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OBIIAA XAPAKTEPUCTUKA PABOTDI
AKTYaJIbHOCTD M CTeNleHb Pa3pal0TAHHOCTH TeMbI HCCJIe0BAHUS

[lepeOpoBackyiipHasl MATOJIOTHSI OCTA€TCSl CaMbIM PACHPOCTPAHEHHBIM U
COIMAIIbHO 3HauMMBbIM 3aboneBanueM B mupe ([TupagoB M.A. c coast., 2020; Diener
H.C., 2020). ITouck HOBBIX ITOJXOJIOB K JHArHOCTUKE, JICYCHHUIO M TPOQUIAKTHKE
pa3BUTHS Pa3IUYHBIX (POPM 1epeOPOBACKYIAPHON MATOJIOTHH UMEET TEPBOCTEIICHHOE
3HAQYEHUE HE TOJBKO JJI Ka)KJJ0TO0 KOHKPETHOTO Y€JIOBEKA, HO U JIJIsi TOCYAapCTBEHHOTO
3paBooXpaHeHus U conmaiabHoU chepsl (CkBoprioBa B.U., 2012; ®eiirun B.JI. 2012;
Virani S.S et.al., 2021).

B nocnemnue rombl  MccneAOBaHUS  aTOreHe3a  LEpeOpPOBACKYIISPHBIX
3aboneBanuit (IIB3) mpoBoasTcs ¢ MCMOIB30BaHUEM CHCTEMHOTO TOJIX0J1a, KOTOPBIN
IOPOSIBJISIETCST B M3YYCHHHM 1epeOpajbHOTO KpOBOOOpaIeHUsT B paMKax €IHHOU
WHTETPAaTUBHOW CHUCTEMBbl aJIECKBAaTHOTO OOECreYeHus] METa0OJIMYECKUX MPOIECCOB
(Kotos C.B., 2013; Mazighi M., 2012; Guzik A., 2017).

BaxknelmuMyu npudyvHaMu BO3HUKHOBEHHUS OCTPOTO HIIEMHYECKOTO HUHCYJbTa
(M) sBastorcst TpoMOO3bl NUTAIOLIMX MO3L apTepuid, MpoHucxXoAasimue Ha (oHe
HapyIIeHUH TeMOpPEOJIOTHH, CUCTEMbl TeMocTa3a, (YHKIIMU SHJAOTENIUS U aKTUBAIlUU
cucteMHOro BocnanuteabHoro orBera (Cycnmmuaa 3.A., 2007; Tanamsa M.M., 2019;
MaxkcumoBa M 1O, 2019; Kazmi R.S., 2015; Gandhi R., 2019).

N3meHnenus: kpoBu, kKak MoOpdoioruyeckue, Tak U (yHKIMOHAJIBHBIE MOTYT
CIIOCOOCTBOBATh PA3BUTUIO HAPYIICHUM PErMOHAPHOTO KPOBOOOpAIEHHUS, B TOM YHUCIIE
Mo3roBoro. MuenonponudeparuBubie  3aboneBanus (MII3) wunum  KIoHaNBHBIE
MUEJIOUJIHbIE HEOIUJIa3UU TPEICTABIAIOT COOOW 3HAYMUTENBbHYIO TPYyMIy 3a00JIeBaHUMN
KpPOBH, TP KOTOpPBIX U3MeHEeHus nociaenoBarenbHoctd JIHK, Ha3biBaemble
JIpaliBEpHBIMU MyTalMsIMH, UMEIOT OHKOT€HHBII MOTEHIINAI, ONPEICIAIONUN pa3BUTHE
3abonmeBanus (Memuksa A.JL., 2016; Kospuruna A.M., 2018; Baxter E.J., 2005;
Lussana F., 2017; Hintermair S., 2018).

Omaum  u3  noxtunoB MII3, mnpuBomsdmiuM K  TSOKEIBIM M YacThIM
TPOMOOTEeMOPPAruMueCKUM OCJIOKHEHUSIM, U HApYIIEHUSIM MO3TOBOTO KPOBOOOpAIIEHUS
(HMK), sBnsiercst uctunnas noymiuremus (UIT) (Barosi G., 2010; Falanga A., 2021).

[Tatmenter ¢ UII B 98% caydaeB ABASIOTCS HOCUTEISIMU IPAWBEPHOW MYyTallMU
V617F B rene JAK2. BoigBiaeHHE 3TOM MyTalKu MOATBEPKAAET HE TOJBKO KIOHAIBHYIO
npupoay 3a0oJjieBaHUs, HO W HMEET KIIOYeBOE 3HaueHHe B uddepeHnnaIbHON
nuarnoctuke MII3, B wactHoctu UII, oT Apyrux MHEIOUIHBIX HEOIUIA3Ul, a TAKKE OT
SPUTPOITUTO30B U TPOMOOITUTO30B BTOPUYHOTO reHe3a. OcHOBHBIM mposiBneHueM MIIT
SBJISICTCS TATOJIOTUYECKOE YBETUUCHUE DPUTPOITUTOB U APYTHX (POPMEHHBIX IJIEMEHTOB
KpOBHU, 4YTO OOYCIIOBIMBAET Pa3HOOOPa3HYI KIMHUYECKYIO KapTUHY CpPEIU TaHHON
kateropun manueHtoB (CyoOopuea M.H., 2015; Barosi G., 2010; Barbui T., 2016;
Kimura K., 2021).

HocratouyHo uvacto Ha (one MII3 Moryr BO3HUKATh HapylIEHUS MO3TOBOTO
kpoBooOpamenuss (HMK). Hepenko y omnoro u toro ke 6osbHoro ¢ HMK u UII
MOCJIEIOBATEIBHO WJIM OJIHOBPEMEHHO BO3HHUKAIOT PA3JIMYHbIE, TPOTUBOIOJIOKHBIE 110
HaIPaBJIEHHOCTU COCYJIUCThIE COOBITHS, YTO TpeOyeT BBISBICHHUS M YETKOTO aHallh3a
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JeKalMX B MX OCHOBe MexaHu3MOB (AOxyikagasipoB K.M., 2015; Tanamsta M.M.,
2020; Kessler C.M., 2004; Barbui T., 2015; Nagai K., 2020).

MHorue mnaToJIOTMYeCKUEe HW3MEHEHUSI TEMOPEOJIOTMYECKUX XapaKTEPUCTHK,
MoKa3aTesied CUCTEMBbI TeMOCTa3a, (PYHKIIMU SHIOTENNS, aKTUBHOCTH AHTHOTEHE3a U
BOCMAJIUTEJIBHOTO OTBETAa MPU COYETAHUM OCTPOTO HAPYIICHUST MO3TOBOTO
kpoBooOpamernns (OHMK) u UIT npemonpenensitor o0Iyr0 TSHIKECTh 3a00JIEBaHUS, €TO
UCXOJIbl U MPOTHO3, U, C OJJHON CTOPOHBI «CBOJSAT HA HET)» YCWUJIUSI, HAIIPaBJICHHbIC Ha
JUKBUIAIMIO MUETIOMPOTH(PEPATHBHOTO TPOIECca, a ¢ APYroi CTOPOHBI, 3HAYUTEIIEHO
yCYryOJsiloT TPOIECC BOCCTAHOBIICGHUS TMOBPEXKACHHOM TKaHu Mosra npu HMK
(A6ayaxkagsipoB K.M., 2016; Carobbio A., 2011; Rotbain E.C., 2021). ITomoOnas
KOMOPOUTHOCTh TPUBOJUT K MNAaTOMOPGO3y M 3HAYUTEIHHO MEHSET KIMHUYECKYIO
KapTUHY U TE€YEHUE O0EUX HO30JIOTHH, XapaKTep M THKECTb OCIONKHEHUH, YXy/IIaeT
KauecTBO JKM3HM OOJBHOTO, OrPAHUYMBACT WM 3aTPyJHAET BeCh Jie4eOHO-
JMarHocTuyeckuii nmporecc. HeoOXoaumMo nmoMHUTE, YTO JTt00asi KOMOPOUIHOCTE, @ TEM
OoJsiee mojoOHasi, MPUBOAUT K MOJUIIPArMasvu, UYTO JEIAeT HEBO3MOXKHBIM KOHTPOJb
(O PEKTUBHOCTU Tepaluu U yBEIMYMBAECT MaTepUaIbHbIC 3aTPaThl MAllUEHTOB, CHUXKAS
ux kominiacHe (Béptkun A.JI., 2017; Koctenko E.B., 2017; Frederiksen H., 2019; Ferro
J.M., 2021).

Camo coueraHue JBYX  NATOICHETUYECKH  PA3IMYHBIX  TSOKEIBIX U
uHBamau3upyromux nartosornii (MW u HMII) Beger K MOMCKY NPOrHOCTUYECKHX
NaTTEPHOB OMOMAapKEpOB, HA OCHOBE KOTOPBIX OYIyT CO37aBaThbCsl MOJACIU U
QITOPUTMBI JUATHOCTUKU, TPOPHITAKTUKHA U KOHTPOJIS JICUCHUSI TIOJJOOHBIX MAIIIEHTOB.

UccnenoBanuii, NOpeACTaBIBSIIOIIMX  KOMIUIEKCHYIHO  OLEHKY  HapyIIEHUU
pPEOJIOTUYECKNX CBOWCTB KPOBH, CHCTEMBl Te€MoOcCTa3a, (QYHKIUH SHIOTENHS,
aHTHOTeHe3a U APYTUX OMOMapKEPOB, CBA3AHHBIX C XapaKTEPOM MOPAKEHHUS TOJIOBHOTO
MO3ra M KIMHUYEeCKUMHU TposiBieHusmu WU, a takxke ¢ TpomMOOreMopparuuecKuMu
OCIIO)KHEHHUSAMU U (DYHKIIMOHAJIBLHBIMH UCXOJAaMHU MHCYJIBTA Y MAIIUEHTOB C COYETAaHHBIM
MII3 (MII) B ycioBUSIX NWHAMHYECKOTO HAOJIOJEHUS U C YYETOM COBPEMEHHBIX
WHCTPYMEHTAJIbHO-TEXHOJIOTUYECKUX,  METOJOJIOTUYECKMX U CTaTUCTUYECKHUX
BO3MOXXHOCTEH, HeaoctatouHo. JlaHHas cuTyauuss JAUKTYeT HEOOXOJUMOCTh W
0o0yCJaBIMBAaeT aKTyaJbHOCTh KOMIUIEKCHOTO OO0Cje0BaHUsS OOJBHBIX C MOAOOHOM
COYCTAHHOM MaTOJIOTHEH, HCCIEAOBAHUSA JUArHOCTUYECKOTO M MPOTHOCTHYECKOTO
3HAYCHUSl Pa3IMYHbIX OMOMAapKepOB, B TOM YHUCJIE T'€HETHYECKHX, C HCIOJIb30BAaHUEM
yrayOJeHHOTO  CTATUCTUYECKOTO  aHalii3a,  KOTOPBIM  TIO3BOJIUT  BBISIBUTH
MHOTOKOMITOHEHTHBIE B3aMMOCBSI3U JUIsl MoucKa 3(P(GEKTHUBHBIX METOJOB JICUCHUS U
poHIIaKTUKN OTCPOUYCHHBIX ocliockHeHur y narmenToB ¢ HMK na ¢one UIL.

eab ucciaenoBanus

N3yunuTh OCOOEHHOCTH KIMHUYECKOTO TEUYCHHSI HIIEMHUYECKOTO HHCYJIbTA Y
OONMBHBIX C WCTHHHOW TOJUIUTEMHEH W ONpEeNeIuTh JadopaTopHble MpOohUIU
HapyIIEHU! B CUCTEME KPOBb—COCY/IUCTAasl CTEHKA.
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3agaum UccaeI0BaHUA

1. OueHuTh BKJIaX OCHOBHBIX (DaKTOPOB pHUCKA Pa3BUTHUA COCYIUCTHIX
3aboneBanuii Mmosra B renese MU y manuentos ¢ UII.

2. OmpenenuTh OCOOCHHOCTH TEUYEHHS M (PYHKIMOHANBHBIX ucxonoB WU y
nanueHTos ¢ UII.

3. BbIIBUTH HW3MEHEHHs J1a0OpATOPHBIX IMOKa3aTeleil B CHCTEME KPOBb—
COCYIHCTasi CTEHKA, XapaKTepHbIC MANa3OHbl HMX OTKJIOHEHWH W 3HAYUMOCTH B
nporuo3e GyHKIHOHAIbHBIX ucxoAoB nmpu MU y mauuentos ¢ UIL

4. OueHUTh NPOTHOCTUYECKYIO 3HAYMMOCTHh BEJIIMUYMHBI QJUICIBHOW HArpy3Ku
myTtauu V617F B rene JAK2, a Takxke noimMopdu3MoB reHOB remMocTasza U (poJIaTHOTO
nuKiIa a8 QyHKIMOHANBHBIX UcxoaoB MW u 11s pa3BuTHs TPOMOOTHUECKHUX W/WIH
reMOpPParuyecKmx OCI0KHEHUH y nanuueHTos ¢ 11

5. PazpaboraTh miKaibel oeHKH (yHKIUMOHAIBHBIX McX010B MU y manueHToB ¢
HII.

6. ChopMupoBaTh AITOPUTM KIMHUKO-Ta00PATOPHOTO MPOTHO3UPOBAHUS TPYIIIT
pUCKa TPOMOOTHYECKUX M reMopparndyeckux ocioxkuenuit npu MW y maunentos ¢ UIL.

HaquaH HOBH3HA

HaydHass HOBM3HA JUCCEPTALMOHHON padOTHl 3aKIIOYAETCSd B KOMIUIEKCHOM
KJIMHUKO-1a00paTOPHOM HCCleloBaHuU pa3BuThs U TeueHus MM na ¢one HUII B
OCTPOM U OTJAJIEHHOM INEPHOJaX C UCIOIb30BAaHUEM UHTEIPATUBHOTO MOIXO0a.

DT0 MO3BOJWIO BIEPBBIE OMKMCATh OCHOBHBIE (PaKTOPbI pUCKA PAa3BUTHS UHCYJIbTA
y OTOW KaTeropuu OOJIbHBIX. YMEPEHHO BBIpAKEHHAs apTepHalbHAs TUIEPTOHUS U
nepeOpaIbHbIil  aTEpPOCKIEpO3 TMPU HE3HAYUTEIHHOM BKIJIAJE JPYTrUX TMPUYUH —
caxaphblii nuadet 2-ro tuna (CJI-2), kypeHnue, TUCIUTUIEMUS.

OmnpeneneHbl BeayllMe MAaTOICHETUYECKUE MEXaHU3Mbl PAa3BUTHS  OCTPBIX
nmemuueckux HMK na ¢one UIIL: areporpombornueckuii (1o THUIy apTepHO-
apTepHaIbHON 3MOOJUK) U MO TUIY FeMOPEOJIOTHYECKOM MHUKPOOKKIIIO3UH. BriepBbie
npeanoxkeHo paccmarpuBath MU, pasBuBarommiics y mnamueHtoB ¢ HII ¢
GbopMHpOBaHHEM MaJIbIX OYaroB TMOPAKEHHUS MO3ra, KaK MOJEIb HW3Y4YCHUS
NAaTOr€HETUYECKOro  MOATUNA MHCYJbTa 1O MEXaHU3My TeMOpPEOJOTrHnYECKOn
MUKPOOKKITIO3HUH.

BnepBbie mogpoOHO OXapakTEpU30BaH KIMHUKO-JIA0OPATOPHBIA  MPOQPHUIIb
naiuenToB ¢ UI1 B pa3Hble mepuoibl MHCYIbTA, CHOPMHUPOBAHBI M OXapaKTEPU30BAHbI
NmaTTepHBl  JTAOOPATOPHBIX  TIOKaszareled s OleHKH  (YHKIMOHAJIHHOTO
BOCCTAHOBJICHUSI B OCTpOM u i (opMupoBaHUS TPy pPUCKA Pa3BUTHS
TPOMOOTHYECKUX U TEMOPPArHUECKUX OCIOKHEHHUM B OTAAICHHOM MEPUOAaX WHCYJIbTA.

Bnepsrie y mnamumentoB ¢ WM wa d¢one WIlI moapobno wusyueHa wu
IpOaHAIM3UPOBAaHA B3aMMOCBSI3b PEOJIOTUYECKUX XAPAKTEPUCTUK SPUTPOLIUTOB U X
MOP(POPYHKITMOHAIBHBIX HApYIIEHUH C peanu3arieil 1nepedpoBacKyIsIpHOTO SIU30/1a.
Bnepsoie y naurentoB ¢ MII ycTaHOBIEHO BIMAHKE IIPENAPATOB alECTUICAIUIUIOBOU
kucioTsl (ACK) Ha moka3arenau akTMBHOCTH MATOJIOTMYECKOT0 aHTMOTeHEe3a.
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BnepBbie mpu UCCIEIOBAaHUM YacCTOTHl BCTpEYAeMOCTH MojaumopdusMoB B 12
reHaxX CHCTEeMbI remocrta3a u ¢onatHoro nukia y namuentoB ¢ UM u UII otmeueHo
OTCYTCTBHUE XapaKTEPHBIX KOPPEIALUN U B3aUMOCBSI3EM.

Omnpenenena 3HaAYMMOCTh BHICOKOW alljIeNbHOM Harpy3ku mytanun V617F B rene
JAK2 xak (akTopa mnporHoza GyHKIUOHATHHOTO BOCCTAHOBJICHHUS W Pa3BUTHS
TPOMOOTHUYECKUX OCIIOKHEHHUI B pa3HbI€ IEPUOJIbI HHCYJIIbTA.

YTOYHEHBI CPOKU Pa3BUTHUS TPOMOOTEMOPPArHYECKUX OCIOKHEHUHN Yy MAIllUEHTOB
¢ U1 na done UIIl: remopparnueckrie BO3HUKAIOT paHBIIE — B TEUCHUE TEPBHIX 7
mecsaneB (95% W = 5-9) mocie ocTporo »snu3ona; MeAMaHA Pa3BUTHUS
TpoMmOoTHUecKkux ocnoxkHeHuit nocine MU cocrasnsier 11 mecsnes (95% AU = 9,5—
14,0).

Teopernyeckasi 1 NPaKTHYECKasA 3HAYMMOCTb PadoThI

Pe3ynbTaTh paboThI MO3BOJSIIOT  PacCUIMPUTh pEeACTaBICHUS 0
NaTOr€HETUYECKUX MEXaHU3MaX Pa3BUTHUS U OCOOCHHOCTSAX KIMHUYECKOro Teuenus U
y nanueHrtos ¢ U111

Y nauumentoB ¢ UM nHa ¢one MUIlI yrouHeHsl XapakTepHble MNPOPUIH
7a00paTOpHBIX TOKa3zaTreJed B pas3Hble NEpUOAbl HAOMIOACHMS, OTpa’Karollue
HapylIeHUs HA YPOBHE OPTraHOB M CUCTEM M ONPENEIIIOIINE COCTOSHHE OpPTraHU3Ma.
OnpeneneHa MPOTHOCTHYECKAsh 3HAYMMOCTh JIA0OPATOPHBIX MapKEpPOB I OLEHKH
(YyHKIHOHAIBHOTO BOCCTaHOBJICHHS B OCTpOM u pUCKa  pa3BUTHI
TPOMOOTEMOpPPArn4ecKuX OCII0KHEHNH B OTJaleHHOM nepuojax 1UU.

Pa3pabotan mnepCcOHUPUIIMPOBAHHBIA aNTOPUTM OOCIIEIOBAaHUS HAa OCHOBE
tectupoBanus namueHToB ¢ M1 na doune UII no paspaboTanHbiM OanbHBIM IIKajIaM (C
yKa3aHUEM MOPOTOBBIX YPOBHEH J1aOOpaTOPHBIX TMOKa3aTesell) B OCTpeHIneM mepuoie
UHCYJIbTa. OTO TO3BOJIIET C BBICOKOM TOYHOCTHIO C(HOPMHUPOBATH TPYIIIBI pPHUCKa
OOJBHBIX C BO3MOKHOCTBIO HEOJIArOMpUITHOTO (DYHKIIMOHATLHOTO BOCCTAHOBIICHUS U
pa3BUTHUS TPOMOOTHUECKUX U TEMOPPArHUECKUX OCIOKHEHHUH, TPeOYIOIMMX YCUIEHHOTO
HAOJIIOICHUS ¥ IPOBEJAEHUS JOTIOTHUTENIbHBIX JIEUEOHBIX MEPOTIPUSATUN.

OrcyrcTBHE y mauueHToOB ¢ MHCYAbTOM U UII kmaccuyeckoro aHTHarperaHTHOTO
nerctBus npenapatoB ACK komneHcupyeTcsi BliepBble OOHAPYKEHHBIM MO3UTUBHBIM
3¢ (PeKTOM CHHMKEHHS MAapKEepOB BOCHAJCHMS, YTO SBISIETCS BaXKHBIM (DAKTOM ISt
pacuIMpeHus] TNPEeACTaBICHUH O BO3MOXHBIX OHMOJOTMYECKUX  pEaKIusiX Ha
aHTUarperaHTHbIC MpenapaThl U MIaroM K ONTUMHU3ALMN aHTUTPOMOOTHYECKOMN Tepanuu
y 3TOW KaTeropuu NalyeHTOB.

MeToa0J10rMs1 1 METOABI UCCJIeIOBAHUS

HuccepranmonHas paboTa SBISETCS HAy4YHBIM UCCJIENOBaHHEM B cdepe
KIIMHUYECKON MPEUU3MOHHOW MEIULMHBI U YJIYYUICHHS KayeCTBa >KU3HHU YEJIOBEKa,
BbITIOJIHEHHBIM Ha 6a3e ®I'BHY «Hay4HbIif IeHTp HEBPOJIOTUMY.

['unotesza uccnenoBanus: kiuHudeckoe teueHne MU y 6ompubix ¢ UIl nmeer
OTIpEJICTICHHBIE OCOOCHHOCTH, a pa3Hble TEPHOJLI HMHCYJIbTAa XapaKTePU3YIOTCS
crienuPpUIECKUMHU U3MEHEHUSIMU B CUCTEME KPOBb—COCYIMCTAs CTCHKA.

B cooTBercTBMM ¢ MOCTaBJICHHBIMHM  3ajJadyaMH €  HCIOJIb30BaHHEM
WHTETPATUBHOTO IOJX0JIa OCYIIECTBICHO KOMIUIEKCHOE KIHMHHUKO-1a00paTopHOE



uccinenoBanue pazputuss u tedeHuss MM wa ¢one UII B octpom u oTaaseHHOM
IepuoAax, NO3BOJSIONICE  YIYYIIMTh  KIMHUYECKUE  PE3yJIbTaThl, IOBBICUTH
3¢(EeKTUBHOCTh  AMATHOCTUKH HW  CHOPMHUPOBATH TPYINIBl pPUCKA  PaA3BUTHUSA
TPOMOOTEMOPPATHYECKUX  OCIOXKHEHHM ¥  HEONaronpusaTHBIX  (YHKIIMOHATBHBIX
ucxo0B. OOBEKTOM HCCIENOBAaHUS CTAM MalUeHThl ¢ BepupuuupoBanHo UII, y
KOTOpBIX pa3Buiica ocTpbiii U, I'pynmbl cpaBHenus 6butn chopmupoBansl mo 1IB3 u
no remarojoruyeckod mnartosiornu: nagueHtel ¢ MW 6e3 UII u manueHTsl C
yctadHoBieHHbIM auaraozoMm UIT 6e3 OHMK. Knunnyeckue metonsl 00OcieqoBaHUS
BKJIIOYAJIM KOMIUIEKCHYIO OLIEHKY HEBPOJOTHMYECKON W COMAaTUYECKOW CHMITOMATHKH;
UHCTPYMEHTAIIbHOE 00cCIiefioBaHue (HEHPOBHU3yaIM3allMOHHOE MCCIICIOBAHNUE BEIICCTBA
TOJIOBHOI'O MO3ra) — MarHUTHO-pe30oHaHCHYI0 Tomorpaduio (MPT) u yneTpasBykoBoe
JIYIUIGKCHOE  CKaHupoBaHue OpaxwonedanpHbix aprepuii  (BIIA). eranbHoe
JabopatopHoe  0OCJ€IOBaHME  BKJIKOYAJIO  HCCIEJOBAaHHE  T'€MOPEOJIOTHMUECKUX
nokasareiel, MapaMeTpoB TIeMOCTa3a, MAapKEpOB HSHIAOTEIUAIbHON  (YHKIUH,
BOCHAJIEHUS M HaApyUICHUS aHTUOTeHe3a, OOIIHMe KIMHUYECKHE U OMOXMMHYECKUE
UCCIICOBAHMS, a TAaKKE€ OJHOKPATHOE HCCIENOBAHUE ajbTepaliid B TEHax,
aCCOLIMMPOBAHHBIX C HAPYIIEHHUEM TpPOMOOOOpa30BaHUsA, U JBYKPATHOE OIPEECICHHE
annenbHol Harpy3ku wytaruu V617F B rene JAK2. JlaGopaTopusiii mpoduiab ObL1
onpenesieH 1o 80 mokaszaTensM B OCTpPEHIIEM IEPUOAE MHCYJIbTA U B OTIAJIEHHOM
IEpUOJE.

OcHoBHbBIE IOJIOKC€HHUH, BBIHOCUMbIC HA 3allIUTY

1. Pazsutue UM mpu WUIl npoucxomutr Ha ¢GOHE YMEPEHHO BBIPAKEHHBIX
apTepuajibHOM TUNEPTOHUU U I1epedpanbHOro arepockieposa. C/-2 u KkypeHue
BCTpEUaroTcs B 3 pasa pexke, 4eM y MalMeHTOB C OCTpbIM HHCyJbTOM 0e3 UII, a
JTUCIUIHUAEMUS HE XapaKTepHa ISl 9TOM KaTeropuu MarueHTOB.

2. Benymumu nmaToreHeTUYECKUMH MEXaHU3MaMHU Pa3BUTHsI OCTPOTO MHCYJIbTA
Ha ¢one UII sBrsaroTCcs arepoTpoMOOTHUECKH (IO THUITY apTepHO-apTEepPHATIbHON
aMOou) ¢ GopMUpOBAHUEM OOJBIIMX W CPEAHUX OYAroB IMOPAXEHUS MO3Tra u
TeMOPEOIOrHYecKasi MUKPOOKKITIO3US ¢ ((OPMUPOBAHUEM MaJIbIX 04aros.

3. ns manuentoB ¢ octpeiMu uimemudeckumu HMK wa ¢gone UIT xapakrepHb
OTpe/ieNieHHbIe KJIMHUKO-Ta00opaTopHble MpOGMIN B pa3HbIe TMEPUOIbI HHCYJIbTA.
Pannee omnpeneneHne marTepHa  J1a0OpaTOPHBIX — TMOKas3aTenei,  SBISIOMUXCS
OonomapkepamMyd  (PYHKIIMOHATBHOTO BOCCTAaHOBIICGHHUSI U TPOMOOTEMOpparudecKux
OCIIOKHEeHHH, HeoOxoaumo npu couetanuu U ¢ UIT.

4. YactoTa BCTPEUAEMOCTH M 3HAYUMOCTH MOJUMOP(PU3MOB B 12 reHax CHCTEMBbI
remocTta3za u QoijartHoro nukia y naumeHtoB ¢ MM na ¢one UII He oriamuaroTcs ot
MOJOOHBIX ISl Pa3BUTHSL TPOMOOTEMOPPAruueCKNX OCIOKHEHUW B OOIIECH MOIMyIISITUN
naruenToB ¢ MU 6e3 UII.

5. ¥YpoBenb amiensHOM Harpy3ku myTtanuu V617F B rene JAK2>47% y 601bHBIX
¢ U1 u UII sBasieTcst pakTopom pucka Xyamero GyHKIIMOHATFHOTO BOCCTAHOBJICHUS B
OCTPOM TIEPHOJIC UHCYJIbTA U PA3BUTHI TPOMOOTHYECKUX OCJIOKHEHHH B OTAATICHHOM
nepuo/ie.

6. IlepconnduiupoBaHHblii alropuT™m odcienoBanus nanueHToB ¢ MU Ha ¢one
UIl no pa3paboTaHHbIM OalbHBIM IIKadaM (C YKa3aHUEM I[OPOrOBBIX YPOBHEH
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71a00paTOPHBIX MOKa3aTeleil) B OCTperIlieM Nepruoie MHCYNIbTa MO3BOJSET C BBICOKOM
TOYHOCTBIO  copMUpOBaTH  TPYIIBI  puUCKa  OOJNBHBIX C  BO3MOXHOCTHIO
HEOIAronpuUsITHOTO (GyHKIIMOHATEHOTO BOCCTaHOBJICHUS u pa3BUTHS
TPOMOOTeMOPParu4ecKux OCIOKHEHUIA.

JIMYHBIA BKJIAJ aBTOPA

WNnes pucceprallMOHHON paboOThl M €€ peanu3auus OpHUHAAIEKAT aBTOpY.
ABTOpPOM BBITIOJTHEHA OIIEHKA COCTOSHHUS HAy4yHOM NpoOJIeMbl C HCHOJIB30BAaHUEM
JUTEPATYPHBIX JAHHBIX, BEAyLIas M ONpPEACAIoNas pojib B pa3padOTKe MPOTOKOJIA
UCCIIEIOBaHMsI, B TOCTAaHOBKE IIEJIM U 3aJa4, OOOCHOBAaHMM OCHOBHBIX ITOJOXECHHUIH,
(GOopMyJIUpOBaHUM BBIBOJOB U MPAKTUUYECKUX PEKOMEHAAUUNA. ABTOpPOM JIMYHO
OCyIIECTBIsUICS cOop M (uKcanuss KIMHMYECKOTO MaTepuana, pe3yJbTaToB
UHCTPYMEHTAJIBHBIX HCCJIEIOBAaHUI IyTeM OOpabOTKH CBEACHMH HCTOpHUH OOJE3HH.
ABTOpPOM JIMYHO TPOBOJWINCH U OBUIM OpPraHU30BaHbl BcC€ J1a0OpaTOpPHBIE
UCCIIEIOBaHMsI, BKJIIOYas KOHTPOJIb B3SITHsI 00pa3loB, JIOTUCTUKY Ouomarepuana u
NpeaHaAIUTUYECKU H3Tam, BeAeHHe 0a3 JaHHBIX, MX AaHAIW3 M CTaTUCTHYECKas
oOpabotka. Ilpm  HCHONB30BaHUM  JUTEPATYPHBIX  MCTOYHHUKOB  aBTOPOM
WHTEPIIPETUPOBAHbl  TOJIYYEHHBIE  pE3yJIbTaTbl, HAa  OCHOBAaHWH  KOTOPBIX
c(OpMyYIMPOBAHBl HAyYHbIE BBIBOJIbI, pa3padOTaHbl IKAJIbl OUEHKH (PYHKIHMOHAIbHBIX
ucxoqoB MW wu anropurm KIMHUKO-1a0OpPATOPHOTO IPOTHO3MPOBAHUSA pPHCKA
TPOMOOTHYECKUX U reMopparuiyeckux ocioxxkuenuid npu MU y nauuenrtos ¢ U1

CreneHb J0CTOBEPHOCTH M aNpodanus pe3yjbTAaTOB MCCJIEI0BAHUS

JI0CTOBEpHOCTh HAYUYHBIX IMOJIOKEHUM, MPAKTUYECKUX BBIBOJIOB U PEKOMEH AU
B pabore oOecreueHbl BCECTOPOHHUM TOAXOJAOM K H3YyYEHHUIO TMPOOJIEMBI
WCCJIEIOBAHMUSI, IOCTATOUYHBIM KOJMYECTBOM HAOJIOICHUI, YETKON MTOCTAHOBKOM 1EIH U
3a/ad, HCIIO0JIb30BaHUEM B pabote COBPEMEHHBIX 71a060paTOPHBIX,
HEUPOBU3YAIM3ALMOHHBIX W KIMHUYECKUX METOJNOB HCCIIENOBaHUs, ITPUMEHCHUEM
aJICKBAaTHBIX, B COOTBETCTBUU C MOCTABJICHHBIMHU 33Ja4aMH, METOJ0B CTATUCTUYECKOIO
aHanu3a. Pe3ynbTaThl MCCIIeIOBaHUS COTJIACYIOTCS C OIMYOJIMKOBAaHHBIMU pe3yJibTaTaMu
10 TEME UCCIIEIOBAHUS, a TAKIKE COAEP>KAT HOBBIC JIAHHBIE.

Huccepranusi anpoOupoBaHa M PEKOMEHJOBaHa K 3allUTe Ha 3acelJaHuu
COTPYAHUKOB I1-ro, 2-ro, 3-ro, 5-ro HEBPOJIOTUYECKUX OTHCIICHUM,
HEUPOXUPYPTUYECKOTO  OTACJECHUS, OTACICHUS AaHECTE3UOJIOTUM-PEAHUMALNU  C
najataMyd peaHuMallMd W HWHTEHCUBHOW Tepanuy, HAYyYHO-KOHCYJbTaTUBHOTO
OTIIEJICHUSI C JIabopaTopuel HEUPOYPOJIOTHH, OTACIICHUS HEeUpopeaOuIUTAlluN |
dbusznoTepanuu, OTACICHUS JIYYeBOW JUArHOCTUKH, JIA0OPATOPUH T€MOPEOJIOTHH,
remMoctaza W (PAapMaKOKWHETHKH C KIMHUYECKON J1abOpaTOpHOW JHArHOCTUKOM,
nabopaTopuy  yIBTPAa3BYKOBBIX  HUCCIIENOBAaHMM,  J1A0OpaTOpUM  KIMHUYECKOU
uHeripoduznonornu ®I'BHY «Hayunbiii nientp HeBposorum» (mportokon Ne 9 or
23.09.2020).

OcHOBHBIE  pe3ydbTaThl  pabOTHl  JOJOXKEHBI Ha  Bceepoccuiickux u
MEXIYHApOJHbIX KOHpEpeHIUsIX U KoHrpeccax: Poccuiickuii hopym mo tpomOo03y u
reMoctasy coBMecTHO c¢ 10-il KOH@epeHIHell MO KIMHUYECKONM T'eMOCTa3HOJOTUU U
remopeoiorun (Mocksa, Poccusi, 2020); 5" Congress of the European Academy of
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Neurology (Ocno, Hopserus, 2019); XI Bcepoccuiickuii che3n HeBposjoroB u IV
koHrpecc HanmonanbHo#l accommanuu no 6oprde ¢ uHCyiabToM (Cankt-IlerepOypr,
Poccus, 2019); 4-ii MexnyHapoausiii @opyM aHTUKOAryJsSsHTHOM M aHTUAarperaHTHON
tepammn (OAKTplus, Mocksa, Pocensi, 2019); 25" Biennial International Congress of
Thrombosis (Beneuust, Wramus, 2018); 27" European Stroke Conference (AdwuHsl,
['perus, 2018); OO0benunennbiit 8- Mexaynapoausii Konrpece «Open Issues in
Thrombosis and Hemostasis» u IX Bcepoccuiickoit KondepeHuu mo KIMHUYECKON
remocTtazuosioruu u remopeosioru COITH'18 (Cankrt-IletepOypr, Poccus, 2018); 26"
European Stroke Conference (bepmun, ['epmanus, 2017); II Poccuiickuii xkoHTrpecc
naboparopHoit meauiiunabl (Mockga, Poccus, 2016).

Pe3ynpTaThl  IUCCEPTAIIMOHHOTO  HMCCJEAOBAHMS  BHEAPEHBI B padoTy
KJIMHUYECKUX OTJEJIICHUN U Hay4HO-KOHCYJIbTaTuBHOTO oTAeneHus HI{H. Ilonyuenusie
B JIMCCEPTAIIMIOHHOM HCCJICIOBAHUU PE3YJIbTaThl BHEJIPEHbI B Y4EOHBIA IIpoliece,
WCIIOJIB3YIOTCS MPU MPOBEACHUU JEKIHNI U MPAKTUUYECKUX 3aHATUN B Kypce IMOJATOTOBKU
KIIMHUYECKHUX OpauHATOpoB U acnupanToB @I'bHY HI[H.

CooTBeTcTBHE JUCCEPTANMH NACIOPTY HAYYHOH CHENUATBHOCTH
JluccepTamysi COOTBETCTBYET MacmopTaM HaydyHbIX crermanbHocTei: 14.01.11 —
Hepsubie 6oneznu u 14.03.10 — Knunuueckas nabopatopHas auarHoctuka. OTpaciib
HayK: METMIIMHCKUE HAYKH.

O0beM U CTPYKTYpa AUCCEPTALUU

Jluccepranus u3nokeHa Ha 219 nmMcTax MamIMHOMKMCHOTO TEKCTa M COCTOMT U3
BBEJICHMs, 0030pa JUTEpaTyphl, OMUCaHUs OO0bEMa W METOJOB HCCIEIOBAHUA,
BKJIFOYAIOIIETO XapaKTEPUCTUKY MAIIUEHTOB, PE3YJIbTATOB COOCTBEHHBIX MCCIICIOBAHUMN
(mpuBOASATCA B~ TOATJaBax), OOCYXIEHUS TOJYUYECHHBIX PE3YJIbTaTOB, BHIBOJOB M
MPaKTUYECKUX pekoMmeHmamnmii. bubmuorpaduueckuii ykazatenb coaepkut 88 pabor
OT€UeCTBEHHBIX M 177 pabot 3apyOexHbIX aBTOpoB. Paborta wmimocTpupoBaHa 55
TabnumamMu v 27 pucyHKaMH.

Myoaukanuu

ITo Teme nuccepramnuu onybiaukoBaHa 41 newyatHas pabota, U3 HUX 14 crareii B
KypHajiaX, BKJIFOUCHHBIX B MTEPEYCHh POCCUHUCKUX PEIICH3UPYEMBIX HAYYHBIX KYPHAIOB
W W3JIaHUW JUIsl OIMyOJIMKOBAaHWS OCHOBHBIX HAy4YHBIX PE3YJIbTaTOB JHCCEPTAITUi,
PEKOMEHI0BAaHHBIX BpICIIEN aTTecTallMOHHON KOMUCCUEN IPU MUHHUCTEPCTBE HAYKU U
BbIcHIero oOpa3oBanusi Poccuiickoii ®enepauuu, U3 Hux 9 crareil B H3AAHUSX,
BKJIIOYCHHBIX B 0a3bl gaHHbIX Scopus m Web of Science. Iloayden mareHT Ha
uzooperenne Ne 2727005 ot 17.07.2020.

MATEPUAJI U METOIbI UCCJIEJOBAHUA

UccnenoBanne OCHOBBIBAJIOCH Ha KIMHUYECKUX, MHCTPYMEHTAIBHBIX U
7ab0paTOpHBIX MaHHBIX W UXx comnoctaBiennu npu U wa done UII. [Jlns storo Ha
OCHOBAHMM MCTOYHUKOB JMUTEparypbl u TmpoBencHHbix panee B OI'BHY HIIH
UCCJIeIOBaHN ObUTH BBIOpaHBI TAOOPATOPHBIE TIOKA3aTeNId U OMOMapKEpPhI, KOTOPHIE C
y4eTOM HX OMOJIOrMuecKuX (YHKUHUA MOTYT MrpaTh poOJib B MATOT€HE3€ Pa3BUTHS U
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teueHus: I u ObITh MPOTHOCTHYECKUMU MapKepamMH €ro OCJI0KHEHHUH y MallueHTOB CO
CJIOKHOW KOMOPOMTHON TTATOJIOTHEH — NCTUHHOM MOJTUITUTEMHUEH.

Hayuynas pabota mnpoBeneHa B 1-M W 2-M HEBPOJOTMYECKHX OTACIICHUSIX
(pyxoBoauTeNnb 1-ro HEBPOJOTMYECKOIO OTHENEHHS WiIeH-KoppecnoHaeHT PAH,
npodeccop, 1.M.H. TanamssH M.M., pyKOBOAUTENb 2-TO HEBPOJIOTHIECKOTO OTICICHUS
npodeccop, a.M.H. MakcumoBa M.IO.) ®I'BHY «Hayunslii 1eHTp HEBPOJIOTHUN
(MockBa) ¢ 2009 r. mo sHBapp 2019 T.; mamueHTH HAOIIOMATUCH B OTICICHHUH
CTaHaapTU3auu MeToAoB obcnenoBanus u jedeHus OPI'BY «HMUIL] remaronorum
Munzapasa Poccun (pykoBoautens a1.M.H. MenuksH A.JL.) ¢ 2012 r. o saBaps 2019 1.;
B MockoBckoM ropojckoM remarosnorudeckom nenrpe (MITL) na 6aze I'bY3 «I'Kb
uM. C.II. borkuna JI3M» ¢ 2014 r. no ssuBaps 2019 r. u B ®I'BY «HMXI] umenu H.1.
[TuporoBa» MunzapaBa Poccuum ¢ 2009 r. mo suBapsr 2016 1. HccnemoBanue
noKasaTesied KpOBU U MOJIEKYJISIPHO-TEHETHUECKOE TECTUPOBAHUE OBLIIO BBIMOJIHEHO B
7abopaTopuy TE€MOPEOJIOTUM, TeMocTaza U (papMaKOKUHETUKH C KIMHUYECKON
nabopatopHoil auarnoctukoi ®I'bHY HIIH (pykoBoautens k.M.H. [llabanuna A.A.).
BbIOTHEH ~ pETPOCHEKTHBHBIA M NPOCHEKTHBHBIM  aHAIW3  KIMHAYECKHX,
WHCTPYMEHTAJIbHBIX U JJA0OPATOPHBIX JAHHBIX U UX COMOCTABIICHUE.

OOb1iee KoMMUECTBO 00CIIEIOBaHHBIX cocTaBWiio 181 manueHT B Bo3pacte OoT 42
no 75 netr. OcHoBHylo rpynmny coctaBwin 68 (38%) manuentoB ¢ UII, y koTtophix
pazBwica WM (rpynma |). I'pynmel  cpaBHeHus ObUM  COPMHUPOBAHBI  I10
1epeOpoBaCKyYIIPHOMY 3a00JIEBAHUIO U TIO T€MATOJOTUYECKOM MaTOJIOTHH: TAIUEHTHI C
WU 6e3 UII — rpymma Il (n = 59; 32%); manueHTsl ¢ yCTaHOBACHHBIM aAuarHo3om WIT
0e3 OHMK — rpymma I (n = 54; 30%). Cpeau nanueHTOB OCHOBHOM Tpymibl (N = 68)
ob110 28 myxkuuH (41%) u 40 xenmun (59%), cpennuii Bo3pact cocrtasmi 59,0 = 13,5
aet. [pymmy Il (n = 59) coctaBunu 32 xenuunbl (54%) u 27 myxuun (46%), cpenHuii
Bo3pacT — 62,0 £ 7,2 roga, B rpynmy |l (n = 54) o 21 myxuuna (38%) u 33
»KeHIIUHBI (62%), cpeanuii Bo3pact — 55,0 = 10,9 ner. ['pynme! ObLIH COMTOCTAaBUMBI 110
MOJIy ¥ BO3PAcCTy.

Kpumepuu exntouenuss 6 ocnosmnyio epynny (epynna ). 1) octpeiimmit nmepuon MU,
MOATBEPAKACHHBINA JaHHBIMU HEHPOBU3yalu3aluu; 2) HaJIU4ue BEepUPUIUPOBAHHOTO
nuarnoza WII wunu  mocrtaBieHHbIM/moaTBepKAeHHBIM nuarHo3 HWII B mpouecce
obcnenoBanus; 3) Bo3pact oT 40 10 75 ner.

Kpumepuu exniouenus 6 epynny cpasnenus no L[B3 (epynna 11): 1) octpeiuii mepuo,
WU, noaTBep>KAeHHBIN TaHHBIMU HEHPOBU3YyaU3aIyu; 2) OTCYTCTBHE JI000H
reMaToJIOTHYecKoi narojioruu; 3) Bo3pact ot 40 1o 75 jer.

Kpumepuu exniouenuss 6 epynny cpasHenus no 2emamono2uieckomy 3a001e8aHuro
(epynna |11): 1) nanuune BepuduuuposanHoro auarHoza UIT (kputepues BO3 2008 -
2016 r.); 2) Gaasl 1O IIKaIE OLEHKH OHKOJIOrHdeckoro 6ompsaoro ECOG — 0-1 6am;
3) Bo3pact ot 40 10 75 ner.

Kpumepuu nesxnrouenus/ucknrouenus

1) mocTymieHue B CTalMOHap MO3[AHEEe 4eM uepe3 24 yaca OT pa3BUTHS OCTPOM
HEBPOJIOTMYECKOM CUMIITOMATHKU; 2) TeMOPpParu4ecKuid MHCYJbT; 3) OpPYruUe THUIIbI
onkonornueckux u MII3; 4) npyrue tunet OHMK kpome WW; 5) apyrue (He
COCYIUCThIC) 3a00JI€BaHUs LIEHTPAIbLHON HEPBHOW CHCTEMBI; 6) aTepOCKICPOTUUECKUIN
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cteHo3 > 70% d3KCTpa- WM UHTPAKpPAHUAIBHBIX apTepuid; 7) TsKenas coOMaThyecKas
MaToJIOTUs — ACKOMIICHCAIUs CEPACUYHO-COCYAUCTON HEIOCTATOYHOCTH, HECTaOUIIbHAS
CTEHOKapAMsl, OCTPbI HH(ApKT MHOKapjaa, apTepuaibHoe gaBieHue (AJl) cBbie
220/120 MM pT. cT.; sHAOKpuHHAsA natonorus — CJ/[ 1-ro Tuma, HEKOMIICHCUPOBAHHBIE
HapymieHuss GYHKIAA IIUTOBUIHOW JKENe3bl; TOYeYHas TMaToJOTHUS U JpYyrue
coMaTHYeCKhe 3a00JIeBaHUS B CTAaaud JCKOMIICHCAIIUM WKW 000CTpeHus; 8)
HepeOpaNbHbIii  BEHO3HBIH TpOMOO3 B TeYeHHWE Tepuoia HaOmoneHus; 9)
nH(MEKIMOHHBIC 3a00eBaHUs WM OCJIOXKHEHHsS Tmocie Hux; 10) mncuxudeckue
3a00JIeBaHUsI B aHAMHE3€ WJIM HA MOMEHT 00CJIeI0BaHuUS.

Huarno3 octporo wumemuyeckoro HMK ycranaBnmBancsi Ha OCHOBaHUU
KIIMHAYECKOW  KapTUHBI,  JaHHBIX  aHaMHEe3a,  COMAaTUYECKOr0  COCTOSIHUS,
HeBposioruueckoro craryca, kpurepueB TOAST (Trial of Org 10172 in Acute Stroke
Treatment) mo kiaccupukaiuun noarunos MU (Adams H.P., 1993) u xpurepues,
paspaborannbix B ®I'BHY HIIH (Cyciumua 3.A., 2015). C uenbto BepuuUKaIuu
JIMarHo3a TMPOBOJUJICA PSIi  MHCTPYMEHTAIBHBIX  HMCCJICAOBAaHUN: KOMIIbIOTEpHAS
tomorpadus (KT) w/mmu MPT ronoBHoro mo3sra, AymiiekcHOe ckaHupoBaHue BIIA,
TpaHCKpaHUaJIbHAas normieporpadus, MP-BeHocunycorpadus WU KT-
BeHOCHHYcorpadus.

O6cnenoBanue mnamueHtoB ¢ HMK mnpoBoguiocs B ocTpeiillieM MEpHOJIE
uHcynbTa (1- 3 cyTkm), K KOHITy ocTporo nepuona (21 mens) u uepes3 16—18 mecsies, y
nanueHaToB ¢ UIT 6e3 HMK — npu mimaHoBoM nocerieHuu Bpaya u yepe3 16—18 mecsiien
¥ BKJIFOYAJIO KOMIUIEKCHYIO OIICHKY HEBPOJOTUYECKON U COMATHUECKOM CUMITTOMATHKH;
HEHPOBU3YAIM3AIMOHHYIO JUArHOCTUKY; YJIbTPAa3BYKOBOE IYIUIEKCHOE CKaHUPOBAHUE
BIIA; neranpHOe JabopatopHoe oOcienoBanue. Hamuume wHOOPMHUPOBAHHOTO
corjacus SIBIISJIOCHh 0053aTEeIbHBIM YCIIOBUEM BKJIFOUCHHS TAI[UEHTa B UCCIIEI0BAHUE.

HccnenoBanne ObUTO 0J00pPEHO JOKaIbHBIM OTHUeCKUM KomuTteToM PI'BHY
«Hayunsrii ieHTp HeBposorum», mpotokos Ne 6-5/17 ot 24.05.2017 r.

Kanandeckoe o0cjienoBanue

KnnHauueckoe o0cieoBaHuE BKJIHOYAIO YTOYHEHUE (DAKTOPOB pUCKA PA3BUTHUSA
HMK, HeBpOIOrH4ecKoro M COMAaTHYECKOTO aHAMHE3d, HM3Y4YEHUE MEIUIMHCKON
JOKyMEHTAIUH, OOUINI U HEBPOJOTUYECKUA OCMOTPBHI.

JIns ompenesieHusl CTENEeHU TSDKECTH WHCYJbTA MPU MOCTYIUICHUU B CTAIlMOHAP
ObL1a ucnosib3zoBana [llkana uncynbra HanmonansHoro nHctutyTa 310poBhbs (NIHSS) €
nuanazonom 3HadeHuit ot 0 1o 36 6amioB (Hopma 0 6aytoB). B kKoHIIE rOCIMTAIBHOTO
nepyuoja BCEM TMalMEHTaM B  KAyeCTBE KJIMHUYECKHX KPHUTEPUEB  OIICHKH
HEBPOJIOTHYECKOTO AePUIIMTAa U CTENEeHH (YHKIIMOHATHHOTO BOCCTAHOBJICHHS Oblia
npoBejieHa olieHka 1o mkaine NIHSS, no nunaekcy noBcegHeBHONM akTUBHOCTH bapreins,
no BamuauzupoBanHoit B @DI'BHY HIIH wMomudunupoBannoit mikane Pankuna
(Modified Rankin scale — mMRS), mo koTopoi pe3ynbTaT OICHKH >3 0a/lioB
COOTBETCTBYET MOTPEOHOCTH B MOCTOSTHHOM TTOCTOPOHHEH MOMOIIH (YX0/e).

B kauecTBe KIMHUYECKUX KPUTEPHUEB OLICHKH HEBPOJOTHMYECKOTO AehUIITA U
cTeneHu GyHKIIMOHAIBHOTO BOCCTAHOBJIEHUS B TUHaMuKe (depe3 16—18 mecsiieB) BceM
nanueHTaM Oblia mpoBesieHa oreHka mo MRS. Heiiporncuxonoruueckoe odciie1oBaHuE
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OCYILECTBISIIOCH CHEUAINCTOM-HEHPOIICUX0I0OIOM € UCII0JIb30BaHNEM MoOHpeanbCKon
IKaJIbI OLIEHKU KOTHUTUBHBIX (pyHKIHN (MOCA).

I/IHCprMeHTaJII)HBIe METOAbI HCCJICAOBAHUA

AHTMOHEUPOBU3YAIM3ALIMOHHBIC HCCIICIOBAHUSI TMPOBOAWINCH B  OTICICHUU
nyuyeBoii auarHoctukn @OI'BHY HIIH (pykxoBoautens a.m.H. KporenkoBa M.B.).
Hanuuue, nokanu3amusi W XapakTep OYaroBbIX H3MEHEHHMIl TOJOBHOTO MO3ra
COCYAMCTOTO reHe3a uccieaoBanu ¢ nomombio MPT na ammaparax Magnetom Verio
(Siemens), Magnetom Symphony (Siemens), Magnetom Avanto (Siemens) wim
Panorama (Philips) ¢ BeawumHo#l MarumutHOM wuHaykumu 3, 1,5, 1,5 m 1 Tecna,
COOTBETCTBEHHO. MPT T0JIOBHOTO MO3ra BBINIOJIHAJIACH B CArUTTAJIbHOW, aKCUAJIIBHON U
kopoHapHoil miockoctsx B T1-BU, T2-BU, T2 d-f (FLAIR) pexxumax ¢ ToONIMUHON
cpeza 1, 3 u 5 mMm. Cranpaptasie pexumbl T2 d-f (FLAIR) u T2-B3BemieHHbie
nzoopakenust (T2-BU) Takke mpoBOAWINCH [JIsi MCKIIOYEHHUS! JIPYroil BO3MOXKHOM
natonoruu IIHC.

Juarnoctuky nepedpaibHoit Mukpoanruonatuu (IIMA) y nauuentos ¢ UII 6e3
NN nposogumm no MPT-npu3zHakaMm nopaxeHus roJIOBHOTO MO3ra, aCCOLMMPOBAHHBIX
C TMOPAXKEHUEM MEIIKUX COCYIOB, B COOTBETCTBUM C MEKAyHapoaHbimu MPT-
cranmapramu auarsoctukun [IMA (STandards for Reporting Vascular changes on
nEuroimaging, STRIVE, 2013). OueHuBanuch JaKyHbI, THIICPUHTCHCUBHOCTEL OEJIOTO
Bemectea (I'MBB), nanuumne mukpokpoBousnusiHuii (Mkp), atpodus mosra. I'MBB
rojIoBHOro Mosra ompeneisiach B pexkume FLAIR. OuenuBanucek o6mas 'MBB 1o
moaudunmposantoi mmkane Fazekas (F): 0 — orcyrcteue I'MBB, 1-1 cragus (F1) —
enMHUYHbIC ouard, 2-s ctaaus (F2) — Hanuuue Kak €AMHUYHBIX, TaK M YACTHYHO
CIIMBHBIX o4aroB, 3-s ctaaus (F3) — ciuMBHBIE O4ard B OTICNBHBIX 00JacTsAX 1o 4-
OamnpHOM mmKae BeipaxxeHHoctu (Fazekas F., 1987; Kim K.W., 2008).

N300pakeHusi OLICHUBAIM C WCIOJB30BAHUEM IMPOTpaMMBbl JiJisi pabOThI ¢
MeauimHCcKuME n3oopaxenusimu eFilm Workstation.

Cocrosane DBLIA ronoBbl, COCyZOB OCHOBaHMS MoO3ra W BuumsueBa Kpyra
uccienoBaii B pexume 3D-TOF anrmorpadum ¢ menvio BepuduKauu HATAIHS
apTEepPUOBEHO3HBIX MasibOpMalliii, aHEBPU3M, BAPUAHTOB CTPOCHUS, aHOMAIUU
Pa3BUTHUSI COCYUCTOIO pycia.

Hanmuuue arepockiiepoza Opaxuoriedanbubix aptepuil rosioBsl (AC-BLIA) u
CTEMeHb CTEHO3a OIICHUBAIM MO JAHHBIM YJIBTPA3BYKOBBIX MCCIIEIOBaHUN, KOTOpPHIC
MPOBOJMINCH, B Jlaboparopun yabTpa3BykoBou nuarHoctuku OI'BHY HIH
(pyxkoBoautenb n.M.H. Yeduetkun A.O.).Bcem marmeHTaMm BBINOJIHSIIOCH JTYTUIEKCHOE
ckanupoBanue (JIC) BIIA na ammapare Philips 1U22 (CIHA) mo oOmenpuHsATOM
METOJIMKE JUHEWHBIM maTyukoM L9-3 ¢ yacroroi 3,0-9,0 MI', MUKPOKOHBEKCHBIM
nmatyukoM C8-5 ¢ gacroror 5,0-8,0 MI'1y m koHBekcHBIM jgaTynkoM C5-2 ¢ yacTtoTOM
2,0-5,0 MI'm. O6cnenoBanue TPOBOAWIN B B-pekume, IIBETOBOM U CIEKTPATLHOM
noruiepoBckux pexkumax. [Ipu JIC onenuBanu: 1) TOMMMHY KOMIUIEKCa MUHTUMAa-Meaua
(KUM); 2) nmanmume AC-BIIA u crenenb crteHo3a. CTeneHb CTEHO3a BbIpa)kajiud B
MIPOIIEHTAX.
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JlabopaTopHbie MeTOABI UCCIETOBAHUS

Bcem OOnpHBIM eOMHOXABI OBUIO TPOBEACHO MOJEKYJISIPHO-TEHETHUECKOE
TECTUPOBAHUE TEHETHYECKHX IMOJIUMOP(PHU3MOB T€HOB, ACCOIMHPOBAHHBIX C PHCKOM
pa3BHUTHSA TpoMOoduIUH. Hccnenoanue psana reéMOPEOJIOTHIECKHX,
reéMOCTa3MOJIOTUYECKUX, OHOXMMHUYECKMX IIOKa3areledl, MapKepoB aKTUBHOCTH
aHTHOTEHEe3a, BOCTAJICHHUS UM (DYHKIIMU SHAOTENHS, ONPEIeCHIE aJJICIbHON Harpy3Ku
myTtaniun V617F B rene Jak2 Obulo BBHITIONHEHO JABaXxAbl: y mnanueHToB ¢ MU B
ocTpeiiiieM mepuosie UHCYIbTa U cmycTs 16-18 mecsues, y namuentoB ¢ Ul — mpu
MJIAHOBOM TOCEIIEHWH Bpada W depe3 16—18 wmecsmeB. Y 181 obcmemoBaHHBIX
naneHToB nmo 80 mokazaTensM ObUl ompeseneH IabopaTopHbIl Mpoduib, YTO B
COBOKYITHOCTH COCTaBMJIO 56834 mpoBENEHHBIX TECTOB, BKIIOYas MOJEKYJISAPHO-
TCHETHYECKHE.

HccnenoBanust KpOBU MPOBOIWINCH B IAOOPATOPHH T€MOPEOJIOTHH, TeMOCTa3a U
(apMakOKMHETHKM C KIMHHYECKOW JabopaTtopHoi auarHoctukord @OI'BHY HIIH,
aKkpenuTtoBaHHOM B @DeaepanbHOl ciyx0Oe PocakkpemuTanuu B COOTBETCTBUU C
MPUHSATHIM PETJIAMEHTOM.

OO0pasipl KpOBU OBLIM MOJTYYEHBI NMPU KyOUTANbHOW BEHEMYHKIIMHU B yTPEHHUE
Jachl HATOIMAK ¢ Hcmojib3oBaHueM BakyyMHbBIX cucteM VACUETTE® (Greiner Bio-
One, ABctpusi). Bei6op Tuma npoObupku mo 1BETOBOIM KOJUPOBKE U COOTBETCTBYIOIIETO
HAIOJIHUTENSL 3aBUCEN OT PEKOMEHJIOBAHHOTO JUIsl KaXJO0ro mapaMmerpa M MeToja
UCCIIeIOBaHMsI OMoMaTepranga COOTBETCTBEHHO PYKOBOJACTBY IO IPEaHATUTHUECKOMY
JTaIy JiabopaTopHbIX uccienoBanuii komnanuu Greiner Bio-One (PekoMmenparuu 1o
paboTe ¢ oOpa3namMu Ha TpeaHaJIMTHYSCKOM dTame, WWww.gbo.com/preanalytics).
[Tomyuenue, TpaHCIOPTUPOBKA, XpaHEHWE O00pa3lloB W  JPYyrHe  YCJIOBHS
MIPEaHATMTHYECKOTO 3Tala BRIMTOTHEHBI B COOTBETCTBUH ¢ HanmonanpaeiM CTaHAAPTOM
Poccwutickoit @enepanuu ['OCT P 53079.4—-2008.

B pamkax maGoparopHoro oOcieqoBaHUS BCEM TMAalUEHTaM OMPEEIsIn
MOKa3aTesid KPOBU, IEPEUNCIICHHBIE HITKE.

Obwuii ananuz kposu. ViccrienoBanue KoHIEHTpauuu remorinobuna (Hb, r/m),
rematokputa (Ht, %), kommdecrBa spurpommtoB (10'/m), meiikormros (10%/m),
tpombouuTos (10%/1) mpoBOAMIH HA ABTOMATHYECKOM réMaTOIOTHYSCKOM aHAIH3aToPe
Nihon Konden MEK-7222 (Nihon Konden, Smnonwus). Iloacuer nerkoruTapHOi
dbopMysIbl TPOBOAUIM B Ma3Ke KpPOBH, OKPAIIEHHOM MO METoay PoMaHOBCKOTO C
UCTIONIb30BaHueM cBeToBoro Mukpockoma Olimpus SX-100 (Olympus, Snonus).
Ckopoctb ocenanus 3putporutoB (COD, MM/4) u3mMepsiiiu o meToay IlaHdeHKoBa.

buoxumuueckue nokazamenu, orpaxaromue oOIe METabOINYECKUE MPOIIECCHI:
K (MMOJIB/T), HaTpui (MMOJIB/N), TJOKO3a (MMOJB/T), OWIUPYOUH OOIIHIA
(MKMOJIB/TT), OOmMA Oemok (T/7), KpeaTMHHH (MKMOJIB/J), MO4YEBHHA (MMOJIB/I),
acnmapratamuaotpachepaza (ACT, En/n), ananmnammuotpancgepasa (AJIT, En/m),
kpeatunpochoknnaza (KDK, En/m), modueBas kuciora (MMOJIB/I), XOJECTEPUH
(Mmonb/n), Tpurmmnepuasl (MMonsw/n), JINIBIT (Mmvons/m), JIITHIT (mmoins/m), CPb
(HMOJIB/TT) MU3MEPSTA Ha aBTOMAaTHYeCKOM Onoxmmudeckom ananm3arope Konelab 301 ¢
VUOH-CEJICKTUBHBIM  3JICKTPOAHBIM  OnokoM  (ThermoFisher, ®unmsamus) ¢
UCIIOJIb30BaHUEM Ha0opoB peareHToB Randox (BemukoOpuTtanus) m kamuii-HaTPUEBBIX
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anektponoB  ThermoFisher (®unnsaaus). KoHTpons KkauecTBa  HCCIIEIOBaHHIMA
OCYILECTBIISUTM C MCIOJB30BaHUEM CIEIU(PUIECKUX CHIBOPOTOK ABYX U TPEX YPOBHEU
3HaYMMOCTH.

Peonocuueckue xapaxmepucmuku 3pumpoyumog WCCIECIOBAIM Ha JIA3€pPHOM
orntudeckom arperomerpe sputporuroB LORRCA (Mechatronics, Hwunepianmpl):
ONIpENeISTN  aMIDIMTYy arperammd (Amp, y.e.), BpeMs o00pa3oBaHHsS MOHETHBIX
croinoukoB (Tf, ¢) u Tpexmepusix arperaroB (TS, c¢), mnaekc arperamuu (Al, y.e.),
CKOpOCTh TIOJIHOW je3arperammu (y-dis, y.e.) — mapaMmerp, OTpaKarOIIWW CHITY,
HEOOXOUMYIO ISl Pa3pyILICHUs SPUTPOLMTAPHBIX arperatoB, u JeGopMupyeMocTh
sputporutoB (DImax, y.e.). B ocHoBe Merona JIe)KHT HCIIOJIb30BAHUE T'€OMETPHUH
teueHus: KysTTa ¢ HEMOJABMKHOM TOJOBKON M BpalaloUUMCs HUIUHIPOM (CTaKaHOM)
JUISL CO3JJaHUsI IIPOCTOTO CABUTOBOTO TEUCHHUS.

Hccneoosanue azcpecayuu mpomboyumos (AT) mpoBogmwiu napajuieibHO Ha 2
aHanu3atopax (IBOMHOM cTaHAapT): B IJJa3Me€ KPOBM M B IEJIBHOW KPOBH.
ArperaoHHyI0 CHOCOOHOCTh TPOMOOLMTOB B IUTPATHOM IUIa3M€ KPOBHU OLIEHUBAIIN
Ha  JazepHoMm  arperomerpe  buona  (Poccus) 1o cTaHmapTHOM — cxeMme
TypboaumeTpudeckum wmerogoM (mo G. Born) mpu temmeparype 37 °C wm
NepeMeIMBaHUM MAarHUTHOM Memankod co ckopocThio 900 o0/muH. B kayecTtBe
MHIYKTOPOB MCIOJIb30BAIM AJPEHAIMH B KOHEYHOW KOHLEHTpaluu 2 MMoJib/1 (Anp-
AT, Texunonorus—Crannapt, Poccus) u AJI® B KOHEUHON KOHIIEHTpanuu 1 MKMOJIB/J
(AdD-AT, PEHAM, Poccus). B uenbHoit kpoBu onpenenenue AT npoBoAMIOCs IpH
TIOMOIIIK UMITeZaHCHOTO arperomerpa Multiplate (Roche Diagnostic, I'epmanus).

Pucmoyumun-xogpakmopuyro axmusrnocmo paxmopa Bunneopanoa (PKA-OB,
%) w3mepsuiu Ha arperomerpe buoma (Poccus) ¢ wucmonp3oBaHUEM HMHIYKTOpa
puctouutud (PEHAM, Poccus).

llokazamenu niazmennoco cemocmasa. KoHueHtpamuto pudpunorena (O, /),
aKTUBHPOBAHHOE YacTHYHOE TpoMOorutactTuHoBoe BpeMs (AUTB, c¢), mporpoMOrHOBOE
Bpemsa (IIB, ¢) ¢ BblpakeHHEeM pE3yJIbTaTOB B BUIAE MEXIYHAPOJIHOTO
HopManm3zoBaHHoro otHomenuss (MHO), ypoBenb D-numepa (Hr/mun), anturen axkropa
Bunnebpanna (OB, %) u aktuBHOCTh (hakTopa Bumnedpanna (A-OB, %), akTUBHOCTH
Tia3MeHHBIX (akTopoB cBepteiBanust kposu V, VII, VI, XIlI (%), aktuBHOCTH
antutpoMmOuna-I1l (AT-IIl, %), nnazmunorena (PLG, %), a,-antunnasmuna (PL-IN,
%), npotennoB C (PC, %) u S (PS, %) onpeaensm mo oOmENpUHATHIM METOAMKAM Ha
apromaruueckux koarynomerpax ACL 9000 u ACL Elite Pro (Instrumentation
Laboratary, CIIIA) ¢ ucnons3oBanreM pearentoB Instrumentation Laboratory (CIIIA) u
PEHAM  (Poccust). Jlns  KOHTpOJdsT  KadecTBa  NPOBEACHUS  MCCIEAOBaHUMN
UCIOJIb30BAJIMCh KOHTPOJbHBIE IUIa3Mbl JIBYX YPOBHEH 3HAYUMOCTH C BBICOKUM H
HU3KHM YPOBHSIMU COOTBETCTBYIOIIMX MOKa3aTeeH.

Onpeoenenue cneoyrouux YUMoOKUHO8, MApKepos B0CNANeHUs,  (DYHKYUU
SHOOmenus U nokazamenel akmusHOCMU aH2UO2eHe3d.; COCYTUCTOrO IHA0TEINAIBHOIO
dakropa pocra-A (VEGF-A, nr/min), dbakropa pocra ¢pudpobdiacros-b (bFGF, mr/mi),
Tpancopmupyromero  (Gakropa pocra-6era (TGF-f1, nr/mn), 20- u 15-
rUAPOKCUdIKo3aTeTpacHOBBIX KUCHIOT (20- u 15-HETE, nir/mit), TkaneBoro aktuBaropa
ma3MuHoreHa (t-PA, HIr/Mi), HHTHOMTOpa TKAaHEBOrO akTUBaTopa asMuHoreHa (PAI-
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1, ur/mu), tkaHeBoro ¢akropa (Td, nr/ma), MeramronporenHassl ADAMTS-13
(ADAMTS-13, mkr/mi), pactBopuMmoro TpomOomoxyiuaa (pTM, HI/Mi), MoJeKyl
Mmexkkinetounor aare3uu (SICAM, sVCAM), aktuBupyeMoro TpoMOMHOM HMHTUOUTOpa
¢ubpunommza (TAFI, %), dakropa Hekposa omyxomu ambpa (TNF-o, nr/mm),
uHTepIeUKkuHOB-1 u 6 (IL-1B, nr/mm, IL-6, nr/mi), samorenwHa-1 (mr/min), okcuaa
azotra (NO, MKMONB/I) B CHIBOPOTKE/TUIa3ME KPOBU MPOBOAMIU TBEpA0(a3HBIM
ummyHopepmeHTHBIM ~ MeTomoM  (ELISA). Hcnonb3oBamm HaOOpHI  peareHTOB
eBioscience Bender MedSystems (Asctpusi), Technoclone (Asctpus), Cloud Clone
Corparation (CHIA, Kuraii), R&D Systems (CILA, Kurait), Cayman Ataxia (Mumaus),
Bexrtop-bect (Poccus), Sekisui Diagnostics (American Diagnostica, CIIIA). Ilpu Bcex
UCCJIEIOBAHUSIX MCIOJb30BAINCH KaMOpaTopsl (UPM MPOU3BOJUTENCH peareHToB.
Omnpenenenue mokasareiaei MpoBoAWId B ayossx Ha miamednoM pujaepe VICTOR 2
(Perken Elmer, CIIA) c wucnonab30BaHUEeM JHOPMIM3UPOBAHHBIX KOHTPOJIBHBIX
CBIBOPOTOK/IUTa3M C HU3KUM U BBICOKHM COJIEP>KAHHEM HCCIIETyEMbIX TTapaMeTPOB.
Vposenv comoyucmeuna omnpenensiivi METOJOM HWMMYHOXEMWIIOMUHUCLHEHLINN
(UXJT) na UXJI anamuzarope Immulite 2000 (Siemens, CIIIA) nabopamu peakTHBOB
3TOTO K€ MPOU3BOAUTEIS.
Jist  oueHku @ubOpunoausa € y4ETOM MPOAYKIMU €ro aKTUBATOPOB U
WHTUOUTOPOB MCHOJIB30BANIA CyppPOraTHbIi KpuTepuii — cootHomenue t-PA/PAI-1.
Hccneoosanus noaumopuzmos 2enos, accoyuupoB8aHHblx C PUCKOM DA3GUMUSL
mpomoogunuy  TPOBOJWIM  OJHOKpPATHO. AHAIW3 COCTOSUI M3  ONpEeIeTCHUS
TreHETHYECKUX MOJIUMOPGU3MOB B 12 TeHax, acCOIMUPOBAHHBIX C PUCKOM Pa3BUTHS
TpombOodunuu: mnporpomouna, F2: 20210 G>A; dakropa 5 (myramnus Jleilinena), F5:
1691 G>A,; daktopa 7, F7: 10976 G>A,; aktuBupoBanHoro ¢akropa 13 (¢pubpunaza),
F13Al: 103 G>T,; ¢ubpunorena 6era FGB: -455 G>A; unHruburtopa axTuBaTropa
wiazmunorena, PAI-1: -675 5G>4G; unterpuna anbda (rmukonporenn Gpla), ITGAZ:
807 C>T; tpomOoruTapHoro pernentopa ¢udpunorena (riaukonporenn Gp3a), ITGB3:
1565 T>C; wmerunen-tetparuapodomnar-penykrassl, MTHFR: 677 C>T; merunen-
terparuapodomnar-peaykrassl, MTHFR: 1298 A>C; metnonnn-cuntassl, MTR: 2756
A>G; metnoHuH-cuHTa3bI-peaykTasel, MTRR: 66 A>G u Obu1 mpoeaeH metoaom TP
C QHAJIM30M KPHBBIX IUIABIICHUS B PEKUME «PEajbHOTO0 BPEMEHU» C HCIIOJIb30BAHUEM
HabopoB peareHtoB «Kapnuorenernka TpomOodunus» u «MetaboausMm ¢osiaToB»
(AHK-Texnonorusi, Poccust). na Beigenenus JAHK wucnonb3zoBanu cMmech st
Boiienenus «I[Ipoba-panua-renerukay (JJHK-Texnonorus, Poccus).
MoseKyIIpHO-TEHETUYECKOe HWCCIEAOBAHNE BEIUYMHBI AJJICIBHOW HAarpy3KH
myTtaruu V617F B rene JAK2 nmpoBoAMIOCH IBAXK/BI: B OCTPEHIIIEM MEPHOJIC HHCYIIbTA
n uepe3 16-18 mecsaneB ¢ momoripio TecT-cuctembl I'eHoTexnonorus (Poccus) ¢
UCIIOIb30BAHUEM aJlIeIb-CIeM(DUIECKUX MpaiMepoB (30HIOB). «AJlIeabHast Harpy3Ka
Jak2V617F-tecT» mpenHa3HavyeH s KOJMYECTBEHHOTO BbIsiBIeHUs MyTanud VO17F B
14 sx3one reHa JAK2 kuna3zel mo TexHosioruu TagMan. Tect-cucteMa mNO3BOJSET
ONpENENATh dKCIpeccuto MyTaHTHOM Gopmbl V617F rena JAK2-kunazel B oOpasuax
JHK, mnony4eHHbIX U3 JICMKOUMUTOB Tmepudepuyeckod KpoBu uenoBeka. [lo
KaJIMOPOBOYHBIM ~ KPHUBBIM, KOTOpbIE CTpOSATCS IO CTaHAapTaM C HM3BECTHOMU
KOHIICHTpAIMeH, onpeneseTcss Yucio konuit mytantHoi V617F ¢hopmbl 1 HOpMaJIbHOM
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dbopmbl reHa JAK2-kuHa3pl B KIMHUYECKUX O0pas3lax, U Ha OCHOBAaHUU HTOTO B
MIPOIICHTHOM OTHOIICHHWH BBIYHCIIACTCS BEIMYHMHA ajUIeabHOM Harpy3ku V617F rena
JAK2. Bce MoOIEKyIsIpHO-TEHETHYECKHUE WCcienoBanus npoBoguinn Ha [IIP-
aMITMUKATOpPE C NETEKIMEeH pe3ylbTaToB B peXuMe peanbHOro Bpemenm JIT-mait
(IHK-Texuomnorus, Poccus).

Crarucruyeckasi 00pad0TKa NMOJy4YEeHHBIX Pe3yJbTATOB

CratucTuyueckuil aHaJIu3 MPOBOJUIICS C MOMOIIBIO TPOrPaAMMHOTO 0OecreueHus
IBM SPSS Bepcun 23.0 u R Bepcuu 3.4.3.

OnucarenbHasi CTaTUCTHKA JUIsl KaTETOPUAIbHBIX MU TMOPSIKOBBIX IEPEMEHHBIX
IpeAcTaBlIeHa Kak 4yacTtoTa W 108 (%) BCTPE4aeMOCTH JAHHBIX KaTeropuil. AHaiu3
HOPMAJIbHOCTH paclpeleleHusl JaHHBIX MPOBOAWIICA MO Kpureputo Kommoropona-
CmupnoBa nipu ypoBHe 3Haunmoctu 0,05.

JInsi HOpManbHO paCHpE/IeNICHHBIX HEMPEPhIBHBIX KOJUYECTBEHHBIX JAHHBIX
onucarelibHas CTaTUCTHKA MPEJCTaBleHA KaK cpenHee 3HadueHue (M) M cTaHmapTHOE
orkiaoHeHue (M = o). KadecTBeHHbIE MMOKa3aTelid MO YPOBHSM TPYIIUPYIOMIUX
MEPEMEHHBIX CPABHUBAJIM MPHU MOMOIIU KPUTEPUS XU-KBaIpaT UM TOYHOTO KPUTEPUS
@umepa. KonuyecTBeHHbIE MOKa3aTEINW CPAaBHUBAIU OJHOMEPHBIM AUCIEPCUOHHBIM
anamuzom ANOVA. B cioydae mokasarenei, HE UMEBIIMX HOPMAaJIbHOTO
pacrpeneneHus, Jisli CPAaBHEHUS PA3IMUA MEXKy TPyHIaMH HCIIOJIb30Ball MEAUAHY
(Me) u 3naueHus 25% HuxHero u 75% BepxHero kBaptuiei (Q1—Q3). s cpaBHeHUs
IpyNnn MCNoJib30BaM Kputepud Kpackena—Yosmca ¢ NOCIEAYHOIIMMU TONAPHBIMU
CpaBHEHUsIMU 110 MaHHY—YUTHU ¢ nionpaBkoit bordepponu.

JIns  OIlEHKM B3aMMOCBSI3M  TOKaszaTeledl MEXIy Cco0O0iM  HMCIOJIb30BaJICA
KOppesMOHHbIN aHanu3 [lupcoHa U aHanu3 accolyaluii ¢ MOMOIIbIO KPUTEPHUS XH-
KBaJIpaT C IONpPaBKoii MeTca 1 IBYCTOPOHHEro TOYHOro Kpurepus dumepa.

AHAIIN3 PHCKOB TPOBOMICS [0 KPUTEPUIO XH-KBAAPaT (y°) C MCIIONB30BAHHEM
Ta0JIHIL] CONPSIKEHHOCTH U PACYETOM OTHOILLIEHHUS [IAHCOB.

Jlns ananu3a BOUSHUS (PAaKTOPOB HA Pe3yJIbTATUBHBIA MOKa3aTelb, JJISI BbIOOpaA
MOTEHIIUAJIBHBIX TMPEIUKTOPOB COCYIUCTBIX COOBITUM W IJII pacuera ONTHUMAaIbHBIX
IIOPOTOBBIX 3HAYCHUM ATHUX I[IOKAa3aTeJel, a TAKXKE ISl ONPENEIICHUs B3aUMOCBS3EU
MEXIy TePEMEHHBIMH, UX KJIACCU(UKAIIUU U OIEHKH MPECKA3aTEIHHONU CITOCOOHOCTH
MOJIYYCHHBIX TUATHOCTUYECKHUX TMaHENeHd MCIOIb30BAIM METObl (PaKTOPHOTO aHAIM3a
U MHOXECTBEHHOIO PErpecCHOHHOr0 aHanu3a. DaKTOpHBIA aHalIu3 MPOBOJUIICS
METOJIOM TJIaBHBIX KOMIIOHEHT KOPPEISIMOHHON MaTPHUIbl C yYETOM BECa KOMIIOHEHTA
0oJee eIMHUIIBI ¥ BEKTOPHOTO BIMSHUS IEPEMEHHOM B (PaKTOPHOM KOMILIIEKCE.

[Ipy wucnons3oBaHMM  MeTOAA  JIOTUCTHYECKOM  perpeccu B JaHHOM
UCCJIEIOBAHUM  TIOJNyYEHBl ONpENEJIEHHbIE MHOMKECTBAa MOJIENEH  B3aUMOCBS3H
3aBHCHUMOTO MpPHU3HAKA C MOJAMHOXKECTBOM MPEAUKTOPOB. B MOTyUYEHHBIX ypaBHEHHUSIX
BBIJICJICHBI  MPEIUKTOPHl C  MAaKCUMaJIbHBIMH  AOCOJIIOTHBIMH  3HAUYCHUSIMU
PErpecCHOHHBIX  KOY(P(UIIMEHTOB ¥ MaKCUMaJbHBIMU 3HAYCHHUSMH IOKa3aTelsl
KOHKOpAauu (ko3¢ duiiieHTa MHOXECTBEHHOM paHTOBOW Koppensiiuu). B ciydae,
KOT/Ia 3aBUCUMAs TIepEeMEHHAas SBIISETCS OMHAPHOW, MPUMEHSIIA METOJI JIOTUCTUIECKOMN
perpeccun c mnoctpoeHueM xapakrtepuctuueckux ROC-KpUBBIX U CpaBHEHHUEM
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wiomanei (AUC — Area Under Curve), sbrumcienasiMu 1o ROC-kpuBBIMU.
XapakTepuCTUKN  KA4YECTBEHHBIX M  IOPOTOBBIX  3HAYCHWHA  KOJUYECTBEHHBIX
MEPEMEHHBIX OICHUBAIM IO MAaKCUMAaJIbHOM CyMMapHOW YYyBCTBUTEIHHOCTH U
cnenmupUIHOCTH MOJENH, JOCTIKEHHUIO OamaHca MEXIy YyBCTBUTEIHLHOCTBIO U
cnenupUIHOCTHIO, @ TAKKE TI0 TOYHOCTH U MPOBAOIIOA00HIO ¢ UCIIOIH30BAHUEM TAOJIHIT
COMPSDKEHHOCTH. Pacder mpencka3aTenhbHOM CIIOCOOHOCTH BBIOPAHHBIX MapKEpOB
MIPOBOJIUIIM TI0 YPABHEHUIO JJOTUCTUICCKON MOJIECTN TUATHOCTHKH.

PE3VJIbTATHBI UCCIIEJJOBAHUA

OcHoBHbIE JeMorpaguyecKue MoKa3aTeau U PakTopbl pucKa pa3BUTHS
UIIEMHY€CKOT0 HHCYJIHTA

[Ipy paccMOTpeHUMH OCHOBHBIX XapaKTEPUCTUK HHCYJIbTAa Yy OOCIIEIOBAHHBIX
NAIMEHTOB BBISABICHO OTCYTCTBHE Pa3/IMUMil MO MOy U BO3pacTy Kak B rpymie ¢ MU u
U1, Tak u B rpymnnax cpaBHEHUs OTMEYAIOCh Npeodiaianue xeHuuH (64% B rpynre |,
67% B rpynne |l u 61% B rpynne lll). CA-2 B rpynnax manuentoB ¢ WII kak c
MHCYJIbTOM, TaK M 0e3 Hero HaOmroJajcs MNpUONM3UTENBHO C PAaBHOM 4YAaCTOTOM M
perucTpupoBaics B 3 pasa pexe, 4eM y maiueHToB ¢ octpbiM M 6e3 komopOuaHOi
natonoruu. Kypsiiye manueHTsl TakKe B 3HAUUTEIBHON CTETIEHU peXe BCTPEUasHCh B
rpynne ¢ UIT xkak ¢ W, Tak u 6e3 Hero. lucaunuaemus Habmonanach y 25% O00abHbIX
B rpynne namueHToB ¢ UM 0e3 comyrctByromeid MII u Tonbko B 3% ciiydaeB y
o6onpHbIX ¢ MW u UI1, a B rpyniie nauueHToB 0€3 MHCYJIbTa HE PETUCTPUPOBAIACH BOBCE
(Tabmuma 1).

Ta6auma 1 — OcHoBHBIE AemorpadudecKkrue MokKazarenu U (PaKTOpbl pUCKA Pa3BUTHS
UIIEMUYECKOT0 UHCYJIbTA y 00CIIEJOBAHHBIX MAIIUEHTOB

IToxa3zaTenn NU+UII (n=68) | MU (n=59) | HII (n =54) pl p2

Bospact (M + o) 58,0+ 135 62,0+7,2 55,0+ 10,9 0,111 | 0,225

ITon, n (%): 1 0,671

YKEHCKUH 44 (64) 39 (67) 32 (61)

MY>KCKOH 24 (36) 20 (33) 22 (39)

CI-2,n (%) 17 (25) 39 (66) 15 (28) <0,001 | 0,888

Kypenue, n (%) 11 (16) 22 (36) 7 (13) 0,012 | 0,806
[lucnunuaeMus, n 2 (3) 15 (25) 0 (0) <0,001 | 0,503
(%)

IIpumeuyanune: pl — ypoBeHb CTATUCTUYECKOH 3HAYMMOCTH Pa3IUUUil MeX1y rpynnamu nanuentos ¢ MU; p2 — yposeHs
CTaTUCTUYECKON 3HAUMMOCTH pa3lu4uil MexkAy rpynnaMu nanueHTos ¢ UIT.

OCHOBHBIMH COCYAUCTBIMU 3200JI€BaHUAMHU U (akTopamu pucka pazsutus WU
spisirotcst AlC, arepockiepos (AC), mpexae Bcero OpaxuornedanpHbix aprepuit (AC-
BIIA), u ux coueranue (Tabamma 2). YacToTa BCTpEUYaeMOCTH M BBIPAKECHHOCTh
COCYJIUCTBIX TIPOIIECCOB OBLIM OIIEHEHBI BO BCEX TPYIINax MalueHToB. B OCHOBHOM
rpynne OonbHbIX Al BcTpeuanack B 100% ciyyaeB, 4TO JOCTOBEPHO 4Halle, YeM Yy
MAalMEHTOB B Tpymmnax cpaBHEeHUs. OJHAKO MpPU OLEHKE YacTOThl BCTPEYAEMOCTH
crerienn Al BbIsBIIeHO, uto y mamueHToB ¢ UII xak ¢ MU, tak u 6e3 MU nHambosnee
yacTo peructpuponanack Al' 1 crenenu (64%), yem y nanuentoB ¢ MU 6e3 UII. AT 2
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CTeNeHu oTMeuanach B 2 pasa pexe (33%), uem Al 1 crenenu B rpynne ¢ Il u U u B
3 paza pexe B rpynne 6e3 UU; Al' 3 crenenu peructpupoBaiack B | rpymme B 3%

ciydaes, B rpymnmne |1 —y 4% Gonbubix, a B rpymme | 'y 42% GonbHBIX.
Tab6anua 2 — OcHOBHBIE COCYIUCTHIE 3a00JI€BaHus Y 00CTIEI0BaHHBIX MAIIIEHTOB

Cocyauctoie npoueccst | UA+UII nn ui pl p2
(n =68) (n=59) (n=54)

AT, n (%): <0,001 |0,015

Ha 68 (100) |46 (78) 49 (91)

Her 0(0) 13 (22) 5(9

o crenenu Al', %: <0,001 | 0,355

1 44 (64) 9(19) 38 (70)

2 22 (33) 18 (39) 14 (26)

3 2 (3) 19 (42) 2 (4)

AC-BIIA, n (%) 0,175 <0,001

Ha 37 (55) |40 (68) 6 (12)

Her 31 (45) 19 (32) 48 (88)

110 CTEIEHHU CTeHO03a, %!

> 30% (90) (6) 5 (10) <0,001 |0,019

30-50% (10) (64) 1(2)

50-70% 0(0) (30) 0(0)

Coueranue AI' u AC- 37 (55) 24 (61) 6 (12) 0,171 <0,001

BIIA, n (%)

IIpumeuanue: pl — ypoBeHb CTATUCTUYECKOH 3HAYUMOCTH Pa3IMdUil MEXAY TpyHIaMu nanueHTos ¢ UU;
P2 — ypOBEHb CTaTUCTUYECKOH 3HAYMMOCTH PA3IMYUi MKy rpynnaMu namueHTos ¢ UIL

beuti moNy4YeHbl OTIWYUA MEXAYy TpyNIlaMH [AllMEHTOB MO HAJIMYUIO
aTepockieposa u creneHu creHosza BIIA. Tak, AC-BIIA naGmromasics B rpymnmax c
NN: B 55% cnydaeB npu xkomopouanou ¢ UII maronorueit u B 68% ciyudaeB 6e3
Hee; Torna kak y maruenToB ¢ MIT 6e3 MM gacrora Bctpewaemoct AC-BIIA Obia
3HAUUTENBHO MeHbIIE — 12%. Takke rpynmbsl CTAaTUCTUYECKUA 3HAYMMO PAa3Invyainuch
no crernenn creHo3a BI[A. Creno3 BIIA 50-70% c¢ uwactoroit 30% BcTpedancs
TOJIBKO y nainuenToB B rpynme ¢ UM 6e3 komopouanoit UIT; y manuenton ¢ U, kak
¢ U, tak u Ge3 Hero, Takas creneHb creHo3a BI]A He Obla 3aperucTpupoBaHa.
Yacrora BcTpewaeMoctu cteHo3a BIIA 30-50% B rpynne ¢ UM u UII cocraBuna
10%, y GomnbHbix ¢ UM Ge3 remartonorudeckoil maronorun — 64%, a B rpyirme ¢
n3onupoBanHor UII mums y 2%. B rpynne nanuenros ¢ UM u UII B 90% cinydaes
creneHb creHo3a BIIA coctaBnsina menee 30%, a B rpynne ¢ UM 6e3 komopOuaHOiM
MaToJIOTMu BeTpeuanach y 6% mnanneHToB ¢ arepockiiepo3oM. Coueranne AC-BIIA
u Al garmie perucTpupoBajgoch y MaIMEHTOB C MHCYJIBTOM 0€3 reMaToI0rHYeCcKOM
natosoruu —y 61%, ¢ U u UIl — y 55 %, a y 6onpubix ¢ UIl — nums B 12%
CJIy4aeB.

[Tpu ananu3e aHAMHECTHUYECKUX TAHHBIX BBISBJICHO, YTO HA JOTOCIUTAIILHOM
JTarle TMIOTEH3UBHbIC MPenapaThl MOJy4Yaly JIBE TPETH NalueHTOoB B rpynnax ¢ UII
u mnojoBuHa — B Trpynne c¢ WKW 0Ge3 remartonoruyeckod MaTOJOTHUU.
Antuarperanteie npenapatbl (ACK B nmo3ze 75—150 mr/cyt wim KiIonmujorpena B
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no3e 75 mr/cyt) nonyyanu 50% nauuentos B rpymnmne ¢ UIT ¢ UU, 46% c UIT u 6e3
NN, 39% manuentoB 6e3 UII. Heobxoaumo ormeTuth, uto OHMK mnpownzomnuio Ha
¢doHe aHTHMArperaHnTHOi Tepanuu y nojoBuHbI nanueHToB ¢ Ul u y 13% 6e3 UII,
YTO MOKET CBHJIETEIbCTBOBATH O HAJIMYWU 3HAUUTEIHHONW YaCTOTHI BCTPEUAEMOCTH
KJIMHUYECKONW PE3UCTEHTHOCTH K aHTHArperaHTHBIM Mpenaparam, Mpexke BCEro K
ACK, y mnamuentoB c¢ WII, B03MOXHO, OOYCIIOBICHHON (PYHKIIMOHATHHBIMU
U3MEHEHHUSIMHU TPOoMOOIIMTOB. CTaTUHBI IPUHUMAIN YacTh NanueHToB (17%) Tonbko

B Tpymme 0e3 remaronorudeckoi natonoruu (Tadbmuma 3).

Taﬁ.lmua 3 - HeKapCTBCHHaH TCpamusg Ha JOTOCIIUTAJIBHOM JTalIC Y O6CJ'I€I[OB3.HHBIX

MaIMEHTOB

Tepanus NHU+UII nn ni pl p2
(n=68) | (n=59) | (n=54)

I'unorensuBHas tepanus, N (%) 49 (72) 33 (55) 37 (68) 0,087 | 0,823
AwnTHnarperantHas tepamnusi, N (%) 34 (50) 23 (39) 25 (46) 0,286 | 0,824
ACK, n (%) 31 (46) 20 (33) 19 (36) 0,677 | 0,670
Knonunorpen, n (%) 3(4) 3 (6) 4 (8)
AHTHKOAry/IsTHTHas Tepamnus, N 0 6 (10) 2 (4) <0,001 | 0,194
(%)
ITpuem ctatunos, n (%) 0 10 (17) 0 <0,001 1

IIpumeuyanue: pl — ypoBEeHb CTATUCTUUECKON 3HAUMMOCTH pa3IMuMil Mexay rpynmnamu nauuentoB ¢ UU; p2 — ypoBeHb

CTAaTHCTHYECKOHM 3HAUMMOCTH pa3IMduil MeXay IpynnaMu nanueHros ¢ UI1.

Oco0eHHOCTH HIIEMHYECKOT 0 HHCYJIbTA Y NAIIMECHTOB C HCTHUHHOM HOJ]I/IHI/ITeMl/Ieﬁ
B OCTpeﬁmeM nepuoac HIEMHUYECCKOT0 HHCYJ/IbTA

Y Bcex OonpHbix HMK mpowusoumio BoepBble W ObUIO MOJITBEPKACHO Ha
OCHOBAHUH JIAHHBIX HEHPOBU3YyaU3alMOHHOTO HccinenoBanust (MPT).

O6cnenoBano 127 manuenToB B octpeitinyto dazy UM, u3 Hux 68 manueHToB ¢
NN, pazBuBmemcss Ha done HWII, u 59 mamumentoB ¢ MU 6e3 comyTcTByromiei
reMaToJIOTUYECKON MTATOJIOTHH.

Cpennsis ouenka no mkaine NIHSS cratucthueckum 3HauMMO HE pasiiviyaiach
MEXIy MalMeHTaMH OCHOBHOW rpynmsl U rpynmnsl cpaBHeHus: npu MU ¢ UII ona
cocraBuia 12 [5; 20] 6amnos, a mpu MU 6e3 UIT — 13 [6; 18].B 3aBucumMocTu OT
BBIPQKEHHOCTU HEBPOJOTUYECKOTO AeduiuTa 0oJibHbIE ObUIM YCIOBHO pa3JeieHbl Ha
UMEIOIIUX TSKEIYI0, CPEAHIOIO U JIETKYIO cTeneHb TsokecTr (Tabmuia 4).

Ta6auua 4 — TsokecTh HEBPOJIOTMUECKUX HAPYIIEHWM Yy MalMEeHTOB B OCTpEHIIeM
NEePHUO/JIE UIIIEMUYECKOT0 MHCYIIbTa

TskecTh HEBPOJIOIMYECKUX HAPYLICHUI NHU+HAIl nn p
(n =68) (n=59)

Onenka no mkaine NIHSS, Md [Q;; Qs] 12 [5;20] | 131[6;18] | 0,221

Herponornueckue HapyuieHus Jerkoi crenenu (N, %) 17 (25) 12 (20)

Hesponornueckue Hapymieuus cpenneit crerenu (n, %) | 35 (51) 36 (61)

Tsokensle HeBposiornyeckue Hapynienus (N, %) 16 (24) 11 (19)

Ornenka o uaaekcy baprens, Md [Q1; Q3] 70 [59;76] | 72 [62; 75] | 0,372

HpHMeanne: P — YPOBCHbL CTaTUCTUYECKOM 3HAUYUMOCTH pa3nnq1/n71 MCKAY I'pyIlaMu.
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Tsxenas creneHb HeBpoJioruueckux HapymieHud npu MW Obuta BeisiBiieHa y 16
oompHBIX ¢ UIT (24%) u Heckombko pexe —y 11 (19%) manuentoB 6e3 UII; cpemnsis
crereHb Tspkectu omnpenenena y 35 6ompHbIX ¢ UIT (51%) u cymecTBeHHO Haiie — y
61% OGonbHBIX 0€3 KOMOPOUIHOM reMaToiorudeckoi maronoru. Y 17 6ompHbIX ¢ MU
u UIT (25%) u y 12 6e3 UII (20%) TeueHue 3a001eBaHMs TPAKTOBAIOCH KaK JICTKOC U
ObUIO TpEACTaBICHO HerpyObiMu HapymeHusmu. OleHka Mo uHIEKcy baprenb
3HAYUTENBHO HE PA3IMYAIACh MEXIYy rpynnamMu nauuesTon ¢ M.

Kinnanueckas kaptuHa octporo MU kak npu U1, tak u 6e3 U1 cknanpiBanaces u3
OOIIIEMO3rOBBIX M OYaroBbIX CHMIITOMOB C SIBHBIM Mpeo0JialaHueM TMOCIEIHUX,
KOTOpbIE OMNpEACIIUIUCH JIOKaU3alueil 0acceiiHa MOpaXXEHHOTO COCy/Ia U MO 4acTOTe
BCTPEYAEMOCTH HE Pa3INvaIMCh B 00EUX IpyIax OOJbHBIX.

[To mamapiMm MPT rosioBHOro Mo3ra mpOBOJMIJIOCH YTOYHEHHE JIOKAIU3ALUU U
pasmepa uHpapkToB. PazMepsl HIIEMUYECKHX OYaroB OMPESISUIMCh HAa OCHOBAaHUU
paHee MpeJCTaBICHHBIX KpUTepUeB. B OONBIIMHCTBE clydyaeB OBLIU BBISABICHBI OYaru
NOHW)KEHHOW IUIOTHOCTM  PAa3idMYHOM BenuuuHbl. OOwmupHbBIE HWHQAPKTHI HE
BCTPEYAJIUCh B TPYIIAX HMCCIEN0BaHUA. Y MAlUUEHTOB C KOMOPOUIAHOW MAaToJOrueit
OoJb1ION pa3Mep odara omnpeaensics y 19%, cpeauuit pazmep ouara — y 32%, maiblid
pasmep ouara — y 49%, a y mamuentoB ¢ MW 6e3 UII Gonbiioir pasmep ouara
onpexaensca y 23%, cpennuit pazmep ouara —y 41%, maneiii pazmep ouara —y 36%.

BaxkupiM 3Tanom paOoThl SIBUJIOCH YTOYHEHHE BEAYIIUX MaTOr€HETUUYECKUX
MexaHu3mMoB pa3Butuss HMK. VYuutsiBas ocobGeHHOCTH (aKTOPOB puCKa U
BBIPAKEHHOCTh COCYJIUCTHIX MpoueccoB y nauueHToB ¢ WII nma nzyyeHus MEXaHU3MOB
U BbIABICHHS ocoOeHHocTedl paszsutus WM na Qoune MWII, Ha ocHOBaHUU
HEHPOBU3YAIM3AIMOHHBIX JIAHHBIX MAIMEHTHl HAMU YCJIOBHO OBLIM pa3lieieHbl Ha 2
MOATPYIIIBI IO pa3Mepy 04aroBoro MNOpaKeHUsl MO3ra.

[Moarpynmy 1 cocraBuiu 35 (52%) manueHToB ¢ WHGAPKTaMH OOJBIIOTO H
cpenHero pasmepa, noarpynmy 2 — 33 (48%) maruenTa ¢ nHdapkTaMu Majaoro pazmepa
D <15 mm. [JlanbHelimee NpuUBJIEUEHUE PE3YJbTATOB YJIBTPA3BYKOBOIO HMCCIIEOBAHUS
BIIA mnoxkazano, 4yTo y OOJBIIMHCTBA TMAIUEHTOB C OYaramMu OOJIBIIOTO U CPEIHEro
pa3Mepa cTeneHb CTeHo3a He mnpeBbimana 50%, a B Ipylne MaiueHTOB C MalbIMU
oyaraMHy BBISIBIISIMUCH U3MEHEHUSI KOMIUJIeKca nHTUMa-menua, a ACh orcyrcTBoBaiu.

Pazsutne MU B moarpynmne 1 mpoucxoauiio B 100% ciyuaeB Ha poHe coueTaHus
atepockiepos3a BIIA u AI'. Ilpu 5ToM BOZHMKHOBEHHE OCTPOTO0 COCYJIUCTOTO COOBITHS
npoucxoawio Ha pone A’ 1 wmm 2 crenenu (Al 1 —y 62% manmenTos, Al 2 —y 48%)
B COUYETAaHUU C reMOJMHAMUYECKH He3HauuMbIM cTeH0o30M BIIA: y 31 (90%) narnuenta
— creHo3 meHee 30%, y 4 (10%) narmmentoB — cteHo3 30-50%. Cteno3 BIIA 50-70% B
couetanuu Al' 3 creneHu He BcTpedasics BoBce. TO-BIIA Bo3HMKana BCIEACTBUE
TpoMmOO03a cocynoB kapoTtumHoi cuctembl B 30 (86%) ciyuaeB, a B BepTeOpaibHO-
OasumsipHO cucteMe — y 5 marueHToB (14%).

B mnoarpymnme 2 ¢ manbiMM O4aramMu MOPa)KEHHsI MO3ra pa3BUTHUE OCTPOTO
uHCynbTa mnpoucxoawio Ha (oue Al y 100% mnamuentoB, B 72% ciyuaes NU
pa3BuBaics y nanueHToB ¢ Al' 1 crenenu, B 24% — Ha ¢one Al' 2 cTrenenu u aumib y 2
(4%) — ¢ AT" 3 cremenu; T. €. ¢ y4eTOM XapakTepHbIX ocobeHHocTedt U, cBsI3aHHBIX ¢
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THIEPBA3KOCTHI0 KPOBU M HE3HAYMTEIHHO BBIpAKCHHOHW Al, MOXXHO MPEINOI0KUTH
passutue MU no Tumy remopeosiorudeckoit Mukpookiatozuu (I'MO) (Ta6numa 5).

Tabauua 5 — Beipak€eHHOCTh COCYUCTBIX MPOLECCOB y MAIMEHTOB C TPOMOOTHYECKOM
okkmozuerr BIIA u ¢ UM mo Tumy reMopeosornueckoil MUKPOOKKIIIO3MH Ha (oHE

WCTUHHOM INOJINIIUTCEMHUHN

CocyaucTslii mpouecc HUU (TO-BIHA) n"u (rMo) P
(n = 35) (n=33)
AT, n (%): 1
na 35 (100) 33 (100)
HET 0 (0) 0 (0)
no crenieau AT, n (%): 0,074
1 20 (62) 24 (72)
2 15 (38) 7(24)
3 0 (0) 2 (4)
AC-BLIA, %: <0,001
na 35 (100) 0 (0)
HET 0 (0) 33 (100)
10 CTEIICHHU CTEeHO03a, %!
> 30% 31 (90) 0 (0)
30-50% 4 (10) 0 (0)
Couertanue AI' u AC-BIIA, % 35 (100) 0 (0) <0,001

IIpumeyanue p — ypoBEHb CTATUCTUUECKON 3HAUMMOCTH Pa3IMUMi MEXAY HOArPYIIIaMHU.

VY manueHToB MoArpynmnbl 1 BBEIIBISUIUCH OOJNBIINE W CpeaHre MH(pAPKTHl MO3ra
(Pucynku la, 1b). D10 KOpKOBO-MOAKOPKOBBIE WH(APKTHI, 3aXBATHIBAIOIIAE KOPY H
Oenoe BeUIeCTBO MOJylIapus OOJBIIOrO MO3ra, a Takxke Oa3albHbIE sipa U TajlaMyc.
Cnegyer TOMYEpKHYTh, YTO BCe HUH(APKTHI TOJOBHOTO MoO3ra OblIM  0e3
reMOpparuueckoro KOMIOHEHTA.

\ 3

e

Pucynok 1 — Octpsiit uHGapKT B MOTyIIapuu O00JIBIIOTO MO3Ta (110 JaHHBIM
nuddy3rnonno-s3sernenHo MPT)

1b. Cpennmuii ouar. OcTpslii HHPAPKT B IEBOM
HOJyHIapuK  OONBIIOTO MO3ra B pe3yibTare
3aKyIOpPKM JIEBOM CpeAHEH MO3TOBOM apTepuu
(CMA) B aucTajbHBIX OTaenax ydactka M1 y
nanuenTa M. ¢ HICTUHHOU MOJIUIIUTEMHUEH.

la. Bomemoit ouar. OcTpelii uHpApPKT B
[paBOM MOJyIIApUH OONBIIOTO MO3ra B
pe3yiabTare  3aKylnOpKH IIpaBOHM  CpeaHen
mo3roBoii aprepur (CMA) B MpOKCHMaIbHBIX
ornenax M1 y mnamumenta H. ¢ ucrunHOM
HOJIMIIATEMHUEN
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[To kIMHWMYECKUM AaHHBIM U 10 pesyibTataMm MPT ocTpeie manbie MHGAPKTHI
nuarHoctupoBanbl  y 33 (48%) mamumenTtoB - moarpymmna 2 (PucyHok  2).
Mopdonornueckn-BU3yIU3allMOHHO 3TO OBLIU JaKyHbI, KOTOpbIE onpeaesumch Ha T1-
B3BelIeHHBIX U FLAIR MPT-u300paxkeHusix Kak IOJOCTH AWaMETpoM J0 15 Mmm,
3aIlOJIHEHHBIE IepEeOPOCTTHHAILHOM JKUKOCTHIO U OKPYKEHHBIE MepU(POKAITBHON 30HON
rmo3a. PacnosiokeHwe JlakyH — Oejoe BEHIECTBO MOJYyIIApUN, IMOAKOPKOBBIE
CTPYKTYpPBI, CTBOJ MO3ra W MO3JKEUOK. AHAMM3 TOTydeHHbIX MP-m300paxeHuit
nposoawics no kpurepusim STRIVE IIMA.

Pucynok 2 — Octpblii Mablii HH(APKT B JIEBOM MOJYIIapUX MO3Keuka. Mainblil oyar.
D (ABH) <20 mm)

Takum oOpazoM, Mpy UCTUHHOM MOJUIIUTEMHUHN TpoMOOTHYECKasi OKKIto3usi bIIA
pa3BUBaiach NPU OTCYTCTBUHM TSKEJIOTO KpU30BOTO TeueHus Al', BbIpaXKEHHBIX
aTepPOCTEHO30B IKCTPAKPAHUAIBHBIX M WHTPAKPAaHUAIBHBIX apTepuil U dMOOJIOTCHHOU
naToyioruu  cepiaua (1Mo JaHHBIM  aHTHMOBM3yalM3allid W KapJIUOJIOTHYECKOTO
UCCJIEIOBAHUS); aTEPOTPOMOOTHUECKUI MOATUII MHCYJIbTa HOCHJI XapakTep apTepuo-
apTepuaibHOM  5MOOJIMKM B YCJIOBHUSIX  KOAryjomaTMd W 3HAYUTENBHBIX
rEMOPEOJIOTHYECKUX HApyIIeHUH, XapakTepHbix s UI1.

VY nmanueHToB BO 2-0M moAarpyiie MH(ApKThl HEOOIBIIOrO pa3Mepa BO3HUKAIH
NPEUMYIIECTBEHHO 0 MEXaHU3MY TI'€MOpEOJIOTMYECKOM MHKPOOKKIIO3UU. Y 3THUX
oosmbHBIX B 90% ciiydaeB 3a HECKOJBKO JHEW/HEAENIb [0 HWHCYJbTa OTMEYaJIOCh
pexosIIee OHEMEHNE W/ WK ¢aboCcTh B pykax u/unu Horax. MU mo mexanuzmy 'MO
pa3BuBaiCs B OTCYTCTBUU BbIpaxkeHHONM Al u 06e3 wnammuus ACBH Ha Qone
3HAYUTENBHBIX FEMOPEOJIOTMYECKUX U TEMOCTA3UOJIOTMYECKUX HAPYIIEHUH.

OueHka HapylIIEHW IO HEBPOJOTMYECKUM IIKajdaM MEXAY BbIIEICHHBIMU
NOATPYNIIaMH TAIMEHTOB B OCTpPEHIIEM MEpPUOJE MHCYJIbTa MOKa3aua, YTO TSIKECTh
Oblma 3HauMTENbHO BhIe Kak 1o mkaine NIHSS, tak u mo mumekcy baprens B
noarpymnrne nanueHToB ¢ TO-BL[A (Ta6numa 6).

Ta6imuuma 6 — TspkecTb HEBPOJIOTMYECKUMX HAPYIIEHWH Yy MAlMEHTOB C HCTUHHOMN
MOJIMIUTEMUEN Pa3HBIX IMOATPYNIII B OCTPENIIEM NEPUOAE UILIEMUYECKOTO UHCYJIbTA

TsxKecTb HEBPOJIOTHYECKUX HAPYIIEHU I HU (TO-BIIA) | A ('MO) p
(n=35) (n=33)

Ormenka o mkaie NIHSS, Md [Qq; Q3] 14 [10; 20] 8[6; 12] 0,001

Hesponornueckue HapymieHus jgerkoi cremenu (N, %) 2 (6) 21 (65) <0,00

HeBponoruyeckue HapymeHus cpeaneit crenenu (N, %) 24 (69) 12 (35) 1

Tsokenpie HeBpoornueckue Hapymenus (N, %) 9 (25) 0 (0)

Ormenka o unzaekcy baprens, Md [Q1; Q3] 64 [59; 71] 72 [67;76] | 0,028

IIpuMeyanue: p — ypoBEeHb CTATUCTUYECKON 3HAUMMOCTH PA3IMYUN MEXKIY MOATPYIIaMU.
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MPT-nipuznaku [IMA B noarpynne nauueHToB ¢ MU u U1, y KOTOPBIX UHCYIIBT
pa3zBuBaiics 1o mexanusmy ['MO, Obutn BoisiBieHBI B 68% cnydaeB. Crenens 'MUBB 1o
mkane Fazekas coorBerctBOBama cramum F3 — y 3%, F2 — y 12% u F1 — y 54%
MareHTOB. MHOXECTBEHHBIC JIAKYHBI OMNPEACISUINCh, Y 2 OoybHBIX. Yare odaru
pacrionaraJiuch B O€JIoM BellecTBe moyymapuil roynoBHoro Mosra (y 58%) wu
MOJIKOPKOBBIX CTPYKTYpax (y 5%), pexe B ctBoje (Y 3%) u Mmo3xeuke (y 1%)

[To marasiM MPT, y 23 (43%) manmentoB ¢ UIT 6e3 KIMHUYECKUX TPOSBICHUAN
HMK BBIABISINCH «HEMBIC» OYAarOBbIE M3MEHEHUSI COCYJIUCTOrO I€HE3a, XapaKTEPHbIC
s IIMA.

KimHnyeckue XapakTepuCTHKU M (DYHKIMOHAJIbHbIE HCXO0AbI Y NAIIMEHTOB C
HCTHUHHOM MOJHUIUTEMHUEH K KOHILY O0CTPOro NMepHoAa HIIeMHYeCKOr0 HHCYJIbTA

3aBeplIeHre OCTPOro MEpPHOJa UHCYJIbTA SIBISIETCS Ba)KHBIM ATAlOM JJIsl OLEHKU
KaK (U3UYEeCKON AESITEIbHOCTH, TAK U HEPEAKO HApYLIEHHBIX MPU Pa3BUTUU UHCYJIbTa
KOTHUTUBHBIX (yHKIUI. Hamu Obln mpoBeneH MOAPOOHBIM aHaMM3 KIMHUYECKUX
XapaKTePUCTUK W (PYHKIIMOHAIBHBIX HCXOJOB K KOHIy OCTporo mepuona (Ha 21-23
cytkn). B rpynme ¢ UMW 6e3 UII mo mkane NIHSS y 39 (68%) GombHBIX cocTOsSTHUE
yiyumiock, B 20 (36%) HaOmMoOIEHUAX HE OTMEUYEHO KIMHHYECKOTO YIy4IIEHUs,
torna kak y nauueHtoB ¢ UM m Ul ynydmenne npousonuio y mnosnoBuHbl (51%)
narmeHToB (p = 0,032) (Pucynok 3). B03MOXHO 3TO CBSI3aHO HE TOJBKO C
OOIIMPHOCTHIO TIOBPEXKACHUS MO3ra, HO M CO 3HAYUTEIbHBIMH HW3MEHEHUSMU
MOp(HODYHKIIMOHATIBHBIX XapaKTEPUCTUK KJIETOK KpPOBHU, PEOJOTHYECKHX CBOMCTB
KpPOBH, HApYUICHUSIMH T€MOCTa3a U aHTUOTeHe3a, XxapakrepHbiMu aiist UIT.

70%
60%
50%
40%
W YnydlweHne cocToAHUA
30%
M be3 yny4yweHuna coctoaHnA

20%

10%

0%
um + mn Un 6e3 UN

Pucynoxk 3 — MHcxon 3a0oneBaHuss K KOHIy OCTPOTO TNEepHOJa Yy NAIUEHTOB C
UIIEMUYECKUM MHCYJIBTOM 10 mmkane NIHSS

AHanmu3 QyHKIMOHAIBHBIX UCX010B TN K KOHIly OCTpOTO Mepuojia oKaszai, 4YTo
y nauuenToB ¢ MU nHa ¢pone UII TsxecTs HEBPOIOTUUECKUX HAPYIICHUH TIPU OIICHKE 110
mkane NIHSS mmena TONbKO TEHAEGHUMIO K YIYYIIEHUIO B CPEeIHEM IO TpyMme U
cHu3miach Ha 1 OGamn, Torna kak y mamuentoB ¢ MU 6e3 UII npu ouenke mo 3toit xe
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mkane QyHkuuoHanbHbIA ucxon MU B cpemneM mo rpyiine okaszalics 3HAUYUTEIBHO
Jydlille CO CHIKEHUEM Ha 3 Oasa. AHaJIM3 BOCCTAHOBJICHUS IO IKane PaHKMHA Takxke
nokasayi 6oJjiee HeOIaronpusATHEIN (YHKITMOHABHBIN Hcxo y marueraToB ¢ MW u UII.
[Tpu ouenke QynkumoHanbHoro ucxoga MU mo muaekcy baprens paznuumii Mexmy
IpyIIaMH MTalMEeHTOB BBIsABIEHO He ObuT0 (Tabmwmma 7).

Tabmuua 7 — JluHaMUKa TSKECTH HEBPOJOTMYECKUX HAPYLIEHUH Yy MNalMEHTOB C
WIIEMUYECKUM HHCYJIBTOM K KOHILY OCTPOr0 MepHoIa

TsxecTh UHN+UIl un
HEBPOJIOTHYECKUX (n=68) (n=59) pl p2 p3
HapyuIeHu i 1-e 21-e 1-e 21-e

CYTKH CYTKH CYTKH CYTKH
O11eHKa 110 IIKaJie 13 12 13 10 0,055 | 0,011 | 0,008
NIHSS, Md [Qs; Q3] | [5;20] | [5;15] | [6;18] | [6;15]
O1ieHka Mo UHAEKCY 69 72 70 72 0,068 | 0,058 | 0,067
baprens, Md [Qq; Q3] | [60; 76] | [63;79] | [61; 76] | [64; 80]
Ouenka mo mRS, — 4[2; 5] — 3[3; 5] - - 0,010
Md [Q1; Q3]
O1eHKa 10 IIKaJe 20 20 0,268
MoCA, Md [Q1; Q3] [17; 24] [18; 24]

IIpumeuyanue: pl —ypoBeHb CTATUCTHYECCKON 3HAYUMOCTH pa3nuanid 1-mu u 21-mu cytkamu y manuerros ¢ UM+UIT; p2 —
YPOBEHBb CTATUCTHYCCKON 3HAYUMOCTH a3l 6ammoB Mexry |-mu u 21-mu cytkamu y nanueHToB ¢ UU; p3 — ypoBeHb
CTAaTUCTUYECKOM 3HAUMMOCTH pa3ianuuil Mexy rpynnamu naurestamu ¢ UM+UIT u UU na 21-e cyTku.

IlaTTepHbI Ta00PATOPHBIX MOKA3aTeJeH Y MAIMEHTOB ¢ HIIEMHUYEeCKUM
HHCYJbTOM HA ()OHE HCTHHHOM MOJTMUUTEMHHU B OCTPeEIIeM Nepuoe.
JlaGopaTopHbie npoduiIu y NalueHTOB ¢ HIIEMUYEeCKUM MHCYJILTOM Ha oHe
UCTUHHON NOJUMIUTEMHH B OCTpeieM rnepuoae

Jlnst BeiAiBIIeHMsT HauOosiee MHMOOPMATUBHBIX OMOMapKepoB, XapakTtepHbix s MU nHa
dboune HUII B ocrtpelimeMm mepuojne, ObUIO MPOBEICHO COIMOCTaBJICHUE ITOKa3aTelei
ocHoBHOM rpymmnbl 00abHBIX (U ¢ UIT) u nanmentos rpynn cpasHenus (MU 6e3 UIT u
UII 6e3 UN).

[Ipu cpaBHeHuu mnpoduiieil KIMHUYECKOrOo aHajiu3a KpOBU oOpaiiaer Ha cels
BHUMaHHE 3HAYUTEIbHOE YBEINYEHNUE KOJIMUECTBA BCEX KIETOUHBIX JIEMEHTOB KPOBH Y
nanueHToB ¢ MW u UII He Tonbko no cpaBHeHUIo ¢ maruentamu ¢ N 6e3 UII, Ho u ¢
MalMeHTaMl ¢ reMaroJioruueckoi marosiorueii 60e3 MU. 3HaueHust reMorjioOMHa u
reMaToOKpUTa ObUIA 3HAYUTENILHO BbIIIE MpU cHKeHHOM COD B rpynmnax MmaiueHTOB ¢
UII mo cpaBHeHUto ¢ maruentamu ¢ M 6e3 UII.

Y mnamuentoB ¢ MW u womopOumuoit UII yxyamieHsl Bce wHCCleqyeMbie
MOP(POPYHKITMOHAIBHBIE XapaKTEPUCTUKHA IPUTPOITUTOB 1O CPABHEHHIO C TPYIION 0e3
UIl: Bpemss oOpa3oBaHWs MOHETHBIX CTOJIOMKOB, WHJEKC arperamuu, Bpems
oOpa30oBaHUsI TPEXMEPHBIX arperaToB, aMIUIUTYJa arperaiud U Tem O0ojee CKOpPOCTh
MOJIHOM Jie3arperaruu (OTpakaromas MIOTHOCTh 3PUTPOLMTAPHBIX arperaToB) OBLIN
3HAUMUTEIBLHO YBEJIMYEHbl TMPU CYUIECTBEHHO CHIDKEHHOM JedopmMupyeMocTu
SpPUTPOIUTOB. Takue MaToJOTMYECKUE arperarbl 00pa3yloT KpPYIHBIE KOHIJIOMEpPATHI,
KOTOpBIE NEPEKPHIBAIOT JBHKEHUE BOCXOASUIMX IOTOKOB IUIa3Mbl U HUCXOISAIIAX
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IIOTOKOB KJIETOK B CHUCTEME, NMPUBOASA K CYIIECTBEHHOMY cHMkeHuro COD, 4yTo u
Habmogaetcs y naueHtoB ¢ UIT (COD camkeno 6oiee yem B 4 pasa Mo CpaBHEHUIO C
rpynmoi 6e3 UII).

[Ipu cpaBHEeHUU MoOKa3aTenei reMocTasa U QyHKIIUH SHIOTENUSI CTOUT OTMETHTb,
4yTO B rpymre nauueHToB ¢ MU u UII BeIsiBIEHA CTAaTUCTHYECKU 3HAYMMO, CYIIECTBEHHO
camwkenHass AJ/1®- u Anp-uHaynupoBaHHasl arperanus TPOMOOIMTOB, OmpezelseMast
KaK B IUIa3Me€, TaK U B LIEJIbBHOW KPOBH, CHIKEHHUE KOJIMYECTBA U akTUBHOCTH OB n AT-
III, a Tarxke 3HauMTenbHOE MOBBIIeHHE akTUBHOCTH VI (dakTopa cBepThIBaHHS IO
CpPaBHEHHMIO C TPYIION manueHToB 6e3 komopouanoit UII. B rpynne nanuentos ¢ A
0e3 remMaToJIOTMYECKOM MATOJIOTMM TMOKa3aHbl OTIMYMS OT JPYruX rpymm 1o Oonee
BbIcOKOM akTuBHOCTU VIII dakTopa cBepThiBaHMs, IO 0o0Jiee BHICOKOMY YpOBHIO D-
TUMEpPOB, CHIKEHHON KoHueHTpauuu PLG u PAI-1 u Gonee HU3KOMY CyppOraTHOMY
Kputepuio — cootHomenuro -PA/PAI-1.

JUJIs1 OCHOBHOM T'PYIIIBI 10 CPABHEHUIO C IPYTHMHM I'PYIIIAMM ITOKa3aHA 3HAYUMO
OoJsiee BBICOKOE cojnepxkanue ¢uoOpunorena, pITM, TF, Oonee BbICOKHME aKTUBHOCTHU
TAFI u VII ¢akropa cBeptbiBanud. B orHomenun aktuBHOocTH VIII (akTopa
CBEPTHIBaHMS B IPYIIE MALMEHTOB C KOMOPOUAHOW MATOJIOTUEN CTOUT OTMETUTD, YTO
€ro aKTUBHOCTh CYIIECTBEHHO MOBBIIIEHA IO CPABHEHUIO C MallMEHTaMU TPYIIIbI
cpaBHeHus ¢ UII 6e3 NN, HO cTaTUCTUYECKH 3HAUMMO HUKE, YEM y TPYIIIbI MAIIUEHTOB
c U 6e3 UIL.

CpaBHEHHME YpPOBHEH LIMTOKMHOB M 3HAYCHWM MOKa3aTesied, XapaKTEPU3YIOIIMX
aKTUBHOCTb AaHTMOr€HEe3a, I0Ka3ajlo CYLIECTBEHHO OoJiee BBICOKOE COJEp)KaHUE Y
OONMBHBIX C KOMOPOWIHOW MHUETONPOTU(PEPATUBHON MATOJIOTUEH HCCIETYEMbIX
IIUTOKUHOB U (haKTOPOB POCTA.

[To 3HayeHWs M OOMMX OMOXMMUYECKMX TIOKazareined ObUTM TOJy4YEeHBI
CTaTUCTHUYECKUE PA3INYUS 110 COACPKAHUIO KaJIUsl, KpEaTUHUHA U MOYEBOW KHCIIOTHI.
bosnee Hu3kue 3HaueHUs ATUX MOKazaTenen onpeaenensl B rpynne ¢ MU 6e3 UII. Taxxe
BBISIBJICHBI 3HAUMMbIC Pa3auyMsl IO TMOKAa3aTelsiM JUIUAHOrO Mpoguis. YpOoBEHb
xonectepuHa, TpurnuiepunoB u JIIIHII B ocrtpeitmyro ¢a3y wuHCynabTa OBLI
3HAUUTEIBHO HIKE B rpyiire naurentoB ¢ MW u U1 no cpaBHenuto ¢ rpynnoii 6e3 UIL.

CraTtucTUyYecKH 3HaYUMBbIE pa3Inuus J1a00paTOPHBIX MOKa3zaTenel B OCTpeiieM
nepuojie uucyibTa y nauuento ¢ UM u UII u rpynnet cpaBuenust (MU 6e3 UIT) Ob11u
BBISIBJICHBI 110 38 s1abopaTopHbIM TecTaM (Tabnuia §).

Tabauna 8 — [Ipoduns 3HAUNMBIX TAOOPATOPHBIX MOKa3aTenel y naruentoB ¢ UII B
OCTpEUILIEM IIEPUOJIE NHCYIIBTA

Moka3aren NHU-+UII 12471

Md [Qs; Q:] (n = 68) (n=59) P

I'emorno0uH, /1 177[155; 203] 119 [99; 132] <0,001| Kuaerku
Tematoxput, % 49,5 [44; 56] 38, 7[35; 41,2] 0,001 KpoBH
KonuyecTBO 3puTpOLIUTOB, x10%/n 6,1[5,3;6,6] 3,8 [3,3; 4,5] <0,001
KoumdectBo neiikonutos, x 10°/1 13,6 [9,0; 15,1] 8,7[7,5;9,1] |<0,001
KomuaecTBo TpoMboIuToB, x10°/1 613[589; 635] 271 [215; 334] |<0,001
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IMoka3aTenb 707847011 17071
Md [Q1; Qs] (n =68) (n=59) p
COD, Mmm/4ac 5,0 [3; 6] 23,0[19; 31] |<0,001 | Peosorus,
JeopMHUpyeMOCTh SPUTPOLIMTOB, 0,34 0,41 <0.001 PPHTPOUHTLI
DImax [0,32; 0,38] [0,37; 0,44] ’
AMIuATyaa arperanau, Amp 12,8 [11,3; 13,6] 9,3[8,6;11,0] |<0,001
Wunekc arperaryu, Al 59,6 [52,3; 64,1] | 48,9 [44,6;55,8] | 0,001
gi‘;"pom’ TOJIHOM AC3ATPETAMIL Y= | 570 1495: 622] | 224 [195; 315] |<0,001
AID-AT B miasme, % 15,1 [7; 21] 31,0[22;40] |<0,001 | Peomornus,
AJIO-AT B LeIbHOM KpoBH, % 11,5 [6; 22] 38,0 [29; 46]  |<0,001 | TPoMOoumTEI
Anp-AT B miasme, % 19,1 [10; 23] 30,0 [24;41] |<0,001
Anp-AT B 11e1bHO#M KpoBH, %0 14,2 [9; 17] 36,0 [28; 44] <0,001
TF, nr/min 626 [584; 683] | 532 [502; 567] <0,001 | Maasmenusrii
®axrop VI ceeprriBanus, % 192[180; 215] 97 [86; 103] <0,001 | remocras
®akrop VIII cBepreiBanus, % 164[149; 182] 241[205; 290] <0,001
OubpuHOreH, /11 5,6 [4,9; 6,0] 4,7 [4,2;5,1] 0,008
AT-11, % 75,5[63,1; 77,9] |94,5[81,5; 102,3] | 0,003
p-TM, Hr/mi 456 [410;487] 371[326;423] 0,003 DyHKUHs
ADAMTS-13, mxr/n 0,31[0,19; 0,43] |0,45[0,32; 0,54] | 0,001 IHAOTEIHA
@B, anturen, %, 52,6 [40,4; 77,3] |178[126; 205] <0,001
®B, akTUBHOCTb, %0, 66,7 [59,7; 71,5] |98,3[91,8;111,7] |<0,001
t-PA, Hr/mi 2,2 [2,1; 3,0] 1,711,3; 2,5] 0,002 | ®ubpuHoNHU3
TAFI, % 272,8 128,5
[238.1:3052] | [98,6;151,4] |-2001
PAI-1, ur/mn 27,8[22,7; 33,1] | 49,1[42,6;56,0] |<0,001
CootHowenue t-PA/PAI 0,15 0,039 <0001
[0,1;0,19] [0,026; 0,043] ’
CPB, umob/n 18,2 [11,3;24,2] | 11,6[7,8;15,7] |<0,001 | Bocnanenne
IL-1p, rir/mot 159 [7,1; 245] | 6,2 [4,4:89] |<0,001 | " anruorenes
IL-6, ir/mn 15,5[11,7; 26,2] 7,9[4,8;15,6] |<0,001
TNF-a, nr/mn 29,3[17,4;44,3] | 40,4[26,5;55,9] | 0,006
bFGF, nr/mn 736 497
[635: 852] [334:505]  |<0:001
VEGF-A, nr/mn 1258 .
[1114:1476] 568 [433; 612] [<0,001
TGF-B1, nr/mna 1824 .
p [1659: 2000] 710[665; 901] |<0,001
20-HETE, nr/mn 396 316 0.009
[312; 436] [269; 343] ’
YpoBeHb KpeaTHHUHA, MKMOJTB/JT 139,1[120; 152] | 119,7[98; 133] | 0,001 Oobmue
MoueBast KHCII0Ta, MMOJIb/JI 472 [409; 528] 380 [355; 423] | 0,001 GnoxuMm-
XOJIeCTepHH, MMOJIB/T 5,0 [3,9; 5,6] 6959771 [0,005 | oo
Tpurnuuepuabl, MMOJIB/IT 0,96 [0,75;1,10] | 1,99[1,90;5,6] |<0,001
JITIBII, MMomb/1 1,82[1,67;2,08] | 1,45[1,27;1,68] |<0,001
JITTHIT, Mmmouts/n 1,77 [1,55; 1,86] | 3,08 [2,88; 3,46] |<0,001

IIpuMeyanue: p — ypoBEeHb CTATUCTUYECKON 3HAUMMOCTHU PA3IMYUN MEXIy rpyrnnaMu naiueHTos ¢ M.
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Biusinue aHTHATPeraHTHON Tepanuyu HA J1a00pPaTOPHbIE MOKA3aTeH Y NALMEHTOB
C HCTUHHO# MoJIMIUTEMHEH B OCTpeiileM nepuojae HIIeMHYECKOr0 HHCYJIbTA

C uenplo ONTUMM3AIMHA U MEPCOHU(DUKAIMU AHTUTPOMOOTHYECKOW Tepamuu, a
TaK)Xe UIsl PACHIMPEHHUS MPEACTABICHUI O BO3MOXKHBIX OMOJIOTMYECKUX PEaKLMIX Ha
TEpanuio0 aHTHAarperaHTHbIMU mnpenapatamu (B 4vactHoctd, ACK) mnpencraBisiio
UHTEpeC cpaBHUTH Jaboparopubie mpodunn namueHToB ¢ UII B octpelimem nepuose
WHCYNbTa, nojydyaBmux (N = 32) u He momywyaBmux (N = 35) mpenapatel ACK Ha
JOTOCIIUTAIBHOM IEPUOJIE.

W3BecTHO, 4uTO BenymuM MexanuzMoM geiictBust ACK siBisiercss nHruOupoBaHue
nukinookcureHassl (COX), a OCHOBHOM «MMIIICHBIO» — BIHMSHUE Ha arperaiuio
TpOMOOLIUTOB. B CBsI3M ¢ 3TUM mpexe Bcero Oblia MpoBeAcHa oleHKa ypoBHS AJD-
AT n Anp-AT nByms METOIaMM arperoMeTpUM: B IJIa3M€ KPOBU U B LIEJBHON KPOBH.

B ocrtpeiimiem mnepuone HMHCYJIbTa OTMEYEHO 3HAYMMOE CHI)KCHHE YpPOBHS
arperauid TpOMOOLIMTOB OTHOCHUTEIBHO HOPMAJIBHBIX 3HAUY€HUM, KaK B MOArpYMIE
NManueHToB, nosydaBmmx npenapatsl ACK, Tak m B moarpymnme, He IOJy4YaBIIMX
(Pucynox 4).
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AOD - AT % agpeHanuH - AT %
1 MaymenTtbl ¢ MIN Ha npenapaTtax ACK
H MauwmeHTbl ¢ LM 6e3 npenapaTtos ACK
d HopmanbHble 2HadeHmA AT
Pucynox 4 — Tlokazarenu arperaiiud TPOMOOIIMTOB y TAIMEHTOB C WCTUHHOMN

MOJIMUIUTEMUEHN B OCTPEUIIIEM MIEPUOJIE UHCYIIbTA

OTH pe3ynbTaThl COTIACYIOTCS C JIUTEPATYPHBIMU JaHHBIMU — CHKeHue AJID-
AT u Anp-AT Bctpeuaercs y 82% mnauuentoB ¢ Ph-neratuBusiMu MII3 BcnenctBue
neduiura anpda-rpaHyn  HAKOIUIEHHWS B  pe3yJbTaTe IOCTOSHHOMW  aKTHBAILUU
TpoMOOLIMTOB, T. €. y mnamueHToB ¢ HWII OTCyTCTBYeT «IpPUBBIYHBIN» MEXAHU3M
nevctus mpenaparoB ACK, npu koropom wunruOupoBanue COX-1 npuBomut K
aHTuarperantHomy > dexry.

[IpoBeneHne KOppesILMOHHOTO aHanu3a IlupcoHa He Mmokas3aio CBSI3M YpPOBHS
A1®-AT u Anp-AT y nauuentoB ¢ UII B ocTpeiiliem nepuosie MHCYJIbTa C IPUEMOM
npenaparoB ACK B 10rocnuTaibHOM NEPUOE.
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[Ipu wucciaepoBanuu  JApyrux  JabOpaTOpPHBIX  IOKa3aTeneil  remocrasa,
bubpuHOIM3a, HYHKIUNA SHAOTETUS, aHTUOTeHE3a W BocmajeHus y 6ompHbIX ¢ U n
UI1, ne npunumaBmmx npenaparsl ACK, HaMH yCTaHOBJIEHO CTATUCTHYECKH Oojee
BeicOokoe coaepxkanue CPB, IL-6 u TNF-a, 20-HETE, 15-HETE, VEGF-A, bFGF, ©B,
p-TM u ADAMTS-13, yem y nanuentoB ¢ HWII, npurumaBmmx npemnapatel ACK
(Pucynoxk 5).
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Pucynok 5 — JlaboparopHsie nokaszaTtenu B 3aBucuMocTH oT npuema ACK y mariueHToB

C UCTUHHOM MOJULIMTEMHUEN B OCTPEUIIEM MTEPUOJIE UHCYIIBTA
Ipumeyanue: 118 yaoOCTBa TpEACTaBICHHS pPE3yNbTaToB Ha OAHOHN mkaie ypoBeHb ADAMTS-13 mpencraBien B
MKr/1%1000.

JlaGopaTopHble MOKa3aTe/il y NAIUEHTOB C APTePUO-aPTePHATbHOI IMO0/IMeH
OpaxuouedaJbHbIX APTEPUNA U TeMOPEOJIOTHYeCKOM MUKPOOKKIIIO3UEel B
ocTpeiilieM nepuojie HIIEeMUYECKOr0 HHCYJIbTA

[Ipu cpaBHeHun nabopaTOpHBIX MoKazaTene y mnaumentoB ¢ MW u UII B
3aBUCUMOCTH OT pa3Mepa ouara MopakeHHsi Mo3ra oOpaiiaer Ha ceOsd BHUMAaHHE TOT
(dakT, 4TO y MalMEeHTOB C MaJbIMH OYaraMu OIpe/iesieHa CYHIECTBEHHO Ooyiee HU3Kas
amnenbHas Harpy3ka V617F B rene JAK2. B noarpymnne ¢ MajabiMi o4aramu, B KOTOpOI
WU pazsuBaiics o tuiry ['MO, BBISBISLIIOCH 00Ji€€ BRICOKOE KOJUYECTBO IPUTPOITUTOB
npu ux xyamen aepopmupyemoctu (Dlmax, y. €.), 0osiee BbICOKas MIOTHOCTH (y-dis) u
CKOPOCTb 00pa30BaHUs TPEXMEPHBIX arperatoB mpu Ooisiee BbicokoMm t-PA. [lpu sTom
KOJIMYECTBO JICHKOIIUTOB, TPOMOOITMTOB, aKTUBHOCTH (pakTopa cBepthiBanus VIII u
TAFI, yposaun VEGF-A, TGF-B1 Obimu cTaTuCTUYECKH 3HAYKMMO BBINIE B MOIATPYIIIE
NalMeHTOB ¢  OOJBIIMMHU W CPEJHUMH  OdYaraMd TOPaXKEHHWs Mo3Tra ¢
areporpomboTrueckum noarunom MU (Tabauma 9).
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MNanueHTOB C HINICMUYCCKUM HHCYJIBTOM U WCTUHHOM HOJII/IL[I/ITeMI/Ieﬁ

IToxka3arenanb A (TO-BIA) U1 (I'MoO)

Md [Qs; Qd] (n=37) (n=33) P
AnnenpHas Harpy3ka V617F JAK2, % 58 [38; 66] 42 [34; 46] <0,001
KommaecTBo SpuTpormTos, x 107/1 5,6 [5,3; 6,2] 6,3 [5,9;6,8] | 0,033
KonuuecTBo JeiKouToB, X 10°/1 12,8 [9,5; 13,8] 9,9[8,8;10,8] | 0,021
KomdecTBO TpOMGOIHTOB, X 10°/1 668 [611; 682] 593 [549; 617] | 0,009
TAFI, % 296,1 220,1 [193,4; 0,012

[243,5; 320,0] 284,7]
(CKOpOCTE, OO Ae3arperammy 510 [487; 535] 575 [189; 247] | 0,009
BPUTPOIUTOB, Y-diS, y. €.
JledopumpyemocTs SpHTPOLHTOB, 0,37 [0,35; 0,40] | 0,34 [0,31;0,36] | 0,011
Dlmax, y. e.
Bpewmst 00pa3zoBaHusi TpeXMEPHBIX 14,4 [12,8; 16,6] 11,9 [9,8; 14,5] | 0,026
arperaTtosB, T's
daktop cBeprhiBanus VI, % 168,0 [157; 184] 80 [73; 99] 0,019
t-PA, ar/Ma 1,8 [1,57; 2,15] 3,3[2,75; 3,64] | 0,001
VEGF-A, nr/mi 1298,6 [1234;1322] 1041,4[997; | 0,013

1077]

TGF-B1 /v 1884 [1799; 1932] |422[1387; 1564] | 0,001
20-HETE, nir/mi 315,8 [157; 184] 396,3 [357; 421] | 0,024

IIpumeuyanme: p — ypoBeHb CTATUCTHIECKON 3HAYMMOCTH PA3IMINNA MEXly TOATPYIIaMu naueHTos ¢ M.

B3anmocBs3b mytannu V617F B rene JAK2 ¢ KIMHUYECKHUMH XapaKTePUCTUKAMU
U J1abopaTopHbiMH OMoMapkepamu y 0oiabHbIX ¢ MU u UII B ocTpeiimem nepuoae
HHCYJIbTA

Y nanueHToB CO CpeAHMM M OOJIBIIMM pa3MepoM HIIEMHYECKOro oyvara
MOpaKEeHUS MO3ra MeauaHa ajutenbHol Harpy3ku V617F B rene JAK2 cocraBuma 58%,
TOrJa Kak y NalMEHTOB C MallbIM pa3MEpoM oyara MeamaHa coctaBuia 42%.
Koppemsiimonnsiii ananm3 IlupcoHa mokaszan OpsIMyrO CBA3b BEJIMYMHBI aJUIEIIbHOM
Harpysku V617F B rene JAK2 ¢ pasmepom ouara (r = 0,393; p = 0,008).

[Ipu ananm3e B3aMMOCBsI3M ajutenbHOM Harpy3ku VO17F B reme JAK2 c
HaJMYueM U cTeneHbio Al', a Takke C aTepoCKIepO30M U CTeneHbio cTeHo3a BIIA y
naruenToB UM wa ¢one WII xoppensiuii BBISIBICHO HE OBLJIO, YTO BO3MOXKHO
CBUAETEILCTBYET 00 OTCYTCTBHM ACCOLMAIIMM MHTEHCUBHOCTH OCHOBHBIX COCYAMCTBIX
3a00JIeBaHUH C aKTUBHOCTHIO MUETONPOJIU(EPaTUBHOIO Mpoliecca.

JIns u3ydeHus B3auMOCBS3M ajuienbHOM Harpy3ku JAK2V617F ¢ apyrumn
7a00paTOPHBIMU MapaMeTpamMu ObUI MPOBENIEH KOppeasuuoHHbIA aHanmu3 [lupcoHa c
NOCJIEeYIOUIUM (PaKTOPHBIM aHAJIU30M.

BrisBiiena B3auMocBsi3b 11 1abopaTopHbIX oKazarenel ¢ BeTMYUHON aJljienbHON
Harpy3ku V617F B rene JAK2. Haubombinas crerneHb BIUSHHUS BBICOKOW aJlIeIbHOM
Harpy3ku V617F B rene JAK2 ycraHoBieHa cO CHHXEHHEM JePOPMHUPYEMOCTH
spuTpounToB U yBenuueHueM aktuBHocTU VIl dakTtopa cBeprThiBanus kpoBu. Kpome
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TOT'0, OHA B3aMMOCBS3aHa C aKTUBAIIMEH MaToJiorudeckoro anruoreresa uepe3 VEGF-A
u TGF-B1, nuchyHKIueH SHAOTEINS U C YBEIMYCHUEM KOJIMYECTBA TPOMOOITUTOB.

HpOI‘HOCTl/I‘IeCKaH SHAYUMOCTD ﬂaﬁopaToprlx noxkasarejes B OIICHKE
KINMHUYIECCKOIo YJIYYIICHUA U (l)yHK]_lI/IOHaJIBHLIX HCX0A0B HNIIEMHUYECCKOI'0
HHCYJ/IbTA K KOHIY OCTPOTO nmepuoaa y manueHToB € MCTHUHHOM HOJ]I/IIII/ITeMl/Ieﬁ

C uenpio BBISBICHUS BO3MOXHOM cBs3u myrtanuu V617F B rene JAK2 ¢
KIIMHAYECKUM (DYHKITMOHAIBHBIM HMCXOJO0M OB MPOBEJACH KOPPEISIIMOHHBINA aHAIIN3
BEJIMYMHBI AJIJIEIBHON HArpy3KH C MOJIOKUTEIIBHOW NUHAMUKOU TSXKECTH MHCYJbTA MO
HCIIOJIL30BAHHBIM IIIKajaM OLIEHKH cocTosiHUs naueHToB. I1o mkaine NIHSS nmogooHo#
CBSI3M BBISIBJICHO HE OBbUIO, OJHAKO YCTAHOBJIEHBI OOpAaTHbIE KOPPENSIMU BEIUYUHBI
aJJIeIbHOM HArpy3KH C XOPOIIUM (PYyHKIIMOHAIBHBIM MCXOJOM 10 HUHJIEKCY baprens u
no Imkaine PoHKMHA. AHaIW3 XapaKTEPUCTHUECKUX KPUBBIX BBISIBUI IOPOTOBBIC
BEJIMYMHBl AJJICJIbHOM HAarpy3Kd MO OTCYTCTBUIO TIOJIOKUTEIBHOW JAMHAMUKHU TI0
unjekcy baprens — 51% (ayBcTBUTENBHOCTD 68,8%, crienuduanocts 78%) U 1o 1Ikae
Pankuna — 46% (ayBcTBHTEIBHOCTD 74,5%, crienupuaHocTs 82%) (PucyHok 6).

[Inomaar Mo XapakTEpUCTUUYECKOM KpUBOM nJisi mHAekca bapTens cocraBuia
0,705 = 0,057 (95% AU = 0,661-0,798; p = 0,004), nns mkanel Paukuna - 0,737 +
0,063 (95% I = 0,673—-0,852; p = 0,001). OTHOIIEHNE 1IAHCOB HEOJIATOMPHUSTHOIO
(YHKIIMOHATBHOTO MCXOJa K KOHI[y OCTPOTrO Mepuojia mo HHAEKCY baprens npu
BennurHe ayutensHoi Harpy3ku VO617F B rene JAK2 6omnee 51% cocraBumno 7,15 (95%
I = 2,5-12,4). OTHOIIIEHHE IIIaHCOB HEOIArOMPHUATHOTO (PYHKIIMOHAIBHOTO UCXO0/1a K
KOHI[y OCTpOro Mepuoja Mmo MKajle P3HKMHA TpU BEIMYMHE aJUIEIbHOW Harpy3Ku

V617F B rene JAK2 6onee 46% cocrasmio 8,38 (95% AU = 3,9-16,5).
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Pucynox 6 — ROC-kpuBbie BenmuuunHbl ayuienbHON Harpy3ku V617F B rene JAK2 B
NIPOTHO3€¢ (YHKITMOHATHHOTO HCXOJa HIIEMHYECKOTO HWHCYJIbTa K KOHILY OCTPOTO
nepuoja a) ro mkane Pankuna u b) mo nngexkcy baprens.

beimn  chopMmupoBaHbl  MPEIUKTUBHBIC  TMAHENW  HauOoJiee  3HAYMMBIX
Ja00paTOPHBIX TOKa3aresed (PYHKIHMOHATBLHOIO HCXOJa MHCYJbTa K KOHIY OCTPOTO
nepuona 1o mkane NIHSS, mo unnekcy baprens u mkane MRS ¢ pacdeToM OPOrOBBIX
ypoBHel. B utore Obln1 chopmupoBaH 0OBEAMHEHHBIM MaTTEpH U3 9 J1aOOpaTOPHBIX
nokaszaresied il MPOrHo3a (PYHKIMOHAIBLHOTO BOCCTAHOBJICHUSI K KOHILY OCTPOIO
nepuoaa MU (Tabauma 10).
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Ta6muma 10 — KoppenduuoHnHble CBsA3M  JabOpaTOpHBIX — MMOKa3aTeiael  c
(GYHKIIMOHATBLHBIM BOCCTAHOBJIICHHEM Yy TAIMEHTOB C WCTHHHOW TOJUIUTEMHUEH K
KOHILy OCTPOro Nepuoja UHCYJIbTa

IMoka3zarenn Kosppuunent
koppeasuuu Ilupcona, r
VYpoBeHb (puOpuHOreHa, r/a —0,396*
Hedopmupyemocts s3putporuToB, DIimax, y. e. 0,372**
CPb, amois/n —0,344**
VEGF-A, nr/mn —0,328**
ADAMTS-13, mxr/n —0,317**
®axtop VII cBepTriBanus, % —0,310**
AT-II, % —0,282*
KonanaecTBO J€HKOIIUTOB, X 10%/n -0,249*
YpoBeHb KpeaTUHUHA, MKMOJIb/JI —0,256*
KonndecTBo TpOMOOITUTOB, X 107/ —0,396*

IIpumeuyanue: * — ypoBeHb cTaTHCTHUECKOW 3HAUMMOCTH p < 0,05; ** — ypoBeHb cratucTHdeckoit 3HaguMocTH p < 0,01.

[IporHocThyeckass  IICHHOCTh  HMCIOJb30BAaHUS  JAHHBIX  J1JAOOPATOPHBIX
napaMeTPOB IS OLIEHKH BOCCTAHOBJICHUS IO HEBPOJOTHMUYECKUM IIKAJIaM OICHHBAJIACH
¢ momompto ROC-ananu3a (PucyHok 7).
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Pucynoxk 7 — ROC-kpuBbie 1a00paTOpHBIX IOKa3aTelel B OLIEHKE BEPOATHOCTH
XOpOIIIETO BOCCTAHOBIIEHUS K KOHILY OCTPOIO MEPUO/Ia IO HEBPOJOTUUECKHUM IIIKaTIaM

XapakTepucTuku o0JacTM  MOJ ~ KpPUBOM i ypoBHeH  (QuOpuHOreHa,
nepopMupyemoctd  spuTpouuToB, ypoBHeit CPb, neiikonutoB, KpeaTHHHHA,
tpomborutoB, VEGF-A, ADAMTS-13, aktuBaoctu VII ¢akTopa cBepThiBaHUS
(Tabmura 11).

[Tpoenennsiii ROC-ananu3 njsi BBIIETEHHBIX JIAOOPATOPHBIX MOKA3aTENCH IS
OLICHKM BOCCTAHOBJIEHHMSI K KOHIly OCTpPOro IMEpUoAa MO HEBPOJOIMYECKUM MIKajgam
YCTAaHOBWJI IOPOTIOBBIE 3HAYEHHUS BBIIIEONHUCAHHBIX IMapaMETPOB IPU ONTUMAIBHON
9yBCTBUTENBHOCTH U cnenuduanocTu (Tabmuma 12).
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Tadamma 11 — Xapakrepuctuku ob6nactu mnoj ROC-kpuBoOi  BhIIEyKa3aHHBIX
71a00paTOPHBIX MOKa3aTeen

IToxka3zareanb Ilno | Crangap p Huxusas | Bepxusas
maab THasi rpaHuna | rpaHuna
noj | OmHOKA 95% U | 95% AU
KpHB
on
YpoBeHb puOpUHOTEHA, T/11 0,765 0,063 0,001 | 0,686 0,897
JledopmHpyeMOCTs SpUTPOLHTOR, 0,715| 0,051 | 0,004 | 0,629 0,807
Dlmax, y. e. ’ ’ ’ ’ ’
CPBb, umoins/1 0,682 0,064 0,011 0,636 0,778
VEGF-A, nr/mn 0,654 0,052 0,016 | 0,551 0,733
ADAMTS-13, mxr/n 0,633 0,055 0,009 | 0,587 0,865
daxrop VIl cBepThiBanus, % 0,755 0,067 0,011 | 0,655 0,794
KonnuecTBo 1€HKOIMUTOB, X 10%/n 0,691 0,051 0,013 0,598 0,783
YpoBeHb KpeaTHHUHA, MKMOJIB/JT 0,723 0,068 0,009 0,615 0,897
KonndecTBo TpOMOOITUTOB, X 107/ 0,686 0,072 0,008 0,596 0,851
Tabimua 12 — IloporoBeie 3HaueHHs Ja0OpAaTOPHBIX TIOKa3aTesled  OIEHKU

BOCCTAaHOBJIEHUS] K KOHIly OCTpPOTO Iepuojaa mno HeBpojormyeckum Imkaizam (ROC-
aHaJu3)

IHoka3zaTenn Iloporosoe | UyscrBHTE CneunpuyHocThb
3HAYEeHHE bHOCTH

Konnenrpanus ¢ubpuHorena, r/a 4,9 82% 74%
JedhopmMupyemMocTh 3pUTPOIUTOB, 0,37 76% 80%
Dlmax, y. e.

CPBb, amoin/1 16,4 2% 66%
VEGF-A, nr/mn 1120 83% 65%
ADAMTS-13, Mxr/n 0,39 75% 69%
®axtop cBeproiBanus VI, % 171 85% 61%
KonanuecTBO J1€HKOIUTOB, X 101 11,6 75% 65%
YpoBeHb KpeaTHHUHA MKMOJIb/JI 121 73% 69%
KomdecTBO TpoMBOIHTOB, X 10°/1 564 70% 61%

3HaUUMOCTh W  AJE€KBAaTHOCTb MPEIUKTUBHOM MOJENIH  OOBEAMHEHHOIO
7a00paTOPHOTO MOKa3aTeiass B OTHOLIEHWHM JUArHOCTUKM BOCCTAHOBJIEHHS IO
HEBPOJIOTHYECKUM MIKAJIaM K KOHILy OCTPOro nepuoja oneHuBaiu nocpeactsoM ROC-
aHanM3a M ONPENEIWIM YyBCTBUTENBHOCTh 86% u cneuudpuuHocts 85% mpu
BBINIICYKA3aHHBIX TIOPOTOBBIX YPOBHSX mokasarenei (PucyHnok 8).

OTHOIlIEHHE IIAaHCOB XOPOLIEr0 BOCCTAHOBJIEHUS 110 HEBPOJIOTMYECKUM IIKAJIAM
K KoHIy octporo mnepuoga WU pans BbIOpaHHOW TPEIUKTUBHON TMaHENd C
BBIIIICYKAa3aHHBIMH [TOPOTOBBIMH YPOBHSIMHE cocTaBmio 7,4 pasza (95% AU = 4,6-8,7).
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Pucynok 8 — ROC-xpuBas o00beaMHEHHOW a0OpaTOPHONW TAHETHM B OILEHKE
BEPOSTHOCTH XOPOIIETO BOCCTAHOBIEHHUS K KOHILY OCTPOTO TMEPHOAA 1O HEBPOJIOTHUYECKUM
IIKajgam

O1eHKa HEBPOJIOTHYECKOT0 CTATYCAa, TPOMOOTreMopparnyecKux 0CJa0KHeHHId,
KOTHUTHBHBIX HAPYIIEHHI ¥ aHAJIN3 3HAYHMOCTH JIA00PATOPHBLIX OHOMAPKEPOB B
NMporuo3e GyHKIMMOHAIBHBIX HCX00B HIIEMHUYECKOT0 HHCYJIbTA U
TPOMOOreMOpparu4ecKux 0CJ0KHEHH MPY MOBTOPHOM 00C/IeI0BAHUH

[ToBTOpHOE KIMHUKO-TabopaTopHOE obOcienoBanue nanuentoB ¢ UIT kak ¢ UU B
aHamHe3e, Tak u B rpymme ¢ MII, mpoBoamnoce uepe3 16—-18 mecsaunes, meauaHa
coctaBuna 17,3 (95% AU = 16,4—-18,3) mecsia. Bech nepuro HaOM0IeHUS TAIUEHTHI
MPUHUMAIIN cnenuduIecKyro HUATOPEAYKTUBHYIO Teparuo (mpemnapatsbl
TUJIPOKCUMOYEBUHBI WM UHTEPHEpPOHbI) B KOMOWHAIUU C AHTUTPOMOOTHYECKOMN
tepanueit (ACK). Dpurporurodepe3 nmpopoamwics y Bcex mnamnueHToB ¢ WIl u MU B
aHaMHe3¢ U 0e3 Hero, C YaCTOTOM OT 2 10 6 mpoleayp B TO/I.

[Ipy aHanu3e AMHAMUKH HEBPOJOTHUYECKUX HAPYLIEHUA OT KOHLA OCTPOro
nepuona UM no moBTOopHOTO OOCHemoBanus uyepe3 1,5 roma ObUIO BBISBIEHO, YTO Yy
naiuenToB ¢ I yactora qBuraTenbHBIX U BECTHOYIISIPHBIX PACCTPONCTB CHU3UIIACh HA
20% wu 25% COOTBETCTBEHHO; MPU ITOM aHAIN3 CyOBEKTHBHOW HEBPOJIOTHYECCKOM
CUMIITOMATUKHU MOKa3aJl MPAKTUYECKU OTCYTCTBUE CHUKEHHUS YaCTOTHI TOJIOBHOU 00U
U HE3HAUUTEJIbHOE YMEHBIIEHHE AaCTEHHUYECKOIO0 CHHIpPOMAa IMpU TMOJIOKUTEIbHOU
JUHAMHKE YyBCTBUTEIBHBIX HapylieHui (Pucyrnok 9).

100% 80%
80%
60%
60%
40% 0%
(]
20% 20%
0% 0%
lonoBHas 601b AcTeHMYecknin  YyBCTBUTENIbHbIE BecTnbynsapHble [puratenbHble
CUHAPOM paccTpovicTsa paccrtpoiicTea paccTpoiicTea
B KoHey octporo nepmoga Yepes 16-18 mecaues

PucyHnok 9 — /luHamuka BOCCTaHOBJICHHSI HEBPOJIOTHYECKOTO ACPUITUTA Y TTAITUCHTOB C
VUCTUHHON TOJIUITUTEMUCH M HWIIEMUYCCKUM HHCYJIHTOM B aHAMHE3€ IMPH TOBTOPHOM
00cJIe10BaHUA
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[Ipu oueHke HEBpoJIOrMYECKOro Aepuuura B 3aBUcUMocTH OT noartuna MU B
aHaMHE3€ IMPOCICKHMBACTCA [JOCTATOYHO YETKas B3aMMOCBA3b CTEIIEHH perpecca
cumnromatuku U noaruna MU. Tak, y mauuenros, nepenecmnx MU no tuny I'MO,
OTME4eHO OoJjiee ONaronpusATHOE BOCCTAHOBJIEHHUE HEBPOJOTMUYECKOro AepHUIMTa IO
CpaBHEHHIO C manueHTamu, y kotopbix MU pasBuBancs na ¢one Tpomboza BLIA
(Pucynoxk 10).

My BCTE MTEMbHEIE PACCTPORCTES
DEWraTelbHbE PaccTROMCTES
BecTuByn ApHele paccTpoAcT e
ACTEHWYECH A CHHADOM

FonoeHan Bokb

0% 10% 20 30 40 5S0% 60 70% B0% S0 100%

E MM [T B aHampeze B OT-EUA B arampe e

Pucynok 10 — BoccraHoBineHue HEBpPOJOTHYECKOTO AePHUIMTa y TAIMEHTOB C
VUCTUHHOM TONHMIMTEMHUEH W pa3HBIMHU TMOATHIIAMH HWHCYJIbTAa B aHaMHe3e (OIlCHKa B
TuHaMuKe yepe3 16—18 mecsieB)

QOyHKIMOHAIBHOE BOCCTaHOBJIEHUE uepe3 16—18 mecsaues nocne passutus U
corjacHo MoauduiupoBanHon mkaine Pankuna (mRS) 6pu10 x0pommum (0—1 6amn) — y
18 (27%) manueHToB, yIOBIETBOPUTENIbHBIM (2—3 Oamna) — y 26 (38%) marnueHToB U
wioxuM (4-5 6amioB) — y 24 (35 %). CpaBuenne nanuentoB ¢ MU ¢ u 6e3 UII mo
mikajge mRS nokazano 6osee HeOIaronpuaATHBIN (DYHKIIMOHATBHBIN UCXOJ] Y TAIUEHTOB
¢ M1 u UII He TonbKO K KOHILy OCTPOro, HO U B OTAAJICHHOM Tiepuojie — uepe3 1618
mecsiteB (Pucynok 11).

g wmw 6e3 1N

O mncumn

(V8]

(=]

=

KoHel, ocTporo nepuoga 16-18 mecsaues cnycTa

Pucynok 11 — OyHKIMOHAIBHOE BOCCTAaHOBIEHHE MO MOAU(DUIIMPOBAHHOW IIKaje
PoHknHA y 00cne0BaHHBIX MAIIMEHTOB K KOHILY OCTPOTO M B OTAAJICHHOM MEPHOaX
[Ipn oueHke KOrHUTUMBHBIX HapymeHud no mkaie MoCA npu NOBTOpHOM
ocMmoTpe yepe3 1,5 roga mocne MM menamana Gamra cocraBwia 23,8 [21,5; 26,4] (k
KOHITy ocTporo niepuosa 6eu1a 20,3). Kpome Toro, HOBTOPHBIM OCMOTP B OTCPOYESHHOM
BOCCTAHOBUTEIBHOM I€pUOJ€ BbIABWI cuenytomee: y 22 (32%) orcyrcTBoBamm
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KOTHUTUBHBIE PACCTPONCTBA, YMEPEHHbBIE KOTHUTUBHBIE PACCTPOICTBA OMPEACIISIIUCE Y
36 (53%), BbIpakeHHBIE KOTHUTHUBHBIE paccTpoiicTBa — y 10 (25%). Ynydiienue uiu
OTCYTCTBHE€ HW3MCHEHHH B KOTHHUTHUBHOM cTaryce Obuto BhIsIBICHO y 53 (78%)
NalMEHTOB, yxyamenue —y 15 (22%).

[Ipy TNOBTOPHOM KIMHUYECKOM OOCIEIOBaHWM TalUeHToB (uepe3 16-18
MecsAlleB) Oblla MpOBEAEHAa  OIEHKAa  YacTOThl ~ BCTPEYAEMOCTH UM BHJOB
TPOMOOTEMOPPArHYECKUX OCIOKHEHHUH, TPOU3OIIEAIINX 3a EPUO A HAOIIOIEHUS KaK B
OCHOBHOM TIpyIlle€ NAUEHTOB ¢ nocneactsusamu WU, Tak m B rpymnmax cpaBHEHUS
(Pucynoxk 12).

Bez
TpomGoremopparv4ecknx
OCNOMHEHWA

n=19 (28%)

n=44 (75%)

MayneHtelc MM MM B MauyuneHTeic MK B MaymeHTel ¢ UM Bez MU
aHamHese (n=67) aHamHese 6ez UM (n=59) (n=54)

n=2 (4%)
n=12 (22%)

ETTINY

n=28(52%)

n=1 (2%)

n=14(24%)

[ ) t )

Pucynok 12 — TpombGoremopparuueckie OCI0KHEHHUsI, MPOU3oIIeaue B TedeHue 1,5
JeT y 00CiIeTOBaHHbIX MMallMEHTOB

Y 1 nmaumentra u3 rpynnsl MM ¢ UII pas3Buncs uepeOpanbHbI BEHO3HBIN
TpoMOO03, U OH ObLI UCKIIFOUEH U3 HCCIIEIOBAHUS.

BoisBneno, uro y mnauumentoB ¢ MII m MW B anamHe3e TpomOOoTHUYECKHE
ocioxHeHus nporsouutn y 30 (45%) nauuentoB, u3 Hux y 16 (24%) B Buie MOBTOPHBIX
HMK, a y 14 (21%) nauueHToB B BUJe TpoMOO3a BEH HIKHUX KOHEUHOCTell. Meaunana
pazButusi TpomOoTHUecKkux ociokHenuit mocie MU cocraBuna 11 (95% AU = 9,5—
14,0) mecsueB. I'emopparndeckuil cunapom y mnanueHToB ¢ UIT u UM B anamuese
3apeructpupoBat B 18 (28%) ciyuasix, u ecnu y 17 (27%) nanueHTOB OH MPOSBIISIICS B
BHJIE HOCOBBIX, JI€CHEBBIX, MOJKOXHBIX MU I'€MOPPOUIAIBHBIX KPOBOTEYEHH, TO y 2
(3%) mnanmenToB 3apeructpupoBaHbl kpoBoTeueHuss JKKT. Meauana pa3BUTHS
reMOPpParuueckoro CHHAPOMA TOCIE OCTPOTO «COCYAUCTOTO COOBITHS» cocTaBuia 7
(95% AN = 5-9) mecses.

B rpynne manuentoB ¢ UIl 6e3 UN B Teuenue 1,5 ner y 14 (26%) nmanueHTOB
MPOU3OIILIM TPOMOOTHYECKHE OCIOXKHEHus, Y 2 (4%) nauuentoB B Buae HMK, a 'y 12
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(22%) — TpomM0OO3a BEH HWKHHMX KOHEYHOCTeH. ['eMopparndeckuii CHHAPOM B BHE
HOCOBBIX, JE€CHEBBIX U T€MOPPOUIATIBLHBIX KPOBOTEUEHUH 3apeructpupoBan y 11 (20%)
oonpHbIX U KpoBOoTeueHus KKT — y 1 (2%) 6oxapHOTO 13 3T0# rpynmbl. CoueTaHHbIE
TpoMmOoTremMopparndeckue ocioxkaerus: Haomoaammch y 7 (10%) 60iapHBIX B Tpymme ¢
UIT u N B anamuese u 'y 2 (4%) maruentoB ¢ UII, npuueM y Bcex 3THX MAIlMEHTOB
TpoMOOTHYECKHE OCIIOKHEHUS ObLH B Buje HMK.

IIpu paspenenun nmanueHtoB 1o noarunam MK B aHamMHe3e BBIABICHO, YTO Yy
nanueHToB ¢ TO-BIIA noBTopHsiii TpoM603 BIIA ciayuuncsa y 16 (45%) naiueHTos, B
COUETaHUU C TeMopparuueckum cuHapomom —y 5 (14%) 6onsabix. HMK npoucxoaunm
B TOM k¢ OacceilHe, 4TO M MEpBBI HHCYNBT y 13 Oo0JbHBIX, JMOO B OacceiHe
MPOTUBOIIOIOXKHON OJJHOMMEHHOW apTepuH B CiIydyae JABYXCTOPOHHETO MOPaXeHUs y 3
6onpHBIX. B rpynmne ¢ U1 no tuny 'MO B anamHe3e TpoMOOTHYECKHUE OCTIOKHEHUS Y 7
(21%) mnanueHTOB HAOMIOMAINCh B BHJE TpPomMOO3a BEH HIDKHUX KOHEYHOCTEH U
COYETAINCh C FeMOpparudeckuMm cuHapoMoM B 2 (4%) ciyuaeB. I'emopparnueckuii
cunpoMm BeIsiBlieH y 10 (30%) nanyeHToB B 3TOM NOATPYMIIE.

Ananu3 cBsizu ayutenbHoU Harpy3ku V617F B rene JAK2, onpenenenHoit B KoHIIe
octporo nepuona MU, ¢ GpyHKIMOHATEHBIME UCX0aM1, KOTHUTUBHBIMHU HAPYIIEHUSIMH
U TPOMOOTeMOPParMueCKUMH OCJIOKHEHUSIMU B OTJIAJIEHHOM TMEPUOJIC TMOKa3all
oOpaTHYI0 KOPpEIAIMI0 BEIWYWHBI ajuienbHOoW Harpy3ku V617F B rene JAK2 c
BOCCTAHOBJICHUEM 10 IIKajie PaHKMHA U NPSAMYIO C BOSHUKHOBEHHEM TPOMOOTHYECKHUX
OCJIOKHEHHI B BUJI€ pa3BuTus noBTopHbix HMK.

OTHoOIIIEHHE IAHCOB JIJISi MPOTHO3a (PYHKIIMOHAIBHOTO HCXOJa B OTJAJICHHOM
nepuoAe OT ypoBHs aiuienbHOW Harpy3ku reHa JAK2V617F B octpeiiiem nepuojae c
noporoBbIM 3HaueHueM 47% cocrasmio 2,9 paza (95% AU = 2,0-3,3), a ayig nporxHosa

noBTOpHBIX ninemuyecknx HMK ¢ nmoporossiM ypoBHem 41% — 2,6 paza (95% AU =
2,0-2,9).

MoJiekyJIIpHO-TeHeTHYEeCKOe TECTHPOBAHUE NMOJTUMOP(U3MOB I'€HOB,
ACCOLMMPOBAHHBIX C PUCKOM Pa3BUTHS TPOMOOPUINYECKUX COCTOSTHUM

VY mammentoB ¢ UM u UII yacrora BcTpeyaeMoCTH MOMMMOpP(U3MOB B I'eHaX
CUCTEMBI TemMocTa3a U (oJIaTHOTO LHMKIAa cocTaBisieT 97% cimydae, npu 3toM y 75%
NAlMEHTOB BBISIBJIEHBI COYETaHUs MOJIUMOP(GU3MOB B 2 U Ooliee reHax, a B 15% ciyvaen
— coyeTtanue noJuMoppusmMoB B 4 u Oonee reHax. OJHAKO 4AaCTOTa BCTPEHYAEMOCTHU
M3y4aeMbIX MOJIUMOPPU3MOB CTATUCTUYECKH 3HAYMMO HE OTJIMYANIACh OT TAKOBBIX KaK
B rpymre nanuentoB ¢ U 6e3 UII, tak u B rpymnme ¢ UII 6e3 ocTphix uireMuyeckux
HMK.

HccnenoBanne KOpPPENSLMOHHBIX CBS3€H MOIMMOPPU3MOB B T€HAX CHCTEMBbI
reMocTasa: mpoTpoMOunHa, (PaKTOpOB CBEPTHIBAHUA S U 7, aKTUBHUPOBAHHOTO (hakTopa
cBepThiBaHus 13, ¢ubOpuHOreHa OeTa, WMHTHOMTOpAa aKTHBATOpa IIJIA3MUHOTCHA,
WHTErprUHA anb(a, TPOMOOIUTAPHOTO perentopa GudbpuHoreHa u (PoJaTHOTO IMUKIA —
MeTUJIeH-TeTparuapodonar-peaykrazsl 677 u 1298, MeTHOHMH-CHUHTa3bl, METHOHUH-
CUHTa3bI-PEIyKTa3bl C KIMHUYECKUMH XapaKTEPUCTHUKAMHU, TPOMOOreMOpparnieCKuMu
OCJIO)KHEHUSIMU M JTA0OOpAaTOPHBIMU TIOKA3aTeNs MU BO BCEX TpyNmax MalMeHTOB
MOKA3aJI0 OTCYTCTBUE 3HAYUMBIX XapAaKTEPHBIX B3AUMOCBA3EN TOJBKO JJISI MTALIMEHTOB C
NN na doue UIL. Ilpu 3TOM mpocCieKUBaAIOTCS OOIIME 3aKOHOMEPHOCTH U CBS3b
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HaJIMYUS U3y4aeMbIX OJUMOP(PU3MOB B r€éHaX CUCTEMBI FeMOCTa3a U (HOIATHOTO IUKIIA
C TPOMOOTHYECKUMHU OCJIOKHEHHUSMH BO BCEX HMCCIEAYEMBIX IPYIIAxX MalUEHTOB, YTO
COIJIaCyeTCsl C JIUTEPATYPHBIMU JaHHBIMU IO aCCOLMAIMU MOJTUMOP(HU3MOB 3TUX TC€HOB
C Tpom0OO3amMu pa3iIMyHOM Jokanu3auuu. CTaTUCTHUYECKH 3HAYMMOW CBSA3M YPOBHS
annenbHol Harpy3ku V617F rena JAK2 ¢ gactoToii BCTpe4aeMOCTH MOIUMOP(HU3MOB B
U3y4aeMbIX T€HaX CHCTEMBbI reMocTas3a M ¢ojsaTHOro nukia y namueHtoB ¢ MU u UII
BBISIBJIEHO HE OBLIO.

HIkajabl oneHKH PYHKIUUOHAJIBHBIX HCX0/10B, TPOMOOTHYECKHUX U
reMoOpparn4eckKux 0CJI0KHEHU U aJIroputM GopMHUpoOBaHUS TPy PUCKA

OYHKIIMOHAIBHOE COCTOSSHUE W TPOMOOTeMOpparMdeckue OCIOXKHEHUS Y
MAIMEHTOB, NIEPEHECIIINX UHCYJIBT — YPE3BBIYAHHO BAXKHBIM U JIOJITOBPEMEHHBIN ITPOCKT
3npaBooxpaneHus. [louck 1abopaTOpHBIX TECTOB MPOTHO3a (PYHKIIMOHAIBHBIX UCXOJIOB
MU u pucka TpomOoreMopparuaeckux ociioxHeHu y maruenToB ¢ WI1 Ha ocHoBaHuM
CTaTUCTUYECKOTO aHajgu3a I03BOMII C(OPMUpPOBATH IMATTEPHBI J1aOOPATOPHBIX
MOKa3aTeIend C paCCYMTAHHBIMUA MOPOTOBBIMU YPOBHSAMHU, JAJIE€ U3 KOTOPBIX C YYETOM
pazmepa 04aroBOro MopakeHus MO3ra ObUTH pa3paboTaHbl OaJbHbIE IIKABI OLICHKH.

[Ipexxne Bcero B Oaymuiax OLIEHMBAETCs pa3Mep odara mnopaxxeHusi mosra. Bce
7a00paTOpHBIE MOKAa3aTeId PACHOJIOKEHBl MO0 MEpe «BHOCMMOIO» BKJIaJa B
MPEICKA3aTebHYI0 MOJENIb. ECIM MOpOroBbIM YpPOBEHb 3HAYEHHS I[IOKa3aTems
JIOCTUTHYT, TO Oa/uibl CUMTAIOTCS MO JIEBOM KOJOHKE C Ha3zBaHueM «JlA», ecnu
MOPOTOBLI YPOBEHB IOKa3aTelis HE JOCTUTHYT, TO Oajulbl CUMTAIOTCS IO IIpaBOM
koJioHke ¢ Ha3BaHueM «HET». bamibl cymmupyrotcs. B mikanax BblaeiaeHsl 3 rpagauuu
pUCKA: YMEPECHHBIM PUCK IUIOXOTO BOCCTAHOBJICHUS; BBICOKHUU PHUCK; OYECHBb BBICOKUU
puck (Pucynku 13-15).

‘ PaaMEp oqa ra OTHOWEeHWE WaHCOB ana
I - I'IPE,ELEKEBBTEJ'IIJHOI:I mMmoOenm
2 I Bonbwoii 1 [ CpegHuii | 0 “ Manbiii I

nAa HET
[ BrnaronpuAaTHBLIM KMcxop < 5 Bannoe |
3 I annenbHaA HAarpysk¥617Flak2= 47% ] 1 I
3 | l Aedopmupyemocts RBC < 0,37 y.e ] 1 | YmepeHHbIn puck HebnaronpuaTHOro
vcxona
3 | l DrEpuHored = 4,9 r/n ] 1 6-8 bannos
2 ] l CPE = 16,4 r/n | 1 | BbICOKWIA pWCK HEGAaronpuATHONO MCxoda
9-13 Bannos
1 | | VEGF-A=21120 nr/mn | o
= | I ADAMTS-13 < 0,37 mKr/n I = | OueHb BBICOKMIA PUCK HzﬁnaronpwﬂTHoro
MCcxomn,
1 | l dakTop ceepTbiBaHuAa VII 2171 % I = | 2ty Fenvites
1 I | Konuuecteo neikoumTos = 11, 6 10%/n | = | OA | Konuuectso 6aai0B NPy AOCTHUIKEHMM
SHa4YeHWA Noporosoro Yy poBHA
u | | YpOBeHb KpeaTuHuHa = 121 mKk/Mmonk I o] I HET | Honuuectso Gannos Bes gocTuxeHus
SHa4YeHWA Noporosoro ypoBHA
1 = 2, I
| [ Honwruecteo Tpombouwtos = 564 10%/n 0 | <= IR DS R e S e T

Pucynok 13 — Illkana oneHku (pyHKIIMOHATBHBIX UCXOJ0B UIIEMHUYECKOTO UHCYNIbTA Y
NAIMEHTOB C ICTUHHOM MOJIUIIMTEMUEN K KOHILYy OCTPOTO NEpHoa
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OTHOWeHWe WaHCoB ANA
npeacKkasaTensHoOW Mmogenm
—

2 I BonbLwo 1I Cpearmuii IOH Manbi I BnaronpuATHLIA NPOrHo3 |

| Pasmep o4ara l

= 4 6annos

DA HET
3 | [ VWF % anturen < 52,5% ] 1 | YMepeHHBINA puck
5-6 Bannos
3 | | VWF % aKTUBHOCTL < 49,2% | 1 |
BbICOKMIA PUCK
7-10 6annoe
3 I I t-PA = 4,25 Hr/mn I 1 I
OueHb BLICOKWMKA PUCK
2 | l PAI-1 < 16,7 Hr/mn | o | 11:14 6annos
1 | I CooTHoweHue t-pa/PAIZ0,32 y.e. l o | na | KonuuecTso 6annos Npu AOCTUIKEHWUM
SHa4YeHWA NoOpoOrosoro yp
- HET | KonuuectBo Gasnoe Ges gocTuxKeHMa
3Ha4YeHMA NopPoroBoro yp

3Ha4YeHWA NOpPOrosBoro yposHA

Pucynok 14 — Illkana olieHKH pa3BUTHS T€MOPPATMYECKUX OCIIOKHEHUH Y TAIUEHTOB C
WUIIEMUYECKUM HUHCYJIBTOM U HCTHHHOW MOJULIUTEMUEN B OTIAJIEHHOM MIEPUOIE

l Pazmep ovara I — OTHOWEHWE WaHCoB AnA
NnpeacKasaTensHol Mmogenm
| 2 I BOoAbLUONK 1 I CpeaHwii IOI Manbiia |

OA HET
3 I l dakvTOop ceepTbiBaHKEI I =150% | 1 | BnaronpuATHEIA Npor-Ho3
< 5 Gannoe
3 | [ daxkTop ceepTeiBaHMA VIl 2184 9% l 1 |
YmepeHHbIA pyUcK
2 I [ Aedopmunpyemocte RBC < 0,36 y.e l 1 | 6-8 Bannoe
1 | I annenbHaA HATPY3KRE617Flak2= 47% I o | -
BbICOKWMIA PUCK
1 || TAFI 2285 % | o | 2=1lioanios
1 I I HonuyecTeo nelkouuTos =12,9 10%/n I o l Ou4YeHb BbICOKKMA PHUCK
12-17 6annoe
1 I [ t-PA <1,6 Hr/nn I o |
= | I P - TPOMBOMOaYNIH =445 Hr/mn ] = | | | Konunuectso 6annos NpM OOCTHUHEHMM
! SHa4Y4e€HMA MNopPOorosoro yposHsA
1 l I VEGF-A=1310 nr/mn ] o I HET I Konunuecrso Gannos 6es gocTruHeHmAa
~ sHa4YeHWA NoOpOroBOrc ypoBHA
1 | I ADAMTS-13 < 0,38 mkr/n l o | E' 3Ha4YyeH WA NoOpPoroBoro ypoeHA

Pucynok 15 — [1lkana orieHKu pa3BUTHS TPOMOOTUUECKUX OCIOKHEHUH Y MAIIUEHTOB C
UIIEMUYECKUM WHCYJIBTOM U UCTHHHOU MOJHUIIMTEMUEH B OTIaJICHHOM TIEPUO/IC
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Ha ocHoBaHuU O11eHKH 1O 1IKajiaM Obl c(hOpMUPOBAH aIrOPUTM (POPMUPOBAHUS
rpynn pucka (Pucynok 16). ITo atomy anroputmy npu ouenke namuenta ¢ UM u UII
-mo mKane ¢GyHKIUOHATBHOTO wucxoma oT 9 mo 20 OammoB BO3HUKAET PHCK
HEOIaronpusITHOrO (PyHKIIMOHAJILHOTO BOCCTAHOBIIEHHS K KOHILY OCTPOTO MEepHO/a,

-[10 IIKaje TPOMOOTHYECKUX OCIOXKHEHUH OT 7 A0 16 6aminoB — pUcK TPOMOOTUYECKUX
OCJIO)KHEHHI B OTJAJICHHOM IIEPUOJIE U
- oT 7 10 14 0anjaoB — pUCK reMOPPArnyeCcKrX OCI0KHEHUH.

[Ipy BBICOKOM H OYEHb BBICOKOM PHUCKE BO3HUKHOBEHHS OCJIOKHEHUU
OJHOBPEMEHHO IO JBYM LIKajaM CJeIyeT MPEenojaratb BBICOKUH PHUCK pa3BUTHUS
COYETaHHBIX TPOMOOTEMOpPPAruyeCKUX OCIOKHEHUH.

Lxana oueHEKM TROMOOTHYSCKHX LUkana oweHxM dyHRUMOHaNbBHOM

OCADHHEHMHA B OTAINSHHOM Nepuoge HH C Hn HMCxXo0a MM K KOoHUY CCTpOre neproaa
BhICOKMWHE W OMEHBL Lkana ougHHH BblCOKMHA M oMEHb
BLICOHWA DHCH BOIHHUMKHOBEHKWA BhICOHWA pHCH
[F-16 Bannos) — rerMoppParMYecKorns cMHOpomMma (2-20 Sannos)

B OTOaNeHHOM NepHone

o+ !

BeICORMA W ouMEHB
BhICOHWH pHCH
[7-14 Bannce)

- l :
MACXoH GyHKLHMOHANBHEIA

MCKOO K KOHWY OCTROro
nepmoga KA

TpomMmBoTUYeCKKe MemoppariYeckme
OCAOHHEHWA OCAOMHEHMWA
!

TpomSoremoppariyeckMe
OCAOHHEHMA

Pucynok 16 — AgjroputM ¢GOpMHUpOBAaHHS TPYMI pPHCKAa HEOIArOMPHUATHBIX
(YHKUIHMOHAJIBHBIX HCXOJIOB MIIEMHYECKOTO HWHCYJIbTa M TPOMOOTeMOPpParndecKux
OCJIO)KHEHHUH Y TAllMEHTOB C UIIEMHUYECKUM UHCYJIHTOM U UCTUHHOM MOJIUIIUTEMUEH.

3AKJIIOUEHUE

[Torck HOBBIX MOAXOJ0B K JUATHOCTUKE, JIEYCHUIO U MPODUIAKTUKE PA3TUUHBIX
dbopM 11epeOPOBACKYIISIPHOM MATOJOTUM UMEET BaXKHOE MEIUIIMHCKOE U COILMAIbHO-
SKOHOMHUYECKOE 3ByYaHHUE.

HecoMHeHHa BBICOKAsT 3HAYMMOCTh KAaK PAHHETO BBISBICHUS OCHOBHBIX
MPOSIBICHUN COCYIMCTONW TATOJOTHU TOJIOBHOTO MO3ra y OOJBHBIX C HUCTUHHOM
MOJIMIIUTEMHUEN, TaK MW CBOCBPEMEHHOW JUArHOCTUKH H IPOTHO3UPOBAHUA
TPOMOOTEMOPPArHYECKUX OCIOKHCHUW TMPU PA3BUTHU OCTPHIX HApyIICHUN
MO3TOBOT'0 KPOBOOOPAIIEHHUS Y 3TOW KaTeTrOPHH MaIlUuEeHTOB.
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Komnnexcnoe uccnenoBanue passutus u tedenus M nva ¢pone UII B octpom u
OTIAJICHHOM II€pUoJax C HMCIOJIb30BAHUEM HMHTEIPATUBHOIO ITOAXOJA MOKA3aJI0, YTO
JTaHHasT KOMOpOWIHAsl TAaToJIOTUS pa3BUBaeTCs Ha (OHE YMEPEHHO BBIPAKCHHBIX
apTepuajIbHOM THMIEPTOHMU M LepeOpaibHOro arepockieposa. Ilpu 3ToM Beaymumu
NaTOTeHEeTUYECKUMU MEXaHU3MaMU pa3BUTHUA ocTpbix umemuueckux HMK nHa done
NIl saBiAOTCA aTEPOTPOMOOTHMYECKUN MOATHN (IO THUITY AapTEepUO-apTEPUAIBHON
AMOOJIMM) U TMOATHUI TeMOPEOJOTUYECKOH MUKpPOOKKIto3uu. MU, pasBuBarommiics y
naiernToB ¢ UIl ¢ popmupoBanmemM MaibiX O4YaroB MOPaXEHHs MO3Ta, BO3MOXHO
paccMaTpuBaTh KaKk MOJENb IMAaTOr€HETUYECKOro IMOATUIIA HHCYJbTa MO MEXaHU3MY
reMOPEOJIOTHYECKON MUKPOOKKITIO3UU.

Onucanbl KIMHUKO-1abopaTopHbie mnpodunu nanueHtoB ¢ WII B pasHbie
IepuoAbl HMHCYJbTa. M3ydeHa M npoaHanM3upoBaHa B3aWMOCBA3b PEOJIOIMYECKUX
XapaKTEPUCTUK 3PUTPOLUTOB U HUX MOP(HOPYHKIMOHATIBHBIX HApPYLIEHUH C
peanu3anueil nepeOpoBackysipHOro snu3ona. Y mnamnueHtoB c¢ UII ycranoBieno
BIIMSHUE TIPENApPaTOB AaUETUCAIWLIWIOBOM KHUCIOTHI HA IIOKA3aTENM aKTUBHOCTHU
MIaTOJIOTUYECKOTO aHTMOT€HE3A.

[IpeacTaBieHsl W OXapakTEPU30BaHbl MATTEPHBl  KIMHHUKO-JIA0OPATOPHBIX
noKasarteJiel ISl OLIEHKU (PYHKIIMOHAJIBHOI'O BOCCTAHOBJIEHUSI B OCTPOM NEPHUOJIE U JIS
bopMHpOBaHUS TPYII pPHUCKA PA3BUTHSA TPOMOOTHYECKUX M TIE€MOPPAru4ecKux
OCJIOKHEHHU B OTIAJICHHOM IIEPUOJIE.

OrnpeneneHa 3Ha4MMOCTh BBICOKOW aJlIeNIbHOW Harpy3ku myTtauuu VO617F B rene
JAK2 kak ¢akropa mnporHo3a (yHKIUOHAJIBHOTO BOCCTAHOBJIEHHS U Pa3BUTHUSA
TPOMOOTHYECKUX OCJIOKHEHUI B pa3Hble MEPHOIbl MILIEMUYECKOTO0 MHCYNIbTA Y JIUILL C
VICTUHHOU TOJIULIUTEMUEN.

PesynbraTel paboThI II03BOJIAIOT pacIIMpuUTh IIPEACTaBIICHUS 0
NaTOr€HEeTUYECKUX MEXaHU3MaX Pa3BUTUS U OCOOEHHOCTAX KIMHMUYecKoro teuenus MU
y mnanuentoB ¢ UII. Bompoc wuneHtHduKanmy KIMHUKO-Ia00paTOpHBIX (PaKTOpoB
MPOTHO3a TpOMOOTeMOpparuaecKux OCJIOKHEHHI TpedyeT JATbHEUIIIETO
KOMILJIEKCHOT'O M3YyY€HHUsI C MCII0JIb30BAaHMEM HAKOIJIEHHBIX 3HAHUH B pa3HbIX 00J1acTsIX
MEJIMLMHBI U COBPEMEHHBIX TEXHOJOTHWA. COTPYAHUYECTBO MEKIY CIEHHAIACTAMU B
0o0JJaCTH  HEBPOJIOTMM, TE€MATOJIOTMM U  JIaDOpAaTOPHOW  JTMAarHOCTHKHM  MOXKET
3HAQUYUTENBHO TOBBICUTH BO3MOXXHOCTM IIPOBEICHMS aJEKBAaTHOM JIMATHOCTUKU U
NAaTOr€HETUYECKOW MPOQUIAKTUKN PA3TUYHBIX MPOSIBICHUN COCYAMCTOM MAaTOJIOTUU
MO3ra [P HCTUHHOW MOJIMLIUTEMUMU.

BbIBO/IbI

1. Nmemuyeckuit uucynsT npu WII mpeumymecTBeHHO pa3BuBaeTcsi Ha (oHE
YMEPEHHO BBIPAKEHHBIX apTEePHAIBHON THMEPTOHUH U IIEpEeOPaTIbHOTO aTepOCKIIepo3a.
CJI 2 Tuma u KypeHue BCTpeuaroTcs B 3 pa3a pexe, ueM B rpymre mamnueHtoB 6e3 Ull, a
Takoi (HakTOp pHUCKa Pa3BUTHUS COCYAUCTBHIX 3a00J€BaHUI MO3ra Kak TUCTUIUIACMUS
HEXapaKTEPEH JJIs1 3TOM KaTerOpuy MalMeHTOB.

2. Benymumu narorenernueckuMu Mexanuzmamu passutus MU y manuentos ¢ UIIT
SBJISIIOTCS: @) arepoTpPOMOOTHYECKHI (10 TUITYy apTepUo-apTepHaTbHON AMOOIHUH) C
(bopMHUpOBaHUEM MPEUMYILIECTBEHHO CPETHUX U OONBIIMX O4aroB MOPaXEHUs] MO3ra; 0)
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[0 THUIy TEMOPEOJOTHYECKOM MHUKPOOKKIIO3UM € (OPMUPOBAHUEM MAJIbIX OYaroB
umeMun Mo3ra. bonee GmaronpusTHOE TeUeHHE, CTEMEHb perpecca CUMITOMATUKH U
BOCCTaHOBJICHHE HEBPOJOTHYECKOTO Je(dUIMTa XapakTepHbl Jid TAIMeHTOB C
WHCYJIBTOM MO TUITY T€MOPEOIOrHYECKOM MUKPOOKITIO3UH.

3. OyHKIMOHAIBHOE BoccTaHOBiIeHHE nanueHToB ¢ UM Ha done UII npoucxomur
3HAYUTENBHO CIIOKHEE, YeM y nanueHToB 0e3 I u 3aBucuT OT moaTuIia HHCYabTa U OT
Pa3BUTHS TPOMOOTEeMOPPAruYeCKUX OCIOXKHEHHM, KOTOphle BO3HUKAIOT B 70% ciy4yaes.
Jlis reMopparuueckux OCJIOKHEHUU XapaKTepeH Oojee paHHUI Mepuoj] pa3BUTHUS
IOCJIE OCTPOTO «COCYIUCTOro coObIThs» - 7 MecsneB (95% JAU = 5,5-8,0) o
CPaBHEHUIO C BOBHUKHOBEHUEM TPOMOOTHYECKHX ocliokHeHuit — 11 mecsies (95% AU
=9,5-14,0).

4, Benuuuna annensHOM Harpy3ku Mmytanuu VO617F B rene JAKZ2 Gonee 47%
SBISIETCS. ~ MapKepOM  BEPOATHOCTH  HEOIAronpusITHOTO (YHKIIMOHAJIBHOTO
BOCCTAHOBJIEHUS K KOHIly OCTPOrO IEPHOAA MHCYIbTA U B 2,9 pa3 yBEIMYMBAET PHUCK
TPOMOOTHYECKUX OCIOKHEHUII B BHJI€ IOBTOPHBIX HIIEMUYECKUX HMHCYJIBTOB B
OTIAJICHHOM MEPHO/IE.

S. Pa3Butue MM y nanmentoB ¢ WMII accomuupyercss ¢ XapakTepHbIM Mpoduiiem
7a00paTOpHBIX MOKa3aTeleil B OCTpEHlleM Mepuose: MPOrPECCUBHBIM YBEIUYEHUEM
KOJIMYECTBA BCEX KJIETOK KPOBM B COYETAHUU C BBIPAKEHHBIMU HapYIICHUSIMU
MOpGODYHKIIMOHATBHBIX CBOMCTB (3HAYUTEIBHBIM CHUXKEHUEM J1€(POPMHUPYEMOCTU U
YBEJIIMYEHUEM MPOYHOCTU OOPa3yIOLIUXCA arperaroB 3pUTPOLUTOB MPU HCTOIICHUU U
HECOCTOSITENIBHOCTH  (YHKIMA TpPOMOOLIMTOB); AaKTUBAIMEW IJIa3MEHHOIO 3BEeHa
reMocTa3a C TOBBIIIEHUEM TKaHEBOTO (hakTopa, ypoBHsS (PUOpPHMHOTEHA, BHIPAKEHHOTO
YBEIMYEHHS] aKTUBHOCTH ¢akropa cBeprhiBanus VI mpu ymepeHHOW aKTUBHOCTU
dakropa VIII; nenpeccuert  puOpuHOIM3a CO 3HAYUTENHHBIM  YBEIHMYCHHEM
aKTUBHpPYyeMOro TpomMOuMHOM wuHruOuUTOpa ¢uodpunonuza (TAFI); auchyHkiuen
OHAOTENMUS, C OJHOM CTOpPOHBI, CO 3HAYUTEIIBHBIM YBEIMYEHUEM PACTBOPHUMOIO
TpoMmOoMoaynuHa npu cHuxeHnu ADAMTS-13, ¢ npyroi, ¢ UCTOLIEHUEM KOJIUYECTBA
U aKTUBHOCTH (pakTopa BuimeOpanna; akTUBalued MAaTOJOTMYECKOIO aHTMOTeHe3a U
MapKepoOB BOCHAJICHHUs; O0Jiee BBICOKMM YPOBHEM KPEaTUHUHA U MOYEBOUM KUCIOTHI.

6. Pa3paboTtanHble KIMHUKO-IA00pAaTOPHBIE NMATTEPHBI 0OCIETOBAaHUS MALIMEHTOB C
NN na ¢one UII B ocTpeiiliem nepuoje MHCYJIbTa MO3BOJIAIOT MO OaJbHOM IIKale C
BBICOKOM TOYHOCTBIO C(HOPMUPOBATh TPYMIbl PUCKA IUIOXOr0 (PYHKIIMOHAIBLHOIO
BOCCTAHOBJICHUS U Pa3BUTHS TPOMOOTHUECKUX U TEMOPPATHYECKUX OCIIOKHEHHI.

1. [TpoBeneHHOE MOJNEKYISPHO-TEHETUUYECKOE HCCIIEAOBaHUE HE OOHapy>KUIIO
cnerupuueckux mns MM wa ¢one WIl wm3meHeHMit YacTOThI BCTPEUYAEMOCTH H
OCOOCHHOCTEH B3aMMOCBS3HM C KIMHUYECKHMHU XapaKTEPUCTHKAMH U JaOOPaTOPHBIMU
nokazaressiMu moimuMop@u3aMoB B 12 rerax remocrasa U (OJATHOTO LUKIA U HX
accolMaly C BETMYUHON aijieNbHOM Harpy3ku myTtaiuu V617F B rene JAK2,

[TPAKTUYECKHUE PEKOMEHJAILINN

1. Benenne  manuMeHTOB € MIIEMHUYECKMMH  HapyHIEHUSIMA ~ MO3TOBOIO
kpoBooOpamienuss 1 UII B pazHble nmepuoabl MHCYNIbTA JOJKHO OCYIIECTBISATHCS MPU
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B3aUMOJICCTBUM HEBPOJIOTOB M TIE€MAaTOJIOrOB M MEPUOJUYECKOM JabOpaTOPHOM
KOHTpOJIEe YpOBHS ayutensHoi Harpy3ku VO17F B rene JAK2.

2. C uenpio TpOrHO3a (PYHKIMOHATHHOTO BOCCTAHOBIEHHS K KOHILy OCTPOTO
MeproJia ¥ OIECHKH BO3MOXHOCTH PAa3BUTHS TPOMOOTHYECKUX M TEMOPPArHICCKUX
OCJIO)KHEHHII B OTAAJICHHOM IIepuojie Mpu oOcienoBaHuu naunueHtoB ¢ WU,
pazBuBmiemcss Ha ¢ore HWII, pekoMmeHmyeTcs TPOBOAUTH OICHKY II0 IITKajgam
dbopMHpOBaHUS TPYNI pUCKAa B MaKCHMAJIbHO paHHUE CpPOKH 3a00JIeBaHUS C
OTIpEe/IeTICHUEM CIEAYIONINX J1a00paTOPHBIX MOKa3aTeNel: KOJIMYECTBA IPUTPOIUTOB,
TPOMOOIIUTOB,  JICUKOIIUTOB, JA€POPMUPYEMOCTH  IPUTPOLMUTOB, KOHLEHTPAIUU
¢bubpunorena, ypoBHsi CPb, kpeaTMHWHA, BacKyJIOdHIOTEIHUATLHOTO (aKkTopa pocTa
(VEGF-A), aktuBnoctu akropoB VII u VIII cBepThiBaHus, TkKaHeBOro akThBaropa (-
PA) u unruburtopa aktuBaropa (PAIl-1) miazMuHoreHa ¢ pac4yeTroM MX COOTHOIICHUS,
aKTUBHpPYyeMOTO TpomMOuHOM wuHrHOuTopa ¢udpunonuza (TAFI); pacTtBopumoro
TpomOoMoaynuHa, ADAMTS-13, a Takke KOJIMYECTBA M AaKTUBHOCTH (hakTopa
BuneGpanna.

3. PexomenmyeTcs TpoBeIeHHWE HEBPOJOTHYECKOTO, HMHCTPYMEHTAJIbHOTO U
pacuIiupeHHoOro  jJabopaTopHOoro  oOcleqoBaHusl  (BKJIIOYAIOIIETO  OMpEICIICHHE
PEOJIOTHUECKUX XapaKTEPUCTUK SPUTPOIUTOB M TPOMOOIUTOB, KOJIMYECTBA W/WIU
akTuBHOCTU (akTopa BuneOpanna, cootHomenus t-PA/PAI-1, daxropor VII u VIII
cBepThiBaHMA) y mamueHToB ¢ WII (B ToM dYmcie mpu OTCYTCTBHHM BBIPAKCHHBIX
apTepuaIbHON TUIEPTOHUH, aTEPOCKIEpOo3a M KapJAualbHOW MATOJOTHMH) Ha MPEAMET
dopmupoBanus rpynn pucka paszButus HMK u TpoMOoTHueckux OCIOKHEHUU C
MIPOBEICHUEM MEPCOHUPUIIMPOBAHHOTO MOI00pa AaHTUTPOMOOTHUECKOM Tepanuu.
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CIIUCOK COKPAIIIEHUH 1 YCJIOBHBIX OBO3HAYEHUI

AT’ — apTepuaNbHas TUIIEPTOHUS

ALl — apTEPUAIBHOE JTABJICHUE

AC — aTepOCKIEPO3

ACBH — aTepOCKIIepoTUYECKast OJsIIKa

AC-BIIA — aTepocKiIepo3 OpaxuolePalbHbIX apTePUH TOJIOBBI

ACK — aleTWIcaJIuIuIoBas KUCIOoTa

AT — arperarusi TpOMOOITMTOB

BIIA — OpaxuoriedanbHbIe apTEPUU

BCA — BHYTPEHHsIs] COHHAsl apTepus

I'MO — TEMOPEOJIOTHYECKAsE MUKPOOKITIO3US

I'MbB — TUIIEPUHTEHCUBHOCTH OCJIOr0 BEIIECTBA

JC — OYTUIEKCHOE CKaHUPOBAHUE

404 — UIIEMHAYECKUN UHCYJIBT

HII — UCTUHHAS MOJIUIUTEMUS

NXJI — UIMMYHOXEMUJIIOMUHUCLIEHIIUS

KM — KOMIIJICKC MHTUMAa-Mea1ua

MII3 — MuernornpordepaTuBHOE 3a00JIeBaHIE

MPT — MarHUTHO-PE30HaHCHAasl ToMorpadus

HMK — HapylI€HUE MO3rOBOr0 KpOBOOOpaIeHUs

OHMK — OCTPO€ HApYIIEHUE MO3TOBOI0 KPOBOOOPAIIEHHUS

OCA — o0urasi COHHas apTepust

[IM® — NEpPBUYHBIA MUETOPUOPO3

I1ILIP — MOJIMMEpAa3Has LEeNHas peaKuus

pTM — PacTBOPUMBII TPOMOOMOYJTUH

Cl-2 — caxapHslii 1ruabder 2-To THIa

TO-BIIA — TpoMOoTHUecKast OKKIo3ust BIIA

OB — (haxTop pon Bunnedbpanna

oI — (ubpuHOreH

11B3 — 11epeOpOBaCKYIISIpHBIC 3a00JICBaHUS

IIMA — 1iepeOpasibHas MUKPOAHTHOITATHS

oT — HCCEHIMAIbHASI TPOMOOIIUTEMHUSI

ADAMTS-13 | — meramonporernasa (A Disintegrin And Metalloproteinase with
Thrombospondin type 1 Motif)

IL — WHTEPJICUKUH

MoCa — mikasga Montreal Cognitive Assessment

MRS — MoauHUIMpOBaHHAas MTKaa PaakuHa

NIHSS — IIKaJIa MHCYJIbTa HallMOHAIbHOTO MHCTUTYTA 310POBbS

t-PA — TKAHEBOM aKTUBATOP IUIA3MUHOTE€HA




