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LlepebpoBackynapHaa natonorua
npu mnenonponudepaTuBHbIX
3aboneBaHuAX

BBepgeHue. LiepebpoBackynspHaa naTtonorua OCTaeTCA camMbiM pacnpocTpa-
HEHHbIM U COLUMaNbHO 3HauMMbIM 3aboneBaHvem B mupe. Cpean MHoroo6pasus
NPWYYH, NPUBOAALINX K ANCUMPKYNALMMN B TONOBHOM MO3re, OAHO U3 FNaBHbIX MeCT
3aHMMAIOT HapYLIEHUA remopeonornun u remoctasa. CoBpeMeHHble faHHble Noa-
TBEPXAAIOT KOHUENUMWIO AU3perynaumMm reMopeosnornm u remoctasa kak yHusep-
canbHoro ¢akTopa natoreHesa uwemuyeckux uHcynotoB (CycnuHa 3.A. 1 coasr,
2008). Bce nwemunyeckune HapyLeHUs MO3roBoro kposoobpauienusa (HMK) nporte-
KaloT Ha GOHe NOBbILWEHMWA CBePTbIBAIOLLMX CBOVCTB, AENPeCCUM NPOTUBOCBEPTbIBA-
owmx n GUBPUHONUTUYECKUX CBOVCTB KPOBU, ANCHYHKUMUN SHAOTENNA U HapyLue-
HUA YyBCTBUTENIbHOCTU KNETOK KPOBU. K Nof06HbIM M3MEHEHUAM MOTYT NPUBOAUTD
pa3nuuHble 3aboneBaHUA KPOBU, CBA3aHHbIE C YCUneHHoW nponudepauneir Gop-
MEHHbIX NeMeHTOB KpoBU. OgHNM U3 TakUX COCTOAHUN ABNAIOTCA ph-HeraTuBHblE
muenonponudepatnBHble 3aboneBaHua (MMN3), K KOTOPbIM OTHOCATCA (B 3aBUCU-
MOCTU OT NpeBannpPOBaHWA nponudepaumm Toro UNKM MHOrO POCTKA): UCTUHHAA
nonuuMTEMMNA, 3CCeHUManbHaa TpoMboumTeMUA, NEePBUYHBIN Muenodunobpos. Mo
[JaHHbIM Pa3fIMYHbIX aBTOPOB, Ae6TOM MuenonponudepaTMBHbIX 3aboneBaHuin
B 40% cnyyaeB 6bIBalOT TPOM603bl Pa3NIMUHON NOKANU3aLUK — Kak apTepuanbHble,
Tak W BeHo3Hble. Bepayllylo ponb B maToreHese TPOMOGO30B MrpaloT U3MEHEHWUA
Mop¢onornyecknx u ¢GyHKUMOHaNbHbBIX XapaKTEPUCTUK OPMEHHBIX 31EMEHTOB
KPOBW (3pUTPOLMTOB, NENKOLUTOB, TPOMOOLMTOB). B coueTaHun ¢ noBpexaeHnem
3HAOTENNA 3TO MOXKET NPUBOANTb K TPOMOO3Y Kak MUKPOLMPKYNATOPHOIO pycna
C pa3BUTMEM NlaKyHapHbIX MHGAPKTOB, Tak U K TPOMB03y MarncTpanbHbix apTepui
roNnoBbl C Pa3BUTMEM OBLIMPHBIX NHPAPKTOB rOSIOBHOTO MO3ra.

Llenb nccnegoBaHua: n3yuntb 0cO6EHHOCTU LiepebpPOBaCKyNAPHON naTono-
rMn y naumeHToB ¢ MuenonponudepatBHbiMy 3abonesaHuamu (MN3).

Marepmanbi n meTogpl. B rpynny nccnenosanus 6bino BknoueHo 44 yenoseka
(KeHLWMHBI — 63%, MyXUnHbI — 37%) C Pa3NUYHBIMU NPOABNEHUAMU ULIEMNYECKNX
uepebpoBacKynapHbIX 3a60N1eBaHNi, B TOM Yncne nepeHeclumne octpble HMK, na-
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CBopHUK MaTepnanos PecrybankaHCKON HayuHO-NPAKTUYECKON KOHbEPEeHLIN C MeXAYHapOAHbIM yyacThem
ANA MONOABIX CEUMannCcToB «CoBPeMEHHbIE aCNEKTb ANAarHOCTUKN W NEYEHWA HEBPONOTHECKUX 3a6oneBaHmn»

LIMEHTbI C XPOHUYECKOW HEOCTAaTOYHOCTbIO MO3roBOro KpoBoobpalleHus, a Takxe
nauveHTbl CO CTONKMUM uedanruyeckum cungpomom. Cpearuid Bospact obeneno-
BaHHbIX NaumeHToB coctasun 45 net [31; 52,5] (o1 20 go 58). MyunHbI: meanaHa
Bo3pacTa 45 net [32; 55] (o1 27 go 58 neT). >KeHWMHbI: MeguaHa Bo3pacTa 44,5 roga
[30; 51] (o1 20 go 57 ner). B 3aBucumocTtn ot nogTtvna MIM3 naymeHTbl B rpynmne uc-
cnefoBaHus 6binK pasgeneHbl Ha 4 NOArpynMbl: NaUUeHTbl C 3CCeHLUNANbHON TPOM-
6ouutemmen coctasunu 37% (n=15), ¢ UCTUHHON nonuuuTemunen — 39% (n=16),
nepsnyHbiM mMuenodunbposom 17% (nN=7), HeknaccuuumMpyembim MUENoNpPonu-
depaTmBHbIM 3abonesaHuem — 7% (n=3). Bcem nauneHTam Hapagy ¢ HEBPONoru-
Yeckum 1 06LEKNMHNYECKMM OCMOTPOM MPOBOJUANCL NCCIEA0BAHUA: BELLECTBA
ronosHoro mo3sra (MPT ronoBHOro mo3ra); COCyaos ronosBHoro mosra (aprepuvans-
HbIX 1 BEHO3HbIX) HA 3KCTPa- U MHTPaKpaHManbHOM ypoBHe (c nomoubio C MAT,
MP-aptepuorpadum, MP-seHoCMHycOrpadum); COCTOAHNA COCYANCTON CTEHKN Ha
npeameT BbiIBNIEHUA 3HAOTENUANBbHOWN ANCPYHKLMU (C NOMOLLbI0 BUOXMMUYECKON
1 yNbTPa3ByKOBOW MAHXETOUHbIX NPob); COCTOAHUA CUCTEMbI FEMOPEONOrUN U re-
MoOCTa3a (onpegeneHve arperayvv TPOMOOUUTOB 1 3PUTPOLUTOB, OonpeaeneHye
GYHKLMOHANbHbBIX CBOWCTB 3PUTPOLMTOB, remMaTokpuTa), obLmnx 61uoxMmmueckmx
1 KNUHUYECKMX NMoKasaTenen KPoBU, @ TakkKe KauecTBEHHOe U KONuuecTBeHHoe
MOJIEKYNIAPHO-TeHeTUYecKoe uccnefoBaHue mytaunun V617F B reHe JAK2.
Pesynbrarbl n 06cyxaenume. o faHHbIM MPT ronosHOro Mosra o4arosble ns-
MEHEeHUA BCTpeYannch B 63,4% cnyuyaes, U3 KOTOPbIX MHGAPKTbI TONOBHOrO MO3ra
Habnoganucb nuwsb y 30% nayveHToBs, T.e. NpubnusnuTenbHO B 50% cnyyaes oTme-
YanUCb «HeMbIe» OYarn uwemun. Y 5 naumeHToB pa3BuTHE NHCYNbTa CONPOBOXAA-
Nocb TPOM6030M MarucTpanbHbiX apTEPUN FONOBBI Y 3 — BbiPaXKeHHbIMUA U3MEHe-
HUAMW reMOPEONOrNN N remocTasa (NoBblIeHWe arperauMoHHbIX XapakTePUCTUK
TPOMOOUMTOB U 3PUTPOUUNTOB, CHUXeHUe aedopmupyeMocTn nociefHux). Mo
LaHHbIM MCCNEefOBaHNA COCYAOB rOJIOBHOMO MO3ra Ha 3KCTPaKpaHWanbHOM ypoB-
He: B 31,7% cnydaeB HabioAanoch atepocKiepoTuIeckoe NnopaXkeHne COCyf0B Ha
HauyanbHoM 3Tane, B 11,3% — TPoMbB03bl MarucTpanbHbix apTepui ronosbl. ACUM-
METPUA KPOBOTOKA Ha MHTPaKPaHWanbHOM YPOBHE BCTpeYanach B 26,8% Habnio-
[AEHUI, a Mo AaHHbIM BeHOCHycorpadum — B 36,4% cnydaes. PesynbtaTbl nccne-
[IOBaHWA COCYANCTON CTEHKWU MO AAHHBIM YNETPA3BYKOBOW MaHXKETOYHOW NPo6bI
B 61,4% cnyyaes BbIABUAN [UCOYHKUMIO SHAOTENMA (NOTOK3aBUCUMAnA Ba3oauna-
Tauma Huxe 10%). B rpynne nauneHToB ¢ BepuduumnposaHHon MyTauvein V617F
B reHe JAK2 cpefHee 3HaueHuWe nokasaTens noToK3aBUCMMON Basoagnnataumm co-
cTaBuiio 7,8%, a y naumeHToB 6e3 myTauuii B reHe JAK2 31oT nokasartens coctaBun
18,1%. Y nayMeHTOB, NnepeHeCLINX NHCYNLT, TakKe 0TMeYanocb CTaTUCTUYECKM 3Ha-
yuMOe YMeHblUeHMe noKasaTena MoToK3aBucMMon Basoaunatauuu (p=0,014).
Mpu nccneaoBaHNM COCTOAHMA CUCTEMbI FEMOPEOIIONIN U reMOCTa3a O6HapYKeHbI
NpPesbIWaloWme HOPManbHble 3HaYeHUA GYHKLUNOHANBHOW aKTUBHOCTU TPOm6o-
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LUTOB M 3pUTPOLINTOB, a NOKa3aTesb fehopmMnpyeMocTu 3pUTPOLIUTOB Y NepeHec-
wux HMK aoctoBepHO CHWXeH. Bce BbilweykazaHHble n3meHeHna cnocobcTsyioT
6onee BbipaXxeHHbIM NPOABNEHWAM OCHOBHOIO LiepebpoBacKynapHoro 3abonesa-
HUA. Tak, y 72% 06cneaoBaHHbIX NALUMEHTOB BCTPEYANCA CTONKUIA Liedanrnyeckui
cMHApom (N=27), BectnbynsapHble paccTpoincTea -y 20% (n=8), ABuratenbHble pac-
cTpoucTBa —- B 15% (n=6), yyBCTBUTENbHbIE HapyLweHus — B 20% (n=8).

3aknioueHue. MuenonponudepatneHble 3a6oneBaHNA ABNAIOTCA CEPbe3HbIM
$aKTOpOM puCKa pa3BUTUA LepebpoBacKyNAPHON NaToNornKy, B YaCTHOCTW uLle-
MWYECKUX HapyLWeHWUn MO3roBoro KposoobpallyeHus. BoiaBneHa cBA3b MexAay Ha-
nuumem myTtaumu B reHe JAK2 1 HapyLeHnem GyHKUUW SHAOTENNA B BUAE HapyLue-
HUA 6anaHca remaToBa3asbHbIX B3aMMOAENCTBUN 1 U3MEHEHMUA GpUmonornyeckomn
peakuun SHAOTENUA Ha UWEeMUI0. 3HaUMMOe YMeHbLUEHNe NoKa3aTensa NOTOK3aBu-
CMMOW Ba3oaunaTauum y NauMeHToB C UHCYNbTOM CBUAETENbCTBYET O BblpaXeHHOM
AMCPYHKUNM SHAOTENMA Y 3TON KaTeropmm NauueHToB, YTO MOXET BHOCUTb Cylue-
CTBEHHbIV BKNaj B pa3BuUTUe NOBTOPHbIX LiepebpanbHbiX 3N13040B Kak No mexa-
HU3MY reMOpPeonornyeckor MUKPOOKKIIIO3UM, TaK U KNUHUYECKN aCUMNTOMHbIX.
BnocneacTemu Hanuume comaTmyeckon mytaumm B reHe JAK2 moxeT 6b1Tb paccmo-
TPEHO Kak NPOrHOCTMYeCKW HebnaronpuATHbIA GakTop, YXyALAWmMin TeyeHne
1 NPOrHo3 uepebpoBacKynApHbIX 3360NeBaHU y NaLMEHTOB C reMaTonornyecku-
MW HapyLLUEHUAMMN.
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