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O CBSI3U HEVMPOJETEHEPATUBHBIX 3ABOJIEBAHUM C 3ATPSI3HEHUEM
BO31YXA B3BEHIEHHBIMU YACTUIIAMUA

Konnaxosa A.@.%, Illapunoe¢ P.H."***, Boakosa 0.A.
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Pe3rome

Ocsewyenvl cogpementvie npedCmasiens 0 Ce:3U 3aePA3HeHUs. AMMOCHEPHO20 6030VXA 636CULCHHBIMU YACTNIUYAMU
(awnen. particulate matter (PM)) ¢ puckom Hetipodezenepamuenvix 3abonesanuti (H/{3). Hcnonvzoeanvl mamepuaisi
cmametl, undexcuposannvix ¢ 6azax PubMed u PUHL]. Paccmompensl pe3yiomamvl KpamrKo8PEMeHH020 U 00A20-
spemennoco enusaHusi PM na 6o3nuxnogenue u npocpeccuposanue HJ[3 6 3asucumocmu om pasmepa vacmuy, Xumi-
yeckoeo cocmaea, gospacma ucnvimyemoix. PM ¢ aspoounamuueckum ouamempom < 2,5 MKM NPUSHAHBI CAMBIMU
onacuviMu. dnudemuonozudeckue, KIuHU4ecKue u dKCNepUMeHmManbHble UCCIe008a U NOOMBEPOULU, UIMO 3A2PA3-
HeHue 6030yxa PM, ocobenno codepacawumu memannet, aenaemcsa oonum uz pakmopos pucka HJ[3. Obcyscoarom-
cs eunomesvl namozeneza Haubonee pacnpocmparennvix HJ[3 — 6onesnu Anvyeeiimepa u 6onesnu Ilapkuncoua.
K coocanenuro, nu oona eunomesa ne daem sicnoui xapaxkmepucmuxu poiu PM ¢ namoeeneze HJ[3, ¢ uacmnocmu
Ha MonexyisipHo-eenemuyeckom ypogue. CucmemamuzupoganHvle HayuHvie OaHHble, 0COOEHHO 6 gude Popmanu3o-
BAHHBIX ONUCAHUL, CROCOBCMEYIOM boJlee 2YOOKOMY NOHUMAHUIO NAMO2eHe3a 3a001e6anus, Mo2ym Oblmb UCNONb30-
8AHbI 8 NPAKMUUECKOU MeOuyuHe Ol OYeHKU PUCKA BO3HUKHOBEHU, PAHHEN OUASHOCMUKU, NPOSHO3A U NOBbIULEHUS
apgpexmusnocmu nevenus 6onvnvix ¢ HJ[3.

KnarogeBble cioBa: 3arps3HCHHE BO3IyXa, B3BEIICHHBIC YacTHIIB, PM, (akTopsl pucka, HeWpoaereHepaTHB-
HBIE 320051eBaHus, 0030p
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ON THE RELATIONSHIP OF NEURODERGENERATIVE DISEASES WITH AIR POLLUTION BY
PARTICULATE MATTER

Kolpakova A.F.', Sharipov R.N."*3* Volkova O.A.3

'"Federal Research Center for Information and Computational Technologies, Novosibirsk, Russia
2Sirius University of Science and Technology, Sochi, Russia

SLimited liability company BIOSOFT.RU, Novosibirsk, Russia

“Novosibirsk State University, Novosibirsk, Russia

Abstract

The review highlights the current understanding of the relationship between particulate matter (PM) in air pollution
and the risk of neurodegenerative diseases (NDDs). For this purpose, materials from articles indexed in the PubMed
and RSCI databases were used. The results of the short-term and long-term effects of PM on the occurrence and pro-
gression of NDDs depending on their size, chemical composition and age of the subjects are considered. PMs with an
aerodynamic diameter of < 2.5 microns are recognized as the most dangerous. Epidemiological, clinical and experi-
mental studies have confirmed that air pollution with PM, especially those containing metals, is one of the risk factors
for NDDs. Hypotheses of the pathogenesis of the most common NDDs, Alzheimer's and Parkinson's diseases, are
discussed. Unfortunately, none of the hypotheses provides a clear description of the role of PMs in the pathogenesis of
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NDDs, in particular, at the molecular or cellular level. Systematized scientific data, especially in the form of formal-
ized descriptions, contribute to the understanding of the pathogenesis and can be used in practical medicine to assess
the risk of occurrence, early diagnosis, prognosis and increase the effectiveness of treatment of patients with NDDs.

Keywords: air pollution, particulate matter, PM, risk factors, neurodegenerative diseases, review
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Coxpawenus: AP — Oera-amunona, ADA — ak-
TUBHBIE popMmbl a30Ta; ADK — akTHBHBEIE (OPMBI KHC-
nopona; BA — Gonesnp Anbureiimepa; BIT — Gomne3np
[Napxuncona; ['Ob — remarosnnedanmueckuii 0apbep;
JA — nosepurenbHblid nHTEpBA; MPHK — MarpuuHnas
(madopmarmonnas) PHK; MPT — wmarauTHO-pe3o-
HaHcHast Tomorpadus; H/I3 — HeliponereHepaTHBHbIC
3aboneBanust; HU3 — HemHpeKIMOHHBIE 3200IeBaHNS;
OC — oxucnurensHbIi crpecc; OP — OTHOCHUTETHHBIIH
puck; IHC — nenTpanbHas HepBHast cuctema; AhR —
pelenTop apwioBbIX yreBomoponos; AP-1 — 0Oe-
nok-aktuBatop 1; APOE — anonmunonporens E; APP —
oenok-nipenectBeHHUK AP (A4); Bax — perymsarop
anonito3a; BioUML — Biological Universal Modeling
Language, oTkpsITas mporpammHasi Iuiatgopma s
MOAJICPKKH HCCIIEI0BaHUI B 00JacTH CUCTEMHON Ono-
norud ¥ OuonmHdopmaruku; Bel-2 — perynstop amon-
T0o3a; BV-2 — nuHHA TpaHChOPMHUPOBAHHBIX MBIIIN-
HBIX KJ1eToK Mukpornnn; COX4 — nukinookcurenasa-4;
CypD — nukno¢pwiun D; D,R — D,-nonoOuslii penen-
top; IL-1B — wunHTepneiikun-1-6eta; IL-6 — unTEepnei-
kuH-6; MAPT — Tay-0ei0K, acCOMUPOBaHHBIN C MHU-
Kkpotpy6oukamu; NF-kB — sinepHblit hakTop karnmna-ou;
NO, — oxkcug azora (IV); NRF2 — snepnslii dakrop,
MOJOOHBIN BBIACTICHHOMY M3 3PUTPOUIHBIX KIIETOK-2;
PANK?2 — manrorenarkunasa; PARK1/SNCA — aib-
¢a-cunykiens; PARK2 — mapkuHcoH 2, yOUKBUTHH-
mura3za E3, mapkun; PARK6 — PINKI1:PTEN-un-
OyuypoBaHHass TpennonaraeMas kumHaza 1; PARKS/
LRRK?2 —kunaza 2 ¢ moBTopaMu, 00TaThIMU JICHITTHOM;
PARKY9/ATP13A2 — ATdaza, tun 13A2; PARK14/
PLA2G6 — docdonunaza A2, rpynna 6; PARKIS/
FBX07 — 6enok F-box 7; PARK17/VP35 — romosor
BaKyoJIsIpHOTO Oenika copTUpoBKH 35; PCNA — snepHbIit
AHTHUTEH MpoNMQepupyronmx kiuetok; PM — particulate
matter, B3BemeHHbIe YacTHIEI, PMO0,1 — B3BelcHHBIC
gacTuIlsl auameTpom menee 0,1 mukpomerpa; PM2,5 —
B3BELICHHBIC YACTULBI AUAMETPOM MEHee 2,5 MUKpOMe-
Tpa; PM10 — B3BeIICHHBIC YaCTUIIBI TUAMETPOM MCHEE
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10 mMukpomerpoB; PRNP — HopmanbHBINH TPHOHHBIH
oenok yenoBeka; PSEN1 — mpecenwnmun 1; PSEN2 —
npecenwiH 2; SH-SYSY — nunus Heiipobnactos ve-
noBeka; SIRT3 — NAD-3aBucuMas neanerusiaza cup-
tynH-3; TNF-o0 — ¢akTop Hekpoza omyxoiu-anbgha;
TRPM2 — unien 2-ro ceMeicTBa KaHAJIOB € TPAH3UTOP-
HBIM PELeNITOPHBIM MOTEHIIHAIIOM.

HecMotpss Ha mocTeneHHoe BHEIpEHHE B 000POT
«3€JICHBIX)» TEXHOJIOTHH, BO BCEM MHpPE OTMEYaeTCs
YBEJIMYEHHUE 3arpsi3HEHHs] OKPYXKAIOMIeW Cpebl, YTO
NPUBOANT K YXYIILICHHUIO 3JOPOBbSI HACEJICHHS, B YacT-
HOCTH, BBIpaXkasichb B pOCTE HEHpPO/EereHepaTUBHBIX 3a-
oonesannii (H/[3), uto ocobenHo 3ameTHO Ha (oHE He-
YKJIOHHOTO CTapeHusl HacejeHus rutanetsl. Poct HJI3
SIBIISIETCSl Ba>KHOM MPOOJIEMOM OOIIECTBEHHOTO 3/IpaBo-
OXpaHEeHUs, a TaK)Ke HEraTUBHO BIIMSET HAa SKOHOMHYE-
CKYT0, COIMAIILHYO U MTOTUTHYECKYIO cdepsl [1]. bonee
90% HacenmeHUs TIAHETHI MOIBEPracTCs BO3ICHCTBUIO
3arpsi3HEHHOTO BO3yXa, PU 3TOM YPOBEHb 3arpsi3He-
HUN NPEBBINIAET JOIYCTUMBIN, ACKIAPUPYEMBIH pyKO-
BOJICTBOM I10 KauecTBY Bo3ayxa BcemupHoii opranuza-
UM 3apaBooxpaHeHust. CTpaHbl ¢ HU3KUM U CPETHUM
YPOBHEM JI0X0Jla XapaKTEPU3YIOTCSI BHICOKUM YPOBHEM
3arpsi3HEHMsI KaK BHYTPU MOMEIICHNH, TaK U HA OTKPBI-
TOM BO3AyXe. AHaIU3 HCCICAOBaHHUN, MPOBEICHHBIX
B Pa3IMYHBIX YaCTAX 36MHOTO IIIapa, MoKasall, 4To BO3-
JeiCTBUE 3arPsI3HSIOIINX BO3AYX BELIECTB, B YACTHOCTU
PM, siBiisieTcst ofHUM U3 BeAyIIuxX (pakTopoB pucKa pas-
BUTHsI HeMH(pEKIMOHHbIX 3a0oneBanuii (H13) y B3poc-
JIBIX, YTO CO3JAET 3HAYUTEIBHYIO YTPO3y 30POBBIO HBI-
HEIIHETO ¥ OyIyIuX MOKoJIeHuH [2].

bonesns Ansireiimepa (bA) siBsiercs Hanbosnee pac-
MIPOCTpaHEHHOW (OPMOIl EMEHUIMH U 3aHUMAET Iep-
BOE MECTO B JaHHOI rpymme 3aboneBanuid. Hampumep,
pacuetHoe uucio namnueHtoB ¢ BA B CHIA cocTtaBuio
6,2 mia B 2020 . BA 3aHUMAaET IMIECTOE MECTO CPEIaH
OCHOBHBIX ITpuunH cmeptHocTH B CIIA u nsitoe cpenu
KuTenen 65 net u crapie [3]. Oxomo 95% Becex cirydaen
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3aboneBanust BA oTHOcsATCS K criopagnieckuM Gopmam,
KOTOpBbIE pa3BuBaroTcs nocie 65 ner [4]. Bropoe mecto
mo KonudecTBy ciydaeB cpenu HJI3 mocme BA mpu-
Hajnexut 6onesnu llapkunacona (BII). K coxanenuto,
yeTKoro yueta ciydaeB HJ[3 Bo Bcem mupe 10 HacTod-
LIET0 BPEMEHH HET, YTO KOCBEHHO MOATBEPKAACTCS J10-
CTaTO4YHO OOJNBIIMM Pa3OpPOCOM IMUAEMHUOIOTUICCKHX
JAaHHBIX B Pa3IU4HbIX cTpaHax U peruoHax [5]. Cornac-
HO JaHHBIM MHPOBOU CTaTUCTUKH 3a0oneBaemMocTtu bll,
Ha 1000 nacenenust npuxonurca 1-2 ciaydas, npuyem
HauOoJiee YacTO B CTApIIMX BO3PACTHBIX rpymmax [6].
B pesynbrare aHanusza JaHHBIX JUTEPATypPhl 33 TEPHOL
20052015 rr., mpoBenenHoro B.B. Paznopckoii u co-
aBT., YCTAHOBJICHO, YTO IOKa3aTesb PacHpOCTPaHEHHO-
ctu BII B Poccnu 110 JaHHBIM CKBO3HBIX MCCIIEIOBAHUMN
HaxXoAWJICSd Ha YpPOBHE IOKa3aTejel 3amajHbIX CTPaH.
Crenienb pacnpoctpanenHoctd bI1 mo oOpamraemo-
cti Obta B 2-3 pa3za MeHbIIIE TAaKOBOH, BBISBICHHOUN
B CIUIOLIHBIX HCCIIEOBAHUAX, KaK COOCTBEHHBIX, TaK
u 3apyOexHbIX. CpenHuii Mmokaszarenb 3a001eBaeMOCTH
BII B Poccum cocraBun 14,9 na 100 000 HaceneHus, 4to
COOTBETCTBYET TaKOBOMY B Mupe (3aboneBaemocts BII
3a roj BapbupoBasia oT 12 B BenukxoOpurtanun no 49
Ha 100 000 Hacenenus Bo ®panium) [7, 8].

AHanu3 3MUAEMHOIIOTUYECKUX U IKCIePUMEHTaIb-
HBIX HCCJIEJOBAaHUM MOKa3all, YTo 3arpsi3HEHUE BO3IyXa
MEJIKUMH B3BELICHHBIMH YacTHUIlaMH (aHDI. particulate
matter (PM)) siBisieTcss OlHUM W3 HEraTHUBHBIX (haKTO-
POB OKpY>KaloIIel cpeibl, MOTeHIINAIHHO YIaCTBYIOLIIX
B naroreHeze MHorux HU3, B tom uucne HJA3 [9-11].
Oco0eHHO OTacHBI IS 3I0POBb YenoBeka PM Bennuu-
HOM < 2,5 MkM (PM2,5), KOTOpBIE MOTYT TIOCTHTaTh OPOH-
XHOJ ¥ albBEOJ, U YABTPAMEIKOAUCIIEPCHBIE YaCTHIIbI
¢ pazmepom gacturl 0,1-0,001 mxm (PMO,1), xoTopbie
BIUTIOUAIOT B ce0s 1 HaHowacTuilbl (< 100 am). O6magas
Masoi maccoit, PMO0,1 umerot 6ombinyro 3QPeKTuBHYIO
TUIOIIAh TTOBEPXHOCTH, JCTIOHUPYIOTCS B ajbBEONaXx,
MOTYT YCKOJIb3aTh OT MYKOILIMJIMAPHOTO KIMPEHCa U Ma-
Kpo(aro, MpPOHUKAIOT B KPOBOTOK W MOTYT MOIACTh
B JI00YyI0 TKaHb OpraHM3Ma YeJIOBEKa. YJBTPaMeNKue
PM MoOryT nmpakTH4eCKH IOCTOSIHHO HAXOAWTHCS B ar-
Mocgepe B OpoyHOBCKOM JiBrkeHHH [12, 13].

[To mponCX0XKIEHUIO B COCTABY Pa3INYaloT: a) Heop-
TFaHUYECKYIO IbUIb, COCTOSALIYIO M3 YaCTHULl MHHEPAJIOB
¥ METaJuIoB; 0) OPraHWYECKYIO IbUIb; B) CMEIIAHHYIO
IbIJIb, COCTOSIYIO U3 CMECH HEOPraHWYEeCKHX M Oopra-
HUYECKUX YacTHUIl. XHUMHYecKHii coctaB PM 3aBucur
OT MHOTOYHUCIICHHBIX ()aKTOPOB: reorpauueckux, Me-
TEOPOJIOTHIECKHX, 0COOEHHOCTEH MCTOYHUKOB HX TIPO-
HUCXOXKICHUS, B3aUMOACHUCTBHS B aTtMocepe. YCTaHOB-
neno, yto PM2,5 u PMO,1 nopoxHO-TpaHCIIOPTHOTO
MIPOMCXOXKACHHSI COIEPIKAT OOJIbIIE TAKEIBIX METAIIIOB,
YeM MpoMbIIUIeHHbIe. KpoMe Toro, B BO3yXe MpOncXo-
IUT (HOPMHUPOBAHHE BTOPUYHBIX YaCTHIl B pe3yJbTare
XUMHYECKHUX PEaKIuil ¢ ra3000pa3HBIMH 3arPSA3HSIONIN-
MU BEIECTBAMH, KOTOpPBIE B CBOIO OUYEPEAb SBISIOTCS
MPOTYKTOM TIPOUCXOIAIIEH B aTMOocdepe TpaHchopma-
UM OKUCIIOB a30Ta U cepbl OO0 BHIOPACHIBAIOTCS aB-
TOTPAHCIIOPTOM M MPOMBINUIEHHOCTHIO. BTOpnuHbIe Ha-
CTHIIBI, B OCHOBHOM, COZEP’KATCS B MEJIKOIUCIIEPCHBIX
PM [14, 15].

REVIEWS

B xoxe uccienoBanuii mokazano, 4To PM Bausirot
Ha TPOIECCHI, MPOUCXOJANINE B KIETKAaX YeJIOBEKa.
Tak, L. Liu u coaBT. nuccinemoBanu 53 3M0pOBBIX HeE-
KypsiLux 100poBobIEeB (CpelHUM BO3pacT 28 JerT),
KOTOPbIE TOJIBEPTauCh BO3ICHCTBUIO BHICOKHUX KOH-
neHTpanuii PM pa3HOl BEJITMYUHEI U C COJEPKAHUEM
pa3IuYHBIX MeTauioB (cepebpa, amtoMuHUA, Oapus,
MeIH, Keje3a, Kalus, JTUTHs, HUKEIs, 0JIOBa W/UIU
BaHanusA) B TeueHue > 2 Hex. C MCTOIB30BaHUEM
MOJICTU CMEIIaHHOW PEeTpecCHH IS aHalIu3a acco-
nuamnui ¢ yuetom paszmepa PM u maccoBoi KOHIIEH-
Tpallud METAJUIMYECKUX COCTABISIIONIUX ITOKa3aHO,
YTO 3TH COCTaBIAIONINE MOTYT BIHATH Ha YPOBHHU
OuMOMapKepoOB, CBS3aHHBIX C CHCTEMHBIM BOCHaje-
HHEM, OKHCIUTEIbHBIM cTpeccoM (OC) m Hapymie-
HUSIMUA (YHKIIUWA IEHTPAJIbHOW HEPBHOW CHUCTEMBI
(IHC) [16].

MHOTOYHCIICHHBIE 3IUACMHOIIOTUIECKUE HUCCIIEO0-
BaHMS TOKA3aJIH, YTO 3arps3HEHHE Bo3myxa PM2,5 sB-
nsietcst pakTopoM pucka paszsutus HA3 u HapymeHwuii
pasBuTH HepBHOU cuctemsl [9, 10, 17]. Tak, P. Fu u co-
aBT. B pe3yJIbTaTe CUCTEMaTHYSCKOTO U METaaHAIM3a JIN-
TepaTypHBIX JaHHBIX, OXBATHIBAIONINX 26 CTpaH Ha BCEX
KOHTUHEHTaX, KpoMe AHTapKTHJbI, YCTAHOBWJIH, YTO
TIONITOCcpoyHOEe Bo3aelicTBre PM2,5 ObUTO CBSA3aHO C TI0-
BBIIIICHHBIM OTHOCUTENIbHBIM pruckoM (OP) pa3Butus je-
mentmn (OP 1,16, 95% nosepurensubrii naTepBai (JJN)
1,07-1,26), BA (3,26, 95% 0,84—12,74), paccTpoicTB
aytuctnyeckoro cmekrpa (1,68, 95% AU 1,20-2,34)
u BIT (1,34, 95% AU 1,04-1,73) [11]. Ananu3 nurepa-
TYPHBIX TAHHBIX TTOATBEPINI, 9TO Bo3aeicTBrue PM2,5
MOJIOKHUTEILHO CBSI3aHO C BBICOKUM PHUCKOM Pa3BUTHS
Bcex BUIOB meMeHnnu [18].

J.C. Chen u coaBT. poBeIH NPOCIEKTUBHOE UCCIIe-
nmoBanue ¢ ydactueMm 1403 >KEHIMWMH TOXHIOTO BO3-
pacra 0e3 neMeHIuH, BKIrOUeHHBIX B Women’s Health
Initiative Memory Study. Ctpykrypasie MPT-nccneno-
BaHUs TOJIOBHOTO MO3Ta MIOKA3alld, YTO Y TIOKUJIIBIX KEH-
IIIVH, MTOJIBEPTAIOIINXCS BO3EHCTBHIO BRICOKUX KOHIICH-
Tpaumii PM2,5, BBISBIIEHO CyIIECTBEHHOE YMEHBIIIEHUE
o0beMa 0eToro BeIecTBa 0 CPAaBHEHHIO ¢ KOHTPOJIEM,
a HauOoJiee BhIPAKEHHBIC W3MEHEHUS MPUCYTCTBOBAIU
B JTJOOHBIX U BUCOYHBIX JOJISX M MO3OJIUCTOM Tenie [19].

B wuccnenoBannmu ARIC (Atherosclerosis Risk in
Communities, CIIIA) ¢ ucmonp3oBanmemM MPT mosra
y 1753 y4acTHUKOB YCTaHOBJIEHO, YTO JOJTOCPOYHBIC
BO3IIEHCTBUS BBICOKHX KOHIIeHTparuii PM2,5 u PM10
ACCOLMMPOBAHbI ¢ YMEHBILIEHHEM 00beMa ceporo Belie-
CTBa B LIEJIOM, a HE C MapKepaMu 1epeOpOBACKYITSIPHBIX
3a0oneBanuii [20].

AHanu3 pe3yapTaToB PETPeCCHOHHOTO MOAEITUPO-
BaHUs C WCIOJb30BAHUEM HM300paKCHUN MO3ra M JIaH-
HBIX O 3arpsS3HEHUH BO3IyXa W3 OpUTAaHCKOTO OMoOaHKa
BBISIBIJI TTOJIOKUTEILHYIO CBSI3b BO3/ICHCTBUSI BHICOKUX
KOoHIIeHTpanuii PM2,5 ¢ ymeHbIIeHHEM 00BeMa JIeBOit
YaCcTH TUITIOKAaMIIa Y B3POCIIBIX KuTenel Bennkoopura-
Huu [21]. Taxke ycTaHOBICHA OTpHIIATEIbHAS aCCOITU-
anus Mexay Bosaeiictsuem PM2.5, PM2,5-10, PM10
1 00bEeMOM TajaMmyca, HapylIeHHEeM KOTHUTHUBHBIX
criocoOHocTel. [Ipy 3TOM y MOKMIIBIX JIFOAeH, 0COOCH-
HO C HHU3KHM YpPOBHEM oOpa3oBaHHs, 00bEM TalaMyca
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oKazaJics 6oliee ysi3BUMBIM K HeOnaronpusTHeIM 3 dek-
tam PM2,5-10 u PM10 [22].

W3BectHo, uro PM2,5 u3 3arps3HEHHOTO BO3IY-
Xa MOTYT IOCTYNaTh B OPraHU3M 4YEJOBEKa HE TOJBKO
4yepe3 oprasbl JpixaHus. OOOHSATENBHBIH HEPB — ITO
elle OJIMH MyTh NPOHUKHOBEHMs yacTul PM2,5 B mo3r
[10, 23]. PM2,5 moryT momajarh ¥ B KeTyI04YHO-KH-
LIEYHBIH TPAaKT, BBI3bIBas AMcOaaHC B MHKPOIKOJIO-
TUU KUIIEYHUKA [24], 9TO CIOCOOCTBYET BOCHAJICHHIO
1 HEBPOJOTMYECKUM HOBpekaeHusiM. OO0ycIoBIeHHOE
Bo3zneiicteueM PM2,5 mepudepuyeckoe U cucreMHOe
Bocnasienne nocturaer [{HC Onmaromaps HapymieHHro
LEJIOCTHOCTH TeMarodHIedannueckoro 6apeepa (I'9b)
[25, 23]. W.G. Kreyling u coasrt. (2016) oTmeTniu, 94To
B psijie CITy4aeB HAa3aJbHBINA AMUTEINH UIPAaeT BELyILyIO
ponb B Tpancnopre PM nampsamyio u3 armocdepHoro
BO3IyXa B MO3T [26].

B pesynbrare ucciaenoBaHUN Ha TPBI3YHAX C UCIIONb-
30BaHMEM CKOHCTPYMPOBAHHBIX HAHOYACTHUI], OOTaTBIX
MeTaJulaMH, JOKa3aHO MX HAKOIUIEHUE B TOJIOBHOM MO3-
re, 4To crocoOcTByeT pa3Buthio HapymeHwuid B [THC.
HccnenoBarenn 3a)MKCHUPOBANIM CTAaTHCTUYECKU 3HA-
yuMoe yBenauueHue curtaia MPT B omibgakTopHO#
(0OOHATENBHOI) TYKOBHIIE U OJIb()aKTOPHOM DITUTEITUH,
a TakXKe CJeJald BBIBOJ O CYLIECTBEHHOM BKJIAJE aK-
COHAJIBHOTO TPAHCIOPTA B TPAHCIIOPT HAHOYACTHLL B IO-
JIOBHOM MO3T KaK U3 HOCOBOM MOJIOCTH, TaK U U3 COCY/IN-
croro pycxaa [10, 27].

B xoropTHOM MmpOCIEKTUBHOM HCCIIEJOBAaHUH C y4a-
ctueM xuteneil OHTapruo KaHaACKOTO IPOUCXOXKICHNUS,
S.D. Ilango u coaBT. BBISBHIM B3aUMOCBSI3b MEXKIY
JUTNTEITBHEIM Bo3aeicTBneM PM2,5 1 BOSHUKHOBEHUEM
HE TOJBKO JIEMEHIMH, HO M COIYTCTBYIOLIUX CepJied-
HO-COCYIUCTBIX 3a00JieBaHUH. ABTOPBI CUHMTAIOT, YTO
CBSI3b MEXKJY 3arpsA3HeHueM Bo3ayxa PM u nemeHuueit
OIIOCPEI0BaHA CEPACYHO-COCYAUCTHIMU 3200I€BaHUAMU
[28].

M.A. Kioumourtzoglou u COaBT. yCTaHOBWJIH CY-
IIECTBEHHYIO B3aUMOCBS3b MEXKIY JUIMTEIbHOCTHIO
BozneicTBus PM2,5 u BpeMeHeM 10 mepBOil rocmnura-
nuzammu ¢ HJ[3 y moxkumoro Hacenenus B 50 ropomax
ceBepo-Boctoka CIIIA (1999-2010 rr.) (OP 1,08, 95%
JAN 1,05—1,11 nns Becex BugoB pemeniun; OP 1,15, 95%
JAN: 1,11-1,19 nns BA u 1,08, 95% AN 1,04—-1,12 ans
BIT) [29]. KpaTkoBpeMeHHOE BO3/IEHCTBHIE 3arpsA3HEHUS
Bo3ayxa PM2,5 moBsimaer puck oboctpenus bII u mo-
JKeT BbI3bIBaTh Mporpeccuposanne HJ[3 y moxuisix ma-
uuenTos [30].

Cy1iecTByI0T IPOTHBOPEUMBHIE JJAHHBIE O CBSI3U 3a-
rpsi3HeHus Bo3nayxa PM ¢ puckom BozHukHoBeHust H/I3.
Tak, R. Cliff u coaBT. moka3sajuu, 4To KpaTKOBPEMEHHOE
Bo3zelictBue PM U3 OU3ENbHBIX BBIXJIONOB HE OKa3bl-
BaeT CYIIECTBEHHOTO BIMSIHMUS Ha CUCTEMHBIE MapKephbl
nnu 6uomapkepsl H/13 B LIHC 310p0oBBIX B3pOCIBIX JIHLL
[31]. B npyrom KOHTpOJIMpPYEMOM HCCIEIOBAaHUU TIPO-
BEJICH MOMCK acCOLMALMM 3arps3HeHus Bo3ayxa PM10
u PM2,5, ypoBeHb BO3IeHCTBHS KOTOPBIX OBLT IpesicKa-
3aH Ha OCHOBE CTAaHIAPTH30BAHHBIX PErPECCHOHHBIX
Mmopeneit n3 eBpomneiickoro npoekra ESCAPE (European
Study of Cohorts for Air Pollution Effects project). Bee-
ro B UccienoBaHue Obuth BKIIOUEHBI 1290 cyOBeKkTOB
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(436 cnyuaeB m 854 xouTpomsi). JIoCTOBEpHOU CBS3HU
Mexay 16-IeTHUM BO3ACHCTBUEM 3arps3HEHUS] BO3MY-
xa PM wu passutruem bII B Hunepnannax BbISIBUTH HE
yaanochk [32]. Takum 00pa3om, HECMOTPST HA MHOTOYHIC-
JICHHBIE UCCIIEJOBAHMS, POJIb 3arpsi3HEHUs Bo3ayxa PM
B nmarorenese HJ[3 ocraeTcs He coBceM SICHOM.

Mexanu3m aeiicrBusas PM. Ycranosieno, uro OC
npu aeiictBun PM sBisieTcs LEHTPaJbHOM CTYIMEHBIO
MIPOBOCTIAIUTENILHOM pEeakiMi, a aKTHBHBIE (POPMBI
kuciopona (ADK) u azora (ADA) moryt OBITH TpHT-
repaMu BBICBOOOKICHHSA ITUTOKWHOB M3 TKaHEH uepes
TpaHcKpuIuoHHbie pakTopbl NF-kB (smepHblit haktop
kanma-6u), AP-1 (6enok-aktuBarop 1), NRF2 (snepusrit
(akTop, MOmOOHBIH BBIJENCHHOMY M3 3PHTPOUAHBIX
kieTok-2) 1 AhR (perentop apHIoBbIX yIIIEBOIOPOIOB)
[33, 34].

S. Hajipour u coaBT. OICHWIN BIUSHHUE CyOXpOHU-
4yecKoro BozzelcTBusi PM Ha TKaHM TOJOBHOTO MO3ra
Kpbic. Bo3znelictBue PM Ob110 acconmmpoBaHoO ¢ Hapy-
IIeHneM TpocTpancTBeHHON namsta (p < 0,001) u mon-
TOBpeMEHHOH mnoTtennmanuu runmnokammna (p < 0,001),
3a KOTOPBIM CJIEIOBAJIO HapyleHHe 1esaoctHocTH ['Ob
(p < 0,001), ycunenne orexa mosra (p < 0,001), skc-
npeccus MPOBOCHIATUTEIbHBIX TUTOKUHOB (p < 0,001)
u OC (p < 0,001) B TKaHsSX TOJOBHOTO Mo3ra [35].
B uccrnenoBanusix B. Li 1 coaBT. BBISBICHO, YTO BO3-
nericteue PM2,5 moBBITIIACT 3KCTIPECCHIO ITUKIOOKCH-
reHasbl-2 B HEPBUYHBIX KYJIBTUBHPYEMBIX HEMpoOHaX
TUNIOKaMIIa, YBETHYUBACT aMIUTUTYAY BO30YKIAIOMINX
[IOCTCHHAIITUYECKUX OTCHIUAJIOB B CPe3ax MO3ra Itil-
MOKaMITa M yCUJIMBAET CHHANTUYECKYIO Tepeiady yepe3
myth ADOK-NF-kB. Pe3synbrarel 3T0l pabOThl MOTYT
MOCITYKUTh MOJICKYJSIPHBIM 0a3MCOM JUTS ONpe/ICICHUs
MMOTEHIHAIBHBIX OMOMapKepoB U pa3pabOTKu crienudu-
YECKHX METOAOB MPEAYNpPEKACHNUS HETaTHBHOTO BO3-
nevictBusa PM na HTHC uenosexa [36].

X. Chen u coaBT. B HCCIEIOBaHUM Ha MBbIIIAX
NRF27~ obnapyxuiu, uto aeduimrt 3Toro Oeska, u3-
BECTHOTO 3alIUTHUKA OT XUMHYECKH WHAYLIUPOBAHHOTO
OC u XpaHUTENS KIETOYHOTO OKHCIUTEIbHO-BOCCTAHO-
BUTEJILHOTO OajlaHca, yCyryOlisieT MOBpekACHUE 000-
HSATEJIBHOU JIyKOBUIIBI, BbI3BaHHOE PM2.5. V nanHbIX
MbIIIEH ObUT OTMEUEH 00Jiee HU3KHI YPOBEHb aHTHUOK-
CUJIaHTHBIX (hepMeHTOB, Oonbimii ypoBeHb OC, akTu-
Bamu Mukporiuu, NF-kB, Bocniasienusi no cpaBHEHUIO
C TaKOBBIMH IapaMeTpaMH Y MbIIIEH KOHTPOJIbHOMN
rpynmsl. JIONOJHUTENBHO 3KCIIEPUMEHT C BO3JECHCTBU-
eM PM2,5 Ha MuKpOIHanbHble KJIETKU JUHUU BV-2,
obpaborannbsie mHrHOMTOopoM NRF2, moxaszan 3nauu-
TEJIFHOE CHIDKEHHE UX KH3HECIIOCOOHOCTH, YBEIHYe-
HUe oOpa3oBaHus BHYTpHKIETOUHBIX ADPK u ypoBH:S
tdhochopunmmpoBaruss NF-kB. Ilo MHeHHIO aBTOpOB,
NRF2-onocpenosannas 3amuta or OC MOXKeT crocoo-
CTBOBaTh pa3pabOTKe HOBBIX CTpaTeruil MpoQuiIaKTu-
ku ¥ yiedeHuss HJI3, BBI3BaHHBIX 3arpsi3HCHUEM BO3IY-
xa [37].

Fagundes u coaBT. u3y4msau BIMSHHE Pa3IMYHBIX
KoHIleHTpanuit PM2,5 Ha OOOHSATENbHBIC TYKOBHIIHI,
KOpY TOJIOBHOTO MO3Ta, CTPHUAaTyM, THIOKAMIT U MO3-
KEUOK KPBIC, & TAKKE MONBITAIUCH BBISIBUTH MEXaHU3-
MBI, JIEXKAaIlie B OCHOBE UX HEHPOTOKCHYHOCTH, MTyTEM
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onienku napametrpoB OC in vitro. IlonxydeHHble pe3yib-
TaThl MO3BOJIMIIN CHEJIATh 3aKIIOUCHHE, YTO MO3KEUOK
¥ THUIIOKAMII, BEPOSITHO, OoJiee IMOJABEpKEHBI BO3/EH-
crBrio PM2,5, 0 yeM cBHIETEIECTBOBAJIH MOBBIIICHHBIH
ypoBenb OC u ucromienne karanas [38].

B 0030pe B.P. KoBaneHko oTMe4eHO, 4TO MMEHHO
Iporpeccupyromas jaereHepanus A0haMuH-TPOIYIHU-
PYIOLIMX MUTMEHTHBIX HEHPOHOB B KOMITAKTHOW YacTH
YepHOH CyOCTaHIMK CpeTHero Mo3ra u ()OpMHPOBaHHE
B IMOHYIINX KJIETKaX O-CHHYKJICHHIO3UTHUBHBIX TEJICL]
JleBH sIBISICTCSI OCHOBHBIM MOP(OJIOTHYECKUM CyOCTpa-
toM BII. DToT Mpouecc conpoBokaaeTcs XPOHNIECKON
muchyHKIrerH aohaMUHEPTHUecKuX MyTel, CHUKEeHH-
eM ypoBHS nodamuHa B 3(pPEeKTOpHBIX 30HAX MO3Tra,
HapylIeHueM OallaHca TOPMO3HBIX M aKTUBHPYIOLIHX
B3aMMOJCUCTBHI MEXIy MOIKOPKOBBIMH CTPYKTYpamu
rojioBHOro Mosra [39].

B skcnepumente Ha kpeicax M.D. Andrade-Oliva
M COaBT. YCTAHOBMJIM, YTO OCTpPOE BO3/EHCTBHUE (B Te-
yeHune Tpex nHeid) PM2,5 cHmxkano miotHocTh noda-
MUHOBBIX D,-nogo6ubIx pernentopos (D,R) B cTpuary-
Me, He BIHsIsA Ha 3QQEKTUBHOCTh Mepeladydl CUTHAJIOB,
TOT/Ia KaK cyOxpoHudeckoe Bo3neicTue (15—18 mmeii)
HE BIMSUIO Ha MIOTHOCTH D,R, HO ymenbmano >¢dek-
TUBHOCTH Tlepefauyn curHanoB. [Ipu 3Tom kak ocrtpoe,
Tak U CyOXpoHHUYecKoe BozfeiictBue PM2,5 BbI3bIBAIO
peaKkTHBHBINA NIMO3 B cTpuaryme. Ha ocHoBaHuM yKa3aH-
HBIX PE3YJIBTaTOB aBTOPHI 3aKIIOYMIIN, YTO BO3ACHCTBHE
PM2,5 noBeIaeT akKTUBHOCTH aCTPOIIUTOB U U3MEHSIET
no(aMUHEPTHYEeCKYI0 TPaHCMHUCCHIO B cTpuaryme [40].

B pesynbrare ananmmMza JIMTEpaTypHBIX JTaHHBIX
L. Wang u coaBT. IpuIIIM K 3aKIIOYCHHIO, YTO XPO-
HUYEeCKoe BozaciicTBue PM2,5 BBI3BIBaeT mpeapacrio-
JIO)KEHHOCTh K BO3HMKHOBEHHIO BA y moB3pocieBmmx
JIeTel, a Tak)Ke CIOCOOCTBYEeT HAKOIUIEHHIO C BO3pac-
TOM TOBPEXJICHUH TOJOBHOTO MO3ra M MOCIEIyIOLIe-
My Pa3BUTHIO JeMeHIuU. Tak, Harpumep, BO3AcicTBIE
PM2,5 ycunuBaer HakoruieHue B-ammimouna (AP), ru-
nepdocdoprrpoBanne T-0eika; MUTOXOHJIPHATIBHYTO
TUCHYHKIIMIO 1 MUTOXOHIpUaIbHYI0 reneparuio AOK
B IIHC. Kpome Ttoro, Bozaeiicteue PM2,5 mpuBomut
K pa3Butuio BA-accounupoBaHHBIX MATONOTUI TOJIOB-
HOTO MO3Ta C BOBJICUEHHEM MHO)KECTBA KJIETOYHBIX
myTeld, BKJIIOYAas CHHANTUYECKUH OePHUUUT, Hapyuie-
HHE pocTa U THOEIbh HEHPOHOB, AKTUBAIIMIO MUKPOTIINU
1 TEeHEPaLUI0 HEHPOTOKCHYECKUX MPOBOCHAINTEIbHBIX
MennaTopoB, Takux kak IL-1B, TNF-a, IL-6; napyme-
nue ['OBb, uro cnocoberByet passutuio H/[3. lokymen-
TUPOBAHHBIE TAHHBIE CBUACTEIBCTBYIOT O KPUTHYECKOM
ydactu OC M aKTUBallMM TPAH3UTHOTO PELIEITOPHOIO
noreHIana kanana menacraruaa 2 (TRPM?2) B paznnu-
HBIX KJIETOYHBIX 3QQeKTax, Bhi3BaHHbIX PM2,5, B maro-
rerese bA [41].

B oskcnepumMenTtax ¢ ucnosnb3oBaHueM KieTok SH-
SY5Y B kadectBe Mozeneil HEHpOHAIBHON (yHKIHH
H. Wei u coasr. BeisiBuM, uto PM2,5 U ux pa3nndHbie
9KCTPAKTHI TI0-Pa3HOMY BBI3BIBAIOT HAPYIIEHHUE KIIETOY-
HOTO IIMKJIA, aloNTO3 KJIETOK M WHTMOWpOBaHME MPO-
mudepanuu B HEHPOHANBHBIX KIIETKax. DTH 3(dexTs
MEXaHUYECKH CBA3aHbI ApyT ¢ apyroM u OC, 4To no3Bo-
JIUJIO aBTOpaM TPEIIONOKUTE, 9T0 PM2,5 1 TOKCHYHBIE

REVIEWS

COETMHEeHMS, aJCcOpOMpOBaHHBIE HAa YaCTHIAX, MOTYT
BBI3BIBaTh PA3IMYHbIC THUIBI MTOBPEKICHUNA TOJIOBHOTO
Mosra. Kpome Toro, Ob110 mokaszano, 4to PM2,5 u ux
OpPraHUYECKUE SKCTPAKTHI YCHIUBAIOT III00ATBHOE U T'e-
Hocnenuduueckoe ruapokcumeTrnuposanue JJHK Hei-
POHAJIBHBIX TE€HOB, onocpenoBanHoe OC, 4To BHOCIE-
CTBUH NIPEISITCTBYET 3Kcnpeccun ux marpuuHoil PHK
(MPHK). Hapymienwust B pa3BUTHH HEHPOHOB XapaKTepH-
30BaJINCh YMEHBIICHUEM JUIMHBI aKCOHOB U CHH)KEHUEM
skcripeccun MPHK HelipoHanbHBIX M CHHANTHYECKUX
Mapkepos [42].

B uccnenosanmsix B.R. Wang u coaBt. oOHapyxe-
HO, 4TO BozaeiictBue PM2,5 yBennumBasio ypoBeHb
ADK B MUKPOIINHU, CTUMYJIUPOBAHHOW OJUTOMEPHBIM
AP, ycyryOnsano moBpexaeHne HEHpOHOB M BOCHale-
HHUE B COBMECTHBIX KYJBTYPax HEHPOHOB M MUKPOIJINHU
3a cuer yBenuwueHus npoxykiuu IL-18 B momenn BA
in vitro. Ilpu 3TOM yCTaHOBIJIEHO, YTO MHIMOMUPOBAaHUE
unguammacombel NLRP3, koTopast crioco0CcTByeT co3pe-
BAaHMIO U CEKPELUHUH IPOBOCHAIUTEIBHBIX HUTOKHHOB
IL-1B u IL-18, mpenoTBpamano moBpexIeHHue 1 BOCTa-
JIeHWe HEeHpOHOB, BeI3BaHHOE PM2,5 [43]. [lomyueHHbIE
JTaHHBIE TOATBEPKIAIOT WH(OpPMANHIO, YTO HH(IaM-
MacoMa MOXKET OBbITh IOJIE3HOW TepaneBTUYECKOW MH-
IICHBIO I YMEHBIIEHUS HETaTHBHOTO BO3IEHCTBUS
PM2,5 Ha opranusM 4enoBeka, B TOM 4uciIe U IIpu bA.

B Hacrosiiiee BpeMst TOIMMOPQH3MbI HEKOTOPBIX T'e-
HOB, CBSI3aHHBIX C BOCHAJIEHUEM, U3BECTHBI KaK IpeJ-
nojiaraembie auddepeHipanbabie GaKTOpbl pUCKa pas-
Butust H/I3 ¢ popmupoBanrem aHOMalbHBIX OCJIKOBBIX
arperatoB. M3BecTHO, 4T0 OOMBITUHCTBO ciaydaeB HJI3
SBIIIIOTCS CHIOPAJIMYECKUMH, XOTSI T€HETHYECKHUE MO-
JIYJSITOPBI  TIOMOTAlOT TIPEIBHJIETh WM PETYIHPOBAThH
(eHOTHUIT KOHKPETHBIX 3a00JIeBaHMM, Kak, Hampumep,
APOE (anomunonporenn E) npu BA u momumopduzm
konoHa 129 PRNP npu 6oneznu Kpeitrudensaa—Skooda.
[Ipu stom cpenu APOE nabiromaeTcst mpoOTHBOTIONOXK-
Hbli 9QPexr: APOE-£4 yBenuunBaeT puck MO3QHEro Ha-
yajia bA, Torna kak nosbeimieHHbIi APOE-€2 3aniuiaer
ot pa3Butus 3a0onesanus. Yacte cinyuaeB H/I3 Hocut
CEMEUHBIN XapakTep B CHJIy MyTallli psiaa TeHOB:

1) APP (Gemok-npenmectBeHHuk AP (A4)), PSEN1
(npecennmun 1), PSEN2 (mpecennnms 2) accoru-
HpoBaHkI ¢ bA;

2) PARKI1/SNCA (o-cunykienn), PARK2 (6emnox
NapKuHCOH 2, yOmkBuTHHIMraza E3, mapkumn),
PARK6 (PINK1:PTEN-unaymmpoBanHas mpen-
nonaraemasi kuHaza 1), PARK7 (DJ1), PARKS/
LRRK?2 (knnaza 2 ¢ moBTOpaMu, OOTaTbIMH JIeH-
uuHoM), PARK9/ATP13A2 (AT®aza, tun 13A2),
PARK14/PLA2G6 (docthonumaza A2, rpymma
6), PARK15/FBX07 (6emox F-box 7), PARK17/
VP35 (romosor BakyoJIsIpHOTO OeJika COPTHPOBKHU
35) u PANK?2 (manToTeHaTKrHA3a) aCCOIIMUPOBa-
Hol ¢ BII;

3) MAPT (t-6enok, accOIMMPOBAaHHBIA C MHKPO-
TpyOOYKaMM) aCCOI[MMPOBAH C TayTaTHIMH,

4) PRNP (mpuoHHBIN 0elloK) acconmuupoBaH ¢ 00-
ne3npio Kpehtidensaa—dkoda [44].

E.R. Kulick u coaBT. ¢ nucnonb30BaHnEM MOAEIH CO

cMemaHHeIME  d(h(PEeKTaMu OLCHUIIN CYIIICCTBOBAHUE
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OB30Pbl

B3aMIMOCBSI3M MEXJy MapKepaMH 3arps3HEHUs OKpy-
xarorrero Bo3ayxa (NO,, PM2,5 u PM10) u temnamu
CHIDKCHUSI KOTHUTUBHBIX (DYyHKIMI Ha BbIOOpKe 13 4821
Y4aCcTHUKA B TEUEHHUE IIIECTH JIeT. ABTOPHI MOKa3aJH,
YTO CHIDKCHHE KOTHHTHUBHBIX (QYHKIHHA TPOUCXOAMIO
OBICTpee y TeX HCIBITYEMBIX, KOTOpPbIE IOIBEPTaINCh
BO3/IEHCTBHUIO O0JIee BEICOKMX KOHIIEHTPALUN 3arpsA3HU-
TeJIel, MpUYeM ATa 3aBUCHMOCTh OblIa 0ojiee BhIpaxe-
Ha y Hocurenelt amtens APOE-e4 (p < 0,001), a Takxke
y OeNbIX HEUCTIAHOSM3BIYHBIX YYaCTHUKOB [45].

B 00630pe U1.B. JIuTBuHEHKO 1 COaBT. 00paIIeHO BHU-
MaHue Ha TOT (pakT, uro u3ohopma &4 6enka ApoE B ot1-
JUYUE OT JIPYTUX M30OpPM HE MOKET MPeryIrpexknarh
arperanuio AP, 94To TIOBBIIIAET pUCK pa3BuTus bA. J{is
nu1l B Bo3pacte 60—69 et roMo3UroTHoe HOCUTEIHCTBO
APOE-¢4 nossinaet puck passutus bA B 35 pa3, a 'y
rerepo3urotr APOE-e3/APOE-g4 — B 4,2 pa3za [46].

K HacrosimemMy BpeMeHH HaKOIUIEHO I0OCTAaTOYHO MHO-
IO JIOKa3aTeNbCTB TOTO, YTO Bo3jaekicTBue PM2,5 u3 3a-
TPSA3HEHHOTO BO3/lyXa acCOIMHUPOBAHO C HAPYyIICHHEM
KOTHUTUBHBIX (DYHKIIUH B JIFOOOM BO3pACTE U C TIOBBIIIICH-
HbIM PHUCKOM pa3BuTUsi BA W npyrux BUIOB AeMEHUUI
B ioxkmiioM [47]. B pesynbrare uccnenoanust BREATHE
(BRain dEvelopment and Air polluTion ultrafine particles
in scHool childrEn), B koTtopoM mnpHHsIM ydacTue
186 mxompHHEKOB bapcenonsr (Mcmanus) B Bo3pacte OT
8 1o 12 net, coenaHo 3aKIIOYEHHE, YTO TPEHATaIbHOE
BO3/ICHICTBUE MOBBILIEHHBIX KOHUEHTpauii PM2,5 acco-
LUMPOBAHO C BBISBIEHHBIM Y 3THX J€Te€H yMEHBIICHHEM
00beMa MO30JIUCTOTO Tella, YTO B CBOKD OUEpPEllhb MOXKET
BBI3BIBATH KOTHUTHUBHBIE paccTpoiicTa [48].

J. Sunyer u coaBr. moOKa3anu, 4TO, HECMOTpPS Ha He-
OoJbIIIOE YKMCIIO MYyONHKAIMA O MpeHaTaTbHBIX (P eK-
Tax PM2,5, OHU TTO3BOJISIIOT CACIATh 3aKIIOUCHHIE O TOM,
YTO JAHHOE BO3JIEHCTBHE MOXKET MPUBECTH K CEpPhe3-
HBIM TIOCIIE/ICTBUSAM. B 4acTHOCTH, Ha BHYTPUYTPOOHOM
JTare 3TO MOYKET MPUBECTHU K MOBPEKACHUIO CTPYKTYPHI
Mo3ra peOeHKa B CHITy BaYXHOCTH JIAHHOTO 3Tara Jyis 3a-
KIIaJKi (pyHJIaMEHTA, B TO BpeMsI KaK aHaJIOTHYHOE BO3-
NIeCTBHE B JIETCTBE HE OBLIO CBSI3aHO C KAKUMHU-ITHOO
CTPYKTYPHBIMH H3MEHEHUSMHU, KOTOpBIE HapyIlaiau Obl
pa3BUTHE rOJOBHOTO Mo3ra [49].

B skcnepumentax C. Klocke u coaBt. OepemeHHbIC
MBIIIM NOABEpraiuchk Bozaeiicteuto PM2,5 u PMO,1
B OMOpHOHAJBHBIC TMEPUOABI PA3BUTHS MO3Ta y MbI-
e, SKkBUBaJieHTHbIe yenoBedeckuMm | u Il Tpume-
ctpaM. B noctHaranbHbie qHU 11-15 ObuIH 0OHApYKE-
HBI crenytonue n3mMeHenus L{HC: BenTpukymomeranus,
YMEHbIIIEHHE TUIOIIAIN THUIIOKaMIIa, a TaKkxke pAjl ce-
PBE3HBIX W3MEHEHHH MO30JIMCTOrO Tellda y O0OWX TO-
JI0B (yBENWYEHHE IIJIOUIA/M, TUIIEPMUETHHNA3ALNS €ro
o0nacty, yBelnueHNE aKTUBAIUU M CHU)KEHHUE O0IIero
KoJM4ecTBa ero Mukpornuu). [loBelieHHOE OTIOXKE-
HUE XKelle3a — KPUTUYECKOr0 KOMIIOHEHTa Mpolecca
MHUEIMHN3ALNN — OBIJIO BBISIBJICHO B MO3OJIUCTOM Telie
Yy CaMOK, HO HE y CaMIIOB. DTH Pe3yJIbTaThI ICHO ITOKa3a-
JIY BBICOKYIO YSI3BUMOCTH (DOPMHUPYIOIIETOCs TOIOBHOTO
MO3ra K 3arps3HEeHHUI0 Bo3ayxa PM Ha BHYTpUyTpOOHOMH
craguu pa3Butus [50].

BoznelictBue Ha  MblIIed  pa3sHBIMH  J103aMHU
PM2,5 Bo Bpemsi OepeMEHHOCTH BBI3BIBAJIO Pa3pBIBHI
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MUTOXOHJPUAJIBHBIX KPUCT B HEHPOHAX KOPHI TOJIOBHO-
ro MO3ra, U3MEHEHHUE XapaKTePUCTHK ayTodaruu, 3Ha-
YUTEIHbHOE YBEIWYCHHE KOJIMYECTBA IOJIOKUTEIBHBIX
KJIETOK 10 METKE 3’ -TUAPOKCUIBHBIX KOHIIOB B ABYILIE-
noueyHbIx paspbeiBax J{HK, xapakrepHbIX JUIs anonro-
33, a TaK)KE IOBBILICHHBIE YPOBHU AKTUBHUPOBAHHBIX
kacna3z (3¢ (eKkTopHON Kacmasbl-3 W HMHHUIUATOPHBIX
Kacmas-8 u -9) Hapsay co CHUKEHHMEM SIEpHOTO aHTH-
rera nponudepupyromux kiaetok (PCNA), perymsaropa
aronto3a Bcel-2 u otHomenus Bel-2 k Bax. Cunraercs,
4YTO HU3KOe oTHomieHHe Bcl-2/Bax MoxkeT 00ycioBiu-
BaTh Pa3BUTHE alloONTO3a, B TO BPEMsI KaK IPHU BBICOKHUX
MOKa3aTessiX MOXKET OTMEYaThCsl YCTOMYNBOCTh KIIETOK
K aloNTOTHYECKUM CTUMYJIaM. DKCIIEPUMEHTBI Ha KPBbI-
cax ¢ MPUMEHEHUEM TECTOB OTKPBITOE ITOJIe» W IMOJIBe-
IIMBAaHMA 3@ XBOCT [TOKa3aJIH, YTO BO3AEHCTBUE BEICOKUX
nmo3 PM2,5 npuBeno K yMEHBIICHUIO CIIOHTAHHOW aK-
TUBHOCTH, YTO CBHJIETENILCTBYET O TPEBOTE, JENPECCUU
¥ COITMANIbHBIX TIOBEJCHYECKUX M3MEHEHUsX [51].

B ananormunom uccnenoBanuu X. Zheng U COaBT.
(2019) BBIsIBMIIN, UTO TeCTAllMOHHOE BO3AeiicTBrue PM2,5
Ha MBIIIEH CONTPOBOKIAIOCH YBETMUEHUEM YPOBHEN Kak
MPHK, Tak 1 6e/TkoB, y4acTBYIONIMX B allONTO3€, U ObLIO
JI0303aBHCHMO CBS3aHO C MOBBIIIEHHON CEKpenneii Boc-
MaJTUTENbHBIX 0enkoB, BKTouas NF-kB, TNF-o u IL-10.
B coBokymHOCTH 3TH pe3ynabTaTsl NPEANoaratoT, YTo
TeCTalmoHHOe Bo3zciicTBHE PM2,5 mpuBOIUT K OHC-
(YHKIMH TPOCTPAHCTBEHHOW MaMSTH W HapyLICHUSM
pa3BUTHS HEPBHOW CHCTEMBI, OITOCPEOBAHHBIM aKTHBA-
LMEeH anonTo3a U BocmajaeHus [52].

J.A. Kulas n coaBT. moaATBEpANIN THUIIOTE3Y O TOM,
YTO BHYTpUYTpOOHOe BozaericTBue PM2,5 nmeer non-
TOCPOYHBIE TIOCJEICTBHUSA, KOTOPHIE MOTYT MOBIHUSATH
Ha pa3BUTHE MO3ra U UMMYHHOM CHCTEMBI y KpBIC.
B wactHOoCTH, OHM OOHapyXWJIM HapylIeHHE TIpo-
CTPAHCTBEHHON MNaMsITH y B3pOCIBIX JKUBOTHBIX, IO-
BBIIIEHHBI YPOBEHb IMKJIOOKCUTEHA3bI-2, apruHa3bl |
1 cuHanTodu3nHa, a TaKKe MHOTOYMCICHHBIX MTPOBOC-
MAJTATENBHBIX ITUTOKWHOB KaK B TOJOBHOM MO3Te, TaK
1 B CEJIe36HKE, YTO CBUAETEIBCTBYET O BOCHAJINUTEINb-
HBIX U3MEHEHUSX [53].

VY Momoaplx kurened Mexuko, NMOCTOSHHO MOJ-
BEpraroimxcs BO3JAEHCTBUIO BBICOKUX KOHIIEHTpAIUi
PM2,5, nabnronaroTcsi CHCTEMHOE, MO3TOBOE U MHTpA-
TeKaJbHOE BoOcCmaneHue, Hapymenue ['Ob, nedunut
BHUMAaHMsI M KPAaTKOBPEMEHHOH MaMsTH, TMIIEPUHTEH-
CHUBHOCTH IpeppOHTATLHOTO Oestoro BemecTBa Ha MPT,
MOBPEXkACHNE SIUTEINATIBHOIO U 3HJOTEIHAIBHOIO
0appepoB W IUIOTHBIX KJIETOYHBIX KOHTAKTOB IO ayToO-
HMMYHHOMY TyTH, a Takxe npusHaku BA u BII (ru-
nepdpochopuupoBanne T-0enmka ¢ (HOPMHUPOBAHUEM
npeKiIyokoB, Onmsmku B-amunonna 1-42 (Ap42), a tak-
’K€ ero HU3KUM ypOBEeHb B CIIMHHOMO3TOBOM JKUJIKOCTH,
HaKOIJICHWE HEMPaBHJIBHO CBEPHYTOTO O-CHHYKIICHHA)
[54].

ToT 7K€ KOJIJIEKTUB aBTOPOB, UCTIOJIB3YsI TPAHCMHCCH-
OHHYIO 3JIEKTPOHHYIO MUKPOCKOIHIO, BBISIBUJI HAKOTLIIE-
Hue PM2,5, npon3BoaHBIX TOpeHUs] O0OraTbix KeJae30oM
BEIIIECTB B AMUTEINU CIU3UCTOM OOOJIOYKH HOCa, HEel-
pOHax, INIKE, COCYAUCTOM CIUIETEHHH >KEITYI0YKOB MO3-
ra, COMHHOMO3IOBOHM >KMJIKOCTH U HEHPOBACKYJSPHBIX
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€IMHUIAX Y MOJIOJIBIX JKUTENEH MPOMBIIUIEHHBIX PEeru-
OHOB Mexnko. ABTOpBI BBISIBHJIM B3aUMOCBSA3b HAaKOII-
JIEHWsI C Pa3BUTHUEM TMATOJIOTHUH aKCOHOB, JIEHAPUTOB,
MUTOXOHJIPUH,  SHAOIUIA3MAaTHYECKOTO  PETUKyIyMa
¥ KOHTAaKTOB MEXIy STUMH OpTaHesIaMH, 4TO B KOHEY-
HOM WTOT€ MPUBOAUT K HAKOIICHHUIO U arperamuu oen-
KOB C aHOMAJbHOW YKJIaJKOH, HAPYLIECHUAM Iepeaadu
CHUTHAJIOB B ITyTAX, PETYNUPYIOIUX 3 (EKTh HHCYINHA,
pa3BUTHE arornTo3a, TOMEeoCcTasa Kalblus, ayTrodaruto
1 3TITEHETUYECKHE U3MEHEHMS], YTO OTEHIIMAIIBHO MO-
JKET TIPUBECTU K popmupoBanuio bA [55].

HuddysHoe HelipoBocmaneHue, MOBPEKIACHNE HEH-
POBACKYJSIPHBIX E€AMHUIl W ayTOMMMYHHAas peakuus
Ha KOMIIOHEHTBI HEPBHOH CHCTEMBI SIBISIFOTCSI KpaiHe
TPEBOKHBIMH HAXOJKaMH y ETeH, XpOHUYECKH MOJIBEP-
raroluUxcs BO3JACHCTBUIO KOHIEHTpauuid PM, mpeBbl-
MIAIOIIMX JIeMCTBYIOINE CTaHJAApPThl, M MOTEHIIHAIBHO
sBISIIOTCA (akropamu pucka passutus HJ3 B manb-
Heifmei xu3nu. BuyrpuytpoOHoe Bo3neiictiue PM He
TOJIBKO MIPUBOAMT K HAPYIIEHUSAM Pa3BUTHs HEPBHOM CH-
CTeMBI U TIOBEZICHHS, HO TaK)Ke MOXKET MpepacioyaraTh
noromctBO K HJI3 B Gonee mo3aaeM Bo3pacte. B cBete
JAHHBIX PE3yJbTaTOB pa3paboTKa M BHEIPEHUE PAHHUX
HEHPONPOTEKTUBHBIX MEP U MEXAUCIUILUINHAPHBIX ITPO-
(DUIIAaKTHUECKUX MEPOTPUSTHIA SBIISIETCS BXKHOW 3a/1a-
4eil B Aene nmpeaynpexacHus pasButust bA y mononexu
U B3pocCibIX [54, 55]. Kak MUHUMYM HCKITIOYCHHUE TCH-
ctBusg PM Bo Bpemsi OepeMEHHOCTH MOYKHO paccMaTpu-
BaTh B KauecTBe Mepbl npodunaxtuxu H/13 [49].

AHanu3 JuTepatypel TOKa3ajl, 4YTO HapylleHUe
(YHKIIUA MUTOXOHJPHU SIBJISIETCSI TOCTOSIHHBIM TIpE]l-
mectBeHHUKOM pazButust HI3. OTo 3akmrouenue 6as3u-
pyeTcs Ha pe3yabTaTaX MHOKECTBA SKCIEPUMEHTalb-
HBIX UCCIIEOBaHUM OT KJIETOYHBIX MOAEIBHBIX CHCTEM
in vitro ¥ TEHOMHBIX aHaJIM30B Ha >KUBOTHBIX MOJICIISIX
0 TaToMOP(OIOTHYECKOTO HCCIEIOBAHUS TOJIOBHOTO
Mo3ra yenoseka [56]. Y. Wang u coaBT. M3yuniu Me-
XaHU3M TOBPEXKICHUS MUTOXOHApPUM B KieTkax SH-
SYS5Y npu Bo3melcTBHM pPa3NIUYHBIX KOHIICHTPAIIHA
PM2,5. Ha gaHHBIX KJIETKax mokaszaHo, 4To PM2,5 BEI-
3bpIBaeT pocT ypoBHA ADPK M OKHCIWTENBHBIN CTpecc,
yBEJIMUEHUE MPOHUIIAEMOCTH MeMOpaHbl U HaOyXaHHE
MUTOXOHJIpUH, CHIDKeHHE ypoBHS AT®, moTeHunaia
MHUTOXOH/IPHAJIbHOM MeMOpaHbl W KOJIWYECTBA KOMMH
muToxoHapuanbHoi JIHK. PM2,5 Takke 3HaUMTENBHO
YCUJIMJIM 3KCIPECCHIO T€HOB JEJICHUS/CIUSIHUS MHTO-
xouapuit (Drpl u Opal) i mOBIMSUIIN HA SKCIIPECCHIO Te-
HoB CypD, SIRT3 u COX4. [TomuMo 3TOro, OTMEYEHO
noBbiteHre ypoBus Ca*' u -amunonna AB42, uHruOu-
pOBaHHE aKTUBHOCTH MHTOXOHAPHAIBHON CYNEPOKCUI-
mucmyTasbl SOD2, cHuKeHne YpOBHSA BOCCTaHOBIIEHHO-
IO ITyTaTHOHA U TOBBIIIEHUE COAEPKAHNSA MaJIOHOBOIO
muanpaernga. Ha ocHOBaHUM aHHBIX Pe3yJbTaTOB aB-
TOPBI 3aKJIIOUMIN, YTO MHUTOXOHApHANbHas AUCHYHK-
st 1 OC SBIAIOTCS MOTEHIUAIBHBIME MEXaHHW3MaMH,
JEeKallMH B OCHOBE IMOBPEXKIECHUS HEPBHBIX KIETOK
TOJIOBHOTO MO3Ta, BEI3BaHHOTO PM2,5, 11 crtocoOCTBYIOT
Bo3HUKHOBeHHUt0 HJI3 [57].

R. Gao u coaBT. B 9KCTIEpUMEHTAX Ha MBIIIAX BHISIBU-
JIM TIOTEHLMAJIbHBIE MEXAHN3MbI KOTHUTHBHBIX Hapyllle-
HUN U HEHUPOAETCHEPALMH, CBA3aHHbIE ¢ U3MEHEHHUSIMU

REVIEWS

CTPYKTYPBI U DYHKIIH MUTOXOH/IPHI, Pa3BUBAIOIINXCS
Kak oTBeT Ha momaganue PM2,5 ¢ Bo3nyxom. Ilo nan-
HBIM aBTOpoB, PM2,5 BrI3biBatoT poct ADK, a Takxke
cHWKeHue BbIpaboTkn AT®, Hapymas pabory nukiIa
TPUKAPOOHOBBIX KHCIIOT M OKHCIUTENbHOE (hoChopuin-
poBaHMe, BBI3bIBAs, TAKUM 00pa3zoM, runodochopuim-
poBaHue T-0eJKa B KOPTHKAJIBHBIX CJIOSIX MO3Ta MBbIIIEH
cpenHero Bo3pacta. OTMEHa HETaTHBHOTO BO3/IEHCTBUS
PM2,5 mo3Bonmia 4aCTHYHO BOCCTAHOBHUTH HAPYIIICH-
HBIE TIPOLECCHI, M ATOT (aKT JOOABISET ONTUMH3MA
pa3paboTynkaM Mep TPOTHUBOJCHCTBHS 3arps3HEHHUIO
OKpY’KaIoIIeH Cpepl U MEAUIIMHCKAM padoTHHKAM [58].

BrimenpuBenennbie pakThl HAXOST CBOE COOTBET-
CTBHE C PSIIOM COBPEMEHHBIX TEOPHH U THIIOTE3 O MaTo-
renesze HJI3.

Homunupytomeil teopueil passutusi BA saBnsercs
«aMMJIOWJHAs THUIIOTe3a», COMIACHO KOTOPOH rumep-
MpoayKIust ogHol u3 ¢popm AP — AP42 — npuBOIUT
K MOTepe CHHANTHYECKUX KOHTAKTOB HEMPOHOB B pAJe
OTZEJIOB FOJIOBHOTO MO3Ta (TUIIIOKaMIIe, KOpe U CyOKop-
TUKaJbHBIX 00sacTsx). Cam o cede Oesok AP obnazaer,
CKOpee, HeHpONPOTEKTUBHBIMU CBOWCTBAMU M B HOpPME
He TIPUBOJUT K HapyIeHusaM. OIHaKO eCIM KOJTUYEeCTBO
AP cTanoBHUTCS O0JIbILIE HEOOXOIUMOTO, TO 3aIyCKACTCs
KacKaJ] MaToJIOTHYECKUX COOBITHH, MPUBOIAIMINX K Jie-
MEHLUHU. YpOBeHb A} B TOJIOBHOM MO3Te ONPEACISIETCS
OasaHcoM MEXTy ero nmpoaykimeit u kmuperacom. [locme
OTKPBITHS NINM(aTHIECKON CUCTEMBI TOJIOBHOT'O MO3T4,
BCE "aIe 00Cy)aaeTcs poib qedeKTa MeXaHUu3MOB KITH-
peHca -amuionsa, a He ero TUrneprnpoaykuus [59, 46].

B ocHoBe cremyroneil, «T-rurnoTe3sl» pasBuTHs bA,
JieKaT HapyLIeHHsT MeTadonu3Ma T-0eJKa, acCoLUupo-
BaHHOTO C MHUKpPOTPYyOOUYKaMH, MPUBOJAIINE K €r0 Ha-
KOIUIGHUIO M arperauuy, 4To HapyllaeT aKCOHAJIbHBIN
TpaHciopT W BbI3bIBaeT passurue HJI3. Hapymenue
KaJbLIMEBOTO CUTHAJIMHIA B HEUPOHAX SIBJISETCSI OCHO-
BOH «KaJbLIMEBOW THUIIOTE3B» pa3BuTHs BA: Haxoruie-
HHUE KaJblMs B LUTOILIA3ME HEHPOHOB MPUBOIUT K MX
MOBBIIICHHON YSA3BUMOCTH II€pE]l HKCAUTOTOKCUYHO-
cThio [59].

E1me oqna runore3a — «BocnaieHue-CTapeHNE», NITH
MMMYHOJIOTHYECKasi — CBS3bIBACT HAPYIICHUs (PyHKINT
MMMYHHOU CHCTEMBI IPY CTAPEHUH OPTaHNU3Ma C pa3BU-
tueM BA, Hanmpumep ci1aOOBBIpa)KCHHOE XPOHHYECKOE
Bocmajenue B couetannu ¢ OC, BbI3bIBaEMbIM TUC(HYHK-
uueit MutoxoHapuid. 1o JaHHBIM HUMMYHOJIOTHYECKOM
TeopuH B marorenese bA BemylIyio posib UTpaloOT HEW-
POMMMYHHBIE B3aUMOJEHCTBHA, B PE3YNBTaTe KOTOPBIX
pa3BHBaeTCs BOCHaJeHUE, MPUBOASIIIEE K THOETN HEl-
poHOB 1 norepe cunarcoB. Pazsutue H/(3 conpoBoxna-
€TCSl I3MEHEHUEM CHUHTEe3a TaKWX CUTHAIBHBIX MOJIEKYII,
Kak -amunonn AB42, t-0enka, o-CHHYKJIEHHA, HE TOMb-
KO B TOJIOBHOM MO3T€, MaJl0 JIOCTYITHOM JUIS I€TaJIbHO-
TO UCCIIE0BAaHUs MIPU JKU3HU MAaLMEHTa, HO U B JIPYTHX
TKaHAX — JUM(OIUTaX KPOBU U CTUHHOMO3TOBOH KU I~
kocTH. [Ipenmnonaraercs, 4To i 1MarHocTUKU bA Bax-
HYIO POJIb MOTYT MTPaTh M Pa3IHYHbIe MIepupepruiecKre
TKaHH, Y4YacTBYIOLIME B HEHMPOMMMYHOIHIOKPHUHHON
peryisiuu. JlanpHeliniee pa3BUTHE UMMYHOJIOTMYECKOM
Teopuu natoreHe3a HJ{3 oOycnoBnuBaeT BO3MOXXHOCTD
YCOBEPIIIEHCTBOBATh  CYIIECTBYIOIIYIO JIHArHOCTHUKY,
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Fig. 1. Influence of particulate matter (PM) on the development of neurodegenerative diseases. Formalized description, BioUML
platform

Note: AhR — aryl hydrocarbon receptor; AP-1 — activating protein-1; BBB — blood-brain barrier; CNS — central nervous system;
IL-1p — interleukin-1beta; IL-6 — interleukin-6; NDDs — neurodegenerative diseases; NF-kappaB — nuclear factor kappa-bi;
NRF2 — nuclear factor erythroid 2-related factor-2; RNS — reactive nitrogen species; ROS — reactive oxygen species; TNF-a —
tumor necrosis factor-alpha; dotted line — indirect effect
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HampuMep, MPU TOMOIIH OIEHKH IIMTOKUHOBOTO TIPO-
(bmist manyeHTa, Y4TO MO3BOJIUT pa3padoTarh KPUTEPUHU
Tu1st mmmyHoTepanun HI3 [59].

CoracHo TeoOpuu MUTOXOHIpHaIbHOTO Kackana OC
U MUTOXOHIpUajIbHast AUCHYHKIIHS SIBJISIFOTCS OCHOBHBbI-
MU KOMITOHEHTAaMH XPOHHUYECKOTO HEWPOBOCIATICHUS,
YTO Ha JIaHHbIA MOMEHT BBICTYNAET BEAYLUEH Teopuen
B nartore”ese BII u cBs3piBaet marorenes bII ¢ npyru-
mu HJ13, Takumu kak gemMeHIus ¢ Teabiamu Jlesu u BA
[4, 56]. CyuiecTByeT MHEHUE, YTO MUTOXOHIPHAIBHYIO
JUCHYHKIIMIO MOXKHO paccMaTpuBaTh B KaYeCTBE Tepa-
MIEBTUYECKOM MUIIICHH MPH JICUSHNUH KIIMHUIECKIX CHM-
nromoB BA u BIT [56].

K coxanenuto, HU OJTHa W3 TIPUBEICHHBIX BBIIIE T'H-
MOTE3 HE JACT SICHOW XapaKTEPUCTUKHU POJH 3arps3He-
Hus Bozayxa PM B narorenese HJ3, cBs3b Mexay KOTO-
PBIMH SICHO TIPOCJIEKUBACTCS MO AKCIECPUMEHTAITBHBIM
JTAaHHBIM, TIOATOMY TpeOyIOTCS NajbHEWIINe HX Mpopa-
OOTKH.

B pesynbrare aHanm3a NpuBEACHHBIX BBIIIE JIUTEpa-
TYPHBIX JAHHBIX C MCIOJIb30BAHUEM POCCUNCKOM KOM-
netoTepHoii cuctemsl BioUML (Biological Universal
Modeling Language; http:/www.biouml.org [60]) —
KOMITBIOTEPHON TIATQOPMBI JIIST TIOAJIEPKKH HCCIIe-
JIOBaHUN B oOnacth OMOMH(POPMATUKH W CHUCTEMHOM
Oomonornn — Cco3/1aHO (OPMAITU3OBAHHOE OIHMCAHUE
Busiaus PM2,5 wa matorene3 HJI3. Puc. 1 comepxut
4acTh ATOTO OIMCAHUS W MPUBOAMUTCS B Ka4eCTBE MPH-
mepa. Co3nanue GopMaNn30BaHHOTO ONKUCAHHS OUOJIO-
THYECKHUX TPOIECCOB M CHUCTEM SBISETCS HadyaIbHBIM
JTaroM B pa3paboTKe UX KOMITBIOTEPHBIX MOJIETIEH C 11e-
JBI0 TIPOBENICHUS JTAbHEHIIINX UCCIe0BaHul in silico
U TIpeJICKa3aHus BO3MOXHbBIX 3 (EKTOB.

BpiBOABI

1. Pe3ynbrarhl uccie0BaHMM TTOKa3alu, 4TO 3arps3-
HEHHUE BO3yXa MEJIKHMH B3BEIICHHBIMH YacTHUIIAMHU
SIBJISICTCSI HOBBIM MOAM(PHUIIUPYEMbIM (HaKTOPOM pHUCKa
H/A3.

2. Camwxkenne KoHneHtpanuu PM B Bo3myxe, He3a-
BHCUMO OT €T0 UCXOJHOTO YPOBHS, 0COOSHHO B TIEPHO]T
OCpEMEHHOCTH, IPUBOIUT K YMEHBIIICHUIO PHUCKA Pa3BU-
tus xpounueckux HNU3, B Tom uncne HJ3.

3. Pons PM B marorenese H/I3 na MonekymsipHOM
Y KJIETOYHOM YPOBHSX HE coBceM sicHa. Coznanue (op-
MaJM30BAaHHBIX OMHMCAHUH TPOIECCOB, OMOCPEAYIOMINX
prnusiHre PM Ha opraHu3M 4enoBeKa, TO3BOJIHT JIy4Ile
MOHATH POJb 3arpsS3HEHUS BO3IyXa B3BEIICHHBIMH Ya-
crutiamu B naroreHesze HJ[3, B wactnoctu BA u BII, uto
MOXKET CTIOCOOCTBOBATH COBEPIIEHCTBOBAHUIO CIIOCO-
0OB X TUATHOCTHKH, JICUCHHS U MeP MPOPUITAKTUKH.

KondumkT uHTepecoB. ABTOpHI 3asBISIOT 00 OT-
CYTCTBUU KOH(JIUKTA UHTEPECOB.

dunancupoBaHue. Pabora momnepikana mpoOEKTOM
OI'BHY «®enepanbHblii HCCACHOBATENBCKUI LEHTP
MH()OPMAIIMOHHBIX W BBIYUCIUTEIBHBIX TEXHOJOTHIDY

Ne 0316-2018-0002.
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Pesiome

Cunopom eepxueti anepmypot (CBA) — smo ouazhos, 00beOuHa1owull HeCKOIbKO COCHMOAHULL, PA3HBIX NO DIMUONIOUU U NA-
moeenesy, umo 3ampyoHsem e2o hocmanosky. Cywecmsyoujue memoobvl 00c1e008aHUsL 001A0ArOM HEBbICOKOU UYECMBU-
menvHocmulo uw/unu cneyuguunocmuio 05t CBA. Oonaxo ce2oous onpedenenvl ouacnocmuyeckue kpumepuu 0 CBA,
obrezuaiouue NOCMAaHo8Ky ouacHosa. Heevicokas ahghekmueHocms KOHCEPEAMUSHO2O leueHust 3a001e6anus Oenaen
XUPYDSUYECKYIO OEKOMNPECCUr0 8epXHell anepmypuvl 0CHOB0L makmukot 0 ecex sapuarmos CBA y e3pocivix u demeil.
B 0630pe 06061 envl dannvie 06 smuonoeuu u namozenese 3a001e6aHusL, NPeOCmAasieHbl COBPEMEHHbLE ROOX00bL K OU-
Az2HOCMUKe U JIeYeHUI0 9020 COCMOSHUSL Y 63POCIbIX U Oemell.
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Abstract

Thoracic outlet syndrome (TOS) is challenging to diagnose of it's different etiology and pathophysiology. For now,
all the physical examinations and investigations lack sensitivity and/or specificity. Recent efforts have been made to
more clearly define a set of diagnostic criteria that will bring consistency to the diagnosis of TOS. Surgical manage-
ment remains the mainstay of operative treatment for all patients, who have failed conservative therapy, because of
it’s low efficiency.

This article aims to review the etiology and pathophysiology, clinical presentations, diagnosis, and management of
thoracic outlet syndrome.
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Coxpawenusn: KT — xommbloTepHasi ToMmorpadusi;
CBA — cunzapoM BepxHeil aneptypsl; 1P — mieiiHoe
pedpo; SHMIT — snexrponelipomuorpadus; TOS —
thoracic outlet syndrome.

Cunzpom BepxHei aneprypsl (CBA) BrepBble onu-
can L. Rogers B 1949 1. [1], a B 1958 1. OoJiee TouHO oXa-
pakrepuzoBaH C.G. Rob, A. Standeven kak «Hab0p cHM-
IITOMOB, KOTOPBIC Pa3BUBAIOTCS B PE3YJIbTATE CAABICHUS
IJICYEBOTO CIUIETEHUS U MOJAKIFOYUYHBIX COCYIIOB B 00-
nactu rpyaHoi aneptypb» [2]. Cam Tepmun «thoracic
outlet syndrome» 6611 BBenieH R.M. Peet u coaBT. B 1956
r. [3].

Ha ceropusmnuit nens onpenenenne CBA He mpe-
TEPIIEO CYIICCTBCHHBIX HM3MEHEHHH M MPEICTaBIISCT
co00if TpymITy HEHPOBACKYIISPHBIX CUMITOMOB, Pa3BH-
BAaIOIIUXCS B PE3YJbTaTe KOMIIPECCHUU PA3HBIMH CTPYK-
TypaMH BEpXHEW amepTypbl CTBOJIOB TLIEUYEBOTO CILIC-
TEHUSI, MOJKIIOUNYHON BeHbI W/uiu aprepun. [1pu sTom

REVIEWS

MO OJJHUM TEPMHUHOM OOBEIUHEHBI Pa3HbIe MO 3THO-
JIOTUHM COCTOSIHUS, YTO SIBIAETCS OJHOM M3 MPUYMH OT-
CYTCTBHUSI KOHCEHCYyCa B OTHOIICHHU KPUTEPHEB ITOTO
JIMarHO3a W 3aTpyJHSET 3MHUIEMHOJIOTHYECKUE HCCIIe-
noBanust. [Ipn ananmze myOnukanuii B 6aze PubMed
0 KJTFoueBbIM cltoBaM «thoracic outlet syndromey 601b-
mast 9acTh cTareit mocpsmeHa n3ydenuio CBA y B3poc-
JIBIX U IIpeacTaBiieHa 3a nocneanue 10 et 790 pasHsiMu
MyOJIMKAIUSAMU, TIPH 3TOM YHCIIO CTaTeH, OMUCHIBAIOIINX
pasHele acniekTsl CBA y nereit n noapoctkos, okoito 30.

Onugemuonorusi. Kak Bo B3pocCiol, Tak U B Tie-
JNaTpUIECKOM NMpaKTHKE CBEJEHHSI O PACIpPOCTpPaHEH-
Hoctu CBA ocratorcs cnopasiMu. [lo maHHBIM pas-
HBIX aBTOPOB, yacTtoTa BcTpedaeMoctu CBA B oOmieit
nomynsuu coctasnger ot 3 o 80 denosek Ha 1000
HaCeJIEHUs, 4Yallle CTPAAaroT IMOJPOCTKH MU B3POCIbIE
CpEIHEro Bo3pacTa, MpU ITOM OOIbIasi 4acTh Malu-
€HTOB — 3TO >keHIIuHbI 0T 20 10 50 net [4-7]. Cpenu
BCEX BapUAHTOB MATOJIOTHU MPeodIaaeT HeHpOreHHBIH

A — ¢oro namuenta M., 8 ner. ['unorpodun KOPOTKHUX MBIIII]
KUCTH. J[MarHO3: HeHPOreHHBIH CHHIPOM BEpXHEH anepTypsl,
JIOTIONHUTEBHOE IICHHOE Pedpo

M., 8 years old. Hypotrophy muscles of the hand. Diagnosis:
neurogenic thoracic outlet syndrome, cervical rib

A — nepnarpuueckuit CBA; b — B3pocinsiit CBA

b — ¢oro maumenra C., 31 rox. ['mnotpoduu KOPOTKUX MBIIIILL
KUCTH. J[MarHo3: HeHPOreHHbIH CHHIPOM BEpPXHEH anepTypsl,
JIOTIONHUTEBHOE IICiTHOE Pedpo

C., 31 years old. Hypotrophy muscles of the hand. Diagnosis:
neurogenic thoracic outlet syndrome, cervical rib

A — pediatric TOS; B — adult TOS

Puc. 1. Tunorpodun KOpoTKUX MBI KUCTH Y nanueHToB ¢ CBA (kuctb xumnnarra—Camuepa)
Fig. 1. Hypotrophy of the muscles of the hand in patients with thoracic outlet syndrome (Gilliatt-Sumner hand)
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CBA, Ha 1010 KOTOPOTO MpuUXomutTcs 95%, BEHO3HBIIM
BapHaHT cocTaBIsieT 4%, aprepuansHbiil 1% [8—11].

B neauarpudeckoll NpPaKkTUKE MPEACTABICHHOCTb
CBA otinuaercsi caMbIM pacipOCTpaHEHHBIM BapHaH-
TOM SIBJISIETCS BEHO3HBIM, HA BTOPOM MECTE HEUpOIeH-
HBIH, U camMblil peIKUid — 3TO apTepuaibHbld TUN [ 12—
14].

B crpykrype HeliporenHoro CBA BbImensioT uc-
TUHHBIA, TIPU KOTOPOM OOHAPYKWBAIOTCS OOBEKTHB-
HbIC KIMHMYECKHE M HHCTPYMEHTAJIbHBIC MPU3HAKU
MOPaKEHHUs CTBOJIOB IIJIEUEBOTO CIIJIETEHHUSI, U CIIOPHBIN
HelporeHHbld BapuaHT. ctunHbli Heliporenusiii CBA
BCTpEYAeTCS penKo U cocTamisier 10 1% Bcero Hew-
porenHoro CBA [6, 10, 15]. B auteparype 3TOT Bapu-
aHT mony4ua Ha3BaHue KucTtu JDxwminnarra—Camuepa
(Gilliatt—Sumner hand) [16, 17], npu KoTopoMm pa3Bu-
BAIOTCS XapaKTepHbIe aTrpo(UH KOPOTKUX MBI KUCTH,
onwucaHHbie d>TUMH aBTopamu B 1970 1. [18] (puc. 1).

JTHOJOTHSI CHHAPOMA BepxXHeii ameprypbl.
B BepxHeii anepType BBIAEISIOT TPH 0071aCTH KOMIIpEC-
CHM COCYAHMCTO-HEPBHOTO Iy4YKa: MEXJIECTHUYHBIH
MIPOMEXYTOK — MEXIy TIepeJHel U cpeJHel JIeCTHNY-
HBIMU MBIIIIAMHU; peOEPHO-KIIOYMYHOE TPOCTPAHCTBO
1 001aCTh MO CYXOKMIIMEM MaJIoi IpyIHON MBI —
CyOIleKTOpajIbHOE MPOCTPAHCTBO. B 3aBHCHMOCTH OT
TOT0, KAKME aHATOMUYECKHE CTPYKTYPhI CAABIMBAIOTCS,
HEPBHBIE CTBOJIBI WJIM COCY/BI, KIMHUYECKHUE TPOsIBIIE-
Hus OyayT pasznuyarbesi. Kak ymoMHMHANIOCh BBIIIE BBI-
nenstor 4 Tuna CBA: aprepuanibHbliA, pa3BUBAIOIINICS
B pe3ysbTaTe CHABJICHHS MOIKIIOYMYHON apTepHH, KO-
TOPBI BCTpPEYAETCsl PEAKO, BEHO3HBIM, HEHPOreHHBIN
1 cMemIaHHbIi. YacTh uccienoBareseid BhIACISIOT U I15-
TBIM TUI — TpaBMaTHUECKUN HelpoBackynsapHbIii CBA,
Pa3BUBAIOLIUICS B pe3ybTaTe NepeaoMa KIHoUuIs [7].

@DaxTopbl, KOTOpBIE TpPEApacroiaraloT K pas3BH-
tuio CBA MOXHO pa3nenuTh Ha OBE OONbIINE TPYyI-
B TPUOOPETEHHBIE U BPOXKICHHBIC U3MECHEHHS KOCT-
HBIX M MSATKOTKAaHBIX CTPYKTYP BEpXHEH amepTyphl.
IIpu stom g0 70% ciy4aeB cBSI3aHO C MATOJIOTHEH
MSTKHX TKaHEH, HampuMmep THrepTpodust JIECTHUIHBIX
MBIIII, JOTOJHUTEIbHAS JIECTHUYHAS MBIIIIA — 7.
scalenus minimus, oOpa3oBaHHasl B pe3y/bTaTe Hapylle-
HUS (parMeHTaluu o01Ieil TECTHUYHOW MBIIIIIBI B T1e-
puoa sMOpuoHankHOTO pa3Butus [19]; rumeprpodus
MOJKITIOYNYHOI MBIIIIBI, OIYXOJb BEPXYIIKH JETKOTO,
yBenuueHune numparndeckux ys3nos [20, 21], ¢ubpos-
HBIC TSKU — TONIEPEYHO-peOepHbIe, peOepHO-peOepHbIC
CBSI3KH, BIIEPBBIC OMHCAHHBIC M KJIACCU()UIIMPOBAHHbIC
Ha 14 tunos [22]. Octanpabie 30% CBS3aHBI ¢ TATONO-
rueil KOCTHOM CHCTeMbl, HallpUMEpP HEMPaBUIBHO CPOC-
IIUECs TIEPeTIOMBI KITFOUHITI, pedep, meinbie pedpa |5,
23].

[eiinoe pe6po (ILIP) — 310 momonHHUTENTHHOE pe-
0po, KOTOpoe HauyMHaeTCsl OT Mo3BoHKa C7 M KpemnwuTt-
csl K TIepBOMY peOpy MOCPENICTBOM CycTaBa MM HETo-
cpexncTBeHHO ¢ HUM cnuBaercs [19]. O6pazosanue 111P
cuutaercs omuokoi B skcripeccun rena HOX, koTopsblit
OTBEUACT 3a CErMEHTAPHOE Pa3BUTHE MO3BOHOYHOIO
crosba [19, 24, 25].

Yacrora Bcrpeuaemoctu [P kak anomanum pas-
BUTHS y 3/0POBBIX JIMI B TOMYJSILUU 1O JaHHBIM
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pentrenorpamm coctasisieT ot 0,05% mo 6,2% [26, 27].
B mneamarpuueckoil momynmsioUM TakkKe OOJNBLIMHCTBO
P 6pumn oOHapyxkeHsl ciay4yaitHo B 88,2% ciydaes
[28].

Opnaxo B rpynmne narnueHaToB ¢ CBA, mogseprmmxcs
orepaTuBHOMY JiedeHuto, [LIP oOnapyxens! B 20% ciy-
gaes [29].

Bwmecto 1P y HEKOTOPBIX JTH01EH MOXKET pa3BUBATHCSA
YBEJIMYEHHBIH TonepeyHbIit 0TpocToK C7 Win pyauMeH-
TapHoe HeroaHoe pedpo C7, KOTopoe KpermuTcs K mep-
BOMY peOpy ¢ momMouibio (UOPO3HOTO TsKa, HE BUTHOTO
IIPU PEHTIEHOrpapUIECKOM HCCICIOBAHUH, HO SIBIISIO-
MIETOCSd TPUYMHON KOMIIPECCHH COCYAMCTO-HEPBHOTO
yyKa.

YacToTa KOCTHBIX aHOMaJIMI pa3Has Cpelu BCEX Ba-
puantoB CBA, Ho Hanbomnee yeTkasi B3aMMOCBS3b MIPO-
ciexuBaercs ¢ aprepuaiabHsiM CBA, mpu kKoTOpoM OHa
cocrasiseT 54% [29, 30].

HenocpencTBeHHOH k€ NPUYMHON apTEpUAIbHOTO
CBA sBnsercs koMIpeccHs NMOIKIIOUMYHON apTepuu
¢ (opMupoBaHMEM €€ CTEHO3a C MOCTCTEHOTHYECKOM
qunaranued uiam 0e3 Hee, aHEBPU3MbI HOAKIIOUUYHON
apTepuu, XPOHUYECKOW OKKJIIO3UM IOJKIIOYMYHOHN ap-
TEPHH, a TAKIKE CJIaBICHNE TIOAMBIIIEYHON apTepuH.

Benosnwiii CBA BO3HHKAaeT B pe3yabTare IOBTO-
psrolIeiics KOMIPECCUU MOJKIIOYUYHOM BEHBI B pe-
OEepHO-KIIIOUNYHOM TPOCTPAHCTBE, B PE3YNILTATE YEro
pa3BUBAETCS OYATOBBII CTEHO3 W/ TPOMOO3 TTOIKIIIO-
YUYHOM BEHBI. DTO BapHAHT MOTyYNJI HA3BaHUE CUHIPO-
Ma Ilemxera—Illperrepa. CunapoM BHepBble ONUCaH
James Paget B 1875 ., a B 1884 1. von Schroetter npes-
TOJIOXKHII, YTO ITO COCTOSIHUE SIBJIAETCS CIEACTBHEM IO-
BPEXKJCHHSI BEHBI B PE3YJbTATE OBTOPSIOLIIXCS ABIKE-
Hu# pyxoit [31-33].

KiauHuka, AMArHocTHKa W JieYeHHe CHHApoOMa
BepXHell anepTypbl

Apmepuanonsiti cunopom eepxueti anepmypol. K-
HUYECKasi KapTuHa OyJeT 3aBECUTh OT TOT0, Kak ObICTPO
pa3BUiIach MINEMUS BEpPXHEW KOHEYHOCTH. ApTepHalb-
HBIA TpoMOO3 HJIM 3MOONHS MOAKIIOUUYHON apTepun
OyIyT COMPOBOXKIATHCS OCTPO OOJBIO B pPyKe W Oyen-
HOCTBIO KOXKH PYKH M HanbleB. HeoOXonumMo moMHUTB,
YTO WIIeMHs TIAJIbLIEB HE BCET/A CBsI3aHa C MaToIOTHUEi
MOAKJIIOYNYHON apTepuu U Mpu 00CIeA0BaHUN HEOOX0-
JUMO HMCKITIOYaTh 0oJiee AUCTaIbHBIE HCTOYHUKH 3MOO0-
JMM, TIEPBUYHBIA Ba30cCmasM, HalpUMep MpH OONe3HH
Peiino [34] (Tabm. 1).

[Ipu xpoHHYECKOW WIIEMHUH MalUEeHT OyAeT Nperb-
SBIISATH HKaJIOOBI HA TPEXOASIINE MapecTe3nH, OHEeMe-
HUe, TOOJIeAHEHNE KOXKH, c1a00CTh B pyKe WM CUMIITOM
TepeMesKaroIIeiics XpoMoTsl B pyke [7, 35]. B Tsoke-
JBIX ciiydasx O0Jb MOXeT OECHOKOMTHb B TOKOE, a Ha
KOKE€ MOTYT 00pa30BBIBaThCs mieMudeckue s3Bbl [30].
B nporuBoBec 3TOMY penko BCTpeyaeTcsi 0eCCUMITOM-
HBI aprepuanbHelii CBA, mpu KOoTOpoM pa3BHUBaeTCs
OITyXOJICTIONOOHOE 00pa3oBaHWE HaJ KIFOUUIEH WU
JIAITaTaIys TTOKITIOYNYHON apTepuu CITydaifHO BBISBIISA-
€TCs IIPH YIBTPA3BYKOBOM HccieaoBanuu [36].

OO0cnemoBaHue MAIMEHTOB C TOMO3PEHUEM HaA ap-
tepuanbHblii CBA nomkHO BKIodaTh n3Mepenune AJl,
IyJbCa Ha IUICYEBOH, JIy4EBOM U JIOKTEBOM apTepusix
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Tabnuma 1
Juddepennnanbuplii psj NpH HIIEMHH NATbIEB

Kapauorennast Tpom603mMo0ust

Tpom605MO0IUst M3 IPOKCHMAIBHBIX apPTEPU TOJIOBBL, ICH H PYK

HOBpC)KI[CHI/IG OHAOTEJIUS A0PThL

AHeBpHU3Ma, OKKJIIO3US, TIOBPEKICHHE SHIOTENNS HOAMBIIIEYHOH,
MOAKIIOYMYHON apTepuu

TpOM603M6OJ'II/I$I N3 JUCTAJIBHOTO apTepUaJIbHOIO NCTOUYHHKA

JloxasipHas TpaBMa IIJIEYEBOI, JTy4EBOH MIIN JIOKTEBOI apTeprn

TpaBma 1aJOHHBIX apTepHii

CxepoziepMusi, peBMaTOUIHBIN apTPUT, Y3EIKOBBINA MOTHAPTEPHUHT,
6one3nb Takascy, 6onesns broprepa, Backyur

reMaHFI/IOMa, ApPTCPUOBEHO3HAsA Mam,(bopMaum{, CHUHOBHUTBI

[lepBuuHbIil TPOMOO3 HATBLEBBIX APTEPHIA

[TepBuunbIii Bazocmasm

Bounesns Peitno, Bo3aelicTBue xomona, ynorpedieHne Tabaka, KOKanHa

Table 1
Differential series for digital ischemia

Cardiogenic thromboembolism
Thromboembolism out of proximal arteries of the head, neck and arms
Lesion of the aorta endothelium

Aneurysm, occlusion, lesion of the axillary artery, subclavian artery

Distal arterial source of thromboembolism

Local lesion of brachial artery, radial artery or ulnar artery
Hypothenar hammer syndrome

Dermatosclerosis, rheumatoid arthritis, polyarteritis nodosa,
Takayasu’s disease, Buerger’s disease, vasculitis

Hemangioma, arterivenous malformation, synovitis
Veno-occlusive disease of the digital arteries
Initial angiospasm

Raynaud’s disease, affected by the cold, tobacco, cocaine dependence

Ha 00enx pyKax, MaJbIIaTOPHOE UCCICIOBAHUE HAJKITIO-
YUYHOU U MOAKITIOYNIHON 00IaCTH HA HATMYIHUE MYJIbCU-
PYIOLIEro HOBOOOPA30BaHUs U €r0 ayCKyJbTalus. Xopo-
110 U3BECTHBIC CTPECC-TECTHI (TecT AicoHa, TecT PaiiTa,
pa3Hble MaHEBPbI, HAIPABJICHHbIC HA YMEHBIICHHE pe-
OEepPHO-KJIIOUMYHOTO TPOCTPAHCTBA) O0JIAAA0T HU3KOH
creun(pUIHOCTIO U YyBCTBUTEIILHOCTBIO B OTHOLICHUHT
nuarHoctukn CBA, mokaspiBast JIOXKHOIIOJIOKUTEIIbHBIC
pe3yabraTsl 10 57% B rpymne 310poBbIX Jdroaei [37, 38],
a Taxke MpU APYTUX COCTOSIHUAX, HAIIpUMeEp NP CHH-
JIpoMe KaprajbHOro KaHajia [39], mo3ToMy UX mpume-
Henue g quaraoctuku CBA orpanmdenso. LleHHOCTH
CTPECC-TECTOB NPH TYNJIEKCHOM CKaHWPOBAHUHU CEroJl-
HS TaKK€ CTABUTCS MO/l COMHEHHUE, TaK KaK IPOBOKAIU-
OHHBIE POOBI Y 310poBbIX Jitoziell B 60% ciydaeB ObUH
oIOKUTEIbHBIMU [30].

[ns mocraHoBKkM nuarHo3a aprepuainbHoro CBA,
MOMCKA NCTOYHHKOB dMOOIMH UCIIONB3YIOT 3XOKapIHO0-
rpaduro (MMOUCK KapAHaIbHOTO HMCTOYHHKA IMOOIHH),
peHTreHorpaduio TpyIHON KISTKH JJIsl OOHAPYKEHHS
kocTHBIX aHoMaiwid, KT- wnmu MP-anrnorpagmuto. Kare-
TepHas aHruorpadus SIBJIIETCS HanOOJIEee TOUYHBIM Me-
TOAOM ITUArHOCTHKH M B IOCJIEAYIOIIEM INIaHUPOBAaHUN
XUPYprudeckoro yiedenus [34].

CrexTp U3MEHEHUH MOJKIIOYNYHON apTepuu MpH ap-
tepuanbHoM CBA mpencTaBiieH daie CTEHO30M IOJ-
KIIIOUUYHON apTepHH C MOCTCTEHOTHYECKOM AMiaTary-
el i 6e3 Hee, aHeBPU3MaMHK NOJIKIIIOUNYHON apTepHH,

REVIEWS

XPOHUYECKOW OKKIIFO3MEH MOJKIIOYMYHON apTepuu
U KOMIIpeccuel moaMbliieyHon aprepuu [35]. Xapak-
Tep BBIABJICHHBIX M3MEHEHUH MOIKIIOYMYHON apTepuu
M OCTPOTA PA3BUTHUS CUMIITOMOB BIIUSIIOT Ha TAKTHKY Be-
nenust 0onbHBIX ¢ aprepuaibHbiM CBA. [pu paszsutin
OCTpPOH HMIIEMHHM PYKH B pe3ysbrare TpoMO03MOOonnu
9acTo TpeOyeTcsl IKCTPEHHAS OTKPBITasi TPOMOIKTOMHSI.
JI1s manueHToB C JIETKOM OCTpo# uIIeMHUEl, COmpoBo-
KIAFOMICHCS MUCTAaTbHBIM TPOMOO30M, TPUMCHSIIOT
KaTeTep-HampaBieHHbI TpoMmOonusuc. Kak mpaswuio,
y TakuxX OONBHBIX YK€ ObLTa OECCHMIITOMHAS TUCTAIb-
Hasi TpoMO0OAMOOITUST B aHAMHE3€e, TOATOMY TPOMOOIIH-
3UC U TPOMOOAMOOIIKTOMHUS MOTYT HE BOCCTAaHOBUTH
nepdy3uio B pyke, U apTepHajbHOE IIyHTUPOBaHUE Oy-
JIET METOZIOM BEIOOpaA B TakuX ciydasx [30].

Xupyprudeckas TakTHKa JICUCHUS aHEBPH3M IIO1-
KITFOYNYHON apTepuM 3aBHUCUT OT €€ JIOKaJTW3alluu
U MPOTSHKEHHOCTH. B m1000M ciydae oHa conpoBoXkaa-
€TCsl CKaJIEHAKTOMUEN TepeaHel JIECTHUYHON MBIIIIIbI
U pesekuueil nepsoro pebpa. Hamnuue aneBpusmaru-
YEeCKOT0 PACHIMPEHUs MOAKIIOYMYHON apTepuu OobIe
4yeM B 2 pasa OT e HOPMaJIbHOTO pa3Mepa /Wi UHTpa-
MYpaJIbHOrO TpoMOa SBJISIETCSl TOKa3aHUEM K €€ MpoTe-
3upoBanuto [30, 34, 36].

Cy1mecTByeT ele oMH PeIKnii BApHaHT apTepHalb-
Horo CBA — claBineHue NoAMBILICUHON apTepuu U ee
BETBEH Ha ypOBHE TOJOBKH IJICUYEBON KOCTU. DTOT THUI
KOMIIPECCHH BCTPEUACTCS MCKIIOYUTEIBHO Y BOJIEHO0-
nucToB U OeiicobommctoB [40—42]. BapuanT »Toro mopa-
JKEHMsI, Ha3bIBa€MbI CHHJIPOMOM COCYAHCTOTO YEThI-
PEXCTOPOHHETO MPOCTPAHCTBA, OOYCIOBIEH TOBTOPHOM
TpaBMOM 3a1Hel orubaromieil miedeBoil aprepun [42].
KnuHnygeckn 3TOT CHHAPOM MPOSIBIIAETCS WIIEMUEH KH-
CTH WM NaybLeB. [I[pUHIMIBI JUAaTHOCTUKY U JICUEHUS
9TOTO BapmaHTa aprepuanbHoro CBA aHAaTOTHYHBI 1O-
pakeHUIo MOAKIIoUNYHOM apTepun [34]. IIpornos y ta-
KHX TIaIlMEHTOB OJIarONpusATHBIN — Bce OOJBbHBIE TTOCTIE
OIIEpaTHBHOIO JIEUEHHs apTepuaibHoro sapuanra CBA
BO3BpallalOTCs K mnpodeccroHaibHoMy cropty [43].
Opnaxo B 15% cinyuyaeB MMEIOTCS OCTATOYHBIE IOCT-
UIIIEMUYECKAE CUMIITOMEI [34].

Benosuwiii cunopom eepxneii anepmypui. IlauneHTsl
¢ stuMm TtHnoMm CBA mpembsaBnsioT xamoObl Ha 0O,
YYBCTBO TSKECTU M OTEK BEPXHEH KOHEUHOCTH OT IUIe-
4ya ¥ 70 Kuctu. boik wacto ycyryonsercs npu oTBezie-
Huu 1eda [6]. [lopaxenHas pyka yBeiandeHa B o0beMe
MIpU CPaBHEHHWU C TPOTHUBOMOIOKHOM cTropoHoil. Cre-
NEHb BBIPAKEHHOCTU KIMHUYECKUX TPOSBICHUH Oy-
JIET 3aBHCETh OT BPEMEHH Pa3BUTHS IMATOJIOTHYECKOTO
COCTOSIHMSI — OCTPO€, MOAOCTPOE MM XPOHUYECKOE.
PazButne Tpom0o3a TOAKIIOYMYHOW BEHBI COMPOBO-
JKIAETCsl OCTPBIM Pa3BUTHEM CHMIITOMOB B BHUE OOJIH,
OTEKa U [I1aHOo3a NOPAKEHHOM KOHEUHOCTH. B aHaMHe3e
MOYKHO BBISIBUTh HAJM4YUE YaCTBIX MOBTOPSIOLINXCS
JIBUKCHUN C TIOMHATBIMU BBEPX PyKaMH, KakK MPaBUIIO
npogecCHoHaNbHOIO XapakTepa, 4TO COMPOBOXKIAETCS
MIPEXOIAIINM YyBCTBOM TSKECTH B PyKe, TOKAJIBIBAHUEM
u onemeHueM [34, 44]. Ilpu ocmotpe oOpataer Ha cedst
BHMMAaHHE HaJIM4YHe 3HaKa Ypuiens — HaOyXxaHue Mmoj-
KOKHBIX BEH (BEHO3HBIE KOJUIATEPaJIN) Ha TPYAH, BOKPYT
myieda U BepXHel gactu cruHbl [32, 34] (puc. 2).
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Juarnoctuka BeHo3noro CBA BkitouaeT B ceOst
Ha HAa4YaJIbHOM JTane IYIUIEKCHOe CKaHMpOBaHHUE, 00-
Jajiaromiee BBICOKOW YYBCTBUTENIBHOCTBIO M CIIELHU-
¢uuHOCTBIO [45, 46], OAHAKO CYyIIECTBYIOT OTpaHU-
YeHHUS METOoJa B BUJE HACIOEHUS aKyCTHYECKOW TEeHU
OT KOCTHBIX CTPYKTYp W HEBO3MOXKHOCTH TPOBEICHUS
npoObl C KOMIIPECCHUEH YacTH IMOAKJIFOYUYHON BEHBI,
pPACTIONIOKEHHOW 3a KIFOYHUIEH, YTO HE TO03BOJISET
OKOHYATeNbHO OMpoBeprHyTh BeHO3HbI CBA. Tak,
B OJTHOM PETPOCIIEKTHBHOM HCCIIEZIOBAHUH TTOKa3aHbI
10 21% N0KHOOTPULIATENBHBIX PE3YJIbTaTOB TUATHO-
CTUKH TpoMOO3a TOAKIIOUNYHOW BEHBI, MPUBEAIINX
K 3aJepkKKe TMOCTAHOBKM JuarHo3a u Jjedenws [47].
[Mostomy ans ucknroueHus BeHo3Horo CBA sTot me-
TOJl HE JOJDKEH HMCIOoib3oBarhes. [Ipu orpunarenbHoM
pe3ynabTare Mo JaHHBIM JYTUIEKCHOTO CKaHHPOBAHUS
MoKa3zaHo npoBejeHne TakuM namuentam KT-Benorpa-
¢un win MP-Benorpadun [48]. OgHako ceronHs Hau-
Oosiee TOYHBIM AMATHOCTUYCCKUM TECTOM ISl BEHO3-
Horo CBA ocraetcs karerepHas BeHOTpadus, KOTopast
obecrieunBaeT HanboIee MOJTHYI0 HHPOPMAITUIO O TOKE
KPOBU 4epe3 IOJMBIIICYHYI0, MOIKIIOYNYHYI0 BEHBI
Y BEHO3HBIE KoJuaTepanu [47].

JlaGopaTopHoe wucclieoBaHUE JIOMKHO BKITOYATh
naHenb TpomOoduinu (ypoBHu Oenka C u S, ypoBHU
AHTUTPOMOWHA, aHAJIM3 MyTalWii TeHa MPOTPOMOWHA,
TecTupoBaHue MyTaiuii pakropa V Jleinena u npyrue)
u ypoBHu D-aumepa [32].

Jleuenue marmeHToB ¢ BeHO3HBIM CBA Ha Hauanb-
HBIX 3Tarax COCTOUT U3 Ha3HAYCHHSI aHTHKOATYJITHTHON
Tepanvy TeNapuHOM BHYTPHBEHHO JUIS CTaOWIIM3aIH
U TIpeIoTBpalieHnus pocta Tpomba. Jlanee HeoOXxoammo
MPOBECTH TPOMOOIKTOMHUIO, JIJIsl KOTOPOH CYIIECTBYET

CETOIHS MHOXECTBO (hapMaKo-MEXaHHYECKUX CHUCTEM
KaTeTEPOHAIPABICHHOTO TPOMOOJIM3HCA, M BOCCTAHO-
BHUTH KPOBOTOK B MOAKIIOUNYHOM BeHe [49]. B mocneny-
IOLIEM AlMEHT OCTACTCS Ha CUCTEMHOMN aHTHKOATYJISTHT-
HOM Tepanuu. [Ipu coxpaHsOIEMes CTEHO3€ BO3MOKHO
MpUMeHEeHNEe OaJIJIOHHON aHTHOIJIACTUKH, OJHAKO OHA
4acTo OKa3bIBaeTCst HEAPPEKTHBHOW H3-32 pa3BUBIINX-
cs1 GUOPO3HBIX N3MEHEHUI CTEHKH BEHBI M MOCTOSIHHOMN
BHEIIIHEH KOMIIPECCUU COCyJa KaK OCHOBHOW ITPUYMHBI
BeHo3Horo CBA [47]. CrenTupoBaHue B 3TOW 00IacTH
MPOTHBOIIOKA3aHO B BUAY PEOKIIO3MPOBAHMUS IMOIKIIIO-
YUYHOM BEHBI IIPH OTCYTCTBUM XUPYPIHUECKON JEKOM-
npeccuu [50]. Baxkno mormmMare, uto cuaapom llemxke-
ta—LlIperTepa He sABIIETCS NEPBUYHBIM TPOMOO30M, KaK
TpomMO03 TTyOOKHMX BeH HOT. TONBKO JHIL KOHCEpBa-
TUBHAs TEpanus B BHUJIE HA3HAUEHUS] aHTHKOAryJIsHTOB
aCCOLIMMPOBAHA C BBICOKOW 4acTOTON PELIUIUBOB TPOM-
0032, 1 HEsICHO, KaK JI0JIT0 JOJDKEH MalUeHT IPUHUMATh
AHTHUKOATyJISIHTHI, BEIb PEIKUM, HO TPO3HBIM OCIIOKHE-
HueMm cuHapoma Ilemxera—Illperrepa sBiseTcs TpoM-
©05M0O0IHS JTETOYHOH apTepuH.

YcTpaHeHue k€ OCHOBHOM NMPUYMHBI — MEXaHHYe-
CKOM KOMITPECCUH TOAKJIFOUNYHONW BEHbI KOHCEPBATHUB-
HBIM ITyTEM — BO3MOKHO TOJIBKO Y TOXKHJIBIX JIFOIEH, Be-
JOYUIMX CHUISTYUi 00pa3 )KU3HH, TOT/IA KaK JIIsl MOJIOABIX
1 aKTUBHBIX MAlMEHTOB OIPaHUYEHUE aKTUBHOCTH PYK
Henpuemiemo. [loatomy mocie TpomMOoIM3UCca CEToHS
CTaHIapToOM JieueHns BeHO3HbIX CBA daBnsieTcs xupyp-
FHYECKOE JICUCHHE B BUJIC PE3CKIIUMH ITEPBOro pedpa [47,
51, 52]. Yenex Takoil crpareruy BeAeHUs NallMeHTOB —
TPOMOOJIH3HC C MOCIEAYIOMEH XUPYPrHUECKON IEKOM-
npeccuel MOAKIIOYMYHON BeHbl — cocTtapisieT 100%
pu KatamHese ot 6 mec. 25 jet [53].

il

Puc. 2. 3Hak Ypmens — yBeIH4eHHe MOIKOXKHBIX BEH Ha TPY/IH, BOKPYT ILIeUa

M.,10 net, tuarHo3: BEHO3HBIA CHHIPOM BepxHeH anepTypsl. CHHSS CTpeNKa — yBeJIHMUEeHHbIE BEHO3HBIE KOJTaTepain
Fig. 2. Urschel’s sign — veins around shoulder are visible at the surface as enlarged

M., 10 years old, diagnosis: venous thoracic outlet Syndrome. Blue arrow — enlarged venous collaterals
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YV nanuenToB ¢ BackysipHeIM CBA B 56—-68% ciyua-
€B MMEETCSI COYETaHUE C HEHPOTCeHHBIMH CHMIITOMaMHU
[6, 35] — Tak Ha3bIBaeMbIli cMenranHbIi CBA. DtH na-
LMEHTHI MOJIOXKE, YeM OOJIbHBIE C YUCTO HEHPOTeHHBIM
CBA — cpeanuii Bo3pacT coCTaBisieT 25 JET MPOTHUB
40, u ¢pu3nueckas Tepanusi He IPUHOCUT UM JJaXKe Bpe-
MEHHOT0 o0yierueHus [54].

Heiipoeennviii cunopom eepxreti anepmypsl. Tpanu-
LIMOHHOE pa3/IeJICHUE Ha WUCTUHHBIM M CHOPHBIA HEH-
porennbiii CBA 0oCHOBBIBaeTCS HA UHCTPYMEHTAIBHOM
MOATBEPKICHUH TTOPAKEHHS CTBOJIOB IJIEYEBOTO CIIIIe-
Terus. Kak v 11 BacKyJsIpHBIX BapUAHTOB OCHOBHBIM
MeXaHU3MOM TIOBPEXX/ICHHUSI HEPBHBIX CTBOJIOB SBIISETCS
MOBTOPSIIOIIAsl TPaBMaTU3aLUsl CTPYKTypaMH BepxXHeEH
areprTypsl, YTO YCYTyOIsIeTCsl HAINYHEM aHOMAJIUK pa3-
BUTHH WMJIM MOCTTPaBMAaTHYECKUX HM3MEHEHHI KOCTHOMN
Y MBIIICYHON CUCTEM.

g penkoro uctnaHoro CBA xapakTepHO MeJIeH-
HO ITPOTpeCcCcUpyrolee pasBUTHE aTPOQHIA MBIIII KUCTH,
MpeAnyeybsi, HHOTIA COMPOBOXKIAIOIICECS OHEMEHH-
€M JIOKTEBOW MOBEPXHOCTH MPEIIIeubs, KaKk IMpaBuio,
C OJTHOM CTOPOHBI, B OTIMYME OT criopHoro [7, 21].

[Ipu ciopHoM Bapuante HeliporeHHoro CBA manyeHT
MIPEIbSBISAET JKaI00bl Ha OONM, HAUYMHAKOIIHECS B 00-
JIACTH IIeHW U paclpoCTpaHsIomuecs Ha PyKy U KHCTb,
oHemeHue (B 98% cny4aeB) Mo yIbHapHOMY Kparo Ku-
ctu [8, 21], Tak KaKk CTpagacT HIDKHUN CTBOJI TJIEYEBOTO
cruteteHus [55], mapecre3nun, 9yBCTBO cllabOCTH B PYKE,
KOTOpBIE MTPU OOBEKTHBHOM OCMOTPE HE YKIIA/IBIBAIOTCS
B 30HY MHHEPBAIMU KOPEIIKa MJIM KaKoro-inbo Hepsa.
[Ipu 5TOM CHUMIITOMBI JTUHAMHUYHBI M KOJIEOIIOTCS B 3a-
BUCHUMOCTH OT (PU3MUCCKOH aKTHMBHOCTH YEJIOBEKA.
IIpn mpoBeaeHWH KIMHUYECKUX CTPECC-TECTOB, He-
CMOTPS Ha UX HU3KYIO UyBCTBUTEIBHOCTD U CHeLUpHY-
HOCTB [37-39], oqHUM U3 KJIIOYEBBIX MOMEHTOB SIBJISICT-
sl BOCIIPOU3BOAMMOCTH TIPH HUX Kajo0 manueHTa [34].
Hna ctpecc-tectoB Paiita (pyKy maiieHTta OTBOIAT
o 180 rpagycoB — mMoOJOKEHUE TUTIEPAOTYKITHH;, TECT
CUMTAETCS] TIOJOKUTEIBHBIM, €CJIH IYyJIhC Ha JIy4eBOM
apTepuu ocnabisiercs win ucyesaer), Xajucreaa (pyky
MaIeHTa OTBOAAT HazaJ U MPOCAT OMYCTUTh MOI00-
POIOK; ecM MyJbC Ha JIy4eBOM apTepuH ocialiseTcs
WJIM MCYE3aeT, TECT CYUTAETCS MOJNOKUTENbHBIM) U L{u-
pakca (y mauueHTa B MOJIOKESHUH CHUIS PYKH COTHYTBI
B JIOKTSIX, HCCJIEIOBATEIIb 3a MPEAIIIeYbs OOIHHOTO MO~
HUMAET €ro IUICYEBOH MOSIC B TEUCHUE OJHON MUHYTHI;
TECT CUUTACTCS MOJOKHUTEIBHBIM MPH BO3SHUKHOBEHUH
CHUMIITOMOB) B Ka4e€CTBE JUArHOCTHYECKUX ONpeesieH
ypoBeHb nokazareapbHocTH C. OgHAKO 3TH TECTHI MPHU-
MEHUMBI TOJIBKO st tuarHoctuku CBA u s nudde-
PEHIIMATBFHOTO TMAarHO3a €r0 THUIA HE JIOJKHBI UCTIONb-
30BaThCs BBUJY HHU3KOW WX crienupuvHocTH [56]. [
JEOJICH, Ubsi IpOQeccCHOHabHAs JICSTEIBHOCTD CBsI3aHa
¢ (U3MYECKON aKTUBHOCTHIO, B TOM YHCJIE U BEPXHETO
TUIEYEBOTO Mosica (CIOPTCMEHBI, MY3BIKaHTHI), HEO0O-
XOOUMO OOJNbLIe BPEMEHH [0 TOSBICHHS CHMIITOMOB
IIPH TIPOBEJICHUH MTPOBOKAIMOHHBIX TIP00 [57].

Kimnnueckas oneHka MalnveHTOB BapbUpPYET B pas-
HBIX MEIUINHCKUX IIEHTPaX U CHIIBHO 3aBUCHUT OT OITBI-
Ta Bpada, MOATOMY JUIsl ONTHMHU3ALUU JUATHOCTHKHU
Heiiporennoro CBA rpymnmoii skcniepToB pa3paboraHbl

REVIEWS

KITMHUYECKHE TUarHOCTHYECKHE KPUTEPUH, Ky/la BCe-Ta-
KH BHECEHBI HEKOTOPBIE CTpecc-TeCThl (Tadi. 2) [58].

Onekrponeiipomuorpadgus (OHMI) y mnanuenTos
C WCTHHHBIM BapHaHTOM HelporenHoro CBA oOnapy-
KUBAET CEHCOMOTOPHYIO aKCOHAJIBHYIO JETEHEpaIHio
CIIMHHOMO3TOBBIX HepBoB C8 u T1 B BHUIE CHUKECHUS
WM OTCYTCTBHS BBI3BAaHHBIX MOTOPHBIX M CEHCOPHBIX
OTBETOB Npu cTUMyIALHOHHON DHMI' u nanuuus ne-
HEPBALMOHHBIX M PEMHHEPBAIIMOHHBIX N3MEHEHHH B CO-
OTBETCTBYIOIIMX MBIIIIAX NMpH uroisdatod OMI, npu-
yeM cnmHHOMO3roBo# HepB T1 cTpamaer 6ombire [59].
IIpu cnoprom Heiliporennom CBA OHMI' He BbIsABIA-
€T HUKAaKNX M3MEHEHHH, YKa3bIBAIOIIMX Ha MOpakeHHe
IJICUEBOTO cryieTeHus [8, 21], yTo ¥ MOCTYXKHUIO OCHO-
BaHUEM ISl JIeJICHNs] Ha UCTUHHBIA U CIIOPHBIN Bapu-
aHT HeliporeHHoro CBA, ogHako y 4acTu MalUEHTOB
0e3 KIMHUYECKHX TMPU3HAKOB TMOPAKEHUS IUIEYEBOTO
cruterenus: npu nposeaeHun DHMIT obnapyxuBaroTcs
MPU3HAKK CYOKIIMHUYECKON aKCOHAJIbHOW JereHepa-
UK COMHHOMO3ToBbIX HepBOB C8 u T1 [59]. OtoT hakr
yKa3pIBaeT Ha HEOOXOMMMOCTh mpoBeacHUs DHMI
npu HeliporeHHoM CBA.

[Mpumenenue Y3U nns nuarnoctuku CBA orpanu-
YEHHO M LIEHHO IPEXJE BCEro OOHAPY)KEHHEM OITyXO-
JIEBBIX 00pa30BaHUil B CTPYKTypax BEpXHEH amepTypbl
Y Pa3HbIX aHATOMUYECKUX BaPUAHTOB PA3BUTHS MBILIL,
HEPBOB U CBA30K, KOTOPBIE MOTYT OBITh MPUYUHON KOM-
MIPECCUU COCYIUCTO-HEepBHOrO myuka [60—62]. Ilomo-
KHUTEIbHBIE cTpecc-TecThl npu Y3UM B amarHoctuke
HeliporenHoro CBA He MOKa3bIBalOT JOCTOBEPHOU B3a-
MMOCBSI3M C KJIMHWYECKUMHU TPU3HAKAMU TOPaKEeHUS
mieueBoro crereHus [63]. OgHako cpeau MaluueHTOB
¢ HediporennsiM CBA BoisiBisiemast nipu Y3U nedop-
Malys KOHTypa HIKHETro CTBOJIA IO THITYy «Mecsa»
SIBIISIETCSI BBICOKOUYBCTBHTEIBHBIM (95%) mpu3Hakom
KOMIIPECCUM HUXHEro cTBoia [59,63], aHaTOMUYECKUM
aHAJIOTOM KOTOPOTO SIBJISIETCS Pa3HBIX THIIOB CBS3KA
Pyca. Kpome 3Toro, MoxeT HaOII0aaThCs 3HAYNTEILHOE
YBEIMYCHHE TUIOMAAN TONEPEYHOTO CEUEHHsS] HUKHE-
ro crBoisa, B cpeanem ot 20 mo 50 mm? [59], u motepst
(acuuKyIIpHOI CTPYKTYpBI HEPBA, KOTOPHIC SBIISIOTCS
XapaKTepHbIMHU IPU3HAKAMHM KOMIPECCHUH Ui JH000-
ro Hepsa [64]. bonee Huskoii cnenuduuHOCTHIO (55%)
oOnamaer coHorpaduueckuii 3HaK TuHens — npu Ha-
JIABIIUBAHUY JIATYMKOM B HAJKIIIOYMIHON 00JIACTH BO3-
HUKaeT CUIIbHAs O0JIb B pyKe WJIM IIJIeUe, COIPOBOXKAAIO-
masicst mapecre3usmu [59]. Jlmarnoctuaeckoe BBeICHUE
MECTHOT'O aHECTETHKa 1oJ KoHTpojeM Y3U B nectHuu-
HBI€ MBIIIIIBI C KyIUPOBAHUEM KaJl00 NalueHTa CIIYKHUT
JIOTIOJTHUTENIBHBIM KPUTEPHEM [UIsS TOCTAHOBKH JHar-
HO3a [65].

MPT-uccnenoBanue Takxe MO3BOJISIET BEpUDUITUPO-
BaTh JIOTIOJIHUTENIbHBIE 00pa30BaHMUSA W aHATOMUYECKHE
BapUaHTbl Pa3BUTHUSI B BEPXHEH anepType, HO SIBISIETCS
0osiee AOPOTOCTOSIIMM HCCIeOBaHUEM. BrIsBiseMas
MPT kommnpeccusi HUKHETO CTBOJIA IIPU CIIOPHOM Ba-
puante CBA nenaer He0OXOIUMBIM MIEPECMOTP KJIaCCH-
¢uxaunu Heliporennoro CBA Ha UCTUHHBIA U CIIOPHBIH
[59, 66].

OcHoBHOH mpoOeMoOll B HArHOCTHUKE HEHPOTCH-
Horo CBA y jmereil U TOAPOCTKOB SIBISICTCS, C OIHOM
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OB30Pbl

Tabnuma 2
JlnarnocTuyeckne KpUTEPHUN HelPOreHHOTO CHHAPOMA BepxXHeii anepTypsI [58]

CHMOTOMBI B BepXHHX KOHEUHOCTSIX, BBIXO/IsILIHE 32 Npe/ie/ibl PACHPOCTPAHEHHUs OTHOT0 HIeHHOI0 KOpelIKa WK nepudeprnieckoro
HepBa, NPUCYTCTBYIOIKE B TeueHHe He MeHee 12 Hejl., He MOT'YT ObITh 00bSICHEHbI IPYTrUM 3200/1eBaHUEeM U Y10BJ1eTBOPSAIOIHEe MHHUMYM
1 kpuTepHIo B 4 U3 clIeyIOLHUX 5 MYHKTOB

OCHOBHbIE CHMIITOMBI

1A: Goib B 111€€, BEpXHEil YaCTH CIUHBI, [UICYE, MPEAIUICYbE H/UITH KHCTH

1B: oHeMeHue, TapecTe3nu W/ caboCTh B pyKe, KHCTH WITH MaTblax
XapakTepuCTHKH CHMITOMA
2A: 6onb/mapecTe3un/cnabocTh, YCHIHUBAIOMINECS P TOJHIATHH PYKH

2B: 6onb/mapecTe3nn/cnabocTs, yCyTyOIAIOMuecs TPy JIHTEILHOM HIX HOBTOPSIOMIEMCS IBIKCHIN PYKI/KHCTH, BKIIIOYAs IIHTEIbHYIO paboTy
C KJIABUATYPOH MJIM JPYTHe NOBTOPSIOIIUECS ABHKEHUS, CBA3aHHbBIE C HANPSHKEHUEM

2C: Gonb/mapecTe3nn pacpOCTPAHSIIOTCS BHUA3 MO PYKE M3 HAJAKIFOUNYHOMN WK MOJKIFOYHYHOM 001acTi

AHamHue3s

3A: CUMITOMBI NOSBUIMCH HOCIIE NIPO(ECCHOHANBHBIX HAPY30K, AKTUBHOT'O OT/IbIXA MIIH CIIyYaHHBIX TPABM I'OJIOBbI, IS MIIU BEPXHUX
KOHEYHOCTEH, BKJIFOYas IIOBTOPSIONIEECS] HANPSHKEHIE BEPXHUX KOHEYHOCTEH WITH YPE3MEPHYIO Harpy3Ky

3B: TIEPEJIOM KIHOYHIBI UJIU IIEPBOTO pera B @aHaMHE3€ UJIU TTOATBEPKICHHOE meiHoe pero Ha CTOPOHE CUMIITOMOB

3C: onepalus Ha IICHHOM OT/eJIe MO3BOHOUHMKA WIIM UIICHIIATEPAILHOM Tepu(epruueckoM HepBe 0e3 CTOMKOro yJIydieHus CHMITOMOB

3D: xoHCepBaTUBHOE WIH XUpypruyeckoe sedenne CBA Ha cTopoHe cCUMIITOMOB
OcMmoTp
4A: noxanbHast 60JIE3HEHHOCTD IPY NaJIbIALMK JIECTHUUHOIO TPEYTroJIbHUKA H/UIIH CyOKOPaKOUIHOH 001acTu

4B: mapecTe3nu pyKu/KUCTH/MaibLA [PU MalbIalui JECTHUYHOTO TPEYTrodbHUKA U/MITK CyOKOPaKOMIHOM o0nacTu

4C: 00beKTUBHAS C1a00CTh B COOCTBEHHBIX MBIIIIAX KUCTH, V Majiblia Win arpodus TeHapa/TUInoTeHapa

Crpecc-TecThl

SA: TeCT MOJIOKUTEIHHOI0 HANIPSKEHUS BEpXHEH KOHEUHOCTH

5B: monoxuTenbHbIi 3-MUHYTHBINA TECT C TOABEMOM PYKH

Table 2
Diagnostic criteria of neurogenic thoracic outlet syndrome [S8]

Upper limb symptoms extending beyond the distribution of a single cervical root or peripheral nerve, present for 12 weeks or more, cannot
be explained by any other disease, and meet at least 1 criterion in 4 of the following 5 items

Cardinal signs

1A: neck, upper back, shoulder, forearm and/or hand pain

1B: numbness, paresthesia and/or weakness in an arm, hand or fingers
Characteristic features of the signs

2A: pain/paresthesia/weakness increasing with the lift of a hand

2B: pain/paresthesia/weakness aggravated by prolonged or repetitive movement of an arm/hand, including typing on a keyboard or other repetitive
movements associated with tension

2C: pain/paresthesia radiates down the arm from the supraclavicular or infraclavicular areas
Anamnesis

3A: symptoms appeared after heavy workload, outdoor activities, or accidental injuries to the head, neck, or upper limbs, including repetitive
tension or overload

3B: with past history of clavicle or first rib fracture or confirmed cervical rib

3C: surgery on the cervical spine or ipsilateral peripheral nerve with no lasting improvement

3D: conservative treatment or operative therapy of thoracic outlet syndrome depending on localization
Examination
4A: localized pain on palpation of the Trigonum scalenovertebrale and/or subcoracoid area

4B: paresthesia of the arm/hand/finger on palpation of the Trigonum scalenovertebrale and/or subcoracoid area
4C: objective weakness in the intrinsic muscles of the hand, the thumb or thenar/hypothenar atrophy

Stress tests

SA: upper limb tension test

5B: elevated arm stress test

CTOPOHBI, HEXEJIaHWe Bpadell Ha3HaYaTh HHBA3HBHBIE
METOIMKH HcclenoBaHus, Takue kak DHMI, a takke
noporocrosiiiee MPT, a ¢ npyroif — Ha3Hau€HUE MHO-
KecTBa O0O0CJCIOBaHUN B TIOMCKaX ajJbTEPHATUBHBIX
MIPUYUH KaJo0 TalHueHTa, a TakKe OTCYTCTBHE KpHTe-
pueB nuarHoza CBA B neauarpuueckoii mpaktuke [67].

Huddepenmanpias TUarHOCTHKa HEWPOTEHHO-
ro CBA mnpoBoauTCS C pa3HbIMH 3a00JICBaHUSIMH,

22

IIPH KOTOPBIX MOTYT BOBJIEKATHCS WIIM HE BOBJIEKATHCS
BETBH ILICUEBOTO cruieTeHus [68, 69], mpu 3tom nudde-
PEeHIMATBHBIA TUaTHOCTUIECKUH Psijl OyAeT OTIINYaThCs
y aetei u B3pocibix (Tadu. 3). Tak, CTeHOKap/usl, CHH-
JIPOM 3aITICTHOTO KaHala, ((MOpOMHANTHs Jale BCTpe-
yaroTcs y B3pocisix [14, 70, 71].

TepaneBTHueckas TaKTHKa BEICHUS  IallMeH-
ToB ¢ HeiiporenHbiM CBA Ha HayampHBIX 3Tamax
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Tabnuma 3
JuddepenunaabHblii AMaruo3 npu Heiiporennom CBA

nOBpe)K)IeHHe BpaH.IaTeHLHOﬁ MaH>XCTHI I1J1IC4a

dubpomuanrus

JluckoreHHas mieiHasi paauKyaomnaTHs

Omnyxousb BepXymKkH Jierkoro (pax Ilankocra)

MeracTasst

CreHokapaust

Bpaxuornekconaruu (JiydeBble, ay TOMMMYHHbIE)

TyHHeIbHBIE HEBPONIATUH (CHHAPOM 3arsICTHOTO KaHaua,
KyOHTaJIbHBII TYHHEIbHBIH CUHIPOM)

Omnyxoiu nepudepuueckux HepBoB

CHpUHTOMUETHS

Table 3
Differential diagnosis in neurogenic thoracic outlet syndrome

Rotator cuff syndrome
Fibromyalgia syndrome

Cervical radiculopathy

Pancoast syndrome

Metastasis
Angina pectoris
Brachioplexopathies (radiation, autoimmune)

Tunnel neuropathies (carpal tunnel syndrome, cubital tunnel
syndrome)

Tumors of peripheral nerves
Myelosyringosis

KOHCEepBaTHUBHAS M BKJIIOYAET B ce0s KOPPEKIIHIO BBI-
SIBJICHHBIX HapyIICHUH OCAaHKHU, (PU3UYCCKUE YITpax-
HEHUs, HalpaBJICHHbIE Ha PACTSHKEHHE HANPSKEHHBIX
MBI, a TaKXC O6y'-ICHI/IC ManuCHTOB IMMPAaBUJIBHOMY
MTOJIOKCHUIO TIPU paboTe CTos, CUAS U BO cHe [7, 34].
[Ipu sToM ¢usHoTEpaneBTHUECKUE MOAXOABI OTIINYaA-
IOTCS OT TAKOBBIX MpH OOJAX B IIee W IUIede JPyroi
stronoruu [69]. DddexkruBHOCTH PrznUYecKoll Tepanun
MeHbIIe 9eM B 50% cirydaeB, OJHAKO OHa MOMKET OKa-
3aTbCA B OTACJIBHBIX ClIydadX y MalluCHTOB C HCO6XOI[I/I-
MOCTBIO XHPYPIHUECKOTO JICYEHUS MPHU TEepPBOHAYAIb-
HOM OIIEHKE MaKCHUMAaJIbHO Tone3Hou [58]. Bo3mokHO
JUTsE OOJIETYeHUs] CUMIITOMOB TPUMEHEHHE MHOpPeNak-
CAaHTOB U MPOTHUBOCHAJIUTCIBHBIX HCCTCPOUIHBIX IIPC-
mapatoB [72]. Taxke mokazana 3pPEeKTHBHOCTh TaKUX
METOJIOB KOHCEPBAaTUBHOM TEpaIuu, Kak aKylnyHKTypa,
(hapMaKoOmyHKTypa, OIHAKO HCCIEIOBAHUE BKIIOYAIIO
CEpUIO CIIy4aeB U CUCTEMaTHYeCKHi 0030p HccieqoBa-
HHHA, KOTOPBIA HEe OTBEYAJl TPEOOBAHMAM, IPEIBIBIIsIC-
MBIM JIJISl CUCTeMaTH4ecKux 0030poB [73].

[Ipumenenne OOTYIMHUYECKOTO TOKCHHA THIIA
A ocTaercs CIIOpHBIM, TJIaBHBIM 00pa3oM BBHIY OTCYT-
CTBUSA JJIATEIRHOTO 3 dekTa [74], omHako oKka3aHa ero
3¢ (HEeKTUBHOCTD JJ1s1 O0JIErYeHUS] CHMIITOMOB y TIAIMEH-
TOB, OTKa3aBIUXCS OT XHPYPTUYECKOro jedeHus [75],
U y IALUEHTOB, MEPEHECIINX XUPYPIrUYECKYIO IECKOM-
MIPECCHIO BEPXHEH arepTypbl, B Ka4eCTBE JOTOIHEHUS
K OCHOBHOM TIOCJIe0NepallMOHHON peaduuTanuu, odec-
TIeYMBAasT JTOITOCPOUHBIH 2P QeKT eucHus [76].

[Ipu HeapekTHBHOCTH KOHCEPBATHBHOW Tepanuu
MoKa3aHa XUpyprudeckas JeKOMIIPECCHs BEpXHEH amep-
TYpPBI, COUETAIOMIasi CKaJCHIKTOMHIO U PE3EKIHIO TMep-
Boro pebpa [14, 34, 77-79].

REVIEWS

O} PeKTUBHOCTh XUPYPTHUCCKOH JIEKOMIIPECCHH
Yy B3pOCHBIX W JIeTeH (CKaJedKTOMHUS B COYCTAHUU
¢ pesekiueil nepBoro pedpa) cocraBuna ot 92,8%
no 94% [70-79], ogHako B APYTrUX HCCICIOBAHUSIX
3¢ (HEKTUBHOCTH XUPYPTrUYECKOIO JICUCHHUS OKa3anach
Hmxke 50% [67, 80]. Crnenyer OTMETUTD, YTO B HCCIE-
JIOBAHUSIX C BBICOKOW 3()(PEKTUBHOCTHIO JEKOMITPEC-
CHH HH B OJHOM CJIydyae HE TPHUMEHSJICS HEBPOIIH3
HAJKJIIOYMYHBIX BETBEUM IJIEUEBOTO CIJIeTeHUs. Tak-
J)Ke B OONBIIMHCTBE pabOT MOKa3aHO, 4TO OBICTpee
BCEr0 PErpecCUpOBaId CHUMIITOMEI TIOCJTIE OMEpPaTHB-
HOTO BMeEIIATeNbCTBA y 00Jee MOJOJBIX IMAIlMEHTOB
1 y OOJIBHBIX, Ubsl JUINTEJIBHOCTh 3a00JeBaHUs Oblia
kopoTkoi [67, 77-80]. B mocneonepanioHHOM Iie-
puoie BCEM IMalMeHTaM Ha3HadaeTcs (u3ndeckas
peaOunuTanus, HalpaBJICHHAas Ha KOPPEKIHIO OCaH-
K B YCTPAHEHUE MBINIEYHO-TOHUYECKOTO CHUHIpOMA
[14, 34, 79]. Takum 0Opa3oM, Ha CETOHSIIHUN JEHb
XUpypTrUYecKass JIEKOMIIPECCHsI BEpPXHEH amepTyphl
SIBJISIETCA BBICOKOI((EKTUBHBIM METOJIOM JICUCHHS
HeliporerHoro CBA kxak B menuatpuyecKkoi, Tak ¥ BO
B3pocioi npaktuke. [lo3gHuN peuuauB CUMOTOMOB
(mo 10 net) Bo3MOXeH U HE TpeOyeT MOBTOPHOTO XH-
PYPrUYECKOro BMELIATEIbCTBA — BO BCEX CIydasix
CHUMIITOMBI YCTPAHSJIUCh (PU3UUCCKUMH YIIPaKHEHHU-
ssmu [79].

Konguauxkr unTepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBUU KOH()INKTa HHTEPECOB.

dunaHcupoBaHue. VccienoBanne He UMENO CIIOH-
COPCKOM TOAJIEPIKKH.
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UINEMHWYECKHH MHCYJIBT HA ®OHE JIETOYHBIX APTEPUOBEHO3HBIX
MAJIb®OPMAIINI

FBenonacosa A.B.., Kynew A.A.*°, Mexpaxoe C.A., Coipomamnurosa JI. H.>3, Yeuemrun A.0.', Kapuuesa A.P’,
Hoopvinuna JI.A.!

"Hayunblii neHTp HeBposioruu, Mocksa, Poccust
[lepMCKHI TOCYIAPCTBEHHBIM MEUIMHCKAN YHHBEPCUTET HMEHH akanemuka E.A. Baruepa, Ilepmb, Poccust
STopoackas knnardeckas conpuuia Ne 4, ITepmb, Poccunst

Pe3some

Jlecounaa apmepuosenosnas manvgopmayus (JIABM) paccmampusaemcs 6 kauecmee peoKoll npuuuHbl uuiemuye-
CKO20 UHCYIbING Y NAYUeHMo8 M0100020 o3pacma. Ilpeocmasnena cepusa uz 5 kaunuveckux cayuaes JIABM-acco-
YUUPOBAHHO20 uuemMuueckoeo uncyrbma. Qbcysxcoaemcs namozenes 3a001e8aHUs, KIUHUYECKA KAPMUHA, NOOX00bl
K OuazrHocmuke u 6mopuunol npoguiakmuke. I100podHo onucanvl KIuHUYeckue Cayuau UeMuueckoeo UHCyIbmad
y nayuenmxu 32 1em co cnopaouueckoil JIABM, komopoti ebinonnena smoonuzayus maib@opmayuu, u nayuenma 24
Jlem ¢ HACIeOCMBEHHOU 2eMOPPAUYecKol Mmeaean2udIKmazuell, Komopomy npu noCHmynieHuu npoeeoer 6HympueeH-
HbLUL MPOMOOTUUC U MEXAHUYECKAs, MPOMOOIKCMPAKYUL, d 8 NOCIe0YIOUeM 8bINOIHEeHd 8UOEeOMOPAKOCKONUYECKAs.
pezexyus JIABM.
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Abstract

Pulmonary arteriovenous malformation (PAVM) is considered a rare cause of ischaemic stroke in young patients. In
this article, we present a case series of 5 patients with PAVM-associated ischaemic stroke. We discuss pathophysiol-
0gy, clinical presentation, diagnostic approaches, and secondary prevention. In addition, two of the aforementioned
cases are provided in detail: the one of 32-year-old female with ischaemic stroke associated with sporadic PAVM, the
latter being treated with embolization, and the one of 24-year-old male with hereditary hemorrhagic telangiectasia
(HHT) who developed PAVM-associated ischaemic stroke, who was treated with intravenous thrombolytic therapy
and mechanical thrombectomy on admission, followed by video-assisted thoracoscopic PAVM resection.
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Cokpawenua: NN — WIIEMAYECKUH HWHCYIIBT;
JIABM — nero4nasi apTeprioBeHO3Has Maib(popMaIus;
HI'T — HnacneacTBeHHas reMopparudeckasi TeJleaHru-
aktazusi; UYII-OxoKI' — upecnuiieBonHas 3X0Kapauo-

rpadus.

BBenenue. [Tapagoxcanbnas smo6ommst Ha poHe OT-
KPBITOTO OBAJILHOTO OKHA WU Jie(hekTa Mexmpeacep-
HOM MEePEeropojKu paccMaTpUBaeTCs B Ka4YeCTBE BTOPOH
[0 YacTOTe MPUYUHBI HIIeMudeckoro uHcynsra (MN)
y TManuMeHTOB MOoiomoro Bo3pacrta. IlosTomy mpu mc-
KIIFOUCHUH JIPYTUX MEXaHU3MOB MO3TOBOM KaTacTpodbl
Y TaHHOW KaTeTOpHH OOJBHBIX NCIIOIB3YETCS IBYyXATaIl-
HBIA JMAarHOCTUYECKUU IMOJXOJ, BKJIIOUAIONINI B Kaue-
CTBE CKPUHMHTOBON METOAWKH TPaHCKPAaHUAIBHYIO J0-
wieporpaduo ¢ My3bIpbKoOBOI mpoboii (bubble-tect),
MIPH TIOJIOKUTEIIFHOM PE3yNbTare KOTOPOW ITPOBOIUTCS
ypecnuiieBonHas sxokapauorpadus (UI1-OxoKI') [1-
3]. OmHako MPUMEPHO Yy KaKIOTO BOCHBMOTO TAIHEHTA
C MPaBO-JICBHIM IIYHTOM, BBISIBICHHBIM MPU TOMOIIH
Ty3bIpbKOBOTO TecTa, mpoBenenue YII-OxoKI' e mo-
3BOJISIET OOHAPY)KUTh AHOMAJIUIO MEKIIPEICEPAHON
neperopoaku [4]. OObsICHEHHEM 3TOMY MOXET CIy-
JKUTh HAJIMYUC Yy TAlMeHTa MyJbMOHAIBHOIO IIYHTA,
HampyuMep, BCIENCTBUE JIETOYHBIX apTepPHUOBEHO3HBIX
manbhopmanuii (JIABM), koTopble, Kak paBuiIo, pas-
BUBAIOTCS B paMKaX HACJIEJCTBEHHOW reMopparuyeckon
teneanrmdkTazuu (HI'T) [5]. B macToseit cratse npea-
CTaBJICHO ONHMCAHHWE CEPUU M3 MSTH KIMHUYECKUAX CIIY-
yaeB U na pone JIABM.

MarepuaJj u Metoabl. [IpoaHanu3upoBaHbl TaHHBIE
MAIUCHTOB, MPOXOAMUBIIUX OOCIEIOBAaHUE M JICUCHUE
B ®I'bHY «Hayunsriit neatp meBponorum» (r. Mockaa)
u I'AY3 IIK «loponckas knuHndeckas OonbHUIa Nody
(t. Ilepmp).

Pesynbrarbl. JIABM-accouuupoBannsii MU mu-
arHOCTUPOBaH y 5 mauueHToB. JleTaibHasl XapaKTepu-
CTHKa IMAIMEHTOB MpeJicTaBiIcHa B Ta0. 1.

Pe3ynbraTs! HelipoBH3yaIn3aliy U aHTUOMTYIIEMOHO-
rpaduu npeacTaBieHbl Ha puc. 1.

Bonee monpoOHO mpencTaBisgeM KIMHAYECKUE CITY-
gau No2 u NoS5.

Knunuueckuii cayuan N 2. [larnentka, 32 roga, 00-
paruiach B HayyHO-KOHCYibTatuBHoe otaenenue OI'b-
HY HIIH B deBpane 2020 1. 23 sHBapst yTpOM OTMETHIIA
KpaTkoBpeMeHHoe (10 1 MHH) OHEMeHHe U TIOKaJbIBa-
HUE B JIEBOU pyke. Uepes HeCKOIBKO YacOB MOCTEINEHHO
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Pa3BWIIOCh CTOMKOE OHEMEHHE B TOW XKE pPyKe, HEeueT-
KOCTb P€YM, POTALIMOHHOE T'OJIOBOKPYKEHHE, TOIIHOTA
1 MHOTOKpaTHas pBOTa. B CBSI3M ¢ OTCYTCTBHEM YIIyd-
HIeHHs 4yepe3 6 YacoB OT Hayaja CHUMIITOMAaTHKH J0O-
CTaBJICHA B PErMOHAJbHBIM COCYAMCTHIM 1IEHTp. B He-
BPOJIOTMUYECKOM CTaTyce MPU MOCTYIUIEHUH: TU3apTpus,
KpYNHOPa3MalluCThI HUCTarM IpU B3MISAAE BIEBO,
TUIEeCTe3Us] B JIEBOM pyKe, aJuaJ0oXOKUHE3 CJIeBa, MH-
TEHI[MOHHBII TPEMOP ITPH BBIIIOJIHEHUH MAIbLIIEHOCOBOI
npoObI ¢ 00EUX CTOPOH.

W3 anaMHe3a KU3HU U3BECTHO, YTO B ITOIPOCTKOBOM
BO3pacTe AMArHOCTUPOBAHBI CKOJMO3 IPYAHOIO OT/AEIa
MTO3BOHOYHUKA 2- CTENEHH, MONEPEYHOE IIOCKOCTO-
nue U Muonus Beicokoit crenenn (OU — 9,0). B cBs-
3U C HapyLICHHEM IPUKYca U HEPOBHOCTHIO 3yOHOTrO
psiia Ha IPOTSHKEHUH HECKOJIBKUX JIET HOCHIIA OPEKeThI.
B Bo3pacre 20 ner nuarHOCTHpOBaHa BapuWKO3Has 00-
JIe3Hb BEH HIDKHUX KOHeyHocTed. B 25 mer — cTtpym-
9KTOMHMS B CBSI3U C Y3JI0BBIM 3000M. HacnencTBeHHbIN
aHaMHEe3 He OTATOIIIEH.

IIpu KT rojmoBHOro mosra B J€Hb TOCHHUTANIM3a-
MM OYaroBBIX M3MEHEHHH BBISABIEHO He Obu10. MPT
TOJIOBHOTO MO3ra Ha 5-¢ CyTKHM 3a0osieBaHMs Hpoie-
MOHCTpPUpOBaJia OCTpble HMHQAPKTHl B MOIYLIAPHIX
Mo3KeuKa (0acceliH 3aAHUX HIKHHUX MO3KEUKOBBIX ap-
Tepuil U BepXHEH MO3KEUKOBOI apTepuH ciea) (puc. 2,
A—C). [IpoBonuiics MOWCK MPUYWHBI HHCYIBTA: UHTPA-
(MPT-anruorpadus) U SKCTpaKpaHUAIBHBIX (IyTIIeKc-
HOE CKaHHPOBAHUE COHHBIX M MO3BOHOYHBIX apTEepHii)
CTEHO30B HEe O0HAPYKEHO; ATOJIOTUH KJIallaHOB, 1e(eK-
TOB MEXIIPEACEPIHON MEPETOPOAKH, MPUCTEHOYHOIO
TpomOO03a He BBISIBICHO (TpaHCTOpaKallbHAas 9XOKapAno-
rpadus); Mo JaHHBIM AYIUIEKCHOTO CKaHHMPOBAaHUS BEH
HIDKHUX KOHEYHOCTEH MMENIMCh TPU3HAKH BApUKO3HOTO
pacUIMpeHns BeH HIPKHUX KOHEYHOCTEH, TpOMOOB HET.

[Ipu nmocTyrieHny B CTallMOHap BBIMOJIHEHA pEeHTTe-
Horpagusi OpraHoB TPyAHOM KIETKHU, IPU KOTOPOH 3aI10-
JIO3PEHO COCYIUCTOE 00pa3oBaHUe BEPXHEH J0JHU JIEBO-
ro nerkoro. [IpoBenena KT-mynpmonorpadus: B S4-S5
BEpXHEH J10J1€ JIEBOTO JIETKOT'O BBISBIICH «KITYOOK» TaTo-
JIOTHYECKH U3BUTHIX PACHIMPEHHBIX JIETOYHBIX apTEPHH,
KOHTPaCTHUPYIOUIUXCS MPOIOPIIMOHATIBHO CTBOIY, a TaK-
K€ JI0JIEBBIM JIETOYHBIM apTepHsiM OOLIMMH pa3Mepamu
53 x 30 x 28 MM — ABM BepxHeii 011 JeBOTO JIeT-
xoro (puc. 2, D). Ha MOMeHT rocruTanm3aniy HaxoJKa
He ObUIa paccMOTpeHa B KadecTBE IPEANOJIOKHTEIb-
HOW IpHUYMHBI HHCYNbTA. [lanmenTka KOHCYIBTHPOBaHA
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Tab6numa 1
XapaxTepucTuka nanueHTos ¢ JABM-accounupoBaHHBIM HIIEMUYECKHM HHCYJILTOM
Kiaunuueckue cayvyau

Bospacr, ner 23 32 45 22 24

Tlon K K XK M M

Uuco nepeHeceHHbIX 3 1 1 1 1

HHCYIIETOB

Knunnueckas xaptuna ITapes, remu- OneMmeHue npaBoit IIpexonsmas cia- Adazus Temunnerus, Au3apTpusi, He-

aHOICUS pyKH, qu3apTpusi, | 60CTh B mpaBoii Hore, IJIEKT-CUHIPOM
TOJIOBOKPYIKEHHE, adazust
TOUIHOTA, PBOTA
IpoBormpyromue hak- Her Her Her TocTenbHblil pesxum ITpuem anxoros
TOPBI T10 TIOBOJLy OTIepalui
Ha KeJy/IKe
QOuar Kopxkossie oua- Bacceiin obenx Bacceiin sieBoit [IMA | J[Ba KOpKOBBIX ouara, rpa- | Jlesas CMA, Ha ()OHE OKKITFO3HH

npo6oii, HITS

ru B Mo3keuke, | SHMA u BCA cnea Bas u neass CMA M1-cermenra, reMopparundeckas
npasas 3MA, TpaHchopManus
neBast CMA
Penepdysuonnas re- Her Her Her Her BuyTtpuBeHHblil TpoMOoIHM3HC,
pammst TPOMOOIKCTPAKIIHS
Pesynbrar mkanst 1 0 0 0 2
Pankuna uepes mecsig
ITaronorus MO3roBbeIx Her Her Her Kanunisipuas teneanru- Her
apTepuii IKTa3Hs
TKAI" ¢ my3sIpbKkOBOT > 25 (3aHaBec) > 25 (3aHaBec) > 25 (3aHaBec) 10 25

TlosiBnenne KOHTpacTa

Yepes 3 cepaed-

Uepes 6 cepaedHbIX

Uepes 6 cepaedHbIX

Uepes 5 cepAeuHBIX U~

Yepes 5 cepAeUHBIX IIUKIOB

Ha YIT-DxoKI" HBIX I[UKJIa IUKJIOB IUKJIOB KJIOB
Tpom003 r1yOOKHX BeH Her Her Her Her Her
Jlnarnoctuka JJABM B 23 roga nocne IIpu N B 44 roga; KT B 16 ner, npu ¢umoopo- IIpu N
3 Un JIETKHX T10 TOBOJLY rpadun
OpoHxura
Yucno u ToKanu3arus Oounee 7; cripa- 1; S4-S5 cneBa 1; S3 cmpaBa 4; S4, S9 cnipaga; S4, S5 1, S10 cneBa
JIABM Ba— S3, S4, clieBa
S6, S8, S9, S10;
ciaeBa — S5, S8
Pasmep camoit 60516110 10 x 8 x 12 53 x 30 x 28 9x8x10 25 %17 25 x20 x 31
JIABM, mm
HI'T Ja Her Her Ja Ja
Iposienernst HTI'/ YacTble HOCO- He 6b110 [lepuienue B ropie, | TouyeuHble TEIEAHTHOIKTA- ToueuHble TEIEAHTHOIKTAZUN
JIABM BbIE KPOBOTEUE- 3aTSDKHOM Kalleldb | 3WM s3bIKa; JIETKHI [IMAHO3 | S3bIKA M HIKHEH I'yObl; «9acoBbIe
HUS C ICTCTBA; ry0, sI3bIKa ¥ AUCTATBHBIX CTCKIIa»
JKEITYJI0OUHOE (hanaHr KuCTe U CTOII;
KPOBOTEYCHUS «bapabaHHbIE TAJIOYKN
HacnencrBeHHOCTh Otpunaer - - TeneaHrnos’KTa3uu si3bIKa HewussectHo

110 JINHUU MaTepu

Ka 1ocJjie Xupypru4ecko-
TO JICUCHHUA

2 pasa B IcHb

kuciora 1 roxq

kucnora 1 roxg

CuHIpOM AMCTIIa3HN Muonus, ckonu- | Muomnus, CKonmos, Her Muomnus, nnockoctonue, | Ckomuos, HapyIIeHne pocTa 3y-
COEJIMHUTENILHON TKaHW | 03, IIOCKOCTO- | MJIOCKOCTOINHE, TOTH- CKOJIMO3, HapyIlIeHHEe 608, rorudeckoe HEOO
e geckoe HEOO, Hapy- pocra 3y060B, TOTHYECKOE

LIeHHE pocTa 3y0oB HEOO
Xponudeckue 3adoie- Muonus cpen- | Pesexuust muroBu- Her S13BeHHas 6oJe3Hb JiBe- Her
BaHMSA Heil creneHn HOM JKeNe3bl, TUTIO- Ha/aTHUIIEPCTHON KUIIKK

THPEO3. BApUKO3HAS

601e3Hb BEH HIKHUX

KOHEYHOCTEH
Murpens Her Her C aypoit Her Her
Hucno 2puTpOLUTOB 5,5 4,4 4,0 6,5 5,5
B 00II[EM aHAIIU3e KPOBH,
% 10'%/1 (Hopma 4,0-5,0)
Jleuenne Dmbomm3anus DMbonm3anus Ombonm3anus Buneoropakockonnueckas | Bugeoropakockonudeckas pe-
pe3eKIus 3CKIHA

Bropuunas npoduinaktu- | Anukcadan 5 Mr | AneTHicanuiuiosas | AUETHICATHINIOBAs Huuero Anukcaban 5 Mr 2 pasa B JIeHb

6 mec.

IIpumeuwanue: 3MA — 3aausas mo3roBas aprepusi; CMA — cpenusis Mosrosas aprepus; [IMA — nepennss mosrosas aprepus; SHMA — 3annsis HUKHAS
Mo3xkeukoBast aprepus; BMA — Bepxusst MoxeukoBas aprepust; TK/I' — Tpanckpannansras goreporpadus; HITS — High Intensity Transient Signals;
HI'T — nacnencteHHas reMopparHudeckas Teneanruskrasus; JJABM — serounas aprepuoBenosHas Manbhopmarus; MM — nmemMudecknii MHCYIIBT.
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Characteristics of the patients with pulmonary arteriovenous malformation — associated ischaemic stroke

Table 1

Patient number

HITS

1 2 3 4 5
Age (years) 23 32 45 22 24
Gender Female Female Female Male Male
Strokes in history 3 1 1 1 1
Clinical presentation Muscle weakness, Right arm Transient muscle Aphasia Hemiplegia, dysarthria, neglect
hemianopsia numbness, weakness in the
dysarthria, right leg, aphasia
dizziness,
nausea,

vomiting

Triggers None None None Bed rest following a gastric Alcohol intake
surgery
Lesion Cerebellar Territories of Left ACA Two cortical infarcts in right Left MCA territory (M1
cortex, right PCA | both PICAs and territory and left MCAss territories, occlusion), haemorrhagic
territory, left the left SCA parietal lobes transformation
MCA territory
Reperfusion therapy None None None None Intravenous thrombolytic therapy,
mechanical thrombectomy

Rankin scale in a month 1 0 0 0 2
Cerebral arteries Normal Normal Normal Capillary telangiectasia Normal
TCD with a bubble test, > 25 (curtain) > 25 (curtain) > 25 (curtain) 10 25

Contrast appearance on

After 3 cardiac

After 6 cardiac

After 6 cardiac

After 5 cardiac cycles

After 5 cardiac cycles

TOE cycles cycles cycles
Deep vein thrombosis No No No No No
PAVM diagnosis At the age of 23, During At the age of 44; At the age of 16, on During ischaemic stroke
after 3 ischaemic | ischaemic stroke | on chest CT for fluorography management
strokes management bronchitis
PAVM number and location >17 1 1 4 1
Right lung: S3, S4-S5 of the S3 of the right Right lung: S4, S9 S10 of the left lung
S4, S6, S8, S9, left lung lung Left lung: S4, S5
S10
Left lung: S5, S8
Size of the largest PAVM 10 x 8 x 12 53 x30 %28 9x8x10 25 x 17 25 %20 %31
(mm)
HHT Yes No No Yes Yes
Clinical features of HHT/ Frequent epistaxis None Scratchy throat, Punctate telangiectasias of Punctate telangiectasias of the
PAVM since childhood, lingering cough | the tongue; mild cyanosis of | tongue and lower lip; nail clubbing
gastric bleedings the lips, tongue and terminal
phalanges of fingers and toes;
nail clubbing
Family history Denies Denies Denies Matrilineal telangiectasias of Unknown
the tongue
Connective tissue dysplasia | Myopia, scoliosis, Myopia, No Myopia, pes planus, scoliosis, Scoliosis, altered teeth growth,
pes planus scoliosis, pes altered teeth growth, high- high-arched palate
planus, high- arched palate
arched palate,
altered teeth
growth
Chronic diseases Moderate myopia Partial None Peptic ulcer disease None
thyroidectomy, (duodenum)
hypothyroidism,
varicose veins
in legs
Migraine No No With aura No No
RBC count (x 10" per litre) 5.5 44 4.0 6.5 5.5
Normal range: 4.0—
5.0 x 10" per litre
Treatment Embolisation Embolisation Embolisation Video-assisted thoracoscopic Video-assisted thoracoscopic
resection resection
Post-operative secondary Apixaban S mg | Acetylsalicylic | Acetylsalicylic None Apixaban 5 mg twice a day
prevention twice a day acid for 1 year | acid for 1 year (6-month course)

Note: ACA— anterior cerebral artery; MCA — middle cerebral artery; SCA — superior cerebellar artery; PICA — posterior inferior cerebellar artery; TCD —
transcranial Doppler ultrasound; HITS — high-intensity transient signals; TOE — transoesophageal echocardiography; PAVM — pulmonary arteriovenous
malformation; HHT — hereditary haemorrhagic telangiectasia; RBC — red blood cell.
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TOpaKkalbHBIM XHPYProM, pPEKOMEHIOBAaHO IIJIAHOBOE
ormeparnBHOoe nedeHue. Ha 14-e cyTkum mnpeObIBaHUS
B CTAI[MOHApe CHUMIITOMATHKA MPAKTHYECKH MTOJHOCTHIO
perpeccupoBaia, COXPaHSUIUCh JIETKHE KOOPIUHATOP-
HbIE HapyIIEeHUs.

[louck mpUYMHBI UHCYJIBTA MPOAODKEH amOyaaTop-
HO TIpu o0cnienoBanuy B HaydHOM IIeHTpe HEBPOJIOTHH.
BBuny nanuuus JIABM mpoBeneHa TpaHCKpaHUaIbHAs
Joruieporpadus ¢ BBeIeHHEM KOHTPACTHOTO Mpernapara
(bubble-test) s TUarHOCTHKY MIYHTA CIpaBa HAJIEBO:
yepe3 6 cep/IeuHbIX [IUKIIOB MOJyYeH «3aHaBeC» U3 MU-
KpOAMOOJIMYECKUX CHIHAJIOB B IOKOe (IIYHT 4-i cre-
neHn). MHOKeCTBEHHOE KOJIIMYECTBO My3BIPHKOB peru-
CTpUPOBAJIACH 110 00EUM CPETHUM MO3TOBBIM apTEpUsM
Ha TIPOTSHKCHUH 0oJiee 2 MUH.

26 ampensi MaLMEeHTE NPOBEICHA IHIOBACKYJISPHAS
sMOoNH3anrs apTePUOBEHO3HOW Manb(opMaluu JieBo-
ro nerkoro Vascular Plug Il Amplatzer 10*7 MM criupa-
nsmu Tornado 3*2 mm u Tornado 4*2 mm (puc. 2, F).
C uenpio BTOpUYHON NMPOQMIAKTUKY HHCYIBTa Ha3HAYe-
Ha aneruicanuumioBas kuciaora 100 mr 1 pa3 B neHb
JUTNTETILHOCTBIO 6 Mec.

Knunuueckuit cnyuan Ne5. Ilanment, 24 rona,
XPOHUYECKUMH 3a00JICBaHUSIMH HE CTpajal, Kypuil.
20 ampestst Be4epoM BBITIHIT TPU OYTBUIKH MHBA, @ YTPOM
noexas Ha MamuHe Ha fnady (15 muH myTtH). Bermen

RESEARCHES AND CLINICAL REPORTS

W3 MAaIlWHbI, JIOIIeN JI0 JBEpPH JIO0Ma, yrmajl U He MOr
CaMOCTOSITETIbHO BCTaTh M3-32 CIa0OCTH B MPaBbIX KO-
Hewnoctsx. Jloctasnen B crammonap ['Kb Ne 4 r. Ilep-
MU 4epe3 3 4 OT BpeMEHH Pa3BUTHsI CUMIITOMOB. B He-
BPOJIOTHUECKOM CTaTyce: yMepeHHast MOTopHas adaszus,
ACUMMETpUS JIMLA, TEMUTHUIECTE3Us M BBIPAKCHHBIN
npaBocTopoHHu# remunapes, NIHSS 16 6anos.
Bemonaena KT romosraoro mo3ra, KT-anruorpadus
n KT-nepdysus (puc. 3, A, B), BoIsiBiIeHa oOmMpHas
30Ha TIEHyMOpBI B OacceliHe JIeBOH CpeaHed MO3ro-
BOW aprepuu Ha (QoOHE OKKIO3MU M1-cermMeHTa JeBOH
cpenHeld Mo3roBod aprepuu. HauaT BHYTpPUBEHHBIN
TpoMOoM3uc anperenia3oi. [lo ciydaitHocT Bo Bpems
BBE/ICHUS OOMoca anbTeruia3bl HalueHTy MPOBOANIACH
TpaHCTOpaKajbHas dXOKapaAuorpadus: OTMEYEHO TOSB-
JieHre OOJIBIIOTO KOJIMYECTBa MUKPOIY3bIPHKOB B JIEBBIX
Kamepax cepaua. IlarueHT nocrtaBieH B peHTI€H-OIIE-
paunonnyo. [Ipy BBIIOIHEHUN CEIEKTUBHON AUTHTATb-
HOW aHrHorpaduu BH3yaJM3MpPOBaHA OKKIIIO3MS Iia-
pUETaIbHOM BETBU JIEBOM CpelHENd MO3rOBOM aprepuu
B cermenTe M2 (puc. 3, C). BeImonHEHO BE MOMBITKH
TpomMOacnupanuy Npyd IMOMOIIM cucTeMbl Penumbra,
nocturHyT KpoBoTok TICI-III (pue. 3, D). Ilpumeua-
TEJIBHO, YTO B MpoLEcce TpoMOacIupauuy 0TMEYaIoCh
JIOKaIbHOE TpOoMOOOOpa3oBaHNE B 30HEC MAHUITYIISIINU.
OTMedeH perpecc JBUTaTEeNbHBIX HAPYLICHUH, OIHAKO

Puc. 1. Pesynbrarsl HelipoBusyanuzauuu u anruonyiasMmonorpaduu. A, B — MPT T2-BU nanuenta Nel; C — ceneKkTuBHas aHIHO-
nyneMoHorpadus manuenta Nel; D, E— MPT FLAIR nanuenta Ne2; F — cenexktuBHas aHruomnyibMoHorpadus nanuenra No2; G —
MPT FLAIR nanuenta Ne3; H — MPT DWI nanuenra Ne3; [ — cenekrtuBHas anruonyiabmoHorpadus namuenrta Ne3; J, K — MPT
FLAIR nanuenta Ne4; L — KT-auruomnynsmonorpadus nanuenra Ned; M, N — MPT DWI nauuenra Ne5; L — KT-anruomnynsmono-

rpadus namuenta Ne5

Fig. 1. Neuroimaging and pulmonary angiography. A, B — T2-weighted MRI of Patient 1; C — selective pulmonary angiography of
Patient 1; D, E — FLAIR MRI of Patient 2; F — selective pulmonary angiography of Patient 2; G — FLAIR MRI of Patient 3; H —
MRI with diffusion-weighted imaging (DWI) of Patient 3; I — selective pulmonary angiography of Patient 3; J, K — FLAIR MRI of
Patient 4; L — CT pulmonary angiography of Patient 4; M, N — MRI with diffusion-weighted imaging (DWI) of Patient 5; O — CT

pulmonary angiography of Patient 5.
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COXpaHsIach Jierkas MOTOpHas ada3usi U KOTHUTUBHBIE
HapyLIeHUs.

[Ipomomxkeno obcenoBanue, HANPaBIEHHOE HA T10-
UCK NPUYMH HIIEMHYECKOTO HHCYNbTA: OYMJIEKCHOE
CKAaHMPOBAHNE BEH HWKHUX KOHEYHOCTEH (TpomMOOB
HeT), bubble-test (6onee 25 HITS (puc. 3, E)), upecnu-
HIeBO/IHAsT DXOoKapauorpadus (OTKPBHITOIO OBaJbHOTO
OKHa U JAe(eKTa MEeXIpencepaIHOW NEeperopoiku He
BBISIBJICHO, TPOMOOB HET; TIPU BBEICHUH KOHTpacTa —
MAacCHBHOE 3allOJIHEHUE JIEBBIX KaMep MHKPOILY3bIpb-
kamun) ¥ uHpeknrnoHHbIH nouck (BUY, cudunmc, Bu-
pYyCHBIE renaTuThl — oTpunatenbHbiii). [Iposenena KT
IPYIHON KJIETKH (MPOSIBICHHUS BUPYCHOW NMHEBMOHUU
C siBIeHUsIMU perpecca, BepositTHocTh COVID-19 BbI-
cokas, KT-1) u KT-nmynemonorpadus (ciieBa B napame-
nuacTuHaNbHbIX otaenax S10 ompenensiercs oOpaso-
BaHHBIN cyOcermeHTamu A 10 1 qpeHUpyeMblil B BETBb
HW)KHEI0JIEBOM BEHBI COCYAMCTHIN KIIyOOK HENPaBHIIb-
HO¥ (hOpMbI, PABHOMEPHO BBITIOJHEHHbBIN KOHTPACTHBIM
BEI[ECTBOM, pazmepamu 10 2,5 x 2 x 3,1 cwm; puc. 3, K).
IIIIP x SARS-CoV-2 orpunareiabHas, KOHICHTPAIIH
D-gumepa cocraBuia 1195 Hr/mi. 28 ampens BBITIOIN-
Hena MPT ronosnoro mosra (puc. 3, F-I), Busyanusu-
poBaH HH(pApKT B OacceifHe IeBO# cpeHe MO3roBOH
apTepuu ¢ MpHU3HAKaMH TeMOpparnueckoil TpaHcgop-
MAalHH U BBIPAKCHHBIM HAKOIJICHMEM KOHTPAacTa; CHU-
KeHHe KPOBOTOKa Ha ypoBHe M1 cieBa mpoTsSKEHHO-
CTBbIO 3 MM; HAKOIIJICHUsI KOHTpacTa CTEHKOH cpenHeit

HE BBISBJIEHO, MPU3HAKOB WHTpaMypajibHOW remaro-
MBI HET.

[pu npunensHoM pr3HKaIbHOM 00CIEIOBAaHUN BbI-
SIBJICHBI TEJICAHIMIKTa3UM Ha S3bIKE M HIDKHEH ryoe,
a Tak)Ke MPU3HAKK JAHUCIUIa3UHM COCIMHUTEIBHON TKaHU:
HapylIeHHue pocTa 3y00B, «rOTHYECKOe» HEOO, CKOTNO3,
MU3MEHEHHE HOTITEBBIX IUIACTHHOK MO THITY «4aCOBBIX
ctexom» (puc. 3, J).

19 mas manueHTy BBINOJIHEHA BUICOTOPAKOCKOIH-
Yyeckas aTUIMYHAas pe3eKuus jerkoro. B mpoekuun 6a-
3aJIbHON MUpaMUJIbl Ha TpaHuie S8—9 Bu3yaan3upoBaHa
apTepruoOBEHO3Has Masb(opmanus pasmMepamu 2 X 3 cMm
(puc. 3, L). IlpousBenena KIMHOBUIHAS PE3EKIUST HUK-
Hel omu jerkoro ¢ Manbhopmariueid. [1pu paspese mpe-
rapaTa BBISIBJIEHa COCyAMCTas aHeBpH3MaTHdecKas Io-
JIOCTh pazmepamu 1,5 X 2 X 2 ¢cM, B KOTOPOU €CTh YCThs
3 cocynoB (aptepuit u BeH) (puc. 3, M). C 1enpio BTO-
PUYHOHN MPOQUIAKTUKY HHCYJIBTa Ha3HAUYEH anukcadaH
B JI03€ 5 MT JIBa pa3a B JIeHb JUINTEIBHOCTHIO Ha 6 Mec.

Oo6cy:xnenue. JIABM mpencrasisier coboit aHo-
MaJlbHOE COOOIICHNE MEXIY JICTOYHBIM U CHCTEMHBIM
KPOBOTOKOM IOCPEICTBOM HAaTOJIOTUYECKUX COCYIH-
CTBIX CTPYKTYpP, COEAMHSAIONIMX JIETOUHYIO apTepHIo
C JICTOYHOM BEHOH, YTO IPUBOJUT K IIYHTUPOBAHUIO HOP-
MaJIbHOTO JIETOYHOT'O KAIMMJIIIPHOTO PYCIla C pa3BUTHEM
IKCTpaKapIualIbHOTO MPaBo-JIeBOro myHTta. B ocHoBe
9 u3 10 cyuaeB JIABM nexut HI'T, y ocTanbHbIX mna-
LHECHTOB 3200JIeBaHNE HOCUT CIIOPAIMUYECKUH XapaKTep

Puc. 2. Pesynbrarsl o6cnenoBanys 1 nedeHus nanuenra Ne2: MPT ronosroro mosra (A—C, FLAIR); KT-anruonynsmonorpadus (D);
cenektuBHas anruonyinsMoHorpadus 1o (E) u nmocne smbonuzarmu (F)

Fig. 2. Diagnostics and treatment of Patient 2. A—C — FLAIR MRI of the brain; D — CT pulmonary angiography; E — selective
pulmonary angiography before embolisation; F — selective pulmonary angiography after embolization
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[6, 7]. PacmpoctpanenHoctsr JIABM B momynsiuu
cocrapmsier 1 Ha 2600 [8]. Ilo pe3ymbraram Austrian
Paradoxical Cerebral Embolism Trial, nerounoi uryHr
olnpenenseTcs n30aupoBaHHo y 5,3% nanuentos ¢ MU
U TIPaBO-JIEBBIM IIYHTOM B Bo3pacte < 55 nmetuy 1,1%
MAIMEHTOB COYETAETCsl C OTKPHITHIM OBaJbHBIM OKHOM
[9]. B uccnenosanuu K. Topiwala u coaBr. mokasaHo,
yro B CIIA ¢ 2005 mo 2014 r. mabmromaiochk 822 ma-
nuenta ¢ M1 u JIABM (0,02% ot ob6mero uncna M),
cpean Hux HI'T umena mecro y 12,9% 6onpHbIx [10].

B nureparype mumeeTrcs MHOXKECTBO TOAPOOHBIX
omucaHuil oTnenbHbIX ciydaeB M wa ¢one JIABM
[11-15]. Tak, B HenaBuelr pabore R. Cappa u coaBr.
npeJicTaBiieH ciy4ad octporo MM B Oacceline seBoit
CpellHel MO3TOBOM apTepUu HapsAy C paHee NEPEHECEH-
HbIMH WH(papKTaMu MOkedka Beiaencteue JIABM [15].
OnHako OMMCaHHS CEpUN KIMHMYECKHUX HaOMIOneHUi
JIABM-acconuupoBannoro M B 1oCcTynHbIX HCTOUHU-
Kax He OOHAPYKEHO.

AHalu3 HACTOSILECH CepuU U3 TSATH KIMHUYECKUX
CITy4aeB MO3BOJISIET BBIIEIUTh HECKOJIBKO 0COOCHHOCTEH
3aboneBanus. Bee nanmentsr ¢ JIABM-accorumnpoBan-
HeIM MU Ob1IM MOJIOZOTO BO3pacTa, TOrna Kak B IOIY-
s ucenenoBanust K. Topiwala u coaBr. cpennuit
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Bo3pacT 0oibHBIX coctaBui 58 ser [10]. Y OosbIimH-
CTBa TAIIMEHTOB HMHJIEKCHOE I1epeOpOBacKyIspHOE CO-
OBITHE CTAJO TEPBBIM, JIUIIL Y OJHOW MAI[UCHTKH OT-
MeYaJch PelUANBUPYIONINE UHCYIBTHL. KimHn4eckas
KapTHUHA BapbHpOBaja B 3aBHCUMOCTH OT JIOKAJIH3AIUU
nH(papkTa Mo3ra. Bo Bcex ciydasix BU3yaIH3HUPOBAHBI
9MOOJIMYECKUE OYard, y JIByX ITallACHTOB BOBIICKAJICS
BepTeOpOOa3IISApHBII OacceiH, y 0JJHOro O0OJBFHOTO —
OacceliH mepeaHel MO3roBOM apTepuu. Y JBYX Mallu-
€HTOB OTMEUEHO OJHOBPEMEHHOE MOPaKEHNE HECKOIb-
KHX COCYIHUCTBIX OacceiiHOB. B kimHu4eckom ciyuae
S.G. Zanati Bazan u coaBT. TakXe ONMCAaHbI MACCUBHBIC
UHPApKTHl 000MX TONYyIIAPUI TOJOBHOTO MO3ra y Ta-
[IMEHTa C TMPeaNoiaraeMbiM IYJIbMOHAIBHBIM IITYH-
ToM [16].

Y AByX MaIMeHTOB pPa3BUTHIO HWHCYNIBTA TpEIe-
CTBOBaIM (DaKTOPBI, CBS3aHHBIE C HMMMOOMIU3AIHEH
U IpUeMOM ajkorois. Y mauuenta Ne5 He HCKIIOUEHO
rusiane COVID-19, omnako 10Ka3arh 3TO HE YIajaoCh.
Crnemyer OTMETHTh, YTO TOYHBIH MEXaHU3M Pa3BUTHS
NN y nanmenToB ¢ JIABM HensBecTeH: OH MOXKET OBITh
MIPEJCTAaBIICH KaK MapaJoKcallbHOW AMOoiuel (uarie),
Tak W TPoMOOOOpa30BaHMEM B IOJIOCTH AHCBPHU3MbI
(pexxe) [7]. S. Velthuis 1 coaBT. IPOAEMOHCTPUPOBAIIH

Puc. 3. Pesynsrarsl o6cnenoBanust u nedenus naruenTa NeS: KT romosroro npu noctymienuu (A); KT-nepdysus (B); cenexrupnas
cyOTpakiuonHas udposas anruorpadus 1o (C) u nocne (D) tpomboskerpakiuu; MPT ronosHoro mosra (F — DWI; G — FLAIR;
H — T1 ¢ xonrpactupoBanuem; | — SWAN); Teneanruskraszun Ha si3bike 1 HiokHeil ryoe (J); KT-anrnonynsmonorpadus (K); Buneo-

topakockonus (L); makponpemnapar JIABM mocne pesekiuu (M)

Fig. 3. Diagnostics and treatment of Patient 5: A — brain CT on admission; B — CT perfusion; C — selective digital subtraction
angiography before thromboaspiration; D — selective digital subtraction angiography after thromboaspiration; F — DWI MRI of the
brain; G: FLAIR MRI of the brain; H — T1-weighted MRI of the brain with contrast enhancement; I: SWAN MRI of the brain; ] —
telangiectasias of the tongue and lower lip; K — CT pulmonary angiography; L — video-assisted thoracoscopy; M — gross specimen

of pulmonary arteriovenous malformation after resection
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B3aMMOCBS3b MEX/y CTENEHBIO IIyHTa CIpaBa HaJleBO
mpu TT-DxoKI' u pacnpocTpaHeHHOCTBIO 1epedpalib-
HeIx ocnoxxHernit (MU, THUA, abciecc TroIoBHOTO MO3-
ra) y 1038 nmanuenTtos, npomeamux ckpuHuHT Ha HI'T
[17]. YcTaHnoBiIE€HO, YTO IIYHTHI 2-i U 3-i CTETICHU BBI-
CTYNaOT HE3aBUCUMBIMH NPOTHOCTUYECKUMU (haKTOpa-
MU pa3BHTHS IlepeOpanbHBIX cOOBITHI. B Hammeii rpymme
MPEBANMPOBAJIA MALUEHTHI C 3-i CTENEHbIO IIYHTUPY-
JOIIIETO KPOBOTOKA, OTHAKO HU Y OHOTO U3 HUX HE OBLI
BEPU(PHUIMPOBAH TPOMOO3 TIIYOOKWX BEH HWKHUX KO-
HEYHOCTEH, TTOATOMY MEXaHHU3M TapaloKcaIbHON IMO0-
M He Obu okasaH. Ilpu aToM B nuTeparype umeercs
onucanue kinuHu4eckoro ciydas MM Ha ¢pone JIABM
u HI'T y nmanueHTKku, COBEpLIMBLICH TpaHCOKEAHHYE-
ckuit mepener [18], a Takke TpoMmOO3a ITyOOKHX BEH
HWKHHUX KoHeuHocTed [19] m TOJIA, comyTcTByromumx
NN [16]. Cnenyer yuuThiBaTh BapuaOEIbHOCTH CTPO-
enust JIABM, xotopast MOXeT OBITh TIpe/ICTaBICHa KaK
paCIIMPEHHBIM M M3BWJIMCTBIM NPSMBIM aHACTOMO30M
MEXIy apTepuel 1 BeHo (mamueHT Ne3), Tak u 00ib-
IIUM OJ[HO- MJIM MHOTOJIOJTBYAaThIM MEIIIKOM MJTH TUIEKCH-
(OpMHOI Maccoil pacHIMPEHHBIX COCYAMCTBHIX KaHAJIOB
(marmmenT No2) [20]. Ilocnmexgnmii Bapuant JIABM He-
PEIKO MOKET CTAaHOBHTBHCS MCTOYHHUKOM TPOMOO3IMOO-
JIUM BCJIEJCTBUE MPHUCTEHOYHOTO TPOMOOOOpa30BaHUS
BHYTpH Kamep Masbpopmanuu. Kpome toro, ocoben-
HOCTH WH(APKTOB T'OJIOBHOTO MO3ra y MarueHToB Ned
(KOPTHKAJbHBIM JIAMUHAPHBIM HEKPO3 W HAKOIUICHHUE
KoHTpacTa) U Ne5 (remopparuueckas Tpanchopmanus
1 HaKOIJICHWE KOHTpAcTa) MO3BOJIIIOT MPEANOIOKHUTh
0COOBIN XapakTep 3MOOJIMYECKOro Marepuala, Halpu-
Mep HHGUIUpPOBaHHBIE SMOO0IHI [21].

[Maruenty NeS mposesneHa pernepdy3uoHHas Tepa-
MUsl, BKJIOYABIIAS BHYTPUBEHHBIH TPOMOOIM3HUC U 3H-
JIOBAaCKyJIsIpHYI0 TpomOacnuparuio. PaHee omnucaHo
HECKOJIBKO CIIy4aeB YCIELIHOTO MPOBEACHUS BHYTPH-
BEHHOTO Tpombom3uca mpu JIABM-accorunpoBaHHOM
NN [22,23]. 1o pe3ynbraram uccrnenoBanus K. Topiwala
U COaBT., 5,9% manuentoB ¢ U u JIABM nomyunnu
BHYTPHBEHHBIH TPOMOOJIHM3HC, HO HU OTHOMY OOJIBHOMY
HE BBITOJTHEHA MeXaHu4deckast TpoMOoakcTpaktmus [10].
[lo HamMM JaHHBIM, IPEACTABICHHBIN CIy4ail sIBISET-
Csl TIEPBBIM OTIMCaHUEM TPOMOOIKCTPAKIMH y MAI[eHTa
¢ JIABM-accouuupoBanusiM UH.

[Ipu Bemomaernn UYII-DxoKI' Bu3yammsanmsi KOH-
TpacTta oTMevanach nocie 3—6 cepaeyHbix HuKIoB. [lo-
Ka3aHo, 4TO TOTAA KaK HaJWM4uue KapAWajIbHOTO HIYHTa
XapaKTepU3yeTCsl MOSBICHUEM MUKPOITY3BIPHKOB B JIe-
BOM TIPE/ICEPAMH B TEUYEHHE MEPBBIX TPeX KapIuOIH-
KJIOB, BO3HUKHOBEHHE JaHHOTO ()EHOMEHA MOCJIE IATOr0
KapIMOIMKIIA TTO3BOJISET 3a0A03PHUTh JIETOYHON HIYHT
[24]. Ognako nocroBepHas auddepeHmranus Kapiu-
AJBHOTO M MYJIIbMOHAJIBHOTO IIIYHTOB BO3MOXHA TOJIBKO
0P WX NPSIMON BU3yaIM3alMM: MAUCHTHl C HU3KUM
JIABJIIGHUEM B TPABOM MPEICEPIANH WM OTCPOYCHHBIM
MaHEBpoM BajbcalbBbl MOTYT JEMOHCTPHPOBATH 3a-
TIEPKKY TOSIBIICHUS] MUKPOITY3BIPHKOB, TOT/Ia KaK y Ta-
UeHTOB co 3HauuMbIMU JIABM wuHorma zaOmromaercs
paHHee TosIBIIeHNEe KOHTpacTa [25].

VY tpex nauueHTtoB JIJABM Obun BriepBbie Bepudu-
nuposans! npu MU, 4To 10Ka3bIBaeT BaXXHOCTh ITOMCKA
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MapagoKCcaIbHONW dMOOJIMH M €€ TMPUYMHBI Y MOJIOJBIX
MAIMEHTOB ¢ MO3TrOBOM KartacTpodoil. ¥ Tpex O0JbHBIX
quartoctupoBanHa HI'T, nmpuyeM y OfHOroO M3 HUX BbI-
[IOJITHEHO TeHETHYECKOe TECTUPOBaHKE (BBISBICHA TeTe-
po3uroTHas Mmytanus B reHe sujoruaa). HI'T (6one3nb
Pennto—Ocnepa—Bebepa) mnpexacraBisier coboil ayTto-
COMHO-JIOMUHAaHTHOE 3a00JieBaHHe, OCHOBHBIMH IIPO-
SIBIIEHUSIMH KOTOPOTO SABJISIIOTCS TEJIEAaHTUIKTa3UU KOKU
Y CIIM3HUCTHIX 000JI0UEK, a TAKKE TeMOpparniecKuii CHH-
apoM. Jlnarnoctuueckue kpurepun HI'T (meo6xomumo
Tpu W Ooliee) BKIIOUAIOT HAIWYHE PELUJINBUPYIOIIUX
1 CIIOHTAHHBIX HOCOBBIX KPOBOTEUEHHH, TEIEaHIMIKTa-
3UM KOKU M CITU3NCTHIX B THITUYHBIX MeCTax (TyOsbl, TIO-
JIOCTh PTa, Majbllbl, HOC), BUcCliepaabHble ABM (11erou-
HBle, 1lepeOpalbHbIe, MMEeUYCHOUHbIE), CIUHANBHBIC WU
KEITYIOYHO-KUIIEYHbIE TeICaHTUIKTA3UH (C KPOBOTEUE-
HUSIMUA Wi 0e3) ¥ ceMelHbId anamHe3 [5, 26]. Jlumb
y OJHOTO MAalMeHTa yJaJoCh JO0Ka3aTh OTATOLIECHHYIO
HacJeICTBeHHOCTh. Hanboee wacToii xanoboil narmu-
eHToB ¢ JIABM sBnstercs ofpliika, KOTOpas BOZHUKAET
npu ¢usndeckoil Harpyske (51%). OObEeKTUBHBIM TPH-
3HAKOM HaJINYMs TUIOKCUH BBICTYNAET MOBBIIICHUE Te-
MOTJIOOWHA W APUTPOLUTOB (BTOPUYHBIN 3PUTPOIUTO3)
B KJIIMHMYECKOM aHaJn3e KpoBu [27], uTo HabI0AaI0ch
y TpeX W3 HAIlWX TMMalMeHTOB, a TAK)Ke CHIKEHHE Map-
LMAJIbHOTO JaBJIEHUS KUCIIOPOJa B apTepHaAIbHON Kpo-
BH (Pa0,) <80 MM pT. cT. co cpenuuM 3HaueHueM (Pa0,)
47 MM pT. cT. [28].

Knunnueckue nposisinenus JIABM, nmomnmo maino-
CHUMIITOMHOH TMIIOKCHH, MOT'YT BKJIIOYaTh IUCITHO?, KPO-
BOXapKaHbE U CIIOHTAHHBIA remotopakc [8, 29]. YV ox-
HOTO M3 HaIIMX MAalUEHTOB co crnopanunyeckoit JIABM
3a00JieBaHKE JICOIOTUPOBAIIO TIEPIICHUEM B TOpJIe U 3a-
TSDKHBIM KalllJIeM, YTO CTaJIO [TOBOJIOM ISl MPOBEACHHUS
KT nerkux, rje Oblia 3amono3peHa Maibhopmariusi.

Hesponoruueckue mnposinenuss JIABM Bcrpeua-
forcs B 19-59% ciydaeB, 3a4acTyio SBISSCH IEPBBIM
npospieHueM naronoruu [26, 30]. MHorouucieHHbIe
UCCIIEJIOBAHNUSA JEMOHCTPHUPYIOT Cpeau IalleHTOB
¢ JIABM BbICOKUH MPOLIEHT JIMII, CTPAJAIOIINX MUIPE-
HBI0 (50—63%), CHUMIITOMBI KOTOPOH YMEHBIIAIOTCS 110~
CJIe ONEepaTUBHOTO JieueHUs! Maibpopmanuii. [Ipu sTom
CUMITOMAaTHKA U JICYUEHUE MUTPEHN HE OTIINYAIOTCS OT
TakoBBIX B o0mied momymsiiimu [31]. [laTorenes neda-
nanrun ipu JIABM no kon1a He packpsit. CoriiacHo o11-
HOW U3 Tumnore3, S-ruapokcutpuntamud (SHT wnm ce-
POTOHUH), COJIEPIKAIIUICS B TPOMOOIIUTAX, UMEET OJTHO
U3 BeIyILINX 3HAYCHUH B Pa3BUTHU MUTpPeHH. B HOpme
MPAaKTHYECKH BECh CEPOTOHMH U3 BEHO3HOW KPOBH JI0JI-
KEH yHaJsIThCs MyTeM paspylleHus B jJerkux. OnHako
IpU OTCYTCTBHHM KalWJUIAPHOTO JIETOYHOTO (UIIBTpa
U30BITOK CEPOTOHMHA OCTaeTcsi B mepudepuyeckoit
KPOBH, YTO MPHUBOAUT K AaKTUBAIMH IepeOpaIbHBIX
MEXaHU3MOB uHHIManuu npuctyna [32]. Eme omno
MHEHHE TMpeajaraeT B KauecTBe TpHUITepa MUTPEHU
CHIDKCHHE caTypalii KUCJIOpoJa B KPOBU BCIICACTBUE
npaBo-ieBoro copoca. Uccnenosanue T. Takano u co-
aBT. MOKA3aJ10, YTO PaclpOCTpaHsAomascs KOPTHKaIb-
Hasl JIETIpecCUs CBsi3aHa C TXKEJIOW TMIIOKCHUEH, Torna
Kak nosbiieHue pO, COKpalaeT NPOAOJIKUTEIbHOCTD
nocienuei [33].
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Tak kak pUCK MHCYIbTAa HE 3aBHCHT OT pasMepa
JIABM, xupypruueckoe JI€4YEHHUE PEKOMEHIYETCS BO
BCeX ciydasx, ocooerno npu Hamuumu HI'T [7]. Tpo-
UM U3 ISTH MAUEHTOB BBITOJIHEHA YHA0BACKYIApHAas
smbonuzanus JIABM, n1BouM — BUIEOTOPAKOCKOTIHYE-
ckast pesekius. Cpenu omyOIMKOBaHHBIX JTaHHBIX HMe-
eTCsi MHOXKECTBO TMPHMEPOB YCIEUTHON >MO0IHM3annuu
JIABM [14, 34-36] u HeCKONbKO ClydyaeB BUICOTOpA-
KOCKOITMYECKOH pesekiuu y nanueHtoB ¢ MU na pone
JIABM [37, 38].

B kauecTBe MEIUMKaAMEHTO3HOW MPO(UIAKTHKH IO~
CJIe DHJIOBACKYJISIPHOTO JIEUEHHS JBYM IIallUEHTaM Ha-
3HaueH anukcabaH, IBYM OOJNBHBIM — aleTHIICAIUIIH-
noBas kucnota. llammenty Ne4 anTUTpoMOOTHYECKHE
mpernaparsl He Ha3HayaluCh BBUIY BBICOKOTO pHCKa
KpoBoTeueHni. OnTuManbHas MEAMKaMEHTO3Hasl BTO-
puuHasg mpoUIaKTHKAa B JaHHOM KIMHUYECKOH CHUTY-
Al HEM3BECTHA U JOJDKHA HOCUTh MHIMBUIYaJIbHBIN
xapakTep. Ha3HaueHne aHTHKOAryJsHTOB Liesiecoo0pas-
HO TIPU BBICOKOM PUCKE PELIUIUBOB, HAIIPUMEpP MPH Ha-
YUK He3akphIThix ABM nin Tpom6odumun. Bricokas
BEPOATHOCTh TeMopparuueckux ocioxHeHuit npu HTT
000CHOBBIBa€T MaKCHMaJIbHO OCTOPOKHOE OTHOIIIEHUE
K Ha3HAYCHUIO aHTUTPOMOOTHYECKHX MPETapaToB.

3akaouenme. [lpesncraBieHHas cepus KIUHHYe-
CKHX CJIy4aeB CBHUJACTENbCTBYET O ToM, uTo JIABM,
pasBuBaromasicst o0bruHo B pamkax HI'T, mpencrasmnser
co00if 3HaunMyto npuunHy M y marueHToB MOJI010T0
Bo3pacra. C 1enpi0 CBOeBpeMEHHON Bepru(HKaIlluu 1aH-
HOM TPHUYMHBI BAKHO AKTHUBHO BBIABIATH CHUMITOMBI,
xapakrepubie 1 JIABM u HTT, a taxxke, nmpu orcyT-
cTBUM y MoJsiofioro nanuenTa ¢ MU knaccnuecknx npu-
YUH 3200JIeBaHNs, MPOBOANTH IMOUCK MapaJoKCaTbHOMN
smOonuu. Ilpu BBISBICHUHU NPH MOMOIIM KOHTPACTHON
Ox0-KI' w/wnm TpaHckpaHHanbHOW goruieporpaduu
IIyHTa CIIpaBa HaJIEBO MPH MHTAKTHOM MEXMpeacep-
HOH TIeperopoke HeoOXOUMO MPOBEICHIE aHTHOMTYIIh-
moHorpacduu. [lpu obnapyxenun JIABM ona momie-
KUT XHPYPTUYECKOMY JICUCHHIO BHE 3aBHCHMOCTH OT
AQHaTOMHUYECKUX XaPaKTEPUCTHK.

KondumnkT unTepecoB. ABTOpHI 3asBISIOT 00 OT-
CYTCTBHMHU KOH(IMKTA HHTEPECOB.

®uHaHcupoBaHMe. VccnenoBanne He UMENO CIOH-
COPCKOM MOAJIEPIKKH.
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OLOEHKA INPOT'PECCUPOBAHUSA BOJE3HU MAPKUHCOHA C IOMOLIBIO
MATHUTHO-PE3OHAHCHOW MOP®OMETPUHU

Baacosa H.A."?, Tpygpanoe A.I'', Bypax A.B."3, Kysueyosa E.B.', Oounax M.M.', /Tumeunenxo U.B.!

'®I'BBOY BO «Boenno-meaunutckas akaaemus umenun C.M. Kuposay MunucrepctBa 000poHsl Poccuiickoii denepariyu,
Canxkr-IlerepOypr, Poccust

2OI'BY «CeBepo-3amnagHbiii OKPYKHOM HaydHO-KIHHIYecKu# 1ieHTp nmern JI.I. CokonoBay denepaabHOTO MEINKO-
ouonornueckoro areurcrsa Poccun, Cankr-IlerepOypr, Poccust

*OI'BOY BO «CeBepo-3anaaHblii rocyIapCcTBEHHBIN MEUIIMHCKUN yHUBEpCcUTeT UMeHn .M. MeunukoBa» MuH3npasa
Poccun, Cankr-IlerepOypr, Poccus

Pe3rome

bonesnw Ilapxuncona (bII) 3anumaem emopoe mecmo 8 mupe no pacnpocmpaHeHHoCmu cpeou Heupooe2enepamue-
HbIX 3a0071e8aHUL, OOHAKO CMPYKMYPHbIE USMEHEHUs 20108HO20 MO32d NPU PA3HBIX CMAOUAX U CEA3AHHbIE C HUMU
namogusuonozuiecKue MexaHusMvl OCMAOMCs HesCHbIMU.

Heab uccaenoBanms: uzyuums MP-mopghomempuyeckue usmenenus Kopbl 20106H020 M0O32a HA PAHHUX U PA3GEPHY-
muix cmaousix BII no cpasnenuro ¢ KOHMPOILHOU 2PYRNOU.

Marepuai u Mmetoabl. Oocredosano 88 nayuenmos ¢ BII (I cmaous 3abonesanus no wixare Hoehn—Yahr — 42 ue-
noeeka, Il cmaous — 46 uenosex). I pynny konmpons cocmasuiu 35 uenosex, He OMAUYasUIUXcs no NOJIY U 803PACHY,
€ HAYATLHBIMU NPOABLEHUAMU HEOOCIAMOYHOCTU MO3208020 KP080OOpaujenus. Becem 8Kknouentvim 6 ucciedosanue
nayueHmam nposooUUCy HeBPOL02UHECKULl OCMOMpP, A MAK#ce MASHUMHO-PE3OHAHCHAS MOMO2PaApUs 20108HO20
mo3ea Ha annapame Philips Achieva 3.0T ¢ nocrnedyroweti nocmnpoyeccuneosot oopabomkoti nonyuennvlx T1-epa-
OUEHMHOEe X0 U30OPAICEHUTL C UCTIONL3OBAHUEM NPOSPAMMH020 obecneuenust FreeSurfer 6.0.

Pesynwrarel. ¥ nayuenmos ¢ BI1 Il cmaouu no cpagnenuto ¢ epynnoi KOHmMpos 00Hapys’ceno 00CmosepHoe CHUICe-
Hue MONWUHbL KOPbL 8 001acmu u38UluHbl npedkiunss (p = 0,014) ramepanbHou yacmu 6epxHetl 8UCOUHOU U3BUIUHDBL,
HUJICHell T0OHOU U3BUAUNBL, NOCTNYEHMPATLHOU OOPO30bl, GePXHEll GUCOUHOU HOPO30bl, KOMOPOe NPOSPeCcCUpos8alo
npu nepexooe Ha Mpemvlo CMAOUIO 3A00NEBAHU U MONCEN CIYHCUMD 8 Kauecmsee MapKepa npocpeccuposanus Heli-
pooezenepamuHo2o npoyeccd.

3akaouenue. Mopgomempuyeckoe ucciedo8ans Kopul 201061020 mo3zea npu BI1 noseonsiem ymounums nekomopule
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Abstract

Parkinson's disease (PD) is the second most common neurodegenerative disease in the world, however, structural
changes in the brain at different stages and the associated pathophysiological mechanisms remain unclear.
Objective: fo study MR-morphometric changes in the cerebral cortex in the early and advanced stages of PD in
comparison with the control group.

Material and methods. 88 patients with PD were examined (Il stage of the disease — 42 people, Il stage — 46
people according to the Hoehn—Yahr scale). The control group consisted of 35 people who did not differ in sex and age
with initial manifestations of cerebrovascular insufficiency. All groups included in the study underwent a neurological
examination, as well as magnetic resonance imaging of the brain on a Philips Achieva 3.0T apparatus, followed by
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post-processing processing of the Tl gradient echo images obtained using FreeSurfer 6.0 software.

Results. In patients with stage Il PD, compared with the control group, a significant decrease in the thickness of the
cortex was found in the gyrus of the precuneus (p = 0.014) of the lateral part of the superior temporal gyrus, inferior
frontal gyrus, postcentral sulcus, superior temporal sulcus, which progressed during the transition to the third the
stage of the disease and can serve as a marker of the progression of the neurodegenerative process.

Conclusion. 4 morphometric study of the cerebral cortex in PD makes it possible to clarify some links in the patho-
genesis of the formation, including dopamine-independent symptoms of the disease.

Keywords: Parkinson’s disease, magnetic resonance imaging, morphometry, cerebral cortex
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Coxpawenusa: BI1 — 6onesns [lapkuncona; MPT —
MarHuTHO-pe3oHaHCcHast Tomorpadus; ANOVA — mex-
IPYIIOBOH AMCTIEPCUOHHBIN OMHO(MAKTOPHBIN aHAIN3.

Beenenue. bonesnn Ilapkuncona (BII) — xponu-
YecKoe Iporpeccupyrolnee 3ado1eBanre, 3aHIMaroIee
BTOpPOE MECTO B MHUpPE MO PacCHpOCTPAaHEHHOCTU CpeIu
HelpojierenepaTuBHbIX paccTpoiicTB. Ero pacnpocrtpa-
HeHHocTh cocTtasiseT 120-180 cmyuyaeB wa 100 000
HaCeJIeHHUs], TIPUYEM CYIIECTBYET TCHJICHINS K YBEIH-
4yeHuto 3aboneBaemocty ¢ Bo3pacToM [1-3]. K momenTy
MaHU(ECTAIIH MTEPBBIX JBUTATEIFHBIX CHMIITOMOB OKO-
1m0 60-70% nodaMuHEprUYecKNX HEWPOHOB KOMITAKT-
HOM 4acTu 4epHOU CyOCTaHITMU OBIBACT YK€ yTPaueHO,
CJICZIOBATENILHO IOTEpsiHA OOJbILAs YacTh KIIETOK-MH-
LIEHEH, HAa KOTOPbIE MOXKHO BO3JEHCTBOBAaTh C IIOMO-
LIbIO JIEKAPCTBEHHBIX MpenapaToB. B cBs3u ¢ 3TuM, BO
BCEM MHUpE HJIET aKTHBHBIN MOUCK METOJIOB, ITO3BOJISIO-
mux aquarnoctuposarsb bI1 Ha pannux craausx (B uaea-
Jie Ha JOKJIMHUYECKOW CTauN).

[lo mepe mporpeccupoBanusi 3aboieBaHUsI HEHPO-
JleTeHepaTHBHBIE M3MEHEHUS Pa3BUBAIOTCS TpPaKTHYe-
CKH BO BCEX CTPYKTypax rojgoBHoro mosra [4, 5]. s
NpoBeJieHus paHHel nuarHoctuku BII, BbigBieHUs Te-
paIeBTUYECKUX MHIICHEH W OObEKTUBU3AUU S eK-
TUBHOCTH TIPOBOAWMON Tepamuu, a TakKe OIEHKH ee
MpOrpeccupoBaHus TpeOyeTcsi MOUCK HOBBIX HH(OpMa-
THBHBIX OMOMapKepOB 3a00JICBaAHUS.

OnmnuM w3 Hambonee WHPOPMATUBHBIX METOHOB
HEHpPOBU3yaN3aIiy U JUarHOCTUKA PaHHUX CTaIui
1 MOHHTOpHUHra nporpeccupoBanus bIl sBrusercs mo-
3UTpOHHO-dMHUCCHOHHas ToMorpadust (I19T) ¢ mpume-
HEHHMEM TakKuX paguodapMIpenaparoB, Kak, Halpumep,
BF-DOPA, 49TO TI03BOJISIET OIIEHUTH COCTOSIHUE TIPECH-
HaNTHUYECKHUX TEPMHUHAJIEH U pAJ IPYTHX JIUTaHO0B [6].
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Crnenyer OTMETUTb, uTo npuMmenenue 19T B pyTun-
HOM MpaKTUKE SIBISIETCA KpalHe TOPOTOCTOSIIUM METO-
JIOM, COMPOBOXKJIAIOIIUMCS BBICOKOM JTy4eBOM HArpys-
KOi. B CBSI3U C 3TUM NEPCNEKTUBHBIM MPECTABIACTCS
UCTIOJIh30BaHUE METONIUK, Pa3paOOTaHHBIX HA OCHOBE
MPT, crtocoOHBIX 00BEKTHBHO OIICHUTH aTPOPUICCKUE,
MeTabOIMYECKUE W MHUKPOCTPYKTYPHBIC H3MCHEHHUS,
paszsuBatomuecs B [THC. MPT sBnsieTcss HeMHBa3UB-
HBIM M 0€30MacHbIM JUIsl manueHTa meromoM. CraH-
nmaptabie T1- u T2-UMITyTBCHBIE TTOCIICIOBATEIIEHOCTH
MO3BOJISIIOT BBISIBUTH CTPYKTYPHBIC HU3MCHEHUS, TaKUE
KaK KOHBEKCHUTaJbHAs aTpOo(usi KOPKOBBIX OT/IEIOB J0-
JIel MO3ra, COCTOSIHHE OOKOBBIX JKEITYJ0YKOB, IIEPHBA-
CKYJISIPHBIX IIPOCTPAHCTB, JIEUKOApeo3, JaKyHapHbIE
uHbapktsl [7]. OgHako JaHHBIE WU3MEHEHHUS HOCAT He-
cnenupuuecknii XapakTep M BBIABISIOTCS Yy MHOTHUX
MOXKWJIBIX TIAIIMEHTOB, OCOOCHHO HA IMO3HUX CTAJUIX
3a00MeBaHMs, YTO HE ITO3BOJISIET MX MCIIONB30BAaTh KaK
Mapkep Heiponerenepauuu npu bII [6,8]. Mmerorcs
CBEJICHUS, YTO U3MEHEHUS TONILMHBI KOPbI IO TAHHBIM
MP mopdomMeTpun KOppeaupyeT ¢ MporpeccupoBaHUEM
3aboneBanus [4, 9]. ObcyxmaeTcss poiab TUIIEPTOMOIIN-
CTCHMHEMHUHU KaK (PaKTopa HEHPOTOKCHMYHOCTHU, CIIOCO0-
ctByromero mporpeccupoBanuto BIT [10]. ITockompky
XapakTep W JIOKATU3alus CTPYKTYPHBIX H3MEHEHUMN
TOJIOBHOIO MO3ra Ha pa3Hblx craausax BII u cBsizaHHble
C HMMHU TaTO(PHU3UOIOTHYECKUE IPOIECCHl OCTAKTCS
OKOHYATEJIbHO HE SICHBIMU, JAJbHEHIINE UCCIICIOBAHMS
B JIAHHOM HAIIPaBJICHUH BEChbMa aKTyaJbHBI.

eas uccaenoBanusi: u3yantb MP-mMopdomerpu-
YECKHE U3MEHEHHUS KOPBI TOJIOBHOTO MO3Ta Ha PaHHUX
Y TIO3THUX cTaansax Oonesnu llapkuHcoHA.

Marepua u metoasl. O0cienoBaHo 88 maueHToB
¢ BII. JIluaruo3 BbICTaBJI€H COIVIACHO KpUTEpUsiM bpu-
TaHckoro OaHka mosra [11]. B 3aBucumoctu ot crereHu
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Tab6numa 1
TommuHa (B MHJLIMMETPAX) 00J1acTeil TOJIOBHOTO MO3ra NAHEHTOB MCCJIeAYeMbIX IPYII
B OOy —— Kontpoan II cragus . III cragus p
Me [LQ; UQ] Me [LQ; UQ] Me [LQ; UQ]
JleBasi M3BMIIMHA TIPEIKITNHBSI 2,52 [2,43; 2,59] 2,41 [2,34; 2,44] 0,01 2,38 [2,29; 2,48] 0,02
JleBast BepXHsisl BHCOUHAS M3BIIIMHA 3,051[2,92; 3,13] 2,89 [2,86;2,92] 0,01 2,89 [2,72;2,98] 0,03
JleBast 0011acTh MPEKINHBS 2,38 [2,29; 2,45] 2,30[2,18;2,32] 0,02 2,26 [2,20; 2,34] 0,02
JleBast oOHas HYKHS G0po31a 2,2512,19; 2,28] 2,17 [2,05; 2,18] 0,04 2,11 [1,97; 2,16] 0,01
JleBast mocTueHTpagbpHas 60po3na 2,10 [2,05; 2,22] 1,98 [1,96; 2,06] 0,01 1,97 [1,79; 2,08] 0,02
JleBast BepxHsist BUCOUHAsi O0poO3aa 2,46 [2,39; 2,49] 2,38 [2,34; 2,39] 0,02 2,328 [2,19; 2,43] 0,02
IpaBast nenTpasbpHas 6o0po3ia 1,92 [1,81; 1,98] 1,83 [1,77; 1,88] 0,04 1,82 [1,71; 1,92] 0,05
Table 1
Thickness (in millimeters) of brain regions of patients in the study groups
N Control group Stage 11 Stage 111
Localization Me [LQ; UQ| Me [LQ; UQ p Me [LQ; UQ p

Left precuneus gyrus 2.52[2.43;2.59] 2.41[2.34;2.44] 0.01 2.38[2.29;2.48] 0.02
Left superior temporal gyrus 3.05[2.92; 3.13] 2.89[2.86; 2.92] 0.01 2.89[2.72;2.98] 0.03
Left precuneus region 2.38 [2.29; 2.45] 2.30[2.18;2.32] 0.02 2.26 [2.20; 2.34] 0.02
Left frontal inferior sulcus 2.25[2.19; 2.28] 2.17[2.05; 2.18] 0.04 2.11[1.97; 2.16] 0.01
Left postcentral sulcus 2.10 [2.05; 2.22] 1.98 [1.96; 2.06] 0.01 1.97 [1.79; 2.08] 0.02
Left superior temporal sulcus 2.46[2.39; 2.49] 2.38 [2.34;2.39] 0.02 2.328 [2.19; 2.43] 0.02
Right central sulcus 1.92[1.81; 1.98] 1.83[1.77; 1.88] 0.04 1.82[1.71; 1.92] 0.05

TspkecT bIl nmauneHTs! OblIM MOAEICHBI HA TPYIIIBI CO-
nracHo kinuHr4deckoi mkaite Hoehn—Yahr: co Il cragueit
3a0osieBanus 0610 42 yenoseka, ¢ 111 cragueit — 46 ye-
noBek [12]. Ha MOMEHT BKITIOUEHUS B UCCIICAOBAHNE BCE
MALMEHTHI OyJyalin 10(GpaMUHEPTHYECKYIO TEPAIHIO.

I'pynmy cpaBHeHUs cocTaBmiIn 35 YeI0BEK CXOAHOTO
BO3pacTa C Ha4aJIbHBIMH MPOSIBJICHUSIMH HEIOCTaTOYHO-
CTH MO3TOBOTO KPOBOOOPAIICHHS.

O06cenoBanye MaMeHTOB BKIIIOYAIO HEBPOJIOIUYe-
CKHI1 OCMOTp € OIIEHKOH MOTOPHBIX (QyHKIHA. CTerneHb
JBUTaTeIbHBIX PacCTPOICTB (TUIIOMHMMHUS, HapyLICHUsS
MOXOAKH, 1033, TYJIOBHUIIHAS OpaJWKUHE3Usl, PHUTH]I-
HOCTB, TPEMOP, MOCTypalibHasi HEYCTOHYMUBOCTh U JIP.)
omnpenensuiack 1o 11 pazneny («MoTopHble QyHKINN)
YHU(QHUPOBAHHON PEHTHHTOBOW IMmKanmbel Oose3nu [lap-
kuHcoHa (Unified Parkinson’s Disease Rating Scale —
UPDRS), noCBSIIeHHOMY JBUraTeIbHBIM HAPYILICHHUSM.

BceMm BKITIOUEHHBIM B HICCIIEIOBAaHHUE TTAIIUEHTAM BbI-
TTOJTHSTACh MAarHUTHO-pe30HaHCcHas Tomorpadus (MPT)
TOJIOBHOTO MO3Ta.

MPT ronoBHOro mMo3ra mpoBOAWJIACH HA ammapare
Philips Achieva ¢ HanmpsyKEHHOCTBIO MarHUTHOTO TIOJISI
3.0T c ucnosp30BaHUEM §-KaHAJIBHON rOJIOBHOM KaTyll-
ku. MccriemoBanue BKIIIOYATIO CTaHAAPTHBIE PEKUMBI
T1-BU, T2-BU u Tl-rpaguentHoe 3xo0. Bcem nanuen-
TaM ObLI poBeieH NpoTokon T 1-rpagueHTHoe X0 ¢ Mo-
CJICAYIOILUM [1€PECYETOM Ha IIEPCOHATLHOM KOMIIbIOTE-
pe ¢ IOMOIIIBIO TIpOorpaMMHOT0 obecrieueHust FreeSurfer
6.0 [13].

Cmamucmuueckomy anaiu3y TOABEPIIUCH 243
CTPYKTYPBl U3 NPAaBOTO M JIEBOTO MOJIyLIAPUIl TOJOB-
Horo mo3ra. OOpa0oTka MOJy4YEHHBIX JaHHBIX MPO-
BOMWJIACH C WCHOJB30BaHMEeM Imakera Statistica 10.0
xommnanuu StatSoft. [Ipu onmcaHuu JaHHBIX MPU HOP-
MaJIbHOM paclpelesieHuH HCIoIb30BaIu cpenHee (M)
u crangaptHoe otkiaonenue (SD). [1pu pacnpenenenun,
OTJIMYAIOIIEMCS] OT HOpMaslbHOro, — Meauany (Me)

1 HIWKHUN U BepxHui kBaptiim [LQ; UQ]. IIposepky
Ha HOPMaJIbHOCTH OCYIIECTBIISUIM C HWCIOJIb30BaHUEM
tecta lanupo—Yunka. [{na cpaBHeHHsT BBIOOPOK B 3a-
BUCUMOCTH OT BHJ@ pAacCIpe/eleHns] HCIOIb30BaAIU
HenapameTtpuueckuii U-kpurepuii MaHHa—YUTHH WU
t-kputepuii CthioneHTa. Paznuums cuutanu nocroBep-
HbMU 1pu p < 0,05.

IMocne crarucruveckoid 00pabOTKM IONyYCHHBIC
Pe3ynbTaThl MOABEPIINCH rpaduueckoi oopadoTke 1is
BH3yaJIbHOTO TIOATBepkAeHus (puc. 1, 2, 3).

Pesyabrarel. Cpennuii Bo3pact mnarueHtoB co Il
craguet cocraBun 61,53 £ 9,26 roma, ¢ III cragueit
62,2 = 12,4 rona. CpeaHsisi MPOJOIKATEIBHOCTH 3200-
neBaHus y manueHtoB co Il crammeit 2,41 + 1,67 rona,
CPEAHssl MPOIODKUTEIBLHOCTD 3a00IeBaHUs y MallUeH-
toB co III cragueii 3,54 + 2,71 roxa.

ITpu stom 53 maumenta (60%) cTpaganu aKMHETH-
Ko-puruaHoi gopmoii, a 25 manuentoB (40%) — cme-
manHoi gopmoit BII. B umccrnenoBanHol BEIOOpKE HE
OBUIO TAITMEHTOB C 00CECCHBHO-KOMITYJIbCUBHBIMH Pac-
CTpoiicTBaMU. AKCHAJIbHBIC JIBUTATEIIbHBIC HApPYILICHUS
OBLIH TIPEACTABICHBI TOCTYPAIbHON HEYCTOHUNBOCTHIO
1 HapyIICHUEM XOJIbObI, KOTOPBIE BBISBIISUIMCEH B IPYIIIE
MAIMeHTOB Ha TpeThel cramuu 3aboneBanus. He Obutn
3aperuCcTPUPOBAHBI 3aCTHIBAHUS MPH XOABOE M KaMIITO-
kopmust. Cpenuuii 6amn mo I pasmenry UPDRS y ma-
uuentoB co Il cragueit BII 26,56 + 6,38, y mauueHToB
¢ III cragueii BI1 42,4 + 10,65 Ganna.

Bce manuenTs! noyyvany criequduIecKyro MpoTHBO-
MapKUHCOHMYECKYIO TEPanuio B CTAOMIBHO J103¢ B Te-
YeHUE KaK MUHUMYM Mecsilia 10 Hadasjla UCCIeJOBaHMS.
B wuccnemyemoll BBIOOpKE OTCYTCTBOBAJIM IAIMCHTEHI,
MOJTYYaIOLINE TEPAIUIO XOINHOIUTUKAMH.

Jodamunepruueckass tepamnus y manueHtoB co 1l
craauert BIT Obia mpencrasneHa y 14 gemnosek (33%)
AroOHUCTOM J0(aMUHOBBIX PEIENTOPOB pPaAMHIICK-
coJIOM B cyTouHOH no3ze 1,5 mr, y 28 genosek (67%)
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KOMOMHAIIMEH MpaMHIIeKCoia B CyTOUHOM o3¢ 1,5 Mr
B coueTaHuu ¢ amaHTaauHoM 300 mMr B CyTKHU.

Bce naumentst ¢ III cragmeit BII momywanu mpe-
naparbl JeBOJOIbl, U3 HUX 34 uenoseka (74%) momy-
YaJld TOJBKO IIperaparbl JIEBOJIONBI B CyTOUHOW J103€
375750 wmr, 7 uenosek (15%) mosyuanu mpenaparsl
JIEBONIOMBI B CYTOYHOU m03€ 375-750 Mr B coueTaHuu
C MIPaMUIIEKCOJIOM B CYTOUHOM n03e 1,5 Mr u 5 yenoBek

Threshold

(11%) nomnyvanu KOMOMHAIMIO MPEnapaToB JIEBOOIbI
B CyTOUHOH 03¢ 375—750 MI B cOU€TaHUU C TIPAMMUIICK-
COJIOM B cyTO4HOM mo3e 1,5 mr u amantanguaom 300 mMr
B CYTKH.

B rpynmy koHTposst Bonuiu 35 4eaoBek, COmoCTaBu-
MBIX I10 TIOJTy M BO3pacTy ¢ IpynmnaMu nauuentos ¢ bII,
U3 KOTOPBIX ObUTO 18 skeHIMH U 17 MyX4nH, CpeaHUI
Bo3pacT — 63,32 + 11,4 rona.

5000

4000

3000

1] 1 2

Min 2.00 Mid 3

Offset 0

Il cragusn

2000 T
10001 -
o .

Il crangusn

Puc. 1. BusyanpHoe cpaBHEHUE TOJIUHBI KOPBI JIeBOI BepxHell Bucounoi u3suiaunsl Ha Il u 11T cragusax no Hoehn—Yahr
Fig. 1. Visual comparison of the thickness of the cortex of the left superior temporal gyrus at stages II and I1I according to Hoehn and

Yahr

JleBasi HHKHSS 100Has1 Oopo3aa

Il cragus

[locTuentpannuas 6opo3aa Il craaus

Puc. 2. BusyanbHoe cpaBHEHME TOJIMHBL KOPbI B 00J1aCTH J€BON HIXKHEH 100HON 00po3abl U NOCTLEHTpanbHON O0opo3abl Ha 1T u 111

cragusx mo Hoehn—Yahr

Fig. 2. Visual comparison of cortical thickness in the region of the left inferior frontal sulcus and postcentral sulcus at stages I and 111

according to Hoehn and Yahr
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Tab6numa 2
Tommuna (MM) ods1acTeii roJI0BHOTO MO3ra NALHEHTOB HCCJIeIyeMbIX IPyII
C M= SD F CrarucTuka | AocTepuopHbIi
TpyKTypa cpl;l;}::gr;?{ . Hoe{lln;:(ahr Hm}lﬁ];ﬁahr AnoBa (p) Jneuns (p) Tecr (p)

JleBb1ii Tamamyc 6856,6 + 168,6 6818,5 £ 158,1 6154,8 +£143,7 5,069 + 0,011 0,906 0,026
O0BEM CIIMHHOMO3TOBO# 1001,5 +43,7 1167,3 +£56,3 1410,1 + 88,4 8,046 + 0,001 3,433 0,042
KHUAKOCTU

[TaparunmnoxamnanbHast 001aCTh 2,858 + 0,060 2,811 +0,073 2,515+ 0,09 5,505+ 0,008 2,183 0,019
[IpenenTpanbHas N3BMINHA 5401,75+ 126,37 | 5369,63 £ 193,56 | 4690,64 + 112,7 5,573 £ 0,007 1,713 0,018
HyokHsst BUCOYHAS M3BUJIMHA 2,93 +0,031 2,73 £0,051 2,71 £0,058 7,294 + 0,002 2,448 0,008

Table 2
Thickness (mm) of brain regions of patients in the study groups
. M SD F Levine Stats
Structure of the brain Comparison | Hoehn and Yahr | Hoehn and Yahr Anova () ) Post hoc test (p)
group II st. IIT st.

Left thalamus 6856.6 = 168.6 6818.5 +158.1 6154.8 £143.7 5.069 +0.011 0.906 0.026
Cerebrospinal fluid volume 1001.5 +43.7 1167.3 + 56,3 1410.1 + 88.4 8.046 + 0.001 3,433 0.042
Parahippocampal region 2.858 £ 0.060 2.811 +0.073 2.515+£0.09 5.505 +0.008 2.183 0.019
Precentral gyrus 5401.75 £ 126.37 | 5369.63 +193.56 | 4690,64 = 112.7 5.573 £0.007 1.713 0.018
Inferior temporal gyrus 2.93+0.031 2.73 £0.051 2.71 £0.058 7.294 £ 0.002 2.448 0.008

B mporecce crarnctudeckoro aHanu3a HaMU OBLTH
BBISIBJICHBI 30HBI [TPOTPECCUPYIONICH aTpodru KOPBI KaKk
y maruedToB co II, Tak u ¢ Il cragueii 3aboneBanus
o Hoehn—Yahr (ta6m. 1).

Kax BumHO u3 Tabn. 1, CHIKEHUE TOJIIMHBI KOPHI
OBIJIO BBISBICHO B JICBOW M3BWJIMHE NMPEAKINHbS, JIaTe-
palbHOU YacTH JI€BOM BepXHEHW BUCOUYHOW M3BUIMHBI,
JIeBOM 00NIacTH TPENKINHBS, JIEBOU JTIOOHOW HMKHEH
Oopo3ze, NeBOW MOCTIEHTPAIbHON OOpo3je, IeBOi
BEpXHEW BUCOYHOI O0po3/ie, MpaBoi IIEHTpaIbHOM 00-
po3sze.

b1 IpOBEIEH MEKIPYIIIOBON AUCIIEPCUOHHBIN Of1-
HoakTopHbIi aHanmu3 (ANOVA) tonmmabl (MM) o0na-
CTeH TOJIOBHOT'O MO3Ta MallueHTOB HCCIelyeMbIX TPYII,
KOTOPBIN BKJITFOUAN TIPOBEPKY OTHOPOTHOCTH TUCTIEPCUU
(cratuctrka JIuBMHS) W anocTepuopHbId TecT boHpe-
POHHU C IIETbI0 MUHUMH3AIHUU JIOKHOTIOIOKUTEIBHBIX

Il cragus

pe3ynsTaToB. Bee nomyyeHHbIe 3HaYeHUsT UIMEIOT 10CTO-
BepHbIe paznuyns p < 0,05.

B Tabn. 2 npencraBiaeHbl TOIBKO T€ CTPYKTYPBI, 10-
Jy4eHHBIE 3HAYEHHS B KOTOPBIX Pa3IUYaINCh MEXIY
BCEMH HCCIIENYEMBIMH IPyIIIAMHA OJHOBPEMEHHO.

[Ipu mpoBeneHNM TUCHIEPCHOHHOTO aHAJIHM3a TOTY-
YeHbl JaHHbIE, MOATBEPKIAIOLINE MPOTrPECCUPOBAHUE
aTpo(uK KOPbI TOJIOBHOI'O MO3ra, KaK y MarueHToB co 11
craguei 3aboneBanus, Tak u ¢ 111 craguei 3a0oneBanus
no Hoehn—Yahr.

Oocyxnenune. Mmeronuecs: B muTeparype CBEICHHUS
0 TpHU3HAKaxX HeWpoJereHepanui KOPKOBBIX OTIENIOB
TOJIOBHOTO MO3ra IpH pasziauuHbIX craausx bll, momy-
YeHHble 0 JaHHBIM MP-mopdomerpun, mocTatodHO
poTUBOpeuuBsl [14]. ¥V manueHToB ¢ paHHel cTanuen
BIl ommcanus arpoduu ceporo BemecTBa HEMHOTO-
YHCIICHHBI, MHOTHE HCCIIEIOBAaTEeIN HE OOHAPYKHBAIOT

> - :”
.. by ‘ .

II1 cragus

Puc. 3. BusyanbHoe cpaBHEHHE TOJIIMHBI KOPBI B TPpOeKIHH JieBoro npenkinnbs Ha 11 u 111 cragusx mo Hoehn—Yahr
Fig. 3. Visual comparison of the thickness of the cortex in the projection of the left precuneus at stages I and III according to Hoehn

and Yahr
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pas3IuYmiil MO CPaBHEHUIO C JIIOABMU U3 TPYIIITBI KOHTPO-
4 [6].

Ha passepnytbix cragusx BII arpodus ceporo Be-
mecTBa ObUTa ONMUCaHa B THUIIMIOKAMIIe, MHHAINHE
1 XBocraToM sizipe. KpoMe Toro, BepxHsist loOHas1, cpeji-
Hsis TOOHAs M3BIJIMHA U TIPELIEHTpabHas 00po3/1a ornu-
CBIBAIOTCS Cpeny 00JIacTel, IEMOHCTPHUPYIONINX 3HAYH-
TEJIHHO OOJIbIlIEe MPOTPECCUPOBAHIE HCTOHYSHHS KOPBI
10 CPAaBHEHHIO C TPYIIIION KOHTPOJIS.

[lomyueHHbIe HAMU JaHHBIE TTOKA3BIBAIOT, YTO y Ta-
nueHToB ¢ BII 1o cpaBHEHMIO ¢ IpyIION CpPaBHEHUS
OTMEYaeTCsl CyIIECTBEHHOE CHMKEHHE TOJIIUHBI KOPBI
B 00JIACTH M3BWIMHBI TPEAKIIMHBS, JATCPAIbHON 4aCcTH
BEpPXHEH BHCOYHOW W3BHIIMHBI, 00JACTH TPEAKINHBS,
HWKHEW JIOOHOW M3BWIMHBI, MMOCTIICHTPAIBHON 00p03-
IIbI, BEpXHEW BUCOYHOM OOPO3/IbI, KOTOpOoe (PUKCHpOBa-
JIOCh YK€ ITPY BTOPO# CTa 11K 3a00JIeBaHUS U IIPOJI0IKA-
JI0 TIPOTPECCUPOBATh HA TPEThEH CcTanu 3a00JIeBaHMS.

B o6nactu npenknuabs T. Wu U coaBT. onpenenim
KOCBEHHYIO KOPKOBYIO aTpO(HUI0 OCHOBBIBAsCh HA CHHU-
KCHUU aKTUBHOCTH B JIAHHOW OOJIACTH y MAIMCHTOB
¢ bIl no nanueiM pyHknmnonansHO MPT B cocTostHUM
nokosi (resting state fMRI) ¢ ananu3oM aMIUIMTYIBI
HU3KOYACTOTHBIX QuiokTyanuii [15]. Hame wnccneno-
BaHHE C U3MEPEHUEM JIMHEHHBIX XapaKTEPUCTUK KOPHI
TOJIOBHOTO MO3Ta B ATOH 30HE MOATBEPKIAET THUIIOTE-
3y, BBICKa3aHHYI KUTaCKMMHM KoJuieramu. I[Tockonbky
MIPEIKINHBE SBJISAETCS OJHUM U3 EHTPOB, OTBEYAIOIINX
3a SMHU30UYECKYI0 MaMATh U OCO3HAHHE CaMoro ceos,
arpodusi KOPKOBOTO CIIOS B ATOH 30HE BHOCHT CBOM
OTPULIATCIHHBIA BKJIAJl B MHECTHUCCKHE HAPYIICHUS,
pasBuBaromuecs y nauuentoB ¢ bII. B ognoM u3 uccne-
JIOBaHUH IMMOKa3aHO, YTO HauOoJiee BHIPAKCHHBIMHU Ha-
PYILICHHUS TaMSITH CTAHOBSITCS y TIAIIMEHTOB Ha TPEThel
cTaauu pa3BuTUs Oojne3Hu [16], 4TO mOATBEpIKIACT
yBeNM4YeHHE aTpopUN KOPKOBOTO CIIOSI B 3TOW 00IacTu
Ha III craguu BII.

[IpenknuHbe TaKKe y4acTByeT B KOOPAMHAIIUU JIBU-
JKEHUH, COOTBETCTBEHHO €T0 JCTECHEPAIHsI MOXKET OBITh
OJTHOM W3 TIPUYHH JABUTATEILHBIX HAPYIICHNH, BOSHUKA-
FOIUX Ha Mo3aHuX craausx bIT[17].

[Moctuentpanbhas Oopo3na (sulcus postcentralis)
SIBJISICTCSI YACTHIO IEPBUYHON CEHCOMOTOPHOM 30HBI, OJ1-
HAKO YyBCTBHUTEIbHBIC HAPYIICHUS 110 TPOBOJHHKOBOMY
Tumny HexapakTepHsl uid BII. Takum oOpaszom, cHuxe-
HUE TOJIIUHBI KOPBI B IAHHOW 00J1aCTH MOYKHO paccMa-
TPUBATh C TOYKH 3pEHUs OOIIEH JereHepannu, He BHO-
CsIIIeN CyIIEeCTBEHHBIN BKIIA]] B KJIMHUYECKYIO KapTUHY
3a00JIeBaHMsI, OTHAKO MOXKET OTPa)kaTh B3IVISA HA TIPO-
rpeccupylolnye HeWpojereHepaTuBHbIE 3a00JIeBaHUS
C MO3UIIMH KOHIICTIIUU CEHCOPHOH neadhepeHraiuu.

OO0parraeT BHIMaHUE BBISBICHHAS JIeT€HEpaIns Jie-
BOW HIDKHEH JTOOHOUN M3BWIMHBI. [10CKOIBKY MMEIOTCS
NaHHBIE O (PYHKIIMOHATBHOHN CBSI3W HW)KHEH JTOOHOH U3-
BIJIMHBI U 30H MEPBUYHON JBUTATEITHLHON KOPHI, PETYIIH-
PYIOIIUX JBWXECHHUS OpodaruaibHON 00macTa (MOTOp-
HOE TIPOU3BOJICTBO PEYH), CHUKCHHE TOJNIIUHBI CEPOTO
BEIIEeCTBA B JJAHHOW 00yacTH y manueHToB ¢ bI1 Mmoxet
UTPATh POJIb B MATOTEHE3E PA3BUTHUS M MIPOTPECCUPOBA-
Hus Opanudpernu u 6pamianiu. Kpome Toro, HIKHSIS
0OHasT W3BWIMHA BIFSICT Ha TMPEAPACIIONOKCHHOCTh

42

MPUHUMATh COMHUTEIIBHBIC U PUCKOBAHHBIC PEIICHUS.
BrionHe BeposiTHO, 4TO aTpodusi HIKHEH JTOOHOW W3-
BHJIMHBI SIBJSICTCSI OJHUM W3 KOMIIOHCHTOB CHUYKCHIIS
HAMITYJIbCUBHOTO KOHTPOIIS U UMEET 3HaYCHHE B POPMH-
pOBaHUU PA3INYHBIX BAPHAHTOB 00CECCHUBHO-KOMITYITh-
CHUBHOI'O paccTpoicTBa y mauueHtoB ¢ bIl, nposBissich
B BUJI€ UTPOMaHUM (T€MOJHMHT), KOMIYIbCUBHOTO MIO-
MUHTa, OYJTUMHH, THIIEPCEKCYAITBHOCTH U MPOYHX (HOpM
[18, 19]. BrisiBnenHass HaMu aTpoQusi HUKHEH JTOOHOM
WU3BUWIMHBI HE UMEa KIIMHUYECKOTO YKBUBAJICHTA B BUJIE
00CeCCUBHO-KOMITYJTBCUBHBIX PACCTPOUCTB y 00Ciemo-
BAHHBIX HAMHU IALIUEHTOB, BEPOSITHO, B CBA3U C TEM, UTO
JAaHHBIC M3MCHEHUS Yallle BCTPEUYAIOTCSA y TAIMCHTOB,
MTOJTyYAIOIINX TEPAINUI0 arOHUCTaMU TOPaMHHOBBIX pe-
IIETITOPOB B BBICOKUX J103aX. B Harmeil BEIOOpKE Takux
MaIUeHTOB He Obuto. B03MOXHO, NaHHBIA KpUTEpUil
MOYKET pacCMaTPHUBATLCS KaK BEPOSATHBINA (DaKTOp prcKa
y OOJILHBIX Ha pa3BepHYTHIX cTaausx bII.

Bucounast 001acTh — OJHa M3 COCTABJISIOIIMX ac-
COIIMAaTUBHOIO KOHTYpa, HCTOHYEHHE KOpPbI B KOTO-
poit 00ycIOBIMBACT HEIBUTATEIbHBIE CHUMITOMBI bII
B BHUJIC CHWKCHHUS KOTHUTHBHBIX (QyHKIui [20, 21].
B mpouiecce ananmza KOMIIOHEHTOB BUCOYHOW 00IacTH
ObL1a BBISBICHA aTpOoQusi BEPXHEH BUCOYHOU OOpPO3bI
W W3BUIWHBEL. BepxHsis BHCOYHAsI Oopo3da Takke CIy-
JKUT OCHOBHBIM KOMIIOHEHTOM «COLIMAIILHOTO MO3ray,
a TAaKXe BOBJIEYEHA B IPOLIECC NMOHUMAHUS JEUCTBUHN
U UX UMUTauuu. J[BUKEHUS BOCIPUHUMAIOTCS 3aJHEH
0071aCThI0 BEpXHEW BHCOYHOU OOpPO3MBI, a 3aTeM Iepe-
JTAIOTCS B MIEPETHIO 00JacTh, I MPOUCXOAUT MTOHH-
MaHHE TOCJEA0BaTeIbHOCTH JBWKEeHUM. [lonmyueHHble
HaMM PE3yJbTaThl COBMANAIOT ¢ AaHHBIMU A. Jaywant
M COaBT., OTMETHBINNX, 4T0 bII mpuBoaut x aeguuurty
B BOCITPHUSATHU OHOJIOTUYECKOTO JIBXKCHHS, KOTOPBIA HE
3aBUCHUT OT JTUCQHYHKIIUU TOXOAKU U CHIDKCHHS 3PEHUS
U, CIEIOBATEIbHO, MOXKET BO3ZHUKHYTH M3-332 TPYAHO-
CTH PACIIO3HABAHMSI MHTETPATUBHBIX (POPM M CHTHAJIOB
JIBUOKCHUS B 3a/IHEH BepXHel BUCOYHOU Ooposae [22].
HcToHueHune BepxXHEW BUCOYHON WM3BWJIMHBI aCCOLUU-
POBaHO C HapyIIEHUEM KOTHUTHUBHBIX (DYHKIUI y mma-
nueHtoB ¢ BII. JlanHas 001acTh BayKHA JUIS SI3BIKOBOTO
MMOHMMaHUs, a TaKXKe Urpaer (pyHKIMOHAIBHYIO POJb
B 3 PeKTe «KOKTECHIbHOW BEUEPUHKNY, KOTOPBIH 3aKITI0-
4yaeTcs B CIOCOOHOCTH Y3HaBaTh rojoca Cpefu IIyma
U COCPEOTaunBaTHCS HA OTHOM JTHAJIOTE B OJKUBIICHHOM
00CTaHOBKe.

3akiaouenune. MopdomeTprueckoe — HCCIIeIoBa-
HHUE KOPBI TOJIOBHOTO Mo3ra npu Oone3nu [lapkuHcoHa
MO3BOJISIET YTOYHUTH HEKOTOPBIC 3BEHBS TaTOTEeHEe3a
(hopMupoBaHUs TIPOSIBIICHUH 3a00JI€BaHUs, B TOM YHC-
ne nodhaMHUH-HE3aBUCUMBIX CHMIITOMOB. Kpome TOTO,
YUUTBIBAS HAJIUYUE OMpPENEICHHBIX H3MEHEHUH Yike
Ha paHHHMX cTagusx 3abonesanus, MP-mopdhomerpus
MOXXET CTaTh HHCTPYMEHTOM JUISl BBISABICHUS Malld-
CHTOB C pPaHHUMH MPEIUKTOpaMu (HOPMUPOBAHUS OC-
JIOKHEHUW OOJIC3HH M TIPU3HAKOB €€ TOCIICIYIOIIEeTO
MIPOTPECCUPOBAHUS: PACCTPOINCTB TIOBEICHHUS, TOCTY-
pa’nbHOM HEYCTOMYMBOCTH, KOTHUTHBHBIX HApPYIICHUM.
Pa3paboTka KOMIUIEKCHOW OIEHKH WHANBUAYATBHBIX
OCOOCHHOCTEH CTPYKTYPHBIX HW3MEHEHHWH TOJOBHOTO
MO3Ta, B TOM YHCJIE C HCIOIH30BAaHUEM KOMILICKCHOTO
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HeﬁpOBH3y3HPI3aL[HOHHOFO nmoaxoaa, Mmo3BOJIMT YCOBEP-
IMEHCTBOBATb MOHUTOPUHI JTaHHOH KaTeropuu nanucH-
TOB.

Konguaukt uHTEepecoB. ABTOPHI 3asBISIOT 00 OT-

CYTCTBHHU KOH(IMKTa HHTEPECOB.

(I)I/IHaHCHPOBaHI/Ie. HccaenoBanne HE MMEIIO CIIOH-

COPCKOM MOJAEPIKKH.
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Pesome

Anmu-MuSK-muacmernuss — 3mo XpoHuueckoe aymoumMmyHHoe 3a001e6anue, 00yClo8N1eHHOe HapyueHueM (YHKYUuU
aepun-MuSK-Lrp4-komniexca, conpogoxcoaroujeecs pazgumuem namorocudecKoll MblleuHoU YmomMaaeMoCmu U He-
pedko muluteyrol ampoguu. 3abonesanue moxcem Obimb KAK NEPEULHLIM, MAK U OCTOHNCHEHUEM UMMYHOCYRPeccus-
HOU mepanuu U MmpaHCAAHMAYUU 2eMONOIMUYECKUX CIMBOTIOBIX KILEMOK.

IIpeocmasnen cryuau anmu-MuSK-muacmenuu, pazsusuietica nocie auio2eHHONU MPAHCRAAHMAYUY 2eMONOdMUYe-
CKUX CMBONIOBbIX KIEeMOK N0 N0B0OY OCMPO20 MUENOUOHO20 Jetiko3a y nayuenmiku 44 nem. Ocobennocmuio npeo-
CMABNIEHHO20 CVYAsl SABISNOCH 2eHEePAIU308AHHOE NOPAJICEHUE, BKIIOUAIULee He MOIbKO IKCMPAOKVIAPHYIO, HO
u napasepmedpanbHyl0 MycKyiamypy, a maxoice dropped head-cunopom 6 seuepnee epems. [lpedcmagnenvl nadbopa-
MopHble, dnekmpoHelpomuocpaguueckue u guzyaruzayuonuvie oannvie (MPT mviuy, MP-cnekmpockonus), ceude-
MenbCmayowue 0 Hellpo2eHHOM 00PAMUMOM XapaKmepe U3MeHeHUll 8081eUeHHOU MYCKYIANypbl.

Pesyabrarsl. [Ipedcmasnenvt MPT- u OMI -npusHaku Helipo2eHHO20 NOPANCEHUS AKCUATIbHOU MYCKYIAMYPbL Y NAYU-
EeHMKU cO c1aboCmvlo napagepmeoparbLblx Mviuly 6 meuenue 2—4 mec., odycirogiennou anmu-MuSK-ywuacmenueil.
Knunuueckue nposigienus, Kak u omeuHvle HElUpOSeHHble UIMEHEHUs NapasepmeOpaIbHbIX MblY pecpeccuposa
nocie npogederUs NAmo2eHemuyecKol mepanuu.

3akuouenue. Paccmompennviil KIUHUYECKUTl CIyYatl ROOMaEepiicoden Haiuyue HeupoeeHHbIX U3MEeHEeHULl Ha PaHHeM
amane awmu-MuSK-muacmenuu u yrasvlgaem Ha HeoOX0OUMOCHIb HE3AMEONUMENbHO20 HAYaLd NAMO2EHeMUYecKoll
mepanuu, no3gosAowel u3bexcams paseumus ampouil U HCUpo8oll UHGUILIMPAYUU MbIULY.

KnroueBble cT10Ba: OTJAJCHHBIC MOCIEACTBUS ANIOT€HHON TPAHCIUIAHTAIIMM T'€MOMOATHYECKHX CTBOJOBBIX
KIIETOK, aHTU-MuSK-MHuacTeHus1, 0CI0AKHEHU JI€UEHUs FeMaTOJI0IMYECKUX 3a001€BaHUIH,
OCTpBI MHenoOIacTHEIH Jetiko3, MPT mapaBepTeOpaibHBIX MBI, HEHPOTCHHBIH OTEK
MBI, 8y TOUMMYHHBIE OCIIOKHEHUS
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Abstract

Anti-MuSK myasthenia is a chronic autoimmune disease caused by violation of the function of the agrin-MuSK-Lrp4
complex, accompanied by the development of pathological muscle fatigue and often muscle atrophy. The disease can
be a primary, as well as a complication of immunosuppressive therapy and hematopoietic stem cell transplantation.
We present a case of anti-MUSK myasthenia gravis that developed after allogeneic HSCT due to acute myeloid leu-
kemia in a 44-year-old patient (born in 1975). A distinctive feature of the case was a generalized injury, including not
only extraocular, but also paravertebral muscles, dropped head syndrome in the evening. In addition, laboratory, elec-
troneuromyographic and neuroimaging (MRI of muscles, MR-spectroscopy) data indicating the neurogenic reversible
nature of changes in the involved musculature are presented.

Results. This study presents MRI and EMG signs of neurogenic damage of axial musculature in a patient with weak-
ness and swelling of the paravertebral muscles (edematous changes according to STIR, corresponding to MR signs of
early functional denervation) for a period of 2—4 months, due to anti-MUSK myasthenia gravis. Clinical manifesta-
tions, as well as edematous neurogenic changes in the paravertebral muscles, regressed after pathogenetic therapy.
Conclusion. The article presents up-to-date data on the clinical and instrumental characteristics of myasthenia gra-
vis. The considered clinical example confirms the presence of neurogenic changes at an early stage of anti-MUSK
myasthenia gravis and indicates the need for immediate initiation of pathogenetic therapy to avoid the development
of atrophy and fatty infiltration of muscles.

Keywords: late complications of transplantation, MuSK-positive myasthenia, anti-MuSK myasthenia, complica-
tions of treatment of hematological diseases, acute myeloid leukemia, MRI of paravertebral muscles,
neurogenic muscle edema, autoimmune complications
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Coxpawenus: amio-TI'CK — ammoreHHas TpaHc-
IUIAHTAIUS. TEMOMOITHYECKUX CTBOJOBBIX KIETOK;
ACM — aHTHTElla K CKEJICTHBIM MBIIIIAM; ay-
To-TI'CK — aytorpancmnantauus; AXII — anrtu-
XOJIMHACTEpa3Hble mpernaparbl; AnXP — armerunxo-
auHOBbIM peuentop; UMT — uHaekc maccel Tena;
MM — muxodenonara mopetmn, HPID — Henpsmas
peakius ummyHodayopecuennuun, HXJI — Hexomxk-
kuHCcKas maMdpoma; OMJI — ocTpsrit TuMboO6IacTHERIN
neiiko3; OLIl — o0GbeM LUPKYIUpPYIOMIECH I1a3MBbl;
ITAO — mocraktuBanmonHoe obnerdenue; [IJIE —
HOTEHIMaNbl ABUTATeabHbIX eauuul];, I[IXT — monu-
xumuotepanus; PK — pexuM KOHAUIIMOHUPOBAHMUS;
PTIIX — peaxkuusi «TPaHCILIAHTAT IIPOTUB XO3SMHAY;
T2-BU — T2-3Bemennoe m3odpaxkenne; TI'CK —
TPAHCIUIAHTAIUSI TEMOMOATUYCCKUX CTBOJIOBBIX KJIe-
ToK; XJI — xXomkknuHCcKas muMmbpoma; XMJI — xpoHu-
yecKkuil muenoniHbin jerko3; XPTIIX — xpoHuueckas
peaxiusl «TpaHCIJIAHTaT MPOTUB XO3siuHa»; OMI —
aneKTpoMuorpadus.

Beenenune. B mupe €XerogHo BBIIOJIHAETCS OKOJIO
40 ThIcsY TpaHCIIJIAHTALMN T'€MOMOITHYECKUX CTBOJIO-
BBIX KieTok (TI'CK) [1]. TI'CK sBnsercs >ddexTun-
HBIM METOJIOM TEPaIuu psija 3a00JCBaHMIA, K KOTOPBIM
OTHOCSITCS JIEHKO3BI, TUM(OMBI, XPOHUYECKHUE MHEJIO-
1 umbornponaudepaTUBHbIC 3a00JICBaHSI, BPOXKICHHBIC
1 IpUOOpETEHHbIE allIa3ui KPOBETBOPEHMSI, BPOXKICH-
HBIC IMMYHOAC(QUIIUTHI, HEKOTOPBIC COJIUTHBIE OTTYXOJIU
1 0OJIe3HU HaKOIUIeHHA. B pesynmbrare Mueno- 1 uMmy-
HOAOJIALMU Y PEIUITMEHTOB MOTYT BO3HHMKATH Pa3iIvu-
HBbIE PaHHWE W OTNAJCHHbBIE OCIOKHEHUS, B TOM YHCIIE
MMMYHHOTO XapakTepa: Peakiysi «TPaHCIUIAHTAT IMPO-
B x03snHa» (PTIIX), BOoCmammrenbHBIE MHUOIATHU
(1IepMaTOMHO3HT, TIOJIMMHO3UT, Ay TOMMMYHHBIH HEKpPO-
THU3HUPYIOUTUI MHUO3UT), BACKYIUT, CKIEPOIEPMUs, MHa-
creHus u ap. [2].

[IproOpeTeHHass MUACTEHUS SBISIETCS F€TEPOT€HHBIM
ayTOMMMYHHBIM HPEBHO-MBIIIICYHBIM 3a00JICBaHUEM,
00yCIIOBTICHHBIM CHHTE30M Ay TOAHTHTEN TPOTHB aHTUTE-
HOB HEPBHO-MBIIICYHOTO CUHAICA M BHYTPUKICTOYHBIX

45



POCCUCKIIA HEBPONMOTNYECKIY XYPHAN, Ne 4, 2022
DOI10.30629/2658-7947-2022-27-4-44-54

NCCNENOBAHMA U KNMMHWYECKE HABNIOOEHMA

KOMITOHEHTOB MBIIICYHBIX BOJIOKOH (aHeTI/IHXOJ'II/IHOBLIM
peuenTopam, MBIIIEUHONW crienu(UIecKol THUPO3UH-
KnHa3ze, Oenky-4, acCOIMMPOBAHHOMY C PeleNnTopaMu
JIUIONPOTEHHOB HU3KOM IJIOTHOCTH, arpuHy, TUTHUHY,
koutareny Q) [3]. B rpynme remaronoruueckux 00Jib-
HBIX NPUOOpETEHHAs MUACTECHUs HauboJjee 4acTo Mpo-
SIBJISIETCSI y TIAIUEHTOB C alUTaCTHUECKO# aHnemuetii [4, 5].
Ot 20 no 40% nanuentos ¢ xponudeckoil PTIIX ume-
IOT MOBBINICHUE YPOBHA AaHTUTCIT K allCTUIXOJIMHOBOMY

TeuyeHue 3aboneBaHunA /
Course of the disease
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OcTpbin .
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o
)
(=]
=
B
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12 KOCTHOTO MO3ra
[ B
=
N
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N
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)
[=]
—
(9]
BropwyHeIR g
AOWCNNAcTUHECKMA 5
cHUHApOM / =
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g purd
4
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o
O+18 npuxmBneHne
TpaHcnnauTara /
D+18 engraftment
::? AnnoreHHan HePOACTBEHHAA
N TpaHcnnaHTayus
o KOCTHOro moara
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npuobpeTeHHas o B
muacTeHus / =12
Anti-MuSK °

myasthenia gravis \/

MonHaa KNWHWYecKan peMuccuA
3aboneeanunin / Complete clinical remission of diseases

peuentopy (AuXP) [6, 7], omHAKO CyIIECTBYIOT CBEE-
HUS O BCTPEYAEMOCTH JaHHBIX aHTUTeN 10 90% ciyda-
eB [8]. Tem He MeHee MaHH]ecTaMs PHOOPETEHHON
MUACTeHHH TIoCIie aJioreHHo# (HeponacTBernHoi) TI'CK
cocrasisieT He Oonee 1% [6, 9, 10]. B cpennem mocine
amno-TI'CK pa3ButHe MHacTeHHH BO3MOXKHO B TEUEHUE
nocaenyromux 2 et (oT 3 mo 100 mec.) u game Bcero
B couetannu ¢ PTIIX nnu Ha oHE OTMEHBI UMMYHOCY-
MIPECCUBHOM Teparuu, Ha3Ha4aeMOH 1St IPOQHUIAKTUKA

Tepanus / Course of therapy

Autologous bone
marrow transplantation

Allogeneic bone marrow

transplantation (unrelated)

Puc. 1. TeueHre OCHOBHOTO 3a00JI€BaHMSI, OCIOKHCHUN M XOJ] TEPAITHH

Ipumeuanue: MM — muxodenonara moperm; OLIT — obbem nupkynupyromeit mwia3mel; [IXT — nomuxumuorepanus; PK — pe-
JKUM KOHIUITHOHNpoBaHus; PTIIX — peaknus «TpaHCIIIAHTAT IPOTHB XO3SUHA

Fig. 1. The course of the underlying disease, complications and course of therapy

Notes: MM — mycophenolate mofetil; OCP — circulating plasma volume; PCT — polychemotherapy; CR — conditioning regimen;

GVHD — graft versus host disease
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u neuenus PTIIX [4, 11, 12]. Onucansl ciaydau MOsIB-
neHust antuted K AnXP y HCXOIHO CEepOHETraTHUBHBIX
MalMeHTOB Mociie pa3BuTus xponuueckor PTIIX, uro
CBSI3BIBAIOT C Jucperynsiiueit B-mumdonuroB u rymo-
palbHOTO UMMYHUTETA (MapajuleIbHO TeKymue B-mum-
(hormronieHus n B-kieTo4Has THIIEPAKTUBHOCTh U TIPO-
Iykuust ayroantuten) [4, 13—15].

Jo 70% cepoHeraTuBHBIX CIy4aeB M OKOJO 5—8%
BCEX CIIy4aeB MPHOOPETEeHHONH MMAaCTEHHH aCCOLWU-
posano ¢ MuSK-anturenamu [3, 8, 16, 17]. IIpnobpe-
TeHHas aHTU-MuSK-mumacTeHus: — 3TO XPOHHUYECKOE
ayTOMMMYHHOE 3a0oyieBaHUE, OOYCIIOBIEHHOE Hapy-
menreM ¢yHkuuu arpuH-MuSK-Lrp4-kommekca, co-
MIPOBOKIArOIIeeCs HapyleHueM Kkiacteprsannu AXP,
YTO TIPUBOAUT K PA3BUTHIO MATOJIOTHUYCCKON MBIIIECU-
HOM yTOMIIIEMOCTH W HEPEIKO MBIIIeYHON arpoduu.
OTmuuTeNbHBIMA 0COOCHHOCTIMU aHTH-MuSK-1mio3u-
THUBHBIX TAIUEHTOB SBISIOTCS aTPO(UU MBIIII] S3bIKa,
MUMHYECKOM M aKCHallbHOM MycKynatypsl [18]; BbI-
pakeHble (PACHUKYISIUK, YaCTO MPUBOIAIINE K JIOXK-
HOW JMarHocTuke 3aboyeBaHuil MoToHe#poHa [19];
OTCYTCTBHE acCOIMAIlMU C MATOJIOTHEH THUMYycCa; MEHb-
masi 9QQPEKTUBHOCTh aHTHXOJIMHAICTEPA3HON Teparm,
HEPEIKO COMPOBOKIAIOIIASCS W30BITOYHBIMHA  XOJIH-
Heprudeckumu ¢ dexramu [20, 21]. Kpome toro, cuu-
TaeTcs, YTo MmarueHTsl ¢ antu-MuSK-Mmuacrenueit 6o-
Jiee PE3UCTEHTHHI K MMMYHOCYIPECCHUBHOM Teparuu,
YeM Cepono3uTUBHBIEC MO aHntutenam Kk AuXP [16, 22].

I
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B orHomeHun ciiydaeB pa3BUTHS MHACTEHHH IOCIE
TI'CK oTMmedeHo, 4TO Cepono3UTHBHBIC OPMBI Pa3BU-
BAIOTCS B CPeAHEM B TeueHHe 2,5 roja mocie TpaHc-
rianTauuy, a antu-MuSK-dopmbel — uepe3 3-5 ner
[23]. B Hacrosmiee BpeMs OMUCaHO BCEro 3 ciydas pas-
Butus aHTH-MuSK-muacrennn nocne TI'CK, compo-
BOXKJIAIOIIIMECS] BOBJIICUCHUEM OKYIISIpPHOHM, OyahOapHOit
MYCKYJIaTypbl U MBILIL KOHEUHOCTEH [8, 23, 24].

[IpencraBnsem cmydaii  antu-MuSK-mmactenun,
pazBuBieiics nocae TI'CK mo nmoBoxy ocTporo Muesno-
UIHOTO JIEHKO3a.

Bce nccnenoBanus mpoBOAMIMCE ITOCIIE TOATIUCAHUS
MAIMEHTKOW JJOOPOBOIBLHOTO HH(OPMHUPOBAHHOTO CO-
rIacusl.

JlaGopaTopHble MeTOAbI HMCCJIEIOBAHUSI BKIIOYA-
M 001K M OMOXMMHMYECKUH aHajIu3 KPOBH, OINpele-
nenne yposus IgM, IgG u IgA (TypOunumerprudyeckum
metonoMm, BTS-350, BioSystems, Vcnanwust), aHTHTe-
Ja K aHTHHyKiIeapHomy ¢aktopy (Metomom HPUD),
SKCTParupyeMoMy HYKJI€apHOMY aHTUTCHY, aHTHTEJa
kK MuSK n AuXP, anturenam ckejaeTHON MyCKylaTypbl
(anTt-ACM), ©IMMYHOOJIOT MHO3UT-aCCOLIMUPOBAHHBIX
anturen (Mi2b, Ku, Pm-Scl100, PM-Scl75, Jo-1, SRP,
PL-7, PL-12 EJ, OJ, Ro-52) (metogq UDA; Euroimmun
Ag, l'epmanmus).

HNHcTpyMeHTANIBHBIE METOABI  HCCJICOBAHMSA:
mpoBeneHa crumyisinuonHas OHMI, omenena Heps-
HO-MBIIICUHAs nepenaya (pUTMUYECKas CTUMYJSLUS 3

Puc. 2. ITauuentxa I1. ¢ antu-MuSK-nprodperenHoil MuacTeHuel ¢ AMUTEIbHOCTBIO 3a001eBanus § Mec.: A — 00beM JBHKEHUH I1a3-
HBIX S0JIOK, BEIPAXKCHHOCTH OJehapornTosa 10 Hadasa Tepanin; b — o0beM ABIKEeHHIT IIa3HbIX S0I0K, BRIPaXKEHHOCTH OnedaponTosa
nocine tepanuu; B, I' — cmabocTh KpyroBoi MBIIIIIBI IV1a3a 10 U Toce 1ukia Tepanun; /I, E — oTKIIoOHeHHe TyJIOBHIIA IPU TOIbEME
PYK BBEPX BBUY HaJIMUMs YMEPEHHOM c1ab0CTH B pa3rudaressix CruHbl; XK — OTCyTCTBHE NPU3HAKOB aTPO(GHUH MBIIII S3bIKA

Fig. 2. Patient P. with anti-MuSK myasthenia with 8 months disease duration: A — eye movement, the severity of blepharoptosis before
treatment; b — eye movement, the severity of blepharoptosis after treatment; B, I' — weakness of the m. orbicularis oculi before and
after the cycle of therapy; /I, E — deviation of the trunk when lifting the arms up due to the presence of moderate weakness in the

extensors of the back; JK — no signs of the tongue muscle atrophy
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u 50 I'm), uronpuatas OMI, MPT Bcero Tema ¢ mpume-
HenueM T1-, T2-BU, STIR umnynbCHBIX MOcCaenoBa-
TEJIBHOCTEN B Tpex IuockocTsax, KT-opraHos rpyaHoi
MOJIOCTH.

Onucanne KIMHUYecKoro ciaydas. [lanuentka I1.,
44 roma (poct 166 cM; Macca Tea 68 KI; HHIEKC MacChl
tena (UMT) — 24,7 kr/m?), ¢ AMar{o3oM OCTpbIi MHue-
JIOWIHBIN JIelko3 (1ara mocTaHoBKU nuarHosa 03.2011,
38 ner), monHask KIMHUKO-TeMaToIOTHYeCKast PEMHUCCHS
(05.2011). AyTronornyHasi TpaHCTUIAHTAIIMS T€MOTIOITH-
yeckux cTBOJIOBBIX KieTok (08.06.2012). Bropuunslit
MUEJIOAUCIIIIACTUYECKUH CUHAPOM, MOHOCOMMS 7-H
XpOMOCOMBI, pedpakrepHasi aHeMHs ¢ U30BITKOM Oia-
ctoB-1, IPSS 3, Beicokuii puck (2014) (puc. 1). Amro-
TeHHAsl HePOACTBEHHAS TPAHCIUIAHTAIIHS TEeMOIIOITHYE-
CKHX CTBOJIOBBIX KJIeTOK (29.04.2015). B Hos10pe 2019
I. obparunach C ’kajo0amMH Ha BIEpPBbIE BO3HMKIIEE
JIBOCHHE B TJIa3aX, OTPaHWYCHHE ABIDKEHUH ITIa3HBIX
SIOJIOK, OIyIIEHUE BEK M OBICTPYIO YTOMIIIEMOCTh pa3-
rubareneii men ¢ pazsutuem dropped head-curmpoma
B BEUCPHEE BpEMS.

Cnycrts 4 rona nocie amno-TI'CK pa3susicst nepBbiii
SMU30/ IUIUIONHH JIUTEIBHOCTBRIO 2 HEM., Perpeccu-
poBaBUIMil camocTosaTenbHO. Yepes 3 Mec. manueHTKa
OTMETHJIA TIOSIBIICHHUE TMOCTENEHHO TPOTrPECCUPYIONICH
TeHEePAIM30BaHHON MBIIIEYHOW YTOMIIIEMOCTH M JIH-
IJIOTIMH C Pa3BUTHEM BBIPAXKEHHOTO o(TambpMomnapesa.
OdranpMonape3 XapaKTepH30BaJICsl PE3UCTEHTHOCTHIO
K aHTUXOJIMHACTEPA3HbIM IpemaparaM U COXPaHSIICS
B TedeHue 4 Mec. JI0 HadaJia MaToreHeTHIeCKOM Teparny.
[Ipu 0OBEKTHBHOM OCMOTpE IEpea JICUCHUEM OTMeua-
JIUCH TUTLTONHS, opTampMonapes, CXo/sIieecs Kocora-
3ue, c1ab0CTh JINIEBOM MYCKyJaTypsl M pasrudareneit
IIIer — HE MOIJIa ITOHATH T0JIOBY B ITOJIOKEHUH HAKJIIO-
Ha Brepen (1 6amn); cmabocTh B pa3ruOaTeNsIX CIIMHBI
TPYAHOTO ¥ TIOSICHUYHOTO OT/ENOB (4 Oaia), MbIied-
Has CWJIa BEPXHUX W HIDKHUX KOHEYHOCTEH B HOpME

(5 6ammoB) (puc. 2). Onenka mo QMGS (Quantitative
myasthenia gravis score — mIkajga KOJIMYECTBEHHOUN
OILICHKH TSDKECTH KIMHUYECKUX TPOSBICHUI MuacTte-
HuM ) — 17/39 6annos. Cramus 2a mo MGFA (Myasthenia
Gravis Foundation of America — mIkana OIeHKH TshKe-
CTH KJIMHUYECKUX MPOsIBICHUH MuacTeHuu). [lonoxu-
TEeJBHBII TeCT BBEJACHHUA HEOCTUIMHMHA METHICYNb(para
0,05% 1,8 M1 B BUJle yMEHBUICHUS NITO3a U MBIIICYHOMN
c1abocTu B pa3rudaressx meu.

VYposens antuTen kK AuXP cocrasun 0,21 HMONB/I
(mopma 1o 0,45); anturena k MuSK 6Gonee 25 EJI/mn
(ropma o 0,39 EJI/mi); aHTHTENa K CKETIETHBIM MBIIII-
am (ACM) — mewnsiue 1:20 (Hopma 110 1:20). B obmiem
aHaJ3e KPOBH OTMEUACTCSI OTHOCHTENBbHBIA TMMpOLH-
103 110 47,4% (Hopma 19,0-37,0) mpu HOpMaITBHOM a0CO-
JIOTHOM KonuuecTse auMpounToB. [Ipu mononuurens-
HOM 00cIIeIOBaHUY OB UCKITIOYCH PEITUANB OCHOBHOTO
3a0oneBanus U Heliposeiikemus. [Ipu Beimonnennn KT
TPYAHON KJIETKH B TEPEAHEM CPEJOCTEHHH BBISBIICHA
TIEPCUCTEHIINS BHJIOYKOBOM kene3bl (7,6 X 11 MM, Oe3
YETKUX KOHTYPOB).

[Ipu Bemonaenun MPT Beero tena Ha STIR (short-
tau inversion recovery) B aKCHAJIbHOW TUIOCKOCTH BBI-
SIBIICHBI YMEPEHHBIE OTeUHbIC U3MEHEeHUs m. multifidus
Ha ypoBHe ten Thl2, L3-L5 mo3BoukoB, m. erector
spinae Ha ypoBHe L4, L5 mo3BoHkoB cieBa (puc. 3).
Ha cepun MP-tomorpamm, B3BemeHHbIX 0 T1- u T2-
BU, B carurranbHOl, KOPOHAPHON U aKCUAIBHOU MPO-
eKLHUAX C )KUPOIOAABICHUEM OTIPENEISIOTCS IPOTPY3UN
MEXI03BOHKOBBIX AucKOB L.3—-L5 pasmepom 0,2-0,3 cm
0e3 IpPHU3HAKOB KOMIPECCHN KOPEIIKOB CITMHHOMO3IO-
BbIX HepBoB. [Ipum wnccienoBaHuM 3KCTPAOKYISPHBIX
mpimn] Ha STIR B KOpoHaNbHOI MIIOCKOCTH OTMEYaloT-
Csl yMEpEHHBIE CHMMETPUYHBIC OTECYHBIE W3MEHEHUS
m. rectus lateralis v m. rectus inferior mpu OTCYTCTBUHU
CTPYKTYPHBIX MaTOJIOTHYECKUX U3MEHEHUH 110 JaHHBIM
T1-, T2-BU. Ilpu uccreqoBaHuM MATKUX TKAHEH S3bIKa

Puc. 3. MPT nauuentku I1. ¢ antu-MuSK-muacrenueii ¢ JUMTelbHOCTBIO 3a00neBanust 8 mec.: A — otek m. multifidus Ha ypoBHE
Th11-L1 (STIR, akcuanbHas MI0CKOCTh) 10 Tepanuu; b — orcyrcrBue namenenuit MP-curnana ot m. multifidus na yposne Th11-L1
(STIR, akcuanbHas TWIOCKOCTB) Mocie Tepanun; B — otek m. rectus lateralis v m. rectus inferior no tepanuun (STIR, kopoHanbHas
IIOCKOCTB); I — orek m. rectus inferior nocne tepanuu (STIR, kopoHanbHas MIIOCKOCTB).

Fig. 3. MRI of patient P. with anti-MuSK myasthenia with 8§ months of disease duration: A — edema of m. multifidus at the Th11-L1
level (STIR, axial plane) before treatment; b — no changes in the MR signal from m. multifidus at Th11-L1 level (STIR, axial plane)
after treatment; B — edema of m. rectus lateralis and m. rectus inferior before treatment (STIR, coronal plane); I' — edema of m. rectus

inferior after treatment (STIR, coronal plane).
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Tab6numa 1

Pe3y.]'lLTaTl>l 3J'leKTp0Hel7lp0MH0Fpa(l)Hl/l, OIlEHKH MO0 IIKaJe KOJHYeCTBEHHOI OICHKH THKECTH KIHMHHUYCCKHUX l'lpOﬂBJleHl/lﬁ MHACTCHUH

(QMGS) u yposenb anTuTe]a1 K MuSK y nanueHTKu 10 4 nocjie Tepanuu

Hccaenyemas mpmmma o Tepanun Ilocie Tepanuu

A, MB I, % A, MB I, %
m. frontalis 1,10 -20,4 1,50 -12,4
m. orbicularis oculi 0,45 -38.4 0,99 -34,2
m. nasalis 1,81 -25,4 2,62 -3,8
m. digastricus vent. anterior 3,61 -18,6 6,78 +0,6
m. trapezius 6,85 -17,1 10,10 -1,9
m. deltoideus 12,80 -16,8 19,10 -2,6
m. abductor digiti minimi 9,40 -2,4 10,30 +0,9
ITAO (m. orbicularis oculi), % 127 123
VYposens antu-MuSK, EJI/min 25,3 7,26
QMGS 17 1

IIpumeuanue: IIAO — mocTrakTHBaMOHHOE OOnerdenue; A — ammnuryga, MB; JI — nekpemeHT M-oTBeTa mpu pUTMHUYECKOH cTuMyanuu 3 I'm, %;
QMGS — 1mKaja KOJINYeCTBCHHOI OLICHKH TSUKECTH KIMHUYECKHX MPOSIBICHUI MUACTCHUH.

Table 1
Electroneuromyography results, Quantitative myasthenia gravis score and anti-MUSK level in patient before and after treatment
Muscle Before After
A, MB D, % A, mMB D, %

m. frontalis 1.10 -20.4 1.50 -12.4
m. orbicularis oculi 0.45 -38.4 0.99 -34.2
m. nasalis 1.81 -25.4 2.62 -3.8
m. digastricus vent. anterior 3.61 -18.6 6.78 +0.6
m. trapezius 6.85 -17.1 10.10 -1.9
m. deltoideus 12.80 -16.8 19.10 -2.6
m. abductor digiti minimi 9.40 2.4 10.30 +0.9
PAP (m. orbicularis oculi), % 127 123
Anti-MuSK level, U/ml 253 7.26
QMGS 17 1

Note: PAP — post-activation potentiation; A — amplitude, mV; D — decrement of CMAP with rhythmic stimulation of 3 Hz, %; QMGS — quantitative

myasthenia gravis score.

MaTOJIOTUYECKUX OTEUHBIX W3MEHEHWH WU BBIPaKEH-
HOM KUPOBOW MHPWIBTPALINU HE BBISBICHO.

[Tokazarenu (QyHKIMH BHEIIHETO JbIXaHUS COOTBET-
CTBOBAJIM HOPME.

Putmuueckas crumynsuus ¢ yactorod 3 'y mo3Bo-
JIUJIa BBISIBUTH JIEKPEMEHT M-0TBeTa B MHMHYECKOH
(25-38%), rmorounoii (18,6%) 1 mpoKCUMaILHON My-
CKynarype BepxHuUX KoHeuHocTel (16—17%). [Ipu BEI-
noiaHeHuu uronsdatoit DMI' B m. deltoideus, m. vastus
lateralis, m. tibialis anterior BBISIBICHBI HOPMAaJIbHbBIE
3HAYEHUS] aMIUIUTYAbl U JIITUTEIBHOCTA MOTCHIIUAJIOB
neurarenbHbX enuuui (I[1E). I[Ipu 3ToM oTmedeHo
nossitieHre nonudaszuu [1JIE B npokcuManbHbIX MBITII-
max g0 23-40%. B m. erector spinae na yposue L2-L4
BBISIBIICHBI HEWPOTCHHBIE W3MEHEHUs, MPEICTABIICH-
HBIE MOBBIMICHUEM cpenaHeit ammumtynsl [IJIE — 1514
MKB (292-3802 mxB), mpu HOpManbHOW ATUTEIBHO-
cru [IJIE — 11,9 mc (8,43-16,4), nomudazuex [11E
9%; wuHTEep(hEpPEHIIMOHHBIH IMMAaTTEPH COOTBETCTBOBAI
HeliporeHHOMY. CTIOHTaHHAs aKTUBHOCTH TIPE/ICTaBIIe-
Ha MHOXXECTBEHHBIMH TIOTCHIIMalaMu (GpuOpwiuisanuu,
CAMHUYHBIMU (DACHUKYISIIUSAMHU U TIOJOXKHUTEIbHBIMU
oCcTpbIMU BOHamMH. KonudecTBo (aciukynasiuil mpe-
0011214710 € JI€BOM CTOPOHBI B MIPOEKIINH HAMOOJIEE BHI-
PaXXCHHBIX OTEUHBIX U3MEHCHHUM, BBISIBICHHBIX I10 JIaH-
HeiM MPT.

Ilpogedennas mepanus. IlaroreneTnueckoe JedcHUE
MAIMEHTKH BKJIIOYAIO TEPAHI0 METHIIPETHN30JIOHOM
(0,8 MI/KT MepopaibHO) 0 CXeMe Yepes3 JICHb B COueTa-
HUU C TIATBIO C€aHCaMU CPEIHEOOhEMHOTO MEMOPAHHO-
ro mra3Madepesa Ha anmnapare «PCS-2» (Haemonetics,
CIIIA) mo cranmapTHOI MeToanKe ¢ okcdysueit 25-30%
o0beMa LUPKYJAUpYIOLIeH IUa3Mbl. 3amelieHue 3Kkcdy-
3UpPYeMON TIIa3Mbl TPOBOIMIIOCH KPUCTAIOWIHBIMHU
pactBopaMH. Ilpy cHMKEHUM 103bI METHIIPETHU30II0-
Ha 10 40 MI/CyT JOIONHHUTENHLHO Ha3HAUYCHA Teparius
azaruornpuHoM (50 MI/cyT nepopaibHO).

[Tocne 3aBepiIeHHOTO MUKIIA Tepanun (depe3 3 Mec.)
JIOCTUTHyTa IOJIHAasl KIMHHW4Yeckas pemuccud. OLeHka
mo QMGS — 1/39 6amna. Cragus 0 mo MGFA. Ypo-
BeHb aHTU-MuSK B CBIBOPOTKE KpOBH cHU3MICS A0 7,26
EJl/mn (ma 70%). Ilo maraeiM MPT oTmedeH mosHbIH
perpecc OTEUHBIX HM3MEHEHHMH B MapaBepTeOpaibHBIX
MBIIITAX, HO COXPAHAETCS YMEPEHHBIH OTEK B M. rectus
inferior. Ilpn pUTMHYECKONW CTUMYJISIIMH COXPAHSICTCS
nekpeMeHT M-otBeta B m. orbicularis oculi. Xapakrte-
puctuku [IJIE mapaBepTeOpasbHBIX MBILIL COOTBET-
CTBYIOT HOpME, CTIOHTAaHHON aKTUBHOCTH HE BBISBIICHO,
coxpansercs nonudazus [I1E no 34%.

Obcy:xnenue. l3BectHo Ooyee 26 cimydaeB pas-
BuTHs mnpuobpereHHoil wmwuactenun mnocie TICK,
mpu  dTOM Hamboiee peakod ¢GopMoi  sBIAIACH
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Tabnuima 2
Onucannble crydan antu-MuSK-MuacTenun nociie TpaHCIJIAHTAIIMA T€MONO3THYECKHX CTBOJIOBBIX KJIETOK
BoBieuennbie Bpems
Tox Ion MBILUIbI, MEKILY Yposenn
peUHIIMenTa, noHOpa 3a6onesanue | xPTIIX JeKpeMeHT TICK u M, | antu-MuSK Tepanus ABTOp
Bo3pacr (J1eT)
M-oTBeTa Mmec.
Kew., 30 Myx. XMIJI + O,b, I 60 0,71 nr/mn | IO, I1, 1T | Heidarzadeh Z. [23]
Hexp. ()
Myx., — ayto-TT'CK XJ1 - O, b, I 60 Her cBen. 00 AXII Grover K.M. [24]
Jlexp.(—) YpOBHE
Ken., 54 H/ HXJT - 0,5, T 20 Her cBen. 06 | AXII, TIA, Atassi N. [8]
Hexp. (+) ypOBHE I, 11
Ken., 44 XKen. OMJI - 0O, b, 111 48 253 Ell/mn | TIA,I1, A OTIHCHIBAEMBIH
Hexp. (+) ciryyai

IHpumeuanue: XMJI — xpoHudeckuil MuenonaHbId Jeiiko3; XJI — xomkkuHckas nmumdoma; HXJI — nexomkkuuckas aumdpoma; OMJI — octpbrii
nmuMpobnacTHbIi neiiko3; XPTIIX — XpoHHYecKas: peakiys «TPaHCIUIAHTAT IPOTUB X03siuHay; ayTo-TI'CK — ayrorpancrnanTanus. Bosnekaembie B mato-
JorHueckuit npouecc Ml O — m. orbicularis oculi; b — rinotounas Myckynarypa; I — reHepanu3oBaHHbli nporecc; Jlekp. — aekpeMeHT M-oTBeTa,
(+) — nmanmuuue; (—) — orcyrersue; 11 — mieitnble Mpininsl; [10 — miazmoobomen; ITA — masmacdepes; I1 — npexunzonon; AXIT — aHTHXOIHHACTEpa3HbIE

npenaparsl; 1] — npkinocnopun; A — a3aTHONpPUH.

Table 2
Anti-MuSK myasthenia gravis after hematopoietic stem cell transplantation

Rec1p1:;1:s €% | Donor’s sex Diagnosis c¢GVHD Involv]e)(icn;uscles, t, month | anti-MuSK | Therapy Source

F., 30 M. CML + O,P,G 60 0,71 pg/ml PE,P,C Heidarzadeh Z. [23]
Decr. (—)

M., - AHSCT HL - 0O,P,C 60 n/d ACD Grover K.M. [24]
Decr.(-)

F., 54 n/d nHL - O,P,G 20 n/d ACD, PP, Atassi N. [8]
Decr. (+) pC

F., 44 F. AML - O,P,C 48 25,3 U/ml PP, P, A our case
Decr. (+)

Note: CML — chronic myeloid leukemia; HL — Hodgkin’s lymphoma; nHL — non-Hodgkin’s lymphoma; AML — acute lymphoblastic leukemia;
c¢GVHD — chronic graft versus host disease; AHSCT — autologous hematopoietic stem cell transplantation; t — time between HSCT and myasthenia. A —
azathioprine, ACD — anticholinesterase drugs; C — cyclosporine; P — prednisolone; PE — plasma exchange; PP — plasmapheresis. Muscles involved in the
pathological process: C — cervical muscles; G — generalized process; O — m. orbicularis oculi; P — pharyngeal muscles; Decr. — decrement of M-answer,

(+) — presence; (—) — absence.

aatu-MuSK-Muacrenus, onrcannas B 3 ciydasx [8, 23,
24].

Cpenu mannueHToB ¢ anTu-MuSK-Muactennei, acco-
muuposannoii ¢ TI'CK, npeobnanatot sxeHIuHb — 3/4
[8, 23, 24]. B GonpImMHCTBE ciydaeB aHTH-AXP-11031-
THUBHBIX TAIlMEHTOB C MHACTCHHEW UMENIaCh XPOHUYE-
ckast PTIIX. B cBsi3u ¢ 3TUM NOCTTpaHCIJIaHTAIIMOHHAS
MHUACTCHHS MOXKET PacCMaTPUBATHCS B KAY€CTBE IIPOSIB-
nenust PTIIX ¢ nmopakeHreM HEpPBHO-MBIIIEYHBIX CH-
HAIICOB PEIMITMEHTa IMMYHHBIMU KJIETKaMU JJOHOpa |8,
25]. OmHako onMCaHHbIN HAMHU CITy4aii, a TakKe TBOe U3 3
paHee MpeCTaBICHHBIX MalMEHTOB ¢ aHTU-MuSK-mua-
crenueil He umenu comytcrBytomiedt PTIIX, yto craBut
MO COMHEHHE OAHO3HAYHOCTH JNAHHOTO IMaTOreHeTHve-
cKkoro Mexanm3Ma [8, 24]. AnoreHHast TpaHCIDIaHTAITUS
TaKKe HeE SIBJISETCS aOCONIOTHBIM OOBSICHEHUEM pa3-
ButHs accormupoBanHoit ¢ TI'CK mmactennn, Tak Kak
B IMTeparype onucal ciaydail ayronornunoit TT'CK, co-
MIPOBOKTAFOIIHIACS pa3BuTHEeM aHTH-MuSK-mMuacteHnmn
[24]. Kpome Toro, aKcriepuMeHTalbHas ayTOMMMYHHas
MHACTEHUS MOXeET OBITh BhI3BaHa ayTojiornaHoit TI'CK
B KOMOWHAIMKM ¢ LUKIOoCTOpuHOM [26]. OueBuiHO,
YTO W3MEHEHHBI MMMYHHBIH CTaTyC IMalWeHTOB, IIie-
penecmimx TI'CK u nony4aBmux jgedyeHHE UMMYHOMO-
yTUPYIOIUMHI areHTaMH, TOBBIIIAET PHCK Pa3BUTHUS
MHUACTEHUH, He npeBbimaronuii 1% [27]. B yactHOCTH,
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B TPYIITE T€MaTOJIOTHYECKNX MAIIIEHTOB PEIKO HaOI0-
JaeTcsl acCoLManusi MUACTEHUH CO CIeHU(PUISCKUMU
AHTUTEHAMH, BBIIBISIEMBIMHU Y MAIMEHTOB C WAHOTIATH-
yeckumu (popmamu muactennn (HLA: HLACwl, Cw7,
DR2, DR3, DQ2, B8) wimm tumomoii [4, 25]. CoOcTBeH-
Ho ¢axt Bnustaus TI'CK Ha pa3BuTHE MUACTEHHH MOYKET
OBITh TIOIKPEIUICH OTCYTCTBHEM 3aBHCUMOCTH TIOBBIIIIE-
HUS PUCKa OT KOHKPETHON OHKOTeMaTOJI0rMueCKOM HO30-
JIOTHH, a TAK)KE BEPOATHOCTH PA3BUTHSI TPHOOPETSHHOM
MHACTEHHH Ha dTale CHIKEHUS HMMYHOCYTIPECCUBHON
Teparnuy B cpeaHeM depes 2,5 u 4,3 roma st aHTH-A-
uXP- u antu-MuSK-muacteHun cooTBeTCTBEHHO [23].

@DeHoTHn paHee OMUCAHHBIX IMallMeHTOB C aH-
TH-MuSK-nprnoOpeTeHHOH MuacTeHUel, acCOUUUpo-
Bannoii ¢ TI'CK, e ormnmuasncs ot aHTH-AnXP-no3u-
TUBHBIX MaueHToB [9]. Bo Bcex omMMCaHHBIX Cilydasx
HaOmonazach reHepaIn30BaHHAs MATONIOTUYECKasT MBI-
1IeyHasi yTOMJISIEMOCTh C BOBJIEYEHHEM 3KCTPAOKYJISIp-
HOW MYCKYJaTyphbl.

B namem cnywae u B coobmennn K.M. Grover
W COaBT. ONFCAHO BOBJICUEHHE IapaBepTeOpaTbHOI
MyCKynaTypsl [24]. BoBneuenune akcuanbHON MycKyna-
Typbl MOCIYXUI0 npuuuHou nposeneHuss MPT Bcero
Tena A UCKIIOUSHHUs MUOTIATUH B JOTIOJIHEHHE K Jia-
OopaTopHBIM METOIaM JWArHOCTHKHU. Ilpm sTOM OBLITH
BBISBJICHBI HEOKHUAAHHBIC OTEUHBIC ACHMMETPHYHBIC
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U3MEHEHUsI TIapaBepTeOpaibHBIX MbIII. [loBbIIeHHAS
HHTeHCHBHOCTh MP-curnana Ha STIR (B couetanuu co
CIIOHTAHHOW aKTHBHOCTBIO MO AaHHbIM OMI') xapax-
TepHa Ul JAEHEepBalM{ MBI B OCTpyro (1o 1 mec.)
u nopoctpyro Basy (1-6 mec.) [28, 29]. [TonoOHbIe U3-
MEHEHHUS! OOYCIIOBJICHBl PAaCIIMPEHHEM KalMUJUIIPHOTO
pycia U yBeIHYEHHEeM MEeXKJIeTOUHOU xwujakoctu [30].
OTU U3MEHEHUs! Pa3BUBAIOTCS yxke crmycTs 48 4 mocie
nenepsaruu [31], ogHAKO OHHM TaK)Ke MOTYT OBITH BBI-
SIBJICHBI U IIPU MEPBUYHO BOCHAIUTEIBHBIX MpPOLEccax
B MBIIIIAX, BKJIIOYas BOCIAJIUTENIbHBIC MuomaTtuu [32].
Cnenyer TakXe OTMETUTb, YTO moBblmieHMe MP-cur-
Hajma Ha STIR mMeeT MOCTaTO4YHO BBICOKYIO OTHOCH-
TEJIHYIO YyBCTBUTEIBHOCTH (84%) M cneun(puuHOCTh
(100%) st BBISIBIEHUS A€HEpBaUU (OCTPOM U TIOAOCT-
poii ¢a3) nmpu conocrasienun ¢ OMI [33, 34]. B daze
XpOHHUECKOH fieHepBaiuu (6onee 6 Mec.) HabmonaeTcs
MOBBIILICHUE COACPKAHMS XHMpa MEXKIY MBILICYHBIMU
BOJIOKHAMH ¥ aTpoQusi MBIIIIBI, YTO CONPOBOKIACTCS
MOBBIIIEHUEM UHTeHCUBHOCTH MP-curnana na T1-BU
U yMCHbIIIEHHEM 00beMa MbIIIeYHON Macchl. [1o100HbIC
HW3MEHEHUS TaKkKe HaOIIoAaroTcsl MpH (PyHKUIHMOHAIb-
HOW MMMOOWIM3aK (HarpuMep, pa3pbiB CyXOKUIIHs)
Y MBIIIEYHBIX TUCTpodusx [28, 29].

B OonpmmHCTBE paHee MpeACTaBICHHBIX CIydacB
aHtu-MuSK- [9] u anTu-AuXP- [35, 36] MuacTeHuil,
COTIPOBOXKJAIOIINXCS TIOPAKEHUEM aKCHAIbHOM MYCKYy-
narypsl (dropped head-cunnpom, KaMITOKOPMHS ), OTIH-
caubl MP-nipu3HaKu XUpoBON MHOUIBETPALMU U aTPo-
¢un napaBepTeOpaIbHBIX MBI, MPUYEM HE TOJBKO
Ha (OHE Teparnuu IITFOKOKOPTHKOCTEPOUIaMH, HO U 0e3
UX IpUMEHEHUs. Y NalMeHToB ¢ aHTU-AuXP-Muacrenu-
el COBOKYIHOCTh 1M0100HBIX MP-13MeHeHUH B coueTa-
HUM ¢ «MHonarudeckum» DMI-narrepHoM B mapasep-
TeOpaIbHBIX MBIIIIAX U PE3UCTEHTHON KaMIITOKOpMHUEH
PSIOM aBTOPOB KOHCTAaTHUPOBAJach «IapacluHalbHas
MHUOTIATHs» (KaK CaMOCTOSITENIbHOE pekoe KOMOpOu/I-
Hoe coctosinue) [37, 38]. IlogoOHbIE cirydan codeTaHus
aHTH-AUXP-MHacTeHUN W «HapacUHAIBHOM MHOTIa-
THUW» OMHUCAHbI y nNaiueHToB 70—85 JieT ¢ NIUTEeNbHBIM
TEUYEHHEM U TUIOXUM KOHTPOJEM CHMIITOMOB MHAcTe-
Huu. Hanmnume ciydaeB oOpaTnMoil KaMITOKOPMHH,
dropped head-cunapoma wmiaum «cuHzapoma IluzaHCKOM
OamrHW» Ha (OHE Tepalruu y NaIMeHToB ¢ aHTH-A1XP-
u aatu-MuSK-muactenueil (MMEommx MHUOTaTude-
ckrue DOMI-npyu3HaKu NpH OTCYTCTBUM WM HaJIHYUHU
arpoduu, HO 06e3 KUPOBOH MHWIBTPAIMU TIapaBepTe-
OpaJIbHBIX MBIIIIT), BEPOSTHO, CBUICTEILCTBYET O TOM,
YTO MMOpPaKEHUE JAHHOU TPYIITHI MBIIIIII SIBJISETCS OTHUM
u3 npossieHuil MuacteHun [39—41]. Takum oGpazom,
MHacTeHHYeCKas caabocTh, MpUBOASAIIAsS K (YHKIHO-
HaJIbHOW MMMOOHIM3AaMU NapaBepTeOpaIbHbIX MBILIIL,
MOXET SBJISATHCS HDKBHUBAJCHTOM NEPEXOJHON CTaauu
MOPaKCHHUSI MBI OT PAaHHUX OTEYHBIX HM3MEHCHHH
(octpast u moocTpast Baszbl ICHEPBALINH ), IPEICTABIICH-
HBIX B HAIlEM KJIMHMYECKOM Ciydae, 10 MO3JHEeH cra-
UM (XpOHWYECKas ICHEPBals), KOTOPOI COOTBETBYIOT
OOJIBIIMHCTBO paHee onucanHbIX ciyvaes [37, 38]. Kpo-
M€ TOTO MOYKHO CJIeJIaTh BBIBOJI, YTO HAJIUYHE MPEUMY-
LICCTBEHHOTO MOPaKEHHS MapaBepTeOpaIbHBIX MBILIL]
ripu aHTU-MuSK-MHuacTeH!H B IETCKOM BO3PaCTe MOXKET
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MIPUBOJUT K CKOJHMOTHYECKOH JehopMaliiu, a y MOKHU-
JIBIX TIAIUEHTOB (Kak B ciydae aHTH-MuSK-, Tak u aH-
tu-AuXP-mMuactennn) — K kamntokopmuu u dropped
head-cunnpomy.

Takxe He OBLIO BBISBICHO OTEYHBIX H3MEHEHHIA,
JKUPOBOW MHPWIBTpAUU U arpouu s3bIKa, MUMHUYE-
CKOM M ’K€BaTEIIbHOW MYCKYJIATYphl, BO3MO)KHO, B CBA3HU
C HE3HAYHTEIBHOU MPOMOIIKUTEILHOCTHIO 3a0o0JieBa-
Hus (4-6 mec.). OnHAKO CUHMTAETCS, YTO THITUYHBIMHU
npuszHakamu aHTU-MuSK-MuacTeHuun SBISIOTCS aTpo-
¢bust u xxupoBast uHGUIBTpanus m. orbicularis oculi,
m. orbicularis oris, m. buccinators, BHyTPEHHUX MBIIIII]
si3bIKa [42], mm. pterygoidei, m. masseter n m. temporalis
[43]. Arpodust MbII S3bIKA B psilie ClydaeB UMeeT 00-
parumblii xapaktep [9, 44]. BeipaxxeHHOCTB aTpoduii
Y KHUPOBOU MH(OWIBTPAINN 3aBUCUT OT MPOHAOIDKUTEIb-
HOCTH TEPAITu¥ MPEIHN30JI0HOM [42], 0HAaKO B HEKOTO-
PBIX ciydasx arpoduu pa3BHBajNCh HA paHHEM 3Tarie
3a0o0JeBaHMs e1le 10 Hadasla Tepaniy, 4To, CKopee Bce-
T0, O0YCIIOBIIEHO CAMOCTOSITENILHOM POsbio aHTH-MuSK
B JaHHOM Tiporiecce [43, 45]. B wactHocTH, A.R. Punga
U coaBT. mokazanu, uro MuSK-aHTuTena BBI3bIBAIOT
(GYHKIIMOHAIBHYIO JICHEPBAIUIO, 00YCIOBIMBAIOILYTO
MOBBIIIICHUE TIPOAYKIIUU MapKepa aTpoUu CKEIIETHBIX
mbiii MuRF-1 (atrophy marker muscle-specific RING
finger protein 1) B maccHBHO MHAYLMPOBAHHON MOAEIH
JKCIIEPUMEHTAIBHOW ayTOUMMYHHOW MUACTEHUH Y Mbl-
meit [10, 46]. [Ipu 3ToM HaAOIFOMANIOCH CYHIECTBEHHO
6oxpmree noseimenue yposus MPHK MuRF-1 B jxeBa-
TEIBHBIX MBIIIIAX, TOTJA KaK B MBILIIAX KOHEYHOCTEH
(m. soleus) oH cCHUXANCSI, 9TO OOBICHIET OCOOCHHOCTH
pacripenenenus arpoduun npu antTu-MuSK-Muacrennn
[10, 46, 47]. IIporpeccupoBanue aTpoduu Ipu BO3ACH-
ctBun aHTU-MuSK Taxxke peanusyeTcst 3a CUET MOBbI-
IMEHUsT CUHTEe3a arporuHa-1 m p21, 9T0 TIPOBOIUPYET
MPEXKIEBPEMEHHYIO OCTAHOBKY KJIETOYHOI'O IIMKJIA U OC-
nabisieT crmocoOHOCTh CATETUTHBIX KJIETOK 3aMelIaTh
MOTEPSIHHBIC MBILICUYHBIE BOJIOKHA [48, 49].

CxomHbIe 3aKOHOMEPHOCTH OTMEYAIOTCS TIPU aHaAJTH-
3¢ MP-u3meHeHmi ma3oABUTraTeIbHBIX MBI P aH-
tu-MuSK-muactenun. B Hamem ciydae BbIpaKeHHAs
O TAIBEMOIIIETHS TPOJIOJDKUATEIBHOCTRI0 4 Mec. Xa-
pakTepu30BaIach YMEPCHHBIMUA OTCYHBIMUA U3MCHCHUS-
mu (o STIR) B m. rectus lateralis w m. rectus inferior,
9TO COOTBETCTByeT MP-mpusnakam paHHed (QyHKIIHO-
HanpHOU naeHepBammu (puc. 2). Torma kak B ciryda-
SIX TPOJOIKUTEIIEHOTO odTanpmorape3a (2—14 ner)
npu antu-MuSK-muactennn nabmonanucs MP-mipu-
3HAKH BRIPAKCHHOU aTpOGhUN IKCTPAOKYISIPHBIX MBIIIIII.
[Ipu 3 TOM HaMeHee BBIPAKEHHBIM OBLITO TIOPAKEHUE 1.
obliquus inferior [50, 51].

Takum o00pa3om, MbIlIeYHass aTpodusi, 0COOCHHO
MHUMHYECKOH ¥ OyIbOapHOW MYyCKyJaTyphl, ¢ OIHOM
CTOpPOHBI, SIBJISICTCSI JJOBOJIBHO PACIPOCTPAHEHHBIM OT-
TaJICHHBIM cJiencTBreM aHTu-MuSK-muactennw, ¢ npy-
TOll — pe3yJIbTaTOM COYETAaHUsI HeCKOIbKUX (DaKTOPOB:
IUTUTEIIEHO CTH 3a00JIeBaHMSI, HECBOCBPEMEHHOCTH Hava-
JIa MaTOTeHETHYECKOM Tepanuu U 3 (deKTa IITUTeITHHOTO
BOBJICHCTBUS BBICOKHX JI03 TITFOKOKOPTHKOCTEPOUIOB
[52]. JauHbIil BBIBOI MOATBEPKIACTCS 3HAYUTEIBHOU
BapuabebHOCTRIO CBEICHUN O PacmpoCTPaHEHHOCTH
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arpoduii npu aHTu-MuSK-MuacTeHUun B pasiUyHBIX
BBIOOpKax oT 5,7% [53] no 23% [54] cayuaeB. OueH-
Ka COCTOSHUS MBI ¢ TTomolnbio MPT sBiseTcs Bax-
HBIM 3JIEMEHTOM JAUATHOCTUKU, TO3BOJIAIOIINM OLEHUTh
MEPCIIEKTUBLI BOCCTAHOBIICHUSI yTPaYeHHBIX (DYyHKINH
Ha MOMEHT Havana tepanuu [43, 51].

B ominame ot ciryuaes Z. Heidarzadeh u K.M. Grover
[23, 24], yka3plBalOIIMX HAa OTCYTCTBUE JEKPEMEHTA
M-oTBeTa, y TMpeICTaBI€HHOW HaMH MAlUEHTKH OBLI
BBISIBJIEH JI€KpeMEHT M-oTBeTa MOpU PUTMHUYECKOH
crumymssnun 3 . BepositHo, maHHBIA (akT cBsizaH
C HAJIMYUEM 3HAUUTEIBHOTO MOBBILICHUS YpPOBHS aH-
tu-MuSK-auturen (o 25,3 EJI/mi), Torna kak B ciiydae
Z. Heidarzadeh on cocrasuin 0,71 or/mi.

[IpoBenenue uronsuatoit OMI' mo3BoaMIIO yCTaHO-
BUTb HEUPOTECHHBIN XapaKTep BBISIBICHHBIX U3MEHEHUI
B yuacTkax runepuatencuBHoro curnana (STIR) mapa-
BepTeOpanbHBIX MbIII. CIIOHTaHHAS aKTUBHOCTH M HE-
POTEHHBIH NMaTTepH HHTEPPEPEHIIMOHHON KPUBOH BBISIB-
JICHBI TOJIBKO B y4YacTKaX TMIEPUHTCHCUBHOIO CUTHaJa
o STIR B mapaBepTeOpanbHbIX MbIax. [locie mpo-
BeJleHHOM Tepanuu xapakrepuctuku [IJIE npakruuecku
MOJTHOCTHIO HOpMaJIN30BaNuCh. OTHaKO B OOJBIIMHCTBE
HCCIEIOBAaHNN MMalleHToB ¢ aHTH-MuSK-Mmuacrenueit
coo0IIaNnoch 0 MHONAaTW4ecKkoM xapakrepe OMI-u3-
MEHEHUW: YMEHBUICHUE NJIUTENbHOCTH U aMILIUTYIbI
[AE, Hanuuue noreHiuanoB GuoOpwuisiuun [17, 18,
55]. Muonarudeckue uaMenenus I1JIE HaOmromanuch
B 62-80,6% cnydaeB marnueHToB ¢ aHTH-MuSK-mua-
CTeHHEeW B MUMMUYECKHUX MbImmax [18, 54], torma kak
B MbIIIax koHeuHocte — B 33-44% [54, 56]. On-
HO3HauHasi uHTepnperanus udmenenuit I1IJ[E npu an-
ti-MuSK u antu-AnXP mMoxeT ObITh MOABEPTHYTA CO-
MHEHUIO, TaK KaK He OepyTCs B pacyeT pa3lnvHble (ha3bl
JICHEpPBAI[IOHHOTO TIpoIiecca.

B cnyuasx ¢ nperMMylIeCTBEHHBIM MOPaKEHUEM Ta-
paBepTeOpaNbHBIX MBI MHOMATHYECKUH XapakTep
mmenennit I1JIE compoBoxpaanics MBIIIEYHOH aTpo-
¢ueil mpu ATUTENTFHOM TeueHWM 3aloneBaHus [57].
B 10 ke BpeMs ommcaHBI ciiydyal ¢ HEOOJBIIOW IPO-
TOJKUTEIIBHOCTRIO aHTU-MuSK-MuacTeHun ¢ mopaxke-
HUEM aKCHAJIbHOM MYCKYJaTypbl, XapaKTepU3yroueics
YMEHbLIEHHOW aynTenbHOCThI0 IIJIE, moBbIIIEHHON
nonudasuell 1 BRIpaXCHHOH CIIOHTAHHOM aKTUBHOCTHIO
(moreHmanbl  GUOPHILISAIMH, (ACHUKYIALUHN, T0J0-
KUTEIbHBIE OCTPHIC BOJHBI), YTO PACIIEHUBAIOCH KaK
HEUPOTEHHbIE U3MEHEHHUS U CIIY’KUJIO IPUYUHOHN JIOXK-
Hoit auarnoctuku BAC [9, 19, 58, 59]. B page ciyuaen
MIPOSIBIICHUS, BBIIBICHHBIC 10 DOMI, cOmpoBOXKIATHCH
Y KIIMHAYECKU OYE€BUIHBIMU (aciukyisusami [ 19, 60].

[ToxBons uror, HEOOXOAMMO OTMETHTb, YTO MPH aH-
Tu-MuSK-MuacteHun OOJIBIIMHCTBO HMCCIIENOBATEIEN
paccMmarpuBaeT MOpPakKeHUE MBI KaK MHOTIATHYECKUH
npouecc [3, 17, 18, 22, 54], Torga kak B HalIeM ciayyae
M B DKCIIEPUMEHTAJBHBIX MCCIEIOBAHMIX IMpeICTaBIe-
HBbI CBEJCHUS O Pa3BUTHH (DyHKIIMOHAIBHOU JIeHEepBa-
1uu npu antu-MuSK-mMuacteHunn.

3akurouenne. 3a0o0JeBaHUs, XapaKTEPHU3YIOILUE-
Csl TIOpAKEHHEM MMMYHHOM CHCTEMBI TOCJe ajuIoTeH-
Hoit TI'CK, moryt ¢opMupoBaTh OTACIBbHYIO TPYIILY
OCJIOKHEHUN aJJIOMMMYHHOH npuposl. [Ipuuunsl u,
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CJIE/IOBATENILHO, METO/BI MX TEPanuH U MPO(UITAKTUKA
MOTYT OTJIMYATHCS OT TAKOBBIX MIPU OOILIECH3BECTHBIX 3a-
0oJIeBaHNAX ayTOMMMYHHOH 3THonoruu. Ciemyer ydu-
TBIBaThb, 4YTO (OPMUPOBAHHE AYTOMMMYHHBIX OCIIOXK-
HEHMI yallle UMeeT OTAAJICHHBIM Xapakrep, U B clly4yae
aHTU-MuSK-MHuacTeHuu nepBble KIMHUYECKHE MPOSIB-
JICHWSI MOTYT BO3HUKATh B TeueHue 5 yet ot TI'CK.

[lonnmanne  mAaTOreHETHYECKUX  OCHOB  aH-
tu-MuSK-MuacTeHnn Kak B clydae HAHONATHYCCKON
(hopMBI, TaK M B KaueCTBE MMOCTTPAHCIUIAHTALIMOHHOTO
OCJIO)KHEHHSI IMEET 0C000€ 3HaYeHHE B CBS3M C HEOO-
XOIUMOCTBIO TIPOBEACHUS paciinpeHHol auddepeHm-
aJBPHOW NMWAarHOCTHKH W BBEIOOpa aJeKBAaTHOU, CBOEBpE-
MeHHOH Tepanuu. B uwactHOoCTH, auddepeHImManbHAS
JUArHOCTHKA CITa00CTH B MBIIIIAX HA MOCTTPAHCIUIAH-
TallMOHHOM JTarne J0JKHa npoBoauThes Mexay PTIIX,
PUOOPETEeHHON MHACTeHHEH, TU3MMMYHHBIMH HEBPO-
MaTusMH, epruacuuuTOM U BOCTIAIUTEIbHBIMU MUOTIA-
tuAMH. B a0l cBs3u MPT Mblun cienyer npumMeHsITh
KaK OJIMH U3 KITFOUYEBBIX IMAarHOCTUYECKUX METOJOB, ITO-
3BOJISIFOIINX OIIGHUTH XapakTep, paclpoCTPaHEHHOCTh
1 NIEPCIIEKTUBBI BOCCTAHOBJICHUS yTPAaYEHHBIX (QYHKIIMH
Ha MOMEHT Hadaja Teparuu.

KondumnkT unTepecoB. ABTOpHI 3asBISAIOT 00 OT-
CYTCTBHHU KOH(IMKTA HHTEPECOB.

®uHaHcupoBaHue. VccnenoBanne He UMENO CIOH-
COPCKOM MOAAEPIKKH.

ABTOpBI HECYT MOJHYIO OTBETCTBEHHOCTH 3a TPEAO-
CTaBJIEHWE OKOHYATENFHOW BEPCUHU PYKOITUCH B I1€YATh.
Bce aBropsl mpuHUMany yyactue B pa3paboTKe KOHIIETI-
UM CTaTbd W HAaMMCaHWM pykomucH. OKOHUaTeIbHAas
Bepcus pyKONUcH OblIa 0100peHa BCEMU aBTOPaMHU.

NudpopmupoBannoe cornacue. Ilanuentka noanu-
casia ”H(POPMUPOBAHHOE COITIACHE Ha MTyOIHNKALHIO CBO-
WX JTAHHBIX.
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YACTOTA BOSHUKHOBEHHUA U KIMHUYECKHUE XAPAKTEPUCTUKH
T'OJIOBHOM BOJIA TP IPUMEHEHWU TPAHYJIOIIUTAPHOI'O
KOJTOHUECTUMWINPYIOLET'O ®PAKTOPA Y JTOHOPOB KOCTHOI'O MO3T'A
N INAOUEHTOB C OHKOI'EMATOJIOI'MYECKUMHU 3ABOJIEBAHUSAMHAU

Ckuba A.B.', Coxonoe A.FO."?, Bacanoea 10.C.', I'onuaposa E.B.', ITonywun A.FO.', Braoosckas M.,
Kynazun AJ1."

Tlepesrit Cankt-IleTepOyprekuii ToCyIapCTBEHHBIN MEIUITHHCKUN YHUBEPCUTET UMeHHN akaaemuka WLIT. [Tasmosa, CaHKT-
ITerepOypr, Poccus
Mucruryt ¢pusuonorun uM. U.I1. ITaBnosa PAH, Cankt-IletepOypr, Poccust

Pe3rome

Lesb uccienoBaHusi: onpedenenue 4acmomsl 603HUKHOGEHUS U KIUHUYECKUX Xapakmepucmuk conoghou ooau (I'b)
npu nPUMEHEHUU SPanyIoyUmapHo2o Kolonuecmumynupyiowe2o pakmopa (I'-KC®) 0 mobunuzayuu cmeonoswix Kie-
MOK U JleweHuUs HelmponeHuy y 00OHOPO8 U NAYUEHMO8 C OHKO2EMAMONOSUYECKUMU 3A00NeBAHUSMU COOMBEMCINBEHHO.
MarepuaJ u MeTOAbL. B npocnexmugnoe HabaiodamenvHoe HeKOHmMpoaupyemoe ucciedosanue skaodeno 39 yuacm-
Hukoe — 20 00HOpo8 KocmHo20 Mo32ea u 19 nayuenmog ¢ oHKocemamonouyeckumu 3adonesanusimu. Oyenusaiucsy
yacmoma pazeumust u Kiunuveckue xapaxmepucmuku I'B na gone nooxoscnoeo esedenus [-KCD (punepacmum)
6 dozupograx 5—10 mxe/xe 6 meuenue 2—5 oueil.

Pesynbrarbl. ['F uawe osnuxanu y 00HOPO8 6 CPAGHEHUU C RAYUSHMAMU, CIMPAOQIOUUMU OHKO2EMAMONLO2UYECK -
mu 3abonesanusimu (78,9% vs 35,0%,; p = 0,006). [lns epynn 00HOpos u nayueHmos ¢ OHKO2eMamono2U4eCKUMU
3a001e6aHUAMU ZHAYUMBIX PAZIUYUL NO 8pemeHu 8o3HuKHoseHus I'b omnocumenvrno nauana mepanuu I-KC®, ee
ONUMeNbHOCMU, UHMEHCUBHOCIU, XapaKmepa 1 10KaIu3ayul evisaeieHo ne oolio. Ilon, sospacm, oosuposka I-KCD
U ONUMENbHOCTIb €20 NPUMEHEHUs! He ObLIU accoyuuposansl ¢ pazsumuem I'b kak 6 epynne 00Hopos, max u 8 epynne
NAYUEHMo8 ¢ OHKO2eMAMONL02UYECKUMU 3A00Ne6aAHUMU.

Baximouenue. I'b vauje sosHuxaem y OOHOPOS, HeCeU Y NAYUEHMOS C 3a00J1e6aAHUEM OHKO2EMAMOLO2UYECKO20 NPO-
Quns. ©enomun I'b ne sigsemcs cneyuduunsivm u mpedyem OanbHeuule2o YmouHeHus CeMuomuKuy.

KnodyeBsie cnoBa: rpaHyloNUTApHBINA KOJTOHHECTUMYIUPYIOMMK (HaKTOp, TOIOBHAS 00N, MUTPEHb, TUM}O-
Ma, MHOXXECTBEHHAss MUEJIOMa, TPAHCIUIAHTAIMS T€MOIOITHYECKUX CTBOJIOBBIX KIIETOK,
JIOHOP KOCTHOTO MO3ra

s mntupoBanus: Ckuba f.b., CoxonoB A.1O., Baranosa 10.C., I'onuaposa E.B., [Tonymmu A.lO., Bramos-
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IPaHyJIOLUTAPHOTO KOJIOHUECTUMYIIUPYIOLIEro (GpakTtopa y JOHOPOB KOCTHOIO MO3ra U MAlUCHTOB C OHKOIE€MaTOoJIO-
THYECKUMHU 3a0oneBaHusIME. Poccutickuil negponoeuueckui sicypruan. 2022;27(4):55-61. DOI 10.30629/2658-79477-
2022-27-4-55-61
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HEADACHE IN BONE MARROW DONORS AND ONCOHEMATOLOGICAL PATIENTS, WHO
TAKING GRANULOCYTE COLONY-STIMULATING FACTOR: INCIDENCE AND CLINICAL
FEATURES

Skiba Ia.B.!, Sokolov A.Yu."?, Vaganova Yu.S.!, Goncharova E.V.!, Polushin A.Yu.', Viadovskaya M.D.",
Kulagin A.D.!

"Pavlov First Saint Petersburg State Medical University, Saint Petersburg, Russia
*Pavlov Institute of Physiology of the Russian Academy of Sciences, Saint Petersburg, Russia

Abstract

The aim of the study was to assess the incidence and clinical features of headache associated with the use of granulo-
cyte colony-stimulating factor (G-CSF) for stem cell mobilization or neutropenia treatment among oncohematological
patients and bone marrow donors.

Material and methods. 4 prospective observational uncontrolled study included 39 participants: 20 bone marrow
donors (group 1) and 19 oncohematological patients (group 2). We evaluated the incidence and clinical features of
headache after subcutaneous administration of G-CSF (filgrastim) at doses of 5 to 10 ug/kg for 2 to 5 days.
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WNCCNEAOBAHNA N KNIMHUYECKNE HABJTIOAEHWA

Results. Headache occurred in bone marrow donors more often compared to patients with hematological malignan-
cies (78.9% vs 35.0%, p = 0.006). There were no significant differences in the time of headache onset, its duration,
intensity, features, and localization between two groups. Gender, age, dose of G-CSF, and duration of its use were not
associated with headache development in both groups.

Conclusion. Headache occurs more often in bone marrow donors than in patients with hematological malignancies.
The phenotype of headache associated with G-CSF exposure is not drug-specific and requires further studies on its
semiotics.

Keywords: granulocyte colony-stimulating factor, headache, migraine, lymphoma, multiple myeloma, hemato-
poietic stem cell transplant, bone marrow donor
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Coxpawenua: BAIIl — Bu3yanbHas aHamorosas
mkana; I'b — ronoBuas 6onp; ['-KCD — rpanymonn-
TapHBIN KoJloHuecTUMynupytomuii paktop; MKI'b-3 —
MeXIyHapoaHas Kiaccu(uKamnus ToJIOBHOH 6oiu 3-ro
HepecMoTpa.

Beenenue. IIpuMeHeHHne TrpaHyIOIMTAPHOTO KO-
nonunectumynupytomero ¢akropa (I-KC®D) mnpouno
BOIIJIO B TIOBCEAHEBHYIO MPAKTHKY JUIsI KOPPEKIUU
HEUTPOTICHNH W MOOMIM3aNX TepuepruuecKkux CTBO-
JIOBBIX KJIETOK KPOBU y JOHOPOB KOCTHOTO MO3ra W ma-
IIMEHTOB C OHKOTEMATOJIOTHUECKIMHU 3a00JIeBaHUAMH | 1,
2]. Hapsiny ¢ occanrueit u o01eit cnadbocThio, FOJIOBHAS
6016 (I'B) onmceIBaeTCs Kak OMWH W3 HAaHOOJIEE JaCThIX
1mo004YHBIX ((HEKTOB MPUMEHEHUS TaHHOTO Tpenapara
[3, 4]. B mexnaynapomgHoi kinaccudukammu I'b 3-ro me-
pecmotpa (MKI'B-3) nepeunciens! oTnenbHbie GOpPMBI
BTOPUYHBIX Te(asiajruii, CBI3aHHbIE C MPUEMOM KOH-
KPETHBIX BELIECTB, HAITPUMEP IOHATOPOB OKCHJIA a30Ta,
HHTHOUTOPOB (oChOomUICTEPA3hI, AIKOTOIS FIIN KOKAU-
Ha, MPH 3TOM B KPUTEPHUSX MOCTAHOBKHU JIMArHO3a YKa-
3aHBl U KIMHAYeckue Xapakrepuctuku ['b [5]. C atux
no3uiuii onucanue ¢peHomeHonoruu I'b npu npumene-
HUU Pa3INYHBIX CyOCTaHIIMH U IEKapCTBEHHBIX CPEICTB
BBINVISITUT BEChMa aKTyaJIbHBIM, TaK KakK IO3BOJIUT 0O-
Jiee MOJTHO (OPMHUPOBATH KPUTEPUN TUATHOCTHKH IO
KOHKpETHBIN Tpenapar. B To e Bpems JeCKPUITOPHI
I'b, pasBuBaromieiicss Ha ¢one mpumeHeHus [-KCO,
U 0COOCGHHOCTH €€ TEUCHHS JCTaJbHO HE ONMHCAHBI HU
B MKI'b-3, Hn B paboTax, MOCBSIICHHBIX H3YYCHHIO
sppextuBHocT U Oe3omacHoctu [-KC®. Cnenu-
abHO CIUTAHWPOBAaHHBIX WCCIIEOBAaHUMA TIO OIEHKE
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ocobennocteit I'b BenencTeue ucnonszoBanus [-KCO
K HACTOAIIEMY MOMEHTY TaK)Ke He 3aperhuCTPHUpPOBAHO.
B 97011 cBSI31 HaMU IPOBEIECHO MOKUCKOBOE MPOCIIEKTUB-
HOe HaOmrofaTeTbHOE MCCIIE0BAaHUE C IIETBI0 OTpee-
JICHUS YaCTOTHI BCTPEUAEMOCTH, KIIMHUYECKUX MPOSIBIIC-
HUM U pakTopoB prcka pa3sutus I'b nmpu npumeHneHnn
I'-KCo.

Marepuaa u metoabl. [IpocrnieKTHBHOE OJHOIICH-
TPOBOE HAONIOJATEIbHOE WCCIIENOBAaHUE IPOBEICHO
B knmuaNKe «HUWUUM nerckoif OHKONIOTHH, TeéMaTOJOTHHU
u tpancmadronorun uM. P.M. T'op6auesoii» T1CIIOI -
MY uwm. akan. W.I1. [TaBmosa B 2018 . Kpurepuu BKTI0-
yeHust: Bo3pacT crapuie 18 net, Beenenue [-KCD nus
MOOWIHM3aIUN  TIepu(PEepUIECKIX CTBOJIOBBIX KIIETOK
KpOBU Yy IOHOPOB KOCTHOIO MO3Ta U MAIIEHTOB C OH-
KOTE€MaTOJIOTHIECKIMH ~ 3200JIeBaHUSMH W JIede-
HHUE HEUTPONEHHM Y MOCIenHux. B ucciaemoBanue He
BKJIFOYAIIUCH TManreHTsl Mutame 18 met. Bxirodeno 39
YYaCTHUKOB, 3 HUX ObLUTH CPOPMHUPOBAHBKI JIBE TPYIIIIHL.
[IepByto rpynmy cocTaBHIM MAIMEHTHI C OHKOTEMATOJIO-
rudeckuM 3aboneBanuem (n = 20, 51,3%), u3 Hux 13 —
¢ mmMpomamu (33,3%), 6 — ¢ MHO)KECTBEHHOW MHUENO0-
Mmoii (15,4%), 1 — ¢ armactuueckoli anemueii (2,6%) (y
JAHHOTO TTalleHTa Tpernapar Ha3Hadajcs U JeUeHUs
HeliTporieHny Ha oHe akTyalibHON MH(DEKINOHHOHN Ta-
TOJIOTHH ); BTOPYIO TPYIITY COCTABHIN JOHOPHI KOCTHOTO
mosra (n = 19, 48,7%). B kauectBe [-KC®D ucnonp3o-
Bamn unrpactum (JleikoctumM©, 3A0 «bUOKA]y,
Poccust) B hopme pacTBOpa JUisi BHYTPUBEHHOTO M TIOJI-
kokHOTO BBeneHus (300 Mir/mut, dpakoHBI o 1 M),
KOTOPBIA Ha3HA4yajiCs IMOJKOXKHO B TEUCHHUE 2—5 mHEH
B TIO3UPOBKAX 5 MKT/KT (IUTsI IIPOBEACHISI MOOMITH3AIINN
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Tab6numa 1
XapakTepHCTHKA YYACTHHKOB HCCJIEI0BAaHUs U cxeMbl Ha3HavyeHus [-KC®D
I'pynna «oHkoremaro- 3HaYUMOCTh
O61mast BLIOOpKA, I'pynmna «1oHopbI», JIOTHYeCcKoe a3 IHanii (Mex,
XapakTepucruka nlg 39 (10002,) p;yz =19 ?100;.),) 3a6oseBanme», n = 20 pncc.ﬂe;(yelfablMpzlly
(100%) rpynnamu), p
Ilon
Myx 23 (59,0) 8 (42,1) 15 (75,0) 0,037
Ken 16 (41,0) 11 (57,9) 5(25,0)
Bospacr, roapl, Menana (min—max) 38,3 (21-50) 33,4 (21-45) 43,0 (31-50) 0,006
Jlnumenvnocmo esedenus I -KCD, onu
2 1(2,5) 1(5.,3) — 0,46
3 17 (43,6) 7 (36,8) 10 (50)
5 21(53,9) 11 (57,9) 10 (50)
Josupoexa I'-KC®, mre/ke
5 20 (51,3) 8(42,1) 12 (60) 0,26
10 19 (48,7) 11 (57,9) 8 (40)
Table 1
Patient characteristics and u drug prescribing scheme (G-CSF)
General, n =39 Patients With. -
Features a 00’%) Donors, n =19 (100%) qncohaemato-loglcal Significance, p
disease, n =20 (100%)
Gender
Male 23 (59.0) 8 (42.1) 15 (75.0) 0.037
Female 16 (41.0) 11 (57.9) 5(25.0)
Age, years, median (min—max) 38.3 (21-50) 33.4 (21-45) 43.0 (31-50) 0.006
Duration of G-CSF exposure, days
2 1(2.5) 1(5.,3) — 0.46
3 17 (43.6) 7 (36.8) 10 (50)
5 21(53.9) 11 (57.9) 10 (50)
Dosage of G-CSE, ug/kg
5 20 (51.3) 8 (42,1) 12 (60) 0.26
10 19 (48.7) 11 (57.9) 8 (40)

C COIYTCTBYIOILIEW XMMHUOTEPAIUEN WIIU JIEYEHUS HEM-
TporieHuH ) WK 10 MKT/KT (MOOMIH3AIUS O€3 XUMHUOTE-
parnuu). BeiOop 103MPOBKH M AJTUTENBHOCTU BBEICHHUS
Iperapara OmpeiessuiCsS B TOM YHCIIe U aHTPOIIOMETPH-
YeCcKUMHU NapameTpaMu. Hamu oneHuBaluch cliemyro-
e nokasarenu: Haauyue I'b B TeueHue nepBbix 5 qHen
oT Havana npuMmeneHus ['-KCD u cpoku ee nosiBneHus
OT MOMEHTA TIepBOTO BBEACHNUS IIpernapara, BpeMs CyTOK
nosiBiienus ['b, cyObeKTHBHBIE XapaKTepUCTUKH (MHTEH-
CHUBHOCTH TI0 BH3YyaJbHOU aHanoroBod mkaie (BAILL),
nokanu3anus, xapakrep ['b 1 ee npogoKUTENBHOCTD ),
MOTPeOHOCTE U 3(PPEKTUBHOCTE NMPHUEMa aHATBI€THKOB.
CraTtucTudecKkuil aHaan3 JaHHBIX OCYIIECTBISUICS C 110-
Mmoo mporpammbl SPSS 23.0. Orienka pacnpeneneHus
BBIOOPKH MTPOBOAMIIACK ITyTEM OIpeesieHns Kodhhum-
enta KommoropoBa-CmupHoBa. [l KOJIMYECTBEHHBIX
MIEPEeMEHHBIX OIpeNesylach MeJluaHa, MaKCUMalbHOe
Y MAUHAMAJIPHOE 3HAYEHUS Pa3Induil MEXy TPYIIaMu
1o OMHAPHBIM M PAHTOBBIM MEPEMEHHBIM OCYIIECCTBIIS-
JIMCh C TIOMOIIIbIO TecTa Xu-kBajapar. Jyis onpeneneHus
B3aMMOCBA3U MeXAY pazsutueM I'b u npyrumu napame-
Tpamu uctoib3oBacs Tect [lupcona.

Pesyabrarel. B koropre nanueHToB ¢ OHKOI€Maro-
JIOTHYECKUMH 3a00JIeBaHUSAMHU OBLIO 3HAYUMO OOJIBIIE
MYKYHMH U B II€JIOM YYaCTHUKHU JaHHOU TPYIIbI ObLIU
CYIIECTBEHHO CTapllie B CPABHEHNUH C TPYNIION JOHOPOB.

Pexxum  103uMpoBaHMS M JUTMTENLHOCTH PUMEHEHUS
I'-KC® B uccnenyemsIx rpynnax 3Ha4uMO HE pa3inya-
nuck (tabm. 1).

Yacrora Bo3HUKHOBeHHs ['D oOka3amace MeHbIIE
B TpYyIIE MAIMEHTOB C OHKOTE€MAaTOJIOTHUECKUMH 3a-
0oJeBaHMSMU B CPaBHEHUHW C Tpymmoi goHOopoB (35,0
u 78,9% cootBeTcTBeHHO, p = 0,000), Mpu 3TOM OCTaIB-
Hble XapakTepucTuku ['b Mexny rpynmnamMu He pa3nuya-
nuck (Tabm. 2). Cpenu maueHToB ¢ OHKOTeMaTOIOTHYe-
ckumH 3a0o0neBanusiMu ['b vare Bo3Hukana Ha 2-if u 4-i
JHU oT Havaja npumenenus [-KC®D (mo n = 2; 28,6%
Ka)KIbIH ), Pa3BUBASICh B PA3INIHOE BPEMsI CyTOK, PEIIKO
COIPOBOXKJAJIACH TOLIHOTON Y IOBBIIIEHHON 4yBCTBU-
TETBHOCTHIO K cBeTy (1o n = 1; 14,3%), He mmena crenn-
(uueckoll JoKanu3aMyu U XapakTepa M, Kak MpaBHIIo,
npojoibkanack He 6onee 4 4 (n = 6; 85,7%) B TeueHue
MEePBBIX ABYX CyTOK (1 = 3; 42,9%) n omnyanach yme-
peHHOI HHTeHCHBHOCTHIO (5,1 £ 1,9 mo mxane BAILLD).

B rpymnne nonopos I'b, kxak mnpaBuio, MHOSBIIS-
nach B nepseie (n = 6; 40,0%) u BrOpBIC CYyTKH (11 = 4;
26,6%) ot nauana npumeHenus: [-KC® (n = 6, 40,0%
KaXX/IbIil), Pa3BUBAsACh NPEHMYILECTBEHHO B YTPCHHEE
BpeMms (n = 8; 53,3%), compoBOXKIaNach MOBBIIMICHHOMN
YYBCTBHUTEIBHOCTBIO K CBETy/3ByKaM (n = 6; 33,3%),
yare uMesa MyJIbCUPYIONIMHA U JaBsIuil Xxapakrep (1o
n = 6; 40%), Bucounyto jokamuzamuio (n = 5; 33,3%)
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Tabnuma 2 Table 2
XapaKTepHcTHKA I0JI0BHOIi 001 B HCC/IeyeMbIX IPyNIax Characteristics of headache in patients with oncohaematological
disease and donors
Tpynna I'pynna 3HaunMoOCTh
«OHKOTemMaTo- pasiamunii Pati . }
«TOHOPBI», atients with on Lo
n (%) JIOTHYECKOoe 3a060- MKy Ipyn- Donuors, cohaematological Significance,
sneBanue», n (%) namw, p n (%) disease, 11 (%) P

TonmosHast 60116 15 (78,9) 7 (35,0) 0,006

B TEUYCHHE TEp- Presence of 15 (78.9) 7 (35.0) 0.006
BBIX 5 JTHEH OT headache during

Hayaja mpuMe- 5 days after the

HEHHUS beginning of

I'-KC® G-CSF therapy

JleHb MOSIBJIEHNS TOJI0BHON 00JIM OT MOMEHTA NMEePBOro BBeIeHUS Day of the headache beginning after first exposure of G-CSF
I-KCo 1 6 (40.0) 1(14.3) 0.77
1 6 (40,0) 1(14,3) 0,77 > 4(26.6) 2(28.6)

; tasn | 2080 3 e | 1aa)

- > 4 3(20.0 2(28.6

4 3(20,0) 2(28,6) 3 1( 6.7 ) 1 (14 3)

5 L6 L(143) : ®7) &)

BpeMmsi cyTOK MOsIBJIeHHsI TOJIOBHOM 6011 Tlme.s of headache beginning

yTpo 8 (53’3) 2 (28,6) 0,14 morning 8 (533) 2 (286) 0.14
JeHb - 2(28,6) daytime - 2(28.6)

Beuep 6 (40,0) 2 (28,6) evening 6 (40.0) 2 (28.6)

HOYb 1(6,7) 1(14,3) night 1(6.7) 1(14.3)

TomHoTa 1(6,7) 1(14,3) 0,5 Nausea 1(6.7) 1(14.3) 0.5
Caero-/ 5(33,3) 1(14,3) 0,35 Photophobia/ 5(33.3) 1(14.3) 0.35
3ByK0OOsI3HR phonophobia

Hpuem ananere- | 4(26,7) 4(57.1) 0,16 Painkillers re- 4(26.7) 4(57.1) 0.16
THKOB 1OTPe00- quirement

Baled Painkillers efficacy

¢} (PeKTHBHOCTH NPHEMA AHAJIBIeTHKOB T00% 2100 37750 028
100% 4 (100) 3(75,0) 0,28 2 (100) (75.0) ’

0 - 1(25.0) 0 i 1(25.0)

Jlokanusanusi ro;10BHoii 6011 Headache localisation

TOGHAs 3 (20,0 2 (28,6) 0,6 frontal 3(20.0) 2 (28.6) 0,6
JI0OHO-BUCOYHAS 1(6,7) 1(14,3) fronto-temporal 1(6.7) 1(14.3)

BHCOYHAsI 5(33.3) 1(14,3) temporal 5(33.3) 1(14.3)

3aThUTOYHAS 2 (13,3) 1(14,3) occipital 2(13.3) 1(14.3)

TEeMEHHast 4(26,7) 1(14,3) parietal 4(26.7) 1(14.3)

Aupdysnas - 1(14,3) diffuse - 1(14.3)

Aneit ¢ ro1oBHoi Go1b10 Number of headache days

1 6.(40,0) 2(28,6) 0.4 1 6 (40.0) 2(28.6) 0.4
i 6(40.0) ? (‘l‘i’z) 2 6 (40.0) 3(42.9)

— (14.3) 3 - 1(14.3)

: LE.D) 1143 4 1(6.7 1(14.3

5 2(133) - 6.7 (14.3)

Xapakrep 601 5 2(133) _

nyfbeHpytoLas 6 (40,0) 2 (28,6) 0,4 Headache character

naBsas 6 (40,0) 2(28,6) pulsating 6 (40.0) 2 (28.6) 0.4
CHKUMAFOLIas 1(6,7) - pressure 6 (40.0) 2 (28.6)

pacmuparorast 1(6,7) - squeeze 1(6.7) -

HOTOTIAS 1(6,7) 2(28,6) bursting 1(6.7) -

owtyieHue 06- - 1(14.3) aching 1(6.7) 2 (28.6)

py1a tension - 1(14.3)

AuTENLHOCTE NpHCTYNA, 1 Duration of headache attack, hours

1044 9 (60,0) 6 (85,7) 0,2

4384 — — less 4 hours 9 (60.0) 6 (85.7) 0.2
Goee 8 4 6 (40,0) 1(14.3) 4-8 hours - -

HTCHCHBHOCTS 5.0 5.0 0,9 more 8 hours 6 (40.0) 1(14.3)

TOJIOBHOI#T GOITH (2,0-8,0) (3,0-7,0) Headache 5.0 5.0 0.9
o mkaine BAIII, Intensity (Visual | (2.0-8.0) (3.0-7.0)

KOJI-BO 0aslioB, analog scale),

Meanana (min— points, median

max) (min—max)
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U yMepeHHyIo HMHTeHCHBHOCTH (5,0 + 2,0 mo mkame
BAII). [Ton, BO3pacT U JUIMTENBHOCTh PEXKUMa JO3HPO-
BaHusa [-KC® He ObumM acCONMHUPOBAHBI C PA3BUTHEM
I'b B 0benx rpymnmax.

O6cy:xnenue. [Ipexae Bcero, ¢ MPaKTUICCKONU TOU-
KM 3peHMs cieqyeT ykasaTb, 4ro I'b, mosBisromascs
Ha Qoue npumenenus [-KC®D, nomkHa KOAMPOBATHCS
B coorBeTcTBUU ¢ MKI'B-3 kak 8.1.9 (roioBHas 60:b,
BbI3BAaHHAsI SMH30IMYECKUM HCIIOIH30BAHNEM JIeKap-
CTBEHHBIX IPENaparoB, HE IPUMEHAEMBIX AT JICUCHUS
TOJIOBHOM 00yn). AJIbTepHAaTHBHOM KOAWPOBKOH MOXKET
BeicTynath 8.1.10 (romoBHast 001b, BEI3BAaHHAS JITUTEIh-
HBIM HCIIOJIb30BaHUEM JIEKApCTBEHHBIX IMPENaparoB, HE
MIPUMEHSIEMBIX JIs1 JICUCHHUS] TOJIOBHOW 00JM), TaK Kak
B KJIaccu(DMKAIMK HE JaeTCsl YeTKUX yKa3aHUil Ha Bpe-
MEHHOH mapaMeTp, pa3delsiomnil MOHATHE «3IU301-
YECKOE MPUMEHEHHUE U «JITTUTEIIbHOE TIPUMEHEHne» [S].
C yuetom toro uro I'-KCD BBoanTCS MOBTOPHO HA MPO-
TSOKEHUU 2—5 mHEH, mepBblii BapuaHT KOAMPOBKH BBITIIA-
T OoJiee KOPPEKTHBIM.

I'b omnuceiBaeTcs Kak OOUH U3 HAUOOJIEE YaCThIX IIO-
6ounbIxX 3 dexroB npumenenus I'-KCD kak y 7oHOPOB,
TaK ¥ MalMeHTOB CO 3JI0KaY€CTBEHHBIMUA HOBOOOPAa30Ba-
HUSMU (B TOM YHCIIE ¥ CUCTEMbI KPOBETBOpEHUs) [6—8].
Pacnpocrpanennocts I'b mpu npoBepeHuu Tepanuu
I'-KC® paznuuHa B 3aBUCUMOCTH OT TPyl MalleH-
TOB W TPOTOKOJIA TMPOBOAMMOTO JIEUEHUSI M BapbUpyeT
B auanaszoHe oT 1,4% (maumeHTsl Co 370KaueCTBEHHbI-
MU Heorazusamu) [8] 10 54% (3mopoBeie noHOPHI) [9].
Tak, HanpuMmep, B IpymIe JOHOPOB, YAaCTh U3 KOTOPBIX
nojy4asia, TTOMHUMO OJHOKPAaTHOM HMHBEKIMH JIEHOTpa-
cTMa (YeroBevecKoro mMko3winpoBaHHoro ['-KCD)
B JIO3UPOBKE C MeaAuaHou 5,58 Mkr/kr 3a 12—16 4 me-
pen adepe3oM, Takxke U 4 Mr JeKCaMeTa30Ha, 4acToTa
paszsutus I'b cocraBuna 19,6%, npu 3TOM CpaBHEHUS
[0 HAJMYHUIO JAHHOTO OCJIOXKHEHUS] MEXAY MOArPYIl-
nmamu (¢ JeKCaMeTa30HOM U 0e3 Hero) He MPOBOIUIOCH
[3]. 1o Bcelt BUIUMOCTH, BEPOATHOCTh BOSHUKHOBEHUS
no0ouHbIX dpdekroB npu npumeneHnn [-KCD B me-
aom, 1 I'b B wacTHOCTH, 3aBHCHT OT JO3bI Ipenapara
[10], HO HE OT KPAaTHOCTH €ro Ha3HA4YCHUs (OIHOKPATHO/
JBaXIIBI B ieHb) [ 11]. B menom, Oonee yactas BcTpedae-
MocTb I'b y TOHOPOB B CpaBHEHUU C IPyNIIONA NalUECH-
TOB ¢ 3a00JIeBaHUSIMH OHKOTE€MATOJIOTHYECKOr0 MpoQu-
7151, BBIABJICHHAA B HAIllEeM HCCIIETOBaHHH, COTIIACyeTCs
C JaHHBIMH JIUTEPATYPbI, OJHAKO 3aBUCUMOCTH MEKAY
no3upoBkoit ['-KC® u gacroroii pazsutus I'b B Hamem
HCCIICIOBAHUM BBISIBICHO HE OBLIO.

Onpenenenne nartepHa «TunuaHoin» I'b nmpu mpume-
Henuu [-KC® BaxHO, TaKk KaK OH MOXKET OTIIMYaThCs OT
takoBoro npu I'b Ha done Apyrux crenupuuecKux Imo-
60unbIX pdekroB npumenenus [-KC®D, namnpumep, Ba-
ckymuta [12]. Kpome toro, [-KC® oka3wpiBacT BIHsSIHUC
Ha CHCTEMY I'éMOCTa3a, YTO MOXKET NMPUBOIUTH K BEHO3-
HBIM TpoM003aM [ 13] pu JToKaIM3aIyy KOTOPHIX B UHTPA-
KpaHHAJIbHBIX BEHaX BO3MOXKHO MOsBIIEHNE «HOBOI» ['b.

B rpynne «qoHope I'b, Kak mpaBuio, pa3BuBajiach
B mepBble cyTkd nocie npumeHenuss [-KCD (40%,
n = 0), 9T0 MOXET MOATBEPKAATh IPUYNHHO-CIIEICTBEH-
HYIO CBSI3b MEXJy IPUMEHEHHEM Iperapara U €€ BO3-
HukHoBeHHEM. [losBnenne y 33,3% manneHToB rpymimb

RESEARCHES AND CLINICAL REPORTS

«JIOHODPBI» TIOBBIIIEHHONW YYBCTBUTEIBHOCTH K CBETY
1 3ByKaM HallOMHMHAEeT aHAJIOTMYHYIO KapTHHY Y HEKO-
TOPBIX JIMIL] ¢ MUI'PEHbIO BO Bpems npuctyna I'b. Ila-
TOr€HEe3 3TOW 1edanairuu CBA3BIBAIOT C aKTHBALMEH
TPUTEMHUHO-BACKYIIAPHONW CHCTEMBI M Pa3BUTHEM CEH-
CUTH3ALMM HE TOJBKO TPOWHUYHBIX, HO U TaJaMOKOpP-
TUKaJbHBIX HEMPOHOB, MOIYYAIOIINX KOHBEPTEHTHBHIE
BXOZIbI OT 3PUTEIBHOIO M CIIyXOBOI'O aHAaJIN3aTOpOB,
YTO paccMaTpuBacTCsl Kak HEWPOOUOIOTHYECKUI 0a3nc
¢doro- u ponohobun coorsBercTBeHHO [14—16]. Hamu-
Y€ MUTPEHENIOJ00HBIX CUMITOMOB Y TPETH Y4YacTHHU-
KOB OJTHOW M3 TPYII HAIIEro MUCCIEI0BaHMs MTO3BOJSET
00Cy)KAaTh CXO)KHE MEXaHU3MBbI UX BOZHUKHOBEHHS.

Mexay TeM nosiBiieHue «HoBoi» ['b, Tem Oornee eciu
OHa OTJIMYAETCS OT OOBIYHOM W/WITU MIPOTPECCHBHO YCH-
JMBaeTCs, TpeOyeT OT HEBPOJIOra OLEHHWBATh TaKoe CO-
CTOSTHHE KaK «KpacHbBIH (raxkok» [17], uTo ompenemnseT
HEOOXOIMMOCTb HEOTIIONKHOTO 00CIeIOBaHNS U UCKITIO-
YEHUs! OpraHudeckoi npuuuHsl I'b.

Ilo Bcelt BUIMMOCTH, TAKOTO PO/ OAXO/ HE COBCEM
YMECTEeH KaK MHHHMYM JUISI TTALIMEHTOB ¢ 3a00JeBaHU-
MU OHKOI'€MaTOJIOTMYECKOTO MpOoQuiIsl, TaKk Kak 3Ta
TpyTIa anpuopyd WMeeT 3HAYUMBIA (aKTop HACTOPO-
JKEHHOCTH — HaJHM4He 3JI0Ka4eCTBEHHOI0 HOBOOOpa-
3oBaHus. C ATOM NMO3HIUK elie Ooliee aKTyallbHbIM BbI-
DISIIUT JeTajdbHOE OnrcaHue GeHOTUNA U KIMHUYECKUX
narrepaoB I'b Ha done npumenenns ['-KCO, Tak kak
Oosiee B3BEIIEHHOE NPUMEHEHHUE MpaBHJa «KPACHBIX)»
M (OKENTBIX» (DIAKKOB Yy JTAHHOW TPYMIIBI MAIMEHTOB
MO3BOJINT M30€KaTh HEHY)KHBIX JIOTIOJHHUTEJIBHBIX 00-
cnenoBaHui. [ToATBEPKIEHUEM TAaKOTO BbIBOAA MOYKHO
cuutarh U 1e0roT I'b nocie BBenenusa ['-KC®D B HouHoOE
BpeMs y OTAETBHBIX MAIeHTOB B 00enx rpymmax (1o
OJTHOMY B KaXKIOH), TPEOYIOIIHI MOBBIMIEHHONW HACTO-
POXEHHOCTH KacaeMO WHBIX NMPHYWH TaK Ha3bIBAEMOM
«OymuneHuKOBOI» ['B, B psize ciydaeB onpenensomei
HEOOXOAMMOCTh HEOTIOKHOTO OOCIIEOBAaHUS U Jiede-
Hus [18]. B 2T0il cBsI3u BakeH aHANU3 MHBIX XapaKTe-
puctuk narrepHa I'b, Takux kak ee xapakrep, 1JIUTENb-
HOCTb U HHTEHCUBHOCTb.

Jst GomprmuHCTBA TIAIMeHTOB 00emx rpymm (80%
B Ipymie J0HOpoB, 71,5% B rpymme nauneHToB ¢ 3a00-
JICBAaHUSIMHU OHKOTEMATOJIOTUIECKOTO Mot ) ObUTO Xa-
paKkTepHO TOJHOE NpekpaiieHue I'b B TeueHne nepBbIxX
JIBYX CYTOK Tociie Hadana Kypca BBefaeHusa [-KC®D (ot
MOMEHTa IIepPBOro BBeieHUs (puirpactumMa). B To xe Bpe-
Ms1 y OT/IENTbHBIX TIAIIMEHTOB HaOII0/1a1ach UINTENFHOCTh
I'b BrutoTe 10 5 cyTok. B nenom ¢ ydyeTtoMm npomosKu-
TenpHOCTH Kypca npuMeHerns [-KCD (2-3 mus) kymnu-
posanue I'b yknanpiBaercs B yctanoBneHHbIH B MKI'b-3
BpeMeHHOH nHTepBa 11st koza 8.1.9 (B reuenue 72 4 mo-
CIIe TIpeKpalIeHusI UCTIONB30BaHus mpenapara) [S].

NurencuBnocts I'b, HOcHBIIAs, Kak MpaBuUio,
yMmepeHHbIH xapaktep (5,0 = 2,0 B rpyrmme JOHOPOB;
5,1 + 1,9 B rpy1ime manueHToB ¢ OHKOT€MaTOJIOTUIECKH-
MH 3a00JIEBAaHHSAMH), MOXKET OOBSICHATH HU3KUU ypo-
BEHb TUATHOCTHKH JAHHOTO HEKENATeNbHOTO SIBICHUS
Ha Qone nmpumenenus ['-KC®D B peanbHON TpakTHKE,
TaK KakK MalueHThl MOTYT MPOCTO UTHOPHPOBATH TaKOe
COCTOSIHME U HE (OPMYIHPOBATh kanoly, TpeOyIonyIo
BHUMAaHUS Bpaya.
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Xapakrep ['b He okazanics cnenudUUHBIM, OHAKO
40% y4aCTHHKOB B TpYIIIIE JOHOPOB M OKOJIO TPETH —
B TPYIIIE NAIMEHTOB OHKOTEMAaTOJIOTHYECKOTO MTPOHIIS
KaJoBaJINCh Ha Mynbcupyrouyto I'b, urto TpeOyer BHU-
MaHUs, TaK Kak U B 0OMIeH TOMyJISIIUN MyIbCUPYIOIINI
Xapakrep uedanairdd MOXET YKa3bIBaTh HAa HaJINYHE
y TarueHTa He TOJIBKO MUTPEHU [19], HO U BTOPUYIHBIX
¢opm I'b Ha oHe ocTpoit 1epedpatbHON MATOIOTHH
[20] unm BO3HUKATH BCIIEACTBUE TPUMEHECHHS MHBIX JIe-
KapCTBEHHBIX IPENaparoB, HAPUMEP CPEICTB remnapu-
HOBOTO psifa [21].

MOXHO TPeArnoIoKnUTb, YTO MPUUYNHOU MOSIBICHUS
I'b nocne nazuagenus [-KCD spnsiercss mpexkie Bce-
r0 YCHJICHHE aKTUBHOCTH HEHTPO(UIOB M MOBBILICHNE
CBIBOPOTOYHON KOHIIEHTPALMU PAa3TUYHBIX ITUTOKWHOB,
HEXEJIN COOCTBEHHO YBEIMUYCHHE YMCIa HEHTpoduioB
B KpoBH. OCHOBaHHMEM 1 TAKOTO BBIBOJA CIYKHUT TOT
¢axt, uro I'b Bo3HHMKAeT U B rpymIe J0HOPOB, U B IPyII-
e TalMeHTOB OHKOTeMaToJOrHYecKOro mpouiis, Ipu
TOM, YTO YPOBEHb IOBBILICHUS HEUTPODHUIOB B YKa3aH-
HBIX KOTOpPTaxX MPUHIUIHAIBEHO PAa3HBIN: Y TOHOPOB —
BBIPQXCHHBIN HEUTpOQIIIe3, y MAIUEHTOB — HEUTPO-
TIEHUS WIN B JIy4IlIeM Ccliy4dae HIDKHSS TPaHuIa HOPMBI.
B03MOXXHBIM TOATBEPKACHUEM JaHHOM T'MIIOTE3bI MOX-
HO CcUMTaTh TOT axT, 4yTo npumenenune I -KCD ne Tonb-
Ko cnocoOcTByeT aAuddepeHIUPOBKE KIETOK TIpaHy-
JIOIUTAPHOTO POCTKA KPOBETBOPEHHS, HO M MOBBIIIAET
aKTMBHOCTb HEHTpO(MIOB B mepudepudeckoil KpoBH,
YBEIMYMBAs UX CIIOCOOHOCTD K aJre€3UH, MUTPAIUH Ye-
pe3 PHAOTENMH U, NIABHOE, CEKPELIMH TPOBOCIAIUTEINb-
HBIX NHUTOKUHOB [22-24]. M3BeCTHO, YTO TOCICTHUC
UTPAIOT ONPEJEIIEHHYIO POJb B NaTOI€HE3€ HEKOTOPBIX
(hopm nepBUUHBIX TIedanTwii, B yactHocTH ['b Hampsike-
Hus [25] u murpenu [23, 26, 27].

JeiicTBUTENBHO, CHIBOPOTOUHBIE ypoBHU IL-6, IL-10
1 TNF-0 ObUIH CyIIeCTBEHHO BBIIIE Y TTAIIMEHTOB C MU-
TPEHBIO M0 CPABHEHMIO CO 3AOPOBBIMH JUIIAMH U KOH-
LEHTpalusl MHTEPIEHKUHOB 3HAUYUMO KOppenupoBasa
¢ xonnentparueit CGRP — xirodeBoro «mpomwurpe-
HO3HOTrO» HeWpornenTtuaa [28]. B skcnepuMeHTanbHBIX
HCCIeNOBaHUAX ObUTO TOKazano, uto IL-1B u TNF-a
Y4acTBYIOT B HEHpPONINAIbHOM CHTHAJIMHIE B raccepo-
BOM TaHIIINHU, OOecTeynBast Hapsiiy C IPYyTMMH Meana-
TOpaMH KpOCC-BO30YKACHUE TPUIEMUHO-BACKYISIPHBIX
HEHpPOHOB 1-T0 MOpsAIKa, MPOBOISAIINX HOITUIIETITUBHYIO
MHPOPMAIMIO OT HHTPA- U HKCTPAKpaHUAJIBHBIX TKAaHEH
B CHUHAIBHOE SAPO TPOMHMYHOTO HepBa [29]. B ykazan-
HoM szpe IL-18 onocpenyer MUKpODIHaIbHO-aCTPOLIH-
TapHOE B3aMMOJICHCTBHE, BHOCSIIEE BKJIAJ B PA3BUTHE
LEHTPaJIbHON CEHCUTU3ALMH, KIMHUYECKUMHU MPOsIBIIE-
HUSMH KOTOPO BBICTYTIAIOT AJUTOJUHIS ¥ THIIEPAIITe3US
[30]. ¥ Mblmell BHyTpUOPIOIIMHHOE BBEIECHHE HUTPO-
MIMLepuHa — u3BecTHOro tpurrepa I'b — composo-
KJAIOCh Pa3BUTHEM MEPUOPOUTANBHON MEXaHUYECKON
THIepaNTe3ud U yBenudeHnem skcrnpeccuu IL-1P u ero
pELenTopoB B TPUTEMHUHO-LIEPBUKAIBHOM KOMILIEKCE
[31]. JlokansHOe Hanecenne 1L-1P3 u TNF-o Ha moBepx-
HOCTh TBEPAOH MO3roBOH OOOJOYKH KPBIC COIPOBO-
JK/1AJI0Ch AKTHUBALIMEW W/WJIM MEXAHWYECKOM CEHCUTH-
3anuell MeHUHTeanbHbIX A-fenbTa- 1 C-HOIUIENTOPOB
[32]. B xynbType ki1eTok TporHnyHOTO Tanmius TNF-o
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ctumynuposan cekperro CGRP [33], a y 6oapcTByto-
LIMX KUBOTHBIX AypajibHas armuinkanus [L-6 Bei3piBana
JT0303aBUCUMYIO aJUIOAMHUIO KOXKHM TIEpEHEN MOBEpX-
HOCTHU MopAbl [34].

Orpanuyenusi ucciaenoBanusi. K orpanudeHusM
JTAHHOTO MCCIIEJOBAaHUsI CTOMUT OTHECTH CPABHUTEIHHO
MaJTyI0 BEIOOPKY MAIMEHTOB, OTCYTCTBHE PAHIOMH3ALINT
1 3HaYMMBIE PA3IIMUUs MEX Ty TPYIIIIaMH 110 TTOJTy ¥ BO3pa-
cry. Kpome Toro, He ObLIO yuera psijia aHAMHECTHUECKIX
u (peHOTUNHYecKuX (HaKTOpoB (HAIWYME MEPBUYHBIX H/
wii BropuuHbIX Gopm I'B, 3moynorpebnenne ankorosuem,
TabaKoKypeHHe, Macca Tena u T.A.), Jarepanuzauuu I'b,
a TaKke TeMaToJOrMYeCKHX MapaMeTpoB U MX BIMSHUS
Ha puck pa3sutus I'b (mpexne Bcero anana3zoH u3MeHe-
HUS YPOBHSI TPAHYJIONUTOB B KPOBH Ha (poHE MpHMeHe-
nust ['-KC®). He npuHuManach B pacuer rereporeHHOCTh
TPYIIBl «OHKOT€MAaTOJIOTHYECKHE 3a00NIeBaHUs), TPH-
YeM He TOJIBKO M0 HO30JIOTHYECKOMY IPUHIIMITY, HO U TI0
JIEYSHNIO0, KOTOPOE MAIMEeHTHI paHee MOTyYallH.

3akmouenne. MHaynupoBaHHas — Ha3HaueHHEM
I'-KC® I'b garmme Bo3HUKAET y JOHOPOB, HEXKEIN y TIa-
LIMEHTOB C 3a00JIEBAHNEM OHKOTEMAaTOJIOTHYECKOTO IPO-
¢wist. Denorun Takoit ['b He siBnsieTcs: crienupUIHBIM
u TpeOyeT AambHeNIIero yToyHeHus: ceMuoTHKH. Kpome
TOTO, OTIpE/IeJICHNE MTaTOr€HEeTHIECKOM POIM TIPOBOCTIA-
JMTENbHBIX HUTOKMHOB B pa3Butuu I'b Ha done mpu-
MeHerns [-KC® BBIIAIUT KaK HEOOXOAMMBIH 1Iar JJis
MTOHMMaHUS MEXaHU3Ma €€ BO3HUKHOBEHHUSI.

KoH(pIuKT uHTEepecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBHMU KOH(IMKTAa HHTEPECOB.

®uHaHcupoBaHme. VccnenoBanne He MMENO CIIOH-
COPCKOH MOAIEPIKKHU.

ABTOpBI 3asBIAIOT, YTO HCCJIEJOBAHNE BHITIOIHEHO
B paMKaxX TOCYIapCTBEHHOro 3ajgaHus mo teme «Mc-
CJIEJIOBaHUE SIMUAEMUOJIOTHH, KIWHHYECKHX, jadopa-
TOPHBIX, MHCTPYMEHTAJIBHBIX, MaTOMOPHOIOrHYECKUX
rapaMeTpoB HEWPOTOKCUYHOCTH TIPHU MPUMEHEHHUH all-
JIOTEHHOM TpaHCIUIAHTAllMM FE€MOMO3TUYECKUX CTBOJIO-
BBIX KJIETOK, ITATOCTATUYECKUX U TPOTHBOOITYXOJEBBIX
CPEJCTB y JIeTEH U B3POCIBIX CO 3710KaY€CTBEHHBIMU Te-
MaTOJIOTUIECKUMHU 3a00JICBAaHISIMID).
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Pesiome

Benenne. Aggexmusnvie u xKoeHumugHvle paccmpoiicmed — Xapakmepuvle nposasienus oonesnu Ilapxuncona
(bI1). Knunuueckas 3nauumocms smux paccmpoticms npu BI1 onpedensiemcs Hecamuguvim 8030eticmeuem Ha Kave-
cmao dcusnu (KIK) bonvnvix. Bonpocel g3aumoomuoutenull 08U2amenbHblX, aQ)@exmueHvlx, KOZHUMUGHbIX HAPYUie-
nutl ¢ paznuunvimu acnekmamu KK na pannux cmaousax BI1 mpebyrom ymounenus.

Heab: oyenums cea3u medncoy 08UeamenbHbIMU, aphEeKmusHbIMU, KOCHUMUSHbIMU HAPYUEHUSMU U NOKA3AMEIAMU
KK y nayuenmos na pannux cmaousx bI1.

Marepuan u MeToabl. B ucciedosanue ovin gxnioven 61 nayuenm ¢ ouaernosom BI1. Cpeonuii 6ozpacm 62,2 + 9,6
200a, cpedusis onumenvHocmo BIT— 2,5 + 1,6 2ooa na I-I1I cmaousx BII no wkane Hoehn—Yahr 6e3 oemenyuu. Ilpu-
Mensau: ynuguyuposannyio wxany oyenxu bBI1 (VILIOBII), 2—3-ii pazoenvi,; kpumepuu ouacnosa denpeccuu MKb-10;
onpocHux oenpeccuu Bexa, wixany anamuu, onpoctuk mpegozu Cnunbepeepa, wKany oyeHKu KOCHUMUBHbIX QyHKYull
npu BII (IIIOBI1-Koe, SCOPA-COG),; mecm 3ameHbl yuhposozo cumeona (mecm «cumeonsi-yugpol»); Moupeans-
CKYI0 WIKATY OyeHKu KoeHumuenvlx yuxyuti (MoCA-mecm); mecm coedunenus yugp u oyke;, mecm Cmpyna,; onpoc-
nux xavecmea swcuznu npu BIT (BITKIK-39, PDQ-39).

Pe3yabTathl. Boiisienvl 3Hauumble ces13uU medcoy osueamenvHoimu acnekmamu KK u appghexmusHvimu, KoeHumus-
HbIMU Hapywenuamu: mexncoy cymmapnou oyenxon KIKBII, oyenxamu modunbHocmu/noeceOHesHol aKmueHOCmu
KK u VIIIOKII (v = 0,45-0,49, p < 0,05), oenpeccuu (r = 0,77, p < 0,05), anamuu (r = 0,42, p < 0,05), amuunocmmuoii
mpeesoeu (JIT, r = 0,58, p < 0,05), spumenvro-npocmpancmeennvix yukyuti SCOPA (r = —0,34, p < 0,05), mecma
Cmpyna 3 (r = 0,33, p < 0,05).

Ommeuena ca3b MeHcOy CamooyeHKoll IMOYUoHarbHo2o onazononyuus KK u agpghexmusnvimu, koenumusnsimu Ha-
pywernusam: denpeccueil, JIT (r = 0,73, 0,77, p < 0,05), peakmuenoti mpegozoii (PT), anamueii (r = 0,52, r = 0,56,
p < 0,05); oyenxoii ynpasnsiowux gyuxyuit SCOPA (r = —0,27, p < 0,05), undexcom unmepghepenyuu, Cmpyn-me-
cmom (r = 0,29, p < 0,05), 1-ii vacmvio TMT-mecma (r = 0,31, p < 0,05). Bvisgrena c6s136 mexucoy camooyenKou
COYUANLHOU JHCU3HU U O8ucamenvHbimu, apgexmusuvimu Hapywenusmu: YILIIOBII (r = 0,38, p < 0,05), JIT (r = 0,43,
p <0,05), denpeccueii (r = 0,48, p < 0,05), anamueu (r = 0,57, p < 0,05).

3axiouenne. 3rnayumasn pons 0enpeccuu, mpegocu, anamuil, KOHUMUBHBIX HAPYULEHUN 8 CAMOOYEeHKe O8U2amenb-
HbIX HAPYULeHUL], CHUICEHUU NOBCEOHEBHOU AKMUBHOCIMU, YXYOULeHUU IMOYUOHALbHBIX U COYUanbHblX acnekmos KK
yorce Ha panHux cmaousix B obocrosvisaem neobxo0umocns OuazHOCMUKY U Mepanuu SMux HapyueHull y Kaxircoo2o
nayuenma. [Ipunumas 60 sHuManue 83aumo8IuAHUe 08ULAMENbHBIX, APPEKMUBHBIX U KOZHUMUBHBIX HAPYULeHUlL, OJis
yayuwenusi K)K 6onvrblx mpebyemcs KoMNIeKCHAs peabuiumayus.

KnwoueBsie cnoBa: Oone3np [lapkuHCOHA, Ka4eCTBO KHU3HH, JIETPECCHS, TPEBOT'a, alaThsi, KOTHUTUBHBIE Ha-
pyLIEHHs
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Abstract

Introduction. Affective and cognitive disorders are characteristic manifestations of Parkinson's disease (PD). The
clinical assessment of this disorder in PD is assessed as a negative assessment of the quality of life (QoL) of patients.
Issues related to motor, affective, cognitive communities with various aspects of QoL at the stage of PD require man-
datory.

Aim: o evaluate the associations between motor, affective, cognitive impairments and QoL indicators in patients in
the early stages of PD.

Results. Significant relationships were found between the motor aspects of QOL and affective and cognitive im-
pairments. between the total assessment of AFLD, assessments of mobility/everyday activity of QoL and SSOBP
(r = 0.45-0.49, p < 0.05), depression (r = 0.77, p < 0.05), apathy (r = 0.42, p < 0.05), trait anxiety (TA, r = 0.58,
p < 0.05), visuospatial functions SCOPA (r = —0,34, p < 0.05), Stroop test 3 (r = 0.33, p < 0.05).

There was a relationship between self-assessment of emotional well-being of QoL and affective, cognitive impair-
ments: depression, TA (r = 0.73, 0.77, p < 0.05), state anxiety (SA), apathy (r = 0.52, r = 0.56, p < 0.05); SCOPA
(r=-0.27, p < 0.05), interference index, Stroop test (r = 0.29, p < 0.05), 1 part TMT test (r = 0.31, p < 0.05). A re-
lationship was found between self-assessment of social life and motor, affective disorders: SSOS (r = 0.38, p < 0.05),
SA4 (r=0.43, p < 0.05), depression (r = 0.48, p < 0.05), apathy (r = 0.57, p < 0.05).

Conclusion. The significant role of depression, anxiety, apathy, cognitive impairments in self-assessment of motor
disorders, decreased daily activity, deterioration of emotional and social aspects of QoL already in the early stages
of PD justifies the need for diagnosis and treatment of these disorders in each patient. Taking into account the mutual
influence of motor, affective and cognitive disorders, complex rehabilitation is required to improve the quality of life
of patients.
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Cokpawenus: bIl — bonesns Ilapkuncona; KK —
kayecTBO Xu3HM; JIT — nuuHoctHas Tpesora; PT —
peakruBHas Tpeora; YIIIOBIlT — yaudunupopanHas
mKana oreHkn Oonesnn I[lapkunacona; IIOBII-Kor,
SCOPA-COG — mikajna OLIEHKH KOTHHTUBHBIX (YHK-
uuit ipu 6onesnu [lapkuHcona; MoCA-tect — MoH-
peayibcKasi IIKana OIEHKH KOTHUTHBHBIX (DYHKIIHIA;
BIIKK-39, PDQ-39 — omnpocHUK KauecTBa >KU3HHU
npu Oone3nu [lapkuHcoHa.

Beenenue. bonesns [lapkuncona (bII) kak MynasTH-
cUCTeMHOE 3a00JIeBaHUE MPOSIBISETCS MIMPOKUM CIIEK-
TPOM HEJBHTATENIbHBIX HapymeHud. AdQQeKTHBHbIC
1 KOTHUTHBHBIE PACCTPOMCTBA SIBISIOTCS XapaKTEPHBIMU
cumrnromMamu 3abosneanusi. KimnHudeckas: 3HaYUMMOCTh
9THX pacctpoiictB npu bIl ompenensercss HeraTuBHBIM
BO3/1elicTBHEM Ha KadecTBO ku3HU (KOK) mammenros.

B onnom u3 nepBbix uccnenoanuit KK nanuenTos
npu BI1 6bu10 oTMeueHo, uTo yepes 15 et TeyeHus 3a-
OosieBanus BeayuM ¢axropom Huskoro KK manuen-
TOB SIBJISIFOTCSl JICTIPECCUS] M JIEMEHIHsI, Ha ()OHE KOTO-
poil Beile puck pa3BuTus ncuxo3oB [1]. [lo manHBIM
POCCHIACKOTO MCCIIEZIOBAaHUS, B Ka9eCTBE HE3aBHCHMBIX
(akTopoB, ompenensromux nokazarenn KoK, momu-
MO JIBUTATENbHBIX HapyIIEHUH OTMEYEeHBI JEMEHIIHS,

Received 16.06.2022
Accepted 13.07.2022

nenpeccusi M Hapymienus cHa [2]. Ilokazano, uto ne-
npeccusl, anarusi, KOTHUTUBHBIE HAapyLeHNs: (0COOEHHO
B CTEIICHU JICMEHIINHN ) 3HAYUMO YCYTYOIISIFOT OpeMsl yXo-
na 3a nanuentamu ¢ BII.

[IpencraBnser ocoObIil MHTEPEC M3YUCHHUE BIUSHUS
a(eKTUBHBIX W KOTHUTHUBHBIX HapymeHuii Ha KK
y TalMeHTOB 0e3 AEMEHIIMH Ha OTHOCUTEIFHO PaHHHUX
sTanax TeueHHs 3aboneBaHus. [lempeccus sBisieTcs
caMbIM OeccIOpHBIM TpeauKTopoM Huzkoro KK manm-
entoB ¢ bIl. ComtacHo cuctemarndeckoMy 0030py my-
Onukaruii csi3b jnenpeccun ¢ yxyamenuem KX Obina
MOATBEPAKICHA BO BCEX IMPOBENEHHBIX HCCIEJOBAHUAX
C BKITFOUCHUEM CUMIITOMA B KPUTEPHH €T0 OICHKH [3].

Bbonee mpoTrnBOpeuMBHI pe3ynabTaThl UCCIIEAOBAHUIM
ceszu KOK nmanuenroB BII ¢ TpeBoroi, anatuei, noje-
MEHTHBIMU KOTHUTHBHBIMH paccTpoiicTBamu. Panee
HaMH OBLIO MOKAa3aHO, YTO JEMPEeccHs, TPEBOTa HaPS Ly
C YTOMIISIEMOCTBIO, HapYLIEHHEM CHA SIBJISIFOTCSI BEIY-
mmMu pakropamu yxymmenust KX naruenToB Ha paH-
HUX M Pa3BepHYTHIX cTagusx 3aboneBanus. [lokasana
CBSI3b allaTHH C YXYALICHUEM COLMAIbHBIX, KOMMYHHKa-
TUBHBIX acekToB KK [4].

Heap uccenoBanusA: yTOYHEHHE B3aMMOOTHOIIE-
HUHM JBUraTeibHbIX, aQQEeKTUBHBIX, KOTHUTHUBHBIX Ha-
pymennii u K)XX OonpHBIX Ha panHuX craausx bIL
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Tabnuia 1
Pe3yabTaThl KOPpeISIIOHHOTO AHAJIN3Aa MEXKAY MOKA3aTeISIMH Ka4eCTBA KM3HU M TSKeCTHIO IBUTAaTeIbHBIX HAPYIIeHHIT
YIIOBII-2 YHOBII Cranus BIT
ITanueHTHI IanueHTs 0€3 ITanueHTHI IManueHTs 0€3 ITanueHTHI IManueHTHI 0€3
¢ Jenpeccueii Jlelpeccuu ¢ genpeccueii Jefpeccuu ¢ genpeccueii Jenpeccuu

KOKBII, oOmmii 6amt 0,43* -0,33 0,43%* -0,32 0,34* 0
MoOUIBEHOCTH 0,57* -0,24 0,54%* -0,17 0,41* 0,09
TToBceqHEBHAs aKTUBHOCTD 0,69* -0,52 0,59* -0,35 0,44* -0,05
DMoLMOHATbHAS 0,20 —0,25 0,14 0,0006 0,15 0,56*
AKTUBHOCTD

Crurma 0,06 0,12 -0,03 0,27 0,06 0,45
CornaabHble KOHTAKTBI 0,10 0,70* 0,03 0,44 0 0,10
KoruurtusHbIe QyHKIMI 0,31% -0,28 0,20 -0,14 0,12 0,20
OO61enne 0,36* 0,12 0,27 0,22 0,14 -0,03
TenecHslit quckoMdopT 0,40%* -0,19 0,30%* 0,24 0,27* -0,25

IIpumeuanue.: YIUIOBII 2 — nBurarenpHble acnekTsl oBceaHeBHOW sxu3Hn; YIIIOBIT 3 — oneHka 1BUratesibHbIX GYHKIMN; * — KOpPEJSILusl CTaTUCTH-

4ecKH focToBepHa, p < 0,05.

Table 1
The results of the correlation analysis between the indicators of quality of life and the severity of movement disorders
UPDRS 2 UPDRS 3 Stage PD
Patients with | Patients without | Patients with | Patients without | Patients with | Patients without
depression depression depression depression depression depression

PDQ-39, total score 0.43* —0.33 0.43* —0.32 0.34* 0

mobility 0.57* —0.24 0.54* —0.17 0.41* 0.09
daily activity 0.69%* —0.52 0.59% —0.35 0.44* —0.05
emotional activity 0.20 -0.25 0.14 0.0006 0.15 0.56*
stigma 0.06 0.12 —-0.03 0.27 0.06 0.45
social contacts 0.10 0.70%* 0.03 0.44 0 0.10
cognitive functions 0.31* —0.28 0.20 —0.14 0.12 0.20
communication 0.36* 0.12 0.27 0.22 0.14 —-0.03
bodily discomfort 0.40% -0.19 0.30% 0.24 0.27%* -0.25

Notes.: MDS-UPDRS-2 — motor aspects of everyday life; MDS-UPDRS-3 — motor function assessment; * — correlation is statistically significant, p <0.05.

Marepuaa u Meroabl. B mucciegoBaHue BKIIIO-
geH 61 manwment ¢ muarao3om BII. Cpemnuii Bo3pact
62,2 + 9,6 roga, cpeausis purensHocts bII 2,5 + 1,6
roja.

Kputepun Bxitouenus: Bospact 45—80 sert; I-1I cra-
nuu BIT o mikane Hoehn—Yahr; oTcyTcTBHE JeMEHIINN;
OTCYTCTBHE WJIHM NPHEM N0()aMHUHEPrUUECKON Teparnuu
B cTaOWIIBHOM /103e He MeHee 30 THEel; OTCyTCTBHE IpH-
eMa aHTHJENPECCAHTOB, IpENapaToB € CEJAaTUBHBIM
JIECTBUEM; OTCYTCTBUE TSKEJIONM COMaTU4YECKOW I1aTo-
JIOTHH; JKEJIaHUE U CIIOCOOHOCTD MALMEHTOB BHIMOIHSTD
HEHPOTICHXOIOTUYECKIE TECTHI.

[Iporokon ucciaenoBaHus 0OJ0OPEH MEXBY30BCKUM
Komurerom 1o 3THKe Hay4HbIX UCCIEIOBaHUM, IPOTO-
ko Ne 06—-19 ot 15.05.2019. Bee nmanueHTsl 03HaKOMHU-
JIUCh U noanucain Gopmy HHGOPMAIIMOHHOTO COTIIACHS
nanueHTa. OnoOpeHue U npouenypy NpoBENeHUs IPO-
TOKOJIA MOJIyYaJId IO INPHHIUNAM XeEIbCUHKCKOM KOH-
BEHLUU.

[Tpumens YHUDHUIMPOBAHHYIO IIKaTy oneHKd BIT
(YILOBIT), 2—3-ii pazaensl [5]; kpuTepuu quarHosa je-
Mpeccur cornacHo MeXAyHapoaHOW Kiaccu(pUKauu
Oonesnei 10-ro mepecmotpa [6]; OMPOCHUK JETIPECCUU
beka [7]; mxamy amatuu [8]; onmpocHuk TpeBorn Crmi-
Oeprepa [9]; mKady OLEHKM KOTHUTHUBHBIX (DYHKLHI
nipu BIT (ILIOBII-Kor, SCOPA-COG) [10]; TecT 3ameHbI
muQpoBoro cuMBoiia (TecT «CHUMBOJBI-IMGPB») [11];
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MoHpeanbCKyro MIKaly OUECHKH KOTHUTHBHBIX (DYHKIIMN
(MoCA-tect) [12]; Tect coenunenus mudp u Oyks [13];
tect Crpyna [14]; onpocHuKk kayecTBa *u3HU mpu BIT
(BITKK-39) — Parkinsons Disease Quality Life (PDQ-
39) [15].

CratucTidecKkuii aHanu3 MPOBEACH C HCIIOJIb30Ba-
HUEM s13bIKa porpaMMupoBanus R (obonouka R.Studio
Bepcuu 1.2.1335 2009-2019, R.Studio Inc., Boston,
MA). HopmanbHOCTB pacnipenesieHusl OLCHUBAIU C I0-
mompto kKputepusi Illammpo—Yunka (Shapiro—Wilk),
PaBEHCTBO Jucrnepcuil — c¢ momouipto Tecta JleBeHa
(Levene test). Jlmst cpaBHEHUS 9acTOTHI PaCIIpEICICHIS
[IPU3HAKOB B T'PYIIIE UCIOJIB30BAJIM TOYHBIH TecT Du-
mepa (Fisher’s exact test). Paznuumst cumranu mocro-
BepHbIMU ITpH p < 0,05. 1111 KOppesIMOHHOTO aHaIn3a
HCTIONTB30BaIA K0P PUITHEHT Koppersaiun CrimpMmeHa.

Pesyabrarsl. CUMIITOMBI IETTPECCHH BBISIBICHBI y 48
(79%) martuenToB. Y OonpIIHCTBA OONBHEIX (64%) ne-
MIPECCUBHBIE HapyLIEHHUsI COOTBETCTBOBAIN KPUTEPHUSIM
JIETKOH M YMEPEHHOU CTENEHU TsDKeCTH. Y OONBIINH-
CTBa MAIMEHTOB C JIEpeccruell OTMeUeHa BbICOKas JIHY-
voctHas (JIT) u peaxtusnas tpeBora (PT):y 70 u 77%
OOJIBHBIX COOTBETCTBEHHO; y OOJBIIMHCTBA OOJBHBIX
0e3 nenpeccun — cpeaauit yposerb JIT u PT (y 54%
u 69%). Knuanyeckn 3HaYMMasi anarus JUarHOCTHPO-
BaHa y 52% marueHToB ¢ aenpeccucii u'y 38% O0mpHBIX
Oe3 Hee.



RUSSIAN NEUROLOGICAL JOURNAL, N¢ 4, 2022
DOI10.30629/2658-7947-2022-27-4-62-68

RESEARCHES AND CLINICAL REPORTS

Tab6numa 2
Pe3yabTaThl KOPPEISIHHOHHOTO AHATN32 MEKIY MOKA3aTEIIMH KA4eCTBA JKU3HU H TSKECTHIO YMOIHOHAIBHBIX HAPYIIEeHHit
PT JT Jenpeccust Anartust
KKBII, obumit 6asn 0,37* 0,58%* 0,77* 0,42%
MoOHIILHOCTH 0,30%* 0,47* 0,56* 0,38%
TloBceaHeBHAs aKTUBHOCTD 0,10 0,33* 0,46* 0,34*
DMOIMOHATIBHOE OJ1aronoayyne 0,52% 0,77* 0,73* 0,56*
Crurma 0,35% 0,31* 0,38* 0,05
CornnanbHble KOHTAKThI 0,27* 0,37* 0,34* 0,24
KoruurtusHbIe QyHKIMI 0,27* 0,40%* 0,42%* 0,25%*
OO6uieHue 0,13 0,43* 0,48* 0,37*
TenecHslit qrckoMpopT 0,32% 0,44* 0,63* 0,37*
IIpumeuanue: PT— peakrunas TpeBora; JIT — qudHOCTHAs TpeBOra; ¥ — KOPPEJISILHsI CTATUCTUYECKH JJOCTOBEPHA.
Table 2
The results of the correlation analysis between the quality of life scores and the severity of affective disorders
SA TA Depression Apathy
PDQ-39, total score 0.37* 0.58% 0.77* 0.42%*
Mobility 0.30* 0.47* 0.56* 0.38*
Daily activity 0.10 0.33* 0.46* 0.34*
Emotional well-being 0.52% 0.77* 0.73* 0.56*
Stigma 0.35% 0.31* 0.38* 0.05
Social contacts 0.27* 0.37* 0.34* 0.24
Cognitive functions 0.27* 0.40* 0.42%* 0.25*
Communication 0.13 0.43* 0.48* 0.37*
Bodily discomfort 0.32% 0.44* 0.63* 0.37*

Notes: SA— state anxiety; TA — trait anxiety; * — correlation is statistically significant.

Y manueHToB ¢ Jenpecchell BBISIBIEHA CTaTUCTHYe-
CK{ 3Ha4MMasl MOJIOKHUTEIbHAsI KOPPEJALNOHHASA CBA3b
cpeaHet cuibl Mex 1y cymmapnoii otienkoit KOK-KXKBIT,
OLICHKAaMH MOOMJIbBHOCTH/TIOBCEAHEBHON aKTHBHOCTH,
TenecHoro auckomdopra u cranueit bI1 mo Hoehn—Yahr,
MoKazaTensiMu ABUrarenpHblx Hapymenuit YIIIOBII;
OTMEYeHa KOPPENANNOHHAA CBSA3b CpeaHei U cimaboit
CWJIBI MEK/Y MTOKa3aTeIsIMU CaMOOLIEHKH KOTHUTHUBHBIX
(hyHKIMiA, cormanbHbIX KoHTakToB KOK 11 mokazarensmu
nsurarenbHeix Hapymennid YIIOBII (ta6m. 1). ¥V nanu-
€HTOB 0e3 CHUMITOMOB JIETIPECCHU BBISABIICHA CHIIbHAS
CTaTUCTUYECKH 3HauMMas MOJIOKHUTENbHAs KOppesLu-
OHHasl CBSI3b MEXIY OIIEHKaMH COIHAIBbHBIX KOHTaK-
TOB M JIBUTATENBHBIX ACHEKTOB MOBCETHEBHOW KU3HU
(YILIOBII 2), smonimoHansHON aKTUBHOCTBIO U CTaiuei
BII.

OTmeueHa CTAaTUCTHYECKH 3HAYMMas  CHJIbHAA
1 CpefHEN CHIIbI KOPPENSIIMOHHAS CBS3b MEXIY BCEMU
ouenkamu KX u TspKecThio AMOIMOHAIBHBIX Hapylle-
Huil (mpeumymectBenno nenpeccud u JIT). Otmeuena
CpenHell cuiibl KOPPESIIMOHHAs CBA3b MEXIy OO0Jib-
mmHCeTBOM xapaktepuctik KK u PT, anaruu (Tabm. 2).

BrlIsiBlIeHa CTaTHCTHYECKU 3HAYMMasi KOPPEISIMOH-
Hasl CBS3b MEXAY OLIEHKaMHU JBUTaTENIbHBIX aCIEKTOB
KX m mokazarenssMu KOTHUTHUBHBIX (GyHKIUH. OTMe-
YeHa CpeaHEN CUJIbl KOPPENALMOHHAA CBS3b MEXKIy
OLIEHKAaMH MOOWJIBHOCTH, IIOBCEIHEBHOH aKTHBHOCTH,
TEJIECHOTO JUCKOM(OPTa M CYMMapHOI OLIEHKOH KOTHH-
TUBHBIX QyHKIHHA 1Mo mKkaire SCOPA, moka3areneM 3pu-
TeJIbHO-TIpocTpaHcTBeHHBIX QyHKIuH SCOPA (Tabm. 3),
PE3yJIbTaTOM BBINOJHEHNUS TECTa Ha YIPaBIIAIOIINE JI00-
Hele pyHkuu (tect Crpyna 3, Tadi. 4).

OTMmedeHa CTaTUCTHUYECKH 3HAYUMasi KOPPEJSIHOH-
Hasi CBS3b MEXKIy OIICHKaMH SMOIIMOHAIILHBIX acCIeK-
ToB KK ® mokazarenmsMu KOTHUTHBHBIX (DyHKITHH.
Tak, BBISIBIIGHA CpEIHEH CHIIBI KOPPEISIUOHHAS CBSI3b
MEXIy OIIEHKOW SMOITMOHAIBHOTO Onaromonmyuns KOK
1 CYMMapHOU OIEHKON KOTHHTHUBHBIX (DYHKIIHIA, OIICH-
Ko¥ ympasisonux ¢yHkui 1o mkare SCOPA u nH-
nekcy uarepdepenunu B Tecre Crpyna 3 (cM. tabm. 3,
4); oleHKaMH TeCTa Ha HEHPOAMHAMHYCCKHE ACTICKTHI
KOTHUTHBHOH JIEATEIBHOCTH (OOJIBITUM BpEMEHEM, Tpe-
OyrommMcs sl BBITTOJTHEHNS TIEPBOI 4acTH TecTa coe-
JTUHEHUs OyKB 1 uudp) (cM. Tadm. 4).

O6cy:xnenue. [lomydeHHbie pe3yabTaThl TO3BOIIIIN
YTOYHHUTH CBSI3b JIBUTATEIbHBIX, a()(DEKTUBHBIX M KOT-
HUTUBHBIX HApyIIEHWH C YXYOIIEHHEM pa3iIHdHBIX
acnektoB KK y manueHTtoB Ha panHux cramusix BII.
[Tomy4yeHsl CBHIETENHCTBA 3HAYUMBIX CBS3€H MEXIy
CaMOOIICHKOHN JIBUTaTeIbHBIX aCIEKTOB TOBCEIHEBHOMN
KU3HA (MOOMIBHOCTH, TIOBCEIHEBHOW AaKTUBHOCTH,
TEJIECHOIO JAUCKOM(OpTa) M JENpEeccHed, TPEBOTOM,
aratueid. [loaTBep:kaeHBI pe3ynbTaThl HAlEW Mpeabl-
Iyliei paboThl 0 BEAYIICH POJH JIEIPECCHH, BBICOKOH
JIT B yXynilleHMM BCEX acleKTOB KayecTBa YKW3HU Ma-
1ueHToB ¢ BIl Ha paHHHUX W pa3BEPHYTHIX CTAIMIX 3a-
Oonesanus [4]. BnepBrle moka3aHo, 4TO IBUTATECIILHEBIC
HapyuieHus: bI1 Ha HadanbHBIX CTagusX 3a00JIeBaHUS
3HAYNMO CHIDKAIOT CAMOOIIEHKY KadeCTBa KU3HH JIUIIh
MIPH HAJTMYUHM CUMIITOMOB JICTIPECCUU. Y TMAIUEHTOB 0e3
CHMITOMOB JIETIPECCHUHU OTMEUYEHA CBS3b JABUTATEIHLHBIX
CUMITOMOB TOJIbKO C YXYAIICHHEM COIHAJIbHBIX KOH-
TakToB. TakuMm 00pazom, yrIyOIseTcs IIOHUMaHue He-
TaTUBHOTO BIIUSTHUS Jlenpeccuu y nanueHToB ¢ BIT: ot
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PeSyJ'lBTaTbI KOPPEJAIIHOHHOI0 aHAJIM3a Ka4eCTBA KU3HU NMALIMEHTOB C BII ¢ Ts12KecThI0 KOTHUTHBHBIX Hapymel-mﬁ mo Scopa

Tabnuia

3

Scopa, r IIamsaTe, r | BHuManmue, r npoigg.bel;J:ll::(Ol;u, , IlamsaTe OTCP., | YEIPABJI. PyHKIUH, ¥
KXKBIT obmuit 6amn —0,28* 0,06 —-0,02 0,25 0,13 0,25
MoOuIbHOCTD -0,31* 0,09 -0,04 —0,34* 0,11 -0,21
IToBceqHEeBHAS aKTHBHOCTh -0,19 -0,01 0 -0,35%* -0,07 -0,09
DMoIMOHAIIBbHOE OJIaronorydne -0,32% -0,16 -0,02 -0,25 -0,15 -0,27*
Crurma 0,15 0,03 —-0,16 —-0,09 0,15 -0,15
CoumalbHble KOHTaKThI 0,06 0,04 -0,01 0 0,16 0,15
KorauTuBHbie QyHKIHH -0,36* -0,32%* -0,08 -0,15 -0,23 -0,21
Ob6mienue —-0,05 —-0,03 -0,02 —0,03 0,06 0,07
TenecHslit auckomdopr -0,36* -0,12 —-0,03 -0,33* -0,08 -0,35%

llpumeyvanue: Scopa — IIKana ONEHKU KOTHUTUBHBIX (yHKnui npu bII; * — xoppemsnus cTaTUCTHIECKH JOCTOBEPHA; OTPULIATEIbHAS CBA3b O3HAUACT,

YTO MPHU OOJIBIICH CTEMICHH YXY/IUICHNS KOTHUTUBHBIX (BYHKIIN# BRIIBISICTCST OOMbIIas cTeneHb Hapymenus KXK.

Table 3
Results of a correlation analysis of the quality of life of patients with PD with the severity of cognitive impairment according to Scopa-Cog
Scopa-Cog, r | Memory, r | Attention, r V;E‘;Zi;zl:’;’tl?l Delayed memory, r ffzstcil(l):::,er
PDQ-39 total score —0.28* —0.06 —0.02 —0.25 —0.13 —0.25
Mobility —0.31* —0.09 —0.04 —0.34* —0.11 —0.21
Activities of daily living —0.19 -0.01 0 —0.35% -0.07 —0.09
Emotional well-being —0.32% —-0.16 —0.02 —0.25 —0.15 -0.27*
Stigma —0.15 0.03 —0.16 —0.09 —0.15 —0.15
Social supports 0.06 0.04 -0.01 0 0.16 0.15
Cognition —0.36* —0.32* —0.08 —-0.15 -0.23 -0.21
Communication —0.05 —-0.03 —0.02 —-0.03 0.06 0.07
Bodily discomfort —0.36* —0.12 —0.03 —0.33* —0.08 —0.35%

Notes: Scopa-Cog — Scales for Outcomes in Parkinson’s Disease — COGnition; * — correlation is statistically significant; a negative relationship means
that with a greater degree of deterioration in cognitive functions, a greater degree of impaired quality of life is revealed.

M3MEHEHHS] 3MOIIMOHAIBHOTO COCTOSHUS JO0 BOCHPHUS-
THUS IBUTATEIIbHBIX aCIIEKTOB 3a00JICBaHUS B LIETIOM.

3aKkoHOMEpPEH BBIBOJ, O TOM, YTO HEIOCTaTOYHas
KOPPEKIHsI SMOIMOHAIBHBIX W MOTHBAallMOHHBIX pac-
CTPOMCTB CHWKAET CYOBEKTUBHYIO OLEHKY d(PEKTHB-
HOCTH J10(haMUHEPTUUECKON Teparuu, MOXKET SBISTHCS
OJTHOH W3 MpPUYMH MCeBIOHEYHEKTUBHOCTH MPOBOAM-
MOH Tepanuu.

Panee MBI 00CyKIany HETAaTHUBHOE BIMSHHUE allaTHH
y TALAEHTOB Ha HadalbHBIX cragusax BII mpemmyie-
CTBEHHO Ha COI[MAJIbHbIE 1 KOMMYHHUKATUBHBIE aCTIEKTHI
KK [16]. [TonyuyeHHble JaHHBIE O CBSI3U allaTUU C YXYII-
HIeHUeM MOOMJIBHOCTH Ha paHHUX ctaausx BI1 umeror
BaXKHOE INpaKTHYecKoe 3HaueHue. OHM MOATBEP)KIAIOT
pe3ynbTarbl psiga APYrux HUCCIEAOBAaHUM O 3HAUUMOMU
poJii anaThM B CHUXKEHUM pa3HbIx acnektoB KK [17],
B TOM YHCJI€ Ha HAYAJIBHBIX CTa/IUsAX 3a00JIeBaHNUs, yiKe
npu nocraHoBke nuarHosa [18]. Ilomaraem, 4uto cBs3u
MEXJy armaTHel U MOOMJILHOCTBIO MAlMEHTOB HE00XO-
JUMO NPUHUMATh BO BHUMAHHUE IPU pa3padOTKe KOM-
TUIEKCHBIX peaOMIIUTAIIMOHHBIX TPOTPAMM TSt OOJBHBIX
¢ BII, HanmpaBneHHBIX Ha KOPPEKIMIO ABUTaTEIbHBIX
HapyIlIeHUH C y4eTOM MOTHBAllMOHHO-TIOBEJACHYECKUX
aCTIEKTOB.

[TonTBepxkaeHa 3Ha4MMas CBSI3b MEXKAY TAKECTHIO
adQEeKTUBHBIX, MOTHBALMOHHBIX HApyIICHUH W YXy.I-
IIIEHHEM COLIMAIbHBIX aCMEeKTOB KauecTBa JKU3HU (CHHU-
JKCHHEM COLHUAIBHBIX KOHTAKTOB, KOMMYHHKAaTHB-
HBIX BO3MOJKHOCTEW, TIOBBIIEHHEM CTHUTMaTH3allNH.
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CBuJIeTeNbCTBA O B3aMMOBIHAHUHN 3TUX XapaKTePUCTUK
3a0051eBaHMsI 000CHOBBIBAIOT HEOOXOANMOCTD KaK a/1eK-
BaTHOW Koppekuun a(pdeKTUBHBIX WU MOTHBAIIMOHHBIX
HapylIeHNH JUIs MOAAEP KAHNSA COLUANBHBIX aCIEKTOB
KK manuienToB, Tak u 6ojee IHUPOKOTo BHEIPEHUS MOA-
XOJOB ITICHXOJOIMYECKOM peabuiuTanuy, COLUaIbHON
MOJIEP)KKH [T MUHUMH3AIMHY SMOLMOHAIBHBIX Hapy-
LIEHUH.

[IpencraBngioT HHTEpEC MOTyYEHHBIE JaHHBIE O Ha-
JUYNW  CBS3€H MEXIy IOKa3aTelsiIMH KOTHUTHUBHBIX
¢ynkiuit u takumu ornienkamu KK, kak MOOMIIBHOCTB
1 TIOBCEAHEBHAsA aKTMBHOCTB, a TAKXKE 3MOLMOHAIBHOE
Onarononydne. TH pe3yJabTaThl CO3BYYHBI PE3yIbTaTaM
psina paboT, CBUAETEILCTBYIOIIUX O TOM, YTO JOJEMEHT-
Hbl€ KOTHUTHBHBIC HapyIIECHUs SIBIAIOTCS Ba)KHBIM He-
3aBUCHMBIM IpeauKkTopoM cHibkeHus: KOK y manuenTos
Ha panHux ctaausax bIl. Tak, Obl1o Moka3aHo, 4TO Ha-
JU4YMEe YMEPEHHBIX KOTHUTHUBHBIX HApYyLIECHUH MpHU IO-
craHoBke nuarHosa BII seisiercst hakTopoM 3HaYNMOTO
yxyawenust KOK 6onpHbIX B TeueHue 3 1eT HaOMoeHHUS.
ITo mannpiM R.A. Lawson u COaBT., U3 CIIEKTPa KOTHU-
TUBHBIX HapylIeHUI HanOojee CHUIbHON MPOrHOCTHYE-
ckorl perepmuHaHTON cHikenus KK sBnsiercst nedu-
UT BHUMaHus [19].

BrlsiBiIeHHbIE HAMU CBSI3U MEXKJYy YXyALIEHHEM BbI-
[IOJIHEHHUSI TECTOB Ha yNpapisitomiue (yHKUUU U CHH-
KCHUEM  MOOMJIBHOCTH/TIOBCETHEBHOW  aKTHBHOCTHU
00yCIIOBJICHBI, BEPOSITHO, OOLLIMMH MEXaHIU3MaMHU — JHC-
(dyHKIMEH TPEeMOTOpHOHN T0OHOH KOopbl. OOHApYKEHHAs
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Tabnuna 4
Pe3yabTaThl KOPPEISIHHOHHOTO AHATN32 MEKIY MOKA3aTEIMH KA4eCTBA JKU3HU H TSUKECTHI0 KOTHUTHBHBIX HAPYIIEH Uit

MoCA,r | TMTA,r | TMTB,r CH':["(;)‘;::": Crpyn 1,r | Crpyn2,r | Crpyn3,r un
KOKBII, o6umit 6ann -0,16 0,11 -0,01 -0,09 0,06 0,08 0,23 0,20
MoGHIBHOCTh -0,1 0,15 0,02 -0,20 0,15 0,18 0,30%* 0,16
TToBceaHeBHAs aKTUBHOCTD —0,16 0,13 0,03 -0,21 0,12 0,11 0,33* 0,21
DMOIUOHAIIBHOE -0,21 0,31* 0,13 -0,09 0,01 0,04 0,21 0,29%*
Onmaronomnyuue
Crurma -0,10 0,19 -0,11 0 -0,07 -0,04 -0,09 -0,05
ConuaibHbIe KOHTAKThI 0,03 -0,12 —-0,22 0,06 -0,29* -0,32* -0,18 0,11
KorunTtusHbIe QyHKIINH -0,26 0,07 0 -0,07 -0,03 -0,04 0,09 0,17
OO6uieHue -0,05 0,07 0,06 -0,06 -0,17 0,18 0,03 0,15
TenecHbId AUCKOM(OPT -0,26 0,22 0,08 -0,24 0,15 0,17 0,26* 0,08

ITpumeuanue: Scopa— IIKana OLEHKH KOTHUTHBHBIX (yHKuuiA npu BIT; MoCA — MoHpeasnbekast 1kana OLEeHKH KOrHUTHBHBIX (yHKuuii; TMT — trail
making test, Tect coenunenns Oyks u uudp; MM — ungexc narepdepenuun, rect Crpyna; ¥ — KOppensius CTaTHCTHIECKU J0CTOBEPHA.

Table 4
The results of the correlation analysis between the quality of life scores and the severity of cognitive impairment
MoCA,r | TMTA,r | TMTB, r ls);%l:tf{l:zz?ll Stroop test | Stroop test | Stroop test Inte'rference

test, r 1,r 2,r 3,r index
PDQ-39, total score —0.16 0.11 -0.01 —-0.09 0.06 0.08 0.23 0.20
Mobility —0.1 0.15 0.02 —-0.20 0.15 0.18 0.30* 0.16
Activities of daily living —0.16 0.13 0.03 -0.21 0.12 0.11 0.33* 0.21
Emotional well-being —0.21 0.31% 0.13 —0.09 0.01 0.04 0.21 0.29%
Stigma —0.10 0.19 —0.11 0 -0.07 —0.04 —0.09 —0.05
Social supports 0.03 —0.12 -0.22 0.06 —0.29* —0.32* —0.18 0.11
Cognition —0.26 0.07 0 —-0.07 —-0.03 —0.04 0.09 0.17
Communication —0.05 0.07 —0.06 —0.06 -0.17 -0.18 0.03 0.15
Bodily discomfort -0.26 0.22 0.08 —0.24 0.15 0.17 0.26* 0.08

Notes: Scopa-Cog — Scales for Outcomes in Parkinson’s Disease-COGnition; MoCA — Montreal Cognitive Assessment Scale; TMT — trail making test;

* — correlation is statistically significant.

CBSI3b MEXIY HapylIeHHeM MOOWIBHOCTH U 3PUTEIb-
HO-TIPOCTPAHCTBEHHBIX (DYHKIMI Ha PaHHUX CTaJUAX
BIl, HackoiIpKO HAM M3BECTHO, paHee He 00CyKAaiach
1 HECOMHEHHO MPEACTABISIET UHTEPEC C TTO3UIUU YyTOU-
HEHHS MTPOTHO3a TCUCHUS 3a00JICBaHUS U PEaOIINTAIIN-
OHHBIX MPOTPAMM C YUETOM HAPYIIEHUS ITOTO ACTIEKTa
KOTHUTHUBHOU JESITEIIBHOCTH.

CBsi3b MKy YXYAIICHUEM YIPABISIOIINX (QyHKITHIA
7 CaMOOIICHKOH SMOIMOHAIBFHOTO OJaromomydust moj-
TBEP)KJIa€T 3HAUMMOCTh KOTHUTHUBHOW COCTAaBIISIIOLLEH
SMOIIMOHAIFHOTO COCTOSHUS U ABIISIETCS 000CHOBaHUEM
JUIST TPUMEHEHUS TOIXOM0B KOTHUTHBHO-IIOBEACHYE-
CKOM Tepanuu, KOTHUTUBHOI'O TPEHHHIA y NAlUEHTOB
Ha paHHMX craausx BIL

3axmouenne. Ha pannux cragusx BII nuraresnb-
sele acniekThl KIK, oTpaxkaroniue xapakTepuCTUKU MO-
OMJIFHOCTH ¥ TIOBCETHEBHOW aKTHBHOCTH TAI[UEHTOB,
OTIPEICNSIIOTCS. B 3HAYUTEIBHONW CTENCHH HaTUYHEeM
ad(exkTUBHBIX W KOTHUTHUBHBIX HapymeHuid. KiroueBas
pOJIb IENpPECCHH, TPEBOTH, allaTHH, KOTHUTUBHBIX HAPY-
IIIEHUH B CAMOOIICHKE IBUTATEIIBHBIX TTPOSBIICHUH 3200-
JICBaHUS, CHIDKCHUU TTOBCEIHEBHOM aKTUBHOCTHU, YXYII-
LIEHUU SMOILMOHAJBHBIX U COLMabHBIX acnekToB KOK
yke Ha paHHuX ctaausx Bl o0ocHOBBIBaeT HEOOXOMH-
MOCTb JUArHOCTHKU U aJ€KBaTHOU Tepamuu 3TUX Hapy-
IEHUH y Kaxaoro nanueHTa. [IlpuHuMas BO BHUMaHue
B3aMMOBJIHMSIHAE JIBUTATENbHBIX, aPEKTUBHBIX M KOT-
HUTUBHBIX HApyIICHUH, U1 3Q(HEKTUBHOTO YTydIIeHUS

KK OonmpHBIX TpeOyeTcsi KOMIUIEKCHasT peaduiuTanus,
KOTOpast JJOJDKHA BKITIOYATh, TOMUMO (papMako- U KUHe-
3MOTEpanyy, KOTHUTHBHBIA TPEHUHI, ICUXOTEPAIIHIO.
KonpaukTr unTepecoB. ABTOpHI 3asBISAIOT 00 OT-
CYTCTBMH KOH(IMKTa HHTEPECOB.
®unancupoBanue. MccinenoBanne He UMENO CIIOH-
COPCKOH NOANEPKKU.
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OCOBEHHOCTHY HEBPOJIOTMUYECKOTO CTATYCA Y JIETEH
C PACCTPOUCTBAMHU AYTUCTHUYECKOT O CIIEKTPA
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SOI'BOY BO «locynapcTBeHHbII yHUBEPCHUTET yITpaBieHus», Mocksa, Poccust

Pesrome

Iles1b MCCIIEAOBAHMSA: U3VUEHUE HEBPOTIOSUUECKO20 CINAMYCA, OAHHBIX AHAMHE3d U dNeKmpodnyedaroepaguu y na-
Yuenmos ¢ paccmpolcmeami Aymucmuiecko2o cnekmpa.

Marepuana u metoabl. O6ciedosansl 54 pebenka ¢ paccmpoucmeamu aymucmuiecko2o cnekmpa 6 eospacme om 3
u 00 7 nem. H3yuenvi anammecmuyeckue OaHHblE, 8bINOIHEHbl HEBPOLO2UHecKoe U dIeKmpoIHyedanoepaguyeckoe
uccned08anusl.

Pe3yabrarbl. B kauecmee OCHOGHbIX AHMEHAMANbHBIX U UHMPAHAMAIbHIX (PAKMOPO8 PUcKa Qopmuposanus He-
BDPONOCUYECKUX HAPYUWEHUL ONPeOenuniy 2ecnosbl, Y2po3y Npepuléans bepemeHHoCmu, c1adocms pooosoll Oesmeib-
HOCMU U y8enuyeHue OUMerIbHOCmU 6€3600H020 Nepuoda y mamepet. SHauumenbHoe Koauuecmeao oemel poouIucy
HEOOHOWEHHbIMU U UMETU NPUSHAKYU BHYMPUYMPOOHOL 2Uunokcuu npu posicoenuu. Ilpu ucciedosanuu Hegponozuie-
CK020 cmamyca y 60IbUWUHCMEA NAYUEHINO8 BbIAGUIU 08USAMENbHBLE U KOOPOUHAMOPHbIE HAPYWEHUS, PACCMPOl-
cmea maxkmuabHou yyscmeumenvrocmu. Ha snexmposnyedanozpamme y bonbuuncmsea nayueHmos ommedanocs
mema-3amediieHue 0OCHOBHOU OUOINEKMPUIECKOU AKMUBHOCMU 201106H020 Mo32a. [lepuoduueckue pecuoHaivbhble 3a-
MeOneHUs 8bIAUAU 8 9 CIVUAAX, d INULENMUDPOPMHYIO AKMUBHOCHb — 8 5 CIYYasX.

3akaouenue. Hapyuenus 6 nespoio2uueckom cmantyce y oemell ¢ paccmpoucmeamu aymucimuieckoeo cnekmpa
ommeuanucs 8 hopme He2pyoOU MOMOPHOU CUMNIMOMAMUKU, PACCMPOUCINE KOOPOUHAYUU OBUNCEHULL U MAKMUTbHOU
YY8CMBUMETbHOCHIU.

KnoueBbie ca0oBa: ICTH, PACCTPOICTBA ayTUCTUYCCKOIO CIIEKTPA, [BUrATeIbHBIC HAPYILCHHUS, PACCTPOICTBA
YYBCTBUTEIBHOCTH

Jast untupoBanusi: Cansko B.H., IImenéra C.B., Jlesuenkona B./l., MuponoB M.b., Jloraues H.B. OcoGeHno-
CTH HEBPOJIOTHYECKOTO CTaTyca y JIeTeil ¢ pacCTpOHCTBAMHU ayTHCTHYECKOTO CIEKTpa. PoCCuticKuil Hespoio2uiecKuil
arcypran. 2022;27(4):69-74. DOI 10.30629/2658-7947-2022-27-4-69-74
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FEATURES OF NEUROLOGICAL STATUS IN CHILDREN WITH AUTISM SPECTRUM
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Abstract

Purpose of the study: to study the neurological status, anamnesis data and electroencephalography in patients with
autism spectrum disorders.

Material and methods. The study involved 54 children with autism spectrum disorders aged from 3 to 7 years. Anam-
nestic data were studied, neurological and electroencephalographic studies were performed.
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Results. The following were identified as the main antenatal and intranatal risk factors for the formation of neurologi-
cal disorders: gestosis, the threat of termination of pregnancy, weakness of labor and an increase in the duration of the
anhydrous period in mothers. A significant number of children were born prematurely and had signs of intrauterine
hypoxia at birth. When examining the neurological status, the majority of patients revealed motor and coordination
disorders, disorders of tactile sensitivity. Electroencephalography made it possible to register in most patients a delay
in the formation of the rhythm of the bioelectrical activity of the brain. Periodic regional decelerations were detected
in 9 cases, and epileptiform activity — in 5 cases.

Conclusion. Disorders in the neurological status in children with autism spectrum disorders were noted in the form
of mild motor symptoms, disorders of motor coordination and tactile sensitivity.

Keywords: children, autism spectrum disorders, movement disorders, sensitivity disorders
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Coxkpawenua: MPT — MarHuTHO-pe3OHaHCHas
tomorpadusi; PAC — paccTpoiicTBa ayTHCTHYECKOTO
cnektpa; 921 — anekrposnuedanorpadus.

BBenenne. PaccTpolicTBa ayTHCTHYECKOTO CIIEKTpA
(PAC) — rpynna HapylieHud pa3BUTHS HEPBHOU CH-
CTEMBI, XapaKTePU3YIOMINXCS HEAOCTATOYHBIM (HOPMHU-
pOBaHMEM KOMMYHHKATHBHBIX CHOCOOHOCTEH y neTei
B COUYETaHWM C MOBTOPSIONIUMCS CTEPEOTHITHBIM TOBE-
JeHHeM U orpanudeHueM uHrepecoB [1]. PAC mmpoxo
pacripocTpaHeHbl B MUPE U BBISBISIIOTCS B JIETCKOH TO-
nynsauun 6onee yem B 1% ciyuaes [2].

Hapymenus passutusi HepBHO# cucteMbl nipu PAC
MOTYT OBITH CBSI3aHBI C 3aJICPXKKOHM CO3PEBaHUS KOPKO-
BBIX CTPYKTYp TOJIOBHOTO MO3ra, TOJKOPKOBBIX SEp
U TOBpEeXICHUEM Oenoro BemiecTBa. lccnenoBanue
o0beMa TOJOBHOTO MO3Ta METOJaMH MarHUTHO-PE30-
HaHCcHOI Tomorpadun (MPT) nokasano, 4ro 1o cpaBHe-
HUIO CO 3I0pOBBIMH JeThMU y neteit ¢ PAC B Bo3pacte
0T 2 1 710 4 JIeT 3TOT [0Ka3aTesb ObUI BBILIE, a B BO3pac-
Te OT 6 U 710 8 JIeT OH HEe UMeJl JIOCTOBEPHBIX OTIUYNI
[3]. Ilocne oxoHYaHUsT MyOEPTATHOTO MEPHO/a y TMaIlH-
enroB ¢ PAC 00beM TrolIoBHOTO MO3ra YMEHbIIAJCS, TaK
KaK yMEHbIIAJIACh IUIOMIA[b €r0 MOBEPXHOCTH W IIH-
puHa nonepeuHuka kopel. Kpome toro, y aereit ¢ stoi
MaToJIOTUEeH pa3sBUTHE JIOOHBIX W BUCOYHBIX CTPYKTYP
3HAYNTENIFHO OTCTAaBaji0 TIO0 CPaBHEHHIO CO CTPYKTY-
paMu TEMEHHBIX U 3aTbUlOuHbIX foisei [4]. Ha ocHo-
Banu MPT-uccnenoBanuii ObUIO TPEANOIOKESHO, YTO
y nereit ¢ PAC anomanuu pa3sutus 30l bpoka u 00-
nmacti BepHuke MOTryT OBITH CBf3aHBI C HapylIeHHEM
9KCIIPECCUBHOMN peud M KOMMYHUKaTUBHBIMH PacCTpOii-
CTBaMHM COOTBETCTBCHHO [5], a aHAJIOTMYHBIE N3MCHECHHUS
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B 00JIaCTM MUHJAJIEBHJIHOTO Tejla — C HapyIICHUSMHU
B SMOLIMOHAJILHON 00paboTke nHdopmanun [6, 7]. Dtn
AQHOMAJIMU MOTYT TIPOSBIATHCA KaK B BHJE aTHITUYHOTO
pAacIioNOKeHHsT U3BHIMH U OOpO3, Tak U B BUJAE HAPY-
HICHUH WX THpHQUKAIMU: MOJTMMUKPOTUPUH, MaKpoO-
rupuu U mmssHIedanmmu [8]. Hapsny ¢ HapymeHusMu
CTPYKTYpPHOM OpraHu3aluy KOPKOBOW IUIACTUHKH, B Ila-
toreHeze PAC oco0oe BHUMaHUE YACISIOT TalaMOKOP-
TUKAJIBHBIM CBsI3sM [9], QyHKIIMOHAIBHBIC TTapaMeTphl
KOTOPBIX T10 CPABHEHHIO CO 3J0POBBIMH JICTbMH Y JCTEH
¢ PAC nmerot pazHoHanpaBIeHHbIE OTKJIIOHEHUS U MOTYT
yKa3bIBaTh Ha (DOPMHUPOBAHME CTPYKTYPHOH aHOMAaIMU
B MOTOPHBIX siipax Tanamyca. [lokasana u ponb B mato-
rene3e PAC-HapyieHuil, BOSHUKAIONIMX B OEJIOM Bellle-
CTBE B nporiecce GOopMUpOBaHHs TOJOBHOTO Mo3ra [10].

CrnenoBarenbHo, y OoibHbIX ¢ PAC u3ydensl jao-
CTaTOYHO TOJHO MOP(POPYHKIMOHAIBHBIC W3MEHEHUS
B TOJIOBHOM Mo3re [11] u monpoOHO ucciaeqoBaHa CHM-
NITOMATOJIOTHS TICHXWYECKUX HapyIICHUH, HO HEBPOJIO-
rHYEeCKasi CUMIITOMAaTHKa OMHUCAaHA JHIIb B OTACIbHBIX
paborax [12, 13]. BMecte ¢ TeM HEBPOJIOTHYECKHE
HapyILIEeHUs Y 9TOH KaTeropuu OOJNBHBIX MOTYT 3aTpya-
HATH KaK OOIIEHHUE C OKPY>KAIOIUMH, TaK 1 TIPOBEICHUE
3aHATHN N0 KOoppeKuHoHHOH nenaroruke [14]. Kpome
TOTO, OCHOBHBIe KinHH4eckue mnpossienuss PAC u co-
MyTCTBYIOIME HEBPOJIOTHYECKUE PACCTPONCTBA MOTYT
OBITH OOYCIIOBIICHBI OTHOM 1 TOH ke matoMopdoiornye-
CKoil ocHOBOI [14].

Heabro paboThl ObLIO M3yYEHUE HEBPOJIOTHUYECKOTO
cTaryca, JaHHBIX aHaMHEe3a U JIeKTpodHLedanorpadhuu
(39I') y martmenTos ¢ PAC.

Marepuas u Mmeroabl. llox HaOmoneHneM Haxo-
munck 54 pedenka ¢ PAC B Bo3pacte ot 3 u 10 7 net
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(cpemuuit Bo3pact — 4 roga u 6 mec.). B uccnemyemyro
TPyTITy BKIFOYAHN J€TeH COTTIACHO KPUTEPHUSIM JHarHO-
ctuku PAC, n3i10KXeHHBIM B 5-M u3gaHuu «Jlmarunoctu-
YECKOTO M CTaTHCTUYECKOTO PYKOBOACTBA IO TICHUXH-
yecknuM pacctporictBam» («Diagnostic and Statistical
Manual of mental disordersy, fifth edition) Amepukan-
CKOM MCUXUaTpUUIECKOi accormanuu [15].

AHaMHeCTHYECKHE JaHHbIE OIICHUBAIH, YAEIssS 0CO-
00e BHUMaHNE MEIUIIMHCKUM CBEJCHHUSIM O COCTOSHUU
3IIOPOBBS POJUTENECH MAIUEHTOB, TEYCHUU OepeMEeHHO-
CTU U POJIOB y Marepeil, COCTOSHUM JETEN MpU poXKIe-
HUU U B IIEPBBIC THU )KU3HH, CAMIITOMaX (DOPMUPOBAHUS
HEBPOJIOTHYECKUX PACCTPOMCTB. I 3TOro aHaJIM3upo-
BaJM OOMEHHBIE KapThl POAMIBHOTO JOMa W HCTOPUHU
pa3BuTHus pebeHka. HeBpomorudyeckuii craryc y nerei
HCCIIEIOBATN TI0 OOIIETIPUHATON METOINKE, UCKIFOUYUB
OLICHKY BBICIIUX TICUXMYCCKUX (DYHKIMH: pedd, THO-
CTHYECKHX (PYHKIMH M Tpakcuca. B cBs3um ¢ TeMm 4To
MaIeHTaM He BO BCEX CIyyasX yIaBajloCh OOBSICHUTH
TpeOOBaHMS K BBITOJHEHUIO ITOCTABIEHHOW 3a/1a4H,
JUISL OIICHKH COCTOSIHMSI JIBUTATEIIbHOM Cepbl, KOOPIH-
HaIlU¥ JBW)KEHUH W PaBHOBECHS HCIIONB30BAIH TE€CTHI
U TpOOBI, KOTOPbIE OHM OBLIM CITOCOOHBI BBHITTOJIHUTH.
HUccnenoBanu nmoxoaxy OonbHBIX, PoOkI ¢ nudhepen-
LIUPOBAHHON HArpPy3KOH HA PAa3JIMYHBIC OTIEIbI CTOIIbI
(xomp0Oa Ha HOCOUYKAX U MATKAX, X0/1b0a ¢ OMopoii Ha Ha-
PYXHBIN 1 BHYTPEHHUHN OT/IENBI CTOIIBI ), TpoOy PomOep-
ra, mpo0y OCTaHOBKH PYKH, IPOHATOPHYIO U MAIBIIEMO-
JIOTOYKOBYIO TPOOBI. TaKkTUIBHYIO YyBCTBUTENBHOCTH
HCCIIeIOBANH, TIPUKAcasich K Koxe B oOmactu 1da, rpy-
I, CIIMHBI, )KMBOTA, BEPXHUX W HIDKHUX KOHEYHOCTEH
MSATKOH KUCTOYKOM, a K CITU3UCTOM 000JI0UKe TYO U SI3bI-
Ka — BaTHBIM (DPUTHIIBKOM.

Bcem GompaBIM mpoBoamin DDIT OompcTBOBaHUS
Ha 21-KaHaJIBHOM KOMIIBIOTEPHOM 3HIledanorpade
Dantec-Concerto mo cTaHaapTHOM MEXIyHapOAHOU
cxeme «10-20», npuMeHsTd (YHKIIMOHAJIbHBIC HArpy3-
KH.

Pesyabrarel. [Ipu onieHke aHamHe3a y poauTeseu
narueHToB ¢ PAC (y omHOro wiam 00OOWX) BBISBHIN
psin pakTopoB, OKazaBHIMX HEOIATrONPHATHOE BIHSHHUC
Ha IJIaHUpPOBaHWE OEpEeMEHHOCTH: BO3pacT cTapiie 35
net — B 54% ciyuyaeB, MPUBBIYKY K KypeHuto — B 50%,
AKCTpareHUTaJbHble 3a00JIeBaHUSI Y >KGHIIMH (caxap-
HBIA AMa0eT, TUIIOTUPEO3, OKUPEHUE U JP.) U HEBBIHA-
[IMBAEMOCTh MPEABIAYIINX OepeMeHHOCTEH — B 26%
u 17% caydaeB coorBeTcTBeHHO. Cpenu HeOmaronpu-
SITHBIX BO3JICHCTBUI BBISIBIISIN Yallle IPYTHX BO BpeMs
OepeMeHHOCTH TecTo3bhl — B 37%, yrpo3y IpephiBa-
Hust — B 20%, ctpeccoBble cuTyauuu — B 15% ciyda-
€B, a B MIEPHUOJIE POIOB CIIa0OCTh POJOBOM AEATEIHHO-
cti — B 41%, yBeln4eHHnEe JTUTEILHOCTA O€3BOAHOTO
nepuoga — B 26%, akyuiepckue nocoduss — B 22%
CITy4aes.

KonudectBo neteil, ponuBIINXCS HEJOHOIIEHHBIMH,
coctaBmiIo 35%, a uMcio 1eTeil ¢ MpU3HaKaMK BHYTPHY-
TpoOHO# Tumokcun — 30%. MenumnuHCKAe CBEICHUS
0 POIOBOH TpaBME B OOMEHHBIX KapTax POIUIBHOTO
JiomMa 0O0HapykuBanu y 22% MarueHToB.

Ha nucnancepHoM yueTe y HEBpOJIOTa B CBSI3H C I10-
CJIEJCTBUSMM IIEPUHATAIBHBIX IOPAXKEHUH HEPBHOMI
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CHCTEMBI JI0 IOCTI)KEHHUS BO3pacTa OAHOTO rojia HadIo-
namuch 52% mayueHToB.

KnuHunyeckue cUMNTOMBI CO CTOPOHBI YEpPENHOU
WHHEPBALMH B IPyIe 00CIeJ0BaHHBIX OOJBHBIX Hpe/-
CTaBJICHBI B Ta0m. 1.

[Ipu uccnenoBaHuy IBUTATEILHON cephl yBeanye-
HUE 00beMa ABMKEHUH B TIIEYEBBIX, JIOKTEBBIX U KOJICH-
HBIX CycTaBaxX M TCHICHLUIO K MBILIEYHON THIIOTOHUU
0OHapyXWJIM TIOYTH Y TIOJIOBHHBI OOJBHBIX (B 25 ciy-
yasix). OgHa TpeTh JeTeil U3 00CIeIOBAaHHOM T'PYTIIThI
(18 ciygyaeB) He MOTJIA BBIIIOJIHUTD IIPOOBI ¢ AuddepeH-
UPOBaHHON HAarpy3KOHW Ha pa3jInuHbIC OTAENbI CTOIHI,
9TH K€ JIETH UCIIBITHIBAIM 3aTPYAHECHUSI TIPU NPHITAaHUU
Ha JIByX HOrax wid ofgHoil Hore. Kpome Toro, y 6omb-
IIMHCTBA OOJILHBIX BBISABIISUIA JIBUTATEIIbHBIE CTEPEOTH-
nuu (cM. Tabi. 1) B BUJe pa3MaxuBaHUs PyKaMu, pacKa-
YUBAHMA Tella B BEPTHKAJIBHOW TUIOCKOCTH, XOXKJIEHHUS
110 OZJHOMY U TOMY K€ MapIIpyTYy.

[Ipn nccrnenoBaHWM paBHOBECHS M KOOPAWHAIINH
JIBIKEHUH HauOONbLIME TPYAHOCTH NAIlMEHTHl HC-
NBITBIBAJIM, BBIMONHsS TpoOy PomObepra um manblie-
MOJIOTOYKOBYIO MpoOy (cM. Tabn. 1). JlpurarenpHas
HEJIOBKOCTh, HApyHIEHUS KOOPAWHALMK JBWXEHUH
U TOHKOM MOTOPHUKHM NPHUBOJWIM K 3aiepxkke ¢op-
MUPOBaHHS OBITOBBIX HABBIKOB, HABBIKOB PHUCOBAHUS
U THCbMa, YTO OTPULIATENIIBHO CKa3bIBAaJOCh B OCBO-
€HUH TPOTPaMMBI MOATOTOBKH K IIKOJE Y JOIIKOJb-
HUKOB M Y4eOHOW MporpamMmsbl y HNEPBOKIACCHHUKOB.
TpyaHocTh 3achllaHus, MapacOMHHH, THUIEPTHIPO3,
3armop, METEOPU3M U JUCIIEIICUIO BBIABIISIN Y KaXa0-
T0 BTOPOTO OOIBHOTO.

O0l'-uccnenoBaHue MPOIEMOHCTPUPOBATIO 3aMe[-
JIeHWe OCHOBHOM akTuBHOCTH Y 37 (69%) nereit ¢ PAC
[0 CPaBHEHHUIO C BO3PAaCTHOM HOpMOW. YacTOTHBII
JMara3oH OTCTaBal OT HOPMATHMBHBIX IIOKa3aTelew.
IIpu sTrom Ha D3OI nomMuHHMpOBala TETa-aKTUBHOCTh
B nuamnaszoHe 4actoT 4-5 I'm. Ilepmommdeckue permo-
HaJIBHBIE 3aMeUIeHUsT ¢ mpeolsagaHueM B TEMEH-
HO-TICHTPAJBHBIX 007acTSIX BBIABISUTH B 17% cioydasx.
VY 5 OONBHBIX, Y KOTOPBIX HapsAy C CUMIITOMaMHU ayTH3-
Ma KOHCTaTHpOBajach dIUIIETICHUS, Oblila 3apETUCTPUPO-
BaHa pernoHajIbHas SNUIenTUGOPMHAS aKTUBHOCTD (B 3
CITyJasix ), MyJbTHPETHOHAIIbHAS dMTAIenTr()OpMHas ak-
TUBHOCTH (B 2 cilydasix), IPEACTaBICHHbIE KOMILIEKCA-
MU «OCTpas—MeIJICHHAs BOJIHA» U «ITHMK—BOJIHA», & TaK-
JKe BBISIBIICHBI U] dy3HbIE MTUK-BOJIHOBBIE pa3psiabl (B 3
CIy4asx).

Oocyxnenne. PAC u paHHuIl JETCKUU ayTU3M Xa-
PaKTepU3YIOTCS CXOKECTHIO KIMHUYECKUX TPOSBICHHIA,
HO B OTJIMYME OT ayTHU3Ma, YeTKasl CBSI3b KOTOPOTO C Te-
HETHYECKMMH HapymieHusMH yctaHoBieHa [16], PAC
00yCIIOBJICHBI HE CTOJIBKO T'€HETHYECKOW MaTONOTHEH,
ckonpko Hapymenuem pasputus [IHC pebenka. Ilato-
JIOTHS IEHTPAJILHOW HEPBHOM CUCTEMBI Y I€TEH, B CBOIO
o4epesb, MOKET XapaKTepPH30BaThCSI HE TOJBKO TCHXO-
MaToJOrMYECKUMHU MPOSBICHUSMH, HO U KOMOPOUIHBI-
MH pacCTpOMCTBaMH, B TOM YHCIIE HEBPOJIOTUYECKON
cuMmnToMarukou [17].

Haubonee yacTeiMu (hakTOpamMu prCKa, BIMSBITUMHU
Ha nocneaytomee ¢popmupoBanne PAC y nereid, sBis-
JIUCHh BO3PACT POAMTENEH crapiie 35 JIeT, uX BPeIHbIe
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WNCCNEAOBAHNA N KNIMHUYECKNE HABJTIOAEHWA

Tabanuma 1

Pe3ysbTaThl HCCJIEIOBAHHS HEBPOJIOTHYECKOr0 cTaTryca y aerei
¢ paccTpoiicTBaMH ayTHCTHYECKOTO CIEKTpa

Table 1

The results of the study of the neurological status of children with
autism spectrum disorders

KonmyecTBo Amount of
Ha3panue cHHAPOMA HJIM CHMITOMA N .
AP nereii (n = 54) Name of the syndrome or symptom children
AcuMMeTpHs IV1a3HbIX LIeNei 7 (n=54)
Hapy1eHue peakiiuy KOHBEPTeHIINT 16 Asymmetry of the palpebral fissures 7
CHIKEHHUE OCTPOTHI 3pEHHS 8 Violation of the convergence reaction 16
Cozpy’KEeCTBEHHOE CXOJIALIEECs KOCOIIa3ne 3 Decreased visual acuity 8
TopH3oHTaIbHEIH HICTATM 3 Concomitant convergent strabismus 3
BeprukanbHblii HECTarM 2 -
Horizontal nystagmus 5
AcHuMMETpHUst HOCOT'YOHBIX CKIIaJJOK 7 -
= Vertical nystagmus 2
OrpaHU4eHUE JBUKCHHUIT S3bIKA B IOJIOCTH PTa 8 -
Tunepcannpamms 11 Asymmetry of nasolabial folds 7
CHWXEHUE TOHYCA MBIIII KOHEYHOCTEH 25 Asymmetry of nasolabial folds 8
[ToBblIIeHHE TOHYCA MBI KOHEYHOCTEH 3 Hypersalivation 11
CHIDKCHHE CyXOXKHJIBHBIX H IIEPHOCTAIBHBIX 12 Decreased muscle tone in the limbs 25
pedexcon Increased muscle tone in the limbs 3
INoBbIIEHNE CYXOXKUIBHBIX U HEPHOCTATBHBIX 3 D T tond Toori Trefl
pedriexcon ecreased tendon and periosteal reflexes 12
Hesbinonuenne npo6 ¢ anddepeHunpoBaHHoit 18 Increased tendon and periosteal reflexes 3
HArpy3Koil Ha pasIMYHbIC OT/CIIbI CTOIBI Failure to perform tests with a differentiated load on 18
Heymenue npbirars Ha JByX HOrax 10 different parts of the foot
Heymenue npsirath Ha OQHO# HOTE 18 Inability to jump on two legs 10
Hapyuienne TOHKOH MOTOPHKH 28 Inability to jump on one leg 18
JIBUrarenpHple CTEPEOTHIINT 37 Fine motor impairment 78
Hapymenue noxonku 11
Py — A Motor stereotypes 37
HeycToitunBocTb YU BBITOIHEHUH IpoObI Pombepra 15 —
Gait disorder 11
HeTo4HOCTh NP BBIIOIHEHHH IPOOBI OCTAHOBKU 7 — :
pyku Instability when performing the Romberg test 15
MumMorionafaHue TIPH BHITIOIHEHNH MaJIbIie- 1 Inaccuracy in hand stopping test 7
MOJIOTOHKOBOH IpOGET Mimicking when performing a finger-hammer test 11
[TonoXUTeNbHBINA Pe3yabTaT IPH BBIIOIHCHAN T X
N Desy: P 7 Positive result when performing a pronator test 7
IIPOHATOPHOI MTPOOBI
Hea/leKBATHAS PEaKIs Ha TAKTHIBHBIC 37 Inadequate response to tactile stimuli (screaming, 37
pasipakuTENH (KpHK, I1ad) crying)
BereraruBHble HapyIIeHUs 27 Autonomic disorders 27

MPUBBIYKK (KypeHHE) M dKCTpareHuTalbHble 3a00JeBa-
HUS y Marepu. OTU JaHHbIE B 1IEJIOM COOTBETCTBOBAJIN
pe3ynbratam, MoJay4YeHHBIM APYTHMHU UCCIIEI0BATEISIMH
[18]. BMecTe ¢ TeM, o MHEHUIO psjia aBTopoB [18, 19],
9KCTpareHUTaNbHbIe 3a00JIeBaHUs, Pa3BHBAIOIINECS
Y JKEHIIWH 10 OEpEMEHHOCTH, B OCHOBHOM OOYCIIOBIIE-
HBbl UHQEKIMOHHBIM BO3JCHCTBUEM, a B HAIIEM HCCIe-
JIOBAaHUM OHM OBUIM CBSI3aHBI IPEUMYILECTBEHHO C Ha-
JMYUEM Yy KCHIIMH HIOKPUHHBIX 3a001eBanmii. Kpome
TOT0, YIIOMUHAHUM 0 BIusiHUM Ha pa3Butue PAC Takoro
(axTopa prcka, KaKk HEBBIHAIIMBAEMOCTb TPEIbITYIIHX
OepeMeHHOCTEH, B JUTEpaType Mbl HE HALUIM, a 3TOT
(daxTop, MO HAIIMM JaHHBIM, SBISETCS BEChbMa CyIle-
cTBeHHBIM (17% OT M3ydeHHBIX CilyyaeB). YUeT ABYX
MOCTETHUX W3 YIMOMSHYTBHIX (aKTOPOB OCOOCHHO Ba-
KEH B CBSI3M C TE€M, UYTO KaKAbI M3 HUX MOXKET IpH-
BECTH K Pa3BUTHIO XPOHWYECKOU IUIALICHTAPHOW HEIo-
CTaTOYHOCTH, KOTOPAsi, B CBOIO Ouepeib, 00yCIOBIUBAET
3aJiepKKy pocta u pasButus mona. Cpenu (akTopos,
MaryOHO BJIMSIFOIIMX Ha TUTON BO BpeMsi OepeMeHHOCTH,
CJIeAyeT BBIACIUTH T'eCTO3bl Y OCpEMEHHBIX JKCHIIMH
1 Yrpo3y mpepbiBaHHs OEpeMEHHOCTH, a B paHHEM He-
OHaTaJIbHOM IIEpHOJle — HMU3KYI0 Maccy Teja IpH po-
KJICHUH, KIMHUYECKHE MPOSBICHUS BHYTPUYTPOOHOMN
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TUIIOKCUU U POJIOBON TpaBMBI, YTO KOPPEIHPYET C pe-
3yJIbTaTaMu IPyrux aBTopos [19].

BrlsiBiieHHble HamMHM HapyleHHs B JIBUTaTeIbHOMN
ctepe y nereit ¢ PAC aHanOrmuHBI ONMCAHHBIM B JINTE-
patype [20]. [IpakTuyeckuii UHTEPEC MPEACTABISACT TOT
(axT, 9YTO 3HAUNUTEIBHOE YUCIO OOCIICIOBAHHBIX JEeTEH
¢ PAC (33%) He Moru BBITIOJTHUTH MTPoOEI ¢ auddepen-
LUPOBAHHON HArpy3kol Ha pa3jUYHbIC OTACIBI CTOIBI
U UCHBITBIBAJIM 3aTPYAHEHUS MpPU NPBITAaHUM Ha JBYX
HOTaxX WJIM OIHOW HOTE, YTO yKa3blBAaeT Ha HapyIICHHE
MIPOCTBIX JIBUTaTEIbHBIX HABBIKOB U MOXET CIYKUTh
Cepbe3HBIM MpENATCTBUEM Al GOpMUpoBaHus Oosiee
CIIOXKHBIX JIBUTATENbHBIX (QYHKIHMH (x0ap0a Mo ject-
HUIE, UTPBI ¢ MadoM u 1ip.). Y gereir ¢ PAC BbisBiA-
JM U PacCTPOMCTBA KOOPJMHAIMH IBWKCHUN U Cephl
YyBCTBHUTEIBHOCTH, YTO B IIEJIOM COBIAAAET C PE3yNIbTa-
TaMu JIpyrux uccienosarenei, [21]. Hapymenus B ceH-
COpHOI1 cdepe B BHIEC HEaJACKBATHBIX PEaKLHUi Ha Tak-
TWIBHBIE Pa3IPAKUTEIH MODIHA OBITH 0O0YCIOBJICHBI
HapyLICHHEM TaJaMOKOPTHKAJIBHBIX CBSA3E€H HPU 3TOM
3a00/ICBaHUM.

PesynbraTel, noayyeHHbIe IpH poBeneHun 3] -uc-
cnenosanus y nereit ¢ PAC, cxoqHbl ¢ pe3yibTaramMu,
MOJIyYeHHBIMU ApyruMH aBropami [21]. ITpakTuueckuit
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UHTEpecC NIpeacTaBisieT TOT (akt, yto y 5 nmererd (9%
cilyyaeB) Obla BBISIBJICHA >MUiIeNTH(GOpMHAs aKTUB-
HOCTb, KOTOpasi y 3TOM Kareropuu 0OJbHBIX MOXKET peru-
CTPUPOBATHCS B IIMPOKOM AuanazoHe (ot 4% u 10 86%
ciryuyaeB) [21]. [TonoOHbIe HapylIeHUs] pacCMaTpUBaOT
B KauecTBe OMomapkepa paccTponcTB (PyHKIMOHHPOBA-
HUS KOPKOBBIX HEHPOHOB [22].

B namem wuccnenoBaHuM snuiencus Obuia Hpen-
CTaBjeHa CTPYKTypHOH (okanbHON snunencueii (B
IOBYX CIIy4asx) M SMIICNTHYECKUMHU 3HLE(daIonaTu-
AMH (B TpeX Ciydyasx), YTO COIJIACyeTCs C JaHHBIMHU
OpyTUX aBTOPOB, MOKA3aBIIMX BO3MOXXHOCTH aCCOILH-
aruu PAC u snunencun [21]. Tak, mo JaHHBIM KpyI-
HOTO aMEPUKAaHCKOT'O MOMYISLHOHHOTO UCCIIEOBAHUS
Autism and Developmental Disabilities Monitoring,
B 16% ciydaeB y nanuentoB ¢ PAC Obu1o oTMeueHO
npucoenuHenue snuiencun [23]. CormacHo Ipyrum
onecHkaM, okono 20-25% neredl ¢ 3TOW IaTOJIOTHEH
cTpagator smmencueii [24]. HegaBHee momyssiiiuoH-
HOE UCCJEeI0BaHME MoKa3ao, uto y 44% nereit ¢ PAC
OBIJT YCTAHOBJICH IMOCIEIYIOUINI TUarHo3 SIUJIECTICUU
(CTpYKTYpHOM HIM TeHeTHYeckoi), a y 54% nereit
C SmuIIericueil ObLT BIIOCIICACTBUM YCTAHOBIICH JHar-
HO3 «pPacCTpOWCTBa ayTHUCTHYECKOTO crekTpay [25].
Takum oOpazom, mamueHTsl ¢ PAC, y KOTOpPBIX BBI-
SIBIISICTCSL  AMWICNTU(GOPMHAS aKTHBHOCTb, JOJIKHBI
paccMaTpuBaThca B TPYyIMIE pHCKa MO Pa3BUTHIO dIH-
nerncuu. B rpynmne nerel ¢ 3Toi maTojgoruei Bo3mMox-
HO pPa3BHUTHE pPAa3IUYHBIX JSMUWICNTHYECKUX CHHIPO-
MOB C a0COJIIOTHO MPOTHUBOINOJIOKHBIMU ITPOrHO3aMU
KaK B OTHOIIEHHWU S3MHUIENTHYECKUX IMPHUCTYIIOB, TaKk
U B OTHOIICHHUM KOTHUTHBHBIX (YHKUUH (CHHAPOM
Hpase, cunapom Jlennokca—I'acto u ap.). Taxxke cre-
OyeT OTMETHTb, YTO OOJBIIMHCTBO aBTOPOB, HM3y4YaB-
mux ocobeHHoctu smwiencun npu PAC, ormeuaror,
YTO B POTHO3€E Pa3BUTHS SMUJICIITUIECKOTO CHHAPOMA
y KOHKPETHOTO NaIMeHTa HauOOJIBIIYI0 POJb UTpa-
€T OCHOBHOW JTHONOrHYecKuil Qaktop. B HacTosmee
BpeMsl BBIACISIOT JIBe HauOosiee OONBIINE TPYTITBI
3THOJIOTMYECKUX (PaKTOPOB, 00YCIOBIMBAIOIINX ACCO-
nuanuio smmiencuu u PAC — cTpykTypHbIe Hapylie-
HUSl B TOJIOBHOM MO3I€ M TEHETHUYECKHE 3a00JIeBaHuUs.
[pwu psine reHeTnyecKuX OONE3HEH, aCCOMMPOBAHHBIX
¢ PAC, Takux xak TyOepo3HbIi ckiepo3 [26], cuHIpoM
Hpase [27] u apyrux, a Takxke TpyObIX MOPOKax ro-
JOBHOTO Mo3ra (nuccsHuedanuy, MOIMMUKPOTUPUN
U IPyTUX) KpaiiHe BBICOK PUCK PA3BUTHS TsKeIoN dap-
MAaKOPE3UCTEHTHOM AMMICNTHYECKON 3HIE(DaTONaTHH.
[Ipu apyrux 3a0osneBaHUsX, B YACTHOCTH TIPHU CHHPO-
Me (parunbHOi X-XpOMOCOMBI, SMUJICTICUS TPOTEKACT
nobpokagectBenno [28]. [lpu cunapome [layna Bepo-
SITHOCTb Pa3BUTHS SIWICIICUU COCTABISIET OKOIo 8%,
IPU 3TOM BO3MOXKHO Pa3BUTHE PA3HBIX AMHIETITHYE-
CKUX CUHAPOMOB B 3aBUCUMOCTH OT CTEIIEHH THIIOKCHU-
YECKHU-UIIEMUYECKOTO TOPAXEHHSI B MEPUHATAIHLHOM
nepuoae [29]. CrnenoBaTeiabHO, MPU BO3HUKHOBEHUU
SMUJIENTHYECKUX MPHUCTYNOB WM BBISIBICHUU OIIH-
aentuopMHON aKTUBHOCTH Y TauneHToB ¢ PAC HeoO-
XO/IMMO TIPOBEACHHE MPOAOIKEHHOTO BH1e0-D31'-Mo-
HUTOPUHTIA C BKJItoUYeHneM cHa, MPT ronoBHoro Mosra
1 MEIMKO-T€HETHYECKOTO 00CIeI0BaHMS.
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3akJ/0ueHne. YCTaHOBIICHHBIC IPU U3yUYCHUU aHAM-
HeCTUYeCKuX cBeneHuit nerei ¢ PAC HeOnmaronpusiTHpie
(hakTOphl, OKa3bIBABIINE COYETAHHOE BJIUSHHE BO BHY-
TPUYTPOOHOM W TIEPUHATAILHOM IEPHO/AX Pa3BUTHSA,
MIPUBOJIAT K MOBPEKICHUIO TOJIOBHOTO MO3ra, KOTOPOE
onpenensieT He TOJAbKO KIMHUYECKYI0 KapTHUHY ICHXU-
YeCKMX HapyIIeHUH y JaHHOW KaTeropuu OOJbHBIX, HO
U OTKJIOHEHHS] B UX HEBPOJOTUYECKOM CTaTyce, Mpeu-
MYIIECTBEHHO B (hopMe HErpy0Od MOTOPHOM CHUMIITO-
MaTHKU, PACCTPOMCTB yAEpKaHUS Tela B PABHOBECUHU
Y KOOPIWHAITNY IBIDKEHUH, a TAK)KE 0COOCHHOCTEH Tak-
TUJIBHOM UyBCTBUTEIbHOCTU. DT OTKJIOHEHUS MOTYT HE
TOJIBKO 3aTpyAHATH oomieHue aereii ¢ PAC B ceMbe 1 co-
LAyME, HO U CIY>KUTh CEPbE3HBIM MPEMATCTBUEM IS
(OpMHUPOBAHMS y HUX CIIOKHBIX JIBUTATEJIbHBIX yMe-
HUU, YTO B COBOKYNHOCTHU C OCHOBHBIMH KIMHUYECKHU-
MU TIPOSIBJICHUSIMH 3TOH MAaTOJIOTHHU Oy/IeT CYIIECTBEHHO
YCYTYONsTh 3a7epKKy TEMIIOB HEPBHO-TICUXHYECKOTO
pPasBUTHS W TPHUBOAUTH K COITMAIBHON JIETPUBAIIUU.
B cBsi3u ¢ atuM oO0ciiefioBaHUE W HAOIIONCHUE JeTel
¢ PAC nicuxuarpoM 00s13aTelIbHO AOJKHBI OBITH JIOTIOJI-
HEHBI JIMaTHOCTUKOW HEBPOJOTHYECKUX KOMOPOUTHBIX
COCTOSIHUM, TPEOYIOIUX HCCIICIOBAaHUS HEBPOJIOTHYC-
CKOTo cTaryca u npoBeaenust D31, a pu BbISIBICHUU T1a-
TOJIOTMYECKON CUMIITOMATUKH CO CTOPOHBI HEPBHOM CH-
CTEMbl — CHCTEMATUYCCKUM HaOIIOCHUEM HEBPOJIOTa.

®dunancupoBanue. VccienoBanme He UMENO CITOH-
COPCKOH MOAAEPKKU.

Konduauxkr unTepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBUU KOH()INKTa HHTEPECOB.
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OIBIT OPTAHU3AIIMUA KETOTEHHOM JUETHI Y JETEX JOIIKOJIBHOI'O
BO3PACTA
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Pe3rome

Kemocennas ouema (K/[) omnocumcs k nepcnekmugHsiM Memooam AeueHus SNULencuu, pesucmeHmHoll K mepanuu
anmuxongynvcanmamu. Ilpedcmasnen kaunuueckuil cayuai npumenenus KJ{ y pebenxa ¢ gpapmaxopezucmenmmuotl
cmpykmypHou snunencuetl, demoncmpupylowuil dgpgexmusnocmo KJ/[ ¢ eude docmudicenus 100% xonmponss nao
APUCIYNAMU U NO3UMUBHBIX COBUL08 6 NCUXOMOMOPHOM PA38UmMuU pebeHKa npu obecneueHuu a0eK8amHo2o coma-
MUUECKo20 300p0BbSL.
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Abstract

Ketogenic diet (KD) refers to promising methods of treatment of epilepsy resistant to anticonvulsants. A clinical case
of the use of KD in a child with drug resistant epilepsy (DRE) is presented. This clinical case demonstrates the ef-
fectiveness of KD in a child with DRE in the form of achieving 100% control over seizures and positive shifts in the
psycho-motor development of the child and positive changes in the child’s psychomotor development while ensuring
adequate physical health.
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Coxkpawenua: IBJI — ucKycCTBEeHHAss BEHTHIIALINS
nerkux; KJI — kerorennas nuera; OPUT — ornenenne
peaHMMaNu ¥ UHTEHCHBHOU Teparnuu; ®PD — dap-
MakopesucteHTHas snuiencusi; [THC — uentpanbHas
HepBHas cuctema; Dl — sHepreTuveckas 1eHHOCTb.

BBenenue. Kertorennas pamera (KJ[) otHOcuTCS
K HamOoJiee W3yYeHHBIM aJbTEPHATUBHBIM IIO/IX0JIaM
B JICUCHUH CYIOPOKHBIX COCTOSHUH B JIETCKOM BO3-
pacTe U eAMHCTBEHHO BO3MOXHBIM CIIOCOOOM JI€UeHUS
IIPH s BPOXKICHHBIX METa0OJMUECKHX PAcCTPONCTB
(HapylieHHH TpaHCIOpTa TIMIOKO3bl | Tumna, nedwurure
JIETUIPOTEHA3HOTO KOMILJICKCA, BPOXKICHHOM Jie(puIinTe
¢dbochodpykrokuHaszsl u ap.) [1].

K macrosmeMy BpeMeHU KeTOTE€HHAs JUETOTEPAITHSI
cthopmupoBanace B 3(p(peKTHBHYIO CHUCTEMY IOMOIIU
netsiMm ¢ (apMakope3ucTeHTHOH smmiencuein (OPD).
Coznana MexayHapomHas TPpyIa M0 U3yYeHUIO KeTO-
TCHHOUM aueThl, POpMUPYIOIIAsi OCHOBHBIC MPUHITUITBI
opraam3anmu KJ[, KoTopble CUCTEeMaTHYECKH aKTyald-
3UPYIOTCS C YUETOM HOBBIX JaHHBIX HAYYHBIX HCCIEHO-
BaHUH. PazBuBaeTcs MHIYCTpHS KETOT€HHOTO MUTaHUS,
pacHIUpSIONIasi BOBMOXKHOCTH TSI peau3aiiy MOTCH-
uuana auerorepanuu [2, 3].

BricokoxupoBas Hu3koyrieBomHas KJI mo cBo-
eil cyTH He(QHU3MOJIOTHYHA U MOXKET COMPOBOXKIATHCS
psamoM TOOOYHBIX S(PPEKTOB, OTPaHUYMBAIOIINM €€
MpuMeHeHue. B CBsi3u ¢ 3TUM OHMM W3 Hambosee ak-
TyaJIbHBIX HANIPABJICHUN HAYYIHBIX UCCIICIOBAHUH 10 HC-
nonp3oBanmi0 K| siBisieTcs mouck myTeit ee Hambolee
ONTUMAJIBHOM OpraHu3aluu.

B GonmpmmmHCcTBe citydaeB K/ HazHauaeTcs manueH-
TaM, TOJYYAIOIMIUM MPOTUBOCYIOPOKHYIO TEPaIuIo.
Bricka3biBach MHEHHS O HEIEeNIeCOOOpa3HOCTH Ha-
3raueHust KJI coBMeCTHO ¢ mpemnapaTtaMu BajdbIpOEBOit
KHCJIOTBI, YYUTHIBAS BO3MOXXHOCTH ITOTEHIIMPOBAHUS
renaTOKCHYHOCTA W CHH)KEHHUS MHTEHCHUBHOCTHU KETO-
reHesa. B psijie mpoTOKOIIOB POBEIEHUS TUETOTEPATUN
B YHCJIO TPOTHBOIIOKA3aHUI BKJIIOUYCHO MapajuieIbHOE
ncnonp3oBanre ¢ KJ[ mHruObutopoB kapOoaHTHIpa3bl
(amerazonaMua, TomupaMmara, 30HUCAMUA) U3-3a BO3-
MOYKHOCTH yCHUJICHHS METaOOIMIeCcKOTo anuao3a [4].

B Hacrosiiiee Bpemst OONBIIMHCTBO HCCIIEAOBATENCH
CUHTAIOT TIOJIOOHBIE OTpaHUYEHUS HelerIecoo0pa3HbI-
MH, a ¢ LEJIbI0 MpeAoTBpalicHus mo0ouHbIX 3ddexTon
1 X CBOEBPEMEHHOW KOPPEKIIUU TPEJIaratoT OpraHu-
3aruio 0ojiee THIATEIBHOTO KOHTPOJS 32 COCTOSTHUEM
3/I0POBBs OOJBHBIX, @ TAK)KE CBOSBPEMEHHYI) OTMEHY
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UHTUONTOPOB KapOOaHTH/pa3kl, HO HE paHee 3 Mec. OT
Hauaja AueroTepanuu [5].

OmHUM U3 OTKPBITHIX BOIPOCOB MPUMEHEHUS KEeTO-
TeHHOU JIMEeTHl SBISETCS BIUSHUE YPOBHS KETOHOBBIX
Tenm Ha 3PQEeKTUBHOCTH aHMeToTepanuu. [Ipencrapie-
HBl OTACNbHBIC JIaHHBIC, CBHJICTEILCTBYIONIUE, YTO
TepareBTHUECKU ypOBEHb KETOHOBBIX TEJ HE BCETIa
orpeneNseT Halu4ne KInHn4Yeckoro sddekra. B psme
CIIy4aeB JIOCTIKEHHE KOHTPOJIS HaJl MPUCTYIaMHu JO-
CTUTaJOCh TPH B3HAUEHUSX OeTa-TUAPOKCHOyTHpaTa
B KPOBU HMKE OOIETIPUHSITOTO KOPUAOPa 2—5 MMOJITB/JI.
B cBsizu ¢ 3TUM peKOMeHlyeTcs Ha4WHATh JAUETOTepa-
MUIO0 C HU3KHUX 3HAYEHHWH KETOT€HHOTO COOTHOIIEHUS,
TIOBBIIIAS €T0 JI0 YPOBHS, 00ECIEUMBAIOINIETO KIIMHU-
yeckyro 3 dekTuBHOCTh. VICKITIOUEHNEM CITyKaT HEOT-
JIOXKHBIE COCTOSIHUS, TPEOYIOIINE TOCTIKEHHS OBICT-
poro pesynbTara [6].

[losiBieHne crnenuamu3upOBaHHBIX TPOTYKTOB ITH-
TaHus, pa3pabOTaHHBIX CHEIHMAIBHO U KETOTEeHHOM
JTUETOTEepAITH, OTKPHIBAET HOBBIC TMEPCIIEKTUBHI KOH-
TpOJIs ¥ KoMIutaeHTHOCTH Tipu OPD, B TOM uncie B je-
YEHWH YPTEHTHBIX CllydaeB — cCyrneppedpakTepHOro
smwitentuaeckoro craryca. C 2022 1. 1yig oTe4ecTBeH-
HOM KJIMHUYECKON MPaKTUKUA CTaIH JIOCTYIHBI TIEPBHIE
CHEIMATU3NPOBAHHBIE TPOAYKTHI JJI1 OpraHU3aIUH Ke-
torenHor auetsl — «KETOKAJI 3:1» u « KETOKAJI
4:1» (Milupa GmbH, Schleyerstrasse 4, 36041 Fulda,
I'epmanust). [IpogyKThl UMEIOT MHOTOJISTHHIA TIOJOXKH-
TEJBbHBIH OTIBIT NCTIOIB30BAHNS B 3apYOEKHON MPAKTHUKE
[7].

CooTHotieHne XUpoB K OeNKaM 1 yriieBosiaM B Mpo-
nykre «KETOKAJI 3:1» cocrasnser 3:1, To ectb Ha 3 T
JKUPOB MPUXOAUTCA 1 T CyMMapHOTO KOJM4ecTBa Oeln-
koB u yreBonoB. B cmecu «KETOKAUJI 4:1», cootBet-
CTBEHHO, COOTHOIIIEHHE JKUPOB K OeNKaM M yTiieBoJgam
B npoaykte coctasisieT 4:1. CoctaB mpoxyKToB 00ora-
IIEH MaKpo- ¥ MUKPOHYTPUEHTAMH, TIO3BOJISISI HCIIOIb-
30BaTh UX U KaK JIOTOJHEHHE K KETOT€HHOMY pallOHY,
M KaK €JMHCTBEHHBIA NCTOYHUK MMUTAHUS (B YaCTHOCTH,
[IPY OpraHu3aIiy 30H10BOr0 TuTanus) (tadm. 1) [8].

Mertoa KJI ycrienHo ucrnosb3yeTcsi B OTe4€CTBEHHOU
HEBPOJIOTMH IIpH JIeueHuu nerell, crpaparommx PP,
YTO JIEMOHCTPUPYET MPEACTABICHHBIN KJIMHUYECKU
caydaii.

PeGenok M., 4 roga 10 mec., nadmogaercs B I'BY3
Hayuno-npaktudeckuit nentp um. B.®. Boiino-fce-
Herkoro JlemapraMenTa 37paBoOXpaHeHHs T. MOCKBBI
¢ 3 et 9 Mec. ¢ IMarHo3oM: «ONUJIENCchs CTPYKTypHast
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Tabnuia 1

Copnep:xanne KJ04eBbIX HyTpHeHTOB B mnpoaykrax «KETOKAJI
3:1» u «kKKETOKAJI 4:1» Ha 100 r cyxoii cmecu

KETOKAUJI 3:1 | KETOKAJI 4:1
DHepreTuyeckas IeHHOCTh, KK/ 2935/711 2906/704
KKall
benku, r 15,4 14,3
Kuper, T, 68,6 69,2
13 KOTOPBIX:
— HaCBIILIEHHbIE 26,6 26,1
— MOJMHEHACHIIICHHbIC 18,0 20,4
— apaxyuI0HOBAas KUCIOTa 0,18 0,12
— JIOKO3areKcaeHoBas KHUCI0Ta 0,18 0,11
YrieBogEL, T, U3 KOTOPBIX 7,2 2,8
— caxapos, I' 54 0,68

Table 1

The content of key nutrients in “KETOKAL 3:1” and “KETOKAL
4:1” per 100 g of powder

KETOKAL 3:1 | KETOKAL 4:1

Energy value, kJ/kcal 2935/711 2906/704
Protein, g 15.4 14.3
Fat, g, 68.6 69.2
including:

— saturated 26.6 26.1

— polyunsaturated 18.0 20.4

— arachidonic acid 0.18 0.12

— docosahexaenoic acid 0.18 0.11
carbohydrates, g, of which 7.2 2.8

— sugars, g 5.4 0.68

MyAbTH(OKANBHAS C CHHAPOMOM WH(GAHTHIBHBIX CIIa3-
MoB. Dapmakope3ucTeHTHOE TeueHue. JleTckuii mepe-
OpanbHBEIN Tapaind, cMemanHas Gopma (THITOTOHHYE-
CKH-aCTaTUYECKUH CHHIPOM, JISTKUH MPaBOCTOPOHHUHI
CIIACTHYECKUH TeMHWIIape3), JBHTaTelIbHOE pa3BUTHE
110 mokasarelito “CHCTEeMBbI OIICHKH IT00aTbHBIX MOTOP-
HBIX HaBBIKOB” (GMFCS) 3-4-ifi ypoBeHb. 3amepikka
MICUXOPEYEBOTO Pa3BUTHsI. AMOIHOIHUSY.

Pebenok ot 2-it 6epeMeHHOCTH, 2-X POIOB Ha 37-i
Hezene O0epemennoctu. [lepron GepeMeHHOCTH TIpOTE-
KaJr 6e3 0COOEHHOCTEH, POIBl CTpeMHTENbHBIC. Macca
Tena npu poxaenun 2600 1, mHa 49 cm. PeGenok 3a-
KpHdaja He cpa3sy, OIeHKa To ImKaie Amnrap 5/5 6amios.
Ha 2-e cyTku ®HU3HU B CBSI3U C YXYALLIEHUEM COCTOSHUS
riepeseaeH B OPUT ¢ cumnToMaTHIeCKUMU HEOHATAITb-
HBIMHU cygoporamu, cuaapomom yruetenns LIHC. Haxo-
nuicst Ha VBJI B Teuenue 7 cyT. Ha 14-e cyTku Xu3HU
BBIMKCAH I10]1 HA0JIO/ICHUE TieiMaTpa U HeBpoJora. [na-
HOBasi TPOTHUBOCYIOPOXKHAS TEpanusl HE Ha3zHAyaackh.
B nanbHeiiniemM pa3BuBaics ¢ 3a€PKKOU ICUXOMOTOP-
HOTO Pa3BUTHSL.

JeOroT anmierncuu oTMEYeH B Bo3pacTe 9 mec., Kor-
Jla TIOSBUJIMCH OJMHOYHBICE W CEpUITHBbIE TOHWYECKHE
cnazmbl B konuuectse 10 200 B cyTku. B cBsi3u ¢ aTuM
pebeHKy Oblila Ha3HAYEeHA MPOTHUBOCYIOPOXKHAS MOHO-
Tepanus npenaparaMmy BajiblIpoeBol KUcaoTsl 30 Mr/kr/
CYT, Ha (pOHE KOTOPOH YacTOTa MPHUCTYTIOB COKPATHIIACh
mo 50-60 B cytku. B Bo3pacte 1 rom 4 mec. Tepamus
ObLTa OTMEHEHA 110 HACTOSHUIO POUTENIEH.

B Bo3pacte 2 rona 1 Mec. oTMeueHO HapacTaHue Ko-
JMYeCTBA MPUCTYIIOB U YXYIIIEHHE O0IIEro COCTOSHUSA,

RESEARCHES AND CLINICAL REPORTS

B CBSI3U C 4eM ObUIa BHOBb Ha3HadeHa MPOTHBOCY/IO-
poxHast Tepamnus (BajblpoeBast kuciaora 30 MI/Kr/cyT).
JlocTUrHyTa NONOKUTEbHAS THHAMUKA B BUJIC CHIDKE-
HUS 4acTOThl mpucTynoB Ha 50%, koTopas oka3aiach
KpaTkoBpeMeHHOU. [IpoBenieHa KoppeKkuus Tepanu —
ObUI JIOTIOJTHUTEJIFHO HAa3HayeH BHUraOaTpuH B 03¢
100 mr/kr/cyT. [Ipu OTCYTCTBHY MOJIOKUTEIILHOM THUHA-
MHUKHA OTMEYEeH MOOOYHBIN A(PPEKT B BHJIE THIIEPCAIN-
Baimu. [IpoBesieHa KOppeKIus Tepariy B BUJIE UCIIONb-
30BaHUSl KOMOMHALMK M3 3 IpernapaToB: BaJbIIPOEBast
kuciora 30 mr/kr/cyt, puradarpun 100 Mr/kr/cyT, 3TO-
cykeumuy 30 Mr/Kr/cyT — 0e3 TuHAMUKH. 3aTeM Ha3Ha-
YeHbI BaJiblpoeBas kuciora 30 Mr/Kr/cyT, JeBeTupaiie-
tam 50 MI/KI/CyT, 4TO TaKkXkKe He IPUBEIIO K YAYUIICHUIO
coctosiHusi OONMBHOTO. B CBSI3M € TSKECTBIO COCTOSI-
HUSI, COXPaHAIOUIMMUCS TNPHUCTYNaMH (CUMMETpUY-
HblE W AacCHMMETPHYHbIC TOHHYECKHE, (IIECKCOPHBIC,
TOHUKO-aTOHUYECKHE CIa3Mbl) ¢ 4gacToTrod g0 50-60
B CYTKU B TEpaIHIO BBEACH T'MJPOKOPTH30H TI0 CXEME,
MakcuMasibHas 1o3a 8 mr/kr/cyt. Ilpu 3ToM nOCTUrHYT
MOJIOKUTENBHBIN dPPEKT B BHJIE KYITUPOBAHUS PUCTY-
MIOB U YJIyYLICHHUS! ICHXOMOTOPHOT'O pa3BUTHs peOCHKA.
CHWKeHHe /1036l THAPOKOPTH30HA J10 30 MI/cyT mpuBe-
JI0 K PELUANBY TEUCHUS 3200I€BaHHSI — MOCTCIICHHOMY
YBEJIUYCHHUIO YUCIIa AMAICTITHYECKUX MPUCTYNOB 10 30
B CYTKH.

B Bo3pacte 3 ner 7 Mec. mocie 3aBepIICHHs Kypca
THJIPOKOPTU30HA MAMEHTY BHOBb IPOBEICHA KOPPEK-
Ul TIPOTUBOCYIOPOXKHON Tepannu. Ha3nauena xomOu-
HallMs MpenapartoB: JeBetupaueram 50 MI/Kr/cyT u To-
nUpamar 7 MI/KI/CyT, 4TO MPUBENO K CHUKEHHIO YHCIIa
cna3moB Ha 50% (10—15 B cyTKH), HO CTaJH MOSBISATHCS
KOPOTKHE aCHMMETPUYHBIE TOHUYECKUE MIPUCTYIIBI JITH-
TenbHOCTHIO 10 20 ¢ ¢ yactotoit 1-3 pasa B cyTKu.

I[lo nmawHbIM  BHAE0-ODI'-MOHHMTOpHWHTA  peru-
cTpupoBajach MyibTH(OKadbHas U auddysHas smu-
nentudopMHasi aKTUBHOCTh C BBICOKHM HWHJIEKCOM
C MepHoIuYecKUM (OPMHUPOBAHHEM MATTEPHA MOAHU-
¢unposanHoit runcaputmun. Ha MPT ronoBHoTO
MO3Ta — IOCJIEICTBHSI NIIEMUYECKU-TUITOKCHYECKOTO
MOpaKEHUsT OOJNBIIUX MMONYIIAPHIA: TIEPUBEHTPUKYIISP-
HO MEpEeJHUX U 3aJHHUX POrOB OOKOBBIX >KEIIYIOYKOB
onpenensitorcst auddy3Hpie y9acTKu ITTHO3HBIX H3Me-
HEHUH C MHOXXECTBEHHBIMM JIAKyHapHBIMU JedeKra-
MU MO3TOBOW TKaHH B 3aTBUIOYHBIX JIOJISIX, HEKOTOPOE
CHIDKEHHE JIeMapKallii MO3TOBOTO BEILIECTBA HA CEPOe
u Geinoe.

B HeBpomoruueckoM craryce: aMOIHOMNUS, CIIOH-
TaHHBIA Pa3HOKAaNMOEpHBI HUCTAarM, OObEM JIBH-
JKEHUH CHMIKEeH, Ha ¢oHe yMmepeHHOW auddys3HON
THIIOTOHUH, OTMEUAETCS] OTYETIUBOE TTOBBIIIEHUE MbI-
[IEYHOTO TOHYCa B MPaBbIX KOHEYHOCTSX NMPHU Harpy-
30YHBIX TPO0Oax, MUCTOHUYECKAs] YCTAaHOBKA CTON —
D > S, cyxoxuibHblie pedeKChl MOBBILICHBI, CHMITOM
babunckoro ¢ obenx ctopoH. Konrpons gyHKIuii Ta-
30BBIX OpraHoB He c¢opmupoBaH. CaMOCTOATEIBHO
HENPOJIOJDKUTEIHHO CTOUT, XOJUT TOJIBKO C TOJJICPK-
KOW 3a OOHY PYyKY, MOXOJKa Ha IIMPOKOH Oasze, mar-
Kas. BpIpakeHHas 3aJiepKKa TMCUXOPEUEeBOrO pa3BU-
THUS: SMOLMOHAIBHBIA KOHTAKT HENPOAOKUTEIbHBIMH,
BBITIOJIHSACT CAMHUYHBIC MPOCThIC OBITOBBIC KOMaH]IbI,
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WNCCNEAOBAHNA N KNIMHUYECKNE HABJTIOAEHWA

MOBEJICHNE CTEPEOTUITHOE, peUb Ha YPOBHE 3BYKOIIPO-
W3HOLICHUS.

B cBsi3u ¢ (apMakope3UCTEHTHBIM T€YeHUEM 3a00-
JIeBaHUS, OTCYTCTBHEM IIOKA3aHUH Ui HEHPOXHUPYP-
THYECKOTO JICUYEHHsI, pPACCMOTPEH BONPOC O BBEICHUHU
KeToreHHoi auetsl. Cleayer OTMETHTh, 4TO PeOCHKY
MIPOBOJMIIOCH TEHETUYECKOE HCCIIE0BAaHUE C HCIIOJNb-
30BaHMEM TaHIEMHOM MacC-CIIEKTPOMETPUH U MOCIIey-
IoII[asi KOHCYJbTAllMs Bpada-TeHEeTHKa, 110 3aKII0UeHUI0
KOTOPOTO JaHHBIX 3a BPOXK/ICHHbIE HApYILICHUs MeTa0o-
JU3Ma y TalueHTa HeT.

B cooTBeTcTBUM C MPOTOKOJIOM BBEICHHUS JUETOTE-
panuu pedeHKy MPOBEJCHO JIOMOIHHUTEIbHOE 00CIIe1O0-
BaHHE.

Ucxomuellii a"Hamn3 IHEBHOTO BHIE0-DII-MOHHTO-
PHHTa BBISBUJI BBIPAKEHHBIC N3MEHEHUS OMO3JIeKTpHYe-
CKOM aKTUBHOCTH T'OJIOBHOTO MO3Ta IO 3IUJIETITHYECKO-
My THIly. OCHOBHOM PUTM U Apyrue (HU3N0IOTHIECKUE
MaTTepHbI OOIPCTBOBAHMS 1 CHA HE 3aPETHCTPUPOBAHBDI.
Ha ¢one muddys3Ho 3amennieHHON PUTMHKH PETUCTPH-
pyercst MynbTH(OKaIbHAsE SHUICNTHPOPMHAS aKTHB-
HOCTB B BUJIC KOMILJIEKCOB OCTpasi — MeJICHHAasl BOJIHA,
UK — MeajieHHas BonmHa amruiuTymoit 150-400 mxB
B JIEBOW JIOOHO-TIEPEIHEBUCOYHON OOJIACTH, B MPaBOH
JOOHO-TIEPEAHEBUCOYHOW, B JICBOH 3aTBUIOYHO-BHCOY-
HOW M B IPaBOH 3aTHUIOYHO-3aIHEBUCOYHON 00IaCTIX,
HE3aBUCHMO, C pacnpocTtpaHeHueM. Ha OonbinmmHCTBE
snox 3ammcu DDl KapTHHA COOTBETCTBYeT Moanudwu-
LIUPOBAaHHOW TUIICAapUTMUU. B OoapcTBOBaHMU 3ape-
THUCTPUPOBAaHO 13 TOHMYECKHX, TOHHKO-aTOHMYECKHX
(IIEKCOPHBIX ~ AMHJIENTHYECKUX CIa3MOB, KOTOPHIE
B OO COMpPOBOXKIAIHCH MOSIBIEHUEM KOPOTKOTO IH(D-
¢y3Horo npobera fast activity uaiie ¢ aMIUIMTYIHBIM
aKLEHTOM B IEPEeIHUX OTAENaX MOMYLIaApUA ¢ TOCIeay-
oMM JTU(QY3HBIM dJIEKTPOACKPEMEHTOM.

B ximHMYeCKUX aHaIM3aX KPOBU U MOYM — Oe3 ma-
tonoruu. [lapamMeTpsl OMOXUMHUECKOTO aHAJIN3a KPOBH,
a TaKKe KUCIIOTHO-OCHOBHOTO COCTOSIHUSI M 3JIEKTPO-
JIUTOB HE BBIXOJMIIH 32 Mpejebl peepeHCHBIX 3Haue-
Huil. B OnoxuMuueckoMm aHaIU3€ MOYHM MATOJIOTMYECKUX
u3MeHeHnH Takke He BbigBiacHO. DKI, Dxo-KI' — 0e3
n3menenuil. Ha Y3U opranos OpromiHoi MOJIOCTH U MO-
YeK — yMepeHHasi TunepTpodus neyeH.

B cBsi3u ¢ OTCYTCTBMEM NPOTHMBOIIOKAa3aHUH K Ha-
3HadeHuro KJI, mocie cormacoBaHusi ¢ 3THYECKUM KO-
mutetoM ['bY3 Hay4Ho-mpakTudeckuili LEHTp CHelH-
aJM3UPOBAHHON MEIMUIIMHCKOM TMOMOILIM JAETSIM UM.
B.®. BoiiHo-SIcenenkoro, mnomydeHus WHOOPMUPO-
BAaHHOTO COTJIACHs pPOJHTENed peOcHKa, ObUIO HavyaTo
BBE/ICHUE KETOTCHHOTO pallMOHa MUTaHMA (B BO3pacrte
3 et 9 mec.). Ucnonb3oBan knaccuyeckuii Bapuant KJI
B COOTHOILICHUU 3:1, BBEICHHBIH ITyTEM €KEIHEBHOMU 3a-
MEHBI OJTHOTO OOBIYHOTO MpHEMa MU Ha KeTOTeHHBIH.
PebeHky coxpaHWIM TPUBBIYHBIN 4-pa30BBI TpHeM
UL

Ha ocHoBanuu Macco-pocToBBIX MTOKa3aTenel (macca
tera— 15,2 kr, poct— 103 cm) 1 ypOBHS IBUTaTeIbHON
AaKTMBHOCTHU peOCHKA pacCUMTAHBI ITUILEBast K SHEPreTU-
yeckas 1ieHHocTh (D11) paunona nutanus. D1 panrona
coctraBmia 1125 KkKkam B CyTKH U3 pacdera 75 KKai/Kr/
CYT, KOJIM4eCTBO Oeiika — 15,2 T B CyTKHM M3 pacueTa
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1,0 r/xr/cyt. Boansblii pexum He meHee 1000 mi/cyT.
PexoMeHnioBaHO Be/ieHVE THEBHUKA MTUTAHUS U TIPUCTY-
noB. KOHTpOITb IJTFOKO3bI B KPOBU M KETOHOB B MOue W/
WJIH KPOBHU OCYIIIECTBIISICS €XETHEBHO 10 CTaOMITN3a-
[IUU YPOBHSI KETOHOBBIX TEJ, Jlajiee eKEHENEIbHO U MPU
M3MEHEHUH 00IIero coctosiHusl. B monmHoMm odbeme ke-
TOTEHHBII paIioH ObUI BBEACH Ha 5-€ CyTKH. YPOBEHb
KETOHOBBIX T€J B KPOBH CTAOMIIM3UPOBAJICS HA YPOBHE
3-5 mmosb/i1 k 10-my nHI0 quetoTepanuu. Ha 14-ii neHn
JIUETOTEePAIK AIIICIITHYECKHE MPUCTYIBl KyIHPOBa-
JIUCh.

YuurteiBas cTaOUIBHOCTh COCTOSHHSI, pEOCHOK OBLI
BBIITMCAH JIOMOM C PEKOMEHAAIUSIMH 110 COOJIOICHUIO
Kl m mpomoimkeHHI0 NPOTUBOCYIOPOXKHOW Teparuu
B MpexHeM obbeMe. B KauecTBe COMPOBOAMTEIHHOM
Tepanuu peOeHKY ObLITM Ha3HAYeHbI BUTAMUHHO-MUHE-
paJibHBIE KOMITJICKCHI 03 TIPUCYTCTBUS YIIIEBOJIOB, TIpe-
raparbl EPMEHTOB MOJKEIYIOYHON JKEeJIe3bl 1Mo 2 Hel.
kaxaoro Mecsa (1000 EJI/kr macchl Tena o numnase),
KYPCHI TeIaTonpoTeKTOpoB 4 pa3a B roj mo 1 mec. (yp-
cofie3okcuxoneBast kucinora mo 150 mr 1 pa3 B cyTkn).
YuuTeiBas MpUMEHEHUE TOIMpaMara C I[eJbio mpodu-
JIAKTUKU METa0OINYEeCKNX HApPYyIIEHUH CO CTOPOHBI TO-
YeK — JIMMOHHBIN COK B Konm4ecTBe 50 MJI B CyTKH (J10-
0aBNATH B THTHE). PEeKOMEHIOBaHBI €XEeKBapTaJIbHBIE
KOHTPOJIbHBIE 00CIe0BaHMS.

Uepes 3 Mec. TreToTepanuy Ipy IUIAHOBOM 00CIeno-
BaHUM OOHAPY)KEHO: KIIMHUYECKH MIPUCTYIIOB HET, YIy4-
IIMJIOCh TICHXOMOTOPHOE W peueBoe pa3BUTHE pebeH-
Ka — YCTOWYHMBO XOAWT 3a PYKYy, NMOSIBUJIACH CJIOTrOBast
pedb, aKTHBHO WHTEPECYETCs OKPYKAIOMIUM, YIy4IIH-
J0Ch 3peHue. PaloH nUTaHus MEPEHOCUT YIOBIETBO-
pHUTENbHO, TEPUOANYECKH BOSHUKAIOT AUCTIENTHYECKHE
HapyIIEeHUs B BUJIE METEOPU3Ma, 3aIePKKH CTyIa (Cpea-
Hss gactota ctyna 0,61 £ 0,25 pasza B cyTku). YpoBeHB
KETOHOBBIX T€J B KPOBH B Ipezenax 2,8—3,8 MMOJIb/I.

[Ipn KOHTPOJBHOM JHEBHOM BHE0-DDI -MOHUTO-
puHre OOHapy>KeHbl yMepeHHble Tu(Qy3HbIE H3MEHE-
HUSI OMO3JIEKTPUYECKON aKTHBHOCTH TOJIOBHOTO MO3Ta
(YHKIMOHAJIEHO-OPraHUYeCKOro xapakrepa. OCHOBHOMN
puT™ peructpupyercs gactoroir 7 I'm S > D. B cTpykry-
pe MepHoNYECKUX PErMOHANBHBIX JIeNbTa-3aMeJIeHUI
3aperuCTPUpPOBAHA PETHOHAJbHAS SMuiIenTuhopMHast
AKTUBHOCTb, NPEACTABICHHAs KOMIUIEKCAMH OCTpasi—
Me/JICHHAs BOJIHA, TMK—MEJICHHAs BOJTHA, aMIUIUTY/I0H
80-250 MxB B mpaBoli 3aJHEBUCOYHO-TEMEHHOI 00Ma-
CTH, TICPUONNYECKH C TCHIICHIIMEH K BTOPUYHOU Oma-
TepalbHOW CHHXPOHU3ALUMH (JIOMUHHUPYIOLIAs aKTHB-
HOCTB), @ TAKXKE B JIEBOH 3aTHIOUHO-BUCOTHO-TEMEHHOM
obnactu (eanHUYHBIE pa3psabl). MHaeke snunentudop-
MHOW aKTHBHOCTH — HIDKE CPETHET0. DMNIENTHIECKUE
MpUCTYNHI U UX DD -marTepHbl HE 3apETUCTPUPOBAHBI.
[Ipu cpaBHEHUU C TPEABIAYIINM HCCIEIOBAHUEM OTME-
YeHa BBIPAKCHHAS IOJIOKUTENbHAS JHHAMUKA B BHJIC
OTCYTCTBHA SIWICNITUYECKUX MPHUCTYTIOB, 3HAYUTEIb-
HOTO YMEHBIIEHUS aMIUINTY/bl U MHJEKCA JMHIIEHTH-
(hopMHOII aKTHBHOCTH, CKIIOHHOCTH €€ K pacrlpocTpa-
HEHMIO, YIyUYHICHUs] MapaMeTpoB (POHOBOW PUTMHKH,
MOSABTICHUSI (PU3HOIOTHYECKNX TTaTTEPHOB.

B mpomecce HaOmroneHUs TPOBEICHBI OBTOP-
HO KIIMHUKO-JTA0OpaTopHble W WHCTPYMEHTAJIbHBIE
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oOcnenoBanusi. Cpean BBISIBICHHBIX U3MEHEHUH — TIO-
SIBJICHHE KPHUCTAUTYPHM 3a cueT Tpuneiabdocdaros,
a Tak)Ke KapTHHA KOMIIEHCUPOBAHHOTO METa00INYeCKO-
ro amunosa: pH 7,38 (7,37-7,45), pCO, 34,2 (32-48),
pO, 82 (60-80), BE 4,3 (-2,0-2,0), Lac 1,4 (0,5-1,6).

Y4uThIBask HOJIOKUTENbHYIO TUHAMHKY 10 MIPUCTY-
namM W JUIMTENbHOCTh HaOJIOfeHUs], WHUIIMHPOBaHA
[IOCTENEHHAasi OTMEHA TolupaMara. Tepanus jgeBeTupa-
[[EeTaMOM COXpaHeHa B npexHeM oobeme (800 mr B cyT-
KH).

[Ipu o6cnenoBanmnu yepes3 9 Mec. MOIyUEHHS TUETO-
Tepanuu coxpansercss 100% KOHTponb HaJ MpHUCTyNa-
Mu. [lepeHOCHMOCTh IHETOTEpanuy yIOBIETBOPUTEIb-
Has. [TanueHT noxy4aeT NpOTUBOCYIOPOKHYIO TEPAITUIO
JIeBEeTHpAIIeTaMOM C YMEHBIIIeHHneM /1035l Ha 50%.

[Ipy KOHTPONBHOM KJIMHUKO-WHCTPYMEHTAIbHOM
o0ciIeTOBaHNN OTMEUYeHa HOpMaJM3alus IoKa3aTeneit
KOC. Taxxe BbusiBieHs! quddys3Hble H3MEHEHUs MOA-
JKEITyOUYHOM KeJle3bl TPU YIBTPa3ByYKOBOM HCCIIEI0BA-
HUM.

ITo pesynpraram AHEBHOTO BUACO-DDI -MOHUTOPUH-
ra OTMEYEHa IOJIOKHUTENbHAS AUHAMHUKA B BHJIC YMCHb-
IICHUS MHACKCA BBIMICOTMHUCAHHOW SMUICHTHGOPMHOM
AKTHUBHOCTH /10 HU3KUX-CPEAHUX 3HAYCHUH, yITyqlICHUE
nokasatesieil (POHOBOM PUTMHUKH; DITHJICTITHUECKUE TTPHU-
CTYIBI MO-TIPEKHEMY HE PETUCTPUPYIOTCSI.

3HAYUTENBHO YIYUIINIOCH TCHXOMOTOPHOE pa3BH-
THE: PeOCHOK CTall aKTUBHEE, XOOUT CAMOCTOSATEJIBHO,
0e3 moaAep kKM (CTereHb MOTOPHBIX HABBIKOB TIO IIIKaJIe
GMFCS nocturna 2-ro ypoBHS), yBeIUUUIACh CIIOTOBAs
NPOJYKIIHUS, CTaJ JIydllle TOHUMAaTh OOpaIlleHHYIO Peyb,
PaCLIMPHIICS CIEKTP BBINOIHSAEMBIX OBITOBBIX KOMAaHI,
pebeHOK CIIoCcOOCH MOICPKUBATH 0OJiee MITUTEIBHBIN
SMOLMOHAIBHBI U BepOaJbHBIA KOHTAaKT, YMEHbIIH-
JIOCh KOJIMYECTBO CTEPEOTHITUH, CHOPMUPOBAIICS KOH-
TpoJsib PyHKUMI Ta30BbIX opraHoB. OTMEUEHA MOJIOKH-
TeNbHas AMHAMUKa aHTPOIIOMETPHUECKUX MOKa3aTesneil:
Bec 16,5 xr (+1,3 xr) u poct 104 cm (+1 cm).

B panumon mwmramms BBeaeHa cMech «KETOKAJI
3:1», ucnonb3yemass B COCTaBe JBYX NPHEMOB IHIIH,
KaK HalUTOK U B cOCTaBe Omrof (IecepThl, CMy3H, BbI-
redKa u Jip.).

Kertorennslii panmoH nutaHus peOeHKa B TEUEHHUE
OIHOTO JHS BKJIIOYAJ CIIeIyIoliee.

3aBTpak: JaecepT CIMBOYHBIN C Tpymeil (cblp TBO-
poxubiii, cnuBku 33%, «KKETOKAJI 3:1», macno pac-
TUTEIBHOE, TPYIIA).

OO6en: ¥ CO CBHHUHOW (CBHHMHA, KalycTa OeJIoKo-
YyaHHAadA, JYK, MOPKOBb, PACTUTEIILHOE Macilo, CMETaHa
40%).

TTonaHuK: KOKTEMIb U3 CelMaaIu3upOBaHHOIO MPO-
nykra «KETOKAJI 3:1» u sirog kiryOHUKH.

VYxKUH: TOBAIUHA ¢ KaOaukaMu (TOBSIWHA TyIlIEHas,
KaOauku, 3arneucHubie co cmeTanoi 40%, ¢ no6aBIeHH-
€M pacTHTEIHHOTO Macya).

Bxirouenue B panMoH crenHagIu3upOBaHHOIO IPO-
JlyKTa CONIPOBOXKAAIOCH IOJIOKUTEIBHON JUHAMUKON
(YHKIMH KeTyIOYHO-KUIICYHOTO TpakKTa: yMEHbIe-
HHAEM METeOopHu3Ma, ONTHMH3AIMel dYacTOThl CTyia
(cpennsist yactora cryia Bo3pocia 1o 0,93 + 0,11 pasza
B CYTKH).
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YuurteiBas MTOJIOKHUTETHHYIO KIIMHUYECKYIO
n O0I'-nuHamuky, k 1-my rogy npumenenus K/ mpo-
BE€JICHA TOJTHAsI OTMEHA IMPOTHUBOCYIOPOKHON TEPaIiH.

B nacrosiee BpeMs mauueHT nosydaet Toiapko K[
B COOTHOIICHUN 2,4:1; KIMHUYECKAsT PEMUCCUS COXpa-
HSIETCSI.

3akiaiouenne. [IpuBenennoe HaOMIOMEHUE IEMOH-
ctpupyet 3¢ dexruBHocTh K] y pebenka co cTpyKTyp-
Hoit ®PD B Bune moctmwkenus 100% KOHTPOIIS HAT TPHU-
CTYIIaMU U MTO3UTHBHBIMU CABUTaMHU B TICHXOMOTOPHOM
pa3BUTHH pebeHKa.

K]]I Obu1a BBeieHa Ha (hOHE IPOTHBOCYTOPOXKHOM Te-
panuy, BKITIOYaBIIEeH Tomupamar, KOTOpbIi OblLT mocTte-
MIEHHO OTMEHEH I0CJIE TOCTH)KEHUS! YCTOMYMBOIO KIIH-
HUYECKOro d(QQeKTa, 4To MO3BOIMIO M30€KaTh pPHCKa
BO3HMKHOBEHHUSI METaOOJIMUYECKUX OCIOKHEHUH U pea-
JU30BaTh BO3MO)KHOCTH TUETOTEPAITHH.

Hcnonp3oBanue npu (OPMUPOBAHUM KETOTCHHOTO
palpoHa TUTaHWUS CHENHAJTU3UPOBAHHOTO IPOAYKTA
«KETOKAJI 3:1» He TOJBKO MOBBIIIAET €r0 MUIIEBYIO
[IEHHOCTh W YIPOIIAeT OPTaHU3alUIO JHETOTEPANTnU
B CEMbE, HO M OJIATONPHUSATHO BIUSET Ha )KEIYIOYHO-KU-
meyHsle QyHKIuH. CHIKEHHE 3MH30/10B METEOpH3Ma,
yIAydllIeHWe XapakTepa cTyla Ha (OoHE NpHUMEHEHUS
cMecu 00yCIIOBJICHO, IMO-BHAMMOMY, €ro cOamaHCHUpPO-
BaHHBIM COCTAaBOM, B TOM YHUCJIE U MO ’KUPOBOMY KOMIIO-
HEHTY, MPEICTABICHHOMY KOMOWHAIIMEH HACHIIEHHBIX
(38,8%), MmoHOHEHACHIIIEHHBIX (35%) M MONWHEHACHI-
IICHHBIX JXHUPOB (26,2%), a TakXKe BKIIOYEHHEM B CO-
CTaB JUIMHHOIICTIOUEYHBIX ITOJMHEHACHIIIEHHBIX XHUP-
HBIX KHCIIOT: JIOKO3areKcaeHOBOM U apaxuI0HOBOM.

[IpuBeneHHbIE JTaHHBIE CBHUETEIBCTBYIOT O BBICO-
koM noteniane KJ| npu ®PD y nereit u HeoO0X01uMO-
cTH 00JIee aKTUBHOTO €€ HCIOIb30BaHHS B KITMHUYECKON
npaktuke. [logBneHne crenuanu3upoBaHHBIX MPOAYK-
TOB C pa3lMYHBIM COOTHOIIEHHEM >XHPOB K Oeikam
n ymesonaM («KETOKAJI 3:1» u «KETOKAJI 4:1»)
MO3BOJIUT Ooyiee TMOKO MOIXOAMTH K (POPMHUPOBAHHUIO
paloHa ¢ y4eToM HyTPUTHUBHBIX TOTpeOHOCTEl peOeH-
Ka, a TaKXke JUIsi MHHUMH3aluu MoO004YHBIX 3(dexTon
TPaJIUIIMIOHHOM KETOTEHHOM JTUETHI.

Kondaukr unTepecoB. ABTOpHI 3asBISAIOT 00 OT-
CYTCTBUH KOH(IINKTAa HHTEPECOB.

®unancupoBanne. HayuHo-uccnenoBarenbckast
paboTa TO TOATOTOBKE PYKONHCH IPOBEICHA 32 CYUET
CpeACTB CyOCHIMM Ha BBINOIHEHHE TOCYIapCTBEHHOTO
3aaHus B paMkax lIporpamMMbl NMpUKIIaIHBIX Hayd-
HbIX uccienoBanuii Ha 2020-2022 rr. (tema Ne 0410-
2020-010).
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NBYCTOPOHHUM T'OPU30OHTAJBHBIN MAPAJINY B30OPA KAK
EJMHCTBEHHOE IPOSIBJJEHUE JEMUEJIUHN3AIIMU B HIEHTPAJIBHON
HEPBHOUM CUCTEME
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JI02UYEeCKUX, IHOOKpuHonocudeckux 3abonesanuit, AHL[A-accoyuuposanuvix 6acKyiumos.
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Jast uurupoBanusi: MambikuHa C.A., Bockpecenckas O.H., HImuar T.E., I'puntok B.B. [IBycTOpoHHUIT ropu30H-
TaJbHBIN Mapajnd B30opa Kak eMHCTBEHHOE MPOSIBICHNE IEMUSIMHU3AINN B ICHTPAILHON HEpBHOU cucteme. Poc-
cutickutl Hegponozuueckuil scypran. 2022;27(4):81-85. DOI 10.30629/2658-7947-2022-27-4-81-85

Jost koppecnonaenuu: Mawmbiknaa C.A. — e-mail: sonyal80197@yandex.ru

KoHpaukT nHTEpecoB. ABTOPHI 3asBISIOT 00 OTCYTCTBUH KOH(IIMKTa HHTEPECOB.

®duHaHcupoBanme. VcciaenoBanyue He UMEJI0 CIIOHCOPCKON MOJIEPIKKH.

HNudopmanus 06 apropax

Mawmsikuna C.A., https://orcid.org/0000-0003-0461-9647

Bockpecenckas O.H., https://orcid.org/0000-0002-7330-633X

Imuar T.E., https://orcid.org/0000-0001-5037-0809

I'punrox B.B., https://orcid.org/0000-0003-3524-3494

BILATERAL HORIZONTAL GAZE PALSY AS THE ONLY MANIFESTATION OF DEMYELINATION
IN THE CENTRAL NERVOUS SYSTEM

Mamykina S.A., Voskresenskaya O.N., Shmidt TE., Grinyuk V.V.

A.Ya. Kozhevnikov Clinic of Nervous System Diseases, Department of Nervous System Diseases and
Neurosurgery, .M. Sechenov First Moscow State Medical University (Sechenov University), Ministry of Health
of Russia, Moscow, Russia

Abstract

Isolated oculomotor disorders caused by central nervous system damage are quite rare. As a rule, they are combined
with other signs of cerebral trunk damage. A clinical case with the focus of amyelination in the cerebral trunk area,
which manifests itself in the form of bilateral horizontal gaze palsy in the absence of other focal neurological symp-
toms is presented. A complete regression of oculomotor disorders was observed against the background of glucocor-
ticosteroid therapy. A differential research was carried out among amyelinating, ophthalmic, endocrinologic diseases,
ANCA-associated vasculitis (AAV).
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Cokpawenua: AHIIA — anTuTeNa K IHUTOIUIA3ME
Heitrpopunos; AT k MOI' — antutena K MUEITHHOIUTO-
JIEHAPOIUTAPHOMY TTUKOTIpoTenHy; AQP4 — anturena
K akBanopuny-4; JII'TIB — nBycTopoHHUI TOPU30HTAIIb-
HbIH napanny B3opa; KNMC — xinmHuYecKy U30IMpOBaH-
HBIH cuHApoM; MO — MexbsaepHast 0QTaabMOIIICTHS;
MIIIT — menuanbHbI DpOAOABHBIN Tydok; MITPD —
MOCTOBasi NapaMeAWaHHas PETHKYJspHas (opmanus;
PC — paccesunsnii ckiepos; [IHC — uentpanpHas
HEpBHAsI CUCTEMA.

Beenenne. Hamnune m30mMpoBaHHBIX INIa307BHra-
TEJbHBIX HAPYUICHUH BCEr/a BHI3bIBAECT 3HAYUTEIHHBIC
JIUAarHOCTHYECKUE TPYAHOCTH, OCOOCHHO €CIIM OHH SIB-
JISIFOTCSL CIIEACTBUEM ITOPAKEHUS IEHTPAIIBHON HEPBHOM
cucremsl (LIHC). OnHuM U3 BO3MOXHBIX MEXaHHU3MOB
3TOTO BBICTYMAET JEMHUEITUHHU3ALUS B OONAacTH CTBOJIA
TOJIOBHOTO Mo3ra. KiimHu4eckne nposiBIeHUs mopaxe-
Hust LHTHC npu nemuenuHu3aiuy BeChbMa pasHOO0pa3Hbl.
Peaxum 1 oyTH MaTOrHOMOHWYHBIM JJISl PACCESTHHOTO
ckieposa (PC) cuaapoMoM siBIsieTCst MeXbsiiepHas og-
tansmorierust (MO), npu PC ona Bctpeuaercs B 68,5%
ciaydaes [1, 2]. MO BbI3BIBaeTCS MOPAKECHUEM METUATTH-
HBIX MPOAOJBHBIX ITyYKOB, PACIIOJIIOKEHHBIX HapaMeIn-
aHHO B BapOJIMEBOM MOCTY U PACXOASAIIMXCS HA yPOBHE
sIep MIa30[BUTATENIBHBIX HEPBOB, OHA XapaKTepU3yeT-
CSl YaCTHYHBIM WJIM TIOJTHBIM OTCYTCTBHEM IPHUBEICHIS
[JIa3HOTO 510JI0Ka MPH B3LISAC B CTOPOHY B COUYCTAHUHU
C HHCTarMOM JPYroro — OTBOAMMOro miaza. OmHaxo
[IPY KOHBEPreHIIMY NTPUBEIEHUE IJ1a3 OCTAETCS COXPAH-
HBIM, YTO CBHJIETEJILCTBYET O TOM, YTO OTpaHUYEHHE
o0beMa JBMKEHUS HE CBSA3aHO CO CIabOCThI0 MEANAIb-
HON npsiMoi MbllILbl. B nureparype Takxke BcTpeda-
I0TCSl YIIOMMHAHUS O IVIa30BUraTeIbHbIX HAPYIICHUSX
BCJIE/ICTBUE TOBPEKIACHUS MEAHAIHHOTO TPOIOIHHOTO
nyuka (MIIII) u MocTOBO# napameMaHHON PETHKYIISIP-
Hoit opmarmu (MIIP®), koTopble TPUHUMAIOT HEMO-
CPE/ICTBEHHOE y4JacThe B 00ECIICUEHUH COIPY>KECTBEH-
HbIX JBIXKEHUH mi1a3. [Ipu coueTaHHOM IOBPEKICHUU
MIIIT u MITP® Ha ypoBHE siiep OTBOAAILINX HEPBOB Ha-
OJIFOAETCSl CHHJIPOM JIBYCTOPOHHETO TOPH30HTAIBHOTO
napannya B3opa ([AI'TIB), kotopblii xapaxrepusyercs
OTCYTCTBHEM JIBUKEHUI B TOPU3OHTAILHOMN IUIOCKOCTH,
HO COXpaHEHUEM [BIKCHMS IVIa3HBIX SIOJOK B BEpTH-
KaJIbHOU TJIOCKOCTH, 3pa4KOBBIX PEaKIfil Ha CBET U IIPHU-
BE/ICHUS TV1a3 pU KOHBepreHuuH. OOBIYHO cOYeTaHHOE
nopaxxenue MIIIT u MITP® Ha ypoBHE siA€p OTBOASILNX
HEPBOB CONPOBOXKIAIOTCSA JPYrol 04aroBOW HEBPOJIO-
TMYECKOM CHUMNTOMATUKOM. MOTyT BCTpeudaTbcs mopa-
KEHHE MHUPAMUJHBIX TPAKTOB C Pa3BUTHEM I'eéMH- WU
TeTpanapes3a, MPOBOIHUKOBBIE HAPYUICHUS YYyBCTBH-
TEJIBHOCTH, MO3KEUKOBBIE PACCTpOICTBa, Apyrue Ina-
3oBUTATENIbHBIE HapymieHns [3—5]. B oreuecTBeHHOM
JUTEpaType HaM BCTPETHJIACh JIUIIb OJHA ITyONHUKALHS,
B KOTOPOW NIPUBEICHO KIMHUYECKOE HAOIIOACHNE TTalln-
enta ¢ JAI'TIB npu ob6octpenun nocroseproro PC [6].
[TpuBoaMM COOCTBEHHOE KIIMHIYECKOE HAOIIOCHNE.

Kaunnueckoe wHaoOaogenwme. Ilanmentka T,
34 roga, mocTynuia B KIIMHUKY C Kago0aMu Ha HEYeT-
KOCTb 3PEHHMsI, MOCTOSSHHOE HECHUCTEMHOE TOJIOBOKPY-
KEHHE, SITU30INYECKYIO TOJIOBHYIO O0Ih CKUMAIOIIETO
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XapaxkTepa WHTEHCUBHOCTHIO 10 3—4 0aiioB MO BHU3Y-
ajgpHOU aHaioroBoi mkane. Cumraer cebs OONBHOM
OKOJIO JIByX HEIenb, Korja Ha (OHE IMepeoxiaxie-
HUSI TALMEHTKAa OTMETHJIA MOBBIIICHUE TEMIIEPATypbl
1o 38 °C, macMopk, ooyt ciabocth. [TpokoHCyIb-
TUPOBAaHA OTOPHUHOJAPUHIOJIOTOM, KOTOPBIA BBISBUI
CHHYCUT W OTMOWIUT. bbula BBINOTHEHA ITYHKIIHS
raiMOpOBBIX MMa3yX M Ha3HAYeHa aHTHOWOTHKOTEpa-
nus. Yepes 3 gHs nedeHus Ha (poHE MPOBOAMMON aH-
THOAKTEPUAIBHON Tepariui CaMOYyBCTBUE MMAIIMCHTKU
yAy4YIIMIOCh, HOPMAaJNM30Bajlachk TEMIleparypa Tena,
HO THOSABWJIOCH F'OJIOBOKPY’KEHUE U HEUETKOCTh 3PEHUS.
Eme uepes Heneno manyeHTKa OTMETHIIA OTCYTCTBUE
JBIDKEHUH TI1a3 1O TOPU30HTAIU. AMOYIaTOpHO ObLIa
BbInojiHeHa MPT ronoBHoro mMosra, KoTopasi BbIsIBUJIa
TUIEpUHTEHCHBHBIE B pexume T2-BU ouaru B npaBoit
MOJIOBHHE BaJIMKa MO30JIUCTOTO TeJla i B 00JIACTH POM-
0OBHUIHOHN AMKH 0€3 MPU3HAKOB HAKOTIJICHHUS KOHTPACT-
HOTO mpemnapara B pexume T1-BU.

AHaMHe3 )KHU3HHU: YIOTpeOIeHue anKorosis, HAPKOTH-
KOB, KypeHHe oTpuuaer. HacinencTBeHHOCTh HE OTATO-
LIEHA.

ConyrcTByroniue 3a00JeBaHNA: XPOHUIECKUIT BEpX-
HEUEJIIOCTHON CUHYCHT, CHECHOUIUT.

Comarmdaeckuit craryc: 6€3 0COOCHHOCTEHH.

B HeBponormueckoM craTyce: CO3HaHHE SICHOE.
KornutueHble (yHKIMU He HapyuieHbl. OTCyTCTBHE
JIBUOKCHUS TJIA3HBIX S0JIOK 110 TOPU3OHTAIH, JABMIKESHUS
I71a3 BBEPX U BHU3 B TIOJTHOM O00BbEME; 3padyku OKPYIIOit
(hopMbl, paBHOMEPHBIE, IPSMAasi U COIPY>KeCTBEHHAs pe-
aKIus Ha CBET coxpaHeHbl. KoHBepreHuus He Hapye-
Ha. Hucrarma Het. JIutio cumMeTpuuHo. SI3bIK npu BbI-
COBBIBAaHMH M30 pTa MO cpemHer auHun. Cuia BO BCEX
IpyMIIax MBI 5 0aJuI0B, MBIIICYHBIA TOHYC HE M3Me-
HEH, CyXOKHIIbHBIE ¥ IEPUOCTAIIbHBIE pe(IeKChl paBHO-
MEpHBIC, CpeAHEH )KUBOCTH, NATOJIOTUYECKUX pedIiek-
coB HeT. KoopAnHATOPHBIX, YyBCTBUTEIBHBIX, TA30BBIX
HapyILIeHUH HE BBIABICHO. TakuM 0Opa3oM, HEBPOJIOTH-
YECKHUH CTaryc OBLI MPEICTaBICH CIMHCTBCHHBIM CHH-
npomom — JI'TIB.

3puTenbHbIE BBI3BAHHBIE TOTEHIMANBL: TPHU3HAKOB
3aMeJUIEHUs] TIPOBE/ICHUS, CHHKEHHE aMIUIUTY/l HE BBI-
sBIeHO. JIaHHBIX 3a MOBPEXKICHHUE 3PUTEIBHOTO HEpBa
HE TIOJTY4€EHO.

KT npupatousslx na3yx HOcCa M IJIa30[BUIaTElb-
HBIX MBI B IPaBOIl BEPXHEUEIIOCTHOHN Ma3yxe yToJ-
ImeHa CIU3UCTast 10 4 MM, B JICBOM BEPXHEUCTIOCTHOM
nasyxe 0 3 MM C HAJIUYUEM KUCTOBUAHBIX CTPYKTYP
10 22 x 13 mM. I'mazoaBurarenbHble MBIIIIEI HE U3MeE-
HEHBI.

OO0muit 1 OMOXMMHUYECKUI aHaJIW3 KpOoBU 0Oe3 Tma-
Tonoruu, anainusel kposu Ha HBs, HCV, RW, BUU —
oTpunarenbHele;  THpeoTponHbi  TopmoH  (TTI)
3,8 MkME/mn (n = 0,4-4,0).

MPT ronoBHOro Mo3ra ¢ BHyTPUBEHHBIM KOHTPACT-
HBIM YCHJICHHEM: Ha MOJYYCHHBIX N300paXeHUSIX Ompe-
JIENIAIOTCSA o4aru: B obiacTu BaponueBa Mocta (aHo [V
xkemynodka pazmepamu 1,0 x 0,7 cm) (puc. 1, A), cipaa
B morymapun Mo3xedka (1 pasmepom 1o 6,0 x 3,5 mm),
y TMepeAHuX poroB OOKOBBIX JKEITYIOUKOB (2 pasmepa-
mu 10 2,0 X 1,5 MM), y TIpaBoTO 3a/IHEr0 pora 6OKOBOTO
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xemymouka (pasmepamu 0,4 x 0,5 cm) (puc. 1, b). Ila-
TOJIOTMYECKOTO HAKOTJICHHSI KOHTPACTHOTO BEILIECTBA HE
BBISIBIIEHO. XapakTep U PACIIONOKEHHNE 04aroB B IOJIOB-
HOM MO3r€ MO3BOJIWIM, COIJIACHO KpUTEpusiM Makzo-
Hanbga 2017 1. «paccesHHOCTH B IPOCTPAHCTBEY, a TaK-
K€, YUUTBIBas BO3PACT MALMEHTKH, B IIEPBYIO Ouepenb
MPENONIOKUTE 1e0toTHOE TiposiBienue PC.

[lanmenTke OBIJIO BBINOJHEHO HCCIEAOBAaHHUE Iie-
pedpocnmuanbHoi xuakoctu (L[CXK): oOmwmii anamu3
JMKBOpa 0€3 MAaTOJOTMYECKUX H3MEHEHHH, BBISBICH
1-if THO CHMHTE3a OJUTOKJIOHAIBHBIX AHTUTEN (YTO He-
xapakrtepHo it PC, HO He UCKIIF0YaeT ero). AHTUTeNa
K akBanopuny-4 (AQP4-IgG) m K MHETUH-OINUTO/IEH-
apounTtapHomy riukonporenny (MOI-IgG) B ceiBopoT-
K€ KpOBU He 0OHApY)KEHBI, UTO JIEJIaJI0 MAJIOBEPOSITHBIM
JIMarHo3 «3a00JeBaHUsl U3 CIIEKTPa ONTHKOHEBPOMHE-
muta» (3COM). AuTHTENa K IUTOIIa3Me HEHTPOpHIOB
(pAHLIA u cAHIIA) B chIBOpOTKE KpOBH HE OOHapy-
JKeHBI. YUNTBIBasg COMYTCTBYIOIIYIO JIOP-MATOJIOTHIO,
NPOBEJCH KypC aHTHOMOTHUKOTEpanuu Le(IUTOPCHOM.
[Tocne anTMOaKTepHANbLHON Tepanmuu C y4eToM Ipej-
nojaraeMoi JIeMUEJIIMHU3UPYIOLIEH Npupoasl  3a0o-
JIeBaHMA TallMeHTKe ObUla Ha3HaueHa MyJbC-Tepanus
METHIITPETHI30JI0HOM B/B KamenbHOo 1000 Mr B cyTKH
No7. Tlocnie mpOBEIEHHOTO JIEUEHHUS] OTMEYEHO MOJIHOE
BOCCTAHOBJICHUE TIOIBM)KHOCTU IVIa3HBIX SIOJOK KHY-
TPH, ABWKEHHS KHApPYKH OCTABAJIUCh MUHUMAJIbHBIMH,
OpU TIOTBITKE OTBEICHHS IVIA3HOTO SI0JOKa BO3HHMKAI
TOPU30HTANIbHBI MOHOKYJISIpHBIA HUCTarM. IlanuenTka
Obu1a OCTaBJICHA 110]] TMHAMUYECKOe HaOJII0IeHHE ¢ A1~
arHo3oM: «MoHO(]OKaIbHBIN KIMHUYECKH W30JIMPOBaH-
HbII cuHpoM. J{eoroT PCy.

[Ipu ocmoTtpe yepe3 12 Hen. HUKAKOW HEBPOJIOTHYE-
CKOHl CUMIITOMaTUKU HE OTMEYCHO.

O6cy:xnenue. B cBs3M ¢ HanuuueM B KIMHUYC-
CKOMl KapTHHE CHHApPOMAa TJIA30[BHUraTeJIbHBIX Hapy-
meHnit W HexapakTepHbM Uit PC THmoMm cuHTE3a
OJIMTOKJIOHAJIBHBIX ~aHTHUTEN CJIE0Baj0 IPOBOAUTH
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T depeHIInaNbHBIN HarHo3 ¢ SHIOKPUHHON 0QTab-
MOTIaTHEN, TIIMOMOM CTBOJIA TOJIOBHOTO MO3Ta, CUCTEM-
HBIMH 3a0071eBaHUSIMU. [I[pOTHB 2HIOKPUHHON OhTaTh-
MOIATUN CBHJETENBCTBOBAIN HOPMAJbHBIN yPOBEHBb
TTT, oTcyTCTBHE XapaKTEpHOTO I ATOTO 3a00JIeBaHUS
YTOJIICHUSI [NIa30ABUTaTeNbHBIX MbllL [7, 8]. Hanuuue
B HEBPOJIOTUYECKOM CTaTyCe TOJBKO IJIa30[[BUTATEIb-
HBIX HapylIeHWd 0€3 KaKoH-IMOO JOTOJTHUTEIbHON
04aroBOi HEBPOJIOTMUECKON CHMIITOMATUKHM HE I103BO-
JIWJIO JTMarHOCTHPOBaTh cHHApoM Mumnepa—®umepa
[9]. IlepBuuHas TIMambHAS OMYXOJh B CTBOJIE TOJIOB-
HOT'0 MO3ra — IJIMo0JacToMa — MOXKET Ae0I0THPOBATh
C MIA30[IBUTATENBHBIX HapymeHui [5]. [muomMer cTBoIa
TOJIOBHOTO MO3I'a Y B3pOCJIOTO HAaCEIEHHs BCTPEUAIOTCS
PEIKO M COCTABISIOT Bcero 1,5-2,5% OT BCeX IITHOM To-
JIOBHOTO MO3ra ¢ Manugecrauuei B Bozpacte 40—70 ner
[10]. ITo narasiM MPT ¢ KOHTpacTHBIM yCHIIEHHEM O4ar
B CTBOJIE TOJIOBHOTO MO3ra HE HAaKaIlIMBajl KOHTPACTHOE
BEIIECTBO, JAHHBIX B IOJIb3Y 3JI0KaY€CTBEHHOTO HOBO-
o0pa3oBaHus HE NOITy4eHO. BackynuTsl, acconunpoBan-
HBIE C AHTUHEUTPOMWILHBIMHU IMTOIIA3MATHYCCKUMHU
antutenamu (AHLIA-BackyauThl), IPEACTABISIIOT COOOH
TPYMITy TOCTaTOYHO PEAKUX ayTOMMMYHHBIX 3a00ieBa-
HUI HEU3BECTHOM 3THOJIOTUH, KOTOPBIE COIIPOBOXKIAIOT-
Cs1 HEKPO30M COCYIUCTOM CTEHKHU M ITOJIMCUCTEMHOCTHIO
nopaxkeHus. [1aTorHOMOHMYHBIM CUMIITOMOM SIBJISI€TCS
MopakeHNe BEPXHUX JbIXaTeNbHbIX MyTel. HeBpomorn-
YyecKas CUMITOMAaTHKa — camasi pa3HooOpasHas ¢ BO3-
MOYKHBIM BOBJICYEHHEM B MATOJIOTUYECKUH MPOIECC
CTPYKTYp LEHTpPalbHOW W mnepuepruieckoidl HEepBHON
cucremsl. [Ipyu MPT ronoBHOro Mo3ra MoryT BbISIBISITb-
Csl TUIIEPUHTEHCUBHBIE o4ark B T2-pekume, oueHb Ha-
nomuHaromwe ogaru npu PC. B cBsi3u ¢ HanmuareM y na-
LUEHTKH XPOHUYECKOTO BEPXHEUYEIIOCTHOIO CHHYCHUTA,
cheHouMTa, TIA30/IBUTaTENIbHBIX HAPYIICHUH MTPOBO-
mwics muddepeHnuanpabil tuarao3 ¢ AHI[A-Backy-
JIMUTaMH, B COOTBETCTBUH C KIACCU(PHUKATUOHHBIMH KPH-
TEpUsSIMH, NPEIOKEHHBIMA AMEpPHKaHCKOM Kosernen

Puc. 1. MaruuTHO-pe30HaHCHast TOMOrpamma royiossl B peskume T1-BU (A) u B pexume T2-BU (b)
Fig. 1. MRI of the head in T1 VI (A) and in T2 VI (b)
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WNCCNEAOBAHNA N KNIMHUYECKNE HABJTIOAEHWA

pesmarosioros [4]. luarHo3 AHIIA-BackysuTa ObUT OT-
BEPTHYT, TOCKOJIBKY OTCYTCTBOBAJIA MapKephl CHCTEM-
HOTO BOCTIAJICHUSI U DO3MHO(PHIHS B NepUpepruIecKon
KpOBH, aHTHTENA K IIUTOIIa3Me HelTpodminos (pAHLIA
u cAHIIA), nopaxenue mouek [11, 12]. [Iporus Gomes-
Hu lllerpena u nepsuunoro Backynurta [IHC cBuaerens-
CTBOBAJIO OTCYTCTBHE MPHU3HAKOB «CYXOTO» CHHJIpOMA,
a TaKKe NPOsIBIEHUH sHIEedanonaruu (CyaopOKHbIE
MIPUIAJIKH, TICUXOTHYECKHE MPUCTYIBI) U AKCTpariaH-
nynsipaoit maronoruu [13]. O6pazoBanue AT k MOI'
onrcano pu OPOM, atunuunsix popmax PC, 3COM,
OJTHO-/ZIBYCTOPOHHEM HEBPHUTE 3PUTEIHHOTO HepBa.
Anamu3 ceiBopoTkd KpoBu Ha AT x MOI' — orpuna-
tenbHbIl [ 14—-16]. [Ipu npoBenenun MPT ouaru nemue-
JTUHU3UPYIOIIETO XapaKkTepa He HaKaIuliBajIl KOHTPacT-
Hoe BeulecTBO, B aHanuze LICXK u chIBOpOTKH KpOBU
OBbUT BBISBJICH |-H THIT CHHTE3a OJMTOKJIOHAIBHBIX aH-
TUTEJ, YTO HE MO3BOJIWIIO BbICTaBUTh nuarHo3 PC [17].
B macrosmuit MOMeHT HanboJiee TPaBOMOYHBIM SIBIISI-
eTcs nuaraos: «KIIMHnYecKy N30JUPOBAHHBIN CHHIPOM
(KHUC)». KMUC — 310 mepBbIii OCTPHIN WUIIH TTOIOCTPHI
KIIMHUYECKHH ATIH307] 04arOBON HEBPOJIIOTUYECKON CHM-
NITOMAaTUKH, SBJSIOMINNACA OOBEKTHBHBIM TPHU3HAKOM
MOpaKeHUs1 OEJIOr0 BEIIeCTBa MO3Ta U TO3BOJISIOIINH
nymatb o PC. B 3aBHCHMMOCTH OT KIMHHYECKHX IPO-
SIBJICHUH BBIIENSAIOT MOHO- U MynbTH(oKanbHbI KHC.
Mouno¢oxkansabiii KMUC nHanbonee 4acto mposBisieTcst
peTpoOynp0apHBIM HEBPUTOM, YaCTUIHBIM TIOIIEPEYHBIM
MUEJIHUTOM, CHHJIpOMOM JlepMHUTTa ¥ UyBCTBUTEIHHBIMU
HapylIeHUsIMU (TIapecTe3nssMU) B BEPXHUX KOHEYHO-
CTAX, PeKe Ta30BBIMU HapylIeHUsIMUA. MynbTH(OKAIb-
b1l KMC nposiisieTcss MHOroO4aroBbIM MOPaKEHUEM
IIHC. Takum 00pa3oM, B JAHHOM cIIydae UMEETCSI MO-
HooxaneHblii KMC. Puck passutus PC y nmanmeHToB
¢ KHC cocrasnser ot 20 g0 75%. daxkropamMu pucka
nepexoga KUC B PC saBast0TCA JKEHCKUN MOJI, MOJIOIOH
BO3pacT, odaru Jemuenunuzanmuu Ha MPT, oOHapyxe-
Hue onurokyoHaneHBIX Tonoc B L[CK [18]. Ocoben-
HOCTb IIPEICTABICHHOTO KIIMHNYECKOTO CITy4Yasi COCTOUT
B Je0roTe aeMuenuHU3upyomero 3abomnesanus [[HC
B Buze JI'TIB 6e3 kakoi-mibo Apyroii 0uaroBoit HEBPO-
JIOTUYECKON CUMIITOMATHKU W BOCCTAHOBIIEHUH TOJTHO-
ro oobemMa ABMKEHHH TI1a3 Tociie MPOBEACHHUS ITyIbC-Te-
pauu I'KC, uro Takke CBHUIETENLCTBYET B IOJIB3Y
ayTOMMMYHHOTO 3a0oneBaHus. B Hacrosmee Bpewms
B JINTEpAType OMHCAHO 82 KIMHUYECKUX HAOTONCHUS
JTTIB paznu4noii sTronorun. Hanbomnee 4acto aBTopbl
ob0bsicasin JII'TIB neMuenuHU3upyommuM IpoIeccom
B IIHC [3]. OT™euaercsi, 9TO OUard JEeMHUCITHHHU3AIUN
npu PC yamie pacnonaratoTcsi B MOKpPBILIKE BapoiareBa
Mocrta, a mpu 3COM — HuXKe, B MPOSKIINA THA YETBEP-
TOTO KEIyI0uKa.

3akaouenne. OTCyTCTBHE BO BCEX OMHCAHHBIX Ha-
OJIOACHUSAX APYroil O4aroBOM HEBPOJIOTHUYECKON CHM-
NTOMATHKH [TO3BOJISIET MPEIONI0KUTD, YTO 00JIACTh IMO-
KPBIIIIKA MO3Ta Ha YPOBHE BapoyieBa MOCTa 00JalaeT
OCOOCHHBIMH HMMYHOJIOTHYECKUMH XapaKTepPUCTHUKA-
MU, JIENAIOIIMY BO3MOXHBIM Pa3BUTHE N30JIMPOBAHHO-
o TM3MMMYHHOTO TIpoIiecca ¢ BhIpaOOTKOH crieiuduye-
CKHX aHTHTEJ MPOTUB PACTIONIOKEHHBIX B ATOH 00nacTu
aytoanTtureHos [19]. BersiBiaenue momoOHbIX (heHOTHIIOB
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C LENBI0 TTOWCKA HOBBIX aHTHUTEN, yYaCTBYIOIINX B pea-
JIU3AL1H TaTOJIOTMYECKOTO MTPOLECCa, BO3MOKHO MOCITY-
JKUT B OyaylieM co3aHuio 0ojiee 3((EeKTUBHBIX METO-
JIOB TEpaITUU.

KoH(pIuUKT uHTEepecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBHUHU KOH(IMKTA HHTEPECOB.

®uHaHcupoBaHue. PaboTa HEe MMena CIIOHCOPCKOM
MOJACPAKKH.
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Pesrome

Obcyoicoaemes IMUOEMUONo2UsL YePEUKATLHOU 0uccem4uu (ll,ZZ) KOMOpas 4acmo He YCMAHABIUBAECS KAK NpU-
UUHA UIUEMUYECKO20 UHCYIbMA U mpansumophou uwemuyeckou amaxu (THA). Paccvompensr namomopgonozus
u namoeenes L]J], karouesoii 0COOEHHOCMbIO KOMOPBIX AGNACMCA PA3GUMUE UHMPAMYDAIbHOU 2eMaAmombl, d Maxice
npedpacnonazaiowjue cOCMoAHUA, mpueepsl U AcCOYUUPOBANHbIE KIUHUYECKUEe COCMOANUA, 8 YACMHOCIU MUSPEHb.
ITlpeocmasnena KiuHUYeCKAas KApmMuHa 3a001e6anUsl 8 8UOe JIOKAILHBIX CUMNIMOMO8 (20M068HASL U/UNU WeliHAs OO,
cunopom Ioprepa, nopasicerue KayoaibHOU ePynnsl YePenHblX HEPBO8, UElHbII KOPEUKOBbILL CUHOPOM, NYTIbCUPYVIO-
WUl MUHHUMYC) U OCIPBIX UEMUYEeCKUX coobimutl (uwemuyeckuil uncynom unu THA). Ompasicenvt cospemeniivie
n00X00bl K 9KCMPEeHHOU Heupo- u aneuosusyanusayuu npu LlJ], exmouasn éozmoocnocmu KT-aneuoepapuu (npsmvle
u xoceennvle npusnaku) u MPT fat sat (cumnmom «nonymecayay). Ilpeocmagnenvt ouacHocmuyeckue Kpumepuul.
Obcyacoenvr sonpocul penep@ysuonnoti mepanuu npu L)l — enympusenno2o mpombonusuca, mpomoOIKmomuu
u cmeHmupoganus. AHAIU3UPYIOMCs medeHue 3a001e6aHUsL U COBPEMEHHbIEe B03MOICHOCIU GMOPUYHOL AHMUMPOM-
bomuueckol npoGUIGKMUKY, BKIHOUAS IDPOHEeKMUBHOCTb U 0e30NACHOCHb AHMUMPOMOOYUMAPHBIX NPEenapamos
U AQHMUKOARYTIAHNOS.
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Abstract

The epidemiology of cervical artery dissection (CAD), which is often not thought to be the cause of ischemic stroke
and transient ischemic attack (TIA), is discussed. The pathomorphology and pathogenesis of CAD, the key feature
of which is the development of intramural hematoma, as well as predisposing conditions, triggers and associated
conditions, in particular migraine, are reviewed. The clinical picture of diseases — local symptoms (headache and/
or neck pain, Horner's syndrome, caudal cranial nerve involvement, cervical radicular syndrome, pulsatile tinnitus)
and ischemic events (ischemic stroke or TIA) is presented. Modern approaches to urgent neuro- and angioimaging in
CAD are reflected, including the possibilities of CT angiography (direct and indirect signs) and fat sat MRI (crescent
symptom). Issues of reperfusion therapy (intravenous thrombolysis, thrombectomy and stenting) are discussed. The
course of disease and secondary antithrombotic prophylaxis are analyzed.
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LECTURE

Cokpawenua: ACK — aneTmicanuiuiaoBasi KUCIO-
ta; U — umemuyeckuit uncynst; UMIT — untpamy-
panpHas remaroma; OOO — OTKPBITOE OBATBHOE OKHO;
PKH — pannomMu3upoBaHHOE KIIMHUYECKOE UCCIIEA0Ba-
uue; TUA — tpan3utopHas umeMmudeckas araka; L[] —
uepBukanbHas quccekius; AHA/ASA — the American
Heart Association and American Stroke Association;
ASCOD — aO6peBuarypa ot A «atherosclerosis»,
S «small-vessel disease», C «cardiac pathology,
O «other causes»; CADISP— Cervical Artery Dissection
and Ischemic Stroke Patients; CADISS — the Cervical
Artery Dissection In Stroke Study; ESO — European
Stroke Organisation.

BBenenue. CornacHO MEXIYHAPOIHBIM JTaHHEIM,
nuepBukainbHas nuccekius (L[J]) BeicTynmaer npudamHO
umeMudeckoro uucynsta (M) y yetBepTy maueHTos
monoxke 45 ner u 'y 2,5% Bcex NAaUUEHTOB € JaHHBIM
3aboneBanueM. CpeaHuii Bo3pact manueHToB ¢ L[] co-
craBisgeT 45 jer, oTMe4aercs MmpeodiasaHue MYXKIUH
[1-6]. Onucans! cioydan L] y moKumpIx manueHTos [7].
ITo gannepiM momynsiquonHoro uccienoBanust V.H. Lee
U COaBT., Cpe/iHerooBas 3aboneBaemocts [1J] cocras-
nset 2,6 Ha 100 000 nacenenus [8]. MictuHHas yacToTa,
BEPOSATHO, OoJiee BBICOKAs, TaK Kak MHOTHE ciydan L[]
MMEIOT MaJIOCHMITTOMHOE TE€YCHUE.

Bnaromapst MHOTONIETHE HCCIIEIOBATENBCKOM padoTe
JLA. KanamnukoBoil u kojuiektuBa HayuHoro nentpa
HEBpoJjoruu B Poccum HAKOIJIEH YHMKaJbHBIA OIBIT
B BOIIPOCAX ATHOJIOTHH, CEMUOTHKH JUCCEKIINU U €€ WH-
cTpyMeHTanbHOU auarnoctuku [9—13]. [Ipu TOM BBISIB-
nsiemoctsh L1/] B paMkax oxa3zaHUS HEOTIIOKHOM TTIOMOIITH
BCE eIl OCTaeTcsl HU3KOoW. Tak, aHanM3 JaHHBIX PETH-
CTpa PETMOHAIBLHOTO COCYIUCTOTO IIEHTpa MPOJEMOH-
CTPHUPOBAJ, YTO TUCCEKIIHS CITY>KUT MPUINHON KaXKI0TO
JIECSATOTO MHCYIBTA Y TTAIUEHTOB MOJIOXKE 45 JIeT, OTHAKO
eme y 11% manueHToB He MPOBEACHO HEOOXOIUMOE ISt
Bepudukanuu 1[/] obcnenosanue [14]. Ha Ham B3z,
MpUYMHA HEeJA0CTaTOYHOro BbigBieHus L1 3akmiouaer-
Cs B OTCYTCTBHUHM YETKHX AJITOPUTMOB TUArHOCTHYEC-
KOTO IMMOMCKA UMEHHO B YCIIOBUSAX IKCTPEHHON TTOMOIITH.
[Ipu >TOM B TIOCTIEHUE TOABI Onaromapsi myOIUKaruu
pe3yIbTaTOB PaHIOMU3UPOBAHHBIX KIMHUYECKUX FC-
CJIEJIOBaHWHN W aHaNU3y JaHHBIX HaOIIONATEeNHHBIX HC-
cle0BaHui C(HOPMYIMPOBAHBI OCHOBHBIC MPUHIIUITBI
BeieHns nmanueHToB ¢ L] ot penepdy3nonHoi Tepanuu
JI0O BTOPUYHOHN MPOQPUIAKTUKY, YTO HAILIO OTPakeHUE
B ONyOJMKOBAaHHBIX pPEKOMEHJanusx EBporeiickoro
obmiecrBa mHcyibTa (European Stroke Organisation),
2021 r. [15]. Ha mam B3misim, TpeOyeTcst He3ameH-
TEIHHOE BHEJPEHUE MAHHBIX MPHUHIMIIOB B PYTUHHYIO
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KIIMHUYECKYIO TPAKTHKY, YTO W TOCIYKUJIO ITOBOAOM
K JAaHHOU MyOIHKALIH.

ITatomopdgosiorua u narorede3. KiroueBoil maro-
MOP(]OIOrHIECKON XapaKTEPUCTUKOM AMCCEKINH SIBIIS-
eTcsl pa3BUTHE UHTpaMypaibHOi remaromsl (MMI'), kak
NPaBUJIO, BCIEACTBHE CyOMHTUMAJIBHOTO pa3phiBa (CyO-
WHTUMAaJIbHAST TUCCEKINs). B maHHOM ciydae pacrpo-
CTpaHEHHUE MOTOKA KPOBU MEXAY funica intima W tunica
media TPUBOANT K CY>KEHHIO IIPOCBETA apTepuu. AJIbTep-
HaTUBHBIN MexaHu3M pa3Butust UMI 3akitouaeTcs B pasz-
PBIBE vasa vasorum, 9To JISKUT B OCHOBE Cy0aIBEHTHIIH-
AIBHON AMCCEKINH C SKCLHEHTPUYHBIM POCTOM I['€MaTOMBI
i GOPMUPOBAHUEM PacCIauBaIOIICH aHEBPU3MBI (PHC.
1) [1, 10, 16]. ITo mokamu3amu qUCCEKIUS TOAPA3IEIIs-
€TCsl Ha KapOTUIHYIO U BepTeOpajbHYyIO, KCTpa- M MH-
TpakpaHUalbHYI0. [lrcceKys COHHOM apTepuu 0OBIYHO
HayrHaeTcst B 2—3 cM oT Oudypkarmu (BOIM3M OCHOBaHHUS
geperna), JUCCEKLHs T03BOHOYHOM apTepiuu — B MeCTax
BXOJIa W BBIXOJIA U3 foramina transversaria (Ha ypoBHE
no3BoHkoB C1/2, C6/7) [1, 17]. Y 15% nanueHToB nMeeT
MECTO MHOKECTBEHHAsI TMCCEKIINA, KOTOpas Yallle acco-
OUMpOBaHa ¢ (HUOPOMBILICUHON OUCIUIA3UEH U pa3BH-
THeM paccianBaronux aHeBpusM [18]. duccekmus 3—4
apTepuil yalle pa3BUBAETCS y MOJIOABIX XKEHIIHH U B 8%
CITy4aeB COYETACTCS C TEHETUIECKUMHU CHHIPOMaMHU JIHIC-
IUIa3UU COEAMHUTENbHOM TKanu [19].

[laTorene3 mucceKnMM CKIAIBIBACTCS W3 TEHETH-
YEeCKOW NPEeNpacloIOKEHHOCTH B BHAE «CIa0OCTH»
aprepuaibHOil cTeHKH (cuHApOoMbI Onepca—/lanmoca
V tuna < 2% cayuaeB, Mapdana u Jloiica—/lurna, gu-
OpoMmBbllIeuHast TUCIIIa3us, osteogenesis imperfecta, no-
JIMKHUCTO3 TIOYEK, HEOCTATOYHOCTD allb(a-1-aHTUTpuI-
CHHA W Jp.), Bo3neicTBHUA (HaKTOPOB pHICKa (MHUTPEHB,
aprepuaibHas TMIEPTEeH3Us, HU3KUH YPOBEHb XOJecTe-
pHHA, HU3KHI WHJIEKC MACChI TeJ1a) U ()aKTOpOB BHEIITHEH
cpezbl (Majas Wiv TPUBHAIbHAS TPaBMa, MaHUITYJISLIHNS,
uHdeknus) [1, 2, 20]. B ki1MHUUECKO# THarHOCTHKE JiC-
CEKLIMU BaJKHOE MECTO 3aHUMAET BBISBIIEHHUE MEXaHUYe-
CKOTO TPHUTTEpa, KOTOPHI HMEET MECTO Y 2 U3 5 MaIleH-
TOB ¥ OOBIYHO CBSI3aH C MaHyaJIbHOU Tepanuei, ClIopToM
WA PE3KUM TTOBOPOTOM TOJIOBHEI [1, 21]. OcoObIit nHTE-
pec npencrasisieT accounanys L] ¢ Tem uinm uHBIM BH-
JIOM CTIOPTa; B YaCTHOCTH, JUCCEKITUS — MpudauHa 65%
MHCYJIBTOB, aCCOLMMPOBAHHBIX C TOPHBIMHU JIBDKaMU [22,
23]. IlpenpacrionararoiyuM aHATOMUYECKUM (DakTopom
MOKET OBITh YATMHEHHbIH MIMIOBUIHBII OTPOCTOK (LIH-
JIO-KapOTHIHBIN CHHIPOM HIIH COCYIUCTast popMa CHH-
npoma Mrna) [24]. Puck 11/] moBsIlieH B IepBbIe 2 HEI.
TPHUIIITONIOA00HOTO 3a00JIeBaHMs (BEPOSTHO, M3-3a TIpe-
XOZSIIIEH BACKYJIOMATHH! ), UTO TaKKe TPpeOyeT aKTHBHOTO
BBISIBJICHHSI TIPU cOope aHamHue3a [25].
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NEKLIMA

AccounupoBaHHble KJIUHUYECKHE COCTOSIHHS.
HauOonbmmii nuaTepec npencrasiset ces3b L] ¢ murpe-
HBIO, KOTOPasi B CBOIO OYepe/lb ACCOIIMUPOBAHA C OTKPHI-
ThIM OBaJIbHBIM O0TBepcTrEM (OO0) — KOHKYPHUPYOIIEH
MPUYUHON HWINEMHYECKOTO WHCYNBTa y TAIMEeHTOB MO-
JIOJIOTO U CPEIHETro Bo3pacTa. MUrpeHb yIBaUBaET PUCK
pazsutus L[ n Bctpewaercs y 31-36% maruenTos [26,
27]. Torna kak y naruenToB ¢ OOO-accoMUpOBaHHBIM
WHCYJIBTOM Yallle HaOI0OMaeTCsl MUTPEHD ¢ aypor [28],
LT xomopOuaHa Murpess 6e3 aypsl [26, 27]. [Ipumeua-
TeILHO, YTO TIociie pa3sutus L[/l murpens mprodperaet
OoJiee JIerKOe TEUEHUE W IMOJIHOCThIO ucueszaer y 14%
manueHToB [29]. HecMoTpsl Ha OYEBHIHYIO KIIHMHHYC-
CKYI0 3HaYMMOCTh Mpo0iemsl, acconuaruu L[JI u OO0
MPAKTHYECKN HE MCCIEeIOBATNCH. VI3BECTHO JIUIIB, YTO
MPaBO-JIEBBIM HIYHT MMeeT MecTo y 42% ManueHToB
¢ IJI B cpaBaennu ¢ 18% mmrr rpynmsl koHTpons [30].
K npyruM BaKHBIM acCOIIMMPOBAHHBIM COCTOSHUSIM
OTHOCSTCS (DPUOPOMBIIIICUHAS] ITHUCITIA3US, AHEBPU3MEI,
CUHIPOM 00paTUMOii 1IepeOpaabHON Ba30KOHCTPHUKIIUH,
TIOJTMX0IKTa3us 1 6one3ns Pabpu [2, 31-33].

Kananyeckas kapruna. KinmHn4Yeckue nposiBIeHHUsI
L/ BKITIOYArOT JTOKAIBHBIE CHMITOMBI — TOJIOBHYIO W/
WK TIeHHYy0 00Jb, cuHApPOM [OpHEpa, mopaxkeHue Ka-
YIaJIbHOM TPYIIbl YEPETHBIX HEPBOB, IIEHHBIN KOpeI-
KOBBIH CHHJIPOM, MYTbCUPYIOUIUH THHHUTYC U OCTpPbIC
umemMudeckne coOpitust — WM wim TpaH3uTOpHYIO
nmemuueckyto araky (TUA) (puc. 1) [1, 10, 16]. Kiu-
HUYECKas KapTUHA KapOTUIHON AMCCEKIIMH OTIHMYAETCS
OT JTUCCEKIIMHU MO3BOHOYHON apTEepUu TEM, YTO Malld-
€HTBI, KaK TIPaBUJIO, CTapIle, CPeaN HUX MpeolrmamaroT
MYKYHHBI, peXKe MPUCYTCTBYeT MEXaHUYCCKUN TPUTTED,

yame 3a00JICBaHUIO TPEANIECTBYeT WH(EKIHs, darie
(hopmupyeTcs pacciianBarolas aHeBpu3Ma, pexe BCTpe-
yaeTcs JBYCTOPOHHSS AMCCEKIHA, Oojee XapakTepeH
nedatanTHIecKuid, HEeXEeNH [EePBUKAITHIESCKHA CHH-
JIPOM, peXxe Pa3BUBACTCS OCTPOE HApyIIEHHE MO3TOBOTO
KpoBooOpameHus [34].

boneBoii cuaapoM — HamboJee 4acToe KIMHUYC-
ckoe nposieierne /] (y 8-9 u3 10 manuenTos) [8, 34].
Ero BO3HMKHOBEHHE CBSI3aHO C PACTSHKEHHUEM CTEHKHU
aprepun UMI" u cTumyrsimeii 0OIEBBIX PEIETOPOB.
OObIuHO 0O0JIb OCTpasi, yMEpeHHass WM WHTCHCHBHASI,
UTICHIIaTepajIbHas JUCCEKIHs U NepCUcTHpyromas. bo-
JICBOM CHMHJIPOM 4allle HaONIofaeTCsi pu BepTeOpaib-
HOH nucceknuu (JIOKaNM3yeTcs B IICHHO-3aThIIIOYHOMN
o0acTu), YeM IpH KapOTHIHON (JIOKaTu3yeTcsl B J00-
HO-BUCOYHOM o0nacTh) [35, 36].

Hemonuerit  cunapom lopuepa  HabmromaeTcs
y 38,5% manueHToB ¢ KapOTHUAHON AUCCEKIHEH U 00-
YCIIOBJIEH 3KClLEeHTpUuUecKoi akcrancuet UMI' ¢ kom-
Ipeccuell MepuKkapoTUIHOTO CHMIIATUYECKOTO CILIeTe-
Husa. OOBIYHO HAOMIOMASTCS TITO3, MHO3 03 aHTHAPO3a,
TaK Kak CyZJOMOTOpPHBIE BOJIOKHA IIPOXOJAT C HAPYKHOHN
COHHOM aprepueill. B Hamiell KIMHUYECKOW MpPAKTHUKE
ObLIO Ba MALMEHTA, Y KOTOPBIX KapoTuaHas L/] ¢ cun-
npom lopHepa compoBOXKAanach XPOHUYECKUMH 3ep-
KaJIbHBIMHU paccllanBalolIMMuy aneBpusMamu. [Ipu auc-
CEeKIIMM TI03BOHOYHOM aprepuu cuHiapoM [opHepa
pasBuBaetcs y 14% mnanueHToB U CBS3aH M MIIEMUEH
npoaoyiroBaroro mo3ra [16, 37]. B atom ciaydae cun-
npoMm lopHepa, Kak MpPaBHIIO, COYETAETCSA C JIPYTUMU
KIMHUYECKUMH TMPOSBICHUSAMH JIATEPAITBHOTO MeEIyJI-
JSIPHOTO CUHJpPOMA.

| Auccekuma |

I

1 |

| OTpbIB UHTUMBI/
paspbIB vasa vasorum

MNoBpexaeHue UHTUMbI = 1
TpombBo3/oKKNIO3MA = l WM > CAT ‘

ambonua/runonepdysus l
l [ Komnpeccua ‘

WA wan TUA/TMOC-2/3 | ]

[[ NokansHsle cumntomsl — 1/3

]
|

l

1

lfonosHas/weitHas [ Cunapom lopHepa ‘ HelponaTtua l TAHHUTYC
6onb KayAanbHoM rpynnbl
LWeiHbiiA
KOPELWKOBbLIA
cMHAPOM

Puc. 1. [Tarorenes u KJIMHUYECKasi KAPTUHA LEPBUKAIBHON JUCCEKIINH
Ipumeuanue: UMI' — untpamypanbHas remaroma; CAI' — cybansenTunmanbHas remaroma; MM — umemuueckuit uacynst; THA —
TpaH3uTopHas uinemuueckas atraka; TMOC — TpaH3UTOpHAsE MOHOOKYJISIpHAS CIIETIOTa

Fig. 1. Pathogenesis and clinical picture of cervical artery dissection
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ITopaskeHre 4epermHbIX HEPBOB HAOIIOMAETCS MEHEE
4yeM y 7% TalMeHToB C JMCCEKIMel, Hanboiee 4acTo
BOBJICKACTCS TTOBSI3BITHBIN HEPB [16, 38].

WU nnu TUA mipencrapinstor co0oii Hanboee rpo3-
HOoe KiaumHu4eckoe mnposieineHue L[JI. B nanHoM ciyuae
MOBPEXKICHUE WHTUMBI MPUBOAKUT K TPOMOO3Y WIIN OK-
KIIO3UA C apTepuo-apTepHalibHON >MOOIMEH u/uiu
runonepdysueii. JucranpHas >MO0mUs SBISETCS OC-
HOBHOM npuunHoi uHcyasra npu /1. CormacHo kpym-
HoMmy uccnenoBanuto CADISP, yactora uiiemMuyecko-
TO WHCYJBTA MPU KAPOTUIHOU TUCCEKIIMH COCTABISET
60%, npu BepredpanbHOit — 77%. Pexxe nHabmrogaercs
THUA (20% nipu xaporuanoii L1/1, 21% npu Bepredpaiib-
Hoii L1J1) u TpaH3uTopHas MOHOKY/IsIpHas cienota (8%
npu kapotuaHoit 11/1) [34]. Bo3HukHOBEHHE Y MOJIONO-
rO TAIMEeHTa 0YaroBOTO HEBPOJIOTHYECKOTO neduimTa
B COUETAHUU C JOKAJIBHBIMH CHUMIITOMaMU (B MEPBYIO
odepenb ¢ TOJOBHOM WM MICHHOH 0O0JBI0) JOKHO Ha-
BOIIUTh HA MBICITH O MucceKknuu. [lpu 3TOM CHUHApPOM
loprepa B codeTaHWM ¢ OYaroBbIM HEBPOIOTUYECKUM
JNe(UIIUTOM YyKa3bIBaeT HA KAPOTHUIHYIO JHUCCEKIIHUIO,
a coueTaHue OCTPOTO BECTUOYIISIPHOTO CHHJIpOMA C TIep-
BHUKAJITUCH — Ha TUCCEKITNIO TO3BOHOYHOM apTepwu [1].
Opnnako 54% mnanueHToB ¢ BepredpanpHoi LI /] He uchbl-
THIBAIOT OOJIM B IIIe€, TOITOMY IMOI03PEHUE HA JUCCEK-
ITUI0 BOBMOYKHO y BCEX MOJIO/IBIX TAIIMEHTOB C OCTPBIM
HEHTPaTbHBIM BEeCTHOYIISIPHBIM cHHIApoMoM [39, 40].

[Ipn wHTpakpaHWAILHOW JHCCEKIIMA BO3MOXKEH
pa3pbIB COCYIUCTOM CTEHKH C pa3BUTHEM CyOapaxHOU-
JTATBHOTO KPOBOM3IHSHUS, YTO CBS3aHO C OTCYTCTBHUEM

LECTURE

Hapy’>KHOTO 3JIACTHYECKOTO CJIOSl apTepuil — HMeeTcs
TONBPKO TOHKWH aJIBEHTHIHANBHBINA cioit [41] (00cyx-
JIeHHE JAaHHOTO BOIPOCA BBIXOAWUT 3a MPEIENbl TeMbI
CTaThbH).

Knunnueckoe momo3peHne Ha JUCCEKIHUIO JOKHO
c(hopMHPOBATECS YK€ NPU MEPBUYHOM OCMOTpPE Malu-
€HTa, YTO TIO3BOJISIET OMPENeNUTh 00bEM 3KCTPEHHOMH
HEHPO- ¥ aHTMOBU3YATH3ALUH.

JKCTpeHHAs Helpo- M aHrnoBH3yaauzanusa. Oyar
nHpapkra npu L[] He obnamaer kakuM-1u00 crienudu-
YEeCKUM NaTTEPHOM U B OOJIBIIIMHCTBE CIIy4aeB IPH CTaH-
naptaoit KT orcyTcTByeT B epBbIe 4achl 3a001€BaHUS.
[ToaToOMy TIepBUYHBIM METOIOM BEpU(PHUKAIIUH THUCCEK-
UM, KaK npaBmiio, cranoButcs KT-anrumorpadus. He-
crierQrueckre NpU3HaKK IUCCEKINH TP IPOBEICHUHU
KT-anruorpaduu BKIIIOYAIOT HAJIWYME JIIOOOTO HETH-
MMUYHOTO CTEHO3a, B TOM YHCJIe MPOTSHKEHHBIH KOHMYe-
CKUIl CTEHO3 (CUMITOM «CBEUM») B XapakTEPHOM MJIS
JIMCCEKLIMM MECTE, CTEHO3 CerMeHTa V3 I03BOHOYHOM
apTepuH, a TAKKE PABHOMEPHBIM CErMEHTAPHbIA CTECHO3
(cumnToM «cTpyHb»). K crnenuduryecknM npuzHakam
JMCCEKLIMU OTHOCATCS YBEIMYCHUE AUAaMETpa apTepHH,
YTOJNIIEHHE CTEHKU (CHMITTOMBI «apaxuca» Ui «KOXKY-
pBD» IIpHU AUCCEKUUH V3), MOMyIyHHAs! TUIEPACHCHUB-
HOCTb, CHUMIITOM «MHIIEHW» (3KCIEHTPUYHO CY>KEHHBIN
MPOCBET, YTONIICHUE CTEHKH M TOHKOE KOJBLEBHIHOE
HAKOIUICHWE KOHTPAcTa aJBEHTHUIINEH ), TIOCKYT HHTHMBI
U paccianBarolias anespusma [17, 42].

Kak mpasuno, mposenennss KT-anrmorpadum mno-
CTaTOYHO JJISi TMOCTAHOBKHM JHMAarHO3a W OINpPEACICHUS

Puc. 2. Ilpusnaku nepBukanpaoi nuccekunu Ha KT u MPT
IIpumeyanue: A — CUMIITOM «CBEUW» IIPU JUCCEKIUU BHYTpeHHeH connolt aprepun (KT-anruorpadus); b — sxcuentpudeckuii cum-
IITOM «MUILEHW» TIPH JUCCEKLUH JIeBOM BHYTpeHHel conHol aprepun (KT-anrnorpagus); B — skclieHTpUUecKuii CUMIITOM «MHIIIE-
HUWY» TIPU TMCCEKIINH JIeBOW 03BOHOUHOM aprepun (KT-anruorpadus); I' — cermeHTapHbIii CTEHO3 cerMeHTa V3 JIeBOi O3BOHOUHON
aprepuu Beneactue ee nuccekunu (KT-anrnorpadust); /1 — sKCHEHTPUYECKUH CTEHO3 ¢ yBEIMUSHHEM JHaMeTpa JICBOI TO3BOHOUHON

aprepun Ha one ee auccexuuu (3D-TOF MPT); XK

CUMIITOM «IToJyMecsina» y Toro ke nauuenta (MPT T1 fat sat); 3 — runep-

WHTCHCHBHOCTh CTEHKH JICBOM MO3BOHOUHOM apTepuu BeienctBue ee auccekuuu (MPT T1 fat sat); I — cumnTom «monymecsiiay
IpHU JUCCEKLNH IpaBoil BHyTpeHHeil connoii aprepuu (MPT T1 fat sat)

Fig. 2. Signs of cervical artery dissection on CT and MRI
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Tabnuia 1

I[Hal‘HOCTH'—[eCKPIe KPpUTEepHUHU JUCCEKIMHU.

D1 (nmoreHumnanbHas IpUYHHA)

IIpsiMble pU3HAKY JUCCEKIMU: NPH3HAKH MHTPAMYPAJIbHONW reMaToOMBI 110 JIAHHBIM OIHOT'O U3 UCCIIEI0BAaHUH —
MPT fat sat, TOF-MPA, KTA (axcuanbHble cpe3sl), Y3U (TUI03X0oreHHas apTepruaIbHas CTCHKA C CyKEHUEM
[IPOCBETA U PE3KHM YBEIIMUCHHUEM JIHaMeTpa COHHOM MITH 1103BOHOYHOM (V2) apTepn) WK ayTOICHs —
YTOJIIIEHHE apTePUAIbHON CTEHKH 3a CUET TeMaTOMBI C CYKEHHEM IPOCBETa

KocBenHble npu3HaKu JUCCEKIMHU IPU IPUMEHEHUH MEHEe YyBCTBHTEIbHOIO/CIIEU(UIHOTO AUATHOCTHYECKOTO
TecTa (TOJBKO MPOTSHKEHHBIN CTeH03 AucTanbHee OuypKauy coHHoM aprepun wim B V2, V3 unu V4 6e3
MPU3HAKOB TEMaTOMbI aPTEPUATIBHOM CTEHKH 110 JaHHBIM CelleKTUBHOM anrnorpaduu n/umu Y3U n/umu KTA w/nnmn
MPA) nnu xapakrepHasi Y3M-kapTrHa ¢ NIpr3HAKaMK PEeKaHaIM3allK B TEUCHUE MIEPUO/Ia HAOIIOICHHS

D2 (npu4rHHO-CIIEACTBEHHAS
CBSI3b HEJIOCTATOYHO
yOenuTesnpHa)

Henocrarouno yoeanTenbHble MPU3HAKU IUCCEKIMH (HAIpUMep, CUHAPOM ["opHepa 1M paHee nepeHeceHHast
JTIACCEKITHS)
Busyanusaiionssie npu3Haku GpuOpPO3HO-MBINICYHON AUCILIA3HH apTEPUH, CHaOXKarouIei 30Hy HHpapKTa

D3 (nmpuunHHO-CIEACTBEHHAS
CBsI3b MaJIOBEPOSITHA)

KHHKHUHT WITH TOMHX09KTa3ust 6€3 OCIOKHEHHOM aHEBPH3MBbI HJIH CKIIAT4aTOCTH
DuOPO3HO-MbIILICUHAS IUCIIIA3Us ApTEPUil, He CHaOXAOIIMX 30HY HH(]apKTa

DO (npuunHb! HET)

JlrcceKInio BOZMOXHO UCKITFOYUTH Ipu oTpunatensuoir MPT fat sat momo3peBaemoii aprepuu WM HOPMaIbHOM
KaTeTepHoil 1epedpanbHoii anrnorpaduu xoporero kadecrsa (MPT fat sat MoxeT ObITb JI0XKHOOTPULIATENILHOM
B IIEPBbIC TPH JHS U JOJDKHA OBITH TOBTOPEHA)

D9 (uenomHOE 0bceoBaHme)

V narpeHToB B Bo3pacte 10 60 jet u 6e3 npusnako Al, A2, S1, C1 uiu O1: MPT fat sat i CAT He
TIPOBOAMJIIMCH B TeUeHHE |5 1HEl OT pa3BUTHSI UHCYJIbTA

Table 1

Diagnostic criteria for dissection.

D1 (potentially causal)

(1) arterial dissection by direct demonstration (evidence of mural hematoma: hypersignal on FAT-saturated MRI or
at autopsy or on TOF-MRA or CT on axial sections showing both enlargement of the arterial wall by the hematoma
with narrowing of the lumen or on echography showing an hypoechoic arterial wall with narrowing of the lumen
and sudden enlargement of the carotid or vertebral (V2) artery diameter;

(2) arterial dissection by indirect demonstration or by less sensitive or less specific diagnostic test (only long
arterial stenosis beyond the carotid bifurcation or in V2, V3 or V4 without demonstration of arterial wall
hematoma: on X-ray angiography, and/or echography and/or CTA and/or MRA) or unequivocal US with
recanalization during follow-up

D2 (causal link is
uncertain)

(1) arterial dissection by weak evidence (suggestive clinical history, e.g., painful Horner’s syndrome or past history
of arterial dissection);
(2) imaging evidence of fibromuscular dysplasia of a cerebral artery supplying the ischemic field

D3 (causal link is unlikely’ but
the disease is present)

(1) kinking or dolichoectasia without complicated aneurysm or plicature;
(2) fibromuscular dysplasia on arteries not supplying the ischemic field

DO (no dissection detected or

Ruling out dissection: negative FAT-saturated MRI of suspected artery or good quality, normal X-ray angiography

suspected)

(too early FAT-saturated MRI performed within 3 days of symptom onset can be falsely negative and then should
be repeated). If there is no clinical suspicion of dissection, the patient can be classified DO provided good-quality
extra- or intracranial cerebral artery and cardiac evaluations have been performed

D9 (incomplete workup)

In patients aged less than 60 years and with no evidence of A1, A2, S1, C1, or Ol category: no FAT-saturated MRI
performed on the extra- or intracranial artery supplying the ischemic field or no X-ray angiography performed (all
performed within 15 days of symptom onset)

TaKTUKHU BEACHUS MainueHTa. Ecau mauueHT nmocrymaer
BHE OCTpeHIero mepuojia WHCYNbTa, WIH OTCYTCTBY-
1oT crenuduueckne msmenenus Ha KT-anrmorpadum
IIpU NOJO3PUTENIBHON B OTHOWIEHNUU [1J] KinHMUYecKoi
KapTHHBI, 1eraecoobpasno BeimonHenne MPT ¢ mocie-
noBarenbHOCTBIO T1 fat sat B coueTannu ¢ KOHTpaCTHOM
nin OeckoHTpacTtHO MP-anrunorpadueii. TunuaabM
MPOSIBIICHUEM JIUCCEKIMU B JIAHHOM CJIy4ae Oy/lIeT CHM-
NITOM «IIOJIyMecsilia» — CYKEHHE COCy/a C TOsBICHUEM
Ha aKCHaJBHBIX Cpe3ax MOIYTyHHOTO CIUPAJIHHOTO IIe-
puaprepuaibHOro 000/Ka, cooTrBercTByromero MMI
[17, 42]. Ilpn nomout MPT Buzyanuzanus UMI™ onTu-
MasbHa ¢ 4-1o 110 60-i1 neHs 3aboneBanus [12] (puc. 2).

JlMarHOCTHYECKHEe KPUTEPUU HIIEMHYECKOTO WH-
CyJIbTa, CBS3aHHOIO C JAHCCEKIHEH, B COOTBETCTBHUU
¢ kinaccuduranuein ASCOD (A — atherosclerosis/are-
pockiepos; S — small-vessel disease/0one3np MenKux
aprepuii; C — cardiac pathology/kapauanbHas maToso-
rusi; O — other cause/npyrue npuunnsl; D — dissection/
JIUCCEKIINS ), TIPE/ICTaBICHBI B Ta0MI. 1.

20

Jleuenne. Kak u npu U npyroii aTnonoruu, B OTHO-
[ICHNE TTAIlMEHTOB C TUCCEKINeN B TIEPBYIO OUepeb He-
00X0IMMO PELIUTh BOPOC 0 penepdy3nOHHON TEPATIHH.
HecMmotps Ha To uTo nauuenTtsl ¢ [ He uckimoyanuck
13 OOJBIIMHCTBA PaHIOMHU3UPOBAHHBIX KIMHHUYECKUX
uccnenosanuii (PKUM) mo penepdy3nonHoi Tepanuwu,
He cymecTByeT AaHHbIX PKU, mpoBeneHHBIX MMEHHO
y 9TOH KaTeTOpHH MAIlMeHTOB.

BuyrpuBenHnblii Tpomoosamsuc. CylecTBoBaIn
onacenus, yto nipu L1J[ mo ananoruu ¢ aneBpu3Moi aop-
TBI IPOBEJCHNE BHYTPUBEHHOTO TPOMOOIU3UCA MOXKET
IIPUBECTU K yBenudeHHro pasmepa UMI' u nporpeccu-
POBAaHHIO FEMOAMHAMUYECKOM HEJOCTaTOYHOCTH, a TaK-
KE OCIIOKHHUTBCS Tepdopaleil MOBPeKACHHON apTe-
pun. B cuty Toro uto mexanusm passutus UM npu L]
OTJIMYAETCS OT arepOTPOMOOTHYECKOTO M KapAHo3MO0-
JIMYECKOTO TUTIOB MHCYJIBTA, TPAHCISIINS JAHHBIX 00 3¢-
(beKTUBHOCTH U 0€30MAaCHOCTH TPOMOOJIM3KCA TP HH-
CYJIBTE KaK TaKOBOM Ha MOMYJSALUIO0 ManueHToB ¢ L]
MOXKET OBITh HEKOppeKTHOW [16], uTo 00OCHOBBIBaET
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HEOOXOMMOCTh aHaJIN3a JaHHBIX HAOIFOaTeIbHbBIX HC-
CJIE€I0OBaHUM.

ITo nanHBIM aHanM3a MBEHLAPCKOIO PETHCTPA BHY-
TPUBEHHOTO TPOMOOJM3HUCA, KOTOPBIA BKIOYAN 55
nareHToB ¢ 11/, addextuBHOCTE MeTONA B JaHHOMN
rpymIe MalUeHTOB HIKE (YTO MOXKET OBITh CBS3aHO
¢ OOJIBIIICH YaCTOTON OKKIIFO3UH), TOTJa KaK PUCK pa3-
BUTHS BHYTPUUEPEIHBIX KPOBOUBIUAHUNA HE OTIIMYAET-
cs [43]. [lo pesynpratam anammza peructpa CADISP,
TaKKe BKIItouaBLiero 55 nauuentos ¢ LJ] u BHyTpuBeH-
HBIM TPOMOOJIU3UCOM, TE€paIus He HECJIa HU MOJIb3bI, HU
Bpena [44]. [locaenyrouue MeTaaHaIU3bl TOATBEPIUIN
0e30macHOCTh BHYTPUBEHHOTO TpomOomm3uca mpu L1/],
YTO yKa3bIBaeT Ha HEIeIeCO00Pa3HOCTh OTKa3a OT JaH-
HOTO MeToja JieueHus [45, 46]. B cooTBeTCTBUU C TOKY-
MeHTOM EBporeiickoro o01iecTBa HHCYIBTA O JISUSHUIO
MAIUEHTOB C IUCCEKITUEH, PEKOMEHIYETCs TPOBEICHNE
BHYTPUBEHHOTO TPOMOOJIM3UCA aNTeIIa30i IarreH-
TaM C KJIIMHUYECKU SIBHOM AKCTpaKpaHUaJIbHOM JIMCCEK-
uuer B TeueHue 4,5 4 OT MOMEHTA Pa3BUTHSI UHCYJbTa
MIpHU COOTIONCHNUU CTAaHAAPTHBIX KPUTECPUEB BKITIOUCHIS
u uckiatouenus [15]. Ilpu Hanuuuu UHTpaKpaHUAIbHON
JMUCCEKINH (M30JUPOBAHHON WM IKCTPAKpaHHAIBHON
I/l ¢ wHTpakpaHHAJIBHBIM PACIPOCTPAHEHHUEM) HMeE-
FOTCS PA3HOIIIACHSI TI0 BO3MOXKHOCTH TIPOBEICHUS TPOM-
Oonm3uca W3-3a MOTEHIMAIBLHO TIOBBIIIEHHOTO PHCKA
Ccy0apaxHOUAAILHOTO WM KIWHUYECKH SIBHOTO BHY-
TPUUEPEIIHOTO KPOBOUBIUSHUSA, OJHAKO HCCIECIOBAHUE
F. Bernardo u coaBt. 3Toro He noarsepauio [47].

Mexanuyeckasi TPOMOIKTOMMSI. AHAIU3 JaHHBIX
mBeinapckoro perucrpa (62 marmenta ¢ [[J1) ykxa3piBa-
€T Ha COMOCTaBUMYIO 3(D()EeKTHBHOCTH BHYTPHUBEHHOTO

LECTURE

TpoMOONIM3UCa U MEXaHWYeCKo TpomOdkromuu [48].
JlaHHBIE HEMELKOIo perucrpa MHCYAbTa (62 mamueHTa
¢ IJT) npomemoncTpupoBam 3Q(HEKTUBHOCT METO/IA
npu OOJBIINX TEXHUYECKUX TPYAHOCTSIX €ro MpUMEHe-
Hus [49], a aHATU3 UCXOIOB MEXaHMUECKOH TPOMOIKTO-
MHH B YHHUBEPCHUTETCKOM rocnurane I. Jimmb mokasan,
410 3Q(HEKTUBHOCT METO/Ia HEe OTIMYACTCS OT TaKOBOH
IIpU IpyTux noatunax uHcyasra [50]. Beimonnenue BHy-
TPUBEHHOTO TPOMOOJIM3UCA Tepe] MEXaHMYECKOW TPOM-
O9KTOMHEH MPH TaHIEMHON OKKITFO3MH 0€3011aCHO 1 acco-
[IUMPOBAHO C JIy4YIUM (DYHKITMOHAIIBHBIM UCX00M [S1].

CrentupoBanme. Jlannele peructpos TITAN
(Thrombectomy in Tandem Lesion) wu ETIS
(Endovascular Treatment in Ischemic Stroke), Bxirouas-
mux 136 maruenTos ¢ L/] u TanaeMHON OKKITIO3HUEH, J1e-
MOHCTPHUPYIOT, YTO CTCHTUPOBAHUE TIO3BOJISIET JOOUTHCS
OoJiee BBICOKOW YacTOTHI YCIIGNIHON penepdy3un, Torna
KaK (yHKIIMOHAJIBHBIM HCXOJ] U YUCIIO BHY TPHUEPEITHBIX
KpOBOM3IUSHUN He oTnmuatorces [52]. [Ipu npoBeneHnn
KapOTHIHOTO CTEHTHPOBAHMS CIIEyeT OMHHUTB O PHCKE
pasBUTHsL TUNEPIEPPYy3UOHHOTO CHHIAPOMA (KOTOPBIH
OMHKCaH KaK CaMOCTOSITEIILHOE MIPOSIBJICHUE TUCCEKLIUH),
TaK KakK C/IaBJICHHE MEePUKAPOTHIHOTO CHUMIIATHYECKOTO
CIUICTCHUS], YCYI'yOJI€HHOE YCTaHOBKOM CTEHTa, MOXET
MIPUBOAUTH K HAPYIICHUIO BA30KOHCTPUKIINK MO3TOBBIX
apTepuil U moTepe ayToperyasiuuu kposoroka [53]. Ta-
KM 00pa3oM, ManueHThl HYXIAIOTCA B TINATEIHLHOM
KOHTPOJIE apTepUalbHOTO JABJICHHUS B MOCTHPOLEAYP-
HOM TIEpHO/IE.

[TanreHTaM € SKCTPaKpaHUATIBHON JUCCEKLIUEN U OK-
KJIFO3UEH KPYNHOW apTepuu B IEPEAHEN CHUCTEME LIUp-
KyJISIIAM PEKOMEH/YETCSl MPOBEICHHE MEXaHHYECKOH

MauMeHT ¢ Memmuyeckum MHcynsTom/ THUA
MO/I0ZI0T0 M CPeAHero Bo3pacra

¥anobbl u aHamHes: ronosHas 6onb, 6onb B Wee, L-OBC, MexaHU4ECKUiA TPUITep, NPoCTygHoe
3abonesanue B Bammaiwme 2 Hegenu, MUrpeHs Bes aypsol, NYNBCUPYIOWMWIA THHHUTYC

l

O6bEeKTUBHO: NOKanbHblE CUMNTOMbI AUcCeKUMK (cuHapom lopHepa, HeiponaTuA KayaanbHoM rpynnsl
YyepenHblX HEPBOB, LWeHHbII KOPELWKOBbIA CHHAPOM) =l

l

l MNepeble 3 cyTok 3abonesaHua I

+|_

|

KT+KTA ]
I

!

HEeTHNMYHBLINA CTEHO3 — CUMNTOMbI «CBEYMY, «CTPYHbIN, CTEHO3 V3, ABOIHON NPOCBET, PacCcNaMBaloWan aHeBpM3IMa

[ MPT+MPA+T1 fat sat ]

I
Yeenuueuue AMamerpa apTepum, yTonlleHue
CTEHKW, NONYNYHHAA TMNEPAEHCHBHOCTS,
CMMMTOM «MULLEHK», «apaxucan

Penepdy3noHHan Tepanua?

CHMMNTOM «NONYMECALL@» — TMNEePUHTEHCHMBHbINA
CUTHaN OT MHTPaMypPanbHON reMaTombl

BHYTpMBEHHbI TpomBonusmnc ‘

MexaHuueckan TpoMmbaKTOMMA

CTeHTUpOBaHKUe ‘

Puc. 3. Anroput™ AHAarHOCTHUKH U JI€YSHHSI TPH [IEPBUKATHHON TUCCEKIINN
Ipumeuanue.: n1-OBC — 1eHTpaNbHBII OCTPBINA BECTUOYISIPHBII CHHIPOM
Fig. 3. Diagnosis and treatment algorithm for cervical artery dissection
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tpomOakromun (ESO, 2021). Ilo MHEHHIO 3KCTIepTOB
ESO, suuoBackymnsipHoe nedeHHe (IOMUMO MeXaHU4e-
CKOMl TpOMOIKTOMHH) IesiecO00pa3HO TpPH HaITUYUH
KapOTHIHON OKKITIO3MHM W HE3aMKHYTOM BHIUTH3HEBOM
KpyTe WK peruaIuBupytomiei smoonuu [15].

Nmmobunau3zanus meun. [lenecoobpazHoct mMMO-
Ownuzanuu e npu 1[/] HensBecTHa, Tak Kak COOTBET-
CTBYIOIIIUX HWCCIIEOBaHUN HE MpoBOMMWIOCH. OMHAKO,
no muenuto JI.A. KamaniHukoBOW M COaBT., II€JIeCo-
00pa3HO HOIIIEHHE MIEHHOTO OpTe3a He MeHee 3 HeJl. /IS
MPEJOTBPAILICHUS PE3KUX JBUKEHUN TOJIOBOW, KOTOPbHIE
MOTYT TPOBOIMPOBaTh apTEPHO-apTEPUATBHYIO 3MOO-
JIUIO C pa3BUTHEM MTOBTOPHOTO MIIEMHYECKOTO MHCYIBTa
U NPUBOIUTH K IUCCEKIUU Apyrou aprepuu wmeu [13].
Ha nam B3rsi1, ”tMMOOMIIH3a1INSt MOXKET OBITh PEKOMEH-
JIOBaHA TIPY JMCCEKIIMH MO3BOHOYHOW apTepHH, B 0CO-
OeHHOCTH cerMeHTa V3, Ha cpok 5-7 mHel. BaxHbIM
MOKa3aHUEeM K MMMOOMIIN3AINHU SBIISETCS ITOJI03PEHUE
Ha «cuHIpoM Jy4yHuka» (Bow Hunter’s syndrome), ko-
TOPOH CBSI3aH C POTALIMOHHOM OKKIIIO3UEN TO3BOHOUHOM
aprepuu [54].

Teuenune. YacToTa penuanBOB HUIIEMHYECKOTO WH-
cynsra/TUA npu /1 Bapeupyer ot 0 1o 13% B ropx,
[P 3TOM TIOBBIIICHHE PUCKA OCTPOTO HAPYIICHUS MO3-
roBoro kpoBooOpamenus npu [/ 6e3 umemudeckux
MPOSIBJICHNI HAaOIOaeTCcsl B TEpBBIE JBE HEAETH 3a-
Oonesanus (Ha 1,25%) [1, 55]. V 4yerBepTH NalMEHTOB
¢ LI/l B TedeHue B cpemHeM 5 IHEH OOHAPYKUBAFOTCS
HOBBIE OECCHUMITTOMHBIC HH(APKThI (0COOCHHO MPH MH-
cynbre/ TUA 1 OKKITFO3UM ), 4TO MTOTYEPKHUBACT BAXKHOCTh
paHHel BTOPHYHOH MpoduIakTHKh [56].

Peunnus camoit auccekunu umeer mecto y 9% mna-
[IMCHTOB B TIEPBBIA MecsIl Uy 7% ManueHToB B Oojee
no3Hue cpoku. K paxropam prcka pennauBa OTHOCATCS

[ WHcynsT unn TUA Ha doxe UL ]

l

+ -
—{ Manbiii MHCyNBT uaun TUA? }7

MOJIOZION BO3pacT, HACIEACTBEHHOCTh, CHHJIPOM Jjep-
ca—/lanmoca V tuma u (GuOpOMBINIEYHAS AHMCILIA3US.
OOBIYHO TTOPAXKACTCS TOT JKE€ CETMEHT apTepUH, OTHAKO
PUCK DPA3BUTHUS MILIEMUYECKUX OCIOKHEHUH Huxke [,
57, 58].

[IpenukropoM HeOmaronpusaTHOTO (YHKIIMOHAIb-
HoTro ncxona mpu LIJI coyxut oxkio3us [59].

Bropuunas mnpopunakruka. ONTUMaIBHBIA pe-
KM BTOPHYHOM aHTHUTPOMOOTHYECKOW TPOQHIAKTUKA
npu L/ ocraercs HemsBecTHBIM. B HaOmromareinbHOM
uccienoBanuu B. Perry u coasr. (n = 44) nokazaHo, 4To
IIpH MIpUEeMe KOMOMHAIINY alleTHIICAIUAIIUIOBOH KHCIIO-
1ol (ACK) u knmonmaorpena B Teuenue 1,5 roma He Ha-
Omonanock HA onHOTO pernuauBa nHcynbTa/TUA [60].
B pangoMu3upoBaHHOM KIMHHYECKOM HCCIEIOBAaHUU
CADISS (Cervical Artery Dissection in Stroke Study),
BKrouaBmieM 250 manuentos ¢ 11J1, He ObIIO BBISIBICHO
paznuuuii B 3QPEKTUBHOCTH MEXKIY aHTHKOAryJsTHTa-
MU (TenapuH + BapdapuH) U aHTUTPOMOOIUTAPHBIMHU
npenaparamMu (ACK — 22%, knomumporpen — 33%,
ACK + xmommmorpen — 28%, ACK + nunmupuaamon —
16%). I1pu sTom B CADISS Habnronanack HU3Kast 4acTo-
Ta peryIrMBa UIIEMIYECKOTO HHCYIIbTa B TeueHune 1 roaa
HaOmoneHus: — 2,4%, 94TO MOCTAaBHIIO TIEPE]] UCCIIE0-
BaTEJISIMHU BOIIPOC O I1€JIeCO00Pa3HOCTH HCTIOIb30BAaHUS
B KaUECTBE MEPBUYHON KOHEUHOM TOUKU KIMHUYECKOTO
COOBITHS: IJIST IEMOHCTPAIMH PA3THYINS B KOKIOH TPyII-
Ie 10JHKHO OBITh 0K0J10 5000 ManueHToB, 4To ¢ y4eTOM
oTHOCcUTENbHOM peakoctu LI TpyaHOOCYIIECTBUMO
[16, 61, 62].

B wmHoromentpoBom wucciemoBanuu TREAT-CAD
(Biomarkers and antithrombotic TREATment in Cervical
Artery Dissection) ydactBoBanu 173 manmenta ¢ LIJI,
KOTOpbIe ObUTM paHAOMH3MpOBaHbl Ha mpuem 300 mr

I WHausuayansHbii Boibop*

+

[OATT

(ACK + knonugorpen)

ACK vnu kKnonugorpen J [

Cpokom Ha 21 geHb

| +

‘I MporpeccuposaHne/peunane Pi

]

Mpuem 3-12 mecAUeB B 3aBMCMMOCTH OT
KNMHUYECKOM M aHrmorpaduyeckoin
AUHAMUKN

JHA0BaCKYNAPHOE NeYyeHune C
nocnegyowen JATT B TeyeHue 1 mecaua c
nepexogom Ha ACK/knonugorpen

Puc. 4. Anroput™ BTopu4HO# npodunakTuky npu uHcynbTe wim TUA Ha ¢oHe nepBUKaIbHOM JUCCEKIUI
Ipumeuanue: ]| — uepBuxanbHas guccekuus; JATT — npoiiHas anturpomOonurtapHas tepanusi; ACK — aneruncanunuioBast

kucnora; OAK — opanbHble aHTUKOATYJISIHTBI

Fig. 4. Algorithm for secondary prevention in stroke or TIA in the presence of cervical artery dissection
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ACK wunu auraronucra sutamuna K ¢ nenessim MHO
2,0-3,0. [lepBuuHas kKOHEUHAs! TOUKA BKJIIOYAIa KOMIIO-
3UTHBIM KIMHUYECKUNA (MHCYJIBT, OOJBIIOE KPOBOTEUE-
HUE WM CMEPTh — uepe3 3 Mec.) U HelpoBU3yaIu3a-
IIUOHHBIN (HOBbIE HIIIEMHYECKHUE WIIK TeMOpparndeckue
odarn Ha MPT — uepe3 14 mueit) ucxon. [leppuunas
KOHEYHasl TOUKH HacTynuia y 23% mannueHToB B TpyIne
ACK n y 15% nanueHnToB B rpyImne aHTHKOAryJIsHTOB,
TO ecTh non-inferiority, nst ACK He Obuta TOCTHTHYTA.
IIpu sTom Bee cemb MU passuucsk B rpyme ACK (mipe-
UMYIIECTBEHHO Ha CIEAYIOUUI [eHb), a €IUHCTBEH-
HOE BHEYEPENHOE (KEeMyIO0YHO-KHUIIEYHOE) KPOBOTEUE-
HUe — B Ipynne aHraroHucros suramuHa K. Hacrora
cyOxnmHnYeckux odaroB Ha MPT He oTnmuamack Mex-
ny rpynmamu (15% vs 13%) [63]. B HeGompmiom Ha-
OJIOAaTEeIbHOM HCCIICIOBAHUM TTOKA3aHO, YTO MPSIMbIC
opanbHble anTukoarynsutel (IIOAK) (ux nomywanu 39
MAIMEHTOB) MOTYT CIIY>KUTb aJIbTEPHATHUBON aHTarOHH-
cram Butamuna K y maruenTos ¢ LI/] [64].

ITaunentam ¢ U unu TUA BciiencTBue skcTpakpa-
HUAJIBHOM KapOTHIHON MM BepTeOpabHOM TUCCEKITUN
[IOKA3aHO Ha3HAuUCHHE aHTUTPOMOOTHYECKUX Ipernapa-
TOB Kak MUHUMYM Ha 3 mec. (AHA/ASA — the American
Heart Association and American Stroke Association,
2021, xmacc 1; ESO, 2021) [15, 65]. Bo3moxHOo Ha3Ha-
yeHue kak Bap¢apuna, Tak 1 ACK (AHA/ASA, 2021,
knacc 2a). Ilo muennto skcriepro ESO (2021), y ma-
LUEHTOB C SKCTPAKpPaHUAIBHON AMCCEKIHEH B OCTPOM
nepuose uncynsTa [IOAK MoryT mpuMeHSAThCS BMECTO
antaronuctoB ButamuHa K [15]. Ilpu wunTpakpanu-
aJTbHON JMCCEKIMU OOJBIIMHCTBO CIELUATNCTOB H3-
0eraroT HMCHOJNb30BaHME AHTHKOATYJSHTOB M3-3a PHUCKA

LECTURE

cy0apaxHOMAATBFHOTO KPOBOM3IUSHUS, TPEATIOUNTAs
Ha3HAYEeHUS] aHTUTPOMOOLIUTAPHON Teparuy.

JlnuTenbHOCTh TpreMa aHTUTPOMOOTHUYECKHX TIpe-
MaparoB NPH AUCCEKIHH ONPENENACTCS] KIMHUYECKON
U PauoJIOTMYECKON JAMHAMUKOW: OTMEHa Iperapara
BO3MOJKHA, €CJIM JIOCTUTHYTA IOJHAS pPeKaHaIM3aLus
(mo maunusiM MPT-anruorpadun) u He ObUIO penlyIu-
Ba cuMnTtoMoB [66]. IlomHas pexkaHanuzanusi UMeeT
MECTO MPHUMEPHO y IMOJIOBUHBI MallUEHTOB, BOCCTAHOB-
JICHHE MIPOCBETa apTepuy Haubosee akKTUBHO B MEPBBIC
6 mec. [67].

ITo muenwuto skcniepToB ESO, pyTHHHOE 3HI0BACKY-
JIIPHOE WIJIH XUPYPTHUECKOE JIeUEHUE HE PEKOMEHTYeTCs
BHE OCTPOro MEPHOJa IKCTPAKPAHUATIBHOM ITUCCEKINU
C pe3uayalbHBIM CTEHO30M HJIM pacciauBarolieil aHeB-
PU3MOI, HO MOXET OBITh PACCMOTPEHO B OTHEIBHBIX
CUTYallUsIX: PEHUAMBUPYIOIINE HIIEMHYCCKHE COOBI-
TUSL HECMOTPS Ha ONTUMAJbHYIO MEIHKAMEHTO3HYIO
TEparuio Wi TPU paccilanBaroNieil aHeBpHU3ME C KOM-
npeccuel cMexHbIX cTpykTyp [15]. Tlo pekomennanu-
asm AHA/ASA, sH1oBackyisipHOe JieueHHEe MOXKET OBbITh
PaccMOTPEHO MPH Pa3BUTHH ITOBTOPHOTO MHCYIBTA WIH
TUA Ha ¢doHe aHTUTPOMOOTHYECKOW Tepanuu (Kiacc
2b) [65].

Anroput™M BbIOOpa TPOPHUIAKTUYECKOW TAKTHKH
npu uHcynaeTe unu TUA BcnencTBue AUCCEKUUU Tpen-
CTaBJICH Ha puc. 4.

Kuannnueckuii npumep. Ilanuentxka, 25 net, crpa-
JlaeT MUTPEHBIO 0e3 aypel. Ha crnemyrommii aeHp mo-
clle YIpaXHEHUH B TPEHA)KEPHOM 3aJie BO3HHUKIA 00Jb
B IIee, a yepe3 3 HS — TOJIOBOKPYXKEHHE, HapyIlIeHHe
3peHHsl, OHEMEHHE U C1a00CTh B MPABBIX KOHEYHOCTSIX.

Puc. 5. Jlannble HelipOBHU3yaIN3allMOHHBIX HCCIIEIOBAHNN MAIIUEHTKH
Fig. 5. Neuroimaging data of patient
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NEKLIMA

[HocTynuiia B cTanoHap uepes3 2 4 OT MOMEHTa pa3BU-
THs CUMIITOMOB. B HEBpOIOrMYecKOM CTaTyce OTMe-
yajach TEMUAHOICHS, IPABOCTOPOHHUIN YMEpPEHHBII
remuniape3 u remurunectesuss (NIHSS 6 6ammos). KT
npu nocrtyrieHun (puc. 5) — Hopma; KT-nepdy3us —
neHyMOpa B OacceliHe eBol 3aJHei MO3TOBOI apTepuu
(A — MTT, I — CBF); KT-auruorpadus — arumnuy-
HBIA CTEHO3 cerMeHTa V2 JIeBOM M03BOHOYHOM apTepuu
(b) n oxkiio3usa cermenta P1 neBoii 3aaHeil MO3roBO
aprepun. Hauar BHyTpuBEHHBIH TpoMOOJIM3UC, Hauu-
€HTKa JOCTaBlieHa B PEHTTEH-OMepallMOHHYI0, MO/-
TBEpKJ€HA OKKIIIO3Hs JEBOU 3aHEH MO3TOBOM apTepuu
(°K), Bemmonnaena tpombakromust (xupypr K.H. Jlynbies)
C IOJIHBIM BOCCTaHOBJIEHHEM KpoBoToKa (B)u perpec-
coMm cumntoMoB. MPT na 3-#i neHn: 0ecCHMITOMHBIN
nHdapkT jesoro Tanamyca (3 — DWI) u untpamypans-
Has reMaTroMa B CTeHKe JIeBOi mo3BoHOuHON apTepui (I,
N — T1 fatsat).

3akarouenne. [1/] nomkHa paccMaTprBaThCs B Kade-
ctBe ocHOBHOU mpuuuHbl U wnu TUA y nmanueHToB
MOJIOZIOTO BO3pacTa 0e3 CepAeYHO-COCYAUCTHIX (PakTo-
POB pHICKa, OCOOCHHO TP HAJIMYUH TOJOBHOW/IIEHHON
6o, cuaapoma ['opHepa U IIEHTPaIbHOTO OCTPOTO Be-
ctubymnsipHoro cunapoma. [Ipu momoszpennu Ha L1J] cie-
IyeT He3aMeIIUTENbHO BHIMOMHUTH KT-anruorpaduro
(TIOMCK aTUITUYHOTO CTEHO32a M MPSMBIX [IPU3HAKOB ANC-
CeKIIMHU) WM, TIOoCJe ocTpeimiero mnepuoga, MPT-an-
ruorpaduio B COYeTaHUM C MOCIENOBaTeNbHOCTHIO fat
sat. [Ipu mocTyruieHnu manueHTa B Ipejenax Tepanes-
TUYECKOTO OKHA HE CJIEAYET OTKa3bIBaThCs OT MPOBENE-
HUSl BHYTPUBEHHOTO TPOMOOJIM3NCA, IPU HAJIHYUHU TIO-
Ka3aHUH 11e1eco00pa3Ho BBHINOJHEHUE MEXaHHYECKON
TPOMODKTOMHH, B HEKOTOPBIX CIydasgx — KapOTHIHO-
ro creHtupoBanus. [locranoBka nuarxosa L)1 ymoOHa
¢ ucnonszoBanuem kputepue ASCOD. Ilpu Bepudu-
kanuu 11J] HeoOxonuMo paHHee Ha3HaYeHUE BTOPUIHON
AHTUTPOMOOTHUYECKOH NPOPHIAKTUKH, KOTOPasi B 3aBU-
CUMOCTH OT KJIIMHUYECKOM CHTyallud BKJIIOUAET MOHO-,
JIBOMHYIO aHTUTPOMOOIMTAPHYO TEPAITHIO U IIEPOPaTb-
HbIE aHTUKOATyJISTHTEHI.

Kongaukt uHTEepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBHH KOH(IIUKTa HHTEPECOB.

duHaHcupoBaHme. VccienoBanue He UMENO CIIOH-
COPCKOM TOAJIEPIKKH.
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