAEMUU U
JTUCIUIONPOTEMHEMUN TOKa3aJId 3HAYUMOCTh OIEHKHA JIMIIUJHOTO OOMeHa s
yctaHoBieHusi (haktopoB pucka UM B momomom Bo3zpacte. [lpu 3TOM CBSI3M Mexmy
MOBBIIIEHHBIM BECOM Yy TAIMEHTOB OCHOBHOW TpYyNNbl M JUCIUNUIAECMUEH He
MIPOCJIE)KUBAJIOCH: MTOBBIIIEHHBIA MHJEKC MAacChl Te€la BBISBICH JIMIIb Yy 5 MAI[MEHTOB

OCHOBHOM TPYIIIIBI.
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Tr XC JITIBIT JITTHIT JITIOHII KA
OcHoOBHas TpyIIa, CpeIHHE 3HAYCHUS
M=£m, MMOJIb/JT 1,86+0,18 4,76+0,17 1,2540,18 2,94+0,18 0,84+0,18 3,294+0,18
n 180 197 185 185 182 184
OcHoBHas rpyuiia, [aHHbIC Y ITAlIMCHTOB C HHCHHHHI{GMHGﬁ
M=£m, MMOJIB/JT 3,46+0,35 6,124+0,33 0,91+0,37 4,35+0,46 1,60+0,36 4,53+0,26
n (%) 46 (25,56) 53 (26,90) 40 (21,62) 25 (13,51) 42 (23,08) 84 (45,65)
T XC JITIBIT JITTHIT JITTOHII KA
['pynmna cpaBHEHUS, CpEIHUC 3HAUCHHS
M=m, MMOJIb/IT 1,38+0,58 4,24+0,41 1,05+0,55 2,42+0,56 0,63+0,66 3,06+0,55
n 15 33 17 16 11 17
['pynna cpaBHEHUS, JaHHBIE Y MTALMEHTOB C JUCIUNUACMUEN
T XC BII JITTHIT JITTOHIT KA
M=£m, MMOJIb/JT 2,65+1,01 5,91+0,79 0,744+0,91 3,56* 1,17* 4,02+0,75
n (%) 4 (26,67) 7(21,21) 5(29,41) 2 (12,50) 2 (18,18) 8 (47,06)
KM p>0,05 p>0,05 p>0,05 p>0,05 p>0,05 p>0,05

[Ipumeuanune: TI' — tpurmuuepuns, XC — xonecrepun, JIIIBII — nunomporenasl BbicOkoW mnoTHocTH, JITIHIT —
aunonpoTtenasl Hu3koi miotHocty, JITIOHIT — nunonporenabl oueHb HU3KOM TIOTHOCTH, KA — MHIIEKC aTepOTeHHOCTH, * — pacuér

HeBo3MOkeH; KM — koadpunienT Manna-YUTHU IpU CpaBHEHUU TOKa3aTeNel AUCIUIIUIEMUAN MEXIY FPYIIaMHy MMallueHTOB.
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Hamu npoananu3upoBaHbl CIEAYIONIME JAaHHBIE KOAryJlorpaMMbl Y MalME€HTOB:
MHO (IITH), AYTB, otknonenus B ypoBHe pubpunorena (Tabmnuua 11) B ocTpeiiiem
nepuojie 00JIe3HU.

C yuétoM TOrO, YTO MHOTHME TE€MOCTAa3HMOJIOTUYECKHE TECThl, 3aBHUCAT OT
KaJTHMOPOBKU IO peakTHBaM, a TaKXKe OT THIa Mpudopa, pacy€T CpeaHUX 3HAYCHUN HeE
UMeeT KIMHUYECKOTO 3HAYeHHUs. MBI HCIONB30BAIA MIPU OLIEHKE OTKJIOHEHUS «BBIIIE)

NN «HHUXE» OT JIOKAJIbHBIX JIa60paT0pHBIX HOPMATHUBOB.

Tabmuua 11— JlaHHbIe, MOJyYE€HHBIE M3 reMocTa3uorpamMm B ocTpoMm nepuojge MU B

OCHOBHOU Ipyniie OOJIbHBIX U B TPyIIE CPABHEHUS

IToxazarenu OcHoBHas TpyI1a I'pymimma cpaBHeHus
n | % n | %

ITpoTpomMOUHOBEII UHACKC, Y0 92,10+0,1 94,55+1,83
MHO camxeno/I1TU noBeieH 16 6,25 1 1,85
MHO noseimeno/IITHU nonmxken 22 8,59 8 14,81
AUYTB, cek 29,61+0,36 30,40+1,21
AUYTB yniuHeHo 34 13,28 9 16,67
AUYTB ykopodeHo 5 1,95 2 3,70
OuOPUHOTEH MOBBIIICH 30 11,71 13 24,07*
OuOPUHOTEH MOHKCH 37 14,45 3 5,55

[Ipumeuanue: * — p <0,05 npu cpaBHEHUHU JAHHBIX y YYaCTHUKOB OCHOBHOU U

IPYIIbI CPABHEHUS.

Kak noxazano B tabmuiie 11, cocTossHUS HANPSHXKEHHOTO T€MOCTa3a B OCHOBHOM
rpynme He 3aUKCUPOBAHO, B TO BPeMs KaK yUYaCTHUKH TPYTIBI CpaBHEHUS ObLITN OoJiee
CKJIOHHBI K JTicOasaHcy.

CkpuHuHr Ha Hamuume aHtudochomumuanoro cuuapoma (ADPC) Obul
OTPHUIIATEIHHBIM Y TTAIIMEHTOB O0CUX TPYIIII.

Ckpununru Ha 6one3up ®adpu u MELAS, nposenénnbie nanueHTaM u3 o00enx
TPy, MO3BOJIWIN BBISIBUTH OJHOTO MOJIOIOTO B3pOCIIOTO NalueHTa ¢ 6oae3upi0 @adbpu

u 5 nereit ¢ cunagpomom MELAS.
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JleTanpHOE ONMKCaHUE TEHETHUECKU JAETEPMUHUPOBAHHON TpoMOohuiInu B 00enx
WCCJICIOBAHHBIX TPYIITAX MPEACTABICHO B TJIaBe 4.

11 nmerssM ObUT BBINOJHEH aHAIW3 CIHUHHOMO3TOBOM >KHUJKOCTH, MU3MEHEHUH HE
oOHapy>keHo. B3pocipiM manuenTam groMOanbHast MyHKIHAS HE TPOBOIUIIACK.

Bcem yuacTHukam oOeux rpynn ObUia MpoBeJeHA OIIEHKAa COCTOSIHUS CEpJIeYHO-
cocyauctoit cucreMsl. [To manasiM DK u/unu XxonTepoBCKOro MOHUTOPUPOBAHUS OBLIH
BBISIBIICHBI I3MEHEHHUST paOOTHI cepama y MoJoAbX B3pocibix: N=81 (31,64%), y nereit
n=33 (61,11%) (p <0,005). HapyiieHus: puT™Ma OTHOCHTEIBHO Yallle ObLIH OTMEUYCHBI B
TpyIINe CpaBHEHHS W TMpPeACTaBiCHBbl: GUOpWULIIUENd mnpeacepaui, Opaau- WiIn
tTaxuapuTMmuei 5,85% (n=15) y Moioasix B3pocibix 1 42,59% (n=23) y nereii (p<0,005),
IPU 3TOM TMPU3HAKK (PUOPUIUISAIUU Tpeacepauil 3aUKCUPOBaHbl TOJLKO B OCHOBHOM
rpymre 5,85% (n=15).

[TokazaTtemn Y3W cepama CymecTBEHHO pa3iMyaiuch Mo Tpynmam. Tak, y
MOJIOJIBIX B3POCIIBIX OBLIN BBISIBIICHBI IPU3HAKK OPTraHUYECKUX (B T.4. IPUOOPETEHHBIX)
WU3MCHEHUH, B YAaCTHOCTH NpPHU3HAKU CHIDKEHUs (pakmuu BeIOpoca, N=23 (8,98%),
OTKpBITOE OBaibHOE OKHO N=21 (1,71%), npuszHaku runepTpoduu JEBOro KEIyJ0uKa
n=40 (15,62%), mposaric MutpainbHoro kiamana (N=34; 13,28%), B To BpeMsl KaK y JgeTen
BBISIBISTUCH Majible aHomanuu paszButus cepana (MAPC): 42,59% (n=23), nmopoku
BcTpevyasuch B 7,47% ciydaeB (N=4). CrnenyeT 3aMeTUTh, YTO HE Y BCEX MAIMEHTOB C
MpU3HAKaMU TUIEPTPOPHUHU JIEBOTO JKETyI0YKa MMENach apTepHaibHAs THICPTCH3US.
Bcero y 13 manueHTOB OCHOBHOM TPYIIIBI OB BHICTABJICH JAUATHO3 THIIEPTOHUYECKAS
0oJiIe3Hb W TOTpeOOBaNach KOPPEKIUS apTepUaIbHOIO JABJICHUS THUIOTECH3UBHBIMU
npernapaTamu.

O4eBUHO, UTO HAPYIIIEHUS CEPJCYHOTO PUTMA M CTPYKTYPHBIE H3MEHEHHUSI CEP/ITIa
NOTEHIMAIBHO CIOCOOHBI PEaanu30BaThCs B BUAEC KapAu03MOOIMYECKOro (B OCHOBHOM
IPYIIIE) WIK TEMOJANHAMUYECKOTO (B Tpyniie cpaBHenus) BapuantoB UU. [Tonararot, yto
UMEHHO 9TH ()€HOMEHBI KaK HCTOYHUKHU CKPBITON SMOOJINHU CIIETyeT UCKATh U HCKITI0YaTh
takke B ciiyyae MM nHedcHon stmonornu. Bmecre ¢ TeM, Haluuue KapAUalIbHBIX
HMCTOYHHUKOB JaXK€ CPETHEro prucka 3MOOJHMH, IPU OTCYTCTBUU APYTHX SIBHBIX MPUYNH

WU unTepnpeTupoBaioch HAMHU Kak KpUTEPUH KapAM0dIMOOIMYECKOr0 HHCYIbTA.
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B PE3YyJIbTATC aHAJIN3d aHAMHE3a U KJIUHUYECKOU KapTHUHBI, JdHHBIX 06CJ'ICI[OBaHI/I$[
manucHTOB o0enx IpyiIl, MbI ITOJIYUYWUJIN BO3MOKHOCTL OIIPCACIIUTDL ITATOTCHECTUYCCKUC

BapHWAHTbI UIICMHUYCCKUX HWHCYJIBTOB, B TOM YHCJIC Y B3POCJIBIX COIVTIACHO KPHUTCPUAM

TOAST.

Tabnuna 12 — IlatoreneTnyeckre BapuaHThl HHCYIbTa coryacHo kputepusm TOAST B

OCHOBHO¥ rpymme (N=256)

I'pymima I I Il v V
18-44 ner 39 56 1 130 30
% 15,23 21,88 0,39 50,78 11,72

Ta6J'II/II_Ia 13 — YTouHéHHBIC MATOreHCTHUECKHUE BapHAaHTbl MIICMHUYCCKOI'0O HMHCYJIbTA,

otHecéunbie K IV tumy mo TOAST

DTHOJIOTUS n %
Tpombodumms 85 65,38
Murpenb 11 8,46
[Topoku cTpoeHus nepedpaibHBIX COCYI0B 9 6,92
Juccexkums 2 1,53
Backynut Ha (poHe pa3nu4HON CUCTEMHOM NaTOJOTruu 11 8,46
OnepaTBHOE BMEIIATEILCTBO HA CEPJIIE, COCYIax 4 3,07
TpaBma nperiepeOpaibHBIX COCYI0B 2 1,53
Hpyrue BHenHUE (GaKTOPHI 2 1,53
AHAaIIaCTUYECKUM CUHAPOM 2 1,53
['unepromonucTenHEMUS 1 0,76
®abpu 1 0,76
Bcero 130 100
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Tabnuna 14 — IlatoreneTnyeckue BapuaHThl HIIEMUYECKOTO HHCYJIbTA Y A€TEH

[Tatorenernueckue BapuaHThI NN, n=54

n %
TpomboTHueckuii (MM TeMOPEOTOTUUECKHU) 34 62,96
['eMonHAMHUYECKUNA 12 22,22
Kapanoambonmaeckuit 8 14,81
MeTtabonnaeckuit 6 11,11

Kaxk BunHO u3 Tabnuiisl 14, *MEHHO TPOMOOTUYECKU MATOT€HETUYECKUI BapraHT
N nomunupyet B o0eux rpymnmax. CienyeT yTOYHUTb, YTO MPUHSATAS KiIacCU(pUKAIUSI
WHCYJIBTOB M0 MaTOr€HETUYECKUM BapraHTaM CYIIECTBEHHO OTJIMYAETCS BO B3POCIOM U
neTckoM Bo3pacte. B uactHocTH, B kmaccuduxammm TOAST mpu HEBO3MOXHOCTH
BBIOOpA MEX]y UMEIOIUMUCA naToreHernyeckumu (axtopamu MU otHocutes x V
MOATHUITY, @ B UCMOJIb3yeMO HaMU KJIacCU(UKAIIMU UIIEMUYECKUX UHCYJIBTOB Yy JeTel
[23, 62] He mMeeTcs BO3MOXKHOCTH BBIIACICHHS TOATHUIIA HWHCYJIBTa C COYCTAHUECM
MaTOreHETUYECKUX (PaKTOPOB.

Tak, B rpynne cpaBHeHUs1 Mbl HaOM0anu 11 GOJIBHBIX C COUETAHUEM OT JBYX JI0
BOCBMHU 3HAYUMBIX MATOJIOTUYECKHX (HAaKTOPOB, MPH STOM BBIOPATh KAKOM W3 HUX
JIOCTOBEPHO BEAYIIWMI, HE MPEJICTABIIOCh BO3MOKHBIM. Hanpumep, y 04HOTO U3 HAIIMX
MalMeHTOB OblJIa BBIABJICHA CICAYIOIIas KOMOHWHAIUs (PaAaKTOPOB PHICKA, CIIOCOOHBIX
peanuzoBaThesa kKak MI: smOomoreHHbI cMHAPOM Ha (POHE HApYIICHUS CEPACYHOTO
pUTMa U BPOKIEHHOTO MoOpoka cepAaua, cuaapom MELAS, a takxe TpomOonuTonarus,
TUIEPTOMOLIUCTEMHEMUSI U AUcIUnuAeMus (T. €. COYETaHWE KaK MHUHUMYM CEMH
3HAYMMBIX (DAKTOPOB pUCKa). Y APYroro maueHTa rpymmnbl CpaBHEHUS 0OHAPYKUITUCH
MOJIHAsl aTPUOBEHTPUKYJIsSIpHAs OJokaga Ha (oHE ONMEePUPOBAHHOTO BPOXKIEHHOTO
nmopoka cepana, aeunut anturpomOuHa Il m mmasmunorena, mporenHa C, a Takxke
3auKcupoBaH TPOMOO(IECOUT BEH HUIKHUX KOHEUHOCTEM, TMIEPrOMOIMCTEHHEMHUS,
TUCIUNHUAEMHST (COYeTaHMEe BOCBMU 3HAYUMBIX (haKTOpoB pucka pazsutus NN B

HETUIIUYHOM BO3pPACTe).
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Jist mumiocTpanuu He00X0IUMOCTH JOTIOTHUTEIPHOTO TMATHOCTHYECKOTO MTOMCKA
y nanueHToB ¢ MMM B M0O1010M BO3pacTe U MOBBIIMIEHHOW HACTOPOXKEHHOCTH HA PEIIKHE

(opdannbie) 001€3HH, MPUBOIUM KIMHUYECKUN TTPUMED.

Kimmangecknit npumep 1

[Tanment X B Bo3pacte 44 neT HOCTaBlIEH POJCTBEHHUKAMHU B HEBPOJIOTMUYECKOE
orneneaue MAY LI'KB Ne 23 (ropon Exarepunbypr) 07 mas 2015 rona ¢ xanobamu Ha
BHE3AITHO Pa3BUBIIIYIOCS TOJOBHYIO 0OJIb, IPEUMYIIIECTBEHHO B 3aThIJIOYHON 00J1aCTH,
HapylIeHUE peYyH, HapYIICHWE TJIOTaHWUsl MO TUMY aucharuu, HEyCTOMUYUBOCTH MpPHU
X0/10€, TOJIOBOKPY>KEHHE.

[Tocne noobGcnenoBanvs B MPUEMHOM TOKOE B AKCTPEHHOM IMOPSAKE MAIlMeHT
TOCIIUTAJIM3UPOBAH B MaJlaTy UHTEHCUBHOM T€paNiuy HEBPOJIOTHUYECKOTO OTACIICHHUS.

N3 anamue3a wu3BecTHO: ¢ 8-9-leTHero Bo3pacta 0€3 BUAMMOW NPUYUHBI
pa3BWINCH OOJIE3HEHHOCTh M #OKEHHME B JUCTAJbHBIX OTJEIaX PYK U HOT,
YCUJIMBAIOIIUECS TMPU TOBBIINICHUH TEMIIEPATYphl Tejla, KOHTAKTE C TOPSYUMH
npeametamu. B Bo3pacTte 15 5er ctanu mosBIATHCS aHTHOKEPATOMBI B 00JacTu TYO,
KpecTIla ¥ TOSICHULIBI.

OOcnenoBancss y HeBpoJiora, peBMarosora, Mneauarpa, ObUIM HUCKITIOYCHBI
3a00JIeBaHUSI COCTMHUTEILHON TKaHU, KOCTHO-MBIIIEYHOU U HEPBHOM CHCTEMBI.

B 2012 romy (B Bo3pacte 41 ropa) MOSBUIMCH OTEKM Ha Horax. bbua
JTUArHOCTUPOBAH TIIOMepyJoHehpuT, cramo mnosbimateess AJ[. Jledenne Obu1O
HeperyJsapHbIM, 0e3 addekra. B TeueHune nocienHero roja 3Ha4uTEIbHOE TTOBBIIIICHUE
A/l, HapacTaHWe MOYEYHOW HENOCTATOYHOCTH, YXY/IIeHHE OOIIero caMouyBCcTBUs. B
Mmapte — anpene 2015 roma moBTOpHO (PUKCUPOBAIMCH SMHU30/IbI PEYCBHIX HAPYIICHUNA B
BUJIE HEYETKOCTH PEYM, TPYIHOCTH mojdopa cioB. Takue 3mu307bl MPOIOJKAIUCH B
TEYECHUE HECKOJIbKUX MHUHYT U OBLIM TMOJTHOCTBIO OOpaTuMbIMU. B 3TOT ke mepuoj
YCWIMJIUCh TOJIOBHBIE 00, TOJIOBOKpYKeHue. [loBTOpHO oOpamiancs B TpUEMHBIN
MOKOM 1 Ha KOoHCYyJIbTaTUBHBIA TpuéM B MAY LI'Kb Ne 23, ¢ nono3penuem Ha THUA B
BepTeOpalIbHO-0a3UIIAPHOM Oacceline npeaJiaranach rOCIUTAIIA3ALMS B

HCBPOJIOTHUYCCKOC OTACICHUC, OT TOCIHHUTAIN3allMd OTKAa3bIBAJICA. HaHI/IeHT OBLI
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HarpaBjieH Ha (DEpPMEHTHYIO IUArHOCTUKY C TMOJ03pEHHEM Ha 00JIe3Hb HAKOIUICHHS
(6one3np Dabpn).

Anamue3 xu3nu. IIpodeccuss — anekTpuk, B HacTosllee BpeMs He paboTaer.
NuBamuna 2 rpynisl, )KUBET ¢ OTUOM. HaciieACTBEHHOCTh: ASAs MO OTLOBCKOW JIMHUU
JICUUJICS C IMArHO30M «IOJMHEponaTus». BpenHbie NpuBbIYKH — TAOAKOKYpEHHE.

[lepenecénnnie 3aboneBanusi: MbC: crenokapausi, uadapkr muokapaa B 2013
rony (B Bo3pacte 42 IeT), CUMNOTOMAaTHYECKas apTepualibHasi TUMNEPTEH3US C
MakcuManbHbIM TToabEMOM AJl 1o 200/105 mMm prt. cT., npuBbiuHoe AJl 140/90 mm pr.
cT. XpOoHHWYECKH OpOoHXHUT. XpOHUYECKash IOYEeYHass HEeAOCTaTOYHOCTh (27.04.15
HaJokeHa (pUCTysa JJisl IPOBEACHUS JUain3a).

JlanHbie OOBEKTUBHOTO OOCIEOBAaHUSI MPHU TMOCTYIUICHUH: COCTOSHUE CpEIIHEn
TSKECTH, MACTO3HOCTh JUUA U roseHe. KokHble MNOKpOBBI OOBIYHOM OKpPACKH,
aHTHOKepaTOMBbI B 00macTu ry6 (PucyHOK 2), MO3BOHOYHHKA, KPECTIIA.

CeplieuHo-cocyIucTasi CUCTEMA: TOHBI cepAla SICHbIE, puTM ITpaBuiibHbINA, HCC 78
B MHUHYTY, IyJbC cuMMeTpuuHbiid, A/l Ha npaBoil pyke 150/100 MM pT. CT.; Ha JEeBOM
pyke 160/100 mm prT. CT.

[Ipu uccnenoBaHUM CUCTEMBI OPTaHOB JbIXaHMS, MUILEBAPUTEIHLHON CUCTEMBI U
OpraHoB OPIOIIHOM MOJOCTH, MOYEBBIICTUTEILHON CUCTEMbI OTKJIOHCHUM HE BBISIBIICHO.

HeBposornueckuii ctatyc OpH MOCTYIUIEHWU: CO3HAHUE SICHOE, OPUEHTHUPOBAH
NpaBWIbHO. PeueBble HapylieHUs B BHUAEC OU3apTpuH. YUepernHble HEPBBI: 3payku
CUMMETPHUYHBI, (HOTOPEAKIINH KUBBIC, TTOJISI 3pEHUSI B HOPME, ABUKEHUS TJIa3HBIX 00K
B TOJTHOM 00BEME, KOHBEPTeHIMsl OcJiadjeHa, KOCOTJIa3us, HUCTarMa He BBISBIICHO,
KOpHeaJIbHbIe peieKChl — COXpaHHBIL. JInlieBas MycKyarypa CMiMMeTprUYHa, pedIeKCh
OpallbHOTO0 aBTOMAaTW3Ma He BbisABIEHB. DoHaus, apTUKYISUUS: AU3APTPUS
BBIpaKEHHAas, TJI0TaHUE W TJIOTOYHBIM pedieKc CHUXKEHBI. SI3BIK MO CpeaHEH JIMHUMU.
MpieuHast cuiia B OJHOM 00bEME, MBIIICYHBIN TOHYC () GY3HO CHIDKEH. Pedexchl
BEPXHUX W HUKHUX KOHEUYHOCTEH CHMMETPUYHBI, OKHUBJICHBI. bpromrHbeie pediexch
xuBble, D=S. Ilaronoruueckue peduexcel He BbIsABICHBL. B mo3e Pombepra
nomrateiBanne. YyBCTBUTEIBHOCTh MOBEPXHOCTHAS U TIIyOOKasi, B MPOKCUMAIBHBIX U

AUCTAJIBHBIX OTACIIAX B pYKaxX U HOTraX COXpPaHCHaA, D=S. MenuHreaiabHbIC CUMIITOMBI HE
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BbIsIBIICHBI. OTpaHWYeHUs IBIKEHUN B TIO3BOHOYHUKE, MAJIBITAINS TTapaBepTeOpaIbHbIX
TOUYEK M TEPKYCCHUS MO3BOHOYHUKA B MPOEKIIUUA OCTHCTBIX OTPOCTKOB 0€300JIe3HEHHA.
MBpiiieyHOTO HANPSHKEHMS, CAMIITOMOB HaTsKeHUS HET. Ta3oBble (YHKIIUUA COXPAHEHBI,
BEICIIIas HEPBHAS JCSITEILHOCTh HE HapyIlIeHa.

Pesynbratel oocnenoBanus: OAK — OTKJIIOHEHUS COOTBETCTBYIOT aHEMHH CPEHEH
CTENICHU TSXKECTH, OMOXUMHS KPOBHU — OTKJIOHEHMSI COOTBETCTBYIOT XPOHUYECKOM
novyeuyHoit HenocraroyHoctu lb.

KT ronoBHoro Mo3sra npu nocTyIuieHUH: TeHepaIu3upOBaHHast aTpo(dust BelecTBa
rOJIOBHOTO Mo3ra 1-2 cr.

OKT': cunycossiit put™m ¢ UHCC — 72 B munyty. [leperpyska neBoro npeacepams.
Py0110BbIe M3MEHEHUSI B MUOKAP/IE HIPKHEOOKOBOM CTEHKH JIEBOTO KEITY0UKa.

VY 3U 6paxuoniedanbHbIX COCY0B: aTE€POCKICPOTHYECKAST MAKPOAHTUOTIATHS.

V33U cepaua: runeprpodus W Ieperpyska MHOKapaa JEBOTO JKeNlyJodkKa.
HNudbdysasie usmMeHeHus: B Muoxkapae. Bo3sMokHbl pyO1lOBbIe U3MEHEHHSI B MHOKap/ie
HUKHEOOKOBOW CTEHKH JIEBOTO JKETYT0UKa.

KoHcynbramus okynucra: npecOronusi, aHrHonaTHsl CETYaTKH 00enX rias.

OcMoTp TepamneBTa: XpoHUYecKass modeuHas HemoctaroyHocTh |Ib kak ucxon
MeMOpaHo3HOUM Hedponatuu. CumnromaTudeckas aprepuanbHas runeprensus Il cr,
puck 4, HK Il. Bropuunas xpoHudeckasi aHeMusl CPETHEN CTETICHH TSXKECTH.

3a BpeMs NpeObIBaHUs B CTAlMOHAPE ObLI MOJTYYEH pe3yabTaT YPOBHS (DEPMEHTOB:
aKTUBHOCTh o-rajakto3ugazbl 0,3uM/mMr/gac (Hopma 26,2-93,8 uM/mr/gac). Ilo
pe3yJibTaTaM CKpUHUHTA ObLIa 3amojio3peHa 6osie3Hb @adbpu 1 METOI0M MOJIEKYJISPHO-
T'eHETHYECKOTO UCCIIe0BaHus uaeHTuuImpoana mytanus €.612G>C (p.Trp204Cys) B
4 sx3oHe reHa GLA — noareepkieHa 6ose3np @adbpu.

ITo pesyabraram MPT ronoBHoro mo3sra 12.05.15 oTmeueHBl BbIpaXK€HHas
cocyaucTas dSHIedanonaTtis, MHUKPOAHTHONATHSA, MHOKCCTBCHHBIC JIAKyHApHBIC
MH(DAPKTHl pa3HOM NaBHOCTU. PaHHuU mojocTpeiii MHGApPKT B JIEBOW MOJKOPKOBOM
obnactu. ['enepanu3oBanHas repedpanbHas arpodust 1 crenenn (Pucynok 3).

C y4€ToM MOJIyYEeHHBIX JAHHBIX ObLIT CPOPMYIMPOBAH OKOHYATENIbHBIN TUATHO3:

bonesnr ®abpu. X-CLEMJICHHBIH PEHECCUBHBIA THI HACIEIOBaHUS C MOpPaKEHHEM
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cepaua (KJamaHHOTO —ammapaTta, THIepTpodudeckas KapIUOMHOMNATHs), KOXHU
(aHTHOKEpaTOMBI), TOYEK (XPOHUYECKAs MoYeyHas HeJocTaTOUHOCTh |1 B), nenTpanbHoii
HEPBHOU cUCTEMBI (HileMu4YecKuit UHCYJbT OT 07.05.15 B 1eBo# MOAKOPKOBOM 00J1aCTH,
C BBIPQXEHHBIM TICEBAOOYIBOAPHBIM CHUHAPOMOM; MHOKECTBEHHbIC JIAKYHAPHbIC
MH()APKTHI TOJIOBHOTO MO3Ta B Pa3JIMYHBIX COCYJUCTHIX OacceitHax).

Cumnromatuueckas aprepuanbHas runeptensus Il cr, puck 4, HK |l. Bropuunas
XPOHHUYECKass aHEeMHUsI CpeAHEN CTeneHu TshkecTH. [IpecOnonusi, aHrnonaTusi cCeT4YaTKu
o0ouX rias.

[lanpenty mnpoBoauiack HH(PY3UOHHAs, aAHTUTPOMOOTHYECKas (renapuH,
aleTWICAIMUIMIIOBAs KHUCIOTa), HeilpoMera0oinyeckas Tepanus, Qu3nueckas U
JIoromeInuecKasl Teparnus COTJIaCHO CTaHJApTy okaszaHus nomMoiu 6osibHbIM ¢ OHMK.
[TaniieHT BBIMKMCAH IOMOM CO 3HAYUTEJIBHBIM PErPEeccCOM CUMNTOMATUKU. [Ipu BhITUCKE
OblJIa peKOMEHJI0OBaHA aHTUTPOMOOTHYECKAsl, TUIIOTEH3UBHAS Teparus, a Tak)Ke HadaT
cOOp TOKYMEHTOB JUIs OJTy4YeHus (PepMEHT-3aMECTUTEIILHON TEPaTHH.

UYepe3 1 Mecsl] manyeHT B HEOTIOXXHOM MOPSAKE ObUT TOCIUTAIM3UPOBAH IS
npoBeneHuss reMoauannsa. OIHAKO Yepe3 HECKOJbKO YacoB I0CIE MOCTYIUICHUS
COCTOSIHUE TMAalMEHTa PE3KO YXYALIUIOCh, YPOBEHb CO3HAHUS CHU3UJICA J0 KOMBI,
nepeseéH Ha VBJI, nedeHne mnpoBOAMIOCH B OTACJIEHUU AHECTE3UOJIOTUM U
peanumaruu. [IpoBeaena MPT romoBHoro wosra (PucyHok 4) u  BbIsIBIICHa
BHYTPHMO3IOBasi reMaToMa B 00J1aCTH CTBOJIa TOJI0BHOTO Mo3ra. Ckonyaincs 25.06.2015.

Takum 00pa3om, HECMOTpPsSI Ha HAMYUE «KPACHBIX (uaroB» Oone3nn Dabpu c
JIETCTBA U BO B3pOCIIOM BO3pacTe (aKpomapecTe3uu, aHTMOKEepaTOMbI, YacTble OOJIEBbIE
KpH3bl, TOUYE€YHAs! HEJOCTATOYHOCTh HEU3BECTHOM 3THOJIOTUH), HA MPOTSHKEHUU 36 JIeT y
naiyeHTa He Oblia 3amojjo3peHa 001e3Hb HAKOIUIEHU. TOJIBKO MOCiIe BO3ZHUKHOBEHUS
noBTOopHeIX TUA y Mosiogoro marueHta ObLT 3amofo3peH HCTHUHHBIM JUarHo3 U
BBISIBJICHA MMPUYMHA MOJIMOPTAaHHOTO MOPaXXEHUsl. 3aepKKa TUarHOCTUKHU 3aBEPIINIIACh
IpaMaTUYHO — TAIMEHT HE YCHeNd MOJYYUTh NEPBYIO (EepMEHT-3aMECTHTEIbHYIO

Teparu HeCMOTPs Ha BepUPUIIMPOBAHHYIO O0Jie3Hb Dadpu.
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Pucynok 2 — AHrnokeparomsl y nanuenra X

Pucynox 3 — MPT ronosHoro mo3ra ot 12.05.15 nanmenrta X
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Pucynok 4 — MPT ronosnoro mo3ra 25.06.2015

Pe3rome

Wtak, Hamu ObLTH OLIEHEHBI TOKA3aTe I  OOJIBIION TPYMIbI NAIIHEHTOB C 1e0I0TOM
UIIEMUYECKOTO HWHCYJIbTa B HETHIMYHOM I 3a00J€BaHHsI MOJIOJOM U JIETCKOM
BO3pacTe. YCTAaHOBJEHO JOCTOBEPHOE IPeo0JafaHne MAlMEeHTOB MYXKCKOrO I0JIa;
BBICOKAs 4YacToTa pEIUAWBHPOBAHHS TPH OTHOCUTEIBHO HEBBICOKOM  PHCKE
WHBAJIMIM3ALMY TTOcTIe 3a00I€BaHUS M HU3KOM IOKa3aTesie JIETaIbHOCTH.

[Ipu noctymiieHuu B craioHap 0oJiee MoJIOBUHBI NAIIIEHTOB B MOJIOJIOM BO3pacTe
uMmenu Oamn no mkane NIHSS menee 7 6aiioB, B KIIMHUYECKOW KapTUHE JOMUHUPOBAJa
ouaroBas HeBpoJjiorndyeckas cumnToMaruka. CHIDKEHHE YPOBHS CO3HAHUA U

CYI[OpO)KHBIﬁ CUHAPOM  BCTpCUHAJICA Yy CAMHHUYHBIX ITalMCHTOB, TCXHOJIOTHH



86

POTE3UPOBAHUS KUZHEHHO BAXKHBIX (YHKIMI TpeOoBanmuch kpahiHe peako. Kaxibrii
IATBIA OOJILHOM TTPH MOCTYIUICHHH UMeT HU3KuH 6ayut o mkane MRS (n=57, 22,98%).

CTouT OTMETUTh, YTO B JIETCKOM BO3pacTe AeO0T OOJIe3HH XapaKTepU30BaJICA
JIOCTOBEPHO 00Jiee BBICOKUM PHCKOM Pa3BUTHUS CYIOPOKHOT'O CHHIPOMA, U3MEHEHHS
ypoBHsI co3HaHusi U HeoOxomumoct B MBJL, a Taxke HamuuueM COMYTCTBYIOIIEH
BPOXKAEHHOMW CEPJICUYHOM MATOJIOTHH.

IIpu cOope aHaMHe3a, a TakXKe @O JaHHBIM OOILETr0 aHadu3a KpPOBU U
KOaryjJorpaMMbl HE YJajloCh BBISIBUTh 3HAUYUMBIX MPU3HAKOB TPOMOODUILHOMN
NPEAPaACIIONIOKEHHOCTH B 3TOM rpynne. B To e BpeMs AeTanbHasi oleHKa (haKTOpOB
pHUCKa IMO3BOJIMJIA YTOYHUTh MATON€HETUYECKUH BAPUAHT MHCYJIbTa B 3TOM BO3pACTE.
OTmeuanach BbICOKAs MPEJCTABICHHOCTb AUCIUNUAEMUN, YTO, O€3YyCIOBHO, MOXKET
pacleHUBATbCS KaK OTIENbHBIA M MOTEHUHUAIBHO MPOrPECCUPYIOMMKM (akTop pHCcKa
UIIEMUYECKOTO MHCYJIbTAa Y MOJIOABIX MAlUMEHTOB YK€ B HAYaJbHBIX CTaIUAX
CTEHO3UpOBaHMs OpaxuonedaibHbX cocyaoB. Ilpu 3TOM oOTMeuanoch 3HAYUMOE
U3MEHEHUE XapPAKTEPUCTUK COCTOSIHUS COCYJIMCTOM CTEHKM AaXXe IMpPU OTCYTCTBHH
c(OpMUPOBABILIErOCs CTEHO3a, a TAK)KE MOKa3aHa €ro poJib Kak MHIUKAaTOpa BO3pacTa
nepBoro snu3ona M.

HeoxumanupiM  pakToM  SBWJICS  OTHOCUTENBHO  OOJIBIIONW  TMPOIICHT
MPUOOPETEHHBIX OPraHUYECKUX U3MEHEHHH CepJilla Y MOJIOABIX MAIMEHTOB, KaXKIbIi
naThld marueHT (N=56, 22,5%) umen kapauosMO0JIMUECKUA MOITUIT UHCYJIbTa. B TO ke
BpeMsl Yy TOJIOBUHBI B3pociblx maiueHTtoB (N=119, 46,48%) ycTraHOBIEHBI
naToreHeTuyeckue GakTopbl, KOTOPbIE MO3BOJIMIN X oTHeCTH K |V nmoarumy mo TOAST,
HEXapaKTEPHOMY JJIsl ITOKHUIIBIX MMAIIMEHTOB.

[lenenanpaBieHHBI TMOUCK Ha oOpdaHHBIE 3a00JIEBaHUS TIO3BOJIIII BBISBUTH
namnueHTa ¢ 6osie3nbro ®adpu B rpyIine MOJIOAbIX MAIUEHTOB, a TAKXKE JBOMX MAIMEHTOB

¢ 60J1e3HBI0 MOlia-Mola U IATEPHIX narueHToB ¢ cunapomoM MELAS y nereit ¢ .
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I'JTABA 4.
PE3YJBbBTATBI MOJIEKYJIAPHO-TEHETUYECKOI'O OBCJIEJJOBAHUSA

TpoMOodunbHas mpenpacnoioKEHHOCTh OOCYXKIACTCS KaK OJUH U3 BEIYIIHMX
dakTopoB pucka nebrora MM B HeTunmnyHOM Bo3pacte. E€ KOCBEeHHBIC TPU3HAKU HAMU
OBLIH BBIABJICHBI B 00eux rpymnnax namueHToB ¢ MW (Ta6mumsr 8, 11).

B xone BeinonHenus uccnenoanus y 154 Mmonoasix B3pocisix U 36 nereit ¢ MU
yAQJIOCh UJICHTU(GUIUPOBATH BAPUAHTHI MOJIUMOP()U3MOB I'€HOB, aCCOIMUPOBAHHBIX C
TpoMOO(DUITBEHOM MPEAPACTIONOKEHHOCTHIO, a TAKXKE Y 36 MOJIOBIX B3POCIBIX U 22 eTen
¢ UM Obun oneHeHbl aJUleTbHbIE BapUaHThl I€HOB PETYJIUPYIONIUX TOHYC CTCHKH
COCYOB.

OO0pasipl KpoBU 711 BepUPUKAIUA HOCUTEIIbCTBA OJHOHYKJICOTHIHBIX 3aMEH B
reHax ObUIM MOJIyYEHBI y MAIlMEHTOB OOCUX TPYMIM MOCE MOATBEPNKIACHUS AHarHo3a
UILIEMUYECKOTO UHCYJIBTA.

Hamy wu3yueHsl crnenyrommue ajulelibHbIE BapUaHTBl T'€HOB CBEPTHIBAIOLICH
cuctemsl kpoBu: 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 (Bcero 8 Touek); u
2 BapuaHTa NOJUMOP(PU3MOB B IeéHaX, OTBETCTBEHHBIX 3a PETYISAIUI0 PEaKTUBHOCTU

crenku cocynoB: NOS3: 786 T>C, NOS3: 894 G>T.

4.1 KonuvecTBeHHbIE XaPAKTEPUCTUKU HOCUTEIbCTBA MOJMMOP(PU3MOB reHOB

TPOMOO(PUIBLHOTO pUCKa

YacroTra BCTpEYaeMOCTH aJUIeJIbHBIX BapUaHTOB B TIeHax manueHtos ¢ MU
npeacTaBiieHa B Tabnmme 15.

CornacHo paHHbIM Tabuuubl 15, mo nokazarensiM cymmapHoro yucia SNP (ot
HOJIS 10 BOCbMH) B OCHOBHOMW U B IPYIINIE CPABHEHMSI MIOJIYYEHBI COIOCTABUMBIE TAHHBIE
(Bce omenmBaemble mokazarenu p>0,05). [To mokazarensm HocuTenbcTBa uncia SNP B
CpPEIHEM KIMHUYECKHE TpyINIbl (IeTH U MoJonable B3pocibsle ¢ MU) nocroBepHO

OTJIMYAJIMCD OT I'PYIIIIbI KOHTPOJIA.
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Tabnuna 15 — KonmnyectBo SNP B n3ydaembIx rpymnmnax

KommgecTBo Bspocinsie, N=154 Hetn, Nn=36 KonTpons, Nn=117
SNP y ogHoro aoc. % aoc. % aoc. %
yeJioBeka, aoc.
I'eHBI perynsTophl reMocTasa |
0 1 0,65 0 0 3 2,56
1 7 4,55 5 13,89 13 11,11
2 33 21,43 6 16,67 51 43,59
3 35 22,73 10 27,78 42 35,90
4 48 31,17* 11 30,56" 6 5,13
5 23 14,94* 3 8,33% 1 0,85
6 7 4,55* 1 2,78 1 0,85
7 0 0,00 0 0 0 0,00
8 0 0,00 0 0 0 0,00
M+m 3,42 +£0,10* 3,11+ 0,217 2,36 + 0,09
['eHbI pEaKTHBHOCTH CTCHKH COCY/IOB |
B3pocibie, =36 n=22 n=65
0 7 19,44 5 22,73 29 24,79
1 16 44,44 10 45,45 30 46,15
2 13 36,11* 7 31,82% 6 9,23
M+m 1,17 +0,12* 1,09 + 0,16% 0,65+ 0,08

[Ipumeuanue: *

— p<0,05 mpu CpaBHEHUU [AHHBIX Yy YYACTHUKOB OCHOBHOW M
KOHTPOJIBHOM rpymt; *— p<0,05 npu cpaBHEHHMHU JaHHBIX YYACTHUKOB IPYIIIEI CPABHEHHUS

Y KOHTPOJIBHOM TPYIIIL.

CymmapHo oO1ee 4uciao OJHOHYKJIEOTHAHBIX 3aMEH IO TeHaM peryisiropam
remocta3za (['PI") y maruentos ¢ M1 (n=190) B 1Ba pa3a 0osibiiie, 4eM B IPYIIE KOHTPOJIS
(n=117): 639 mpotus 279, 3,36 £ 0,09 npotus 2,36 + 0,09 (p<0,05) 0AHOHYKIECOTHUAHBIX
3aME€H y yYaCTHUKOB OCHOBHOW TPYMIBI M TPYIIBI KOHTPOJS COOTBETCTBEHHO. [lpum
OLICHKE T'€HOB, PErYJIMPYIOUINX peakTuBHOCTh cTeHku cocynoB (I'PC), cymma SNP vy
narentoB ¢ UM (n=58) B monropa pasa Beilile, 4eM B TPpyIIe KOHTPOJIs (n=65): 66 u 36,
1,14 = 0,10 npotus 0,65 + 0,08 (p<0,05) cOOTBETCTBEHHO MPU CPABHEHUH MAITUEHTOB U
TPYIIBI KOHTPOJIS.

Hamu Obinma 3aduxcupoBaHa TEHIEHLUHS K YBEIWYEHHUIO BCTPEYAEMOCTHU
OONbIIEro Yucia OJAHOHYKJICOTHIHBIX 3aMEH MMEHHO CpeIu MOIMYJSLHUH OOJIbHBIX

(Tabnwuma 16; Pucynok 5).
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Tabmuma 16 — KommuectBo SNP y mammenTtoB ¢ UM (oObenuHeHHBIE TaHHBIC) W B

KOHTpOJIE

KonnuectBo Bcero namueHToB OtHommenune Kontponas, n=117
SNP y ognoro JICTHB3POCIIbIC, (D/(2) (2)
4esroBeKa, aoc. n=190 (1)

abc. | % a6c. | %

['enbl perynstopsl remocTasa

0 1 0,53 0,21 3 2,56
1 12 6,32 0,57 13 11,11
2 39 20,53 0,47 51 43,59
3 45 23,68 0,66 42 35,90
4 59 31,05 6,05 6 5,13
5 26 13,68 16,09 1 0,85
6 8 4,21 4,95 1 0,85
7 0 0 - 0 0
8 0 0 - 0 0

I'eHBI peakTUBHOCTH CTEHKH COCY/IOB
KonnuectBo Bcero manuenToB Otnomrenue | Kontposs, N=65 (2)
OJIMMOP (PHBIX JICTHB3POCIIBIE, (D/(2)
T'CHOB y OJHOTO n=58 (1)
yeJIoBeKa, aoc. ao0c. % a0c. %
0 12 20,69 0,83 29 24,79
1 26 44 .83 0,97 30 46,15
2 20 34,48 3,74 6 9,23
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Pucynok 5 — KommuectBo SNP TpomOoduibHOTO criekTpa y JIeTel M B3POCIHBbIX C

nepenecéHHbIM MM 1 B KOHTpOJIIE
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Taxum 00pa3zoM, 1Mo CpaBHEHHUIO C KOHTPOJBHOM TPYMIION YeM BbIIIE CyMMapHOE
kommuecTBO SNP, TeM BbIllIe UX BCTPEUYaeMOCTh B MOMYJISIIUN OOJNbHBIX.

C nomo1upto pacueta oTHomeHus mancoB (OL) BO3MOXKHO OLEHUTh PUCK J1e0t0Ta
UIIEMUYECKOTO HMHCYJIbTAa B HETUIIMYHOM BO3PAcT€ B 3aBUCUMOCTH OT YHUCJIEHHBIX

XapakTepucTHK moauMopdu3MoB (Tabmumpr 17-17*%).

Tabnmuna 17 — Pacuér BeposiTHOCTH Ae0l0Ta HIIEMHUYECKOTO WHCYJIbTAa y MOJOJBIX

B3POCJIbIX B 3dBUCHUMOCTH OT YHCJICHHBIX IIAapaMCTPOB HOJII/IMOp(bI/IBMOB I'CHOB

I'en-rennoe KonTtpons Momnopsie B3pocibie, N=154
COYETAHUE n=117
Abc. Ab6c. | Ol | I, 95% Ko Y
0 SNP B renax ['PT" 3 1 0,25 10,02| 253| 0,854 1,676
1 SNP B renax ['PT" 13 7 0,38 10,14| 1,01| 0,564 4,193
2 SNP B renax I'PT° 51 33 103 (021| 0,61 0,098 15,267
3 SNP B renax I'PT" 42 35 | 053 (030|091 | 0,994 5,670
4 SNP B renax I'PT 6 48 | 8,38 | 3,38 (20,76 | 0,000 28,257
5 SNP B renax I'PI’ 1 23 20,37 |2,60|159,6 | 0,000 16,330
6 SNP B renax I'PT 1 7 552 |0,64 47,54 0,000 3,161
7 SNP B renax ['PT° 0 0 1 - - - -
8 SNP B renax I'PI" 0 0 1 - - - -
n=65 Momonpie B3pocibie, N=36
0 SNP B renax I'PC 29 /7 1030 |(0,11| 0,80| 0,007 6,399
1 SNP B renax ['PC 30 16 | 0,93 |0,40| 2,15 | 0,645 0,027
2 SNP B renax I'PC 6 13 | 5,56 |1,84|16,74| 0,001 10,961
n=65 Momnopie B3pocibie, N=29
Cymmapsro 4 SNP o
R 21 7 0,67 [0,24| 1,84 | 0,852 0,640
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[Tponomkenne Tabnuist 17

Cymmapno 5 SNP o
18 8 0,99 10,37 | 2,70 0,597 0,000
000MM ITaKeTaM T€HOB
Cymmapno 6 SNP no
5 8 457 11,31 /1592| 0,014 6,660
00OMM IMaKeTaM I'eHOB
Cymmapro 7 SNP o
4 2 1,13 /10,19 | 6,78 0,604 0,019
00OMM IMaKeTaM T'€HOB
Cymmapno 8 SNP o
YHMEP 1 0 - - - 1,000 -
000MM TTaKeTaM T'€HOB
Cymmapro 9 SNP o
YHMEP 1 0 - - - 1,000 -
00OMM ITaKeTaM T'€HOB
Cymmapro 10 SNP 1o
YHMED 0 0 - - - 1,000 -
00OMM ITaKeTaM T'€HOB
[Ipumeuanune: OIIl — OTHOLIEHHWE IIAHCOB NPU CPABHEHHM TOKa3aTeled y

B3pocibix ¢ MM u B koHTpOsbHOM rpynne; I — nnana3oH qOBEpUTENBRHOIO HHTEPBAA,
K® — kputepuii ®ummepa; SNP — ogHonykneotuaasie 3amensl; [ PI" — reHbl perynsaropsl
remocraza; [PC — TeHBI PETyIsITOPOB TOHYCAa COCYIOB; ¥> — KPMTEPUH XH-KBaJpaT

[Inpcona.

Tabmuna 17* — Pacu€r BeposTHOCTH Ne0r0Ta MIIEMHUYECKOIO WHCYJIbTa y JEeTeil B

3aBUCUMOCTH OT YHCJICHHBIX MTAPaMETPOB TOJIUMOP(PU3MOB TEHOB

I'en-rennoe coueranue | KoHTposib netn, N=36

n=117

Abc. A6c. |OII | M, 95% K® 2
0 SNP B renax I'PI" 3 0 - - - - -
1 SNP B renax I'PT" 13 5 11,29/042| 3,99| 0,20036 | 0,205
2 SNP B renax ['PT° o1 6 |0,26/0,10| 0,68| 0,00183| 8,537
3 SNP B renax ['PT" 42 10 10,69|0,30| 1,59 | 0,865 0,809
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4 SNP B renax I'PI’ 6 11 | 8,14 (2,69 |2464 | 0,000 18,022
5 SNP B renax I'PT 109,7

1 3 |1055(1,01 9 0,041 6,048
6 SNP B renax I'PI" 3,31 {0,219 |5756| 0,416 0,789
7 SNP B renax I'PI" 1 - - - -
8 SNP B renax I'PI' 0 0 1 - - - -

n=65 neTu, N=22
0 SNP B renax I'PC 29 5 1049 |0,17| 1,41| 0,075 1,891
1 SNP B renax 'PC 30 10 | 0,97 10,36 | 2,62 0,618 0,003
2 SNP B renax I'PC 6 7 459 11,31/16,08| 0,017 6,598
n=65 neTH, N=22

Cymmapno 4 SNP B

21 5 0,62 0,20 | 1,94 0,869 0,720
000X ITaKeTax r€HOB
CymmMmapno 5 SNP B

18 4 0,58 | 0,127 | 2,00 0,881 0,787
000X IMaKeTax r€HOB
CymmMmapno 6 SNP B

5 4 2,67 10,63]11,31| 0,160 1,950
000X ITaKeTax r€HOB
Cymmapno 7 SNP B

4 2 153 [ 0,25 | 9,29 0,477 0,221
000X ITaKeTax r€HOB
CymmMmapno 8 SNP B

1 0 - - - 1,000 0,342
000UX MMaKeTax reHOB
CymmMmapno 9 SNP B

1 0 - - - 1,000 0,342
000UX MMaKeTax reHOB
CymmMmapno 10 SNP B

0 0 - - - 1,000 -
000UX MMaKeTax reHOB

[Ipumeuanne: OIIl — OTHOIIEHUE MIAHCOB MPU CPABHEHUH TOKA3aTENEN y AETEN C
NN u B konTposbHOM Tpymnmne; AW — nuana3oH gosepurtenbHOro mHrepsaina, KO —
kputepuit @umepa; SNP — oqHonykineoruaasie 3amenbl; ['PIT — rensr TpoMboduiisHOTO

pucka; [PC — reHbl peryasaTopoB CTEHKU COCYIOB; ¥ — KpuTepuii Xxu-kpaapar [IupcoHa.
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Tabnmuna 17** — Pacuér BeposITHOCTH Ae0I0Ta WIIEMHUYECKOTO MHCYJbTa HETUITUYHOM

BO3pacCTC B 3aBUCUMOCTH OT 4YHCJIa HOJ'H/IMOPCI)I/ISMOB T'CHOB

['en-rennoe Kontpoin Hetu+s3pociasie, N=190
coueTaHue n=117
Abc. A6e. | Ol | JIH, 95% K® 2
0 SNP B renax I'PT" 3 1 0,20 0,02 2,05 | 0,976 | 2,338
1 SNP B renax I'PI" 13 12 | 0,54 |0,23| 1,25 | 0,954 | 2,226
2 SNP B renax I'PI’ 51 39 1033|020 0,56 | 0,999 | 18,588
3 SNP B renax I'PT" 42 45 | 0,55 |0,33| 0,93 | 0,992 | 5,319
4 SNP B renax I'PI" 6 59 | 8,33 |3,40| 20,39 | 0,000 | 29,159
5 SNP B renax I'PI" 1 26 [18,39|2,36 |143,21| 0,000 | 14,859
6 SNP B renax ['PT° 1 8 5,10 | 0,60 | 43,10 | 0,084 | 2,866
n=65 n=58
0 SNP B renax I'PC 29 12 (0,32 0,24, 0,73| 0,003 | 7,895
1 SNP B renax I'PC 30 26 |09 |046| 196 | 0,629 | 0,022
2 SNP B renax I'PC 6 20 | 5,18 |1,87| 1435 | 0,001 | 11,724
n=65 n=51
Cymmapio 4 SNP s 21 12 | 064 |0,28| 1,50 | 0,894 | 1,082
000MX MaKeTax TeHOB
Cymmapio 5 SNP B 18 12 | 0,80 |0,34| 1,90 | 0,764 | 0,258
000uX MaKeTax reHoB
Cymmapo 6 SNP s 5 12 | 369 (1,18 11,56 | 0,017 | 5,731
000X MaKeTax reHoB
Cymmapio 7 SNP s 4 4 | 1,30 |030| 563 | 0500 | 0,127
000HMX MaKeTax TeHOB
Cymmapuo 8 SNP B 1 0 _ _ _ 1,000 0,791
000X MaKeTax reHoB
CymmMmapno 9 SNP B 1 0 _ _ _ 1,000 0,791
000UX MaKeTax TeHOB
CymmMmapno 10 SNP B 0 0 _ _ _ 1,000 _
000UX MaKeTax TeHOB
[Ipumeuanune: OIIl — oOTHOWIEHHWE WIAHCOB NPU CPABHEHMM IIOKa3aTeled y

nanueHToB ¢ MMM B HetunuuHOM BoO3pacte ¢ rpynnod konrtposs; M — nmanaszon
noBepuTenbHOro uHtepBana, KO — xpurepuit @umepa; SNP — ogHOHyKI€oTHIHBIE
3ameHsl; ' PI" — rensl perynsatopsl remoctasa; I'PC — reHsl perysisiTopoB CTEHKH COCYJIOB;

¥? — KkpuTepuii xu-ksajpar I[Tupcona.
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B rtabmuuax 17-17** mnpoaeMOHCTpUPOBAHO, YTO HOCUTENbCTBO 4 u 5
TpoMOO(DUITBHBIX MOTUMOp(PH3Ma WM OTHOHYKICOTHIHBIC 3aMeHbI B TeHax 06enx NO-
CUHTa3 JOCTOBEPHO MOBbIaN0 puck aedota MM B Hetunuunom Bospacte (OLI>5,18,
p<0,001). B cayuae naxogku 6 u3 10 SNP u3 060ux makeToB TakoW PHCK CTAaHOBUTCS
MakcuManibHbeIM (OI=3,7, p<0,017). Takum 00pa3oM, pe3yabTaThl KOJIMYECTBEHHOIO
aHaKn3a, KOTOpbIe ObUIH MPEACTABICHBI BBIIIE, OTYYWIH MOATBEPKICHUE.

Taxke HamMu OBUIO TPOBEPEHO YTBEPXKACHHE, UYTO HOCHTEIHCTBO 1-2
TpOMOO(DUIBHBIX TOIUMOPPU3MOB MOMKET OBITh «IPOTEKTUBHBIM». B KOHTpPOIBHOU
TPYIIe TaKOe YHUCIIO OJHOHYKJICOTHIHBIX 3aMEH BCTPEUYaJIOCh JOCTOBEPHO dalle, a
BepOsATHOCTHh oTcyTcTBUsI UM B MOno/10M Bo3pacTe Bbipactaio B Tpu paza (OLI=3,44,
1IN 2,04-5,8, K® 0,001); Takas >xe TeHaeH1Ms Obl1a 3agukcupoBana y aeteit (OL=2,74,
I 1,22-6,19, K® 0,006).

Takum oOpa3oM, Ha OCHOBAaHHMHM MPOBEAECHHBIX PACUYETOB TOKA3aHO, YTO MPH
HAJIMYUM KPUTHUYECKOTO KoyimuecTBa TeX wian WHBIX SNP, accoluupoBaHHBIX C
TpOMOO(DUIBLHEIM PHUCKOM, JIOCTOBEPHO TIOBBINIACTCS BEPOATHOCTH paszButus WM.
VYyuuthiBasi, 4T0 MO00HASI TEHACHITUS OblJIa BRISIBJICHA U OMUCAaHA HAMH B MPEIBIIYIINX
UCCIICIOBAaHMSIX Ha IPYTUX MOMyJsusx narueHtos [41, 213, 395], cneayronumm 3tarom

MBI OIICHMIJIN BKJIad OTACIIbHBIX HOJ'H/IMOp(bI/IBMOB.

4.2 KayecTBeHHasl XapaKTePUCTHKA NOJTUMOP(PU3MOB reHOB TPOMOO(PUIBLHOTO
PHCKa Y NAIMEHTOB B HETUIIMYHOM BO3pPacTe ¢ OCTPHIM HApPyLIEHUEeM MO3roBOIo

KPOBOOOpalIeHUus

Ha crnenyromem stame wuccieoBaHusi ObUT MPOBENEH aHAINW3 BCTPEYAEMOCTH
OJTHOHYKJICOTHIHBIX 3aMEH B T€HaX TPOMOO(DMIBHOTO PHCKA OIICHUBACMBIX TCHOB M UX
BKJIaJ B puck ae0rota MM B HeTunmuuHOM Bo3pacte B 00eux rpymmax (Taomursr 18-19;

Pucynku 6, 7), a Takxke B komOuHarusx (Tabnura 6).
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71,79% (n=84)
53,90% (n=83)
55,56% (n=20)

FGB: -455

97,44% (n=114)
F2:20210 93,51% (n=144)
94,44% (n=34)

98,29% (n=115)
F5: 1691 92,86% (n=143)
97,22% (n=35)

92,31% (n=108)

F7:10976 42,21% (n=65)

75,00% (n=27)

64,96% (n=76)

F13: 103 52,60% (n=81)
61,11% (n=22)
44,44% (n=52)
ITGA2: 807 29,22% (n=45)
30,56% (n=11)
72,65% (n=85)
ITGB3: 1565 71,43% (n=110)
47,22% (n=17)
20,51% (n=24)
PAI-1: -675 22,08% (n=34)
27,78% (n=10)
58,46% (n=38)
NOS3: 786 27,78% (n=10)
22,73% (n=5)
76,92% (n=50)
NOS3: 894 55,56% (n=20)
68,18% (n=15)
0,00 20,00 40,00 60,00 80,00 100,00 120,00

B KOHTpoNb M B3pocable M aeTn

Pucynok 6 — PacnpocTpaHEHHOCTh «IUKWX» ajUIeTbHBIX BapHAHTOB T'CHOB B

OLICHMBAEMBIX I'PyIIax
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28,21% (n=33)
FGB: -455 46,10% (n=71)
44,44% (n=16)
2,56% (n=3)
F2: 20210 6,49% (n=10)
5,56% (n=2)
1,71% (n=2)
F5: 1691 7,14% (n=11)
2,78% (n=1)
7,69% (n=9)
F7: 10976 57,79% (n=89)
25,00% (n=9)
35,04% (n=41)
F13: 103 47,40% (n=73)
38,89% (n=14)
55,56% (n=65)
ITGA2: 807 70,78% (n=109)
69,44% (n=25)
27,35% (n=32)
ITGB3: 1565 28,57% (n=44)
52,78% (n=19)
79,49% (n=93)
PAI-1: -675 77,92% (n=120)
72,22% (n=26)
41,54% (n=27)
NOS3: 786 72,22% (n=26)
77,27% (n=17)
23,08% (n=15)
NOS3: 894 44,44% (n=16)
31,82% (n=7)
0,00 10,00 20,00 30,00 40,00 50,00 60,00 70,00 80,00 90,00

B KOoHTpoNb M B3poc/ible M aetn

Pucynox 7 — Pacnipoctpanérarocts SNP (retepo- 1 TOMO3HTOTHBIC BapHUAHTHI) B

rpymnmax

Cpenu naiyeHToB ¢ MIEMUYECKUM UHCYJIBTOM KaK BO B3pOCIIOH, TaK U B IETCKOU
rpynmnax 4acToTa PerucTpaliyl «IUKOro» TeHOTUIA Oblia CYIIECTBEHHO HUXKE, YeM B

KOHTPOJIBHOM MOMYJIAIUH (3a HcKitoueHueM reHoB (aktopos |l u V). Takum oOpazom,
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rersl F2: 20210 u F5: 1691, ypoBeHb KOTOPBIX B MOMYJSALUU OOJBHBIX C TPOMOO3aMH B
HETUIMHYHOM Bo3pacTe aocturaet B EBpone 20%, B momyisiiiy HAIIUX MallMEHTOB Kak
IPAaBWJIO MUMEIU JUKUI (EHOTUI M PEerucTpUpOBAIUCH C YACTOTOM, COMOCTAaBUMOM C
rpynmnoi koHTpous (tabmn. 18, pucyHok 6 u 7).

C nomo1upto pacueta oTHomeHHs mancoB (OL) BO3MOXKHO OLIEHUTh PUCK J1e0r0Ta
UIIEMUYECKOT0 MHCYJIbTa B HETUIIMYHOM BO3PACTE B 3aBUCUMOCTH OT IIPEICTABICHHOCTH

Yy nanmueHTa TCEX MWJIM HHBIX aJlJICJIbHBIX BAPHUAHTOB, 3TH AOAHHBIC IPCACTABJIICHBI B

tabiumax 18-18**, 19-19**,

Tabnuma 18 — Pacuér BeposiTHOCTHM Ae0I0Ta WIIEMHUYECKOTO WHCYJIbTAa y MOJOJBIX

B3POCJIbIX B 3dBUCHUMOCTH OT aJZICJIbHBIX COCTOSIHUM T€HOB PETYJETOPOB ICMOCTA3a

SNP Coctosinue | KoHTpoJib, B3pocibie, N=154
reHa n=117 Abc. | Ol I, 95% Ko
FGB: -455 GG 84 83 0,46 | 0,27 | 0,77 0,999
GA 29 61 199 | 1,16 | 3,42 0,007
AA 4 10 1,9 | 0,59 | 6,58 0,198
GA+AA 33 71 2,18 | 1,29 | 3,67 0,002
F2: 20210 GG 114 144 | 0,38 | 0,10 | 1,45 0,967
GA 3 10 2,64 | 0,69 | 10,08 0,111
AA 0 0 - - - -
GA+AA 3 10 2,64 | 0,69 | 10,08 0,111
F5: 1691 GG 115 143 | 0,23 | 0,05 | 1,07 0,994
GA 2 11 4,42 | 0,93 | 21,00 0,033
AA 0 0 - - - -
GA+AA 2 11 4,42 | 0,93 | 21,00 0,033
F7:10976 GG 108 65 0,06 | 0,03 | 0,13 1,000
GA 8 19 192 | 0,79 | 4,63 0,097
AA 1 70 196,67 | 12,6 | 739,36 0,000
4
GA+AA 9 89 16,43 | 7,63 | 35,37 0,000
F13:103 GG 76 81 0,60 | 0,36 | 0,99 0,985
GT 39 64 1,42 | 0,85 | 2,37 0,105
TT 2 9 3,57 | 0,73 | 17,38 0,078
GT+TT 41 73 1,67 | 1,01 | 2,77 0,027
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[Tponomkenne Tabnuibt 18

ITGA2: 807 CC 52 45 | 0,52 | 0,31 | 0,86 0,997

CT 50 87 | 1,74 | 1,06 | 2,86 0,017

TT 15 22 | 1,13 | 055 | 2,33 0,435

CT+TT 65 109 | 1,94 | 1,16 | 3,24 0,007

ITGB3: 1565 TT 85 110 | 0,94 | 0,54 | 1,63 0,639

TC 30 43 | 1,12 | 0,64 | 1,96 0,391

CcC 2 1 0,38 | 0,03 | 4,41 0,921

TC+CC 32 44 | 1,06 | 0,61 | 1,84 0,467

PAI-1: -675 5G5G 24 34 | 1,10 | 0,60 | 2,00 0,437

5G4G 59 65 | 0,72 | 0,44 | 1,18 0,929

4G4G 34 55 | 1,36 | 0,80 | 2,30 0,153

5G4G+4G4AG 93 120 | 0,91 | 0,50 | 1,66 0,676
[Ipumeuanune: OIIl — OTHOLIEHHWE WIAHCOB NPU CPAaBHEHHM IOKa3aTeled y

YYaCTHUKOB OCHOBHOW M KOHTpOJIbHOW rpymm; [ — nuamazoH IOBEPUTENBHOTO

unTepBana, KO — kpurepuit Gumepa; SNP — 0THOHYKICOTHTHBIE 3aMEHBI.

Tabmuma 19 — Pacuer pucka HIIEMHYECKOTO HMHCYJIBTa y MOJOJIBIX B3pPOCHBIX B

3aBUCHUMOCTH OT aJIJIEJIbHBIX COCTOSIHMI T'€HOB PETYIIATOPOB CTCHKH COCYIOB

SNP Cocrosiune | KoHTpoub, B3pocibie, N=36
reHa n=65 Ab6c. | Ol I, 95% K®
NOS3: 786 TT 38 10 0,27 | 0,11 | 0,67 0,999
TC 17 10 1,09 | 0,43 | 2,76 0,519
CC 10 16 440 | 1,68 | 11,50 | 0,002
TC+CC 27 26 3,66 | 1,49 | 8,99 0,003
NOS3: 894 GG 50 20 0,38 | 0,15 | 0,92 0,993
GT 12 13 2,50 | 0,97 | 6,41 0,043
TT 3 3 1,88 | 0,35 | 10,17 | 0,364
GT+TT 15 16 2,67 | 1,09 | 6,51 0,023

[Tpumeuanue: OILl — oTHOIIEHHE IIIAHCOB TP CPAaBHEHUH NTOKA3aTeEN y yYaCTHUKOB
OCHOBHOM M KOHTpoJibHOM rpynm; JIM — nuanazon goBepurtenbHOro uHrepnaina, KO —

kputepuit Guiepa; SNP — 0 THOHYKJICOTHIHBIE 3aMEHBI.
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[Ipu oreHKe BKJIa1a HOCUTENIBCTBA OTACIBHBIX TPOMOO(UIBEHBIX TTOJIMMOP(HU3MOB
B KauecTBe (pakTopa pucka aeOroTa HIIEMHUYECKOr0 MHCYJIbTa B MOJOJOM BO3pacTe
OTMEUYEHO, uTo mnosiBieHue B renotune JJAXKE rerepo3uroTHoro ajmiebHOro BapuaHTa
TeHa TIOBBIMIACT TakoW puck B 1,67 m Oonee paza (TeHaeHIuUs oTMedeHa mo 7 u3 10
OLICHMBACMbIX T'eHOB). IIpM 3TOM COMHHTEIBHBIM BBINISJIUT MOBBIIMICHUE PUCKA TPH
HOcUTeNbCTBE MOIUMOPGhH3MOB reHoB V 1 VII hakTopoB B ¢BsA3M ¢ MajIbIM KOJUYECTBOM
JAHHBIX (HECMOTpST HAa MPOJEMOHCTPUPOBAHHYIO JOCTOBEPHOCTH). CBS3b JaHHBIX
noJIMMOPGU3MOB € PAa3BUTHEM HINIEMUYECKOTO MHCYJIbTa B MOJIOJIOM BO3pacTe JOHKHA

OBITH JOCTOBEPHO YCTAHOBJIEHA HA OOJBIINX BHIOOPKAX.

Tabnuna 18* — Pacuet pucka pa3BUTHA UIIEMUYECKOTO HHCYJIBTA Y IETEH B 3aBUCUMOCTH

OT aJJIEJILHBIX COCTOSIHUI T€HOB PETYISTOPOB reMocTas3a

SNP Cocrosinue | KoHTpoJib, netu, N=36
reHa n=117 Aobc | Ol U, 95% K®
FGB: -455 GG 84 20 | 0,49 | 0,22 | 1,08 0,977
GA 29 13 1,72 | 0,76 | 3,88 0,133
AA 4 3 257 | 053] 12,44 0,210
GA+AA 33 16 2,04 093 | 4,47 0,054
F2: 20210 GG 114 34 | 045 |0,07 | 2,89 0,915
GA 3 2 2,24 | 0,35 | 14,46 0,336
AA 0 0 - - - 1,000
GA+AA 3 2 2,24 | 0,35 | 14,46 0,336
F5: 1691 GG 115 35 0,61 |0,05| 7,27 0,862
GA 2 1 1,64 | 0,14 | 19,61 0,556
AA 0 0 - - - 1,000
GA+AA 2 1 1,64 | 0,14 | 19,61 0,556
F7:10976 GG 108 27 0,25 | 0,09 | 0,70 0,998
GA 8 9 454 | 157 | 13,14 0,005
AA 1 0 0 - - 1,000
GA+AA 9 9 400 | 142 | 11,28 0,009
F13: 103 GG 76 22 0,85 (0,39 | 1,86 0,734
GT 39 9 0,67 (0,28 | 1,58 0,876
TT 2 5 9,27 | 1,66 | 51,87 0,008
GT+TT 41 14 1,18 | 0,54 | 2,59 0,409
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[Tponmomkenue Tadbmmipt 18*

ITGAZ2: 807 CC 52 11 | 0,55 | 0,24 | 1,24 0,955
CT 50 22 | 2,11 | 0,97 | 459 0,041

TT 15 3 0,62 | 0,16 | 2,33 0,849

CT+TT 65 25 | 182 | 081 | 4,10 0,098

ITGB3: 1565 TT 85 17 | 0,34 | 0,15 | 0,74 0,999
TC 30 19 | 3,24 | 1,47 | 7,15 0,003

cC 2 0 - - - 1,000

TC+CC 32 19 | 297 | 135 | 6,52 0,005

PAI-1: -675 5G5G 24 10 | 1,49 | 0,62 | 3,57 0,242
5G4G 59 15 | 0,70 | 0,32 | 1,52 0,867

4G4G 34 11 | 1,07 | 0,47 | 2,46 0,509

5G4G+4G4G 93 26 | 0,67 | 0,28 | 161 0,873

[Tpumeuanue: OIII — OTHOIIEHUE MIAHCOB MPU CPABHEHUH TIOKA3aTENe y AETEH C
NN n B xoHTposbHOU rpymme; AW — nuama3oH noBepuTenpbHOro uHTepBana, KO —

kputepuit Oumepa; SNP - o1HOHYKIICOTHIHBIE 3aMEHBI.

Tabnuma 19* — Pacder pucka WIIEMHYECKOTO MHCYJIbTA Yy JAECTEH B 3aBUCUMOCTH OT

aJlJICJIbHBIX COCTOSIHUM T€HOB PETYIATOPOB CTCHKH COCYI0B

SNP Coctosinue | KoHTpoJib, neTH, N=22
reHa n=65 Ab6c. | Ol I, 95% K®
NOS3: 786 TT 38 5 0,21 | 0,07 | 0,65 0,999
TC 17 4 0,63 | 0,18 | 2,17 0,852
CC 10 13 794 | 2,63 |24,03| 0,000
TC+CC 27 17 4,79 | 154 14,89 | 0,004
NOS3: 894 GG 50 15 0,64 | 0,22 | 1,91 0,864
GT 12 6 1,66 | 0,52 | 5,24 0,276
TT 3 1 0,98 | 0,09 | 10,46 | 0,696
GT+TT 15 7 156 | 0,52 | 4,62 0,292

[Tpumeuanune: Ol — oTHOIIEHKE IAHCOB MIPU CPABHEHUU MOKAa3aTENEH y AETEN C
NN u B konTposbHOM rpymnmne; M — nuana3oH nosepurenbHOro mHrepsaina, KO —

kputepuilt Gumiepa; SNP — 0THOHYKJICOTHIHBIE 3aMEHBI.

Taxum 00pa3oM, B IETCKOM MOMYJSIMU B BO3pACTe cTapiie 7 JET HOCUTEIbCTBO

JaKE OTACIbHBIX AJIJICJIbHBIX BAPHWAHTOB I'CHOB, XOT: OBI reTepoO3uroTHOM BapHAHTE,
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noBbimaeT puck MM B 2,11 u Gostee pasza (treraeHius ormedena mo S u3 10 renos). [Ipu
3TOM HOCHUTEIBCTBO TOMO3UTroTHOro BapuanTa reHa Xl ¢akropa moBeimaeT puck

I[G6IOT& HINEMHUYICCKOI'O MHCYJIbTA B AICTCTBC B 9,27 pasa.

Tabmuma 18** — Pacu€r pucka HIIEMHUYECKOr0 WHCYJIbTa B HETUIIMYHOM BO3pacTe B

3aBUCHUMOCTH OT HOCHUTCJIbCTBA HOJII/IMOp(bI/IBMOB I'CHOB PCTYJIATOPOB I'eMOCTa3ad

SNP Cocrosinue | KonTporb, Bspocaeietaern, n=190

reHa n=117 | A6c. | Ol 1, 95% K®d

FGB: -455 GG 84 103 | 0,47 | 0,28 | 0,77 0,999
GA 29 74 | 194 | 115 | 3,26 0,007

AA 4 13 | 2,07 | 0,64 | 6,68 0,155

GA+AA 33 87 | 2,15 | 1,30 | 3,56 0,002

F2: 20210 GG 114 178 | 0,39 | 0,10 | 1,45 0,966
GA 3 12 | 2,56 | 0,69 | 9,52 0,111

AA 0 0 - - - 1,000

GA+AA 3 12 | 2,56 | 0,69 | 9,52 0,111

F5: 1691 GG 115 178 | 0,26 | 0,05 | 1,21 0,990
GA 2 12 | 3,88 | 0,83 | 18,19 0,050

AA 0 0 - - - 1,000

GA+AA 2 12 | 3,88 | 0,83 | 18,19 0,050

F7:10976 GG 108 92 | 0,08 | 0,04 | 0,17 1,000
GA 8 28 | 2,35 | 1,02 | 5,45 0,026

AA 1 70 | 67,67 | 8,88 | 515,74 | 0,000

GA+AA 9 98 |12,78 | 6,02 | 27,12 0,000

F13: 103 GG 76 103 | 0,64 | 0,39 | 1,04 0,976
GT 39 73 | 1,25 | 0,76 | 2,04 0,219

TT 2 14 | 457 | 0,99 | 21,14 0,023

GT+TT 41 87 | 1,57 | 0,96 | 2,54 0,410

ITGA2: 807 CC 52 56 | 0,52 | 0,32 | 0,85 0,997
CT 50 109 | 1,80 | 1,12 | 2,90 0,009

TT 15 25 | 1,03 | 0,51 | 2,07 0,540

CT+TT 65 134 | 191 | 1,17 | 3,12 0,006
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ITGB3: 1565 TT 85 127 | 0,76 | 0,45 | 1,27 0,885
TC 30 62 | 1,40 | 0,83 | 2,37 0,121
CcC 2 1 0,30 | 0,03 | 3,56 0,946
TC+CC 32 63 | 1,32 | 0,79 | 2,21 0,173
PAI-1: -675 5G5G 24 44 1 1,17 | 0,66 | 2,07 0,347
5G4G 59 80 | 0,71 | 0,45 | 1,15 0,938
4G4G 34 66 | 1,30 | 0,78 | 2,16 0,183
5G4G+4G4 93 146 | 0,86 | 0,48 | 1,52 0,752
G
IIpumeuanune: OIIl — oOTHOmIEHHWE WIAHCOB NPU CPABHEHMM IIOKa3aTelIed y

nanueHToB ¢ MU u B koHTpOsbHOM rpymie; I — nrnana3oH JOBEpUTENBHOIO HHTEPBAJIA,

K® — kpurepunii @umiepa; SNP - oqTHOHYKICOTHAHBIE 3aMEHBI.

Tabmuma 19** — Pacuer pucka pa3BUTHS WIIEMHUYECKOTO UHCYJIbTa B HETUIIMYHOM

BO3pAacTe B 3aBUCUMOCTH OT HOCUTEJIbCTBA MOJUMOP(PU3MOB F€HOB PETYJIATOPOB CTEHKU

COCYJI0B
SNP Cocrosiane | KoHTpoJb, Bspocnbsiet+aern, Nn=36+22=58
reHa n=65 Abc. | Ol I, 95% K®
NOS3: 786 TT 38 15 0,25 | 0,11 | 0,54 | 0,999
TC 17 14 0,90 | 0,39 | 2,07 | 0,678
CcC 10 29 5,50 | 2,32 | 13,07 | 0,000
TC+CC 27 43 403 | 1,84 | 8,83 | 0,000
NOS3: 894 GG 50 35 0,46 | 0,21 | 1,01 | 0,986
GT 12 19 2,15 | 0,92 | 503 | 0,053
TT 3 4 1,53 | 0,32 | 7,37 | 0,436
GT+TT 15 23 2,19 | 0,99 | 486 | 0,037
[Ipumeuanune: OIIl — OTHOLIEHHWE IIAHCOB NPU CPABHEHHM IOKa3aTeslei

nanueHToB ¢ MU u B koHTpOsbHOM rpymie; I — nnana3oH JOBEpUTENBHOIO HHTEPBAJA,

K® — kputepuit @umiepa; SNP - 0 fHOHYKICOTHAHBIC 3aMEHBI.
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OueHka BKJIaJla HOCHUTEJIBCTBA OTIEIbHBIX aJUICbHBIX COCTOSSHUI T'€HOB
TpoMOO(DUIHLHOTO PUCKA IMOKa3aia, 9YTO HOCUTEIBCTBO Jake TeTePO3UTOTHOTO BapUaHTa
reHa MOXET YBEJIMYUTh PUCK J1e0I0Ta HIIIEMUYECKOTO MHCYJIbTAa B HETUITUYHOM BO3paCTe
kak MuHUMYM B 1,8 pa3 (B 7 u3 10 oueHHBaeMbIX I'€HOB HAWJEHO JOCTOBEPHOE U
3HaunMoe moBeimenue OIII). A HekoTopble MOJIUMOPGU3MBI TEHOB B TOMO3UTOTHOM
COCTOSIHUU CIIOCOOHBI YBEJIMYUThH TAKOW PUCK MIIEMHYECKOT0 UHCYINbTa B 4,57 u 6oJee
pa3 (p <0,023).

Hamu otrmedeHo, 4To BCe ydacCTBYIOIIHE B TI€MOCTa3HMOJIOTUYECKUM KacKale
KOMIIOHEHThl — (PAaKTOpbl CBEPTHIBAHUS, COCTOSTHUE COCYIUCTON CTEHKH, COCTOSHUE
TPOMOOIIMTOB, IO IAHHBIM T€HETUYECKOTO aHAJIN3a OB «CKOMIIPOMEHTHUPOBAHBD.

Hamu mpoBeneHa oneHka BO3MOXKHOW KOPPEJSIUMOHHOW CBSA3M HOCHUTENIBCTBA
aJUICNIbHBIX BAPUAHTOB T'€HOB U KJIMHUYECKHUX IMPU3HAKOB HILIEMUYECKOTO MHCYJIbTA B
octpoMm niepuojie. KoppensimonHsie napsl 00pa3oBaHbl MEXIY BCEMH OILICHUBAEMbIMU
aJJIeIbHBIMU BapUAHTAMH T'€HOB M CBEJCHUSIMU O T€UEHUU OOJIC3HU, BKIIIOYAS JIAHHBIE
KJIIMHUKO-T1a00paTOPHBIX M MOJEKYJISPHO-TEHETUYECKUX TOKa3aTejel, a TakxKe
oTBeTaMH U3 aHKeT «Bcepoccuiickoro perucrpa...» — 2374 napbl. AHAJIN3 MTOKa3all, 4YTO
Bcero 2% map Takyro CBs3b OOHAPYKHIIU, U3 HUX & Tap — cpeaHeit cuibl, 13 — cnaboii n
19 — oueHb caboit CUJTBI.

NHuTepec Takke MpeACTaBISIeT MOUCK TaKUX T€H-TEHHBIX KOMOWHAIIHM, KOTOPBIC
JIOCTOBEPHO MOBJIMAIM Obl Ha puck Aedrora MM B HetunumuHoM Bospacte. C yduéToMm
MPOBENEHHBI paHee pabOThl, B M3y4aeMOUW TMOMYJSIIIUU MAIMEeHTOB U KOHTPOJBHOM
IpyIine, HEOO0XOJUMO TMPOCUYUTATh BCE BO3MOXHBIE KoMmMOWMHanmuu wu3z 4 u 5
OJIHOHYKJICOTH/IHBIX 3aMEH I[IaKeTa TE€HOB pEryIsiTOpOB TIreMocTaza, 2 U3 TEHOB
pEryJATOPOB COCYAMCTOM CTeHKH, a Takke 6 wu3 10 wccienyeMblx TEHOB.
[IpenBapuTenbHbBINA MOACYET BCEX BEPOSTHBIX KOMOWHAIIMM YUYUTHIBAT BO3MOKHOCTh KaK
reTepo-, TaK 1 B TOMO3UTOTHOTO HOCUTEIBCTBA T€HOB, a TAKXKE TOT (DaKT, UTO B KaXKIIOH
KOMOHWHAITMK MOXET MPUCYTCTBOBATH JIOOOW M3 reTepo- U TOMO3UTOTHBIX aJUIEIThHBIX
BAPUAHTOB.

2xnx(n—-1)x...x(n—-x+1)

KonnuyecTBO KOMOMHALNI =

K! (5)
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rae N — KOJIMYECTBO T€HOB B MMAKETE WU TPYIIIIE;

K — YUCIIO MyTalluii B KOMOMHAIINH.

[IpeaBapuTenbHblii pacy€T MOKa3ad, 4TO B Cilydyae KOMOMHAIMM 4 ajulelIbHbIX
BApUAHTOB B MAKETE U3 § T€HOB PETyJISTOPOB reMOCTa3a YUCIO BApUAHTOB KOMOMHAIUI
nocturaet 1120, B cimygae 6 SNP u3 Bcero nmakera reHoB — 5376 u T. 1.

B nannoe uccnenoBanue BiiarodeHo 190 marueHTOB ¢ A€0IOTOM MIIEMHYECKOTO
WHCYJIbTa B HETUIMYHOM Bo3pacTe U 117 4ujieHOB rpymnmbl KOHTPOJISI U MOJABIISIONIEE
OOJBIIIMHCTBO TEOPETHUECKH MPECKA3aHHBIX T'€H-TEHHBIX COYETAHUM Jaxe He OymyT
oOHapy>kKeHbI B 00€UX U3y4aeMbIX Tpymax.

[ToaToMy ObLT BHIOpAaH BapuaHT aHANM3a TE€X F€H-TEHHBIX KOMOWHAIIUNA, KOTOPBIE
y)Ke ObLTH MCCIICIOBaHbI paHee MyOIMKOBaHbI B Hallei cTpaHe u 3a pyoexom [41, 84,
213, 293, 395].

Ananmu3 pucka nedrora UM B HeTMNUYHOM BO3pacte ¢ Y4ETOM HOCHTENIbCTBA
COUETaHUH AJJIETHHBIX BAPHAHTOB TPOMOO(DUIBLHBIX T€HOB HAYAJICS C MOJTUMOP(HU3MOB B
reHax F2: 20210G>A wu F5: 1691G>A. BrisaBieno 17 BapuaHTOB TEH-T€HHBIX
KoMOuHanui: 12 - B momyssiuu OOJIbHBIX, 5 — B KOHTPOJIbHOU Tpyniie. Bee HalineHHbie
KOMOUWHAIMKM ObUIM YHUKAJIbHBI — T€, KOTOPbIE PETUCTPUPOBAIUCH B TOIMYJISIIUU
OOJBHBIX, HE MOBTOPHJIACH B KOHTPOJIGHOW TPyMIE, pacyéT OTHOIICHHS IMAHCOB OBLI
HEeBO3MOXKEH ((hopMyJia oipa3yMeBaeT JAeJICHUE Ha HOJIb).

Mpsb1 npennonaraeM, 4TO KOMOWHAIIMM TEHOB, BKIIIOYArolMe TpPoMOOduIbHBIC
amnenbHble BapuaHThl F2: 20210G>A u F5: 1691G>A, MoryT umMeTh KIMHUYECKOE
3HAYCHHE TOJIBKO B COYETAHUU C IPYTUMH MOTUDUIUPYIOITUMHU (GaKTOpaMHU PHCKa.

Jlanee Mbl MpOaHAIM3UPOBAIN PUCK HOCUTEIHLCTBA KOMOMHALIUKN TOJIUMOP(PU3MOB
TCHOB BHYTPH TPYNIbl TEHOB pPEryIsATOPOB CHCTEMBI T€MOCTa3a M PETYISITOPOB
COCTOSIHUSI CTEHKHM COCYJIOB MO OTIEIbHOCTH, a 3areM BMecte (0e3 yuactus F2:

20210G>A u F5: 1691G>A). Pe3ynbTathl npencrarieHsl B Tadaumax 20—-20**,
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Tabnuna 20 — Pacy€t pucka UIIeMUYeCKOT0 HHCYIbTa Y MOJOBIX B3POCIBIX MAIMEHTOB

C YyU4€TOM KOM6HH3HHI>’I AJJICJIbHBIX BAPUAHTOB I'CHOB (HpI/IBCI[eHBI TOJIBKO JOCTOBCPHBIC

3HAYCHUS)
['eH-reHHoe couertanue KonTpouib B3pocnsie, N=154

n=117

AGc. Ab6c.| OI | AN | U K®
FGB:-455G>A+F13:103G>T 9 30 | 2,90 | 1,30 | 6,49 | 0,008
+PAI-1:-675 5G>4G*
FGB:-455G>A+ITGB3:1565T>C 5 19 | 3,15 | 1,12 | 8,89 | 0,029
+PAI-1:-675 5G>4G*
FGB:-455G>A+ITGA2:807C>T 11 45 | 3,98 | 1,93 | 8,22 | 0,000
+PAI-1:-675 5G>4G*
FGB:-455G>A 3 12 | 3,21 | 0,86 [11,96 | 0,052
+ITGA2:807C>T+ITGB3:1565T>C
+PAI-1:-675 5G>4G*
FGB:-455G>A+F13:103G>T 4 15 | 3,05 | 0,96 | 9,66 | 0,035
+ F7:-10976G>A+ITGA2:807C>T

n=65 n=36
NOS3:786 T>C+NOS3:894 G>T * 6 13 | 5,56 | 1,84 | 16,74 | 0,001
n=65 n=29
FGB:-455G>A
+ITGA2:807C>T+PAI-1:-675
e 2 9 (14,18 2,73 | 73,48 | 0,000
+NOS3:786 T>C*
[Ipumeuanune: OIIl — OTHOLIEHHWE WIAHCOB NPU CPABHEHWM IIOKa3aTeled y

B3pOoCibIX nauueHToB ¢ M ¢ koHTposibHOM rpynmon; I — noBepuTenbHbId UHTEPBAI,
K® — kpurtepuii ®umiepa, * — yyuTHIBAIUCh KaK TeTEpO-, TaK MU TOMO3UTOTHBIE

AJJICJIbHBIC BApUAHTEI.
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Tabnuna 20* — Pacyér pucka UIIEeMHUYECKOr0 UHCYJIbTA y JIETel ¢ yueTOM KOMOWHAIU

AJUICJIBHBIX BApUAHTOB I'CHOB (HpI/IBCI[eHBI TOJIBKO TOCTOBCPHBLIC 3Ha‘IeHI/I$I)

I'en-renHoe coueranue KonTpoiib netu, N=36
n=117
Aoc. Aboc | OlI | A1 | OIMU Kdo
ITGA2:807C>T+ITGB3:1565T>C 12 10 | 3,37 | 1,29 | 8,81 | 0,012
+PAI-1:-675 5G>4G*
FGB:-455G>A 3 5 16,13 | 1,35 | 27,90 | 0,018
+ITGA2:807C>T+ITGB3:1565T>C
+PAI-1:-675 5G>4G*
n=65 n=22
NOS3:786 T>C+NOS3:894 G>T * 6 7 | 459 | 1,31 | 16,08 | 0,017
n=65 n=22

belnu npoaHanu3upoBaHbl BCE BO3MOXKHBIE KOMOMHAILIMU, TOCTOBEPHBIX Pa3Iuduil
HE IMTOJIyYEHO

[Tpumeuanue: Ol — oTHOIIEHHE IAHCOB NIPU CPABHEHUU MMOKA3aTENEH y JETEH C

NN ¢ xontponsHOU rpynnou; AWM — nosepurenvHbli uMHTEpBa, KO — Kpurepui

®dumiepa, * — yYUTHIBATUCH KaK TeTepo-, TaK U TOMO3UTOTHBIC aJUIENIbHBIC BAPUAHTHI.

Tabmuma 20** — Pacuér pucka HMIIEMHYECKOTO0 MHCYJIbTa y MAIIMEHTOB HETUITUYHOM

BO3pacTe C y4eTOM KOMOMHAIM{ aiJiedbHBIX BapUaHTOB I'€HOB (MPUBENEHBI TOJBKO

JIOCTOBEPHBIE 3HAYECHUS )

I'en-renHoe coueranue KonTponb Bspocnbsie+aern, n=190
n=117
A6c. Abc | Ol | 1N | N | KD
FGB:-455G>A+F13:103G>T 9 33 | 252 | 1,14 | 5,57 | 0,011
+PAI-1:-675 5G>4G*
FGB:-455G>A+ITGB3:1565T>C 5 24 | 3,24 | 1,18 | 8,92 | 0,010
+PAI-1:-675 5G>4G*
FGB:-455G>A+ITGA2:807C>T 11 52 | 3,63 | 1,78 | 7,40 | 0,000
+PAI-1:-675 5G>4G*
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[Ipomomkenue Tadbmmibt 20%*

FGB:-455G>A 3 17 | 3,73 | 1,04 | 13,37 | 0,021
+ITGA2:807C>T+ITGB3:1565T>C
+PAI-1:-675 5G>4G*

n=65 n=36+22=58
NOS3:786 T>C+NOS3:894 G>T * 6 20 | 5,18 | 1,87 | 14,350,001
n=65 n=29+22=51
FGB:-455G>A
+ITGA2:807C>T+PAI-1:-675 5 12 | 969 | 1.99 | 47.10 | 0.001
5G>4G

+NOS3:786 T>C*

[Ipumeuanue: OIIl — oTHOuIEHWE IAaHCOB y Bcex mnamueHToB ¢ WU mpwu
CpaBHEHUU C KOHTPOJbHOU rpynmnoi; IV — noBepurenbusbiil uHTEpBai, KO — Kputepuii

(I)I/Imepa, * YUUTBIBAJINUCH KaK I'CTCPO-, TAK U TOMO3UTI'OTHLIC aJIJICJIbHBIC BAPHUAHTLI.

Kak mokaszano B tabmumax 20-20**, ecim manuenr sasiisteTrcss HocuteiaeM SNP B
reHax BCEeX 3BEHbEB Kackaja remocra3a (puOpHHOreHa, peenTopoB TPOMOOUUTOB U
PAI-1), puck ne6roTa UIIEMUYECKOTO MHCYJIbTa B HETUITUYHOM BO3PACTE BO3pPACTAET B
3,24 u 6onee paza. Kpome Toro, komOMHaIMs HOCUTEIbCTBA oTuMopdu3mMoB renos ['PC
B JIIOOOM BO3pPAcCTe TAK)KE MOBBINIAET IIAHC HA TPOMOOTHYECKOE COOBITHE KaK MUHUMYM,
B 4,59 paza.

Takum 00pa3oM, TOTydeHHBIC HAMU pPaHee JaHHbBIE O KOJIMYCCTBEHHOM BIIUSHHUH
MyTaruil Ha puck nediora MM B HeTunmuyHOM BO3pacTe ObUIN JOMOTHEHBI: OTACIIbHBIC
couetanus u3 Tpex SNP TpoMO0pUIBLHOTO CTIEKTPa U ABYX B '€HaX PETYJIsATOPOB TOHYCA
COCYJIOB MOTYT JIOCTOBEPHO MOBBIMIATH PUCK pa3BuTus N B HeTumuaHOM BO3pacrte.

Hamu mnpoananu3upoBaHbl KOMOWHAIIMHM, COJIEpPKAIINE OJHOHYKIICOTHIHBIC
3aMCHBI B Te€HaX OOOMX OIICHMBAEMBIX MaKeTOB. HecMOTpsS Ha OTHOCHUTEIBHO Malloe
YHUCJIO CIIy9aeB BO BCEX KOTOPTaxX BBISBICHA UX BBICOKAS MPOTHOCTHYECKAs IIEHHOCTH
(OI11>9,69 mpu p <0,001, tabmuier 20—-20**).

Hamu mnpoBeaéH pacy€T BO3MOXKHOCTM TIPOTHO3UMPOBAHMS BoO3pacTa Je0roTa
UIIIEMUYECKOTO MHCYJIbTA B 3aBHCHMOCTH OT BapUAHTOB HOCHTEIHCTBA OIEHUBAEMBIX

I'CHOB. I[JI}I YIAYUYIICHUA IIPOHCCCOB pacCllO3HABAHHA BBCACHA I'padalids: B 3 Oata
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OIICHWBAIM TATOJOTUYECKUA TOMO3WUTOTHBIM BapuWaHT TeHa; B 2 Oamwia ero
TeTEPO3UTrOTHOE COCTOSIHME M B 1 Oaiyl — HOCUTENIBCTBO JUKOIO ajUIEIbHOIO BapUaHTa
reda. B mporHoctuueckyro Mojienb ObUTH BBEJICHBI BCe OlleHUBaeMble reHbl (10 Touek),
MOCJIe MaTeMaTU4YeCKOM oOpabOTKM 3HAUYMMBIMHM OKazainuch rensl F7: 10976 G>A u
ITGB3: 1565 T>C. B pe3synpTaTe C MOMOIIBIO JIOTUCTUYECKONW PpErpeccuu, ObLI

chopMUpOBaH UHTETPATUBHBIN nporHocTudeckuit uaaekc (U, Z) no popmyre:

Z =b, +b4Vvar4 +bévar6, (6)
rne b0 -0,977;
b4 —1,269;
b6 —-0,981;

Var4 — cocrosgaue rena F7: 10976 G>A;

Var6 — coctostame rena ITGB3: 1565 T>C.

[Iporno3 aebroTa UIIEMUYECKOTO WHCYJIbTa B MOJIOJIOM WJIM JIETCKOM BO3pacTe
ONpPEAEACTCS CYMMOM: €CIIM PAacCUMTAHHBIM pe3ysbTaT MeHblie Hyis, Tto WU
nporHosupyercs y peb€nka B Bo3zpacte 7—17 ner; 6onpmie Hyns — UM B monmonom
BO3pAcCTe.

MaremaTtudeckass 00paOOTKa JaHHBIX TE€HOTUIHUPOBAHUS Jaja BO3MOXKHOCTH
MPOTHO3UPOBATh BO3PACT Je0I0Ta HIIEMUYECKOTO0 HMHCYJIhTAa B MOJIOAOM BO3pacTe
(cnenuduarocts 89,3%), HO He obJagana MPEAUKTUBHON CIIOCOOHOCTHIO B OTHOIIICHUHT
JIETCKOTO BO3pacTa (4yBCTBUTEIHHOCTH 38,3%).

st JIEMOHCTpaLUU 3HAYMMOCTH HOCUTEHCTBA oJIMMOPGHU3MOB
TPOMOO(UILHOTO PUCKA MPUBOJAUM KIMHUYECKUHN npumep cembu ¢ UM B HeTUNMMYHOM

BO3pacTe.

Knunnueckuit mpumep 2

XKenmunua, 28 ner, moctynwia B NPUEMHBIA TMOKOW pPalOHHOW OOJBHUIIBI T.
Camapsbl mociie BHE3amHO Pa3BUBIICHCS CIA00CTH B JIEBHIX KOHEYHOCTSIX.
N3 anamue3a: cuurtana ce0si 310pOBOM, HACJIEACTBEHHOCTh HE OTSTOIICHA.

3amyxem, naereid Her. [lpubOnusurenbHo 3a 4 dYaca 10 TOCTyIUIEHHST Ha (oOHE
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OTHOCHUTEIHHOTO OJIaromoydusi pa3BUJICS JICBOCTOPOHHUN TemMumapes3 J0 2 0auioB B
pyKke, 10 3 0ajUIoB B HOTE, ACUMMETPUS JIUIA, PEUEBbIC HAPYIICHUS IO TUITY TU3aPTPUH.
['ocnutanu3upoBaHa B HeBpoJiornueckoe otaeneHue. [lo pesynpratam nposeaéHHon KT
TOJIOBHOTO MO3Ta Ha 2-€ CyTKH I10CJIE ITOCTYIUIEHUS B CTALlMOHAP-TIATOJIOTUU TOJIOBHOTO
Mo3ra He BbIsiBiIeHO. [IpoBenéHnbie oOLuMi aHanu3 KpoBU U MouH, a Takke DK Takxke
MaTOJIOTUH HE BBISIBUJIN; TAHHBIX O IPYTHUX MPOBEIEHHBIX KIMHUYECKUX UCCIECTOBAHMIX
HE COXpaHWIOCh. B crammMoHape mnpoBoAuiach JEKApCTBEHHas Tepanus (B T. 4.
aHTUarperaHTHas — MEHTOKCU(DWILTUH B BUJIE BHYTPUBEHHBIX HH(Y3ul B 103¢ 200 Mr B
pa3BefieHnn (GU3U0JIOTHYECKUM PACTBOPOM), a TAK)KE HEUPONPOTEKTUBHBIC ITPENapaThl;
Maccaxx W JedeOHas @Qu3kyiapTypa. Ha ¢QoHe seueHuss 3HAUMUTENBHBIN perpecc
CUMIITOMATHUKH, K MOMEHTY BBINKUCKHU uepe3 18 mHei coxpansics J€rkuil (Ha ypoBHe 4
0aJJIOB B pyKE U HOTE) JIEBOCTOPOHHUM reMumapes, JIErkasi aCUMMETPHUSI HOCOTYOHBIX
CKJIAJIOK CJICBA.

Jluarno3 npu Beimucke: HMmemudeckuil MHCYJILT B OacceilHe MpaBoil cpeaHein
MO3TOBOM ApTEPUU C UCXOJIOM B YMEPEHHO BBIPAKCHHBIN JIEBOCTOPOHHUN I'€MHUIAPE3.
[Tocne BBIMCKM M3 CTallMOHapa OblIa MPOAOHKEHa Tepamus aMOyJaTOpHO, B T. H.
HEUPONPOTEKTUBHBIE MpeNapathl, Pu3nuecKas Teparus, yepes 2, 5 Mecsiia NpakTUIECKU
MOJIHBIN PETpecc CUMITOMATHKH, JKaJI00 MAIIMEHTKA HE TIPEIbsBIIsAIA, OblIa BRIMHUCAHA K
Tpyay.

ITocne Bo3BpamieHuss Ha pabOTy Yy Bpaua He HaOmoAalach, KaKyr-Tu0o
cnenuprUecKyro MpoGUIaKTUKy UHCYJIbTAa HE TPOBOAMIIA.

ITo naHHBbIM aHamHe3a (B T. Y. IO JaHHBIM 3aMOJIHEHHOW BMOCIEICTBUU AHKETHI
Bcepoccuiickoro peructpa TpoM0030B) y OMKaAWIINX POJACTBEHHUKOB TPOMOOTHYECKHUX
coObITHil He PukcupoBanock. [locne nepee3na B ExatepunOypr, B 2008 roay B CBsI3H C
MEePUOANYECKA BOSHUKAIOIIUMH TOJIOBHBIMH 00J1siMU Obl1a HazHaueHa MPT ronoBHOrO
Mo3ra.

[To marasiM MPT romnosuoro mosra ot 03.2008: Ucxon nakyHapHoro uHdapKTa B
MOJKOPKOBOW o0nacTu crnpasa. EquHuyHbIe oyaru Jieko3HIeQalonaTuu COCyIUCTOrO

rere3a. @poHTanbHast KOPTUKaAIbHAS LiepeOpanbHas atpodus 1 creneHu.
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B Bo3pacte 45 ner y manmwieHTKH ABaXKAbl ObUTH 3a()MKCHPOBAHBI TMOBTOPHBIC
TPaH3UTOPHBIC MIIEMHYECKHUE aTaKu B BepTeOpabHO-0A3WIUIIPHOM OacceifHe ¢
BBIPQKEHHBIMU BECTUOYI0-MO3KEUKOBBIMUA HAPYIICHUSIMU U SBJICHUSIMU Tu3apTpuu. B
000MX Cllydasix CUMIITOMAaTHKa PErpeccupoBaja B TEYCHHE HECKOJIBKHX YacOB, OJHAKO
o0a pa3a jieueHue MPoBOIUIIOCH B CTAIMOHAPE, TIPU BBHIIMHUCKE — BO3BPAILICHUE K TPYY.

JHanusie oOcnenoBanus (B Te€4eHUE MOBTOPHBIX rocnutanu3anuii 2010 rona u Ha
sTarne aMOyIaTOPHOTO HAOJIIOACHUS).

Ox0-KI' (14.07.2010): murtpanpHasi peryprutamus | CT, TpUKyCHHATbHAs
peryprurauus 1ct., aHoManbHas X0opAa JIEBOrO eIy I0UKa.

KT ronoBHoro Mo3ra ¢ B/B BBeJIecHHMEM KOHTpacTHOro BemiectBa ot 28.10.2010:
['unomua3zusa MO3BOHOYHOM apTepuu crpaBa. HauanbHblEe MPOSIBICHHS aTEPOCKIIEpPO3a
MHTpaKpaHUAIbHBIX apTEePHUH.

AT k xapauonununy (01.11.2010) He oOHapy»KeHbI, BOJTYaHOYHBINA aHTUKOATYJISTHT
HEe 0OOHapYKEH.

TK Y3I" B pexxume smO0siorenHoro monutopunra (12.11.2010): ¢ moporom 6 /16:
3apeructpupoBaH 1 smOonoreHHsiii curnan (6 J10).

Koncynpranus kapauosora (12.11.2010): runepronnyeckas 6one3ns 2 ct, Al 3,
puCK 4.

[Tocne obenx rocnuTann3anuii Ha3HaYaIaCh Teparus Ha aMOyJIaTOPHBIN JTall, B T.
4. npuémM ACK, TMIOTEH3UBHBIX IMPENapaToB, OJHAKO 3TH PEKOMEHAALMU IMAMEHTKA
TaKXe HE BBINOJIHSIIA.

C 2013 roga mo HacTosiiee BpeMsi HaXOJIUTCsl HaOJtojeHueM HeBposiora MAY
HI'KB Ne 23 (B nactosiee Bpems [AY3 CO HI'Kb Ne 23), snu3040B HapylieHUs
MO3rOBOTO KpoBoOOpaieHus: He (ukcupoBaiock. B HeBpojormueckoM craryce
OYaroBOW CUMITOMATUKH HE OMPENEIsIeTCA.

C 2013 roma namuentka npuHumaer ACK 75 mr B cyTku. ['MnoTeH3uBHBIE
npenaparsl (JI03apTaH) NPUHUMAET HEPETYIISIPHO.

B Bo3pacte 34 rogma nanueHTka poausia peOEHka (mepBas OepeMEHHOCTb,
NepBUYHOE OecIIoaue, HaXOoAWJIach Ha coxpaHeHMH B | TpumecTtpe OepeMeHHOCTH).

Oty pe6&nka 32 roza, 310poB. Teuenne 0epeMeHHOCTH Ha oHe: HedponTo3a crpana,
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16 Henenb — TpoMOonUTONEHUS, 29 HeNenb — yrpo3a MPexIEeBPEMEHHBIX pOAOB, 38
Helenb — recto3. Poasl mepBeie, CpoUyHbIE, TUIAHOBOE KecapeBo ceueHue. Bec pebEnka
npu poxaeHuu 3250 r, gouHa 50 cM, BbIIMUCAaH HAa 7 CYTKH JOMOM C JHMarHO30M:
runiokcusi. Habmonancst HeBposoroM Ha 1 rogy >KM3HM C IMATHO30M: MEPUHATAIBHOE
nopaxeHue neHrpaibHoi HepBHou cuctemsl ([ITTIITHC) cMmemanHoro resesa, CHHIPOM
MOBBIIIEHHONW  HEpBHO-peduiekTopHON  Bo3Oyaumoctu.  Ilokazarenn  HEpBHO-
MICUXWYECKOT0 Pa3BUTHUA: CUAUT ¢ 6 MecsIEeB, XOAUT ¢ 9 MecsIeB, roBopuT ¢ 1,5 ner.
[Tocemaer mkoiy ¢ 7 ner, ycneBaeMocTh xopomas. [IpuBuBku o Bo3pacty. Ilepenéc
BeTpsiHyto ociy B 2012 1., OPBU Goneet peako. CocToUT Ha JUCIIAHCEPHOM YUETE y
CJIEAYIOIINX CHEIUATUCTOB: TaCTPOIHTEPOJIOT — XPOHUUYECKUM racTPOIyOICHUT, YPOJIOT
— ONYIICHHE MOYeK, KapauopeBmarosior (uioHb 2010 1.) — BereTo-cocyaucTas JUCTOHUS
(BCH), dyskumoHalIbHAsT KapJUOIATHs, JOMOJHUTEIbHAS XOpJa JICBOIO JKEIyJI0UKa.
Omneparuii, reMoTpancys3uit He ObLIO.

B Bo3pacte 13 ner y pebEHka 3aduKCHUpPOBAH SIHU30]], COMPOBOXKIABIIUUACS
JUITHAMHU JBIKCHUSIMU MUMHYECKON MYCKYJIaTyphl ClIeBa U 3aBEJIEHUE TOJIOBHI BJICBO,
oOpaTWJINCh K HEBPOJIOTY, TOCNe Kypca Hecnenuduueckod HeHpoMeTadoIndecKoi
Teparuu, MpoBeIEHHON aMOyIaTOPHO, CUMIITOMATHKa perpeccupoBara.

Yepes Heckosbko mecsieB 31.08.12 Ha ¢hone BuauMoro 6yaromnonyuns y peOéHka
BHOBb Pa3BWJINCh TUIIEPKUHES3HI B JIEBBIX KOHEUHOCTAX. JleueHue cranmonapaoe B MAY
JAI'KB Ne 9 r. ExarepunOypra.

IIpy mocTymieHun cocTosiHUE cpefaHed creneHu TsokecTu. Co3HaHuE SCHOE.
OtMeuaercsi OOJIBIIIOE KOJMYECTBO TUIEPKHUHE30B, IPEUMYIIECCTBEHHO B JIEBOU
MOJIOBUHE Te€JIa U KOHEUHOCTSAX, CACPKATh X MAIBUYUKY yAAETCS C TPYIOM.

Comartuueckuii ctatyc 6€3 0COOCHHOCTEH.

Hesposoruueckuii craryc: OOIIEMO3roBble W MEHUHICaIbHBIE CHUMIITOMBI
oTCyTCTBYIOT. OKpYX)HOCTb T0JI0BBI — 54 cM. Haxion ronossl BiaeBo. YMH: ob6onsHue
coxpaHeHo, TiasHble menu D>S, 3pauku D=S, ckiepsl wuHBENMpPOBaHBI. JIWIO
aCUMMETPUYHOE — CIJIaKeHa IpaBasi HOCOTyOHas ckiajika. Msirkoe HeOO MOJBHKHOE.

Hucdaruu, nuchoHun HET, APTUKYISILHS COXpaHEHa, IEBUAIUH SI3bIKa HET.
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JlBuratenpHas cdepa: 00beM IBIKCHHUH TOJHBIA, MPOOBI HA CKPBITHIC Mape3bl
BeIMoTHSET, D=S. ToHyC ¢ BEpXHUX U HIHKHUX KOHEYHOCTEH CHIDKEH, 6€3 yOe muTeTbHOM
paszauipl. CyxoxkuiibHble peduiekchl xkuBble, D=S. TlaTomoruueckux pediekcoB HET,
D=S. bpromusie peduexcol coxpanensl, D=S. KoopaunaTtopusie mpoObl BBITOIHSAET
HEJIOBKO M3-3a TMIEPKUHE30B, MPHU MAJIbIIEHOCOBOM MPo0e MOSBISAIOTCS YepBeoOpa3HbIe
JBIDKEHUA B JIeBOM kucTU. HeT 4€Tkol pasHUIbl MBIIIEYHOTO TOHYCA CJIeBa U CIIpaBa.
YyBCTBUTENIBHOCTH HE HapyllieHa. DyHKIIMK Ta30BBIX OPTAHOB B HOPME.

[IpeaBapurtenbubiii quarHo3: ['unepkunerndyeckuii cuapom. uddepennmansHas
JTIUArHOCTHKA: Xopesi?

OO0cnenoBaHre B HEBPOJIOTHYECKOM CTAIIMOHAPE.

Jlabopatopusie uccnenoBanusi: OAK, OAM — pe3ysibTaThl B Ipejieiax HOPMBbI.

b/x kpoBu: ASLO — 78, CRP — 0,1, makrar — 1.77 mmoms/n, JITIBIT 1,11 Mmoms/m,
tpuriuepuas — 0,95 mmons/n, JITTHIT — 2,08 mmons/a, KA = 2,26.

TOI' ot 5.09.12 — cBEpTHIBAIOIIMI MOTEHIIMA KPOBU B HOPME.

TOI ot 15.09.12 — Bpemst 00pa3oBaHMsI KPOBSTHOTO CTYCTKa CHUXKEHO.

TpomGonmTsr — 166 x 10°, MHO — 1,0.

TOT ot 20.09.12.

Tpombomutsr 160 x 10°, MHO — 0,9, BpeMst 00pa30BaHus KPOBSIHOTO CI'yCTKA B
LETbHOM KPOBM B HOpPME, CHM)KEHA PETPaKUMs KpPOBSHOTO CryCcTKa. YMepeHHas
TPOMOOLUTOTIEHUS.

TOT ot 24.09.12.

Tpomborutsr 147 x 10°, MHO — 1,39.

Crna0ast TUIoKoaryJisiuys, CHI>KeHa akTUBHOCTh KoMmruiemenTa, [TTU. HeGonbimas
TPOMOOITUTOTICHUSI.

I'omornncrenH — 12,4 MKMOIB/I1.

NHcTpyMeHTalbHbIE HCCIIEI0BAHUS.

O0I': yMepeHHbIe U3MEHEHHSI ¢ TIpU3HAKAMH JIETKOW MUC(PYHKIUU KaymalbHbBIX
CPEIMHHO — CTBOJIOBBIX CTPYKTYp. ICTUHHOW SMTMAaKTUBHOCTH HET.

KT romosuoro mo3sra (ot 4.09.12): ouar umemun B OacceiiHe mpaBod CpemHen

MO3TOBOM apTEPHH.
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MPT ronoBHoro mo3sra (ot 5.09.12): ouar ummemun B 6acceiine cpeHel MO3roBon
aptepuu cripaBa. He uckimouyaetcst TpoMO B CpeHE MO3TOBOM apTepUH CIIpaBa.

OKI': BereratuBHas IuCyHKIHMS CHHYCOBOTO Y3ia (3MU304bl MUTpALUU
BOAUTEISI pUTMA, MpeacepaHoro purma), cunyconas aputmusa ¢ YCC 81-100 ynapos B
MUHYTY (C TeHAeHIMeN k Taxukapaun). Opronpobda: cunycoas Taxukapaus ¢ HCC 130-
136 ynapoB B MUHYTY.

VYnbpTpazBykoBas TpaHckpaHuaibHas pomruieporpadus 3.09.12: ckopocTHble U
CIEKTpalIbHbIE XapaKTEPUCTUKU KPOBOTOKA B TAPHBIX apTEPHUSIX CUMMETPHUYHBI,
COOTBETCTBYIOT BO3PACTHBIM IapaMmeTpaM. YJIbTPa3BYKOBOE HCCIEIOBAaHUE Cep/la
(07.09.12):  nmomosiHMTENbHAsE ~ XOpAa  JIEBOrO  KEIyJouyka  (amukaigbHas).
Tpuxkycnuaanbhas peryprutanus 1 crenenu. [Iponanc MutpansHoro kiiamnana 1 cteneHu
C perypruranuei 1 creneHu.

TpanckpanuanbHas  pommuieporpadust (ot 12.09.12): npu  npoBeneHuu
nonmieporpaduu B pexXKMME MOHUTOPUHTA 110 SMOOJIOT€HHOM MTporpaMMe (C moporom 6
dB) 3a 5 munyT 1o npaBoit CMA 3aperucTprupoBaHo 5 3MOO0JOTeHHbBIX curHaios (6-10
dB), o neoii CMA u o OA 3MO00JI0OTeHHBIX CUTHAJIOB HE 3aperucTpupoBaHo. CripaBa
no CMA peructpupyercsi MOBBIIIEHUE CPEIHEH CKOPOCTH KpoBOTOKa A0 250 cm/c,
acuMmmeTpus coctasisier 60%.

KoHcynbramnum cMeXHBIX CICIIHATINCTOB.

Ocmotp gerckoro kapauopeBmartosiora (oT 4.09.12): obnacte cepama He
U3MEHEeHa. Y OeqUTENbHBIX JaHHBIX 32 XOPEIO HET.

Ocmotp okynucra: VOD — 0,7 VOS — 0,8 muonust 1 crenenn o60ux rias.

C yuéroMm naHHBIX OOCIeIOBaHWs, KIMHUKHA, aHAMHE3a TMOCTaBJICH IUArHO3:
OcTpoe HapyIIeHre MO3TOBOTO KPOBOOOpAITICHUS — UIIIEMUYECKUN UHCYJIBT B OacceiiHe
CpeIHen MO3TOBOU apTepuu CIIpaBa, KapIM0dIMOO0TMYECKUM BapHUaHT,
TUTNIEPKUHETUYCCKUN CHUHIPOM Ha (POHE HACIEICTBEHHON TPOMOOMHUINN BBICOKOTO
pHUCKa, YMOOJIOTEHHOTO CUHIPOMA, aPUTMHUH M MaJIBIX AHOMAJTUH pa3BUTHA CEepIIa.

Jleyenue B ctanmoHape: B/B KamneiabHO NMEHTOKCUGUIUIMH Ha (us. p-pe Ne 5, B/m
BuTaMHH B6, MWHHApW3WH, TAHTOKAIBIIWH, KOPTEKCHH, KOHBYIeKC. Bapdapun o 1/3

TaOJIETKHU B CYTKHU.
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Ha done neyenus nmpu Bbimucke xano0 HeT. COCTOSHUE YIOBICTBOPUTEIHHOE.
[TomHBIN perpecc 04aroBoi CHMIITOMATHKH, «JTUIITHUACY» JABWKCHUS HE PEIUIABUPOBAIIH.

PexomMeH/0BaHO TIOCJI€ BBIMKMCKU: HAOJIIOJEHUE HEBpOJora W KapJuoJiora.
®onubep 1 Tabnetka 1 pa3 B 1eHpb | MecsIl ¢ AanbHEHIIUM KOHTPOJIEM TOMOIIUCTEHHA.
Bapdapun npogomkuts mo 1/3 tabnetku 1 pa3 B jaeHb, ganee 2 nHs 1o 1 TabneTke,
koHTpoab MHO wuepe3 7-10 mueit (2,0-2,5). IIpoayktel rpynmber B. Koncynbrarus
remarojora. Ocmotp 1 pa3 B 4 mecsiia.

JIabopatopus renetuku 19.02.13: AT k pochomunumam — 1,7 en/mi, AT k b2-GP1
— 0,9 en/mn, AT — k nporpombuny — 6,4 en/mn, AT k anHekcuny 5-1, 4 en/mi.
Pe3ynbTaThl B mpeenax HOPMBI.

JlaHHbIE TeHETUYECKOT0 00CIe1I0BaHNs peOEHKA U MaMbl PEJICTABIICHBI B TAOIHIIE
21.

12.06.13: npu TpaHCKpaHUAJIBHOUN AoMIUIeporpaduu B peKMMe MOHUTOPUHTA 110
CMA c 2-x cropon 3a 10 MuH. 5MO0JI0B HE 3apPETUCTPUPOBAHO.

PesynbraT ucciaenoBanus roMorcTenHa B auHamuke: 23.11.12 — 7,87 MxMonb/i;
18.02.13 — 7,18 mxmoab/m; 9.10.13 — 4,73MKkM0aB/11.

Pe3ynbTaThl HCCIeNOBaHUS CUCTEMBI T€MOCTAa3a B JUHAMUKE C M3MEHEHHEM 03I
Bap(apuHa.

23.11.12. VYmepeHHass THUMNOKOATYJAIMS KPOBH, MNPOKOATYJISHTHAS (DYHKITUS
TpOoMOOLIMTOB B Ipenesax HOpMbL. YMepeHHas aktuBauus GpubOpuHonusa. Bapdapun 2
nHs 1o 1 TabneTke B neHb, 1 geHb no 1,25 TaONEeTKH B I€HbD.

11.01.13. ®ynkuuoHanpHasg akTUBHOCTH TpoMOomuTOoB ¢ AJID cHuxeHa.
AxtuBHocTh mpoTtenHa C, antutpomOuna |ll B Hopme. He3HauurenbHas
TUIOKOATYJISINS, CTPYKTypHas. YTHeTéH (ulOpunomms. [lapakoarynsiuoOHHBIN TeCT
OoTpuLAaTEeIbHBIN, BapdapuH 2 nud o 1 tabnerke, 3 aeHs 1+1/3 Tabnerku.

29.01.13. VYwmepenno yBenuwyeHo 3Hauenue MHO (1,67), rumoxoaryssius,
CTpykTypHas. YrHeTéH pubpunonus. [lapakoaryasiiMoOHHBIN TECT OTPUIIATEIIbHBIN.

12.03.13. CTpykTypHas TUIOKOATYJISIUSA, TPOTEeoau3 | CT., yYMEpEeHHO yBEIMYEHO
MHO (ITB/MHO - 18,6/1,48).

13.05.13. MHO - 1,53. IIpotpoMOuHOBas akTuBHOCTb — 47,7%.
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YuuTteIBas TUHAMHKY MTOKa3aTeNel KoaryJlorpaMMbl, a TaK)K€ OTCYTCTBUE YETKUX
pPEKOMEHJAMi MO BEJCHUIO MAlMEHTOB MOCIE MHCYJIbTa B JIETCKOM BO3pacTe, MOocCie
KOHCYJIbTAlIMM TE€MOCTa3uoJiora MPUHATO pelieHue BappapuH oTMeHUTh. HasznaueHa
ACK 37,5 mr B cyTkH — 7 THEH, aAaiiee 1o 75 MI' B CYTKH.

11.06.13. XpoHomeTpuuecKass HM30KOaryJjdius, CTPYKTYpHBbIE TOKa3aTesn
KOAaryJisiliui COXpaHeHbl, GUOPUHOIU3 HE aKTUBUPOBAH. [|aHHBIX 3a TUIIEPKOATYIISIIUIO
HeT. ASPItest — 17 (mopma 75-120U), COLtest — 25 (mopma 43-90U), ADPtest — 40
(mopMma 38-85U), TRAPtest — 53 (mopma 69-117U).

9.10.13. XponomeTpuueckass H30KOAryJisius, IPOKOAryJSLIHOHHBIE CBOWCTBA
TpOMOOLIMTOB YMEPEHHO YTHETEHBI Ha (POHE MPUEMA aHTUTPOMOOLIUTAPHBIX MTPENAPATOB,
CTPYKTYpHBIC TMOKa3aTeIu KOAaryJsflMh COOTBETCTBEHHO CHIDKEHbI. DuOpuHOIM3 HE
aktuBupoBaH. ASPItest - 12 (Hopma 75-120U), COLtest — 18 (mopma 43-90U).

30.05.14. XpoHomMmeTpHuuecKass HU30KOAryJisilus, CTPYKTypHble mokazarenu TOI'
CABUHYTHl K HWXHEH TrpaHuile HOpMbI Ha (poHe mpuéma acnupuna. OUOPUHOIU3 HE
akTuBUpoBaH. CHWKEHUE arperalMoHHOM CHOCOOHOCTH TpPOMOOIMTOB Ha (OHE
aHTUTPOMOOTHUECKON TepaInuu.

CormacHo ytBepxkaA¢HHOMY amroputMmy, ¢ 2015 roma mnpekpaméH mpuém
aHTUTPOMOOTHUYECKOH Tepanuu, HaOJIr01ajICs IE€TCKUM HEBPOJIOTOM, MOCIIE JOCTHXKEHUS
18-netHero Bo3pacta Tepemién Moja AuCIaHCcepHOe HalmoJeHue HeBposioroM MAY
HI'KB Ne 23. TTotopHbIx snu30108 OHMK He 3adukcupoBaHo.

1 pa3 B 6 MecsmeB MOBTOPHO MPOBOJIUTCA JIabOpaTOpHAsl JIHArHOCTHKA,
BKJIIOYaronias oOOLMH aHalu3 KpPOBU, pPa3BEPHYTYIO Koaryjaorpammy, YpOBEHb
rOMOIIMCTENHA, a TakXKe TpaHCKpaHUanbHas ponmeporpadus. IlocnenHuid BU3UT
COCTOSIJICSL OKOJIO 2-X MecALeB Ha3al. Bee moka3arenu B npejenax BO3pacTHOW HOPMBI,
AMOOJIBI TIPU MPOBEACHUM JoMIIieporpaguu B pexumMe 3MO0JOT€HHOTO MOHUTOPUHTA
(CMA c¢ 2-x ctopos, nopor 4 J16, sxkcrio3utiust 10 15 MUHYT) HE 3apeTUCTPUPOBAHEI.

HeBponoruueckuit craryc 6e3 ocoOeHHOCTEH, OYaroBOW CHUMIITOMATUKH HE

BBIABIIACTCA.
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Tabmuma 21 — HocurenbcTBO mNOTUMOPPU3MOB TEHOB TPOMOODHUIBLHOTO CHEKTpa

pedénka C. u ero Marepu

['eneTnueckuit momumMoppu3mM Hopwma Martb Pe6énok
F2: 20210 G>A GG GG GA
F5:1691 G>A GG GG GG
F7:10976 G>A GG GG GG
F13: G>T (Val34Leu) GG GT TT
FGB: -455 G>A GG GA GG
ITGA2: 807 C>T CC CT CT
ITGB3: 1565 T>C TT TT TT
PAI-1: -675 5G>4G 5G5G 4G4G 4G4G
MTHEFR: 677 C>T CC CT CT
MTHFR: 1298 A>C AA AA AA
MTR: 2756 A>G AA AA AA
MTRR: 66 A>G AA GG GA

Takum 06pazom, y peOEHKa U y MaTEPH BBISBJICHO MO 6 MOJIUMOPGU3MOB I'eHOB
TPOMOO(HUILHOTO CIEKTPa, MPU ATOM y KaXKIOTO M3 HUX OKA3alUCh «BOBJCYCHBD» B
TpoMOO(UIBLHBIN MPOIECC BCE TPH 3BeHA reMocrtaza. Kpome Toro, y pe6&HKa BhISBICHA
myTtanus F2: 20210 G>A, kotopast 00yCIOBIMBAET BBICOKUI PUCK TPOMOO30B B MOJIOIOM
U JIETCKOM BO3pacTe.

Martb pe6€nka nepenecna M B HeTUMMYHOM BO3pacTe, BApUaHT HOCHUTEIHCTBA
reHOB-KaHAMAATOB TpoMOoduibHOrO criektpa B nepuog MU u B nanpHeiem He ObLT
y4TEH, TPUIHHBI ero U MOBTOpHBIX TUA He Obutn ycTaHOBJICHBI. TeCcTHpOBaHUE MAaTEPU
OBLIIO IPOBEICHO TOJLKO B CBsA3U ¢ AcOroToM U y e€ peGEHka.

Htak, cBOeBpeMEHHO MPOBEIEHHOE TEHETHUECKOE UCCIIEOBAHNE Y MaTePH MOTJIO
OBI CTaTh MOBOJIOM JIJIsl HAIIPABJICHHOTO TECTUPOBAHMS PEOEHKA U, BOBMOXKHO, CTAJIO OBl

OCHOBAaHMEM JIJisl pa3paboTKU Mep MEPBUYHON MPOPUITAKTUKH.
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besycnoBubie mpobieMbl B Kyparuu aerei, nepenécumx MU, Bo3HHMKAIOT n3-3a
OTCYTCTBUS PETVIAMEHTUPYIOIIUX TOKYMEHTOB, OJJHO3HAYHO TPAKTYIOIIMX ITOKA3aHUSA K
HA3HAYEHUIO aHTUTPOMOOTUUYECKOH Teparuu.

Bmecte ¢ TeM BaKHO OTMETUTH OTCYTCTBHE aliTOPUTMA «TpaHc(hepay MalrueHToB,
nepeHécimx MM B 1eTCKOM BO3pacTe BO B3POCIYH) NPAKTHKY, YTO TAKXKE CO31AET

OHpe,ZleJIéHHI)Ie CJIOKHOCTH C HA3BHAYCHHUCM TCPAIINN IJIA BTOpH‘iHOﬁ HpO(i)HJIaKTI/IKI/I.

Pe3rome

Takum 0Opa3oMm, HaMU BBISBICHBI MPUHIUINAIBHO pa3IMYyaroOlIiecs MpU3HAKU
U3y4aeMbIX TEHOTUIIOB NAalueHToB ¢ jaediotoM WM B HerunuyHoM Bo3pacTe U
YYaCTHUKOB KOHTPOJIbHOU TPYIIIIHI.

['eHernyeckass «OOpEMEHEHHOCTb» MALIMEHTOB C JEOIOTOM HIIEMUYECKOTO
MHCYJIBTa B MOJIOZIOM M JIETCKOM BO3pacTe CYIIECTBEHHO BBILIE, YEM B KOHTPOJIBHOM
TIOTTYJISIIIHH.

HekoTopeie annenbHble BapHaHTbl HU3y4aeMbIX I'€HOB KaK B TOMO-, TaK U B
reTepO3UrOTHOM IPU CPAaBHEHUHU CO 3JI0POBOM MOMYJISIMEH CYIIECTBEHHO BIUSIOT Ha
manc ae6rora M B HeTunmuyHOM BO3pacTe.

Kpome Toro, mepen Hamu crosjia 3agada BbIICIWTH omnpenenéHHbie SNP,
JTOMUHUPYIOIIKE B I€TCKOM WJIM MOJIOJIOM Bo3pacte. Hamu 3adukcupoBaHbl JOCTATOYHO
COTOCTaBUMBbIC PE3YJIbTaThl B BO3PACTHBIX rpymmax mamueHToB (4 u 5 SNP moctoBepHo
BIUSJIM HA pPUCK BO3HMKHOBeHMss WM B rpymnmax MOJOABIX B3pOCIBIX W JeTel
COOTBETCTBEHHO). B TO ke BpeMsi KOHKpETHble KOMOWHALMKU MOJIUMOP(PHU3MOB I'E€HOB,
BIIMSIONINX Ha m1aHc pa3BuTus MU B neTckom Bo3pacTte, BCTpeyalluch B 2 pa3a pexe, 4eM
y MOJIOJIBIX B3pOCIIbIX (3 ¥ 7 KOMOMHAIMI COOTBETCTBEHHO).

HocutennsctBo «datanbapix» SNP B renax F2: 20210G> A u F5: 1691G>A xoT1h
U BCTPEYAJIOCHh Yalle B KIMHUYECKOW MOMyJIAUUU (OCOOCHHO Yy MOJOIBIX B3POCIBIX),
OJIHAKO HE OKa3bIBaJO JOCTOBEPHOTO BIMSAHUS Ha puck 3aboneBaemoctu MU (Tabnuna
18). Taxxe Bce KOMOWMHAIIMK C YY4aCTHEM MOJUMOP(PH3MOB T€HOB BTOPOTO H MSTOTO

(baKTOpOB KOATyJISIIIUU ObLIM YHUKAJIbHBIE U HE OBTOPSUIMCH B U3y4aeMbIX Ipymnax.
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B xone uccnenoBanust ObUIM HalICHBI TAKUE KOMOWHAIIMY aJIEIbHBIX BAPUAHTOB
T€HOB, KOTOpbIE CYHIECTBEHHO yBEIMYMBalOT puck MM y manueHToB B HETUIHUYHOM
Bo3pacre (Ol 2,52-9,69, p<0,01) (Ta6mumpsr 20-20**).

MatemaTtuueckas 00pabOTKa JAaHHBIX TEHOTUIHPOBAHUS Jaja BO3MOXKHOCTH
MPOTHO3UPOBATh BO3pACT Je0I0Ta MIIEMHUYECKOrO0 HMHCYJIbTAa B MOJIOAOM BO3pacTe
(cnetuduyHocTh 89,3%), HO HE 00JIaaNa NPETUKTUBHON CLIOCOOHOCThIO B OTHOIIIEHUU
JIETCKOTO BO3pacTa (4yBCTBUTEIBHOCTD 38,3%).

HecMmotpss Ha TO, 4YTO mnyTH (EHOTUNUYECKONW peau3alui HU3y4yaeMbIX
noJUMOpP(U3MOB TE€HOB HW3BECTHBI, B PEANbHON KIMHUYECKOW MpAKTUKE HE BCEraa
yZlaeTcsl HAUTH UX MPSIMbIe TEMOCTA3HOJIOTHYECKHIE M OMOXUMIUecKre Mapkepsl. OTHaKO
HEJb3d HE YUYUTHIBATh T€H-MOAUMUIIUPYIONIYIO POJb 3THX (DAKTOPOB PUCKA MPHU BHIOOPE
CTpaTerui JieyeHus W BTOpUYHOW mnpoduiaktukn MM ¢ ae0r0TOM B HETUIIHUYHOM

BO3pacCTe.
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I'maBa 5.
UCXOJbl HINEMAYECKOI'O MUHCYJIbTA Y AIIMEHTOB
MOJIOJ0I'O BO3PACTA U JETE.
BO3MOKHOCTH ITIPOTHO3UPOBAHMUS

5.1 Pe3yabTaThl HA0JII0€HHUsI 32 ANIMEHTAMH MOJIOJI0OI0 BO3pacTa U AeTbMHU

B I€epuoaec oCTaTOYHbIX SIBJICHUH MOCJIe nepeHecéHH()ro HIIEMHYECCKOT0 HHCYJIbTA

B mepuozae ocrarouHbIX siBIeHH, yepe3 2 roga — 11 jer, moa AMHAMUYECKUM
HaOI0/IEHUEM HaXOAUIUCh 246 OOJIbHBIX W3 OCHOBHOW Tpynmbl U 47 ManueHTOB W3
Ipynibl cpaBHEHHUsA. B cpenHeM cpok KaTaMHe3a COCTaBWIJI JUISl B3POCIIBIX IALMEHTOB
6,18+2,1 ner, niusg gereut — 4,50+0,5 ner.

C 1enpro OLICHKM COCTOSIHHS 3/I0POBbSl M HEBPOJIOTMYECKUX IIOCIEACTBUI Y
nanueHTroB, nepenécmmx WM B MomogoM  Bo3pacte, ObLI  OpraHM30BaH
CHEeIUaIN3UPOBaHHbIA KOHCYJIbTaTUBHBIA mpuéM Ha O06aze MAY HI'’Kb Ne 23 r.
ExarepunOypra. IlaumeHTsl rpymnmbl CpaBHEHUs HaOMOJalNCh HaMU B paMKax
CYILIECTBYIOLLETO  CHELUATM3UPOBAHHOTO TMpuéMa Ha 0aze  KOHCYJIbTaTUBHOMN
nosmknauky JIUKB Ne 9 r. ExkatepunOypra.

Ha sToM 3Tame ObLIM OLEHEHBI JaHHbIE HEBPOJIOTMYECKOrO OCMOTpPA, aHAJIN3
CBEJICHUN W3 MEAMIMHCKON JOKYMEHTAllMH, B TOM YKCJI€ O HAJIUYUU HHBAIHIHOCTHU
(cipaBkM,  moATBepKAaromied  (GakT ~ yCTaHOBJEHHUS,  BBIIMCKM M3  aKTa
OCBHUJICTEJIbCTBOBAHUS  IpakJlaHWHA, MPU3HAHHOTO  HMHBAJIMJIOM,  BBIJABAEMbIX
benepalibHbIMU TOCYIAPCTBEHHBIMU YUPEXKICHUSIMU METUKO-COLMATIbHOM SKCIIEPTU3HI),
a Taxke Ha JaHHBIX PMUC (PernonanbHoi MeIUIIMHCKON HHOOPMAIIMOHHON CHCTEMBI).

Knuaunueckue CUHAPOMEBI U CUMIITOMBI, BApUAHTBI HCXOJ0B 0oe3Hn IMIPHUBCIACHELI B

Tabimuax 22, 23 u 24.
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Tabnuna 22 — YactoTa CHHIPOMOB MOPAXEHHWS HEPBHOM CHCTEMbl Yy MAIMEHTOB

MOJIOJIOTO BO3pacTa M JIeTel B MEpHOJIe OCTATOYHBIX siBieHui (2—11 jetr oT mebrota

HIIICMHUYCCKOI'O I/IHCYJ'II)Ta)

[TokaszaTensb Mononsie | detu, Nn=47 | Kosdpunuent

B3pOCIIbIE, ManHna-YuTtHH

n=214
n % n %

Cunapowm aurarejibubix Hapymenuii | 100 | 46,95 | 15 | 31,91 p <0,05
B BH/Ie HEHTPAJbHBIX Mapajuyei,
napes3on
BecTtuOyno- M03Ke4UKOBBIN CHHIIPOM 61 [2850| 16 |34,04 | p>0,05
CylopOXHBIN CUHIPOM, 6 2,80 3 6,38 | p>0,05
CUMIITOMATHIECKas AITUIICTICUS
[TopaxeHne yepernHbIX HEPBOB 35 116,36 | 15 |31,91 | p>0,05
PeueBbie Hapyienus (ada3uu, 63 [2944| 4 | 8,51 p<0,05
AU3APTPHH)
CuHAPOM KOTHUTHBHBIX U/WIIH 22 110,28 | 9 19,15 |p>0,05
IIOBEJICHYECKUX HApyLIEHUI
CHHIIPOM TeMOJTMKBOPOINHAMUYECKIX 4 1,87 3 6,38 | p>0,05
HapylIeHU!

Tabnmuma 23 — HeBpomormdeckuii ctatyc y B3pOCHBIX MAlMEHTOB C HIIEMUYECKHM

HHCYJIbTOM B ITUHAMHUKC Ha6J'IIOI[eHI/I$I

Cumnromatrka OctpsIit Ilepnon Koaddurment

nepuo, N=256 OCTaTOYHBbIX | MaHHa-YUTHH

ABJICHUH, N=214
n % n %

BecTnOyno-Mo3:xeuKkoBbIit 110 42,96 61 28,50 p>0,05
CUHAPOM
Cynopo>kHbIi CHHIPOM 9 3,51 6 2,80 p>0,05
CHHIpPOM ABUTaTeJIbHBIX 199 77,73 100 46,95 p<0,05
HApYLICHUH B BUE
HEHTPAJbHBIX Mapajgnyei,
napes3oB
Peuernie Hapymienus (adazuu, 103 39,77 63 29,44 p>0,05
TU3APTPUH)
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Tabmuma 24 — HeBponormdeckuid craryc y TAlMEHTOB JETCKOrO BO3pacTa C

HIICMHUYCCKHUM MHCYJIbTOM B TUHAMUKC Ha6J'IIOI[eHI/I51

Cumnromatuka Octpsrit [Iepuon Koaddumment

nepuon, N=54 OCTATOYHBIX Manna-Yurtau

sBIIeHUM, N=47
n % n %

BecTnOyno-Mo3xeuKkoBbIit 20 37,03 16 34,04 p>0,05
CHUHJIPOM
CynopoKHBIN CHHIIPOM 10 18,51 3 6,38 p>0,05
CHHAPOM ABUTATEIbHBIX 34 62,96 15 31,91 p<0,05
HApYlLIEeHUil B BU/Ie
HEHTPAJTbHBIX
napaju4ei, nape3on
(ouaromas)
PeueBbie HapyHIeHUsI 103 | 39,77 4 8,51 p<0,05
(adazum, 1u3apTpun)

ITo pmanHbIM TabmuIy 22—24 MpPOCISKUBACTCS, YTO JBUraTelIbHBIC, BECTHOYJIO-
MO3KE€YKOBBIE M PEUEBBIC HAPYIICHUS ONPEACIISIN CTENEHD TSKECTHU HEBPOJIOTHYECKOTO
neduiura nmanueHToB. OOpalllaeT BHUMAaHHUE, YTO K MEPHOJY OCTATOUHBIX SIBJICHUM
KaXXIbIi1 BTOPOM NALMEHT UMEN IPU3HAKU IEHTPAJIBHOTO MApe3a U Mapajinia pa3jInyHou
CTEIICHH BBIPAKEHHOCTH, a KaXKIbIA TPETUM MOJIOJOW B3POCIBIA HMMEN NPOSBICHUS
aTaKCUU W/WUIU pa3IMYHbIE BapUAHThI PEUEBBIX HapyiieHui. CiaeayeT OTMETUTh, YTO B
LI€JIOM HEBPOJIOTMYECKAsi CUMIITOMATHKA OTJINYAJIACh OTHOCUTEIBHOW TOPIIUIHOCTBIO U
JIOCTOBEpHAs MOJIOKUTEIbHASI JUHAMHKA MOJIYYEHA TOJIBKO IO PErPECCY ABUTATEIbHBIX
HapymeHuid. Has kapTuHa HaOIr0amach B TPYIIE CPaBHEHUS: K MEPUOTY OCTATOYHBIX
SABJICHUI JIBUTATEIbHBIC HAPYIICHHUS BCTPEUAIUCH TAK K€ YACTO, KaK W IPOSIBICHUS
aTaKCHH- y KOKJI0r0 TPETHETO MAIIMEHTA, 4 PEYEBbIC HAPYIICHHUS - B €IMHUYHBIX CITydasix.
Hamu oTmMedeHo, 9To cpeii MalMeHTOB IETCKOTO BO3pacTa PErpecc CUMITOMATHKY ObLT
Oojiee 3aME€TeH IO JBUTATEJIbHBIM M PEUYEBBIM  HApPYIIEHUSM, TIPU  OTOM
IPEICTaBICHHOCTh BECTHOYIIO-MO3KEUYKOBOTO CHHIPOMA OCTajach Ha MPEXKHEM YPOBHE

M0 CPAaBHEHUIO C OCTPBIM MEPHUOJIOM.
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B wnenom, cpaBHMBas KIMHMYECKYH) CHUMITOMATHKY B NEPHOJE OCTATOYHBIX
ABIIEHMA B o0eux Trpynmax, oOpamaeT BHHUMAaHHE JIOCTOBEPHO  OoJblIas
IPEJICTAaBICHHOCTh JABUTaTENIbHBIX M PEUYEBBIX HAPYLIEHWH BO B3pOCIOW Ipynmne npu

CpaBHUMOM YPOBHC npcaAcTaBJICHHOCTU IMMOpAKCHUA BeCTI/I6y.HO-M03)KC‘-IKOBI)IX

CTPYKTYD.

5.2 XapaKTepI/ICTI/IKI/I ManueHToOB MOJIOAOIO0 Bo3pacTra U aerei

moCJI€ HIIEMUYIECCKOI0 HHCYJIbTA

YHUBepcaIbHBIM KPUTEPUEM OIIEHKH TUHAMUKH BOCCTAHOBJICHUS TIOCIIE HHCYIhTA
ciykuT 0amt o mkane Pankuna (Modified Rankin Scale — mRS). Hamu nposenén
aHaIM3 Pe3yJIbTAaTOB BOCCTAHOBIICHHUS TOCIE MINIEMHYECKOTO WHCYJIBTa B OTAAJIIEHHOM
nepuojsie (0T 2 A0 11 yer) ¢ UCHOIB30BaHUEM ATOTO AUATHOCTUYECKOTO MHCTPYMEHTA
(Tabnuma 25). Ha mMoMeHT mpoBeneHHUs HCCIIeOBaHUS W cOOpa JaHHBIX KaTaMHe3a
mkaga MRS He Obuta Banmam3upoBaHa B JETCKOM BO3pacTe, MOITOMY OOOOIICHBI

AaHHBIC TOJIBKO B I'PYIIIIC MOJIOABIX B3POCJIBIX.

Tabmuma 25 — JluHaMuKa COCTOSIHHS TAIlMEHTOB OCHOBHOM TPYIIIBI B OCTPOM H

OTIAaJIEHHOM TEepUOoIax Mo pe3ybTaTaM oreHku 1o mkaie MRS

Bamn mo | 0 1 2 3 4 5 6
mkaiie MRS

OcHOBHast 3 10 44 96 59 36 0
rpyrma mpu | (L17%) | (3.90%) | (17,18%) | (37,50%) | (23,04%) | (14,06%)

MOCTYIUICHU

u (N=248)

OcHoBHAas 61 82 44 20 13 3 23
rpynmna B | (24,77%) | (33,33%)* | (17,89%) | (8,13%)* | (5,28%)* | (1,22%)* | (9,35%)
*

*
HCxXoae

(n=246)

[Tpumeuanue: *p <0,05 mpu cpaBHEHUH NMALKEHTOB B TUHAMUKE.
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[Ipu sTOoM moOmaBsFOIiee OOJBITUHCTBO W3 BBEDKUBIIMX marueHToB (N=187,
77,59%) wmornu OBITh OXapaKTEPU30BaHbBI B TMEPHOJEC OCTATOYHBIX SIBJICHHUHA Kak
UMEIOIINE JOCTATOYHO BBICOKYIO CTENEHb HE3aBHCHUMOCTU B MOBCEIHEBHOW >KW3HH,
CaMOOOCITY>KMBaHUS W MUHUMAJIbHBIE OTPAaHUYCHHSI BCIEACTBHE MEPEHECEHHOTO
3aboneBanus (02 mo mkaine MRS).

Hamu 3adukcupoBaHa oudeBUAHAS TOJOXKHUTENbHAS JIMHAMHUKA COCTOSHHUS
MOJIOJIBIX B3POCHBIX MAIIMEHTOB: B MEPHOJE OCTATOUHBIX SBJICHUH MO JAHHBIM IIKAJIbI
MRS cokpaThiIoCh YUCIO MAIMEHTOB, UMEBIIUX B OCTPOM mepuojae 3—5 6auioB B 5,3
pa3za (191 vs 36).

Cpenn 246 manyeHTOB OCHOBHOM TPYIIIBI C U3BECTHBIM KaTaMHE30M Ha MOMEHT
pa3BuTHs UieMuyeckoro uHcynasTa 146 (59,35%) paboranu, 69 (28,05%) He pabotanu
u 31 (12,60%) uyenoBek ObLIN yUalIUMUCH.

[Tocne wHcymbTa JHMCT HeTpyAocmocoOHocTH Obul odopmiten 131 (89,73%)
MAIMCHTY.

[TanieHTHl HAXOIUIUCHh HA JIMCTE HETpyAocnocoOHocTH oT 18 mo 179 nueit, B
cpennem 73,85 nneil. B TedeHwe mepBoro roja mociie Ae0OTa WHCYJIbTA K TPYIY
BepHyJuch 84 (57, 53%) manuenta (ipu 3TOM 1Mo KpaliHei Mepe 12 marueHToB — He T10
CBOEH MpeKHEH CIeNuanbHOCTH), BepHYIUCh K yuéoe 19 (61,29%) marneHTOB.

NuBanmuanocts npucBoena 23,43% (n=60) u 38,80% (n=21) narmeHTaMm OCHOBHOM
U Tpymibl cpaBHeHUsI cooTBeTcTBeHHO (P>0,05). Ilpn 3TOM CTEneHh MHBAIUIHOCTU B
OCHOBHOM TpYIIIe pacmpenenuiach cieayommMm oobpasom: | rpymma mpucBoena 11
(18,33%), Il — 23 (38,33%) u 1l - 26 (43,33%) mamuenTam, U3 HUX HA paOOTy BBIIUIN
tonpko 8 (30,77%) mamuentoB. HecMoTpss Ha TO, YTO KAaTErOpHsl «MHBAJIUIHOCTB)
JIOCTAaTOYHO yHUBEpPCAJIbHA M MOXET CIYKUTh KpPUTEPUEM TSDKEIOTO0 HCX0Ja
3a00/IeBaHWsI, OHa HE BCerja Oblla TNPHUCBOEHA TAIMEHTaM MO MPUYHHE THKECTH
HEBPOJIOTHYECKOr0 JedULUTa: Y TPOUX MOJIOABIX B3POCIHBIX MAallMEHTOB MPUYUHON
MIPUCBOCHUS TPYIIBI MHBAIHIHOCTU SIBUJICS CaxapHBIA MUA0ET, Y OJHON MAIMEHTKU —
NICUXUYECKUE paCCTPOWCTBa, €HE y JIBOMX TMAIMEHTOB — MAaTOJIOTUS CEepIAEYHO-
COCYAMCTOM cucTeMbl. B rpynme cpaBHEHHUS ABa MalMeHTa UMENTU MOATBEPKIAEHHYIO

oone3nr Moitsi-Molis, y oaHOro peOEHKa WHBAJIUIHOCTH, ObLIa 00YCIOBJIEHA
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IPOONIEPUPOBAHBIM BPOKIAEHHBIM ITOPOKOM CEPJILIA U Y OJHOT'O — B CBSI3U C XPOHUYECKOU
ITOYEYHOU HENOCTATOYHOCTBHIO.

B To xe Bpems HaOmofanach 3HAYUTENbHAS AUCCOLMALIAA MEXIY CTOMKOHN
HETPYJOCHOCOOHOCThIO M HAJIMYMEM TPYyNIbl HMHBAIMAHOCTH. HerpynocnocoOHbIMU
OpU3HABAINCh B T. Y. MAUUMEHThl € (OPMajIbHO XOPOIUUM BOCCTAHOBJICHHEM
camoo0ciy)KuBaHus 1o mkaie MRS, panee padoTaBuive, 0OJHAKO HE NPUCTYIUBIINE K
pabote nocie nepenecénHoro NN.

B unenom, crolikas moteps TpyaocnocoOHocTu Obuia 3adukcupoBaHa y 106
(43,09%) manveHTOB OCHOBHOW TIpyMIbl, UMEHHO 3Ta IU(pa MOCIYyXHIa OCHOBOU
BBIYKCIICHHS JIET YTPAYEeHHOW TpPYyJAOCHOCOOHOCTH M APYrHX IMoOKazarened OpemMeHu
UHCYJIbTA.

YacTora penuauBHPOBAHUS y HAIUX ManueHToB coctaBwia 18,36% (n=47) u
27,77% (n=15) 1 OCHOBHOI M TPYIIIBI CPAaBHEHUSI COOTBETCTBEHHO, p>0,05. I1pu 3TOM
U3 BCEX MOBTOPHBIX AMHU30/10B B OCHOBHOM Tpymiie 3adukcupoBaHo 35 noBTropHbeix MU
(74,47%), u3 HUX B TpeX CIIy4asiX HHCYJIbTHI TOBTOPSUIUCH IBAXIbI, @ Y ABOUX MAIlUEHTOB
— TpwKapl, y 14 mauuentoB noBTopHble MW siBUIMCH NpUYMHON JIETAJIBHOTO MCXOa;
TPaH3UTOPHBIE HWIIEMUYECKHE aTaku HaOmojgamuch y 9 manumentoB (17,15%).
['emopparuueckre HHCYIbThI PA3BUIIMCH Y TPOUX MalUeHTOB (6,38%), y 1Boux Ha GoHe
npuéMa aHTHUKOAryJsHTOB, Y OJHOTO — Ha (DOHE aHTHArperaHTHOM Tepanuu; JIBOE
NAlMEHTOB CKOHYAINCH. Jlpyrue ocTpble ullieMru4eckue coObITUS ObUTH 3a()MKCUPOBAaHbI
y 14 manueHToB OCHOBHOM TPYIIIbI, U3 HUX Y 9 MAIMEHTOB 3TO ObUT HH(APKT MUOKap/a.
B rpynne cpaBuenus B 47% n=7) cinydaeB pa3Bwiuchk noBtopaeic U, B 53% (n=8)
¢dukcupoanucs THUA.

Crnemyetr OTMETHUTD, UTO JIETATBHBIX MCX010B (0amut 6 mo mkane MRS) 3a nepuon
npeObIBaHMSI TAIMEHTOB B CTAI[MOHApE 3aMKCUPOBAHO He ObLI0. B TO jxe Bpemsi Kaxk bl
JECATHIN MAllMEHT CKOHYAJICA B TEUEHHE OLIEHMBAEMOI'0 NepuoJia karamHe3a. Beero 3a
BpeMs HaOmoaeHus ckoHdanoch 23 (8,98%) nmammenta ocHoBHOM rpynmbl U 1 (1,85%)
peOEHOK.

[IpyunHamu cmeptu B ocHOBHOW rpynne B 14 (60,86%) cioydadax sBuics

noBTopHbiii U, B 2 (8,69%) ciiydasix — reMmopparuueckuii UHCYJbT (Y OJTHOTO M3 3TUX
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MAIMEHTOB TeMOPPArnIeCKUd WHCYJIBT pa3Buiics Ha ¢oHe Oone3snu dadpn). 2 (8,69%)
MaryMeHTa CKOHYAIUCh B pe3ynbrare uHpapkra muokapaa. B 5 (21,73%) cayuasx
NPUYUHAMH CMEpPTU TOCIYXHWIA JPYyrue MNPUYUHBI (OHKOJIOTHYECKHE 3a00JiIeBaHMUS,
KPOBOTE€UEHUE U3 BHYTPEHHUX OPraHOB, CaXapHbI AUa0eT.

Hamu Obuta mpeanpuHsTa MOMBITKA OLEHUTH COIMAIbHOE OpeMsi MHCYJbTa B
IPYIIE MOJIOABIX ManueHToB. C 3TOM LENbI0 MbI MCHOJIB30Balu Mokazareib DALY,
Disability-Adjusted Life Years — mist KOJIMYECTBEHHON OIICHKH TIOTEPSHHBIX JIET KU3HU
B pe3yJIbTaTe NPEXKIACBPEMEHHOTO HACTYIUIEHUS CMEPTH M HMHBAJIUIHOCTH, a TaKKe
paccuMTalli SKOHOMUYECKUE TTOTEPH, UCXOs U3 opuunanbHbiX 3HaueHuid BBII Ha gatsl
MOTEPH TPYAOCITOCOOHOCTH.

Pacuér noxkazarens YLD mpoBonuncs ¢ yuérom otnainéHHoro (6osiee 2-X JieT)
ucxona MU, koraa BOCCTaHOBJIEHHE YTPAYEHHON TPYJIOCHOCOOHOCTH MPEACTABISIOCH
MaJIOBEPOSITHBIM.

ITorepu BBII paccuuthiBamuch Kak mpousBeAeHue mnokazarens DALY wu
nokazarens BBII na aymy HaceneHust v mokasbiBaii 00beM noTeHnuaibHoro BBII,
HENPOU3BEAEHHOTO U HEJIOMOJYYEHHOT'O BCIIEACTBUE NIPEKIECBPEMEHHON CMEPTHOCTH U

HETPYA0CTIOCOOHOCTH.

Tabmuma 26 — IlokazaTenw KOJIMYECTBEHHOW OILIEHKH MOTEPSIHHBIX JIET KU3HU H

PKOHOMUYECKOTO yiiepoa

YLL, net YLD, ner DALY, ner [Totepu BBII, py6
587,47 2434.,82 3022,29 1 843 955 645,82

Takum 06pazom, ¢ yaérom nokazareneit DALY, conmansHoe Opemst UU B rpymme
MalKreHTOB MOJIOAOTO Bo3pacTa npeacTtaBieHo 3022,29 noTtepssHHbIMU F0OJIaMU 3J0pOBOM
JKW3HU, a TaKk)Ke MOoTeHIMaibHo HepononydeHHbIM BBII B pasmepe 1 843 955 645,82

pyOaeit ¢ yaérom mokaszateneit 2020 roza.
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5.3 Iloaxoabl K HA3HAYEHUI0 BTOPHYHOMH NPOQUIAKTHKH Y NAIHEHTOB MOJIOA0T0

BO3pacTa v [leTeﬁ C HMINIEMUYE€CKUM UHCYJIBTOM

B Teuenue Bcero meproaa HaOMIOMCHUS MAIMEHTHI 00EUX TPYII MOJIydanu (TIpH
OTCYTCTBUU MPOTHUBOIOKA3aHUN) MEAMKAMEHTO3HYIO TEpalui0 B paMKaX BTOPHUYHOMN
npoduiiakTuku. Koppekius BeIsIBICHHBIX (akTopoB pucka MM y MonoabIX TalueHToB
MPOBOAWIACH COIVIACHO CYIIIECTBOBABIIMM Ha TMEPHOJ HAOIIOACHUS HOPMATHUBHBIM
nokymeHtam [55, 59, 62]. I'umonumuaeMudeckas Tepanus Ha3HAvajgach HUCXOMAS W3
MaTOreHETUYECKOT0 BapraHTa MHCYJIbTA U TTOKa3aTeel JTUIMUIHOTo criekTpa. B octpom
nepuoge WU Ttepanus wunruoutopamu I['MI-KoA-penykrasbl (cratuHamu) Obuia
Ha3HayeHa 79 malmeHTaM OCHOBHOM rpynnbl. B rpyrine cpaBHEHUSI C OCTPOro mepuoja
TUTIOIMIIUEMUYECKas Tepanus He Ha3Hadanach. K mepuoay OCTaTOYHBIX SIBJICHUI
TEepanuio CTaTMHAMH TOJydalu 48 MalMeHTOB B OCHOBHOM Tpynme W 2 MalueHTa B
rpynne cpaBHeHus. Cneayer OTMETHTb, YTO Y TMOJABJISIONIEr0 OOJBIIMHCTBA
MpEeKpaTUBIIUX (10 pa3HbIM MOTHBAaM) TEpaIrui0 CTaTUHAMU B OCHOBHOW TPYIINE MPH
MOBTOPHBIX JTA0OPATOPHBIX HCCIETOBAHUSAX B PaMKax JTUCIAHCEPHOTO HAOIIOACHUS
MOKa3aTeNy JUIMUIHOTO CIIEKTPa OTJIMYAIIUCH OT I[EJIEBBIX HE3HAUYUMO.

['MnoTeH3UBHYIO Teparnuio MOJy4ald MalUeHThl MPU HAIUYUU apTepHATbHOU
TUMNEPTEH3UH, MPU BBIMUCKE W3 CTAllMOHapa ATH TMpernapaThl ObUTM Ha3HauyeHbl 13
NMalueHTaM OCHOBHOW TpyNIibl, B TEUEHHE TMeEpUoJia HAOIIOJECHUS KOPPEKIus
apTepUaIbLHOTO JIaBJICHHS TOTPEOOBAIACh JOTIOJHUTENBHO €1I1E 7 MalMeHTaM.

Mos01bIM B3pOCIBIM TMAlIMEHTAM aHTUTPOMOOTHUYECKasl Teparusi Ha3Hayajlach B
OCTPOM TIEpUOJE MO OOIICHPHUHATHIM METOAMKAM, COTJIAaCHO CTAHAAPTY M C y4E€TOM
KIMHAYECKUX  PEKOMEHJANWi. AHTHArperaHTHbIE TIpemapathl ©W  OpaJIbHbIE
AHTUKOATYJISTHTHI MOJIOJIBIM B3POCJIBIM Ha3HAYAIMCh COTJIACHO HHCTPYKIIUH.

[TpuHIMTIBI Ha3HAYCHHUS AHTUTPOMOOTHYECKON TEeparuyu B KaueCTBE BTOPUYHOU
npodunaktuku MU, mpaBomMouHbIe Ui B3pOCHBIX OOJBHBIX, HE BCETJa MOTYT OBITh
pacmpocTpaHeHbl Ha TMONYJSLMIO TMallMEHTOB JETCKOTO Bo3pacta. Y JeTed MBI

NPUAECPKUBAIUCH AITOPUTMA, U3JI0KEHHOT0 B DefiepaibHOM PyKOBOJCTBE MO JE€TCKOM
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HEBPOJIOTMH: A€3arPEraHThl 1 aHTUKOATYJISTHTHl Ha3HAYaIl €XKEIHEBHO, CPOKOM Ha J1Ba-
TPH Irojia PY YCIIOBUU JOCTHKEHHS LIEJIEBBIX JIAOOPATOPHBIX 3HAUEHUM.

Bei6op mpenapata omnpeaensics natoreHetTuueckuM tunoM WU, coderanuem
(bakTOpOB pUCKa pEIUANBA, & TAKKE C YIETOM JCUCTBYIOIINX HA MOMEHT UCCIICOBAHUS
PEKOMEH TAIAM.

Hamu npoBogwiics MOHUTOPUHT 3(PQEKTUBHOCTH M OE30MACHOCTH IpEnapaToB
ATOM TPYMIIbI, pa3pabOTaHHBIN U aPOOUPOBAHHBIN B MPEABIAYIINX UCCIECAOBAHUAX [35,
82].

Bcem manmeHTaMm J€TCKOro Bo3pacta MpU OTCYTCTBUM MPOTHUBOIIOKA3aHUM, Oblia
uHunuupoBana tepanuga: ACK — 2 MI/KI/CyTKHM, KIONUAOTpeNnb — 1MI/KI/CyTKH C
HOCJEAYIOUUM TIOBBIIIEHUEM JI03bl MPH HEOOXOIUMOCTH A0 S5 MI/KI/CYyTKH U 2
mr/kr/cytkn s ACK u kjonuporpenst coorBeTcTBeHHO. [Ipoduns Oe3omacHocTu u
3¢ (HEeKTUBHOCTH OLEHUBAJICS IO IOKA3aTeNsIM arperaiud TPOMOOLMTOB U CUHUTAJICS
JOCTUTHYTBIM IIpU CHUKEHUU arperatorpammsel Huxke 30 U.

Bapdapun Taxke TtutpoBancs mo wmacce Tema pedénka B mosze 0,05-0,2
MT/KT/CYTKH; TpOoduiIb 0€30IMacHOCTH OTCISKUBaIU 1o ypoBHI0O MHO, ¢ nocTrxkeHnem
nokazateneit 2,0-2,5 6e3 u 2,5-3,5 ¢ HICKyCCTBEHHBIMH KJIarlaHAMU CEPIIIa.

Eciu npoucxomunu TOBTOpHBIE TPOMOO3bI W TPOMOOIMOOIMHU  JTFOOOM
JOKaIM3aluy, (PUKCUPOBAIUCH SBJICHUS HEMEPEHOCUMOCTH WM HeXellaTelbHbIe
SBJICHUSI, IPU3HAKU PE3UCTEHTHOCTH K aHTHArperaHTam WM aHTUKOAryJsiHTaM, TO Mbl
IPOBOJMIM H3MEHEHUE JI03MPOBAaHUsA, PEIIAJCS BOMNPOC O CMEHE Ipenapara Wiu
KOMOMHUPOBAaHHOM aHTUTPOMOOTHYECKON Tepanuu. B AByX ciayyasix y MOJIOABIX
B3pocibix nanueHToB ¢ MW morpeboBaics mepecMOTp aHTHArpearaHTHOM TEpamnuu B
CBSI3M C BBISIBJICHHOW B PYyTHHHOM IOPSIIKE HEUYBCTBUTENIBHOCTHIO K ACK.

CamocrosiTennbHasi OTMEHa IMpenaparoB BTOPUYHOM mpoduiiakTUKK  ObLia
OTMEUYEHA TOJIbKO B €JUHUYHBIX CIIy4asX, a B LIEJIOM, NPUBEPKEHHOCTh TEpPAIUUd U
KOMIUIA€HC Yy MAIMEHTOB MOJOJOT0 BO3pacTa, a TaKKe pOoAUTeNel neTeil Moria ObITh

OXapaKTCpPU30BaHa KaK JOCTATOYHO BBICOKAs.
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5.4 IIporHo3upoBaHue UCXO0B MOCJIE NEPEHECEHHOI0 MIEMHYEeCKOI0 HHCYJ/JIbTA

Y MOJIOJBIX B3POCJIBIX U JAeTeil

5.4.1 HO}IXOIIBI K IIPOTrHO3UPOBAaHHUI0O PEIIUAUBHUPOBAHUA HITIEMHYECKOT0 HHCYJ/IbTA

Y MOJIOJABIX B3POCJ/IBIX ITOCJIE IEPBOIO0 31IM30/1a

Mpbl OLEHWIM BO3MOXKHOCTH IPOTHO3MPOBAHUSA PELMIUBOB HIIEMHUYECKUX
MHCYJIBTOB B MOJIOJIOM BO3pacTe Ha 0Oa3e pe3ylbTaToB I€HOTUNUpOBaHUsA. B anamus
B35Thl BCE AJIEJbHBIE COCTOSIHUSI OLICHHMBAEMBIX T€HOB M BCEBO3MOKHBIE I'€H-TCHHbIE
coueraHusa. MareMaTuyecKuii aHaJIu3 TPOAEMOHCTPUPOBAI, UTO B MOMYJISLUNA OOJIBHBIX
MOJIOZIOTO BO3pacTa IPOrHO3UPOBATH MOKAa3aTelb PELUAMBUPOBAHMS HIIEMHUYECKOTO
MHCYJIbTA Ha 0a3e pe3yJbTaTOB FT€HOTUITUPOBAHMS HEBO3MOXKHO. TakKe 3TO HEBO3MOKHO
IpU YKPYIIHEHUU HUCCIEAYEMOU KOropThl (0ObEIMHEHHE JTaHHBIX OCHOBHOM W IPYIIIbI
CpaBHEHUS).

B 10 e Bpems 3ajaya Mo NpOrHO3MPOBAHUIO MOBTOPHBIX »nu3oA0B M/TUA B
MOJIOJIOM Bo3pacte, 0e3yciaoBHO, BaxkHa. C Leibio €€ pelieHus HaMu MpOoBeaEH 0TOOp
MPOTHOCTHUYECKH 3HAYMMBIX MPU3HAKOB, JOCTOBEPHO OTIMYAIOMIMXCA Y MallMEHTOB
MOJIOZIOTO BO3pacTa, UMEBIIUX MOBTOpHBIE smu301bl MU/TUA mnocne nepeHecéHHOTO
nepBoro NN. Beero B ananu3 Obutn B3TH 14 mapamMeTpoB, XapaKTEPUIYIOIIUX BO3PACT
nepsoro snu3ona MU, mon 6onsHOTO0, MoKazaTens o mkaie MRS B octpom neproe npu
MOCTYIUICHUH, JaHHBbIE OLIEHMBAEMbIX TI'E€HOB PETyJISITOPOB TremMocraza (8 TEeHOB),
nokasarenu coctosgHusi cocyauctoid crenku (KMM, RI, Pl). Cratuctuueckuii ananus
MOBTOPHO TMPOJEMOHCTPUPOBA, YTO B MOMYJALMH OOJBHBIX MOJIOJOIO BO3pacTa,
ONMpPasCh HA JaHHbIE TEHOTUIMPOBAHUS U JPYTUX 3aBHUCUMBIX [EPEMEHHBIX,
MPOTHO3UPOBATh TOKA3aTellb PEUUAMBUPOBAHUS HWIIEMUYECKOTO HWHCYJIbTa TaKXke
HEBO3MOYXKHO.

[ToBTOpHBIE MOMBITKH MPOTHO3UPOBAHUS MOKa3aTess ¢ YY4ETOM (aKTOpOB: MOJ,
BO3pacT, TMOKa3arenu cocTtossHus cocyauctod crtenku (KM, RI, Pl), a Takxe

u3onupoBaHHo 1o nokazarensim KM, RI, Pl, Obutn Takxke O0e3ycneniHsl.
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B TO e BpeMs BO BCEX OIMCAHHBIX BBINIE MPOTHOCTHYECKUX MOJEIISX,
CAMHCTBEHHBIM  ()aKTOPOM, KOTOPBIM  TIO3BOJSUT  JIOCTOBEPHO  MPEACKA3bIBATH
BO3MOXXHOCTh PELMAMBA, OocTaBajcsa Oamrn 1o mkaime MRS. Tak, HaMu MokazaHo, YTO
CHI)KCHHE Ha KaXJIbld Oamm mo mkame MRS B OCTpoM MEpHoJie YMEHBINAIO PUCK
peunauBa MU B naneHeiimem B 2,53 pasza (95% AU 1,25-5,11, p<0,011, cietiuduyHOCTH
96,77%), HO He obnagano MpeicKa3aTelbHOM CIOCOOHOCTHIO HA YBEJIMYECHHE pPHCKa

peuuauBa (4yBcTBUTEIHLHOCTE 50,0%).

5.4.2 Iloaxoabl K NPOrHO3UPOBAHNIO (POPMUPOBAHMS HHBAJINIHOCTH

Y MOJI0AbIX B3POC/IBIX H z[eTeﬁ mocJjie HQpEHeCéHHOFO HIIEMHUIECCKOIro HHCYJIbTA

OO0uenprHATOE B HACTOSIIEe BpeMs IIOHITHE «OpEMEHU UHCYJIbTA JIJIsl OOIIECTBAY
OINMpaeTcsl MPEUMYLIECTBEHHO Ha HaJIMYMe MHBANUAHOCTH [196], X0Ts He cymiecTByeT
IPsIMOIl CBA3UM MEXKIY BBIPAKEHHOCTHIO HEBPOJIOTMUECKOTO AePUUUTA U HATUIUEM
KaTeropuy MHBAJIUIHOCTh. Bech nmepedeHs 1eueOHbIX U COIMAIbHBIX MEPONPUSATUH, UX
(uHaHCHUpPOBAaHUE CO CTOPOHBI TOCYIAPCTBA UMEET LIENBI0 CHIXKEHHUE 3TOro OpeMeHH U
OpPUEHTHUPYETCA B MEPBYIO OUYEPE/Ib HA TOKA3ATENb HMHBAJIUIHOCTH.

IToBogOM It MPUCBOEHUS MHBAIMAHOCTU manueHtam nocie MU, sasisercs ux
HECMOCOOHOCTh K CAaMOOOCITYKMBAHUIO U OOILIEHUIO, CAMOCTOSTEIbHOMY NIEPEIBHKEHHUIO
Y aKTUBHOW MHTETPALIMK B OOIIECTBO.

CyuTaloT, YTO PHUCK HEBPOJOTMYECKOro JePHUIMTa U  HWHBAIUAHOCTH,
OOYCJIOBJIEHHON 3TUM A€(PUIUTOM, OCTAETCS TUIOXO MPOTHO3UPYEMBIM COCTOSIHUEM, a
NPEIUKTUBHBIE (PAKTOPHI UHBATUAHOCTH OCTAIOTCSI HEM3BECTHBIMH.

Takum 00pa3oM, miepesl HaMu CTOsUIa 3ajja4a MPOTHO3UPOBAHUS MHBAJIMHOCTH C
y4€TOM JOCTYIHBIX JAHHBIX TEUEHUS OCTPOro mnepuoja OO0le3HH, MEAUIIMHCKOTO
aHaMHe3a 1 JabOpaTOPHBIX CBECHUI.

Ha nepBoM 3Tarne Mbl NPOBENU TaKyIO OLIEHKY C Y4ETOM BBISIBJICHHBIX KOMOMHALIHIA
noJuMOp(U3MOB TE€HOB TPOMOO(HIBHOTO pHCKA, KOTOPBIE YK€ TMOKa3alh CBOIO
IIPOTHOCTUYECKYI0 cliocoOHOCTH (cM. Tabymma 20, 1. 4). B aHanu3 ObutH BKITIOYCHBI BCE

BO3MOXHBIC T'CH-I'CHHBIC COYCTAHMsA BCEX OICHHMBACMBIX T'CHOB BO BCCX aJIJICJIIBHBIX
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coctosiHuAX. Beero npoananusupoBansl 154 reHoTrna MOJIOABIX B3pOCIBIX U 36 AeTei,
y KOTOPBIX ObLT U3BECTEH CTATYC MHBAJIMAHOCTU HA MEPUOJ OCTATOYHBIX SIBJICHUM (/1Ba U
oosee rona nmocie UN).

B pesynbrare mNpoBeAEHHOTO MAaTEMATHYECKOTO MOJACIHUPOBAHUS B TpYIIE
MOJIOJIBIX B3POCIIBIX U JETEH, a TakKe B 00BEAUHEHHOM IpyIINe NAlMEHTOB HE BBISIBICHO
BO3MOYKHOCTEH IPOTrHO3UPOBAHUS TAKOM KaTETrOpHH, Kak ((OPMUPOBAHUE HHBATUIHOCTH,
0a3upysCh HA UCXOJHON T€HETUYECKOU COCTABIISIFOIECH.

Ha crnenyromem 3tame  Mbl  OLEHWIM BO3MOYKHOCTH  IPOTHO3UPOBAHMS
WHBAJIMJHOCTH WJIM €€ OTCYTCTBUA IO JAHHBIM aHaMHE3a U KIMHHUKO-JIA00paTOPHBIM
IIOKa3aTessiM octporo nepuoaa M.

Bcero npoananusupoBano 14 napameTpoB, BKIIOYAIOIINUX CBEIEHUS 00 aHaMHE3e,
KIIMHUYECKUM M JiabopaTopHbiM cBefeHussMm MM B ocTpoMm mepuoje: moJi, BO3pacT,
nokaszarelnb 1o 1mkaie MRS B ocTpoM nepuoie npu NOCTYIIIEHUH, TOKA3aTENb 10 LIKaje
NIHSS, namuuue dokyca undapkra no pesynbraram KT (MPT) B ocTtpom nepuoje,
BOBJICUEHHBIM COCYIUCTBIM OacceitH, aaHHble Y3M OpaxuonedanbHbIX apTepuil
(pOLIEHT CTEHO03a), JaTepanu3alus KIMHUYECKOW CUMIITOMAaTHKU B OCTPOM HEPUOJE,
YpPOBEHb TIIIOKO3bI, (UOpUHOrEeHa, TPOMOOIIUTOB B OCTPOM TMEPHUOJIC, 3HAUYUMBIC
n3meHeHus: Ha OKI', maroreHeTndeckuit Tun MHCyIbTa cornacHo kputepusim 1TOAST u
dakT KypeHus.

beut monyuen unrerpatuBHbIN nporaoctudeckuit unaekc (MU, Z) no ¢popmyre:

Z = by + b7Var7 + b8Vars8, (7)

rne b0 — 3,488881;
b7 —0,5727652;
b8 — 0,07390234;
Var7 — 6ann no mkaiae MRS npu nocTyIjieHU: B CTAllMOHAP B OCTPOM TEPHO/IE;
Var8 — 6amn o mkaie NIHSS nipu moctymuiennn B ctaiinoHap B OCTPOM MEPUOJIE.
Ecnu B pe3ynbpTaTe MOACTAaHOBKH JAaHHBIX KOHKPETHOTO OOJILHOTO B pElIaroIieM
npaswie nonydaercs 3Hauenune MIIM mensiie 0, To 60JbHOTO OTHOCAT K rpyIime 0e3

unBanuaHoctu, eciau I Gonbuie 0 — To k rpymie, chopMUpoBaBIIei HHBATUIHOCTD.
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Marematuueckass o00pabOTKa JMJaHHBIX OCTPOrO TMEpUoJa Jaja BO3MOXKHOCTb
IIPOTHO3MPOBATh TAKOW NapameTp, KaK OTCYTCTBUE HHBAIMIHOCTH Y MOJIOABIX B3POCIIBIX
B nepuojie octaTouHbix siBieHuidt MW (cneuuduunocts okazanack 94,4%), npu sTom,
OpPUEHTUPYACh Ha YYBCTBUTEJIBHOCTh MeTona (coctaBmwia 33,9%) A0CTOBEpHO
MIPOTHO3UPOBATh HaJIM4yue MHBANUAHOCTH Npu MU He npeacTaBiseTcsi BO3MOKHBIM.

C uenblo yBelnyeHus BEIOOPKU U PACCMOTPEHUSI BOBMOKHOCTH ITPOTHO3UPOBAHUS
WHBAJIUJIHOCTH, Mbl OOBEIUHUIN MOMYJISIIUNA MAIlUEHTOB OCHOBHOW TPYMIbl U TPYMI
CpaBHEHUS, U BKIIIOUMB B aHAJIM3 JIOCTYITHbBIE K OI[EHKE B 00EUX MOMYJISIUIX CJIETYIONTUE
MoKa3aTenu: 1MoJi, Bo3pact, Hanuuue ¢okyca uHpapkra no pesynabratam KT (MPT) B
OCTPOM TIEPHOJIe, BOBICYEHHBIN COCYIUCTBIN OacceilH, naTepan3anus KIMHUYECKON
CUMIITOMATHUKUA B OCTPOM IEPUOJE, YPOBEHb TIIIOKO3bI, ((MOPHUHOTEHA, TPOMOOIIMUTOB B
OCTpPOM IEpUOE, 3HaUNMbIe n3MeHeHus Ha OKI'.

bein IIOJIYUCH HHTGFpaTI/IBHBIﬁ HpOI‘HOCTH‘lGCKHﬁ HHACKC II0 (bOpMYJIC:

Z = by + b2Var2 + b9Var9, (8)

rne b0 —0,1917969;

b2 — 0,03594664;

b9 — 0,6219691,

Var2 — Bo3pact nepBoro snu3ona MU, koaudecTBo neT;

Var9 — mnokazatenb (UOpUHOTEHA MPU TMOCTYIUIGHUH B CTAIlIOHAp B OCTPOM

nepuoje (mo npuHIuny 0 — HIKe CyIIecTBYIOMmEeH JadopaTopHOil HOPpMBI, | — B

npeaenax pedepeHCHBIX 3HAYEHUH; 2 — BBINIE CYMIECTBYIONIECH 1abopaTopHOM

HOPMBI).

Hcnonp3oBaHne MaTeMaTHYeCKOTO METOMa JIMHEWHOTO JUCKPUMHHAHTHOTO
aHaJK3a 1O BBIIIE MPUBEIEHHON METOJIMKE J1ajila BO3MOKHOCTh MMPOTHO3UPOBATH TaKOMH
napameTp, KaK OTCYTCTBHE WHBAJIMIHOCTH Yy TAIMEHTOB B HETHIIMYHOM BO3pacTe B
nepuojsie ocratouHbix siBneHnit N (cnemuduunocts okazanace — 89,6%), mpu 3ToM
YyBCTBUTEJIBHOCTh METOJa oOcCTaBajach HHU3KoW 37,3%, YTO CBUAETENBCTBYET O

HCBO3MOXHOCTH AJOCTOBCPHO IIPOTrHO3UPOBATH HAJTUYNC WHBAJIMJHOCTHU IIPpU HN.
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5.4.3 [IporHo3upoBaHue UCX0/10B HIIEMUYECKOTO MHCYJIbTA

¢ ucnoJjb3oBanueM mkaja MRS u NIHSS

OreHKa COCTOSIHUSI TTAITMEHTA 110 TTKajie MRS sBseTcs Hanbosee yHUBEPCATbHBIM
U OOIIeNpU3HAHHBIM IIOKa3aTesIeM, MO3BOJISIONIMM HHTETPATUBHO XapaKTepHu30BaTh
JTWHAMHUKY COCTOSIHUSI Ha Jro6oMm atamne nociie OHMK, Bkitodas mepuoji 0CTaTOYHBIX
SIBJICHUU.

Hamu npoBenén MaremMaTHYeCKHi aHaIU3 CBSA3M Oajuia 1o mkaine MRS B octpom
nepuoje 3a00JieBaHUSA C PA3IUYHBIMU acleKTaMU MPOTHO3a OTIHAIEHHOIO Mepuoaa
UIIIEMUYECKOTO HHCYNIBTA. ITO OBIJIO MPOASCMOHCTPUPOBAHO B BBITIICOMMMCAHHOMN ITOTTBITKE
BO3MOKHOCTH IIPOTHO3HPOBAHHMS HHBAIUIHOCTH/€€ OTCYTCTBHS, I10 JOCTYIIHBIM
CBEJICHMSM, aHaMHe3a, TEYeHHUIO ocTporo nepuoga MU u KiIMHHUKO-Ta0OpaTOPHBIM
JTAHHBIM.

Perucrtpanus y nmamueHta B OCTpOM IepUOjE codeTaHus 3 u Oosiee OaLIoB 1O
mkajge MRS u ogHOBpemMeHHO 8 m Oonee OamnoB mo mkane NIHSS umeno Beicokuit
MIPOTHOCTUYECKUN TIOTEHIIMA Ha HeOnaronpusatHeld ucxon WU, oneHuBaeMbIii 110
mkane MRS B 3 u 6onee 6amtos (OII=17,5; AN 95% 1,67-182,93; p=0,017).

[Ipr olleHKEe pHICKa HWHBAIUIHOCTA B HMCXOJE MIIEMHUYCCKOr0 HHCYJIbTA Y
MaIMEHTOB MOJIOJION0 BO3pPACTa, OCHOBBIBASCH TOJIBKO Ha MOKa3aTeNn 3 ¥ 00JIee IIKaJIbI
MRS B ocTtpoMm mepuoae OO0JIE3HH, TaKXke OBLIO MPOJAEMOHCTPUPOBAHO €r0
nporaoctuueckoe 3uaueaue (OLI=2,66; 11 95% 1,13-4,32; p=0,0089).

[Ipu 5TOM ApyTO# TPaAUIIMOHHBIHN [TOKA3aTeNb OLIEHKH TsKecTH nHeynbTa - NIHSS
B M30JIMPOBAHHOM BHJIE TaK)Xe€ MMEJ JIOCTOBEPHOE BIMSHHE Ha IIaHC CHOPMHUPOBATH
WHBAJIMIHOCTH B Hcxoe 3aboaesanus (OIL=5,76; 11 95% 1,12-8,07 p=0,0000).

N3BecTHO, 4TO CTEMeHb yTpaThl TPYAOCIOCOOHOCTH U CAMOCTOSITEILHOCTH B
MOBCETHEBHOM JKM3HU, OIIEHUBAEMbIE TT0 MIKajie MRS, He Bceraa CTporo KOppeaupyroT ¢
HaJUYUEeM M CTCIEHbI0 HHBAIMIHOCTH. B CBS3M C ATUM MBI PEIIMIN OICHUTH

IMPOTHOCTUYCCKYIO 3HAUYMMOCTD IIKAJIbI MRS B JUHaAMHKEC 3a00J1eBaHMS.



133

brio mokasano, yto Hanmuwme 3 u 6osee 6ayuioB 1o mkaie MRS B ocTpoM nepuoze
MOBBINIACT MIAHC HA COXpaHEHHEe BBICOKOTO Oamna (3 u OGoiee) B mepruoje OTHaIEHHBIX
nocineacreui (OI=2,71; 11 95% 1,95-3,95; p=0,0000).

Takol ke MPOTHOCTHYECKOW IIEHHOCTHIO BBICOKHMX OayioB mo mmkaie MRS B
ucxoje (3 u 6onee 6amioB) obaagan mokazarenab 8 u 6osee 6awtoB o mkaine NIHSS B
octpom niepuoae (O111=4,83; 1N 95% 1,97-6,37; p=0,0000).

Hamu Takke mpeanpuHATa MOMNbITKA MPOTHO3UMPOBAHUS MCXO0JIa UIIEMHYECKOIO
WHCYJIbTa B MOJIOZIOM BO3pacTe mo mkajge MRS ¢ yd4éToM TedeHHsi OCTpOro mepuojia
6one3nn. B ananu3 Bonum 14 mapameTpoB: MOJI, BO3PACT, TTOKa3aTels 1Mo Ikaie MRS B
OCTpPOM TIepUOJIe TPU TOCTYIUICHUH, Mmoka3arens mo mkaie NIHSS, namuune dokyca
uHpapkra no pesyapratam KT (MPT) B octpom mepuoje, BOBICUEHHBIA COCYAUCTHIN
Oaccelin, nannbie Y3U OpaxuornedanbHbix apTepuil (IPOLIEHT CTEHO3a), JlaTepaau3alius
KJIIMHAYECKOW CHUMNTOMATUKU B OCTPOM IE€pPUOJIE, YPOBEHBb TJIIOKO3bI, (PMOPUHOTEHA,
TpOMOOIIUTOB B OCTPOM TepHojie, 3HaunMble n3MeHenus: Ha OKI', matoreneTudyeckui
TUT UHCYNBTA coraacHo kputepusMm TOAST u daxT kypeHus.

[lenwro mporuo3a ObuT mokazarens mo mkaine MRS 0-2 6amia npotus 3—5 6anIoB
B [IEPUO/IE UCXOJIOB.

Ecnu B pesynbraTe pematomiero npasuia 3nauenue U menbie 0, To 6015HOTO
otHocAT k miepBoit rpynmne (MRS 0-2 6amna), ecnu WIIU 6onsme 0 — To x rpymre,
chopmupoBabiield MRS 3—5 Gaios.

bruta nmonyudena cnenyromas popmyna UITN:

Z = by + b3Var3, 9)

rae b0 —4,765466;

b3 —1,023786;

Var3 — 6amn no mkaiae MRS npu mocTyIjieHu: B CTAllMOHAP B OCTPOM MEPUO/IE.

Maremartnueckast 00paboTka JaHHBIX OCTPOTO MEPHOJIa HE TIoKa3aia 3HAYUMOCTh
JUTsl TPOTHO3a MapaMeTPOB OCTPOTo MEPHUO/IA, B3SATHIX B aHAIN3, KpOME Oaia 1o mkasie
MRS B octpom nepuose. Bo3aMoKHOCTh MPOrHO3UPOBATH TAKOW apaMeTp, Kak XOpouiee

BOCCTaHOBJICHHE U BHICOKUN ypOBEHb camooOcykuBanus (MRS 0—2 6amma) y MOIoabIX
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B3pOCIBIX B Tepuosie ocTatouHbix siBieHuid UMW (cmenuduanocts — 95,2%), mpu
HEBO3MOYKHOCTH JOCTOBEPHO MPEICKa3bIBaTh 0oJiee THKETbIE BaPUAHTHI MCXOJOB IO
mkaine MRS (3-5 6amioB) 4yBCTBUTEIBHOCTD METOIa cocTaBmia 45,8%.

AHanOTHYHBI aHaMM3 OBUT MPOBEAEH C yYTOYHEHHUEM IapaMETPOB COCTOSHUS
cocynuctoir crenkun (KMM, RI, Pl), a Taxxke moyia, Bo3pacTa U HOCHTEIHCTBA
TpoMOOGUIBHBIX MONMUMOP(hU3MOB. OTOOP MHPOrHOCTUYECKH 3HAUYMMBIX MPHU3HAKOB,
JIOCTOBEPHO OTIWYAIONIUXCS Y TAIMEHTOB B HETUIIMYHOM BO3pacTe, MOJDKEH OBLI
nporHo3upoBaTh ucxon 1o mkaie MRS 0-6 OawioB 1mocine OKOHYaHUS
BOCCTaHOBHUTEIHHOTO Ieproaa O0JIe3HH.

[1o nMerommMcs JaHHBIM € IOMOIIBIO JINHEWHOM perpeccui, Obuta chopMUpOBaHa

cnenyroias hopMmyna:

mRS, 6amur = by + b1Varl + b2Var2 + b3Var3 + b4Var4 + b5Var5, (10)

rne b0-6,3;
bl -0,15;
Varl — Bo3pact mepBoro 3nu3oja, rojsl;
b2 —1,44;
Var2 — non (myxckoi 1, xenckuit — 0);
b3-1,1;
Var3 — F13: 103 G>T (cocrosiHue rexa);
b4 —0,92;
Vard — ITGA2: 807C>T (cocrosiHue TeHa);
b5 —1,68;
Var5 — ITGB3: 1565 T>C (cocTosiHuE TeHa).

I'padpuaeckoe cocTosiHME MPOTHOCTUYECKON MOJIETH TIPEICTABIICEHO HA pUCYHKE 8.



135

Predicted vs. Observed Values
Dependent variable: mRS

Observed Values

-2 -1 0 1 2 3 4 5
Predicted Values 0,95 Conf.Int.

Pucynok 8 — IIporno3s nucxona MM Ha ocHOBaHMM 1014, BO3PACTA U T€HETUYECKOMN

COCTaBJIAIOIIEN

Hamu Taxke mpoBefeHa TMOMBITKAa MPOTHO3UPOBAHHUS OYEHb XOPOLIETO (Tak
Ha3biBaeMoro excellent) mcxoma WIIEMHUYECKOTO MHCYJIbTa B MOJIOJIOM BO3pacTe IO
mkaine MRS (0—1 6amn) o mapamerpam mkan MRS u NIHSS B octpom neproge NN,

Ecnu B pesynbTaTe pematomiero npasuia 3nadenue UM menbie 0, To 0016HOTO
OTHOCAT K Tpynne o4eHb xoportiero ucxoga (MRS 0—1 6amna), ecau MU 6onbiie 0 — To
K rpynmne, chopmupoasiieid MRS 2 u Gonee 6amioB B IEpUOIE NCXOOB.

WNuterpatuBubiii  nporHoctudeckuii muaekc (MIIM, Z) paccuuthiBaics 10

dbopmye:

Z = by + b3Var3, (11)

rne b0 - 3,688542;
b3 -1,011257;
Var3 — 6ann no mkaiae MRS npu mocTyIjieHuy B CTallMOHAP B OCTPOM MEPUO/IE.
Bo03MO0XHOCTH TPOTHO3MPOBAThH TaKOM MapaMeTp, Kak oueHb xopormiee (excellent)
BOCCTAHOBJICHHE M BBICOKUH ypoBeHb camoo0ciyxuBanus (MRS 0—1 6ana) y MoIoabIx

B3pOCJIBIX B IIEpUOe OcTaTOuHBIX sBieHnit W nponemoHcTpupoBano cnennupuaHocTb
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— 79,0%, mpu HEBO3MOXKHOCTH JIOCTOBEPHO IMpPENCKa3bIBaTh OoJiee TSHKENbIEe BapUAHTHI
ucxoqoB 1o mkaige MRS (Oonee 2 0amioB) — YyBCTBUTEIHLHOCTh METO/A COCTaBHIIA
62,1%.

Bropoii  BapuaHT  OPOTrHOCTHMYECKOrO  MpaBHJIA,  YUYWTHIBAOIIMKA  00a

HHTCTPATUBHBIX HHACKCA, ITOKA3aJl CXOJAHBIC PC3YJIbTAThI:

Z = by + b3Var3 + b8Vars, (12)

rone b0 — 3,129286;

b3 0,5767037;

b8 — 0,1168231;

Var3 — 6amn no mkaiae MRS nmpu MoCTyIIeHWH B CTallMOHAP B OCTPOM IEPUO/IE;

Var8 — 6amn o mkane NIHSS npu mocTyruieHuu B cTaiinoHap B OCTpOM IIEPHOJIE.

Bo3M0OKHOCTB TTPOTHO3UPOBATh TAKOW MapaMeTp, Kak oueHb xopoiee (excellent)
BOCCTaHOBJICHHE U BBICOKHM ypoBeHb camooOcyxuBanus (MRS 0-1 6aina) y Monoasix
B3POCJIBIX B IEpHoae OcTaTOUHbIX sBNieHnH U Ha 6a3e gqanabix mkam MRS u NIHSS B
OCTPOM MEPHO/IE MPOAEMOHCTpUpOBajo cnenupuaHocts 85,7,0%, nMpu HEBO3MOKHOCTH
JIOCTOBEPHO Tpe/ICKa3bIBaTh 0oJiee TSHKENbIe BApHaHThI UCXO0I0B 110 1iKane MRS (Gonee
2 0anioB) YyBCTBUTENBHOCTh MeTOA cocTtaBuiia 54,5%.

C 1enbro YTOUYHEHHUs pOJiu Pa3JIMUHbIX NTOKa3aTenel coctoauus nauuenta ¢ A B
OCTPOM TMEpUOJ€ U BO3MOXKHOCTH TIPOTHO3UPOBAHUS BapUAHTOB HKCXOJOB C UX
UCITOJIb30BAaHUEM B OTHAICHHOM TIEPHOJC HAMH ObLI TPUMEHEH METOJa JCPCBBCB
pemennii (decision trees). B maHHOM MeTOjie yYWMTHIBAIUCH KaK JUCKPETHBIC, TaK U
HEIPEPHIBHBIC 3HAYCHHS IS TIEPEMCHHBIX, 0003HAYAOIMNX (PAKTOPHI OCTPOTO Mepruoaa
nn.

Bcero B aHamu3 maHHBIM METOJOM MAIIMHHOTO OOydeHus Obutk B3STHl 14
napamMeTpoOB, XapaKTepU3YIOIINX aHaMHe3, KIIMHUKY U Ja0opaTOpHBIC JTaHHBIE OCTPOTO
nepuojia HHCyJIbTa. [IombITKa MOCTPOUTH MPOTHO3 C MOMOIIBIO JIEPEBa PEIICHUN TaKkKe
MoKa3aJia MPOTHOCTUYECKYIO IIEHHOCTh MHTETPATUBHBIX OLEHOK COCTOSIHHS MallME€HTOB

no mkajgaM MRS u NIHSS B octpom nepuoje 6one3nu (PucyHok 9).
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ID=1 N=202
0
L]
NIH (obwmin 6ann npy nocTynneHun)
<=6,5 >6,5
ID=2 : N=114 ID=3 l N=88
0 1
—
RSc (o6wwmin 6ann npu noctynneHumn)
<=3,5 >35
ID=22 ' 25 ID=23 ; N=63
0 1
Mcxoabl:
0
—1 i

Pucynok 9 — JlepeBo penieHuid IS TPOTHO3MPOBAHUS OTCYTCTBUS MHBAJIUIHOCTH B
ornanénHoMm nepuonae MU y mononeix namueHtoB, rae N — uucno nanueHTtos, |ID —
YHUKaIbHBIN uaeHTudukaTop ysna aepena, NIH — 6amn mo mkane NIHSS, RSc — 6ann

1o 1mKajge MRS y marueHToB B OCTPOM IIEPHOJIC

[Toka3aHo, 4TO IepBOU IrPaHULIEN TPUHITUS PELICHUS CTAJIO 3HAYEHUE TTOKA3aTENS
no mkaiae NIHSS panoe 6,5 Gamnos. Ilokazarens NIHSS Beime 6,5 OamnoB cran
YCJIOBHEM K TMEpexoay K MpaBoi 4acTu jJepeBa. Bropas rpaHuiia NpUHITUS PEIICHUS —
6asn o mkane MRS B octpom nepuoae U, pasusrii 3,5. [lonbsiTka 0Ka3anach yCrenrHon
1o nmapameTpy cnenuguaHocT — 83,2% U 10CTaTOYHO YCIEUTHOM M0 YYBCTBUTEIBHOCTH
(66,1%). Takum 06pazoM, ¢ MOMOIIBIO JPYTrOro MaTEMATHYECKOTO METoAa 00paboTKH

JaHHBIX emé pas HOpOACMOHCTPHPOBAHA IIPOTrHOCTHYCCKAA HTCHHOCTb TOJBKO

HHTCTPAaTUBHBIX MOKa3aTejie COCTOSIHUS manueHTa, OICHUBACMbIX II0 IIKaJlaM MRS u

NIHSS.
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Takyke HaMH BBINOJHEHA OLEHKA BO3MOXXHOCTH MPOTHO3UPOBAHMS JIETAIBHOIO
ucxona nociae MU (N=23) wim ero oTCYTCTBUSA ¢ YYETOM CBEJICHUN W3 aHAMHE3a |
KJIIMHUKO-J1a00paTOPHBIM ~ XapakTEpPUCTHKAaM TeueHus octporo nepuoma WU wu
HOCHUTEJIBCTBY MOJUMOP()HU3MOB F€HOB-KaHAUIATOB TPOMOO(PHILHOTO PUCKA.

Bcero B ananu3 ObutH B3sTHI 14 mapaMeTpoB, XapaKTepU3YIOUUX aHAMHE3, KITUHUKY
1 1a00paTOpPHBIE TAHHBIE OCTPOTO MEPUO/Ia MHCYJIBTA: TI0JI, BO3PACT, TOKA3aTelb IO IIKaJe
MRS B ocTpoM mepuojie MpH MOCTYIUIEHWH, Mokaszarenb mo mkane NIHSS, namuune
dokyca undapkra no pesynbratraMm KT (MPT) B octpom mnepuopae, BOBICUEHHBIN
cocyaucThIil OacceitH, ganHble Y3UW OpaxuouedanbHbIX apTepuid (MPOLIEHT CTEHO3a),
Jatepanu3anusl KIMHAYECKONM CHMIITOMAaTHKHM B OCTPOM IEPUOJE, YPOBEHb TIIFOKO3BI,
¢ubpuHOreHa, TPOMOOLMTOB B OCTPOM Iiepuone, 3Hauumble u3MmeHeHuss Ha OKIT,
NaTOreHEeTUYECKUN THI UHCYNbTa cornacHo kputepusiMm TOAST u dakt kypenus. Takxke
B IMIOMCK IPOTHOCTUYECKH 3HAYMMBIX IMPU3HAKOB ObUTH BKIIIOYEHBI BCE OIICHUBAEMbIE T€HBI
(10 Todek) MmO BBHIICONMMCAHHOMY MPUHIUIY: 32 «0» MPUHUMAIH JUKAWA aJJICIbHBIN
BAPUAHT TEHA; 3a «1» — €ro rerepo3uroTHoe COCTOSHHE; 3a «2» — MATOJOTHYECKHM
TOMO3UTOTHBIN BapuaHT rexa. [lo pedynpratam mMaTreMaTudeckoi 00paboTKH 3HAYMMBIMU
okazanuch 6amt o mkaiae NIHSS B octpom nepuoae MU u coctosiame rena F13: 103 G>T.

[To wumeromuMcs JaHHBIM ObUT TOJYYEH HWHTETPATUBHBIA MPOTHOCTUYECKUM

HHJIEKC 110 popmyie:

Z = by + b18Var18 + b8Vars, (13)

rne b0 —5,444193,;
b18 — 1,56365;
b8 — 0,1747949;
Varl8 — cocrosinue rena F13: 103 G>T;
Var8 — 6amn o mkane NIHSS npu noctymnienuun B ctaiiuoHap B OCTPOM IMEPUO/IE.
Ecnu B pesynbraTe pematomiero npasuiia 3nauenue I menbme 0, To 6016HOTO
oTHOCAT K rpynmne BoDKHBIIUX mociae MU, ecnmu UIIM Gompme 0 — TO K Tpymime

JCTAJIbHOI'O UCXOA4A.
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MaremaTtnueckass 00paboOTKa JaHHBIX OCTPOTO IEpHoja Jana BO3MOXKHOCTb
POTHO3UPOBATh TaKOW MapaMmeTp, Kak BEDKMBAEMOCTh MOJIOJIBIX B3POCIHBIX B MEPHOE
octaTouHbIX sBieHui MU (cnieunduunocts okazanack 99,1%), npu 3ToM, OpUEHTUPYSACH
Ha YYyBCTBHUTEJIBHOCTh MeTona (cocraBuwina 11,1%), mocroBepHO MNPOrHO3UPOBATH

JICTaIbHBIN HCXOM IIpH U B >TOM BO3paCTC HC MPCACTABIIACTCA BO3MOKHBIM.

Pe3rome

WUrtak, nBurartenbHble, pEYEBbIE, BECTUOYJIO-MO3KEUKOBBIE PacCTPOMCTBA
ONPENEISUIA TKECTh KIMHUYECKOW KapTuHbl OosibHbIX ¢ MU. Kaxaplii 4eTBEPTHIN
NAlUEeHT MOJIOJIOTO BO3pacTa M KaXIbld TpeTud peOEHOK Mocie HIIEMUYECKOTO
MHCYJIbTa C(POPMUPOBAIA UHBAITUTHOCTD.

[Ipy 3TOM BBISIBJIEHA AMCCOLMALMSA MEXKIY KOJIMYECTBOM IAIIMEHTOB C MOTEpEn
TPYJIOCIOCOOHOCTH B pe3ynbTare mnepeHecéHHoro MW B ocHOBHOU rpyrmie u
KOJIMYECTBOM OOJIbHBIX, UMEIOIIMX OPUIIMATbHBINA cTaTyc nHBaIUa. CymmapHoe Opemst
WU B Habr012€MO# TPYIINE MOJIOIBIX MAIIMEHTOB OIEHEHO KaK CYIIECTBEHHOE.

Hamu BBISICHEHO, YTO O OLIEHKE MapaMeTPOB OCTPOro MEpPHOJia MILIEMUYECKOrO
WHCYJbTa BO3MOXHO IPOTHO3UPOBAHUE OTCYTCTBHS HWHBAJIUAHOCTH B TMEPHOJ
OTIAJIEHHBIX NOCIEACTBUI UHCYJIBTA, HO HE €€ Hamuue. [loaydyeHHOoe MPOrHOCTHYECKOE
MPaBUJIO UMEET BBICOKYIO CHEU(UYHOCTD KaK JJIsl MOMYJISLIMA MOJIOBIX B3POCIBIX, TaK
U 17151 1€010Ta UIIEeMUYECKOTO MHCYJIbTa B HETUITMYHOM BO3PACTE B LIEJIOM.

Tak)ke HaMHU ITOKa3aHO, YTO OIICHKAa cOoCTOSHHMS mamuenTta mo miairaM NIHSS n
MRS B ocTpoM neprojie UIIEMHUYECKOTO MHCYJIbTa UMEET BBICOKOE MPOTrHOCTHYECKOE
snauenue (Ol 2,66-5,76) B oTHomeHnn (GOPMUPOBAHUS WHBATHIHOCTH B TIEPHOJIE
OTIAJIEHHBIX MOCIEICTBUM, MOKa3aHa 3HAYUMOCTh OLIEHKM MO mKajie MRS B octpom
NEepPUOJIE JJIsl CO3/IaHUs IPOTHOCTUYECKUX MPABUIL

3a nepuon HabmoaeHus (2—11 net) yactora penuauBupoBanus coctapmia 18,36%
(n=47) u 27,77% (n=15) B OCHOBHOW TpYyIIlic U TPYIIE CPAaBHCHHUS COOTBETCTBEHHO,
JeTanbHble UcXobl 3aduxcupoBanbl y 23 (9,35%) MoIOABIX MAIMEHTOB U Y OJHOTO

peOéHka.
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3AK/IIOYEHUE

Nmemuyecknii WHCYIBT ¥ (HOPMHUPYIONTUE €ro «OpeMs» MEIUKO-COIUaIbHBIC
MOCJIEACTBUS OCTAIOTCS 3HAYMMOM M MHOTOIUIaHOBOW mpobGiemoit. Pazputue MU B
HETUIMYHOM BO3pPACTE JO0 HACTOSIIECTO BPEMEHH, C OJTHOM CTOPOHBI, BOCIIPUHUMAETCS
Kak (paKT HUCKIIOYUTEIbHBIN, C JAPYrol CTOPOHBI, IMOMOIIL MAIlMEHTaM OKa3bIBaIOT B
COOTBETCTBHE C YTBEPKACHHBIM MOPSAJIKOM U MO CTaHAApPTaM HE3aBUCUMO OT BO3pAacTa.
B 1O ke Bpems ISl KIMHUYECKOW pealn3ali MHCYJIbTa B HETUIIMYHOM BO3pACTe
JpaMaTUYECKYI0 POJIb UTPaeT KOMOMHAIUSA MOIU(DHUITUPYEMBIX U HEMOJIUPHUITUPYEMBIX
(akTOpOB pHCKA, MHOTHE M3 KOTOPHIX HE BCErjJa WM3BECTHBI W/WIM HEAOCTATOYHO
W3yYCHBI.

BrinonHnenHas Hay4YHO-HCCJIC0BATEIIbCKAS pabota ObLIa YacThIO
MEXIUCIUIUIMHAPHOTO TPOEKTa, NOAJAEpKaHHOro rpaHToM Poccuiickoro ¢doHzaa
bynnamenTanbabIXx uccieaoBanuii B 2013 roay (Ne 13-04-96084; tema — «M3yueHue
pOJIM  TIPOKOATYJSHTHBIX W  MOPOTPOMOOTHUYECKUX MOJUMOP(PU3MOB TE€HOB B
(bopMHUPOBaHNUY TIATOJIOTHH YEJIOBEKa Ha PAHHHX 3TAIax JKU3HM).

I{enb pa®OTHI - Y CTaHOBUTH MPUYMHBI, BAPUAHTHI 1e0I0TA U TCUSHHUS HIIEMHUYECKOTO
WHCYJIbTa y MallMEHTOB B HETUITMYHOM BO3pacTte, pa3padoTaTh MpaBuia MPOrHo3a UCXO0B
C  yd4éTOM  BO3pAaCTHOIO  acleKTa, KIMHUYECKUX  JIAHHBIX,  XapaKTEePUCTHK
OJIHOHYKJICOTHJIHBIX 3aMEH TE€HOB IMPOTPOMOOTHYECKOTO CIEKTpa M OILICHUTh MEIUKO-
COIMAJIBLHBIE TTOCIIC/ICTBHS 3a00JIeBaHMS.

JIyist perieHus moCcTaBlIeHHbIX 33/1ad HaMH OblTo o0cienoBano 310 manueHToB, y
KOTOPBIX 00T MILIEMUYECKOT0 MHCYJIbTa MPUIIENCS Ha BO3pacT 7—44 roga u BKIIIOYAI
PYTHHHBIE METOJABl HCCIEIOBaHUS, PErIAMEHTUPOBAHHBIC MPH JIaHHOW MAaTOJOTUH
[TopsigkoM oOKa3aHWs MOMOIIM MalME€HTaM, MEepeHECINM HHCYJIbT U «DenepanbHbIM
PYKOBOJCTBOM IO JETCKOM HEBPOJOTHH» (s JeTel-y4aCTHHUKOB HCCIICIOBAHHMS).
Kpome Toro, HamMu BBITIOJIHEHA OIEHKAa 3HAYUMOCTH HEKOTOPHIX OpdaHHBIX OOJIe3HEH,
OoJie3HEN HAKOIUICHUS M OOMEHAa, HOCHUTEIbCTBA OJHOHYKJICOTHIHBIX 3aMEH B I€Hax

TpoMOO(UIBLHOTO CIEKTpa Kak (aKTOpPOB pHUCKa MpH JaHHOW mnartojoruu. HayuHo-
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UCCIIeIoBaTeNbCKas paboTa ObLIa BRIMOJIHEHA B OCTPOM MEPHOJIE U HA 3TAIe OCTATOYHBIX
ABJICHUH (CpOK KaTaMHe3a COoCcTaBUJI OT 2 110 11 jieT y MoJIoABIX B3pOCIbIX U OT 2 110 6
JIET y JIeTeH), B X0JIe KOTOPHIX ITpoaHanmu3upoBano 13751 equnuin napopmaruu.

VY nopaBmsioniero OONBIIMHCTBA OOCIEIOBAHHBIX MAIIMEHTOB OCHOBHOW TPYIIIIBI
(95,70%, n=245) wueBpojoruyeckas CHMIOTOMaTHKa MaHH(ecTHpoBaiia Ha (oHe
BUJIUMOT'O OJIArONOTyYHs.

JleranpHas OIlEHKA aHaMHEe3a MAIMeHTOB M0 aHKeTe MpoTokoiia Beepoccuiickoro
peructpa «l'eHeTnueckue (QakTopbl pucka TpoMOO03a y KHUTENEH, MPOKUBAIOIIUX Ha
teppuropurn PO, knuHMYeckoe (DEHOTUNUpOBaHUE U  TpPOMOOMpPO(DUIIAKTHKA
TPOMOOAIMOOTMICCKAX OCJIOKHEHHH B OHTOTEHE3E» BBIABUJIA CIUHUYHBIC IPHUMEPHI
MPEAPACIIONIOKEHHOCTH K TPOMOOTHYECKUM COOBITUAM B aHaMHE3€ KaK Yy MOJIOABIX
MAIMEHTOB, TaK U Y JIETEH.

B octpom nepuoze 6051€3HM y yUaCTHUKOB 00€UX TPYII B KIIMHUYECKOW KapTHHE
001€3HM HAOJII0JAI0Ch coUueTaHue 00LIEMO3TrOBOM 1 ouaroBoii cumntoMatuku. [lapess
U Mapajiiuy KOHEYHOCTEH 1eHTpanbHoro xapakrepa (77,73% u 62,96%, p>0,05), a Takxke
peueBsie paccrpoiictBa (39,77% u 46,81%, p>0,05) nomuHuUpOBaNIM B CTPYKTypE
OYaroBOil cHUMNTOMATHKKM B o0Oeux Trpymmax. B 1menom oOpamaer BHUMaHHUE, YTO
Mpe3eHTalis HEBPOJOTUYECKOW CHUMITOMATUKH B 00euX Tpynmnax Obuia (hakTHUYEeCKU
UJCHTUYHOW, OJHAKO B JETCKOM Bo3pacTe Je0I0T OO0JIE3HH XapaKTepU30BalICA
JIOCTOBEPHO 00Jiee BBICOKUM PHCKOM Pa3BUTHS CYAOPOXKHOTO CHHIPOMA, U3MEHEHUS
YPOBHSI CO3HaHUS M HEOOXOIMMOCTH B TipoBenennu MBJI.

Taxxe Tpynma MOJIOABIX B3POCIBIX XapaKTEPHU30BaIaCh OTHOCUTEIBHO TSKETBIM
COCTOSIHUEM B OCTpOM niepuo/ie - 8 u 6osiee Oamios no mikane NIHSS 3apeructprupoBanbl
y 89 (34,75%) u3 nux. [lo mkane MRS 3 u Gonee 6amioB HaOpaau B OCTPOM MEPHOJIE
191 (74,6%) naumMeHT OCHOBHOM rpymnmbl. B 1uHaMuke ocTporo nepuoja HadJroaancs
OTHOCHUTEJIFHO OBICTPBIN perpecc HEBPOJOTUYECKUX HapyIIeHHH (8 u 6osee 0amioB 1o
mkane NIHSS — 33 genoseka, 16,4%, p<0,05 npu cpaBHEHHH B JMHAMHUKE OCTPOTO
NEepPHOJIa) U YMEHbIIEHUE KOJIMYECTBA «TSKENBIX» ManueHToB (3 u 6onee OaMIoB Mo
mkane MRS — 81 6ompHON, 31,63%, p<0,01 mpu cpaBHEHWU B NUHAMHKE OCTPOTO

nepuoaa).
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TsxecTh COCTOSIHUA y AETEH C HIIEMHYECKUM HWHCYJIBTOM B OCTPOM IEpPUOJE
ONpefeNnsuiach B TNEPBYI0 OYepeAb YTHETEHHWEM CO3HAHHUS M JIBUTAaTEIbHBIMHU
paccTpoCTBaMH.

[Ipu moCTymieHHnd B OKCTPEHHOM TMOpPSAKE oOdYar WH(apKTa M0 JaHHBIM
HelpoBu3yanu3anuu oOHapyxeH Bcero y 73 (28,51%) B ocHOBHOHM rpynmne u'y 6
(16,67%) neteit (p>0,05).

OueHka pe3ynbTaToB OOIIEro aHajln3a KPOBH, FEMOCTA3UOTPAMMBbI U JOCTYITHBIX
OMOXUMHUYECKUX MapaMeTpoB B oOCTpeiiieM mepuoje Oole3HHM TakKe HE BBISIBUJIA
JIOCTOBEPHBIX Pa3iMuuil B KAYECTBEHHBIX U KOJIMUYECTBEHHBIX XapaKTEPUCTUKAX MEXKTY
UCCIIETyEMBbIMU TPYIIIIaMHU.

OCHOBHBIM k€ OTKJIOHEHHEM B OMOXMMHYECKUX TOKA3aTEeNsAX, BCTPEYAIOLIUXCS B
o0eux rpyrax, ObUTH T€ WM UHBIE JUcIunuaeMudeckue Hapymenus (45,70% u 47,10%
B JIByX HUCCIEAyeMbIX rpymmax, p>0,05).

OneHka COCTOSIHUSI CEpAEUYHO-COCYIUCTOM CHUCTEMBI Oblla NPOBEAECHA BCEM
namnueHTam B o0eux rpynnax. DK -mpu3Haky TeX uiu UHBIX HApyIIEHUN padoThI cepaiia
3a(UKCUPOBAHBl B 3HAYMTEIHHOM TPOIEHTE CIydyaeB B O0EUX Tpymmax: y MOJIOABIX
B3pocibix N=81 (31,64%), a y nmereit B 2 pasa wgame: N=33 (61,11%) (p <0,05).
Hapymenus putma ObUTM MpeCTaBICHBI Opaav- WIA TaXUapUTMHUEH, OTHOCUTEIIBHO
yaiie B rpymme cpaBHeHus: 5,85% (n=15) y monoasix B3pocibix u 42,59% (n=23) y
nerert (P <0,05). Ilpusnaku (uOpmmIALMM TpencepAanil 3apUKCUPOBAaHbI TOJBKO B
OCHOBHOH rpyIie B ¢AMHUYIHBIX cirydasnx 5,85% (n=15).

[Ipu 5TOM OUYEBUIHO, YTO HAPYIICHHUS] PUTMA PAOOTHI U CTPYKTYPHbIC U3MEHEHUS
cep/ilia CTAJIA ONPEACISIIOUIMMU JIJISl KapAUOAMOOINYECKOTO BapraHTa y B3POCIbIX WU
AMOOJIMYECKOTO U/WIN TeMOMHaMUdecKoro BapuantoB N y nerei.

Hamu uccnenoBan Takoi MHAUKATOP COCTOSIHUA cOCyAucTOr cTeHKU Kak KM u
MoKa3zaHa ero poJib Kak (pakTopa pucka nepsoro >nu3oaa MM B momogom Bo3pacre.

B pe3ynbpTare aHanmza JaHHBIX aHAMHE3a U KIMHUYECKOW KapTUHBI, PE3YJIbTAaTOB
oOciefoBaHMsl  MAlMEHTOB  O0EuX TIpynn, Mbl HOAYYWIM — IpeoOriaaaroniue
NaTOr€HETUYECKHE BapUaHThl MHCYyJbTa cornacHo kputepusm TOAST B ocHOBHOM

rpynne — 371o [V Tum, a Beaynmm 3THOJIOTHYeCKUM (PaKTOPOM BBICTYINJIA TEHETUYECKU
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JIeTepMUHUpPOBaHHAs TpoMOodmmus — 65,38% (n=85). B memuaTpudeckoi Momyssiun
TakKe Ipeodiiaaan TpoMOOTHYECK A TaToreHeTHaeckuii Bapuant MU — 62,96% (n=34).
Opnako clieqyer OTMETUTh, UTO B TPYIIE CpaBHEHHUS Mbl HAOMIOJANM JEeTe C
COUETaHWEM OT JBYX JI0 CEMH 3HAYUMBIX MATOJOTUYECKHX (PAKTOPOB U 3a4acCTYIO
OTIPEICTUTH TOJBKO OJIMH, BEAYIIHH, TATOTEHETHYECKHA MEXaHU3M ObLIO HEBO3MOYKHO.

CpaBHUTENBHBI aHAM3 aHAMHECTUYECKUX, KIMHUYCCKUX, JTaO0OpPaTOPHBIX,
WHCTPYMCHTAJIBHBIX ~XapaKTePUCTHUK OCTPOrO IEpPHUOJa TEUEHHUS HIIEMUYECKOTO
WHCYJIbTa HE TO3BOJIMJ HAWTH CYIIECTBEHHBIX PAa3IM4Mil B HCCIENYEMBIX TpYIINax.
CximampIBaeTCs BIIEYATIICHHE O COMOCTABUMOCTA M OTHOCHUTEIBLHOW OJHOPOIHOCTH
OIICHMBAEMOM MOITYJISIITUH TAIIIEHTOB 110 BHIIICONMCAHHBIM XapaKTePHUCTUKAM.

Crnenyer mog4epKHyTh, YTO OIEHKA TsbkecTu TeueHus MU ¢ momomipro Takux
uHTerpaTuBHBIX mokaszarenedl kak NIHSS u MRS Bkitogaer He TOTBKO KOHKPETHBIC
HEBPOJIOTHYECKUE CUMIITOMBI, HO U KOMOMHUPOBAaHHbBIE (PYHKIIMOHAIbHBIC HAPYIIICHHUS,
yTO nenaeT e€ Oojee YHHBEPCAIbHOW KaK B OIIEHKE COCTOSHMSI OOJIBHOTO <«3JECh U
ceifuac», Tak U B MIPOTHOCTUUYECKOM IUIaHe. B manpHeineM HaMu ObUIO TTOKa3aHOo, YTO
MMEHHO OTHU TWIKajdbl BBICTYNIJIA KAaK MaKCHMAaJbHO TPOTHOCTUYECKU 3HAUYUMBIE
WHIUKATOPHI Kcxoaa M B HeTUITMYHOM BO3pacTe (HHBAIMIHOCTH U PEIIUTUBUPOBAHUS).

OpHoil W3 3aja4 HaIIero MCCieNoBaHMsA Oblla OIIEHKA BKJaJa HOCHUTEIHCTBA
TeHETHYECKUX MOTUMOP(HU3MOB TPOMOODUIHLHOM HAMPABIEHHOCTH MPU UIIEMUYECKOM
WHCYJIBTE Y TAIUCHTOB B HETUIUYHOM BO3pacTe Kak (akTopa pucKa, OMpeaesronIero
MPEAPACIIONIOKEHHOCTh K COCYAMCTBIM COOBITHSIM M TATOTCHETUYECKU BapUaHT
00JIe3HU.

Hamm  wmccnemoBanbl  MOJMUMOPGU3MBI  TEHOB,  ACCOIMMPOBAHHBIX  C
TPOMOO(DUIBEHBIMU COCTOSTHUSIMH: C TTOMOIIBIO MOJIEKYJISIPHO-TEHETHYECKOTO METO0/1a
ornpeaeiacHsl 8 moauMophu3MoB reHoB peryisTopoB remocraza (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) y 154 (60,16%) momnonbix B3pocibix u 36 (66,67%)
JeTel, a TakkKe ¢ M3MEeHeHHeM peakTuBHOCTH cTeHku cocynoB (NOS3: 786 T>C,
NOS3: 894 G>T) y 36 (14,06%) momoaprx B3pocibix u 22 (39,29%) nereit. B rpynmy

KOHTPOJIs1 BOLLLTM 00pa3iibl kpoBH 117 310poBbIX Jt0ozi€i B Bo3pacte oT 1 10 45 net, o6oux
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MI0JIOB, HE UMEBIIUX TPOMOO30B JI000M JTOKAMU3aIMH, OECINIONNUS U PENPOAYKTUBHBIX
MOTEPh. YYAaCTHUKOB 3TOU IPYIIbl HAOUPATHU 1O TPUHIUITY KOMU-TIap.

[lo pe3ynbraramM KOJMYECTBEHHOTO aHaidn3a ObUIO YCTAaHOBJIIEHO, 4YTO TIO
KOJIMYECTBY BBISIBJICHHBIX OJTHOHYKIJICOTUIHBIX 3aMEH (OT HOJIS IO BOCBMU U B CPEJIHEM)
NAIlMEHThl OCHOBHOW W TPYIIIbI CpaBHEHHUs ObuiM corocTaBuMbl (p>0,05); mpu 3TOM
OBLIM 3aperuCTPUPOBAHBI JOCTOBEpHbIE OTiiMuug o cpennemy uuciay SNP Bo Bcex
rpymnnax OlEeHUBAEMbIX T€HOB MO CPABHEHUIO C TPYIIIONH KOHTPOJIS.

Haunbonee wacto BcTpedasioch HocuTeabcTBO 3—5 SNP reHOB perynsTopos
reMocrasza B 00eux MOmyysiusX OOJbHBIX — HAa HUX npuxoautcs 68,84% u 66,67% y
B3pocibIX U nerer ¢ MM coOTBETCTBEHHO, TOrAa KaKk B KOHTPOJIBHOM TPYIIIE «IIHK»
HOCHUTEILCTBA — 3TO 2—3 OJHOHYKJICOTHIHBIX 3aMeH (79,49%). Ilo renam I'PC uucmo
SNP y 6ompHBIX (N=58) B monTopa pasza 0oJbIle, YeM B TpymIe KOHTpoIs (n=65): 66 u
36; 1,14 £ 0,10 mpotus 0,65 + 0,08 (p<0,05, COOTBETCTBCHHO).

Takum 006pa3oM, ¢ yBeTUYEHUEM KOJIMYECTBA MOJIUMOP(HU3MOB YBETUUNBACTCS UX
MIPEACTABICHHOCTh B TpyIIie manueHToB ¢ MM nmo cpaBHEHUIO € KOHTPOJIBHOW IPYIIION.

OLEeHNUTH BIAUSHUE KOJIMYECTBEHHBIX XapaKTEPUCTUK OJHOHYKICOTUAHBIX 3aMEH B
reHax-KaHJuJaTax Ha BeposTHOCTh AeOrora MM B u3ydyaeMbIX rpynmnax BO3MOXHO MpPH

pacqéTe IMTOKa3aTCJIsd OTHOLICHHMS ITaHCOB.

Tabmuma 27 — Hlanc pa3sutus MM B HeTMNMHMYHOM BO3pacTe B 3aBHCHUMOCTH OT

konnuecTtBa SNP

II:S;LZHCT;IS coacTamt, OlIl, B3pocikie OI, netn
4 SNP B renax I'PI" 8,38 8,14

5 SNP B renax I'PI’ 20,37 10,55

2 SNP B renax I'PC 5,56 4,59
Bcero 6 SNP Bo Bcex 457 ]
OLIEHMBAEMBIX TAKETaX T€HOB

[Ipumeuanue: OLL — oTHONIEHME IAHCOB B rpynnax y aerei uium B3pocisix ¢ MU n
B KOHTpousbHOH rpytie; SNP - oqHoHykIeoTuabie 3aMenbl; [Pl - reHbl peryiastopsl

remoctasa; ['PC — reHsl peryjisTopoB CTEHKH COCY/IO0B.
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Pacuér cBsi3u HocuTenbcTBa otaenbHbIX SNP ¢ BepostHocThio MU npeacrasnen B

tabnuiax 28-29.

Tabnmuna 28 — Pacu€T BEepOSTHOCTH Pa3BUTHUS WIIEMHYECKOTO HHCYJIbTa B TPYIIax

HCCICAOBaHUA B 3aBHUCHMMOCTH OT HOCHTCJIIBCTBA OHpGI[GJIéHHI)IX OJHOHYKIJICOTHAHBIX

3aMeH

AJNEenbHBIN BapUAHT OLL, B3pocabie OLI, netn
FGB: -455 GA 1,99 -
F7:10976 GA - 4,54
F13:103 TT - 9,27
F13: 103 GT+TT 1,67 -
ITGA2: 807 CT 1,74 2,11
ITGA2: 807 CT+TT 1,94 -
ITGB3: 1565 TC - 3,24
ITGB3: 1565 TC+CC - 2,97
NOS3: 786 CC 4,40 7,94
NOS3: 786 TC+CC 3,66 4,79
NOS3: 894 GT 2,50 -
NOS3: 894 GT+TT 2,67 -

[Ipumeuanne: OIIl — OTHOIIEHNE IAHCOB MPH OLICHKE MOKA3aTENEN Y MOJIOIBIX

nanueHToB ¢ MU wnu nerer ¢ KOHTPOIBbHOM TPYNITON.

Tabmuua 29 — Pacu€ér BepoSTHOCTH pPa3BUTHS MILIEMHYECKOTO HWHCYJIbTa MpU

HOCHUTCJIBCTBEC OHpeI[eJ'IéHHLIX KOM6HHaHHfI ONHOHYKJICOTUAHBIX 3aMCH

I'en-renHsle coyeTaHus OI1l, B3pocnasie | OII, netu
FGB:-455G>A+F13:103G>T+PAI-1:-675 5G>4G* 2,90 -
FGB:-455G>A+ITGB3:1565 T>C 3,15 -

+PAI-1:-675 5G>4G*

FGB:-455G>A+ITGA2:807C>T+PAI-1:-675 5G>4G* 3,98 -
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[Tpomomkenue Tadbmmib 29

FGB:-455G>A+ITGA2:807/C>T+ITGB3:1565T>C 3,21 6,13
+PAI-1:-675 5G>4G*

FGB:-455G>A+F13:103G>T+ F7:-10976G>A 3,05 -
+ITGA2:807C>T

ITGA2:807C>T+ITGB3:1565 T>C+PAI-1:-675 - 3,37
5G>4G*

NOS3:786 T>C+NOS3:894 G>T* 5,56 4,59

FGB:-455G>A+ITGA2:807C>T 14,18 -
+PAI-1:-675 5G>4G+NOS3:786 T>C*

IIpumeuanue: OILl — oTHONIEHHE NIAHCOB IPU CPABHEHUU ITOKA3ATEIIEH Y MOJIOIBIX
nanueHToB ¢ MW wim geteit ¢ KOHTPOIbHOW ITPYNION; * — yYUTBIBAIMCH KaK I€Tepo-, TAK

¥ TOMO3UTOTHBIC BAPUAHTHI BCEX yKa3aHHBIX B KomOuHanuu SNP.

Panee HamMu OBUTO MOKAa3aHO, YTO PsAJl KOMOMHAIMN, B KOTOPBIX MOJTUMOP(U3MBI
BBISIBIISIFOTCS] OJTHOBPEMEHHO B TeHax (huOpuHoreHa, peuentopos Tpomborutos u PAI-1,
JIOCTOBEPHO TMOBBIMIAIOT IIAHC HA PAa3BUTHE HIIEMHYECKOTO MHCYJIbTAa B HETUITUYHOM
BO3pacTe Kak MuUHUMYM B 2,9 pasza. Kpome Ttoro, xomOuHanusi HOCHUTEIHCTBA
nonumopdusmoB reHoB I'PC B 1r000M BoO3pacTe Takke IIOBBIIIAST IIIAHC Ha
TpoMOOTHYECKOE COOBITUE KaK MUHUMYM, B 4,59 paza. bbuim oOHapyXeHbl Takue
coueranus u3 Tpex SNP reros ['PI" (manpumep, FGB:-455G>A+ITGB3:1565 T>C+PAI-
1:-675 5G>4G), a Takxke NIBYX OJHOHYKJICOTUIHBIX 3ameH B reHax ['PC, xoTtopsie
MOKa3aJiid JOCTOBEPHOE MOBBIICHUE BO3MOKHOCTH M B HETUITMYHOM BO3pacTe.

Taxoxe HaMu MpoaHATM3UPOBAHBI KOMOWHAITNH, COIEPIKAIINE OTHOHYKICOTHTHBIC
3aMeHbl B TeHaX OOOMX OLICHMBAEMBIX MakeToB. HecMOTpsi Ha OTHOCUTENBHO Malloe
YHUCJIO CIy4aeB BO BCEX KOTOPTaxX BBISBICHA MX BBICOKAs MPOTHOCTUYECKAs IIEHHOCTH
(OIlI>14,18, p<0,001; cm. ri. 4, Tabmuier 20-20*%*),

Hamu BbIsIBIIEHA COMMOCTABUMOCTD KOTOPT NaliueHToB ¢ M B A€TCKOM 1 MOJI0I0M
BO3pacTe Mo (HaKTy HOCUTENHCTBA M 3HAYMMOCTH OTAEIbHBIX OJJHOHYKICOTHIHBIX 3aMEH
B reHax TpoMOO(UIBHOTO pucKa. B To ke Bpemsi B OCHOBHOM IpyIIE BBISIBICHO OOJblIee

KOJIMYECTBO T'€H-TEeHHBIX KOMOWHAIMH, criocoOcTByOMMX peanusaruu MU (7 vs 3; Tadi.
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20-20*). OwueBugHo, uTO B Oo0Jiee cTapiieM BO3PACTE€ YCUIMBACTCS BIIHMSHHE
JIOTIOTHUTEIBHBIX (PAKTOPOB PHUCKA, MO3BOJISIIONIMX PEATU30BaTHCSI TEM TI'€H-TE€HHBIM
COUYETaHUAM, KOTOPbIE OTHOCUTENIBHO «0€30MacHbD» B I€TCKOM nomyisiiuu. B yactHocTH,
OTMEYaJIOCh 3HAYMMOE U3MEHEHHUE XapaKTEPUCTUK COCTOSHUS COCYIUCTON CTEHKH JaKe
IpU OTCYTCTBUU C(HOPMHUPOBABIIETOCS CTEHO3a, a TaKXKe IMOKa3aHa €ro pojib Kak
WHIMKaTopa Bo3pacta nepporo snu3ona MU (cm. Pucynok 1, ri. 3).

Hamu npenjoxxedn u anpoOupoBaH airoput™M oOciefoBaHus nauueHToB ¢ MU
MOJIOJIOTO BO3pacTa, KOTOPBIM OOBEIMHWI JeHCTByromUe mopsaku [55, 59] mis
narueHToB 0e3 yuéra BO3pacTHOW KaTeropuu U (enepanbHbIE PyKOBOICTBa [62], B
KOTOPBIX YUUTHIBAIOTCS O0JbIIEe YU CIIO (haKTOPOB pUcKa rpu aedrore MM B HeTUIUYHOM
BO3pacTe. BkilloueHHne B aNropuTM HCCIEIOBAaHUS IMaKeTa TPOMOO(PMIBHOIO PUCKA, a
TaK)K€ MOHOT€HHBIX W pEOKUX OoJie3HEHl  HAKOIUJICHUS/OOMEHa  MO3BOJIMIIO
UICHTUGUIIMPOBATh KOHKPETHBIE ATHoJIoTHYeckue ¢akrtopsl MU, 4Tro mocmyxuio
OCHOBOM JIJI1 HA3HAUEHHUS TapTeTHOM Teparvu, 000CHOBaHUSI BTOPUYHOM MPOPUITAKTUKU
¥ BO3MOKHOCTH IIJIAHUPOBAHUS aMOyJIaTOPHOTO 3Tarna BEeACHHUS TAaKUX MAIlEHTOB.

B mepuoae ocraTouHBIX SIBICHUN TOJA HaOIIOJeHHEM Haxoauiaoch 246 u 47
MAIMEHTOB W3 OCHOBHOM TPYIIIBI U TPYMIBI CPABHEHUS COOTBETCTBEHHO, B CPEIHEM OT
ne0r0Ta MHCYIIbTa Y HUX MPOILIo oT 2 g0 11 jeT; B3pociible ManyueHThl HaOIIoaaIuch B
teuenue 6,18+2,1 met (¢ 2012 mo 2020 rr.), netu — B Teuenue 4,50+0,5 et (¢ 2015-2020
IT.). 3aja4a HAIIero WCCIEJAOBAHMS 3aKII0Yanach B OICHKE MCXOOB 3a00JieBaHUS B
oOeux rpymnmax Ha (GOHE CYIMECTBYIOMMUX CTAHIAPTOB TEpamMu ¢ BTOPUYHOMN
NPOPHUIAKTHKY.

CTOUT OTMETHTh, YTO HAaMU OTCIIEKEHO, YTOOBI B TEYCHHE BCETO IMephoja
KaTaMHe3a MaIlMeHThl 00€UX TPYIII BHIMOIHSUTH MTOTYyYEeHHBIE PEKOMEHAINY, B T. 4. IPU
HAJIMYMA ~ TIOKA3aHWK TMPUHUMAIM THUNOTCH3WBHBIC, THUIOJUIHICMHYECKHE U
AHTUTPOMOOTHUECKHE MPETIapaTh C IEJIbI0 BTOPUYHOM MPOQPMIAKTUKA BO BCEX CIyUasX.
MoutoapiM B3pOCITBIM MAIlUEHTaM aHTUTPOMOOTHYECKAs TEpanusl Ha3Hayaaach B OCTPOM
IEPHUOE IO OOIICPUHATHIM METOJUKaM, coryiacHo crtangapram [58, 59]. V nereit
JICKapCTBEHHAS TEpamusi MPUMEHSIIACh JUTUTEIBHO, A0 JABYX-TPEX JIET OT JOCTHKCHUS

IICJICBBIX J1abopaTOpHbIX Mokasateyieli [82]. BpiOop mnpemapara OCHOBBIBAJICS Ha
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naToreHeTndeckoM Bapuante MU, BeISIBICHHBIX (haKTOpax pUCKa PEIUANBa, a TAKKE C
yu€TOM pEeKOMEHIalNi, JCHCTBOBABIINX HA MOMEHT HCCIIeI0BaHu [26, 62].

Hamu mnoxaszaHo, 4To K MEpPUOAY OCTATOYHBIX SIBJICHUNW HAOOp KIMHHUYECKHUX
CHUHAPOMOB, OTIPEEIISIIONTNX HEBpoJorndeckyto kaptuHy MU, ocrancs Takum ke, Kak B
OCTpOM Tepuojie: LEHTpalbHble Tape3bl U Mapauud PA3TUYHON  CTENECHH
BBIPOKEHHOCTH, aTaKCUsl W/ WM pa3lIMuHble BapUaHThI peueBbIX HapyiieHud. CremyeT
OTMETHTb, YTO B IICJIOM HEBPOJIOTHYECKAsT CUMIITOMATHKA OTJIMYaIach OTHOCHUTEIHLHOM
TOPIHIHOCTBIO U IOCTOBEPHAS MOJIOKHUTENIbHASI JUHAMUKA Yepe3 HECKOJbKO JIET TI0CTe
nebrota MM monydeHa TOMBKO MO perpeccy ABUTaTedbHbIX HapymieHui (77,73% VS
46,95%, p<0,05).

WNHas kapTuHa HaOmofanach B TPYIIE CPaBHEHUSA: K MEPUOAY OCTATOUYHBIX
SIBJICHWIA JIBUTATEIIbHBIC HAPYIICHUS BCTPEYAINCHh TaK K€ YacTO, KaK W MPOSBICHUS
aTakCcuu — y Kaxxaoro Tperbero namuenta (31,91% u 34,04%), a peueBbie HapyIICHUS —
B CJIMHUYHBIX cily4asx. HamMu oTmedeHo, 4TO cpelu MaIlMeHTOB JETCKOro BO3pacTa
perpecc CUMIITOMATUKKH ObLT Oojiee 3aMeTeH Mo aBUTaTenbHbIM (62,96% Vs 31,91%,
p<0,05) wu peueBsiM Hapymenusm (39,77% vs 8,51%, p<0,05), npu osTOM
MIPEICTABICHHOCTh BECTHOYIIO-MO3KEUYKOBOTO CHHIPOMA OCTaIach Ha MPEKHEM YPOBHE
M0 CPABHEHHIO C OCTPBIM MEPUOIIOM.

[TonaBnsromiee OOJBIIMHCTBO W3 BBDKMBIIMX MamueHToB (N=187; 77,59%) B
OCHOBHOW Tpymme WMEIHd JTOCTAaTOYHO BBICOKYIO CTENCHb HE3aBUCHUMOCTH B
MOBCETHEBHOM KM3HU, CAMOOOCTY>KUBAaHUSI 1 MUHUMAJIbHBIE OTPaHUYEHUS BCIICICTBUE
nepenecénnoro 3aboneBanus (0—2 mo mkane MRS). Hamum mokazaHo, 4TO YHUCIIO
NalMEeHTOB, UMEBUIMX B OCTPOM Mepuoje 3—5 0amioB, cokpaTuiiock B 5,3 pasza (n=191
(74,6%) vs n=36 (14,63%), p<0,01 COOTBETCTBEHHO).

B TO e BpemMs B HCCICIyeMBIX KOTOpPTax ObLIM 3a(UKCUPOBAHBI M
HEOIaronpusiTHbIC UCXO/IbI. TakK, 4acTOTa PErUCTPAIMK MHBAIMIHOCTH HE OTINYAIACh Y
NalMeHTOB OCHOBHOM u Tpymmbl cpaBHenus 23,43% (n=60) u 38,80% (n=21)
cooTBeTcTBeHHO, P>0,05. Kpome Toro, 3admkcupoBaHa JUCCOIMAIUS MEXKAY YHCIOM

NAIMEHTOB C MPHUCBOSHHON IPYION MHBAIUIHOCTU U YTPATUBIIMMHU TPYIOCIOCOOHOCTD
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B pe3ynbpTaTte nepeHecéHHoro MU. Croiikoe CHMXXEHHE TPYAOCIOCOOHOCTH B HCXOJE
3aboneBanus 3adgukcupoBano Hamu B 106 (43,01%) cimydasx.

C yuyé€ToMm JeTaNbHOCTH MAIlMEHTOB 3a BpeMs Mepuojia HaONIOACHUS, a TaKXKe C
yu4€TOM CHIDKEHHUS TPYIOCHOCOOHOCTH HaMH NPOBEJCHA OIEHKAa COLUAIbHBIX
MOCJIE/ICTBUM MHCYJIbTA, MPUMEHUTEILHO K OCHOBHOW Tpymme: B IpyIlie MalieHTOB
MOJIOJIOT'0 BO3pacTa COlMalibHOE OpeMsi MHCYJbTa cocTaBmwio 3022,29 MOTEpSHHBIX JIET
3I0POBOM KU3HHM, a TAK)Ke MOTEHIIUAIBLHO HepononydeHHbIM BBII B pazmepe 1 843 955
645,82 pybueii ¢ yuétom nokazarenei 2020 roaa.

YacroTa peluAMBUPOBAHNUS y HANIMX MaIMeHTOB Obla Ha ypoBHE 18,36% (n=47)
u 27,77% (n=15) my1st OCHOBHOM M TPYIIBI CPaBHEHUS COOTBETCTBEHHO, P>0,05.

Hamu mnpennpuHATa NONBITKA MPOTHO3UPOBAHMUS HCXOJOB HILIEMHYECKOIO
MHCYJIbTa B MOJIOJIOM Bo3pacTe 1o mkaine MRS, pakra penuanBupoBaHus HIIEMUYECKUAX
WHCYJIbTOB B MOJIOJJOM M JIETCKOM BO3pacTe, a TakKe€ IPUCBOCHUS KaTErOpHUH
«MHBAJIMJIHOCTH» B 3aBUCHUMOCTM OT BO3pacTa MallMeHTOB Ha 0a3ze pe3yJbTaToB
TeHOTUIIMPOBaHUS. B aHaIu3 B3SIThI BCE AJUIETbHBIE COCTOSIHUS BCEX OIICHUBAEMBIX T€HOB
U BCEBO3MOXKHBIE T'€H-T€HHbIE couyeTaHus. Bcero mnpoanHamusupoBaHbl 154 reHotuna
MOJIOABIX B3POCIIBIX U 36 neTel.

JI1s1 penieHus 3a1a4i Mbl IPUMEHSIIM MaTEMATUYECKUM METOT TUCKPUMUHATHOTO
aHajM3a C HMCIoJb30BaHWeM mporpammbl Statistica 10.0, 3akmrouaBiimiics B oTOOpe
MPOTHOCTUYECKUX MPU3HAKOB, TOCTOBEPHO OTIIMYAIOIINXCS Y MAIIMEHTOB B HETUITUYHOM
BO3pACTE, UMEIOIMX U HE UMEIOIIUX UHBAJIIMIHOCTh K MOMEHTY OTAIEHHOTO MEPHOJIa
0O0JIe3HH.

Hcnonb3oBaHne YKa3aHHOTO METOJAa IMO3BOJWJIO BBISIBUTH COBOKYIHOCTb
MIPU3HAKOB, XapaKTEePU3YIOMUX Kax bl aHanu3upyemsbiil ucxoa MU (6ammer mo mRS 0-
2 u 3-5, HanuM4Me WIM OTCYTCTBHE PEIUAUBUPOBAHUS, WHBAIMIHOCTh WIH €€
orcyrcTBue). B pesynbrate ™Mbl nonyywiau  pemaroniee npaswio  («AIIA —
WHTETPATUBHBIN MPOTHOCTHUCCKUI HHACKCY), PACIpeIeIIstoniee KOHKPETHOTO MallMeHTa
MEXy ornpenenéHubiMu rpynnamu. Eciu B pesynbrate 3Hauenue MU <0, To 6o1bHOTO
OTHOCAT K rpymme ¢ u3ydaeMbiM ucxomoMm, ecmm WUIIMA > 0 - to x rpymme, He

c(hOpPMHUPOBABIIINUM €TO.
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B pesynprare mpoBeAEHHOTO MAaTEMAaTHYECKOTO MOJACIHUPOBAHUS B TPYIIIE
MOJIOJIBIX B3POCIIBIX TAIUEHTOB MTOKAa3aHO OTCYTCTBHE BO3MOKHOCTEH IPOTHO3UPOBAHMS
HCXO0JIa HWIIEMHUYECKOTO MHCYJIbTa, OIICHMBAeMOro mo Imkajae MRS, O6asupysch Ha
HWCXOJJHOM I'eHETUUYECKOM COCTAaBJISIONICH.

Taxke MaTeMaTHMYECKUN aHAJIW3 IPOJEMOHCTPUPOBAN, YTO B OO0BEAUHEHHOU
MONYJISIIIUKA  OOJBHBIX MOJIOJIOTO M JCTCKOIO0 BO3pacTa IMPOTHO3MPOBAThH IOKa3aTelb
PEIUANBUPOBAHUS MIIEMHYECKOTO MHCYIIbTA 1O JAaHHBIM T'€HETUKH HEBO3MOXKHO. B TO
)K€ BpeMs BO BCEX OIMCAHHBIX BBIIMIC IMPOTHOCTHUYECKUX MOJICIAX, CIMHCTBEHHBIM
(baKTOpOM, KOTOPBIA IMO3BOJISIT JOCTOBEPHO TPEICKA3bIBATh BO3ZMOXKHOCThH PEIMINBA,
octaBajics Oaur o mkaiae MRS. Tak, HaMK TTOKa3aHO, YTO CHMIKECHHE Ha KaXKJbIi OallI
o mkaie MRS B ocTpoMm neprojie ymeHbIano puck penuana MU B nanpHeimem B 2,53
paza (95% U 1,25-5,11, p<0,011, cmeuuduanocts 96,77%), HO He o0OIATATO
IpeCcKa3aTelIbHON CIIOCOOHOCTRIO Ha YBEIWYCHHE PHCKa PEIUMBA (UyBCTBUTEILHOCTD
50,0%).

B pesymbrare mpoBeAEHHOTO MAaTEMAaTHYECKOTO MOJACIHUPOBAHUS B TPYIIIC
MOJIOJIBIX B3POCHBIX, JIETCH, a TaKKe B OOBESIUHEHHOW TPYIIIC MAMEHTOB (YYaCTHUKH
MOJIOZIOTO M JAETCKOTO Bo3pacta ¢ M) He BBIABICHO BO3MOXKHOCTH TIPOTHO3WPOBAHUS
TaKoOW KaTeropmu, Kak (OpMHUpOBaHME WHBAIUIHOCTH, Oa3upysICh Ha HCXOJTHOU
IeHETUYECKOM COCTaBIISIOIICH.

Ha mepBeIii B3MIsI, TONYYCHHBIC PE3YJbTaThl BCTYMAIOT B IMPOTHBOPEYHE C
JAHHBIMH O 3HAYUMOCTH T€HETUYECKHUX MOIUMOP(PH3MOB, IPOISMOHCTPUPOBAHHBIMH B
rmaBe 4 W B MHOTOYMCICHHBIX nyOnukarmmsx [41, 165, 213, 234]. Ognako MbI
IpeanojaraéM, 4ro TaKOW pe3yJabTaT OTYACTH MOT OBITh OOYCJIOBJICH PYTHHHBIM
HA3HAUYCHUEM U PETYJSIPHBIM MPUEMOM AHTHUTPOMOOTUUYECKHX MPENapaTroB, a TaKKe
KOHTPOJIEM HaJl JIPYrUMH MOIUMDUIMPYEMBIMH (aKTOpaMHd pPHUCKA B HCCIACAYEMOKH
MOMYJISTUN.

Hamu Taxoke 6pu1a chopmyrpoBaHa 3a1ada TPOrHO3UPOBAHKS HHBAIHIHOCTH TI0
KOMOMHAITMK JOCTYIHBIX aHAMHECTHYECKUX U KIWHHUKO-T1a00paTOPHBIX JaHHBIX B
OIICHMBAEMBIX TMOMYJSANUAX O0JIbHBIX. Bcero B aHanm3 Obutu B3sTHl 14 mapameTpos,

XapaKTCPUIYIOIMKUX aHAMHE3, KIMHHUKY H J1a6opaTole>Ie JaHHBIC OCTpPOro Icpuoaa
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uHCYJbTa. [lombITKa TOCTPOUTH MPOTHO3 € YU4ETOM (PAaKTOPOB TEYCHHS OCTPOTO TIEPHO/IA,
1I0JIa ¥ BO3pAcTa MOJIOJBIX B3POCIBIX OKa3aJach YCHEIIHOM MO MapaMeTpy OTCYTCTBHS
WHBAMIHOCTH (CHeU(UYHOCTh OKa3zallach cyllecTBeHHOM — 94,4%), mpu 53TOM
MPOTHO3UPOBAHUE TAKOTO IMapaMeTpa, KaKk MHBAIUIHOCTH OKa3aJlOCh HEBO3MOXKHBIM
(4yBCTBUTENBLHOCT, MeTojla coctaBwia 33,9%). Pemaromumu — daxktopamu st
MIOCTPOCHMS ITpaBuiia Mporuo3a ctanu 6ami no mkaixe MRS u NIHSS B octpoMm niepuone
00JEe3HU.

VYBenuuuB BBIOOPKY MyTEM OOBEIMHEHUS TOMYJISIUU TMAIlMeHTOB OCHOBHOM
TPYIIIIBI ¥ TPYTI CPAaBHEHUSI, MBI IPUIIUIA K aHAJIOTHIHOMY PE3yIbTaTy: CIIeU(PHUIHOCTh
0CTajach Takxe BhICOKOU — 91,4%, wyBcTBUTENBHOCTD — HU3KOU — 30,5%, a pematommmu
dbakTopamMu cTanM BO3pacT MalyeHTa Ha MoMeHT nebrota MW u oTkioHeHHe ypOBHS
(¢ubprHOreHa ot pe)epeHCHBIX 3HaYEHUH (M0 MPUHIUITY HOPMa-BbIIIE-HUKE).

Taxxke HaMu TIPoBeAEH MaTeMaTUYECKUN aHAIU3 CBsI3M Oayuia mo mkaie MRS B
OCTPOM TiepHo/ie 3a00I€BaHUs U PA3IMUHBIX ACTIEKTOB MPOTHO3a OTJAJIEHHOTO TIEPHO/Ia
UIIEMUYECKOTO  WHCydbTa.  llomyueHHble  pe3yiabTaThl  TMOKa3add  BBICOKYIO
MPOTHOCTUYECKYIO IEHHOCTh TAHHOTO MOAXO0/A.

Tak, ecnmn y manueHta B octpoMm nepuoae MU OIHOBpEMEHHO BBISBISLIOCH
couetanue 3 u Oojee OaIoB MpHU OIeHKe 1o mKajae MRS u 8 u 6ojee 6auIoB MO MIKaJe
NIHSS, To umers ucxon B Buie (GOPMUPOBAHUS WHBAIUIHOCTH PE3KO IMOBBIIIAJICS
(Oll=17,5; 11 95% 1,67-182,93; p=0,017).

[Ipornoctuueckoe 3HaueHue orneHku no mkaaam MRS u NIHSS no otnensHOCTH
TaKK€ WMEJI0 MPOTHOCTUYECKOE 3HAYEHHWE HAa HAJIMYME KAaTeropuM WHBAIUIHOCTH B
ucxone: OlI=2,66; 1N 95% 1,13-4,32; p=0,0089 nnsa mxanet MRS u OILI=5,76; 11
95% 1,12-8,07 p=0,0000 mns mkamer NIHSS.

N3BecTHO, YTO CTEMeHb yTpaThl TPYAOCIOCOOHOCTHM U CaMOCTOSITEIbHOCTU B
MOBCETHEBHOM JKU3HU, OIIEHWBaeMbIe TI0 mkae MRS, He Bceraa cTporo KOppeaupyroT ¢
HAJIMYMEM W CTETCHBI0 WHBAIUIHOCTH. B CBA3M C 3THUM MBI PENIMIN OICHUTH
MPOTHOCTHYECKYIO 3HAUMMOCTb IKaiasl MRS B nuHamuke 3a0oeBanus. bbuio mokasaHo,

yTo HaMmuue 3 u 6osee OaIOB 1O MIKajae MRS B ocTpom mepuo/ie MOBHIIIAET MIaHC Ha
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coxpaHeHHe BbICOKOTO Oamia (3 u Oosee) B mepuoAe OTHANEHHBIX IOCIEACTBUI
(OLL=2,71; 11 95% 1,95-3,95; p=0,0000).

Takol ke MPOrHOCTUYECKON IIEHHOCTHIO BBICOKMX OayioB mo mkaie MRS B
ucxoje (3 u 6onee 6amioB) obaagan mokazareab 8 u Oosee 6autoB o mkaiae NIHSS B
octpoMm niepuoae (Ol1=4,83; 11 95% 1,97-6,37; p=0,0000).

Hamu Takke mpeanpuHsATa MOMbITKA MPOTHO3MPOBAHUSA HCXOJIa MIIEMHYECKOTO
WHCYJIbTa B MOJIOOM Bo3pacTe mo mkaie MRS ¢ yu€rom 14 mapameTpos,
XapaKTepU3yIINX aHaMHE3, KIWHUKY M JabopaTOpHBbIE JaHHBIE OCTPOTO Mepuoja
MHCYJIbTa y MOJOJBIX B3pocibiX. [lombITka oOka3zajachk YCHEIIHOM MO NapameTpy
cnequpuyHOoCTH — 95,2%, IpU 3TOM UYYyBCTBHUTEJIBHOCTh MPOTHOCTUYECKOTO IpaBuia
ObL1a HU3KOM (45,8%). Ilpu 3TOM pemmaroiiee 3HaYCHUE ISl BCEX MEPEMEHHBIX, B3ATHIX
B aHAJIM3, UMeJIa OIleHKa 1o mIkajge MRS B ocTpom nepuose.

Hamu Takke mnpeanpuHsTa MOMBITKa MPOTHO3UPOBAHMS BBDKHBAEMOCTH TOCIE
UIIEMUYECKOTO HHCYJIbTa B MOJIOJOM BO3pacTe II0 JOCTYIIHBIM IapaMerpam,
XapaKTepU3yoIINM aHaMHe3, KIWHUKY W Ja0opaTOpHBbIE JIaHHBIE (BKIIIOYAs
HOCHTEILCTBO MOJUMOP(HUMOB T€HOB-KaHAWIATOB TPOMOO(DHIBLHOTO PHCKa) OCTPOTO
NepHoJIa MHCYJIbTa Y MOJIOJIBIX B3pocibiX. [lonbiTka oka3anack yCenrHo o napameTpy
BBDKMBaeMOCTH (crienuuuHoCTh cocTaBuia 99,1%), a 4yBCTBUTENBHOCTH METOZA
(11,1%) mocToBepHO MPOAEMOHCTPUPOBAIIA, UTO MTPOTHOZUPOBATH JICTAIBHBIA HCXO TIPH
WU B 3TOM BO3pacTe HE MPEIACTABISIECTCS BOZMOXKHBIM.

Takum o0Opa3om, HaMu TIPOBEICHO KOMIUIEKCHOE OOCIICIOBAaHUE TPYIIIBI
nanueHToB, 1e00T MM y KOTOpPBIX COCTOSIICSA B HETUIIMYHOM Bo3pacte. Hamu nononHen
MEPEUYCHDh JUArHOCTHUYECKUX MEPONPHUATHHA, KOTOpPbIE HEOOXOIMMO BBIMOJHATE IIPH
Bepudukauu MW y manueHToB MOJI0I0TO BO3pAcTa: MPOBEICHUE aHKETUPOBAHUS JIJIS
YTOYHEHHUS HAIMYWA /UM PUCKA TPOMOOTUYECKUX COOBITUI B aHaAMHE3€, 00CIIeJOBaHUE
Ha HOCHUTEJIbCTBO MOJIMMOP(HU3MOB T€HOB TPOTPOMOOTHIECKOTO CIIEKTPa, aHAIN3 KPOBU
Ha CKpUHHUHT OpQaHHBIX 3a00jeBaHUM, CONMPsDKEHHBIX ¢ Aebrotom MU B momomom
BO3pacTe.

HamMu mokazaHo, 9TO TIOMCK MPOTPOMOOTHYECKUX U MPOKOATYJISIIHOHHBIX

OAHOHYKJICOTHUAHLIX 3aMCH B I'€HAX CHCTEMbI I'eMOCTa3a U pPEryjsiTopoB COCYAHUCTOIrO
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TOHYCa HECET 3HAUMMYIO HH(GOPMAIINIO, OTIPEIeNsieT maroreaerndeckuii Bapuant U u
MO>KET 00J1a1aTh NPEIUKTUBHON CHOCOOHOCTHIO B OTHOLIEHUH BO3pacTa nHCyibTa. Hamu
BBISIBJICHBI TaKWE€ TEH-TEHHblE KOMOWHAIMM Yy TMAalUEeHTOB, KOTOpbIE CIIOCOOHBI
BBICTYIIHTh B KaYECTBE MPEIUKTOpa AEO0TAa MIIEMUYECKOrO0 MHCYJIbTAa B HETUIIHUYHOM
BOo3pacte. B To ke BpeMsi HOCUTENHCTBO T'€HOB TPOMOOGUIBLHOTO pUCKA HE SIBISIETCS
daTaabHBIM, YPOBEHb MX JKCIIPECCUBHOCTH OYEBHUJIHO MEHSAETCS, HE BIUSASA HAa TaKOU
nokasarenb kKak pernuauBupoBanue MW/TUA B HetunuuHoMm Bo3pacte (IPOTHO3
HEBO3MOKEH MaTEMaTHYECKUMU METOJIaMH ).

Hamu BBISICHEHO, UTO T€YEHUE OCTPEHMIIEro U OCTPOro MEPUOJA0B UIIEMUYECKOTO
MHCYJIbTa MOXET IPOrHO3UPOBATHh UCXO0/ 3a00J€BaHUs Yepes Ba U 0oJiee rojja B CaMoOM
MEAMIIMHCKOM M COLHMAJbHO 3HAUYMMOM acleKTeé — OTCYTCTBUE (HOPMHUPOBAHMS
WHBAJIMIHOCTH y BCeX ManMeHToB (cnenupuyHocTb 94,4% y MOJIOABIX B3pOCHBIX U
91,4% nns Bcex mnamueHToB ¢ neb0orom MM B HETMNMYHOM BO3pacTe) W/ WM
HE3aBHCHMOCTb B TOBCEIHEBHOM U3HHU, OLIEHUBaeMasi 1o mkajie MRS (cnenupuyHocTb
st 0-2 6amioB coctaBuna 95,2%).

Hamu mokazano, 4To HECMOTpsi Ha OOIbIION 00BEM MH(DOPMAIIUU O COCTOSIHUH
nanueHTa B ocTtpoMm mnepuone MU, BBICOKYIO MNPOTHOCTUYECKYHD 3HAYUMOCTh B
OTHOILIIEHUU HEOJAronpHUsTHBIX OTAAJIEHHBIX HCXOAOB IMPOJEMOHCTPUPOBAIM TOJBKO
oleHKHW 10 nHTerpatuBHbIM MikasaM NIHSS u mRS [273, 393] (OI11>2,71 u p<0,017, a
taoke 3HadeHwe mo mkaine NIHSS B 6,5 Oamma m 3,5 Oayma mo mkame MRS).
[TonyuyeHHBI HAMU PE3YJIbTAT B OTHOIIEHUHU 3TUX IIKAJI [TO3BOJIAT BpauaM-HEBPOJIOTaM,
peabunuroioraM H Ap. HCHOJb30BaThb JTU JIOCTYNHbIE METOJbl OLIEHKU s
MJIAHUPOBAHMUSI TOJITOCPOYHBIX TPOrPaMM peaduIUTaIIMK Ha aMOyJIaTOPHOM 3Tarie.

Takum 00pa3oM, MHCYJIBT B HETUIUYHOM BO3pacT€ — 3TO MHOTO(PAKTOPHOE
3a00s1eBaHUE, KOTOPOE MOXKET BKJIIOYATh FTEHETUYECKUI KOMIIOHEHT, a TAKXKE€ MHOYKECTBO
MOAUPUITUPYEMBIX (PaKTOPOB, KOMOUHAIIMS KOTOPBIX YCHIIMBACT PUCK BO3ZHUKHOBEHUS
naTojioruu. B wactHocTH, psag MoauduuupyeMbix (PaKTOPOB pUCKa B KOTOPTE MOJOIBIX
UHCYJIBTOB MOOYXKJAIOT MEPEeCMOTPETh CYIIECTBYIOUIMH B  HACTOsSIIEe BpeMs

peaKTHBHbIﬁ nmoaxon K JICHCHUIO MHCYJIbTA B IIOJIb3Y HpOFHOCTH‘ICCKOﬁ JUAarHOCTHUKU U
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MIEPCOHAM3UPOBAHHBIX MEP IS JIMII, TIOJIBEPTaIONIUXCS PUCKY, MyTEM COCTABICHUS
CTpaTeruu aJpecHou MpoPUIaKTUKH.

[Ipensiaraembie HHCTPYMEHTHI:

1. Pa3zpaboTka W BHEIpPEHHWE B PYTUHHYIO MPAKTUKY CHCIHATH3NPOBAHHBIX
OMPOCHUKOB, TMPEIOCTABISAIOMUX HMHPOPMALMIO O TOTEHIMAIbHBIX pHUCKAX U
yKa3bIBaroIIMe Ha HEOOXOIMMOCTh MOCIEAYIOMIMX Ja00paTOPHBIX UCCIETOBAHUM.

2. Hcmonw3oBanme  maHened ~— OMOMapkepoB,  JOKA3aBIIMX  BBICOKYIO
MpeIcKa3aTeNbHYI0 CUITY, JJI1 MHOTOYPOBHEBOM IMarHOCTHKY MAIIMEHTOB B HETUITMYHOM
BO3pacTe.

3. IlpuMeHeHHEe MaTEeMaTHYECKUX AJITOPUTMOB JIJIsI OIEHKH YPOBHS PHCKOB Ha
OCHOBE€ WHJIMBUIyIM3UPOBAHHBIX MpOodUiieii marueHToB.

4. MHOTOIIaHOBBIC TIPOTPAMMBI CKPUHUHTA, BHEJIPSAEMBIC TIPU TOCYIAPCTBEHHOM
MOJIJIEP>KKE M OPUEHTUPOBAHHBIC HA TPYTIINBI HACEJICHUS B IEJIOM, CTPATU(DUIIMPOBAHHBIC
TaKUMH pPUCKAMHU, KaK JI€TU WU MOJOJEKb C CEMEHHOM HCTOpUEH TEeHEeTHYeCKOU
MIPEIPACTIONOKEHHOCTH, OCTPBIMHU COCYIUCTHIMUA COOBITHSIMU B aHAMHE3€ U T [I.

5. ApanTtupoBaHHbIE 00pa3oBaTEIbHBIE MEPHI, OPUECHTUPOBAHHBIC HA IEJEBYIO
ayJIUTOPHIO AETCKOTO U MOJIOJIOTO BO3pacTa.

6. OOpa3zoBaTeNbHbIC MPOTPAMMBI JJI CIEIUATUCTOB, TAKMX KaK Bpadd oOmIei
MPaKTUKH, ICUXUATPHI, THHEKOJIOTH, HEBPOJIOTH U JIpyTHE.

Bmecte ¢ Tem, ¢ yuéTOM 3HAUUTETHHBIX COLMATBHBIX U SKOHOMHYECKUX TOTEPh
s oOmectBa, cBs3aHHbIX ¢ MU y Monompix, mpeactaBisieTcsl LieaecooOpa3Hoil
OpraHu3anys CHeUATN3UPOBAHHOTO JJIMTEIHHOTO HAOMIOACHHUS TAaKUX IAllEHTOB C
IENBbI0 TAPTETHOW OIEHKW OMOJIHHUTEIBHBIX (DaKTOPOB pHCKA PEIUJAMBOB HHCYIHTA,
MOBBINICHNUS KOMIUTACHTHOCTH, a TAK)KE BIMSHUS HA COLUATIbHBIE TIOCIIEICTBUS 00JIC3HU

C MOMOIIIBIO PAIIMOHAILHOTO TPYIOYCTPOMCTBA.
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BbBIBO/1bI

1. ®akTOopamMu BBICOKOTO PHCKAa paHHETO Me00Ta HIIEMHUYECKOr0 HHCYJIhTa B
HETUITUYHOM BO3pacTe SIBJSIOTCS COYETAHHWE HOCHUTENBCTBA MOJMMOP(GU3MOB TE€HOB
TpoMOo(dHIBHOTO criekTpa (65,38—62,96%), 3a00eBaHmil cepIeIHO-COCYTUCTON CHCTEMBI
(31,64-61,11%) u mucmunuaemun (45-47,10%), 4TO OmpeneNseT MaTOreHETUYCCKHA
BapHUaHT 00JIE3HU HE3aBUCUMO OT BO3pacTa.

2. OCTpbIii  MEpHOJ WIIEMHUYECKOTO HWHCYJIbTa B  HETHIIMYHOM  BO3pacTe
XapakTepusyeTcs TshkecThio coctosiHus (110 mkanaM NIHSS u mRS, ¢ yruerenuem ypoBHs
CO3HaHMS, a TaKXke CyJgopor y JeTei), mpeoOiaJaHueM  JBUTATEIbHbIX,
BECTHOYJIOMO3KEUKOBBIX M PEUYEeBBIX HapylieHud. K mepuomy ocCTaTodyHBIX SIBJICHUMN
HEBPOJIOTHYECKUN JeduuuT ObUI MPEACTaBIEH MPEUMYIIECTBEHHO JIBUTATEIbHBIMU
HApYIIEHUSIMH, PETHCTPAIldsS KOTOPBIX JIOCTOBEPHO COKpATHIIACh IO CPaBHEHHUIO C
OCTPBIM ITEPHUOIOM HE3aBUCHUMO OT Bo3pacTa jedrora M.

3.B  kaxmoM  u3ydaeMOM  BO3pacTHOM  TEpHOAE  BBIIBICHBI /-8
OJTHOHYKJICOTUHBIX 3aME€H TPOMOO(UIHLHOTO pHCKA, TIOBHIIIAIONINX BEPOSTHOCTH
pa3BUTHS MIIEMHUYECKOTO WHCYJbTa; HauOoJiee BBICOKO PHCKOBBIM i Je0roTa
HE3aBUCUMO OT Bo3pacTa sijisiercss HocutenbcTBo NOS3: 786 CC (Olll>4.,4, p<0,002).

4. KoMOMHaIMu OJIHOHYKJICOTHUIHBIX 3aMEH B TeHax (QuOpWHOreHa u/mim
petenitopoB  TpomoOoruToB (ITGA2: 807 C>T, ITGB3: 1565 T>C) w/umu PAI-1
JIOCTOBEPHO IMOBBIIIAIOT IIAHC PAHHETO JIe0I0Ta UIIIEMHYECKOTO HHCYJIBTa B HETUITHYHOM
Bo3pacte B 3,15 u Oosee pa3; koMOMHaIMs HOCUTENbCTBA ouMopdu3mMoB TeHOB NO-
CHHTA3 B JIIOOOM BO3pacTe Tak)Ke MOBHIIIACT IMAHC Ha TPOMOOTHYECKOe cOObITHE B 4,59
u OoJiee pasa.

5. B octpom mepuoge UM y MoyIOApIX MAIMEHTOB OIEHKA M0 WHTETPATHBHBIM
mkasiam NIHSS u MRS no3BosisieT nmporao3upoBath 0aronpusiTHbIE KCXOIbI B IEPUOJIC
OCTAaTOYHBIX SIBIICHUW B BHUJE BBDKHMBAEMOCTH, OTCYTCTBHUS WHBAJIUIHOCTH, BBICOKOTO

ypOBHsI camoo0ciyxuBanus (cneuuPuaHocts 79,0-99,1%), a Takke HEOIArONPUATHBIX
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MICXOJIOB B BHJIE YTPAThl HE3aBUCUMOCTH B MoBceaHeBHOM xu3HH (O1>2,71 u p<0,017)
u GpopmupoBanus naBanuaHoctu (OI>2,66 n p<0,0089).

6. HocutennscTBo 4-5 nomuMopdu3mMoB reHoB TpoMOoduinbHoro cuekrpa u 2 SNP
TE€HOB PEryjisTOpa TOHyCa COCYIOB JIOCTOBEPHO TOBBIIIAET PHUCK 3a00JIEBaHUS
HE3aBHCHMO OT BO3pacTa MO CPaBHEHHUIO C KOHTpoJibHOU rpynmoit (O111>4,59, p<0,05)
OJIHaKO He 00Ja/JaeT MPETUKTUBHOM CHOCOOHOCTBHIO PUCKA Pa3BUTUS MHBAIUIHOCTH,
HU3KOW CTEMEHU CaMOOOCIY:KUBAHHUS M PEUUIUBUPOBAHUS B OTJAJICHHOM MEPUOC
00J1e3HMU.

/. NneMuyeckuii MHCYJIbT, NEOIOTUPYIOMIMI B JETCKOM M MOJIOJIOM BO3pACTE,
ABJIETCSI CEPbE3HOM MEIMKO-COLMAIbHON MPOOJIEMON U MPOSBIAETCS 3HAYUTEIbHBIM
OpemeHeM /15l 00IIeCcTBa, MPEICTABICHHBIM TOaMH MOTEPSHHBIX JIET 310POBOH JKU3HH,
VMHBAJIMIA3UPYIOIINMU MOCIEACTBUAMHA U HE0MoTydeHHbIM BBII.

8. Opranu3anys KOHCYJIbTaTUBHOTO IIpHEMa Ha aMOyJIaTOPHO-TIOIUKINHUYECKOM
JTame JoKa3ajla CBOK II€JIeCOO0Pa3sHOCTh B BUJE 0O0ECIEUYEHHUs] JOCTYIMHOCTH
CTHECIMATU3UPOBAHHON TIOMOIIM W TIOBBIMIEHUS TPUBEPKCHHOCTH K Tepamuu Tpu

JTUHAMHYECKOM HaOJII0ICHUH TAIlMeHTOB, neperécmmx 1.
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INPAKTHYECKHUE PEKOMEHJIALINUN

1. Ha Bcex atamax okaszanusi nomoinu naunueHtam ¢ MW ans makcumanbHO
paHHEW IUarHOCTHKH, ONpEIEICHMs MaTOTEHETHYECKHX BapHAHTOB 3a00JICBaHUS H
BO3MOXKHOCTH HAa3HAu€HUsT NATOTEHETHMYECKON Tepanuu HEOOXOAMMO IOBBIIIAThH
MHPOPMUPOBAHHOCTh NPOMUIBHBIX CHEIUAINCTOB, OCOOEHHO MEAUaTPUUYECKOTO
npopuiss. C 3TOM 1Lenabl0 JOMOJHUTH MPOTpamMMy MOCIEAUILUIOMHOTO OOyuYeHUs
npOo(UIbHBIX CIIELUATNCTOB.

2. B xommiiekc oOcienoBaHUS TMAIMEHTOB B HETUIIMYHOM BO3pacTe C
UIIEMUYECKUM  HHCYJIBTOM  CIHEAYEeT  BKJIIOYUTH  MOJIEKYJSIPHO-TEHETUYECKOE
oOcnenoBaHue (Kak MUHUMYM IO HauOoJiee YaCcTO PErUCTPUPYEMBIM U IPOTHOCTUYECKU
HEOIAronpUsITHHIM OJJHOHYKJIEOTUIHBIM 3aMEHaM), & TAKKE LIeJICHAIIPaBICHHbI TOUCK
opdaHHBIX 3a00JIeBaHUN HE3aBUCHMO OT HaJIMuus Jpyrux (HakTopoB pHUCKa U
NaTOr€HETUYECKOT0 BapuaHTa O0JIe3HHU.

3. PexoMeHnyeTcst HCOIB30BaTh MPOTHOCTUYECKUE TIPABUIIA C LETBIO BBIJCICHHUS
IpyNnn pHUCKa MO Pa3MYHBIM HCXOAAaM HIIEMHYECKOTO HHCYJIbTa B HETHUIUYHOM
BO3pacTe, MO3BOJISIONIME TPOTHO3UPOBATh HEOJIArONPUATHBIE UCXObI I BO3MOXKHOMN
KOPPEKLIUN MEPOIPUITHI B BOCCTAHOBUTEIHHOM MEPUOJE.

4. TlpencraBieHHbII B paboTe TEPareBTUYECKUNA TOAXOA K COMPOBOXKICHUIO
NAIMEHTOB PEKOMEHIyeTCsl Uil MPUMEHEHUS B NPAKTUYECKOW JESTETbHOCTH Bpayeii-
HEBPOJIOTOB, TI€IUAaTPOB, HEOHATOJIOTOB, PEAOMJIMTONIOTOB Kak JJIsi IUIAHUPOBAHUS
BTOPUYHON MPOPUIAKTUKH TPOMOOTMYECKHX COOBITHH, Tak | Juid Pa3pabOTKu
NEPCOHU(PUIIMPOBAHHOTO MOAXO0JA K OOJBHBIM, MEPEHECIIUM HMIIEMUYECKU HHCYJIBT B
HETUITMYHOM BO3pacTe.

5. YuutbiBasi CXOACTBO B KJIMHMYECKOW KapTUHE, JIAOOPATOPHBIX MOKA3aTEeNIX U
NPOTHO3€ TMAIMEHTOB HETUIMYHOIO BO3pacTa, CleAyeT NPUACPKUBATHCA EIUHOTO
OPraHU3alMOHHOTO U TEPANEBTHUYECKOTO aJITOPUTMA Y MOJIOJIBIX B3POCIBIX MAIUEHTOB U
nerel crapie 7 JIeT, 4To TpeOyeT OpraHu3aluy CIeNHaIU3iPOBaHHOTO KOHCYJIBTATUBHOIO

rpuema.
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CIIMCOK COKPAIIIEHUHM U YCJOBHBIX OBO3HAYEHUI

— apTepuaabHas TUIEPTECH3US
— afgeHo3uHaudocdar

— aleTUJICAIIUIIUIIOBAs KUCIIOTa

— antutpom6OuH 11

— aHTU(POCHONTUIUIHBIN CUHAPOM

— BepTeOpanbHO-0a3MIUISIPHBIN OacceitH

— BHYTPEHHSISI COHHAsI apTepust

— TeHBI-PETYJIATOPBI TEMOCTa3a

— PEryJIATOPBI TOHYCA COCYJIOB

— JIOBEpUTEIIHHBIN UHTEPBAJ

— I€30KCUPUOOHYKJIEMHOBAsI KUCIOTa

— UCKYCCTBEHHAsI BEHTWJISIIIUS JIETKUX

— UIIEMUYECKUH UHCYIIBT

— MHJIEKC MaCChI Tea

— MHTETPATUBHBIN IPOTHOCTUYECKUN UHAEKC

— uHJEeKC (K03 PUITMEHT) aTepOTeHHOCTH

— KOMOMHUPOBAHHbBIE OPATLHBIC KOHTPAIICTITUBBI
— KOMITbIOTEpHAst TOMOTpadust

— kputepun duiiepa

— JIMTIOTIPOTEU/ Tl BBICOKOMU TIJIOTHOCTH

— JIATIONIPOTEUHOB OYCHBb HU3KOU TIJIOTHOCTH

— JIMTIOTIPOTEHIbI HU3KOU TIJIOTHOCTH

— MaJible aHOMAJIMH Pa3BUTHS CEP/IIIa

— MEXIyHapOIHOE HOPMAaTN30BaHHOE OTHOIICHUE
— MarHUTOPE30HAHCHAS aHTHOTpadus

— MarHUTOpPE30HaHCHas: ToMorpadus

— MCIUKO-COMAaIbHasd OKCIICPTHU3a
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HIIK — HAYYHO-TIPaKTHUECKasi KOH(pEpEeHIIHS

HCT — HeilpocoHorpadus

OAK — 00IIMiA aHAJIN3 KPOBU

OHMK — OCTPO€ HApPYIIEHUE MO3TOBOI0 KPOBOOOPAIIEHHUS
000 — OTKPBITOE OBAIBHOE OKHO

OIIH — OTZICJICHUE MATOJIOTMU HOBOPOKICHHBIX

OP — OTHOCUTENBHBIA PUCK

oy — IporpaMma o0IIEer0 YCOBEPIIIEHCTBOBAHUS

OlI — OTHOIIIEHHE IIAHCOB

[IUT — T1ajaTa UHTEHCUBHOM Tepanuu

[IN5 — IIOCTUIIEMHAYECKAs IUIICTICUS

[1L[P — [OJIMMEpa3Has LenHas peakiuus

PAMH — Poccuiickas akagemMust MEIUIIUHCKUX HAYK

PAO — OTZICJICHUE PEAHUMALIMOHHO-aHECTE3UO0IIOTUIECKOE
PHK — puOOHYKJIEMHOBAs KUCIOTA

TPHK — tpancnoptHas PHK

PODOU — Poccuiickuii hoHa pyHIaMEHTAIBHBIX UCCIEI0BAaHUI
PIIOH — pe3uayanpHas 1epedpanbHas OpraHudeckas HeJOCTaTOYHOCTh
CAK — cyOapaxHOUIATbHOS KPOBOM3IUSHHC

CA — caxapHblil 1uader

COD — CKOpPOCTb OCEAaHUsl SPUTPOLIUTOB

CCO — CEepJIEYHO-COCYIUCTHIE OCIIOKHEHUSA

T — TPUTIIMLEPUIBI

THA — TPAH3UTOPHAs UILEMHAYECKas aTaKa

TK V3" — TpaHCKpaHuanbHas yIbTpa3ByKoBas Jomruieporpadus
TMC — TaHAEMHAasi MacC-CIIEKTPOMETPUS

Y — [IporpamMmMa TeMaTU4YECKOTO YCOBEPIIEHCTBOBAHUS
Tor — naHHbIe TpoMOolIacTorpaduu

Y34 — yIbTpa3ByKOBas Jgomreporpadus

ODI] — (hepMeHTHI (POJIATHOTO LUKJIA
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XC — XOJIECTEpUH

HHC — LICHTpaJIbHAasi HEPBHAA CUCTEMA

UMH — YEepPEMHO-MO3TOBbIE HEPBBI

OKI’ — 3IIEKTpOKapaAuorpadus

Ox0-KT" — 3xoKapauorpadus

20T — aneKkTposHIedanorpadus

AHA/ASA — American Heart and Stroke Association

AlS — arterial ischemic stroke

ASPIl test  — tect arperaniuu TPOMOOITUTOB C APaXUIOHOBON KHCIOTOU

CADASIL - Cerebral Autosomal Dominant Arteriopathy with Subcortical Infarcts
and Leukoencephalopathy

CARASIL - Cerebral Autosomal Recessive Arteriopathy with Subcortical Infarcts
and Leukoencephalopathy

DSA — digital subtraction angiograph (rudpoBas cyoTpakipoHHast
aHruorpagms)

ESOC — European Stroke Organisation

MELAS — Mitochondrial Encephalomyopathy Lactic Acidosis and Stroke-like
episodes

mRS — Modified Renkin Scale,

MTHFR — methylenetetrahydrofolate reductase

NIHSS — National Institutes of Health Stroke Scale

Pl — Pulsatility Index (uanexc mysbcanmm)

RI — resistance/resistive index (MHIEKC PE3UCTCHTHOCTH)

SNP — single nucleotide polymorphism

TOAST — Trial of Org 10172 in Acute Stroke Treatment

YLD — Years Lived with Disability (I'VT — roasr yrpaueHHO#
TPYAOCTIOCOOHOCTH)

YLL — Years of Life Lost miu 11K — notepsiHHBIE TOABI )KU3HH
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