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Beedenue. Ph-HezamusHbie muenonponugepamushyvie ogoobpazosanus (MIIH) — pedkas namoniozus Kposu, Xapakmepusyouyascs naHyumo-
30M U MpOMOO2EMOPPAZUYECKUMU OCTIOKHEHUS MU,

Lleav cmambu — onucanue KNUHUKO-HellpoBU3YANUBAYUOHHbLX NAMMEPHOS U3MEHEHUIl sewjecmea mo3ea y nayuermos ¢ MITH.

Mamepuanvt u memodot. B uccnedosanue Gvinu ekouenst 152 nayuenma ¢ ycmaoenenHsim duaciosom MIIH (coznacro kpumepusm BO3
2008, 2016 2z.). [Ipoodu.uich KAUHUKO-HEBPOJI02UHeCKULl 0CMOMP, 1a00pamopHoe 00ce008aHUE, MAZHUMHO-PE3OHAHCHAS MOMOZPAGUS 207106~
H020 M032d.

Pesynemamot. Y nayuenmos ¢ ucmuHHOL noauyumemueti u nepeudHsLM MUuesnoguopo3om HetiposuayanusayuoHHble nammepHb npedcmasieHbl
nebonswumu (00 1,5 cM) nOCmuHGapkmubLMu USMEHEHUAMU 8 CMBOJIE, MO3KeuKe, 001acmuU KOPbl 8 30HAX CMEKHO20 KPOBOCHADKEHUS noce
HApYUIEHUS M03208020 KPOBOOOPAUEHUS N0 MUNY 2eMOPEONI02ZUECKOL MUKPOOKKI03UL. Y NayueHmos ¢ acceHyuansHoll mpomboyumemuel
HeliposU3yanu3ayuoHHAs KApMUHA uawje npedcmasneHa MaccugHbLMU NOCMUHGAPKMHbIMU U3MEHEHUAMU Bewjecmea Mo3ea KOpKo8o-nookop-
K080Li I0KAIU3AUUY HA (YOHe amepOCKIePOMUHECK020 NOPAKEHUS MAZUCTPATIbHBIX apMepULl 207108bl, BePOAMHO, N0 MUNY Amepompomoo3a.
Hrcynem npedwiecmeosan nocmaroske eemamonozuyeckozo duaziosa 6 30% cryuaes npu ucmunHoti nonuyumemuu, 8 40% — npu accenyuans-
Hoti mpomboyumemu, 8 25% — npu nepsuuHoM MuenoGuopose.

Kmouesvie crosa: 3abonesanus Kposu, MHEﬂOﬂpOﬂud)@pamM&‘Hble HO6006paSO6aHL[H/3(160/I€6(1HLlFl,’ mp0M603; UHCYJlbm, MacHum-
HO-peé30HaHCHaA mOMOZpad)u}l 20J7106H020 M032a

Oruueckoe yrBepxaenue. VccienoBaHue MPOBOAMIOCH TPU J0OPOBONBHOM HH(OPMHUPOBAHHOM COITIACHU IAL[MEHTOB.
TIpoTokon uccenoBanus ofo0peH JIOKaIbHBIM 3THUYECKMM KomuTeToM Hayuoro uentpa HeBponoruu (mportoxon No 11/14
ot 19.11.2014).

Wcrounuk ¢uuancupoBanus. ABTOPBI 3asIBISIOT 00 OTCYTCTBUM BHELIHMX UCTOYHUKOB (DMHAHCHPOBAHMS IPU MPOBELEHHH
UCC/IE[I0BAHUAL.

KoH(nuKT nHTEpecoB. ABTODBI IeK/IAPUPYIOT OTCYTCTBYE SBHBIX U OTEHILMANbHBIX KOHQIVKTOB HHTEPEeCOB, CBSI3aHHbIX
¢ mybnMKanyei HacTosIel CTaTby.

Anpec ans koppecnongennuu: 125367, Poccust, MockBa, Bonokonamckoe miocce, fi. 80. HayuHbiii leHTp HEBpOMOTUHU.
E-mail: kuznetsova@neurology.ru. Kysueriosa IL.U.

Jns untuposanus: Tanamss M.M., Kysuerosa [1.1,, Packypaxes A.A., Memuksan A.J1., Cy6opuesa V.H., [llabamna A.A., Mo-
pososa C.H. Knuniko-HelipoBu3syannsanoHHble MaTTePHbI HAPYLIEHHs: MO3rOBOr0 KpoBooOpalileHust Ha (OHe reMaTosiornye-
ckoit matonorun (Ph-HeraTuBHbBIX MuesonposubepaTHBHbIX HOBOOOPa3oBaHUit). AHHAIbI KAUHUUECKOU U IKCNEePUMEHMATIbHOU
Hesposozuu. 2024;18(3):14—25.

DOL https://doi.org/10.17816/ACEN.1164
Moctymuna 09.07.2024 / Tpunsara B nedars 01.08.2024 / Onybaukosana 30.09.2024

14 Annals of clinical and experimental neurology. 2024; 18(3). DOI: https://doi.org/10.17816/ACEN.1164


https://crossmark.crossref.org/dialog/?doi=10.17816/ACEN.1164&domain=PDF&date_stamp=2024-10-03

OPUMMHANBHBIE CTATbIA. Knuhnyeckas HeBponorus
WHcyneT Ha dhone MuenonponudepatmeHbIx 3a60nesaHni

Clinical and Neuroimaging Patterns
of Ischemic Stroke in Ph-negative
Myeloproliferative Neoplasms

Marine M. Tanashyan', Polina I. Kuznetsova', Anton A. Raskurazhev!, Anait L. Melikyan? Irina N. Subortseva?,
Alla A. Shabalina!, Sofia N. Morozova'

'Research Center of Neurology, Moscow, Russia;

“National Research Center for Hematology, Moscow, Russia
Abstract
Introduction. Philadelphia-negative myeloproliferative neoplasms (MPNs) are a rare blood disorder characterized by pancytosis and thrombohe-
morrhagic complications.
The aim of this article is to describe clinical and neuroimaging patterns of brain changes in patients with MPN.
Materials and methods. The study included 152 patients with an established diagnosis of MPN (according to WHO criteria 2008, 2016). A clinical
and neurological examination, laboratory tests, and magnetic resonance imaging of the brain were performed.
Results. In patients with polycythemia vera and primary myelofibrosis, neuroimaging patterns are represented by small (up to 1.5 cm) post-infarc-
tion lesions in the brainstem, cerebellum, and cortex in adjacent perfusion territories after hemorheological microocclusive stroke. In patients with
essential thrombocythemia, the neuroimaging pattern is more often represented by massive post-infarction changes in cortical-subcortical brain
tissue with atherosclerotic lesions of the major head arteries, which appear to be atherothrombotic. Stroke preceded hematologic diagnosis in 30%
of polycythemia vera cases, 40% of essential thrombocythemia cases, and 25% of primary myelofibrosis cases.
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Bsenenue

Ph-HeratuBHble MuenoNposvpepaTUBHbiE HOBOOOPA3oBa-
Hua/3abonesanns (MITH/MII3), Brouaror 3 Haubosnee pac-
TIPOCTPaHEHHbIe HO30JI0THYecKre (OPMbL HCTHHHYIO TIO-
mauuremuio (UIT), accenumanbhyio Tpombonuremuio (3T) u
nepBuuHblil Muenodubpos (IM®). Yacrora Berpedaemocti
npu UII cocrasnser 0,5-4,0 cnydas #a 100 000 yenosexo-
net, npu 3T — 1,1-2,0, mpu [IM® — 0,3-2,0 [1]. DTronorus
MII3 ocraercs HesicHOM, Bezyluelt rUnoTe30i ABSETCS BO3-
netictue (aKTOpoB OKpyKamwed cpespl. KimoueBbM KOM-
nioHeHToM B peanusauuu MITH sBnsieTcsa nossneHve ofHON
u3 fipaiiBepHbIx MyTauuit B reHax JAK2, MPL, CALR. Hecmo-
TPsA Ha pas/MyHble KJIMHUYECKME MPOSABIEHMs, 3T 3abore-
BaHMA CBSI3aHbI MOP(OJIOTHYECKAM CXOACTBOM M CKJIOHHO-
CTBIO K Pa3/IMYHbIM TPOMOOreMOpparnyecKium 0CI0KHEHUAM
U JeliKo3Hol TpaHchopmarmu [2].

[IporHos TeueHws 3ab0/IeBaHKSI BApUATUBEH, 3aBUCHT OT JIO-
Ka/M3auud U CTereHu TPOMOOTHUECKOro coObrtus. OnHuM
3 cyiectBeHHbIx crefctsuit MITH sBnsercs Tpom6o3 uepe-
OpasibHbIX apTepuii ¢ hopMUpOBaHHEM MH(APKTA B BELECTBE
T0JIOBHOTO MO3ra, NOCTIe/ICTBHS KOTOPOrO MOTYT 3HAYMTENbHO
OTPaHUUUTD OXUJAEMYI0 INPOJOLKUTENBHOCTD U KaueCTBO
JKU3HUL.

Lenpio [aHHOTO WCCTIE0BAHKS ABJIAETCS ONUCAHWE KIIMHU-
KO-Hel{pOBM3ya/M3alLOHHbIX NaTTEPHOB M3MeHeHUil Bellje-
crBa mMo3ra y nauuentos ¢ MITH/MII3.

MaTepI/IaJIbI N METOJbI

Vicenenosanue nposesieHo Ha 6ase Hayuroro neHTpa HeBpo-
noruu 1 HMULI remaronoruu ¢ Hosbps 2014 r. no anpens
2024 t. B uccnenoBanue 6bUIM BKIIOUEHB! 152 maiueHTa
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c ycraHoBneHHbM auarHosoM MIIH (cormacHo kpurepusam
BO3 2008, 2016 rr.). [lns1 BepuduKalmy AMarHo3a UCrosb30Ba-
JIUCh JIaHHbIE K/IMHMYECKOr0 OCMOTpa, OOIIEro aHanmaa Kpo-
BH, TPENaHOOKOIICHH, MOJIEKY/ISPHO-TEHETHYECKKX HCCIIe/O-
BaHMH, BK/IIOYas OnpesiesieHyst MyTatuii B reHax JAK2 (V617F),
MPL, CALR, BCR/ABLI (na 6asze HMUL] remaronorun).

Kpumepuu 6KJIOYEHUA U UCKJIYEHUA

KpureprueM BkmoueHUs ABANCA YCTAHOBJIEHHbIA Awuar-
HO3 ONHOM M3 Ho3010rMueckux ¢opm Ph-HeraTuBHOrO
MIIH, nognucanHoe HHGOPMUPOBAHHOE COTIACHE, HATTUIWE
noctTvH(GapKTHbIX U3MEHEeHHUH BellecTBa IOJIOBHOTO MO3ra
10 [aHHBIM MarHUTHO-pe30HaHCHOH Tomorpaduu (MPT).
Kpurepuem uckmodeHus sBASAIUCh OTCYTCTBUE COITIACHS,
OTCYTCTBHE MOCTMH(APKTHBIX U3MEHEHHUi B BellecTBe ro-
JIOBHOTO MO3ra, Haluuue TSXKEMOoH COMyTCTBYMOLIEH coMa-
TUYECKO} NAaTONOruY, NPOTUBOIOKA3aHUS K IPOBEAEHUI0
MPT (nanpumep, KapAHOCTUMYIATOPEI).

[TpoBoawn  moApPOGHDIA  KIMHUKO-HEBPOJIOTMYECKUH  OC-
MOTp BCeX MAlMEeHTOB, a Takke rabopatopHoe 06cienoBa-
HUe: 00w aHaIM3 KPOBH, OMOXMMUYECKWA aHaiu3 Kpo-
BU (XOZIeCTepUH, TPUITHLIEPU/DI, JMUIONPOTENHbl HU3KON U
BBICOKO} IUIOTHOCTH, IIOK03a). [l YTOUHEHMsS HaMMuus
MIIEMUYECKOr0 MOBpPeX/eHHs BelljecTBa FOMOBHOTO Mo3ra
BceM nanuedTam ¢ MITH Beimonasan MPT ronosHoro mo3sra
¢ BeunHON MarHuTHON uHAykuuy 3 T («<Magnetom Verioy,
«Siemens») B caruTTaJbHOM, KOPOHAPHOH 1 aKCHaIbHOM I10-
ckoctsx B peskumax T2, T1, T2-FLAIR, [IBA.

MauueHTsl ¢ guardo3om MN3 (Ha 6aze HMUL| rematonoruu) (n = 723)
Patients diagnosed with MPD (based at the NMRC for Hematology) (n = 723)

OTKasanuch oT y4actus (n = 571)
Participants who withdrew from the study (n = 571)

Beero nauuentos ¢ MIN3 (Ha 6a3e Hay4Horo uentpa HeBponorum) (n = 152)

Total number of patients with MPD (based
at the Research Center of Neurology) (n = 152)

MPT ronosHoro mosra
Brain MRI

Bcero nauuenTos ¢ MN3 (Ha 6a3e Hay4noro ueHtpa Hesponoruu) (n = 152)
Total number of patients with MPD (based
at the Research Center of Neurology) (n = 152)

pynna

N9 fanbHenwero
aHanusa

Study group

MauneHTbl ¢ NOCTUH(APKTHBLIMI U3MEHEHNSIMM FONOBHOrO Mo3ra (n = 36)

Patients with post-infarction brain changes (n = 36)

Puc. 1. OT60p manmeHToB /151 MCC/IeJ0BAHMSL.
Fig. 1. Patient selection.

Jluzaiin uccnedosanus

Kpocc-cexioHHOe HepaH[OMU3HPOBAHHOE OfJHOLIEHTPOBOE
VHTEPBEHLIMOHHOE HCC/Iel0BaHMe.

®opmupoBaHve BHIOOPKKM — CIUIOLIHOE BKJIOYEHHe HaOsmo-
fleHuit (mocre MOCTAHOBKY AMArHo3a MalyeHTaM Ipejjiara-
70ch TpoiiTu Koobcnenoanne B HaydHoM LeHTpe HEBPOIO-
ruu), rae nocsie BoinonHenns MPT romoBHoro mosra Obiia
chopmupoBaHa rpymmna /s AanbHelnero ananusa (puc. 1).

Cmamucmuueckuii ananu3s

AHanua nanHeix mpoBoamnM B cpefe R-Studio (Bepcus
2023.12.1, a3bik nporpamMmupoBanus R v. 4.2.1) ¢ ncrnonb3osa-
HUEM TIOAKII0UaeMbIx Mopayneit tidyverse, finalfit, ggalluvial.
[lpumeHsii  HerapamMeTprYecKde MeTOAbl OIHCATeNbHOM
CTaTUCTUKY: B C/Iy4ae HeNpepbIBHbIX BEJIMUMH JJaHHble Mpef-
CTaB/leHbl B BUJe Me/UaHbl U HUXHEro W BEepXHero Ksap-
TUNeH, B CTy4yae AUCKPETHbIX BEJIMYMH — B BUJE YaCTOTBL
BsanMooTHOLIEHNs Mex/y TpyMIamMi KaTeroprasbHbIX Iie-
peMeHHbIX B UccrefyemMoil koropre nauuentos ¢ MITH Busy-
a/IM3MPOBAHDI C OMOLIBIO0 A/UTIOBUANIbHBIX AUarpamm (CTWIb
nuarpamMMbl CoHKM), T7ie Kakaas cTpaTa yKas3plBaeT Ha Be-
JIMYMHY B3aMMOCBSI3M (B JAHHOM C/Tyuae — KOJMYECTBO/ya-
CTOTa MAlMeHTOB B K& 0} kateropuu). CpaBHeHue 2 He3a-
BHCHMBIX I'PYIII MPOBOJJWIN C UcTonb3oBaHueM U-kputepus
Manna-VYutHy, 3 HezaBucuMbIx rpynn — kputepust ANOVA,
KaTeropuasbHbIX epeMeHHBIX — C IOMolIbio MeToza 2 Hy-
neByto rumnotesy otsepramu mpu p < 0,05.

Pe3ynbratbl

TaupeHTsl ObUTH COMOCTABUMBI 110 BO3PACTY, pacrpezierne-
HUIO OCHOBHBIX (DAaKTOPOB pHCKA MIIEMHYECKUX HAapYLIEHHH
mo3roBoro kposoobpaiienus (HMK). OcHoBHo#t cxemoii 1u-
TOPEJYKTUBHOMN Tepamuy BO BCEX TPYIIax ObUT MPUEM TIpe-
TapaToB TMAPOKCMMOYEBHHbI B COYETAHUH C alleTHICaINLIM-
JIOBOM KUCIIOTOM.

3HaunMble OT/IMYKMA [0 YPOBHIO reMOMIOOUHE, SPUTPOLHU-
ToB, MyTauuu V617F B rene JAK2 He oLleHMBANMU B MEXTPYII-
TNI0BOM CPaBHEHHMH, Tak Kak Hoaonmorudeckre popmb MII3
TPE/ICTAB/AIOT COO0i reTepOreHHy0 TPYIIIY, CPeAr KOTOPOi
yBe/UUEHHE ITHX MApaMeTpPOB SIBJIAETCS OOUraTHBIM IpH-
3HaKoM TonbKo npy UIL

[l7s OLeHKH BO3MOXHBIX (DAKTOPOB, MMEIOLIMX 3HAUeHHe
B peammsaiui HMK y naipentos ¢ MII3, 6bu npoaHasuau-
pOBaHbl [JaHHbIe MOJIEKY/ISIPHO-TEHETHYECKUX MCCIe0BaHU
B reHax JAK2, CALR, comyTCTBYIOLIMX 3a00/1eBaHuU, npen-
IIIeCTBYIOLIMX BEHO3HbIX TPOMO030B, MOKa3aTesnell aHanM3a
KPOBH, CEpJEYHO-COCYAMCTBIX 3a00/IeBaHMHA, PaCcIpOCTPAHEH-
HOCTY KapOTHIHOTO aTepocK/iepo3a B 3aBUCKMOCTH OT Halu-
upg HMK B 1eiom 1o rpynme, noctuHgapKTHbIE U3MEHEHHUS
BellecTBa Moara (Tabr. 1).

CraTHCTHYeCKY 3HAUMMBIX Pa3/nunii MeX/y TPyIIamMy 0 Ha-
nuuuio MyTauuu B reHax JAK2 u CALR, pacnipocTpaHéHHOCTH
BEHO3HBIX TPOMOOTHYECKUX COOBITHIA He monmyyeHo. [Ipu pac-
CMOTpEHMU TPYII B 3aBUCUMOCTH OT ITPOBOAMMON CIIELH-
¢rueckoil Teparmuy ¥ apTepUaNbHON THNEPTEH3UH TaKKe
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Ta6muua 1. Knuanko-nabopaTopHsie xapakTepucTHKY 00C/Ie10BaHHbIX MALMEHTOB
Table 1. Clinical and laboratory characteristics of the study patients

Bce nauueHTbl
All patients
(n=152)

Moka3atenb
Parameter

My>XX4uHbI/ KeHLWMHBL, 17 (%)
Male/female, n (%)

Bospacr, net Me [Q,; Q,]

52 (34)/100 (66)

Age, years, Me [Q,; Q,] il
ApTepunanbHas runeptoHus, n (%)

Hypertension, n (%) 51(34)
CaxapHblii guaoert, n (%) 96)
Diabetes mellitus, n (%)

NHdbapkT muokapaa, n (%) 7(5)
Myocardial infarction, n (%)

BeHo3Hble TpOM603bl B aHaMHese, 11 (%) 19 (12,5)
History of venous thrombosis, 11 (%) ’
JAK2 V617F, n (%) 117 (77)

CALR, n (%) 8 (5)
92 (ruapoKcMMoYeBuHa

LintopenykTtusHas tepanus, 11 (%) hydroxyurea — 84;

Cytoreductive therapy, n (%) MHTEPEPOH
interferon — 8) (61%)

[onosHas 60nb

Headache BOE

KapoTuaHbIn atepocknepos 51 (34)

Carotid atherosclerosis
[emorno6uH, r/n
Hemoglobin, g/L
ApuTpoumThl, x 10
Red blood cells, x 10"
JlenkouuTbl, x 10°
White blood cells, x 10°
Tpom6ouuTsl, x 10°
Platelets, x 10°
JlunonpoTenHbl HU3KOM
MAOTHOCTK, MMOAb/N
Low-density lipoprotein, mmol/L

141 [127; 157]
4,.8[4,2;55]
7.1 1[5,7;9,0]

476 [308; 594]

1,95 [1,42; 2,36]

He 0OHapy/KeHO 3HAYMMBIX pasiuuuii. VHCybT yaiie Obut
accoLMMpOoBaH C MYKCKUM TosioM. YactoTa pacnpocTpaHéH-
HOCTH 11eharMyecKoro CHHApoMa Obia BbIlIIE B IPYIINe Ma-
MeHToB 0e3 mocTuHGMApPKTHBIX M3MeHeHnH. KaporumHbiid
aTepoCK/Iepo3 yallle BeTpeyasncsd B rpye ¢ HHeynbToM (50%
vs 28%; p = 0,0285). OT™Meyanuch CTaTUCTAYECKY 3HAYUMBbIE
pas/nuKs B YPOBHE TeMOIIOOMHA — Y TAIMEHTOB C UHCYIIb-
TOM Tokasatenu Obud Bbime (150 vs 140 r/m; p = 0,014); Ha-
TIPOTHB, /I KOMUYECTBA TPOMOOLMTOB B TPYIIE C UHCY/Ib-
TOM Oblna BbISIBJIEHA TEHZAEHLMS K cHibkeHuto (429 vs 490;
p = 0,099).

VuntbiBasg reTepOreHHOCTh J1abopaTOpHBIX —IOKasaTeiefl,
B Jla/IbHeIIeM [IPOBOAIM/IN aHalIu3 KaXI0i HO30/I0TMUeCcKOM
dopmbl MII3 oTnenbHO, BKIIOYAs KIMHUYECKUE W HEHPOBU-
3yanusauuonHsie xapakrepuctuku HMK (tabn. 2; puc. 2, 3).

C nocTMH(apKTHbIMK be3 nocTuHgapKTHbIX

M3MEHEHUAMK M3MEHEHMil
With post-infarction No post-infarction changes p
changes (n = 36) (n=116)
23 (64)/13 (36) 29 (25)/87 (75) <0,010
52 [39; 57] 47 [35; 55] 0,080
14 (39) 37(32) 0,565
3(8) 6 (5) 0,765
3(8) 4(3) 0,443
8(22) 11(9) 0,083
27 (75) 90 (78) 0,924
3(8) 5(4) 0,605
2002 Soaponoens o
12 (33) 76 (66) 0,001
18 (50) 33(28) 0,028
150 [136; 163] 140 [125; 153] 0,014
4,7 [4,2;54] 4,914,3; 5,5] 0,414
7,3[5,5; 8,9] 711[57;9,1] 0,764
429 [256; 546] 490 [324; 601] 0,099
1,98 [1,40; 2,68] 1,89 [1,42; 2,29] 0,452

Hcmunnas noauyumemus

XapakTepHbIMU KIMHUKO-HelpoBU3yanu3alOHHbBIMU MIPU-
sHakamu HMK npu UIl gensnuch wHGapKThl KOPKOBOM
JI0Kanu3aliy B 30HAaX CMEXHOTO KpOBoOOpalljeHHs, CTBO-
7e, MO3¥euKe, COOTBETCTBOBaBLIMe MepeHecéHHpIM HMK
0 TUIY reMOPeosorM4ecKoil MUKPOOKK/IIO3UX C YaCTOTOM
BcrpeuaeMocTu 65%. [Ipy peTpocreKTUBHOM OLIEHKe K/TMHU-
yeckas KapTvHa ObUia TMpecTas/ieHa HecrelnudpuyecKuMu
ano0aMHu Ha TOI0BOKPYIKEHVE, MHOT/a PBOTY, 001y c/1a-
60CTb, B CBA3H C UeM MAIMEHTbI [yMasi B IEPBYIO OUEpe/ib
0 NHILEBOM OTpaB/eHUU WM, B Cy4ae OTCYTCTBHUS PBOTHI,
00 yXy[LIEHWA TEYeHHs OCHOBHOTO TeMaToJOrHYEeCKOro
3aboneBaHus, 3a4acTyl0 He o0pamiasch 3a MeJUIMHCKOM
nomouipio. B 40% cnyyaeB moctiH(apKTHBIE M3MEHEHHs
B BeIeCTBe I0JIOBHOTO MO3ra BCTpevanch B Gacceiie Bep-
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Tabmnua 2. Knunuko-naboparopHas xapakrepucruka nanyentos ¢ MITH ¢ nocrungapKTHbIMU M3MEHEHHSIMU [OJIOBHOTO MO3ra
Table 2. Clinical and laboratory characteristics of MPN patients with post-infarction brain changes

okasartens unipv ATIET NM® | PMF
Parameter (n=17) (n=15) (n=4) p
My>x4uHbl, n (%)

Male, n (%) 14 (82) 6 (40) 3(75) 0,04
E\ggf’;g;gf;ﬂg”faﬁ?gj’sl 49 [43; 57] 51 [38; 58] 54 [48; 56] 0,995
yportontion 1 0 5(29) 74n) 2 (50) 0540
; 5
Bfifﬁii'ﬁ’iﬂﬁﬁ?n’l% ! 1(6) 2(13) 0(0) 0,610
hmﬂl;?:ef)rga'\lnrn?:?ft?:nnn((//)) 3(18) 0(0) 0(0) 0,160
isony ofvantus rcmbosle o) 44 4@ 0(0) 0514
JAK2 VB17F, 1 (%) 15 (88) 10 (67) 2 (50) 0,175
CALR, n (%) 0(0) 2(13) 1(25) 0,174
i ey 12(71) 11(73) 375 0976
[oooan 6on 5 (29) 5(33) 2 (50) 0734
oot aerceterh 9(53) 9(60) 0(0) 0097
Eee“ﬁ?égfoﬁb”iﬁj ;//Jl 162 [147; 174] 131 [126; 148] 154 [150; 158] <0,0001
nggﬁﬁ’g”;t‘)fw 53 [4,5: 5,9] 4338 4.9] 4,4[4,0; 49] 0,006
cveh‘?t"eoﬁrggg :ezlg,ex 0 7.7 15,7 86] 6,2 [4,7;7,8] 10,21[9,3; 10,8] 0,098
l?:tgg?;‘”: e 0 259 [211; 499] 436 [319; 587] 578 [387; 746] 0,123
TINNONpOTENHbI HU3KOW NAOTHOCTY, MMOAL/M 179 [1,35: 2,02] 24 114:27] 315 [2,67: 350] 0,022

Low-density lipoprotein, mmol/L

Mpumeyatue. CpasHeHVe B Cy4ae HENPEPbIBHbIX NEPEMEHHbIX MPOBOAMMNCH NOMOLLbI0 OAHOCTOPOHHEro Tecta ANOVA (HyneBoi runoTes30ii CHMTan PaBeHCTBO CPESHIUX 3HAYEHWIA BCeX rpynn), B
Cny4ae 4acToT — C NOMOLLbIO TOYHOrO KpuTtepus Guwepa 6e3 KoppekLmun HenpepbiBHOCTL. Mpy p < 0,05 AanbHeiilume NonapHble CPABHEHUS He NPOBOAWAM BBUAY ONUCATENbHOMO XapakTepa paboTbl.
Note. Comparisons were made using a one-way ANOVA test for continuous variables (the null hypothesis was that the means of all groups were equal) and Fisher’s exact test without continuity
adjustment for frequencies. Due to the descriptive nature of the study, no further pairwise comparisons were made at p < 0.05.
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Puc. 2. Knunnueckue narrepssl y namuentoB ¢ MITH, nepenécumx vHCYIbT (a/TI0BHA/IbHBIE JUarpaMMmbi).
A — 1BeToBas cxeMa B 3aBHCHMOCTH OT KaTeropiy Bo3pacra (npasasi KOJIOHKa); B — 11BeToBas cxema B 3aBUCHMOCTH OT noarpymnnsl MITH
(neBas Komnouka). Al — aprepuanbHas runepronus; JK — xenunb;, M — mMyxunnbt, CJ] — caxapHbi# quaber 2-ro Tuma.

Fig. 2. Clinical patterns in post-stroke patients with MPN (alluvial plots).
A: color scheme by age category (right column); B: color scheme by MPN subgroup (left column).
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Puc. 3. MPT ronoBHoro mosra nauuentos ¢ UII B akcuanbHO# npoekuuu B pexxumax T2 (A-D) u [IBU ¢ b-cakropom 1000 c/mm? (E).

Bu3yanusupyioTCcs ABa OCHOBHBIX MATTEPHA MOPAXKEHNUS: HeOO/bLIKe TOCTUH(DAPKTHBIE 0Yard B IyOOKOM HeoM BelecTse, 6a3anbHbIX

ra"mmax 1 ctsosie Mosra (4, B), 81 1 marueHTK 0OHapYsKEeHbI 0Yary OCTPO# UIIEMUH B JIEBOM MOJTyIIapUy Mo3xkeuka (E); KpyIHble KOPKOBbIE
a

nocTHHGbAapKTHbIE M3MEHEHHs B DacceiiHe cpejHell MO3roBON apTepyy 1 30HaX CMEKHOTO KpOBOCHaOkeHus 0e3 BOB/IeYeHNs HasanbHbIX Azep
(C, D); noctundapkTHbIe u3MeHeHus (A-D) 1 oyaru octpoit uiemun (E) ykasaHsl CTpesKaMH.

Fig. 3. Brain MRI of patients with PV in axial T2 (A—D) and DWI sequences with a b-value of 1,000 s/mm? (E).

Two main involvement patterns are visualized: small post-infarction lesions in the deep white matter, basal ganglia, and brainstem (4, B); one
patient had lesions of acute ischemia in the left cerebellar hemisphere (E); large cortical post-infarction changes in the middle cerebral artery
system and adjacent perfusion territories without basal ganglia involvement (C, D); post-infarction changes (4-D) and acute ischemic lesions
(E) are indicated by arrows.
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TeGpanbHo-0asunspHoii cuctemsl, B 60% — B KapoTHAHOMN
WIK 30HaX CMEXHOT0 KPOBOCHAOKeHus. Y 3 NalMeHTOoB Bbi-
sBIeHa TPOMOOTHYECKAs OKK/IO3UsI MaruCTpasbHbIX apTe-
puit rososl ¢ mocnexyomum passutieM HMK (2 nanuenTa
¢ TPOoMO030M OZHOM M3 MO3BOHOYHBIX apTepwii, 1 mawueHT
¢ TpoMO030M BHYTpEHHEl COHHOM apTepuu), IPU AOTMOIHHU-
TenbHOM Hccrenosanuu MPT rosoBHoro mosra (B pexime
Fat Sat) He 6GbUIO MOMYYEHO JAHHBIX O HATMYUU JUCCEKINH
COCY/I0B.

[lBa mauveHTa nepeHecid ofHOMOMeHTHO, noMumo HMK
10 MIIEMMYECKOMY THITY, KpoBoua/usHue (1 mauent — cy6-
apaxHouaasbHoe; 1 maiueHT — B 0671aCTH JIEBOTO Tanamy-
ca). Cpeau Bcei rpymmbl 00c/1€10BaHHbIX MalueHToB ¢ UII
TaK)Xe BCTpeyanuch TPOMOO3bl BEHO3HBIX CHHYCOB B 1,5%
ciyyaes, B 1 cydae Tpom603 MpaBbIX MOMEPEYHOTO U CHT-
MOBU/IHOTO CHHYCOB OCJIOXHUJICS HA 3-U CYTKH pa3BUTHEM
BEHO3HOTO MH(DapKTa.

V 30% naupentoB c¢ WII mocTaHOBKe reMaTOJIOMYECKOTO
nuarHosa npepuectsoBano HMK. Cpenn Hux y 1 nauues-
Ta Ha (OHE YMEPEHHOro TPOMOOLIMTO3a, IPUTPOLIUTO3A KaK
TepBOe KIMHUYECKOe cOObITHE PasBUICS TPOMOO3 BOPOTHOM
BeHbl. [Ipu moo6cenoBanuy Obul ycTaHoBieH muarHos MII,
HaszHaueHa crenuduyeckas UUTOPeAYKTUBHAS, aHTUArpe-
raHTHas Tepamnus; yuuTbiBasg (OPMUPOBAHWE MOPTANbHOM
TUMEPTEH3UH, ObIIO IIPUHATO PEIIEHHE O TTOCTAHOBKE ME3eH-
TepUKO-KaBaJIbHOTO aHacToMo3a. B mocnenyomieM (mepuon
Habmopenus 15 ieT) pasBusach TOKCHUYecKas (MeuéHouHast)
sHIedanonaThs, MPUBEAIIAas K CHWKEHU) KOTHUTHUBHbIX
GbYHKIMI, caMOCTOSTENIbHOM OTMeHe Tepamnuy W, KaK crel-
CTBUE, MOBTOPHBIM Memuueckum HMK.

[loMHMO BBILIEONMCAHHBIX KOPKOBBIX MOCTHH(APKTHBIX U3-
MEHEHHH B 30HaX CMEKHOTO0 KPOBOCHA0XKEHHS, Y IaleHTOB
¢ UIT B 35% cnyuyaeB Takske BCTPEYaIMCh OOLIMPHbIE MOMY-
1apHble MHGAPKTB C Pa3BUTHEM BBIPAKEHHOIO HEBPOJIO-
rudeckoro aeduuura (rpyObiii remunapes, abasus, remu-
aHOTCKST) C PasBUTHEM CTOMKOW yTpaThl [eecrocobHocTH
Y UHBa/IMIHOCTbIO (CpeaHuii BO3pacT maiueHToB 54 roaa).

[Ipu HeitpoBU3yanu3anuy OCHOBHbIE HAaXOZKY Y IAlMEHTOB
¢ HMK na ¢one WIT 6butu mpescTaBieHsl B BU/E [ABYX Iar-
TepHOB (puc. 3):

o Hebonbume (10 1,5 cm) nocTuHbapKTHbIE OYark B CTBO-
7ie, MO3:KeuKe, ry60KOM Genom BelecTBe U 0asasbHbIX
7)pax, KOPKOBbIe NIOCTMH)APKTHBIE 30HBI, KUCTO3HO-TJIHO-
3HbIE M3MeHeHKs1 0e3 BOBJIEUEHHs B TPOLiECC HasasbHbIX
A7Iep, B TOM YKC/IE B 30HAX CMEKHOTO KPOBOCHAOKeHMWH,
BepoATHo, nocne HMK no Tuny remopeonoruyeckoit Mu-
KPOOKKJTIO3H;

* KpYIHbIE KOPKOBBIE MOCTHH(APKTHbIE H3MEHEeHHs B bac-
ceilHe CpejiHell MO3rOBOI apTepuu M 30HAX CMEKHOIO
KpOBOCHabkeHus 0e3 BOB/eUeH s Ga3aibHbIX ALEp.

Accenyuanvras mpomoboyumemus
XapakTepHbIMM HEHpPOBU3YaIM3aLMOHHBIMU [PU3HAKaMU

HMK npu 3T gBnsmice mMaccuBHble NOCTHH(bAPKTHBIE U3-
MEHEHHs C BOBJIEYEHHEM KOPbI, MOIEXKALIET0 U [IYOOKOro

fenoro BeiecTa, 6asanbHbIX TAHIJIMEB C YaCTOTOM BCTpe-
vaemoctH 67%. B 26% cnyyaes HMK pasBuBanoch Ha ¢one
TPOMOOTHYECKON OKK/IIO3MM BHYTPEHHe{l COHHOW apTepuu
¢ mocnenyomuM GopMUpOBaHHEM MAaCCHBHOTO Quara Hiie-
MUM B BelleCTBe Mo3ra. B GonblUMHCTBE C/yyaeB KIMHU-
yeckas KapTWHa ObUla TpEeJCTaB/eHa OCTPbIM HAYaroM
¢ pasBuTHeM rpyboro HeBposornyeckoro aeduuura. B 26%
CcyvyaeB NOCTUH(APKTHblE M3MEHEHHs B BELIECTBE TOJIOB-
HOTO Mo3ra BCTpeyasvch B 0OacceiiHe BepTeOpasbHO-6asu-
NApHON cucTeMbl, B 74% — B KapotuaHoM bacceiine. B 33%
cnydaes nocnegcrsust HMK npuBeny k passBuTHIO CTOMKOH
yTpaThl f1eecriocCOOHOCTH U MHBATUHOCTH (Cpe/iHUi BO3pacT
naLueHToB — 32 roaa).

V 1 nmanuenra c nepenecéunbiv HMK B Gacceiine mpasoit
cpenHeli M03roBoii apTepuu ¢ (OpPMHUPOBAHHEM JIEBOCTO-
DOHHEro remwuriapesa jajbHeiflee TeyeHHe 3a0o7eBaHKS
OCJIOXHIIOCh TPOMOO30M TPABON APEMHOiT BEHbI, BEH HIX-
HUX KOHEUYHOCTeil, pasBUTHEM peLMBUpYOLIell TpoMbo-
aMOO/IMK JIETOYHON apTepyy C TOCTEAYIOMM PEMOZIEUPO-
BaHWEM MHOKapza ¥ (OpPMUPOBAHUEM CTOMKON JIETOYHON
TUIepTeH3!H.

Y 40% naumentos ¢ OT mocTaHOBKe reMaTOJOTMUYECKOro
puarHosa npepuectsoBano HMK, u3 Hux 1 nauueHT nepe-
HéC 3a/HI0K0 06paTUMyIo sHIedanonaTrio Ha hoHe 3KCTpe-
MasbHOro TpomooruTosa (6osee 1 MIH TPOMOOLMTOB), YTO
¥ TOCTYXWIO NPUUMHOM TOC/TeRYIOLIero feTaau3upoBaH-
HOTO TeMaToJIOTM4eckoro 000c/e/joBaHus C MOCTaHOBKOM
nuarHosa 9T.

Benymum HelipoBu3yanu3aliOHHBIM [IATTEPHOM IOCTeN-
creuit HMK npu OT 6611 60/bI1I0# 00BEM MopaskeHus Belie-
CTBa M03ra C KOPKOBO-MIOZIKOPKOBO#1 oKanu3anuei (puc. 4).

Iepeuunbtii muenogudpos

XapakTepHbiMH KuHn4Yecknmy npusHakamu HMK Ha done
[IM® y GosbimHcTBa 00C/IEJ0BAHHBIX SBJIS/IACH PELU-
BUpYIOLIYE MPeXOfsiliee OHEMeHHe B PYKax/HOrax, HesoB-
KOCTb IIpH BBITNIOTHEHUY MEJIKUX JIBI)KEHUH, CaMOCTOSTeb-
HO KyNMPOBABLIMECS B TEUCHHUE HECKOJIbKUX 4acoB 10 TUITY
TPaH3UTOPHON ulIeMuyecKoll araku. YacTp narnueHTOB
ONHMCbIBaja 3MK307bl TPAH3UTOPHOH MIIeMHUuecKol aTaku
B TeUeHHe HeCKOIbKUX Heflenb, MecsiteB 10 pa3sutus HMK.
Heckonbko naumeHToB OTMeyasnu MPUCTYIIbI BbIpaXkeHHOH,
ATUIMYHOM TOJIOBHOM G0NM ¢ mogB/ieHueM aypbl (B BUme
«psabu» miepe r1a3aMu, K3MEHEHHs BETOOIIYIEH ), C T10-
Cc7le/lyIolMM pa3BUTHEM 0YaroBbIX M3MeHeHUH (B TeueHUe
HECKOJIbKMX He[iefb).

CpenHuii Bo3pacT mauyeHToB ¢ MHCYIbTOM Ha ¢one [IMD
cocrasnsn 50 7eT, HA B OJHOM C/yyae MOoCTHH(ApPKTHBIE 13-
MEHEHWS He MPUBOJM/IA K CTOMKOM yTpare TpyaocrnocobHo-
CTH C BBIPAXKEHHBIM JIBUTATEJIbHBIM JeQULIUTOM.

OmvH mauyeHT nocse nocraHoBky fuarHosa [IM® we npu-
HUMaJ [UTOPEAYKTUBHYIO, AHTUTPOMOOTHYECKYIO Tepa-
nuio (oTcyTcTBUE TPOMOO30B B aHaMHe3e, BO3pacT MeHee
60 net), ofHAKO yepe3 7 JieT MOcCJe TOCTAHOBKY AMArHosa
[IM® passunocs HMK B 6acceiine npaBoii cpezHeii Mo3ro-
BOJ apTepuu. Y Ipyroro naiyeHTa oCTaHOBKe aCHMITOMHO
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Puc. 4. MPT ronoenoro mosra nanuentos ¢ 3T — T2-B3BemreHHble 1300pakeHus1 B aKCHATBHOM MIOCKOCTH.

Bo Bcex ci1yuasix BU3YaIUsUPYIOTCS MACCHBHbIE TOCTUH(APKTHbIE U3MEHEHHUS C BOBJIEYEHHEM KOpBI, TIOA/IEkKALIEro U rybokoro 6enoro Bele-
CTBA, a Takke 6asasbHBbIX raHIIMEB (MOCTUH(APKTHBIE M3MEHEHHs! YKasaHbl CTPEIKaMH).

Fig. 4. Brain MRI of patients with ET; axial plane T2-weighted images.

In all cases, massive post-infarction changes are found in the cortex, underlying and deep white matter, and basal ganglia (post-infarction
changes are indicated by arrows).
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Puc. 5. MPT ronoenoro mo3sra nanuentos ¢ [IM® B akcuanbHoit npoexuuu B peskume T2 (A4, C) 1 B CaruTTalbHON NPOEKIMU B PEKUME
T2-FLAIR (B, D).
Busyanusupyiotcs HeGosblive MOCTUH(bAPKTHBIE IEPUBEHTPUKY/ISPHbIE 0Yary (yKasaHbl CTPEKAMHM).

Fig. 5. Brain MRI of patients with PMF in axial T2 images (4, C) and in sagittal T2 FLAIR images (B, D).
Small post-infarction periventricular lesions are visualized (as indicated by arrows).

IPOTeKaBLIEro reMaToIOTHIECKOro /IarHo3a MpeJiiecTBo-
Basio HMK.

OCHOBHBIM NAaTTEPHOM MOCTUH(MAPKTHbIX M3MEHeHHUi y ma-
uuenToB ¢ [IM® npu HelipoBu3yanusauuu SBJSIUCh He-
bosblIIMie OYaroBble MOpaXkeHHs B IyOOKMX OTZeax Belle-
CTBa MO3Ta, BeposiTHee Bero, noc/e passutusa HMK no tuny
reMOpeosIorM4ecKoil MUKPOOKIIIO3UH (puc. 5).

00cyskpeHne

[IpyunHamMu cmeptHocTM M MHBanupHoctu npu JT, UII
u [IM® yame Bcero sBIAIOTCA apTepuanbHble W BEHO3-
Hble TPOMOO3bI pasnuuHOi JoKanmsauu [3, 4]. [luarHos
Ph-neratuBueix MIIH ycraHaBnuBaeTcs Ha OCHOBaHWH
KJIMHUYECKON KapTHHbI W JJaHHBIX KJIMHHKO-1abopaTop-
HBIX HCCIIefl0BaHUH (MoKasaTesell neprdepuueckoil KpoBy,
THCTO/NOTMYECKKX TIPU3HAKOB B TPEMaHOOHONTaTe KOCTHO-
ro Mo3ra ¥ MOJIEKY/sSpPHO-TeHeTHYecKUx Mapkepos: JAKZ,
CALR, MPL).

Lenbto Tepanuu UIl u JT saBnsieTcs caep:xuBaHUe Nporpec-
CcYpoBaHus 3a00JIeBaHUs U TOAJIEPKAHME KAYECTBA KUZHU
nauyeHToB. [Ipy mpaBunbHOM TMOZXOJE K JIEUEHHMIO IIpo-
JIOJDKUATEIbHOCTD KM3HM manueHToB ¢ UIT u OT He momk-
Ha OT/IMYAaTbCsl OT MOMY/IALMOHHBIX MOKaszaTeneidl. JleueHue
[IM® HampasneHo Ha NpOAJIEHHE XXU3HU U TNpeAyIpexse-
HUe OC/IOXKHEHUH, CepbE3HO YXYALIALMIMX KauecTBO KU3HU
nanuentoB. Teparms Bcex Ph-neratusubix MITH ocHoBaHa
Ha TIPUMEHEHUH PUCK-a/JalITUPOBAHHON CTPATErUHL.

[lBe Tpetu TPOMOOTHYECKUX OCIOKHEHHH y MALMEHTOB
¢ MII3 cocraBisioT aprepuasbHbie TPOMOO3BI, 13 KOTOPBIX
Haubo/ee KIMHAYECKH 3HAYMMBIMH SBIISIOTCS MHCYIIBT,
TPaH3UTOPHAS WIIEMUYECKas araka U TpomO03 KOpoHap-
HbIX apTepuii [5-7]. B nocnesHee BpeMs B peKOMeHAALUAX
HICIIO/IB3YIOTCS. OOBEKTUBHO MpOBepeHHble (haKTOpbl TPOM-
6oruueckoro pucka. [8]. C ofHOW CTOPOHbI, 9TO CHUKAET
LO/MTOCPOYHble TOKCHYeckre 3(QeKTbl LUTOpeSyKTUBHOM,
AHTUKOAry/ISIHTHOW, aHTHUAarperaHTHON Tepamuy, ¢ Apyroi
CTOPOHBI, CYIIECTBYIOL{ME LIKAIbl TPOMOOTHUECKOTO pHCKa
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B OCHOBHOM YUMTHIBAIOT TOJIbKO BO3pACT, HaJWuue Mpej-
LIECTBYIOIMX TPOMOOTHUYECKHMX COOBITHMH, CepeYHO-CcoCy-
fucTbie 3aboneBaHus (apTepuasbHas TUIEPTOHUS) U MyTa-
uuoHHbIi cratyc (V617 B rene JAKZ) v He BKIIOUAIOT Takue
(haKTopbl, KaK HaIMYKMe aTepOCKIEPOTHYECKOr0 MOPaKEHUS
MarucTpasbHbIX apTepuil rO0Bbl, KAPAHABHYIO [IATOIOTHIO
(pubpunALMIO Mpefcepayii, MATONOTMIO KJIAMaHoB, aTepo-
CKJIEp03 KOPOHAPHBIX apTepHil), 0KMpeHWe, MPUEM Opaib-
HbIX KOHTPALENTUBOB, Ha/lnyie TPOMOOGDUINK, TUIIOAUHA-
MHIO, 37I0YNIOTPeOIEHNE ATIKOTOJIEM.

BriepBbie 11epeOpOBaCKy/IApHbIE OCTIOXHEHHUs Y MALMeHTOB
¢ MITH onucan J. Bogousslavsky B 1983 r., akueHTupys, 4ro
paHHss AMarHoCTHMKA MMeeT OCHOBOIOJIAraloliee 3HauyeHHe
771l TIpeZiOTBpAlleH:s] pa3BUTHS 1 MPOrPECcCHPOBAHKS Liepe-
bpoBackynspHbix 3a0oneBanuil [9]. BriocencTsun B cepun
nyOnvKaLuii ObUTM OMMCAHbI MHCY/IbT, MHPAPKT MUOKAp/a,
pacrpoCcTpaHEHHbIHA aTepockiepos, TpoMO03bI IyOOKUX BeH
¥ TPOMO03MOO/IKS JIETOUHON apTepUH Kak camble YacTbie
npuuvHbl cMepTy nanuenTtos ¢ MITH. Veranosnens! u oc-
HOBHbIE (HaKTOPbI TPOMOOTHUECKHMX OCTIOKHEHHIT: MyTaLus
V617F B rene JAKZ, nelikoLTo3, BO3pacTt, cocyAUCThie dak-
Tops! (aprepuanbHas runepronus) [10, 11].

KymynaTuBHas yacToTa MIIEMHYECKOr0 MHCY/bTa (CpefHU
CPOK Hab/oeH s 3 roa) COCTaBUIA B €BPONEHCKOi mory-
nsauuu 25% mipu UIT u 21% npu 3T [12]. Do B wenom coro-
CTaBMMO C pe3y/bTaTaMy Halllero 1CCaefj0BaHus, B KOTOPOM
yacToTa vmemudeckoro uHcynbra npu MII cocrasuna 24%,
npu 3T — 25%.

[lo faHHBIM MOMYIALMOHHOIO KOTOPTHOTO HCCTIeZ0BAHMUS
M. Hultcrantz u coasr., y nanuentos ¢ MITH puck nmemu-
YeCcKOro MHCY/bTa Yepe3 5 JIeT Mocjle NOCTaHOBKY A1arHo3a
ObU IPEMeEPHO B 1,5 pa3a Bbillle 110 CPABHEHUIO C KOHTPOIb-
HOM IpYINIoi Toro »xe Bo3pacta U nona [13]. 9ty naHHble 1o-
3BonAoT pacematpusaTh MITH kak rpymmy, Hy:pamoouyocs
B GoJtee TIAaTE/NBHOM HAOMIOZEHUH ¥ KOHTPOJIE OCHOBHOTO
3aboseBaHusL.

OO1ien3BecTHa BbICOKAS MATOTEHETUYECKH 3HAUNMAS POJIb
1iepedpanbHOrO U, TPEX/ie BCEro, KapoTHAHOTO aTepoCKIe-
posa B renese umemudeckinx HMK [14]. A. Drofenik u coasr.
TI0Ka3a/i COTOCTaBMMble MapaMeTphbl PacrnpoCTpaHEHHOCTH
Y XapaKkTepa KapoTHHOro aTepock/aeposa y nauueHTos ¢ T
U B TPYIIe KOHTPOJS, OfHAKO YPOBEHb KOPOHAPHOTO Kailb-
uug B rpymie narenTos ¢ OT Obin Bbite [15], 4To roBoput
0 007bLLIe} KECTKOCTH COCYAUCTO CTEHKH Y ITHX MALMEHTOB,
a 3HAUMT, SB/SIETCS MOTEHLUAIbHO (osiee 3MOOIO0MACHBIM
VICTOYHMKOM. DIUIEMHOJIOTHS 1iepeOpabHOr0 aTepoCcKIIepo-
3a y nauuenTos ¢ MII3, accoluMpoBaHHOr0 ¢ XpOHUYECKUM
BocranenueM (B ToM umcie JAK2-omocpenoBanHoe), Gbina
ormucaHa S. Kwon u c0aBT., KOTOpble NPOJEMOHCTPUPOBA-
mu Goree BBICOKWH YpOBEHb COOTHOLIEHHS HeATpoduIoB
K muMoLKTaM M paclHpOCTPaHEHHOCTb KApOTHU/IHOTO aTe-
pOCK/Iep03a, ueM B MONY/ALMY B LiesoM [16]. ABTops crena-
I BBIBOJBL, UTO BEpPOATHO BOCTAJ/EHHE WUIPaeT peLlaiollyio
ponb B natorenese MII3, a npoBocnanuTenbHple GaKToOpbL,
MOMKMMO WMH/YKIMM [POTPOMOOrEHHOTO COCTOSIHUSI KPOBH,
TaK)Xe BHOCAT CBOW BKJIa/| B TIPOTPECCHPOBAHKE aTepocKIie-
po3a, MOBbIIIAsk Cep/IeYHO-COCYAUCThIH puck. Tak, maTonory-
yecKas aKTUBaLKs JTeHKOLUTOB, TPOMOOLIMTOB U COCYAUCTOM

WHcyneT Ha dhone MuenonponudepatmeHbIx 3a60nesaHni

crerku nipu AT u UIT mokeT npuBoauTh K Oosee paHHeMy
PasBUTHUIO aTEPOCKJIEPO3a.

B npoBeféHHOM HaMM WCC/ELOBAaHMHM BbIABIIEMOCTb Ka-
POTHIHOTO aTepOCK/Iepo3a Oblia BbIlle Y MALKEHTOB C VH-
cynbrom Ha Qore IT (60%); mpu aTOM B HCC/Ief0BaHHON
BbIOOpKe MMeHHO Y maupeHToB ¢ 9T Habmopanucy o6ump-
Hble TOCTMH(pApPKTHbIE M3MeHEHHs KOPKOBO-MOJAKOPKOBO#
MOKa/M3alKy, yKasblBalOllMe Ha aTepoTpPOMOOTHYECKHi
TNaTOreHeTHYeCKUi MOATUIT UHCY/IbTA, TOTA KaK B TPYMmax
UII u TIMO® 6ornee BEPOSITHO NOBPEX/EHUE BELeCcTBa [0JI0B-
HOTO MO3ra, COOTBETCTBOBABLLEE NEPeHECEHHOMY HHCY/bTY
10 THITy T€MOPEO0IOTMYeCKOil MUKPOOKKITIO3UH.

Cornacxo ananuay M. Burattini u coaBT., nileMUyecKuit uH-
cynbT cTan nepsbiM npossnenreM UII B 16,2% cryyaes; coso-
KYIHas 4acToTa 1iepeOpOBACKY/IAPHBIX OC/IOKHEHUH JOCTHIa-
na 5,5 Ha 100 yesoBex B rozi, a Ha OO MHCY/IbTA IPUXOLMIOCH
8,8% Bcex cMeptelt, cBsa3anHbIx ¢ UIT; ocHOBHBIMU (akTopaMu
prcKa ObUIM BO3pACT, MyTalliKi ¥ TPOMOO3bI B aHamHese [17].
B npoBeséHHOM Hamy Mccie[oBaHKM YacTOTa MHCY/IbTa B Ka-
yecTBe nepsoro npossneHus WII cocrasnsna 30%, uto Moxer
ObITb 0OBSCHEHO 0COOEHHOCTAMH BHIOOPKH: YACTb MALMEHTOB
¢ nepeHecéunpiM HMK no Tumy remopeonoruueckoil MUKpo-
OKKJII03MM He OTMeyYasy 10 aHaMHEeCTHYeCKUM JJaHHbIM HeB-
POJIOTMYECKHX CUMITOMOB, U TO/bKO BbinonHeHHoe MPT ro-
JIOBHOTO MO3ra B paMKax HaCTOALIEro MCCI/Ie0BaHus T103BO-
JIANIO BBISIBUTb TIOCTMH(QAPKTHBIE N3MEHEHHSL.

WHcynbthl, cBa3anHble ¢ UI, yacTo ocTarTCs HeBbIABIEH-
HbIMH, 0TYaCTH M3-3a HU3KOH pacrpoCTpaHEHHOCTH JJaHHOH
Ho30s10r1Yeckol GopMel. PaHHASA JUAarHOCTHKA MOXKET IpH-
BeCTH K Goriee 3¢ deKTUBHOMY JieueHHio (C OMOLbI0 KPOBO-
TyCKaHUA, LIUTOPeAYKLMM U NpUéMa HU3KKX 103 aLeTuiIca-
JIULIATIOBON KUCJIOThI), @ TAK)Ke CIIOCOOCTBOBATh CHIDKEHHUIO
pHCKa peLuarBOB.

JlanHble 0 pacrpocTpaHéHHOCTH MHCybTa Ha Qone JT Kax
TIePBOrO TPOSIBJIEHKST OCHOBHOTO eéMaTOo/IOrHyecKoro 3abore-
BaHMsA MaJIOUMC/IEHHbl Y YacTO OrpaHUYMBAIOTCS ONKMCAHUEM
cepuM KIMHWYecKkux cnydaes. Tak, Y. Kato u coaBT. onucanu
10 nauuenTtos ¢ JT u umemudeckum uHCymbToM, y 8 (80%)
M3 HUX MHCYJbT NpeAllecTBOBal IOCTaHOBKe AuarHosa JT
[18]. B Haiuem uccieoBaHMyi UHCY/IbT ObUT TIEPBBIM MPOSIB-
nenviem nipu 3T B 40% cryyaes.

M.L Stefanou u coasT. B yuusepcurere TioOunrena B 2014
2017 rr. u3yyanu ucropur OonesHeit 3318 mauymeHTOB C 1je-
pebpoBacKy/spHbIMU 3a00/IEBAHKAMH, CPEIH HUX OTMEYEHbI
17 nauuenTos ¢ MII3 u nilleMUyecKuM MHCY/IbTOM, U3 KOTO-
pbIx B 58% ciyuaeB MHCY/IbT/TPaH3UTOPHAS HIIEMUYeCKas
araxa GbUtd nepBbIM TposiBienreM MII3 [19].

Takas BapraOesIbHOCTD /JAHHBIX 13 MMEIOIIMXCS MCTOYHUKOB
MO3KeT ObITh 00bsICHEHA 0COOEHHOCTSMY HA0Opa U BKIIOYe-
HUSI MALKEHTOB, OJHAKO, HECMOTPS HA BAPUATUBHOCTD TOKa-
3areiei, 370 MOAUEPKUBAET BaXKHOCTb MPOOIIEMbI PAa3BUTHS
HMK, B ToM uuce B M0JI0AOM BO3pacTe, B KOTOPTe MalleH-
ToB ¢ MII3.

CuHyc-TpoMO03bI TaK)Ke OMKCAHbI B INTEPAType KaK MepBoe
nposisnenrie MII3 [20]. B npoBenéHHOM HaMM KCCTe/JOBaHUH
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YacToTa BCTPEYaeMOCTH TPOMOO30B BEHO3HBIX CHHYCOB CO-
crasnsina 7% (ce manuents ¢ MIT), onHako oHW He npepiue-
CTBOBAJIM TIOCTAHOBKE TeMaTO/IOTMYeCcKOro JUarHosa.

OzmHMM M3 3TaroB HACTOAIIET0 MCC/Ie0BaHUs Oblia OLEH-
Ka arperalyoHHBIX CBOWCTB 3PUTPOLUTOB/TPOMOOLMTOB,
VX CBA3M C Das3BUTHEM LiepeOpOBACKY/IAPHONA MATONOrHK
y nauuenTos ¢ MII3, onucanHoit Hamu panee [21, 22]. Oco-
OEHHOCTbIO HEMpOBU3YA/IM3AIMOHHON KapTHHbI y MalUeH-
TOB TeMaToJIOTMUecKoro Npodus SBASIOTCA OTHOCHUTEIBHO
BbICOKAs YacTOTa TaK Ha3blBAEMBIX <«HEMBIX» HH(APKTOB
rosioBHoro mosra, nomumo cumnToMHbix HMK. HecmoTps
Ha OTCYTCTBME KJIMHUYECKOH KapTHHBI, epeHecéHHble «He-
Mble» nHpapkTsl 0 faHHBM MPT y narumentos ¢ MI13 ume-
I0T CYIeCTBEHHble IOC/e/ICTBUS, HapsMYyl0 BIMSIOLIME Ha
KOTHUTHBHBblE (DYHKLWY, TOBBILIEHHE PUCKA pPa3BUTHSA Jie-
MeHIuK B Oyayiem [23, 24].

Penkue Bapuantsi remopparudeckux HMK, onvcanubie B Ha-
CTOAILIEM KCCTIEI0BAHMH, COCTABIISIOT MPEAMET AMCKYCCHit
¥ 00CYk/€eHUs afeKBaTHOCTU MPOJOJUKEHUsS arpecCHBHOMN
AHTMArPEraHTHOM Teparuy, 0CODEHHO B C/yyasx C Hepac-
T03HAHHON PE3VCTEHTHOCTBIO K TEM WM UHBIM aHTUTPOM-
OOTHYECKUM TIperapaTam.

MackupoBaHyie Toj| HeBpOJIOTMYECKKe MPOABIeHHs (ro/oB-
Has 6071b, 0011ad €1aboCTh, MPEXO/ALIME TeMU/MOHOMAPE3bI
KOHEUYHOCTEH, IM3apTpus, IETKUE KOOPIAMHATOPHbIE HApYIIIe-
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