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NPOI'PECCHUPYIOIIAS HAPYKHASA OOTAJTBMOIUIEI' U1
Axosenxko E.B., ®eoomosa E.JO., Hnnapuowkun C.H.

OI'BHY «Hayunslii ienTp HEBponorum», Mocksa, Poccust

IIpoepeccupyrowas napyscnas ogpmanvmonneeus (IIHO) xapaxmepusyemcs npocpeccupyrougum OUIamepanrbHbim
NMO30M U HApyuweHuem NOOBUICHOCIIU 2NA3HBIX SONOK 6 2OPUSOHNAILHOM U GePIMUKAILHOM HANPABIEHUSX U Npeo-
cmasnusiem coool XapakmepHulll CUMIIMOM MHO2UX MUTOXOHOPUATbHBIX 3a00Ne8aHuUll, A He OMOeNbHYI0 HO30102U-
ueckyro gpopmy. ITHO uacmo 603Huxaem cosmMecmno ¢ Opyeumu CUCIMEMHbIMU NPOAGIEHUAMU MUMOXOHOPUATbHOU
oucgynkyuu. Ipasunvnas u panuss ouacnocmuxa ITHO nepsocmenenna 0 ONMUMAIbHO20 e0eHUst OAHHBIX Nayu-
enmos. B cmamve npeocmasnen 0630p nocieoHUx OAHHBIX NO SMUOTOSUU, CNEKMPY KIUHUYECKUX NPOSAGLeHUl, Oug-
hepenyuanohomy ouaznozy, memooam OUAeHOCMUKY U J1e4eOHbIM ONYUsAM 051 U30MUPoBanHou xponuyeckou ITHO u
opyeux [THO-accoyuupo8antvlx MumoxoHopuaibHuix CUHOPOMOG.

KnioueBbie cloBa: mporpeccupyiomas HapyxHas o(TaIbMOIUICTHS; MUTOXOHPHAIBHOE 3a00/IeBaHNE; CHH-
npom Keprca—Celipa; opTanbMOIUICTHS; MHOTIATHSI.

Jas uurupoBanus: SIkosenko E.B., ®enorosa E.10O., Mnapuomkun C.H. [Iporpeccupyromnias HapyKHas opTalb-
Morierust. Poccutickuii neeponoeuueckuti scypran. 2019;24(6):4-13 (Russian). DOI 10.30629/2658-7947-2019-24-
6-4-13.
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PROGRESSIVE EXTERNAL OPHTHALMOPLEGIA
lakovenko E.V., Fedotova E.Yu., lllarioshkin S.N.
Research Center of Neurology, Moscow, Russia

Progressive external ophthalmoplegia (PEO) is characterized by progressive bilateral ptosis and eye movement
disturbances in horizontal and vertical directions and represents a typical symptom of many mitochondrial disorders,
but not a separate disease. PEO often occurs together with other systemic manifestations of mitochondrial disfunction.
Correct and early diagnosis of PEO is essential for optimal management of these patients. In this review we collected
the last data about etiology, spectrum of clinical symptoms, differential diagnosis, diagnostical methods and treatment
options for isolated chronic PEO and other PEO-associated mitochondrial syndromes.

Keywords: progressive external ophthalmoplegia; mitochondrial disorder; Kearns—Sayre syndrome;
ophthalmoplegia; myopathy.
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Tepmun «npozpeccupyowiaa napyxycnaa ogrmansn-
monnezun (ITHO)», xapakrepusyrommiics mporpec-
CUPYIOIIUM JABYCTOPOHHHM ITO30M M CUMMETPHUYHBIM
HapyILEeHNEM TOIBMXHOCTH INIAa3HBIX SI0JI0K B TOPU30H-
TaJHHOM U BEPTUKAIHHOM HaIllPaBIEHUSX, TPEICTABIISET
c000# KIIMHUYECKHH CUHIPOM, KOTOPBIH Yalle BXOAMT B
KIIMHUYECKYIO KapTHHY JAPYTHX MHUTOXOHAPHAIBHBIX 3a-
OoJieBaHNHN, HEXKEIN SIBISIETCS] M30JIMPOBAHHOMN, OT/IEIIb-
HOW HO30JI0rHYECKON (hOPMOH.

Brnepseie [THO 6puta onmcana Ansoeptom ¢on [pe-
(e B 1858 . C Tex mop MOHMMAHUE 3TOTO CHHIPOMA
3HauuTeNnbHO pacmupuiock [1]. B 1958 ©. T.P. Kearns,
G.P. Sayre BesiBuM B3ammocBsa3bp mexay [THO, mere-
Hepanuel ceTyaTKu W HapyLIeHUEM BHYTPHCEPACUHON
MPOBOJMMOCTH KaK COCTaBJISIOIIMX YacTeil OAHOTOo
CHUHIPOMA, KOTOPBIA B TOCIEACTBUM ObLIT Ha3BaH CHH-
npomom Kepuca—Ceiipa [2]. B 1968 . D.A. Drachman
BBEJI TEPMHUH «O(QTaTbMOIUICIUS-TUTIOCY AJISI ONMHCAHUS
accoruupoBanHbix ¢ [THO cucremubix cumntoMoB [3].
B 1970-e ronel ObuLTH OIpeNeNeHbl TUCTOMATOIOTHYe-
CKH€ XapaKTePUCTUKW MHUTOXOHAPHAIBHBIX MHOTATHH,
oOHapyK€HO HapylIeHne OKcUaaTHBHOTO (Hochopu-
JUPOBaHUA B MHUTOXOHJAPHUSX, OINpPEIEIIEHBl HEKOTOPHIE
OMOXMMHYECKHE MAapKepbl MHMTOXOHIPUAIBHON AMC-
¢dynkun [4, 5]. C pa3BUTHEM TEXHOJOTHIA TeHETHYe-
ckoro tectupoBaHus ¢ 1980-X TOMOB OBLIO OTKPHITO
MHOYECTBO Pa3INYHBIX MYTAlUH B MUTOXOHAPHATBHOMN
JHK (mt/IHK), a taxke B aneproit JJHK, Bousrommx
Ha MUTOXOH/IpHAaJIbHbIC (DYHKIUHM U MPUBOASIINX K pa3-
BUTHIO Pa3lNYHBIX ()OPM MUTOXOHAPHAIBHBIX 3a0o0Ie-
BaHui [6, 7].

[THO mpencraBnser oguH U3 HanboIee pacipocTpa-
HEHHBIX CHHAPOMOB MMTOXOHAPHAIBHON MHOMATHH,
MOXET BO3HHKHYThH B JI0OOM BO3pacTe B BUIE MOCTE-
MEHHO YCHJIMBAIOIIETOCs ABYCTOPOHHETO MT03a U Au-
¢y3noro o¢ranemomnapesa. IIporpeccupyrommii nro3
OOBIYHO SBISETCS CAMBIM 3aMETHBIM W WHBAJINIU3U-
PYIOLIMM CUMITOMOM, TaK KaK OH NPaKTHYECKU BCEraa
MPUBOAUT K HAPYUICHHWIO IOJIeH 3peHus, KOoCMeTHue-
CKOMY Ae(eKTy U HeOOXOOUMOCTH MOJACPKaHUS KOM-
MIEHCATOPHOTO TMOJIOKEHUS TOJIOBBI B 3aIIPOKUHYTOM CO-
CTOSIHHUH, YTO 4aCTO HApyIIaeT ObITOBYIO U COLUATBHYIO
agantanuio y manuentoB ¢ [THO. IIto3 mpaktuuecku
BCET/Ia MPEIIIECTBYET JIN0O0 MOSIBIASETCS OAHOBPEMEHHO
¢ o TAIBEMOIIAPE30M, XOTS CYIIECTBYIOT PEAKHE CITydan
ITHO 6e3 nro3a [8, 9]. I1To3 Takke MOXKET OBITh aCHM-
MeTpUYHBIM. OTINYUTEIHHON XapaKTEePHUCTUKON MTO3a
ripu [THO siBiisiercst HapyieHne yHKITME MBITIIIBL, TTO/T-
HUMalOIIEl BEpXHee BEKO. B To BpeMst Kak HopMaJibHast
9KCKYPCHS BEPXHET0 BeKa OT MAaKCHMaJBHOTO B3IV
BHU3 /10 MAKCHMaJIbHOTO B3IJIsA1a BBEPX MIPU HETIOBHK-
HBIX OpoBsX paBHa > 12 mm, y nanuenToB ¢ [THO sror
MoKa3aTeib 4acTo cocTapiseT MeHee 8—10 mM [10].

Odranpmonapes npu I[THO wacTo ocraercst amuTens-
HOE BpeMs He pAcHO3HAHHBIM CaMHUMHU MalMeHTaMHU.
Tax, B uccnenoBanuu R.K. Petty u coasr. menee 20%
MAIeHTOB OCO3HABAJIM OTPaHUYEHHE MOJBHKHOCTH
a3 [8]. B nmebrote 3abomeBaHus mpu 0OCIEIOBaHUU
OTIPENIEIISIOTCS 3aMe/IJICHHbIE U HEIOJHBIE CaKKajbl BO
BCEX HampasiieHHsX B3opa. [lape3 B3opa Oozee BbIpa-
JKeH TIPU B3MIAJE BBEPX U 11O TOPU30HTANHN, B TO BpEMs
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KaK B3IJIAJ BHU3 MOXET OBITh OTHOCHUTEIIBHO COXpPaH-
HeM [11]. C TeyeHneM 3a0omneBaHus 0()TaTHMOIUIIETHS
MOJKET CTaTh TOTAIbHONW. TPaJUIIMOHHO CUUTAIIOCH, YTO
[THO penxo mpuBOINT K JUILIONHH, TaK KaK 0(hTaabMO-
rnape3 CUMMETPHYEH, O/THAKO, HECMOTPS Ha 3TO, OKOJIO
TPETH MALUEHTOB OTMEYAIOT BBIPAKECHHYIO AMIUIONHIO,
KOTOpasi MOXKET ObITh CKOPPEKTHPOBAHA 0COOBIMHU JIHH-
3aMH, [IPEUMYLIECTBEHHO HCIIOIb3YEMbIMH ISl YTCHHS.
Crpabu3Mm garie IposiBIAsSETCS B TOPU3OHTAIHLHOM I0JI0-
JKEHUH, a HE B BEpTUKaJIbHOM [12].

CrexkTp MHUTOXOHJIPHAIBHOW MAaTOJOTHH, B KIMHU-
YEeCKOM KapTuHe KOoToporo Berpeuaercst cunapom 1THO,
npeacTaBieH B Tao. 1.

W3omuposannas ITHO, Takke HocsIIas Ha3BaHHE
XPOHUYECKOU NPOoSpeccupyromeli HApy’CHOU o@maib-
monnecuu (XITHO), xapaktepu3yeTcsi UCKIIOUUTEIHEHO
MIPOTPECCUPYIOIINM HapYIIEHHEM JBMKEHUH IJIa3HBIX
SA0JI0K, COYETAIOIIMMCS ¢ NTO30M BepxHero Beka. [le-
OroTupoBarh 3a00JieBaHHE MOXKET B JIFOOOM BO3pacrte,
HO npeumyiiectBeHHO XITHO Bo3HHKaeT BO B3pocCioM
BO3pacTe. J{OMONHUTENBHO MPH 0OCIET0BaHUH MOXKET
omnpenensiThcsa ClaboCTh JMLEBOH MYCKYJIaTypbl U Ha-
pylieHue roTtanus (aucdarus), HO JPYTrUX CUMIITOMOB
MHUTOXOHIPHUATBHOW TUCHYHKIMN NP TaHHOH HO30J10-
THYeCKOi (hopMe OBITh HE JJOIKHO.

Mtuorue nauuentsl ¢ [THO umeror cucteMHyro mMu-
TOXOHJIPUAJIbHYIO JUC(OYHKIHUIO, KOTOpas MOXKET He
YKJIaabIBaTbCsl B KPUTEPUU HM3BECTHBIX MHUTOXOHAPH-
aNbHBIX 3200JICBAaHUH M KOTOPYHO MOXHO Kiaccupu-
UpoBaTh Kak curopom XIIHO-nawoc. B uccrneposa-
Huu 40 6onpHbIX ¢ XITHO-IUr0C ¢ MO34HUM HAYaIoM
(ompenensieMblil Kak 1eOr0T cUMITOMOB 1tocie 20 JeT)
G. Pfeffer u coaBr. ycranoBuiu, yto y 60% mnamueH-
TOB BBISBIISUIACH TACTPOMHTECTHUHAIbHAS AUC(YHKINA,
mucharust y 45%, murpens y 40%, maromorudeckas
yTomisieMocTs 'y 42,5%, HeHponCcuXuaTpHYeCKHe Ha-
pymenust y 37,5%, runotupeouautr y 15%, nuaber y
5% wu arpodus 3pUTENbHBIX HEPBOB y 5% MalMEeHTOB
[13].

I'enernuecku Omuskoit k XIIHO maromorueit sBms-
ercsa cunopom Kepnca—Cetipa (KCC), koTopslit ompe-
JensieTcs M0 HAIWYMIO TPHUaibl CUMITOMOB: A€0IOT B
Bo3pacte 10 20 net, [IHO u nurmenTHas peTuHONAaTus,
a TaKKe KaK MUHUMYM OJHHM W3 HHKENEPEUUCICHHbIX
CHUMIITOMOB: HapyIIEHNE CEPJIeUHON TPOBOTUMOCTH, TIO-
BBILLICHNE YPOBHsI Oelika B LepeOpOCIIMHATBLHOM KUIKO-
ctu (LICXK) Gonee 1 /i1, MO3KEUKOBAS aTaKCUsl, HU3KUH
POCT, IMIyXoTa, AEMEHIHNS, U SHAOKPUHHBIC HAPYLICHUS
[14]. Xots XITHO 1 KCC uMeroT MHOTO TTOXOKUX T1aTO-
TeHETHYECKHX YePT U OTHOCSTCS K OTHOMY CIEKTPY 3a-
OoJsieBaHMH, CTENIEHb MUTOXOHJIPHATBHOW THC(YHKINU
npu KCC 3HaunTensHO OoJiee pacrpoCcTpaHeHHAs U Ts-
xkemnas [15]. [Ipaktuuecku 90% cimyuaeB KCC sBnstior-
Cs CIIOPaAMYECKUMH, BbI3BaHHBIMU JeserusiMu MTJHK
NPOTSHKEHHOCTHIO OT 1 110 10 Kuito6as, npu 3ToM caMoi
4acTOM MyTaluei, 0OHapyKMBaeMOil B TPETH CIydacB
KCC, sBnsterca neneuns 4977 nmap oCHOBaHUM, OHAa UMe-
eT o0o3HaueHue «4acras aeienus 4977 1.0.», HO TaKKe
MOTYT BCTpeuarbcsi ToukoBble MyTauuu MTJIHK, Takue
kak m.3249G>A, m.3255G>A wnu m.3243A>G B reHe
muTtoxoHapuansHoi TPHK (neittun) [16, 17].
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Tabnuma 1

MuToxoHpHaIbHBIe aTo0ruu ¢ cuaapomom ITHO

MuToXOHIpHATBHbIC 3a001CBaH s/
CHUHJPOMBI

Knuanueckue XapaKTCPUCTUKHU

XITHO-mroc

Cunnpom Kepuca—Ceiipa

CeHCUTHBHASI aTaKCHs C U3apTpHEi
u odpransmomnapesoM (SANDO)

MuroxoHapuainbHas sHiedano-
MHOIATHS C JIaKTaT-alKiI1030M U
MHCYJIBTOMOJO0HBIMH SITH30/[aMU
(MELAS)

MHuoKI0HyC-3MUIENCHs C PBaHBIMU

MbleuHbiMy BosiokHamu (MERRF)

MuTtoxoHapHalbHast HeHPOracTpo-
MHTECTHHAIIbHAS HHIedaromMuona-
tust (MNGIE)

Cunnpom Jles (momoctpast HEKPOTH-
3upylomas >HedarIoMUOIaTHs )

Cungpowm ITupcona

Cunnpom Anbriepca

Jle6tot 00b1uHO B Bo3pacte crapiue 20 JIeT ¢ mporpeccupyoiieii HapyKHoi o(TaabMOIUIErui B COYETaHUH
CO CIICTYIONIMMH IIPOSBICHUAMH: CIA00CTb JIMIEBBIX MBI, AU((y3Has MBIIIEYHAst CTa00CTh, SHIO-
KPHHHbBIC HapyILICHHs, IEMEHLINs, aTakcus, iepudepuueckas Helponarus, Hei{poCeHCOpHask TYTOyX0CTb,
KapMOMUOIIATHs, HAPYIICHUS CEPACYHOI IPOBOAUMOCTHU, MUTPEHb

JleGroT panbiie 20 JIeT ¢ MporpeccHpyrolei HapyKHOH 0 TaIbMOIUICTHH, HApYIICHHH CepIeYHOM po-
BOJMMOCTH, TUTMEHTHON PETHHONATHH, HU3KUI POCT, HEHPOCEHCOPHAs TYrOyXOCTb, aTAaKCHU, TEMCHITHS,
MUTPEHb

Bce xapaxrepubie ueptsl XITHO MOryT npucyTcTBOBaTh; IPOrpeccupyrolas HapyxHas opTaibMorie-
THsl, CCHCUTHBHAS aTAKCHsl, IU3APTPHs, [IAPE3 C MPEUMYIIECTBEHHO TTOSICHO-KOHEYHOCTHBIM MaTTEPHOM
MBIIIEYHOM c1adbocTh

J1e0roT B IETCKOM HIJIH PAaHHEM B3POCIOM BO3pACTE, HU3KHI POCT, MUTPEHb, SMUNPUIAIKH, HHCYIIBTO-
10100HBIE ATN30/IbI, IEMEHIINS, ATAKCHsI, HEHPOCEHCOPHAs! TYTOyX0CTh, TCHEPAIM30BaHHAS MbILIICUHAS
€11ab0CTh, MPOTPECCUPYIOLIAs HapyXHas 0P TaTbMOIIICTHs

J1e6roT B TO3IHEM JCTCKOM HJIH BO B3POCIIOM BO3DPACTEe, MUOKIOHHYECKHE U TeHEPaTN30BaHHbBIC JITUIICT-
THUYECKUE IIPHCTYIIBI, ATAKCHsI, TeHepaIM30BaHHAasl MBILICUHAs CIab0CTh, IPOrPECCHPYIOLIas HapyKHASL
oraneMoruIerus

Jle6rot 10 20 Jet, nporpeccupyrolas HapyxHas o TalbMOIIIETHsl, C1a00CTh KOHEYHOCTEH, a0OMUHAITb-
HbIIi GOJIEBOI CHHAPOM, quapes U nepudepraeckast MOTOPHASI i CEHCOPHAs HEBPOTIATHS
J1e6roT B MITaICHYECKOM BO3PACTE, aTAKCHS, SIMICIITHYCCKHIE IPHIAIKH, HSHPOCCHCOPHAs TYTOyXOCTb,

Jucdarus, AM3apTpusi, IPOrpeccupyolas HapykHas o TaibMOIIIeTr ust

J1e61oT B MJIaIeHUECKOM BO3pacTe, aHeMUsl, HapyILeH!Us (yHKIMHU MOJUKEITYJOUHON JKeJe3bl, IPOrpecCHpy-
I0IIasi HapyXKHask O(PTaIbMOIIICT s, HApyIICHUE Cep/ICUHOM ITPOBOIMMOCTH, TUTMEHTHAS! PETHHOIATHS

J1e01oT B MJIaZIeHUeCKOM BO3pacTe, SIMHICHTHYECKUE PHUITAIKH, HapyILIeHUe TIeYeHOUHbIX (QYHKIMH, 1e-
MEHIUS, CIIACTUYHOCTD, ICHTPAJIbHAS (KOPKOBAsi) CIIETIOTa

Table 1

Mitochondrial pathologies associated with PEO

Mitochondrial diseases/syndromes

Clinical features

CPEO-plus

Kearns—Sayre syndrome

Sensory ataxic neuropathy, dysar-
thria, ophthalmoparesis (SANDO)
Mitochondrial encephalomyopathy,
lactic acidosis, and stroke-like epi-

sodes (MELAS)

Myoclonus epilepsy with ragged red
fibers (MERRF)

Mitochondrial neurogastrointestinal
encephalomyopathy (MNGIE)

Leigh syndrome (subacute necrotiz-
ing encephalopathy)

Pearson syndrome

Alpers syndrome

Onset usually after 20 years of age with progressive external ophthalmoplegia together with the following
features: facial weakness, diffuse muscle weakness, endocrine disturbancies, dementia, ataxia, peripheral
neuropathy, sensorineural hearing loss, cardiomyopathy, cardiac conduction defects, migraine

Onset before 20 years with progressive external ophthalmoplegia, cardiac conduction abnormalities, pig-
mentary retinopathy, short stature, sensorineural hearing loss, ataxia, dementia, migraine

All the features of CPEO may present; progressive external ophthalmoplegia, sensory ataxic neuropathy,
dysarthria, limb girdle paresis predominate

Onset in childhood or early adulthood. Short stature, migraine, epilepsy, stroke-like episodes, dementia,
ataxia, sensorineural hearing loss, generalized muscle weakness, progressive external ophthalmoplegia
Onset in late childhood or adolescence, myoclonic and generalized epileptic seizures, ataxia, generalized

muscle weakness, progressive external ophthalmoplegia

Onset before 20 years; progressive external ophthalmoplegia, limb weakness, abdominal pain, diarrhea,
and peripheral motor and sensory neuropathy

Onset in infancy, ataxia, seizures, sensorineural hearing loss, dysphagia, dysarthria, progressive external
ophthalmoplegia

Onset in infancy, anemia, pancreatic failure, progressive external ophthalmoplegia, cardiac conduction
abnormalities, pigmentary retinopathy

Onset in infancy, epilepsy, liver dysfunction, dementia, spasticity, cortical blindness




RUSSIAN NEUROLOGICAL JOURNAL, N2 6, 2019
DOI'10.30629/2658-7947-2019-24-6-4-13

[TurmenTtHas peruHonatus, Hapsay ¢ [THO, apnsetcs
kiroueBbIiM cumntoMoM KCC [18]. CTouT OTMETUTB, YTO
naruentsl ¢ ITHO, He nmoaxonsiue Mmoj JUarHoCTHYe-
ckue kpurepuu KCC, Takxe MOryT UMETh MUTMEHTHYIO
peruHonaruto. IlurMeHTHas pernHOnaTvs IpU ATOH
rpyime 3a0oJeBaHuil UIMeeT 0COObIe XapaKTEPUCTHKH U
OTIHCHIBAETCSA KaK «COJIb C MepIeM», TaK KaK IMUTMEHT-
HBIM SMHTENMH CETYaTKH CTAaHOBUTCS IATHUCTBIM, C
Yyepe0BaHUEM YYaCTKOB HOPMAJIBHOTO M TOPaKEHHOTO
anuTenus B cBs3u ¢ nuddy3Hol genurmenrtanueit [19].
B omnnume ot ermie oHOTo HacIeCTBEHHOTO 3a00eBa-
HUS C TOPaKEHUEM CETYATKN — IMUTMEHTHOIO PETHHH-
Ta — U3MEHEHHUs] MUTMEHTHOTO 3IUTENNS Yy MalUeHTOB
¢ [IHO naubonee 3aMeTHBI B MaKyJe, IEPUCOCOYKOBOM
00JIaCTH CEeTYaTKH M B dKBaTOpUanbHOU oOnactu. [Tur-
MEHTHasl PETUHONATUS KpalHE PeIKO MPUBOIUT K IO-
Tepe 3peHusi, y OONBIIMHCTBA MAMEHTOB COXPaHIETCs
HOpMaJIbHAasl OCTPOTA U MOJIS 3pEHUs. DIEKTPOPETUHO-
rpaMma TIOKa3blBaeT HeCTeNUPUUSCKUE pPEe3ylIbTaThl,
BapbUpys OT HOPMAJIbHBIX 3HAYEHUH 0O AUC(YHKUUHU
najodex u koysbouek [19]. YuursiBas BO3MOKXHOCTh Ha-
nuuust y nauueHToB ¢ [THO nopakenus oprana 3peHus,
KOHCYNbTaIus orambMornora HeodxoauMa Bo BCex Ciy-
yasX BHE 3aBUCUMOCTH OT HaJIM4Us MU OTCYTCTBHS 7Ka-
700 HA CHU)KEHHE OCTPOTHI 3pEHHS.

ITpu KCC nomumo ITHO 1 nurMeHTHON peTHHONATUH
HanOosee YacThIM U YKU3HEYTPOKAIOUIMM CHMIITOMOM
3a00J1eBaHMsl SBJSICTCS BOBJICUCHHE B MATOJIOTUYECKHUI
nporecc cepAedHoil melmnel. Hapyuenus cepaedHoit
MIPOBOIMMOCTH MOTYT pa3BHuThCs y nmanueHToB ¢ KCC B
nro0oe Bpemst B TeueHne 3a0oseBanus. OHU BapbUPYIOT
OT HE3HAUUTENBHOIO yAIuHeHHus nHTepsaia PR no mon-
HOW aTpUOBEHTPUKYISpHOH (AB) Ookaspl, 4TO MOXKET
MIPUBECTH K MH(DAPKTY MUOKapaa UM BHE3AITHON cMep-
TH B CBSI3U C apUTMHEHN THO0 K UIIIEeMUYECKOMY WHCYITb-
Ty BCJEJICTBUE KapanaabHOH 3MOomuu [20].

Y nexotopeix manueHToB ¢ KCC B maTomorudeckuii
MPOLIECC MOXKET BOBJIEKATHCS JHUIEBAs MYCKyJaTypa.
Bogiieuenre KpyroBbIX MBIIII T71a3 HAPYIIAET CIIOCOO-
HOCTh IUIOTHO CMBIKaTh BEKH, a MOpaKeHHE JIOOHON
MBIIIIIBI e11e OOJIbINe 3aTPYAHIET BOZMOKHOCTD ITOJTHS-
THUS BEK, KOTZa YK€ MPUCYTCTBYET MOPAKEHNE MBIIIIIBI,
MOJTHUMAIOIIEH BepxHee Beko. Hepenko y nanueHToB
pa3BuBaeTcsi 1ucharusi BCIEACTBUE MMOPAKEHUS JKEBa-
TenbHbIX MbIII. C mporpeccrupoBaHUEM 3a00JIeBaHUS
MOXET TAK)KE Pa3BUTHCS cIa00CTh MBILII] ILIEH U TJIede-
BOTO TT0sICa, a Takke KoHeuHocTel. [TomrumMo MuonaTuu,
MOTYT HaOJIOOAaThCsl CIEAYIOLINE HEBPOIOTHYECKHE
HapyIIEeHUs: MOKEUKOBasl arakcus, HEHpOoCeHCOpHas
TYTOyXOCTb, HEBPONATHUS, CHIKCHHE KOTHUTHUBHBIX
¢ynkimit. Eme ognum npusnakom KCC siBnsiercs 9H-
JOKPHHHAS AMCHYHKLUS, KOTOpask MOXKET Pa3BUBAThCS
B neOroTe 3a00NeBaHus, MPEIIIECTBYSI HEBPOJIOTHYC-
CKHMM cHMIITOMaM. YacToTa 3HIOKPHHHBIX HapyIIEHUH,
0 TAHHBIM pPa3HBIX MCCIIeI0OBAHUMN, BappupyeT oT 35 110
67% W BKIIOYAET CIEYIOLUE HApYIIEHUs: CaXapHbII
nuabeT, HeAOCTAaTOYHOCTh TOPMOHA POCTa, TMIIOTOHA-
JIOTPOIHBIA THIIOTOHAJU3M, HapyLIEHUE HAJIO4YEeYHH-
KOBOW (DyHKIIMU, MEpBUYHBIN runonaparupeos [16, 18].
Bosneuenue B naronoruueckuit nporecc npu KCC uen-
TpanbHO#l HepBHOH cuctembl (LIHC) Obl10 mokazaHo B

REVIEWS

WCCIIEZIOBAaHUSX ayTOTICHHOTO MaTepuaa MainueHToB, y

Y4acTH U3 KOTOPBIX OOHAPYKUBAIACh TSDKETas IeMHUEIH-

HU3AIMs TPOBOJISIINX Ty Tel (0eoro BeniecTsa) rojoB-

Horo mo3ra. B 063ope B.C. Chu u coaBt. npu Maraur-

HO-pe3oHaHcHo# ToMorpaduu (MPT) ronossl y Beex 13

uccienoBanHbIx il ¢ KCC ObuTH BBISBICHBI aHOMAIINH,

BKITIOUAIOIIME TeHEPAIM30BaHHYIO aTpO(HIO BEellecTBa

TOJIOBHOTO M03ra (2/13), THIIEpUHTEHCUBHOCTH CYOKOp-

THUKaJbHOTO Oesioro BemiecTBa B pekume T2 (10/13),

THIIEPUHTEHCUBHOCTD B CTBOJIE W 0a3aJIbHBIX TaHTIIUAX

(7/13), omHaKo 3T U3MEHEHHUS HE SIBJISTIOTCS crienuduy-

HBIMH Y HE MOTYT SIBJISITBCS TUArHOCTHYECKUMHU MapKe-

pamu [21].

Cencumugnas amaxcus, He6pOnamus, OU3aApPMpPus
u opmanwvmonape3, v cuaapom SANDO, sBisiercs
elIe OIHUM 3a00JIeBaHWEM M3 CIIEKTpa acCOIMHPOBAH-
Heix ¢ [IHO. B nureparype oTmedaeTcs 3HaYUTENbHOE
KOJIMYECTBO IMEPEKPECTHBIX CHMIITOMOB 3TOTO 3aboire-
BaHus. SANDO pa3BuBaercs npu MyTallH B SAEPHBIX
reHax, POLG — caMblil 4acTbIil T'€H, OTBEYAIOIIUI 3a
pazsutue SANDO [22]. Myramuu B POLG, onHako,
MOTYT TPUBOJUTH K IIMPOKOMY CIEKTPY (heHOTHITHYe-
CKHUX TIPOSIBIICHUN, BKIIOUas m3onupoBannyio XITHO,
CHUH/IpOM AUIbIiepca, CHUHOIEPEOEIUISIPHYIO aTaKCHIO
C JMuJerncued 1 MUTOXOHAPHAIBHYIO TaCTPOMHTECTH-
HanpHYI0 2HIIeanomaruio (MNGIE) [22].

MurtoxoHapuanbHas dHuedaIoMHOnaTHs € JaK-
TaT-allM030M ¥ HWHCYJIBTOMOMOOHBIMH  3IHU30/IaMHU
(MELAS) — 3a0oseBanue, Ha3BaHHE KOTOPOTO BKITIO-
YaeT BCE OTIIMYUTENBHBIE €r0 YePThl, OTMEUEHO PaCIIpPO-
CTPaHEHHOW MHUTOXOHJpPUAIBHON muchyHkuued [23].
ITHO ne penxa npu MELAS, Obita oOHapykeHa y 9/98
(13%) maruenToB [24].

[Momumo BrITIIETIEpEUHCIEHHBIX 3a0oneBanmii, [IHO
MOXKET UMETh MECTO TaKXe MpU IPYTUX MUTOXOHIpPHU-
anpHbIX auchynkmusax — cunapomax MERREF, Jles u
ITupcona.

Ha nHacrosmmii MOMEHT W3BECTHO, YTO MYTAIlMH B
reie OPAI, BbI3BIBAIONIME JOMHHAHTHYHO aTpOQUIO
3pUTENBHBIX HEPBOB, TaKXKe MOTYT BBI3BIBATh TPYIITY
[THO-accomuupoBanubix cuHApoMOB [25]. I'en OPAI
Ha 3-i1 XpoMOcoMe KOJIMpYyeT CHHTE3 Oellka MHUTOXOH-
JPUH ¢ MHOXXECTBOM BaXKHBIX (DYHKIIMH, BKITFOUAs MO~
JiepKaHUe [ETOCTHOCTH BHYTPEHHEW MeMOpaHbl, MeM-
OpaHHOTO MOTEHI[MaIa MUTOXOHIpHid [26, 27]. Tlo 3Tok
NpUYMHE B TeX Clyyasx, korga y mamueHtos c¢ [THO
oOHapyKHBaeTcs JIBYCTOPOHHsISI ONTHYecKasi arpodus,
B TMIEPBYIO O4Yepelb IOJKHBI OBITh MCCIEIOBAHBI MyTa-
uuu B rene OPAI.

Juacnocmuxa ITHO 1nipexne BCEro OCHOBBIBACTCS
Ha KJIMHUYECKUX aHHBIX [28], 0MHAKO HHCTPYMEHTAIb-
Hasl TUarHOCTHKA MOXKET ITOMOYb B BBISIBIICHUH aJIBTeP-
HAaTUBHBIX JUarHo3oB u moateepautb [THO nHa panHeit
CTa/INY WA B aTUITUYHBIX CITyYasx.

Knunnuecku ornpenenuts HaJU4We MTO3a MOXKHO C
MIOMOLIBIO CIAEAYIOLIUX XapaKTepUCTUK [29]:

1) mmpuHa ra3HOM e — PacCTOSHUE MEXIY BepX-
HUM U HIDKHUM BEKOM B ITOKOE IPH B3TIISA/E MIPSIMO, B
HOpME cOoCTaBIsgeT MUHUMYM 10 MM;

2) BBICOTA CKJIAJIKU BEPXHETO BeKa — PACCTOSTHHE MEX-
Jly CKJIQJIKOI BEpXHETro BeKa M KpaeM BEpXHETO BeKa,

7
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n3MepsieMoe IpH B3MNIse BHU3 U B HOPME COCTAaBIISA-
fomee Meree 10 MM,

3) aKCKypcusi Beka, WK (GyHKIIUs JIeBaTOpa, — pa3HuUIla
B IIO3ULIUM Kpasi BEPXHETO BeKa NPH B3IIIsZEC BBEPX U
B3MUIAZI€ BHU3, B HOpME SIBJIAeTCs OOJbIlle WIN paB-
HOH 12 MMm.

W3 BCcex ATHX mapaMeTpoB HaHOOIee 3HAYMMBIM SIBIISI-
€TCsI HKCKYpCHsI BEKa, TaK KaK C €€ MOMOLBIO MOXKHO (-
(bepeHIMpPOBaTh MTO3 CO CHMKEHHOW (PyHKIMEH jieBaTtopa
OT TTO3a C COXpaHHOH JneBartopHOi (yHkiwmei. [ITo3 co
CHIKEHHEM (DYHKIIMH JIeBaTopa TOpa3yMeBacT Mopase-
HHE MBILILBI, TOTHUMAIOILEH BEpXHEE BEKO, MIIM Hapyllle-
HHE ee JIBUraTeJIbHOro KOHTpoJs, xapakteproe 1yt [THO.

[Ipn xommbroTepHOH TOMOrpaduu opoOUT ciemyer
OTMETHTH Hecrenuduueckyto, auddysnyro arpopuro
HapyXHBIX MBI IJ1a3 Y HAlUEHTOB C AJTUTEIbHO TEKY-
meit [THO [30]. M.C. Ortube u coaBT. pu HUCCIIEI0BA-
HuU opout ¢ nomomsio MPT ¢ BeICOKHM pa3penieHnemM
MIPOIEMOHCTPUPOBAIN TUTIEPUHTEHCUBHOCTD B PEKHUME
T1 — «cnioHTHOGOPMHBII» CUTHAI OT OPIOIIEK HAPYK-
HBIX MBI T1a3 y 5 u3 5 maruenTos ¢ XITHO [31]. B To
BpeMsl KaK 3TH HaxoIKW ObLIM OOHApY)KEHBI B YBEJIH-
YEHHBIX MBIIIIAX MPU TUPEOUIHON O(dTanmbMONaTuu u
(bMOPO3UPOBAHHBIX MBIIIIAX MTPH BPOXKIeHHOM (prdpo-
3€¢ Hapy>XHBIX MBI IJ1a3, OHU HE OOHAPYKUBAIUCH B
JICHEPBUPOBAHHBIX MBIIILAX WM MPH INMa3HOH (opme
MuacteHuH. HecMoTpst Ha BBIpaXKeHHYIO O TaIbMOILIe-
THIO0, CpeIHUN 00BbeM HapyXKHBIX MbI a3 mpu [THO
CHIDKEH HE3HAYUTEIILHO B CPAaBHEHUU ¢ KOHTpojeMm [31].

JAuaznocmuka cucmemnoi MumoxoHOPUAIbHOU
oucghynxyuu nipu ITHO cknazpiBaeTcs U3 psja jadbopa-
TOPHBIX U MHCTPYMEHTAJBHBIX MCCICIOBAaHUNA U HUMEET
CBOM OCOOCHHOCTH.

[loBblIeHHBIE YPOBHU JaKTaTa B KPOBH U B Iiepe-
opocrunanbHol xuakoctn (LICXK), ces3anHble ¢ Ha-
pymieHueM (YHKLUMHM [bIXaTeNbHOM IIENH, SBISIOTCS
HeCTIeUM(PUYHBIM ¥ HEUYBCTBUTEILHBIM MapKepOM
MUTOXOHJPHANIbHBIX MuomnaTui, Bkiaodas XITHO [32],
OJTHAKO MPOBEICHNE TECTUPOBAHMS KPOBU MOCIE MHUTO-
XOHJIPHAITBHOTO cTpecca ((U3NYECKUuX YIpaKHEHHMN)
MOJKET MOBBICUTH YyBCTBUTEIHHOCTH JIAKTATHOTO TECTA.
Tak kak Oonpmasg 4yacte nanueHToB ¢ XIIHO uMmeror
HOPMAaJIbHBIM MJIM MUHUMAJIBHO TIOBBIIIEHHBIH YPOBEHb
JIAKTaTa B KPOBH, TECTUPOBAHUE MOXKET OBITH MOJIE3HO
nMeHHo npu cuHapoMax XITHO-mmoc nnu npu apyrux
[MTHO-acconunpoBaHHBIX CHHAPOMaX ¢ Ooyiee TSKEIon
CHUCTEMHON MUTOXOH/IpHaNbHON nucdynkuumeii [23, 32].
VYpoBeHb kpearnHPocHOKUHA3HI, OOBIYHO HOPMAJIbHBIN
WJIM YMEPEHHO TOBBIIIEHHBIN TPH MUOTOXOHIPUATIBHBIX
MHOIIATUSIX, HE SIBISCTCS KIIOYEBBIM B TIOCTAHOBKE M-
rao3za XITHO, kpome Tex ciyuaeB, Korja 0osiee BbIpa-
JKEHHAasi MUOMaTusl uMeeT MecTo npu cunapome XITHO-
mtoc [33].

[Ipu snexrpomuorpadguu MbIIIL KOHEYHOCTEH MOXK-
HO OOHapYyXHTh HecrnenupUIecKre MPU3HAKW MHOTA-
TUH, BKJIIOYAs yMEHBILCHHE MPAMETPOB IOTEHIHAJIOB
neurarensueix enunul (I1J1E), yBenndyenne yncna mo-
mudazneix [1/1E, xors nmpu XITHO uyBcTBHTENBHOCTH
MeTOJIa CYIIIECTBeHHO HIDKe [34, 35].

Onekrpokapauorpadusi U sxokapauorpapus He-
0O0XOAMMBI /ISl BBISIBIICHUS KapIWalbHON MaTOJOTHH U
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JTOJDKHBI TIEPUOAMYECKH TTPOBOIUTHCS TAIIMEHTaM JaKe
¢ uzonuposanHbiM XITHO, He roeops yxxe o KCC, ogna-
KO BPEMEHHOI MHTEPBaJl MKy MOBTOPHBIMU UCCIIEA0-
BaHUSMHU BCE €I€ HE YCTaHOBJEH [36].

V muorux nauuentoB ¢ KCC HaOimonaeTcs noBbliie-
HHE ypOBHA OeJKa B LiepeOpOCIMHAIBLHON JKUAKOCTH,
MOATOMY MOXKET OBITh PEKOMEHJOBaHa IOMOANbHAsS
MyHKUUSA ¢ 1uenbto onpeaenenus coctaa LCK [37].

Bosneuenne 1ITHC ompenensercs M3MEHEHHSIMH HA
MPT ronoBHOro mMo3ra, KOTOpblE€ MOTYT BKJIIOYAaTh T'U-
nepuHTeHCUBHBIE curHaiel B pexume FLAIR B cTBone
TOJIOBHOT'O MO3r'a, 0a3aIbHBIX TAHIINAX, TaJlaMyce U Oe-
JIOM BEIIECTBE OONBIINX MOJTYIIAPUIA M MO3KEUKa C pa3-
BUTHEM BBIPOKEHHOH JelikodHIehanonaruu u auddys-
HOU arpo¢un BeuiecTBa rojJoBHOro Mosra. Kpome toro,
peruoHallbHbIC HapyIIEeHUs MeTa00IM3Ma B KJIETKaX Io-
JIOBHOTO MO3T'a MOYKHO OTIPENIETHTD C IIOMOIIBI0 METOA
MP-cnekrpockonuu [38, 39]. OgHako HelpoBHU3yaIu3a-
¥l HE MOXKET OBITh €JMHCTBEHHBIM JIMArHOCTHYECKUM
METOAOM, TaK Kak Haxoaku Ha MPT He sBisiorcs 1o-
CTAaTOYHO YYBCTBUTEIBHBIMU U CHEIU(DUIHBIMU, YTOOBI
BOWTH B IMArHOCTHYECKHE KPUTEPUH IIPU MUTOXOHIPU-
AIBHBIX 3a00JIEBAaHHSX, HO OHH MOTYT TIOMOYb Ompe/ie-
JUTh BeIpaxkeHHOCTh nopaxkenus LHTHC [38].

T'enemuueckoe mecmuposanue 3aHUMAET OJTHO U3
LEHTPAJIBHBIX MECT B ANArHOCTUKE MUTOXOHAPHAILHON
naroioruu. JleekThl Kak B sIIEPHBIX, TAK U B MUTOXOH-
JPUAIBHBIX T€HaX MOTYT HPUBOAMTH K MHUTOXOHJAPH-
ANBbHOW NUCOYHKIMH Pa3IMYHBIMH TYTSIMH, BKIIOUas
HapyLIeHUE SHEPronpogyKLNH MUTOXOHIPUH, OKCHAA-
TUBHBII cTpecc, HapylIeHHe CTaOMIBHOCTH MHTOXOH-
npuanbHoit JIHK, Hapymenne MUTOXOHAPHAIBHOIO IO-
MeocTtasa. [loHumMaHne 0CHOB MOJIEKYISIPHOM T€HETHKHU
MHUTOXOHJIPUAIbHBIX 3200JI€BaHU HE TOJIBKO ITO3BOJISET
CTaBUTH OOJIbIIIE TOYHBIX MOJEKYISPHO-TEHETHYECKUX
JIMarHO30B, HO TAKXKe IIOMOTAET NIy0)Ke MOHATH BaXKHBIE
naro(U3NOIOrHYeCKIe MEXaHU3MbI ATHX 3a00JIEBaHHH,
pa3paboTaTh HOBbIE METO/IBI JICUCHUSL.

[THO xapakrepusyercsd 3HAYMTEIHHON TeHETHYe-
CKOHl reTeporeHHocTbi0. CHHAPOM SIBISIETCS CIIOpPajau-
yeckuM mpumepHo B 50% cmyuaeB. Crnopanndeckue
Cllydyanyacto OOYCIIOBJICHbI HPOTSHKEHHOH Jenenueit
MtIHK, Bo3uuKkaromei denovo [40]. ITHO c npotsoken-
Ho#l nenenueit MTIHK xapakrepusyeTcsi 3HaUUTEIbHOM
(dheHOTHITMUECKON BapHaOENbHOCTHIO, HAYMHASL OT HM30-
aupoBanHoil XITHO no KCC u cungpoma [lupcona c
HEJIOCTaTOYHOCThIO  (PYHKIIMOHUPOBAHHS  KOCTHOTO
MO3ra U IOUKEITyIOouHOU skene3bl. HecmoTpst Ha Ba-
puabensHOCTh, MOKa3aHO, YTO pa3Mep M JIOKAIU3aIHs
JeNeMd MOTYT OIpPEAEISTh KIMHUYCCKHNA (DEHOTHII,
npudeM Oosiee JUTMHHBIC JENelMH MPHUBOIAT K Oosee
TSOKEeTIoMy TedeHHro 3aboneBanus [41, 42]. Camoii va-
croii menenueit MT/IHK mpu [THO sBnsercs memerwst
4977 nap OCHOBaHUM U BCTPEUAETCSl y TPETHU MALIUEHTOB
[43]. Ilpu cmopanuyecKuX MYTAIUsaX, YUUTHIBAS BBI-
PaKEHHYIO TeTepOIUIa3MHUI0 (HaJMUue KaK MYTaHTHBIX
konuit MTIHK, Tak 1 310pOBBIX KONUHN «JIUKOTO THIIa»
MT/IHK) B pasnu4HpIX TKaHSIX, MPEAIOYTUTENLHO HC-
cinenoBath MT/IHK mopakennsix tkameit. ms XITHO
9TO NPEUMYIIECTBEHHO MbIIIEYHAsl TKaHb, IPH 3TOM B
JeWKOUUTaxX Mepru(epruuecKoil KpOBH OOHAPYKUTH MY-
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TaIlMH Yallle BCero He yAaeTcsl, 4TO MPUBOAMT K JIOKHO-
OTPUIIATEIBHBIM PE3yIbTaTaM.

B nonoBuHe ciryuaeB BO3MOKHO IPOCIETUTH HACIe -
CTBEHHYIO OTATOIIEHHOCTb, TPH ATOM THIT HACIICIOBAHUS
Pa3IMYHBINA: ayTOCOMHO-AOMUHAHTHBINA (A/Jl), ayTocoM-
HO-perneccuBHbIN (AP), MareprHCKHII THIT HaClIeAO0Ba-
Hust. Y namuentoB ¢ AJ] [THO cumnroMbr MoryT e6to-
TUPOBATh C PAHHETO JIETCKOTO JIO TIO3HETO B3POCIIOrO
Bo3pacra (46—60 ser). Ha HacTosammii MOMeHT omnpesie-
neHo okojio 10 renos ¢ AJl TMIIOM HacleqOBaHUs, BbI-
3pBarommx XITHO, Bkmrogast POLGI (kaTamuTHdecKas
cyoremuanna Mt/ HK-cnenmduueckoir  mommumepasbl
ramma) [44], POLG2 (xoaupyeT TONOTHUTEIBHYIO CyOb-
enuHUIYy monmMepassl ramma), ANTI1/SLC2544 (crien-
UPUUECKUIT MHUTOXOHJPUAILHBIA TEPEeHOCUYNK aJICHU-
HOBOTO HYKJIEOTH[A B CEPJCYHON MBIIIIE U TOJIOBHOM
mo3re) [45], Twinkle/C100rf2/PEOI (mtIHK xenuka3a)
[46], RRM2B [47], DNA2 [48] u OPAI [49], AFG3L2.
Cpenn Hux POLGI sBnsieTcsi caMbIM pacipoCTpaHeH-
HBIM Kay3aJIbHbIM TeHoM. CIIeACTBHEM ATHX MYTalui
B snepuoit JIHK smBusiercss nHapymieHune romeocrasa
MtIHK u HapymieHue ee permukauy Jru00 HapylIeHue
MeTabonn3Ma MUTOXOHIPHUATIBHBIX HYKJIEOTHIOB, YTO
MIPUBOANT K BTOPUYHOMY Pa3BUTHIO MHOXKECTBA JIeNe-
it B MTIHK. Ilpu takux napymenusx XITHO moxet
OBITh M30JMPOBAHHBIM CHHIPOMOM, HO Yallle SBISETCS
gacThio cuaapoma XITHO-moc, mposiBisisich TeMeHIIn-
ell, MapKWHCOHNU3MOM, CIIMHOIIEPeOeIUIIPHON aTakcueH,
MHUOKJIOHYCOM, IH3apTpHel, ci1aboCThio OynbOapHOI
MYCKYJaTypbl, STUNPUTIAIKAMHA, CEHCUTUBHOW aTaKCcH-
eit, runoronaam3MomM (cuaapomom Ileppo) wmm Tsoke-
JBIM HapymieHneM (DyHKIIMA MTeYeHH P 1e0r0Te B JeT-
ckoM Bo3pacTe (cuHzapom Amnenepca). [IpumeuarensHo,
YTO JJaKe Y POJICTBEHHUKOB, UMEIOIINX OJINHAKOBEIE MY-
Tauu, GEHOTHITBI MOTYT 3HAUYUTEIBHO OTIHYarhes [50,
51]. Hannume nepudepudeckoil HEBpOIATHU SBISIETCS
€IMHCTBEHHBIM KIMHUYECKHUM CHMIITOMOM, KOTOPBIi
“MeeT HanboJiee BRICOKYIO MPEANKTHBHYIO 3HAYUMOCTh
U1t myTanuii B ssaepHor JIHK [52].

AyTtocomHo-penieccuBHbie popmbl [ITHO, cBsa3annbIe
¢ mytamusimu B reHax 1YMP, POLGI, DGUOK, TK?2,
MGM1, SPG7 u RNASEH, BCTpeyaroTcs 3HaYUTEIbHO
pexe [53, 54]. Myrtanun peneccuBHbIX (GOpM B siAep-
HBIX T€HaX MOTYT MPHBOJAUTH KaK K MHOXXECTBEHHBIM
nenerusm B MTJIHK, Tak ¥ BiAusSTh Ha CTaOMIBLHOCTH
MtIHK. Ilpn takux Hapymenusx [THO oObr4HO HE 5B-
JISIeTCs U30JIMPOBAHHBIM CUHPOMOM, HO CTAHOBUTCS Ya-
CThIO KOMILUIEKCHBIX CHHAPOMOB: CITMHOIIEpeOeIUIIpHas
aTakcus ¢ HayajioM B MutazieHueckoM Bospacte (IOSCA),
BbI3BaHHAs MyTalWsIMH B TeHe Twinkle, Muomatus, He-
BpONATHSl, TACTPOUHTECTUHAIBHBIN CHHIPOM, dHIEda-
nonatust (MNGIE), BbI3bIBaeMbIil MyTanusMu B TEHE
TYMP [55], SANDO (ceHcuTrBHas aTaKCcHs, HEBPOIIa-
THS, TU3apTpuUs U o TaabMomapes) Win CuHouepeoesn-
nsapHas arakcus ¢ smuiencuerd (SCAE), Bbi3biBaeMmast
myTauusmu B rene POLGI [22], B rene DGUOK — nie-
YeHOYHAasi HEI0CTaTOYHOCTh, PaOJJOMHONIN3 U CHHIPOM
HIKHETO MOTOHeWpoHa [48], mpokcuMasnbHas MHOIa-
THUS C peCTIMPaTOPHON HEAOCTAaTOUHOCThIO (TeH MGM1)
[56] nmubo sHuedanonaTHs ¢ HEMEPEHOCUMOCThIO (H-
3uueckux Harpy3ok (red RNASEHT) [57]. 3aboneBanue

REVIEWS

MpY HAJTUYUK MYyTallMi B BBILIIETIEPEUMCIIEHHBIX T€HaX
00BbIYHO NedroTHpYeT B OoJiee MOJIOIOM Bo3pacte (10
20 mer).

Marepunckuii Tun Hacnegoanusi XITHO Bb13biBaeT-
cs ToukoBbIMH MyTarusiMu MTPHK, xonupyromux Muto-
xonapuanbhbie Tpancnoptasie PHK (TPHK): MmTPHK e,
MTPHK™ mTPHKA" MTPHK™P, MTPHK™:, MTPHK",
MTPHK™® p MmTPHK™°, OHH MOTYT MpPUBOJUTH K pa3-
BUTHIO MYJIBTHCUCTEMHBIX MUTOXOH/IPUAIBHBIX 3a00I1e-
BaHUM, TakuxX Kak, Hanpumep, MELAS, nubo k n3zonu-
posannoit XITHO [58].

Buoncusa meiuy 9acto NpOBOANTCS AJIST OATBEPK-
JIEHUs AMarH03a MUTOXOHAPHAIbHOW MHOIIATHH, KpOMeE
Tex ciyyvaes, korna [THO sBnsieTcst yacTbro Xopouio y3-
HaBaeMOI'0 MYJBTHCHUCTEMHOTO CHHIPOMA, KOTOPBIA MO-
JKeT OBbITh INarHOCTUPOBAH C MOMOLIBbIO TECTUPOBAHMS
JIHK. YyBCTBUTENBHOCTh METONA IPOCTOTO I'MCTOXH-
MHUYECKOTO HCCIIEIOBaHUsI OMONTATa MBILIIBI KOHEUYHO-
ctu ans auarHoctupoBanus XITHO cocrasnsier okono
75% [59], ocTanbHble cxydau TpeOyIOT NOATBEPKACHUS
nytem ananuza JIHK [60]. [Ipu ananu3e MBIIIIbL, MOI-
HUMAIOLIEH BEpXHEe BEKO, MM HapyKHBIX MBILII TJ1a3,
B3STHIX TPU ONEPATUBHOM BMEIIATENbCTBE MO KOPPEK-
UM NTO3a U CTPaOH3Ma, TAKXKe BBISBISIOTCS W3MEHE-
HUS, XapaKTepHbIe JJIs1 MUTOXOHIPHUAIHLHONW MHUOTATHU
[61]. BaxxHO, 4TO MbIllIeYHAsS TKaHb SIBISETCS OITH-
MaJlbHbIM HcTouHMKOoM MTJ/IHK st amanwsa u petek-
UM OJHOH NMPOTSDKEHHOW WIJIM MHOXKECTBa HEOOJIBIINX
neneruii B MT/IHK. 310 CBsI3aHO € TEM, UTO MPOIIEHTHOE
cofep)KaHNe MHUTOXOHIPHUH C MyTauusiMH (MyTaHTHas
reTeporuia3Musi) OOBIYHO HAMHOTO BHINIE€ B CKEJICTHBIX
MBIIIIAX, YeM B KIETKaxX KpoBH, GuOpodIacTax wiu
JIPYTUX TKaHSAX, OCOOGHHO B CIy4YasX CHOPaTHYECKUX
m3onupoBaHHbIX XITHO nmmn KCC [62].

CriekTp HO30JIOTHH, C KOTOPBIMU MPUXOJUTCS MPO-
BOIIUTh Oughpepenyuanvuutii ouazno3 y OOIBHBIX C
NTO30M W O(QTMAIBMOINAPE30M, OCTATOYHO HIMPOK.
OpHako NpaBWIBHO COOpaHHBIN aHamMHe3 3a00JeBaHuUs
W KIIMHAYECKOoe 00CIIeI0BaHNE MTO3BOJISIIOT ONPEICIHTh
[THO-acconuupoBaHHbIE pacCTPOUCTBA.

I'maznast hopMa MHACTEHHWU T'PAaBUC WM T'eHEPaIH-
30BaHHAs MMACTCHUSI C BOBJICUEHHEM IVIA3HBIX MBIILI]
MokeT MumukpupoBars ¢ XITHO. Ilpu muactenun ot-
MeyaroTcs 3aMeTHbIE (DIyKTyallMyd MBIIIEYHON CHIIBI B
TEUeHHUe JHs, OHA TaK)Ke XapaKTepU3yeTCs OCTPhIM MU
MOAOCTPHIM HA4ajJoOM C Pa3IMYHON BBIPAXKEHHOCTBIO
TITO3a, TOABMKHOCTH TJIAa3HBIX S0JOK U cTpadu3Ma mpu
ocmortpe. XITHO ouensb penxo nedroTupyer octpo [63].
[Mpu obcnenoBanuu nammenTa ¢ XITHO moxHO 00HA-
PYKUTB JIETKYIO YTOMJISIEMOCTb MBI BEK, HO 3HAYM-
TEJIbHOE HCTOIICHHWE NPU MPOJOHTHPOBAHHOM TECTe
B3[VIS1a BBEPX MJIM BBIPAKCHHAs! pa3HUIIA B MTOJBHKHO-
CTH TJIQ3HBIX SIOJOK W YIyYIEHHE COCTOSHUSI BO BpEMsI
OJIHOTO BU3MTA YKA3bIBACT HA IUAarHO3 MUACTEHUU [64].
bonpmmacTBO manmentoB ¢ XITHO umeror xpoHuue-
CKOE TeUEeHHE U MUHUMAJIbHOE KOJIMYECTBO APYTUX 3pU-
TEJIbHBIX CUMITOMOB MOMKMO IITO3a W TOPOW JUILIO-
nuu. Jumnonus, accoruupoBanHas ¢ XITHO, o6praHO
CTEpEOTHITHA, TO €CTh 00pa3bl BCErNa pa3aBauBaIOTCs
IpY B3IVIS,AE€ B OZTHOM U TOM K€ HAlpaBJICHUH U HA TOH
JKe TUCTAHIIMH, YTO HE TUITMYHO JJI MUacTeHuu. B atu-
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OB30PbI

MUYHBIX ciayvasx, korga XITHO HeBO3MOXKHO OTIHYNTH
OT MHACTEHUH KIMHUYECKH, MOXXHO BOCIOJIb30BaThCS
JIOTIOJTHUTENIbHBIMA METOAAMU JHAarHOCTUKU: OTpeie-
JICHWE TUTpa aHTUTEN K aleTHIXOJMHOBBIM PELENTO-
pam, TECTHpPOBAaHUE C YTSKEIIEHHEM, TECTHPOBAaHUE C
MPUKJIAAbIBAHUEM JIba K BEKy WM Mpoda ¢ KOPTHUKO-
cTeporsiaMu. DIEKTPOMHUOTrpadusi OMMHOYHOTO MbIIIICY-
HOTO BOJIOKHA HE MOJKET SIBJIATHCS MeToaoM auddepen-
[MATbHON JTUAarHOCTUKH, TaK Kak U MPU MUACTEHHUH, U
pu XITHO MoxHO 00HapyXHUTh N3MEHEHUs (eHOMEHa
mxuTTepa [35].

BonpmmHCTBO APYrHX HAcIEACTBEHHBIX MMOIATHH
HE CONPOBOXKJAETCSI BOBIEUEHHEM BEK M HapyKHBIX
MBI I71a3. VICKIIOUEHUSIMU SIBIISIIOTCS. OKYJIO(apHHIe-
aJbHasi MBIIIEYHAST AUCTPOPHUS U MHOTOHWYECKAs JHC-
Tpodus. [laTonmornyeckoit OTIIMYUTETHLHON YePTOI OpO-
(apuHreanbHON MBIIIEYHOH TUCTPOGUH IPU MBIIICYHOH
OMOIICHH SBJISIIOTCS BHYTPUSACPHbBIE BKIIOUCHUS BOJIO-
KOH, COCTOSIINE U3 HETPaBUIILHO COOPAHHOTO OJTHaa-
HUHUPOBaHHOTO (c momu-A-xBoctom) Oenka PABPNI,
a TakXKe arperarsl IMCMOP(QUYHBIX MUTOXOHAPH [65].
[IpumeyarenpHON 4epTOH MHUOTOHHYECKOW AUCTPO(UU
SIBIIIETCS TO, YTO, XOTS 3TO M ayTOCOMHO-TOMUHAHTHOE
3aboneBanue, (peHOTUNHUYECKHE TPOSBICHUS ero Oomnee
BBIPXXEHBI IPU HACIEIOBAHUN OT MaTepH, YeM OT 0TI,
a BpOXJeHHble MaHU(ecTauuu ObUIN OMUCAHBI TOJBKO
y Aerelt OONBbHBIX MaTepeit [66]. DTu HaOMONeHUS TIPU-
BEJIM K MBICTIM O TOM, YTO HA Pa3BUTHE MUOTOHHYECKON
JTUCTO(GHUU MOTYT BIHSITh MUTOXOHAPHAIILHBIE (PaKTOPBI.
OnHaKo HEKOTOpbIE NPOBEACHHBIC HCCIIEIOBAHUS IO
cexBeHHpoBaHHIO MuTOXoHApHansHOH JIHK He oOHa-
PYXKWIM KaKUX-THOO BapHaHTOB, aCCOLMHUPOBAHHBIX C
TSKECThIO (PECHOTHITMYCSCKUX MTPOSBICHUN [67].

Cunnpom Mumnnepa—®uinepa, BapuaHT CHHIPOMA
I'mitena—bappe, xapakrepusyercs arakcued, auddys-
HOW odrampmorierueit u apeduekcueit [29]. Octpoe
Hayao, apedekcus, BoIpaKeHHast TUTUIONHUS U TaparH-
(heKMOHHAsI TPUPOJA JAHHOTO 3a00I€BaHUS TO3BOJISIET
oTmauTh ero ot XITHO-acconmmmpoBaHHOTO CHHIpOMA.
AnrtH-GQlb-aHTHTENA SIBISIOTCS OCHOBHBIM JIHArHO-
CTHYECKMM MapkepoM cuHapoMa Muiepa—®duriepa u
He accouuupoBansl ¢ XITHO.

Ouuedanonarus BepHuke, cBs3aHHas ¢ neduiu-
TOM THAMMHA, XapaKTEPU3yeTCsl Pa3IM4YHON CTEHEHBIO
o(ranpMorieru, N3MEHEHUSIMA KOTHUTHBHOTO CTaTy-
ca, arakcuedl u HucrtarmoM [18]. Ilono3peBats 3TO co-
CTOSTHHE CTOMT MPHU HAIUYUH B aHAMHE3€ aJIKOTOJIN3Ma,
IUIOXOTO TMUTAHUS, UIMTENBHOM PBOTHI WIIM MpeaLIe-
CTBYIOIIETO OapHaTpHUECKOro OIEPaTHBHOTO BMeIla-
TEJIBCTBA 1O TOBOAY OXHMpEHUs. B To BpeMs Kak CuH-
npombl XITHO-1u1roc MOTYT coueTarbes ¢ XpOHUYECKH
MPOTrPECCUPYIOIUMH AEMEHIMEH U aTakched, OCTpble
HapyIIeHUs IICUXMYECKOTO CTaTyca U HUCTarM Hexapak-
tepusbl 111 XITHO.

TupeounHas (PHIOKPUHHAS) OPTATBLMONATHS KITH-
HUYECKU MaHU(ECTUPYET C AUTUIONHHU U TIOLOCTPO MPO-
IpeccupyeT OT YMEPEHHOTO 0 TSKEJIOro HapyIleHHUs
NIBIKEHUH T71a3HbIX 010K, B otmmane ot XITHO Tupe-
ougHas 0TaIbMONATHS ACCOIMUPYETCS C peTpaKIHen
BEPXHEr0 BeKa B OOJBIIMHCTBE CIy4YaeB M 4acTo Cove-
TaeTcs ¢ MpU3HAKaMM BOCHAJIEHUS IJ1a3, BKJIOYAs OTEK
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Y TOKpaCHEHNE KOHBIOHKTHBBI, IEPHOPOUTATIBLHBIA OTEK
KOXKH BEK W BBINSYMBaHUE Tia3HOTo siooka [29]. Ilpu
nposeneHnu KT opOUT MOXHO OOHAPYKHUTH YTOJIIIE-
HUE Hapy>KHbIX MBI [J1a3, B TO BpeMs kak npu XITHO
MBIIIIEL OyAyT arpoduuHbl. MUO3UT MOXKET BBI3BIBATH
mudy3HbIe HAPYIIEHNs JABIKEHHUH, HO, B OTIIMYHE OT
XITHO, oH acconuupoBaH ¢ MPOSBIECHUSAMH BOCIale-
HUS TJIA3HUII, OOJIBIO ¥ OCTPHIM TeUeHneM [58].

IIporpeccupyromuii HaabsIAEPHBIA Napainy Xapak-
TepHU3yeTCsl HapyIIeHHEeM JIBUKSHUHN IJ1a3HBIX 00K 110
BEPTUKaJH (TIPU 3TOM, HapyIIeHNHEe B3IJIA1a BHU3 MaHU-
(hectupyer paHble U SABISAETCS OOJiee BBHIPAKEHHBIM,
YeM 3aTpylHEHHe IpH B3INIJE BBEPX), 3aTEM MOTYT
MOSIBUTHCSL HAPYIICHUS JBW)KEHUH TIIa3HBIX SIOJOK 110
ropuzontanu [68]. Hao6opot, mpu XITHO oOnapyxwu-
BaeTcs nudy3Has o(TaIbMOIUIETHS C OTHOCHUTEIBHO
COXpPaHHBIM B3IVISIOM BHM3. J[Ba 9THX COCTOSHUS CIIOXK-
HO muddepeHnupoBarb. B ciaydasx mporpeccupyroiie-
IO HaJABAJEPHOTO Mapajuda JOKHBI MPUCYTCTBOBATH
CUMIITOMBI MMapKUHCOHM3MA. TaK Kak IMpOrpeccupyro-
M HaIbSIEPHBIN Mapajnd BHI3BIBACT HAIbsIEPHBIE
HapyIIEHUs TOABMKHOCTH TIIA3HBIX S0JIOK, Y ATHX Ma-
[EHTOB JIOJDKHO OOHAPYKUBATHCS YITyUIlIEHHE JIBUKE-
HUI 1133 TIPU TECTUPOBAHHUH OKYJIo1e(haTiaeckoro ped-
nekca, a y marueHToB ¢ XITHO 3Toro He BBISBIISETCS.

XIMTHO-1iomo0HbIE CHHIPOMBI, COIPOBOXKIAFOIIINE-
Csl CUMMETPHYHBIM MapKHUHCOHU3MOM, OBIJIM OIHCAaHbI
B ceMbsx ¢ myTanusiMu B reHax CI0ORF2 (Twinkle) n
POLG]1 [69], a u30MMpOBaHHBIH NITO3 TAKKE BCTPEUATICS
B ciyyasix OonesHu [lapknHCOHA ¢ paHHUM HA4YaJioM, ac-
COLIMMPOBAHHBIX ¢ MyTauusMu B PARK?2 [70].

[ITo3 n odrampmMomnape3 MOTYT BBISIBISATHCS TPH He-
KOTOPBIX ayTOCOMHO-JAOMHHAHTHBIX aTaKCUSAX, B 4acT-
HOCTH TIpU CITUHOLEPEOCIIIAPHON aTakcuu 28-ro TUMA
(CIIA28), Be13BaHHOM MyTanusamu B reae AFG3L2 [71].
Oo6napyxeHo, uro naruenTsl ¢ CI[A28 akkymymupyroT
myTtaruu B MT/IHK [72], 1 mpennonaraercs, 94To uMeH-
HO ATOT MEXaHW3M MPHUBOJUT K Pa3BUTHIO IITO3A.

[ITo3 ¢ coxpaHHO# (QyHKIHEH MBIIIIIBI, TOJHUMAIO-
el BepxHee BEeKO, OOBIYHO BBI3BaH J1e(hDEKTOM BXOXK-
JISHHsI alloHeBpo3a JieBaropa B BepxHee Beko. CHHIpOM
pacXoKIeHUS — JE3UHCEePIIUN — SIBJSIETCS CaMOW 4a-
CTON NPUYMHON HPUOOPETEHHOTO MTO3a BO B3POCIOM
BO3pacTe U BO3HHKAET, KOTJIa IPOUCXOAUT yTeps JieBa-
TOPOM TOYKH BXOXKIECHHS B BEPXHIOIO Tap3aJbHYIO IIa-
CTHHKY, a 3aT€M OH 3aHOBO BXOJIUT B 00JIee IPOKCHUMAITb-
HYIO TIOPIIMIO Tap3aJIbHOM TUIACTHHKHU WM KOXY BeKa.
DTO MPHUBOIUT K YBEIWYCHHOHN OOJIbIIIE HOPMBI BBICOTE
CKJIAJIKA BEeKa C COXPAHHOU IKCKypcuei Beka [73]. Ya-
CTO CHHJIPOM TIPOSIBIIIETCS B TIOXKIIIOM BO3pacTe, HO MO-
JKET Pa3BUTHCS U paHbIlIe TP MAHUMTYISIIHAX C BEKaMU:
PETYISPHOM HCIOJIH30BAHUN KOHTAKTHBIX JIMH3, YACTOM
MOTUPAHNY 17183, UHBEKIUAX OOTYINHUYECKOTO TOKCUHA
B KPYTOBYIO MBIIIIITY TJ1a3a JUIst JIedeHus Oaedapocnazma
WY TIPH O TaTBbMOJIOTHYECKUX orepanusix [74].

YpoBeHb TOHUYECKON aKTMBHOCTH MBIIIIIBI, TTOIHU-
MaloIiel BepxHee BEeKO, 3aBHCUT OT BEPTHUKAILHOH IO-
3WIINY I71a3a. B TPOTHBOITON0KHOCTE BEPXHSIS U HUKHSISA
Tap3aJIbHBIE MBIIIIBI OCTAIOTCS OJUHAKOBO aKTUBHBIMHU
BO BCEX HAIpaBJICHUSAX B30pa, OHU HE SBISFOTCS TJIaB-
HBIMU MBIIIIAMH, YYaCTBYIOIIMMHU B TOJHIMAHNH BEKa,
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HO UX aKTHUBHOCTH 3aBHCHUT OT YPOBHS OOIPCTBOBaHUS
1 CHMIaTHYECKOro TOHyca. TakuM o0pa3oM, MOBPEkKIe-
HUE Tap3aJIbHBIX MBIIII] WIA UX OKYJIOCHMIATHYEeCKOI
MHHEpBaLuK (Kak Opu cuHapome lopHepa) mpUBOAUT
K Pa3BUTHUIO NTO3a CPEAHEH WIM YyMEPEHHOH CTENEHU
BBIPAKCHHOCTHU C COXPaHHOM (yHKUHMEH JieBaTopa, B TO
BpeMsl Kak Oosiee TsKemasi CTeTeHb NTo3a CBA3aHa ¢ Ha-
pyuieHHoH (yHKuuMe neBaropa, 4To HaOMIOZAECTCS MIPH
C1abOCTH MBIIIIIBI, TOJHUMAFOIIEH BEpXHEe BEKO HEH-
pOTreHHON (HampuMep, MpH Mapajuye I1a301BUTaTeIIb-
HOTO HEepBa) WJIM MUOTEHHOW mpuposl [75].
[Iporpeccupytomas HapyxHas OQTaTbMOIUICTHs
MOXET TPOSIBUThCA Tpu JuyuTerabHoM (6onee 10 ser)
IpreMe HyKJI€O03UIHBIX MHTHOMTOPOB 00paTHOM TpaHc-
KPHIITa3bl Y MAlUEHTOB C BUPYCOM MMMYHOIE(HUIINTA
yenoBeka (BUY) [76, 77]. U3MeHeHNe cXeMBI Teparuu
MOYKET OCTAHOBMTBH MPOIPECCHI0 MM TOJTHOCTHIO BOC-
CTaHOBUTH (DYHKIHIO MBI [77]. JlekapcTBeHHO-UHY-
[IUPOBaHHAs MUTOXOHJIpHAJIbHAS TOKCHYHOCTb MOXKET
MIPUBOIUTH K MaHU(ECTALMH 10 ITOTO CyOKIMHNYECKON
MUTOXOH[pUabHON auchyHkmu ¢ pernorunom XITHO
[77]. Ctatunbl, UCMONBb3yEMbIE MPU THIEPIUIUAECMUH,
MOTYT MPHUBECTH K pa3BuTHio Muonaruu [78]. B 2008 .
OIyOJIMKOBaHO HCCIIeIOBaHUE, B KOTOPOM OBLIM Tpen-
CTaBJICHHBI JJAaHHBIC 0 256 clyvasx 1ro3a, AUIUIONHN 1/
Win o()TaNbMOIJIETHH, aCCOLUMUPOBAHHBIX C MPHEMOM
craruHoB [79]. IloMUMO HYKJICO3UJHBIX MHTHOUTOPOB
00paTHOM TPAaHCKPUNTA3bl U CTATHHOB, CYIIECTBYET PAJ
JPYTHX MPenaparoB, MpreMa KOTOpPbIX CIIeAyeT n3derarb
B CBSI3U C UX HEraTHBHBIM BJIMSHUEM Ha (QYHKLIMOHHPO-
BaHHE MUTOXOHPHIL: BANBIIPOATHI, TETPAUKINH, OUTY-
aHUJIbI, XJIopaMpeHuKor, 6apouTyparsl, (eHOTHA3HHEI.
Jleuenue ITHO cxnanpiBaeTcs U3 NaTOrCHETUUECKOI
KOPPEKLUH MHUTOXOHIPHATIbHOM IUCHYHKLUUU U CHUM-
NTOMaTHYECKOTO JICUeHHsT OQTAILMOIOTHIECKON Ta-
tonoruu. B To Bpems kak odrampmoruierus npu [THO
OOBIYHO aCUMIITOMHA, MHOTIATHUECKHUI MTO3 YacTO MPo-
IPECCUPYET 10 BHIPAKEHHOH CTENEHN U U3MEHSET TOJIs
3peHHs, MPHUBOJS MAlMEeHTa K HEOOXOAMMOCTH IpH-
HUMAaTh HEYyTOOHOE KOMIICHCATOPHOE IOJIOKEHHE C 3a-
MIPOKH/IBIBAHUEM TOJIOBBI C TIOCTOSSHHBIM COKpaIlleHUEM
JO0OHOM MBILILBI IS TOAAEPKaHUsI 0030pa.
CumnroMarnyeckoe JIeYeHUE 1To3a IIaBHBIM 00pa-
30M NPOMU3BOIUTCS B CIIydasiX, KOIZa €ro CTENEeHb Ha-
CTOJILKO BEJIMKA, YTO OTPaHMYUBACT TIOJIC 3PSHUS U/UITH
BBI3BIBACT BBIPAKEHHBIE KOCMETHYECKHE HAPYyLICHHMS.
KoncepBaruBHbIE MepONPHUATHS BKJIIOUAIOT BPEMEH-
HOE TeHNMUpOBaHME BEPXHHUX BEK WJIM HCIOJIb30BaHHE
CHEIHMATBHBIX ONOP, MPUKPETUIEHHBIX K oukaM. OuKH ¢
MOAMOPKAMH AJISl BEK SIBIISIFOTCS HEXUPYPIHUECKUM Me-
TOJIOM MEXaHHYECKOTO IMOTHUMAHNS BEK IPHU BbIPaKEH-
HoM nro3e [80]. OnHako MauMeHThl YacTO HEYIOBIIET-
BOPEHBI ICTETUYECKUMHU KaueCTBAaMH TaKUX OYKOB MITH
OLIYIIAIOT TUCKOM(OPT MPU X HOLICHHH.
XUpyprudyeckoe BMEIIATENIbCTBO SBISIETCS OCHOB-
HBIM METOJOM JICUEHHS [1T03a, OTPAaHMYMBAIOLIETO TI0JIE
3perust. OOBIYHO OHO paccMaTpUBaeTCsl KaK HEOOXOIH-
MoOe€, KOTZla PacCTOsIHUE MEXIy KpaeM BEPXHEro BeKa U
3paykoM COCTAaBIISIET MEHee 2 MM U KOT/la BEpXHee IoJie
3peHus orpanndeHo Ha 30 rpaxycoB npu LEHTpaJIbHON
(uKcanuu B30pa MO CPaBHEHHIO C HOPMAJbHBIM IIO-
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neM 3peHHs. XUPYPrU4ecKue TEeXHUKH Ui JICUEHUS
NTO3a 3aBUCAT OT CTENEHH AMCHYHKLIUU MBILIIbI, TOA-
HUMaloIe BepxHee Beko (jeBaropa). Ilpu Hammuuu
MSTKOTO HapyleHus (yHKLUM JieBaTopa, pe3eKuus u/
WIN TIepeMelIeHNe CyXOKUJIHs JIeBaTopa Mo BEpXHEMY
Tap3aJIbHOMY Kpalo SIBISICTCSA NPEANOYTUTEIbHBIM Me-
TonoMm. [Ipu Goiee 3HAUNTETHPHOM HAPYIICHUH (YHKIHH
JIeBaToOpa MPOBOJUTCS IOJBEIINBAHUE BEPXHETO BeKa K
JTIOOHOW MBIIIIIE C MCTIOIb30BaHUEM CHJIMKOHA WM IIIH-
pokoii pacuuu. HecMoTpst Ha TO 4TO c1aboCTh JIMLEBBIX
MBIIII] JOCTaTOYHO YacTo Berpeyaercs npu [THO, mo0-
Hasl MbIIIIA OTHOCUTEIBHO COXPaHHA, YTO IO3BOJISIET
JIOCTUTHYTh CTOMKHH MOJNOXUTENBHBIN 3ddexT mocie
nmpoBefieHnss AaHHOHM mpoueaypsl [81]. Jlarodramem,
CBSI3aHHBIA CO CIIA0OCTHIO BEpXHEW NPSIMON MBIIIIIBI
IJ1a3a U CHWKEHHOM CHJION KPYrOoBOM MBIIIIBI I71a3a, ¢
HETOJHBIM MOPTaHUEM IpefpacrioyiaraeT K MopaxeHu-
SM POTOBHLBI M BBIPAXEHHON CYXOCTH Va3, IMOSBIIS-
IOLIEHCS TOCIe MPOIEIyphl TOIBEIINBAHNS K JIOOHOH
MblIne. YacTo B TAKUX CiIydasx TpeOyeTcsi HOCTOSHHOE
YBIQKHEHHE T71a3 CTIEUAIbHBIMH CPEICTBAMH.

Junmonust mpu [THO moxeT OBITH CKOPPEKTUPOBa-
Ha MPU3MAaTHYECKUMHU JIMH3aMU. Takke MOXKeT HCTIOIb-
30BaThCsl XUPYpruueckasi KOppekuus crpabusma, XoTs
JTAaHHBIA METOJ| HE BCEr/ia MPUBOIUT K PEerpeccy CHM-
ntoMoB. [Iporpeccupoanue [THO moxer mpusectu k
BO3BpAILlEHUIO cTpabu3Ma M MEepCUCTHPYIOLIEH mocie-
onepaunoHHoi aumonuu [82]. Kpome TOro, BakHO
OIIEHMBATh M CHCTEMHBIE PUCKH ONEPATUBHBIX BMEIa-
TesbeTB. O01Iast aHecTe3Hss MOXKET CTaTh MPUYUHOH 110-
SIBIICHHS] HOBBIX CUMITTOMOB 3a00JI€BaHUS UIIH IIpOTrpec-
CHUPOBaHMS yKe uMerormuxcs [83].

MenvkaMeHTO3Hasi KOPPEKLUsT MUTOXOHAPUATIbHOU
JUCQYHKIMN IMPOBOAMTCS PA3IMYHBIMU MeTa0oIuye-
CKMUMH TIperniaparamu. Hambornee 4acTo MCIONB3yeMblid
MHUTOXOHJIPHUAIbHBIA aHTHOKCUIAHT y TALIMEHTOB C MU-
TOXOH/IPHAIBHBIMU 3a0oneBaHusIMH — KodH3UM Q10.
W3 pa3pabarbiBaeMOil Tepanuu cieayeT OTMETUTb CHH-
TETHYECKUH CTPYKTYPHO-MOTU(PHUIIMPOBAHHBIA aHAIOT
kosH3uMa Q10- EPI-743 [84]. B Hacrosiiiee Bpems Ipo-
BOJIUTCSl JBOWHOE CIIENoe IUIare00-KOHTPOIUpyeMoe
uccie0BaHle JaHHOTO npenapara y nanueHToB ¢ KCC
[85, 86].

BenyTcst uccnenoBaHusi, LENbI0 KOTOPBIX SIBISIETCS
MOMCK MPUHLUMITHAIBHO HOBBIX MOAXOAOB K JICUCHHUIO
MHUTOXOHJIPHUAIBHBIX 3a0oneBaHuid. Tak kak OOJbILIMH-
CTBO TMAIIMEHTOB C MUTOXOHAPHAIBHBIMU ITUTOIATUSIMHU
uMerotr kak myrtantHele MTHK, Tak u «aukuil tum»
MTIHK (Trerepomnnazmus), TeopeTndecKu BOZMOKHO T0-
BbIIIEHNE (DYHKIHMOHAIEHON aKTUBHOCTH MUTOXOHIPUH
CO CMEIUIEHHEM YPOBHS T'eTepPOIUIa3sMHH C TOMOIIBIO
cenexktuBHOM aerpagauuu mytantHod MT/IHK. Cenex-
THBHas JIerpajanns BO3MO)KHA C MOMOIIBIO HYKJI€a3bl
¢ uHKOBRIMH TlasbiiamMu (ZNF), xotopast crienupuaao
cBsi3bIBaeTCS ¢ MytaHTHOU (opmoit mT/IHK, a ee mo-
MeH sHaonykieaza FOKI1 paspesaer monekyny JJHK c
nocneayromen nerpaganueid. JJaHHoe BMeNIaTENbCTBO
CHIKaeT ypoBeHb MyTanTHbIX MTJIHK 1 nmosbIimaer ko-
JIMYECTBO «aukoro Tuna» Ha moaenu KCC [85]. Oxnako
JaHHBIE TOIXOABI TPeOYyIOT NanbHEHIIero uccieaoBa-
HUSL.
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BBenenue

WNHcoMHust ompenensieTcsi Kak CHHIPOM, XapakTe-
PUBYIONIMICA HAIMYHUEM TOBTOPSAIONIUXCS HapyLICHUM
WHUIMAIAY, TPOIOJIKUTEIBHOCTH, KOHCOIHIAIUY U
KadecTBa CHA, BO3HMKAIOIINX, HECMOTPS Ha HaJH4Yne
JOCTAaTOYHBIX YCIIOBHUM M BPEMEHW ISl CHAa, W IPO-
SIBIISATOLINXCS  Pa3NUYHBIME  HAPYIICHUAMU JTHEBHON
nesitenbHocTr [1]. Yactora XpOHHMYECKOW HHCOMHUU
KoJebnercs B pa3BUTHIX cTpanax oT 10 mo 35% [2, 3].
WNHcoMHUSI CHMXKAET KaueCTBO YKHM3HH, YXY/Ias JHEB-
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HOE CaMOYYBCTBHE TMallMEHTa, BBI3BIBAS MHOXKECTBO
kKanod (COHIUBOCTB, CIA0OCTh, TOJNIOBOKPYKEHHE, T0-
BBIIIEHHAS Pa3IpPaKUTEIbHOCTh) W HETAaTHBHO BIIHS
Ha KOTHUTHBHBIC QyHKUMM [4]. XpoHHYECKas WHCOM-
HUS HAKJIQJBIBAET CYIIECTBEHHOE SKOHOMHYECKOEe Ope-
Ms1 Ha OOILECTBO, CHHIKAsl MPOM3BOAUTENBLHOCT TPYAA,
TMIOBBIIIAS PACXObl HA 37PAaBOOXPAHEHNE M BCIIE/ICTBUE
HaJIM4YMs JTHEBHOH COHJIIMBOCTH YBENUYMBAas PHUCK JO-
POXXHO-TPAaHCIIOPTHBIX MPOUCIIECTBHH B 2,5—4,5 paza u
MIPOU3BOJICTBEHHBIX TPAaBM B 8 pa3 [5].
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Ilcuxuyeckue U ncuxoJoruyeckue PakTopbl
HHCOMHHU

CymiecTByeT BBICOKAs CTEIIEHb CBSI3U MEKIY HHCOM-
HUEH W MCUXWYECKMMHU PacCTPOMCTBAMH, TAaKUMH KaK
JieTpeccusi, TPeBOra M IMOCTTPABMaTHYECKOE CTPECCO-
Boe paccTpoiicTBo [6]. IloBbiIaeT puUCK pa3BUTHUS UH-
COMHHH U HAJIMYHE KOOMOPOHIHBIX 3200JIeBaHUIl: CHH-
JpOM OECIIOKOMHBIX HOTI, XpOHHYECKasi 00JIb, CHHIAPOM
OOCTPYKTHUBHOTO aIrmHO?, mapacoMHuu [7]. Y momeit ¢
OIPEIENICHHBIMU JTMYHOCTHBIMH Y€PTaMM, TAKUMH Kak
nepPEKIMOHN3M, aMOUIIMO3HOCTh, HEBPOTU3M, HU3KAs
9KCTpaBEPCHs, CKIOHHOCTh K ACMPECCUU U OECIIOKOM-
CTBY, O0Jiee BBICOK PUCK Pa3BUTHSI MHCOMHUH [§].

K npoBoupyrommm pakropam OTHOCST CTPECCOBBIC
CUTYyalliH, KOTOPBIE BBI3BIBAIOT HETATHBHBIE 3MOIIHO-
HaJIbHBIC PEAKLUHI U MHOTAA IPUBOIST K HAPYLICHHUIO Jie-
ATEIBHOCTH (HApUMEp, CHIYKEHHUE WIIN TIOTepst paboTo-
cnocobHoctH) [9]. CoxpaHeHHe CTPECCOBOM CUTyaluu
B T€UEHHE JUTUTEIHHOTO BPEMEHH MTPUBOANT K PA3BUTHIO
J1e3a/IalITUBHOTO ITOBEJCHUS (IHEBHON COH, CHIKCHHE
JTHEBHOM akTHUBHOCTH) [9]. IHCOMHUS yaIe TuarnocTu-
pyeTcs y oI ¢ ICUXOCOUHUAIBHBIM CTPECCOM, TAKUM
KakK pa3Bojl, CMEPTh CylpyTa U 3710ynoTpelienue ajako-
rojem uinu HapkoTukamu [8]. Ilo pesynasraram onpocos,
MIEPBOCTETICHHON NPUYHHON Pa3BUTHS HHCOMHHU SBIISI-
€TCsl CTPECC; HEraTUBHOE BIMSIHUE CTpEcca Ha COH OT-
megaroT 75% poccmiickux rpaxaan [10].

[onnepxuBaroiye HHCOMHHIO (haKTOPBI HpeACTaB-
JeHbl (OPMHUPOBAHUEM JIHCHYHKIMOHAIBHBIX CYXK-
JCHUH O CHE W Je3aJalTHBHOIO IOBEICHUS, a TaKXKe
SMOLMOHAJIIBHOW M COMaTU4eCKOM TuIlepakTUBaLUEH,
KOTOpasi pa3BUBACTCsl BCIEACTBUE PEAKLUU OPraHU3Ma
Ha cTtpeccoBbie Bo3meicTBusa [11]. IlamumeHTsl TMEIOT
OosiblIee KOJMUYECTBO HEraTHMBHBIX MBICICH O CHE, 3710-
poBbe, paboTe, CEMEHHBIX OTHOIIEHUSIX IO CPAaBHEHHUIO
¢ KOHTpOJIbHOM rpynmnoii [12, 13]. Hanuune HeraTuBHBIX
MBICTIEH (CTpax HE YCHYTh, MPOCHYTHCS YCTABIINM) He-
[IOCPEJICTBEHHO Iepe]l CHOM HNPUBOAMUT K MPECOMHUYE-
CKMM HapyIIEHHUSIM 1 YBEITMYEHUIO BPEMEHH 3aChITaHUs
[12]. [TauueHThl ¢ MHCOMHHMEH CTaparoTCsl paHbllE JIO-
JKUTBCS 1 craTh Oomnblne gacoB. [lcuxonornyeckue Ha-
pyLIeHus cHa (TpeBOXKHBIC MbICTH Hiepen cHoM) B 10 pas
Yalne BBI3BIBAIOT MHCOMHUIO, Y€M COMaTHYECKHUe Hapy-
weHus [14]. B kauecTBe camMbIX YaCThIX IPUYUH HHCOM-
HUM ObUTM Ha3BaHbBI CIEAYIONINE YTBEPIKIACHUS: «s HE
MOTY OYHCTUTB CBOH Pa3yM OT MBICIIEH» U «B MOEM MO3-
re MOCTOSTHHO KPYTATCS MbIcm» [15].

[lanuenTsl 3aMedaloT BO3PACTHBIC M3MEHEHHS CHA
¥ MOTYT CUMTaTh UX CUMITOMAaMH CEPbE3HBIX HapyIle-
HUI CHA WM 3710poBbs B 1enoM. C BO3pacToM IIpouc-
XOIAT U3MEHEHHUS B IIUPKATHOM PUTME, CTPYKType CHa
(YMeHbLIEHUE JIUTEIBHOCTH OTACIBHBIX CTalui u (a3
CHa), CHW)KAETCsI €ro MPOIOJDKUTELHOCTh U BhIPaboT-
Ka MEJIATOHMHA, YTO IPUBOIUT K (parMEHTApHOMY CHY
[16]. Ha Hapymienus cHa B pOLECCe CTApEHUs BIUSIOT
He (U3HONOTHYECKUE N3MEHEHUS, a aJanTaluus K HUM,
MOATOMY KaJIoObl Ha HAPYIICHHS Yallle UCXOMST OT Ia-
LIUEHTOB MOXXUIIOTO BO3pacTa, 4eM OT Motonbix [17, 18].
Mosozple JTI0IU 1 TOIPOCTKH CKIOHHBI CAMOCTOSTENb-
HO COKpallarh BpeMsi HOYHOTO CHa, CUUTas ero Oecro-
JIC3HOU TpaTol BPEMEHH, ITOITOMY HEOOXOIUMO OOBSIC-
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HEHHUE POJIA CHA B (DYHKIIMOHUPOBAHUHM OPTaHM3Ma JIJIs
JTAHHOM rpymIbl nanueHTos [19].

OO01ue BOMpochI JIedeHUs1 HHCOMHUM

Jledyenne MHCOMHUY HANpaBJICHO Ha YIIy4IlIEHHE Ka-
YECTBEHHOTO U KOJIMYECTBEHHOTO acTIeKTOB CHA, CHUKE-
HHUE YPOBHSI TPEBOTH, CBSI3aHHOT'O C HapyLICHHWEM CHa,
MOBBIIIIeHHE JHEeBHOW akTUBHOCTH [20]. OHO BKITFOUa-
eT B ceOs JBa HaNpaBICHMSA: ICHXOTEPANCBTHUCCKUE
TEXHUKH U MEIUKaMEeHTO3HOE JiedeHre. MHorne maiu-
EHTBI TPEANOYNUTAIOT HEe()aPMaKOIOTHUECKUE METOIbI
JIeYeHUs], OHAKO OOJIBIIMHCTBO (OKOJIO JIByX TpeTei)
MalKMEHTOB NPUHUMAIOT CHOTBOPHBIE cpeacTna [21, 22].
JlexapcTBeHHast Tepamusi PeKOMEHJIyeTCs Ha KOPOTKUH
nepuoa, 4ToObl M30ekaTh 3aBUCHMOCTH OT Mpernapara
1 1M000YHBIX 3((HEKTOB, YACTO OKA3BIBAIOIIMX HEraTHB-
HOE BJIMSHUE HAa KOTHUTHBHbIC (DYHKLUUH, B YACTHOCTH
Ha MaMAThb.

[Jasxe nmpu TSKENIOW MHCOMHHMM M CHIDKCHMHU TTOBCE-
JTHEBHOW aKTHBHOCTH TAIMEHTHI PEIKO 00paIaroTcs 3a
npodeccronanbHON omotisio [23]. Bmecto sToro mc-
MOJIB3YIOTCS. METO/IbI CaMOJICUEHHsI, HAllpUMep HCTIONb-
30BaHHE OE3peLenTypHBIX CHOTBOPHBIX, CEAATHBHBIX
MIpernaparoB WM aJIKOTOJbHbIE HAanmUTKH. llepeuncrien-
HBIE CITIOCOOBI CAMOJICUEHUS ITPEATOAraloT TOIBKO Bpe-
MEHHOE€ M OTpaHHYEHHOE YIYy4IIeHHE CHA, HO BBI3bIBA-
0T IPUBBIKAHNE U TOO0UHBIE 3()(HEKTHI, KOTOPBIE MOTYT
MIPEJCTABISATh 3HAYUTENBHYIO yTpO3y IS 37I0POBBS B
JIOJATOCPOYHOHN MEPCTIEKTUBE U 3aKPEIUIATH J1e3adal THB-
Hoe noBenenue. Uucomams auaranoctupyercs B 5-10 pas
qamie y JIOAeH, 370ynoTpeOsIomuX MCUXOaKTHBHBI-
mu BemectBamu (ITAB). Yacroe ucnonszoBanue 11AB
(HapKOTHYECKHE BEILIECTBA, AJKOTOJdb, PELENTYpPHbIC
JIEKapCTBEHHBIE CPEJICTBA) MPUBOANUT K HU30INIECKUM
HapyIlIeHusAM cHa y 96% pecroHIeHTOB, U K NHCOMHUU
CpemHel WiIH TsoKeIon cTteneHu — y 56% [24, 25].

Cpeny TICUXONOTMYECKHX METONOB TEPamuM HWH-
COMHHUH Befyllee 3HaYeHHE MMEET KOTHUTHBHO-TIOBE-
nenueckast tepanus (KIIT). Cucremarnyeckue 0030pbl
yKa3bIBatOT Ha 3()(HEKTUBHOCTh M 0O€30MACHOCThH IPHU-
Menenus KIIT s neyenust naliueHTOB ¢ XPOHUUYECKOM
WHCOMHHUEH, TIPH 3TOM pe3yIbTaThl ICUXOTEPANTUN B OT-
HOLICHUH HOPMAallM3allMi CHA COXPAHSIOTCS JOJIBIIE,
4YeM MpH JICKapCTBeHHOH Tepanuu [26-28]. Dddexrus-
HocTh KIIT B Teuenue 6-10 Hen conocTaBuMa WM mpe-
BOCXOJIUT JIEKaPCTBEHHBIE CPEJICTBA M COXpAHSIETCS /10
3 netr. laHHBIA BUJ Tepamuu MOJE3EH JJIsl MAlMEHTOB,
MIPUHAMAIOIINX CHOTBOPHBIE, M TIO3BOJISIET COKPATUTh
KOJIMYECTBO NMPUHUMACMBIX JICKAPCTB MM JAXKE OTME-
HUTh uX [28-30]. Haumydrnme mONrocpodHbIe pe3yib-
TaTbl MOXET JaTh KOMOMHHUPOBAHHAS IICUXOTEpanusi U
(dapmakoTepanus Ha TEPBOM 3Tare JICYCHHs C TOcIie-
JIYIOUIMM MCKIIFOYEHHEM MeIuKaMeHTOB. Takol moaxon
HanOosee 3pdeKkTUBeH pU OCTPOl HHCOMHHUH, OH TO-
BbIIIAET 3(GEKTUBHOCTh MEANKAMEHTO3HOM Tepanuu u
o0ecreunBaeT yCTOWYMBOCTh PE3yNbTaToOB MCUXOTEpa-
muu [31, 32]. [locne mpumenenus KIIT obGmiee Bpems
CHA Yallle BCEro yBEINYMBACTCS HE cpaszy, a MOCTETeH-
HO, B OTIMYHME OT JICKAPCTBEHHBIX CPEJCTB, JEHCTBHE
KOTOpBIX HacTymaeT OwicTpee. OmHaKo mocie mpuema
JIEKapCTBEHHBIX CPeACTB 3PQPEKT AEPKUTCS HEMOMTO,
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noOy>K/as MalUeHTOB 3aHOBO HAauaTh (papMakoTeparuio,
a rocJie ICUXOTEPanyHy MalueHTaM He TpeOyeTcs mpueM
CHOTBOPHBIX NpEnapaToB MPUMEPHO B T€UEHUE OJHOTO
rona [33]. Wcnonp3oBanne texHuk KIIT addexrnBrO
MIpH JICIEHUH HHCOMHUH Y TTallHE€HTOB, CTPaIAIOIIUX JIe-
Mpeccruel WM XpOHU4YeCKor Ooibto [34].

IIpoBeaeHne KOTHUTUBHO-NIOBEACHYECKON Tepanuu

KIIT sBnsercss CTpyKTYypHpPOBaHHOH NporpamMMoi,
HampaBJICHHON Ha BBIABICHHE W W3MEHEHHE aBTOMa-
TUYECKUX HETATHBHBIX MBICIICH, 8 TaKKe KOPPEKIUIO
Ne3aIaliTUBHOTO ToBeAeHUs [29]. ABTOMaTHUecKue
MBICITU TIPY MTHCOMHHH Yallle BCETO CBSI3aHbI C HEpEean-
CTHYHBIMHA OXKHJAHFSIMH OT CHA, C KaracTpoduzanueit
MOCJICACTBHI HApYIICHHs CHA, CO CTPaxOM HE YCHYTh
[21]. TlcuxoTeparmeBTHUECKHE METOIWKU HAIMPaBICHBI
Ha MpeKpalieHre MOHUTOPHUHTa CHA U COOCTBEHHOI'O CO-
CTOSTHUSI TIOCJIE TTPOOYKICHHS.

Kypc tepanum mpoBoautcsi B 6 ceaHCOB B TEUEHHE
6-8 Hex. KBamU(UIIUPOBAHHBIM CIICIHAIMCTOM. Bo
BpEeMsl TEpaIvy MalUEHTY PEKOMEHIYETCsI BECTU JIHEB-
HUK cHa B TeueHue 1-2 men. KIIT mMoxeT MpoBOAUTHCS
WHMBHUIyaJIbHO WIKM B (pOpMaTe TpYIIIOBBIX 3aHATHH.
Habwupator monmymapHOCTh TPUIOKEHHUS, TOCTYITHBIE B
uHTEepHETe, X 3()(HEKTUBHOCTH OIM3Ka K TPYMNIOBOH
WU MHANBUAYaTbHOU ncuxoreparnwu [35]. [Ipenmyme-
CTBO BUPTYaJbHBIX BUJIOB TEPAIUU 3aKITHOYACTCS B UX
SKOHOMHYECKON BBITOTHOCTH IS TAIlNEHTA, MEHBIIEH
3arpare BPEMEHHU M MOIXOIUT ISl JIFO/IEH, KOTOPHIE 10
pa3HBIM MIPUYWHAM HE PEMIAoTCs WM He MOTYT Toce-
TUTh ncuxorepanenra [36]. OCHOBHBIM OrpaHUYCHUEM
JIIEKTPOHHBIX BEPCHU SABISETCS HEOOXOIMMOCTh Ha-
BBIKA CAaMOKOHTPOJISI M CaMOOPIaHW3alluU, KOTOPHIH B
KJIACCHYECKOW TICUXOTEPAITNN CO3/IaeTCs TEPATIeBTOM 3a
CUET perysipHOCTH ceccuil. CamocTosTeNnbHOE TIaHH-
pOBaHUE cecCchii MOYKET IPUBECTH K MX MPOITYCKY W CHU-
JKEHUIO MOTHBAIuu. Monupukanueil KIiacCHYecKoro
Kypca Tepanuu sipnsercs BapuanT KIIT, cocrosmmit u3
1-2 ceaHncoB uiny Tene(OHHBIX Pa3rOBOPOB, dPPEKTHUB-
HOCTB KOTOPBIX ITOATBEPKICHA B HCCIIEAOBAHUAIX [37].

B KIIT MOXXHO BBIIEIUTH HECKOIBKO KOMIOHEHTOB:
KOHTPOJIb CTUMYJIOB CHA, KOTHUTHBHAS Tepamus, TUTH-
€Ha CHa, peJlaKCallMOHHbIC TEXHUKH, OTPAHUYCHUE CHA.
Hexotopsie n3 MeTonuk 3(pPEeKTUBHBI KaK €IUHCTBEH-
HBII METOJI TEPAIuy, OJTHAKO MakcuMaibHas 3(h(HeKTHuB-
HOCTb JOCTUTAETCS IIPH MHOTOKOMITOHEHTHOM JICY€HNH,
BKJIIOYAIOIIEM BCe MeTOAMKH [29, 38].

Memoouxu KIIT

Konmpony cmumynos. llens nanHoro meroma —
CO03/1aTh MOJIENh MTOBE/ICHNS, HATIPABICHHYIO Ha YKpPETI-
JIEHUE aCCOLMATUBHOM CBSI3U MEXKIY KPOBAaTHIO U CHOM
[39]. [TauueHTam peKOMEHAYETCsl CO3[aTh HOBBIM Hat-
TEepPH TIOBENICHUS, KOTOPBIM BKJIIOYAET B CeOsl CIEmyro-
e nyHKTsl [40]:

*  YCTPaHMTBH JIFOOYIO JEATEIBHOCTh B TIOCTEIIH, KPOME

CHA U CeKca;

* JIOKUTKLCS CHAaTh TOJMBKO IMPHU OUIYIIEHWH COHIIUBO-

CTH, a He (PU3MUECKON yCTaIOCTH;

* TIpU HECTIOCOOHOCTH YCHYTH B TeueHue 15-20 mun

BCTaTh C KPOBATH, YIUTH B IPYTYIO KOMHATY H 3aHSTh-
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CsI CIIOKOWHBIMU BUJAMU JCSATEIBHOCTU (UTCHHE, BSI-

3aHHE),

* BO3BPAIIATHCS B CIAJIBHIO TOJIBKO B TOM CIIydae, €CIH
MIPH BBITIOTHEHUH CIIOKOWHOH NEesTeTbHOCTH TI09YB-
CTBOBAJIU COHJINBOCTH;

* BpeMs YTPEHHErOo MPOOYXIEHHUS JOKHO OBITh I10-
CTOSTHHBIM BHE 3aBHCHMOCTH OT JUTUTENBHOCTH CHA;
PEXKUM JOIDKEH COXPAHSATHCS M B BRIXOJHBIE JTHU.
MeTon KOHTPOJISI CTUMYJISIITUU TIOMOTAae€T COKPATUTh

BpeMs 3acbinanusi ¢ 64 no 34 mun [41]. B noxuiom

BO3pacTe HE PEKOMEHIYeTCsl 4acTO BCTaBaTh C TOCTe-

JU MalMEeHTOB M3-3a pucka nageHui [42]. Kontpoias

CTUMYJIOB 3()(DEKTUBEH NPU UHCOMHHUH C TPYIHOCTIMHU

3aChINaHus WM TOCPKAHUS CHA, OH MOXKET MCIIONb-

30BaThCsl CAMOCTOSITETIHHO HJIM COBMECTHO C APYTUMHU

MeToaukamu [41].

O:zpanuuenue npooonrncumenvhocmu cua. DPdex-
TUBHOCTh CHA JIOCTHTAeTCsl COKpAIlleHHEM BPEMEHH IIpe-
ObIBaHMS B KPOBATH, B Pe3yJIbTaTe 4ero COKpaIaeTcs Bpe-
Msl 3aCBIIIaHHUS M YUCIIO0 HOYHBIX MPOOYyKAeHuil. Bpems
npeObIBaHNE B KPOBAaTH JOJDKHO OBITH HE MeHee 4,5-5 4
BO M30e)KaHME THEBHOM COHIMBOCTH [39, 43, 44]. U3-3a
COKpaIlleHHs HOYHOTO CHa COHJIMBOCTH BEYEpOM BO3HU-
KaeT OBICTpee W CIOCOOCTBYET OBICTPOMY 3aCHITaHUIO.
[Nocne noBeieHust 3QPEKTUBHOCTH CHA JJTHTEIBHOCTh
HOYHOTO CHA TIOCTEIIeHHO yBennunBaercs (Ha 15-20 MmuH
KOKIYI0 HEIENI0), a NMPHU CHIDKCHUH dPPEKTHBHOCTH
(amxe 80%) — ymenbliaeTcs. D(H(HEKTUBHOCTH CHA pac-
cumMThIBaeTcs 1o (GopMyIie: BpeMsi CHa, JIeJIEHHOE Ha Bpe-
M, IPOBEIEHHOE B TIOCTENHN, U yMHOXkeHHOoe Ha 100%.
O(d(deKkTUBHBIM CUMUTACTCS COH C PE3yJbraroM Ooliee
85%. IIpoaomKuTEeNbHOCTh HOYHOT'O CHA HE I0JIKHA YBe-
JIMYUBATHCS TaKe TMOCIie HOUM C HapyIIeHHWEM CHa; Io-
CTOSIHHOE COOIIO/IEHNE PEeKUMa HEOOXOMUMO ISl CHH-
XPOHHU3AIMH YHAOTCHHOTO ITUPKATHOTO PUTMA, KOTOPBIA
perynupyet coH u 6oapcTBoBanue [39].

Hcnonp3oBaHne 1aHHOTO METOJIa CHUKAET BpeMs 3a-
ceinanus ¢ 48 o 19 mun [40]. OrpannueHue npoIoIKu-
TEIBHOCTH CHA W KOHTPOJIb CTUMYJA MPUPABHUBAIOTCS
1o 3(pPEeKTHBHOCTH JIeYCHUI WHCOMHHU K (hapMakoTe-
panuu. CIoXHOCTh peann3allii MeTo/1a 3aKITI04aeTcs B
TOM, YTO TIAIIUEHTHI B THEBHOE BPEMSI MOTYT WCIBITHI-
BaTh COHJIMBOCTb, YXY/IIAIONIYI0 CAMOYYBCTBHE U pado-
TOCTIOCOOHOCTb, MIOATOMY OTKa3bIBAIOTCS UCTIOIH30BATh
JaHHBIA MeToj JiedeHUs. OT HUX TpeOyeTcs BBICOKUI
YPOBEHb MOTHBAIINY U €KETHEBHOE COOIIOIEHUE PEXKHU-
Ma. JlanHbnii Metos 3 (heKTHBEH Kak ¢JHMHCTBEHHBIN Me-
TOJ] TEPAITNH, TaK U B KOMOWHAIINH C IPYTUMH METOJIAMHU
U yCTpaHSIET MHTPACOMHHYECKHE U IMPECOMHHUYECKHUE
HapyIICHUs CHA.

Metoauky HEOOXOMUMO MPUMEHSTH C OCTOPOYKHO-
CTBIO TIPH JICYCHHUH TMAIlEHTOB C AMHJIETICUEH, MaHHeH,
MApPACOMHHUSAMH U3-32 BO3MOXKHO YXY/IICHHUS COCTOSHUSI.
EcTb naHHbBIE 0 HETAaTUBHOM BJIMSIHUHM METO/Ia Ha TEUCHUE
JIETPeCCUu, 0COOCHHO Y JIUI] MOJIOAOTO Bo3pacTta [45, 46].

Tucuena cna. BriepBple peKOMEHIAIIMU 110 TUTHEHE
cHa OBLIM cocTaBieHbl B 1977 I. Ha OCHOBAaHUU KIIH-
HUYECKUX HAOIIONEHUH 3a MalMeHTaMU C HapYIICHUS-
MU CHa, 3aTeM PEKOMEHJAIMH O(pOPMUIINCH B CIHCOK,
COCTOSIIIIUI M3 MATTEPHOB MOBEJCHHS IMepe]l CHOM, YcC-
JIOBHI OKpY»arolleld cpelbl U APYyrux (pakTopoB, CBS-
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3aHHBIX cO CHOM. C TOUKH 3pSHUS MOJICIIA TUTHEHBI CHA

WHCOMHUSI BO3HHKAeT y IalMEHTOB, KOTOPBIE OTKJIO-

HSIOTCS OT MATTEPHOB IMOBEICHUS, HEOOXOTUMBIX JIJIS

KadeCcTBEHHOTO CHa. Llems THrHeHbl cHa — W3MEHEHUe

o0pasa >KU3HHU JJIsI MOBBIIEHHS Y(PPEKTUBHOCTH CHA C

MOMOLLBIO CIAEAYIOIUX pekoMenaauuii [39, 47]:

* coOumroeHue pexxuMa (JIOKUTHCS U BCTaBaTh B OJHO
Y TO K€ BpeMs B Oy[HH U BBIXOJIHBIC);

*  HCKJIFOYCHHE IHEBHOTO CHA, 0COOCHHO BO BTOPOH I10-
JIOBUHE JTHS,

* OTKAa3 OT MO3JHETO Y)KUHA;

* OTKa3 OT IpHeMa MMO3HIM BEUEPOM AIKOTOIIs, Koe
U Yasi, KypeHHs Tepe]] CHOM;

* opraHuzanus (QU3NIECKON aKTHBHOCTH HE TIO3HEE
3 4 10 cHa;

* CHIDKEHHE Nepell CHOM YMCTBEHHOH Harpy3KH, mepe-
HOC BaXKHBIX JIeT Ha YTPO;

* COOIIOIEHUE TUETHI, peKUMa (PU3UYECKHX YITPaXKHE-
HHIL;

* TpPUMEHEHHE Iepe]] CHOM TEIUIOTO IyIIa;

* OpraHu3aius yCJIOBHUH i cHA (yIOOHBIC CHAJIbHBIC
MIPUHAICKHOCTH, TPOBETPUBAHUE CITATbHU, CHIKE-
HUE IIIyMa ¥ OCBEIICHHOCTH B CIIABHE);

* OTKa3 OT IpHeMa KHUIKOCTEH, B TOM YHUCIIC BOJBI,
MTO3IHUM BEUEPOM U TIEpE]] CHOM;

* OTKa3 OT OIpE/IeJICHUs] BpEMEHHU Ha Yacax MpH HOY-
HBIX MPOOYKIECHUSX;

* WCIIOJIb30BaHHWE 3alMCEH ¢ WMHTAIUeH
[IIyMa;

* BaHHBI WJIM apoMaTHYeCKHe Macia, 00ialaromiue
pacciabssronuM 3ddexrom (XBOWHOE Maciio, MOp-
cKasl COJIb).

Kpome mepeunciienns pekoMeHaui, He0OX0aUMO
OOBSICHUTh TAIMEHTy 3HAYUMOCTh W3MEHEHHs o0pasa
JKU3HH U TIOCTIEACTBUS BPEIHBIX MPUBBIYCK. Hampumep,
MHOTHE TalMeHThl MCIIONB3YIOT aKOTOJIb, aHTUTHCTA-
MUHHBIE W PaCTUTENbHEIE TMpEenaparsl B pOJIM CHOTBOP-
Horo. [IpuMeHeHmne ankorost IeHCTBUTETHLHO ITO3BOJISET
YCKOPUTH 3aChIMIaHKUE, HO MPUBOIUT K YaCTHIM HOYHBIM
poOyXaeHusIM, (parMeHTaluyd CHa, a CHUCTeMaThH4de-
CKOE TIPUMEHEHHUE OKa3blBaeT HETaTUBHOE BIWSHHUE Ha
BHYTpPEHHHE OpTaHbl U KOTHUTHBHEIE (PpyHKIMH [23, 48].

JJ1s1 OTICHKY TUTHEHBI CHA MCTOIB3YIOT WHICKC TH-
THEHBI CHA, MIKAJIBI OCBEJIOMIIEHHOCTH U TMPAKTUKU TH-
rueHbl cHa. [IpomeHT HapyIIeHus TUTHEHBI CHA CPEIu
MMaIlMEHTOB C HHCOMHHEH cocTaBigeT 72,2%. B HekoTto-
PBIX CITydasx MPUMEHEHHUE MPABIII TUTUEHBI CHA BHE Te-
panuu noBbIIaeT 3PPEeKTUBHOCTL CHA, HO Yallle BCETO
ATOT METOJI C YCIIEXOM MPUMEHSIETCSI B COBOKYITHOCTH C
npyrumu metoaukamu KIIT [43, 49, 50].

ITanMeHThl 9acTO CHIIKAIOT MOBCETHEBHYIO AKTHB-
HOCTh TI0 MPUYHMHE THEBHOW COHJIMBOCTH W CIa0OCTH,
OJTHAKO C)KEJHEBHbIC YTPEHHUEC M BeuyepHHE (usuue-
CKME€ HArpy3KH BaXKHBI JUIS TOIEPNKAHUS 370POBOTO
cHa. [lmurensHble (Honbie 1,5 9) Wi HHTCHCUBHBIC Ha-
Ipy3KH JOJDKHBI OBITh 3aKOHYEHBI 32 HECKOJIBKO 4acOB
no cHa [39, 51].

[Ipu mpaBUIILHOM TUTAHUPOBAHUH JTHEBHON aKTHBHO-
CTH YBEIUYHUBACTCS MIPOJOHKUTEILHOCTD U YIYUIIIaeTCsI
Ka4eCcTBO CHA, COKpaIlaeTcs JHEBHOUW COH. TakuMm 00-
pasom, Ui HOpMaJIM3allMd HOYHOTO CHAa HEOOXOIMMO

«0eJoro

REVIEWS

KOPPEKTUPOBATh MOBEJICHUE HE TOJBKO MEPE]] CHOM, HO

Y B TeueHue JHA [52].

Penaxcauyuonnvie mexuuxu. PenaxcanonHas tepa-
st 0a3upyeTcs Ha BHICOKOM YPOBHE (PH3HMOIOTHYECKOTO
1 KOTHUTUBHOTO BO30Y)K/ICHHS B TEUCHHUE JHS M HOYU Yy
MAIMeHTOB C HMHCOMHHUEW. PenmakcaliioHHBIE METOIVKU
IIPEACTABIIEHBl METOIOM ITPOIPECCUBHON MBIILIEYHON pe-
JIAKCAIlW, ayTOTeHHOW TPEHHPOBKOW, TEXHUKAMU BU3Y-
aJM3alliy, JbIXaTeIbHOH TMMHACTHKON W MaiHaA(yITHeC-
Teparnueid. JlaHHBIE METOMKA CIIOCOOCTBYIOT CHIDKEHHUO
WJICATOPHOTO (aBTOMAaTHUECKHE TPEBOXKHBIC MBICIH) U
MOTOpHOTO BO30YkaeHus. lIporpeccuBHas MpledHas
peraKcarys — XOPOIIO M3BECTHBIA METOJ] CHUKEHHS CO-
MaTHYeCKOTO HAINPSDKEHUs] C TIOMOIIBIO TTOOYEPEIHOTO
HAIPSOKEHUS. W PacCiiaOIeHus MBI B YIOPSAOYCHHON
TMOCIIEIOBATEIEHOCTH OT TOJIOBHI JIO TaJblIeB HOT. boib-
IIMHCTBO MCCJICAOBAHUI MOATBEPIKAAIOT S(PPEKTUBHOCTh
MIPOTPECCUBHOM MBIIIIEYHON pelaKcarys B JICYCHUH WH-
COMHHUH. MeToj OTHOCUTEBHO MPOCT, TO3TOMY HAIUEHThI
OBICTPO 00YHArOTCS W HCHONIB3YIOT €r0 CaMOCTOSITEIIHHO
MIPY IPECOMHUYECKUX U MHTPACOMHUYECKUX HAPYIICHHUSIX
cHa. [IprMeHeHre TEXHUK MaiHII(yTHEC-TEPAITUH TAKKE
MOKA3aJI0 CBOKO A(PPEKTUBHOCTH JICUCHHSI MHCOMHUH B HE-
CKOJTBKHX HccienoBanusx nmpu komOuHarmu ¢ KIIT, omHa-
KO TpeOyIOTCS JTalbHEUIIINE MCCIISIOBAHMUS JUI YCTaHOB-
nerust 3QpeKTHBHOCTH METOIUKH [53-56].

[TarueHThl MOTYT TPEHUPOBATh TEXHUKH B TCUCHHE
JTHSL U TIPUMEHATH WX TOCIIe YCBOGHUS METOAMKH CaMoO-
CTOSITEJIBHO MIPU TPYAHOCTSIX 3aChIIIAHUS U HOUHBIX ITPO-
OyxneHwus. PenakcalimoHHbIE METOIMKY HAIIPABIICHBI Ha
nBa Qakropa: Gusnyeckuii (MbILIEUHAs peslaKcanus) 1
TICUXOJIOTHYECKHA (Co3/aHue paccladistommx oopa-
30B, MPEACTABJICHHE JIMIIA CIIIIETO YeloBeka). Pemak-
CaIlMOHHBIE TeXHUKHU 3(PPEKTHBHBI IPH JICUSHUH HHTPA-
COMHHUYECKUX U MPECOMHUYCCKUX HAPYIICHUH CHA (Ha
41 n 28% COOTBETCTBEHHO), UX €XKEAHEBHOE MPUMEHE-
HUE JIaeT JO0JTOCPOYHBIC TTOJOKUTEIbHBIC PE3y/IbTaThI.
B nHacrosmiee BpeMs HET NaHHBIX, IMOATBEPKIAFOIINX
HCIOJIb30BAHNE METO/IOB PEJIAaKCAIlMU B KAUueCTBE €/IMH-
CTBEHHOTO He(apMaKOJIOTHYECKOTO BMEIIATEeIhCTBA
[IPY UHCOMHHMH, TIO3TOMY JaHHBIA METOJ] UCIIOIb3YETCs
TOJFKO B KOMOMHAIIMU C IPYTHMH ISl IOBBITIIEHUS (-
¢dextuBHOCTH CcHa [19, 39, 40].

Koznumuenvie mexuuku. B KOTHUTHMBHOM MOJIENN
MHCOMHMH K (pakTopam XpOHHM3AI[MU MPUYKCIISIOT HABSI3-
YHUBBIE MBICIH TIEpeNl CHOM, TUC(YHKIIMOHAJIBHBIE YOeK-
JICHUSI O CHE, TOBBIIICHHE TPEBOKHOCTH TIEPEN CHOM,
HapyleHre ()YHKIIMOHUPOBAaHMS B TEUEHHE JHS M Orpa-
HUYHUTENIbHOE MOBeicHHE. [lalMeHThl UCKITFOYalOT U3 I10-
BCETHEBHOM KHM3HU BCE, YTO, IO UX MHEHHUIO, MOXKET Hapy-
IIUTh COH, CO3JAIOT JIC3a/IalITHBHBIC MPUBBIYKU, KOTOPHIC
HapYIIAIOT COH elle OOJbIIIe, MPUBOIS K 00pa30BaHHUIO I10-
pOYHOTO Kpyra TpeBord. Llesib KOTHUTUBHOM Tepanun —
BBISIBIICHHE Y TIAIIMSHTOB JUC(HYHKIIMOHAIBHBIX ITPEICTaB-
JICHUH O CHE M 3aMeICHHE UX Ha ajanTuBHbIe [57, 58].

B KOrHUTHBHOM Teparnuu HCIIONB3YIOTCS CIISAYIOLTHIE
pexomennanuu [40]:

* pa3BUBaTh TOJEPAHTHOCTh K MPOSIBICHUSM HHCOM-
HUU, HE aKIICHTUPOBAaTh BHUMAHUE HA HEIPHUATHBIX
OIYIIEHUSX B Tele TOCIe HOYHM C HapyIIeHHBIM
CHOM;
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OB30PbI

*  OBITh PEAUINCTHYHBIM B OXKHJAHHUSAX MO YITyUYIICHHIO

CHa;

* He CBS3bIBATh C OECCOHHHUIICH BCe HEONaronpusTHhIE

SIBICHUS B IEPHOJ JTHEBHON aKTUBHOCTH;

* HE KOHTPOJHMPOBATH COH, HE aKIIEHTHPOBATHCS HA PHU-

Tyajiax Mepes] CHOM;

° HEe NPUIaBaTh CIUIIKOM OOJIBIIOTO 3HAYCHUS CHY;
* HE TPEBOXKHUTHCA MTOCIIE HOYH C HAPYIIEHHBIM CHOM.

[epen HauaoM KOTHUTUBHOM Teparmuy HEOOXOAMMO
nposecTH Oecey, HalpapieHHYIO Ha BBISIBICHUE aBTOMa-
TUYECKUX HEraTHBHBIX MBICIIEH M JIOKHBIX TpeCTaBie-
Hult o cHe [59]. Hanpumep, HEKOTOpbIE MALUEHTHI YBEpe-
HBI, YTO BCE 3/10POBbIE JIFO/IM JOIDKHBI CIATh 10 § U B IEHb
0e3 npoOy>XIeHUI 1 BCceraa MPOChINaThesl OTIOXHYBIIN-
MH ¥ TIOJHBIMU CHJI. [[allueHThl MOTYT CIIMIIIKOM CHIIb-
HO KOHLEHTPHUPOBAThCS HA HEMPHSITHBIX OIIYIIEHHUAX
MoCcJie HapyIIEHHOTO CHA U MEPEOleHUBATh UX BIIHMSHUE
Ha TOBCEIHEBHYIO aKTHUBHOCTb. OHM OOSTCS COBEPILIUTH
OLIMOKY TIOCIIe HOYM C HapyLICHHEM CHA, OJJHAKO Yalle
BCETO 3TH CTPAaxH OCTAIOTCS TOIBKO B MBICIISIX JINOO MPO-
HCXOMIAT MEJIKUE OIIMOKH, KOTOPhIE MOKHO COBEPILIUTH U
IPU XOPOLIEM CaMO4YyBCTBUH. D(PPEKTUBHOCTH KOTHH-
TUBHBIX TEXHUK TOATBEPXKJIEHA MPHU WX HCIOIb30BAHUU
COBMECTHO ¢ Apyrumu Metoaukamu [40].

JU1si manuMeHToB ¢ MHCOMHHEH XapaKTepHbI IOBE-
JICHYECKHE MAaTTEepPHBI, CBA3aHHBIE C OTCIEKUBAHUEM U
OIIGHKOH COCTOSIHHMSI, CAMOYYBCTBHSI, OONIEBBIX OIIYIIIe-
HUU, JUIMTEILHOCTH U KadecTBa cHa [13]. UpesmepHoe
BHHMAaHHE KO CHY, BO3HHUKAIOIIee MPH CTpaxe He YCHYTh
HOYbIO, TIOBBILIAET aKTUBALMIO U MOIAEPKUBAECT OOIp-
cTBOBaHMe. Hapyienue cHa BezeT K TpeBore, KOTopas
CHOBA MPOBOLIMPYET KOHTPOJIUPOBAHUE CHA, 3aKPETIsst
ne3afantTuBHOe roBeeHue. CHIKEHHE TPEBOTH ITPUBO-
JUT K YMEHBIICHNUIO MBIIIEYHOIO U HIE€aTOPHOTO BO3-
OyXJIeHHsl 1 HOpMaliu3yeT coH. UeM MeHbIIe YeloBeK
(dokycupyercs Ha TPYIHOCTH 3achIaHusl, TEM OOJbLIe
BEPOSATHOCTB OBICTPO 3aCHYTH. B Takux ciydasx MOXXHO
MIPUMEHUTH METOJ MapagoKcalbHON uHTeHuu [60, 61],
paspaboTanHbIil Ut seueHus Goouii. [lanmenty npen-
JIararoT BBIOJIHUTH TO, YETO OH OOUTCS OOJbILIE BCETO,
TO €CTh B CIIy4ae C NMalueHTaMu C HTHCOMHHUEN — CO3Ha-
TEJIbHO OTPAaHUYHUTE CBOM COH.

IToBbIIIEHHBIN YPOBEHb AKTUBALMU Yy MALUEHTOB C
MHCOMHHUEHN NPUBOAMT K YCHIEHHWIO BHHMAaHUS K BHY-
TPEHHUM (MBIIIEYHBIH TOHYC, MBICTIH) M BHEIIHUM (TI0-
CTOpPOHHHE 3BYKH, OCBEIlleHHEe, 4achl) (hakropam [15].
MOHUTOPHHT YacOB CBsI3aH C yBEJIIMYEHUEM BPEMEHH 3a-
CBINaHUs, TPEBOKHBIMU MBICIISIMH O CHE M HAapyIIEHUEM
BOCIIPUATHS CHA [62].

MHorue naiyeHTsl He MOT'YT YCHYTb W3-32 HaBA3YHBBIX
Pa3MBIIUICHU, Kacalolmuxcsi OyIyliero Wi IHpOILIOro.
B Takux ciy4asx pekoMeHyeTcsl IPUMEHATD CIIETYIOIINE
KOTHUTHBHO-TIOBE/IEHYECKNE TEXHUKH: 3alMChIBAaTh Hera-
TUBHBIE MBICIH 33 HECKOJIBKO YacOB 10 CHA WM UCIIOJb-
30BaTh TEXHUKY «TPEBOKHBIHN CTY» [26]. DTy TEXHHUKY He-
00X0IMMO MPOBOJNTH BHE KPOBATH 32 HECKOJIBKO YacOB 0
CHa, JKeJlaTeJIbHO B OJTHO U TO K€ BPEMsI B OJJHOM MECTE /IS
3akperuieHus 3¢ dexra. Cuas Ha «TPEBOKHOM CTYIIe», Ma-
LIUEHT MOXKET 00[yMaTh BCE TPEBOXKAIIINE €10 MBICIIH U 3a-
MUcaTh UX IS JaJIbHEHIIEH KOPPEKIMH aBTOMaTHYECKHX
MBICTICH TIPH TICHXOTepanu [55].
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B nedennn MOXXHO MCHOJIB30BaTh TEpPAIeBTUYECKUE
MeTadophl ¥ NMPUTYH M MPOCUTH TMAIUEHTa HMHTEpIIpe-
THpoBaTh uX. IIpuMepom NnpuTuM, AEMOHCTPUPYIOLIEH
HETaTUBHOE BIUSHUE W3JIMIITHETO BHUMAHUSA K aBTO-
MaTU3UPOBAHHBIM JICHCTBUSAM, MOXET OBITh MPUTYA O
COpPOKOHOXKKe: «OmIHaXIbl MypaBeil CIIpOCHI y COpo-
KOHOXKKH, HE MOYKET JIM OHa CKa3aTb €My, KaK 3To eil
yIaeTcs Tak XOPOIIO XOIWUTh BCEMU HOTaMH OJHOBpE-
MEHHO, U OOBSCHUTH, KaK €l ynaercss KOHTPOJIUPOBATH
ux Bce cpaszy? CopoKoHOXKa 3ayManachk 00 3TOM — U
eif GoblIe He yAanoCh ABUHYTHCS C MECTa.

Emte onua nmpuMep TPEeBOKHON MBICIH O CHE: «Mella-
TOHUH BBIPA0AThIBACTCS JIUIIL B ONpE/ICICHHBIE YaChl,
W €CIIM UX MPOIYCTUTh, YEIIOBEK HE CMOXET 3aCHYTbHY.
JKenanme «momacTp» B OINpEIENIEHHOE BpeMs IS CHa
MPUBOJIUT K YPE3MEPHOMY KOHTPOIO, TPEBOTe, a TaK-
K€ CaMOOOBHHEHHUIO B CITydae MpOITycKa «OiaromnpusT-
HOTO» JUIsl CHA BpeMeHH. [lanneHTy Hy»XKHO OOBSCHUTH
PO TEMHOTHI B BBIPAOOTKE MENaTOHHMHA U HEOOXOAH-
MOCTH JIOCTaTOYHOTO YPOBHS CBETa B JTHEBHOE BPEMSI.

MaccoBoe BHeapenne KIIT nmpu mHCOMHME oOrpa-
HUYHABAETCS HEOCTATKOM OOYYEHHBIX TEXHHKE IICH-
XOJIOTOB WJIM JAPYTHUX CIEMHAINCTOB, a TakKXke Tpy-
noemkoctbto Merona. KIIT He pekomeHayeTrcst npu
3HAYUTEIPHOM CHIKEHUM KOTHUTHUBHBIX (DYHKIIHH, MPU
KOTOPOM JaHHBIN BuJ Tepanuu He 3(dextuBeH [26].
Opnnako npumenenue KIIT 61arorBopHO BiIMsIeT Ha KOT-
HUTHBHBIE (PYHKIUHU Y JIUIl C IMEIOIIUMHUCS JI0 Hadaja
Tepanmuyl YMEPECHHBIMU HAPYIICHUSIMH KOTHUTHUBHON
ctepsl. [Ipu teveHnn XpoHUYECKO MHCOMHHH TIPUOPH-
TETHBIM CUMTAETCS UCIIOJIb30BAHNE TICHXOTEpareBTuie-
CKHX METOJIMK, 2 METUKAMEHTO3HOE JICYEHHE COBETYIOT
UCIIONIb30BAaTh B CiTy4ae HedPPEKTUBHOCTH He(apMako-
Joruyeckout tepanuu [63, 64].

JuchyHKIMOHATIBHBIE YOSKICHHS M MBICIIH, & TaKKe
HapyIllleHHe TUTHUEHBI CHA TMPU XPOHMYECKOH HHCOMHUU
CHMKAIOT CyOBEKTHBHOE KauecTBO CHA. C OOBEKTUBHBIM
HapyIIEHHEM CHa CBS3BIBAIOT CaMOOTPAHIMUYHUTEIHLHOE TTO-
BeJICHIE, KOTOpPOE TIPEICTABISIET COOOM CyKEHHEe Kpyra
MIPUBBIYHBIX JEHCTBUI miepes cHoM. [larmeHTs! ¢ qaHHBIM
BUJIOM TTOBEJICHUSI CTaparoTCsi OOJIbIIIE OT/bIXaTh, U30era-
IOT aKTUBHOCTH, CYXaIOT COIMAIBHBIE KOHTAKThI, YTOOBI
CHI3UTH BEPOSITHOCTh BOSHUKHOBEHUSI MTHCOMHHUU [65].

Wuorna B crpyktypy KIIT npu uHCOMHMU BKIIIOYAIOT
cBeToTepanuio [62]. Bo3melicTBre SAPKOTO CBETA MOXKET
CTaOMIIN3UPOBATH HIT CMECTHUTH SHIOTEHHBII pUTM. Pano
YTPOM CBETOBOE BO3/IEHCTBUE HCIIOIB3YETCS IS JIEUEHUS
TIAIIMEHTOB C 3aJIepPKKON (ha3bl CHA, a CBETOBOE BO3/IEH-
CTBHE BEUEPOM — JUIS MAIMEHTOB C PaHHUMHU YTpPEH-
HUMH TIpoOyXIeHussMU. BedepHee ocCBeleHHe JTO0HKHO
OBITh YMEHBIIICHO JJIs IOCTHXKCHUS jkenaeMoro 3 dexra
y TIAIMEHTOB C 33/IEP’KKOH cHa. /111 5TOTO COBETYIOT MpH-
MEHEHHE BEUePOM CIEIHUAIBHBIX COJHIE3AIUTHBIX OY-
KOB, OJIOKMPYIOIIMX BOJIHBI CHHErO IBeTa. J{Is neueHus
NAlMEeHTOB C PAHHUMHU MPOOYKICHUSIME PEKOMEHYEeTCs
HOCHUTb OYKH B MEPBOM MosioBuHE AHs [67, 68].

3akiaoueHue

Takum o6pazom, KIIT npencrasisier co6oit oauH U3
Hanbosnee A(HEeKTUBHBIX METOIOB JICUCHHS] HMHCOMHUU,
KOTOPBII MOXKET OBITh MCHOJNb30BaH Kak B KOMOMHAIMN
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C ICKapCTBEHHOM Tepamnueii, Tak u 6e3 Hee. [Ipumenenune
KIIT moxa He mOTYYHIIO ITUPOKOTO PACIPOCTPAHEHUS B
Hallel CTpaHe, OJHAKO BHEIPEHHE 3TOTO0 MEeToa MO-
JKET He TOJIBKO TIOMOYb MAIlUeHTaM, HO U CYIIECTBEHHO
YMCHBIINUTL CBA3AHHBIC C MHCOMHHUEN SKOHOMHYECKHE
TOTepH TSt 00IIECTBA.

Kongaukt unTepecoB. ABTOp 3asBJIseT 00 OTCYT-

CTBHU KOH(IIMKTA UHTEPECOB.

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

COPCKOM MOJAEPIKKH.
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CLINICAL RESEARCHES AND CASE REPORTS

KNUHUYECKUE NCCNTIEAOBAHUA W HABJTIIOAEHUA

© KOJUIEKTUB ABTOPOB, 2019

JIACTUYECKHE CBOMCTBA CTEHKHU OBIIENA COHHOM APTEPUU
Y HAIIMEHTOB C JUCCEKIIMEN BHYTPEHHEW COHHOM Y TIO3BOHOYHOHN
APTEPUM

Kanawnukosa JI1.A., Yeuemkun A.0., I'voanoea M.B., /loopvinuna JI.A., Kpasuenrxo M.A.

OI'bHY «Hayunslit nenTp HeBponorun», Mocksa, Poccus

Lenv pabomvl — uzyuume cocmosiHue 1acmudeckux ceoucme cmenku obwetl connot apmepuu (OCA) y 60onvhbix ¢
OQuccexyuet enympennet counoii (BCA) u/unu nozeonounoii (I1A) apmepuii ¢ nomowwpio yibmpasgyko8020 Ucciedo-
6aHUsL

Mamepuan u memoowsi. Obcrnedosanvt 51 nayuenm (cpednuti eospacm 38,4 + 7,1 2o0a, 69% owcenwyunsvi), neperec-
wiue ouccexyuto BCA u/unu I1A. Konmponvuas epynna — 51 300poeviii 00dposoney. Yivmpazeykogoe ucciedosa-
Hue ¢ oyenxoul snacmuyeckux ceoticme OCA (kod¢ghghuyuenm pacmsiscumocmut, KoOdD@uyueHm Hcecmrkocmu, Mooyib
IOnea) nposedeno 6cem nayuenmam u 300po6bIM TUYAM.

Pesynomamut. YV bonvubix ¢ ouccexyueri no cpagHenuro ¢ KOHMpoaem blA61eHO CHudiceHue Kodghduyuenma pacms-
arcumocmu OCA (23,08 [19,6, 26,2] 107 klla™ vs 29,6 [27,4; 31,7] 107 klla”!, p < 0,0005), yseruuenue undexca
arcecmrocmu f (6,5 [5,8; 7,4] vs 5,4 [4,9; 5,7], p < 0,0005), nosvlwenue mooyns FOnea, xapakmepusyioweeo sna-
cmuuecKkue ceolcmea mamepuana apmepuanvhou cmenxu (49,9 [36,5; 56,4] klla/mm vs 35,4 [30,0; 41,3] xlla/mm,
p <0,0004). Mooynv FOnea 6win eviwe y nayuenmos ¢ HMK (56 [38,9; 66, 1] klla/mm), uem ¢ uzonuposannoii wieinou/
eonosnotl borvio (42,6 [36,3; 56,8] klla/mm, p = 0,019), on ysenuuusancs ¢ sospacmom (R = 0,352, p = 0,011) u ¢
nosviutenuem ypoghs xonecmepuna (R = 0,330, p = 0,019). ¥ 6onvuwix ¢ apmepuanvroti eunomonuei mooyav FOnea
ObL1 Hudice, uem y HopmomoHuxos (38,2 [32.5; 51,2] klla/mm npomus (48,9 [42,5; 60,5] klla/mm (p = 0,021). Unoexc
arcecmrocmu B 6vL1 Bvlie Y nayuenmos, 00ciedosanivlx 6 nepevle 3 mecaya zabonesanus (7,1 [6,3; 7,6]), uem 6 6onee
nosonue cpoxku — (6,2 [5,4; 6,6/, p = 0,036).

3axnouenue. Hsmenenue ouomexanuueckux ceoticms cmenxu OCA y bonvHuix, nepenecuux ouccekyuro BCA/IIA,
VKA3bl6aen HA ee NOBbIUEHHYI0 pucuoHocms. [Ipeononazaemcs nanuyue nogululeHHoU pueuoHocmu u 6 cmenke BCA/
114, ymo npedpacnonazaem x ux ouccekyuu. Bviasnennvie koppenayuu mexcoy napamempamu OUOMeXaHUUeCKUX
ceoticmg OCA u kauHudeckumu OaHHbIMU 00BACHAIOM HEKOMOPble 0COOEHHOCMU KIUHUYECKUX NPOSGIEeHUL OUCCEK-
yuu u ee meyeHusl.

KnroueBsle CJ10Ba: IUCCEKINs, BHYTPEHHSSI COHHASI apTepusl, IO3BOHOYHAS apTepHs, DIACTUIHOCTh apTepUallb-
HOM CTEHKH, yNbTPa3ByK.
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COMMON CAROTID ARTERY ELASTICITY IN PATIENTS WITH CERVICAL ARTERY DISSECTION
Kalashnikova L.A., Chechetkin A.O., Gubanova M.V., Dobrynina L.A., Kravchenko M.A.

Research Center of Neurology, Moscow, Russia

The purpose of the work is to study the state of the elastic properties of the common carotid artery wall (CCA) in patients
with dissection of the internal carotid artery (ICA) and/or vertebral (VA) artery by means of the ultrasonography
research.

Materials and methods 51 patients were examined (average age 38,4 + 7,1 years old, 69% of them were women,
undergone dissection of the ICA and/or VA. Control group: 51 healthy volunteers. Ultrasonography research with the
assessment of the elastic properties of CCA (distensibility coefficient, arterial stiffness coefficient, Youngs modulus)
was performed for all patients and healthy individuals.

Results. In patients with dissection, compared to the control group, the following characteristics were revealed: a
decrease in CCA distensibility coefficient (23,08 [19,6, 26,2] 107 kPa™' vs 29,6 [27,4, 31,7] 107 kPa”', p < 0,0005),
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an increase in stiffness index [ (6,5 [5,8; 7,4] vs 5,4 [4,9; 5, 7], p < 0,0005), an increase in Young's modulus,
characterizing the elastic properties of the arterial wall’s material (49,9 [36,5; 56,4] kPa/mm vs 35,4 [30,0; 41,3]
kPa/mm, p < 0,0004). It was higher in patients with FA, i.e. functional apoplexy (56 [38,9; 66,1] kPa/mm), compaired
to patients with isolated neck pain/ headache (42,6 [36,3; 56,8] kPa/mm, p = 0,019), it increased with age (R = 0,352,
p = 0,011) and due to the increase in cholesterol level (R = 0,330, p = 0,019). In patients with arterial hypotension,
Young's modulus was lower than that of normotonics (38,2 [32,5; 51,2] kPa/mm against (48,9 [42,5; 60,5] kPa/mm
(p = 0,021). The stiffness index ff was higher in patients examined during the first 3 months of the disease (7,1 [6,3;
7,6]) than in those examined later — (6,2 [5,4; 6,6], p = 0,036).

Conclusion. Change in biomechanical properties of the CCA wall in patients, undergone the ICA/VA dissection,
indicates its increased rigidity. The presence of increased rigidity in the [CA/VA wall is also assumed, which predisposes
to their dissection. Revealed correlations between parameters of biomechanical properties of CCA and clinical data
explain some features of the clinical manifestations of dissection and its course.

Keywords: dissection, internal carotid artery, vertebral artery, arterial wall elasticity, ultrasound.
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BBenenune

Huccekuust  (paccimoeHue) BHYTPEHHEH COHHOM
(BCA) u no3onounoit (ITA) aprepuii mewn, panee cuu-
TaBLIASACS PAPUTETHOW MATOJIOTHEN, MOCIEIHUE OB
BCE Yallle TUArHOCTHPYETCS KaK NMpPUYMHA HIIeMHYe-
CKOT'0 MHCYJIbTa B MOJIOZIOM Bo3pacte. Kpome Toro, oHa
SIBJISIETCSL OTHOM M3 MAJIOU3BECTHBIX NPUYHMH LICHHO-
TOJIOBHOW OONM. YJydIlleHWe AMArHOCTUKU TUCCEKITUN
BCA u I1A cBsi3aHO ¢ LIUPOKUM BHEJIPEHUEM B KIIMHUKY
MarHUTHO-PE30HAHCHOW W KOMITBIOTEPHO-TOMOTrpadu-
yeckoit anruorpapuit (MPA, KTA), marHuTHO-pe30-
HancHoi Tomorpaduu (MPT) aprepuii men, KoTopsie
BIIEPBbIC 00ECHEYMIN €€ MPHKU3HEHHYI0 HEUHBA3HB-
Hyto Bepudukanuto [1-6]. Jluccekius npeacTapiseT co-
00l HaJPHIB UHTUMBI, TIPUBOJISAIINN K TPOHUKHOBCHHIO
KpPOBH M3 TPOCBETa B CTEHKY apTepUH W paclpocTpa-
HEHUIO MEeXTy ee ciosMu. DopMupyromascs B CTEHKE
reMaroma Cy’KaeT WK 3aKpbIBAEeT IPOCBET APTEPHUHU, UTO
U SIBIISIETCSI OMHOM M3 MPUYUH UIIEMUH TOJIOBHOTO MO3-
ra. PacripoctpaneHre reMaToMbl B CTOPOHY aJBEHTULIUU
[IPUBOJIUT K Pa3IpaKCHUIO NEPUBACKYISIPHBIX HEPBHBIX
OKOHYaHWH, 4TO OOYCIIOBIMBAET TOSBICHHE OOJEBOTO
cunapoma [ 1]. [lpuunHoit nuccekuuu, cornacHo HalluM
MOP(OIOTHIECKUM HCCIICAOBAHMUSM, SBISIOTCS JUCILIA-
CTUYECKHE M3MEHEHUs COCYAMCTOW CTEHKH, a UMEHHO,
HCTOHYCHHE, PA3BOJIOKHEHUE AIIACTUYECKON MEMOpaHbI
C OYaroBbIM OTJIIOKEHUEM B HEH KaJiblivs, odaru Gpudpo-
3a B MBIIIEYHON 00O0JOYKe, HapyIIeHHE OpPHEHTALUU
muonutoB [7-10]. YkazanHeie MOp(OJIOTHUECKHE W3-
MEHEHHs HapymaloT OMOMEXaHWYeCKHE CBOICTBa ap-
TEpUaAIbHOW CTEHKH, B MEPBYIO OYEPEb CHUKAIOT €€
pacTsKUMOCTh M YBEJIMYMBAIOT KECTKOCTh. lMeHHO
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[I03TOMY 4YacThIM MPOBOLUPYIOUIMM (PaKTOPOM JIHC-
CEeKIIMHU CITYKaT IMOBOPOTHI TOJIOBEI, COMPOBOXKIAIOIIINE-
Csl HATSDKCHHEM apTepuu, Win (pu3nueckas Harpyska,
YBEJIMUMBAIOIIAs AaBJICHUE (HANpsDKCHHUE) HA apTepu-
AJBHYIO CTEHKY, YTO U MPUBOAMT K HAJPBIBY UHTUMBI U
MIPOHUKHOBEHUIO KPOBH B apTepHANbHYIO CTEHKY. Juc-
IJIACTUYCCKUE U3MEHEHHS apTEPUAIBHON CTEHKH O0OHA-
PYXUBAIOTCSI HE TOJNBKO B PAcCIOCHHOH apTepuu, HO U
BHEIIHE HEU3MEHCHHBIX DKCTPa- U UHTPAKPAHHAIBHBIX
aprepusx [7-10]. HecmoTps Ha Mopdomorndeckue maH-
Hble 0 quctuiazuu cteHoK BCA u 1A y OGoNbHBIX ¢ UX
JTUCCEKINeH, COOOIEHNsI O MPKU3HEHHOM H3yYeHUH
X OMOMEXaHMYECKHX CBOMCTB C IOMOIIIBIO YIBTPa3BY-
Ka B 3apyOeKHOH JTUTepaType HEMHOTOUHCICHHBI [11-
13], a B oTeueCcTBEHHON — OTCYTCTBYIOT. BMecTe ¢ Tem
YABTPa3BYKOBOE HCCIIEZIOBAHUE YIPYTO-3JIaCTHYECKUX
CBOWMCTB apTepHil IIeu, OTPa)Karolux MoOpQoJoruye-
CKH€ M3MEHEHHs WX CTEHOK, KOTOpPhIE W Ipepacroa-
rarT K JUCCEKIIMU, UMEET OOJBIIOE JUArHOCTUYCCKOS
3HAYEeHNE U TPOJIMBACT CBET HAa MAaTO(PH3MOIOTHIO pa3-
BHUTHS CIIOHTAHHOM JINCCEKIINU.

Ilenmsto HacTosIme pabOTHI SBHIIOCH U3YYCHHE CO-
CTOSTHUS 3JIACTUYECKUX CBOWCTB CTCHKH OOIIel COHHOM
aprepun (OCA) y 6ompaBIX BCA n/umu [TA ¢ momorsio
YABTPa3BYKOBOI'O MCCIICIOBAHMUS.

MarepuaJibl © MeTOAbI

O6cnenoBan 51 manueHT, KOTOpBIM mepeHec auc-
CEeKIIMIO AKCTpakpaHuansHoro otaena BCA w/mmm T1A.
Juarso3 AMCCEKIMU BO BCEX CIy4asx ObUT BepuUIH-
poBaH OOHApyXECHHUEM HHTPaMypajbHOM I'eMaTOMBI C
npumenenneM MPT aprepwuii men B peskume T1 fat-sat
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U XapakKTepHbIX NMpU3HaKoB auccekimu npu MPA/KTA
B CPOK OT 5 JHEeH 710 3 MecsIeB OT pa3BUTHA 3a00IieBa-
Hust. OOIIas XapaKTepUCTHKA OOJNIBHBIX MPEJICTaBICHA B
Tabn. 1. Bospact 60ipHBIX ObLT OT 20 110 52 5T, B cpen-
HeM cocranisst 38,4 £ 7,1 rona. BoasmmuHCTBO OOIBHBIX
(69%) opumn xenmuHamu. Y 20 (39%) GonbHBIX auc-
cekuus npomsonuia B ogHoir BCA, y 21 (41%) Ooub-
Horo — B oxHoit 1A, y 10 (20%) GonbHBIX UMENOCHh
nopakeHue AByX WU Tpex aprepuid. Knunnuecku nuc-
CEeKIIUS TPOSBILIACH OCTPBIM HAPYIIEHHEM MO3TOBOTO
kpoBooOpamenuss (OHMK) (22 6onbubIX, 43%) numn
M30JIMPOBAHHON MIEHHO-TOJIOBHOM 0011b10 (29 OONBHBIX,
57%). Aprepuanbnas runotonus (Al < 100/60 mm pt.
CT.) uMenack y 23 OombHBIX (45%). ['omoBHas Oonb Ha
MPOTSHKEHUH HECKOJIBKUX JIET A0 PAa3BUTHS JTUCCEKIIUU
ormedanach y 31 (61%) OompHOTO. YV BCEeX MAIEHTOB
OIICHUBAIHCH 48 KIMHUYECKUX MPU3HAKOB IUCILIA3HH
COCTMHUTEIFHOW TKAaHW, BBIOPAHHBIX W3 KPHUTEPHEB
M3BECTHBIX HACJEICTBEHHBIX CHHAPOMOB CIIabOCTH CO-
€IMHUTEIIEHON TKaHH, 2 IMEHHO COCYIMCTOTO THIIA CHH-
npoma Dnepca-/lanno (Buuib(ppaHIICKHEe KPUTEPHUH ),
cunpoma Mapdana (I'eHTCKHE KpHUTEpHH), THIIEPMO-
o6unpHOCTH cycTaBoB (bpaiiToHCKHE KpUTEpHH), @ TAKKe
HenudpepeHIIMPOBAHHBIX MPU3HAKOB, Pa3padOTaHHBIX
BceepoccuiickuM HaydHBIM OOIIIECTBOM KapIHOJIOTOB
[14-17]. Kaxxap1ii 0OHapy>KEHHBIHN MTPU3HAK OIEHUBAJICS
B 1 Oamn, mocie 4ero st 00JLHOIO IOACYUTEIBANIACE
oOmrast cymma 0alllIoB TIPHU3HAKOB JWCIUIA3HH COEIH-
HUTEJIbHOW TKaHU. J[OMOTHUTENBHO aHAIU3UPOBAIOCH
HaJM4Yue aHAMHECTHYEeCKOH rooBHOU Oomu. Cpemu na-
0OpaTOpHBIX TIOKA3aTesel OIIEHUBAJICS YPOBEHB O0IIETro
XOJIeCTEpHHA, KOTOPBIH, IO JaHHBIM JINTEPATYPhI, SBIIS-
eTcs (haKTOpOM aHTHPHCKA pa3BUTHS AucceKuH [18].

I'pynmy xonHTpoOns coctaBwiu 51 310pOBBIN 100pO-
BOJIEI], COTIOCTaBUMBIE MO BO3pACTy W TONY (CpenHuit
Bo3pact 36,3 £ 7,1 rona, 71% KeHIIWH).

Bce OonbHbIE M WA KOHTPOJIBHOM TPYNIBI MPO-
XONIMJIA YIIBTPa3ByKOBOE HCCIIEOBAHNE, BKIIFOYABIIEE
IYTUIEKCHOE CKaHUpOBaHWE OpaxuoledalbHbIX apTe-
puil ¢ onleHKoM AnacTuyeckux cBorctB creHku OCA no
crangaptaoit metomuke [19, 20]. ¥V 29 (57%) namuen-
TOB UCCIIEZIOBAaHUE TIPOBOIMIIOCH B TIEPBBIE 3 MeC. TIOCIIe
pa3BUTHS JAUCCEKIIMH, KOT/A MO JaHHBIM HEHpOBU3ya-
JU3AIUH €Ille BBISBISUIOCH CTEHOOKKITIO3HUPYIOIIEe T0-
paxenue BCA/TIA, y 22 (43%) nanueHTOB — B O0Jiee
TO3/THHAE CPOKH. YIIBTPa3ByKOBOE UCCIIEOBAHHUE BhITIOI-
Hsutoch Ha nipubopax 1U22 (Philips) u Logiq 9 (GE).

[Ipu pacuete ynbpTpa3ByKOBBIX MIOKa3aTeieH, XxapaKre-
PU3YIOIINX 3IaCTUYECKHE CBOWCTBA U JKECTKOCTh CTEHKU
OCA, yuuThIBaJId MAKCUMAJIbHBIA CUCTOIMUECKUM U MU-
HUMAaJIbHBIN JUACTONMYECKUI TMaMeTp cocya, TONIIUHY
KOMIUTEKCAa WHTAMa—MeNua, YPOBEHb CHCTOINYECKOTO
u nuacronmdyeckoro AJl Ha miedeBod aprepun. Mccre-
noBanue OCA mpoBOAWIN YABTPA3BYKOBBIM JIMHEHHBIM
JATYUKOM JUTS UCCIIEIOBaHMSI TIepU(EPUUECKIX COCYIIOB,
KOTOpBIM pacronaraiy He MeHee 1,5 c¢M MpoKCcHMalb-
Hee Oudypkanuu. B B-pexxume monyyanu n3o0paxkeHue
CTEHKA ¥ MaKCHMAJIbHOTO TUAMETpa apTepHd B CarwT-
TaJbHOM INIOCKOCTU CKaHUPOBAHUS. M3MeEpsuIn TONUHY
KOMIUTEKCa MHTHUMa-MeJfa 10 33 Hel CTeHKe, I Yero
YCTaHABIUBAIN KaJUIEpPhl MEXIY JWHUSIMH, COOTBET-

CLINICAL RESEARCHES AND CASE REPORTS

Tab6numa 1
O6mas xapakTepucTHKA 00IBHBIX ¢ qucceknueii BCA/TIA

Tapaviep Gomax | %
Kenmmael 35 69
My xanHbI 16 31
Bospacr, rogst 384+7,1
Jucceknus BCA 20 39
Juccekmus [TA 21 41
Juccekuus AByX U Oonee aprepuii 10 20
OcTtpoe HapyIIeHHe MO3TOBOI0 KPOOBOOOpa- 22 43
ICHUS
M3onupoBanHas 1ieliHas/ToI0BHast 60k 29 57
AprepuanbHasi THIIOTOHUS 23 45
Hanuune ronosHoi 6o B aHaMHe3e 31 61

Table 1
General characteristics of patients with dissection of the ICA/VA

Parameter N;;:izirts()f %
Women 35 69
Men 16 31
Age, years 384+7,1
ICA dissection 20 39
VA dissection 21 41
Dissection of two or more arteries 10 20
Acute cerebrovascular disease 22 43
Isolated neck pain/headache 29 57
Arterial hypotension 23 45
Headache with past history of the disease 31 61

CTBYIOIIMMH BHYTPEHHEMY KpaiO0 aJBEHTUIIMHA U Kparo
WHTHMBI, TpaHH4alleMy ¢ mpocBeToM cocyaa. [locme
3TOTO, WCIIOJB3Ys YBEIMUEHHOE N300payKeHne MpocBeTa
M CTEHKH HCCIEAYyeMOro cocyaa, nepexoawin B B/M-
pexxum. M3MeHsIM moNoyKeHne TaTduKa IS TTOyYeHUs
n3o0pakenust OCA B monepevHol MIOCKOCTH CKaHUPO-
BaHus. Kypcop M-pexxuma pacrnonaraid HEpreHANKY-
JISIPHO COCyAy B TOUKE MAaKCHMMAJIbHOTO AuameTpa. Buze-
03aIMCh OCYIIECTBILIIN Ha MPOTSHKEHUH HE MEHEe Tpex
cepzeyHbIX IUKII0B. [locie uneHTHdUKaMy MOJ0KEHUS
nepenneit u 3amHeit creHok OCA oCyIecTBIsITH HU3Me-
pEHNE MUHUMAJIBHOTO U MAaKCUMAJIbHOTO JHAMETPOB BO
BpeMs CHCTOJIBI M JIMACTOJBI, YCTAHABIIMBAs MapKephl
OT BHYTPEHHETO Kpas aJBEHTHILINHU MEPEAHEH CTEHKH 10
BHYTPEHHETO Kpas aJIBEHTUIINH 3aJHel cTeHKH (puc. 1).
Wsmepenue AJl mpoBOIUIN IBaXKIbl — 0 U HEIO-
CPEICTBEHHO IIOCJIE YIBTPa3BYKOBOTO WCCIIEIOBAHUS
OCA ¢ mocnenyrouM pacyeToM CpPeIHUX 3HAYCHUM
MyTHCOBOTO JlaBieHus. JIoKanmbHas >KECTKOCTh CTEHKH
OCA ompenensinack Ha OCHOBaHUM aHaM3a Ko PUIm-
eHTa pacTsuKuMocTH, Moayna KOHra u mHIeKca KecTKo-
CTH, PAaCCUNTAHHBIX MO cieaytomuM hopmynam [19, 20].
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Dist 0.644 cm

Dist 0.702 cm

Puc. 1. Vnbsrpa3ByKoBasi OLEHKA MACTHYHOCTH OOLICH COHHOM
aprepuu B B/M-pexume.

A — m300paxkeHue cocya B B-pexuMe B monepeyHo miockocTH
ckannpoBanust. CTpenka ykaspiBaeT Ha Kypcop M-pexunma, pac-
TMOJIOXKEHHBIHN TEPIICHANKYISIPHO COCY/LY B TOUKE MAKCUMAIBHOTO
nuamerpa. OCA — o011ast COHHast apTepusi.

b — wu3oOpaxenue cocyna B M-pexume. Crpenkamu,
HAXOJSIIMMUCS MEKIy KalWIepaMH, YCTAHOBJICHHBIMH IO
BHYTPCHHEMY Kpar0 aJBEHTHIMM [CpPEeAHCH W 3aaHell CTCHOK
cocy/a, yKa3aHbl AMaMeTphl ¢ pasmepamu B auactony (Dd) u
cucromy (Ds)

Fig. 1. B/M-mode ultrasonography assessment of the common
carotid artery elasticity.

A — image of the vessel in B-mode in the coronal plane of
the scan.

The arrowed line points to the M-mode cursor, perpendicular
to the vessel at the point of its maximum diameter. CCA —
common carotid artery.

b — image of the vessel in M-mode. Arrowed lines between
calipers mounted on the inner edge of the adventitia of the
front and back walls of the vessel, indicate diameters with the
dimensions in diastole (Dd) and systole (Ds)

1) koapdpunment PaCTSDKUMOCTH (distensibility
coefficient, DC; 10-3k[1A-1) — oTHOCHUTEIBHOE W3-
MeHneHnue nuamerpa OCA B oTBeT Ha u3MeHenue AJl
3a CEepJEYHbIN LUKIL.

__ 2xADx1000
Dd x AP x0,13332 °

2) mHAekc xecTkocTh (stiffness index, ) — oTHomIe-
HUE HaTYpaJIbHOTO JIOTapu(Ma CUCTOINYECKOrO Al
K auactoandeckoMy A/l K OTHOCHTENTFHOMY M3MEHe-
Huto OCA B CHCTONLY U IUACTOITY.

ntS xDd
p—_Pd )
AD °

3) momynb FOnra (E; kITA/MM) — snmacTrdeckuii MOILyIb
Ha eJJMHUILY TUIOIIAIU TIOTIEPEYHOTO CEUSHHUs COCy/Ia
(B COOTBETCTBHU C TONIIUHON COCYIHUCTOH CTEHKH)
(>xecTKOCTh apTepuu Ha 1 CM TOJIIKHBI CTEHKH).

AP Dd x0,13332
E="x— 202
AD h

b

24

rae: AD — pa3H#ia MaKCUMaJIBbHOTO CHCTOJIHMYECKO-
r0 ¥ MUHHMAaJIHHOTO TUACTOJIMYECKOTO JTUAMETPOB
cocyna; Dd — nuametp cocyna B nuacrony; Ps — cu-
crommyeckoe AJl; Pd — nuacronmueckoe aprepuais-
Hoe JaBieHue; AP — BenuunHa MyiabCOBOTO JIaBiie-
HUSl, PACCUUTHIBaeMasi KaK Pa3HOCTh CUCTOIIMYECKOTO
u auacronudeckoro AJl; h — TonmuHa CTEHKH CO-
cyna (MpUHATA KaK TONIIMHA KOMIUIEKCa HHTUMa-Me-
nua); ko3ddunment 1,3332 ucnonb3yercs s nepe-
Boma 1 mm pt. ct. B mackanu ([1a); 1 xITA = 1000 Ila.
Onactuueckue cBoictBa cTeHKH OCA y GOJIBHBIX C
nuccekuueit onnoit BCA onieHuBanuch Ha CTOPOHE, MPO-
THUBOIIOJIOKHOM MOPaXKEHUIO, ITPU JBYCTOPOHHEHN JTUCCEK-
uuu BCA — Ha CTOpOHE MEHEe BBIPaKEHHOI'O CTEHO3a
WA OKKJTIO3UH, TaK KaK Ha CTOPOHE C OOJIBINEH CTETICHBIO
MOPKEHUSI CHW)KEHHE ITyJhCOBOTO BHYTPHCOCYIHCTO-
TO JABJICHUSI MOTJIO TIOBIHATH Ha M3MEHECHHE TUaMeTpa
OCA BO BpeMsi cepJIeqHOT0 IUKIIA. Y OONBHBIX C JUCCEK-
muer ITA smactrueckue cBorictea OCA OLIEHUBAINCEH C
JIBYX CTOPOH C TMOCIEIYIOUINM BBIYACICHUEM CPETHETO
3HA4YCHUs. B rpymme KoHTpOoIIs MoKa3aTe 3acTUIHOCTH
PaCCUHMTHIBAIACH KaK CPEIHUIA Pe3yabTar OT U3MEPEHUs
00enx OCA. CpaBHUTEIBHBIN aHATN3 OMOMEXaHUYECKHUX
napamerpoB npaBoi u jeoil OCA y Jull KOHTPOJIbHOU
TPYTIIBI HE BBISIBIII CYIIIECTBEHHON Pa3HUIIBI, UTO YKa3bI-
BAJIO HA JIOITYCTUMOCTh TAKOTO Toaxosa (Tad. 2).
[IpoBonunack Koppensiys ONOMEXaHUISCKUX Hapa-
MeTpoB OCA ¢ BO3pacToM 1 TI0J0M OOJTbHBIX, KITHHIYE-
ckuMmu mposiBineHusaMu aucceknun (HMK, nzonnposan-
HBIA 00JIEBOH CUHAPOM), KIMHUYECKHUMH TMPU3HAKAMU
JIUCIIA3UM COCTUHUTEIbHON TKAHH, TOJIOBHOW OOJIbIO
B aHaMHe3€e, TABHOCTHIO Pa3BUTHS JHUCCEKINU (10 WU
mocJe 3 Mec.) ¥ YPOBHEM XOJIECTEpHHA.
CraTucTUYeCcKui aHaln3 JAHHBIX MPOBOAUIH C TI0-
MolIbi0 nporpamMMHoro obecrieuenuss IBM SPSS 23.0.
OCHOBHBIMH TTOKa3aTeNsIMU  JUIsl KaTerOPUANbHBIX U
MOPSIIKOBBIX MEPEeMEHHBIX ObutM 4Yactota u 1ois (%),
JUISE HOPMAJIbHO pacCTpeAeNIeHHBIX KOJUYEeCTBEHHBIX
MEePEeMEHHBIX — CPEAHEEe U €r0 CTaHIAPTHOE OTKIIO-
Henue. llpu pacnpeneneHnn TpU3HAKA, OTIMYHOM OT
HOPMAJLHOTO, JAaHHBIC TPEACTABICHBI KaK MeauaHa
3HAYEHUH [3HAYECHUE BEPXHETO U HIKHETO KBAPTHUIICH].
Bo Bcex ciydasix MCIONb30Bald ABYCTOPOHHHUE Bapu-
aHTBl CTATHCTUYECKUX KpuTepueB. HyneByro rumoresy
otreepraiu npu p < 0,05. KauecTBeHHBIE MOKa3aTeIu
M0 YPOBHSM TPYMIUAPYIOUINX MEPEMEHHBIX CpaBHHBA-
JIM TIPA TTIOMOIIH KPUTEPHsS > WM TOYHOTO KPUTEPHUS
Oumepa. B cimyuae mokasareneid, pacrpeieleHHbIX He
HOPMAaJILHO, TIPOBOIMIIN CpaBHEHHUE 1Mo Kputeputo Kpa-
cKea-YoIIuca ¢ IOCIeAYIONIMMHI MTOITapHBIMU CpaBHE-
HUSIMU 10 MaHHY-YUTHHU C TonpaBkod boHdeppoHu.
Jlis OlleHKM B3aMMOCBSI3HM TIOKa3aTellel KECTKOCTH U
ATACTUYHOCTH COCYAUCTOW CTEHKUA C KIMHHYCCKUMHU
ocobennoctamu nquccekmmu BCA w/unu [TA ucnons3o-
BaJIl KOPPEISAIMOHHBIN aHann3 CrrpMeHa.
OO6cnenoBanre OONBHBIX M JIOOPOBOJIBIIEB IPOBO-
JIWIOCH TIOCJIEe TMOAIMUCAHUS UMH HH()OPMHUPOBAHHOIO
coracysi Ha y4acTHE B WCCIIEJIOBAaHUM W Ha 00paboT-
Ky JIMYHBIX JaHHBIX. [IpoBe/eHE HUCCiIe0BaHus ObLIO
0JI00PEHO JIOKATBHBIM 3THYECKUM KoMuTeTOM HaydHo-
TO IIEHTPa HEBPOJIOTHH.
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Tab6numa 2
IToka3aTeJn 3J1aCTHYHOCTH NPABOii U J1eBoii 0011el COHHOI apTepHH B KOHTPOJIBLHOI rpymnime
Hoxasarenn Aprepun l'IpaBell\s;I :?gzag O/i(;ng{z;;; ;ﬁTepm J]eBaK/[ (.)36[%3;;' g/zﬂga;l;]giepm P
Koadpuument pacrsoxkumoctu (DC, 1073 kIla™) 29,4 [27,3; 33,5] 29,2 [25,9; 33,0] 0,50
Wnnexce xectkoctu (B) 5,21 [4,9; 5,8] 5,4 14,7, 5,8] 0,68
Monyis FOnra (xI1a/mm) 35,5[27,5; 41,1] 34,9 [27,9; 42,2] 0,77
INpumeuanune: U— kpurepuit Manna—YurHu.
Table 2
Indicators of right and left common carotid artery elasticity in patients with dissection and in the control group
Parametor Arterics Righl:/[ (;o[rgr;;);) ;Cé(igro;isci A)a]rtery Lef;\zglglcrg;r; /Oc;a(r)ot7i(51 O/egtery p
Distensibility coefficient (DC, 10 xIla™") 29,4 [27,3; 33,5] 29,2 [25,9; 33,0] 0,50
Stiffness index, units (B) 5,21 [4,9; 5.8] 5,4 [4,7;5,8] 0,68
Young’s modulus (kITa/mm) 35,5[27,5; 41,1] 34,9 [27,9; 42,2] 0,77

Note: U — Mann—Whitney U-test.

Pesysbrarsl

CpaBHUTENnbHAs OIIEHKA DJIACTUYECKHX CBOICTB
creikd OCA y OONBHBIX, TEPEHECHINX IHCCEKIIHIO
BCA w/unu I1A, 1 B KOHTPOJILHOM TpyIIe MOKa3ajia
HaJM4YUe CTATHCTUYECKH 3HAYUMBIX OTIUYUN (Taom. 3).
Y OOJIBHBIX ¢ AUCCEKIMEH BBISBICHBI CHIKEHHE KO-
¢urmenta pactsoxkumoctu (DC) u yBennueHune nHiaeKca
JKECTKOCTH (3) — moKasareneid, KoTopble OTpakaroT d1a-
CTUYECKUE CBOMCTBA cOoCynoB B LenoM. Moaynes FOHra,
XapaKTepU3YIOIUI 371aCTUYECKUE CBOWCTBA MaTepuaa
apTepuanbHON CTEHKH, Y OOJBHBIX C IUCCEKIUEH TaKkKe
OBLT BBIIIE, YeM B KOHTPOJIE, UTO yKa3bIBaJO Ha €e Io-
BBIIICHHYI) PUTHIHOCTD (3KECTKOCTB).

[Ipu comocraBieHUH TapaMeTpPOB OHOMEXaHHUYe-
ckux cporictB cteHkn OCA ¢ KIMHHKO-1abopaTtop-
HBIMH JaHHBIMUA OBUIN BBISBIICHBI CJICIYIOIINE CTATH-
CTUYECKH 3HAYMMbIe Koppesiuu: Moayib KOHra Obn
BBIIIe y manueHToB, nepeHecmmx OHMK (56 [38.9;
66,1] klla/mMmM), yeM y OONBHBIX C H3OJUPOBAHHOU

meiHoi/romoBHOH 6onbio (42,6 [36,3; 56,8] xlla/mm,
p =0,019), Toraa kak oH ObLT HIKE Y OONBHBIX C apTe-
puanpHOU TUToTOoHMEH (38,2 [32,5; 51,2] klla/mMm) mo
CpPaBHEHUIO ¢ OOJILHBIMH, UMEBIIMMH HOpMasibHOE A /]
(48,9 [42,5; 60,5] x[Ta/mm, p = 0,021) (puc. 2). OH Tak-
JKe yBenuuMBaics ¢ BozpactoM (R = 0,352, p = 0,011)
¥ C TOBBEIICHUEM ypoBHs xonectepuHa (R = 0,330,
p=0,019). Ungexc xecTKOCTH [3 ObLI BBILIC y MAIUCH-
TOB, 00CJIETOBAaHHBIX B TIEPBBIE 3 MEC. IOCIe Pa3BUTHS
nmucceknun BCA/TTA — (7,1 [6,3; 7,6]) o cpaBHEHHO
C TalMeHTaMH, OOCIeOBaHHBIMH B 0oJyiee TMO3THUE
cpoku (6,2 [5,4; 6,6], p = 0,036) (puc. 3).

CrarucTHYecKnii aHaau3 He OOHAPYXWJI KOppes-
UH MEXJTy MMOKa3aTelsiMU OMOMEXaHUYECKUX CBOWCTB
crenkn OCA y 6ompHBIX ¢ gucceknmeir BCA/IIA, ¢ on-
HOW CTOPOHBI, U MOJIOM MAIUEHTOB, BEIPAKCHHOCTHIO Y
HUX KIMHAYECKUX MTPU3HAKOB TUCTIIA3UN COETUHUTEIb-
HOW TKaHU W HaJM4YMeM B aHAMHE3€ T'OJIOBHOW 0OiH, C
JIPYyroil CTOPOHBI.

Tab6numa 3
Iloka3aTe/ i IACTHYHOCTH COCYANCTON CTEHKH Y MAIMEHTOB ¢ THCCEKINel H B IPyIie KOHTPOJIS
st 23 o i) ,
Koadpuuent pactsokumoctu (DC, 1073 kIla™) 23,08 [19,6; 26,2] 29,6 [27,4;31,7] <0,0005
Wnpexc xectroctu (B), eAMHHUIIBI 6,5[5,8; 7,4] 5,414,9;5,7] <0,0005
Monyins FOnra (xITa/mm) 49,9 [36,5; 56,4] 35,4 [30,0; 41,3] 0,0004
IIpumeuanne: U— kpurepuit ManHa—YUTHH.
Table 3
Indicators of the vascular wall elasticity in patients with dissection and in the control group
o | Geemmmesy | s
Distensibility coefficient (DC, 10 kPa™') 23,08 [19,6; 26,2] 29,6 [27,4; 31,7] <0,0005
Stiffness index (B), units 6,5 [5,8; 7,4] 5,4[4,9;5,7] <0,0005
Young’s modulus (kPa/mm) 49,9 [36,5; 56,4] 35,4 [30,0; 41,3] 0,0004

Note: U— Mann—Whitney U-test.
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Puc. 2. Monynb lOHra y O0NbHBIX ¢ pa3HBIMH KIWHHYECKAMH
nposiBneHusMu auccekiuu (OHMK, u3onupoBaHHas rojoBHas/
nieiinas 6onb, p = 0,019) u pasHbiM ypoBHeM AJl (TUIOTOHUS,
HopMmabHOe AJl, p = 0,0214)

Fig. 2. Young’s modulus in patients with different clinical mani-
festations of dissections (acute cerebrovascular disease, isolated
headache/neck pain, p = 0,019) and different blood pressure (hy-
potension, normal blood pressure, p = 0,0214)

Oocy:xnenue

[IpoBeneHHOE ynbpTpa3ByKOBOE UCCIIEIOBAaHUE MTOKA-
3aJI0 CHIKEHUE PACTSHIKUMOCTH M YBEIHMUEHUE KECTKO-
ctu OCA y OonbHBIX, TepeHecmux aucceknuto BCA u/
niu [1TA, 9T0 COOTBETCTBYET JaHHBIM JIPYTHX aBTOPOB
[12, 13]. AnanoruuHble W3MEHEHHUSI, MO-BUANMOMY,
npucytctByioT B BCA u IIA, mockonbky mpu Mop-
(OJIOTUUECKOM HCCIICIOBAaHUH JUCIIACTHYECKUE H3-
MEHEHHUS BBISBISIIOTCS HE TOJIBKO B PACCIOCHHOH, HO
1 B HEpacCIOEHHBIX MAaruCTpalbHBIX apTEpPHUSAX TOJO-
BBl [7-10]. CHMXeHHe 3TacTHYHOCTH WM TOBBIIICHUE
KECTKOCTH apTepUaIbHON CTCHKH SBIAIOTCA (OHOM,
MpepacoiaraloiiM K JHUCCEKIUH, TEPBBIM 3TaroM
KOTOPOH sABNsI€TCA pa3pblB MHTUMBL. OJHUM U3 Ha-
CTBIX TIpOBOMUpYOMHUX (GakTopoB auccekiuu BCA u
ITA cnyxar moBopoTHI T0s10BEl. COIMIaCHO HCCIIEN0Ba-
uuto F. Callaghan u coaBt. [21], oHM TpUBOAT K 3HA-
YUTEIbHOMY YBEIUYEHMIO HampsbkeHus cteHkn BCA
CO CTOPOHBI MHTHUMBI, TPHYEM MaKCHUMAaJbHOE HArpsi-
KEHHe NMPUXOANTCS Ha NMpeKkpaHuaidbHbId oTnen BCA,
W Ha 00NacTh, PacHOJIOKEHHYIO BBINIE OMQypKaruu
OCA, rae yJaie Bcero u NpoMCXOAUT Pa3pblB HHTUMBI,
BEIyIIMHA K MPOHUKHOBEHUIO KPOBU B apTepUaTIbHYIO
cTeHKy. Mopdonornyeckne M3MEHEHHS CTEHOK 3KC-
Tpa- ¥ MHTPAKPAHUAIBHBIX apTEepHil MPH JUCCEKIINH,
00yCTIOBIMBAIOIINE CHIDKCHHE €€ JIAaCTHYHOCTH U
MOBBINIEHNE JKECTKOCTH, COTJIACHO HAIIMM JIaHHBIM,
npencTaBieHbl  auciutasued. OHa XapakTepusyeTcs
MOBPEXJIEHHEM BHYTpPEHHEH »llacTUYecKo memOpa-
HBI (BBIIPSIMJICHUE, Pa3BOJIOKHEHUE, HEpaBHOMEpHAas
TOJIIIIMHA, OTCYTCTBHE Ha OTACNBHBIX y4acTKax), JIO-
KaJbHBIMH YTOJIIICHUSIMH MHTHMBI ¢ Tposndepanneit
KOJIJTAaT@HOBBIX U AACTUYECKUX BOJIOKOH, H3MEHEHUEM
cpenHeit 00010ukH (YYaCTKH 3HAYUTEIBHOTO UCTOHYE-
HuUsA, GpuOpo3a, HEMPABMIBHONW OPUEHTUPOBKON MHOIIN-
toB) [1, 7, 10]. XoTs M3MEHEHUSI B SKCTpa- U MHTpa-
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Puc. 3. Munexc xecTkocTd 3y OOJbHBIX, UCCIECAOBAHHBIX B
nepBbie 3 Mec. nocie pasputus auccekimun BCA/TTA u B 6onee
no3aHue cpoku (p = 0,0355)
Fig. 3. Stiffness index B in patients examined in the first 3 months
after the development of dissection of the ICA/VA and in those
examined later (p = 0,0355)

KpaHHUaJIbHBIX apTepHUsiX, COTIACHO MOP(OIOTHIECKUM
HCCIEN0BAaHUSAM, HOCAT PACIIPOCTPAHEHHBIN XapakTep,
Ha YTO YKa3bIBAIOT M PE3yJbTaThl YIbTPa3BYKOBOTO
HCCIIEIOBaHUs, OOHApYXHUBIINE H3MEHEHHE Onome-
xaHudeckux cBocTB OCA y OOJIBHBIX C JIUCCEKIUCH
BCA/ITA, onu penko BBISBISIOTCSA B apTEPHUIX, HE yda-
CTBYIOLIMX B KPOBOCHA0KEHHH TOJIOBHOTO Mo3ra. Tak,
D. Calvet u coaBTt. He 0OHAPYXKUIHM HIPH YIBTPA3BYKO-
BOM HCCJIEJIOBAaHUH HApYLIECHUS 31aCTUUECKUX CBOMCTB
AopTHI U JIy4eBOH apTepuu y OONBHBIX C AHUCCEKLHUEH
BCA [12]. D10 cormacyeTcsi ¢ HAITUMU KIUHUYECKHU-
MU JaHHBIMH O PEIKOCTH PACCIOCHUS BHeuepeOpab-
HBIX apTepuil y 6oibpHbIX ¢ qucceknueit BCA/TIA. Ono
OBLIO HAWJICHO JINIIb y OJHOI'0 HALIETO OOIBHOTO C MO0-
BropubiMu Auccekusmu BCA u I1A, y xoToporo pas-
BWJIACh JHCCEKIUS MOYEYHONW apTepHuH, MpHUBeaIas K
uH}papKTy Mouku. BMecre ¢ TeM BBISBICHHBIH HaMU
Oonee HU3KUM Monyab FOHra y GONbHBIX ¢ apTepHalb-
HOM I'MIIOTOHMEN 10 CPAaBHEHHUIO C TAKOBBIM Y OOIBHBIX
¢ HOpPMaIBHBIM AJl KOCBEHHO MO3BOJIAET MpEAIoa-
raThb 1 MEHBIIIYIO ’KECTKOCTh MaTeprala apTepuanbHOI
CTEHKH NepudepruuecKux apTepuil npu apTepuaibHOR
TUIIOTOHHUH, YTO MOXKET OBITh OJTHOM U3 €€ IPUYHNH.
Koppenauus ynpTpa3ByKOBBIX MOKa3aTelnel U K-
HUKO-TTa00PaTOPHBIX JIaHHBIX y OOJBHBIX C JHMCCEK-
nueit BCA/ITA oGHapykunia Bo3pacTaHHE KECTKOCTH
apTepuanbHOM CTeHKH (ToBbIIeHHe Moayns lOwra,
XapaKTEepU3YIOIEro 3JIAaCTHYECKHE CBOWCTBA Mare-
prana apTepuagbHON CTEHKH) MPHU MOBBIIIEHUH BO3-
pacTa, ypoBHA XxojiecTepuHa U AJl, 4TO, MO JaHHBIM
JTUTEPaTyphl, HAOMIONAETCS U Yy OOJNBHBIX C APYTUMHU
COCYIHCTBIMHM 3a00JeBaHUSIMU, HO 0€3 AHCCEeKIUHU
[20, 22-24]. [Tonny4eHHbIEe HAMH YIBTPa3BYKOBbIE J1aH-
HBIE O TIOBBIIIEHUH )KECTKOCTH apTepHaTbHON CTEHKHU
C BO3pacTOM, Ha TMEpBBIH B3MIAA, HE COOTBETCTBYIOT
XapaKTepHbIM OCOOCHHOCTSAM JIHCCEKIHUH, a UMEHHO,
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ee Hanboyiee YacTOMYy Pa3BUTHIO B MOJIOJJOM BO3pac-
T€, PEAKOCTH PELUANBOB C TEYEHUEM BPEMEHH, A TaK-
Ke JaHHBIMH O THUIEPXOJIECTEPHHEMHH Kak (akTope
aHTupucka nng passutus quccekiuu BCA u 1A [18].
[To-BunuMoOMYy, U3MEHEHN apTepUabHON CTEHKH, 00-
ycaosieHHsle AJl, BO3pacToM M MOBBIIIEHUEM XOJIe-
CTEepUHA, KaUeCTBEHHO OTJINYAIOTCS OT TAKOBBIX MPHU
qucceknud. Tak, UCIIacTHYECKHE U3MEHEHUS apTe-
pUanbHON CTEHKH IMPH JUCCEKIHUH (M3MEHEHUS BHY-
TPEHHEW nIIacTHYecKoil MemOpaHbI, 30HBI (GUOpPO3a
B MEINH, HENPaBUIBHONW OPUEHTHPOBKH MHUOIIUTOR)
HEOIHOPOJAHBI, YTO JeJiaeT YYacTKH ¢ OoJibLIeH BBI-
PaXE€HHOCTHIO IUCIIa3UU Hanbosee ysI3BUMBIMU NPU
pacTsSHKEHUM apTepuu, 0cOOEHHO B MecTax ee (hukca-
MU K OKPYXKAIOIUM TKaHsAM. B oTiimuue ot 3TOTO M3-
MEHEHUS apTepHaIbHON CTEHKH, aCCOLUUPOBAHHBIE C
BO3pacToM, nossimieHueM AJl 1 XonecrepuHa, paBHo-
MEpHBI U «CIIaKUBAIOT» JUCIIACTUYECKYI HEOMHO-
PONHOCTh CTEHKH, XapakTEpHYIO sl JIUCCEKIUH,
CHIKas TEM CaMbIM BEPOSTHOCTB €€ pa3BUTH. B aToit
CBSI3M TPEJCTaBISAIOT MHTepec naHHble D. Calvet u
coaBrT. [12] o HeonHOpoAHOCTH HXOCTPYKTYphl OCA y
6onbHBIX ¢ aucceknueit BCA. ABTOpPBI Mpeanonoxu-
T aHU30TPOIHBIN XapaKTep YBEINUYEHHUs )KECTKOCTH
COCYIUCTON CTEHKH, YTO MOBBIIIAIO HCHBITHIBAEMOE
ell «pacTtaruBarolee» HanpspkeHue. C Bo3pacToM U
MPUCOEANHEHNEM aTepOCKIIepo3a Marepuang COCyIu-
CTOW CTEHKHU CTAaHOBUTCS 00Jiee OMHOPOAHBIM U MEHEE
CKJIOHHBIM K JUCCEKIIMU. ITO OOBACHSIET MpeuMyIIie-
CTBEHHOE €€ Pa3BUTHE B MOJOJOM BO3pacTe.

Bornee BbICOKMIT MHJEKC JKECTKOCTU [3, 0OHApYKeH-
HBIA HaMH y OOJIBHBIX, HCCIIEIOBAHHBIX B IIEPBbIC 3 Mec.
ot pa3sutus guccekiun BCA/ITA no cpaBHEeHHIO C ma-
LUEHTaMH, 00CIeI0BaHHBIMU B 00Jiee MO3AHUE CPOKH,
yKa3bIBaeT Ha TO, YTO )KECTKOCTh apTePHAILHON CTEHKU
Ha OIPEJEJIEHHBIX dTanaxX MOXeT MOBBIIIATHCS, OUEBUI-
HO, TIOJ BIUSHUEM KaKUX-TO JHJIOT€HHBIX M3MEHEHUI
1 3K30T€HHBIX (DAaKTOPOB, BIMSIOIIMX HA COCTOSIHUE €€
KJIETOUHBIX 3JIEMEHTOB M AKCTPAKIETOUYHOTO MaTpHKCa
(uH(eKus, TpueM KOHTPALENTUBOB, NPENaparoB A
NOXYJICHHSI, TOJIOJIJAaHKE), CIIOCOOCTBYSI TEM CaMbIM pa3-
BUTHIO TUCCEKLINN.

Bbonee Beicokunit Mmoayns FOHTa, oTpakaronmii moBbI-
LICHHYIO JKECTKOCTb COCYIMCTON CTEHKH, ObLII OTMEUYEH
y OonbHbix ¢ auccekiueit BCA/ITA, mposiBuBIIEHCS
OHMK, no cpaBHeHHIO ¢ OOJNBHBIMH, Y KOTOPBIX OHA
npuBeNia K HM30JUPOBAHHOW MICHHOW/TOIOBHOW OOIH.
[To-BuuMOMYy, 3TO CBS3aHO C T€M, YTO MOBBIIIEHHAs
KECTKOCTh CTEHKH TPENATCTBYET NPOHUKHOBEHHUIO
KPOBH B CTOPOHY aJBEHTHULIMH, NPHUBOAS K €€ CyOHH-
THMAJIbHOM JIOKAJIM3AalluK, BbI3bIBAIOLIEH CTEHO3 WJIU
OKKJIFO3MIO MIPOCBETA apTEPUU, YTO U CIYKUT MPHYHU-
HOW yXY/ILICHHS KPOBOCHAOKEHHS TOJIOBHOTO MO3Ta.
Memsbl1as KeCTKOCTh MaTepuaa apTepualbHON CTEHKU
MO3BOJISIET KPOBU PACIPOCTPAHATHCS B CTOPOHY aJ/IBEH-
TULUH, TPHUBOAA K pa3fApakeHUIO IEPUBACKYISIPHBIX
HEPBHBIX OKOHYAHHWH, YTO KIMHUYECKU TMPOSBIAETCS
M30JIMPOBAaHHOM IIEHHO-TONOBHOH 00Ibt0. B 310 cuTy-
aIy MPOCBET apTEPUH CTEHO3UPYETCS HE3HAYUTEIHHO,
YTO U OOBSICHAET OTCYTCTBHE NPU3HAKOB HIIEMHH TO-
JIOBHOTO MO3ra.

CLINICAL RESEARCHES AND CASE REPORTS

3akiaouenue

[lonmyueHHbBIE TaHHBIE O CHIKEHHH 3JIACTHYHOCTH H
MOBBIIICHNN XeCTKOCTH CTeHKH OCA y OOTBHBIX C THC-
ceknueit BCA/ITA He TONBKO MPOIHMBAIOT CBET Ha IaTO-
(U3MOIOTHYECKUE MEXaHU3MbI €€ Pa3BUTHUSI, HO U MOTYT
MCIIOJIh30BATHCS B KIIMHHUYECKOW MTPAKTHKE MIPH YTOYHE-
HUW MPUIUH UIIEMHYECKOTO WHCYIIBTA Y JIUI] MOJIOIOTO
Bo3pacta. OleHKa AIaCTUYECKUX CBOWCTB COCYIUCTOH
CTEHKH C TIOMOIIBIO YIBTPA3BYKOBOTO HCCIICTOBAHUS
OCOOCHHO aKTyallbHa B CIIy4yasiX, KOIJIa KIMHUYECKUE
MIPOSIBIICHUST WHCYJIBTa THUIUYHBI IS JAUCCEKIIUU, KO-
TOpasi B CBSI3U C OTCYTCTBHEM HEWPOBU3yallM3alliu HE
OblIa BepU(UIIMPOBAHA B OCTPOM/IOAOCTPOM IEPHO-
nax [25]. B mo3gaue cpoku mHCYAbTa (mocie 3 Mec.),
Korja BepudUKalUs HHTPAMypaabHOW I'eMaTOMbl YiKe
HEBO3MO)KHA, OOHApYy)KEHHE MOBBIIICHHON JXECTKOCTH
OCA mpu yapTpa3BYKOBOM OIIEHKE OMOMEXaHUYIECKUX
cBoiicTB OCA MOXKET CITy’KUTh JTONOJTHUTEIBHBIM apry-
MEHTOM B ITOJIb3Y JUCCEKIINH KaK MPUIHUHBI HHCYJIbTA.

Konduauxkr unTepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBHHU KOH(IIUKTa HHTEPECOB.

®uHancupoBanue. ccinenosanue He UIMEIO CIIOH-
COPCKOM TOAJIEPIKKH.
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BBenenune

Lepebpansuas amunonnnas anruomnarus (LHAA) —
pacrpocTpaHeHHOE 3a00JIeBaHHE, B OCHOBE KOTOPOTO
JIKAT TPOTpPECCUpyIoliee OTIOKEHHE [-amMuionga B
cpenHell M HapyXHOH 000J0YKax MEJKUX JIeITOMe-
HUHTEAJbHBIX M KOPKOBBIX apTepuil W KamWLISPOB.
Knunnueckast 3naunmocts LIAA, B mepBylo odepens,
00ycJIOBIeHa €€ IMUPOKUM PACIPOCTPAHEHNEM: TI0 AaH-
HbIM J. Attems u coaBT., ipu aytorncuu LIAA oOnapy-
xuBaerca y 21% mur B Bospacte 61-70 net, 42% muig
B Bo3pacte 71-80 netr, 57% B Bo3pacte §1-90 ner u
69% mun B Bo3pacte 91-100 net [1]. LHAA cuuraercs
OJHOH 13 BeIyIUX MPUYMH CIIOHTAaHHBIX BHYTPHUMO3I0O-
BbIX kKpoBomsnusHuil (BMK) 1 cBsizaHHBIX C BO3pacTom
korHuTHBHBIX HapymeHui (KH), a Taxke ciocoOcTByeT
Pa3BUTHIO TEMOPPATrHYECKUX OCIOKHEHUI aHTHUTPOM-
0oTrueckoil U TpoMOoIUTHYECKOW Tepanuu. KinHmue-
CKasl ¥ TaTOTeHETUYECKasi TeTePOreHHOCTh 3a00ICBaHS
oTpakeHa B onucaHuu psana penorurnor LIAA, bopmu-
PYIOIIMXCS, TIO-BUIIUMOMY, Ha (pOHE pa3IMYHbIX MOAJIe-
KAalMX HEBPOIATOJIOIMYECKUX MPOLIECCOB U MAaTTEPHOB
oTnoxkeHus: ammwionaa [2]. Tak, cauraercs, 94To cropa-
nuueckas LIAA, xapakTepHas Ui NOKWIBIX JIUL U Ta-
[IUCHTOB C 00JIe3HBIO AJbIreliMepa W OTIUYAIOIIASICS
MaJIOCUMITOMHBIMUA ~ KJIIMHUYECKUMH TIPOSIBIICHHUSIMH,
pa3BHUBaeTCs BCJEACTBHE HEIOCTATOYHOCTH IE€pHUBa-
CKYJISIPHOTO JIPEHAXa, TOrJa KaK TSDKEJbIe KIMHUYECKU
sBHBIE BapuaHThl LIAA ¢dopmupyrorcs Ha (poHE MHBIX,
JIOBOJILHO Pa3sHOOOPAa3HBIX, THIIOB MATOJIOIMYECKOTO Ha-
KOIUICHUS amuionja [3].

Knunanueckue quarnoctuyeckue bocronckue xpure-
puu kputepun LIAA npeanoxenst B 1995 1. S. Greenberg
u coanT. [4] u Banuauposansl B 2001 r. [5]. B nacTosee
BpeMsi JieiicTBYIOT MoauduipoBanHbie bocToHcKne
nuarHoctuyeckue kpurepuu 2018 r. [6, 7]. Beayumum
METOIOM AuarHOCTUKA I[[AA CiIy)XHUT MarHUTHO-pe-
3onancHas Tomorpadus (MPT). OcHoBHBIE MapKepsl
HAA npu MPT: noneBble TeMaToMbl, MHOKECTBEHHBIE
CTpOTO JI0JIeBbIC LIepeOpaIbHbIe MUKPOKPOBOU3IHSHUS
(LIMK), xopxoBbrii moBepxHocTHbIN cuaepo3 (KIIC),
3aJHsIsl THIIEPUHTEHCUBHOCTD OEJI0T0 BEILIECTBA, KOPKO-
BbIe MUKPOUH(APKTHI ¥ pacIIMpPEHHbIC MEPUBACKYIISP-
uele npoctpanctsa (IIBII) B momyoBansHOM nenTpe [7,
8]. HecmoTps Ha 3HAUMTEIBHBIC JTOCTHIKCHHUS B TIOHH-
MaHMU MaTOTeHe3a, HeWPOBU3YaIN3allMOHHON KapTHHBI
W KIMHHYECKOW 3HaumMocTu [IAA, ee nMarHoCTHKa B
PYTHHHON HEBPOJIOTHUECKOH MPAKTHKE CONpPsDKEHA ¢
PSAAOM TPYIHOCTEW, OCHOBHBIMH M3 KOTOPBIX SIBIISIOT-
Csl HEAOCTATOYHAs! OCBEJOMJICHHOCTh CHELHAINCTOB O
TUMUYHBIX KIMHUYECKUX M HEHPOBU3YaTU3aIMOHHBIX
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MIPOSIBIICHUSX 3a00JI€BAHNS, a TAK)KE 3HAYUTEIIbHAS KITH-
HUYECKass TeTepOreHHOCTh MAToNOoruu. B HacTosmieit
CTaTbe MPEJCTABICHO OMICAHNE ABYX KIIMHUYECKHX Ba-
puantoB LIAA, nepBbIil U3 KOTOPBIX MPOTEKAJ ¢ pa3BU-
tHeM amuiongHoro anruuta (LIAA, acconmupoBaHHas
¢ BocnaieaneM — [[AA-B), a BTopoii xapakrepusoBai-
cs mporpeccupoBanueM KIIC.

Kiannuueckoe naomonenue Nel. ITanmentka H.,
65 net, mocraBieHa OpUTaIOW CKOPOW MEIUITUHCKON
MOMOIIM B TEPBUYHOE COCYIMCTOE OTJAEJIeHHE TOcie
TeHEePAIM30BaHHOTO DJIHJIENTHYECKOro TpucTtymna. K3
aHaMHe3a U3BeCTHO, uto H. Gonee 20 et cTpamaeT ru-
MIEPTOHNYECKON OO0JIe3HbIO (MaKCHMalbHBIE 3HAYEHUS
aprepuansHoro maeienust (AJ]) 260/120 mm prt. cT.),
AHTUTUTIEPTEH3UBHBIC TIpenapaThl MPUHUMAET pery-
nsipHO, HO 1ieneBoro A/l ue mocturaer (150-170 Mm pT.
ct.). Take B TedeHne 20-25 neT OONBHYIO OECITOKOST
TOJIOBHBIE OOJIM 110 THITY TOJOBHOW OOJM HAINpPSKEHHS.
3a HECKOIIbKO MECSIIIEB JI0 HACTOSIIEH TOCTTUTAIN3AIUN
XapakTep TOJIOBHOM OOJIM U3MEHHJICS, OHA CTaJla HHTeH-
cuBHee 1 yaine (1-2 pasa B Hezemto). [onoBHas 6016 J10-
KaJIU3yeTCs B IPABOM MMOJIOBUHE TOJIOBBI U HOCUT TYIIOH,
HOIOUIMI XapakTep. B nepron MHTEHCHBHOHN TOJIOBHOM
001 MaIMeHTKa MpUHUMAaNa aHaJIbIMH WIM acHHUpUH,
YTO MPUHOCKIO obnerdeHue. OuaroBoll HEBpPOJIOTHYE-
CKOHM CUMIITOMAaTHKHU M CYJOPOT paHee He HAOII0AanoCh.
Marpb naneHTKy B Bo3pacte 73 JeT nepeHeca UileMn-
YECKUM MHCYJIBT.

[TanmenTka, HaXoOmACh JIOMa, MOYYBCTBOBANA Clia-
60CTh BO BCEM Tele, HE CMOIIa TIO3BOHUTH ChIHY H3-3a
TOTO, YTO «PYKH TEPEeCcTaIn CIymarbcsy». JlampHeimme
coOpITHs HE TOMHUT. [Ipyu moctynnenun B cranuoHap
3adurcupoano AJl 190/100 mm pt. cT. Ha s13p1KE TIMeE-
JUCHh CHEABl TMPUKYChIBaHUS. AMHE3Us Ha NEPHON OT
pa3BHUTHS pUTIAJKA JI0 TOCTYIIeHHus B crannonap. Co-
3HAHHE SICHOE, MEHMHIE€aJIbHBIX CHMIITOMOB HET, YyB-
CTBUTENLHBIX W JIBUTATEIIbHBIX HAPYIICHWH HE BHISB-
neHo. B mo3ze PomOepra HaOmronanachk jerkas aTrakcus,
OCTallbHBIE KOOPJIMHATOPHBIE MPOOKI B HOpMe. CTerneHb
HEBPOJIOTMYECKOTO Je(UIUTA TI0 NIKaJe WHCYJIbTa Ha-
[MUOHAJBHOTO WMHCTHTYTa 3710poBbsi (NIHSS) mpu mo-
crymwieHuu 0 6amtoB. YpoBEHB TITIOKO3BI KATMJUIIPHOM
KPOBH TIPH MOCTYIUIEHHU COCTABHII 7,8 MMOIIB/J, TIOKa-
3aren oOIIero aHalu3a KPOBU M KOAryJlnorpaMMbl — B
npezenax peepeHCHBIX 3HAYCHHN.

[TarmenTke mpoBeneHo 00Ce0BaHUE COTIIACHO T0-
PSAAKY W CTaHAAPTY OKa3aHHs MEIUIIMHCKON MOMOIIU
[Py OCTPOM HApPYUICHUH MO3TOBOTO KPOBOOOpPAICHHSI.
ITo pesynbraram xommnbroTepHoit Tomorpaduu (KT) ro-
JIOBHOTO MO3ra (puc. 1) BBISBICH OTEK 0EJIOr0 BEIeCTBa
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Puc. 1. Kommnbrorepaas Tomorpadust FoJIOBHOTO MO3Ta MaIUeHT-
ku H.
Fig. 1. Computed tomography of the brain of patient N.

3aThUIOYHBIX JIOJICH, Oosblie crpaBa. BeickazaHo mpej-
MOJIOKEHHE O BO3MOXKHOCTH JICHKOAHLE(DATONATHH,
OITyXOJIH, Tapa3sUTapHOTO TOPaKEHUS WU HIIeMHYe-
CKOTO MHCYJIbTA.

CocTosiHHMEe MAIMEeHTKH OCTaBaJIOCh CTAOWJIBHBIM,
CYAOpOXHBIE MPUCTYIBI HE MoBTOpsauchk. Ha 3-ii nenn
nposejieHa MyasTumonansHast MPT ronosHoro mosra ¢
BHYTPHMBEHHBIM KOHTpAacTHpOBaHueM (puc. 2, a-1). Crie-
nuanuctoM MPT onumcanbl cimBarommecs 30HBI U3Me-
HeHHoro MP-curnana B TEMEHHBIX U 3aTBUIOYHBIX JI0-
JsIX ¢ 00eMX CTOPOH, METeXHaJbHOE TeMOpparuieckoe
MIPONUTHIBAHUE B TEMEHHBIX, 3aTBIJIOYHBIX U BHCOYHBIX
JOJIAX, 4TO OBIJIO MHTEPIPETHPOBAHO B paMKax Xpo-
HUYECKOM MIIEeMHM ToloBHOro mosra. Ha cnemyrommii
neab MPT Obuta mepecMOTpeHa B PErHOHAIBLHOM CO-
CYIIUCTOM LIEHTpPE, BBIABICHHBIE N3MEHEHUS OXapaKTe-
pu3oBaHbl Kak mposiBieHus [[AA-B. B wactHocTH, Ha
nocienoBarensHoctT  FLAIR  Bu3yanmsupoBana 00-
MIMpHas acCHUMMETPHUYHas 30Ha BBICOKOWHTEHCHBHOTIO
MP-curnana, npoTsiHyBIIasiCsl OT 3aAHETO pora Mnpaso-
0 OOKOBOTO JKEITYI0UKa 10 CYOKOPTHKAIHHBIX OTACIIOB.
[TonoOHas 30Ha ¢ MeHee HHTCHCUBHBIMH CUTHAJIbHBIMU
XapaKTepUCTHKaMU HaOmonaercs B 0ONacTH 3aTHero
pora JeBoro OOKOBOTO >Kenmynouka. J(aHHBbIE y4acTKH
narosioruieckoro MP-curaana umMeroT pa3indHyio cre-
IeHb orpaHuyeHus UG QPy3UOHHBIX INOKa3aTeilel, mpu
3TOM IOJTHOTO COOTBETCTBUS Meky 3oHamMu Ha FLAIR
u DWI He ycraHoBieHo. BbIsiBiIeHHbIE U3BMEHEHUS HE
COOTBETCTBYIOT OIpENEJICHHOMY apTepuanbHOMy Oac-
celiHy. BusyanusznpoBaHbl MHOKECTBEHHBIE MEIIKUE J0-
nesbie [IMK okpyriioii Gopmbl, IpenMyIIecTBEHHO JI0-
KaJIM30BAHHBIE B 3aJHUX OT/AEJIaX BUCOUHBIX, TEMEHHBIX
1 3aTBUIOYHBIX JI0JIEH TOJIOBHOTO MO3ra. [IepuBeHTpUKY-
JSIpHBIE 30HBI THIIEPUHTEHCUBHOCTH OEJIOr0 BEILECTBA,
TaK)Ke MMEIOIIMe BhICOKYI0 HHTEHCHBHOCTh CUTHAJIa Ha
FLAIR, BH3yasm3upoBaHBI B 00JacTH MEPEIHUX U 3a-
JTHHX POTOB OOKOBBIX JKEIIyJIOYKOB. [I[pH3HAKOB MOBEpX-
HOCTHOT'O CH/IEP03a HE BBISABICHO.

Ha ocHoBaHmmM nuarHocTuueckux kpurepue E.
Auriel u coasr. [13], a UMEHHO BO3pacTa, HAJTHMYHUS TO-
JIOBHOU OOJIH ¥ CYJJOPOKHBIX IPUTIAJIKOB (HE CBSI3aHHBIX
¢ BMK), MmynsrrhokanbHOTO, aCHMMETPUIHOTO, KOPKO-
BO-TIOZIKOPKOBOT'O MOpPaKEHHsI OEJIOTO BEIECTBA TOJIOB-
Horo mo3ra 1o nanubiM MPT, npusnakos IIMK u KIIC,
a TaKk)Ke OTCYTCTBHSI OIyXOJIE€BOU, MH(PEKIIMOHHOW WU
JpyTOi TPUYHHEI 3a00ieBaHus, ycraHoBieHa [[AA-B.
Cpa3y ke mocie YCTaHOBJIEHHS JAMarHo3a MalHeHT-
K€ Ha3Ha4eH NPEAHHU30JIOH B A03e¢ 60 MI ¢ MOCTEeNeH-
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HBIM CHIDKEHHEM JTO3UPOBKH KypcoM Ha 1 mec. Kpome
TOro, OONBHAS MOJTyyalla BaIbIIPOEBYIO KHCIIOTY B J103€
1000 mr B cyTKH.

B nepuon rocnuTanuzanuy MpPOBEAEHO MOHUTOPH-
poBanue AJl, B TeueHHE CYTOK PErHCTPUPOBAJACh CH-
CTOJIO-TACTOJIMYECKasl apTepuajbHasi THIICPTEH3US C
MakcuManbHbiM AJl B mHeBHbIe yachkl 180/100 MM pT.
CT., MEUHUMaIBHBIM — 140/90 MM pt. cT. (Ha doHe mpu-
eMa aHTHTUIEepTEeH3UBHBIX Mpemnaparos). Kpome Toro, y
MALMEHTKH BBIIBJICHA JUCIMITUAEMHUS: OOLIMHA XOlecTe-
puH 8,4 MMOJbB/N, JTUNONPOTEHUABl HU3KOH IUIOTHOCTH
(JITTHIT) 6,3 mmoms/it, JIIT Beicokoi urotHOCTH (JITIBIT)
0,9 mmons/n, Tpurunepunst (TT) 6,82 mmob/n. B 6no-
XMMHYECKOM aHAJIM3€ KPOBH OTMEYAJIOCh MOBBILICHHE
koH1eHTpauun C-peakruBHoro 6enka (CPB) o 24 vr/mu,
Jpyrye MoKas3aTeny HaXOAWINCh B Ipenenax pedepeHc-
HBIX 3HaYeHUH. [Ipu TyriekcHOM CKaHUpPOBaHHU OpaxH-
ouedanbHBIX apTepuil BU3yaIu3UpOBaHbl MUHUMAJIbHBIC
CTEHO3bl COHHBIX aprepuil. 110 maHHBIM 3XOKapauorpa-
¢un (Ox0-KI') aopra He pacmmpeHa, HMEIOTCsS HE3Ha-
YHUTENbHAS JUIaTalrs Tpecepauii, rurnepTpoduss Muo-
Kapa JICBOTO XKEeTyA04Ka 2-1 CTETICHN U TUACTOIMYECKas
JCYHKIHS JIEBOTO JKENTyI0UKa 1-ro THra.

3a BpeMs roCHHUTaIM3alUdU HaONIONANach IOJIOKH-
TeJbHAA JUHAMUKA, SIWICTITHYECKUE ITPUIAIKN HE BO3-
HUKaJM, TOJIOBHBIE 00M perpeccupoBaiu. Hesposoru-
YeCKUH cTaTyc Ha MOMEHT BhIMUCKH B HopMme, KH HeT.

[locne BbIMMCKH M3 CTalMOHapa 4yepe3 HeNeso OT
JIHS TIOCTYTUICHHS TalMeHTKe OBIJI0O PEKOMEH]I0OBAHO
MPOJOJKUTH IIPUEM IperHU3010Ha B o3¢ 30 Mr ¢ mo-
CTETICHHBIM CHIKEHHEM J103bl. ONTUMHU3UpPOBaHA aHTH-
TUIIepTeH3UBHAs Tepamnus (1o3aprad 150 Mr B cyTku u
MokcoHUAMH 0,4 MT B CyTKH), Ha3HAUY€H pO3yBacTaTHH B
no3e 10 Mr B CyTKH, pEKOMEHA0BaHO OTKA3aThCsl OT MPH-
€Ma aHTHarperaHToB.

UYepes mecsn mocie BBIIMCKMA W3 CTalMoHapa Ma-
[IUEHTKa OCMOTpEeHa MOBTOPHO, TOJI0BHAsl O0JIb HE BO3-
OOHOBIISITIACHh, HEBPOJIIOTUYECKUI cTraTyc B HOpMme. A/
130/80 MM pT. CT., IO JaHHBIM THEBHHKA CAMOKOHTPO-
nst AJl mogpemoB Berme 150/100 MM pT. CT. HE OTMeda-
nock. [IpoBenena kontposbHas MPT romoBHoro mosra
(cM. puc. 2, A-3), NPOAEMOHCTPUPOBABLIAS MOJIOKHU-
TeIbHYI0 JauHamMuKy. OrmpenensieTrcs HOpPMaTU3aIus
T Qy3UOHHBIX TOKa3aTelneld U NPaKTUYECKH MOIHBINA
perpecc runepunTeHcuBHoro MP-curnana mo T2 BU,
YTO MOXKET OBITh CBSI3aHO C HUBEIIMPOBAHUEM Ba3OTCH-
Horo oreka. [Ipu 3ToM yBenuumiioch koinuectBo [IMK
U UX Pa3Mepbl, 4TO, BEPOSITHO, CBSI3aHO ¢ OOJbIICH, 11O
CPaBHEHHIO C TPAJUEHTHBIM 3X0, YYBCTBUTEIbHOCTHIO
MP-nocnenoBarensnoctd SWAN K nponyKTaM pacraja
reMonIo0HHa.

[Ipr DOBTOpPHOM HCCIEIOBAaHMM JMIIUAHOTO CIIEK-
Tpa: xonecrepuH obuwmii 7,18 mmons/n (0-5,2), JITIBIT
1,12 mmome/n (0,9-1,9), JITTHIT 4,15 mmouns/nm (0-3,4),
TT 3,22 mmons/n (0-2,1), JIIT oueHb HU3KOM TIIOTHOCTH
1,91 mmomp/n (0-0,84). IlanuenTka KOHCYIBTHPOBaHA
KapJHoJIOTOM, PEKOMEHJJ0BaHa KOMOWHHPOBAaHHAS aH-
TUTUNEPTCH3UBHAS TEPaIUsl U IPUEM PO3yBacTaTHHA B
no3e 10 mr.

Kaunnunyeckoe HaOmonenme Ne2. I[lamuent A.,
76 net, nonbemoB A/l panee He oTmeuan. Bedepom mo-
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SWAN/SWI

qyBCTBOBAJI TOJIOBHYIO 0OJIb pacluparoiiero Xxapakrepa
B 3aTBIJIOYHON OOJIACTH, CAMOCTOSITENILHO MPHUHSI TEeH-
TaJruH, 4T0 yMmMeHbmio Oonb. Ha cnemyrommii neHb
BHOBB BO3HHUKJIA TOJIOBHAs OOJb TOW K€ JIOKAJIM3alluU
BBIPQKEHHOCTBIO 5 0aJIOB 10 BU3YyaJIbHOH aHAJIOTOBON
mkane (BAILl), ymeHbmunack npu nprueMe HeCTepOuI-
HOTO TpOTHBOBOCHanuTensHoro npemnapara (HIIBIT).
Uepes 2 nHA M3-32 TMPOIOIIKAOIIEHCS TOJIOBHOW 00U
MayeHT ooparwics B crauuoHap. B HeBponornueckom
cTaTyce Ha MOMEHT IMOCTYIUICHUS OTKJIIOHEHUH He ObLITO
BbIsBIIeHO, AJ[ — 125/80 MM pt. cT. Ilo pesympratam
KT romoBHOro Mo3ra obHapyKeHa TeMaToMa B MPaBOit
TeMeHHOH none. [laruent Beimucan yepes 11 mHe# Oe3
HEBPOJIOTMYECKOTO JepUIIUTa C PEKOMEHIAIUSAMHU T10
preMy aHTUTHIICPTEH3UBHOM Tepanuu (MepUHIOIPHIT
2,5 wr). Ilocie BhIMHMCKM TalMeHTa MPOAOIIKAIN Oec-
MOKOWUTH TOJIOBHBIE OONM M CHIDKCHHE BHUMAaHHSA, TIe-
puoanudecku od npunuman HIIBII. Yepe3 mecsiii BHOBb

V4

,

“USWAN

SWAN
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Puc. 2. MPT-uccienoBanue rojioBHOTO
Mo3ra nanueHTku H.: a, 6, B, r — nepBuu-
HOE; I, €, K, 3 — IOBTOPHOE, Yepes 3 Mec.
Fig. 2. MRI of the brain of patient N: a,
0, B, T — primary; 1, €, %, 3 — repeated,
after 3 months

BO3HUKJIA CUJIbHASI TOJOBHAs OOJIb, TAIIMEHT MPHHSII
HIIBIT ¢ nonoxwurenbHbiM 3(dexkrom. 3a 3aBTpakomM
CTaJI JIe30PUEHTUPOBAHHBIM, 33a]]aBal OJIHU U T€ K€ BO-
MIPOCHI; JAHHOE COCTOSTHUE MPOIOIKAIOCH OKOJIO Yaca.
IIpu 3Tom A/l He moBBILIATOCH. B 3KCTpeHHOM nopsiake
TOCIMUTAIN3UPOBAH B CTAlMOHAp, BbINoHEeHA KT rosios-
HOTO M03ra, npu3HakoB BMK u uiiemMuyeckoro uHcysab-
Ta He BBISBJICHO.

Coycerst 10 Mec. TalMeHT caMOCTOSTEIbHO 00paThiI-
C4 B PErMOHAJIbHBIN cocyaucThi 1ieHTp. [1o pesynbra-
taM MPT romoBHOro Mo3ra oTMe4eHa acCHMMETpHYHAs
TUIIEPUHTEHCHBHOCTH OEJIOTO BEIECTBa C NMpenMyIle-
CTBEHHOH JIOKAJTM3aIlieil B KOPTUKAIBHBIX M CYOKOPTH-
KaJIbHBIX OT/IeIax TEMEHHOM M 3aThUTOYHOMN JOJIH clieBa
(puc. 3 0, B). B obnactu momryoBaibpHOTO IIEHTpa oTpeie-
Ts10Ch BeIpaxkeHHoe pactpenue [IBII (cm. puc. 3, a).
Juddy3Hble AeT03UTH TEMOCHIEPUHA BU3YaIN3HPOBa-
HBI 110 KOHTYpaMm TOBEPXHOCTH OOpO03/ 3aTbUIOYHBIX U

Puc. 3. [lepsuunas MPT ronosHoro Mos-
ra rnamnueHTa A.

Fig. 3. Primary MRI of the brain of pa-
tient A.
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BHICOYHBIX J0JIeH cripaBa (()eHOMEH «IOPOKEK»): IHC-
cemununpoBannblii KIIC (cm. puc. 3, 1, 1, €). 30Ha rure-
puHTteHcuBHOCTH curHaja o FLAIR B neBoii TeMeHHOU
Y 3aThIJIOYHOM JIONISIX HE COMPOBOXK/1AIaCh BBITIAJICHUEM
cur"aia B pexkume SWAN, 94To TT03BOJIIET HHTEPIIPETH-
poBarth ee kak nposisnenue [{AA-B. YyactkoB pecTpuk-
mmn 1udy3n0HHBIX TTOKa3aTellel He BBIIBICHO.

B cootBercTBUM ¢ BOCTOHCKMMU TUArHOCTHYECKU-
MU KpUTEpUsAMH (BO3PacT > 55 JeT, MHO)XECTBEHHBIE
kposomznusinust (BMK, LIMK), orpanndenHsie noms-
MU MO3Ta, KOPKOBBIMH WJIH KOPKOBO-TIOIKOPKOBBIMHU
3oHamMu W guccemunupoBanHbiii  KIIC, otcyrcTBUE
IPYTUX TPUYUH KPOBOMBIHWSHUI) yCTaHOBIEHA BEPO-
sitHast [{AA. [1o maHHBIM JYIUIEKCHOTO CKaHUPOBaHUS
COHHBIX apTepHil BBIABIEHBI cTeHO3bI 10 30%. Ix0-KI,
CyTOUHOE XonTepoBckoe MmonutopupoBanue IKI, snek-
TpodHIEedatorpapus — 06e3 ocodeHHOCTEeH. B nummn-
HOM cIieKTpe o0mui xonectepud 4 mmois/n, JITTHIT
2,1 mmons/i, TI' 1,9 mmons/n u JIIIBIT 1,1 MmMoms/i.
IIpu HeMponCUXoIOruueCKOM TECTUPOBAHUHU OTKJIOHE-
HHUU HE BBIABICHO. [lamuenT BeImucan 6e3 HEBPOJIOTH-
Yyeckoro aedunura.

PexomenmoBan crporuii koHTpoiah AJl (HazHadeH
aMJIOIUTIUH B f03¢ 2,5 Mr) 1 n3beranue npuema HIIBIL.
ITocae BeIUCKH 00JIBHOIO O€CITOKOMIIN T'OJI0BHBIE OOJIH,
TOJIOBOKPYKEHUSI, HEYCTOWYMBOCTh MIPU XOJb0€ U CHH-
JKeHHE BHUMAaHMS.

ITpu nosroproit MPT ronosHoro mosra uepes 5 mec.
OTMeYeHa OTpHUIlaTeIbHAS THHAMHUKA — 3a(UKCHPOBAHO
yBenuuenue pacrpoctpanennoctu KIIC ¢ BoBieueHuem
TIOOHBIX JT0JIEH, BO3POCIIO YHCIIO U3BHIIMH C TATOJIOTHYE-
ckuM curHanoM (4 6amna no mxane nporpeccun KIIC)
(puc. 4, r-e). Panee ompenenseMplii y4acTOK TUITEPUH-
TEHCHUBHOCTH B JIEBOH 3aTbUIIOYHOM 0JI€ PETPECCUPOBAI
(cm. puc. 4, 6, B). OT™MeUaeTcs yBeIMIeHUE pacpocTpa-
HeHHocTH pacmmpenHbix [IBIT (cm. puc. 4, a).

Ilpu MOBTOPHOM HENUPONCUXOJIOTMYECKOM TECTUPO-
BaHUU 3a()MKCHPOBAHO CHIDKEHUE pe3ylibTara Oarapeu

CLINICAL RESEARCHES AND CASE REPORTS

Puc. 4. Konrtponeaas MPT romoBaoro
MO3ra fnanueHra A.
Fig. 4. Control MRI of the brain of patient

JIOOHBIX TECTOB 10 15 0aiyioB, pe3ysbTarT BbIMOJIHEHUS
tecra lllynere cocraBun 86 cexyna. Ilpuctymnos, koTo-
pbI€ MOJKHO OBLITO KBaTH(PHUIIMPOBATH KaK TPAH3UTOPHBIC
(hOoKaJIbHBIC HEBPOJIIOTUYECKUE AIHU30/IbI, 32 BpeMsl Ha-
OmroneHus He ObLIO.

O6cy:xnenue

B crarbe npencrasieHo onucanue AByX (EHOTHUIIOB
HAA — IHAA-B u BMK c KIIC. OcHoBHEIMEU 0CO0O€H-
HOCTSIMU KJIMHUYecKoro ciydast LIAA-B saBnstoTcs Bo3-
pact GonbHOU (65 net, korna L{AA BcTpedaercs Bcero
mumb 'y 21% o0cnenoBaHHBIX), HAIWYHE B aHAMHeE3e
TSKEJIONW TUIIEPTOHUYECKOH 00JIe3HH, KITMHINYECKas Ma-
Hudecraus 3a00eBaHMs ¢ TOJIOBHOM 0OJIH U SIUIIETI-
TUYECKOTO IIPUCTYTIA, & TAK)KE BIpAKEHHAs JTUCIUIIH/IE-
MU 1 IPU3HAKU CUCTEMHOTO BOCIIAJIICHUS! (IIOBBILLICHNE
koHreHTpanuu CPb).

LHAA-B mpencrasisier co0oi CHHIPOM 00paTuMoit
sHIe(DANTONaTHH ¢ OTEKOM M BOCHaJICHHEM, HaOroae-
MbIll y HeKoTophIX nanueHToB ¢ LIAA [9]. Beero k Ha-
CTOSIIIIEMY MOMEHTY B JINTEpaType UMEeTcs ONHCaHue
6omee 200 mMaTONOTMYECKU IONTBEPKIACHHBIX CIyda-
eB LIAA-B. Cpeanuii BO3pacT ManyueHTOB COCTaBISET
67 net (ot 42 10 87), YTO COOTBETCTBYET M HAIllEeMy Ha-
Onronenuto. B knmuanyeckoi kaprune npeodnanaot KH
(y 48% mauumenTos), cynopoxHble npuctymnsl (32%), ro-
noBHas 60116 (32%), CIIyTaHHOCTH U APYTHE HAPYIIEHUS
co3Hanus (27%); pexe BcrpeuaroTcs mapesbl (16%),
adasus (14%) u nHapyumenue 3penus (13%). Crenyer
OTMETHUTB, 4TO y auueHTku H. 3a0oneBanue nmporekano
0e3 CTOWKMX KOTHUTUBHBIX HApYyIIEHUH, XOTS B JIe00Te
HaOIo1a1ach aMHe3 sl

KiroueBbIM MOMEHTOM JTMarHOCTHYECKOTO TIOHMC-
Ka npu nopo3peHur Ha I1IAA-B siBnsieTcs: BBIIOJHEHUE
MPT. Ha T2-B3BelieHHBIX H300paKeHUSIX OOHAPYKH-
BAIOT €AMHUYHBIC MM MHOKECTBEHHBIE YUACTKH THIIEP-
WHTEHCUBHOCTH, a TaKXe TeéMOpparHuyecKue odaru; y
YacTH MAaLUEHTOB HAOIIOAAETCs] HAKOIIGHHE KOHTpacTa
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MSTKOH MO3roBo#i o6onoukoii [10]. HaOmrogaercs npu-
MEpPHO OIMHAKOBOE BOBJICUCHHE JI0JIEH TOJIOBHOTIO MO3-
ra B MaTOJOTUYECKHU Tpolecc. Y OOJbIIMHCTBA 0ONb-
HBIX TOPAXAIOTCSl Cpa3y HECKOJBbKO AOJIEH, B OTINYME
OT TMAIMEHTOB C CHUHJIPOMOM OOpaTMMOM 3a/iHel 3HIle-
(asionaTuy, y KOTOPBIX BOBJIECYECHBI MPEUMYIIECCTBEHHO
TEMEHHO-3aThUIOYHBIE OTAEIbI TOJIOBHOTO Mo3ra. /[By-
CTOpOHHee nopaxeHnue HaOmonaercs y 40% nanueHTos,
y 83% OonpHBIX B IapaMarHUTHBIX PEXUMax oOHapy-
skuBatoT [IMK [9]. V naumentku H. nokanuzanus 30H
runepuHTencuBHocTH Ha FLAIR nmpenmyiiecTBeHHO B
npeaenax 3aTbUIOUHBIX A0JIell ¢ 00enx cTOpoH (0ob-
I1Ie cTIpaBa) He MO3BOJIsUIa C YBEPEHHOCTHIO OTBEPTHYTh
3aJ(HIOI0 00paruMyro SHIedanonaTio, 0CoOSHHO C
Y4ETOM HaJMuusl TUIEPTOHMYECKOTO KpHu3a B AeOroTe
3aboneBanus. B To e Bpemsl y MAlMEeHTKH BU3YyaIH3U-
poBanbl MHOXkecTBeHHbIE [IMK B mpenenax BUCOYHBIX
U 3aThUIOYHBIX J0JEH, uTto xapakTepHo s LTAA. [Ipu
9TOM BechbMa maTorHoMoHuuHoe 1ist [IAA-B couetanue
ACUMMETPUYHON KOPKOBO-IIOJKOPKOBOM TMIICPUHTEH-
cuBHoctd Ha FLAIR u MHOXecTBeHHBIX [IMK ObLITO
pacueHeHo BpauoM MPT kak nposiBlieHHE XpOHUYECKOU
WIIEMHUH MO3Ta, YTO CBUIETENBCTBYET O HEJOCTATOYHOM
OCBEJOMJICHHOCTH PaJMOJIOroB IO AaHHOMY BOIPOCY.
Kpome Toro, IIMK Obumn paciieHeHbI Kak reMopparu-
YEeCKOW MPOMUTHIBAHUE, YTO MOATBEPKAAET HEOOXOAM-
MOCTH TIOBCEMECTHOTO BHEJPEHNUS B PAHOIOTMUECKYIO
MPAaKTUKY MEXIYHApOAHOTO CTaHAapTa HCCIICAOBAHUS
nepedpalbHOH MHUKPOAHTHONIATHH TIPU CTapeHHd |
Hetiponerenepanuun STRIVE (STandards for Reportlng
Vascular changes on nEuroimaging) [11].

Cpenun fApyrux mapakJIMHHUYECKUX CHMITOMOB
IHAA-B ommcano moseimenne COD (y 33% mnanueH-
TOB), v 45% O0nbHBIX — TUIeionuTo3 u'y 71% manu-
SHTOB — TIOBBIIIeHUE Oenika B jukBope [10]. B Hamewm
ciydae JitoMOaibHasl MyHKLUSI HE BBINOJNHAIACKH, a Ha-
JIUYME CHCTEMHOTO BOCHAJIEHUS HAILIO OTPAKEHHE B
noBbiiennn CPIL

C TouKkH 3peHMsI MPEACTABICHHOCTH OHOIOTUUECKIX
U HEHpOBU3yaJM3allMOHHBIX MapkepoB, LIAA-B ornu-
yaetca oT LIAA wacToil BCcTpeuaeMOCTbIO U BBICOKUM
gucnoM [IMK (4to cripaBeyiiBO ¥ B OTHOIIICHUH OTIH-
CaHHBIX KJIIMHUYECKUX ClIydaeB), OOJbIIEH MpeICcTaB-
JeHHOCThI0 QeHoTnna ApoE4 (kak HOCHTEIIbCTBA, TaK
W TOMO3UTOTHOTO BapHaHTa), HU3KUM ypoBHeM AB42 B
LepeOpOCIMHAIBLHOMN )KUAKOCTH U MAaCCUBHBIM OTIIOKE-
HUEM aMWJIOH/Ja IO AAHHBIM TO3UTPOHHOM 3MHCCHOH-
HOW ToMOrpaduu Mpu OTCYTCTBHM Pa3IMYUi B BBIpa-
skennoctu KIIC [12].

OxonvarenbHbIil auarHo3 LIAA-B TpeOyer HeBpo-
MATOJIOTUYECKOTO TMOJATBEPKACHUSA, TIOITOMY Ui TIPHU-
KU3HEHHOH JMAarHOCTHKM HEOOXOAMMO MpPOBEICHUE
ouoricun. Tak Kak OHOTICHSI CONPSDKEHA CO 3HAYUTEIb-
HBIM pUCKOM ociokHeHul, B 2016 1. E. Auriel u coasr.
MIPEUIOKNIN HEWHBA3WBHBIE KPUTEPUHU JUArHOCTHUKH,
BAJIMM3UPOBAHHbIE Ha Koropre 17 MamMeHTOB ¢ He-
BPOIIATOJIOTUYECKN TIOATBEP)KAeHHEeM auarHosa. JlaH-
HbIE KpUTEpHH 007agaroT 82% 4dyBCTBUTEIBHOCTBIO U
97% cneuuduunocteio [13]. Ha ocHOBe 3TUX nuarHo-
CTHYECKUX KpHUTepueB nanueHTke H. Obu1 ycTaHOBIEH
nuarao3 «sepositHast [{AA-B». M3BectHo nBa Bapu-
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anta [[AA-B: Bocnanenne, acconuupoBanHoe ¢ [[AA
(cerebral amyloid angiopathy-related inflammation,
CAARI), u Oera-aMUIOU/-aCCOIIMUPOBAHHBIA AHTUUT
(AP related angiitis, ABRA), kimaudeckast nuddepeH-
[UaIus KOTOPBIX HEeBO3MOXHa [9]. BBumy Hectaporo
BO3pacTa MalMeHTKH, HOPMAJIbHOTO KOTHUTUBHOTO CTa-
Tyca U HaJIWYHs TOJOBHBIX OoJieil B aHaAMHE3e, a TaKKe
0JaronpusATHOTO HCXO0/a 3a00IeBaHHSI BEPOSITHBIM JIHar-
Ho30oM siBrisseTcst ABRA [13].

IIpu LIAA-B npoBoauTCsi UMMYHOCYIIPECCUBHAS Te-
parnusi: OOJIBIIMHCTBO MALMEHTOB, KaK W Hallla OOoJbHAs,
MOJy4aloT KopTHKOocTepounsl. llomoxurenbHas nuHa-
MUKa Ha QoHE JieueHUs: HaOmonaeTcs y 72% OO0NbHBIX,
NpyUYeM KIMHUYECKOE YIIyulIeHHe, KaK U B OMHCAHHOM
cily4ae, TpeAIecTByeT paauosnorndeckomy [14]. Tax
KaK CTPOIMX PEKOMEHAALMH MO MPOAOJIKUTEIBHOCTH
ropmoHoTepanuu npu LIAA-B e cymecTByeT, MBI pe-
MM OIPAaHUYMTHCS MECSIYHBIM KypCOM BBHIY BBICO-
KOTO pHCKa JecTadWin3aluu y manueHtkd H. rumep-
TOHHYECKOH Oosie3nn. HabOmiomenue 3a manmeHTamu
JUINTENILHOCTBIO 10 13 JIeT moKa3bIBaeT, YTO OKOJIO II0-
JIOBUHBI U3 HUX OCTAIOTCSl OECCUMITOMHBIMH, a TPETh
ymuparot [13]. HaOnronenue 3a Halei malMeHTKOW B
TeyeHue 6 Mec. oT Ae0roTa 3a001eBaHUsI HOBBIX HEBPO-
JIOTMYECKHUX HapyLICHUI HE ITOKa3aJIo.

Oco00oro BHUMaHHsI 3aCITy’KHBAa€T BONPOC KOPPEK-
iy guciunuaeMun 'y manuerToB ¢ [HAA. C touku
3peHust narorenesa, LIAA u HapylieHHs JIUIUAHOTO
oOMeHa MoryT pa3BuBarbesi Ha ypoBHe APOE: reHoTnun
APOE €2 acconuupoBaH ¢ reMOpparuyecKUMH IposiB-
neausimu LIAA [15], Torna kak ypoBeHb XOJeCTepHHa
u3zyuaercst B kauectse monyasitopa APOE u, coorsert-
cTtBeHHO, marorene3a I[AA. C ydeToM NpPOHUKHOBE-
HUsI CTaTMHOB uepe3 remarosHuedamnyeckuii 6apbep
JaHHAs TPYyTIa MpernaparoB aKTUBHO MCCIEAYEeTCs IS
Tepanuy Npu Oone3Hn AJbuUreiiMepa, XOTs pe3yibTaThl
IKCIIEPUMEHTANIBHBIX U KIMHUYECKHX PabOT OCTAaroTCs
npotuBopeuuBbiMU [16]. C npyroif cTOpoHsL, B psiie UC-
CJIe/I0BaHUH ObLa MPOJAEMOHCTPUPOBaHA 00paTHas KOp-
pesIysa MEXIY YPOBHEM OOLIETO XOJlecTepuHa KPOBU
u puckom BMK [17, 18]. U x0T cyauTh O MPUYUHHO-
CJICZICTBEHHBIX B3aMMOOTHOILLCHUAX MEXIY 3TUMH SIB-
JICHUSIMH CJIO)KHO, MPUOOPETAET aKTyaIbHOCTh BOIIPOC
0 0e30MacHOCTH NPUMEHEHUs CTATUHOB y TAallUEHTOB C
yxe cyuiectByromiuM puckom BMK, B wacTHOoCTH nipu
00CY>XI€HUH BTOPUYHON NPO(UIAKTUKY MALEeHTa A.

Tepanusa craTMHaMU CHM)KAeT PUCK MHCYNBTA Y Ta-
LIMEHTOB C aTepOCKJIEPO30M HIIM BBICOKHM PUCKOM €rO
pazButus Ha 21%; 3TO CHIKEHUE ACCOIMHPOBAHO CO
camwkenuem yposas JIITHIT na kaxmpie 1 mmounb/m.
IIpu 3TOM, pHICK TeMOpPPAaruyeckoro MHCYNbTa Ha KaX-
meiid 1 mmone/n camkenust yposas JITTHIT Bo3pacraer
Ha 12% [19, 20]. M3BecTHO, YTO CTATUHBI, TOMUMO JTHU-
[HUJI-CHUKAIOLIETO JIeHCTBUS, OKa3bIBAIOT aHTUTPOMOO-
UTAPHBIN 3PPEKT TOCPEICTBOM MOAYIISIIUN PHOPUHO-
JUTUYECKHUX TPOLECCOB, KOAryIsLHOHHOTO KacKaia U
¢dynkmr TpoMOouToB [21, 22]. XOTS B LIEJIOM JaHHBIE
0 CBSI3U TUNONHMOMAEMHUYECKO Tepanuu u pucka BMK
MIPOTUBOPEUMBHI, pe3yiasrarsl uccienoBanus MUCH-
Italy cBHIETENBCTBYIOT O TOM, 4TO Haubojee MpodHas
accolMaLMs MEXIY MPUEMOM CTaTUHOB U puckom BMK
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HaOJIIOaeTCss MMEHHO B KOTOPTE MAlMEHTOB C BEPOST-
noit [IAA [17]. IlpumeuaTenbHO, 4TO B UCCIEIOBAHUU
SPARCL puck BMK mnpu npueme atopactatuHa ObLI
0COOEHHO BBICOK y HAlMEHTOB C JIAKYHApHBIM, HO HE
aTepoTpoMOOTHIECKUM MHCYIBTOM. Hamnumne ke BMK
B aHaMHE3€ TOBBILIAJIO PUCK €ro peruauBa donee, 4eM
B 5,5 pasza [23]. Kpome Toro, panee moka3aHo, 4TO Te-
pamusi cTaTMHAMM CONPSDKEHA C YBEIWYCHHEM 4YHCIIa
cyokoprukansHeix [IMK u gactotst BMK B cooTBer-
CTBYIOILMX OOJIACTSX, a TAaKKe ONMHCAHA TEHICHLUS K
HAJIMYUIO CBS3M MEXIYy HCIOIb30BAHHWEM CTaTHHOB U
pazsutuem poneBbix BMK y nun ¢ renorunamu ApoE
€4/e4 u ApoE €2/e4 [24, 25]. B To e BpeMst B HETaBHEM
HCCIIEIOBAHUH, TIOCBSIIIEHHOM OLIGHKE PHCKOB IpUMeE-
HEHHUsI CTAaTUHOB IMPU Kapau0dIMOOIHMUECKOM HHCYIIBTE,
He ObuTo BBIsIBIIEHO TOBBIIeHUs ciaydaes [IMK, KIIC
U JIelikoapeo3a y MaldeHTOB, HEe MOJy4aBIIUX aHTHKO-
arynsHThl [26]. Meraananus, BeimonHeHHbl O. Ziff u
coast. (0onee 317 ThiCc. TALIMEHTOB), TTOATBEPANI, UTO Y
nauneHToB ¢ BMK B anamHe3e npueM CTaTUHOB HE OKa-
3BIBAET 3HAYMMOTO BIIMSHUS Ha OTHOCHUTENBHBIH PHCK
ITOBTOPHOTO T'€MOPPArnYecKOro MHCYNbTa, XOTS CBA3aH
CO CHM)KEHHEM CMEPTHOCTH ¥ YaCTOTHI Pa3BUTHS HeOa-
TONPUATHOTO (PYHKITMOHATIBHOTO ucxoaa [27]. B uccie-
noanuu C. Phuah u coaBT. mpogeMOHCTPUPOBAHO, YTO
camxenue yposus JIITHIT u TT" mpoucxonut 3a 6 mec.
10 BMK He3aBuCHMO OT mpreMa CTaTHHOB U aJIKOTOJIs
[28]. B oOcyxneHuu THUIOMUIHIEMUYECKON Teparun
nanueHTkn H. crmemyer Taxoke ydecTh JaHHBIE MOITY-
JSIIMOHHOTO MCCIIEAO0BaHMS, COMNIACHO KOTOPBIM IPHEM
CTaTHHOB MOXKET CHIDKATh PUCK PAa3BUTHS SIUICTICUU
nocie BMK [29]. [IpumeuarenbHO, 4TO OTMEHA CTAaTU-
HOB BbI3bIBacT (PEHOMEH OT/Au¥ M MOXKET OBbITh acCOoIIu-
WpOBaHa C XyIIIAM (PYHKIIMOHAJIBHBIM HcxoqoM BMK
[30]. B xagecTBe anpTepHATHBHON JTUIHI-CHIKAIOIICH
teparmuu ipu BMK moryTt paccMarpuBaThcsi HHTHOH-
topel PCSK9 [31]. [Io MHEHHIO HEKOTOPBIX AKCIEPTOB,
BO300OHOBJICHHE MNpPUEMa CTaTUHOB MPOTHBOINOKA3aHO
MaIeHTaM, UMEIOIIUM JI0JIeBble MJIM MHOYKECTBEHHBIE
BMK, a Ttaxxe muorounciennoie [IMK [30]. Takum
00pa3oM, HECMOTpSl Ha IMPOTHBOPEUHUS] M OUYCBHIIHBIC
OTPaHUUYCHHMS, KACAIOIIUECs] MHTEPIIPETalMl pe3ybTa-
TOB HCCJIeIOBaHUN (HarmpuMep, MCIOIb30BaHUE CYyppo-
ratHeIXx MapkepoB [IAA u orcyrcTBue mHbOpMaIMH O
JI03aX CTaTHMHOB), OYEBHJHA HEOOXOAUMOCTh audde-
PEHLMPOBAHHOTO M OCTOPOXKHOTO MOAXOAA K TEParuu
crarnHamu npu LIAA.

VY nauueHta A. HanOojee SIPKUM HPOSIBICHUEM 3a-
ooneanus ciayxuT KIIC — maroranomonnunsiii MPT-
mapkep LIAA, oTpaxarouuii CKOIIeHue reMoCHIepruHa
B 00po3/1aX KOPbI T'OJIOBHOTO MO3Ta WM B HENOCpel-
CTBEHHOH ONM30CTH OT HUX BCJIECACTBUE TOBTOPSIFOIINX-
Cs DMM30/10B MPOCAYMBAHMS KPOBH U3 MEPETPyKEHHBIX
aMHUJIOWZIOM TIOBEPXHOCTHBIX KOPTUKAJIBHBIX M JIEI-
TOMEHUHTea bHbIX aptepuon [32]. I[larodusuonoru-
yeckue MexaHm3Mmbl (popmupoBanus KIIC He BmomHe
W3YYCHBI, OMHAKO Moka3zaHo, yto Hammuue KIIC u ero
JUCCEMHUHALMS, KaK Yy 00CyK1aeMOro MaleHTa, cBs3a-
Hbl ¢ peroturioM APOE €2, koTopbli, B CBOIO 04Yepelb,
acconuupoBaH ¢ paszButueM LIAA-acconmupoBaHHBIX
BaCKyJIOMaTUYeCKUX H3MEHEHHUH (JIOMKOCTh COCY/OB,
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pacciioeHne U OTCJIauBaHUE Hapy>KHOTO CJIOs cpeHei
000moukH, GYHOPUHOUTHBIN HEKPO3) 1, COOTBETCTBEHHO,
¢ noBeimieHHbIM puckom BMK [33]. Cneuuduunocts
KIIC ompenensiercsi ero BBICOKOH pacnpOCTPAHEHHO-
cThi0 B Koropte marueHToB ¢ [IAA (40-60%) mpu ot-
HOCHTEJIPHO HU3KOH 4acToTe MPEeACTaBICHHOCTH y Ma-
IIMEHTOB COOTBETCTBYIOIIEr0 Bo3pacra Oe3 I[AA [34,
35]. HAA sBnsierca HanOomnee yactoii mpuurHoii KIIC y
nmrr crapie 60 Jet, Toraa Kak B 0oJiee MOJIOZIOM BO3pac-
Te 0CHOBHOM npuuuHoi Bo3HUKHOBeHUs1 KIIC cayxut
CHUHJIPOM 00paTHMOi 1epeOpanbHON Ba30KOHCTPHKIINU
[36].

Eme B 2013 1. 6pUTO MOKa3aHO, YTO y MAIIMEHTOB
¢ Bo3MOKHOH U BepositHO LTAA puck passutus BMK
B Ommwkaiiiue 4 rona npu QokansHom KIIC cocras-
nset 29%, a npu guccemuHrposaHHoM KIIC — 74%,
B TO BpeMs KaK COOTBETCTBYIOIIMH PUCK Yy MAIlMEHTOB
6e3 KIIC pasen nuwmsb 25% [37]. Hannuue KIIC y nma-
IMEHTOB ¢ BeposATHOW [{AA MapKupyeT MOBBIIICHHBIN
PUCK pa3BUTUSL MEPBOro KiumHUYecku siBHoro BMK
[32]. Ilozxe OBUIO YCTAaHOBIEHO, YTO y TMAIIMEHTOB
¢ BeposaTHOi 1IAA G6es BMK B anamHuese nroboe u3-
menenne craryca KIIC Bo BpemeHM (Kak yBeTMueHHE
yucna yuyactkoB KIIC, tak u pacumimpeHue CyuecTBy-
tomero okyca KIIC mnu nosieiienue nepsoro (okyca
KIIC — «oBomonus KIIC») cBs3aHO C MOBBIIIICHUEM
pucka pa3BuTHs KinHHYecKku sBHOro BMK m, Takum
00pa3oM, MOXKET CIYKHTh MapKepOM HEOIaronpusTHO-
ro mporHo3a. B pamkax 3Toro mcciesoBaHUs BIEPBHIE
ObUIa MCIOJIB30BaHA HOBAs IIKaja OLIEHKH MPOTPECcCUr
KIIC: 0 — orcyrctBue uzmenenuii B ctaryce KIIC; 1 —
pacmmpenune cymiectBytomiero ¢okyca KIIC, 6e3 dhop-
MHUPOBaHHUS HOBBIX (JOKYCOB; 2 — TOsIBIICHHE | HOBOTO
¢doxyca KIIC; 3 — nosinenne 2 HoBbIX (hoxycoB KIIC;
4 — nosieiienue 3 u 6osiee HOBBIX (okycos KIIC. Kare-
ropud 1 u 2 mo 3TOH IIKane CYUTANIN YMEPEHHOU Ipo-
rpeccueit KIIC, kareropuu 3—4 — TspKenoi nmporpeccu-
eii [38]. Ucxons u3 ananuza nuHaMmukd MPT rojsoBHoro
MO3ra ManueHTa A., MO)KHO KOHCTaTHPOBaTh TSKEITYIO
nporpeccuto KIIC.

Pesynprarel mpoBenennoro B 2019 1. mpocrekTus-
HOT'O MHOTOLIEHTPOBOTO KOTOPTHOTO MCCIICAOBAHUS C
yugactreM 302 TAIMEHTOB C BEPOSATHON M BO3MOXKHOU
HAA Taxke noarBepaunu cBsazb KIIC ¢ puckom pas-
Butus L{AA-accormupoBannsix BMK. bruto nokasaso,
YTO CHJIBHBIMH MPEAUKTOPAMU JIOCTHIKEHHUSI COCTaB-
HOM KOHEYHOW TOYKM (MHCYIBT WJIM CMEpTh) B Tede-
HUe 12 MecsueB ABISIOTCS Kak HajIW4ue, TaK U JIUcce-
MuHupoBaHHbIN Xapaktep KIIC, mpu 3TOM OCHOBHOM
npuunHoi cmeptu (92%) B rpynme namuentos ¢ KIIC
obuto mMenno paszsutue BMK. Kpome Toro, wacrora
pazsute BMK y nanuentos ¢ KIIC oka3anachk cyie-
CTBEHHO BHIIIIE, TTO CpaBHEHMIO ¢ marreaTamu 6e3 KIIC
(17% npotus 4%). BaxxHbIM pe3ynbTaToM JaHHOTO HC-
CJIETOBAaHUS SIBIISIETCS TaK)Ke JJOKA3aTelIbCTBO TOTO, YTO
Hanuuue KIIC u ero nucceMHUHHpPOBAHHBIM XapakTep
BBICTYIIAIOT HE3aBHCHMBIMHU IPEIUKTOpaAMH HeOJaro-
NPUATHOTO (DYHKLMOHAIBHOTO MCXOJa y TMAalUEeHTOB C
BO3MOXKHOH U BeposiTHOM [TAA [39].

[Momumo noBsItienns pucka BMK u vHapymenns ¢u-
3MYECKOTO U UHTEIUIEKTYaJIbHOTO (PyHKIIMOHUPOBAHUS,
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KNMHNYECKME NCCNEAOBAHNA N HABIIOAEHNA

KIIC xnmHMYeCKH acCOIMMPOBAH C PA3BUTHEM TpPaH-
3UTOPHBIX (POKAJIBbHBIX HEBPOIOTUYECKUX SIHU3010B
(T®HD), xotopsie HabmromatoTcss y 61% mannueHToB c
KIIC na done [IAA [38]. TOHD npencraBisror codoit
PEIUINBUPYIOIINE, CTEPEOTHITHbIE, TPAH3UTOPHBIE (10
HECKOJIbKUX MHHYT WJIM 4YacoOB) 3TM30bl HapecTe3uH,
OHEMEHHs WJIN Tape3oB. DMH307 TPAH3UTOPHOM IJIO-
OanmpHON aMHe3WW, HaONIOAaBIIWICS y TalueHta A.,
MoOXeT ObITh KBaNMpHUIHpoBan kak TOHD [34].
[lepexoas K qUCKyCCHU O BO3MOKHOCTH Ha3HAYCHMS
AHTUTPOMOOTHUYECKOH Tepanuu nanuenTam H. u A., cire-
IyeT 3aMETHTh, YTO B BOIIPOCE O OE30MacCHOCTHU U LejIe-
c000pa3HOCTH HAa3HAYECHUS] AHTUTPOMOOIMUTAPHBIX Tpe-
naparoB nanueHTam, nepeHecmmmM BMK Ha gone [HAA,
JI0JITO€ BpPEMsI CYIECTBOBAII CePbE3HbIE Pa3HOIIACHS:
PsiL AaBTOPOB BHICTYNAIH 32 IPOJOJDKEHUE aHTUTPOMOO-
uuTapHOi Tepanuu [49], npyrue yTBepiKaaid, 4To pUCK
nosropraoro BMK mnpeBbiiaeT NoTeHIHAIBHYIO MOJb3Y
[41, 42]. Pe3ynbprarhl MpOCIEKTUBHOTO PaHIOMHU3HPO-
BanHoro uccienoanuss RESTART (The REstart or STop
Antithrombotics Randomised Trial), mnocsieHHOTO
OLICHKE BJIMSHUSI BO30OHOBJICHUS! aHTUTPOMOOLIUTApHON
Tepanuu Ha puck nosropHeix BMK, otuactu nposmsa-
10T CBET Ha 3TH BONPOCHL. B nccienoBanny npuHUMain
yuyactue 573 manuenTta (cpemHuii Bo3pact — 76 JeT),
neperecmnx BMK, y monoBuHBI U3 HUX OblTa BO300-
HOBJICHA QHTUTPOMOOIMTApHAs Tepanusi (OJHHM WIIN
Oornee mpenaparom), Toraa Kak Apyras MojiOBUHA aHTHU-
arperantsl He mnonydvana. Oka3anoch, 4TO BO30OHOB-
JICHHE aHTUTPOMOOLUTApHOW TEpalmuM CHUXKAET PHUCK
noBropHbIx BMK: wactora mosropusix BMK B rpymme
BO300OHOBJICHHUSI AHTHATPETAaHTHOW Tepamnuu COCTaBU-
na 4%, B rpymme oTkaza ot Tepanuu — 9% [43]. Ilox-
rpynnoBoi aHanu3 aaHHbIX uccienoBanuss RESTART
MoKa3aj, 4YTo HU BepoATHOCTh Hanmuuus LIAA, HM BBI-
paxkenHocth KIIC He BnustoT Ha 0€30MaCHOCTH BO300-
HOBJICHUS] aHTHATPETaHTHOW Tepanuu. bbulo BBISBIEHO
MHUHHMMAaJbHOE, CTaTHCTUYECKNU HE3HAYMMOE, IOBBILIE-
HUE pucKa pa3BuTHs TOBTOpHBIX BMK Ha ¢oHe B0300-
HOBJICHUS! aHTUTPOMOOLIUTAPHON TEpanuy y MalMEeHTOB
¢ IIMK. ABTOpBI yKa3bIBAIOT, UTO STH JAHHBIE CIEAYET
WHTEPHPETUPOBATE C OCTOPOXKHOCTBIO [44]. Dkcrpa-
MOJTUPOBATh TMOJIyYE€HHBIE PE3yJIbTaThl HA MAI[EHTOB C
LA A mpexneBpeMeHHO, TaKk Kak B 00€UX TpyIIax Hc-
cnenoBanusi yactora BMK ¢ HH3K0M BepOSTHOCTHIO
Hammuusi L{AA commacHO DnuHOYPrCKUM KPUTEPHUSIM
cocraBmuia 33% (83 u 82 mammenta), a BMK ¢ BpICO-
Kol BepoATHOCThIO Hamnuusi LHAA — mums 6% (14 n
15 manmenTtoB). B mocneaneit rpymnmne yacToTa peruanBa
BMK cocrasuna 14,3% u 20% npu Bo300OHOBICHHH U
He Ha3HAYeHUH aHTHATrPEeraHTOB COOTBETCTBEHHO. J{oms
MAaIeHToB ¢ BeposiTHOH L[AA cormacHo Mogudummpo-
BaHHBIM BOCTOHCKHM KpPUTEpUSAM B KAKIOU TPyIIIE CO-
craBuna 17% (19 naumenTtoB) u 23% (28 manueHTOB).
Kpome toro, mumps y 60 manueHTOB B MOMYISIIIUA HUC-
crneaoBaHus HaOmoganock 5 u 6onee LIMK. DokanbHbIN
KIIC umen mecto y 19 u 23 manueHToB, a TUCCEMUHU-
POBaHHBII — Bcero y 8 u 9 OOJBHBIX U3 TPYI Ha3HA-
YeHMs M He Ha3HAUEHUS] aHTHArPETaHTOB COOTBETCTBEH-
Ho. Cpeau nmauuentoB ¢ KIIC vacrora perunusa BMK
nocturana 11,1% npu oTmeHe mpuema mpenapara u
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18,2% nipu ero BO30OHOBIICHUH (Pa3/Iuyusi HE3HAYMMBI ).
[IpumeuarenbHo, yTo Nipy Hasmywnu 5 u 6onee [IMK u
OTMEHE aHTHarperanToB puck peruansa BMK noctur
23,3%, Torna Kak mpu BO30OHOBIICHHHM IIPHEMa COCTa-
BUI 6,3% (pa3nuuusi He 3HAYMMBI). AHAJIOTUYHBIE pa3-
JMYMSL B PUCKE PELIMINBA, TAKKE HE JOCTUTILINE YPOBHS
CTaTUCTUYECKOW 3HAUMMOCTH, HAOIIOIaINCh B TIOATPYTI-
e naueHToB ¢ BeposiTHOU LIAA — 14,3% vs 5,3%. Ilo
3aMEYaHHIO aBTOPOB HMCCIIEIOBAHUSA, YUCIIO HCXOJ0B HE
OBLIO TOCTATOYHO OOJBIINM, YTOOBI BHISIBUTH HEOOIb-
M€ WU yMEPEHHbIE Pa3NudMs MEXIY MOArpyIIaMu,
B yactHOcTH oTHOcuTenbHO IIMK n KIIC. Tem HE Me-
Hee pe3ynbTarel uccrnenoBanusi RESTART omposepra-
0T JIOKHOE MPEACTABICHHE O TOM, 4TO (DaKTOpHI pHUCKa
pelHIrBa HHCYIITA BIUSIOT Ha 3 eKTHBHOCTD U Oe3-
OIACHOCTh AaHTUTPOMOOTHYECKON TEePAITUH.

3neck cieayeT yIOMSHYTh TakKe pe3ysbTaTbl KpyIl-
HOTO aHajM3a MHIUBHUIYaJbHBIX IAHHBIX KOTOPTHBIX
uccienoBanuit Wilson u coaBT., KOTOPBIH MOKa3aj, 4TO
XOT$l y HaLlMEHTOB, IEPEHECIINX HIIEMUYECKHIA HHCYIBT
WIA TPAH3UTOPHYIO HIIEMHYECKYIO aTaKy W IMOJy4aro-
mux aHTuarperantsl, Hamuuue MK accomumnpoBano
¢ OONBIINM OTHOCUTENBHBIM PHCKOM pa3BuTHs BMK,
YeM HILEMHYECKOTO MHCYJbTa, a0COMIOTHBIM PUCK Pa3-
BUTHUSl HMIIEMHUYECKOTO HMHCYJIbTAa y TaKHX MaIleHTOB
CYIIECTBEHHO BBINIE, YeM a0comoTHBIH puck BMK,
HE3aBUCUMO OT uucia u jJokanusauu [IMK, a taxxe
BUJa aHTUTpoMOOoTHYecKoil Tepamuu [45]. HyxHo oT-
METHTb, YTO B JAHHBIN aHAJIU3 BKIIOYAJIHNCH MAIlUEHTHI
¢ 20 u 6onmee [IMK, B OTHOIIIEHHN KOTOPBIX pEIICHUE
00 aHTUTPOMOOTHUYECKON Teparuu SBISIETCsl Hanboee
cioxHbIM. KoHenTyansHo pe3ynbraTsl aHaIn3a yKperl-
JSIFOT TIPEJICTaBIICHUE O IepeOpaibHON MUKPOaHTHOTIa-
THH KaK TeTepOreHHOM IIpoliecce, PAaBHO3ZHAYHOM I1aTo-
TeHETUYECKH, HO OTIMYAIOUIMMCS TI0 BCTPEYAEMOCTH,
NPOSBICHUSIMU KOTOPOTO CIIyXaT HIIEMHYECKHE WH-
cynstel 1 BMK. B dyHnamenTansHoM cMbicie uccie-
JOBAaHHME 3acCTaBJIsIeT 3aIyMarhCs: BCEIa JIM B OCHOBE
IIMK nexut 3kcTpaBazalys 3pUTPOLIUTOB BCIEACTBUE
HapyLIeHUs LEeJIOCTHOCTH Masoro cocyna? Heremoppa-
rudeckoe mpoucxokaeHne [IMK moxer oObscHATHCS
OIIOCPEIOBAHHBIM HILIEMHEH BBICBOOOXKICHUEM >Kele3a
OJIMTO/ICHAPOIUTAMH, (PAarolMTO30M SPUTPOIMTAPHBIX
mukposmbOoioB B IIBII, a Takke remopparndeckoit
Tpancopmaimein Mukponrpapkros [46-48]. C yuyerom
CKa3aHHOTO, a TAaK)Ke OTCYTCTBHEM y HAalMEHTOB A. U
H. oueBHIHBIX MOKa3aHUI AJI1 Ha3HAYEHUS AHTUTPOM-
0oTHYECKOM Teparuu 1enecooOpa3Ho BO3AEPKATHCS OT
npUMeHeHHUs! aHTuarperantoB. CieayeT OTMETHUTh, YTO
BBHy MaHu(ecTaun odoux cimydaeB [IAA ronoBHOI
0011pt0, 0COOYI0 BaXHOCTH NpHOOpeTacT MH(OPMHUPO-
BaHME MALMEHTOB O HEJOMYCTHUMOCTH HCIIOJIb30BAHUS
HIIBII nuyia kynupoBaHus TOJIOBHON O0JIH.

XoTst ponb aprepuanbHoOi runepreH3uu (Al) B ma-
toreneze I[AA HeomHO3HAYHA, W HAIWYUE TPSIMOU
naroreHeTHdeckor cBs3u Mexay LIAA u Al He ObuTO
MOJTBEPXKICHO [2], aHTUTUTICPTCH3UBHASL TEPAINHUS SIB-
asieTcs HanOoJiee MOIIHOM CTparerned npoQuIaKTUKN
npu 1epedpanbHOl MUKpoaHruonaTuu B meiom [49]. C
OJTHOW CTOPOHBI, M3BECTHO, YTO y MarueHToB 6e3 BMK
BbICOKas BapuabensHOCTh AJl CBsI3aHa C JIOCTOBEPHBIM
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yBenuyeHneM umcna rryonHHeix [IMK, xapakTepHbIX
JUIsl THUIIEPTEH3MOHHOM aHI'MONAaTHH, HO HENOJEBBIX —
mapkepoB ITAA [50]. C npyroii croponsl, A. Biffi u
coaBT. (2015) moka3zanu, 4TO HeaJleKBaTHBIN KOHTPOIh
AT (yxe mpu 3Hadenusix AJ] > 12-130/80-90 mm pr.
CT.) aCCOLIMUPOBAH C PUCKOM IOBTOPHOIO Pa3BUTHS HE
TONBbKO ryOnHHBIX BMK y mamnueHToB ¢ rumnepreHsu-
OHHOM aHruomnaruei, Ho u AoieBbix BMK y nanuenTos
¢ HAA [51]. [ToaTomy crporumii KoHTpoas AJl octaercs
KpaeyrojibHbIM KaMHEM B Tepanuu mauueHtoB ¢ LIAA.
B xome wmccnemosanmss PROGRESS Obino moxasano,
YTO PHUCK PAa3BUTHUSI MOBTOPHBIX CBsI3aHHBIX ¢ LIAA
BMK Ha ¢oHe aHTUTUIIEPTEH3UBHON Tepanuu (B pam-
Kax MCCIICAOBAHMS NPUMEHSIM TMEPUHAONPWI WIN
NEePUHAOTPUITUHAAIAMU) CHIKaeTcss Ha 77% [52].
Wcxons U3 3T0r0, aHTUTMIEPTEH3UBHAS! TEPAITHIO TOJIK-
Ha paccMaTpHBaThCS B Ka4eCTBE BEAYIIETO Harpasiie-
HUS BTOPUYHOH MPOQUIAKTUKH Y 000UX MAL[EHTOB.

Takum 00pa3zoM, MOAPOOHOE PACCMOTPEHHE MPE/ICTAB-
JICHHBIX CIIy4aeB MO3BOJISIET 3aKIIOUUTh, 4To LIAA xapak-
TEpU3yETCsl YPE3BBIYAHO IIMPOKUM CIEKTPOM KIMHHYE-
ckux 1 MPT mposiBienwii, 3HaHHE KOTOPBIX HEOOXOIMMO
KaK HeBpoJjIoram, Tak 1 paauonoram. [loctanoBka nuarnosa
HAA npu HecrienmpuuecKor KITMHIYECKON KapTHHE 00sI-
3bIBAaeT CIIEIMAIUCTOB K BIIAJICHUIO THArHOCTHYECKUMHU
kputepusimMu. [TAA-B sBisieTcss HEOTIOKHONW CUTyallUei,
MpU KOTOPOW CBOEBPEMEHHO Ha3Ha4deHHas MMMYHOTepa-
s ynydiaet kmuHndeckuid ucxon. KIIC coyxut mapke-
POM BBICOKOTO IIepeOpaibHOrO reMopparmyeckoro prcka,
1 ero oOHapyKeHHE AUKTYET MOBBIICHHYIO HACTOPOXKEH-
HOCTh B OTHOILIECHUH NMPUMEHEHHS aHTUTPOMOOTHYECKHX
IpenaparoB. YHUBEPCAIbHBIE CTPATErMy BTOPUYHOMH Mpo-
¢dunaktuku npu LIAA mpescraBieHbl aHTHTATICPTEH3HB-
HOM U TUIOUIUACMUYECKON TePATUEH.

Kongaukt unTepecoB. ABTOpHI COO0MAOT 00 OT-
CYTCTBHH B CTaTbe KOH(IMKTAa HHTEPECOB.

dunancuposanme. VccienoBanie He UMENO CIIOH-
COPCKOM MOJAEPIKKH.
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CJIOXKHOCTHU JNDODPEPEHIINMAJIBHOT'O IUATHO3A 1IIPU
MYJIbTUCUCTEMHOM ATPO®UU
Tonyzoea M.IIL., Anekceesa T.M., ZKupakoe A.D., Ilagnosa T.A.

OenepanbHOE TOCYIApPCTBEHHOE OIOMKETHOE yupexaeHne «HannoHanpHBIM METUIITHCKUN MCCICIOBATEILCKUI IEHTP NMEHU
B.A. AnmazoBa» MunmcTepcTBa 3npaBooxpanenus Poccuiickoit @eneparmun, Cankt-IletepOypr, Poccus

Mynvmucucmemnas ampoghus (MCA) — Heupodeeenepamuenoe 3abo0nesanue npospeccupyroujeco xapakmepa c He-
O1a2ONPUAMHBIM NPOSHO30M U HEU3BECIMHOU IMUO0L02UELL, KOMOPOe OMHOCUMCS K 2PYNne 3a00/1e6aHUl « AMUNUYHbLI
napkurconusm». B nacmosawee epems ouacnocmuxa MCA npedcmasnsem CLOHCHOCMU U HA COBPEMEHHOM Mane
ocmaemcs npeumyujecmsento Kaunuyeckou. Ho necmompa na mo, umo s¢ppexkmusnozo nevenus ne paspabomato,
CB0eBPEMEHHAs. OUACHOCTNUKA U CUMNIMOMAMUYECKds mepanus cnOCOOHbL YIYYWUmMb KayeCmeo JCU3HU NaAYUueHmd.
IIpeocmasneno kaunuuecrkoe nabniooenue nayuenma ¢ MCA, ocobennocmuio komopozco ovLio couvemarnue MCA ¢
YepebposacKyIAPHOU NAMoao2uell, YMo 3HAYUMETLHO YCAOHCHULO U OMCPOUUTLO NOCHAHOBKY OUASHO3A.

KnarogeBbie cioBa: mynstacucteMHas arpodus (MCA), mapKnHCOHN3M, aTUITUYHBII TApKHHCOHHM3M, HeHpoe-
TeHEpaTHBHBIC 3200JIEBaHMUSI, CHMIITOM KKPECTay.
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DIFFICULTIES OF DIFFERENTIAL DIAGNOSIS IN MULTISYSTEM ATROPHY
Topuzova M.P, Alekseeva T.M., Zhiryakov A.F., Paviova T A.

Federal State Budgetary Institution «Almazov National Medical Research Centre» of the Ministry of Health of the
Russian Federation, Saint-Petersburg, Russia

Multiple systemic atrophy.(MSA) is a progressive neurodegenerative disease with a poor prognosis and unknown
etiology, which belongs to the “atypical parkinsonism” group of diseases. Currently, the diagnosis of MSA is difficult
and at the present stage remains predominantly clinical. But, despite the fact that no effective treatment has been
developed, timely diagnosis and symptomatic therapy can improve the patient’s quality of life. The article presents a
clinical observation of a patient with MSA, a feature of which was the combination of MSA with vascular pathology,
which greatly complicated and delayed the diagnosis of MSA.
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KNMHNYECKME NCCNEAOBAHNA N HABIIOAEHNA

BBeaenue

W3BecTHO, 4TO IO HO30JIOTHYECKOMY MPUHLIUITY CHH-
JPOM MapKUHCOHU3MA MOIPA3ACTSAIOT Ha 3 TPYTIIbL:

1) mepBuYHBINA (MAUOTATHYESCKHUI) MAPKUHCOHU3M: 00-
ne3np Ilapkuncona (bII), roHOmEcKwil (TOBEHMIIb-
HBIH) ayTOCOMHO-PELICCCUBHBIN MTAPKUHCOHU3M;

2) BTOPUYHBIM (CHMITOMAaTHYECKAN) MapKUHCOHU3M
(JIlekapCTBEHHBIH, COCYOHMCTBIH, IOCTTpaBMaTuie-
CKHUH, MOCTIHIC(ATUTHICCKUI, TOKCUYSCKUH, TOCT-
TUITIOKCUYECKHNA U 1Ip.);

3) MapKUHCOHW3M IIpH HEHpOo/ereHepaTUBHBIXM Ha-
CIICICTBEHHBIX ~ 3a0oneBaHUsX  (HAapKUHCOHHM3M-
IUTIOC), WM aTUNWYHBIA mapkuHcoHU3M  (All),
BKJIIOUAIOIIMH NPEUMYIIECTBEHHO CIIOPAAUYCCKHE
¢dopmbl — mynbTHCUcTeMHast atpodust (MCA), npo-
IpeCCUPYIOIINN HaIbAACPHBIN Mapajiny, KOPTHKOOa-
3anmpHas JereHepanus, IeMeHIus ¢ TeabliaMu Jlesu,
Oonesnp AnplreiiMepa u Ip., a TAKXKe HACJIEICTBEH-
HbIe popMbl: O0e3Hb [ eHTHHITOHA, TeMaTONICHTUKY -
JsipHast AeTeHepalys, CIUHOLepeOeIUIIpHbIE IereHe-
panuu, TUCTOHUSA-TTAPKUHCOHMU3M | 1p.) [1].

IIpu AIl akMHETHMKO-pUTMIHBIA CHHAPOM OTJIHYa-
€TCsl 110 CBOMM Xapakrepuctukam ot BII, umeer nBy-
CTOPOHHEE OTHOCHTEJILHO CUMMETPUYHOE Havajo, OT-
CYTCTBHE THUIIMYHOTO TPEMOpA IMOKOSI, COIMYTCTBYIOIIHE
CUMITOMBI, He cBoWcTBeHHbIe BII, ciraboBhIpakeHHBII
WIM OTPUIATETIHHBINA OTBET HA JIEBOJOIMOTEPAITHIO, OBI-
CTpOE MpOorpeccupoBanue u ap. [2].

MCA sBnsercs peaxkuM HeWpoaereHepaTHBHBIM
CHOPAaJUUYECKUM 3a00JIeBaHUEM C OBICTPO MPOrpPECcCH-
PYIOLIUM TeUeHUEM [3], XapaKTepHU3YIOLIMUMCS JIFOOBIMU
COYETAaHUSAMH CHMITOMOB ITaPKMHCOHH3MA, IpOrpec-
CHUpYIOILIEH BEreTaTUBHOW HEJO0CTATOYHOCTH, MO3MKEU-
KOBBIX M NupaMuaHbix cumntomos [1, 4]. ITpu MCA
B ITaTOJIOTHUECKUI TPOIIECC BOBIEKAIOTCS Oa3aybHbIC
TaHIVIMY, si7jpa CTBOJIA TOJIOBHOIO MO3ra, OJMBBI, MO3-
JKEUKOBAsi CHUCTEMa, BETeTaTWBHBIE HEMPOHBI CTBOJA
MO3ra, a Takke OOKOBBbIE pora CIIMHHOTO MO3ra U siIpo
Omny(a B KpecTioBOM oT/Iene crinHHOro Mo3ra [ 1, 5]. Io
HUMEIOLIMMCS B IUTEPATYPE JaHHBIM, OJJMH U3 BADHAHTOB
MCA umMeeT CBsI3b C TOMO3UTOTHOU MyTanuei (M78V—
V343A/M78V—V343A) u KOMIyHI-TeTEpO3UTOTHON
myranuen (R337X/V343A) B rene COQ2, pacnonoxeH-
HOM B obOnactu 4q21.22-q21.23, KOTOpHI KOTUPYET OC-
HOBHOM (epMeHT OnocuuTe3a kodH3uMa Q10 — mapa-
TUJIPOKCHOEH30aTounpeHmITpancdepasy [6].

3aboneBanmne, Kak MPaBUIIO, Pa3BUBACTCS HA 5-6-M
JIECATUIIETUH KU3HU, U HUKoraa 1o 30 set [7], apisercs
npuuuHOd b 10-12% cioyyaeB cuHAapoMa HMapKUH-
coHnsma.Yacrora BCTpedaeMOCTH COCTaBISIET 3-5 ciy-
gaeB Ha 100 ThIC. HacemeHus, 94To mpuMepHo B 20 pa3
pexe, yem BII [8, 9].

[Tpu MCA, B otimane ot Bl1, kpome nopaskeHus uep-
HOTO BEILECTBa, CTPafaoT N0(aMHHOBBIC PELENTOPHI
CKOPJIYTIBI, B pe3yJbrare 4ero tepanus J1opaMuHepru-
YECKUMU CpeicTBaMU Maniod((EeKTUBHA UIIM COBCEM HE
nMmeeT 3¢ dexra. YUUThIBAsI, YTO CTPAJAIOT IPEHMYIIIe-
CTBEHHO nodamuHoBbIe perentopsl, MCA 1 HEKOTOpBIE
JpyrHe HelpojereHeparuBHbie 3aboneBanus (mporpec-
CUPYIOLIMH HaIbSACPHBIN Mapanud,KopTUKOOa3aIbHas
JieTeHepanusi) MO)KHO Ha3BaTh «IIOCTCHHANTHYECKUM

40

MapKUHCOHU3MOMY» B OTIMYHE OT «IIPECHHANTHYECKOTO
napkuHconusMmay npu BII [5, 10].

Panee mpu MCA Boiiensiiu 3 pOpMBI: «OJTHBOTIOHTO-
nepedemsipras arpodusi» (OIILIA), «cTtpuaroHuUrpas-
Has perereparys» (CHI) n «cunapom Hlas—/peiimxe-
pa» [11]. Ha ceroansimiHuii 1eHb NPUHATO TOBOPUTH O
nByx BapranTax MCA B 3aBUCHMOCTH OT Mpeo0Iajanus
B KJIIMHUYECKON KapTHHE MO3KEYKOBOTO WJIM aKMHETH-
KO-purunHoro cuaapoMoB: OIILIA, umu MO3KEUKOBOM
MCA (MCA-M), u CH/I, ninu napkuacorndeckoit MCA
(MCA-II). Tak kak u npu OIIIA, u npu CHJI obs3a-
TENBbHO MPHUCYTCTBYIOT MPHU3HAKU MPOTPECCUPYIOMIEH
BeretaruBHoU HemoctarouHoctu ([IBH), B mactosiee
Bpemst popma Lllas—/|peiimkepa yrparuia craTyc camo-
crositenbHoi popmbl MCA [1, 5].

IlepBpiM U OCHOBHBIM TmposiBieHueM MCA, kak
MIPaBUIIO, SIBJISIETCS] MMAPKMHCOHU3M, KOTOPBII Ha pas-
BEpHYTOH cranuu Oone3nu Bcrpedaercs B 90% ciy-
yaeB. [IprueM 3TOT CHHAPOM HMEET PSA OTIUUUTENb-
HBIX OCOOEHHOCTEH: IIByCTOpOHEE Haudajo, OBICTpOe
porpeccupoBanue, npeodnasanie TMIIOKWHE3UH Hal
PUTHAHOCTBIO, OTCYTCTBHUE TpEeMoOpa IOKoS U Hedd-
(dexTUBHOCTH JOoQamMuHEpruyeckux cperncts [1, 9].
Mo3KeuKoBble CHUMOTOMBI B OOJBIIMHCTBE CIIy4acB
pa3BUBAIOTCA MapajieIbHO C CHHJIPOMOM MapKHHCO-
HU3Ma U MPOSIBIAIOTCA CTAaTUKO-TTOKOMOTOPHOM aTak-
CUell, HapylIleHHEeM TaHJEMHOW XOIbObI, TPEMOPOM
(moctypanbHbIM, HHTEHIIMOHHBIM), TUCMETpUEH, Anc-
JMAJ0XOKWHE30M, TU3apTpHuel (CKaHAMpPOBAaHHOU pe-
9ypt0), HUcTarMoM. [9]. IIBH mosBisercss mocTtarodHo
paHo, yXe Ha MepBOM Toay 3a00JIeBaHUS, U MPOSBIS-
€TCsl OPTOCTAaTUYECKOW TMITOTEH3UEH, CHUKEHUEM Ba-
prabenbHOCTH CEepAeYHOTO0 PHUTMA, MOYETOJIOBBIMU
paccTpoiicTBaMH (HapyleHHEM 3PEKINN 1 ISKYISIIHH,
aHoprasMuen, MMIEepaTUBHBIMH IO3bIBAMH Ha MoOYe-
UCIyCKaHUE, MEPUOINYECKUM HEACpPKAaHUEM MOYH),
a Tak)Ke aHTMIPO30M, cuHApomamu l'opHepa nnu Peii-
HO [1, 5, 12]. JlocTaTOYHO paHO MOSIBISIOTCS Hapylle-
HUSL XOJIbOBI, KOTOpPBIE CBS3aHBI KaK C MO3KEUKOBOH
aTakcHel, Tak U ¢ TUIOKUHE3UEH U NOCTYpaJIbHOU He-
YCTOWYUBOCTHIO, YTO TIPUBOAMT YK€ B MEpBBIE 2 roja
3a005eBaHMsl K 4acTbIM MaJeHUSIM Kak BIepel, Tak U
Hazax. Kpome Toro, u3-3a opTocTaTH4E€CKON THIIOTEH-
3UH B MONBITKE CKOMIIEHCHPOBATh CBOE COCTOSIHUE Ia-
LHUEHT CTapaercsl XOAUTh C OMYLIEHHOW rOJOBOH, TEM
caMbIM (OpPMHUPYS TaK Ha3bIBAEMYIO «1103y KOHBKOOEK-
1a». Bo3MOXXHO pa3BHUTHE HapYyIICHWI CHA (CHOTOBO-
peHUe, HeTPOU3BOJIbHBIE JIBIKEHUS BO cHe) [1, 5, 12,
13]. IamueHTHI CTAHOBATCS SMOIMOHAIBLHO JTa0UIbHbI-
MH, CKJIOHHBI K JenpeccusiM. Hepeako KIMHHYECKUMU
nposiBieHussMu MCA CTaHOBSITCS HapyIICHHUS TIOTa-
HUS U PEUYU, a TAKXKE MATOJIOTUYECKHE CTOIHBIE 3HAKU
u runeppedexcus. Pexe BO3HUKAIOT Mape3bl KOHEYHO-
cTeil. MoryT pa3BUBAThCSl AUCTOHUYECKUE (EHOMEHBI
(aHTEpOKOJTHC, TOPTHKOJLIUC, (pOKaIbHAS AUCTOHUS B
KOHEUHOCTSIX, opodanaibHas AUCKUHE3Hs), KOTOPbIE
OT MIpHeMa MpenaparoB JIEBOJONBI MOTYT YCHUIUBATHCS.
OnHUM W3 NAaTOTHOMOHHWYHBIX CHMIITOMOB SIBJISIETCS
CTPUJIOpP, KOTOPBIA CBs3aH ¢ mape3oM abayKTOpOB ro-
JIOCOBBIX CBSI30K, YTO HEPEJKO CTAHOBUTCS MPUYMHON
acuxcun. Pexxe pa3BuBaercs Muokionyc [9, 13].
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BaxHpIM JTONOTHUTEIHHBIM METOZOM JTUArHOCTHKHU
MCA sBisieTcss MarHUTHO-PE30HAHCHAsT TOMOTpadus
(MPT) romoBHoro Mo3ra, KoTopas BbIsBIsieT arpodu-
YeCcKHe U3MEHEHHs MO3KeuKa U MocTa. Bo3aMoxHO 1mo-
SBJICHHE TaK Ha3bIBAEMOTO CHMIITOMa «KPECTay WU
«xietkn» B pexkuMax T2 u FLAIR Ha akcuanbHbIX cpe-
3aX MOCTa, 4YTO CBSI3aHO C MOSBJICHHEM ITOBBIIIEHHOTO
CUTHaJla B BHJE MPONOJILHOI MOJOCHI OT BOJIOKOH ILIBA
U TIePIIEHINKYIAPHON TOJIOCHI OT BOJIOKOH MOCTa, I/e
MIPOXOIAT CPEAHUE MO3KECUKOBBIC HOXKKH, MOJBEPILIH-
ecst pereHepanuu. Kpome Toro, MoryTt ObITh arpodu-
YEeCKHE MPOSBICHUS B Kope OOJbLIMX MOMYLIApHid, a
TaKKe€ KOMIIEHCAaTOpHOe pacupeHue [V xenmynouka.
Hocrarouno crietupuano st MCA oOHapyxeHHe TH-
MOMHTEHCUBHOTO CHTHANa OT CKOPIyIbl B T2-pexume,
YTO CBA3AHO C JETCHEPATUBHAMHU U3MEHEHHUSIMU B ATOM-
cTpyKType [2, 3, 7, 14]. IIpu npoBeaeHnN MO3UTPOHHOI
amuccruoHHON ToMorpadun (II19T) MoxkeT BBISIBISATHCA-
TUIIOMETa00IU3M B CKOPIIYIIE, CTBOJIE MO3Ta U MO3KEU-
ke [15].

B ximHHYeCKO# IpakTUKe JUIsl TIOCTaHOBKY JUArHO-
3a MCA mnpumensitorcss kpurepun S. Gilman u coabr.
[16], cocTositme u3 5 yacrei (tadi. 1):

1-s1 yacte — BepositHas MCA,

2-s yacTh — BO3MOskHast MCA,

3-1 yacTh — JIOTIOJHUTEJIbHBIC MTPU3HAKHA BO3MOXK-

Hoit MCA,

4-1 yacTb — MPHU3HAKH, IOATBEPKAAIOLINE TUArHO3

MCA, + npusHaku, He XapakTepHbie 11 MCA,

5-1 yacTh — nocroBepHast MCA.

Ha ceronsamnui 1eHb 3a001€BaHUE HE UMEET aTO-
reHetndeckoro neuenus [5, 10, 18]. ITpumepno B 30%
CITy4aeB ylaeTcs MOJyYUTh cIa0blii U OBICTPOUCTOIIAIO-
LIMICS OTBET Ha Mpemnaparsl JeBogonsl. Ho Hago Takxke
YUUTBIBATh, YTO JO(PAMUHEPTUIECKHE CPEICTBA MOTYT
yCyTyOIsTh NPOSIBICHUSI OPTOCTATHUECKON THIIOTEH3UN
y JTAHHOW KaTeropuu OOJIbHBIX, & TAKKE YCHIUBATH JIHC-
TOHUYECKUE mposiBieHust. OHAKO JesaTh BBIBOI O He-
3¢ (EeKTUBHOCTH TIPENapaToB JICBOAOIBI PEKOMEHI0BA-
HO TOJIBKO MOCJIE MpreMa cyTouHou 10361 600-750 Mr He
MeHee 3 Mec. [lpyrue mpemnaparsl, UCHOIb3yeMble MPHU
BII, taxxe, kak mpaBmio, He uMmeroT dddekra [5, 10].
TeM He MeHee eclii MMalueHT IPUHUMAET TperapaThl Jie-
BOJIONBI, TO TIOJIHAsi OTMEHA, JJaKe €CJIM OHU Ka3aJncCh
Hed(PPEKTUBHBIMH, HEXKEJIATeNIbHA, TaK KaK 3TO MOXET
MIPUBECTH K OOLIEMY YXYALIEHHUIO COCTOSIHUSI OOIBHOTO
[1, 17]. EquHCTBEHHBIM CIIOCOOOM MOAMEPIKATh Kade-
CTBO XKHM3HHM, @ TAK)KE YBEIMYUTh BBDKUBAEMOCTD SIBJISI-
€TCsl CUMIITOMaTHYeCKOe JIeueHHe, BKITIoYarollee Kop-
pexuuto [IBH, nHapymenunii mnotanus, addeKTHBHBIX
pacctpoiicte u ap. [18]. B cpemnem gepe3 3-5 net ot
Havyasia 3a00JIeBaHUsl MALMEHTHl BCE K€ OKAa3bIBAIOTCS
MIPUKOBAHHBIMH K MHBATUAHOMY Kpeciy [19]. brictpoe
[IpOrpeccupoBaHre 3a00JIeBaHNS IPUBOIUT K JIETAIBHO-
My UCXOAY YyXke Ha 5-9-M romy 3aboseBanus [8, 9, 20].
Bbonee nobpoxauectBernHoe teuenne umeer MCA-IT mo
cpaBHennto ¢ MCA-M u BapuaHTOM, T/ieé Ha TEPBHIi
miaH Beixoaut [1BH [21].

Pannsis nuarnoctuka u quddepeHiuanbHas JuarHo-
CTHKa C APYTMMHU HEHPOJeTeHePaTUBHBIMU 3a00I€BaHN-
MU OYEeHb BaXKHA M3-3a PAa3IUYHOTO MPOTHO3a B OTHO-

CLINICAL RESEARCHES AND CASE REPORTS

IIEHUH Pa3BUTHUS JEMEHIINN, KOTOpas HeXapaKkTepHa s
MCA, B oTM4MM OT APYTUX 3a00JEBAHUH, OTHOCSLIMX-
cs k All, mporHo3a coxpaHeHHsI caMOOOCITyKUBaHUS,
MPOJIOKUTEIBHOCTH KHU3HHU, a TAKKE M3-32 BO3MOXKHO-
IO BBISIBIICHHS KypaOeIbHBIX 3a00IeBaHHH.

[Ipeacrasnsem coOCTBEHHOE KIMHUYECKOE HAOIIO-
JIeHHeE.

B neBponoruueckoe otrnenenue B mapre 2019 r. mo-
crymun narnuedt B., 58 mer, ¢ xanobamu Ha yMeHbIIe-
HHUE CWJIBl B MPAaBbIX KOHEUHOCTSX, HapyLIEHHE KOOP-
JTUHALUKA JIBWOKEHHUH, JIPOXKaHWE B PyKax, HapylleHHE
MoYepKa M MOXOAKH, 3aMEUICHHOCTb W HEBHATHOCTh
pedu, OCHUILIOCTh T0JI0Ca, TOJOBOKPYKEHHE U YYBCTBO
JIYPHOTHI TIPH TEpPexojie U3 TOPU30HTAIBHOTO IOJIOXKe-
HUS B BEPTUKAIIBHOE, CYXOCTh KOXH. B HacTosdIee Bpe-
Ml IIEHCHOHEP, 10 TICHCUH PadoTasl TOKapeM.

Cuuraert ce0st 00bHBIM ¢ siHBapst 2018 1., Korja Briep-
BbIC 3aMETHJI 3aTPyAHEHHs NPH XOAbOE M3-32 JIETKOH
c1a00CTH B ITPaBOM CTOIIE, @ TAK)KE N3MEHEHHE TIoUYepKa.
B mae 2018 r. npucoeAMHUINCH 3aMEAJIEHHOCTh PEYH,
TOJIOBOKPY>KEHHE IPH BEPTHKAJIN3ALNH, MATKOCTh MPU
xonp0e. OOparmiics 3a MEJULMHCKON OMOIIBIO B ITOJIH-
KIMHUKY TIO MECTY JKUTEJIbCTBA. BriepBbie ObLIH BBISIB-
JIeHbI caxapHbIi nualeT 2-ro THIA U TUIEPTOHUYECKas
OoJie3Hb. bbIT BBICTABIIEH JMArHO3: TUCIUPKYISTOPHAS
sHue(danonaTys, Ha3HaYeHa MepopaibHasi TUIIOTCH3HB-
Has Tepanus U caxapOCHIDKAIONas Teparnus, IpoBeieH
Kypc HEHpONpOTEeKTUBHOW Tepanuu — 6e3 sddexra.
B urone 2018 1. ObLIa BBINIOJHEHA MArHUTHO-PE30HAHC-
Hasi aHruorpadusi COCyI0B TOJIOBHOTO MO3ra, KOTopas
BbISIBMJIA MPU3HAKU CTEHO3a MPAaBOM MO3BOHOYHOM ap-
tepuu (ITA), cHHXEeHHE BEHO3HOT'O OTTOKA B JIEBOM I10-
[IEPEYHOM, CUTMOBHMJIHOM CHHYCE U JIEBOM BHYTPEHHEH
apeMHoi BeHe. [lomyyan ieueHne «cocyaucThIMI» Tpe-
naparamu, 0e3 addekra. YiIbTpa3ByKoBas A0ILIEPOrpa-
¢us (Y3/I') BeH HWKHHX KOHEYHOCTEH BBIIBHJIA Ba-
PUKO3HOE paclIMpeHue BEH HMKHHMX KOHEYHOCTEH 0e3
reMOJMHAMHUYECKH 3HAYMMBIX CTEHO30B. BBuay mpo-
IPECCUPOBAHMS CUMIITOMATUKU M OTCYTCTBHS dddekra
OT IPOBOIUMOI Tepanuy ObUT HANpPaBIEH Ha CTALUO-
HapHoe oOcienoBanue u iedeHue. [Ipu nosropuoit MPT
TOJIOBHOTO Mo3ra B ceHTsi0pe 2018 . 0OHapyKeHBI Ipo-
SIBJICHUS  1IepeOpo-1iepeOeIUISIPHBIX  CyOaTpOpHUUeCKIX
n3MeHeHn (puc. 1), BbIpaxeHHbIE cyOarpoduyeckue
M3MEHEHHs CTPYKTYp BapoJHEeBOro Mocta (puc. 2), BU-
KapHOE PacIINpEeHUe HApYKHBIX U BHYTPEHHUX JTHKBOP-
HBIX TIPOCTPAHCTB, JIAKyHAPHbIC MOCTHH(APKTHBIE KH-
CTO3HO-IJIMO3HbIE N3MEHEHUs 001acTh 0a3adbHbBIX SIep
cieBa (Hapy)kHas Karcyna). HecMoTpsl Ha BBIABICHHBIE
M3MEHEHUs, OblI BEICTABIJICH AMArHo3: 6omne3ns [lapkun-
COHA, Ha3HAYEeH MPAMUTIEKCOIT 3 MT' B CyTKH, 3 deKTa oT
KOTOpOTO 0TMedeHO He Obu10. B okTsi0pe 2018 1. mpoBe-
JIeHa CITUpabHas KOMITbIOTEpHAast TOMOTpadusi TOJIOBHO-
ro MO3ra, KOTOpasl BbISIBUJIA IPU3HAKH TUCLHUPKYISATOP-
HBIX U3MEHEHHI B 00JIACTH CTPYKTYDP 3aJIHEH YeperHON
SIMKH, aTepOCKIIepo3 OpaxuoredalbHBIX apTepuil 0e3
3HaYMMOT0 CTE€HO3a TIPOCBETa apTepuid, aHOMAJIHIO
Kummepmu crnpaBa. Y3JIIT OpaxwmoriedalibHBIX apTe-
puit (BLIA) BeIsIBHIIA TPU3HAKK aTepOCKIepo3a (CTEHO3
20-25%), yMepeHHO HeNpAMOIMHENHHBIN X0 ooenx 1A,
Masblil nuameTp npaBoi ITA, acuMMeTpuio KpoBOTOKa

1
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Tabnuma 1

Kpurepun nuarnocrnkn MCA (Gilman S. u coasr.., 2008, [16])

Yactp

Beposithass MCA
(aacts 1)

Bo3moxnas MCA
(gactsb 2)

JlonoTHUTEIbHBIE
MPU3HAKH BO3-
MoxkHOiH MCA
(gacts 3)

[Ipusznaxu, noa-
TBEpIKAIoINe
nuarao3 MCA+
[Ipu3nakwu, He-
XapakTepHbIe JUIst
MCA

(gacts 4)

JloctoBepHast
MCA

Onucanune

Cnopaouueckoe, npozpeccupylowee 3abonesanue ¢ sospacmom debroma cmapute 30 1em, xapakmepusylowjeecs ciedyiouumu

npoAGIeHUAMU:

- gecemamugHas Ouc@yHKYyus, NPOSBIISIOMAAC:

a) HelepKaHueM MO4HM (HECIIOCOOHOCTh KOHTPOJIMPOBATH BbIJIEIEHHE MOUH U3 MOUEBOTO ITy3bIPs, € IPEKTUILHON TUCHYHKIH-
eil y My»K4MH) HIn

0) oprocrarnueckum cHmxkeHreM AJl B TedeHne 3 MUH mmocie BCTaBaHus Kak MUHUMYM Ha 30 MM pt. ct. st CA /] unm Ha

15 mm pt. ct. uia A/l u

- cnabo uyscmeumenvHulil K 1eooone napkunconuszm (OpaiuKUHE3Hs ¢ PUTHIIHOCTBIO, TPEMOPOM MIIH IIOCTYPaJIbHOMH HEYCTOH-
YHBOCTBIO) WIN

- Mo3dHceuKo8blll cundpom (aTaKCUs TIPU X0b0e ¢ MO3KEUKOBOI AU3APTPHEH, aTAKCHS KOHEYHOCTEH MITH MO3KEUKOBBIE [NIa301-
BUTaTeJIbHBIC HAPYLICHNUS)

Cnopaduueckoe, npoepeccupyloujee 3abonesanue ¢ go3pacmom oedroma cmapuie 30 1em, xapakmepuszyroujeecs Cl1edyiouumu
NPOSAGLEHUAMU:

- napxunconusm (OpaIMKUHE3Hsl C PUTHIHOCTBIO, TPEMOPOM HITH IIOCTYPAJIbHOH HEYCTOHUMBOCTBIO) MIIH

- MO3#CceuK08blll CUHOpom (ATaKCHs TIPU XOIb0E C MOIKEUKOBOH AU3APTPUCH, aTaKCHsi KOHEUHOCTEH MM MO3)KEUKOBBIC IT1a30/1-
BUTaTENIbHBIC HAPYLICHHS) U

- no Kpatineil mepe, 0OUH NPUSHAK 8e2eMAMUBHOU OUCHYHKYUU, KOMOPbIU HENb3 00bACHUMb Opy2UMU npuduHamu (AMIie-
PaTUBHBIC MO3BIBBI HA MOYCHUCITYCKAHHUE, YUALLICHHOC MOYCUCITYCKaHUE UJIU HEIIOJTHOC OIMMOPOKHEHUE MOYEBOTI0 ITY3bIPs,
IPEKTUIIbHAS AUC(YHKINS y My>KUMH WM 3HAYUTENIbHAS OPTOCTATUYECKAsl THIIOTEH3HsI, KOTOPasi HE COOTBETCTBYET YPOBHIO,
Tpedyemomy aist Kpurepues BeposiTHO MCA) n

- no Kpatixeti mepe, 00UH OONOTHUMENbHBII NPUSHAK, VKA3AHHGIL 6 yacmu 3

Tapxunconuueckas unu Mo3xiceyKosas gopma:

- MOJIOKHUTENBHBIHN peduiekc babuHckoro ¢ runeppediexcueii

- CTpUI0p

[lapxunconuueckas ghopma:

- OBICTPONPOrPeCCUPYIOIIHH NAPKUHCOHNU3M

- TIJIOXOW OTBET Ha JIEBOJOITY

- OCTypaJibHasl HEYCTOHYMBOCTD, MOSBUBILASICS B TEUSHHUE 3 JIET OT Hayaja JIBUTATENbHbIX CUMIITOMOB 3a00/1€BaHUs
- aTaKcust X0/bObl, MOZKEUKOBAsH IN3APTPUSL, ATAKCHUSI KOHEUHOCTEH MIIM MO3KEUKOBBIE INIa30/JBUraTelIbHbIE HApYILICHUs
- aucdarusi, MOoSBUBLIASICS B TEUEHUE 5 JIET 110CIIE HAayasa JIBUIaTelIbHbIX CHMIITOMOB 3a00/1€BaHMs

- aTpo(ust CKOPITYTIBI, CPETHUX HOXKEK MOPKEUKA, MOCTA I MO3xKeuka Ha MPT

- THIIOMETaboIN3M B CKOPITYIIe, CTBOJIE WITH MO3Keuke rpu nposeaeHuu [19T ¢ Grroopoaeokeurmoko3oii
Mosorceurosas ghopma:

- HAPKUHCOHU3M (OpauKHHE3 S UM PUTHAHOCTD)

- aTpo(ust CKOPITYTIBI, CPETHUX HOXKEK MOBKeuKa mim Mmocta Ha MPT

- rurometabonu3m B ckopiyne npu nposeaennu [19T ¢ droopopeokcuriroko3oit

- IpeCUHANTHYECKasIHUTPOCTpHabHas ionaMuaeprudeckasienepsays npu OOOKT u [19T

Ipusnaku, noomsepocoarougue ouazrnoz MCA

- opodharanbHas JUCTOHUS

- IUCIIPONIOPLIHOHANIbHbINA aHTEPOKOJLIUC

- KAMITOKOPMHSI (BBIP)KSHHBIN HAKJIOH TYJIOBHILA BIEpea) W/uin cuuapom [Inzanckoii Gaminu (BbIpaKEHHBIIT HAKIIOH TYJIOBH-
11a BOOK)

- KOHTPAKTYpbl KHCTEH PyK WIIH CTOI

- JbIXaTeJIbHbIE HApyILIEeHHs

- BBIpOKCHHAS AUC(HOHUS

- BBIPKCHHAS IU3aPTPUSL

- HEJIaBHO MOSBUBILUICS MM YCHUITUBIIMICS Xpar

- XOJIOZIHBIE JIQJIOHH U CTOIIBI

- IATOJIOTMYECKHIT CMeX MU IUIad

- TOTYKOOOPA3HBIN, MUOKIOHHYECKUHN MOCTYPaIbHBIN/KHHETHUECKUI TPEMOP

Ipusnaxu, nexapaxmepnuie o1 MCA

- KJIACCHUECKHUIT TPEMOP MOKOS 110 THITY CKaThIBAHHSI TUITIOIb

- KIIMHUYECKHU 3HAUYMMasi HEBPOTIaThs

- HC VIHI[yLlVIpOBaHHbIe J'leKapCTBaMl/l raJyIroMHaIumu

- Hadaso 3aboJieBaHusI mociie 75 aet

- HAaCJICICTBEHHbII aHAMHE3 aTaKCHU WU MapKHHCOHU3MA

- IEMCHIIUS

- oYar nopa)keHust OEJIOro BELIeCTBa, XapaKTEPHBIC [Tl PACCESTHHOTO CKIIEpO3a

Ipusnaku, xapakmepnwie 05 seposimuoil unu 8ozmoxcrnou MCA, n

MHnozouucnennvie cnuaivHbie yumoniazmamuyeckue (pece sioeprule) exarouenus (Papp—Lantosinclusions) B kiieTkax oiauro-
JICH/IPOTVINH, COoJieprKaline allb(a-CHHYKICHH (CHHYKICHHONATHS ), 00HAPY)KEHHBIC IPH HATOMOP(OIOrHYECKOM HCCIIeI0Ba-
HUH

pumeuanne: AJl — aprepuansHoe nasnenne, CAJl — cuctonndeckoe aprepuanpHoe AaBneHue, JJAJl — nuactoamyeckoe apTepruanibHOe JaB-
nenne, [19T — no3utponnas smuccuonnas romorpadus, OOIKT — onHohoTOHHAS SMUCCHOHHAsI KOMIIbIOTepHast ToMorpadust, MPT — marHutHO-
pe3oHaHCcHast ToMorpadus.
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Table 1
Criteria for possible MSA (Gilman S. et al., 2008 [16])

Part Description

Probable MSA A sporadic, progressive, adult (> 30 y) — on set disease characterized by

(part I) - vegetative dysfunction, manifested by:
a) autonomic failure involving urinary incontinence (inability to control the release of urine from the bladder, with erectile
dysfunction in males) or
b) an orthostatic decrease of blood pressure within 3 min of standing by at least 30 mmHg systolic or 15 mmHg diastolic and
- poorly levodopa-responsive parkinsonism (bradykinesia with rigidity, tremor, or postural instability) or
- a cerebellar syndrome (gait ataxia with cerebellar dysarthria, limb ataxia, or cerebellar oculomotor dysfunction)

Possible MSA A sporadic, progressive, adult (> 30 y) — on set disease characterized by:

(part IT) - parkinsonism (bradykinesia with rigidity, tremor, or postural instability) or
- a cerebellar syndrome (gait ataxia with cerebellar dysarthria, limb ataxia, or cerebellar oculomotor dysfunction) and
- at least one feature suggesting autonomic dysfunction (otherwise unexplained urinary urgency, frequency or incomplete
bladder emptying, erectile dysfunction in males, or significant orthostatic blood pressure decline that does not meet the level
required in probable MSA) and
- at least one of the additional features shown in part I11

Additional Possible MSA-P or MSA-C:
features of - Babinski sign with hyperreflexia
possible MSA - stridor

(part I1I) Possible MSA-P

- rapidly progressive parkinsonism

- poor response to levodopa

- postural instability within 3 y of motor onset

- gait ataxia, cerebellar dysarthria, limb ataxia, or cerebellar oculomotor dysfunction
- dysphagia within 5 y of motor onset

- atrophy on MRI of putamen, middle cerebellar peduncle, pons, or cerebellum
- hypometabolism on FDG-PET in putamen, brainstem, or cerebellum
Possible MSA-C

- parkinsonism (bradykinesia and rigidity)

- atrophy on MRI of putamen, middle cerebellar peduncle, or pons

- hypometabolism on FDG-PET in putamen

- presynaptic nigrostriatal dopaminergic denervation on SPECT or PET

Features Supporting features

supporting (red - orofacial dystonia

flags) and not - disproportionate antecollis

supporting a - camptocormia (severe anterior flexion of the spine) and/or Pisa syndrome (severe lateral flexion of the spine)
diagnosis of MSA - contractures of hands or feet

(part IV) - inspiratory sighs

- severe dysphonia

- severe dysarthria

- new or increased snoring

- cold hands and feet

- pathologic laughter or crying

- jerky, myoclonic postural/action tremor

Nonsupporting features

- classic pill-rolling rest tremor

- clinically significant neuropathy

- hallucinations not induced by drugs

- onset after age 75 y

- family history of ataxia or parkinsonism

- dementia (on DSM-1V)

- white matter lesions suggesting multiple sclerosis

Diagnosed MSA - Characteristic features of probable or possible MSA and
- Numerous glial cytoplasmic (less commonly — nuclear) inclusions (Papp—Lantos inclusions) in oligodendroglia cells,
containing alpha-synuclein (synucleinopathy), found in pathomorphological research

Note: BP — blood pressure; SBP — systolic blood pressure; DBP — diastolic blood pressure; PET — positron emission tomography; SPECT —
single-photon emission computed tomography; MRI — magnetic resonance imaging.
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KNMHNYECKME NCCNEAOBAHNA N HABIIOAEHNA

Puc. 1. MPT rosos-
HOTO MO3ra (CeHTIOPb
2018 ). Arpouueckue
M3MEHEHHS MO3KEUKa
(yKxa3aHO CTpeNKoi)
Fig. 1. MRI of the
brain (September
2018). Atrophic
changes in the
cerebellum (indicated
by arrowed lines)

Puc. 2. MPT rosos-
HOTrO MO3ra (CeHTSIOpb
2018 r.). Cybarpodu-
YECKNE M3MEHEHHSI
CTPYKTYp BapoJieBa
MocTta. CUMIITOM
«kpecTay(yKka3aHo
CTPEIKON)

Fig. 2. MRI of the
brain (September
2018). Subatrophic
structural changes of
pons varolii. Symptom
of the «cross»
(indicated by arrowed
lines)

Puc. 3. MPT ronosHo-
ro mosra (mapt 2019 ).
V4actok muo3a He-
HpaBUILHON HOPMBI,
pasmepamu 13x7x6 MM
B JIEBOW TEMEHHOMH J1071€
KOPTHKaJIbHO-CyOKOPTH-
KaJbHO (O0Jiee BeposiT-
HO, TIOCTHIIEMUYECKOTO
Xapakrepa) (yKazaHo
CTPENKON)

Fig. 3. MRI of the
brain (March 2019).
Irregularly shaped
gliosis site, 13x7%6 mm
in the left parietal lobe
cortical-subcortical
(most likely of post-
ischemic origin)
(indicated by arrowed
lines)

Puc. 4. MPT roxosHo-
ro mo3ra (mapt 2019 ).
Atpodust Mo3KeUKa
(YKa3aHO CTPEIIKOi)
Fig. 4. MRI of the
brain (March 2019).
Cerebellar atrophy
(indicated by arrowed
line)
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Puc. 5. MPT ronosHo-
ro mo3ra (mapt 2019 ).
CuUMIITOM «KpecTa»
(YKa3zaHO CTpeJKOii)
Fig. 5. MRI of the
brain (March 2019).
Symptom of the
«crossy» (indicated by
arrowed line)

B 4-M cermente [IA (D>S), cHIXKeHHE CKOPOCTHBIX IO~
KazaTesel KpPOBOTOKAa B 00EHX 33aJHMX MO3TOBBIX apTe-
pusix u B 4-M cermente npaBoii [1A, a Taxke KOCBEHHbIE
NPU3HAKU TOBBILICHHOTO BHYTPHUYEPEIHOTO AaBJICHUS,
YMEPEHHO PaCIIMpPEHHBIM JHaMeTp MpaBOil BHYTPEH-
Hell ApeMHON BeHbl (KOCBEHHBIC NMPU3HAKU 3aTPyJHEH-
HOTO BEHO3HOTO OTTOKa). C KOHIIa OKTAOps 1Mo JeKadph
2018 . cocTOsIHME MALMEHTA MOCTENEHHO YXYAIAIO0Ch,
MOSBUJINCH HApYyIIEHUE KOOPIUHAIIMN ABIKEHHUH U IpO-
KaHUE B pyKaX, HEBHATHOCTb PEUH, OCUILIOCTh roJoca,
nporpeccupoBaiia IIaTKOCTh NMpH Xoabbe. B nexabpe
2018 r. ObUT MOBTOPHO TOCHHUTAIU3UPOBAaH B HEBPOJIO-
THYECKOM OT/eeHne OOJIBHUIIBI IO MECTY JKUTEIbCTBA,
muarno3 BII Obut mocrasnen nmox comaenue. s yTod-
HEHMs1 IMarHo3a ObUT HANpaBJieH B HAII LIEHTP.
Hesponoruueckuii craryc npu nocrtymieHuu. Co-
3HaHUE SICHOE, OPUEHTHPOBAaH MPAaBUIHHO. MEHHHTe-
aIbHBIX 3HAKOB HeT. OOOHSIHME HE HapyIICHO. 3payku
D=S. Peakums 3paukoB Ha CBET (TpsMasi U COAPYKe-
CTBEHHas1) COXpaHeHbI ¢ 00enx cTopoH. lons 3penus He
HapymieHsl. [masasie memn D=S. J[BWKeHHs TIa3HBIX
sI0JIOK He OorpaHuueHbl, OpagukuHe3us B3opa. Konsep-
TeHIUSI OTCYTCTBOBaNA ¢ 00enX CTOpOH. UyBCTBHUTENb-
HOCTb Ha Juue coxpaHeHa. CIIa)KeHHOCTb MPaBOW HO-
COryOHOW CKJIQJIKM, TUIIOMHMHUS, PEIKOe MOpraHHe.
I'motounsnii peduexc coxpaneH. [JoraHwe He Hapy-
HIeHo. YMepeHHas nuchoHusu qu3apTpus. Jesuanuun
sI3bIKA, TUIIOTPOGUH, TOASPTUBAaHUN HE BbIsBIEHO. [lo-
JIOKUTENBHBIN X000TKOBBIH peduekc. OOmas Opaauku-
He3usl. MBIIIEUHBIH TOHYC B KOHEUHOCTSIX U3MEHEH I10
CMEIIaHHOMY THUITY, C TpeodiajaHheM MUPAMHIHOTO
KOMIIOHEHTa cipaBa. MplllleuHasl CHjla B BEPXHUX KO-
HEYHOCTAX COXpPaHEHa, B HIPKHUX — CHIDKEHA CTIpaBa B
JUCTAIIBHBIX oTAenaxno 4,5 6amna. I'myookue pedrexchr
Ha pyKax ¥ HOTaXO)KUBJICHBI, C pacIIupeHneM pedliek-
COTeHHBIX 30H, D>S, xionycsl ctomn ¢ 2 cropoH. C 00enx
CTOPOH TATOJOTHYeCKHe 3HaKu: cuMnToM Poccommmo—
Benneposuya, babunckoro, cumnrom Poccommnmo cripa-
Ba. UyBCTBUTEIHHOCTDH (ITOBEPXHOCTHAS, TIIyOOKas) He
HapylieHa. B pykax moctypajipHbIil TpEMOp, HECKOIBKO
Oomee BBEIpAKEHHBIN B MpaBoit pyke. JucanamoxoxknHes
C IIBYX CTOpOH, Oombiue crpasa. [lucMerpusi ¢ obenx
ctopoH. KoopauHaropHbie MpoObl BBITIOIHSIT ¢ MHTCH-
el ¢ 00enX CTOPOH KaK BEPXHHMH, TaK U HIKHUMHU
KOHEYHOCTSIMH. BrIsiBieHa acuHeprust mo babuHckomy.
B npoGe Pombepra neycroitums. [Ipu mposeneHun mpo-
651 TeBeHapa oTMeuantach MPOIMYAbCHS 2 11ara, jJarepo-
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nyJbCHsl — 4 1ara, peTporyinbcusi — 0OoJiee 5 maros.
[loxonka HapylieHa MO CMEIIAHHOMY THITY: aTaKTHKO-
remunaperndeckas. [Ipu xonp0e HabmrOaNCst HEOOIb-
LIOM HAKJIOH TYJIOBHILA BIiepen, axeipokune3. Hapyie-
HUH (DYHKIIUK TA30BBIX OPTaHOB HE OBLIO.

B pyTuHHBIX 1a0OpaTOpHBIX HCCIEJOBaHUSIX M Ha
OKI' nmaronmornyecknx M3MEHEHHWH BBISBIEHO HE OBLIO.
[Ipu cyrournom monutopupoBanuu (CM) OKI' u AJl Ha-
OJIrONalTi CUHYCOBBIM pUTM ¢ yactotor ot 60 mo 124 (B
cpenreM 82) yn/muH. [Ipn pusngeckoii Harpyske u y4a-
menun YCC perucTprupoBaliuCh MHU30/1bI KOCOBOCXO/IS-
el nenpeccun ST, YETKO CBS3aHHbBIE C YBEIMUYCHUEM
UCC, He comnpoBokAaroImecst 00IsIMUA B 00JacTH Cepl-
na. /lnnamuka A/l Obiia xapakTepHa it CTaOMIIBHOM
CHCTOJIO-TMACTOJIMYECKON apTepuaIbHOM THUIEePTEH3UU
B HOuHble yackl. MPT ronoBHOro Mo3ra BbIsSIBUJIA KOPTH-
KaJIbHBIE, CyOKOPTUKAIIbHBIC, & TAKXKE TapaBeHTPUKYIISIP-
HBIE OYaru IJIM03a C HEYETKUMH KOHTYPaMH, AUaMETPOM
2-3 mM. B neBoit TeMeHHOU J0JIe KOPTUKAIBHO-CYOKOp-
THKaJbHO — YYacTOK IVIM03a HENpPaBHJILHOU (HOPMBI,
pasmepamu 13X7x6 MM — 0Ooiee BEpPOSITHO, MOCTHIIIE-
Mudeckoro xapakrepa (puc. 3). OOHapyXeHbI MpHU3Ha-
K aTpoUUECKHX HW3MEHEHWI TONyHIapuid MO3KedKa
(puc. 4) 1 cpenHUX MO3KEYKOBBIX HOXKEK (pHC. 5).

Koncynpranus kapamnonora: yoequTeIbHBIX TaHHBIX
B [10JIb3Y MLIEMUH HET, U3MEHEHHs, BbIsiBIIeHHBIE 10 CM
OKI, SBASIOTCA TaXU3aBUCUMBIMU, HE COMPOBOKIAIOT-
Csl KIMHUYECKOH KapTHMHOW CTeHOKapAuu, o0ycioBie-
Hbl BETre€TaTMBHOM HEAOCTATOYHOCThIO. KoHCynbramus
odranemonora: OU runepmerponusi cnaboil CTENEHH.
['mneproHnyeckas aHTHONIATHSI CETYATKH.

[ManmenT o0cienoBaH MEAMLMHCKHM ICHXOJIOTOM,
KOTOPBI OTMETWJI PACCTPOMCTBA HEHPOAUHAMHUKU C
WHEPTHOCTHIO aTTEHUTHBHO-MHECTHYECKHX MPOLECCO-
BU KOTHHTHUBHBIM CHIDKCHHEM 110 00IEOPraHHYECKOMY
tumy. MoCA Tect: 17 6aimioB. 3puTebHO-KOHCTPYKTHB-
HbIE€ HCIIOJIHUTENIbHBIE HABBIKH C JIETKUM CHH)KEHHEM.
[To 3axutoueHuIo JIoronena UMeeTCs IU3apTpus B code-
TaHUU C TUCOHKEN CpellHeH CTEeTeHH BHIPaKEHHOCTH.

[IpoBoaunu Tepanuto muroduasuaoM 10 M, pasBe-
nerHbiM B 200 Mt u3nonoruueckoro pacteopa 1 pas B
nenb Ne 10; anexaponoM (aleTHICaIMIMIOBast KUCIIOTa)
100 mr yrpom; aropBacratnHoM-K 10 mMr no 1 Tabnerke
BeuepoM; (opmerurom (Metrdopmur) 1000 mr mo 1 Ta-
Ornetke 2 pasa B JieHb; OucorpononoM 1,25 mr 1 pa3 B
JeHb; IIpamMuIieKcoiaoM | Mr 3 pasza B JeHb (ObUIO pexo-
MEHJIOBAHO IIOCTEIIEHHOE CHIDKEHHE J03bI mo 0,25 mr
1 pa3 B 10-12 nHelt mox KOHTPOJIEM HEBPOJIOra B IMOJIU-
KJIMHUKE C ITOCTENIEHHBIM IIEPEX0I0M Ha JIeBOJIoIa + Kap-
oumomna 250 mr + 25 mr o 0,25 TabneTku 2 pasa B JICHb).
Taxoke npoBofuan JieueOHyr0 (uskyasTypy. Ha ¢one
Je4eHust ObIJI0 OTMEUYEHO YITyUIIeHHE OOILETO COCTOSHUS
MaIMEeHTa, OHAKO MOJIOKUTEIbHON TWHAMUKNA B HEBPO-
JIOTUYECKOM CTaTyce MOIy4eHO He ObUIO.

O6cy:xneHue

Hcxonst U3 TOro 4to B KIMHUYECKON KapTUHE 3a-
0oeBaHNsI MMEJIO0 MECTO COYETaHWEe MapKHHCOHW3MA,
MO3KEUKOBBIX, TUPAMUIHBIX HAPYILICHUN U BEreTaTUB-
HBIX PAcCTPOMCTB, a TakKe HEeHpOBU3yaJTU3aI[MOHHBIX
MIPU3HAKOB BBIPAKEHHBIX aTPOPUUSCKUX HM3MECHEHUN

CLINICAL RESEARCHES AND CASE REPORTS

CTPYKTYp Bapojiie€Ba MOCTa C BHUKApHBIM PaCIIMPEHU-
€M Hapy>XHBIX U BHYTPEHHHUX JIMKBOPHBIX IPOCTPAHCTB,
MPU3HAKOB aTPOPHUUECKUX M3MEHEHUH KOpBI OOIBIINX
MONyIIapuid U TIONYHIAPUA MO3KEUYKa, CPEIHUX MO3-
JKEUKOBBIX HOXKEK, a TaKKe OTCYTCTBOBAI 3()(eKT oT
MTPOTUBOINIAPKUHCOHUYECKHX MPEeraparoB, Hanboiee Be-
poATHBIM TpescTaBisics quarno3 MCA.

Y4uuThIBasi HaJMUNE BBIPAKEHHBIX COCYAWUCTBIX W3-
MeHenuit Ha MPT romoBHOro Mo3ra, B TOM YHCJIE OYa-
TOB B CTparermyeckd BaxHOW oOmactu (0azambHBIX
FaHIUsaX) Juarto3 Oosiesnu IlapkuHCOHA Cpasy ObLI
uckitoueH. [IpoBoamincs auddepeHmanpHbIid TUarHo3
C COCYIUCTHIM MapKuHCOHU3MOM. [Ipu Beeit oOeit cxo-
JKECTH KIMHWYECKUX TPOSBICHUN W3BECTHO, YTO JIJIS
COCYIHMCTOTO MAapKUHCOHU3MA XapaKTePHO BOBJICUCHUE
MPEUMYIIECTBEHHO HOT («IapKHHCOHHM3M HW)XHEW TI0-
JIOBHHBI TE€JIa» ), YTO MPOSIBIISIETCS 00JIee BhIPAKEHHBIMHU
HapYIICHUSMH XOIbOBI TI0 THITY «MarHUTHOM ITOXOIKH,
anpakCUU XOJIbObl WM JIOOHOW IuCOa3uM, KOTHUTHB-
HBIM CHIDKCHHEM, HapylIeHHeM MOYEHCITyCKaHUS U Ha-
JTUYUEeM MPUINHHO-CIICICTBEHHON CBSI3U TIEPEHECEHHO-
rO OCTPOr0 HapYIICHUS MO3TOBOTO KPOBOOOpAIICHHS U
OCTpPO WJIH MOJOCTPO PA3BHUBIIETOCS MAPKUHCOHU3MA CO
CTaOMITM3AINEe B ITOCIIE Y FOIIEM HITH ATTH30aMHU Hapac-
TaHus ¥ perpecca [1, 22, 23], uero He OBUIO y TIpENICTaB-
JIEHHOTO HaM¥ TanueHTa. Hanmnyue TIMo3HBIX MENKHX
04aroB B 00yacTu 0a3ajbHBIX TAHIIMEB B HAOIHOIAEMOM
Hamu ciydae He uckiouaer MCA, Tak Kak U3BECTHO,
yt0 1pu All HepeKO BBISBISIOTCS JIAKYHAPHBIC 04aru B
JTAHHOW 00JIACTH, KOTOPBIE MOTYT SBIISITHCS CIEICTBUEM
apTepuaibHON TMIIEPTEH3UH, CBI3aHHOW B TOM YMCIIE U
¢ Jere”epauuei cTBOJOBBIX CTPYKTYp [2]. K Tomy ke
BBIpaXXCHHBIEC LIepeOpo-1iepedesuIapHble arpoduyecKkue
M3MEHEHUs U OBICTpast Mporpeccusi 3a00IeBaHus TOBO-
pwin B oaiepkKy nuarnoza MCA.

Takum 00pa3oM, Ha OCHOBaHWW KIMHUYECKOW KapTH-
HBI 3200JIeBaHus, aHAMHE3a U JaHHBIX JOMIOJHUTEIBEHBIX
METOJIOB MCCIIEIOBAHUS OBLT BBICTaBIIeH Auarao3: MCA,
cMmeranHas (opma (TUIIOKWHETUYECKUN CHHIPOM, MO3-
JKEYKOBBIA CHHIPOM, CHHAPOM BETETaTHBHOW HENOCTa-
ToyHOCTH). ATepockiiepo3 BLIA 6e3 remMoauHaMUUECKU
3HAUYUMBIX CTEHO30B. JlMCIMpKyIsTOpHas 3HIe(anomna-
Tust 2-1 craqun. Onupasick Ha kKpurepun S. Gilman u co-
aBT. (2008), ruarHo3 cooTBeTCTByeT BO3MOkHO MCA.

HecMmoTpst Ha TUNHMYHBIC KIMHUYECKUE MPOSIBJICHUS,
JTaHHBIe HehpoBm3yanu3anuy, auarao3 MCA ObIT BBI-
cTaBiieH Oojiee yeM depe3 Toj OT Hadajia 3abosieBaHusl.
Heo0xomuMo y4nThIBaTh, 4TO HEPEIKO MOJO0HBIE OONb-
HBIC UMEIOT CEePJICUHO-COCYIUCThIC 3a00IeBaHMSI, COITYT-
CTBYIOIIYIO COCYIMCTYIO MAaTOJIOTHI0, YTO MOXKET MaCKH-
pOBaTh HayaIbHEBIC TIPOSIBIICHUSI HEHPOIEreHEePAaTUBHOTO
3aboneBanus. CrenoBaTeIbHO, OUYCHbh BXXHO Yy ITaIllUCH-
TOB C BBIPOKECHHBIM COCYIUCTHIM MOPAKCHHEM TOJIOB-
HOTO MO3Ta TIPY Pa3BUTHH CHHIPOMA MAPKUHCOHHM3MA B
COUYETaHMHU C MO3KEUYKOBOU U BEr€TaTUBHOM HEIOCTATOU-
HOCTBHIO HE OCTAHABIIMBATHCS HA TMArHO3€ JAHUCIHPKYIIS-
TOPHOH 3HIE(AIONaTHy, a MPOBECTH JTUATHOCTUUCCKUN
nouck B Hanpasienuu All, B wacthoctu MCA.

ABTOpBI 3afIBJSIOT 00 OTCYTCTBUM KOH(IMKTA
HHTEpPecoB.
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B oTeuecTBeHHON JIMTEpaType MOCTATOYHO TOAPOO-
HO OINHMCAHA U MPOAHAIMU3UPOBAHA UCTOpPUST MOCKOB-
cKoll HeBposiornyeckoi mKoiabl B XIX u XX cToneTusX.
B »10i1 cTathe B kpaTKo#t (hopme mpencTaBiIeHbl CBesie-
HUs 0 niepBoi B Poccun crieninann3npoBaHHOW HEBPOJIO-
TUYECKOU KIIMHUKE U €€ PyKOBOAUTEISX.

B 1869 r. mayama paboraTh KJIMHWUKAa HEPBHBIX U
IyIeBHBIX Oone3Heit Mmmeparopckoro MocCKoBCKOTo
yHuBepcuTera. [1o BpeMeHu 3TO ObLIO CBS3aHO C BO3-
BpauieHueM Auekcest fkoBineBuya KoskeBHHMKOBA U3
TPEXTOIUYHON 3apyOeKHOW KOMAaHIUPOBKH, KyJa OH
OBLIT MOCIJIaH PYKOBOJCTBOM METUITMHCKOTO (haKyabTeTa,
IJIe JIOJDKEeH ObLT 3aHUMAThCsl «YYSHHEM O HEPBHBIX 00-
ne3Hsx u ncuxuarpum» [1] (puc. 1).

Panee B 1866 T. MUHHCTPOM HApPOIHOTO MPOCBEIIIE-
HUSA OBUIO pa3pemeHo OTKPHITh B MOCKOBCKOM YHH-
BEPCUTETE HAPSAY C JIPYTUMH KIWHUKAMU KIIMHHUKY
HEPBHBIX U IYHIEBHBIX O0JIE3HEH, HO B TO BPEMS MEJIH-
[UHCKHI (paKyJIbTET HE pacriojiarai oAr0TOBICHHBIMHU

Puc. 1. Anekceit
SIxoBneBuu Koxxes-
HuKoB (1936-1902)
Fig. 1. Alexey
Yakovlevitch Koje-
vnikov (1836-1902)
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cnenuanucramu. C 3Toif nenbo OblT MociaH B 1866 T
B KoMaHaupoBky B EBpony A.f. KoxeBHUKOB, 3alu-
THUBIINN T'OZOM paHee AMCCEepPTAIUIO Ha CTENEHb JIOK-
Topa MenuuuHbl «bose3ns, onucanHas JomeHom noa
nMeHneM “Ataxie locomotorice Progressive”». Eme no
ero Bo3BpauleHus B Poccrio OH MOIy4YHIT JODKHOCTD
MPHUBAT-IOIICHTA TI0 KypCY HEPBHBIX M TYLIEBHBIX 00-
Je3Hed mpu Kadeape cHenuanbHOW HaTOJOTHH U Te-
panuu. B HoBo-Exarepununckoir GonpHHIE (pHC. 2)
ObU10 BhIAETCHO 19 KpoBaTei st opraHu3aly HeBPo-
JIOTUYECKOTO OTHEJICHUs, KOTOpoe M Bo3rmaBui A.SL.
KoxeBuukoB. B nexabpe Toro xe roma y4eHOMY CO-
BETY MEIMIIMHCKOTO (PaKylbTeTa OH MPEACTABUI MPO-
rpaMMy Kypca HEPBHBIX M IyIIEBHBIX O0JIE3HEH, U TaK
Ha4yaJIoCh CUCTEMaTHYECKOe IMPENnoJaBaHue 3TUX JIHC-
LOUIUIMH B MOCKOBCKOM YHHUBEPCHUTETE, XOTSI OTHEIIb-
HbIe pa3fiesibl 110 HEPBHBIM Oo0yie3HSIM B MOCKOBCKOM
YHUBEPCUTETE NPENOoJaBalluCh U paHee Ha TEPaIeBTH-
yeckux kadenpax [1-3].

B 1870 1. B Crapo-ExarepuanHCKOIi O0NBHUIIE OBLITO
OpraHU30BaHO HEBPOJIOTMYECKOE OTAENIEHHE, B KOTOPOM
A5l KoxeBHHKOB OBUT KOHCYJIBTaHTOM, & PYKOBOIMITH
oraenenuem ero yaenuku [1.I1. Cxano3y6os u B.K. Por.
C 1870 mo 1884 1. A.5l. KoxxeBHUKOB 3aHUMAJ OOJIK-
HOCTh 3aBEIYOIIEro Kadeapol CrenuagbHON MaTosio-
TUU U Tepanuu, a B 1884 . BO3IIaBUJI BHOBb CO3JJaHHYIO
Kadenpy HEpBHBIX U JIYHICBHBIX Oose3Held. MHOTo cui
ornan A.S. KoxXeBHUKOB y4acTHIO B MPOECKTUPOBAHUH,
CTPOUTENILCTBE M OpTaHU3aluu paboThl TICHXHATpUYE-
CKOM KJIMHHKH, OTKpbITOX B 1887 I, U KIIMHUKU HEPB-
HBIX OoJie3Hel, HavaBiel padorars B 1890 . B Tom ke
1890 1. 6110 OpraHn30BaHO MOCKOBCKOE OOIIECTBO He-
BPOIIATOJIOTOB U IICUXHUATPOB.

Takum oOpa3om, OCHOBHasi, HauOoyiee MPOAYKTHB-
Hasl 4acTh JKU3HHU U NMPOPECCHOHATBHOMN JeITeIbHOCTH
A .. KoxxeBHHKOBA IPOLLIA B BECbMa HEMPOCTHIX YCIIO-
BUAX. BeposTHOo moatomy 3a 20 €T OT OpraHu3aluu He-
Bposiornueckoro otaeneHusi B HoBo-ExarepuHuHckoi
OOJIbHHIIE /IO TOCTPOHKU HOBOW KIIMHUKH HEPBHBIX 0O-
ne3Heil Ha [leBruubeM mosie uM ObUIO OITyOJIMKOBAHO BCe-
ro 3 )KypHaJbHbIE CTaThbH U yueOHHUK (T1epBrIii B Poccun)
«Hepsubie Oonesnu u ncuxuatpus» (1883 1.). Ho atm
CTaThH BKJIIOYANM Takue (QyHIaMEHTabHBIE BOIPOCHI,

Puc. 2. HoBo-Exarepununckas 0onpHHIIA
Fig. 2. Novo-Ekaterininskaya hospital
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KaK OMUCAaHUE CEHCOPHOM ada3uu, cJielaHHOE OJJTHOBpE-
meHHO ¢ K. Bepuuke (1874 r.), KIMHUKO-TIATOJIOTHYE-
CKOe uccleoBaHie O0KOBOr0 aMHOTPO(UIECKOTO CKIIe-
po3a (1885 r.), B kotopom A.Sl. KoxxeBHHKOB BIIEpBBIE
ornucaj NopakeHNe MMPaMHUIHOTO TpakTa B MOJTyLIapu-
SIX TOJIOBHOT'O MO3T'a; aHAJIN3 SIAEPHOH 0(hTanbMOIIIETHH
(1887 ).

B xmmanke HoBo-ExareprHUHCKON OONBHUIBI yUH-
JUCh M pabOTalld €ro YYEeHUKH, MO3JHEE BO3IJIaBHB-
mue 3Ty u apyrue kadenper u ximHuKH, — B.K. Por,
B.A. Myparos, I'. Poccomumo, JI.O. JlapkmieBud,
JI.C. Munop, A.A. KopHunos.

[Tocne OTKpHITHS KIMHMKH HEPBHBIX OoJje3Hed Ha
JleBuubeM 1osie HEBpPOJIOTHYECKUM oTAeneHueM B Ho-
BO-ExaTepuHUHCKOM OOJIBHUIIE CTajl PYKOBOAMTH yue-
HuK A.S. KoxxeBHukoBa ['puropuii UBanoBuu Poccomnu-
Mo (puc. 3). Eme oOyuasice B opauHarype, B 1887 1. on
3aIUTHI IUCCEPTALUIO HAa CTEMEHb JOKTOpA MEIULIMHBI
«DKCTIepUMEHTANIbHOE HMCCIIEIOBAHUE 110 BOIIPOCY O ITy-
TAX, MPOU3BOASAIINX YYBCTBUTEIBHOCTh U ABMKEHHS B
criuaHOM Mo3re». C 1888 1. B HODKHOCTH MpUBaT-II0-
LIEHTA [IPENOAaBal Kypc MPONeIeBTUKN HEPBHBIX O0e3-
Hell, a ¢ 1908 . unTan mapajuledbHBIN Kypc HEPBHBIX
Oonesneil. OtneneHre HepBHBIX Oose3nel B HoBo-Exka-
TEPUHUHCKON OOJIBHHUIIE CTAJIO 1O CYIIECTBY KJIMHUYE-
CKOW 0a30ii BTOpOIi HEBPOJOTHUECKOW Kadeapbl MeIu-
UHCKOTO (akyasreTa MOCKOBCKOTO YHUBEPCUTETA.

B 1911 r. I'N. Pocconumo Bmecte ¢ 130 mpodec-
copamMH U TperojiaBaTesiMi YHUBEPCUTETa TTOKUHYIU
€ro B 3HaK MPOTECTa MPOTUB PEIICHNH MUHHACTPA MpPO-
cgemenns JI.A. Kacco, HapyIIuBIINX YHUBEPCUTETCKUE
Tpaauiuu u cBoOobI [4]. BepHyncs B yHUBEpCUTET OH
B 1917 ., 3aHSB JOJDKHOCTH 3aBeayroniero Kadeapoi u
JUPEKTOpa KIMHUKK HEPBHBIX Oosie3Hell Ha JleBnubeM
MoJie TIOCTIe YIIEANEro U3 KU3HU €ro Mpe/IIIeCTBeHHHU-
ka mpodeccopa B.A. Myparoga. [lociie yxona u3 yHu-
Bepcurera .M. PocconmuMo Ha cBOM cpelcTBa yupeani
WHcTuTyT AeTckoil HEBposIoruy U icuxosnoruu. OH BMe-
cte ¢ A.5l. Ko)keBHUKOBBIM U €10 yYeHUKaMH IPHUHUMA
caMoe aKTHMBHOE y4acThe B OpraHm3anuu MoOCKOBCKO-
ro o0IecTBa HeBPOMaToinoroB u ncuxuarpos (1890 r.),
co3nanuu «KypHana HEBpOMATOIOTMH U IICUXHATPHI
(1900 r).

Hayunsie pabotsr ['U. Pocconnmo, ocHOBHasI 4acTh
KOTOPBIX OblIa cleflaHa UM JI0 TIPUXO0Ja B KIMHUKY Ha
JleBuubeM mone, MPakTUYECKH B PAaBHOM Mepe MOCBA-
LIEHbl HEBPOJIOIMU U KJIMHMYECKOH Icuxonoruu. Ero
paloThl Kacaquch HEHPOMOPQOIOTUN, CEMHOTUKU He-
BPOJIOTHYECKUX paccTpoiicTB (pediekc Poccomumo —
1902 r.), uM ommcaH psJ paHee HEW3BECTHBHIX 3abolre-
BaHWH — PELUAMBUPYIOLIUI Napanud JIMLEBBIX He-
pBoB (cuHApoM Poccommmo-Menbkepcona-Po3enTais)
(1900 r.)., nucrpoduueckas muotonus (1901 r.), nmpen-
JIO)KEHBI M CKOHCTPYMPOBAHBI MPUOOPBI Uil OOBEKTH-
BallMM HEBPOJOTHMUYECKUX HapyIIeHUH («KiIoHOTrpady,
«ammonoxokumorpad» wu npyrume). M. Poccommmo
BIIEPBBIE TIPEIOKUII METOABI KOJTMYECTBEHHOTO TICHXO-
JIOTMYECKOTO TECTHUPOBAHUS («ICUXOJOTMYECKUE MPO-
(uiny), UCTIONTB30BABIINECS B KIMHIUUYECKOM MPaKTHKE
U npHu npodeccuoHaabHOM oTOope. bomburyio dacTh
Hay4yHoro tBopuectBa I"M. PoccomuMo cocTasisior pa-
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Puc. 3. I'puropuii
MBanosuy Pocconu-
Mo (1860-1926)
Fig. 3. Grigoriy Iva-
novitch Rossolimo
(1860-1926)

OOTBI 11O IETCKOM IICHXOHEBPOJIOTHH, IEAATOTUKE, TIE0-
JIOTHH.

Ilocne yxoma I'M. Pocconummo u3 yHuBepcureTa
B 1911 . ero mecto B HoBo-ExarepuHuHckoi 00Jb-
HuLe 3aHsn Anekcanap AnekcanjapoBud KopHuiios
(puc. 4). OH ObUI Ha3HAYEH CBEPXINTATHBIM DKCTPAOP-
JUHApHBIM 1podeccopoM MOCKOBCKOTO YHHBEPCUTETA
o kadenpe CHUCTEMATHYECKOTO M KIMHUYECKOTO yde-
HUSL O HEPBHBIX W JYIIEBHBIX OOJE3HSIX M 3aBEIyIO-
MM HeBpoJorumueckuMm otaeneHuem [1, 3, 4]. Hapsany
¢ apyrumu paboramu A.A. KopHuioBeiM Obuta omy-
OmukoBaHa MoHOTpadus «MEbIIeYHble TTOXyAaHUs TPU
CTpaJaHMsIX CyCTaBOB, KOCTEH M IPUJIETAIONINX YacTen»
(1895 1), mpencraBneHHas I TOMYYEHUS CTETICHHU
JIOKTOpa MEAMLIMHEL, TPaKTHUECKOe pyKoBOACTBO «IlmaH
rccienoBanus HepBHOU cuctemb» (1893 ). B 1917 .
A.A. Kopauios, kak u apyrue rnpodeccopa MocKoBcko-
IO YHHBEPCHUTETA, MOIYYHUBIIHE TOJKHOCTH TOCTIE TPO-
TECTHOTO yXOJa WX IpeAmecTBeHHUKoB B 1911 1., Obu1
yBouieH. Ilo3nnee o nepeexan B Camapy, Iiie OpraHu3o-
BaJ Kadenpy HEPBHBIX M AyLIEBHBIX Oone3nelt Camap-

Puc. 4. Anexcannp
AnexkcaHapoBuy
Kopnuios (1859—
1926)

Fig. 4. Alexandr
Alexandrovitch Ko-
rnilov (1859-1926)
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CKOT'O YHHUBEPCUTETA, KOTOPOM OH 3aBeJoBajl J0 CBOEH
cMepTH B 1926 1.

[Tocne yBonbHEHUs M3 MOCKOBCKOTO YHUBEPCUTETA
A.A. KopHuiioBa 3aBe10BaTh HEBPOJIOTUYECKUM OTIEINE-
HUEM U BECTH TapajulelbHbII Kypc HEPBHBIX OoJe3Hel
B JIOJDKHOCTH npodeccopa MOCKOBCKOTO YHUBEPCUTETA
cran Jlusepuit Ocunosud Jlapkiesud (puc. 5).

JI.O. Hapkumeuu B 1882 1. 3akoHunn MOCKOBCKHI
YHUBEPCUTET M BCKOpE yexaj 3a IpaHully, IJie B Tede-
HUE MOYTH 5 JIeT paboTall B Pa3HBIX €BPONEHCKUX KIIH-
HUKax u naboparopusix. [locie Bo3Bpamenus B Poccuro
B 1888 I 3ammTHi quccepTalmio Ha CTENEHb JOKTOpa
MeauIuHbl «O TMPOBOIHUKE CBETOBBIX pa3IpaskKUTENCH
C ceryaroil OOOJIOUKHM TJia3a Ha TIIa30/IBUTaTelIbHBIN
HepB». Yke OyIyud JOKTOPOM MEAMIUHBI, IO MPHIIa-
mennto A.5l. KoxxeBHIKOBa 00y4ascsi y HEro B OpAHHA-
type. J1.O. lapkmeBuu o pexomenganuu B.M. bexre-
peBa u A.5l. KoxkeBHIKOBa OBLT IPUTIIAIIIEH PYKOBOIUTH
kadenpoii u kinuHHMKoW KazaHckoro yHHBepcuTeTra
(1892-2017 rr.), craB ogHUM W3 ocHoBarenedl Kazan-
CKOW HEBPOJOTHUYECKOW MIKOMBI. Cpeau MHOTHX JPYyTHUX
(dyHIaMeHTaIbHBIX PaboT eMy NMPUHAIIC)KHUT TIEPBOE B
Poccun MHOTOTOMHOE pyKOBOZICTBO 110 HEPBHBIM 00J1€3-
Hsm [1, 3-5].

OmHOBPEMEHHO C PYKOBOJICTBOM KJIMHUKON B HoBO-
Exarepununckoit 6onpauie JI.O. JlapkuieBny Obu1 1u-
PEKTOpOM MOCKOBCKOTO KIMHUYECKOTO MHCTUTYTA JIJIS
YCOBEPILLIECHCTBOBAHUSL Bpayeil, pacronaraBLIerocs B
Crapo-Exarepununckoii 0osibHuUIEe. OH TakKe ObLT peK-
TopoM ['ocynapcTBeHHOM BbICIIENH METULIUHCKOMN IKOIBI
Ha 0a3e JIeopTOBCKOIO roCruTasl.

JI.O. JapkuieBuya nocie ero cMeptu cMeHun MBan
IOnbeBuu Tapacesuu (puc. 6) [2-4]. [Tocne oxkoHUaHMS
MockoBckoro yHuBepcutera B 1888 1. yunsics B KJIMHU-
YECKOW OpAMHATYpe B KIMHUKE HEPBHBIX OOJIe3HEH Ha
HeBuubeM mosie nop pykosoactsoM B.K. Pora. 3arem
B T€UEHHE 3 JIET CTAXHUPOBAJICSA B KIMHUKaxX bepnuHa u
Bensl. 1o Bo3Bpanienun B Poccrio KOHCYAbTHpPOBAN B
MEIMLIMHCKUX yupexnaeHusx Kaskazckux MwuHepaib-
HeIXx Bom m Mockel. C 1912 . paGoran B KIMHUKE
HepBHBIX OonesHeit Hoso-Exarepununckoir O60nbHH-

Puc. 5. Jlusepwnit
Ocunosuu Jlapkiie-
BuY (1858-1925)
Fig. 5. Liveriy
Osipovitch Darkshe-
vitch (1858-1925)

49



POCCUNCKI HEBPONIOTYECKI XKYPHAN, Ne 6, 2019
DOI 10.30629/2658-7947-2019-24-6-47-50

13 NCTOPUW HEBPOJIOT N

Puc. 6. VBan IOnbeBuu Ta-
paceBuy (1871-1941)

Fig. 6. Ivan Yulievitch Tara-
sevitch (1871-1941)

upl. [locie 3amuThl TUCCepTaIy, TTOCBAIICHHON J1H-
JEMHOJIOTHH M KJIMHHUKE KJICIEBOTrO SHIEe(annTa, cTaB
JIOTIEHTOM Kadelphl, YNTal JEKIUH IO MPOIEAEBTHKE
HEpBHBIX Oone3Hel, a ¢ 1923 . B cBs3u ¢ OONE3HBIO
JI.O. [apkmeBuva mnpemnogaBaid TONHBIN Kypc. [lpm
€ro pyKOBOJICTBE KJIMHHUKA cTajia 0a30ii MOATOTOBKH IO
HEPBHBIM OOJIE3HSIM CTY/IEHTOB CaHWTApHO-TUTHEHUYE-
ckoro Qakynsrera. OpnoBpemenHo W.FO. TapaceBuu
3aBe0Ball HEPBHBIM OT/AEIeHHEM MOCKOBCKOTO TICH-
XOHEBPOJIOTHYECKOTO MHCTHTYTa, ObLI KOHCYJIHTAHTOM
neueOHO-CaHUTApPHOTO yrpasieHus Kpemis.

Hayunsie uccnegosanus W.IO. TapaceBnua kaca-
JUCh BOMPOCOB TMAaTOMOP(OJIOTHN HEBPOJIOTHIECKHIX
3a0oneBaHuii, HEHPOMH(EKUNH, KIMHUKA HOPaKCHUS
MapanMTOBUAHBIX KeJIe3.

[Ton pyxoBoactBom M.}O. TapaceBnua yuminuce u
paboranu Oymymiwe BEAYIIHE COBETCKHEC HEBPOJIOTH
H.U. I'pamenkos u B.B. Muxees. [1o cnosam H.H. I'pa-

nienkoBa, 1.10. TapaceBuu ObLT IOCIIEIHEH KUBOM CBSI-
3bI0 MEXKJTy TIEPBBIMH MOKOJIEHUSMH PYCCKUX HEBpOIIa-
TOJIOTOB M €T0 COBpEeMEHHUKaMU [3].

Kondunkt unrepecoB. ABTOp 3asBiIsieT 00 OTCYT-
CTBHU KOH(JIMKTA HHTEPECOB.

®unancupoBanue. Mccinenosanue He UMENO CIIOH-
COPCKOM MOAJIEPIKKH.
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BAJIEPUH JIEOHUJOBHUY I'OJTYBEB
(k 80-s1eTHIO CO THS POKICHUS)

Banepwuit JleonunoBuu lonyOeB ponumncs 8 HOAOps
1939 r. 8 Mockse. B 1963 r. oxonumn 111 Jlenunrpan-
ckuit MemuuuHckuil uHCcTUTYT. C 1963 mo 1965 rox
ciyxun B psgax CoBeTckoil ApMun Ha MOKHOCTH Ha-
YyaJgbHUKA MOJKOBOTO MeauiuHckoro mynkra. C 1965 r.
B KauecTBE OpAWHATOpa Hayasn paboTy B HEBPOJOTHYE-
CKOM OTJICJICHUU TOPOJICKON KIMHUYECKOW OOJIbHUIIE
Ne 70 1. MOCKBBHI.

B 1971 r. Banepuii JleonnnoBu4 NocTynui B acIu-
paHTypy B Ja00paTopuio KIWHUYCCKOW HEHpohu3u-
omorun 1-ro MOJIMU um. .M. Ceuenona (pyxo-
Bomutens — mpod. A.M. Beiin). B 1974 1. 3amutun
KaHJIUIATCKyr0 muccepraruio «Kianauko-(usmonoru-
YeCKWH aHalu3 CHHIpOMa MapKUHCOHWU3MAa B IWKIIE
COH-00/IpCTBOBaHUE». Pe3ynmbTaThl €ro KaHIMIATCKON
JICCepTanyy OBLTH M3JIOKEHBI B MoHOrpadmm «llap-
kuHCOHM3M» (1981 1), KOTOpas craja MepBOil KHUTOMH
JUIsl Bpauel-HeBposoros Poccuu, ocewaronieil mpo-
OneMy apKHHCOHHM3Ma C TIO3HMIIUKA COBPEMEHHON «3pbI
nesomonsl». B 1983 . Banepuit JleornmmoBry 3ammTai
JIOKTOPCKYIO TUCCEPTALNIO HA TeMy «l umnepkuHeTHue-
CKHe CHUHAPOMBD, B 1989 T. momyum 3Banue mpodec-
copa.

Pa6oras B MMA um. U.M. CeuenoBa ¢ 1971 r,
B.JI. TonyGeB mocienoBaTellbHO MPOIIEIT BCE ATAITbI Ha-
YYHOH Kapbepbl — OT MIIAJIIIIETO JI0 TJIABHOTO HAYYHOTO
COTpYAHMKA OTJEJIa MaTOJIOIMHU BEreTaTUBHOM HEPBHOM
cucrembl HULI. Co aust ocHOBaHUS Kadeapsl HEPBHBIX

YUBILEE

oonesneit PIITIOB (1990 r) paboranm B IOMKHOCTH
mpodeccopa Ha 3TOM Kadenpe, a ¢ 2003 mo 2018 1. B
TeueHue 15 JeT pyKoBOAWII TOH Kadenpoii.

[Ipodeccop B.JI. TomyOeB — HEBpOJIOT HIHPOKOTO
npoduis; chepa ero crenuaibHbIX WHTEPECOB — ITO
SKCTpaNUpaMUIHBIE PACCTPONCTBA, THUIEPKUHETHYE-
CKHUE CUHAPOMBI, NJETCHCPATUBHBLIC U (bYHKIII/IOHaHI)HI)Ie
3a0oJeBaHMsI HEPBHOW CHUCTeMBI. J[pyroe HampaBieHue
uccienosanuii npodeccopa B.JI. TomyOeBa 3akiroua-
JIOCh B TICUXOJIMHIBUCTHYECKOM W3yUEHUH TICHXOJIOTH-
YECKUX MCXaHHU3MOB CHOBI/IIIGHI/II‘/'I B HOpME€ U IIpHU HE-
BpO3ax y JAeTeH, a Takxke mepeOpallbHble MEXaHH3MBI
IICUXOI'CHHBIX ABUIaTCJIBHBIX HapymeHI/II‘/'I Y B3pOCJIbIX.
[Ton ero pykoBOACTBOM YCHEIIHO 3aluuieHo 29 nuc-
cepramuii (20 kauauaarckux U 9 mokropckux). OH —
aBTop Oonee 280 myOnuKanmii, B TOM 4uciie 25 MOHO-
rpaduii. OqHa U3 HUX, a UMeHHO «HeBpomornueckne
CHH/IPOMBI», OBbIIa TMpH3HAHA Jydmiedl MoHorpaduei
rojia B yHUBEpCUTETE, OHA BbIAEp:Kaia 7 U3JaHUM U cTa-
J1a HACTOJBHOM KHUTOW IS MHOTHX MPAKTHIECKHUX Bpa-
yeit-ueBposioros. Ilpodeccop B.JI. Tonyber u3Becren
MHOTI'OIUIAHOBOCTBIO CBOMX HccienoBaHuid. OH umeer
10 aBTOPCKHUX CBHJIETEIILCTB Ha M300peTeHus. MHorue
yuenuku npodeccopa B.JI. ['omybeBa cranm npodecco-
paMu 1 YCIICHIHO PAa3BHUBAKOT HOBBLIC HAIIPABJICHUS HC-
CIIeZIOBaHUN B HEBPOJIOTHH.

Ilon ero pykoBOICTBOM OpPraHM30BaHBI €KETO/IHbIC
HayYHO-TIPaKTHYeCKre KOH(EPEeHIINH (JIEKIHH, CeMHHA-
PBI, IIKOJIBI, MAaCTEP-KJIACChI), U3BECTHBIE KaK «BeitHoB-
CKHUe UTeHUs», «PaccTpoiicTBa JBUKEHU», « DKOJIOTHS
Mo3ray, «OyHKIUOHAJIBHBIE PACCTPOMCTBA HEPBHOMN
CHUCTEMBI» U Ipyrue. BeiHOBCKUE UTEHUSI €KETOIHO CO-
oupatot 10 1500 y4acTHMKOB, B OCHOBHOM IpaKTHYe-
ckux Bpaderr Mocksrl, 3a uto mpodeccop B.JI. T'omyoer
B 2008 1. ObLIT HArpaXKJCH MOYETHON rpaMoToll MOCKOB-
CKO ropozackoil nymbl. Banepuii JleoHunoBuY UMeeT U
Ipyrue npodeccuoHanbHble U 00IeCTBEHHbBIE HArpabl
ot Ilepporo MI'MYVY um. .M. CeuenoBa u Munzapana
Poccun. Ilpukazom pekropa yHUBEpCUTETa OH Harpak-
JIeH 3BaHNEM «3aciTyKeHHBIH podeccop Ce4eHOBCKOTO
YHUBEpPCUTETA», a Takxke ykasoM lIpesupenra PO —
3BaHHEM «3aciTy)KeHHBII PaOOTHHUK BBICHIEH IITKOJBI
Pocculickoit @enepanuny.

[Ipodeccop B.JI. T'onyber m3Becten B mpodeccro-
HaJILHOM COOOILIECTBE HE TOJIBKO CBOMMHU HEBPOJIOTHYE-
CKHAMHU JICKIIUSMA U KJIMHAYECKUM pa30opamMu, HO B KaKk
ABTOP MHOT'UX OPUTHMHAJIbHBIX J'ICKHI/II\/'I, HE BKIIFOUCHHBIX
B CTaHJApTHYIO porpaMMmy oOydeHwus, Takux kak «He-
BpOJIOTUS TIOCTYpPAbHBIX PACCTPONCTB», «ATrpeccus
(Ononmoruveckre M KIMHUYECKHE acTeKThD», «OKymsp-
HbIE JIMUCKUHE3UM», «JIBUrareibHbIE paccTpoiicTBa B
ncuxuarpuny, «Jluma u macku», «HeBpomorus epuka,
wiaya ¥ cMexay, «Mo3roBele MeXaHu3Mbl (DYHKLHO-
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HaJIbHBIX PacCTPOMCTB HEPBHOU cHUCTEMbD», «Muoput-
MUSD» 1 MHOTHE JIpyTHE.

W3zBecTHa oOmiecTBeHHAs! AEATENFHOCTh podecco-
pa B.JL T'onyGeBa. OH siBsieTcs: IEHCTBUTEIHHBIM UIIe-
HOM AtnanTo-EBpo-Cpean3eMHOMOPCKOM — aKageMuu
MeaunuHCKuX HayK (AEM AMS), TiaBHBIM pelakTopom
KypHana «JleueHne 3a001eBaHNI HEPBHOI CHCTEMBI,
MPE3UAECHTOM «ACCOLMAMHA MEKIUCIUIUIMHAPHON Me-
JUIIHBD), YJICHOM PEIKOUIErMH TaKUX MEHTPabHBIX
KypHaJIOB, Kak «OKypHan HEBPOJIOTMU U TNCUXHUATPUU
nMm. C.C. KopcakoBay, «Poccuiickuil HeBposornieckuit
KypHAI» W JpPYTUX, UYIEHOM CIENHaIU3UPOBAHHOIO

yuenoro coseta Ilepporo MI'MYVY um. M1.M. CeueHosa,
YJIEHOM TMpe3uauMyMa MpasieHuss Bcepoccuiickoro u
MoOCKOBCKOT0 00IIIECTB HEBPOJIOTOB.

B nHu ero ro0unest KoyiekTuB Kadenpsl sxenaeT Ba-
nepuio JIeOHUOBUYY 37I0POBbS, TBOPUECKUX YCIIEXOB
U JIOJTUX JIET KU3HHU.

Peoaxyuonnas koineeus u pedaxyus
«Poccutickoeo nHegpono2uueckoeo HeypHaIa»
NPUCOCOUHAIOMCS K NO30PAGTEHUAM, JHCENAIOM
Baneputo Jleonuoosuuy ecezo naunyuuezo!



