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IHAPAHEOIIJIACTUYECKHWE HEBPOJIOITHYECKHUE CUHAPOMBI:
COBPEMEHHBIE TOAXOAbI K TMAT'HOCTHUKE

B.H. I'puzopuvesa, E.A. Pyuna

OI'BOY BO «IIpuBoimKcKuil Hccaea0BaTeNbCKU MEAUIIMHCKUI yHUBepcuTeT» Munsapasa Poccun, Huxxnuit Hosropog,
Poccus

Pestome. Ilapaneonnacmuueckue negponoeuyeckue cunopomut (llapHC) npedcmasnsiiom coboil epynny Hegpoiou-
YeCcKUX paccmpoucms, 8 OCHO8e KOMOPBIX NeHCUM AYMOUMMYHHOE NOPAXCEHUe CIMPYKMYP HEPEHOU CUCEMbl, UH-
OVYUpOBAHHOE YOANeHHOU Om SMUX CIPYKMYp ORYXoavio. JJoKa3ano cywecmeosanue OmHOCUMENbHO YCMOUYUBLIX
accoyuayuti medxicoy Gopmou He8poIo2UUECKO20 CUHOPOMA, UNOM OOHAPYICUBACMBIX V OOTLHO20 AHMUHEPOHATb-
noix anmumen (AT) u xapakmepom onkonamono2uu. B mo dce 8pems namocHOMOHUYHbIE COYeMAHUs MAKO20 pood
omcymcmeylom: 0OHU U Me JHce AHMUMENAd MO2YM blABNIAMbCA NPU PASHBIX 8UOAX ONYXOAell U NPU PASHBLIX CUHOPO-
max. Kpome moeo, ¢ kadxcovim 2o0om udenmughuyupyromes éce Hogvie napaneoniacmuyueckue AT. B cmamve npeo-
cmasnenvl 0bHognenHble Kpumepuu ouazrnocmuku IlapHC, onyonurkosantvle MeXcOyHAPOOHOU epynnoil S3KCHepmos
6 2021 200y. Obcyscoaromes nOHAMUA KIUHUYECKUX (DEeHOMUNOB8 U AHMUMEI 8bICOKO20, CPEOHe20 U HUZKO20 PUCKOS.
Paccmampusaemen wikana, npednodcennasn 018 onpeoeneHust yposHs docmoseprocmu ouacnosa IapHC, yyumoi-
sarouyas peHomun HegpoI02UYeCcKO20 paccmpoucmsd, NPUCYMCMEUe ONPedeeHHbIX AHMUMell 8 CblBOPOMmKe KPO8U,
Hanuque 6epupuUYUPOBAHHOL OHKORAMOLO2UU U OTUMETbHOCHb Nepuoda HAbodenus 3a OOTbHLIM.

KnioueBrie cnmoBa: NapaHCOIIACTHICCKUEC HEBPOJIOTHICCKUE CUHAPOMBI, KIIMHUYCCKHUE (I)eHOTI/IHLI, AHTHHEHN-
POHAJIBHBIC aHTUTEIIA, TUaTrHOCTHUKA

Jns uutupoanus: I'puropreBa B.H., Pynna E.A. Ilapaneonnactuueckue HEBpOJIOIHYECKHE CUHAPOMBI: COBPEMEH-
HBIE MTOAXOJBI K IUArHOCTHKE. Poccutickuii nesponocuueckuti scypuan. 2024;29(1):4—13. DOI 10.30629/2658-7947-
2024-29-1-4-13

Jns koppecnonnenuun: Pynna E.A., e-mail: ekaterina_ruina@mail.ru

KonpuKT nHTepecoB. ABTOPEI 3asBIISIOT 00 OTCYTCTBHH KOH(IUKTA HHTEPECOB.

dunancupoBanme. lccrenoBanie He UMENIO CIOHCOPCKOW MOIEPIKKH.

HUndopmanus 06 aBropax

I'puropresa B.H., https://orcid.org/0000-0002-6256-3429; e-mail: vrgr@yandex.ru

Pyuna E.A., https://orcid.org/0000-0003-4595-2614; e-mail: ekaterina_ruina@mail.ru

PARANEOPLASTIC NEUROLOGICAL SYNDROMES: UPGRADED APPROACHES TO DIAGNOSIS
V.N. Grigoryeva, E.A. Ruina

FSBEI of HE “Privolzhsky Research Medical University” of the Ministry of Health of the Russian Federation,
Nizhny Novgorod, 603950, Nizhny Novgorod, Russia

Abstract. Paraneoplastic neurological syndromes (PNNS) are neurological disorders due to autoimmune attack on
the nervous system, induced by a tumor remote from these structures. The existence of relatively stable associations
between the neurological syndrome, the type of antineuronal antibodies (Ab) and the nature of tumor has been proven.
At the same time, there are no pathognomonic combinations of this kind: the same antibodies can be detected in differ-
ent types of tumors and in different syndromes. In addition, level of reliability of the diagnosis of PNNS is considered,
taking into account the phenotype of the neurological disorder, the presence of certain antibodies in the blood serum,
the verification of oncopathology and the duration of the observation for the patient.

Keywords: paraneoplastic neurological syndromes, clinical phenotypes, antineuronal antibodies, diagnosis
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Cokpawenua: AT — antutena; BIIMC — ObI-
CTPONIPOrPECCUPYIOIINH  MO3KEUKOBBII  CHHAPOM;
JID — nmumoOuueckuii suuedanut; [lapHC — napaneo-
IJIaCTUYECKUEe HeBposoruyeckue curapomsl; [IPHIT —
nonupaaukyinonesponarusi; COM — cuHApoOM oICco-
KIIOHyca-MHOKIOHyca, CPU — cuHIpOM pHUTHIHOTO
yenoBeka;, [[THC — meHTpanpHas HEpBHAs CHUCTEMA;
HCX — nepedpocnnHaIbHAS KUIKOCTH, DD — smek-
TposHIehanorpadus.

[TapaneomnacTiuueckre HEBPOJOTHYECKHE CHHIPO-
Mel (ITapHC) mpencraBisiior coOoOH Tpymnmy HEBpO-
JIOTHYECKHUX PACCTPOMCTB, KOTOPHIE MOTYT BOBJIEKATh
7r00ble OTHENBl LEHTPAIbHON W/Miu nepudepuieckon
HEPBHOM CHUCTEMBI, UMEIOT UMMYHHO-OIIOCPEI0BaHHBII
[aTOreHe3 M Pa3BHUBAIOTCS B ACCOLMALMM C OHKOIATO-
JIOTHeH, JOKaIu3YIOLIeicss BHE HEBPAIBHBIX CTPYKTYpP
[1-4]. [TapHC He cBsA3aHBI C HEMOCPEACTBEHHBIM UHBA-
3UBHBIM JIEHICTBHEM OIYXOJIM, €€ METacTa3sUpOBAHHUEM,
BBI3BAaHHBIMU OHKOIIATOJIOTMEH METa0OoJIMYeCKUMHU Ha-
PYLICHUSIMH, KOATryJIOMaTHe!, a TakKe MoOOYHBIMHU 3(h-
(hexTaMu JIeKapCTBEHHOW POTUBOOITYXOJIEBOM Tepanuu
[4-8]. ITapHC pa3BuBatoTcs monocTpo (Ha IPOTKESHUN
6—-12 Hen.) u ObicTpo mporpeccupytor [3, 9, 10]. Otu
CHUH/IPOMBI B TIOCTIEIHNE TOJBI BBISBIISIOTCS BCE Yallle:
€CJIM paHee OHM ONUChIBaIUCh Tosbko y 0,01% manu-
€HTOB C pakoM, TO B Hactostiee Bpems — y 1 u3 300
takux OonbHBIX [3, 11, 12]. 3aboneBaemocTh B 00mIeH
MOMYJSIUY, MO [JAaHHBIM PA3JIMYHBIX HCCIEJOBAaHUH,
konebnercs or 0,4 mo 0,9 ma 100 000 yenoBeKko-II€T,
MOCTETIEHHO yBeNIWYINBasich [5, 13]. DToT pocT cooTBeT-
CTBYIOILIMX IIOKa3aresieil MoxeT ObITh OOYCIIOBIICH Kak
HMCTUHHBIM yBEJUYEHHEM 3a00JIeBa€MOCTH, TaK U YIIyd-
LICHUEM IMarHOCTUKH 32 CUET BHEAPEHHS HOBBIX TECTOB
Ha TapaHeorriacTudeckue anrurena [3, 8]. Tem He Me-
HEe CYyIIECTBEHHbIE TPYIHOCTH CBOEBPEMEHHOIO pac-
no3naBanust [TapHC ocratorcs. 9ToMy crmocoOCTBYIOT
ocobennoctu pazsutus IlapHC, xotopsie, kak mpaBuio,
MaHH(ECTHUPYIOT Ha CTONIb PAaHHUX CTAJUSX OHKOIATO-
JIOTHH, YTO €€ ellIe TPyAHO ObIBaeT 0OHAPYKUTh, a TaK-
K€ HEJO0CTaToYHasi HACTOPOKEHHOCTh Bpadeld B OTHO-
LIEHUU 3TUX CUHAPOMOB [2].

Huarnoctuka IlapHC Bo wmHOTOM Oasupyercs
Ha NPEACTaBICHUAX 00 MX HMMYHOOIIOCPEAOBAHHOM
raToreHese, KOTOPbI OATBEPIKIAeTCs YaCThIM IIPUCYT-
crBueM crenuduueckux anruten (AT), HanpaBIeHHBIX
MIPOTUB HEWPOHAIBHBIX, B OOJBIINHCTBE CIy4aeB —
BHYTPHUKJIETOUHBIX, aHTUTeHOB [10, 14, 15]. Bo3HukHO-
BeHHe ayTonMMyHHOH araku Ha [[HC B camom oGmem
1 YIPOLICHHOM BHJE OOBSCHSIOT CXOJCTBOM HEKOTOPBIX
AHTHUTEHOB, 3KCIIPECCUPYEMBIX OITyXOIEBBIMH KIIETKAMHU
n HeiipoHamu [3, 10]. AT, HaueneHHble HA BHYTPHKIIE-
TOYHBIE HEHPOHAIbHBIE AaHTUTECHBI (B OTIMYNE OT aHTH-
TeN K OelKaM KJIETOYHOH MeMOpaHbl), B OONBIINHCTBE
CBOEM HE OKa3bIBAIOT HEMIOCPEICTBEHHOTO TTOBPEKIAI0-
LIETo JEHCTBUS HAa CTPYKTYphl HelpoHa. B Hacrosiee
BpeMsI OHH PaCIIEHWBAIOTCS IIaBHBIM 00pa30M Kak «Cyp-
poratHble OMOMapKepbD» HUTOTOKCUYECKOTO ACUCTBUS
T-mumdonnTOoB HAa HEHPOHBL, @ HE KaK COOCTBEHHO Ta-
TOTEHHBbIE areHThsl [4, 15, 16]. HanpoTtus, anTuTena, Ha-
MpaBlieHHBIE TPOTHB AHTUTEHOB KJIETOYHOW MEMOpaHBI,
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OKa3bIBAIOT MPSIMOE TOBPEXKIAIOIIEE NEHCTBHE HA KIIET-
KU HEPBHOM cucTeMHI [3].

Hns xaxgoro [NapHC mmerorcst cBon «u3mio0neH-
HBIE» acCOLMallMMd C OIPENEICHHON OHKOIATOIIOrnen
Y KOHKpeTHBIMH aHTHHeHpoHambHbIME AT [3, 8, 15].
B 5701 cBA3M OOHapykeHHE B CBIBOPOTKE KpOBH W/
nm nepedpocnuHanbHol xuakoctu (LICXK) 6ompHOTO
¢ [TapHC Takux aHTUTEN, THII KOTOPBIX XapaKTepeH AJs
UACHTU(OUIIUPOBAHHOTO CHHAPOMA, TIOMOTAET 3aIofo-
3pUTH TOT WJIM WHOW BUA 3I0Ka4eCTBEHHOTO HOBOOOpa-
30BaHMS HA PaHHEW CTaguM €ro pPa3BUTH, YTO BaKHO
JUIS JaTbHEUIIero TMarHoCTUYeCKOro rmovcka [7].

BeposTHOCTE OHKOMATONOTHH TIpU OOHAPYKEHHUH
B cbIBOpoTke KpoBH mnanuenta ¢ [lapHC anTuHEHpo-
HambHBIX AT mpennoxeHo crparnuIupoBaTh Kak
BBICOKYIO, CPEIHIOI WIM HU3KyIo [3, 15]. AHTUHEH-
poHasbHBIE AT, ¢ BRICOKOW BEPOSTHOCTBIO acCOIUUPO-
BaHHbIC C HAJMYUEM OITyXOJIH, paHee Ha3bIBAJIUCh OH-
koHeBpanbHBIMI» AT [4, 6]. B 2021 . MexayHapoaHas
rpymia 3KCHEePTOB MpeIokKuia Tenepb 0003Ha4aTh UX
kak AT, accorumpoBaHHbIe ¢ BEICOKHM (> 70%) puckom
oHkonaronoruu [15, 17]. OTka3 oT TepMHHA «OHKO-
HEBpaJIbHBIN» OBUT OOOCHOBaH TEM, YTO OH TIOAPAa3y-
MeBall 00s13aTeNbHYI0 3KCIPECCHIO COOTBETCTBYIOLIETO
aHTUIeHa KaK HEeHpOHaMH, TaK M OIyXOJEBBIMU KIIET-
kam. OfHAKO B MOCIEIHHE TOlbl OBUIO YCTaHOBIICHO,
YTO Takass 3aKOHOMEPHOCTh HAOIIIOfaeTcss He BCerna.
Hanpumep, antutena Tr/DNER He skcnpeccupyrorcs
TOW OIMyXoJbI0 (JTUMpOMON XOMKKHHA), TIPU KOTOPOH
OHHU OOHapyXHBatOTCs B cbiBOpoTKe KpoBu u LICK ma-
nuenrTa [18].

BonbmMHCTBO aHTHHEHPOHAIBHBIX aHTUTEN «BBICO-
Koro pucka» (6omee uem B 70% cirydaeB, CBHACTEIb-
CTBYIOIIMX 00 OHKONATOJOIMH) HAmpaBJeHbl HPOTUB
BHYTPHUKJIETOUHBIX HEHPOHANBHBIX AHTUTEHOB, W, KaK
0TMEYaJIOCh, PACCMATPUBAIOTCS B KadyecTBE OMOMapKe-
poB IlapHC, HO He Kak COOCTBEHHO IMOBPEXKAAIOIINE
areHTsl [15, 16]. Boisnenne 3tux AT y Tex OONBHBIX,
y KOTOPBIX OITyXOJIb €Ill¢ He 0OOHapyxeHa, TpedyeT 00s-
3aTEeNIbHOTO JUINTENBHOTO (HE MEHEe 5 JIeT) OHKOIIOUCKA
[19].

B rpynny anTuHelpoHanpHBIX AT «BBICOKOTO pH-
CKa» MeXIyHapomHOW rpynmoi skcreproB B 2021 r.
BkItoueHbl AT k TakuM Oenkam, kak aMpupu3nH; 6enoK
CRMPS5 (CV2-anTuTena); MUTOIIA3MaTHIECKUE aHTH-
rensl kietok Ilypkunbe (antu-Yo/PCA-1-antutena),
oenxkn Ma2 w/mnmum Mal (antu-Ma2- w/unn Mal-antu-
tena); Oenmok MAPIB (antu-PCA-2-anTutena); Hew-
pOHaNBHBIN sSAepHBIA aHTHreH | TMna (antu-Hu- wmum
ANNA-1-anTHTENA); HEHPOHANBHBIN SACPHBIA aHTUICH
Il tuma (amtu-Ri-/ANNA-2-antutena); 6emok DNER
(anTu-Tr-anturena); 6enkun SOX1 w KLHLI11 [2, 14,
15].

[IpuBoaMM KpaTKyro XapaKTEpUCTHKY aHTHHEHpO-
HaMbHBIX AT, MpW BBIABICHHH KOTOPHIX y TMalMeHTa
BEPOSATHOCTH OHKOIIATOJIOTHU SIBIISIETCS BBICOKOM. AHTH-
Tena K 6enky ampuduzuHy cuuTaroTCI OTHUM U3 OMO-
MapKepoB HapyIIEHUs PEryisluu NMepeadyd CUTHaJIOB
B HEpBHOH cucteMe. AMPHUPHU3INH yIacTByeT B 3TOH pe-
TYJISLUY, MOCIEA0BAaTENbHO B3aUMOJECHCTBYS C OpYTH-
MU OeJIKaMH B MPOIECCE TAKOTO W3MEHEHUs] KPUBHU3HBI
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OB30Pbl

KIJIETOYHBIX MeMOpaH, KOTOpOe HEOOXOAMMO Uil DHJIO-
[IMTO3a CHHANITUYECKNX BE3UKYJ U BOCCTAHOBIIECHUS UX
YUCJIa B MPECHHANTHYECKNX TepMuHamsix [20]. AHTH-
Tena K aM(pupU3NHy acCONMUPOBAHBI C PA3BUTHEM IIa-
PaHEOIUTACTUYECKOTO CHHAPOMAa PHUTHAHOTO YeIOBeKa
(CPY) u nmumbudaeckoro 3HIE}anuTa, pexe — CTBOJO-
BOTO dHIIE(ANNTa, OBICTPOIIPOTPECCUPYIOIIETO MO3KEY-
koBoro cuHapoMa (BIIMC), no mocnemHero BpeMeHHU
0003HaYaBIIETOCs KaK «IIapaHeoIUIacCTHIeCKass MO3Ke-
KOBas JIETeHEPAIHsD», a TAKKE MUEIIOTIATHH, TIOIHPaIn-
KYJIOHEBPOIIaTUU W CEHCOpHOW Hempomatuu [21, 22].
Ot1u aHTHTENa OOHAPYKUBAIOTCS Yallle BCETO MPHU pake
MOJIOYHOH K€JI€3bl M METKOKJIETOYHOM pakKe JIerkoro [1,
23, 24].

Antn-CRMP5 (CV2) antuTena mnepBOHAYaIbHO
ObutH 00o3HaueHbl Kak «CV2-aHTUTEIa», a BIIOCIIEM-
CTBHM WJCHTU(QHUIMPOBAHBI KaK aHTHTENa K ISTOMY
qiieHy ceMmeicTBa (pocopuanpoBaHHbix 6enkos CRMP
(anrn. collapsin response mediator protein) [9, 10, 12].
Onn 00HapyXMBaIOTCS 4amie y OONBHBIX C MEIKOKIIe-
TOYHBIM PaKOM JIETKUX M OMYXOJSIMH BHJIOYKOBOM >Ke-
ne3sl [12]. C atumu AT accounuposans! Takue [TapHC,
KaKk 2HIEe(paTOMUSTUT U CEHCOpHAs (CEHCOMOTOpHAs)
HeBpomnarus [ 15, 22, 25].

AnTt-Hu (ANNA-1) anTHTENa HAaNpaBIeHbl IPOTHUB
SIEPHOTO aHTUTeHa HelpoHa | Tumna (aHmi. anti-human
neuronal nuclear antigen antibodies). Ouu ObuH 000-
3HAYEHBI KaK «aHTH-Huy 1Mo nMeHn nanuenTa, y KOTopo-
r'O BIIEPBbIC ObUTH UACHTUDUIIUPOBAHBI [9]. YkazaHHbBIH
AHTHTEH JKCIPECCUPYETCS B sApax HEHpOHOB, (pyHK-
nuonupyeT kak PHK-CBs3bIBarOIIMIA IPOTEUH U UTPAET
BaXKHYIO POITb B Pa3BUTHH HEPBHOM CUCTEMBI. AHTHTEA
K HEMY BBI3BIBAIOT JCCTPYKIIMIO HEMPOHOB, OMOCPEIO-
BaHHYI) IIMTOTOKCHYECKHM JeicTBueM T-mumdornn-
ToB. OOHAPYKMBAIOTCS OHU TIPH METKOKJIETOYHOM pake
JIETKOTO W APYTHUX HEUPOIHAOKPUHHBIX OITyXOJSIX; aH-
Tu-Hu-aHTHTena ObUIM OMHUCaHBI MPH HekpoOmacToMe
[2]. HeBponoruueckue CUHIPOMBI, CBS3aHHBIC C AHTH-
Hu-AT, pa3zHooOpa3Hbl U BKJIIOYAIOT MMapaHeOIUIacTH-
YeCKUH SHIE(PATOMHUETUT, JTUMONYECKU DSHIIe(aINT,
BIIMC, mapaHeoImIacTHIeCKyI0 CEHCOPHYIO HEUPOHO-
MaTHI0, CEHCOMOTOPHYIO HEBPOIIATHIO, a TaKXKe CHH-
JPOM OIICOKJIOHYCa-MUOKJIOHYCA, OIMCAHHBIN y JeTei
¢ HelipoOnacTomoti [2].

AHTH-YO-aHTUTENa, Tak)Ke W3BECTHbIE Kak aH-
tu-PCA-1 antibody-1), HarpaBiaeHbl NPOTHB LUTOILIA3-
MaTH4eCKUX aHTUTEHOB KJIeTOK IlypKuHbe U HEHPOHOB
IyOOKHX siJIep MO3KEUKa, B YACTHOCTH JBYX M30(POpM
0EJIKOB, «CBSI3aHHBIX C JIETeHEepalnueil Mo3KeuKay (aHTII.
cerebellar degeneration related protein (CDR)) [9, 26].
Otu 6e1Ku 0003HAYAIOTCA 110 MX MOJIEKYIIIPHBIM Maccam
kak CDR34 u CDR62, a 1o KonupyeMbIM HX FeHaM —
kak CDR1 u CDR 2 cootBerctBenno. beixok CDR2 ske-
MIPECCUPYETCs IPEUMYIIIECTBEHHO B Mo3keuke [27]. On
BOBJICUECH B PETYJSIHUIO TPAHCKPHUIIIIUHN, U HapyIIeHHE
ero ()YHKIIUU TIOCIIE CBSI3bIBAHUS C aHTUTEIAMH TIPUBO-
IUT K anonTto3y kietok Ilypkuabe. OCHOBHOE KIMHH-
gyeckoe nposiBiieHue y 00i1bHbIX ¢ 3TuMu AT — BIIMC,
xota Takxke ommcanel u npyrue IlapHC, B wactHOCTH
mumbnyeckuit sHIedanut [23]. JlaHHbIe aHTUTENA 00-
Hapy)KMBAlOTCS B OCHOBHOM IIPH pake SIMYHUKA WU
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MOJIOYHOH KeJe3bl, Pexe — MPH MHOH OHKOMATOJIOTHH
[28, 29].

AnTu-Trunu PCA-Tr (ann. Purkinje cell cytoplasmic
antibody type Tr) aHtuTena ucxomHo ObUTM Ha3BaHbBI
10 TIEPBHIM OyKBaM (haMUIINK OTKPBIBIIETO UX UCCIIEAO0-
Barens — J.L.Trotter [30]. Otu AT HanpaBieHbI IPOTUB
peuenropa DNER (menbra/Notch-momoOHbli  periern-
TOp ¢ (parMeHTaMH, aHaJOTMYHBIMHU (aKTOpy pocTa
snuaepmuca; anri. Delta/Notch-like epidermal growth
factor-related receptor) [16]. CooTBeTcTBYIOIIKE peLer-
TOpBI UIMEIOTCS Ha JEHAPUTAX M Tenaax (HO He Ha aKCco-
Hax) kieTok [lypkuHbe Mo3keuka. AHTH-Tr-aHTHTENa
M30HUpaTEeNIbHO aTaKyIOT TOJBKO JIMIIL MO3XKEYOK, IO-
9TOMY KIMHUYECKas! KAPTHHA OTPAaHUYUBAETCS MO3KEY-
KOBBIMH HapymeHusMu. [26, 29, 31]. Autu-Tr-anturena
ACCOLMMPOBAHbI MPEXkK/E BCETo ¢ TMM(OMOI XOMKKUHA
[9, 15, 22].

AHnTH-Ri mimn ANNA-2 (anrmn. anti-neuronal nuclear
antibodies type II) anTHTENa OMYYHIIN TIEPBOE CBOE Ha-
3BaHUE 110 JABYM IEPBbIM OyKBaM (paMUIMK MalyeHTa,
y KOTOpOTO OBUIM BIIEpBBIE OOHAPYKEHBI, a BTOPOE Ha-
3BaHUE — TI0 HANPABICHHOCTH JEHCTBUS NMPOTHB HEH-
pOHANBHBIX sAepHBIX anTureHoB Il Tuna [32]. Accommu-
poBansbl 5T AT ¢ pakoM MOJTOYHOH Kele3bl (y )KEHIIHH)
M PaKOM JIETKHX, KaK MEJKOKJIETOYHBIM, TaK U HeMell-
KOKJIETOUHBIM [2, 4]. KiiMH1YecKn MOTyT HpOSIBISTHCS
BIIMC, cuHAPOMOM OICOKJIOHYCa-MHOKIOHYCA, CTBO-
JIOBBIM 3HUE(AIUTOM C IV1a30BUTaTEIBHBIMU U OYib-
OapHBIMH HApyIIEHUSIMH, COYETAIOMIMMHUCS HWHOTAA
C MO3XeukoBo# nmuchynkumett [22, 31].

Antrrena k 0enxky KLHL11 nampaBieHsl mpoTHB
11-ro unena cemeiictBa Kelch-momo6GHBIX OIKOB (aHIII.
Kelch-like protein 11) [33]. Benok KLHL11 Bxomut
B COCTaB BHYTPHUKJIETOUHOTrO Komiuiekca E3 yOukBuTun
JIMTra3bl, UTPAIOUIEH Ba)KHEUILYIO POJib BO BHYTPHUKIIE-
TOYHOH mepenade curaaioB [33]. AHTHTena K O€JKy
KLHL11 game Bcero acCOmmMpOBaHBI CO CTBOJIOBBIM
9HIEe(aTUTOM, TPOSBIAIOMIMMCS BBIPRXKEHHOM aTakcH-
e, ITUIIONNeH, KOXJICOBECTHOYISApHOU TUC(yHKIMEH
U Au3apTpuei (IpU pake sIMYKa Yy MOJIOABIX MY)KUMH
M MEJIKOKJIETOYHOM pake JIETKHX y MalMeHTOB 000ero
nona), BIIMC (mpu Teparome sSiM4Ka y MY>KUMH, paKe
SUYHUKOB Y JKEHIIWH), JUMOWYECKHUM DdHIe(aTnToM
(pu pake siMYKa y MY>KYMH) 1 CHHAPOMOM OIICOKJIOHY-
ca-MHOKJIOHYyca (y JKEHIIHWH C PakOM SIMYHUKOB) [2, 20,
33].

AnTtH-Ma2- n/unm Mal-anTHuTena nMerT cCBoel Mu-
meHpto Oenku Ma (Beimensror Tpu ux Thma — Mal,
Ma2, Ma3), xotopsie B LIHC skcmipeccupytorcst mpeu-
MYILECTBEHHO B KOpPE MO3KEUKa — B SAPBIIIKAX HEH-
poHOB ee rpymeBuaHOro cios (kimetku IlypkuHbe)
1 MonekyisipHoro cios [20]. Knuanueckue nposiBneHus
BKJIIOUAOT npexae Bcero BIIMC, numOudeckuii HIe-
¢danut u crBonoBoit sHnedanur [11, 34]. Onucansl 3t
AT y KeHIIUH C PaKoM MOJIOYHOW JKeNe3bl, Y MYXIUH
C PaKoM SMYEK, y OONBHBIX C PAKOM JIETKHX (KaK Mell-
KOKJIETOYHBIM, TaK M HEMEJIKOKJIETOYHBIM), OIyXOJISIMHU
JKEITyA0YHO-KHILIEYHOTO TPAKTA U HEXOMKKHHCKOW JIMM-
domoii [3, 6, 15, 35].

AHTU-SOX-1-aHTHTENa Ha3BaHbl IO  aHTHTe-
Hy, KOTOpBIi o0Oo3Hawaercs Kak «l OOKc-00macTh
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CBEPXIIOABM)KHON TPYyINIIbl, POACTBEHHOW OTBETCTBEH-
HOMY 3a ONpEIeNeHHE Iojia Y4acTKy Y XPOMOCOMBD)
(anmm. sex determining region Y (SRY) related high-
mobility group box 1). benxu SOX1 ciyxar hakropamu
TPAHCKPHITIIH, UTPAIOIIIMHU BAKHYIO POJb B Pa3BUTHU
HHC. Aatu-SOX-1-anTrTena BRIABISIOTCS Y OONBHBIX
¢ BIIMC u muacteHuueckuM cuuapoMom Jlambepra—
HTOHa, B OCHOBHOM IPY MEJIKOKJIETOYHOM PaKe JIErKo-
r0, paKe MOJIOYHOH KeNe3bl U MaTku [14].

AHTU-PCA-2 (anmmn. Purkinje cell cytoplasmic
antibody type 2) — 3T0 IMTOIUIa3MAaTUYECKIE aHTUTEIA
2-ro Tuma K xietkam llypkuHbe, HarpaBiIeHbl IPOTUB
Oenka 1B, acconuupoBaHHOTO C MHKPOTPYOOUKaMU
(anrn. microtubule associated protein 1B, MAPIB)
[36]. Knunndeckas kaptuHa mnpexactaBieHa BIIMC,
CEHCOPHOM HEBpOIaTHeH U dHIIePATOMUEIUTOM. AyTO-
MMMYHHBIC HAPYIICHUS C YYACTHEM ITHX aHTUTEI BO3-
HUKAIOT, KaK IPaBUJIO, IPH MEJIKOKIETOYHOM pake Jier-
koro [22].

K anTHHEpOHATBHBIM aHTHUTENIAM «CPEIHETO PUCKAY
(BeposiTHOCTH  OHKOmMarojoruu coctapiseT 30-70%)
otHocat NMDAR, AMPAR, GABADR; mGIuRS5, P/Q
VGCC; CASPR2-anturena [2]. Bce onu B3aumonei-
CTBYIOT C NOBEPXHOCTHBIMH CTPYKTYpPaMH HEHpPOHOB:
antutena NMDAR, AMPAR, mGIluR5, GABAbR —
C peuentopamMM HEHPOTPAHCMHUTTEPOB Ha KICTOYHOH

meMmbOpane, CASPR2-antutena — c¢ TpancmemOpan-
HbIMHM O€JIKaMM, a aHTHTEJa K I[MOTEHIIHAI3aBHCHMBIM
KalblIMEBBIM KaHajlaM Tuma P/Q — ¢ OenkamMu COOT-

BETCTBYIOIINX HOHHBIX KAaHAJIOB NPECHHANTHYECKUX
U ocTcuHanTrueckux memoOpan [10, 16, 37-44].

Antutena aHTtH-P/Q VGCC B3aumomeicTByIOT
¢ OelKaMH MOTEHIMAJ-YIPaBIsIeMbIX KaJbIIMEeBbIX Ka-
HaioB (aHrn. voltage gated calcium channels, VGCC,
wi CaV) P/Q-tumna, KoTopble UMEIOT HEITOCPEICTBEH-
HOE OTHOIICHHE K OOECIEYCHHIO MPHUTOKA KalbIUs,
HEOOXOIMMOTO Ul BHICBOOOXICHUSI BE3HWKYN C HEW-
poMeanaropamMu B CHHanTu4yeckyro mensb [10]. AHTH-
tena aHTu-P/Q VGCC yame Bcero oOHapyKHBAarOTCS
y OOJNBHBIX C MHACTEHUYECKUM CHUHApoMoM JlamOep-
ta—WToHa, xoTst onucansl u y 6ombHBIX ¢ BIIMC [10,
15, 42].

Antr-mGluR5-anTuTena HampaBieHBI MPOTHB Me-
Ta0OTPOIMHBIX TIYTaMaTHBIX pPELEnTopa 5-To MOATHIA
(anm1. metabotropic glutamate receptor subtype 5), pac-
MOJIOKEHHBIX NPEUMYIIECTBEHHO HA IMOCTCHHANTHYE-
CKOW MeMmOpaHe. AKTHBAaIUsl 3TUX PELUENTOPOB MMEET
3HaUEHHE ISl 3allyCKa BHYTPUKIETOYHOTO CHUTHAIBHO-
ro Kackaja OMOXMMHYECKHX DPEaKIHid, M3MEHSIOIIETO
(YHKIMOHAIBHYIO aKTUBHOCTh HeilpoHoB. [lapaneo-
mwractnueckue mGIluRS-anTuTena BBISBISIOTCS IVIaB-
HBIM 00pa3oM y OOJIBHBIX C TUM(pOMON XOMKKUHA, Cy-
LIECTBEHHO PeXXe — MPU MEITKOKIETOYHOM PaKe JETKUX
[1, 4]. Ix Hanu4ue acCOLMUPYETCS C TMMOMUYECKUM IH-
nedamurom [10,15].

AHTH-CASPR2 (CNTNAP2) anTHTEena B3auMonei-
CTBYIOT C TpaHCMEMOpaHHBIM OEIKOM, 0003HaYaeMbIM
KaK «KOHTaKTHH-aCCOLMUPOBAHHBIA MOJOOHBIN OelIoK
2» (aHri. contactin-associated protein-like 2). DToT Ge-
JIOK BXOJUT B OZIHY W3 MOATPYMI CEMENCTBA HEHPEKCH-
HOB, — IIPECHHANITHYECKHUX OEITKOB KIIE€TOYHOM afre3nd,
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YYaCTBYIOIIUX B O0ECIIEYEHUH KOHTAKTOB MEXIy HEU-
poHamMu, (POPMHUPOBAHUHM CHHAIICOB M PA3BUTHH HEUPO-
HaJTbHBIX CETEH B TOJOBHOM MO3Te 4enoBeka [37, 38].
Amntutena npotuB CASPR2 accounnpoBaHsl ¢ IaToso-
rueit kak [[HC (iumOndeckmii 3HIIEDaNHT), TaK U TIe-
pudeprueckoil HepBHOM cucTeMbl (CHHIApOM Mcaakca,
WM UIMOTIaTHYECKast HEHPOMUOTOHHS ), @ TAKXKE C COUe-
TaHHBIM TIOpPaXKEHUEM NieprudeprIeCKOr U IEHTPATbHON
HEpBHOU cuctemsl (cuaapoM Mopsana) [37, 38]. Cme-
IlyeT OTMeTUTh, yTo aHTU-CASPR2-anTuTeNa pacuenu-
BAaIOTCS KaK MapaHEeOoIUIaCTUYECKUE aHTUTENa CPETHETO
pHUCKa TOJIBKO IIpH cUHApOoME MopBaHa, aCCOLMUPOBAH-
HOM, KaK TPaBUJIO, CO 3II0KaYE€CTBEHHBIMHU OITYXOJSIMHU
TMyca. [Ipu BBISIBICGHUM 3THX AHTHTENT y OONBHBIX
C APYTUMH HEBPOJOTUYECKUMH CHHIPOMAMHU PHCK OH-
KOMATOJIOTUH CYUTACTCS] OYeHb HU3KUM [15].

AnTn-AMPAR-antutena CBSI3BIBAIOTCA
¢ AMPA-noaTUNIOM HOHOTPOIMHBIX PEUEHTOPOB TIIy-
TaMaTa, KOTOpBIE TONYYHJIM CBOE Ha3BaHHE B CHILY
YYBCTBUTEIILHOCTH HE TOJIBKO K TIIyTaMary, HO TaKke
U K anbda-aMIHO-3-TUAPOKCH-S-MeTHI-4-U30KCa30-
JMPOMMOHOBOM Kuciore (aHml. o-amino-3-hydroxy-
5-methyl-4-isoxazolepropionic acid (AMPA)). Axru-
Bauus peuentopoB AMPA npuBOAUT K MTHOBEHHOMY
M3MEHEHHIO TPOBOIMMOCTH HOHHBIX KaHAJIOB U JETIONS-
pH3anry MOCTCHHANTHYECKOH MeMOpaHbl, 4yTo obecre-
YUBaeT OBICTPYIO M TOYHYIO Mepeaady BO30Y:KIArOMINX
CUTHAJIOB MEXJy HEMpOHaMHU B TOJOBHOM Mo3re [16].
[Tapaneomnactudyeckue antutena kK AMPAR accormu-
POBaHBI MPEXAE BCEro ¢ JTUMOMYECKUM SHIEC(ATUTOM
M darie OOHapy)KMBaIOTCS NPU MEJKOKJIETOYHOM pake
JIETKUX, aJCHOKapLUHOME MOJIOYHOM KETIe3bl U MaJIUT-
HU3UPOBAHHBIX OIMyXOJsX TuMyca [1,16].

AHTU-NMDAR-anTuTena HampasieHsl IPOTUB €L
OTHOTO TIOATHIIA MOHOTPOITHBIX TIyTaMaTHBIX pPeler-
TOpoB, oOo3HauaeMbIXx kak NMDA-peuenTopsl u3-3a
BO3MO)XKHOCTH MX akTuBanuu N-Metui-D-acnaparusHo-
Boit kucnotoil (anrn. N-methyl-D-aspartate (NMDA)).
NMDA-peuenTopsl peryaupyroT NpPOBOAUMOCTb CBS-
3aHHBIX C HUMU MOHHBIX KaHAIOB. VX akTWBanus npu-
BOJUT K MOCTYIUIEHUIO B MOCTCUHANTUYECKUN HEUPOH
HMOHOB HE TOJIbKO HATPHS, HO U KaJbIUs, KOTOPBIH 3aIry-
CKaeT KaJbIMi-3aBUCUMBIE CHUTHAJIBHBIE KacKalbl. JTO
CHOCOOCTBYET JOJTOCPOYHBIM U3MEHEHHUSM CTPYKTYPBI
1 (pyHKIIMM CHHAIICOB, HEOOXOAWMBIM JJISi Pa3BUTHUS
HEPBHOM CHCTEMBI, YCIIEITHOTO 00y4eHus 1 POpPMUPOBa-
Hus cnenoB namsaT [41]. NMDAR B HanOobIIeH crere-
HU MPUCYTCTBYIOT B KIIFOUEBBIX IS MTPOIEcca 00yUeHUs
00acTsAX TOJIOBHOTO MO3Ta, TAKMX KaK KaK TUIIIOKaMII,
Kopa OOJBIIUX TMONYIIAPHA, MUHJAINHA U CTPHATYM,
oOHapyXHBasiCh He TOJIBKO Ha HEHpOHaX, HO M Ha TIH-
aNmbpHBIX KieTkax [41]. M3 yncna napaHeomiacTu4eCcKux
cuaapoMoB aHTH-NMDAR-antuTena accoruupoBaHbI
¢ sHuedamurom [16, 45]. AvTU-NMDAR-anTutena
B OOJIBIIMHCTBE CITy4acB OOHAPYKUBAIOTCS Y JKCHITUH
C TEPaTOMOM STUYHUKA.

AHTH-GABADR-anTuTena B3anMoneicTByIOT ¢ Me-
Ta0OTPONHBIM b-KJIacca pelenTopoM ramMma-aMUuHO-
MacJsHOW KHCIOTHI (y-aminobutyric acid [GABA]
b-receptor [bR]) [39,40]. Tlocine B3aumomencTBUSL
¢ 'AMK »tot penenitop cBsi3biBaetcs ¢ G-0emkoM, 9To
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Tabnuia 1
Hau6oJiee pacnpocTpaHeHHbIe aCCONHUANMN AHTHHEHPOHAJIbHBIX AHTUTE], OHKONATOJIOTMH M KIMHUYECKNX HeBPOJIOrMYecKHX ()eHOTHIIOB
[1,2,15]
AHTHTEJIO Jlokannsanms omyxoan Kannnyeckne gpeHoTHIIBI
AHTHTe/1a BBICOKOTO PHCKa
AHTHUTENA PaK MOJIOYHOH JKeJe3bl, MEJIKOKIIETOUHBII PaK JIETKOTo JID** BIIMC**, CH**, CD*, CPU*,

K ampupuzuny

MHUenonarus*, NoNMupaanKyIOHEBPONaThs *

Antu-Yo (PCA-1)

paxK su4YHUKa 1 MOJIOYHOM XKeJIe3bl

BIIMC**, JTD**

Ant-Hu (ANNA-1)
HeitpobiacToma

MEJTKOKJICTOUHBIH pak JICTKOTO, HeﬁpOSHL[OKpHHHLIG OIlyXo0Jiu,

[DM**, JID** BIIMC**, CH **, COM**,
XPOHHMYECKasl raCTPOUHTECTHHAIbHAS
nceBI000CTpyKIms* *

Anru-Ri (ANNA-2)
JIETKOTO

pak MOJIOYHOH KCIIC3bI, MEJIKOKJIETOYHBIM ¥ HEMEJIKOKJICTOYHBIN pak

BIIMC**, cuHIpOM OIICOKJIOHYyCa-
MHOKJIOHyca**, CO*

Antu-Ma2 w/unu Mal

PaK MOJIOYHOH JKeJe3bl, paK SUUeK, PaK JETKUX (KaK MEJIKOKJIETOUHBIH,
TaK U HEMEJIKOKJICTOUHBIH), OIYXOJIH JKeIy0YHO-KHIIIEYHOTO TPAKTa,
HEXOJDKKHMHCKas JIuMpoma

BIIMC**, JI)** CD*

AHnTu-PCA-2

MEJIKOKJIETOUHbIH U HEMEIKOKJIETOYHBII paK JIErkoro

BIIMC**, CH**, [IDM**

Antu-Tr (PCA-Tr)

numdoma X0oKKHHA

BIIMC**

Antu-CRMP5 (CV2)

MEJIKOKJICTOUHBII paK JIETKOT0, OITYXOJIHU BHJIOUKOBOM KeJIe3bl

TIDOM** CH**, muactenus rpaBuc*

SAUYHUKOB

Antu- SOX1 MEJIKOKJIETOUHBIN PaK JIETKOTO, paK MOJIOYHOI JKele3bl, paK MaTKH BIIMC**, MCJI**
AHnturena K Oenky pak siMuKa, TepaToMa SIM4Ka, pak SIMYHUKOB, MEJIKOKJIETOUHBIH pak JIO**, BIIMC**, COM** CO*
KLHL11 JIETKOTO
AHTHTeJIa CPeTHEro pPUCKa
Antu-NMDAR TepaToMa SUYHUKA JID** HeliporncuxuaTpuuecKue
paccTpoiicTBa, OpajibHasi JUCKHHE3HS,
SMIIECNTHYECKHE IPUTIAIKH
Antn-AMPAR MEJIKOKJIETOYHBIN paK JIErKOTo, aAeHOKapIIHOHOMA JIETKOT0, THMOMA, paK JID**

Antu-GABAbR

MEJIKOKJICTOYHBIH pak JIETKOTO

JID** smunentuueckuii cratyc

Antu-mGIluR5

numdoma XOomKKHHA

JID**

Antu-P/Q VGCC

MEJIKOKJIETOYHBIH pak JICTKOIo

MCJI**

Antu-CASPR2
(CNTNAP2)

THMOMa

JID**, BIIMC**, cunnpom MopBana*,
HEWPOMHOTOHUS*, Ay TONMMYHHas SITHJIETICHUSI,

lIpumeuvanue: JID — mumbuueckuii suuepanur; BIIMC — GbicTponporpeccupyronmii Mo3KeukoBbli cunpom; [19M — mapaHeonacTu4ecKuii sHIe-
tdanomuenut; CH — momoctpast cencopnast neiipononarusi; COM — cHHIPOM ONMCOKIOHyca-MHOKIOHyca; CD — cTBonmoBoit sHuedanmur; CPU — cunmpom
puruasoro uenoseka; MCJIM — muactennyeckuii cunapom Jlambepra—MTona; **— kianHndeckuit peHOTHI BHICOKOTO PUCKA»; *— KIMHHYECKHUI (EeHOTHIT

CPE/IHEro pHcKa.

BBI3BIBAET Tepenady CUTHaida (epMEeHTYy, KaTalu3upy-
folieMy o0pa3oBaHHE BTOPHYHOTO MECCEHIKepa M U3-
MEHEHHE COCTOSHHS KaJbIMEBBIX U KAJINEBBIX HOHHBIX
kaHaioB [40]. Autu GABADbR-anTHTENa BBIABISIOTCS
0oJjiee YeM B ITOJIOBUHE CITydae Y OOJMBHBIX ¢ MEJIKOKJIE-
TOYHBIM PAKOM JIETKOTO U aCCOIUUPOBAHBI C Pa3BUTHEM
0eCCyIOpOKHOTO JIMIJICTITHISCKOTO CTaTyca ¥ JINMOH-
yeckoro 3Hnedanura [15].

I'pynmy «HM3KOTO pHICKa» (BEPOSTHOCTH OHKOIIATO-
norun — Menee 30%) cocraBisitor antutena mGIluR1,
GABAAR, CASPR2, GFAP, GAD65, LGI1, DPPX,
GlyR, AQP4 u MOG [15].

B nmocrenaee BpeMs yBemTUUHAIOCH YHCIIO HACHTU(DH-
IUPOBAHHBIX AHTUHEUPOHAIBHBIX aHTHTEN, U YYBCTBU-
tenpHOCTh awarHoctuku I[lapHC moBeicmmach. Ilox-
YEPKHUBACTCS, OJTHAKO, YTO OTCYTCTBHE TAKUX AHTHTEI
B kpoBH u L[C)K 6ompHOTO HE HCKITIOUAET HH TTapaHeo-
MJIACTUYECKON MPUPOJBI HEBPOIOTUISCKOTO CUHAPOMA,
HU Hanmw4aus oHkomaronoruu [3, 16]. ITapaneomractu-
YECKHUE HEBPOJOTHYECKHE PACCTPONCTBA MPOSBIISIOT-
cs B BUJIE TIOCTAaTOYHO XapaKTEPHBIX, XOTS U HE CTPO-
0 TaTOTHOMOHWYHBIX  KJIMHHYECKUX  CHHAPOMOB
ayTOUMMYHHOTO TeHe3a. B Hacrtosimee Bpems mpeio-
skeHo pasznenath [TapHC Ha «deHoTUIbl BEICOKOTO pH-
cka» (mo 2021 r. obo3HaUaBIIHECS KAK «KIACCHUCCKUE
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CHHIPOMBI») B (DEHOTHIIBI «CPETHETO (ITPOMEKYTOTHO-
ro) puckay [3, 15]. Ilpu HEBpOJIOrHYECKUX CHHAPOMAX,
OTHECEHHBIX K (DEHOTHIIaM BBICOKOTO PHCKa, BEPOSAT-
HOCTb OHKOMaTojoruu npesbimaeT 70%, 4yTo onpeaens-
€T HEeOOXOAMMOCTH IEJIEHAPABICHHOTO TIONCKA Y TAKUX
OOJIBHBIX OIMYXOJIH, €CIIM OHA eIllle He TUarHOCTUPOBaHA
[15]. B rpymmy (heHOTHIIOB BBHICOKOTO pHUCKA BKITFOUCHBI
9HIIe(paTOMHETHT; OBICTPONIPOrPECCUPYIOIINI MO3KEY-
KOBBIM CHHAPOM; JTUMOWYCCKHNA SHITC(AINT; CHHIPOM
OTICOKJIOHYCa-MHOKJIOHYCa;  MOAOCTpasi  CEHCOpHas
HelipoHomaTHs (TTOpaXkeHUe TeJI CEHCOPHBIN HEHPOHOB
B CIMHHOMO3TOBBIX T'aHIVIMSIX ), TACTPOUHTECTHHAILHASL
TICEBIOOOCTPYKITNS M MHACTCHHYCCKUH CHHApPOM JlaMm-
oepra—Urona [15, 25, 45-48, 50-54].

DEeHOTHUITB «CPETHET0 PHCKa» MOTYT BCTPEYaTh-
sl KaK IIpY OHKOIIATOJIOTUH, TaK U MPH €€ OTCYTCTBHH.
K mHuM mpuamcnensl dHIEGATUT (KpoMe JTUMONIECKO-
ro), B TOM YHCJIC W CTBOJIOBBIH SHIIE(ATUT; CHHAPOM
MopBaHa; M30TUPOBaHHAS MHEIONATH; MOIUPATIKY-
JIOHEBPOIIAaTHsI U CHHJPOM PUTHIHOTO 4YenoBeka [1-3,
15, 25, 55-59].

Hapsny ¢ nepeuricieHHBIMU BBIIIE CHHAPOMaMHU, Ta-
PaHEOIUTaCTHIECKYIO0 TIPUPOAY MOTYT MMETh XOpende-
CKMIl TULIEpKWHE3, MHOKIOHYC ¥ KOMOWMHALIMU Pa3HBIX
HEBPOJOTHYECKHUX PACCTPONCTB, OAHAKO X HE OTHOCAT
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Table 1

Most common associations of antineuronal antibodies, oncopathology and clinical neurological phenotypes [1, 2, 15]

Antibody Tumor localization

Clinical phenotypes

High-Risk Antibodies

Antibodies to breast cancer, small cell lung cancer LE**, RPCS **, SNN**,
Amphiphysin BE*, SPS*, myelopathy*, polyradiculoneuropathy *
Anti-Yo ovarian and breast cancer RPCS **, LE**
(PCA-1)
Anti-Hu (ANNA-1) small cell lung cancer, neuroendocrine tumors, neuroblastoma EM** LE** RPCS ** SNN** OMS**, chronic
gastrointestinal pseudo-obstruction**
Anti-Ri (ANNA-2) breast cancer, small cell and non-small cell lung cancer RPCS ** OMS**, BE*
Anti-Ma2 w/unu Mal breast cancer, small cell and non-small cell lung cancer, testicular RPCS ** LE** BE*
cancer, gastrointestinal tumors, non-Hodgkin lymphoma
Anti-PCA-2 small cell and non-small cell lung cancer RPCS **, SNN** EM**
Anti-Tr Hodgkin lymphoma RPCS **
(PCA-Tr)
Anti-CRMP5(CV2) small cell lung cancer, thymus tumors EM** SNN** miastenia gravis*
Anti- SOX1 small cell lung cancer, breast cancer, uterine cancer RPCS ** LEMS**
Antibodies to KLHL11 | testicular cancer, testicular teratoma, ovarian cancer, small cell lung BE*, LE**, RPCS ** OMS**
cancer
Intermediate-Risk Antibodies
Anti-NMDAR ovarian teratoma LE**, neuropsychiatric dysfunction, oral
dyskinesia, epileptic seizures
Anti-AMPAR small cell lung cancer, lung adenocarcinoma, thymoma, ovarian LE**
cancer
Anti-GABAbR small cell lung cancer LE**, status epilepticus
Anti-mGluRS Hodgkin lymphoma LE**
Anti-P/Q VGCC small cell lung cancer LEMS**
Anti-CASPR2 thymoma LE** RPCS ** Morvan syndrome*,
(CNTNAP2) neuromyotonia*, autoimmune epilepsy

Note: LE — limbic encephalitis; RPCS — rapidly progressive cerebellar syndrome; EM — encephalomyelitis; SNN — sensory neuronopathy; OMS —
opsoclonus-myoclonus syndrome; BE — brainstem encephalitis; SPS — stiff-person syndrome; LEMS — Lambert—Eaton myasthenic syndrome; ** — high

risk clinical phenotype; * — intermediate risk clinical phenotype.

K (peHOTHIIaM BBICOKOTO MJIM CPEIHET0 PUCKa, TTOCKOIb-
Ky Yallle OHM Pa3BUBAIOTCSI BHE CBSA3H C OHKOINATOJIOTH-
eit [3].

Jannble 0 Hanbonee XapakTepHBIX COYETAHUSIX aH-
TUHEHpoHANBHBIX AT, mapaHeorIacTH4ecKuX HEBPOJIO-
THYECKUX CHHAPOMOB M OINPEJEIICHHBIX BUJOB OHKOIA-
TOJIOTUW 0000IICHBI B TA0I. 1.

Juarnoctuxa [TapHC ocymiecTBisieTcs ¢ y4eToM UX
KJIIMHUYECKOW, UMMYHOJIOTUYECKOM M OHKOJIOTHYECKOM
rereporeHHocTH [3]. Jluarno3 tpebyer mokazaTenbCcTBa
MIPUYUHHO-CIIEICTBEHHONW CBSI3W MEXAY HMeEoeics
y TallMeHTa OIyXOJibl0 U (PEHOTUIIOM HEBPOIOTUYECKO-
ro paccrpoiicta [4, 15]. COOTBETCTBYIOMUMH JOKA3a-
TENbCTBAMH IPEUIOKEHO CUATATh HAMYHME W3BECTHOHU
«AIUAEMHOIIOTUYECKON 3aKOHOMEPHOCTH» B OTHOIIIE-
HUM BBISABJICHHOTO KIIMHUYECKOTO CHHApPOMa U 0OHapy-
JKEHHE TakuxX mapaneorutactuaeckux AT, s KOTOpBIX
YCTAaHOBJIEHA AaCCOLMALMsA C KOHKPETHBIMH OIIyXOJIf-
mu [3, 15]. [JuarHocTuka BKIFOYaeT OCMOTP HaIlMeHTa
¢ 0003HaYeHNEM HEBPOJIOTHYECKOr0 CHHIPOMA; aHAJIHU-
361 kKpoBu U LICXK, B TOM unciie Ha mpeaMeT BBISIBICHUS
cneuuuueckux aHTuHerpoHalbHBIX AT, HeHpoBHU3Y-
ANMM3aIMOHHOE HCCIIeIOBAHWE TOJIOBHOTO M CIHHHOTO
MO3Ta, JJIEKTPOHEHPOPHU3N0IOTHIECKOE HCCIEIOBaHHE
nepudepudeckoil HEPBHOM CHCTEMBbI IPH BBISBICHUH
COOTBETCTBYIOILET0 KIMHUYECKOTO CUHAPOMA; EKTPO-
sHIedanorpapuo Opy MOJO3PECHUN HA AYTOUMYHHBIN

sHIEe(DANTHT; a TaKKe IeICHANPABICHHBIH MTOUCK OHKO-
NaTOJIOIMU C MPUMEHEHHUEM PEJICBAaHTHBIX METONUK [3,
4, 60].

Ocob6oe BHuManue npu auarsoctuke [lapHC yne-
JSeTCSl METOAWKAM BBISABICHHUS aHTHHEHPOHAIBHBIX
AT B ceiBopotke kpoBu u IICXK nmanumenra. s storo
npeanaraercs BHavdane wuiaeHtuuumpoBare AT (kak
K BHYTPUKJIETOUHBIM, TaK U K IIOBEPXHOCTHBIM aHTHIE-
HaM) C TMOMOMIbI0 UIMMYHOTHCTOXHMHYECKOTO OKpaIlIn-
BaHMS KYJBTYPBI CPE30B MO3Ta IPhI3YHOB W/WIIN YKHUBBIX
HEHpOHOB (TKaHeBas HMMyHoO]IyopecieHIus (aHr.
tissue-based immunofluorescence)) [22]. Ilocne pac-
MO3HABAHMS TMATTEPHOB OKPAIIMBAHHS LepeOpaTbHBIX
Cpe30B MO JaHHBIM (IIyOPECLEHTHOH MHKPOCKOIHHU
Ha CIIEAYIOIIEM dTare PeKOMEHIYeTCs MOATBEPKACHUE
cneun¢uanoctu ooHapyxeHHsx AT [6]. [lonTBepxna-
FOIIUMH WCCIEOBAHUSAMH UISl TTapaHEOTUIACTHYECKUX
AT, HarpaBJIeHHBIX MPOTUB BHYTPUKJIETOYHBIX aHTHIE-
HOB (OTHOCSAIIUXCS, KaK MPABUIIO, K TPYIIE BHICOKOTO
pucka), ciayxar numMmmyHodepmeHTHbI aHanu3 (MDA),
MMMYHOOJIOTTHHT (BECTEPH-OJIOT WM JTMHEHHBIN OJ0T)
WK paguouMMyHonpenunuranus [6]. [lepeuncnennsie
METO/BI IPUMEHSIOTCS TAaK)Ke M KakK IepBOOYEpETHbIE,
MOCKOJIbKY TKaHeBas MMMYHO(IYOpPECLEHIHs IOCTYII-
Ha JIMIIb B HEMHOTHUX JIa0OpaTopusix, B TO BpeMs Kak
it UDA 1 »MMYHOOIOTHHTa UMEIOTCSI KOMMEPUYECKHe
HaOopEI [2].
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MetonoMm BBIOOpa 7Sl aHaNW3a IMapaHeoIIacTHye-
ckux AT, HanpaBIeHHBIX IPOTUB AHTUTCHOB HA IJIa3Ma-
THYeCKol MeMOpaHe HeHpOHOB (B OOJBIIMHCTBE CBOEM
OTHOCALIMXCA K TPYyINIE CPEJHETO PHCKA), CUUTAETCS
KIIETOYHAsT MMMYHO(IYOPECIEHIHS, TO €CTh aHalln3
WHTAKTHBIX KJIETOK i1 Vitro, >KUBBIX WIN (UKCHPOBaH-
HBIX (cell-based assay) [3]. Yka3aHHBIN METOH MTO3BOJIS-
€T CBSI3bIBaTh ayTOAHTUTEJIA YEJIOBEKA C LIEJIEBbIM aHTHU-
T'CHOM B €r0 HAaTMBHOHN KOH(OpMAIMOHHOM (opme. DTO
Ba)KHO, TOCKONBKY AT pacro3HaroT SIIUTOIBl aHTUTECHOB
Ha TIOBEPXHOCTHOW MeMOpaHe HEHpOHOB JIUIIb MPU CO-
XpaHEeHUH NPHUPOAHOH KOH(POPMALUH, TO €CTh TPETUY-
HOM CTPYKTYpHI 3THX OenkoB [6]. IIpsmoe cBsi3piBaHuE
aHTUTENl C ILEJEeBBIMH AHTUICHAMH Ha MOBEPXHOCTH
HEHPOHOB OIICHUBAIOT B KYJIBTypax TpaHC(EIHUpoBaH-
HBIX KJIETOK SMOPHOHAJIBHOM MOYKHM YenoBeka. B Takue
KJIETKHA BBOJUTCA T'€H, KOAUPYIOIIMUM 11€JI€BOM aHTUTEH,
MOCJI€ YETO 3TOT aHTUICH HAYMHAET IKCIIPECCUPOBATHCS
Ha TOBEPXHOCTH KJIETOYHOW MeMOpaHBI 1 MOXKET OBITh
M3y4YeH B €ro HaTypajibHOH dopme [6].

B nocnegnmne rombl JOCTYHHOCTh CKPHUHHHTOBBIX
WCCIICIOBAaHUN IapaHEOIIACTHYECKUX AaHTUTEN BO3-
pociia, B HEBpPOJOTUYECKOW TNpaKTUKE TECTUPOBaHHE
CTaJI0 MPOBOIUTHCS Halle, U HPU 3TOM YBEIHMYUIOCH
YHICIIO CEPOMO3UTHUBHBIX pE3yNbTaTOB, B TOM YHC-
Jie, OJTHAKO, W JIOKHOIOJOXKUTENbHBIX [3, 23]. B 31O
CBA3M PEKOMEHJIyeTCs IMOBTOPUTH TECT Ha aHTHUTENa
Ha IpeAMET BO3MOXKHOCTH JIOKHOTIOIOKUTEIBEHOTO Pe-
3yabpTara, eciiv KIMHWYecKas KapTHHA HE COOTHOCUTCS
C TUTIOM HCXOJHO 0OHapykeHHBIX aHTuTen [23]. C apy-
TOi CTOPOHBI, YKa3bIBAETCS Ha JTOCTATOYHO BBICOKYIO
BEPOSITHOCTh JIO)KHOOTPHULATEIBHBIX PE3yJIbTaTOB HC-
CIICIOBaHUS CHIBOPOTKM KPOBH Ha aHTUTENa Yo, Ma2,
CV2/CRMPS5 n SOX1 ¢ npuMeHEeHnEM KOMMEPUECKHUX
Ha0opoB 15 aHAMN30B [15]. OTpurarenbHeil pe3yab-
TaT aHanu3a Ha aHTHHeHpoHanbHble AT He HCKITIoYaeT
[TapHC. IlockonbKy 4yBCTBUTEIHHOCTh M CHEIH(HU-
HOCTh aHanu3a cbiBOpoTku wiu LICXK paznuuarorcs
JUTSL pa3sHBIX aHTHUTEN, TO MpH noxo3penuu Ha [lapHC
JUTS. TIOBBIIICHUS] TOYHOCTH JHATHOCTUKU PEKOMEHIY-
€TCsl HCCIIeloBaTh Ha aHTUTENa Kak CBIBOPOTKY KpPOBH,
tak u L{CXK nmauuenta [2]. UccnenoBanue LICXK cuura-
€TCSl CTPOTo 0043aTebHBIM MPH MOJO03PEHUH Ha ayTo-
WMMYHHBIE SHUE(aNNUTHI, P KOTOPBIX aHTHUTENAa Ha-
MIPaBJICHBI MPOTHB aHTUTEHOB MOBEPXHOCTH HEHPOHOB
[15, 17].

Huarnos [TapHC B HacTosmee BpeMs MpeniaraeTcs
(hopMyaHpOBaTh KaK ONpeaesICHHbIH, BEPOATHBIN 1 BO3-
MOXHBIX [2]. Jlnst onpeneneHust ypoBHS JTOCTOBEPHOCTH
JIMarHo3a MpeAokKEHO HCIoNb30BaTh mkany PNS-care
(ot anni. paraneoplastic neurologic syndromes — ma-
paHeoNIacTUUECKUE HEBPOJIOTUYECKHE  CHHIPOMBL,
care — B JJaHHOM KOHTeKcTe BHMManwme). [IIkama PNS-
care BKJIIOYAET TPU pas3zena, oxBaTelBaromme: 1) kim-
HUYECKUH (EHOTUIT HEBPOJOTHYECKHX PACCTPOUCTB;
2) TUI BBISIBJIICHHBIX Y OOJBHOTO CHIBOPOTOYHBIX AHTH-
Tex; 3) HaNM4Yhe/OTCyTCTBUE BEpUPHUIIMPOBAHHOW OH-
KOIIATOJIOTMH W JJUTEIBHOCTh IEproja HaOIIOIeHUs
3a 6onbHBIM [15] (Tabm. 2).

JnarHo3 I0CTOBEPHOTo (ONpEAEIeHHOro) mapa-
HEOIJIACTHYECKOTO  HEBPOJIOTHUYECKOTO  CHHIpOMa
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Tabnuma 2

IIkasa PNS-care 1,151 JMarHOCTHKH NaPAHEOIIACTHYECKOI0 HEBPO-
Jorndeckoro cuuapoma (no F. Graus u coasr., 2021)

Pa3zzesibl H MyHKTHI HIKAJIbI | Baaasl
Kannuyeckasi kapTuHa
Hesponoruyeckuii cuHAPOM, COOTBETCTBYIOLIUI 3
(heHOTHUILY BHICOKOTO PHUCKA
HeBposornueckuit CHHAPOM, COOTBETCTBY O 2
(eHOTHITY CpeTHero pucka
Hesponornueckuit cCHHAPOM, ISt KOTOPOTO HE 0
YCTaHOBJICHA YCTOHYMBAs CBSI3b C OHKOIIATOJIOTHEH
JlaGopaTopHble JaHHbIE
AHTHTENA BEICOKOTO PHCKa (aCCOLMHUPOBAHbI 3
¢ oHKomnarosorueii onee yem B 70% ciydaes)
AHTHTENIA CpETHETO pUCKa (AaCCOIMUPOBAHBI 2
¢ onkonarosnoruei B 30-70% ciydaes)
AHTHTENIAa HU3KOTO PUCKA (aCCOLMUPOBAHBI 0
¢ oHKonatosoruei Menee ueM B 30% ciydaes) 1100
AaHTHTEJIa OTCYTCTBYIOT
OHKONAaToJI0Orus
OOHapyKeHa, COOTBETCTBYET KIMHUYECKOMY 4
(denoTumy 1 (eciu BbISBICHBI) aHTHHEHPOHAIBHBIM
aHTHTENIaM JINOO HE COOTBETCTBYET, HO
MIPOAEMOHCTPHPOBAHA SKCIIPECCHUS ITON OMYXOJIBIO
aHTHUT€HA, COOTBETCTBYIOIIETO BBISBICHHBIM
aHTHUTENIaM
He o6napy>xeHa (M1 HE COOTBETCTBYET 1
KIMHUYECKOMY ()EHOTHITY ¥ BBISIBICHHBIM
aHTHTENIaM), HO TIepro HaOJIOIeHNS 32 OOJIbHBIM
noce MaHuQecTauy HeBPOJIOTUYECKOTO CHHAPOMa
COCTaBIISIET MEHEE JIBYX JIET
He oOnapy»xeHa Ha npoTsbkeHuu 2 U Oosee JeT mnocie 0
MaHH(ECTaK HEBPOJIOTHYECKOTO CHHIPOMA
Jlnaruo3 napaHeoniacTH4eCKOro HeBpPOJIOrHY€eCKOro CHHAPOMAa
JlocToBepHsIii Bornee 8
BeposTHblil 6-7
Bo3morkHbIi 4-5
Her napaneoniacTuyeckoro HeBpOJIOrHYECKOro Mesnee 3
CHHJIpOMa
Table 2

PNS-care scale for diagnosing paraneoplastic neurological syndrome
(F. Graus et al., 2021)

Points
Clinical level
High-risk phenotypes 3
Intermediate-risk phenotypes 2
Defined phenotype epidemiologically not associated 0
with cancer
Laboratory level
High-risk antibody (> 70% cancer association) 3
Intermediate risk antibody (30-70%)
Lower risk antibody (< 30%) or negative 0
Cancer
Found, consistent with phenotype and (if present) 4
antibody, or not consistent but antigen expression
demonstrated
Not found (or not consistent) but follow-up <2 years 1
Not found and follow-up > 2 years 0
Diagnostic level
Definite >8
Probable 6-7
Possible 4-5
Non-PNS <3
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COOTBETCTBYET OlleHke § u OoJee OaioB; OH yCTaHaB-
TMBAeTCS MPH COONIOCHNH BCEX TPEX YCIOBHU: HAJH-
Yre KIMHAYEeCKOTO (PeHOTHIIA BHICOKOTO JINOO CpeTHEro
pHUCKa; BBIABICHHE aHTHUTEN BBICOKOTO JIMOO CpEIHEro
pucKa; oOHapykeHHe oHKomarojoruu [2, 15, 60].

BeposiTHBIT mapaHeomnacTUYECKUl HEBpOJOruye-
CKHMI CUHAPOM AUArHOCTUPYETCS NIPU CyMMapHOH OLIEH-
ke B 6—7 6amnoB no mkajge PNS-Care, a BO3MOXKHBIH —
npu oueHke 4-5 OamioB. Ecnu onenka cocramiseT 3
1 MeHee 0aiioB, TO JMAarHO3 MapaHEOILIaCTHYECKOTO
HEBPOJIOTUYECKOTO CHHIpOMa UCKItodaeTcs [15].

B cnyuasx, xorja nepBOHaYaNbHBIN CKPUHUHT OITy-
XOJIM JaeT OTpHIaTeNbHbIE PEe3ylbTaThl, €r0 CIeayeT
MOBTOPSATH Kaxable 4—6 Mec. B TeUEHUE 2 JIET y NalrueH-
TOB C KJIMHUYECKUM (PEHOTHUIIOM BBICOKOTO pucka u AT
BBICOKOTO pHUCKa (ATUTENLHOCTh HAONIOICHHS OIperie-
JIeHa MCXOMd U3 TOTO, YTO MOJABIISIONIee OONBITHHCTBO
OITyXOJIeH AMATHOCTUPYETCSI B TEUCHUE 2 JIET TIOCIIe pas-
BUTHUS TapaHEOIUIACTUYECKON HEBPOJIOTHYECKON CHM-
nromatukw) [2, 15, 22, 60]. To ke caMmoe OTHOCHTCS M K
MaleHTaM C KJIWHUYECKUMH (PEHOTHIIaMU BBICOKOTO
pucka u AT cpemHero pucka MpH YCIOBUH, YTO ITH Ia-
IIUEHTHI — JIMIA TIOXKIJIOTO BO3pAacTa UK KYPHIIBIIUKH
m00 y HUX BBISBISIOTCS OJHOBPEMEHHO JBAa Pa3HBIX
TUIA aHTUTEJI, U3BECTHBIX CUJIBHOW accolMalueu ¢ pa-
koM [15].

3akaouenne. HeBpomoram BakKHO COXpaHATh Ha-
CTOPO)KEHHOCTh B OTHOIICHWHW TapaHEeOoIIaCTHYEeCKOM
MIPUPOABI TIOAOCTPO PA3BUBAIOIINXCS HEBPOIOTHYECKUX
HapyIIeHUH B CIIy4asX OTCYTCTBUU UX SBHOW MPUYUHBL.
Baxuocts panneit nuarnoctuku [lapHC ompenenser-
Csl TEeM, YTO CBOEBPEMEHHOE HAYayo JICYCHHUS OITyXOIHU
B psjie CIy4aeB MOXKET MPUBECTH K CTAOMIU3AIUH CO-
CTOSTHUS TMallMeHTa U YaCTUYHOMY perpeccy HeBpOJIo-
rudeckoro Aeduiuta. COBpEMEHHBIH MOIXOJ K JHa-
rHocTtuke [TapHC ocHoBaH Ha aHanu3e KIMHUYECKOTO
(heHOTHIIa HEBPOJIOTUYECKUX PACCTPOUCTB, yUeTe THIIA
BBISBIICHHBIX Y OOJIEHOTO CHIBOPOTOYHBIX aHTHTEN U Be-
pUQUKALIMN OHKONATOJOTHHU. BhIsSBIEHHE HEBPOJIOTH-
YECKUX CHHIPOMOB C (DEHOTHUIIOM «BBICOKOTO PHCKa»
TpeOyeT JanbHEHIero IeJeHaNpaBIeHHOTO ITOMCKa
CHeM(UIHBIX AHTUHEHPOHAILHBIX aHTUTEI U 3JI0Kaue-
CTBEeHHOTO HOBoOOpazoBaHus. [uarno3 IlapHC cuwra-
€TCSl JJOCTOBEPHBIM IPH OJHOBPEMEHHOM COOIIONECHUU
TaKUX TPEX YCIIOBHM, KaK HAJMYME KIMHUYECKOTO (e-
HOTHIIA BRICOKOTO JIN0O CPETHETO PHUCKA, BHISBJICHHUE aH-
THTEJ BBICOKOTO JINOO CPEIHEro prucka U 0OHapyKeHHE
OHKOTIaTOJIOTHH.

Kondummkt unTepecoB. ABTOpHI 3asBISIOT 00 OT-
CYTCTBUU KOH(JIUKTa UHTEPECOB.

®duHaHcupoBaHMe. VccnenoBanne He MMENO CIOH-
COPCKOM TOIJIEPIKKH.
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OCTPBIN PACCESSTHHBIN YHIEDPAJTIOMUEJNUT KAK HEOTJIOKHOE
COCTOAHUE

C.K. Eemywenxo’, I0.H. Copoxun’®

JoHeIKMii HAIIMOHAIBHBIN MEIUITMHCKHI yHUBepcUTeT UM. M. Topbkoro, Jonenk, Poccust
2POCTOBCKHIA TOCYIaPCTBEHHBIN METUIIMHCKII YHUBEpCUTET, PocToB-Ha-Jlony, Poccus

Pe3tome. Ocmpuiii paccesnnwiil suyeanomuenum (OPOM) — uacmo ecmpeuaroujeecs 0ocmpoe MHO2004a2080e aymo-
UMMYHHOE 80CHAIUMENbHOe deMueTunuzupyloujee 3abonesanue yenmpanvhou nepehou cucmemsl (L{HC) ¢ npeumy-
wecmeenHbIM nopaxceruem 0en02o 8ewjecmad 20108H020 MO32a, CIMBOAA MO32d U 3PUMENbHBIX HEPBO8, NPOBOOHUKOS
CRUHHO20 MO32a u, pedxce, cepoeo seujecmea L[HC. OPOM 06b1uHO 5615€mcst CAMOKYRUPYIOWUMCS COCIMOSIHUEM CO
CNOHMAHHBIM YIYUUeHUeM U O1azonpusmusim npocHosom. Hapsady ¢ 60smodcrnocmoio maxicenoeo meuenus npu Kiac-
cuueckoti popme OPOM modxcem 6osnuxame paszeumue C6epxOCmpbLx gopm ¢ 20pa300 bonee HeONA2ONPUAMHBIM
NpO2HO30M. Taxumu 8apUAHMAMU MedeHUs] OPOM sensiomces ocmpbm eemoppazuieckuil ﬂeuKosHue¢aﬂum (OI713),
OCMPbIll 2eMOppazutecKuil 1eUKOIHYeQaroMuesum u OCmpbill HeKPOMUUPYIOWUL 2eMOppazudeckuil netikosHyepa-
aum Xepcma, 8vizvigaemvle pazgumuem Kackaoa c8epxXocmpulx HeKOHMPONUPYeMbIX AVMOUMMYHHBIX peakyuil. Ts-
aicecms Imux cocmosiHull (06veounsimvlx oo mepmurnom OIJTID) ceéazana ¢ Gvicmpvim NPocpeccuposanuem, gosiede-
HUeM CIMeona Mo32d, OOIbUUM DAZMEPOM 04A208 NOPANXCEHUs U 00YCII08NEeHA PA36UMUEM OCMPO20 OMEYHO20 HEKPO3d
U KPOBOUBTUSHULL C 8bICOKOU 8EPOAMHOCIbIO UHBANUOUZAYUY UTU cMepmu. Aepeccugnoe u maicenoe meyerue OITID
mpebyem KIUHUYECKOU HACMOPONCEHHOCMU U He3AMe0NUmMelbHO20 Ha4aid NPOMU60OMeYHOU U UMMYHOCYNPECCUB-
HOU mepanuu.
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ACUTE DISSEMINATED ENCEPHALOMYELITIS AS AN EMERGENCY
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Abstract. Acute disseminated encephalomyelitis (ADEM) is a common acute multifocal autoimmune inflammatory
demyelinating disease of the central nervous system (CNS) with a predominant lesion of the white matter of the brain,
brainstem and optic nerves, the conductors of the spinal cord, less often — gray matter of the CNS. ADEM is usually a
self-limiting condition with spontaneous improvement and a favorable prognosis. Along with the possibility of a severe
course in the classical form of ADEM, the development of hyperacute forms with a much more unfavorable prognosis
is possible. Such variants of the course of ADEM are acute hemorrhagic leukoencephalitis (AHLE), acute hemorrhag-
ic leukoencephalomyelitis and acute necrotizing hemorrhagic leukoencephalitis of Hurst, associated with the develop-
ment of a cascade of hyperacute uncontrolled autoimmune reactions. The severity of these conditions (grouped under
the term OHLE) is associated with rapid progression, brainstem involvement, large lesions is due to the development
of acute edematous necrosis and hemorrhage with a high possibility of disability or death. The aggressive and severe
course of AHLE requires the immediate initiation of decongestant and immunosuppressive therapy.
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Cokpawenua: MOI' — MHUENUH-OIUTOMUTAPHBIN
mukonporend; MPT — MaruuTHo-pe3oHaHCHAsE TOMO-
rpadust; OI'JID — ocTphlii reMOpparuyecKuil JTeHKOIH-
ueganut; OPOM — ocTpblii paccestHHBIN SHIEDaToMu-
enut; PC — paccesHHBIN CKIIepo3.

OcTphlii paccessHHBII JHUIEDATOMUETUT

Ocrtprlit paccessHubIl 3HIEaTomuenut (OPOM) —
OCTpO€ MHOTO0YaroBo€ ayTOMMMYHHOE BOCIIATUTEINb-
HOe JeMuenuHu3upytomee 3adonesanve LIHC, npu ko-
TOPOM TPEUMYIIECTBEHHO CTPajaloT IOJKOPKOBOE
1 TIyOoKkoe Oeloe BEIIECTBO IMONYIMIAPUHA TOIOBHOTO
MO3ra yale BCero TEMEHHOM U 3aTbIIIOYHOM 10NEH, 3pu-
TENbHBIE HEPBBI, MPOBOJAHUKHA CIHHHHOTO MO3ra, OfHA-
KO HE HCKJIIOYEHO BOBJIEYEHHE M CTBOJIA MO3Ta, HOXKEK
MO3KEUKa M TIyOOKOTO CEpOoro BEIIeCTBa TOJOBHOTO
MO3ra — 3PUTENBHBIX OYyrpoB, 0a3aJbHBIX TaHIJIHEB
[1, 2]. OPOM cuntaercs TpaH3UTOPHBIM U CaMOKYIIH-
pyronmuMcst 3aboneBaHueM ¢ MOHO(MA3HBIM TEUCHUEM
B OOJBIIMHCTBE CIIy4aeB; B TO K€ BPEeMsS BO3MOXKHO
¥ pa3BUTHE PELUINBOB, YTO CO3AET AUATHOCTUYECKYIO
pobnemMy U QepeHHaAIBHON TUArHOCTHKH C pac-
cessaabIM cxiiepo3om (PC). Ilpu atom y 6-18% neteit
¢ OPOM B xoneunoM urore pazsuaercsa PC [3]. Yamie
Bcero OPOM BcTpewaercs y aereil (Ha MPOTSHKEHUH
BCETO TepHoja JeTCTBa — OT MJIaJIEHYeCTBa J0 TOJ-
pOCTKOBOTO BO3pacta) ¢ 3abomeBaemocthio oT 0,07
no 0,64 na 100 000 uenoBex B roj cpeau AECTCKOTO
HAaCeJIEHUS! M CPEeIHUM BO3pPAaCTOM Hadaja MEXAy 5-M
1 §8-M rojiamMu >Ku3HHU. Y B3pPOCIBIX T0J0Bas 3a0oyieBac-
MocTh Bapbupyet ot 0,55/100 000 y nu crapie 60 et
mo 0,08/100 000 y mur B Bozpacte 3039 ner, a cpeane-
rozmoBasi 3a0601eBaeMoCTh B 1,7 pa3a HUXKE, 4eM y JeTeit
(0,27/100 000 y mur crapie 15 aer u 0,47/100 000 —
B Bo3pacte j10 15 ner) [3-5].

OPOM  00BIYHO SIBII€TCS  MOCTUH(EKIIMOHHBIM
paccTpoiicTBoM — ero pasButue y 67-93% manuen-
TOB OOBIYHO CJEqyeT 4Yepe3 HECKOJBbKO IHEW Wiu He-
JIeNTb TI0CJIe BUPYCHOM WM GakTepuanbHON MHGEKIUN
(vame Bcero — BEPXHHX JbIXaTeNbHBIX myTei). Hau-
OoJiee BBICOKHI YPOBEHb 3200J€Ba€MOCTH OTMEYaeTCs
IocJIe KOPH, KPACHYXM WM BETPAHOW OCIBI, OJHAKO
repedeHb BO30OyOUTENel MOCTaTOYHO IIUPOK W IIaTo-
TeH YacTO OCTAeTCsl HEM3BECTHBIM. B HEKOTOpBIX ciy-
gasx pazsutue OPOM cBs3aHO C BBEJICHUEM BaKIIMHBI
(BakmuH-acconuupoBanHbii OPOM) u Bo3HUKaeT y 5%
nmeteit (1-2 ciaydas Ha 1 MIIH BakIMHAIIAN) B TeUEHHE
1-3 mec. mocne BakIMHUpoBaHUsA. [loMHMO MOCTUH-
(hEeKIMOHHOTO W BAaKIIWH-aCCOIMMPOBAHHOTO TTOJITHIIOB
BBIIETAIOT 1 uauonaruueckuit OPOM [3, 4]. [Tarorenes
OPOM mpenmnonaraeT aHTUTEHHYIO aHAJOTHIO MEXIY
aHTUITCHAMM MMEIMHA M TaTOTE€HOM, OTBETCTBEHHBIM
3a pa3BUTHE 3a00JIEBaHUS, U CBA3aH C MEXaHU3MaMH MO-
JEKYIApHOH MUMHKPHU WIH C 3KCIpPECCHEN ABOMHBIX
WM XUMEPHBIX T-KIIETOYHBIX PEelenTopoB ¢ WHIAYKIIH-
€l ayTOMMMYHHOTO OTBETa K YYKEpPOIHBIM 1 COOCTBEH-
HbIM aHTWreHaMm [6]. BpeMeHHOW WHTEpBal MEXIy
MPOIPOMAaIbHBIMA NPOABICHUSAMH, OOYCIOBICHHBIMU
BO3/ICHCTBUEM TPHUITEPA, U HAYAJIbHBIMH CHMIITOMaMHU
OPDOM o00b14HO BapeupyeT oT 4 1o 12 aHell, HO MOXeT
VIUTHHATRCS 10 6 He. [3, 7].

REVIEWS

Tabnuna 1
JlmarHocruyeckue KputTepuu onpenenensoro OPOM [9]

JluarHo3 MoXkeT OBITh OCTAaBJIEH, KOT/[a €CTh BCEe 5 KPUTEPHER:

* BIIEPBBIC BO3HHKIIIEE MHOIOOYAaroBoe KIIMHUYECKOE TOPAKCHHUE

HC, npenmnonararoriee BOCIAIUTEIbHYIO IPUIUHY

JIeMHUEITHHN3ALUH;

sHuedanonarus, He 00bsICHIEMAs TINXOPAIAKOM;

n3MeHenus Ha MPT ronoBHoro mo3sra:

— nuddysHble, MI0X0 OTrpaHHYEHHBIE (C PA3MBITOI IpaHHIICH ),
Oonbune (> 1-2 cM) o4aru, BOBJICKAIOIIME CYyPaTeHTOPHAIbHOE
0enoe BEmecTBo,

— T1-runovHTeHCHBHBIE OYark B GEJIOM BEIECTBE B PEAKUX
cirydasx (BO3MOXKHO HaKOIUIEHHE KOHTPACTa),

— BO3MOYKHO MTOPaXKEHUE NTyOOKOTrO CEpOoro BEIIECTBA (Tanamyc,
0azaJibHbIC FAHIIMHN, CTBOJI, MO3)KEYOK, CIIMHHOHN MO3T);

He HaOIonaeTcs HOBBIX KIMHUYeckuX uin MPT-ouaros uepes

3 Mec. mocie Havaja;

000CHOBAaHHOE UCKIIIOYCHHE ANIBTCPHATUBHBIX TIPHINH

Table 1
Diagnostic criteria for definite acute disseminated encephalomyelitis
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Diagnosis can be made when all five of the following criteria have

been met:

+ a first multifocal, clinical CNS event of presumed inflammatory

demyelinating cause;

encephalopathy that cannot be explained by fever;

abnormal brain MRI:

— diffuse, poorly demarcated (with a blurred border), large
(> 1-2 cm) lesions predominantly involving the supratentorial
cerebral white matter,

— T1-hypointense lesions in the white matter in rare cases (possible
contrast enhancement),

— deep grey matter abnormalities can be present (thalamus, basal
ganglia, brain stem, cerebellum, spinal cord);

no new clinical or MRI findings after 3 months of symptom onset;

reasonable exclusion of alternative causes

OPOM  xapakrepusyercd IMOSBICHHUEM MHOXe-
ctBeHHbIX odaroB B LIHC c mepuBenHynspHO# aemmue-
JUHU3AIEH, OTEKOM U MEPUBEHO3HBIM BOCIMAJICHHEM.
WHdunsrpanuss MO3TOBBIX 000JIOYEK JIUMQOIUTAMHU
oOycroBnuBaeT pa3sutue B 26—-31% ciayvyaeB MEHHHIe-
aJpHOTO cHHApOMA. B (haTanpHbIX cydasx HaOmromaeT-
Ccs1 OOLIMPHOE MOBPEXKICHUE aKCOHOB [8].

Kimanueckass xaptmaa OPOM  xapakrepu3syercs
OCTPBIM WJIM MOAOCTPHIM pa3BUTHEM (B TeUeHUE AHEH
WA HENIENh, PEKE CBEPXOCTPHIM — B TEUEHHE HECKOIIb-
KHX YacoB) CHHIpOMa SHIe]asonatuy ¢ MHOTOOYaro-
BBIM HEBPOJIOTHYECKUM Je(UIIUTOM U Hecneruduyae-
CKMMH CUMIITOMaMH B BUJI€ TOJIOBHOW 0OMH, TUXOPaIKH,
TOITHOTHI ¥ PBOTHI. MarHUTHO-pe30HaHCHAs TOMOTpa-
¢ust (MPT) nonTBepkIaeT pacnpocTpaHEHHYIO IEMU-
€MHU3ANNI0 C TPEUMYIIECTBEHHBIM MOpaXeHHEM Oe-
JIOTO BEIECTBA TOJIOBHOTO M CHMHHOrO Mo3ra. Ilocne
pasBuTHS 3a00eBaHM TI000€ KoJieOaHe KITMHUIECKIX
MPU3HAKOB WIIM PE3yJbTaTOB BU3yalH3allMl B TEUCHUE
MEPBBIX 3 MEC. CUUTAETCS YaCThI0 MOHO(A3HOTO 3a00-
JieBaHus. DTH NPU3HAKH CHCTEMAaTH3UPOBaHBI B AUATHO-
crudeckue kpurepuu OPOM (tabm. 1) [9].

XapakTepUCTUKKA 3a00JIeBaHHUA y B3POCIBIX OTIIH-
YaroTCcsl OT Teauarpudeckux ciaydaeB. [[ms merckoro
OPOM xapakTepHO MHOJIMCHMIITOMHOE TEYEHHE C 3H-
nedayonarue, YaCTBIM HapYIICHHEM CO3HAHUS, JIMXO-
pankoil ¥ MEHUHIeaIbHBIMH CUMITOMaMH. Y B3pOCIBIX
sHIIeaIonaTus U HapyIIeHHe CO3HAHUS HAOIIOMAI0TCs
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pexe (10 80,5% u 56% COOTBETCTBEHHO); OOBIYHO TIpe-
oOyagaeT mopakeHHE [UIMHHBIX NPOBOMSAIIMX IyTeH
(87,1%), mpeumymecTBeHHO mupaMuAHbIX (68,7%) [3,
4,7, 10, 11]. Knaccuueckoe teuenue OPOM B 70-90%
cllydyaeB MOHO(a3HOE, OIHAKO BO3MOXKHBI BO3BPaTHOE
TEUEHHE C TOSBICHUEM WM HAPacTaHHEM TEX JK€ CHUM-
MTOMOB, KOTOpbIe HAOMIONAIMCh BO BpeMsl 1e0r0Ta, WIn
MyNbTH(A3HOE — C MOSBICHHEM HOBBIX CHMITOMOB
u ouaroB Ha MPT Oosee yem uepe3 3 mec. mocie Ha-
yana nepBoil araku unu 4yepe3 30 qHEl mociie mpuema
MOCJIEIHEN 103bI KOPTUKOCTEPOUIOB. PennanBel moutu
B 3 pasa yalie OTMEYaroTCs B AETCKOM nomynsauuu [12].

VY 3HaUMTEITHHOTO YHMCIA MAalMeHTOB, OCOOEHHO Y Jie-
Teit, Bo Bpems ocTpoi Gpazel OPOM B CHIBOPOTKE KPOBH U B
JIMKBOPE BBIABIISAIOTCS BBICOKKE TUTPBI IgG-aHTHTEN K MH-
eNTMH-OJIMTOJCHAPOLUTapHOMY Diukomnporendy (MOT).
Coxpanenue nobineHHOro ypoBHs MOl -anturen B no-
CIIEIYIOIEM YKa3bIBaeT Ha BBICOKYIO BEPOSTHOCTH pa3-
BUTHUS pery/iuBa 3a0o0seBanusl. BrIsiBieHHEe B CHIBOPOTKE
aHTHTeN K akBanopuny-4 (AQP4-1gG), xapakTepHbIX OIS
3a00JIeBaHMUI CTIEKTPa ONTUKOHEBPOMHEINTA, UCKITIOYACT
nuarHo3 MOTI -accouuupoBannoro OPOM [13].

OPDOM 00BIYHO SBISETCS CAMOKYIHUPYIOIIUMCS CO-
CTOSIHUEM CO CIIOHTAHHBIM YIYyYLIEHHEM U MPOTHO3
MIPH 3TOM, KaK MpaBUiI0, OIaronpusTHEIA. B HekoTOphIX
Clly4yasix MpOsIBICHUS 3a00JIeBaHUSI MOTYT OBITH TSDKE-
JBIMA U JpaMaTUYHBIMHU, TPEOYIOIIMMHU WHTEHCHUBHOMN
Tepanuu. XyAIIUd TPOTHO3 U OoJiee BHICOKAW PHUCK
MOJTHUEHOCHOTO TeUEHHS CBS3aH C BOBJICUEHHUEM CTBOJIA
MO3ra ¢ BO3MOMKHBIM DPa3BHTHEM JBIXaTeNbHOM HeIo-
CTaTOYHOCTH, TpeOyIolIel MPOBeIeHNs HCKYCCTBEHHOM
BeHTWIALNH NeTkuxX B 11-16% cmyuaes [3]. [Ipu OPOM
CMEPTHOCTH cocTasiseT 7,8% ciyqaes (95% AU = 3,3—
13,5), ocTaTouHbIi HEBPOIOTHUYECKUAN ASPUIUT HAOITIO-
naercs y 47,5% mnanuentoB (95% AU = 31,8-63,4).
[Tpu 5TOM 320071€BaEMOCTh U TSKECTh TEUCHUS 3aBUCAT
OT THIA TaTOTeHa M CTaTyca BaKIMHAIIMHA B ILIEJIEBOM
paifoHe. Y maMeHToB ¢ KOpbIO 3a00JieBaHUE pa3BUBa-
ercs B 0,1% cmydaes, a neTaabHOCTH AocTHraeT 25%,
mpu SARS-CoV-2-acconunpoanaom OPOM nerans-
HOCTh coctaBisieT 10%, a ocTaTOYHBIA HEBPOJIOTHYC-
CKHUH Ie(HUINT NpU BHINUCKE U3 CTallHOHApa OTMeYaeT-
cs1y 64% narmentos [4, 11, 14].

OcTpelii reMopparu4eckui Jieiikosnuedaant

Hapsimy ¢ BO3MOXXHOCTBIO TSDKEJIOTO TEUCHHS
npu kiaccuueckoi gopme OPOM MokeT BO3HHUKATh
pa3BUTHE CBEPXOCTPHIX BapHaHTOB C Topaszgo Ooiee
HEOMaronpusTHEIM HPOTHO30M. TakuMH BapHaHTaMU
TedeHuss OPOM 4BIAIOTCS OCTPBIA reMOpparnyecKuit
neiikosnnedanur (OITID), octpslil reMopparndeckuii
JIEHKOIHIEPATIOMUETTUT U OCTPHIA HEKPOTHUIUPYIOLIHIHA
reMopparndeckuii JielikosHuedanut Xepcra, BbI3BaH-
HBIE Pa3BUTHEM KacKaZa CBEPXOCTPBIX HEKOHTPOIHPY-
€MBIX ayTOMMMYHHBIX peakuuil. TsxkecTb 3THX COCTO-
sani (0O6benuHeHHBIX Tof TepMuHoM OIJID) cBsizaHa
¢ OBICTPBIM MIPOTPECCHPOBAHKEM, BOBJICUEHHUEM CTBOJIA
MO3ra, OOJIBIIMM pa3MepOM OYaroB MopaxeHus (> 2 cMm
B IMaMeTpe — IICEBIOOITYX0JIEBBIE), PA3BUTHEM OCTPO-
TO OTEYHOTO HeKpo3a u Kpoomsiusauid [15]. OcTprie
remopparndeckue Bapuantel OPOM pasBuBatoTcs npe-
nMymecTBeHHO B Bo3pacte 20—40 yet, B 2 pa3a yamie
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B MYXKCKOW MOIyJsUMU. B oTiMune OT KJIacCHYeCKOro
Bapuanta OPOM, oHM XapakTepusylTcCsi MEHbLIEH
BBIPOKEHHOCTBIO CTeNeHHn NuMdonuTapHod HHOUIb-
Tpauuu (MpeBaaupyeT HEUTPOPUIbHBIM HHQWIBTPAT
C MHOTOYHUCIIEHHBIMU TPaHYJIOIUTAMH), 3HAYUTEITHHBIM
OTEKOM MO3TOBOTO BEILLECTBA M BTOPUYHOU J€MHUEINH-
HU3aIMel BCIEICTBHE MOBPEXKIECHUS aCTPOIUTOB (KaK
IIpH ONTHKOHEBpoMuenute) [16].

Hawnbonee gacteiMu (32—-35%) nmpeniiecTBeHHUKAaMHU
3a0051eBaHMsl ABJSIIOTCSA BUPYCHBIE MH(EKINU BEPXHUX
IBIXaTeNBHBIX IyTeH ¢ HamOojee pacnpoCTPAHCHHON
accolManyell ¢ BUpycaMmu rpunmna u naparpunmna. Ilo-
cine undpekiuun COVID-19 OIJID auarHoctupoBaiu
B 29-35% cny4aeB, OMMCAaHbI TAK)KE CIy4aW Pa3BUTHL
OI'JID mocne mepBOTO WM MOBTOPHOTO BBEIEHUS Bak-
nuHel npoTuB COVID-19 y manmeHToB ¢ XpOHUUYECKH-
MU BOCHAJIMTENIbHbIMK 3a0oneBanusmu [14, 17, 18].
B ornmume or kmaccuueckoro Bapuanta OPOM, Ha-
gano 3aboneBanus npu OIJID 00BIYHO CBEpXoCTpOE,
HEBPOJIOTMYECKAs CHUMITOMAaTHKA DPAa3BUBAETCS UEpe3
2-12 nmue#t mocne TtpurrepHo wHpeknuu. [Ipoapo-
MaNbHBIN MEpUoa MOXeT oTcyTcTBOBath [16]. Ha done
muxopanku 10 41°C pa3BUBAIOTCI MEHUHTCATBHBIN
CHHIPOM M CHHAPOM OCTpOH 3Huedasonatuu ¢ Hapy-
[IIEHHEM CO3HaHUs. Yepe3 HEeCKOIbKO THEH HapylIeHue
CO3HaHMSI IPOTPECCUPYET 0 KOMBI, KOTOpasi yriyOossieT-
cs B TeueHue 4—10 mueit. BoamoxxHO nByxdazHoe Teue-
HUE Ha MPOTSHKEHUH HECKOJIBKUX HEZAENb, YTO CBSI3bIBA-
I0T C PaHHEW OTMEHOH KOPTUKOCTEPOUAOB. BO3MOXKHO
u atunuuHoe TeuyeHue OIJID ¢ mogocTpeIM pa3BUTHEM
¥ TIOCTENIEHHBIM HapacTaHHEeM CHMIITOMAaTWKH Ha Mpo-
TSOKEHUU HECKOJBKUX Mecales [19].

Pannue HeBpoNOTHYECKHE HApyIIEHUS MOTYT OBITh
[IPEACTaBICHbI BEIPR)KCHHBIMH JIBUTATEIbHBIMHU HApyIIIe-
HUSMH (B TTOJIOBHHE CITy4aeB — T€MHUIApe3oM), Heep-
JKaHWUEM MOYM M YyBCTBUTEIBHBIMH pacCTPONCTBAMH,
WHOTJIa SIS THYECKUMHU TPUCTYIIAMH HJIH CTaTyCcoM,
THIEpKUHE3aMH, AU3apTpueil. MoryT BBIABIATHCA Ha-
pylLIeHHs moJieil 3penus, B3opa, IceBao0yap0apHbIil ma-
panud. Adazus Wi MyTH3M, pa3BUTHE KOTOPBIX TaKKe
BO3MO)KHO, B 3THX CITy4asx 00yCIIOBIEHBI HE KOPKOBBIMHU
HapyLICHUsIMHU, a TUQQPy3HBIM U MACCUBHBIM HEKPO30M
MIOZIKOPKOBOTO Oeroro BemecTBa. BcereactBue 3Hauu-
TEJIBHOTO MOBBIIIEHUS] BHY TPHUEPETHOTO JIABIECHUS pa3-
BHUBACTCS OTEK JIMCKOB 3PUTEIHHBIX HEPBOB [16].

B OompmmmHCTBE CiydaeB JabopaTopHBIE TECTHI
npu OI'JID BBISABISIOT MOBBIIEHHBIH YPOBEHb MapKEPOB
BOCHajeHusl, Takux Kak C-peakTuBHBIN Oenok, D-mu-
Mep, MPOKATBIIUTOHVH 1 (PeppPHUTHH, B CHIBOPOTKE KPOBH.
B nByx HemaBHHX cucTeMaTHdeckux oO3opax 49 crareit
¢ xwmHnYeckuMu HaoOmonenusmu OIJID mokaszano mo-
BBIIIICHUE YPOBHsI Ocnka B JIMKBOpe B 87% ciydaeB (OT
1,6 1o 7,0 /1), BeIpakKeHHBIN JICHKOIMTAPHBIA IIUTO3 —
y 65% OonbHBIX (0T 24 1o 1100 kieTok — Oonble, yeM
npu Kiaccuuaeckoi hopme OPOM, pu sToM mumdormrap-
HBIH 1MT03 coctaBwa oT 10 mo 70%, HeHTpohUITBLHBIN —
ot 40 mo 80%), B 39% ciryyaeB BRISBISUIACH SPUTPOLIUTHI
(ot 70 10 400 xirerok) [20, 21]. B equHUYHBIX CITydasix BbI-
SIBJIAIOTCSI OJIUTOKJIOHAITBHBIE TIOJIOCHI B CHIBOPOTKE KPOBHU
1 JIMKBOpPE, YTO OTPaXKaeT CUCTEMHYIO BOCHAJIUTEIIBHYIO
peaxpro. OGHapYKUBaeMbIE TIPH ATOM JOTIOJTHUTEIILHBIC
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TIOJIOCHI B JIMKBOPE YKA3bIBAIOT Ha JIOMIONMHUTENBHYIO CIIe-
mudryeckyro peakiwro [ITHC v MoryT ObITh IPU3HAKOM
MMMYHOJIOTHYECKOT0 OTBeTa Ha uHpekiuio [22].

TonbKko MO JaHHBIM HEHPOBU3YaAITU3AIUN PA3IAIUTh
knaccudeckuii Bapuant OPOM u OIJID pocrarouno
cinoxxHo. B 00oux ciydassx mopaxenune Oeoro Belile-
CTBa CBA3aHO C OTEKOM M BOCHAJIEHHEM C MOCIEeayo-
el NeMHUeTMHU3alued u yTparol akcoHoB. Ilpu sTom
BBISBJIAIOTCS MHOTOOYAroBble pPa3HOTro pasmepa (4acto
Oomee 1 cM) ¢ HEUETKMMHU TpaHHUIAMH ACHMMETPHY-
HBIE MTOPAKEHHS B MOJKOPKOBBIX M TIIyOOKHX 00ONacTIX
0enoro BellecTBa ¢ MEHEe YacThIM BOBIICUEHHEM TITy-
OOKHMX TOJKOPKOBBIX S€p, CTBOJIAa MO3ra, MO3KEUKa
u crnuHHOro mMo3sra. Ocobennocteio OIJID, B oTinuune
or OPOM, sBnsercs Hanu4yhe B oyarax MOpakeHUs
MMaPEHXMMATO3HBIX METEXUAIBHBIX MEePUKANIIUISIPHBIX
IIIAPOBHUJIHBIX U KOJNBLIEBUIHBIX MUKPOKPOBOM3IUSHUI
¢ «1BeteHneM» B pexkume SWI wnmu rematom, Oobinas
BBIPQ)KEHHOCTh OT€Ka MO3TOBOTO BEIIECTBA C Pa3BUTH-
eM Macc-3ppeKTa ¥ OTCYTCTBHE BOBICUCHHS MTOKOPKO-
BbIX U-BOJIOKOH. M30/1MpOBaHHBIE MOPAKEHUST MO3XKEU-
Ka, MOCTa, ITPOIOJITOBATOTO MO3Ta MIIM CITMTHHOTO MO3Ta
6€e3 COIMyTCTRYIOIIETO MOPAXESHUS TTONYIIapHil TOIOBHO-
ro Mo3ra otmeudarrcs B 16% ciyuaes [16, 20].

B ciywae GwicTpo mporpeccupyroniero HeBpoJIoTHU-
YECKOTO VXYAIICHHUS HEW3BECTHOTO IPOUCXOXKICHUS
U JJAHHBIX HEHPOBHU3YaIM3allMOHHOTO U J1JAOOPAaTOPHOTO
oOcnenoBanus, npeamnonarapomux OIJID, pekomeHay-
eTCsl TIPOBOAAUTH OHMOIICHIO TOJOBHOTO Mo3ra. Hapacra-
HUE TSHKECTH COCTOSIHHS COMTPOBOXKIAETCS YBEITNICHUEM
MPT-u3MeHeHHH B TeUeHUE HECKOIBKUX aHEH. [20, 21].

Teuenne OIJID 00buHO arpeccuBHOE, OBICTPO TPO-
rpeccupyloliee U TsOKenoe, 3aKaH4YMBAeTCsl MHBAIHUI-
HOCTBIO WJIM CMEPTHIO (JICTABHBIA UCXOA OTMEUaeTCs
B 47-75% ciy4aeB, 4acTo Ha TIEPBOM Heene O0NIE3HN).
[TomHoe BBI3IOpOBIICHNE HAOMIOMANOCh ¥ 14% maruen-
TOB, BBI3JIOPOBJICHNE C HE3HAYUTEILHBIMU HEBPOJIOTHYE-
CKHMMHU paccTpoiictBaMu — B 11% ciryuae. dakropamu
TJIOXOTO TPOTHO3a SBJIAIOTCA BOBJIEUEHHE CTBOJIA MO3Ta
WM MO3KEUKa M Pa3BUTHE OOIIUPHBIX KPOBOHM3IUSHUM
[20]. B cBs13u ¢ 3TUM JIeueHUE TOKHO HAYNHATHCS HE3a-
METUTENLHO C IIEIBI0 JIOCTHKEHUSI HMMYHOCYTIPECCUU
¥ KyIHpOBaHMA OTeka Mosra. Heob6xonumo ycTpaneHue
BBICOKOTO BHYTPHUYEPEITHOTO JIABJICHHUS C HCIIOJIB30Ba-
HUEM MaHHMTOJIA, TMIIEPBEHTWIAINHA. Bo3mMoxxkHO mpo-
BEJICHUE IEKOMIIPECCUBHOM KpaHUOTOMUU [23].

st G0pbOBI CO CTOWKO BBICOKOM aKTHBHOCTBIO BOC-
TaJICHUS UCTIONIb3yeTCS IMMYHOCYIPECCUBHAS TEePaIIHsl.
Hasnadaior BEICOKHE J03bI METHIIIIPETHI30I0HA (MH(Y-
3UOHHAs Mynbc-Tepanus 1-2 r/cyT; y nereit — 20-30 mr/
Kr/cyT) niu Jekcamerasona (10 Mr omHOMOMEHTHO, 3a-
TEeM — I10 4 MT Ka)kJipIe 6 4) B TeUeHUE 3—5 THEH BMecTe
¢ arukioBupoM (uHGy3un 10 Mr/Kr Kaxaeie 8 4) u aH-
TUOMOTHKAMH (aMUKalWH, Ne(TPHAKCOH, MEPOIICHEM,
BAaHKOMHIIMH). 3aTeM MEPEXOIAT Ha MepOPabHBIA MpH-
€M IpeAHn30JI0Ha (cTapToBas no3a 1-2 MI/Kr/CyT) Wiu
JekcameTa3ona (8 mMr 2 paza B JIeHb) C MOCTEIICHHBIM
CHUXKCHHEM J103bl Ha MpOTsKeHuu 4—6 Hen. Bosmox-
Hble quddepeHIanbHble AUAarHo3bl OakTepHaIbHOTO/
BHUPYCHOTO MEHUHTUTa/3HIEe(annuTa U 3JI0Ka4eCTBEH-
HBIX HOBOOOPa30BaHUH HE JOJKHBI OBITH a0COTIOTHBIMHU
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MPOTHBOIIOKA3aHMSAMI K HAa3HAYCHHIO KOPTHUKOCTEPO-
unoB [16, 20, 24-26]. IIpu pedpakTepHbIX AT KOPTH-
KOCTEPOWJIOB CIIy4asX, HAJMYWU TPOTHUBOIOKA3AHUH
K UX BBEJCHUIO WIN IPU BOBJICUCHUH MepUpepHIecKux
HEPBOB dPPEKTUBHBIM MOXKET ObITh BHYTPUBEHHBIN M-
MYHOIIIOOY/IMH B TedeHue 2—5 IHEH B KypcoBO#l mo3e
2 r/kr. B cniyyae HedQEeKTUBHOCTH KOPTHKOCTEPOUIOB
W BHYTPUBEHHOTO HWMMYHOINIIOOYJIMHA HPUMEHSETCS
miazmadepes kypcom ot 3 g0 10 ceancoB uepe3 JcHb.
B cucremarndyeckoM 0030pe OmMyONMKOBAaHHBIX KIMHH-
yeckux HaOmoaennit OI'JID coolmraercs o mpuMeHEeHHH
KOpPTUKOCTEpoua0B B 97% ciydaes, ruiazmadepesa —
B 26%, BHYTPHUBEHHOTO MMMYyHOIIOOyianHa — B 12%
[16, 20, 27, 28]. [Ipu HeaddextuBHOCTH 1-i M 2-ii NTU-
HUI UMMYHOTEpANiH MPOBOJSAT BHYTPUBEHHBIE HHQY-
3un mukaodpochamuaa (600—1000 mr/m*> mOBEpXHOCTH
Tena win 15 Mr/kr B CyTKH B TeueHue 1-5 mHeill) mim
putykcumaba (375 mr/m*> moBepXHOCTH Tena Wil | T
1 pa3 B Hemenmro Ha mpoTsnkenun 4 wexd.) [20, 28-30].
ITpu orcytcTBuM 3(hhexTa OT MPUMEHEHUSI PUTYKCUMA-
0a Tpu ayTOMMMYHHBIX SHIedanurax cooOmiaercs 00
YCIIEIIHOM NPUMEHEHHH TOLWIn3ymMada Kak HMHIHOH-
TOpa WHTEpJIEHKHHA-6. B CBA3M C 3THM, YUHUTbHIBas 3Ha-
YUTEIFHOE MOBBIIICHHE YPOBHS HPOBOCHATUTEIBHBIX
uuTokuHOB mpu OI'JID, mpennaraeTcs UCoONb30BaTh TO-
muu3ymad BMecTe ¢ MMMYHOCYIPECCHUBHBIMU IIpera-
paramu Mpy cambIX paHHUX MOJO03PEHUSX B OTHOIICHUH
OI'JID [27]. IoBbllICHHAs KIMHUYECKAas HACTOPOXKEH-
HOCTh U PaHHEE BBIABJICHHE 3TOTr0 3a00JIEBaHUS C y4e-
TOM J1a0OpaTOPHBIX AAHHBIX U PE3YJbTATOB HEHPOBH-
3yallu3allid MOTYT MOMOYb CBOEBPEMEHHO IMPUMEHSTh
METOIBI KOHTPOJISI BBICOKOTO BHYTPUYEPETHOTO AaBie-
HUS U TIperapaTbl IMMYHOCYTIPECCUBHON TepaniH.

Kondaukr unTepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBHH KOH(IIUKTa HHTEPECOB.

®unancupoBanue. lccienoBanne He UMeNO CIIOH-
COPCKOM MOJAEPIKKH.
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ATP1A3-AJIBTEPHUPYIOIIAA TEMUIIVIET TS

M.II. Agpanaceesa, E./]. benoycoea, A.A. Illlapkos

Hay4Ho-nccrenoBarenbckuil KITHHUYECKUA HHCTUTYT MEAUATPUH U JSTCKOU Xupyprun nMenn akagemuka f0.E. Bensrummena
Poccuiickoro HalMoOHaIbHOIO UCCIIEA0BATENIBCKOTO MEAUIIMHCKOTO yHuBepcutera umenu H.M. ITuporosa Mocksa, Poccust

Pe3tome. Anomeprupyiowas cemunnecus (Al) sensemcs peokum u manouzyyenHvim 3abonesanuem. AT xapaxme-
PUBVEMCS PAHHUMU SNU300aMU 2eMUNIe2uld (NPOOOIHCUMETLHOCHIBIO OM HECKOIbKUX MUHYM 00 HeCKOMbKUX OHell),
Hapywenuem 08u2amenbHo20, UHMENIEeKNYalbHO20 PA3EGUMUS U B03MONCHBIM BO3HUKHOBEHUEM HEBPONIOSUUECKO20 Oe-
Gduyuma. U3zyuenue cenemuyeckoil 0CHOBbL 3a001e8anUs npugeio Kk omkpvimuio mymayuii 6 cene ATP1A3, kooupyro-
wem anvpa-3-cyoveounuyy Na*/K-AT@a3zvl. Bascneiiwumu npoeHocmudeckumu ceedenusamu 0as uccieoosanus Al
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Abstract. Alternating hemiplegia (AH) is a rare and little researched disease. AH is characterized with early episodes
of hemiplegia (from a few minutes to a few days), abnormal movements and cognition, and probable development of
neurological deficiency. Studies of genetic basis have led to discovery of mutations in gen ATP1A3, which codes alfa-3
subunit of Na*/K*-ATPase. For research, genetic data are considered most important prognostic information. Its di-
agnostics is difficult due to similarity of some symptoms to epilepsy and absence of deviations at neuro-visualisation.
This article is an attempt to generalize world scientific experience and to determine most important research derec-
tions.
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Anwrepaupytomas remurierus (AlY) — peaxoe co-
CTOSIHUE C Pa3HOOOpPa3HON KIMHMYECKOW CHMIITOMATH-
KO M TeHETHYECKOH reTeporeHHocThio. Mmeromuecs
nanHeie 00 AT MHOTOUYMCIIEHHBI, HO (pparMeHTapHBI,
[I03TOMY NPEICTABISIETCS BAXKHBIM MX CHCTEMAaTH3aLMs
U U3JIOKEHHWE COBPEMEHHBIX IPEACTaBICHUH 00 3TOM

pacctpoiictBe. B Hacrosiiee BpemMsl MPHHATO CUUTATh,
yto AI' meTckoro Bo3pacta — TSDKETIOE€ PacCTPOUCTBO,
neOroT KoToporo Habmomaercs o 1,5 rona. uarsoctu-
YECKHE TIPU3HAKU BKIIOYAIOT MIPEXOISIINE ITH30/BI Te-
MUIUIETHH (C YepeqyFOIMMUC CTOPOHAMH) WITH TeTpa-
mapesa ¢ HICTarMoM, HEeTIPOW3BOJILHBIMU JBUKCHUSIMU,
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OB30Pbl

BKJIIOYAsl JIMLIEBYIO TUCKWHE3WIO, TUCTOHHUIO M aTeTo3,
a Tak)Ke aBTOHOMHBIE HapyIIEHUs], OKYISPHYIO aIlpak-
CHI0, TU3aAPTPUI0, STUIEITHICCKUE TPUCTYIIBI U UHTEII-
JIeKTyallbHble Hapyiienus [1-3].

Hcropuyeckas cnpaBka. Ha mpoTshkeHHH MHOTHX
JIET KIIMHUIUCTHI CTaJTKUBAIHCH C IEIBIM PSIIOM IIPOSIB-
nenuit Al, HO HUKOTIa HE COOTHOCHIIU UX C OTPEIIEIICH-
HBIM CHHJPOMOM. VX IpUYHHON cUnTaNach OCIOKHEH-
Hasi MUTPEHb JAETCKOro Bo3pacTa [4]. Bnepsrie Hay4dHbIE
HaOmonenuss A" Oputn ipoBeniensl B 1971 1. S. Verret
u J. Steele [5]. Ouu coobmmu o 8 manumenrax ¢ Al
U OCIOXHEHHOW MUTPEHBIO, KOTOpas IeOrTHpOoBaja
B MJIaJIEHYECKOM BO3pacTe, IpU 3TOM TOJBKO y 3 omu-
CaHHBIX VMM ITallHEHTOB HAOIONAINCH KJIACCHYECKHE
MIPU3HAKHU U CUMITOMBI 3a00neBanus. [lo3naee B 1979 1.
J. Dittrich u coaBt. [6] omucanu paHee HEH3BECTHbBIE
KJIIMHAYECKHE MposiBIeHuss Al — Tiia3Hble U JUCTOHU-
yeckue. Bocneacteum B 1995 1. J. Aicardi [7], K. Silver
u F. Andermann [8], L. Fusco u F. Vigevano [9] 0000-
UMM KIMHAYECKUH W HayuHbd onbIT mo Al' u namu
YETKOE M OOIIMPHOE OMHMCAHWE CHMIITOMOB M MPHU3HA-
koB. B 1995 1. J. Aicardi u coaBT. HAa OCHOBaHWY aHAJIH3a
JTAHHBIX O 75 TAIMEHTaX MPEIOKIUIA HAy9IHBIE KpUTe-
pUM TUATHOCTHKY 3aboneBanus [7]. JlampHeimas xoTs
Y HEe3HAUNTEIhHASI KOPPEKTUPOBKA 0003HAYCHHBIX KPH-
TepueB OblIa Mpou3BezieHa B SInmoHnyM Onaronapst HaOIko-
nenusim N. Sakuragawa [10] u onucanusm M. Mikati
[11].

B 2012 1. aBa HE3aBHCHMBIX MCCIIEIOBATEILCKUX
KOJUIEKTUBA — MeXayHapoaHblii koHcopuuyMm [12]
Y HEMEIIKHE HCCIIEAOBATEIN — BBISIBUJIM T€TEPO3UTOT-
Hble MyTanuu de novo B reHe ATP1A3, mocunras ux
npuanHoi Al [1]. SlmoHCKME ydeHBbIe MOBTOPWIHM HC-
CJIeIOBaHUE U MOATBEPAUIIU €ro pe3ynsratsl [13], mpe-
JIOCTABMB JIOTIONHUTENbHBIE T0Ka3aTeIbCTBA, YTO MyTa-
nust ATP1A3 Bri3eiBaer Al

Pacnpoctpanennocts AI' omnenuBaercs xak 1 ciy-
yaii Ha 1 000 000 >xuBBIX HOBOPOXKAECHHBIX [3]. OnHaKO,
HMCTHUHHAS YacTOTa MOXET OBITh BBIIIE, TOCKOJIBKY 3TO
paccTpoicTBO HEPEIKO HEMPABIIILHO TUATHOCTHPYETCS
M3-32 HEZOCTATOYHOM OCBEJOMIIEHHOCTH O HEM U BapHu-
a0eThbHOCTH KIIMHUYECKUX MTPU3HAKOB [2].

I'eneTnueckue aaHHble. B dyekTpoHHOW 0ase
JaHHBIX «MEHJIeNEeBCKOe HACIIEOBAHUE Y YeIOBEKa»
(OMIM) omucansl ae ¢Gopmel Al anpTepHUpYIO-
masi TeMUIUIeTHs TUna 1, accolMMpOBaHHAs C TEHOM
ATP1A2, u anpTepHUpyIOIas TeMUIUIETHS THTNA 2 —
c reHoM ATP1A3. B Oonee uem 75% ciyyasix BcTpeda-
FOTCsI TaTOTeHHbIe BapuaHThI B reHe ATP1A3, obcyxme-
HUIO KOTOPBIX MOCBSAIICH JaHHBIH 0030p.

Al sBnsiercst cnopaanyeckuM 3aboneBanueMm. Ile-
HETPAaHTHOCTH IT0KA €Ile He OIpe/eieHa, OOIBITHHCTBO
natoreHHbIX BapuanToB ATP1A3, o xoTophix coobma-
JIOCh K HACTOSIIIEMY BPEMEHH, BO3HUKIU de novo. Kpyr-
HBIE KOTOPTHBIEC UCCIIEIOBAHUS, TPOBEICHHEIEC B PA3JIHY-
HBIX MOMYISAIUAX (€BPOIEUCKHX, CEBEPOAMEPUKAHCKUX
Y KUTANCKHX ), TIOKa3aJIi, 9TO TPH BapHaHTa COCTABIISIOT
okoio 60% Bcex ciyuaeB [14-16]. B wactHOCTH, B Ba-
puante p.Asp801Asn Ob110 00HAPYKEHO, YTO OH BBI3BI-
BaeT 30—43% Bcex ciayuaes, p.Glu815Lys oTBeTcTBEeHEH
3a 16-35% ciyuaes, a p.Gly947Arg cocrasmisier 8—15%.
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Pacmonoxenne mytarmuit ATP1A3 Bmoms xomupy-
IOLEH MOCNIEA0BaTEIbHOCTH ITOKAa3bIBAIOT  KOPPEI-
U0 TEHOTHNA ¢ ()EHOTUTIOM KIMHUYECKOTO CIEKTpa
ATP1A3. Tonbko crieniuruieckoe pacionoKeHne Bapy-
AaHTOB MPEUMYIIECTBEHHO BOJIM3W TPaHCMEMOpPAaHHBIX
nomenoB npuBogiaT kK Al [17]. Tpu mosropsitoruecs
MHCCEHC-MyTaIiu cocTaBiisitoT 60% Beex cirydae Al
15% cny4aeB Al He UMEIOT HACHTU(HUIIMPOBAHHON My-
Tallu, HO COOTBETCTBYIOT KIIMHUYECKUM KPUTEPHSIM.

B 2015 r. E. Panagiotakaki u coasr. [15] npeacraBu-
JY KITMHUYECKHE JTAHHBIE OOJIBITON KOropThl U3 155 ma-
LUEeHTOB. ABTOopaMu ObUI MPOBeNeH ITyOOKUH aHamu3
Y TPEANPUHSATA TOMBITKA JUCKPETHOW KOPPEISAIUH Te-
Hotuna ¢ ¢enorunom [15]. Myrtaunun ATP1A3 Obun
obHapyxeHsl y 85% mamnuenTos, octasmmecs 15% ma-
LIUEHTOB COOTBETCTBOBAIN KIMHUYECKUM KPUTEPHUSIM
AT 6e3 MOJEeKyIIPHO-TEHETUIECKOTO TIOATBEPKICHUS.
OTO HUCCIIEAOBAaHUE TAKXKE IMOATBEPIMIIO OTHOCHUTEID-
HYIO 4acTOTy Tpex Haunbosiee paclpOCTpaHEHHBIX aMH-
HOKHUCIOTHBIX 3aMmeH: p.Asp801Asn, p.Glu815Lys u p.
Gly947Arg. 3 aux Glu815Lys Opna cBs3ana ¢ Oornee
TSDKENBIM  (PEHOTHUIIOM C JIEKQpCTBEHHO YCTOHYMBON
SMUJIETICUEH, TITyOOKOW YMCTBEHHOM OTCTANIOCTRIO H TSI-
JKeNno MpImedHoil nuctonueil. p.Asp801Asn accounu-
upyercsa ¢ 6onee MATKUM (EHOTHIIOM H ¢ Oosiee To3/-
HUM HayaloM MapOKCHU3MaJIbHBIX IMPOSBICHHUN, MEHee
YacTHIMH MMAapOKCHM3MaMH TMapanndei. Y OONbIIMHCTBA
NalnyveHTOB HaOMoanach yMepeHHas YMCTBEHHasl OT-
CTaJIOCTh ¢ Oojiee BHICOKON MPEICTaBICHHOCTHIO TTOBe-
nenyecknx Hapymenuil. p.Gly947Arg xoppenuposana
C TIOJIOKUTENBHBIM TIpoTpeccoM. [1ebroT mapokcu3mans-
HOTO COOBITHSI OBUT CaMbIM MO3JHHM IO CPaBHEHHIO
C IByMsI IPyTMMH aMHHOKHCIIOTHBIMH 3aMEeHaMu, OoJee
TOTO, O TSKEIOW YMCTBEHHOH OTCTaJOCTH B JaHHOM
WCCIIEZIOBaHUH HE coo0manock. Tpu BBIIIIEONMUCAHHBIE
3aMEHbI IEMOHCTPHUPOBAIN CIEAYIOIUI TpajiueHT TH-
)kectu cumntomMoB: p.Glu815Lys > p.Asp801Asn > p.
Gly947Arg.

ITatorenes AI. IlaroreHHble BapuaHTBl TI€HA
ATP1A3 Bri3eiBatoT usmenenue pykuun ATD-3aBucu-
moro Na/K-Hacoca, KOTOPBIH MOJIEP)KUBAET COCTOSHUE
MOKOSI KJIETKH M (YHKIMOHHPYET KaK MpeoOpazoBaTeb
curHana. JucyHkuus Hacoca MOXKET YBEJIUYHUThH CO-
Jiep’KaHie BHYTPHKIETOYHOIO KajbIUs H3-3a IOCIe-
nmyrorieit nHaktuBanuu ooMeHa Na/Ca wiii HeTpaBHITb-
HOTO OTKPBITUS BOJBTaX-3aBUCHUMOIO KaJIBI[HEBOIO
kaHana. HakorieHue Kajiblusl BIOCIEICTBUU MOXKET
BBI3BIBATh JIM3UC KJIETOK ((PEHOMEH SKCAHTOTOKCHYHO-
CTH), 9TO MOXKET OOBSACHATH MPOTPECCUPYIOMINN XapaK-
Tep HeBposioruueckoro aedunura. Kpome Toro, muc-
dbyaknmroHanbHBIE Na/K-Hacoc MokeT HHTHOMPOBATH
yyBcTBUTENbHbIE K AT®-K'-kaHanmel U reHepHpoBaTh
B030yKIIeHHE KJIeTKU. HenaBHue mMcciieoBaHus Takxke
NPEAIONaraloT aHOMaJIbHYIO (PU3UOIOTHI0 HEHPOHAIIb-
HBIX CEeTeH, CO 3HAYUTEIbHBIM HAapyUIICHHEM JesTelNb-
Hoctu 'AMKepruueckux UHTEPHEHPOHOB, YTO MOXKET
OOBSICHATH TIOSIBIICHHE DIMICTITHYECKUX TPUCTYIIOB
[18].

Kaunnveckas kapruna. HaGmonarenbHble nccre-
JOBaHMS CTICLIUATIMCTOB Pa3HBIX CTPaH IMOKa3bIBAIOT, YTO
AT xapakTepu3syeTcsi IHPOKUM CIIEKTPOM KIMHHYECKUX
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CHUMIITOMOB, pPa3HOOOpa3HBIX MO CBOUM COUYETAHHUSIM
U TSDKECTH mposiBieHUHA. TpurrepHsIMH Qaxkropamu,
B YaCTHOCTH, SIBIISIFOTCS YCJIOBHUS OKpY KalOIIeH Cpenpl,
TaKHe KaK JKCTpEMalIbHble TEMIEPATypbl WM 3allaxu
(IpOaYKTHI NHTaHUS, apOMaTH3aTOpPbl), BO3AECHCTBUE
BOZbI, (hu3MUecKas AaKTUBHOCTH (yNpakKHEHHs, Kada-
HUE), OCBEIEHNE (COTHEUHBIM CBET, TIOMUHECIICHTHEIE
JIaMIIbl), IPOAYKTHI MUTAaHUA (LIOKONAJ, MHIIEBbIE Kpa-
CUTENN), 3MOIIMOHANbHbIE peaknuu (TpeBora, CTpecc,
WCIyT), YCTallOCTh, JIeKapCTBEeHHBIE cpeacTra [19, 20].
B 2007 . G. Incorpora u coast. [20] ommcanu MOHO-
3UTOTHBIX OJIM3HELOB, KOTOpPBIE MPEIbSBIUIN Kal0Obl
Ha pe]rIeKTopHbIe MPUCTYIBI, BO3ZHUKABIINE 10 3-JIET-
HEro BO3pacTa KaKIbld pa3, KOTa OHM IMOTPYXKaIUCh
B BaHHY C TEIUION BOIOW WJIM KOrda ropsdas Boja pas-
OpbisruBanachk mo Temy. lIpucTynbl mposiBIsSIKCE pas-
JIPaXUTETBHOCTBIO, HECIPOBOIIMPOBAHHON  YIBIOKOM,
OTKJIOHEHUEM T'OJIOBBI M BBI3BAHHBIM TMIIEPTOHYCOM, OT-
KJIOHEHUEM PYK B OZIHY CTOPOHY, TPOIOJIKABIIUMUCS OT
HECKOJNBKUX CEKyHH 10 3—4 MHH. DTH COCTOSIHUS Mpe-
Kpalajinch nocjie miada. Takke HaOIroqanucy ropTaH-
HBIE 3BYKHU U IIyMHOE jabixanue. Yepes 30 mec. y obonx
ONMU3HEIOB MOSBWIINCH TUITHYHBIE Tpu3Haku Al' ¢ MHO-
TOYHCJICHHBIMH CHOHTAHHBIMH 3MH30AAMH JWCTOHH-
YECKUX JIBIDKEHUH KOHEYHOCTEN MPEeUMYIIECTBEHHO
C MpaBO CTOPOHBI BMECTE C aTaKCHEW, OTKIOHEHUEM
I71a3 ¥ aBTOHOMHBIMH HapyieHusmu [20].

[TapokcuaManbHble SMU301bI UMEIOT paHHEE Haua-
70 — OOBIYHO B TIepBBIE Mecsubl xu3HU. Hanbonee
YacTHIMH HauyaJbHBIMU KIMHUYECKUMH HPOSBICHUSMHI
Al saBnsAIOTCS TOHUYECKUE MM JTUCTOHWYECKHE aTakKH,
[71a30/1BUTaTEIIbHbIE HAPYIIECHUS, OOBIYHO BBI3BIBAEMBIC
TpUrTepHBIMU (akTopamu. llapokcu3manbHbBIE AUCTO-
HUYECKHUE SMHU30/bI 3a4acTyl0 OJHOCTOPOHHHE, MPOSB-
JISTIOTCS pa3ruOaHueM OHOW KOHEYHOCTH. | na3zonsura-
TENbHBIE HAPYIIEHUS MPOSABISIOTCS HACTarMOM OJHOTO
I1a3a, KOTOPBIA MOXKET BO3HHKATh KaK M30JIMPOBAaHHO,
TaK U B COYETAHUU C AUCTOHUYECKUMU JIBUTaTeIbHBIMU
MIPOSIBIICHUSIMU, XOPEOATETO3HBIM THIECPKUHE30M [7].
B xnaccuueckux Bapuantax [10, 11, 19] snuzons! reMu-
TUIETHH BHauaje JIETKKe, HO 3aTeM MOCTENEeHHO MpHoo-
peraior Oonee BBIPAKEHHOE UM THIHUYHOE KIMHUYECKOE
nposiBinenue. [emumierns MoXKeT HauaTbCcs BHE3AIlHO
WM IPOrPECCHUPOBATh B TEUEHUE HECKOIBKUX MHUHYT
W 3aTparuBaTh OJHY IOJIOBHHY TeJa, PEeKe BO3HUKATh
OunarepanbHo. IlpucTynbl BO3HHMKAalOT € IepeMeH-
HOW 9aCTOTOW M MOTYT JUIMTHCS OT HECKOJNBKUX MHHYT
JI0 HECKOJIBKMX JHEH, naxe Henenb. [Ipu aTom co3Ha-
HHE BO BpeMsI IIPUCTYTIa COXPAHSIETCs, U PEOCHOK MOXKET
CTaHOBUTBCS pa3Apa)KUTEIbHBIM M KalpU3HBIM. Pyku
BOBJIEKAIOTCS OoJbIe, 9eM HOru. Bo BpeMs Tekymiero
MIPUCTYTAa TEMUIUIETUS MOXKET IIEPEXOAUTD C OHOM CTO-
POHBI Ha JPYTYIO.

J. Jasien u coaBr. [21] onleHMIM HEHPOTICUXOIOTHYE-
CKre m3MeHeHus y 25 manueHToB ¢ Al u oOHapyxumu
3HAUUTEJIbHbIC HAPYIICHUsSI KOTHUTUBHBIX (YHKIMH —
SKCIIPECCUBHOM M HUMIIPECCUBHOM pPEYM, BHUMAaHUS,
a TaKKe MoBeJeHYEeCKHe paccTpoiicTBa: y 10 GonbHBIX
HAOMIOAANCST CHHAPOM TUIIEPAKTHBHOCTU W Jeduiura
BHHUMAaHUs, y 7 — NECTPYKTUBHOE TIOBEJEHHE, ¥ 3 OTMe-
9aJ10Ch TPEBOKHOE PACCTPOUCTBO, 8 U3 25 UCIIBITYEMBIX

REVIEWS

MPOAEMOHCTPUPOBANIN TIJIOXYIO MaMSATh, HU3KYIO ycCIie-
BaeMmocTh. I1o mauaeiM HaOmronenus K. Silver u coasr.
[22], mHTEMIIEKTyanbHOE pa3BUTHE OBUIO HOPMAIHHBIM
y 4 u3 25 manuentoB (16%), norpanndnaeiM y 3 (12%)
u HapyuieHHbIM y 18 (72%), u3 kotopeix y 6 (24%)
Obutn sierkue, y 10 (40%) ymepennsie u 'y 2 (8%) tsxe-
JIble HHTEJUICKTYAIbHbIC HAPYIICHUS.

OnwienTHYecKre NPUCTYNIBl PEIKO HaOIIOHAoTCs
NP TIEPBBIX KIMHUYECKHX MposiBieHusx AL, HO ¢ Tede-
HUEM BPEMEHH OHU pa3BUBAIOTCA NpUMEPHO B 50% ciy-
yaes [18, 23]. B uccnenopanuu K. Silver u F. Andermann
[22] snunenTuyeckue MPUCTYINBI OBUTH 3apPErHCTPUPO-
BaHBl y 5 3 10 mamuenToB, y 0JHOTO U3 KOTOPBIX OBII
SMUJIEITUYECKUH cTaTyc.

Cpenu 44 u3 103 (43%) maumentoB ¢ Al, Habiro-
JIaBIIMXCSI SWeney U coasT. [24], snuiIenTuIecKue Ipu-
CTyNbl OBLIM T€HEpAIN30BAHHBIMHU, TOHHUYSCKUMH WU
TOHUKO-KJIIOHUYECKHMH, a CPEAHUI BO3PACT MOSIBICHUS
SIUJIETICHH COCTaBIsLI oKoJio 6 yeT. Y 10 meteit (23%)
Oosble He HAOMIONATIOCH MUICHTHYECKHE MapOKCU3-
MBI, TIPEKpaIlaIich M0 JOCTIKEeHHH Bo3pacra 10 jer
WIN CTapIue.

V nereit ¢ AI' yacto HabmrOmaeTCs 3a/ep>KKa JIBU-
raTreJIbHOrO Pa3BUTHs, B TOM YHCJIE IO3IHEE IMOsIBIIe-
HUE CaMOCTOSTENbHON XoAas0bl. M. Burgeous u coasT.
[23] cooOmmy, 9To HaYaI0 CaMOCTOSTEIHHON XOIbOBI
y 24 marueHToB OBUIO TOCTUTHYTO B CPEAHEM B BO3pac-
Te 3 et 6 Mmec. Jlpyroe mcciaenoBaHue, MPOBEIEHHOE
M. Masoud u coasr. [25] y 23 narmenToB ¢ Al, 6bu10
MOCBALICHO aHAJIHM3Y OOIIEH MOTOPUKH, ABUTaTEIbHOTO
KOHTPOJISI BEPXHUX KOHEYHOCTEW, MOTOPHOTO KOMIIO-
HeHTa pedn. PedeBoii nedext Obl1 OoJiee BEIpaskeH, 4eM
JIBUTATENbHbIE HAPYLIEHHS. XOPEeoareTo3 pPa3InIHON
CTETeH! UHTEHCUBHOCTH, a TAK)KE CTATHUECKas aTaKCUs
HaOTIOAHNCh BO BCEX CIIy4asx, O KOTOPBIX COOOIIHITN
J. Aicardi u coasr. [7]. [lo nanaeiM M. Mikati u co-
aBT. [11], xopeoareTo3 Habmomancsa y 22 u3 44 cmyda-
eB (50%), arakcust — y 30 (68%) u auzaptpus — y 29
(68%). ITo nanueiM A. Mikati u coaBr. [11], MUTpeHb
y Omkaiux 4wieHOB ceMbu uMenach y 11 u3 44 (25%)
MAIMEHTOB.

OtmeueH mnonoxUTENbHBIA 3(dekt cHa npu Al
a UMEHHO KyITPOBaHUE FTeMHUIUIETHYECKOTO MapOKCH3Ma
[7, 23], cooOmanocek Takxke O HapylIeHUX cHa. B wc-
cnenoBannu S. Kansagra u coasT. [26] y 20 u3 22 ma-
1ueHToB ¢ Al ObIIO BBISBICHO 1O KpallHEH Mepe OJHO
NPOSIBIICHUE HApYIICHUs CHA: y 6 U3 HUX MMeEJCS CHH-
JpOM OOCTPYKTHUBHOT'O aIlHO? BO CHE, 16 ManueHToB uc-
MBITBIBAIN TPYAHOCTH C 3aChIIIAHUEM H MOJICPKaHHEM
CHa.

JAunarnocruka. B Hacrosiiiee BpeMsi JuarHo3 ycra-
HaBIIMBAETCSl KIMHUYECKH, MO Kputepusam J. Aicardi
U coaBT. [7]: TOSIBJICHHE TPU3HAKOB 3a00JICBAHMS
10 18-MecsyHOro Bo3pacta; MOBTOPSIOLINECS IPUCTYITBI
TeMUIUJIETHH, 3aTParuBarollfe OIHYy W 00€ CTOPOHHI,
MapOKCHU3MalIbHBIE TPUCTYIBI TNIA30[BUTaTEIbHBIX Ha-
pylIeHU# (HHCTarM); TOHUYECKHUE WU JTUCTOHUYIECKHE
MIPUCTYTBI, OABIIIKA 1 aBTOHOMHBIE PAaCCTPOUCTBA, KO-
TOpBIE BO3HHKAIOT BO BPEMs IPHUCTYNOB TeMHILUICTHH
WIN M30JMPOBAaHHO; SIMHU30AbI JIBYCTOPOHHEH TreMu-
TUIETHH, BO3HUKAIOIIUE BO BpEMsI MIPUCTYIIOB, KOTOPBIE
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HauMHAIOTCS C OJHON CTOPOHBI; pa3pelleHHue CHMIITO-
MOB BO BPeMs CHA C YaCTBIMH PELUIUBAMU MOCIE TPO-
Oy>XIeHHsI, TOCTOSIHHBIE HAPYIICHUS B BHJE 3aJICPKKH
NCUXUYECKOT0 Pa3BUTHS, KOTHUTHBHBIX HapyLICHUH;
JIBUTATENIbHBIE TIPOSBIECHUS — XOPE0areTo3, AUCTOHUS,
aTakcusl.

HecMoTpsa Ha BO3MOXHOCTH TIOCTAaHOBKH JMarHO3a
KJIMHUYECKH, OH TPpeOyeT TeHeTHYECKOTO OATBEPKAe-
HUs. MONEKyJIIpHO-TEHETUYECKUIM aHAJIN3 MPOBOJIUT-
cs y mpoOaHza ¢ KIMHUYECKUMHU npu3Hakamu Al w/
WIH TIPH UISHTH(UKAIUK TEeTepO3UTrOTHOrO MaTOreH-
HOTO BapHaHTa (B COOTBETCTBUU C PEKOMEHIALMSIMHU
o uaTepnpetanuu BapuantoB ACMG) B rene ATP1A3
C HOMOUIbIO TEHETHYECKOTO TECTUPOBAHMUS: CEKBEHU-
pOBaHME OJHOTO T'€Ha, MCIOJH30BaHHE BBICOKOIPOU3-
BOJIUTENBHOTO cekBeHUpoBaHUsA (NGS) B BHIEe TaHETH
T€HOB, TIOJTHOTO 3K30MHOTO MJIM TEeHOMHOT'O CEKBEHUPO-
BaHMSL.

YunuThiBas paHHee Hayajlo M Pa3HOOOpa3HBIE He-
BPOJIOTUYECKHE CUMIITOMBI Y TIOPaXEHHBIX MIIaJICHLICB
W JeTeil Miaauiero Bo3pacrta, IUu(QepeHInaIbHBINR
nuarto3 Al upe3BplUaliHO HIMPOK.

Jlugpgpepenyuanvroiii.  ouacnos. Heobxomumo uc-
KIIIOYUTH MPOrpeccUpymome 3adoseBaHus. OTO 0CO-
OCHHO 3aTPyJIHUTENBHO y MaJleHbKHX JeTel, Korma
KIMHAYECKHE TIPOSBICHUS SABJSIIOTCS  HEIMOJHBIMH.
Crnenyer HMCKIIOYUTH AHTHOIMATHIO MOSMOS, MHTOXOH-
npuansHble 3a0oneBanns — cunapoM Kepuca—Ceiipa,
MUTOXOHJIPHAIBHYIO JHIE(PATOMHUOIIATHIO, JIAKTOAIH-
7103, CHHAPOM JAe(UIUTa TpaHCIIOpTepa IIFOKO3bI THIIA
1 u cuanapom MELAS [27]. Knuandeckas nuddepen-
nuanust Al' JoKHA BKITIOYaTh TEMHUILIETUYECKYIO MH-
IpEHb, BBHI3BIBAEMYIO MYTAIlUSIMH B TPEX OCHOBHBIX Te-
Hax CACNAIA (cemeiiHasi TeMHUIIIETHUECKasi MUTPEHb
tuna 1), ATP1A2 (cemeliHas remMuruierndeckass MH-
rpens THma 2) u SCN1A (cemeiiHas reMurierndeckas
Murpens Tumna 3). JIroau ¢ ceMelHoM reMHuIIerndecKoi
MUTPEHBIO HCHBITHIBAIOT MBIIIEYHYIO C1a00CTh Ha Of-
HOM CTOpOHE TeJa HeMOCPEACTBEHHO Mepe]] UITH BO Bpe-
M5l MUT'PEHO3HBIX TOJIOBHBIX 00JIeH, IPH 3TOM CTElEeHb
c1ab0CTH MOXET BaphbHUPOBATH OT JIETKOW 10 TSKEIIOM
[28]. Apyrum paccTpoiCTBOM, CYIIECTBEHHO OTIMYAl0-
IUMCS OT Kitaccuueckoil AT U 3aciTy>KMBArOIIM BHU-
MaHus B JuddepeHnnanbHOl AUarHOCTUKE, SBISETCS
no0poKauecTBEHHass HOYHAs aJIbTEPHUPYIOUIAs T€MH-
ierns aercrBa. Kak mpaBuio, NpuCTyIbl IPU 3TOM 3a-
OoJileBaHUY BOSHUKAIOT BO BPEMSI CHA, H UM IIPEJIIICCTBY-
er mwiay. [lanneHTs! HaXonATCs B CO3HAHNUHU, MOTYT OBITb
BO30YKJEHBI, TIPU I3TOM OTCYTCTBYIOT AMCTOHUYECKHE
JBIKEHUSI KOHEYHOCTEH U aHOMAJIbHBIC IBUYKEHUSI T71a3.
Taxoke MOXXHO YIMOMSHYTH TUIIEPKUHETUYECKOE JBUTA-
TEJIBHOE PACCTPOMCTBO, CBSI3aHHOE C MyTallled B reHe
ADCYS (apenmmukiasza-5). Huckuaesuss ADCYS
BKJIIOYAET CIEKTP TMIEPKUHETUYECKUX PacCTPOMUCTB:
XOpEro, MUOKIIOHYC W/WIIA JUCTOHHIO YacTO C TapOK-
CU3MaJbHBIMU OOOCTPEHUSIMH, MUOKUMHH B JIMLE, KaK
MPaBWIO, TIEPUOPOUTATBHBIE W TEPUOpAbHBIE. JTa
(dbopMa IMCKUHE3UH, KOTOpas MOXET BOSHUKATh BO Bpe-
Msi cHa. Ee TpurrepHbIME (haKTOpaMu SIBISIFOTCS 9MO-
LHUOHAJIBHBIA CTpecc, MHTEPKYPPEHTHOE 3a0oseBaHuE,
YuXaHue WK ynorpednenue kodhenna [29]. OTrcyTcTBUE
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MEXIPHUCTYITHOW NUCKUHE3n: oTiaudaeT Al' OT AHCKU-
Hesuu, ceszanHoi ¢ ADCYS [30].

Jleuenue. IlockombpKy maroreHe3 3a0o0JIeBaHUSA
JI0 KOHLIA HE M3y4Y€H, TO BO3MOXXHOCTH MEINKAMEHTO3-
HOTO JICYECHHU KpaliHe OorpaHUYeHHbI. B HacTos1ee Bpe-
Ms TEpaInIo CIeNyeT pacCMaTpUBaTh B ABYX Pa3HOBHJ-
HOCTSX: HCOTJIOXKHOM M 0a30BOH. L[enbr0 HEOTIOXKHOMI
Tepanuy SBISETCS NPEAOTBpAILCHUE M IPEKpallcHHE
MPUCTYTIOB MyTE€M MHAYKLWHU CHa, KOTOpas 4acto Oio-
kupyeT ux [36]. s 3ToH Lenu UCIOob3yI0TCS MENaTo-
HUH, XJIOpaiaruapar, GenodapOuTa, JMMEIpOIL.

Ilpenapamor 6enzoouasenunogou epynnol. 11ockomb-
Ky niryramareprudeckuit/TAMKeprudeckuii mucbananc
MOXKET OBITh MPUYMHON TpUCTyIOB mipu Al, GeH3oama-
3eMHUHBI MOTYT IPUMEHSTHCA KaK MPH SMUICTITHIECKUX,
Tak U HesnuienTuueckux npucrynax [31]. [Ipumens-
IOTCSl pa3iMYHBIE Mpenaparsl: AWa3ernamM, MHIa30JaMm,
KJIOHa3€emaM M Jopasenam. [IpeBocxoncTBo oqHOTrO THIIa
OeH3onnasenuHa Hajx APYrMMU He M3y4eHo. bykkans-
HBIA MHa3071aM OKa3zaJicsl 3(p(QEeKTUBHBIM Yy BCEX ISITH
MAIEHTOB, Y KOTOPBIX OH MPUMEHAJICS TOT/A, KaK KO-
HazenaMm ObuT 3(h(HEKTHBEH TOJIBKO Y OHOTO U3 TpeX Ma-
1ueHToB [31].

OcHoBHO# 0a3oBoii Tepanueir Al siBnsiercsa Onoka-
TOP KaJbIMEBBIX KaHAIOB (uyHapusuH. OH mokaszaln
HEKOTOPYIO 3(p(hEeKTUBHOCTH B CHH)KEHHHU TSKECTH, UH-
TEHCUBHOCTH W/WIIN MIPOIOIKUTEILHOCTH TTapauTHIe-
CKUX 3M13010B. Ho Mo naHHBIM 3apyOeXHBIX aBTOPOB,
a TaKk)Ke OTE€YECTBEHHBIX MCCIIEZOBATENeH, (pIyHapu3uH
He sBJIseTCs 3P PEKTUBHBIM CPEACTBOM JICUEHHUS BO BCEX
CIIy4asx, ¥ POJIb 3TOTO JIEKAPCTBEHHOTO CPE/ICTBA B M3-
MEHEHUH TeYeHHUs 3a00JIeBaHMs, U OCOOEHHO AMHAMHU-
KW KOTHUTHUBHBIX (YHKIHHA, OCTAETCsI HEOTpEeNeIeHHON
[32]. ©Onynapusun npumensercs B noze 5—20 mr/cyr.
Ilo pnanHbIM MexayHapogHoro peectpa Al, coznas-
Horo doHIOM anbTepHUPYIOIIEH TEMUIIJIETUN Y AeTel
(Alternating Hemiplegia of Childhood Foundation),
n3 80 maumeHToB, MpUHUMABIINX (yHapusuH, y 48
HaAOJIIONANOCH YITyYIIeHHEe 110 ATUTETFHOCTH U TSDKECTH
JUCTOHMM WM TeMuIulerud B mpuctymax. M. Sasaki
u coaBT. [33] cooOmmmm o0 28 SMOHCKUX MaIlEeHTax
¢ AI, xotopple monmy4anu JieueHHE (IyHAPU3HHOM.
18 marnueHToB OTBETHJIM TOJOKUTENBHO, MpHYeM Yy 7
HaOmoaaIo0ck cHkeHne 6onee yeM Ha 50% TpomgomKu-
TETBHOCTH WM TSHKECTH MPUCTYIIOB, y 5 HaOMI0oanoch
CHIDKCHUE YacTOTHl, a y 6 HaOMIOOaoCch YTsSHKEJICHUE
NPUCTYIIOB TOCJIE TIPEKpaIeHus npruemMa (GpryHapu3uHa.
B rpynmne, uyBcTBUTENBbHON K (QiyHApU3KHY, HAOIIOA-
JIOCh IOJITOCPOYHOE YITyHIlIEHHE TICHXHYECKOTO CTaTyca.
B. Neville u coasr. [34] npoananuzuposanu 230 nanu-
eHroB ¢ Al, cpenu Hux 6onee 50% mnaiueHTOB oTpea-
THpPOBaIM Ha (PIyHapU3UH YMEHBLICHHEM MPOIOJIKH-
TETBHOCTH M TSHKECTH MPHUCTYIOB, MPUMEPHO y OTHOM
YETBEPTU CHU3UIIACH UX yacToTa [19].

Kemoecennas ouema. IloMuMo MeTMKaMEHTO3HOU Te-
panuu B edeHun Al mpuMeHsAeTcs KETOreHHasl JUeTa.
B oTaensHBIX COOOMIEHHUSIX OMHCAH €€ MOTeHINATbHBIN
nonoxutensHelil 3¢ dext [35, 36]. Ilpeamonaraercs
BJIMSTHAE KETOT€HHOW AUETHI HAa TPAH3UTOPHBIN THIIOMe-
TabOMU3M ITIOKO3bI Tpu Al' B KauecTBe MOTEHIHANBHO-
ro MexXaHu3Ma IeHCTBHI. YMEHbIIEeHNEe cCUMITOMOB Al
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BO BpEMs CHa MOXKET OBITh CBSI3aHO C HU3KOW MeTabo-
JTMYECKOi MOTPEOHOCTHIO B TIIFOKO3€ BO Bpemsi cHa [31].
JIONOMHUTENBHBIM [IPEUMYIIECTBOM KETOICHHON JIH-
€ThI SIBJISCTCS] €€ M3BECTHBIA MOJOKUTEIBHBIN 3(hdexT
npu pedpakTepHO SIHUIEIICUU, KOTOpas BCTpEYaeTcs
MPUMEPHO y MONOBHHBI nanueHToB ¢ Al [31].

Hepopanvnuas AT®. Anenosun-5’-tpudocdar 00-
JajaeT COCyAOpacIIUpsomKM AercTBrueM. OH MOXeT
MOBBIIIATh MBIIIEUHYO CHIIy U (PU3UYECKYIO0 paboTo-
CIOCOOHOCTH U, KaK MPEATNoarajioch paHee, yayqllaTh
CUMIITOMBI QJIBTEPHUpPYIOLIEH TremuIuieruy. JleueHue
aIeHO3MH-5’-TpudocdaToM KoppeaupyeT C 3aMEeTHBIM
OOJIETYEHUEM YepenyIONIUXCs SIH30/I0B TeMUILIETUU
B JICTCTBE U YIYYLICHUEM IICHXOMOTOPHOTO Pa3BUTHS.
MakcumManpsHas 103a nepopanbHoro Beenenus ATO no-
cturana 25 Mr/kr B cyTku. Tepanus aleHO3HMH-S’-TpH-
(dhocdarom xopormo nepenocurcs [31]. Jlozo3aBucumoe
CHMKCHHE YacTOThI, MPOAOIDKUTEIIBHOCTH U TAXKECTH
SMH30/10B TEMUITIETHH OBLTIO OTMEYECHO B TEUEHHE OJTHO-
ro rofa HaOJIOACHUS, KOTIA aBTOPHl YBEIUYWIN MEpPO-
panbHyto 103y AT® ¢ 2 mr/kr/cyT no 25 mr/kr/cyt [19].
OtnenbHbIE aBTOPHI YIOMHHAIOT M APYyTHE: TOIUpamar
¥ aMaHTaJMH, XOTS OTMe4aeTcs WX KpaifHe Hu3Kas 3¢-
(exTBHOCTE — M. Sweney 1 coaBT. cOOOIIAIOT TOJIBKO
00 omHOM manuenTe u3 16, momydyaBmmx Tornupamar [24],
y KoToporo Habmopaiocs yny4menue. K. Sone u coast.
[36] mpencTaBwiu naHHbBIE O ABYX narueHTax ¢ Al y ko-
TOPBIX HAOMIOAAIOCH CHMKEHUE YaCTOTHl M MPOJOIIKH-
TENbHOCTH MapOKCU3MAIBHBIX 3MHU30/I0B MPHU JIEYEHUH
amantaguHoM [31]. B 3apyOexxHo#l muTeparype Takxke
OIMCAHbl STUHUYHBIC CIyYan MOJOKUTENBHOTO 3 hek-
Ta IIIOKOKOPTUKOMIOB U MeMaHTHHa [19].

3akaouenne. Bo3MOXHOCTh TE€HETHYECKOTO ITOJ-
TBEPXKIEHHS 3a00J€BaHMUs OTKPHIBAET HOBBIC HEPCIICK-
THBBEI M HOBBIE OOJIaCTH HUCCJIEIOBAHUM, B TOM YHCIIE
KIMHUYECKUX U SMHIEMHOIIOTHYECKUX, a, BO3MOXKHO,
U TepaneBTuueckux. Ha ceromHsmHuil AeHp npeacras-
JsIeTCs. BOSMOXHBIM IMIPOTHO3 3a00J€BaHUsI HA OCHOBE
TeHEeTUYEeCKUX JaHHBIX. OnUpasch Ha UMEIOIIHECs JaH-
HBIE, MOXKHO OINpPENEeINTh HANpPAaBICHUS IalbHEHIINX
uccienoBanuii: 1) reHeTnyeckoe; 2) OUCK MaToTeHETH-
YEeCKOM Tepanuu.

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

duHaHcupoBaHMe. VccnenoBanne He UMENO CIOH-
COPCKOM HOAJEPIKKH.
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KAYECTBO )KHU3HHU BOJbHBIX PACCESIHHBIM CKJEPO30M
MOCJIE BBICOKOA0O3HOM UMMYHOCYIIPECCUBHOM TEPAIITUU
C AYTOJIOTUYHOM TPAHCIVIAHTAIIME TEMOIODTUYECKHUX
CTBOJIOBBIX KJIETOK

A.JO. HHonywun', E.H. Jlonamuna’, A.A. Ioinuenxo’, FO.P. 3ananoé’, A.b. Ckxubal, A.B. Illezyposa’, H.A. Tomonan’,
AJL. Kynazun'!, TH. Honosd?, T.I1. Hukumuna?, H.M. Ilopgupvesa’, A.A. Ckopomeu’

Tlepseiii Cankr-IleTepOyprekuii rocynapCTBeHHbIH MEIUIIMHCKUN YHUBEpCUTET nMeHu akaaemuka W.I1. [TaBnosa, CaHKT-
ITerepOypr, Poccus

2KiHHKa BBICOKMX METUIIMHCKUX TexHomorui M. H.W. TTuporosa CII6I'Y, Caukr-IletepOypr, Poccus
SMesKHAIMOHAIBHBIN IIEHTP MCCIIEI0BaHus KadyecTa xu3uu, CankT-IlerepOypr, Poccust

Beenenue. Paccesinnviil cknepos (PC) — xponuueckoe aymoummyntoe u Hetlpooecenepamuenoe 3a001esanue yeH-
mpanvHoti nepsrotl cucmemst (LIHC). Bvicoko00o3Has UMMYHOCYNpecCUSHAs Mepanusl ¢ aymono2udHol mpancnian-
mayueu cemonosmuyeckux cmeonosvix kiemox (BUCT-ATI'CK) — naubonee spgpexmusnwiti memoo neuenusi PC,
OKA3bIBAIOWUTI NOTOJICUMENLHOE GIUAHUE HA KAYECBO JICUSHU NAYUEHMOG U MOPMOICEHUE NPOSPECCUPOSAHUS UHEA-
auouzayuu.

Lesb ucce10BaAHUS — NPOAHANUZUPOBAMb OUHAMUKY Kauecmsa dHcusnu y nayuenmos ¢ PC, yuacmeosasuiux 6 npo-
epamme knunuyeckou anpobayuu BUCT-ATI'CK 6 epynnax ¢ pasnou KIuHu4eckou 3 hexmusHoCmbio Memood.
Marepuaj u MeToabl. B 00HOyenmposoe HabmodamenvHoe ucciedosanue gxkuodenvt nayuenmel ¢ PC (n = 21,
cpeonutl eozpacm 35,5 £ 6,2 (28—50) 2o00a; myscuunvt/scenwunvt — 11/10; pemummupyiowuii PC (PPC) n = 16,
smopuuno-npocpeccupyiowuii (BIIPC) n = 4, nepsuuno-npozpeccupyrowuii (III1IPC) n = 1), xomopwvim npogoou-
au BUCT-ATI'CK 6 coomsemcmesuu ¢ npomoKkonom KIUHU4ecKol anpooayuu (pexcum KoHOUYUOHUPOBAHUSA YUKIO-
Gocpamuo-pumykcumab). Oyenxy kawecmea sncusnu (SF-36, FAMS, CSP-MS42, HADS) u cmenenu uneéanuouzayuu
Yy 8cex nayuenmos npogoounu 00 u yepes 12 mec. nocie BUCT-ATI CK.

Pe3yabrarbl. Yepesz 12 mec. nocne BUCT-ATI CK 6onee uem y 50% nayuenmoe nadniooanu KiuHu4ecKy sHauumoe
VIAVUUEHUe KaYecmea JHCUZHU N0 WKATAM HCUSHECHOCOOHOCMU U COYUANbHO20 (YHKYUOHUPOSaHus onpocHuka SF-
36, a maxkoice no wxanam oougeco OAA2ONONYUUsL U OONOTHUMENbHBIX NPobem onpochuka FAMS. V 57% nayuenmos
umenocs 3nauumoe ynyuuienue no oowemy doanny FAMS. Ilo oannvim onpocnuxa CSP-MS42 eviagneno ymenvuienue
cnabocmu (p < 0,05), uyscmea nocmosiHHOU ycmanocmu u 6biCmpot ymomiseMocmu npu Haepyskax. Ilocne mpamc-
nAGHMAayUY YCMaHo8uIu HesHayumenvhoe ymenvuenue mpesozu (p = 0,91) u 3nauumoe ymenvuieHue oenpeccuu
(p =0,011).

Saxumouenue. [Ipu ananuze 6 epynnax nayuenmos ¢ paznou kiunuyeckou sgppexmusnocmoio BUCT-ATI'CK ycma-
HOBIEHA 0CUOaeMAsl OUHAMUKA: Y NAYUEHINOB C KIUHUYECKUM YIyYuleHUeM UMEL0 MECIO YIyyueHue Kauecmea iHcus3-
HU N0 DOTLUUNHCINGY NOKA3amenel, y NayueHmos co cmaobunuzayueti OOTbUUHCNEO NOKA3amenell Kaiecmed JHCUustu
ovLau cxoonvimu 00 u nocie BUCT-ATI'CK; npu kaunuyeckom yxyouenuu nocie BUCT-ATI' CK nokazamenu xave-
CMBA HCUZHU YXYOUIATUC. DMU OAHHbIE YKA3bIBAIOM HA Yeneco0OpasHoChs OdibHeluel ONMUMU3ayuy Kpumepues
ombopa nayuenmos u pasnuunsix smanog npoyedypel BUCT-ATI'CK c yenvio nonyueHus onmMumanbHbIxX KIUHUYECKUX
Pe3yIbmamos u, COOMeemCcmeeHHo, YIyYueHUs. Kauecmed HCUsHy NayueHmos.

KnoueBrie cmoBa: BBICOKOZIO3HAd UMMYHOCYTIPECCUBHAs TEpaNus, paCCSSIHHBII\/'I CKJIEPO3, TEMOIIOITUYECKUE
CTBOJIOBBIC KJICTKH, TPAHCIUIAHTallHUsA, KaY€CTBO XHU3HU, anp06auml
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"Pavlov University, Saint Petersburg, Russia
2Saint Petersburg State University Hospital, Saint Petersburg, Russia
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Abstract

Introduction. Multiple sclerosis (MS) is a chronic autoimmune and neurodegenerative disease of the central ner-
vous system (CNS). High-dose immunosuppressive therapy with autologous hematopoietic stem cell transplantation
(HDIT-AHSCT) is the most effective method of treating MS, which has a positive effect on the quality of life of patients
and inhibition of the progression of disability.

The aim of the study was to analyze the dynamics of quality of life in patients with MS who underwent the HDIT-
AHSCT method in groups with different clinical efficacy of this method.

Material and methods. The single-center observational study included patients with MS (n = 21, mean age 35.5+6.2
(28-50) years, men/women — 11/10; remitting MS (RMS) n = 16, secondary-progressive (SPMS) n = 4, primary-
progressive (PPMS) n = 1), after HDIT-AHSCT (cyclophosphamide-rituximab conditioning regimen). Assessment of
the quality of life (SF-36, FAMS, CSP-MS42, HADS) and the degree of disability in all patients was carried out before
and 12 months after HDIT-AHSCT.

Results. /2 months after HDIT-AHSCT, more than 50% of patients showed significant improvement in quality of
life according to the scales of viability and social functioning of the SF-36 questionnaire, as well as according to the
scales of general well-being and additional problems of the FAMS questionnaire. 57% of patients had a significant im-
provement in the overall FAMS score. According to the CSP-MS42 questionnaire, a decrease in weakness (p < 0.05),

feelings of constant fatigue and rapid fatigue during exercise was revealed. After transplantation, there was a slight

decrease in anxiety (p = 0.91) and a significant decrease in depression (p = 0.011).

Conclusion. The expected dynamics was established: in patients with clinical improvement, there was an improve-
ment in the quality of life for most indicators; in patients with stabilization, most quality of life indicators were similar
before and after HDIT-AHSCT; with clinical deterioration after HDIT-AHSCT, quality of life parameters worsened.
These data indicate the expediency of further optimization of patient selection criteria and various stages of the
HDIT-AHSCT in order to obtain optimal clinical results and, accordingly, improve the quality of life of patients.

Keywords: high-dose immunosuppressive therapy, multiple sclerosis, hematopoietic stem cells, transplantation,
quality of life, clinical approbation
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Cokpawenusa: BUCT-ATTCK — BwIcOKO03HAS
HMMYHOCYTIPECHBHAS TE€PAIUs C ayTOJIOTHYHON TpaHC-
IUIAaHTAIUEH TEeMOTIOATHYECKMX CTBOJIOBBIX KIIETOK;
BIIPC — BTOpHYHO-IIPOrpECCUPYIOIIMNA  paccesH-
Held ckiepo3; IIIIPC — mnepBuuHO-IIporpeccupyro-
Ui paccedHHBIM ckiepo3; PPC — pemuTttupyromuit
paccesHHBIN Cckiepo3; PC — paccesHHBIN CKIEpO3;
POD® — poneBoe Qusmdeckoe (GyHKIMOHHPOBAHUE;
PO® — poneBoe 3MOIMOHAIBHOE PYHKITHOHUPOBAHUE;
Cb — cewmeitHoe/conmanpHOoe Onaromonyune; OO —
¢usnueckoe pynknuonupoanue; [[HC — nentpais-
Has HepBHast cuctema; LIOIl — uudpossie oueHoU-
HBle IIKanbl; Db — sMolMoHaNbHOE Onaromnony4ue;
CSP-MS42 — onpocHuK OneHKH cuMnTomoB npu PC
(Comprehensive Symptom Profile-MS42); EDSS —
mkana uHBaymumuianuu (Expanded Disability Status
Scale); ES — Benmuuna s dexra (effect size); FAMS —
CHCLUAIBHBIA OINPOCHUK OLEHKH KauecTBa >KU3HHU
npu PC (Functional Assessment of Multiple Sclerosis);
HADS — rocnutanbHas Hikaja TPEBOTM M JEIpec-
cun (Hospital Anxiety and Depression Scale); HDIT-
AHSCT — high-dose immunosuppressive therapy with
autologous hematopoietic stem cell transplantation;
SF-36 — o0mwmii onpocHUK KadecTsa xu3HU (the Short
Form-36); SNRS — HeBposoruueckas panropas Imkaia
Uncturyra Cxpunmc (SNRS neurologic rating scale).

Beenenne. Paccesnnsiii cknepo3 (PC) — xponuue-
CKO€ ayTOMMMYHHOE W HeWpoaereHepaTuBHOE 3aboe-
BaHUE LICHTPaJIbHON HEpBHOUM cucteMbl. Hapsaay ¢ mo-
CTHXKCHHEM CTaTyca OTCYTCTBHS aKTHBHOCTH OOJIC3HH,
BOCCTAHOBJICHUE U NOAJEPKAHUE KadeCTBA KHU3HU SB-
JsieTCsl IPUOPUTETHOH 11enbio eueHns PC. Beicokomos-
Hasi MMMYHOCYIPECCHUBHAs TEpamus C ayTOJIOTHYHON
TPaAHCIIJIAHTALIMEH TEeMOIMO3TUYECKUX CTBOJOBBIX KIe-
tok (BUCT-ATT'CK) ucnonesyercs ans nedenuss PC
6onee aByx aecstmietnii [1]. K HacTosmemy BpemeHU
HAKOIUIEH 3HAYUTEIbHBIH MEXAYHApOAHBIA M OTede-
CTBEHHBIN OIBIT MPUMEHEHHSI MeToAa [2], ykas3siBaro-
LMK Ha €ro BBICOKYIO 3(p(heKTUBHOCTH U BO3MOXKHOCTh
MTOJIOKUTEITFHOTO BIMSHUS Ha KAY€CTBO JKU3HU MaIFeH-
TOB [3-5].

B 2018-2022 rr. B Poccuiickoit denepamnum Ha OcC-
HOBaHMHU NporpaMMsl «OKa3aHue CleNUaIu3UpOBaHHON
MEIMIHCKON ITOMOIIY B paMKax KIIMHHYECKOH arnpoba-
UM OONBHBIM PACCESIHHBIM CKIIEPO30M IMYTEM IpUMe-
HEHHs BBICOKOAO3HOW MMMYHOCYIIPECCUBHOM Tepanuu
C TpaHCIUIAaHTAlMEW ayTOJIOTMYHBIX T'€MOMOATHUYECKHUX
CTBOJIOBBIX KJIETOK» [6, 7] B TpeX TpaHCIUIAaHTAI[HOHHBIX
ueHtpax P® npoBonuiiocs uccnenopanue 3¢GeKTUBHO-
cti u 6ezonacaoctd BUCT-ATT'CK mpu PC. [lannsie
0 KIIMHAYeCKOW 3P PEeKTUBHOCTH U OE30IaCHOCTH METO-
na BUCT-ATI'CK y maninenToB ¢ PC, KoTOpbIe y4acTBO-
BaJIM B IPOTpaMMe KIMHUYECKOH anpodanuu B paMKax
OJHOLIEHTPOBOTO  HAOJIONATENFHOTO  MCCIIEIOBaHUS,
rpoBoxumoro ®I'BOY BO «IICII6I'MY um. W.I1. [1aB-
nmoBa» Munsnpasa Poccun, onmyOnnkoBaHs! panee [8].

Hapsny c ouenkoil kiamHuueckod 3¢h¢deKTHBHO-
ctu BUCT-ATI'CK, BakHBIM SIBIISICTCS OIpeneIcHUe
HCXOJIOB, COOOIaeMbIX MalueHTaMu (aHri. patient-
reported outcomes). B cBsi3u ¢ Tem, 9TO 3a00JeBaHNE
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COIIPOBOXKIIACTCSL HE TOJIBKO HAPYUICHUSIMU (PU3UIECKO-
1o ()YHKIIMOHHPOBAHHUS, HO U OTKJIOHEHUSIMH B IICHXH-
YECKOW, CONMambHON cdepax, MpemcTaBIseTCs Iele-
c000pa3HbIM HCIIOJIB30BaTh apPCEHAN ONMPOCHUKOB IS
OIIEHKH Pa3HBIX ACTIEKTOB KaYeCTBA KU3HH MMaLlEHTOB.

Lenv pabomvl — aHaNN3 TUHAMUKY Ka4eCTBa )KU3HU
(KX) y marmmentoB ¢ PC, ygacTBOBaBIIMX B MpOrpam-
Me KimHuueckod ampobauum meroga BUCT-ATTCK
B TpyINax C pa3HOW KIMHUYECKOH 3((HEeKTHBHOCTHIO
BUCT-ATT'CK, ¢ ucnoib30BaHHEM CTaHAAPTU30BaH-
HBIX HHCTPYMEHTOB OIIEHKH Ka4ecTBa KU3HU

Marepuaa u meroabl. B omHoueHTpoBOEe HaOIIO-
JaTeTbHOE HCCIIeIOBaHNEe BKJIIOYEHBI manueHTsl ¢ PC,
kotopeiM npoBoaunu BUCT-ATI'CK B ®T'BOY BO
«IICITIOI'MY um. W.II. ITaBnoBa» MwunzapaBa Poccun
B COOTBETCTBUM C MPOTOKOJIOM KIMHHYECKOM ampo-
Oammu. VccnemoBaHWe TPOBENEHO B COOTBETCTBHUHU
¢ XenbcuHKCKOU nekiapanueit [9]. [IpoTokon oOcieno-
BaHUS W JICUCHUS MAIMEHTOB O00PEH DTHUSCKUM KO-
muteroM IICITIOI'MY um. U I1. T1aBioBa, Bce MaliueHTHI
nmoAnucani MHPOPMHPOBAHHOE COINIACHE Ha Yy4acThe
B HccnenoBannu. OnucaHne IPOTOKOIa HUCCIEA0BaHN,
nporenypsl BUCT-ATT'CK u xmuHUYeCKas xapakTepu-
CTHKa BKJIIOYCHHBIX B HCCIJICIOBaHUE MALIMEHTOB OIY-
OnmkoBaHBI paHee [8].

B cooTBeTCTBUM € IPOTOKOJIOM HCCIIEN0OBAaHUS OLIEH-
Ky KadecTBa JKM3HHM y BCEX MAI[EHTOB MPOBOAMIN
1o u yepe3 12 mec. mocne BUCT-ATI'CK. IlanuenTst
3aIONTHSINA CIIeNYIOIIE OMPOCHUKH — OOMIHMI Ompoc-
HUK KauecTBa xu3HH (anri. the Short Form-36 (SF-
36)), crienuanbHBI OMPOCHUK OICHKH KadecTBa JKU3-
Hu npu PC (anmn. Functional Assessment of Multiple
Sclerosis (FAMS)), ONpPOCHUK OIICHKH CHMIITOMOB
npu PC (arm. Comprehensive Symptom Profile (CSP-
MS42)) u rocrnuTanbHYIO IIKady TPEBOTH/IETPEeCcCHU
(anrn. Hospital Anxiety and Depression Scale (HADS)).
Onpocuuk SF-36 sBisieTcs MIMPOKO pacrpoCTpaHEH-
HBIM OOIIMM ONPOCHUKOM OLICHKH KaueCTBa >KU3HHU KaK
Y 30POBBIX JIFO/IEH, TaK U Y MAIIUEHTOB C XPOHUYECKHU-
MU 3a00JICBaHUSIMH, OH IIUPOKO HCIIOIB3YETCS B MEXK Y-
HApPOJIHBIX KIMHUYECKHX HCCIIEJOBAaHHUSAX Y MAIlHEHTOB
¢ PC[10]. Onpocuuk cocrout us 36 BONpocoB, KOTOpbIE
(hOpMHPYIOT BOCEMb KA (GU3HIECKOTO (DYyHKITMOHH-
poBanus (PD), poneBoro ¢uznvyeckoro (QyHKIHOHH-
poBanust (POD), 6omu (b), obmero 3moposbs (O3),
)kusHecrocobHoctu (XK), poeBoro »MOIMOHATHHOTO
¢yakunonnpoBannsg (PO®) u ncuxudeckoro 370pOBbS
(I13). lanHbBIC ONPOCHMKA B PE3ybTaTe MIKAJTUPOBAHUS
BbIpaxaroT B 6ayax ot 0 mo 100 mo kaxmoit u3 BOCh-
MU mkaji. YeM Beime 6a rmo mkaie onpocHuka SF-36,
TeM JIy4Ille TToKa3aTeNb KadecTBa ku3Hu [11]. 3mene-
HUSl TIOKa3aTeJiel 0 1IKajlaM ONPOCHUKa Ha 6 u Oonee
0aJIJIOB CYMTAIOTCS KIMHIUYECKH 3HAYUMBIM Y OOJBHBIX
PC[12].

CrenmanbHbBI ONMPOCHUK OIEHKM KauecTBa IKH3-
Hu npu PC (anmn. Functional Assessment of Multiple
Sclerosis (FAMS)) ucrnons3yeTcsi B COBPEMEHHBIX MEK-
JQYHApOJHBIX KIMHUYECKUX HCCIEIOBAHUSIX y HalueH-
ToB ¢ PC. IHCTpyMEHT BKITIOYaeT CIEIyIOIINe Kb
MOJIBMYKHOCTH (7 BOIIPOCOB), CUMITOMBI (7 BOIPOCOB),
AMOIMOHATRHOE Omaromonydue (7 BOMPOCOB), oOIee
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Onarononyure (7 BOIPOCOB), MBIIUICHUE U yTOMJIsie-
MOCTh (9 BOMpPOCOB), ceMelHOe/ColuaNibHOe OIIaromno-
myaue (7 BOIpocoB) U 14 MyHKTOB — IOTIOTHUTEIHHBIC
MpoONeMbl  (BKIIFOYAET BOIIPOCHI, XapaKTEPU3YIOIINeE
cneruduunbie a1 PC npob6iemMbl, HO HE BKIIIOYCHHBIC
B Apyrue mkanbl). JlaHHBIE ONMPOCHHWKA TOCIE IMpOoIie-
Iypbl IIKAIAPOBAHUS MPEACTABISIOT B Oamiax — 4eM
BBIIIIE OayuI, TeM JIydIle KaueCTBO JKU3HH. Tarxke mpes-
nojaraercsi pacueT oomero 0ajuia mo onpocHUKy. MH-
CTPYMEHT TOKa3all XOPOIIHe TICHXOMETPUIECKUE CBOH-
CTBa U OPUCHTUPOBAH Ha CIEIUPHUYECKUE MPOOIEMEI
nanuenTos ¢ PC. [1o gaHHBIM nuTepaTypsl, H3MEHEHUS
MoKasareseil o OMPOCHUKY Ha 3 U OoJiee OaIoB SIBIIS-
FOTCSl KIIMHUYECKH 3HaYuMbIMU [13].

OnpocHuK MOJHO()OPMATHON OILIEHKA CHMIITOMOB
npu PC (aarm. Comprehensive Symptom Profile-MS42
(CSP-MS42)) sBisieTcsi OMHUM U3 CEPUU CICITHATBHBIX
OTIPOCHHKOB TSI OIIGHKH CHMITTOMOB, Pa3pa0OTaHHBIX
B paMKax COBMECTHOIO POCCHHCKO-aMEepHUKaHCKOTO
nmpoekta MeXHAIMOHATBHOTO IIEHTPa HCCIEIOBaHUS
kadgecTBa xxu3HM (Poccust) u LlenTpa nzydeHus kadecTna
XU3HU U 310poBbs Heto-Jlxepcu (CLUA). MHCTpYMEHT
BKJIIO4aeT 42 KIacCHYecKHe IU(POBBIE OLEHOYHBIE
mkansl (LIOL) ot 0 mo 10 (tme 0 cooTBeTCTBYET MOHS-
THIO «HET CUMIOTOMAa», 10 — «CHMIITOM HACTOJILKO BEI-
pakeH, HACKOJIBKO MOYKHO ce0e MPEeICTaBUThY) B TI03BO-
JISIeT OLEHUTH CIIEKTP U BBIPAXKEHHOCTH 42 aKTyallbHBIX
st PC cumnromoB. Ilpu aHanu3e BBIpaXKEHHOCTU CUM-
MITOMOB UCTIONB3YIOTCS KJIIACCHUECKHE TpaJlalliil CTere-
HU TSHKECTH, OCHOBaHHBIC HA HHTEHCUBHOCTH CUMITTOMA
o L{OI: 1-3 Ganya — He3HaYUTEIbHASI BRIPAXKEHHOCTh
cumnToma; 4—6 0aioB — yMepeHHasi BEIPaKCHHOCTH;
7—10 6am10B — 3HAYUTEIHHO BBIPAKEHHBIH CHMIITOM.
CuMITOMBI C BBIPaXXEHHOCTBIO 4 Oana u 6onee mpuHs-
TO BBIIETISITH B KATETOPHIO «CYIIECTBEHHO BBIpaKEHHBIE
CUMITOMBI, KOTOPBIE MOTYT OKa3bIBaTh 3HAYMMOE BIIH-
sTHAE Ha KayeCTBO JKM3HHU IMalMeHTa U TpeOyloT BHUMa-
HUS CO CTOPOHBI Bpava JJIsl HX KOPPEKIIMH U COTIPOBO/IH-
TEeMLHOU Tepanuuy [14].

s ompeneneHust YPOBHS TPEBOTH/IEMPECCUN HC-
MOJTF30BAJIM TOCIUTANIBHYIO IIKAJy TPEBOTH M JeTpec-
cun (anrmn. Hospital Anxiety and Depression Scale
(HADS)). IlIxana comepxuT 14 TyHKTOB; KaKIOMY
YTBEPKACHUIO COOTBETCTBYIOT 4 BapHaHTa OTBETa, OT-
pakaroniue rpajganuy BBIPAXKEHHOCTH NMPU3HAKA U KO-
JTUPYIOIIUECS 10 HApaCTaHWIO TSDKECTH CHUMITOMA OT
0 (orcyrctBme) A0 3 (MakcMManbHas BBIPAKEHHOCTH)
6amtoB [15]. Ilpu uHTEpHpeTanuu pe3yabTaToB ydH-
ThIBa€TCA CyMMAapHBII MOKa3aTelb MO KaXa0i U3 IBYX
cyOIIKal, Mpu 3TOM BBIJENAIOTCS 3 00JacTH ero 3Ha-
genuit: 0—7 O6ayioB — HOpMa (OTCYTCTBHE JTOCTOBEP-
HO BBIPQXEHHBIX CHMIITOMOB TPEBOTH H JICTIPECCHH),
8-10 — morpaHNYHBI ypOBEHb TPEBOTU/ICIIPECCUH,
11 GaysI0B M BBILIE — MOBBIILICHHBIH YPOBEHb TPEBOTH/
JIETIPECCUH.

s oueHku knuHu4Yeckoi s dexrnBHoctn BUCT-
ATI'CK uepe3 12 mec. nocne ATT'CK onmpanuce Ha Be-
JWYUHY U3MEHEHUs Mo miKaine uHBanuauzauuu EDSS,
WCIIOJIB3yEMOM B KaU€CTBE CTAHJAPTHON OLIEHKH B MEX-
IOYHApOAHBIX KIMHUYECKHX HCCIENOBAHUIX Tepanuu
PC u B moBcemHEeBHON KIWHWYECKOW NpakThke [16,
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17]. Mpn ysenmmuenun EDSS na 1,0 u Gonee Gaiios
IIPU UCXOAHOM ypoBHE 5,0 OayioB win MeHee, a TaKkKe
npu yBenmmdennn EDSS wa 0,5 Oamnma mpu MCXOZHOM
ypoBHe Oosiee 5,0 GamioB KIMHUYECKYIO 3((PEKTHB-
HOCTh OMpENesUIN KaK «KJIMHUYECKOE YXyAIICHHE»,
npu ymensiienun EDSS Gonee wem na 1,0 Gamia pe-
TUCTPUPOBAIH «KIMHAYECKOE YITydIIeHHe», IPU OTCYT-
ctBuM n3MeHeHnii EDSS — «crabunuzanuio».

Cmamucmuueckutl ananu3. JlaHHbBIE ONMUCATETHHON
CTaTUCTUKHU U KOJNWYECTBEHHBIX IEPEMEHHBIX Mpel-
CTaBIEHbl B BUAE CPEOHUX 3HAYCHHH, CTaHJAPTHBIX
OTKJIOHEHHWH M [IEINbT, AJISl KaTeroprajbHbIX HepeMeH-
HBIX — B BHJIE YacTOT M J0Jei. AHaIN3 HOPMaJbHO-
CTH pacHpeAescHHs] OLEHUBAIN C MOMOLIbI0 KPUTEPHS
[Hanmpo—Yunka. CpaBHEHHE KOJIWYECTBEHHBIX IIepe-
MEHHBIX B CBA3aHHBIX I'PYMNIIaX MPOBOAUIM C IIOMOLIBIO
napHoro t-kpurepust CTbIOZICHTA WK €T0 HeTllapaMeTpH-
YECKOr0 aHajora — KpHUTepusi BUikokcoHa; B HecBd-
3aHHBIX TPyHIax — C MOMOIIbI0 t-KpuTepusi CTbIOACH-
Ta WIKM HEeMlapaMeTpUUeCcKoro Kputepuss ManHa—YUTHU.
Bce Tecthl AByCTOpOHHHE, pa3ivuusi MEXAYy CPaBHH-
Ba€MBIMH TpYIIaMHU MPHU3HAIOTCS CTaTHCTUYECKH 3HA-
YUMBIMU TIpH ypoBHE p < 0,05. 514 u3ydeHns creneHu
HM3MEHEHUI MoKa3arered BO BPEMEHHU 10 ONPOCHUKAM
ompenensuii BenuuuHy 3ddekra (ES) Ha ocHoBaHWMU
thopmyner: Mean2-Mean1/SD1, rae Mean2 u Meanl —
CpellHHE 3HAaUYEHUS II0Ka3aTellsd Ha BTOPOi U epBOi TOY-
Kax COOTBETCTBEHHO, SD1 — cTaHgapTHOE OTKIOHEHUE
mokasareJjis Ha rmepBoi Touke. Bennuuny addexra pac-
cMmarpuBanu kak Hebonemyto npu ES = 0,2-0,5, cpen-
atoro mipu ES = 0,5-0,8 u 6onpmryro mpu ES > 0,8 [18].
AHanu3 NpoBOAMIM B cTaTHCcTHYeckoM makere SPSS
23.0.

Pesyabrartsl. B nccnenosanue BimrodeH 21 nanueHT
¢ noctoBepHbIM uarnozom PC[19]. Bozpact narueHTos
Ha MoMmeHT nposenenus BUCT-ATTCK — 28-50 ner
(cpemuuit Bo3pact — 35,5 + 6,2 rona). Pactipenenenue
MaIMEeHTOB CcOrNlacHO BapuaHTy Tedenusi PC ObL1o cie-
nyromum: pemuttapyomuii PC (PPC) — 16 manneHTOB,
BTOpuuHO-niporpeccupyoumii (BIIPC) — 4 manuenra,
nepsuyHO-niporpeccupyromuii (IIIMPC) — 1 manuenT.
CoorHomeHne MyxxunHbl/ keHIHEEl — 11/10. TTogpo6-
Has KIMHWYECKas XapaKTEepHUCTHKAa BKIIOYEHHBIX B HC-
CJIEJIOBaHUE MANMEHTOB OIyOIMKOBaHa paHee [8].

B T1abn. 1 mpexacraBneHsl cpeiHre TMOKa3aTennd Ka-
YyecTBa HU3HU y MaLUEHTOB 10 U 4epe3 12 mec. mocine
BUCT-ATI'CK cormacuo onpocaukam SF-36 u FAMS.

Yepes 12 mec. nocne BUCT-ATI'CK y namueHToB
¢ PC orMeuena TeHaeHIMSI K YITYUIICHHIO ITOKa3aTeei
KauecTBa HM3HM MO BCEM ILKalTaM OOIIEro ONpOCHUKA
SF-36, xpome mIKamel OOIIEro 370POBBA. YIydIIIEHHE
MO0 IIKaJle >KU3HECTIOCOOHOCTH OBUIO CTAaTHCTHYECKH
3Ha9uMbIM (p = 0,008). Takxe IMeN0 MECTO yaydIIeHHe
KauecTBa KU3HHU 1O OONBLIMHCTBY IIKaj CIEHUaTbHO-
ro onpocHuka FAMS u no ob0memy 6amny. M3menenue
0 IIKaJIe TOTIOJHUTEIBHBIX MPOOIeM SBISJIOCH CTaTh-
ctudecku 3HaIUMBIM (p = 0,04).

B cBsi3u ¢ HEOONBIIMM KOJIMYECTBOM HAOIIOACHUIA,
OTPAaHWYHMBAIOIIMM  ONTHMAJbHYI0O HHTEPIPETAIHIO
pe3yabTaToB CTAaTHCTUYECKOTO aHajdu3a IpU  OIEH-
K€ B HWCCIIEAyeMOW TpyIIle, HAMH BBITIOJHEH aHAJIN3
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Tabnuma 1

CpeHue nokasarejiu Ka4ecTBa Ku3HH y 00abHbIX PC 10 1 yepe3s 12
mec. nociie BUCT-ATI'CK cornacno onpocankam SF-36 u FAMS

RESEARCHES AND CLINICAL REPORTS

Table 1

Average quality of life parameters in MS patients before and 12
months after HDIT-AHSCT according to the SF-36 and FAMS

Uepes 12 mec, questionnaires
Jlo BUCT- -
ATICK nocae BUCT- Before 12 mth Difference
Onpocuuku | Ikanst ATT'CK P HDIT- after HDIT- | significance,
Cpen.3uau. | Cpen. 3uau. Question- | o AHSCT AHSCT p (Mann—

(cTaHA. OTKIL) | (CTAHA. OTKIL.) naires Mean and | Mean and | Whitney U

SF-36 DD 53,2 (30,3) 58,8 (34,7) | 0,242 standard standard test)
POD 330(39,6) | 41,7(40,6) | 0,135 deviation | deviation | p<0.05
B 76,1 (27.7) 840 (21,1) | 0,142 SF-36 PF 53.2(30.3) | 58.8(34.7) 0.242
03 533 (24.1) 504 (235) | 0,856 RPF 33.0 (39.6) | 41.7 (40.6) 0.135
K 41,1 (20,9) 52,9 (21,7) 0,008 P 76.1 (27.7) 84.0 (21.1) 0.142
Co 59,1 (27,3) 74,4 (30,0) | 0,075 GH 533(24.1) | 50.4(23.5) 0.856
PO 47,0 (43,2) 55,6 (37,0) | 0,196 Vv 41.1(20.9) | 52.9(21.7) 0.008
113 63,8 (21,1) 66,7(20,3) | 0,474 SF 59.1(27.3) | 74.4(30.0) 0.075
REF 47.0 (43.2) | 55.6(37.0) 0.196
FAMS I 13,8 (7,0) 15,9 (8,8) 0,102 MH 63.8 (21.1) | 66.7(20.3) 0.474
C 21,0 (4,8) 22,5 (4,7) 0,111

9b 20,0 (6,6) 19,9 8,1 0,732 FAMS M 13.8(7.0) 15.9 (8.8) 0.102
Ob 14,9 (6,7) 183 (7D 0,07 S 21.0 (4.8) 225 (4.7) 0.111
MuY 21,5 (10,6) 234(83) | 0494 EW 20.0 (6.6) 19.9 (8.1) 0.732
Cb 20,1 54) 21,6(5,0) | 0,383 GB 149(6.7) | 183(7.1) 0.07
Al 34,5 (1.3) 38509.6) | 0,04 TF 215(10.6) | 23.4(8.3) 0.494
Ogamng“ 11,2@27.3) | 121,6(34,5) | 0,154 SW 201(54) | 21.6(5.0) 0383
Hpumeuvanue: mxansl SF-36: ¢puznueckoe ¢ynknuonuposanue (PdD), AP 34.5(7.3) 38.5 0.6) 0.04
poneoe pusnueckoe Gynkumonuposanue (POD), 6o (B), obmee 310poBbe Total score | 111.2(27.3) | 121.6 34.5) 0.154

(03), xwu3HecnocobHocTh (XK), conmansroe ¢ynkmonuposanue (CD), po-
JIEBO€ IMOLHOHANBHOE (yHKIMOHHpoBaHue (PO®), ncuxuueckoe 310poBbe
(I13); wikansr onpocHrka FAMS: IT — noasumxHOCTh, C — cUMITTOMBI, b —
IMonMoHaIbHOE Onaronony4ne, Ob — obmmee 6iaronomyarne, MUY — MbI-
nenue u yromssieMocts, Cb — cemelinoe/conuansHoe 6inarononyuaue, 11—
JIOTIOJTHUTEIBHBIE TPOOIEMBL.

KIIMHUYCECKU 3HAYUMBIX HWHIAWBUAYAJIbHBIX U3MEHEHUN
roKa3areneil kadecTsa xu3HU 00nbHEIX PC 1o mkamam
onpocuuka SF-36 (Ha 6 GaioB u OoJee) U Mo IIKajam
onpocanka FAMS (na 3 6amma u 6omee) uepe3 12 mec.

a
100%
80
14 13
60%
a0%
20% 2 8
0%
»b P 6 03 " o PI® n3

m Her ynyamenns/No improvement

ES

m Ects ymyumenne/ Tmprovement

Note: SF-36 scales: physical functioning (PF), role-based physical
functioning (RPF), pain (P), general health (GH), vitality (V), social
functioning (SF), role-based emotional functioning (REF), mental health
(MH); FAMS questionnaire scales: mobility (M), symptoms (S), emotional
well-being (EW), general well-being (GB), thinking and fatigue (TF), family/
social well-being (SW), additional problems (AP).

nocie BUCT-ATI'CK B cpaBHEHUU C UCXOIHBIMU 3Ha-
YeHUsIMU. PacrpenienieHre ManueHToB COTIACHO HAalU-
YHUIO 3HAYUMOTO YITyYIIEeHHs KadeCTBa KU3HU depe3 To]
nocie BUCT-ATI'CK mo mikamam onpocHukoB SF-36

6

100%

80% 10
60%
40%

20% :£]
0%

n C 3b Ob an

Odmpmit

Muy b
GanyTotal
m Ectb iy W

m Her yay No gy ment

Puc. 1. PacnpeneneHue NalMeHTOB CONIACHO HAJIMYMs 3HAYMMOIO YIIy4llIEHUs KadecTBa >ku3HM uepe3 roj nocie BUCT-ATI'CK
110 1Kanam ornpocHukoB SF-36 (a) u FAMS (6)

Ilpumeuanue: mxansl SF-36: ¢usnueckoe Qynkiponuposanue (Pd), poneoe dusnueckoe ¢pyHkunonuposanue (POD), 6omns (b),
o6mee 3n0poBbe (03), xusHecnocooHocth (K), conuansaoe dynkuonnpopanue (CP), poreBoe SMOIHOHATEHOE (DYHKIIMOHHPOBA-
nue (PO®), ncuxuueckoe 3m0poBbe (I13); mkansl onpocanka FAMS: IT — nonsuxHOCTh, C — cumnToMbl, b — 3MoIHoHaIBEHOE
onarononyune, Ob — oOmiee Onarononyune, MuyY — wmbliuieHne 1 yromisiemoctb, Cb — cemeiiHoe/connanbpHoe Onaromnonyyue,
JI1 — nomonHUTENbHBIE TIPOOIEMBI

Fig. 1. Distribution of patients according to the presence of a significant improvement in the quality of life one year after HDIT-AHSCT
according SF-36 (a) and FAMS (b) questionnaires

Note: SF-36 scales: physical functioning (®®d), role-based physical functioning (P®®d), pain (b), general health (03), vitality (K),
social functioning (C®), role-based emotional functioning (PO®), mental health (I13); FAMS questionnaire scales: mobility (IT),
symptoms (C), emotional well-being (3b), general well-being (OB), thinking and fatigue (MuY), family/social well-being (CB),
additional problems (JIT)
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Tabnuima 2

IToka3aTesn BbIPA’KEHHOCTH OCHOBHBIX CHMIITOMOB Y 00bHBIX PC 110 1 uepe3 12 mec. nociie BACT-ATT'CK cornacno CSP-MS42

o BUCT-ATI'CK Yepe3s 12 mec. nociie BUCT-ATI'CK
OCHOBHBbIE CHMIITOMBI D
Cpennee Cr. oK. Cpennee CT. OTKJI.
TskecTh B HOrax 5,82 3,45 5,10 3,74 0,407
Hapyuienust koopauHaIMK ABUKEHHI TIPH XOABOE 5,55 3,94 5,00 3,48 0,775
[IIaTKOCTh TOXOIKH 5,82 3,97 5,05 3,51 0,483
YyBCTBO HEYBEPEHHOCTH IIPH XOAB0E 6,05 3,98 5,05 3,56 0,175
YyarieHHOe MOYEUCITyCKaHHe 423 3,34 3,19 2,87 0,254
[Tnoxast mIepeHOCUMOCTb )KapKO TOTO/IbI 5,27 4,17 481 3,92 0,458
Cmabocth 6,50 3,17 4,48 3,47 0,029
UYyBCTBO HOCTOSIHHOM yCTaJIOCTH 6,27 3,41 3,62 3,29 0,006
BricTpast yToOMIIIEMOCTD IIpU Harpy3kax 6,95 3,40 5,33 3,44 0,044
CHmxeHne paboTocrnocoOHOCTH 6,00 3,65 4,67 3,54 0,198
CHIXEHUE KOHIICHTPALIM BHUMaHUS 423 2,83 2,95 2,54 0,067
TpynHOCTH C 3achlIaHiEM 3,91 3,22 3,33 3,35 0,55
Table 2
Parameters of the severity of the MS patients’ main symptoms before and 12 months after HDIT-AHSCT according to CSP-MS42
Before HDIT-AHSCT 12 mth after HDIT-AHSCT Difference
significance, p
Main symptoms Standard Standard Mann—Whitne
yme Mean deviation Mean deviation ( U test) !
p<0.05
Heaviness in the legs 5.82 3.45 5.10 3.74 0.407
Impaired coordination of movements when walking 5.55 3.94 5.00 3.48 0.775
Abasia 5.82 3.97 5.05 3.51 0.483
Uncertainty when walking 6.05 3.98 5.05 3.56 0.175
Frequent urination 4.23 3.34 3.19 2.87 0.254
Poor tolerance of hot weather 5.27 4.17 4.81 3.92 0.458
Weakness 6.50 3.17 4.48 3.47 0.029
Feeling of constant fatigue 6.27 3.41 3.62 3.29 0.006
Rapid fatigue during physical activity 6.95 3.40 5.33 3.44 0.044
Reduced work ability 6.00 3.65 4.67 3.54 0.198
Decreased concentration of attention 4.23 2.83 2.95 2.54 0.067
Difficulty falling asleep 391 3.22 3.33 3.35 0.55

n FAMS, npezncraBineHO COOTBETCTBEHHO Ha puc. la
u 16.

Kak Bunno u3 puc.1, uepes roxg nocie BUCT-ATT'CK
Oonee yeMm y 50% nanueHTOB HaOMIOOAIN KIMHUYECKH
3HAUUMOE yITy4lIeHHe Ka9ecTBa )KU3HH M0 IIKaJIaM K13~
HECITOCOOHOCTH W COLMAIBHOTO (PYHKIIMOHHPOBAHUS,
oOmiero 6Jarononxydusi U JOMOJIHUTENBHBIX MPOOJIEM.
Taxke y 57% manueHToB UMENIOCh 3HAYMMOE YITydlle-
Hue 1o obmemy 6amry FAMS.

OTaenbHO IPOBEICH aHAJIN3 OCHOBHBIX CHMITOMOB
y 6ombHbIX PC nocne BUCT-ATI'CK. I1o nanabM onpo-
cauka CSP-MS42 0CHOBHBIMH CHMIITOMAaMH, HCIBITHI-
BaeMBIMU JI0 TPAHCILIAHTALIY, ABISUTUCE 12 u3 42 mpen-
CTaBJICHHBIX B OIPOCHUKE, @ UMEHHO: TSDKECTb B HOTaX,
HapyLIeHUs] KOOPAMHALIUK JBIKEHUH MPH X0an0e, mia-
TKOCTb IIOXOJIKH, YyBCTBO HEYBEPEHHOCTH IIPHU XOAbOE,
ydalieHHOe MOYEHCIyCKaHHe, TUI0Xas MEepeHOCHUMOCTb
KaPKOH TIOTOJIBI, CTa00CTh, YyBCTBO TIOCTOSTHHOM ycTa-
JocTH, ObICTpas yTOMISIEMOCTb HPU Harpy3kax, CHH-
JKeHHEe pPabOTOCIIOCOOHOCTH, CHIKEHHE KOHIICHTPAITUH
BHUMaHUS, TPYAHOCTH € 3achinanreM. OHM BCTPEYaInch
y = 75% nanueHToB. J[uHamMuKa cpeTHUX 3HaY€HUH BBI-
paxeHHOCTH AaHHBIX cuMnToMoB nociie BUCT-ATT'CK
MIpecTaBiicHa B TaOM. 2.

30

Uepes 12 mec. mocie BUCT-ATI'CK BeIsiBIEHO
craructuueckn 3Haummoe (p < 0,05) yMeHbIIeHHE
c1a00CTH, YyBCTBa MOCTOSHHOW YyCTaJOCTH U OBI-
CTPOH YTOMIISIEMOCTH TpH Harpy3kax, 9TO MOXKET
3HAYUMO BJIMATH HAa YJIYyUHNICHHUEC Kau€CTBA KU3HU I1a-
nueaToB ¢ PC. Ilo ocTaabHBIM CHMIITOMaM OTMeEYe-
Ha TCHACHIHA K YMCHBIICHHUIO HX BBIPAXXCHHOCTH,
OJHAKO HM3MCHEHUS HE JOCTUTAIIM CTATHCTHYECCKOU
3HAYUMOCTHU.

Ho BUCT-ATT'CK menuana ypoBHs TPEBOTH COCTa-
Buia 5,0 6amnos [3,5; 9,5], Mmenuana ypoBHs genpec-
cun — 5,0 6ammos [3,0; 9,5]; mocite TpaHCIDIaHTAITIH
YCTAaHOBWJIM HE3HAYUTCIIBHOC YMCHBIICHUE TPEBOrU
(memmana 3,0 6amra [2,0; 9,0], p = 0,91) u 3HAUEMOE
yMeHblleHe nenpeccuu (Meauana 3,0 6amna [1,0; 7,0],
p=0,011) [8].

Kpome Toro, HamMu ObLT BBITIOJHEH aHAIU3 MOKa3a-
TeNeld KadecTBa XH3HU M TICHXOJIIOTHYECKUX IMPOoOIeM
B I'pynnax malfu€HTOB, MMCIOIINX U HE UMCIOIIUX CTPEC-
cosble (aktopel PC (mepen BUCT-ATI'CK marueHTHI
MOJIOKUTEJIBHO OTBECTUJIM HAa BOIIPOC O BepOHTHOﬁ CBs3HU
cTpecca ¢ TIOSBICHNEM 3a00JIeBaHus I PEIUANBAMH).
PesynbsraThl CpaBHUTENILHOTO aHAU3a IPEICTABICHBI
B TaOmI. 3.
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Tab6numa 3 Table 3
Iloka3zareqm KayecTBa KU3HH B IPyNnax NANUeHTOB, WMEIOIIHX Quality of life indicators in groups of patients with and without stress
cTpeccoBble GakTopbl, U §€3 TAKOBBIX factors
CrpeccoBbix | Hmennch Without Stress in Difference
¢axkTOpoB He | cTpeccoBbIe stress anamnesis | significance,
Onpocuukn | Hlkabl CpZ:.U;:aq. Cq:)i':;)]l:;‘ P Qﬁ:?:le(;n_ Scales Mean and | Mean and &;S:/t[s:; {]
) ) Stal‘ldﬁfrd stal}da}rd test)
(cranz (crann deviation deviation
OTKJL.) 0TKJ1.) p<0.05
SF-36 DD 48,9 (31,6) 53,8 (30,4) 0,725 SF-36 PF 48.9 (31.6) | 53.8(30.4) 0.725
POO 50,0 (41,5) 22,9 (36,1) 0,122 RPF 50.0 (41.5) | 22.9 (36.1) 0.122
b 87,7 (15,4) 65,4 (31,8) 0,088 P 87.7 (15.4) | 65.4(31.8) 0.088
03 59,3 (25,1) 49,7 (24,4) 0,385 GH 59.3(25.1) | 49.7(244) 0.385
X 53,9 (21,0) 30,4 (15.3) 0,008 \Y 53.9 (21.0) | 30.4(15.3) 0.008
Co 68,1 (22,6) 53,1 (30,7) 0,235 SF 68.1 (22.6) | 53.1(30.7) 0.235
PO® 74,1(40,1) | 30,6(36,1) | 0,018 REF 74.1 (40.1) | 30.6 (36.1) 0.018
113 76,9 (144) | S1,7(18,1) | 0,003 MH 76.9 (14.4) | 51.7(18.1) 0.003
FAMS 11 13,9 (8,7) 13,9 (6,2) 0,993 FAMS M 13.9 (8.7) 13.9 (6.2) 0.993
c 23630 | 19062 | 003 S 2363.0) | 190(52) 0.03
(3)]; ?;’i E:’g if’z S’g; g’gg; EW 23.3(4.2) 16.9 (6.9) 0.023
MuY 27,4 (4,9) 17,9 (11,9) 0,036 %]? ;32 Ejg; 1171 ;)((141'99)) gggﬁ
Cb 24,2 (3,0) 16,5 (4,4) |<0,001* — - :
i 369 (5.5) 32,6 (8.3) 0.196 SwW 242 (3.0) 16.5 (4.4) <0.001
OGumii | 131,921.4) | 953 (21,4) | 0,001 AP 36.9(55) | 32.6(83) 0.136
Gait Total score | 131.9 (21.4) | 953 (21.4) 0.001
HADS Tpesora 3,4 (1,8) 8,7 (5,6) 0,015 HADS Anxiety 3.4(1.8) 8.7(5.6) 0.015
Jenpeccus 3,3(1,8) 8,0 (4,0) 0,004 Depression | 3.3 (1.8) 8.0 (4.0) 0.004

[Tokazarenu no BUCT-ATI'CK mo Tpem mikamam
n3 BochbMH ompocHuka SF-36 — XK, PO® u I3 —
3HAUMMO BBIIIE B TPYIIE MalUEHTOB 0€3 CTPECCOBBIX

30
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B Yxypwenue EDSS

¢akropoB. Takxke B rpymme 0e3 CTpecCOBBIX (PaKTOPOB
1o ne6rora PC mydie mokazarenu mmo mkaiam FAMS —
3HAYUMBIC Pa3lIU4Ms YCTAHOBJICHBI MO BCEM IIIKAJlaM,

oIl o

B Crabunusaums EDSS

n3

Puc. 2. Vzmenenus (1enbThl) MoKa3aresei kauecTsa )u3Hu 1o mkanaMm SF-36 yepe3 12 mec. nocne BUCT-ATI'CK
ITpumeuanue: mkansl SF-36: pusnveckoe pynkiponuposanue (OD), ponesoe puznueckoe pynkunonuponanue (POD), 6omb (B), 00-
mee 310poBbe (03), )xuzHecnocobHocTh (0K), connanbHoe Qynkunonuposanue (CD), poieBoe sMOLMOHANBHOE (PYHKIIMOHUPOBAHHE
(POD), ncuxuueckoe 3mopoBwe (I13)

Fig. 2. Changes (deltas) in quality of life parameters according to the SF-36 12 months after HDIT-AHSCT

Note: SF-36 scales: physical functioning (®®), role-based physical functioning (P®®), pain (b), general health (O3), vitality (0K),
social functioning (C®), role-based emotional functioning (PO®), mental health (T13)

31



POCCUNCKI/A HEBPONIOTYECKII XKYPHAN, Ne 1, 2024
DOI 10.30629/2658-7947-2024-29-1-25-35

WNCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

KpOME MIKaj TOABIKHOCTA M JOTOTHHUTEIBHBIX IPO-
O0nem. B rpymnme manueHToB, Y KOTOPHIX YCTaHOBJIEHEI
crpeccoBbie (hakTopbl g0 aebrora PC, Bblme mokasa-
Tenu TpeBoru (8,7 £ 5,6 mporus 3.4 + 1,8; p = 0,015)
u npenpeccun (8,0 = 4,0 mpotus 3,3 £ 1,8; p = 0,004).
Uro kacaeTcsi CUMIITOMOB, 3HaUMMBbIE Pa3iIN4ds BBIpa-
skeHHOCTH 110 CSP-MS42 He ycTaHOBIEHBI HU IO OHO-
My CHMIITOMY, KPOME CHMIITOMa «9yBCTBO TEYam» —
y MAalUEHTOB, Y KOTOPBIX ObLI CTPECC JO MOCTAaHOBKHU
nmuarno3a PC, wysctBo neuanu 1o BUCT-ATI'CK 6onee
BBIpakeHo (4,7 = 2,6 mpotus 1,7 =£2,6, p = 0,013).

Ha cnenyromem sTare HaMu BBITIONHEH aHAINA3 W3-
MEHEHUH NoKa3areied Ka4yeCcTBa XKU3HU U IICUXO0JIOTHYe-
CKHX TpoOJIeM y MalMeHTOB B TPYyMIIax C Pa3HOH KIH-
Huueckoit addexruBaocThio BUCT-ATI'CK (kpurepun
anmpoOaIMOHHOTO HCCIIEI0BaHUS MIPECTaBIEHBI B pa-
Hee OmyOIMKOBaHHOM padore [8]) — marueHTs ¢ yayd-
menneM 1o EDSS wepes 12 mec. (n = 11), manueHTHI
co crabunm3anuei (n = 6) ¥ MaIUEeHTHI ¢ yXyAlleHHEM
(n =3). Cpennuie 3HaueHUS N3MEHEHUI TTOKa3aTese Ka-
YecTBa JKM3HHM (JIeNbTa) Mo mIKajgaM ornpocHukoB SF-36
u FAMS uepes 12 mec. nocie BUCT-ATT'CK npencras-
JIeHBI Ha puc. 2 U 3.

Kax BugHO U3 puc. 2 u 3, y NalueHTOB C KJIMHUYE-
CKUM YIydIlICHHEM HaOJIoAasach MOJIOKUTEIbHAS JTU-
HaMUKa 110 BCEM MIKallaM OnpocHUKOB SF-36 (muis mkan
OD, b, )K u CD Benuuuna s3dpdexra ES = 0,51-0,93)
u FAMS (1 mikan moaBHYKHOCTH, CHMIITOMOB, 3MO-
IIMOHAJILHOTO U CEMEWHOT0/COIMaIbHOTO ONaronoy-
Y¥sl, TONOJHHUTEIBHBIX MpoOIeM, a Takke o01ero oai-
na FAMS Benuuuna sdpdexra ES = 0,65-0,77). Taxxke
Yy TAIMeHTOB NaHHOW TPYMIIBI YCTAaHOBIEHO HEOOIb-
o€ yMeHbllieHHe BelpakeHHOCcTH TpeBorH (ES = 0,28)
u penpeccuu (ES = 0,39) uepes 12 mec. nocne BUCT-
ATTCK. VY manwieHTOB C KIMHHYECKUM YXYIIICHHUEM
yepe3 12 mec. nocne BUCT-ATI'CK 3apeructpupona-
Ha OTpHIIATE]IbHAS JUHAMHUKA MO OOJBITMHCTBY MIKAJ

onpocHukoB SF-36 (mms mkan @D, b u [13 Benuunna
apdexra ES = 0,87 — —1,67) u FAMS (mns mxan
o0IIero ¥ 3MOIMOHATIBHOTO OJIaronoyyus, COIHalb-
HOTrO Onaromonydus U obmiero 6amra FAMS Bennun-
Ha 3¢ dekra ES = 0,5 — —1,7), a Taxke ycraHoBIe-
HO Hapactanue Tpesoru (ES = —0,71) u gemnpeccuun
(ES = —0,48). IIpumeuarensHO, YTO B JAaHHOW TpyIe
MAIUEHTOB YAYYIIWINCh TIOKa3aTeNH JKU3HECIIOCOOHO-
ctu (ES = 0,53). B rpymnme manueHToB ¢ KIMHAYECKOM
cTabuiu3aiyeil 0TMEeYanioch CYIIECTBEHHOE YiydIlle-
HUE 00IIIero OJaronoIy4us U COIHalIbHOTO OJIaromnoy-
qus (ES = 1,0, ES = 0,6), npaktuuecku 6e3 n3MEeHEHUS
OCTaJINCh TIOKA3aTeNN JOMOTHUTEIBHBIX TPo0IeM 1 00-
it 6ain mo FAMS (A = 0,2), a takkxe POD (A = 0),
HO TIPY 3TOM MMEJIOCh YMEpPEeHHOEe YXyAlIeHHE 10 IIKa-
ne 6omu (ES = —0,55) u no mkane PO (ES = —0,61).
YpOBHU TpPEBOTM U ACHPECCHM y TALKUEHTOB JAHHON
rpyrmsl 1o ¥ nociie BUCT-ATI'CK Obuti cXOMHBIMHU.
OTMmeTHM, YTO OTpHIATENIbHAs AMHAMHKA IO IIKajaM
0O0JIH ¥ POJIEBOTO AMOIIMOHATILHOTO (PYHKITHOHUPOBAHUS
B 9TOH TpyIIe CBs3aHa C BBIPAKCHHBIMH HETaTHUBHBIMU
M3MEHEHUSMHU 110 STHM IIIKaJiaM Y IBYX MallHeHTOK, Y KO-
TOPBIX ObLIA 3HAUMTENbHAS HHBAMAU3anws 10 BUCT-
ATI'CK (EDSS 6 u 6,5 6anna) u clio)xxHO€ Te4eHHUE MOCT-
TPAHCIIJIAHTALIMOHHOTO Teproaa (y OXHOW MalueHTKH
3apEruCTPUPOBAH PEIUAWB IOCJIE TPaHCILIAHTAIINH,
y BTOpO# — Hanu4yue HHPEKIIMOHHOTO MpoLecca).
Oocyxnenune. B Hactosmee Bpems BUCT-ATT'CK
s nedenuss PC nmpumensiercs B pane cTpaH EBpomsl,
Cesepnoii, IOxn0l1 AMepuxu u Asuu [20, 21]. B Poc-
CHH 3TOT METOJI JIEYeHUSI TpUMeHsIoT ¢ 1999 1. [22, 23].
[Tokazana Beicokast 3(h(hEeKTUBHOCTH METOMA ISl Jiede-
HUsSI TTALIMEHTOB C pe(paKTEepHBIMHU K CTaHAAPTHOU Tepa-
nun popmamu PC [8]. Taxke UMEIOTCA TaHHBIE O TOM,
yro mocie BUCT-ATT'CK unmeer mecto ymaydineHue
Ka4yecTBa KU3HU NalueHToB [3—5]. OTMeTum, 4to B yc-
JIOBHUSAX TMAIMEHT-OPHEHTHPOBAHHOW HAINpPaBICHHOCTH

6ann/To
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Puc. 3. V3menenus (1enbThl) oKa3areleil kauecTa xu3Hu 1o mkaiaMm FAMS gepes 12 mec. nocne BUCT-ATT'CK
Tpumeuanue: mxansl onpocuuka FAMS: IT — nmoasmwkHOcTh, C — cumntomsl, 95 — 3mormonansHoe 6narononyune, Ob — o6iee
Onaromnonyuue, MuY — mbliuieHue u yromisiemoctb, Cb — cemeiinoe/counansnoe Onarononyuue, J{IT — nomnomHuTenbHbIe poodie-

MbI

Fig. 3. Changes (deltas) in quality of life parameters according to the AIMS 12 months after HDIT-AHSCT
Note: FAMS questionnaire scales: mobility (IT), symptoms (C), emotional well-being (3b), general well-being (OB), thinking and
fatigue (MuY), family/social well-being (CB), additional problems (JIIT)
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COBPEMEHHON MEAMLIMHBI ONpeAeNieHHe HCXOJ0B, CO-
00IIaeMbIX MalUeHTaMH, MPEICTABISIETC BaXXHOM CO-
CTaBJIAOMICH OIIeHKH 3¢ dexTa JieueHus. Y 6omabHbIX PC
OLIEHKA KaueCTBa KU3HU U CUMIITOMOB JI0 U IOCJIE JIeue-
HUsSI IPE/ICTaBIIsIETCS 0COOEHHO aKTyaJIbHOH, TaK KaK 3a-
OoJieBaHKE B MOAABIISIONIEM OOJBLIMHCTBE CIy4aeB Oe3
JIeYeHHs TIPOTPECCHUPYET U COMPOBOXKIAETCS MPOrpec-
CHPYIOLUIMMHU HapyIIEHUSIMH (DU3NYECKOTO, TICUXOIMO-
I[UOHAJILHOTO U COLUATIBHOTO (PyHKIMOHUpOBaHus [13].
Takum oOpa3zoM, Tpu ompeneneHud 3(pPeKTHBHOCTH
BUCT-ATI'CK nmpu PC nenecoobpa3Ho olieHHBaTh HE
TOJIBKO KIIMHUYECKYIO0 3((EKTUBHOCTD U O€30M1aCHOCTb,
HO U Ka4€CTBO U3HU MallUEHTOB.

CornmacHO mNpeaBapUTEIbHBIM pPe3yJabTaTaM amlpo-
Oarmun metoma BUCT-ATI'CK B IICIIOITMY wum.
W.II. IlaBmoBa mpoAeMOHCTPUPOBAHBI €ro Oe3omac-
HOCTB U 9(PEKTHBHOCTh B KPaTKOCPOUHOH MEPCIEKTHU-
Be [8]. Uepes rox mocie BUCT-ATI'CK nabmrogamoch
YMEHBIIIEHHE BEIPRKEHHOCTH HEBPOJIOTHUYECKOTO Je(u-
[IMTA, CTA0MIIN3aNNs KIIMHUKO-TTy4eBoi akTuBHOCTH PC
y OONBIIMHCTBA MAIMEHTOB. YIIy4YIIeHHE W 3HAUYNUTEINb-
HOE YAyYIICHHE IO KPUTEPHUSIM MPOTOKONA OTMEUEHO
y 48% manueHToB, CTa0MIn3anus cocTostHust — y 38%,
yxynumenne —y 14%. B nenoM nmomyueHHbIE pe3yabTa-
TBI CXOAHBI C pe3yJabTaTaMH 3apyOeKHBIX NCCIIEIOBaHUI
[24].

B macTosmiel myOonuKanuyu MPEeACTaBICHBI Pe3yib-
TaTbl M3MEHEHHUsl KadecTBa >KM3HM mauueHtoB ¢ PC,
YYaCTBOBABIIMX B TpPOrpaMMe KIMHHYECKOW ampoba-
uuu Metoga BUCT-ATI'CK. Hcnonk30BaHre COBOKYII-
HOCTH CTaHJapTHU3UPOBAHHBIX ONPOCHHUKOB MO3BOJIHIIO
KOMIUIEKCHO OLIEHUTH 3()(HEKTUBHOCTh METOAA JICUCHHUS
C TIO3ULIMH TallEHTOB.

Yepes 12 mec. nocne BUCT-ATI'CK umenach TeH-
JIEHIMS K YJIY4YIICHWIO TOoKa3aTeled KauyecTBa KU3HU
I10 BCEM IIIKajaM o01ero onpocHuka SF-36, kpome mika-
JIBI OOIIETO 3I0POBBS, U 110 OONBITUHCTBY IIKaJI CHEIH-
ansHOrO onpocHuka FAMS. Ilo cpegnumM mokaszarensim
B IPYyIIIEe CTATUCTHYECKU 3HAYMMOE yIydIlIeHHe Tpojie-
MOHCTPUPOBAHO IO MIKaJaM >KU3HECTIOCOOHOCTH OIPO-
cauka SF-36 U JIOMONHUTEIBHBIX MPOOJIEM OMPOCHHKA
FAMS. BaxHOo oTMeTHTB, YTO 4Yepe3 12 Mec. mocie
BUCT-ATI'CK 6onee yem y 50% narueHToB HaOIt01a-
JY KJIIMHUYECKH 3HAYMMOE YIYUIICHUE Ka4yecTBa KU3HU
O IIKaJ1aM JKU3HECTIOCOOHOCTH U COIMAIBHOTO (YHK-
LIMOHMPOBaHUA onpocHuka SF-36, a Takxke MO IIKamam
oOiero Onaromnony4uss W AOTOJHUTEIBHBIX HpobiieM
onpocHuka FAMS. Bonee Toro, y 57% nauueHToB nMme-
JI0Ch 3HAYMMOE yITy4lIeHue 1o odbmemy camry FAMS.

[Ipu aHanuM3e NAHHBIX ONPOCHUKA OLIEHKU CUM-
nTomoB uepe3 12 mec. mocne BUCT-ATI'CK BeisiBre-
Ha TEHJCHLHUS K YMEHBIICHHIO BBIPAKCHHOCTH BCEX
aKTyaJbHBIX CHMIITOMOB, a yMEHBIIEHHE CIaboCTH,
YyBCTBA IOCTOSIHHOW YCTaJlOCTH U OBICTPOH yTOMIIsie-
MOCTH SIBJSUIOCH CTAaTHCTUYECKH 3HAYMMBIM. B 1emom
MOJyYEHHBIE PEe3yNbTaThl COIVIACYIOTCS C OIYOJIHMKO-
BaHHBIMU JIAHHBIMHA OTEYECTBCHHBIX W 3apyOeKHBIX
uccienosanuit [2, 4, 5, 24]. ObparuM BHIMaHUE Ha Ha-
JIMYYe CTAaTUCTHYECKH 3HAYMMBIX Pa3IMIuil TOIBKO IS
HEKOTOPBIX TOKazarenei. HeoOXomumbl manmpHeWmme
WCCIIEIOBaHUS Ha OOJbIIEM KOIMHYECTBE IAIUEHTOB.

RESEARCHES AND CLINICAL REPORTS

YuureiBas HeOONBIION 00bEM BBHIOOPKH, KaK YyKa3bl-
BAJIOChH BBINIE, HAMU IPOBEACH aHAIN3 KINHUYECKU
3HAYMMBIX HM3MEHEHUH IOKa3aTesled KauecTBa >KU3HU
6onpHbIX PC mo mkanam onpocHukoB SF-36 u FAMS
Y TIPOAEMOHCTPHPOBAHO KIMHWYECKH 3HAYMMOE YIIyd-
HIEHUE >KU3HECHOCOOHOCTH, COLIMATILHOTO (YHKIIMOHU-
poBaHUs, 00IIEro OMaronoiIy4wsi U CHIDKEHHE YpPOBHS
npobnem npu PC y 6onpiueit vacti nauneHToB uepes 12
mec. nociae BUCT-ATI'CK.

OTnenpHO aHATU3UPOBAIIN, KaK U3MEHUIICS] YPOBEHb
TPEBOTH | JIeMpeccuu mocie TpaHciuanTanuu. Okaza-
nock, uyto nocne BUCT-ATI'CK y namnueHToB yMeHb-
HIWJICS YPOBEHb JIETIPECCHUH, HO OCTaJICs Oe3 N3MEHEHUS
YPOBEHB TPEBOTH.

Nwmerorcs ganasle o ToM, uto nebioty PC B psme
CIIy4aeB MPEIIIECTBOBAIN CTpeccoBble (akTopsl [25].
CpaBHUTENBHBIA aHAJIN3 Ka4eCcTBa JKM3HH B TPYTMIIax
MAIMEHTOB C HAJIMYHEM WM OTCYTCTBHEM CTPECCOBBIX
(baxTopoB B J1e0r0TE 3a00JIEBaHUS [TOKA3aJ, YTO B TPYII-
ne ManueHToB 0e3 CTPeccoBBIX (HAKTOPOB MOKa3aTesn
1o BUCT-ATT'CK mno GonpmuHcTBY 1ikan SF-36, kpo-
Me OO, Brime. Takke B rpynme 0e3 cTpeccoBBIX (ak-
TOPOB JTydIIle moka3aTenu 1o mkaitam FAMS. B rpymme
MaIMEHTOB, Y KOTOPBIX YCTaHOBJIEHBI CTPECCOBBIE (Dak-
Topel A0 nebrota PC, BhIme mokazaTenu TPEBOTH U Jie-
npeccu. [lonydyeHHsle faHHBIE 00 accolualuy cTpecca
10 3a00JIeBaHNs C HU3KMM Ka4e€CTBOM KM3HH Y OOJBHBIX
PC MoryT cBUETENBCTBOBATE O TOM, YTO CTPECC BIUSET
HE TOJHKO Ha (M3MOJIOTHUECKUE MapaMeTphl, HO U BCE
acHeKTsl >KM3HM manueHToB. [IpencraBnser uHTEpeC
JATbHENIIIee FCCIeI0BaHne 0COOEHHOCTEH M3MEHEHUS
kadectBa ku3HM nocne BUCT-ATT'CK y mnanuentos
C HAJIMYMEM WJIA OTCYTCTBHEM CTPECCOBBIX (pakTopoB
B J1e0r0Te 3a0071€BaHMU.

Eme onHa 3aa4a ucciieIoBaHUs COCTOsIIA B aHAIN3E
M3MEHEHUI MoKa3aTeiel KauecTBa JKU3HU M IMCUXOJO-
THYECKHUX MpOoOJeM y MAIeHTOB B TPpyINIax C pa3HOi
knuHngeckor addexrusocTeio BUCT-ATI'CK. V ma-
[IMEHTOB C KJIMHWYECKUM YIydlIeHHEeM YCTaHOBJIEHA
MOJIOKUTENbHAST JUHAMHUKa 10 BCEM IIKajlaM OIpo-
caukoB SF-36 m FAMS, a Takke yMeHbIIIEHHE BBIpa-
JKEHHOCTH TPEBOTHU U JENpeccuu depe3 12 Mec. mocie
BUCT-ATI'CK. V¥V manueHTOB C KIWHHYECKHM YXYI-
IIEHHEM 3aperucCTpUpPOBaHa OTPUILIATENBHAS JTUHAMUKA
mo OONBIIMHCTBY mIKan ompocHukoB SF-36 m FAMS.
VY 3THX NManUEeHTOB MMENO0 MECTO HapacTaHHE TPEBO-
TM U JeNpeccuu. B rpymnne nmanuueHToB ¢ KIMHUYECKON
cra0minzanueld OONBLUIMHCTBO IOKa3aTeNiell KadecTBa
xkm3au nocie BUCT-ATT'CK ObUIO CXOZHBIM C TaKoO-
BBIM JI0 TpaHCIUIaHTauuu. [Ipu 3ToM oTMeuanocs cyie-
CTBEHHOE yJydIlIeHHEe OOIIero M COUMaIbHOro Oaro-
MOJTy4Hrsl, HO YMEPEHHOE yXYAIIECHHE MO IKajgaM Oosn
Y POJIEBOTO SMOILMOHAIFHOTO (PYHKIIMOHUPOBAHUSI.

[lomydeHHblE nNaHHBIE CBUAETEILCTBYIOT O TOM,
gyro BUCT-ATI'CK, sBnssce 3Q¢exkTuBHBIM U 0e30-
nacHeIM MeTofioM JedeHust PC, monoxurensHO oTpa-
KaeTcsl Ha IMOKa3aTeNsIX KauecTBa KM3HU IaIMeHTOB.
Heo0xonum manbHEHIINA MOHUTOPHHT KauecTBa JKU3-
HU C HCIIOJIb30BAHWEM CTaHJAPTU30BAaHHBIX OMPOCHU-
KOB I OIIpeNeIeHNs] AMHAMHUKHU B OTAAJICHHBIE CPOKHU
nocie BUCT-ATI'CK. Unadopmarus o0 M3MEHEHHAX

33



POCCUNCKI/A HEBPONIOTYECKII XKYPHAN, Ne 1, 2024
DOI 10.30629/2658-7947-2024-29-1-25-35

WNCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

kadecTBa xku3HM nanuentoB nocie BUCT-ATI'CK na-
pAy ¢ KIIMHUYECKUMH JJAHHBIMH MOXKET OBITh HCIIOIb-
30BaHa JijIsi 000CHOBAHUS PACIIMPEHUST BO3MOXKHOCTEH
okazanus nomouu mnamueHtam ¢ PC B Poccuiickoi
denepauui.

3akiouenue. C HCIONB30BAHUEM KOMILIEKCA CTaH-
JTApTU3UPOBAHHBIX OMTPOCHUKOB IIPOBECH aHATU3 TNHA-
MUKH Ka4eCTBa KU3HU U CIIEKTPa CUMIITOMOB y MAalUEH-
ToB ¢ PC, y4acTBOBaBIINX B NMporpaMMe KIMHUYECKOH
anpobarun merona BUCT-ATT'CK. ¥V 6Gompaeix PC,
kotopeiM TpoBeneHa BUCT-ATI'CK B pamkax ampo-
Oanmu Mertoxa, yepe3 12 Mec. mocie TpaHCIUTaHTaIUH
MIPOUCXOMIIO YITYYIIICHNE KaueCTBA KU3HU U CHIDKCHUE
BBIPAXKEHHOCTHU aKTyaJbHBIX CUMIITOMOB.

IIpu aHanu3e B rpymnnax NalueHTOB ¢ pa3HOU KIMHU-
gyeckoil 3 pextuBHOCTHIO BUCT-ATI'CK ycranosnena
OoXujaemas TUHAMUKA: y TAIlUCHTOB C KIMHUYECKUM
YIy4LIEHUEM UMENIO MECTO yAyUYlIeHUE KaueCTBa KU3HU
1o OOJBITMHCTBY MOKA3aTelNei; y MaeHToB CO CTa0u-
Tu3anuell OONBIIMHCTBO MMOKa3aTelNeil KadecTBa KU3HU
obutH cxonubiMu J10 U nocie BUCT-ATI'CK; npu kiu-
HudeckoM yxyamenuu nocie BUCT-ATI'CK noxkasare-
JIA Ka9eCTBA KU3HU YXyAIMIATUCh. JTU JAHHBIC YKa3bI-
BalOT Ha I1eJIeCO00Pa3HOCTh ATbHEHIIeH ONTUMHU3AIINN
KpUTEpPUEB OTOOpa MAIMEHTOB W Pa3IUYHBIX STAIOB
npouenypst BUCT-ATI'CK ¢ nenbro momydyeHust ONTH-
MaJbHBIX KIMHHUYECKUX PE3YJIBTaTOB M, COOTBETCTBEH-
HO, YJIyYIICHHsI KauecTBa >KM3HU ManueHToB. K cioBy,
MIOJIYYCHHBIE JaHHBIC COOTBETCTBYIOT COBPEMEHHBIM
KpUTEPHUSIM CEJIEKLUUU MalUeHTOB C MEHBLUIMMHU WHBa-
Juau3anuen u ctaxeM 3abonesanus (mamuentsl ¢ PPC
u BIIPC ¢ «akTHBHBIMH» odaraMu 1o gaHHeIM MPT)
[26, 27].

Taroke HEOOXOMUM JANBHEUIIIHIA MOHUTOPHHT ITOKA-
3arenieil KauecTBa XKu3HU y manueHToB ¢ PC B oTmaneH-
Hele cpoku nocie BUCT-ATT'CK nnst oueHKH 3Hauu-
MBIX JJIS TAIICHTOB JIOJITOCPOYHBIX PE3YyJIETaTOB 3TOTO
METOJIa JICUCHHUSI.

KongauxkTt unTepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBUH KOH(IINKTA HHTEPECOB.

®dunancupoBanue. lccrenoBanue e mMeno ¢u-
HaHCOBOH MOAIEPKKU.
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IMOKA3ATEJIM OHEHKN KOTHUTUBHOI'O CTATYCA, YPOBHS TPEBOI'
N JEINPECCHUH Y NOXKNJIBIX HAIIMEHTOB ) XEHCKOI'O ITIOJIA

C PA3JIMYHOM CTEINEHBIO BBIPA’KEHHOCTHU CTAPYECKOM ACTEHUM
A.H. Koounuee'?, H.B. H3mooceposa®>3, A.A. Illonoe"*’, JI.U. Boakosa’

HCTUTYT BBICOKOTEMITEPATYPHO SIEKTPOXUMHUH YPaIbCKOTO OTAeNeHns Poccuiickoi akageMun Hayk, EkarepiuOypr,

Poccus

TlonuknuHauka MHCTUTYTa BRICOKOTEMIIEPATYPHOM IIEKTPOXUMHUHK YPaJIbCKOTO OTAEIeHUs POCCHITCKOI akaeMUH HayK,
ExarepunOypr, Poccus
3Ypanbckuit rocynapcTBeHHbIH METUIMHCKHUIA yHUBepcuTeT, EkarepunOypr, Poccust
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Pesiome

Cmapuyeckan acmenus (CA) — xniouegoii cepuampuieckuti CUHOPOM, XapaKxmepusyrowuiics 603pacm-accoyuuposan-
HbIM CHUICEHUEM (PUZUONO2UHECKO20 pe3epsa U QYHKYULL MHOSUX CUCIEM OP2AHUSMA NONCUNO20 4ell08eKd, NPUBo-
OSIYUTE K NOBBIUEHHOU YA36UMOCIU U B030€LICMBUI0 IHO02EHHBIX U IK302eHHbIX paxmopos. Couemanue CA, koeHu-
THUBHBIX HAPYULEHUL, MPedo2u U Oenpeccuu AGNAemcs 3HAYUMbIM KIUHUYECKUM NPEeOUKMOPOM HeOAA20NPUIIMHO20
npocHo3a.

Ieab uccuenoBanus. Boiagnenue u usyyerHue 63aumMoceasy nokasameinell OYyeHKU KOZHUMUBHBIX HApyuleHull, mpe-
602U, Oenpeccuu U Cmapyeckoli ACMeHuu y NayueHmos JHceHckoeo nona cmapute 60 nem, nabniooarouuxca amoyna-
MOPHO.

Marepua u MeToabl. B uccredosanue gxioverno 80 scenwun cmapue 60 nem. [layuenmru 6vinu pazoenenvt na 4
epynnul: 6e3 CA (10 uen.), co cmapueckou npeacmenueii (CnAd) (44 yen.), ¢ ymepennoii CA (20 uen.), ¢ gvipasicenuoul
CA (6 uen.). I[Iposedero KomniekcHoe KauHuieckoe 00ciedo8anue: KpamKkas WKaia OYeHKU KOSHUMUBHO20 CIamyca
(KLLIOIIC), moupeanvckas wikana oyenku koeHumuenvlx gynxyui (MILIOK®), 6amapes mecmog Ha 106HYI0 Ouc-
dynxyuro (BTII), mecm ponemuueckux accoyuayui, mecm cemanmuieckux accoyuayui, wxara mpegoau bexa,
eepuampuveckas wixkana oenpeccuu-15 (I'LL/-15), onpocrux «Bo3pacm ne nomexay, UHOEKC CMap4eckoll acmeHuu
(UCA).

Pesyawrarbl. [layuenmku 4 epynn 3Hauumo He paziuyaiucy no eospacmy. /[ocmoepHulX pasiuduil noxkasamenetl
wran KIIOIIC u BT/, a makace pacnpocmpaneHHOCmu yMepeHHblX KocHuUmuenvlx Hapywenui (YKH) meocoy
epynnamu 8visigneno ne owvno. bonee nuskuil oann no MILIOK® accoyuupyemces ¢ 6onee svicokoul seposimnocmuio CA
(omnowenue wancog (OLL) = 0,78, 95% dosepumenvhuiii unmepsan (JH): 0,63—0,96, p = 0,016). 26 u menee 6annos
no MIIOK® obnaoarom uwyecmseumenvnocmuto 69% u cneyugpuunocmoro 50% 0ns onpedenenust 8biCOKO20 puckd
cmapuyeckoti acmenuu omuocumensho UCA. Onpocnuk «Bospacm ne nomexa» oonadaem yygcmeumenvrocmoio 86%,
cneyugpuunocmoio 53% ons ouaenocmuxu CnA (1-2 6anna) u yyecmeumenvnocmoio — 69%, cneyuguunocmoio
87% ona ouaenocmuxu CA (= 3 6anna) omnocumenvno HCA. Kombunuposannas wyecmeumenbHoCms nokasamenei
MIIOK® (< 26 b6annos) u onpocuuka «Bospacm ne nomexa» (= 3 6annos) — 87%, kombunuposanuasn cneyuguu-
nocmv — 69%. bonee gvicoxuii nokazamenv wixanvt mpegocu bexa u I'II/]-15 accoyuuposancs co CA (O = 1,12;
95% AU: 1,02-1,22, p = 0,0134 u OLL = 1,39; 95% AU: 1,05-1,84, p = 0,020] coomeemcmeenno). Buvicoxuii no-
Kazamens wkanwl mpegoau bexa accoyuuposancs ¢ YKH no MIIIOK® (Ol = 1,12; 95% JIU: 1,04—1,2, p = 0,003).
Apmepuanvhas eunepmenszus 3HauuMo yawje cmpeyanacs y nayuenmok co CA (> = 4,23, p = 0,04).

3akirouenne. V owcenwun cmapue 60 1em, HabmoOaOwWuxcss amoOyiamopHo, He BbISABIEHO 3HAYUMOU 83AUMOCBA3U
nokazameneu wxan KUIOIIC, BT/ u pacnpocmpanennocmu YKH ¢ noxkazamenimu oyenxu CA uz-3a nedocma-
mounoul mowHocmu uccredosanus (< 80%). boree nuskuii 6ain no MIIOK® (< 26) accoyuupyemces ¢ b6onvuuel
cmenenvio gvipadcennocmu CA. Onpocnuk «Bospacm ne nomexay A61semcs NPUeMaemMbi;M CKPUHUH20BbLIM MEMOO0OM
onpeoeneHus HeoOX00UMOCHU OONOTHUMETLHO20 2epUAMPUYECKO20 00CIe008AHUSA Y CAMOCMOSAMENLHO HCUBYUSUX
orcenwyun cmapuie 60 nem. bonee svicokue noxazamenu wikanwl mpegoeu bexa, I'IIJ]-15, UMT, nanuuue apmepuans-
HoU eunepmer3uu u bonee Huskuu nokasamenv MILIOK® accoyuuposauvi ¢ bonee svicokumu noxkasamensimu MCA
U MO2ym AGNAMbCSA NPUSHAKAMU PAZGUMUSL CINAPYECKOU ACHEeHU.

KnwoueBbie cnoBa: CTapucCKas aCTCHHs, KOTHUTUBHBIC HApPYIICHHA, YMCPCHHBIC KOTHUTHUBHOC HApPYUICHUS,
JACMCHIUs, TPECBOra, ACIIPECCUs
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ASSESSMENT INDEXES OF COGNITIVE STATUS, ANXIETY AND DEPRESSION IN SENIOR
WOMEN WITH DIFFERENT SEVERITY OF FRAILTY
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IThe Institute of High Temperature Electrochemistry of the Ural Branch of the Russian Academy of Sciences,
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*The polyclinic of the Institute of High Temperature Electrochemistry of the Ural Branch of the Russian
Academy of Sciences, Ekaterinburg, Russia
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Abstract

Frailty is a key geriatric syndrome characterized by an age-associated diminution of the physiological reserve and
functions of many body systems leading to increased vulnerability of the elderly people to the effects of endo- and
exogenous factors. The combination of frailty, cognitive impairment, anxiety and depression is a significant clinical
predictor for an unfavorable prognosis.

Purpose. Identification and study of the relationship of cognitive impairment, anxiety, depression and frailty assess-
ment indexes in female patients over 60 years old, observed on an outpatient basis.

Material and methods. The study included 80 women over 60 years old. All participants were divided into 4 groups:
non-frail (10 women), pre-frail (44 women), mildly frail (20 women), more-frail (6 women). A comprehensive clinical
examination was carried out: Montreal cognitive assessment (MoCA), Mini-Mental State Examination (MMSE), fron-
tal assessment battery (FAB), phonetic association test, semantic association test, Beck anxiety inventory, geriatric
depression scale—15 (GDS-15), questionnaire “Age is no barrier”, Frailty index (FI, Hoover et al., 2013).

Results. All women in 4 groups did not significantly differ in age. There was no statistically significant difference
in the MMSE, FAB data and mild cognitive impairment (MCI) prevalence among the groups. Lower rates of MoCA
scale were associated with higher probability of frailty (odds ratio (OR) = 0.78; 95 confidence interval (CI) CI:
0.63—0.96, p = 0.016). The cut-off level of 26 and lower according MoCA has sensitivity 69% and specificity 50% to
detect of high frailty risk (according FI). Questionnaire “Age is no barrier” has a sensitivity of 86% and a specific-
ity of 53% to detect prefrailty (score 1-2) and a sensitivity of 69% and a specificity of 87% to detect the presence of
frailty (score > 3) regarding FI. Combined sensitivity of MoCA (< 26 score) and questionnaire “Age is no barrier”
(= 3 score) of 78%, combined specificity of 69%. Higher rates of Beck anxiety inventory and GDS-15 were associated
with frailty (OR = 1.12; 95 CI: 1.02—1.22, p = 0.0134 and OR = 1.39; 95 CI: 1.05-1.84, p = 0.0201, respectively).
A higher index of the Beck anxiety inventory was also associated with mild cognitive impairment according MoCA
(OR = 1.12; 95% CI: 1.04—1.2, p = 0.003). Arterial hypertension was significantly more common for women with FS
2 =4.23,p =0.04).

Conclusion. There was no significant association between MMSE, FAB, MCI prevalence and the severity of frailty in
senior women due to the insufficient study power (< 80%). MoCA cut-off < 26 score is associated with higher burden
of frailty. The questionnaire «Age is no barriery is an acceptable screening method for determining the necessity of
additional geriatric examination of independently living women over 60 years old. Higher rates of the Beck anxiety
inventory, GDS-15, BMI, lower rates of MoCA scale and arterial hypertension are associated with high rates of FS
and may be predictors for the frailty progression.

Keywords: frailty, cognitive disorders, mild cognitive impairment, dementia, anxiety, depression
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Coxpawenus: BTJI[I — Oarapest TECTOB Ha JOOHYIO
mucoynknuto; ['IJ[-15 — repuarpuyeckas Imkana
nenpcenn-15; MCA — WHACKC CcTapuyecKod acTCHUH;
KHIOIIC — kparkas mikajga OLUEHKH KOTHUTHUBHOTO
craryca; MIIOK® — monpeanbckasl IMIKajla OIEHKH
KOTHUTUBHBIX (yHKumil; CA — crapyeckas acTCHUS;
CnA — crapueckas npeactenusi, YKH — ymepennsie
KOTHUTUBHBIE HAPYyILICHHUS.

Beenenue. CrapeHune corpoBOXKIaeTCs MOSIBICHUEM
TepUaTPUIECKUX CHMIITOMOB — MHOTO(aKTOPHOTO
BO3PACT-aCCOIMMPOBAHHOTO KIMHUYECKOTO COCTOSHUS,
MOBBIIIAOIIETO PUCK PA3BUTUS HEOIArONPUATHBIX HC-
XOMIOB M (PyHKIMOHAJIBHBIX HapymieHui [1]. B cBsi3u
C 3TUM Bpayd Pa3IMYHBIX CIIEIUAIBHOCTEH BCE dYaIle
B MPAKTUYECKON AESITCIHHOCTH CTaTKUBAIOTCS C KIH-
HUYECKUMH IMPOSBICHUSIMU CHHIPOMa CTap4eCcKOH
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actennn (CA). CA — KJII0ueBOM repuaTpUvecKHii
CHHIPOM,  XapaKTEpU3YIOUIMHCS  BO3PacT-acCOLMU-
POBaHHBIM CHIDKEHHEM (DHU3MOJIOTHYECKOTO pe3epBa
1 (QYHKUUI MHOTUX CHUCTEM, NPUBOISIINNA K HOBBIIIECH-
HOH yS3BHMOCTU U BO3JIEHCTBHIO DHAOICHHBIX U DK30-
TeHHBIX (PAaKTOPOB Ha OPraHM3M MOXHJIOTO YEJIOBEKA.
CA mocTtatodHo pacmpocTpaHeHa B CTapIInX BO3PacT-
HBIX cTpatax, gocturag 10% y mroneit B Bo3pacte oT 65
1o 75 net u 50% y mun crapme 80 met [2]. Crapueckas
npeactenus (CrA) u CA vamie BCTpedaeTcsl y KeHIIYH,
yeM y MykurH [3]. B ¢BsI3u ¢ M3JI0)KEHHBIM BO3pPACTaET
HEOOXOOMMOCTh CBOEBPEMEHHOM TNAarHOCTUKY U MIEPCO-
HaJM3allM TAKTUKH BeIeHUs nanueHToB ¢ CIA U BBICO-
KuM puckoMm pasutus CA. Hanuune comyTCTBYROIIHX
3a00eBaHMii, YMEPEHHBIX KOTHUTHUBHBIX HapyIICHUH
(YKH), TpeBOXXHBIX U ICTTPECCUBHBIX PACCTPONCTB MPH-
BOJIAT K JIOTIOTHUTENFHOMU J1e3aJalTalliy, OTpaHHYEHUIO
MOBCEAHEBHON U (PU3MYECKON aKTUBHOCTH, YTO B CBOIO
ouepeb YBEIUYUBAET CKOPOCTh Iporpeccuponanns CA
u TpeOyeT MpOBEICHHS KOPPEKTHUPYIOLINX MEpOIpHs-
THIA.

B ycnoBusix peanbHON KIMHUYECKOW MPAKTUKU
Y OTPaHMYEHHOTO BPEMEHH Ha ITpHeMe Bpay He yCIIeBaeT
MIPOBECTH BECh HEOOXOIUMBII KOMITJIEKC 00CIe0BaHNH]:
OIIEHKY KOTHHUTHBHOTO CTaTyca pa3lW4YHBIMHU MIKajia-
MU, BbIpaxkeHHOCTH CA, CTENEeHU TPEBOTH, JETPECCUr
U T.J., B CBSI3U C YeM BO3PACTAET PUCK THIIOJHUATHOCTH-
KH 3TUX COCTOSIHUH U aKTyaJIM3upyeTcs HeOOXOAUMOCTh
MOMCKA U M3yUEHUS B3aUMOCBSI3U PA3INYHBIX KIMHUYE-
CKUX MapaMeTpOB C LEJBI0 B3aUMHOW 3KCTPAIONIALUH
PE3yIBTAaTOB M MMOCTPOSHUS THATHOCTHUECKHUX TUIIOTES.

Lenv uccnedosanusi — u3y4eHUE B3aUMOCBS3H TIO-
KaszaTeJiel OLCHKH KOTHUTHBHBIX HapyLIEHUH, TPEBOTH,
nenpeccud 1 CA y caMOCTOATENIBHO KUBYIIMX XKEHIIUH
crapire 60 jeT, HaOIIOIAIONTUXCS aMOyIIaTOPHO.

Marepuan u Meroabl. B ogHOMOMEHTHOE
KpOCC-CEKIIMOHHOE HCCTIeIoBaHuE ObUIO  BKIIIOYEHO
80 xeHmmH crapure 60 e, HaOMIOIABIINXCS B TIOJH-
KJIMHUKE MHCTUTYTa BBICOKOTEMIIEPATypHOU 3JIEKTPO-
XUMUHU YpanabCKoro otaeneHus Poccuiickod akageMuu
Hayk T. ExarepunOypra. B pesynbrate KOMILIEKCHOTO
KIIMHAYECKOTO 00CJIeIOBaHUS B COOTBETCTBHH C KpUTE-
PUSIMH BKJTIOUCHUS/UCKIIFOUCHHUS ObUTa chOpMHUpPOBaHa
OCHOBHas KIMHHMYEcKas BblOopka. IIporokonm wuccie-
JIOBaHUSI OJOOPEH JIOKAJBHBIM ITHUYECKHM KOMHTETOM
VYpanbckoro rocyaapcTBEHHOIO MEAMLIMHCKOTO YHHUBEP-
curera (18.12.2020).

Kpumepuu exniouenus. >Xx€HCKUN MOJT; BO3PACT CTap-
e 60 JeT; OTCYTCTBHE JCKOMIIEHCHPOBAHHON HEBPOJIO-
TMYECKOM, NCUXUYECKOH M COMAaTHYECKOM NaToJIOTHH;
noAnvucanue NHGOPMUPOBAHHOTO COTIACHSI.

Kpumepuu ucxnrouenusa: Bospact menee 60 jiert; Ha-
JINYKE TAKEJON JIEKOMIIEHCUPOBAHHON COMAaTHY€CKOM,
HEBPOJIOTMYECKOW WIIM IICUXMAaTPUUYECKON NaToJIOTHH;
HEBO3MOXHOCTh BBITIONIHEHUS TUIAHHPYEMBIX TECTOB
BBHJY TSKECTH COCTOSIHHS.

Jiia o0beKTHBH3aIMK CTETeHH BhIpakeHHOCTH CA
WCIOJb30BAIUCh BAIUAU3UPOBAHHBIE HMHCTPYMEHTHI:
onpocHUK «Bo3pact He momexay [2] 1 BaIuaU3UpOBaH-
Heiid B 2013 1. uaaexc crapueckoit acteanu (MCA) [4].
[Toxazarenn NCA menee 0,1 cOOTBETCTBYIOT KPUTEPHUSIM

38

orcyrctBus npusHakoB CA, 3Hagenus ot 0,1 1o 0,21 mo-
3BOJISIIOT JuarHoctupoBars CoA, 0,21-0,3 — ymepeH-
Has CA, 6osnee 0,3 — BeipakenHass CA. [lokazarenu
onpocHHKa «Bo3pact He momMexay OICHHBAIUCH CIICAY-
romuM obpaszom: 0 — orcytcTBue npuzHakoB CA, 1-2
0amuia — npusHaku CnA, 3 6anna u 0ojee — NpU3HAKU
CA.

s OleHKH KOTHUTHBHOTO CTaryca HMCIOJIb30Ba-
JWCh TPHU BAJWIN3MPOBAHHBIC IIKAJIBL: KpaTKas IIKaia
onenkn koruuTuBHOTO craryca (KILIOIIC) (armt. Mini-
Mental State Examination (MMSE)), moHpeanbckas
[IKaja OLEHKA KOTHUTUBHBIX QyHKIuH (MILIOK®D)
(arm1. Montreal Cognitive Assessment (MoCA)), Oa-
tapesi TecToB Ha JoOHyto nuchynkuuoo (BTJII) (anr.
Frontal Assessment Battery (FAB)). YKH muarnoctu-
poBanuchk npu nokazarensx MIIIOK® menee 26 6amion
u KIIOIIC 6onee 24 6asos. Pesynsrarer BTJI/ untep-
MIPETUPOBAJIMCH B COBOKYITHOCTH C MTOKA3aTENSIMH LKAl
KHIIOIIC u MIIOK®. /IonioHUTENEHO MPON3BOAUIIACE
OLIeHKa TecTa (POHETHMUYECKHX accoUuanuii (BOCIPOMU3-
BEJICHHE CJIOB 332 OMHY MUHYTY Ha OykBy «JI») u ceman-
THYECKUX aCCOLMAN (BOCIPOU3BEACHHE CIIOB 3 OTHY
MUHYTY W3 KaTeropuu «pacteHus»). OneHka cTerneHu
TPEBOKHOCTH M JETNPECCHU OLCHUBAJIACH C MOMOILBIO
mKkanel TpeBorn beka (anmi. Beck Anxiety Inventory
(BAI)) u repuarpuueckoii mkainsl nenpeccun — ['TIJ-
15 (anmn. Geriatric Depression Scale (GDS-15)).

Cmamucmuyeckuii ananu3 — JJIs1 pacueTa JaH-
HBIX  HCHOJNB30BAIUCH  CTATHCTHYECKUE  MAKEThI
STATISTICA10, MedCalc, OpenEpi (http://www.
openepi.com). Beibop kputepus u Tecta I CTaTUCTHU-
YEeCKOro aHanu3a 0a3upoBaJicsl Ha OLCHKE HOPMaJbHO-
CTH pAacCHpeeeHUus] KaKAOTro mnapamerpa (KpuTepui
KonmoropoBa—CmupnoBa u lanupo—VYunka). Ecnn
JAHHBIC TMOJYMHSIIUCH 3aKOHY HOPMAaJbHOTO pacipe-
JENeHNs, TO AJISl ONUCAHUS MCIIOJIb30BAINCh 3HAYCHHUS
CpPE/IHETO W CTaHJAPTHOTO OTKJIOHCHHS, a aHAJIU3 BBI-
MOJHSJICS C UCTIONB30BaHUEM MapaMEeTPHYECKUX METO-
JIOB. B ocTanbHBIX ciydasx OnMcaHue MPOU3BOIAHMIOCH
C MIOMOIIBIO METUAHbI, HIKHETO U BEPXHETO KBAPTUIIEH,
a Js aHalM3a HCIOJB30BAIMCH HeTapaMeTpUIecKue
TecTbl. KauecTBeHHBIC NaHHBIE CPaBHHBAIHCH KpPUTE-
pHeM XH-KBaJIpaT U TOUYHBIM KputepreM Durniepa (npu
HEBO3MOYXHOCTH UCTIONBb30BaHUs KPUTEPHUS XU-KBaIPaT)
BBHUJIy HE3aBHUCHUMOCTU BHIOOpOK. B pabore mpumeHeH
ROC-ananu3 c oueHkoil 001acTH 1MojJ KpUBOW M pac-
YETOM ONTHUMAaJIBHOTO IOPOrOoBOTO ypoBHS (cut-off)
c momomplo uHAekca OneHa, moructuyeckas OIHO-
1 MHOTO(AKTOpHAs perpeccusi, MHOYKECTBEHHAs JTNHEH-
Hasl perpeccusi. YpoBeHb CTaTUCTHYECKOH 3HAYUMOCTH
p < 0,05. B ciiygae oTpuIaTenbHBIX pe3yIbTaToB IMPo-
BOJMJIACH OLICHKA BEPOATHOCTH OIIMOKH BTOPOTO POJa,
pacyet MOIIHOCTHU MCCIIe0BaHHS.

PesyabTarsl. B uccnenosanmne BkiroueHo 80 keH-
IUH B Bo3pacte crapiie 60 et (cpemHuid Bo3pacT —
70,3 £ 4,4 rona), pa3fencHHBIX B 3aBUCHMOCTH OT 3Ha-
yernst UCA na getsipe Tpymnimsl (Tadm. 1).

[anmenTs! Bcex 4 rpynmn 3HAYMMO HE passinvyajnch
TI0 BO3PACTy COTIACHO JAHHBIM JUCIIEPCHOHHOTO aHaIH-
3aANOVA (F=1,22, p=0,309). B obm1eii rpynme uccie-
JIOBaHHUSA y 62 MaIMEeHTOK TOMUHUPOBAIa apTepraibHas
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Tab6numna 1
OcHoBHbIE JeMorpaduyeckue 1 KINHHYECKHEe XapAKTEePHCTHKH NAalHEeHTOK

. . AprepuajabHasi CaxapHblii Briciee

IIpu3Haku crapyeckoii npeacTeHNH/acTeHUN N Cpennuii Hnaexe macest Ger 2 6
(0 MICA) Bospacr (zer) rena rUnepTeH3us auader 2-ro o0pa3zoBaHune
(abc/%) Tina (aéce/%) (abc/%)

OTCyTCTBYE IPU3HAKOB CTAPYECKOI aCTCHHH 10 69,2+23 27,45+£39 4 (40) 1 (10) 4 (40)
Crapueckas peacTeHus 44 71,1+4.8 26,94+ 5 34 (77,3) 8(18,2) 13 (29,5)
YMmepeHHast cTapyeckasi aCTCHUs 20 69,3 +4,1 30,99 £ 5* 19 (95)* 3(15) 11 (55)
BeripaxenHasi cTapueckas aCTeHHUS 6 68,7+ 3,5 32,3+ 7.2% 5(83)* 1(16,7) 5(83,3)
Bcero 80 62 13 33

Illpumeyvarnue: *— pa3nuuus JOCTOBEPHBI HA ypOBHE 3HaUUMOCTH p < 0,05 B cpaBHEHHH ¢ rpymnnoii 6e3 npusHakoB crapyeckoit acrennu; MCA — nnnekce

CTap4yecKoi aCTCHUH.

Table 1
Demographic and clinical characteristics of patients
) ) ) Body mass Arteria! Type 2 djabetes Highe.:r
Severity of frailty (according FI) N Mean age index hypertension mellitus education
(abs/%) (abs/%) (abs/%)
Non-frail 10 69.2+23 2745+3.9 4 (40) 1(10) 4 (40)
Pre-frail 44 71.1+4.8 26.94 +5 34 (77,3) 8 (18.2) 13 (29.5)
Mildly frail 20 69.3+4.1 30.99 + 5% 19 (95)* 3 (15) 11 (55)
More frail 6 68.7+3.5 32.3+7.2% 5(83)* 1(16.7) 5(83.3)
Total 80 62 13 33
Note: *— the differences are significant at the level of p <0.05 compared with the non-frail group; FI — frailty index.
Tabnuma 2
Pe3ynbTaThl OlIeHKH KOTHUTHUBHOTIO CTaTyca
Ipu3zHaku crapuyeckoii Tect ceman- | Tect donern- YKH
aCTeHHHU MIIOK® KIIOoIC BTJIJ THYECKHX weckux acco- | "0 MINOKD
(mo UCA) accouuanuin HANMI  KINOTIC
(ab¢/%)
OTcyTcTBYE IPU3HAKOB CTapyeckoi acteHun | 27,5 (25 +28) | 29 (27 +29) 15,5 (14 + 18) 19,1£53 11,4+29 3(42,8)
(N=10)
Crapueckas npeactenust (N = 44) 26 (25+27) | 28(27+29) 16 (14 +17) 16,5+4,3 11,2+3,7 14 (51,6)
YMmepenHas crapueckas actenus (N = 20) 25 (24 +27) 28 (26 +29) 15 (14 + 16) 19,2+£5.2 10,7 +4,18 13 (52)
BripaxenHas crapueckas acteHus (N = 6) 2524 +27) | 27,5(27+29) | 14,5 (14,5 + 16) 18,5+2,7 9,7£2,9 3 (50)

IIpumeuvanue: * — paznuuus TOCTOBEPHBI Ha ypoBHE 3HaunMocTH p < 0,05 B cpaBHeHHU ¢ rpymmoii 6e3 npusHakoB crapueckoit acrenuu; KIIOIIC —
KpaTKasl IIIKaja OIeHKH KOorHUTHBHOrO craryca; MIIIOK® — moHpeanbckas MIKana OLEHKH KOTHUTUBHBIX (yHknuid; BTJIJ] — OGarapes TecToB Ha JI0OHYIO

TUCHYHKIHIO.
Table 2
Results of cognitive assessment
MCI according
Severity of frailty Semantic Phonetic MoCA and
(according FI) MMSE MoCA FAB association test | association test MMSE
(abs/%)
Non-frail (N = 10) 27.5 (25 +28) 29 (27 +29) 15.5 (14 +18) 19.1£53 11.4+29 3 (42.8)
Pre-frail (N = 44) 26 (25 +27) 28 (27 +29) 16 (14 +17) 16.5+4.3 11.2+3.7 14 (51.6)
Mildly frail (N = 20) 25 (24 +27) 28 (26 +29) 15 (14 + 16) 192+52 10.7 £4.18 13 (52)
More frail (N=6) 25 (24 +27) 27.5 (27+29) | 14.5 (14,5+16) 18.5+2.7 9.7+29 3 (50)

Note: *— the differences are significant at the level of p < 0.05 compared with the non-frail group; MMSE — Mini-Mental State Examination; MoCA —
Montreal Cognitive Assessment; FAB — Frontal Assessment Battery.

runeprensus (77,5%), y 13 — caxapHsblii nuader 2-ro
tuna (16,3%) (tabm.1). Cpenuanit UMT = 28,32 + 5,12;
B TpyIIe NAlMEHTOK C YMEPEHHON U BhIpaxeHHOU CA
OTMEUeH 3HaunMo Oosee Beicokuiit UMT 1o cpaBHEHHUIO
¢ nanrentkaMu co CrA u 6e3 CA nmo ganasiMm ANOVA

(F = 4,38, p = 0,007).

Ha ocHOBaHMH OIIEHKM TOYHOTO KPUTEpHUS XU-KBa-
IpaT ObUIO BBISBICHO, YTO apTepHalibHAs THIIEPTEH-
3Usl 3HAYMMO 4Yallle BCTpedaeTcss y mamueHTtok co CA
Mo cpaBHeHHI0 ¢ keHmuHamu 6e3 CA (> = 4,23,

p = 0,04). JocTOBEpHBIX pa3IMuuii pacrlpoCTpaHeHHO-
CTH apTepHUajbHOM TMIEPTOHWU B TPyIIE HNAlUEHTOK
¢ ymepeHHoit CA U B TpyIie NalueHToK C BBIPAKEHHON
CA srisBiieno ue 6su10 (3 = 0,86, p = 0,36).
B3aumoceazu nokazameneii KOZHUMUBHO20 cma-

myca u cmapqeacoﬁ acmenuu. PCSy.TIBTaTBI OILICHKH

KJIIMHAYECKUX TMapaMeTpOB KOTHUTUBHOIO CTaryca IS
Ka)KI0¥ TpyIIbl IPUBEACHEI B Ta0I. 2.

[Ipu mposenenuu tecra Kpackena—Yomnmuca gocrto-
BEepHBIX paznmunid mokasarenedt MILIOK® (H = 5,02,
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p=0,17), KWOIIC (H=1,99, p=0,57), bTJIJI (H=3,37,
p = 0,34) B rpynnax BeIsiBIEHO He ObUT0. OHAKO, Ompe-
Jensanach OTpUIaTelIbHAs KOPPETAIHS MEXAy MoKaza-
temsiMu UCA u MIHOK® (xoadduument xoppensuun
Crmpmena (S) =—0,22, p <0,05), a Takke Mexay Moka-
3aresneM onpocHuka «Bo3pact He nomexa» u MILIOK®
(S = —-0,24, p < 0,05). BeisiBnena npsMasi KOppesnsiu-
onHas cBia3p Mexay MIIOK® u KIIOIIC (S = 0,26,
p <0,05), mexxmy MIIOK® u BTJIJI (S = 0,33, p <0,05),
mexay MIIOK® u nokazatensimu Tecta POHETHUECKUX
accormmanmii (S = 0,45, p < 0,05). HecmoTpst Ha smmu-
pudeckoe npesanupoBanue ciaydaes ¢ YKH B rpynmax
nanueHToB co CnA u CA, naHHOe pa3iuyuue CTaTUCTH-
yecku He 3Hauumo (y* = 2,52, p = 0,11). Oxnako Goinee
BoIcOKHH Oamn mo mkane MILIOK® accomumpyercs
c Ooree HU3KOW BEpOATHOCTBIO auarHoctuku CA (OT-
vomenne mancoB (OL) = 0,78, 95% noBepuTenbHbII
naTepsan (JN): 0,63—0,96). Pezynsrarer ROC-ananmza
JTEMOHCTPUPYIOT YMEPEHHBI YpPOBEHb YYBCTBHTEIb-
HOoCTH (69%) m HuU3Kyl crernuduaHocth (50%) mms
BBIsIBIEHUST BhIcOkoro pucka CA ortHocutensHo MCA
npu noporoBoM 3HaueHNH 1kansl MILIIOK® < 26 Gan-
108 (puc. 1).

Cormacuo manaeiIM ANOVA, mokasarean TeCTOB
CEMaHTHYCCKUX U (HDOHETHUECCKUX acCOlMalii 3HAYH-
MO HE pa3jfyalich B TPyIIax ¢ Pa3InIHON CTENEHBIO
BeipaskenHoctu CA (F = 2,69, p = 0,07)u F = 0,194,
p = 0,82, COOTBETCTBEHHO) BBISBIICHA TOJOKUTEIbHAS
KOPPEJISIHS IToKa3aTelieil JAaHHBIX TECTOB MEXILy COO0H
(r=0,37, p <0,0008).

Taxoke KoppenupoBay moKa3arenau onpocHuka «Bos-
pact He momexa» u MUCA (S = 0,57, p < 0,05). Tak kax
3aIroTHeHNE OMpocHuKa «Bo3pact He momexa» TpedyeT
3HAYUTEHPHO MEHbBIIIE BPEMEHHU, YeM BaJlMIU3HPOBAH-
Horo MICA, Oblyia BBIIONIHEHA OIIEHKA YyBCTBHUTEIHHO-
CTH ¥ CIICIIU(UYHOCTH JJAHHOTO T€CTA JIJISl TUATHOCTHKH
CnA u CA otnocurensHo UCA. B cBsi3u ¢ OTCYTCTBU-
€M 3HAUMMBIX Pa3JIMYMid TapaMeTpoB ONpPOCHUKa «Bo3-
pacT He oMexay B IpyMIax MalHeHTOK ¢ IMOKa3aTesleM
NCA > 0,21 (ymepennas CA) u UICA =0,21-0,3 (BbIpa-
xenHas CA) 1o pesynbTaraM MOATPYMIIOBOTO aHAIHM3a
(p>0,05) nanHble TPYNIIBI ObUIM OOBEANHEHBI B OJHY —
rpymnma nanueHTok co CA (n = 26). bonee Toro, oTcyT-
CTBYIOT JOCTOBEpHBIC Ipajaliu cTerneHu Tsokectd CA
0 pe3ynbTaTaM OMpoCcHHKa «Bo3pact He momexay.

[Ipu npoBenenun ROC-ananusa 6bUI0 yCTaHOBJIECHO,
YTO YyBCTBHTEIHLHOCTEH ONMPOCHUKA «Bo3pact He mome-
xa» g BeisaBiaeHus CnA — 86,4% (95% JAU: 72,6—
94,8), cieruduanocts — 52,8% (95% JAU: 35,5-69,6),
o0macth mox kpuBoii (aHri. area under curve, AUC) —
0,715 (p < 0,001), oTHOWIEHWE MPABIAOIOMAOOUS IS
MOJIOKUTENBHOrO0 Tecta — 1,83, A5 oTpuuaTeNbHOTO
tecta — 0,26. Jlna muarHoctuku CA 9yBCTBUTEINb-
HOCTh — 69,2% (95% JIU: 48,2-85,7), cnenudud-
HOocTh — 87,04% (95% JAU: 75,1-94,6), oTHOIICHUE
MPaBaONONO0Us IS TMOJIOKUTENBFHOTO TecTa — 5,34,
Ul oTpHIarensHoro tecta — 0,35, oGmacte mox Kpu-
Boit — —0,839, p < 0,001, xanma Koana = 57,4% (puc. 2).

Takum oGpaszom, ompocHuk «Bo3pact He momexay
00aaeT Xopomei 4yBCTBUTEIBHOCTBIO NI JAMArHO-
ctukd CHA W yMepeHHOW YyBCTBHUTEIBHOCTBIO [T

40

muarnoctukd CA mpu moporosom oOamte aus ConA 1-2
" > 3 oasuioB jurst CA.

IIpn onnoBpemenHoMm ananmuie mkaasl MIIHOKO
(nmoporoBerii 6anmn < 26) u ompocHuka «Bo3pact He
nomexa» 3 Oamna u Ooinee KOMOWHUpPOBAaHHAsl YyB-
CTBUTEJNBHOCTh = 87%, KOMOMHUpPOBaHHAs crielupuy-
HOCTh = 69%. Takum 06pa3oM, OTHOBpEMEHHOE TECTH-
pOBaHHE C UCIOJIb30BAHUEM JAHHBIX IIKAJ IT03BOJISIET
YBEIMYUTH TOYHOCTH TUATHOCTHKH BBICOKOTO prucka CA.

Bzaumocenzu nokazameneii mpegozu, oenpeccuu
u cmapueckoii acmenuu. Pe3ynbraTbl OUEHKU KIWHU-
YECKMX NapaMeTpOB TPEBOTH U IEHPECCHH IS KaXKIOH
TpyMITBI PUBENEHBI B TA0M. 3.

ITomumo xoppenauuun nokasareneit MCA u ompo-
cHuKa «Bo3pact He momexay, Oblia BBISIBIIEHA KOPPEIs-
LMOHHAsI CBSI3b YMEPEHHON CHIIBI MEKAY NapamMeTpamu
NCA, mxanoit TpeBoru beka (S = 0,57, p < 0,05) u re-
puarpudeckoii mkanoi aenpeccu (S = 0,42, p < 0,05).
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Puc. 1. ROC-kpuBasi OIlEHKU YyBCTBUTEIBHOCTU U crenuguy-
HOCTH MOHPEaJIbCKOM IIKalbl OLEHKM KOIHUTUBHBIX (DyHKIUIH
JUTsL TUarHoCTHKY crapueckor actennu. MILIOK® — monpeans-
CKas IIIKaJIa OIIEHKY KOTHUTUBHBIX (pyHKIMIH
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Fig. 1. ROC-curve of Montreal Cognitive Assessment sensitivity
and specificity for frailty diagnosis. MoCA — Montreal Cognitive
Assessment.
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Tab6numa 3
3HavyeHns MKAJBI TPeBOoru beka u repuarpuyeckoil NIKAJbI Jenpeccuu-15 y NanMeHToK ¢ Pa3InyHOIl CTeNeHbI0 BHIPAKEHHOCTH CTapYecKo
ACTEeHHH

IMpusnaku crapyeckoii acreHuu (Ha ocHoBannuu UCA) IlIxana Tpesorn beka I'epnaTpuyeckas mkagia genpeccun-15
OTCyTCTBHE IPU3HAKOB CTAPUYECKOI acCTeHHH 4,52+ 6)* 2,5(1+3)
Crapueckasi mpeacTeHus 11 (6,5 +16)* 3(2+5)
YMmepeHHast cTapyeckasi aCTCHUs 20 (11 = 30)* 6(4+7)*
BrIpaxkeHHas cTapueckasl aCTeHHsI 19,5 (11 = 30)* 5(4+6)*

Hpumeyvarnue: * — pa3nuuus JOCTOBEPHBI HAa ypoBHE 3HauMMocTH p < 0,01 B cpaBHEHHH ¢ TPyNIOi 03 MPU3HAKOB CTAPUECKOW aCTCHUH.

Table 3

Indexes of Beck anxiety inventory and geriatric depression scale-15 in patients with different frailty severity

Severity of frailty (according FI) Beck anxiety inventory Geriatric depression scale-15
Non-frail 4.5 2+ 6)* 251 +3)
Pre-frail 11 (6,5 ~ 16)* 3(2+5)
Mildly frail 20 (11 + 30)* 6 (4+T7)*
More frail 19.5 (11 = 30)* 5(4+6)*

Note: *— the differences are significant at the level of p < 0.01 compared with the non-frail group.
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Puc. 2. ROC-KkpuBbI€ OLICHKH YyBCTBUTEIBHOCTH U CIICIIM(PUIHOCTH ONPOCHUKA «Bo3pact He moMexay /sl TMarHOCTHKH CTap4ecKon
npeacTeHuu 1 crapyeckoit acrennn: A — ROC kpuBast 17151 AMarHOCTUKHU CTapUECKOM PEeacTeHUH Ha OCHOBAaHHUHU ONpocHuKa «Bozpact
He noMmexay Ipu nokasareine 2 6amna orHocutenbHo MCA; b — ROC kpuBas U1t TMarHOCTUKU CTapueCKOM aCTEeHNH Ha OCHOBaHHUU
onpocHuka «Bo3pact He moMexa» HpH nokasarene 3 0asa u 6onee orHocurensHo CA
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Fig. 2. ROC-curves of questionnaire “Age is no barrier” sensitivity and specificity for frailty and predrailty diagnosis: A— ROC-curve
of questionnaire “Age is no barrier” for prefrailty diagnosis regarding FI at cut-off level of 1-2: B— ROC-curve of questionnaire “Age
is no barrier” for frailty diagnosis regarding FI at cut-off level of >3
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WNCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

[Tapamerps! mkans! TpeBoru beka u I'IIIJI-15 xapakre-
pu3oBaIMCh IpsaMoit koppemsiiueit (S = 0,36, p < 0,05).
[lokazarenn repuaTpuuecKkod IIKaJbl  JEMPECCHUU
W IIKaJIbl TpeBOru beka 3HauMMo pa3nuyanuch B Ipym-
Max ¢ pa3Ho# creneHpio BelpaxkeHHoctn CA (H = 22,2,
p =0,0001 u H= 13,5, p = 0,0036 cOOTBETCTBEHHO).
OnHako B CBSI3H C OTCYTCTBHEM JOCTOBEPHBIX Pa3IUYHil
JaHHBIX TIOKa3aTesel B rpyIiie NalueHTOK ¢ yMEPEHHON
CA u c BeipaxkeHHON CA TIO TaHHBIM MOATPYIIIIOBOTO
aHaJM3a JaHHbIE TPYNIbl ObIIM OOBEIUHEHB! B €AUHYIO
KOTOPTY TAIMEHTOK CO CTapueckoil acteHuei (n = 26
MalCHTOK).

IIpn mocTpoeHUM MOAENM MHOXKECTBEHHOW JIOIH-
CTHYECKOM PErpeccHy ¢ yU4eTOM BO3pacTa, mokasareineil
MIIOK®, KIIOIIC, BTJI/I, TecToB CEeMaHTHYECKHX
u doHetnueckux accormarnmid, ['1L/]-15, mxamner TpeBo-
ru bexa ObLIO BBISBICHO, YTO 0OJIee BHICOKHH IMOKa3a-
Tenb mkaisl TpeBoru beka u I'IJI-15 acconuupoBancs
¢ OoJee BRICOKOH BEpOSITHOCTHIO BhIsiBIeHUS CA 110 1aH-
ueiM MCA (OUI = 1,12; 95: IU: 1,02—-1,22, p = 0,0134
n OUI = 1,39; 95 IU: 1,05-1,84, p = 0,02010).

3HaueHus WKaibl TpeBoru beka u repuarpuyeckoit
IIKaJIbl JCTPECCHH HMENN OTPHUIATEIbHYI0 KOppels-
muto ¢ nokasarenssMu MIHOK® (S = —0,42, p < 0,05
u S = —0,25, p < 0,05 coorBercTBeHHO). HecmoTps
Ha KOPPEJSILHIO TOKa3arenei, TOIbKO MapaMeTpsl MIKa-
761 TpeBOTH beka 10CTOBEPHO acCOIMUPOBAIIHCH C yMe-
PEHHBIMH KOTHUTHUBHBIMH HapyLICHUSIMH, TUarHOCTH-
poBanHBIME Ha ocHOBaHnu MIITOK® (OIII = 1,12; 95%
AU: 1,04-1,2, p = 0,003).

Oocyxnenue. B cucremarnueckoMm 0030pe U MeTa-
aHanmze 46 o0cepBallMOHHBIX HecienoBanuii (Becero 120
805 pecniorienToB) yactota CIA y )KCHIIIUH COCTaBIIIA
173,2 na 1000 uyenoBeko-1et, y Mmyx4uH — 129 na 1000
yenoBeko-JieT, yactora CA y sxxenmuH: 44,8 Ha 1000 ge-
JIOBEKO-J1€T, y My>xuuH: 24,3 Ha 1000 yenoseko-ner [5].
Kak u B uzyuaemoii BbiOopke, xeHIMHB ¢ CA mmenu
Oonpmuii nokazarens UMT, npuHrManu Oomnblee guc-
JI0 JIEKapCTBEHHBIX IPEraparoB, a Takke UMenu Oonee
BBICOKHME IIAHCHI Pa3BUTHS 3a00JIEBaHUN CEPAEYHO-CO-
CYIHCTOW M JIBIXaTeIbHON CHUCTEMBI, METa0OINIECKHX
HapylUIEHUH M MBILICYHO-CKEIETHON maronoruud [6].
[Toxazano, uto passutue u nporpeccuponanre CA 3Ha-
YUMO YBEIWYMBACT PUCK HEOIArONPHUATHBIX COOBITHH
" ucxomoB. [7]. Accommammsi CA ¢ pa3BHBAIOIIMMHUCS
B MOKUJIOM BO3pacTe 3a00JIeBaHUSMH aKTHMBHO H3yda-
ercs. IHTepecHBIM MpeCTaBIsIeTCsl Hanuue 00paTHO
B3auMocBs3u nokaszareineii MIIIOK® u MCA, 4ro mo-
3BOJISIET TPEATIONIOKUTH MOTEHIIHAIBHYIO B3aUMOCBSI3b
KOTHUTUBHBIX HapywieHuil u CA. JlanHas acconuanus
MTOATBEPKAAETCS paHee OIyOIMKOBAaHHBIMHU CHCTEMATH-
YeCKMMHU 0030paMH KOTOPTHBIX M KPOCC-CEKIIMOHHBIX
nccienoBanuil. B cuctemarndeckom 0630pe 1 MeTaaHa-
nu3e 5 uccnenoBaHull, BkmounBmmx 14 302 pecnon-
JICHTOB B BO3pacTe 66—76 JIeT 3a epro HaOMIOACHUS OT
3 10 5 et ObUIO BBISBICHO YBEJINYEHUE OTHOCHUTENBHO-
ro pucka (OP) pasButust nemennny y naueHToB co CA
(OP=1,47,95% JAU: 0,89-2,40), a npu komOuHanmu CA
u YKH puck 3nauntensao Bo3pacrain (OP = 5,36 95%
J: 3,26-8,81) [8]. PazBuTie CA 3HaUMMO acCOIMUPO-
BaJIOCh C PHCKOM Pa3BUTHS Kak Oone3Hu AnpureimMepa
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(bA), Tak u cocyaucroii nemennuu. bonee Toro, y sxeH-
umH co CA puck BA MoxeT ObITh BhILIE, YeM Y MYKIHH
[9]. Hecmotpst Ha To uTO B padore G. Kojima u coarr.
yKa3bpIBaeTCd Ha OTCYTCTBHE JOCTOBEPHOTO yBEIWYE-
HUs prcka BA u cocynucToi qeMeHITNN Y TaIueHTOB CO
CrA, BuccnenoBanuu L. Zheng u coaBt. coueranue CnA
¥ KOTHUTHBHBIX HAPYUICHUH XapaKTepH30Bajoch Ooiee
BBICOKMM DPHCKOM DPa3BUTHs AEMEHIHUU IO CPAaBHEHUIO
¢ pecrionnienramu 6e3 YKH. Takxke aBTOpBI BBIIBHIN
YBEJIMUEHHUE PUCKA AEMEHIINH Y MALIMEHTOB C KOTHUTHB-
Hoii actenueii [10]. B kpynHoM cucremarndeckom 0030-
pe M.K. Borges u coaBT., BBIIIOTHEHHOM Ha OCHOBAaHUU
6 uccnenoBanuii (Bcero 14 657 mammMeHTOB, cpenHUit
BO3pacT 73,3 Toma) TakKe IMONTBEPKIAIOTCS TaHHBIE
G. Grande u coasr. 1 G. Kojima 1 coaBT. 00 yBeTHICHUU
pHCKa TepuaTpruueCcKuX KOTHUTHBHBIX HApYIICHUH Y pe-
cnonnieHToB co CA (komOunuporannoe OP = 1,80, 95%
JU: 1,11-2,92, p = 0,02), HECMOTpS Ha 3HAYUTEIBHYIO
reTePOreHHOCTh BKIIIOYCHHBIX B 0030p pador [11]. MH-
TepecHBIM (HaKTOM SIBIISIETCSI OONBIIUII PUCK Pa3BUTHS
JEMEHIIUY TIPU COYETaHWH WMEHHO HEaMHECTHYECKOTO
tuna YKH u CA 1o cpaBHEHHIO ¢ aMHECTHYECKUM Ba-
puantom YKH [12]. OTcyTCTBHE CTAaTUCTUYCCKH 3HAYH-
Moi B3auMocBs3H CA U COCTOSHUSI KOTHUTUBHBIX (DYHK-
muit (KIIOIIC, BTJIJ, pacnpoctpanenHocts YKH)
B HACTOSIILEM HCCIECIOBAaHHHM MOXET ObITh 00ycJoBIIe-
HO TJIABHBIM 00pa3oM OMIMOKON BTOPOTO poja, TO €CTh
HEIOCTAaTOYHON MOITHOCTBIO HccieaoBanus (< 80%).
Ha BBICOKYIO BEPOSTHOCThH JIOKHOOTPHUIIATENHHOTO pPe-
3yJbTaTa YKasblBaeT HaJM4yHe KOppEIUM Mapame-
TpoB oueHkn KorautuBHoro craryca KIIOIIC, BTJI/
¢ MIIIOK®, koropasi B CBOIO OYEpEAb UMEET KOPPEIs-
1uto ¢ onmpocHukoM «Bospact me momexa» u MCA. Tak
kak uMeHHO MILTOK® sBisiercst Goee TOYHOM O cpaB-
ueruto ¢ KIOIIC mns nuarsoctuxu YKH, To monyuen-
HBIC IaHHBIE TO3BOJISIOT CEJaTh BHIBOA O JOCTOBEPHON
B3auMOCBs3u CA u KOrHUTHBHOM auchyHkimu [13].

B oreuecTBeHHON nMTEpaType HpEACTaBICHBI JaH-
HbI€ O B3aUMOCBSI3M WU3MEHEHHH IOKa3aTeJIel ILIKAJIbI
«Bo3spact He nomexa» n opuruHansHoro MCA c npen-
JI0’)KEHHOU TIOPOTOBOU TOUKOH A1 muarHoCTHKA CA —
3 u Oonee GamnoB [14]. OgHAKO B KIMHUYECKUX PEKO-
MEH/IALUAX, MOCBAIICHHBIX IHArHOCTUKE U JICUYCHHIO
CA, moporoBoit Toukoil nuarHocTukd CA MO JaHHBIM
omnpocHHKa «Bo3pacT He momexa» sBiseTcs 5 0aioB
u Gonee [2]. UyBcTBUTEIBHOCTD ONpocHUKa «Bo3pact
HE TOoMeXa» ISl TUArHOCTUKH BBICOKOTO pucka CA
IIpU TIOPOTOBOM TOuKe 5 OamnoB W Oonee cOCTaBIsET
46,7%, B TO BpeMs Kak IIpH ITOPOTOBOH Touke 3 Oaya
u 6onee — 86,7% [15]. Tak kak ompocHuk «Bo3pact
HE TIOMeXay SBISIETCS CKPUHUHTOBBIM HCCIIEJOBAHUEM,
TO GOJIee BaXKHBIM KOMIIOHEHTOM SIBIISIETCSI HMEHHO BBI-
COKasi 9yBCTBHUTEIBHOCTh, YTO MO3BOJSIET YMEHBIIUTH
KOJIMYECTBO JIOKHOOTPHUILATENBHBIX pe3yasTaToB. B Ha-
cTosimel paboTe 4yBCTBUTEIBHOCTH OMpOCHWKa «Bo3-
pact He momexa» coctaBuwia 69%, crnenupUIHOCTD
87%, 9TO MOXKET OBITH CBA3aHO C HCIIONB30BAHUEM JIPY-
rux pedepencHsix 3Hauenuit UCA. Harpumep, B pabote
O.H. TkaueBoil 1 COABT. BBINOJIHEHO CPaBHEHHUE OTIPO-
cHuKa «Bospact He momexa» ¢ opurmHaibHbIM VCA,
MTOPOTOBBIMH 3HAYEHUSIMU KOTOPOTO JJISi TUATHOCTHKHU
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CnA semsumcs 0,21-0,35, a gt amarsoctuku CA > 0,35
[15]. OnTtumanbHON MOPOTOBOM TOYKOM NHAarHOCTHKHU
CA 1o nanHBIM onIpocHHKa «Bo3pacT He momexay aBTo-
pHI Taoke onpenenwn 3 6amna u 6onee. B HacTosmem
HCCJIEIOBAHUU HCIIONH30BAIIOCH MOPOTOBOC 3HAYCHHUE
UCA st nmarsoctuku CA —0,21, 9To 00ycIioBII€HO pe-
synbraramu Banuaauu MCA 1ist TOKUTIBIX MAIIMEHTOB,
HaOIONAONIMXCS aMOyIaTOPHO B paMKaxX KaHaJICKOTO
00CJIeIOBaHMUs COCTOSHUS 3I0POBhs HaceneHus [4]. Tem
He MeHee Karma Kosna B 000uX cirydasx HaXOAmiIach
B npenenax 0,41-0,60, uto cBUAETEILCTBYET 00 yMe-
PEHHOM YPOBHE COTJIacCHS JIBYX IUATHOCTHYECKHX Te-
ctoB (43,3% B padore O.H. TkaueBoii u coart. u 57,4%
B HACTOSIIEM HccienoBaHuu). bomee Toro, onmpocHUK
«Bo3pacT He momMexay 0071a/1aeT BEICOKON YyBCTBUTEIIh-
HOCTBIO s quarHoctuku CrmA (86,4%), HO JTaHHBIN
rokaszarejib CONPSHKEH ¢ HEBBICOKOW CHEIU(PUUHOCTHIO
(52,8%) mpu mokazarene 2 0Oamia W, Kak CIEICTBUE,
C BBICOKUM KOJHYECTBOM JIOXKHOIIOJIOKHUTEIBHBIX pe-
3yJIBTaTOB OTHOCHTENBHO BanuauznposanHoro MCA [4].
TaxuMm 06pa3zom, TOUHOCTE ONPOCHUKA «Bo3pacT He 110-
MeXa» OTHOCHTEIHHO MOJIENIN HAKOIUICHUS Ne(UIIITOB
MOKET HampsSMYyIO 3aBHUCETh OT BHIOPAHHON B KaueCTBE
pedepenca monenu MCA. Tlokasarens B 3 6amta u 60-
Jiee pEKOMEHJIOBAH JIJISl pACCMOTPEHUS HEOOXOMUMOCTH
KOMITJICKCHON TepUaTpUIEeCKO OIICHKH MAaI[UeHTa, TaK
KaKk MMEHHO JaHHBIM NOPOTOBBIM YPOBEHb I103BOJISET
3HAYUTENHHO YBEIMYUBATh YYBCTBUTEILHOCTh TECTa
JUTSL TUarHOCTUKH BhIcokoro prcka CA [15]. [ToporoBerit
YpOBEHb 5 OaiIoB U OoJjiee, Kak MPEAoKeHO B KIMHH-
YECKUX PEKOMEHIAIUX, 00J1aaeT BBICOKOH crieruguy-
HOCTbHIO, HO OYeHbh HH3KOH YyBCTBUTEIHHOCTEIO, YTO HE
MO3BOJISIET KCIIOJIB30BaTh JAaHHBIA IMOKA3aTelh B Kade-
CTBE CKpUHUTOBOTO [2].

TpeBokHOE U JIETIPECCUBHOE PACCTPONCTBO HEpe-
Ko couerartcs ¢ cuHapoMoM CA. B ycrnoBusix exe-
JTHEBHON KIMHUYECKOW TPAKTHKU Pa3INIHBIC (HOPMBI
TPEBOKHOCTH U JCTIPECCUH HE TUATHOCTUPYIOTCS, YTO
MPUBOIUT K SMOITMOHAIEHOMY CTPECCY M YXYAIICHUIO
Ka4ecTBa JKM3HU, a TAaKKe aCCOIUUPYIOTCS C PUCKOM
pa3BUTHS U MPOTPECCUPOBAHUS PASTUIHON COMATHYIC-
CKOM TTaTOJIOTHH Y HU3KOH MPUBEPKEHHOCTH MAIIIEHTOB
K BBITIOJIHEHUIO pekoMeHnanuii [16, 17].

B Bo3pacTHBIX cTparax crapuie 55 JeT JenpeccHuB-
HOE paccTpoiicTBo, CA wiH UX COYeTaHUE BCTPEUAIOT-
csi B 10% ciyuaeB [18]. OnyOnukoBaHbl JaHHBIE, CBU-
JIETEIBCTBYIONME O 00Jiee BBHICOKOM PHCKE Pa3BUTHUS
U TIPOTPECCUPOBAHUS CTAPUYECKON ACTCHHUU Y TIOXKHIIBIX
JIIOZIEH C JeTpeCcCUBHBIM paccTpoiicTBoM [19, 20]. B to
e Bpemsl B Opa3wiIbCKOW M KHTaWCKOW BBIOOpKaX Jie-
Mpeccusi HE TPUBOAMIA K YBEIUYCHHUIO BEPOSTHOCTH
paszButus CA, 4To TpeOyeT JOMOTHUTEIHHOIO aHaln3a
HE TOIHKO METUITUHCKHX, HO U COIIMAIBHO-KYIBTYPOJIO-
THYECKHX aCIIEKTOB XH3HU JIUI] CTapIero Bo3pacra [21,
22].

Coueranue nenpeccun U CA xapakTepusyeT nes3a-
JANTaIUI0 B PasTUYHBIX (DYHKIIMOHATHHBIX TOMEHAX
xu3Hu. Tak, y naruentoB ¢ CA u nenpeccueii HaOIo-
naeTcs 6oiee MeIJIeHHAst CKOPOCTh XOABOBI B 00JIee BBI-
pakeHHasi o01mas ciabocTh, 4To 00yCIOBIMBAET Oosee
BBICOKUI PHUCK INPEXIAECBPEMEHHON CMEPTH Yy JKEHIIUH,
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HO He y MyuuH [23]. [loMmnmo accomnmammu ¢ aemnpec-
cueit CnA u CA 3HaYUMO CBSI3aHBI C KIMHUYECKU BbI-
paXCHHBIM TPEBOXKHBIM PACCTPONHCTBOM, HAIIMIUE KO-
TOPOTo, B CBOIO OU€pE/lb, YBEIUUUBACT PUCK Pa3BUTHUS
nemnpeccun [24]. boiee Toro, TpeBOXKHOE pacCTPOMCTBO
HE3aBUCUMO ACCOLMUPYETCS C YBEIMUCHUEM PUCKA pa3-
Butusi CA [25]. Coueranue TPEeBOKHOTO U JETPECCHB-
HOTO paccTpoicTBa y uil crapiie 60 JeT 3HaYUMO HOBbI-
IaeT BEPOSTHOCTH BhIsIBICHMS Kak CA Tak u CA [26].
OTH IaHHBIE COTIIACYIOTCS C pe3yJbTaTaMU HACTOSLIETO
uccienoBanus. B wactHOCTH, 3HaYMMO Oo0Jiee BBICOKHE
3Ha4yeHus mkanel TpeBord beka u I'LII/I-15 BbIsBIEHBI
B rpymme CA. Taxxke y manuentok ¢ YKH mo nanaemM
MIIOK® nabmtonancst 6ojee BRICOKHIA yPOBEHb TPEBO-
JKHOCTH, HO HE JCTPECCUU. JHAUYEHUS IIKAIBI TPEBOTH
beka u I'llI/I-15 uMeror oOpaTHYO KOPPEISIUIO C TIO-
kazaremamu mkaiasl MIIOK®. OgHako Kpocc-ceKnu-
OHHBIN IU3alH HE MO3BOJSIET YCTAHOBUTH MEPBUYHOCTH
WM BTOPUYHOCTH JAHHBIX COCTOSIHHM, & TOJBKO BBIS-
BUTbH UX aCCOLIMALIUU.

B3anmocss3s TpeBoru, menpeccun u CA o0ycioB-
JIeHa CXOXHMH TAaTOXUMHYECKHUMH W TaTO(PU3UO0I0-
TMYECKUMHU MPOLECCAMA B MMMYHHOM M aBTOHOMHOM
HEPBHOH CHCTEME, a TaKKe METabOIMYECKUMH U MU-
TOXOHJIPUAIBHBIMA ~ HApYIICHISIMH,  MPUBOISIIAMU
K HEJOCTaTKy CHHTE3a U perepryapHoMy aucOanaHcy
OCHOBHBIX HEHPOMEINATOPOB, ITMTOKUHOB, BHYTPHKIIC-
TOYHBIX MECCEHIKEpPOB M Jpyrux (hakropoB, obecrie-
YUBAOMUX agantanuio [27, 28]. BaxxHeiM o0muM ma-
TOJIOTMYECKUM aCHEKTOM JAHHBIX COCTOSHUU SIBISIETCS
pasBUTHE CYOKIMHUYCCKH MPOTEKAIOIINX CHCTEMHBIX
MPOIECCOB: JHIOTEINATBHON AUCHYHKIUY, Teperyis-
AW TATIOTAIaMO-THIIO(DU3apPHON CETH U XPOHHIECKOTO
BocnaneHus [19].

Oepanuyenus u npeumywecmsa ucciedosanus. On-
HOMOMEHTHOE KpOCC-CEKLIMOHHOE HCCIIEZIOBAaHUE HE
MMO3BOJSIET BBISIBUTH TPUYUHHO-CIICJICTBEHHBIC CBS3H
HaOmromaemMbIx (heHoMeHoB. Kpome Toro, BEIOOpKa CO-
cTosIa M3 aMOyIaTOPHBIX MAIMEHTOB KEHCKOTO Iojia
crapuie 60 JeT, 4YTO HE MO3BOJIAET SKCTPANOIUPOBATH
pe3yabTaTel IS IPYTUX TPyHn HaceleHus. Mori-
HOCTb UCCJICIOBAaHUS AJIA OLCHKU MOKAa3aTeseil IIKabl
KHIOIIC u BTJI/] coctaBuna mernee 80%, 9TO mpeArio-
JlaraeT JOXHOOTPUIIATEIbHBIC PE3yJAbTaThl B3aUMOCBS-
3W JaHHBIX MapaMeTpoB ¢ TMokaszareisiMu omeHkn CA.
Huarnoctuka CA ocylecTBisIach HA OCHOBAHUM MO-
nenu HakorwieHus: nedunutoB (mHAekca CA), Momens
L.P. Fried u coaBT. He MCIOIb30Bajach. J{MarHOCTHKA
KOTHUTHBHBIX HApPYIICHWHA, TPEBOTH M NEMIPECCUU HC-
MOJIb30BaJIaCh HA OCHOBE PACHpPOCTPAHCHHBIX BaJIUIU-
3MPOBAaHHBIX MKl 0€3 JOMOIHHUTENHHO YTIyONIeHHO-
ro HEWPOIICUXOJIOTHYeCcKoro obcienoBanus. B To ke
BpeMsI, OTHOPOIHBIM XapaKTep BBIOOPKH, TOCTATOUYHO
CTpOTHe KpUTepuu 0T00pa, JOCTYIMHOCTh CTaHIAPTHU3U-
POBaHHBIX MHCTPYMEHTOB OIEHKH W COOTBETCTBHE BBI-
SIBIICHHBIX TEHACHIINI TaHHBIM IPYTUX UCCIeIoBaTeNneh
MO3BOJISIOT PAaCCYUTHIBATh Ha MOJlyueHHe Oojee 3Hadh-
MBIX PE3YJbTaTOB.

3akiiouenne. B BEIOOpKE CaMOCTOSTEIIBHO >KHBY-
IIMX KeHIIMH ctapiie 60 JeT He ObLIO BBHISBICHO CTa-
TUCTHYECKH 3HaumMoin cBs3u mokazareneit KILIOIIC
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u BTJI/1, 4To MOKeT OBITH 00YCIIOBIEHO HETOCTATOYHOMN
MOIITHOCTBIO HCCIEAOBaHUS U TPeOyeT YBEIUUYCHUS BbI-
6opku. bonee Hm3kmit 6ann mo MIIOK® acconuupy-
eTcs ¢ 6onee BrICOKOH BeposiTHOCTEI0O CA. Iloporoserii
6amn 26 u menee mo MILIOK® umeer 69% uyBcTBU-
TEJNBHOCTS IS BEISIBIICHUSA BhICOKOTO prucka CA. Onpoc-
HUK «Bo3pact He momexa» MOXET HCIOJIb30BATHCS
B KauecTBEe CKPHMHMHIOBOIO MeToAa JUarHOCTHKH CnA
(< 2 6amma) u CA (3 Gamna u Gonee), onHako HeoOXo-
IUMO YYUTBIBaTh KIMHUYECKUI KOHTEKCT U IIPU COMHH-
TEJIBHBIX PE3YNIbTaTaX PeKOMEHyeTCs JOMOTHUTEIbHOE
Oonee pa3BepHyTO€ 00CIEIOBAaHHE, B YACTHOCTH KOM-
IUIEKCHOE TepuaTprudecKoe HccieloBaHue. Y KEHIIUH
co CA BbIsIBIIEH 3Ha4MMO OoJiee BHICOKUI YPOBEHb Tpe-
BOTH, ICNIPECCHH, a Takxke 0oJiee BRICOKAs YacTOTa apTe-
puanbHOU runepren3un U oonpmmii UMT. Beisinenue
3THX COCTOSHUM y MEHIUMH CTaplIero Bo3pacTa MOXKET
CITy>KUTh JONOJHUTEIBHBIM ITOBOIOM JJISI UCKITFOUCHUS
passutus CA.

KondaukTt unTepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBUM KOH(INKTa HHTEPECOB.

dunaHcupoBaHue. VccienoBanue He UMENO CIIOH-
COPCKOM MOIACPIKKH.
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QMMUIAEMHUOJOTI'NYECKHUE XAPAKTEPUCTUKHU PACCESAHHOTI'O CKJUIEPO3A
B CTABPOIIOJIBCKOM KPAE

I'B. Jlapun, E.M. Jlapuna, A.U. Paesckan, H.A. Bouunosa, C.M. Kapnos

CTaBpOMOIbCKHA TOCYIapCTBEHHBIH MEIUITMHCKHIN yHUBepcuTeT, CTaBpononb, Poccust
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Pesrome

Leab padoThl: onpedenums KIUHUKO-INUOEMUOTOSUYECKUE 0COOeHHOCMU paccesiHHo2o ckieposa (PC) na npumepe
Cmaepononsckozo Kpasi.

MarepuaJ u MeToabl. [Iposeden pempocnexmugnvlil ananuz 655 meouyunckux kapm nayuenmog 3a 2021-2022 ze.,
20CNUMATU3UPOBAHHBIX 8 HEBPOLOSUYECKOe OMOeNeHIle MHO2ONpodunbHo2o cmayuonapa ¢ ouazrnozom PC. Oyenusa-
JIUCH 803PACH, NOJL, MECTHO JHCUMENbCEA Nayuenma, o3pacm debroma sabonesanus, mun mevenus PC, cmenens un-
8AIUOU3AYUU, CKOPOCMb Npocpeccuposanus 3aboneganus. Cmamucmuueckas 06pabomra npo8ooULACs ¢ HOMOWBIO
npoepammnozo obecnewenus Microsoft Excel, Statistica 10.

Pesyavrarbl. Yacmoma ecmpewaemocmu PC 3a ykazanuwiil nepuod cocmasuna 22,7 na 100 000 nacenenus. /lons
arcenuyun cocmaguna — 70,2%, mysicuun — 29,8%. Cpeonuii gospacm — 40,04 + 10,8 2ooa. [looasnatowee bonvuiun-
cmgo cayyaes dedroma PC (83,2%) npoucxooum 6 éo3pacme om 21 0o 50 nem —y 82,8% owcenwyun u 84% myorcuun.
Ipu ananuze cmenenu 6bIpaANCEHHOCU HEBPOIOSUYECKO20 Oeuyuma cpeoHUll NoKA3amenb No PACUUPEHHOU WKaLe
Hapywenuil dcuznedesmenvrhocmu Kypmyxe cocmasun 3,53 + 1,7 b6anna. Ckopocms npozpeccuposaniisi cocnmasu-
aa— 1,21 + 1,1 6anna 6 200, umo coomeemcmeyem dvicmpomy memny. Cpeou eocnumanusuposannvix 65,4% umerom
epynny uneanuonocmu: mpemvio — 41,9% (275 nayuenmos), émopyio — 21,4% (140 nayuenmos), nepgyio — 2,1%
(14 nayuernmos).

3axiouenue. Cmagpononbekuil Kpailk OmHOCUMCA K PECUOHAM C YMEPEHHbIM PUCKOM PA3GUMUS PACCESAHHO20 CKIle-
posa. Pesynomamol pabomul mocym 6bimb nonesHsvl npu NAAHUPOBAHUY MEOUKO-COYUATLHOU ROMOUWU HA OMOETbHBIX
meppumopusx Kpas.

KnmoueBbie cmoBa: paCCCﬂHHBIﬁ CKJICPO3, SJIIUACMHUOJIOT U, KIIMHUKA, JUAarHOCTHKA, JICHCHUC, ITPCTIapaThbl, U3~
MEHAIOUINE TECUCHUE PACCEIHHOTO CKIIEPO3a

Jas nurupoBanus: Jlapun I'B., Jlapuna E.M., Paesckas A.U., Beimmosa U.A., Kapnos C.M. Dnuaemuonoru-
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EPIDEMIOLOGICAL CHARACTERISTICS OF MULTIPLE SCLEROSIS IN STAVROPOL REGION
G.V. Larin, E.M. Larina, A.1. Raevskaya, 1. A. Vyshlova, S.M. Karpov
Stavropol State Medical University, Stavropol, Russia

Abstract

Multiple sclerosis (MS) is a chronic autoimmune, inflammatory and degenerative disease of the central nervous sys-
tem and is the most common neurological disorder in young people.

Purpose: fo determine the clinical and epidemiological features of multiple sclerosis usig the example of the Stavropol
region (SR).

Materials and methods. 4 retrospective analysis of 655 medical records of patients for 2021-2022, hospitalized in
the neurological department of a multidisciplinary hospital with a diagnosis of MS, was carried out. The age, gen-
der, place of residence of the patient, age of onset of the disease, type of MS, degree of disability, and rate of disease
progression were assessed. Statistical processing was carried out using Microsoft Excel and Statistica 10 software.
Results. The incidence of MS during this period was 22.7 per 100,000 population. The share of women was 70.2%,
men — 29.8%. Average age — 40.04 £+ 10.8 years. The vast majority of cases of onset of MS (83.2%) occur between
the ages of 21 and 50 years — 82.8% of women and 84% of men. When analyzing the severity of neurological defi-
cit, the average score on the extended Kurtzke scale of disability was 3.53 + 1.7 points. The rate of progression was
1.21 + 1.1 points per year, which corresponds to a fast pace. Among those hospitalized, 65.4% have a disability group:
third — 41.9% (275 patients), second — 21.4% (140 patients), first — 2.1% (14 patients).

Conclusion. The Stavropol Territory is one of the regions with a moderate risk of developing multiple sclerosis. The
results of the work may be useful in planning medical and social care in certain territories of this region.

Keywords: multiple sclerosis, epidemiology, clinical picture, diagnosis, treatment, drugs that modify the course
of multiple sclerosis
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Cokpawenus: BAPC — BBICOKOAKTHBHBIN paccesH-
HbIH ckiepo3; BIIPC — BropuuHO-niporpeccupyomuit
paccesiHHbIN ckiepo3; MPT — MarHUTHO-pe30HaHCHas
tomorpadust; [IMTPC — npenaparsl, H3MEHSIOMINE Te-
geHue paccessHHoro ckieposa; IIMPC — mporpeccupy-
ol paccesHHbIN ckiepo3; PPC — pemutupyromuit
paccessHHBIN ckiepo3; PC — paccessHHBIH CKIIEpo3;
CK — Crapononbckuii kpaii; EDSS — Expanded
Disability Status Scale.

BBeneHue. OUNIEMHUOIOTHYECKHE WCCIICIOBAHUS
UTPAIOT KIFOUYEBYIO POJIb B PAIlMOHAIBHOM ILJIAHHPOBA-
HUUW ¥ OKa3aHUH MEAWIIMHCKON MTOMOIIHN, TIPEA0CTaBISA
BOXHYIO HH(POPMAIIHIO, UMEIONIYIO MMPAKTHYECKYIO 3Ha-
gyuMocTh. OHHM HE TONBKO OIIEHHWBAIOT 3a00JEBAEMOCTH
U neMorpaduueckue XapaKTCPUCTUKH MAIMEHTOB, HO
TaK)Ke aHATM3UPYIOT U3MEHSIOIHEeCs (GaKkTOPhl OKpykKa-
IOH_ICI\/'I Cpe€abl, BDEMCHHBIC TCHACHIIUU U KIIMHUYCCKUC
MIPOsIBJICHUS 3200JIeBaHUS, TIO3BOJISIFOT BBISBIISTH (DaKTO-
PBI pHCKA pa3BUTHSI MITM HEONMAaronpusTHOTO TeUSHHS 3a-
0oJIeBaHUs, YTO OCOOCHHO BaXKHO IPH U3yUYCHUU TaKUX
MyJNbTH()AKTOPHATIbHBIX 3a00JIEBaHUMN, KaK PACCESIHHBIN
ckiepo3 (PC) [1]. PC — sT0 XpoHHYECKOE ayTOMM-
MYHHOE, BOCHAJIUTEIBHOE U JIETCHEPAaTUBHOE 3a0oJie-
BaHHUE IIEHTPaJbHON HEPBHOM CHCTEMBI, SBJISIOIICECS
Hau0OoJiee  PacIpOCTPAHCHHBIM  HEBPOJIOTUYCCKUM
paccTpoiicTBOM y MoJoabix Joneii. OH omocpemnoBaH
aHOMAaJIbHbIM dyTOMMMYHHBIM OTBE€TOM Yy I'€HCTUYCCKU
MIPEIPACIIONIOKEHHBIX JIIONEH, ¥ KOTOPBIX HECKOJIBKO
(hakTOpPOB OKPYIKAIOMICH CPEIbl MOTYT MOBIIUSTH HA pa3-
BUTHE H IIPOTpeccupoBaHne 3aboireBanus [2].

Ha ceropnsmnauii 1eHs B MUpE, MO JaHHBIM Mex-
IyHapOmHOH (helepannyu pacCesTHHOTO CKIIepo3a (aHTII.
Multiple Sclerosis International Federation), 2,8 muH
genoBek crpamaior PC [3, 4]. Mmeromuecs naHHBIS
CUCTEMATHYCCKUX O630pOB, OpOAOJIBHBIX HCCJICI0BaA-
HUW ¥ HAIMOHANBHBIX HIW PETHOHAIBHBIX PETUCTPOB
CBUJICTEILCTBYIOT O pOCTe MI00aIbHON pacmpocTpa-
HEHHOCTH 3a00JIeBaHHs 3a TOCIEIHWE IECATHUIETHS.
OTOT pOCT, MO-BUIUMOMY, OIpaBIaH JHUIIb OTYACTH
OIUPOKUM TMPHUMEHEHHEM MarHUTHO-PEe30HAHCHOH TO-
morpadun (MPT), u ectb naHHBIE, CBUAETEILCTBYIO-
e O peallbHOM YBEIHMYEHUH pPaclpOCTPAaHEHHOCTH
3aboneBanus [2]. [Tokazarens 248 ciayyaes Ha 100 000
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KHUTEJIEH 3aperucTpUpPOBaH B HECKOIBKUX 30HAX Ha Ce-
Bepe otnmanauu [5], B Kanane pacnpocTpaHeHHOCTh
313 cayuyaeB Ha 100 000 HaceneHus 3aperucTpUpoBa-
Ha B CackaueBane [6] u 261 ciyuaeB Ha 100 000 Hace-
nenus — B Ontapwuo [7]. 3aboneBaemocts PC pacrer
B CaMbIX IKHBIX paliOHaX TUIAHETHI, B TO BpPEeMs Kak
B CesepHoit EBpone u CeBepHoil AMepuKke OHa OcCTa-
ercst crabunbHOl ¢ 1980 I, ciocoOCTBYs 0CIIabIeHUIO
KJIACCHYECKOTO IIMPOTHOTO TpaarWeHTa, OMHUCAHHOTO
J.F. Kurtzke [8]. Jlanusie no 3a6oneBaemoctu PC B Poc-
cuu pazuarcs [9]. Ilo ceenenusim Hayunoro uenrpa He-
Bposioruu PAH, 3to 6onee 150 Thicsu OOMBHBIX, TIO JaH-
HBIM MuHHCTEpCTBa 37paBooxpaHeHuss PD — OGomee
52 teicsu. Bonbinas pasHuna B nudpax oOycioBicHa
HECOBEPIIIEHCTBOM CHUCTEMBI YUeTa U OTCYTCTBHEM €/IH-
HOTO perucTpa nauueHTos [3].

AHanu3 yactoTel BcrpeuaeMocTd PC B KOHKpETHOM
PETHOHE, a TAKXKE U3YUEHUE €r0 KIMHUYSCKUX H dITHJIC-
MHOJIOTHYECKHX XapaKTEPUCTHK TIO3BOJISET OMPEIEIIUTh
CIOCOOBI YIYYIICHUS OpraHW3allMHd TOMOIIM TallueH-
TaM, ONTHMAaJbHOTO YIpaBJeHHS 3a00JeBaHHWEM H TIO-
BBIIICHUSI KadecTBa xu3Hu [10, 11].

Lenv uccnedosanus: ONPeNeNUTh KIMHUKO-3ITHIC-
muonoruueckue ocobennoctu PC na nmpumepe CraBpo-
MTOJTECKOTO Kpasi.

MarepuaJj 1 MeToAbl. [IpoBeieH peTPOCIIEKTUBHBIN
aHanu3 655 MEeIUMUMHCKUX KapT MmauueHToB 3a 2021-—
2022 T, TOCHUTAIM3UPOBAHHBIX B HEBPOJOTHYECKOE
OTJeNIeHue MHOTOTIPOQIIIFHOTO CTaIlioHapa ¢ AWarHo-
3oM PC no kpurepusim Max/lonansna 2017 roxpa. IIpo-
BOJIMJIACh OIIEHKAa BO3pacTa, IMOojla, MECTa JKUTEIhCTBA
naiueHTa, Bo3pacTta ae0roTa 3a0o0eBaHus, TUIIA Tede-
Hus PC, cTenenn nHBaIMIN3aIlNH TAIIIEHTOB, CKOPOCTH
MpOrpeccupoBanus 3a00eBaHusl.

Jns OIEeHKH THKECTH KIMHUYECKOTO COCTOSHUS
W CTETNEeHNW MHBAIMAM3ALUKN WCIIOJIB30BAIIM PaCIIMPCH-
HYIO IIIKally HapyIICHHS XU3HEAeATeTbHOCTH KypTike
(Expanded Disability Status Scale (EDSS)) [12]. Cko-
pocTthb mporpeccupoBanus PC paccunTeBanu 1Mo OTHO-
nrenuro nokasareneid EDSS Ha MomeHT oOcniemoBaHust
K JUTMTEIBHOCTH Oolle3HH. BEImensroT Tpu BapuaHTa
MporpeccupoBaHus: MelieHHbIH — Menee (0,25 Gama
B rox; ymepeHnHsrid — ot 0,25 mo 0,75 6anna B rom; ObI-
cTpbiit — Gosee 0,75 6ayna B rox [13].
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Tab6auna 1 Table 1
Pacnpenesnenne TroCHUTAJIM3NPOBAHHBIX OOJBHBIX 1O BO3pacTy Distribution of hospitalized patients by age and gender
. Male Female
Bospacr My:xekon 110.101 Kencknii 110.11 Age ‘Abs. % ‘Abs. %
Abe. % Abe. % Up 1020 6 31 7 5
flo 20 6 3.1 ! L5 21-30 34 17.4 82 17.8
21-30 34 17,4 82 17,8
31-40 75 385 148 322 3140 75 38.5 148 322
41-50 54 217 135 293 4150 >4 277 135 29.3
51-60 20 10,2 64 13.9 51-60 20 10.2 64 139
61-70 6 3,1 23 5 61-70 6 3.1 23 5
71-80 0 0 1 0,3 71-80 0 0 1 0.3
Bcero 195 100% 460 100% Total 195 100% 460 100%

Jyis monydeHus: nHGOpPMAIMA O YUCISHHOCTH Ha-
CeJIeHHs TOpOJOB W paitoHOB CTaBpPOMONBCKOTO Kpast
WCIIOJIh30BAIUCh CIIPABOUHBbIC Marepuaibl Demepaiib-
HOHM CIIy’OBI TOCYTapCTBEHHON CTaTHCTHKHU. Pacmpo-
crtpaneHHOCTh PC paccumThIBaliach Kak KOJIUYECTBO
OONBHBIX C JOCTOBEPHBIM JIHAarHO30M «PaCCEsTHHBII
CKJIEpO3», MPOXKUBAIOIINX HA JaHHOW TEPPUTOPHH,
Ha 100 TBICSY HacEICHUS B OOIIEH TTOMYITSIIHL

Cmamucmuyecxkas obpabomxka TPOBOAUIACH C TIO-
MOIIbIO TIporpaMMHOro obecrnedenus Microsoft Excel,
Statistica 10. Pe3ynbsraTsl nmpeacTaBieHbl B BUAE BBIOO-
pouHoro cpexHero (M) ¢ ykazaHueM CpemHEeKBaApaTHI-
HOTO OTKJIOHEHHs. il BCeX HMCHONBb30BaHHBIX CTaTH-
CTHYECKNX KpPUTEPUEB MPHUHAT KPUTHYECKHA YPOBEHB
3HayuMocTH p < 0,05.

Pesyabrarbl. Cpeau manueHToB ¢ PC mors xKeHInH
coctaBuna — 70,2%, myxuun — 29,8%. Cpenuuii Bo3-
pact narnuentoB coctaBun 40,04 + 10,8 roma. Pacmpe-
JIeNIeHHEe TOCTTUTAIN3NPOBaHHBIX OOJBHBIX MO BO3PACTY
Y TIOJTy TIpeACTaBIeHo B Tadm. 1.

Bo3zpact BO3HHKHOBEHUSI TIEPBBIX KITMHHYECKUX TTPO-
seiieanit PC mpencrasnen Ha puc. 1. Ilomasmsromee
OonpinHCTBO citydaes nedtora PC (83,2%), mpourcxoaut
B Bo3pacte oT 21 mo 50 ner — 82,8% >xenmuH u 84%
MykunH. Pannuii ne6rot PC (10 18 net) 3apeructpupo-
BaH y 44 (6,7%) narmmenToB. [lo3mumit nedrot 3aboeBa-
Hust (Tocie 45 net) BeisiBieH y 56 (8,5%) nanueHTos.

Cratuctudecku mpoctoBepHor pasHuUIbs! (p > 0,05)
B cpenHeM Bo3pacTe KiuHudeckoro nedrora PC mexay
xenmuHam (31 + 9 ner) u myxxunHamu (32 + 9 net) He
BBISIBJICHO.

B kxauecTBe mepBOTO CHMIITOMA Hallle BCTPEYAIOTCS
HapyleHus: 4yBcTBUTENbHOCTH (36,2%), nanee cieny-
0T JIBUTaTeJIbHBIE HAPYIICHUS W HEBPHUT 3PUTEIHHOTO
HepBa — 25,5 1 21,2% COOTBETCTBEHHO.

Jmurensnocts PC Ha MOMEHT 00CiIeIOBaHHUs COCTa-
Buia 6,09 + 6,7 roga, y keHuuH — 6,26 £ 6,6 rona,
y My)xurH — 5,7 + 7,06 rona.

[Tpu onenke teuenust PC ormeueHo npeobnanaHue
pemurtupytomiero tamna (PPC) — 71,3% (467 nanuen-
TOB), BropuuHo-niporpeccupytomuii Tun (BIIPC) orme-
yeH y 21,7% (141 naumeHT), TEpBUYHO-TIPOTPECCHPY-
toumii Tun ([TTIPC) 3a ykazaHHBIH epHo/] HE BHISBIICH.
Bricoxoaktusabiiit PC (BAPC) otmeuen y 7% (47 ma-
uuentoB). [IporpeccupoBaHuio paccesHHOTO CKIepo3a
MOTYT CIIOCOOCTBOBATh Pa3NYHbBIE (HaKTOPHI, KOTOPHIE
celuac akTUBHO U3Y4aroTCs.
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IIpu aHanu3e cTeneHu BBIPAKEHHOCTH HEBPOJIOTH-
YecKoro Ae(HuINTa CpeIHUH MoKa3aTelh M0 pacIIupeH-
HOM IIKaJle HapyleHuH >ku3HenesTenpHocTu Kyprike
cocrasmi 3,53 £+ 1,7 6amna: y xxenmuH — 3,51 + 1,73,
a 'y myxxuu — 3,58 = 1,77. CKopoCTh IporpeccupoBa-
Hus coctaBmia 1,21 £ 1,1 6amna B Tof1, 4TO COOTBETCTBY-
eT OBICTPOMY TEMITY.

IIporpeccupyromuii xapakrep PC npuBogut k Hapy-
MICHUIO Ka4€CTBA )KXU3HHU 6OJII)HI>IX U UX HHBaJIMAU3allu
[15, 16]. Cpenu rocnutanu3upoBaHHbIX 65,4% uMeroT
IpyNIly UHBAJIUIHOCTH: TpeTbio — 41,9% (275 nanuen-
ToB), Bropyto — 21,4% (140 mamueHTOB), IEPBYIO —
2,1% (14 maruentoB). C yBenr4yeHHeM BO3pacTa U Mpo-
JOJDKATENBHOCTH OOJIe3HHW HaONIomaeTcs TeHIEHIUS
MOBBIIICHUS] YaCTOTHI M CTEICHW WHBamuau3anuu [17].
VYV nmauueHToB B Bo3pacte A0 35 JeT rpynny UHBaIHI-
HOCTH UMEIOT 46,2% 4enoBek, npeo0IiaaroluMu SBIIS-
rores cirydau 11 rpynnel uHBanuaHOCTH. B Bo3pacTHOM
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Fig. 1. Distribution of patients by age of onset of MS
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Tabnuma 2

CTpyKTypa Ha3HAYeHHs NPENapaToB, H3MEHSIOIINX TeYeHne pacce-
SIHHOTO CKJIepo3a

Jlunus | MexkayHapoaHoe HeATEHTOBAHHOE Abc. o,
Tepanuu HaMMeHOBaHHe
Iepsas I'matupamepa anerar 41 6,2
JIHHHUA Hurepdepon Gera-la 50 7,6
Wnrepdepon Gera-1b 336 51,3
Bropas Oxkpenuzymad 17 2,5
JIUHUS
Hroro 444 67,8
Table 2

The structure of prescribing multiple sclerosis disease-modifying
drugs

Line therapy Internationall1 :I(I)lr:proprietary Abs. %
First line Glatiramer acetate 41 6.2
Interferon beta-1a 50 7.6
Interferon beta-1b 336 51.3

Second line Ocrelizumab 17 2.5
Total 444 67.8

JIuanasoHe oT 36 0 55 ner mois uHBanugoB — 74,9%,
C yBEeJIHMYEHUEM 4ucia nauueHtoB co I, mpu coxpane-
Hun npeodnaganus 111 rpynmer naBanuaHOCTH. Y Ta-
LIMEHTOB B BO3pacTe 56 JIeT M CTaplle ypOBEHb WHBA-
munHoCTH cocraBiusier 85,5% c mpeobOnamanuem 111

ITarmentsr B Bo3pacte o 35 et

0,9 85

53,8 |

25
36,8

m] m]] =]
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Y 3HAUYUTEJbHBIM YBEJIMYCHUEM YMCIIa MAIUEeHTOB co 11
TpyNIoNH MHBAJIUIHOCTH (puc. 2).

JlaHHBIE O CTPYKTYpE M YaCTOTE HA3HAYCHUS Mperna-
paroB, m3menstomue teuenue PC (IIMTPC) npencras-
JIeHbI B Ta0II. 2.

Oocyxnenne. HecMoTpst Ha 3HaUMMOCTB IPOOIIEMBI
PC, cymiectByeT HEZOCTaTOK SIMUAEMUOIOTHYECKHX
JaHHBIX O PACHPOCTPaHEHHOCTH MATOJIOTUU B Pa3JINy-
HBIX pErruoHax Halleld cTpaHbl. 3HaHHWE reorpaduye-
CKOT'O pacmpeesieHHs], dTHONaroreHe3a 3aboieBaHus
yAydllaeT TOHUMaHWE OJHIOTCHHBIX W JK30TC€HHBIX
npuund PC [18, 19]. J.F. Kurtzke Brigensn B reorpa-
¢uaeckom pacnpoctpanennu PC 3 30HBI pucka B 3a-
BUCHUMOCTH OT HIPEBaJEHTHOCTH (uucio ciydaeB PC
Ha 100 000 HacenmeHus Ha ONpEIEICHHBIH MOMEHT
BPEMEHH): 30HBI BEICOKOT'O PUCKA C MTOKa3aTeIsIMH IIpe-
BaJICHTHOCTH BbITe 30; 30HBI CPETHETO PUCKA — OT 5
0 25 ¥ 30HBI HU3KOTO PUCKa C MOKa3aTesIMHU NpeBa-
nmeHTtHocTH Himke 5 [20].

Craspononbsckuii kpait (CK) orHocutcs k CeBe-
po-KaBkasckomy denepansHoMy okpyry. Ha 2023 r
uyncneHHocTh HaceneHuss CK cocrasmaser 2 891 204
yenosek. [Ipu aHanm3e cBeJleHUH O MaIlMEeHTax, TOCIH-
TaJIM3UPOBAHHBIX 33 YKa3aHHBIM MEPHOJ, yCTAaHOBIEHO,
410 yacToTa BcTpedaemocTt PC cocraBuna 22,7 va 100
TBIC. HACEJICHUS, BBISIBIICHO HEpaBHOMEPHOE pacrpese-
nenue naronoruu Ha Tepputopuun CK — ot 4,9 no 43,7
Ha 100 TeIc. Hacenenus (puc. 3).

IManuents! B Bo3pacte 36-55 sier  I[larents! B Bo3pacTe cTapine 56 jet

2,5 14,5 5,5
1
27,6
. ﬁ 34’5
45,5
44.8

O He uMerOT MHBATHIHOCTH

Puc. 2. [Tokazaresu HHBaIMAU3ALMH MTAIIMEHTOB 10 BO3PACTHBIM Ipymmnam (% ManueHTOoB)

Patients under 35 years of age
0,9 85

25
53,8 | 36,8

2

m] m]] =]

Fig. 2. Disability rates of patients by age groups (% of patients)

Patients aged 35-55 years
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Patients over 56 years of age

O Do not have a disability
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3akaouenue

AHanu3 BO3pacTHOW CTPYKTypwl mauumeHToB ¢ PC
MOKa3aJl, YTO HamOOJbIIee YHCIO CIy4aeB OTMEUAeTCs
B TPYIIIIE JIIOAEH MOJIOIOTO TPYAOCTIOCOOHOTO BO3pacTta
ot 31 no 40 net (34,04%). Cpean rocuTaIn3UPOBAH-
HBIX NpeobnanaroT sxeHuHbI (70,2%). B 38,6% ciyya-
eB 3a0oneBanue nedrotupyeT Mexnay 21 n 30 romamu,
B 44,6% ciydaeB — ot 31 no 50 jet, yTO MOTYEpPKHU-
BaeT HEOOXOAMMOCTh BHHUMATEIBHOTO PACCMOTPEHHS
’Kaso0 W TPOBEACHUS TIIATENBHOTO HEBPOJIOTHYECKO-
ro oOcienoBaHUs y JIMIl aHHBIX BO3PACTHBIX TPYIII.
B CraBpomonsckoM Kpae HaOIIOAAaeTCsl 3aKOHOMEp-
HOCTH B TOSIBJICHHUH TEPBHIX KIIMHHYECKHUX MPOSBICHUH
PC y xxenumH B nepuog myodeprara u nocie Hero. Takoe
pacmpesienieHre MOJKET YKa3bIBaTh Ha BOZMOXKHYIO POJTh
SHJIOKPUHHOM CHCTEMBI U TEHETHYECKHUX (PaKTOPOB, CBS-
3aHHBIX C ITOJIOM, B pa3BUTHH 3TOTO 3aboieBanus [21].
WzyuyeHne BO3pacTHOTO acTeKTa sIBISIETCS] BAXKHBIM IS
Ooiee TOYHOW TUATHOCTHKH W OTIPENEICHUs XapaKTep-
HBIX ocobeHnHoctei PC B peruosne.

[lepron ¢ MOMeHTa TOSBICHHSI ITEPBBIX CHMIITOMOB
JI0 TIOCTaHOBKH KJIMHUYecKoro auarno3a PC cocrasnser

Hesnnnomeicck
18.9

Kucaomone
28,1 Inraropds e ci"‘uf‘u“‘
15,1 .
Puc. 3. Yacrora BCTPEHACMOCTH PC B peruoHax CTaBpOHOHBCKO-
ro kpas 3a 2021-2022 rt.

Hesnnnomeicck
18.9

Kuncronoae
25,1

i Inraropds e ci"‘uf‘u“‘
15,1 "

Fig. 3. The frequency of occurrence of MS in the regions of the
Stavropol Territory for 2021-2022
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3,15 +£4,7 roga, 4T0 MOXKET OBITH CBSA3aHO C TO3HEH 00-
palaeMocTbi0 MAaIMEeHTa 33 MEAMLMHCKOW MOMOIIBIO,
HAJIMYMEM CIIOKHOCTeH mpu auddepeHnaIbHoi -
ArHOCTUKE MEXIy NEMUCIUHU3UPYIOUIMMU M HHBIMH
3a005eBaHUSIMA HEPBHOW CHUCTEMBI. PaHHAS mocTaHOB-
Ka JMarfHo3a MOXET crnoco0cTBOBaTh 3(deKTHBHOMY
yHpaBiIeHUIO OOJIE3HBIO U MPEIOTBPAILEHUIO Mporpec-
CHPOBaHU €€ CUMIITOMOB.

N3 655 nanuentoB 444 (67,8%) nomyganu [TUTPC.
Haunbonee wacTto Ha3HauaeMbIM NpenapaToM IMEpBOH
JVHAW Cpely TAalWeHTOB SBISIOTCS MHTepdepoH Oe-
ta-1b (75,7%), nanee untepdepon Oera-la (11,3%)
u Tnarupamepa amerar (9,2%). Ilpemapar BTOpOii 1H-
HUU Tepanuu (OKpenu3ymMad) 3a yKa3aHHBIA TEPUO
nonyuunu 3,8% maleHToB. AHaNU3Upys Ha3HauYeHHE
npenapaToB, Mbl CMOXEM 0oJiee TOUHO ONIpeeNuTh d3¢-
(heKTUBHOCTh TPHUMEHEHHsI JIEKAPCTBEHHBIX CPEJNCTB
[22]. Otka3 ot neuenus [IUTPC nanGonee gacto cBsi-
3aH C MHAUBUAYATbHON HEMIEPEeHOCHMOCTBIO Mpemnapara
nanueHToM. CTaBpOIOIBCKUA Kpal OTHOCHUTCS K pe-
THOHaM C YMEPEHHBIM PHUCKOM Pa3BUTHUS PACCESTHHOTO
ckiepo3a. HeoOxonnmo nanpHei1ee nccienoBanme op-
raHu3anuy JieaeHus nanueHToB ¢ PC u onenka addek-
tuBHOCTH Hcnons3oBanus [IMTPC B CraBpononsckom
Kpae.

KongaukT uHTEpecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBHU KOH(IIMKTA HHTEPECOB.

dunaHcupoBaHue. lccienoBanue He UMENO CIIOH-
COPCKOM MOAAEPIKKH.
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Pesrome

Ilpedcmasneno onumenvhoe Kamamnecmuueckoe Habnooenue (6 meuenue 15 nem) nayuenma ¢ cunopomom Jlan-
oay—Knepgnepa (CJIK). B debrome nHabnooanucy snuienmuyeckue npuchmynsl, pedegvle Hapyuenus, 6bicmponpo-
epeccupyrouue 00 MomanibHoU agasuu, KOZHUMUEHbsle U nogedenyeckue paccmpoticmea, ¢ D91 pa3psaodvl nuxk-6oina
6 sucounvix omeedenusx. MPT & pesxcume snuckaHuposanus namonozuu He ooHapyscuna. Ilayuenm nonyyan neee-
mupayemam u 2OpMOHANbHYI0 mepanuio (2nokokopmuxocmepouovt, ananozu AKTI) ¢ peepeccom snunenmuueckux
NpUCMynos, SNULenmu4eckux paspsaoos ¢ 331" u nonojicumenbHol OUHAMUKOU pedesblX U OPYeUX KOCHUMUBHBIX (DYHK-
yuu. Yepes 15 nem y nayuenma Habniooancs ymepennviii KoehumusHuiil degpuyum. IIpusedenvl dannvie tumepamypul
0 kamamuecmuyeckom Hadmodenuu nayuenmos ¢ CJIK.
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Abstract

The article presents a long-term catamnestic observation (15 years) of a patient with Landau—Kleffner syndrome
(LCS), in its debut manifested by epileptic paroxysms, total aphasia, cognitive and behavioral impairment, on EEG
spike-wave complexes. MRI in epileptic mode was without pathology. He received levetiracetam and hormone therapy
(glucocorticosteroids, ACTH analogues) with regression of epileptic seizures and epileptic discharges on EEG and
pronounced positive dynamics of speech and other cognitive functions. After 15 years, the patient had a confident
cognitive deficit, speech disorders were almost absent.

Keywords: Landau—Kleffner syndrome, epileptic encephalopathies

For citation: Mandra E. V., Zinovyeva O. E., Toropina G.G. Landau—Kleffner syndrome. Russian Neurological Jour-
nal (Rossijskij Nevrologicheskiy Zhurnal).2024;29(1):52—58. (InRussian). DOI10.30629/2658-7947-2024-29-1-52-58
For correspondence: Mandra E.V., e-mail: emandra97@mail.ru

Information about authors

Mandra E. V., https://orcid.org/ 0000-0002-5397-9422; e-mail: emandra97@mail.ru

Zinovyeva O.E., https://orcid.org/0000-0001-5937-9463; e-mail: zinovyevaolga@yandex.ru

Toropina G.G., https://orcid.org/0000-0001-6729-1875; e-mail: ggtoropina@mail.ru

Received 31.08.2023
Accepted 05.02.2024

Coxpawenus: CJIIK — cuagpom Jlangay—Kneddne-
pa; 90 — smwrentudeckas sHuedanomnarus; 0 —
anekTposnnedanorpamma; IOCMC — snekrpuye-
CKHI SIWICNTHYECKUI CTaTyC MEMIESHHOTO CHa (aHTJI.
electrical status epilepticus during slow sleep).

BBeI[eHI/Ie. KOHL[CHI_[I/IH SIMUICIITUYICCKUX 3Hue(1)a—

monaruii (33) 6pu1a chopmynupoBana H. Gastaut u co-
aBT., KoTopsle B 1963 . HCIOMb30Baid 3TOT TEPMHUH

52

mpu OOCY>KAEHUHM CHUHIpOMa Y3CcTa M cHUHIApoMa JleH-
Hokca—I acTo [1]. HeckonbKo JeT CIycTs ero mpemioxu-
i W. Landau u F. Kleffner npu HaOntoneHnn naiueHToB
C perpeccoM pedyeBbIX (QYHKIUH W AIIICTITHICCKUMHU
npuctynamu [2]. CoBpeMeHHOE HMOHMMaHue D3 ObLIO
cthopmuposano B 2000-x romax — 310 Tpyrmma 3adone-
BaHWU{, TP KOTOPBIX «arpeccUBHasH SMHICTITHPOPM-
Has aKTUBHOCTH aCCOIMUPOBAHA C 33/IEP>KKON IICHXOMO-
TOpPHOTO pa3BuTHA [3-5].
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Cunnpom Jlangay—Knedduepa (CJIK) sBusercs
OJTHUM U3 SIPKUX MpuMepoB . PacnpocTpaHeHHOCTH
3TOro paccrpoiictBa cocrapiser 1,46% cpemu Bcex
(dhopmMm snmnencum y gerei mo 14 net; daime cTpajgaroT
MapIuKHy B Bo3pacte 2—8 meT [6]. s CJIK xapakrepHa
TpHaJia CAMIITOMOB: SIIICITHYECKHIE IPUCTYTIBI, HAPY-
[ICHUE BBICIINX MCUXUYCCKHX (YHKIHH, STHIIETTHYIC-
CKasi aKTMBHOCTh Ha 3JeKkTpodHnedamnorpamme (O31),
YCHJIMBAIOMIAsICS BO BpeMsI CHa. DMUJICTITHYECKUE TTPU-
CTYIIBI PA3HBIX THUIIOB BO3HUKAIOT MMPUMEPHO Y %3 Mallu-
eHToB [7]. Moryt HabmonarsCst POKaNbHbIC IPUCTYIIHI,
TreHEepaIN30BaHHbIE TOHUKO-KIOHUYECKHE, a0CaHCHI
U aToHWYeckue npunajaku. OIHAKO TIaBHBIM CHMITO-
MOM 3a00JIeBaHMS SBISETCSI CEHCOPHO-MOTOpHas ada-
3Wsl, IPOTPEeCCUPYIONIasl y JeTel C UCXOAHO HOpMallb-
HBIM PEUYEBBIM U IICHXOMOTOPHBIM pa3ButueM. Perpecc
(YHKIIUH peYH Y9acTo acCOUMUPOBAH C APYTMMH KOTHU-
TUBHBIMH, SMOIIMOHAIGHBIMHA U TTOBEIEHYECKUMH pac-
CTPOWCTBAMH, TAKUMH KaK CHHJPOM JcQHIIUTa BHIMA-
HUS1, CHUKEHUE ONEPaTUBHON MaMATH, SMOIIMOHAIbHAS
TaOMIBHOCTD, TPEBOTA, IEMIPECCHs, HApyIIeHUs CHa [8].

Uzmenenuns va 331" mpu CJIK BrmouaroT (oxaib-
HBIE W, WHOINA, MYIbTH(QOKAIBHBIE SIHIICTITHYCCKUE
paspsabl B BHJIE TIHKOB M MHUK-BOJHOBBIX KOMIUIEKCOB
MPEUMYILIIECTBEHHO BUCOYHOW JIOKaIu3aluu. Pa3psanbl
MOTYT HOCUThH OWJIaTepallbHO-CHHXPOHHBIA XapakTep,
CUMMETPHUYHBIN U ACUMMETPUYHBIN. THIIHUHO ycuieHue
Pa3psIoB BO CHE BILUIOTH JIO Pa3BUTHS «IIIEKTPHUECKOTO
SMUJIETITHYECKOTO cTaryca MeaiieHHoro caay (39CMC)
[9]. CBA3p AOUIENTUYECKON AKTUBHOCTU B BHUCOYHBIX
00NacTsX ¢ BOHHUKHOBEHUEM ada3uu, IPyruMH KOTHU-
TUBHBIMH W TIOBEJICHUECKHMH PACCTPOHUCTBAMH JI0 CHUX
MOP OCTAETCA MPEIMETOM AUCKYCCUM.

ot
cTa ™

F-Tp
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JnTenbHbIe KaTaMHECTHYECKUE HAOMIONEeHUs 00Tb-
Heix ¢ CJIK (> 10 ;meT) HEeMHOTOYHCIICHHBI, TIPH 3TOM
JTaHHBIE B OTHOIIEHWH BOCCTAHOBJIEHUS KOTHUTHUBHBIX
¢yHKIMN (B TIEPBYIO OYEpEh PEUr) W HOPMAaH3aAI|H
OHMOANIEeKTPHUECKOM aKTUBHOCTH MO3T'a IOCTaTOYHO MPO-
TuBOpeuMBhl. [IpuBOaMM KIMHUYECKOE HAOTIONCHHE.

[Tanment /. BepBble NOCTYIUI B KIMHUKY B BO3-
pacre 4 et ¢ GpoKaIbHBIMHU SMUIEHTUICCKIMU IPUCTY-
NMaMH M perpeccoM pedeBbIX (QyHKIWA. MaTh maiueH-
Ta OMNMCHIBAJa YXYyALICHHE MOTOPHKHM PEUH; BIH30.bI
3aMHpaHHs, MOPTaHUs, TOBOPOTA TOJOBHI U IJ1a3 BIEBO
JUINTENIBHOCTBIO HECKOJIBKO CEKYH/I; KPOME TOT0, 3MU30-
JIUYECKH OH «OCenam» U majan 6e3 moTepy CO3HAHUS.

PeGenok pomuiics ot 3-if GepeMEeHHOCTH, MTPOTEKaB-
meit 6e3 ocobennocrei. Pombl cpodnble, depe3 ecre-
CTBEHHBIE pojoBhIe MyTH. Macca npu poxxaenuu 3500 r,
IHa 53 cM, oreHKa 1o ImKaie Amrap 7 u 8 Gasios.
Ilpy poXneHHMH OTXOAWIM MYTHBIE OKOJIOIUIONHBIE
BOJIBI, ObIJIa IMAarHOCTHUPOBaHA BHYTPHYTPOOHAs THIO-
KCHSL.

Ha ¢one HOpMaIbHOTO peueBOro U MCUXOMOTOPHOTO
pas3BUTHSA B Bo3pacte 3 JieT y peOeHKa OSBUIOCH Hellpa-
BUJIbHOE 3BYKOTIPOU3HOIICHHE — CTaJl IICTIEISIBUTHY.
B Bo3pacte 3,5 roga BO3HHMKIM 3IM30[bl 3aMHUpaHus,
MOpraHus, IMOBOPOTa TOJOBHI W TJIa3 BIEBO JIUTEINb-
HOCTBIO HECKOIBKO ceKyHH. CIycTs HEKOTOpOE BpeMs
MIPUCOENNHUINCH AaTOHNYECKHE MPHUCTYTIBI B BUJIE «OCe-
JaHWsD» U MageHuil 6e3 morepu co3nanus. [locne noiy-
TOIOBOTO TEpHOAA CHOHTAHHOW PEMHCCHH IPHUCTYIIBI
BO300HOBWJIUCh, M POXUTENN peOeHKa O0paTuiInch
B Kimmauky HepBHBIX Oonesneit uMm. A.Sl. KoxeBHHKOBa

C HCJIbIO YTOUHCHUS AWArHo3a U ONpCACICHUA TAKTUKU
JICUCHUA.

Puc. 1. OOT nauumenra /1. B Bo3pacte 4 JieT Ipy MepBOi rocnuTanu3anun: A — QoKaibHbIE pa3psabl KOMIDIEKCOB ITUK-BOJIHA aMILTH-
Tynoi 10 200 MkB He3aBUCHMO B NIPaBBIX U JIEBBIX BUCOYHBIX OTBEICHUAX, b — OuarepaibHO-CHHXPOHHBIC OJJMHOYHBIC U CEPHIHBIC
TeHEepaTN30BaHHbIE KOMIUIEKCHI MK-BOJIHA BHICOKOHM aMILIUTY/b! (BBIACIEHBI KBaJPaTHON paMKoii); B — aHanoruunsle Ouiarepais-
HO-CHHXPOHHBIE Pa3psiIbl C MEHBIIUM YCHIICHHEM — aMIUTUTyAa gocturaet 500 MmxB

Fig. 1. EEG of patient D at the age of 4 years at the first hospitalization: A — independent focal spike-and-wave discharges up to 200
mkV in the right and left temporal leads; b — bilateral synchronous discharges of single and serial spike-and-wave complexes of high
amplitude; B — similar discharges with low amplifier sensitivity — the amplitude reaches 500 mkV
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HacnencrBeHHslil aHaMHE3 110 HEBPOJIOTHYECKUM 3a-
OoJieBaHMSM HE OTATOILEH, 32 HCKIIIOYEHUEM JIEBILIECTBA,
KOTOpO€ y TalleHTa HaOllIoAaIoCh C paHHETO JIETCTBA;
orel peOeHKa — IepeyUueHHbIH JieBiia. B HeBponornye-
CKOM CTaTyce MpH NOCTYIUIEHUH B KIMHUKY OTMEYaJIOCh
HapyIlIeHHe pedd 1o Tuiry curmarusMa. Ha 321" Obutn
0o0OHapyXeHbI TpyOble H3MEHEHHUS B BUJIE HE3aBUCHMBIX
(hOKYCOB SMUIIENTUYECKOH aKTHBHOCTH B IPaBOU U Jie-
BOIl BUCOYHBIX 00JacTAX, a TaKke OmiIaTepatbHO-CHH-
XPOHHBIE DPa3psAbl KOMIUIEKCOB MHK-BOJHA (pHc. 1).
Ha ¢one neuenus npenaparaMu BaJbIPOCBO KHCIOTHI
B no3e 450 mr/cyT Habmromanace MOJyrofoBas peMHC-
CHSl U perpecc SMIIeNTHYeCcKod akTUBHOCTH Ha DOl
UYepes monroga BO30OHOBMIIMCH NMPHUCTYIIBI MOPraHHs
U «OCEIaHusA», OTMEYaJINCh SMU30/bl Ma/eHUil, BHOBb
MOSBUINCH (DOKaNbHBIE W TEHEPaJU30BAHHBIC BIIH-
nentuaeckue paspsiasl Ha DOT. K nevenuro Obi1 106aB-
neH okckapOasernmH a0 500 Mr/cyT, Ha QoHE KOTOPOTro
OTMEYAJIOCh yCyTyOlIeHNe SMIIENTHYECKOM aKTUBHOCTH
Ha OOT, mpHUCTYyNBI IO THITY IIPUCETAHUSI» U «KUBKOBY»
MpuoOpeNny CEepUiHbBIN XapakTep, pedb cTajda HEeBHAT-
HOM, CJIOBapHBIN 3arac 3aMEeTHO YMEHBIIHJICS.

[Mocne 3ameHbl OkckapOa3enuHa Ha JIAMOTPHUIKHH
B no3e 62,5 MI/cyT 3NMMIeNTUYECKUE MPHUCTYIHI Tpe-
KpaTUJINCh, ofHako Ha DOl coxpaHsAiIoCh /1Ba HE3aBU-
CHUMBIX (JOKyca 3MUICNTHYECKON aKTUBHOCTH B BHCOU-
HBIX OTBEICHUSX, TIOSBUINCH TPOOIEMBI C 3aChIITAHNEM,
MPOrpeccupoBaId HapyLIEHUs MOTOPHOTO KOMIIOHEHTa
peuu, NPUCOEANHUIICS CeHCOpHBINH KommoHeHT. K 4 ro-
JlaM peueBble HApyLICHUs JOCTUIIIN CTETIEH! TOTAIbHON
acdasuu. B Bo3pacTe 5 nieT BiepBbie BO3HUKIIM ITOBEICH-
YEeCKHE PacCTPOCTBa B BUJE SIM3010B HEKOHTPOIUPY-
€MOH arpeccuu U rHeBbIX KpukoB. K jeuenuro O6bL1 10-
OasneH neserupameraM (2000 Mr/cyT) ¢ MOCTETIEHHOM
OTMEHOM JaMOTPUAKUHA U BaJIbIIPOECBON KHUCIIOTHI.

Heponoruueckuii cratyc npu NOBTOPHON rOCIUTA-
JU3aIMd B Bo3pacTe 5 JeT: CO3HaHME SICHOE, TPOU3HO-
CHT OTAEJbHBIE 3BYKH, pexe — cloru. Jlerkoozoyanm,
JIBUTATENIbHO PAacTOPMOXKEH, AMOIIMOHAIBHO JIaOHIIEH.
Jlumo cuMMeTprUYHOE, MUMHUYECKHE TPOOBI BBIMOIHS-
€T YAOBJIETBOPUTENHbHO. TOHYC U CHJIa MBI HE U3Me-
HEHbl. AKTUBHBIC M ITaCCHBHBIC JIBM)KEHHS B ITOJIHOM
o0BbemMe, HEJTOBKOCTh IPH BBIMOJHEHUH KOOPAWHATOP-
HBIX NPO0 W AWUCANMANOXOKMHE3 ¢ 2 cTopoH. B mpobe
Pombepra ycroiiuuB. CyXOXHUIbHBIC U TIEPHOCTAILHEBIC
pedieKchl ¢ pyK U HOT XHBbIE, 0€3 aCHMMETPUH U pac-
mupeHus pedekcoreHHsIX 30H. [loBepxXHOCTHAS U Iy~
OoKasi YyBCTBUTEIBHOCTD HE H3MEHEHBI.

JlabopaTopHble MOKa3aTeny B Mpeaeaax BO3PACTHON
HopMbl. Ha D3I 3adukcupoBanbl OugoxanbHble 3TH-
JIENTHYECKHE Pa3pAbl B JIEBBIX W MPABBIX BHCOYHBIX
otBencHusIX. MPT romsoBel — 0€3 MaToi0ruu.

[To maHHBIM HEHPOTICHXOIOTHIECKOTO 00CIICIOBAHUS
BBISIBJICHO IPpy00€ pacCTPONHCTBO BBICIIUX ICUXHYECKUX
(yHKIMH Ha pa3HBIX YPOBHSX OPTaHM3ALNU TICHXHYeE-
CKOH eATENbHOCTH.

B coBokymHOCTH aHamHe3, KIMHHWYECKas KapTHHA
1 1aHHble D31 MO3BOJIAIN TOBOPUTH O HAJIMYHMH Y MallH-
€HTa AMHJIETICHH C BBIPAXCHHBIMH SIBICHUSAMU dHIE(a-
JIOTIaTUH, TPOSBIISIIONICHCS TOTaIbHOU adasuei, yrpa-
TOW paHee MPHOOPETCHHBIX [IBUTATENbHBIX HABBIKOB,
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IMOIHOHABEHO-a(P()EKTUBHBIMH 1 TIOBEICHUYECKUMHU Ha-
pylLIeHusIMH. XapakTep W MPOrpecCcHpylollee TeueHHE
pacctpoiicTs, Hamuune B DO mepuognyeckux jarepa-
JMU30BaHHBIX Jmmientudeckux paspsaoB (ILJIDP) nma-
BaJI OCHOBAaHHE MOCTABUThH AMATHO3: SIUJIETITUIECKAs
sHuedanonarus, cuaapom Jlanpay—Knedduepa.

bruta Hayara Tepamus NMPEeIHU30JIOHOM W3 pacyeTa
2 MI/KT/CYyT, TOTYYHI TAKKE S HHBEKLUNH CHHTETHYECKO-
ro ananora AKTI cunakrena-gerno no 0,5 mr, mpomoi-
*aJl mpuHuMarth Jesetupaneram 2000 mr/cyT. Ha stom
(oHEe SIHUIENTHYECKHE MPHUCTYIBI MPEKPATUIINCh, pe-
rpeccupoBaIy SNIWICNTHYECKHE pa3paasl Ha DOI.

B Teuenme mocnexyrommx 2 €T MPOBOIWINCH IIO-
BTOPHBIE KYPChl Tepanuu MPEeAHN30JI0HOM B g03e 1 mr/
KT B CYTKH, JOTTOTHUTEIHHO Moay4w 10 BHyTpUMBIIIey-
HBIX UHBEKUUN cuHaKkTeHa-nemno mno 1,0 mr. Ha npoTtsixe-
HUHM MHOTHX JIET C TIAI[IEHTOM aKTUBHO 3aHUMAJIach €ro
Mars, Jioronen no npogeccun. Ha ¢one Tepanuum orme-
YaJicsa MOCTENEeHHBI perpecc MOBEAEHYECKUX, MCUXO-
SMOLIMOHAJIBHBIX M pEUeBBIX HapyleHuil. Buadane Boc-
CTaHOBHJIACh MOTOPHAsI GYHKILINS PEUN — apTUKYIISAIHS,
3areM ceHcopHasi. C ynoBIETBOPUTENBHBIMUA OLIEHKAMHU
MAIAEHT 3aKOHYMJI OCHOBHYIO 00IIIe00pa30BaTeIHHYIO
mkony (9 kimaccoB), IPOAOIDKHUI O0yUeHHE B TEXHHUYE-
CKOM KOJIJIEIIKE.

Tpetbe oOpaleHne NmanueHTa B KIMHUKY HEPBHBIX
Oome3Heil B Bo3pacTe 18 JIeT ¢ MeNbio perieHws Borpoca
0 LEeJIecO00Pa3HOCTH MPOJOJKEHHUS TEPaIuy JIeBeTUpa-
1eTaMOM. AKTHBHO )Kajio0 He MPexbIBISIeT. DINIETTH-
YECKHe MPUCTYTBI OTCYTCTBYIOT B TedeHue 10 ner. Co
CIIOB MaTepy, OTMEYAIOTCA TPYAHOCTH KOHIEHTPAIIUU
BHUMAaHUS 1 IPOOJIEMBI C TAMSITHIO.

IIpu ocmotpe — poct 175 cm, Bec 60 k1, UMT 19,6.
Umerotes crpun OneqHO-pO30BOTO LBETa HA YKHBOTE,
BHyTpEHHeH MoBepXHOCTH Oexmep, roieHeit u pyk. He-
BPOJIOTHYECKUH cTaTyc 0e3 OTKJIIOHEHUH 0T HOpMBL. Jla-
OopaTopHBIC TTOKa3aTeNH 03 MaTOIOTHICCKUX M3MEHe-
HUH.

Pesynpratel pyturnoit D3I u D3I -BuneomMonuTO-
pHUHTa HOCie EeNpUBALMU CHA: B COCTOSHUM OOAPCTBO-
BaHUS O-PUTM OTCYTCTBYET, B IE€PETHUX OTBEACHUIX
PEeruCTpUpYETCs PUTMUYHASA TE€Ta-aKTUBHOCTh CHHYCO-
unanpHON hopmel 6,5—7 I'm 1o 70 MxB. O0mmii aMIiTH-
TYAHBIM T'paJUeHT CHIKAETCS OT MEPENHUX K 3aHUM
OTBEZICHUAM. B COCTOSHHMHM ApEeMOTHI B LEHTPATBHBIX
obnactsax npobexku mro-purma 10 I'm go 40 MxB TO
B cIipaBa, To ciieBa. DO CHa CTPYKTYpUpOBaHa I10 CTa-
IUsIM, (PU3UOIOTHYECKHE AaTTEPHBI XOPOIIO BHIPAXKEHBI.
B 7106GHBIX MOMIOCHBIX OTBENEHUSIX, TPEUMYIIIECTBEHHO
B OHMIIOISIPHOM KOPOHApHOM MOHTaXE, 3MU30JHYECKU
PEeTHCTPHUPYIOTCI MHWHHUATIOPHBIE THK-BOJHOBBIE KOM-
TIeKcsl Thna «(antom» (peHoMeH HesICHON KIMHUYe-
CKOW 3HauMMOCTH) (pHC. 2). TUMUYHBIX pa3psI0B IITH-
JENTUYECKON aKTUBHOCTH HE 3apeructpuponano. O9T
paciieHeHa Kak yMepeHHO nuhdy3HO n3MEeHEHHAs.

IIpu nposenenun MPT B pexxume 3IUCKaHUPOBAHUS
MIPU3HAKOB CTPYKTYpPHOH MATOJIOTHH TOJIOBHOTO MO3Ta
HE BBISBJIEHO.

Heiiponcuxonornueckoe  obciemoBanne  (K.M.H.
H.H. KoGepckas): mauueHT JeBlla C paHHETo [ET-
CTBa; MPH OCMOTPE PACTOPMOXKEH, TYBCTBO AMCTAHIIUU
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CHIKCHO. BBISBISIOTCS JeTKHe MO]laHI)HO-HeCHeLII/I(bI/I- pC€Ub, 3HAYUTCIIbHO YMCHBIINJIACHh BBIPA)KCHHOCTH KOI'-
YCCKHUC HAPYUICHUS MaMATU B BUAC MOBBIIIICHHOM TOp- HUTHUBHBIX HapymeHHﬁ.

MO3HMMOCTH CJI€aa IIaMsITH HHTep(i)epeHHHeﬁ Ha BCEX ITo JaHHBIM JIUTEPATYpPhl, CTCIICHb BOCCTAHOBJICHUA
YPOBHAX CEMaHTHUYECCKOM OpraHuv3anuun; BBEACHUEC CTpa- PEUYCBBIX (l)YHK]_II/If/i Pa3HUTCH OT MALNUCHTA K TAIUCHTY.
TCTrUM 3alIOMUHAHUA W IMOACKA30K IPHU BOCIIPOU3BCIC- TaK, B paGOTe HUTAJIBAHCKUX YYCHBIX (cpe;lHee BpECMs

HUM TIOJIHOCTBIO HOpManmu3yeT mamsaTh. OTmewarorcs — HaOmrogeHuss 9 jeT 8 Mec.) NMpH MOCIEAHEM BH3UTE
3aTpyIHEHHE 3BYKOTIPOU3HOIICHHUS, TPYJHOCTH B CMEHE  TOJBKO B 2 ciayyasx u3 11 Habmioganoch mojHOE BOC-
APTUKYJSLHOHHBIX 1103, YTO NPOSABISIETCS MAay3aMH M 3a-  CTaHOBJICHHE PEeUH, Y 5 peub BOCCTAHOBHJIACH YaCTHUY-
MHUHKaMH (0COOCHHO B CJIOKHBIX COUETAHUSIX — NPU TI0-  HO, MUHAUMaJIbHOE BOCCTaHOBJICHHE OBUIO 3aUKCHPO-
BTOPEHUH CKOPOTOBOPOK), MPOOIeMbl B ()OPMYAUPOBKE  BaHO y 2 MAalMEHTOB, a y 1 — coXpaHMJIach TOTaJIbHAS
npeiokeHuit. OO0IIas cxema cjioBa M CTpykTypa npea- — adasust [10]. B kuTalickom Hcclie0BaHUM TPU JJTH-
JOKEHHs coxpaHeHa. [ oBopHUT mpaBuibHO, Oe3 arpamM-  TeapHOM HaOmrogenuu nanuentoB ¢ CJIK smumnentu-
MaTu3MoB. B 1ienoM HapylleHuss pedr MOXKHO Tpak-  4YecKHe NMpUCTynbsl oTcyTcTBoBaiu B 100% cmyuaes,
TOBaTh KaK ITUHAMUYECKYIO a(a3uio JITKOW CTENEHH. B TO BPEMs KaK 3JEMEHTHl MOTOPHOH M CEHCOPHOM
C npo0oit Ha KOHCTPYKTHBHBIN MPAKCUC HE CIIpaBWICA.  ada3uu coxpaHuiack y 5 u3 8 marueHTos [11]. Takum
JuHamMuuecKkuil mpakcuc HapyIIeH Mo THITY TPYAHOCTeH  00pa3oM, SMUIIENTHYECKHUE MPHUCTYIBl PErpecCUpyIoOT,

YCBOCHHS TIPOTPaMMEI. BBISBISIFOTCS BEIpaXKEHHBIE IPO- @ peueBbie HApYIICHU B BUe ada3uu pa3InyHoOM cTe-
OJeMbl C KOHIIEHTpauue BHUMaHus. B cdepe Mplte-  MEHW BBIPAXKEHHOCTH COXPAHSIOTCS Yy OOJIBLIMHCTBA
HUSL: 3aTPyIHsIeTCs] COPMYIMPOBATh OCHOBHYIO MBICITE  OOJBHBIX.

MIPOYUTAHHOTO PaccKasa. 3aKIIOUeHUE: yMEPEHHBIE KOT- OnHaxo He TOIBKO perpecc AMUIECNTHYECKUX IPUCTY-
HUTHBHBIC HApPYyNICHUS MPEUMYIIECTBEHHO JAEPETYNs-  IOB M PEYEBHIX HapyIICHHH OOYCIOBIMBAET KadeCTBO
TOPHO-HEHPOAMHAMHUUYECKOTO XapaKkTepa. sku3Hu nanuenToB ¢ CJIK. Tak, npencraBneH KInHUYE-

B cBsi3u ¢ 0TCyTCTBHEM SMUIENITUYECKUX IPUCTYIIOB  CKUH ciydail 26-netHero nmanuenta ¢ CJIK, y xotopo-
1 SOWIENTHYECKUX U3MEHEHHH Tpu DO -MOHUTOPHUHIE  TO OTMEYaJoCh MPAKTUYECKH MOJTHOE BOCCTAHOBIEHHE
MIPUHATO pElIeHHe O MOCTENEeHHONW OTMEHE JIEBETHpAa-  PeYd M OTCYTCTBHE 3MUJICNTUYECKUX MPUCTYIOB. Tem
uetama. Ha ¢oHe oTMeHBI mpenapara B TeyeHHE 3 Mec.  HE MEHEE COXPaHsUINCh TPYIHOCTH COLMAIBHON afanTa-
SMUIEITUYIECKHE TIPUCTYIIBI HE BO30OHOBISIINCE. Uepe3  IMU: 3aMe/JICHHOCTh PEUH, 3aJIepyKKa PEaKkIUu MPU KOM-

MecAIl MoCJIe OTMEHBI MPOTHBOAMMIECNTHYECKOTO Mpe-  MYHHKAallUU, pUTHIHOCTbH BO B3aMMOJEHCTBUAX. JlaHHBIE
naparta MOBTOPHBINH OO -MOHUTOPUHT TOCHE AeNpuBa-  HAPYUICHHUS MPUBETH K Pa3BUTHIO SMOLIMOHAIFHBIX pac-
UM cHa — 03 OTPHULATEIbHON AUHAMUKH. CTPOMCTB TPEBOKHOTO Kpyra, KOTOpPbIE BIOCIEICTBUU
Oocyxnenue. [IpencraBieHHbIA KINHUYECKUH CIy-  OBUTH CKOPPEKTHPOBAHBI IICHXOTEPANEBTUUYECKUM Jie-

yail XapaKTepHU3yeTcsl BICYATIIAIONUM YIIydllleHHeM co-  4eHueM. HecMoTps Ha 3To, ManMeHT UCHBITHIBAT TPYI-
CTOSTHUS TTAIIMEHTA 3a MTePHOJT HAOIIOIEHUSI — PEerpeccu-  HOCTH NpHU 00y4eHnu u Tpynoycrpoiictse [12]. Ilo nan-
POBaJIM SNHUJIEITUYECKUE TPOSBICHHUS, BOCCTAHOBHJIACH ~ HBIM JOJITOCPOYHBIX HAONIOACHUI 3a NauueHTaMu
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Puc. 2. 0TI nanuenta H. B Bo3pacte 18 ser: A — B nepuos 601pCTBOBaHUS B IEPEAHUX OTAEIAX MO3ra PETUCTPUPYETCS PUTMUYHAS
aKkTUBHOCTH 6,5—7 'y o 80 MxB, ammnmutyasslii rpaguent OO magaeT ot nepeqHuX K 33 lHUM oTAeIaM Mosra; b, B — B moBepxHocT-
HOM CHE TPOOEKKU apKooOpa3HOi akTHBHOCTU 14—6 'l (BBIIEIIEHBI IPSAMOYTOJIBHBIME PaMKaMH); [ — 3MH30AMYEeCKH B TIOBEPXHOCT-
HOM CHE MMHHATIOPHbIE KOMIUIEKCHI IIMK-BOJIHA THIIA «(AHTOM» B IIEPEAHHUX OTAENAaX (BbIICICHBI KBAIPATHON PaMKOil)

Fig. 2. EEG of patient N. at the age of 18: A — in wakefulness, the rhythmic activity in the anterior parts is 6.5-7 Hz to 80 My, the
amplitude gradient falls from the anterior to the posterior parts of the brain; b, B — in light sleep, the arch-like activity is 14—6 Hz
(highlighted by frames); I' — occasionally, in light sleep, miniature peak-wave complexes of the “phantom” type in the anterior areas
(highlighted in a red frame
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¢ CJIK momnHasg ObITOBasg M COLMAJIbHAS amarnTanys sB-
JsieTcsl, CKopee, HeTUIINYHONW. BoNbIIMHCTBO ManueHToB
BBIHYKJIEHBI ITOCEIIaTh KOPPEKIIMOHHBIE 00pa30BaTellb-
Hele yupexaenus [10]. Habmromaemblii HaMU mManpeHT
JIOCTAaTOYHO courain3upoBaH. OH 3aKOHYMII OCHOBHYIO
0011e00pa30BaTeNIbHYI0 IIKOJIYy C YOOBJIETBOPHTENb-
HBIMH OLIEHKAMH, TOCTYIMJ B TEXHUYECKHH KOJIEIK.
Ha ¢one Tepanuu y nanueHTa COXpaHsUIUCh JHIIb yMe-
pEHHBIE KOTHUTHBHBIE HAPYIIEHUS MPEUMYILIECTBEHHO
JeperynaTOPHO-HEHPOJMHAMUYECKOTO XapakTepa, 4YTo
coryiacyercsl ¢ JaHHBIMHU JIUTEpParypel O TOM, YTO KOT-
HUTHUBHBIA Je(QHUUUT 4acTO MOJHOCTHIO HE BOCCTaHAaB-
nuBaercs. Tak, M0 JaHHBIM (UHCKHX aBTOPOB, TOJBKO
y 3 u3 9 marmenTtoB ¢ CJIK (cpennee BpeMst HaOMIONEHUS
coctaBuio 5,4 romga (muanazon 0,3—13,4 roma) BoccTa-
HOBMJICS MCXOIHBIH KOTHUTHBHBIA ypoBeHb. HeGmaro-
MPUSATHBIN KOTHUTUBHBIN HcXox ObUT 00ycIioBIieH Oomee
MOJIOJBIM Bo3pacToM nebrora DDCMC, Gonee HH3KUM
1Q Ha MOMEHT MOCTaHOBKM IMAarHO3a U OTCYTCTBHEM pe-
aKIIMU Ha MeJIMKaMeHTO3Hoe JeueHue [13].

Hamemy naruenTty npoBoauiachk Tepamnus IpOTHBO-
SMUJIEITHYECKUMHU TpenaparaMy, a TakXe I[IFOKOKOp-
THKOCTEPOUJIaMU U cUHTeTHYeckuM aHajnoroM AKTT.
[lo naHHBIM NHUTEpPATypHl, Tepamus TOJBKO MPOTHUBO3-
MUWIENTHYSCKUMH MTperapaTaMu MOXKeT ObITh Headdek-
THUBHA B JiedyeHnH adarndeckux paccrpoiicts npu CJIK
[14]. Tem He MeHee B TPOAHATU3UPOBAHHBIX HAMH OITy-
OJIMKOBaHHBIX HAOIIOACHUSIX 3aBUCUMOCTH MEXIy NpH-
MEHEHHEM TJIFOKOKOPTUKOCTEPOUJIOB M YPOBHEM HIIH
CKOPOCTBIO BOCCTAHOBIICHHSI PEUeBOM (DYHKIIMH TaKKe
He oOHapyxeHo. llomHoe BOCCTaHOBIEHHE pedH Ha-
omonanock y 10 u3 51 manueHTa (MUHUMATBHOE BPEeMsI
HaOoneHuss — 3 rojxa, MakcuMaibHoe — 18,5 roma),
13 KOTOPBIX JIMLIb TPOE NPUHUMAIH CTEPOUIHBIC IIpe-
napatrel [10-17]. Bcero koMOMHUpPOBaHHYIO TepaIHio
[TFOKOKOPTHUKOCTEPOUAAMHU M MPOTHBOAIHIIETITUYECKU-
MU TIperaparaMy Hodydain 6 MarueHToB, U3 KOTOPBIX
y 3 oTMeyancs perpecc peueBbIX HapylleHuM, y 2 —
YacTUYHOE BOCCTAHOBJIEHHE U Y 1 — OTCYTCTBHE BOC-
cTaHoBJeHHs pedeBbIXx (yHkrwmi [10, 15, 16]. Takum
00pa3oM, BOIPOC d3PPEKTUBHOCTH MPUMEHEHUS TJTFOKO-
kopTukocTepounoB npu CJIK ocTaercss HepemeHHBIM.
B kauecTBe anbTEepHATHBHBIX METOIOB OBLIO paccMo-
TpeHO Xxupypruueckoe iedeHue mnanueHtoB c CJIK.
B uccnenosanun M. Downes U COaBT. U3y4anoch BIU-
STHUE MHOXECTBEHHOH CyONMalIbHOW PE3eKUMHU 3aJHUX
OTJIEJIOB BUCOYHOH JIOJIM Ha OT/IAJIC€HHBII MPOTHO3 Y Jie-
teil ¢ pesuctenTHbIM CJIK (OTCYTCTBHE HONOKUTEIb-
HOU JMHAMUKH IIPU IPUMEHEHUY aJIEKBaTHOM J103bI CTe-
pouaoB — HE MeHee 2 MI/KI/CYT B TeueHue 6 Hell. U 1o
KpalHel Mepe ABYX IPOTHUBOCYAOPOXKHBIX IIPENapaTroB
B TeueHue 6 mec.). Kak B rpymme, rie mpoBOAKMIOCH
OTIEpaTHBHOE JIEYEHNE, TaK W B TPyIIe KOHTPOJISI Ha-
Oirofanach CXOIHasi CKOPOCTh BOCCTAHOBJICHUSI TaKHX
nposinennid CJIK, kak MoTopHasi 1 ceHcopHas adasus,
MOBEICHYECKHE PAaCCTPONCTBA, KOTHUTUBHAS AUCHYHK-
IIUSI, YTO TOBOPHUT 00 OTCYTCTBHHU NPEHMYIIECTBA JaH-
HOT'O XUPYPru4ecKoro BMEIIaTENbCTBA B JIEUEHUH MTALlH-
eHToB [18].

bonapmmuctBy mnanuentoB ¢ CJIK gns BoccTa-
HOBJICHHSl pEUYEBBIX (QYHKIHUA HEJOCTATOYHO JUIIb
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MEIMKAaMEHTO3HOM Tepanuu. B MUPOBOH mpakTHKE
00CY)XIAaroTCsl Ppa3iIM4HbIC CTPATErHd COLMAIH3aLUuU
JMAHHBIX ManueHToB. O0ydeHune S3bIKy JKECTOB YCIel-
HO TIPUMEHSETCA B psifie cirydaeB. DakTHuecKu MHOTHE
metu ¢ CJIK BrmrogaroTcss B 0Opa3zoBaTeNbHBIE IIPO-
rpaMMBbl UMEHHO JUIS y4daluxcs ¢ norepeit ciayxa [19].
Uccnenoanus kacareiabHO 3PPEKTUBHOCTH JIOTOTEH-
YECKOT0 BOCCTAHOBJIEHUS JAHHBIX IMALIMEHTOB KpalHE
orpanmueHHbl. Omaako B 2021 . rojutaHICKUMH yde-
HBIMU OIYOJIMKOBaH KIIMHUYECKUH CiTydall YaCTUYHOTO
BoccTaHoBNIeHms peun y marnuenta ¢ CJIK, Bmepsbie
MIOJTyYMBLIETO JOTONEINYECKYIO IOMOII B Bo3pacte 16
net (CJIK neOrotupoBan y mai@eHTa B Bo3pacte 3 JIeT,
MI0JTy4as JISYEHUE MPOTUBOUIENITHYECKUMH TIpernapa-
TaMH, MPEIHU30JI0HOM 0e3 3¢ (deKTa OTHOCUTEIILHO Pe-
4yeBbIX (DYHKLUIL, B CBSA3U C YeM OB ONpEAEsIeH B KO-
oy Ui AeTed ¢ HapymeHweMm ciyxa). CreruanucThl
HCIIONIB30BANIN CXOKMH MOAXO0A K Tepanuy, Kak B CiIyda-
AX TIAIIMEeHTOB C aa3ueil B MCX0e OCTPhIX HAPYIIEHUI
MO3TrOBOTO KpoBooOpameHus. Llenpio noronennyeckoit
MOJIEPKKH Tepanuyd OBIJIO PaCIIMPEHHE CIOBAapPHOTO
3amaca, obneryeHue MpOU3HOLICHUS JIUYHOCTHO 3HAYH-
MBIX CJIOB, YITy4IlIeHHE HaBBIKA ayIMpOBaHUs, oOyierye-
HUE COCTaBIEHMs MPOCTHIX NpeniaoxeHui. Ilo pe3yns-
TaTaMm JUINTENIbHON paboTHl C MAlMEHTOM OTMEYaIOCh
3HaUMMOE YIIy4llIeHHE PEYeBbIX (QYHKIHMHA. YKe yepes
2 men. 3ausatuit manuedt ¢ CJIK cMor ycBOUTh 3HaUeHNE
1 3anoMHUTE Oosiee 100 HOBBIX CIIOB, BEIYYHI HECKOJIb-
KO TpaMMaTHYECKHUX KOHCTpyKIui. bomnee Toro, oH ymen
MIPaBMJIBHO MCIONB30BaTh 3TH CIOBAa U BBICKAa3bIBAaHUS
B ITOBCeHEBHOM oOmienun [20].

Hopmanuzanua O0I" y npencraBieHHOro HaMu Ia-
[IUEHTa TaKXe COIIACyeTCs] C NaHHBIMU JIUTEPaTypBHl.
B otHOCHTENBHO KpyITHOM HaOmoAeHuH 29 ManueHToB
¢ CJIK (cpemnnmii mepuon Habmromenus — 12 et (3—
21 rox)) onucano ucuezHoBernne IICMC u oTcyTcTBUE
SMUWICTTHICCKUX m3MeHeHn Ha D01 y 27 u3 29 Ha-
OmonaeMbIx manueHToB [15]. OmxHako oTCyTCTBUE 3ITH-
JIENTUIECKON aKTHBHOCTH 110 JaHHBIM D1 BO B3pOCIOM
Bo3pacte He siBisercs oonurarieiM. M.H.C. Duran u co-
aBT. 3a(hUKCHpOBaIM HE3aBUCHUMBIE JIByCTOPOHHUE JITH-
JIEITUYECKUE pa3psaasl B JTOOHO-BHCOYHBIX OONAcTsX,
HE YCUJIMBAIOIIHECS BO BpeMs cHa, y manuenta ¢ CJIK
yepe3 18 neT HaOMIOACHUS; B TOXKE BpeMsl y HalueHTa
OTMEYaJICSl pErpecc PeueBbIX HAPYIIEHUH 1 OTCYTCTBUE
SMWIESNTUYECKUX NPUCTYIOB [16].

Bo3MokHasi KOppenmsaius MeXAy IPOFOIKUTENh-
HOCTBIO COXpPaHEHHS SHWICNTHYECKOM aKTHBHOCTH
Ha OOI 1 CKOPOCTHIO BOCCTAHOBJICHHUS PEUEBbIX (PyHK-
LM HEe HAIlUIa TOATBEPKACHUS B KIIMHUYECKON MPaKTHU-
ke [11, 15]. Onnako B uccnenosanuu 18 mereit ¢ CJIK
perpecc ceHcopHol auchazuu, XapakTepH3yromeics
HapyIIeHHEeM TOHNUMAaHUS PEYH OKPY)KAIOIIUX BCIeI-
CTBHE MOPa)KeHMsI BUCOYHBIX JI0JIeH (CpemHuil BO3pacT
Hayana pedeBbIX HapymeHui 4 rona 9 mec.), u 93CMC
HaOJIIONaMNCh Yy BCEX MalUeHToB. VIMEHHO MpOmomKu-
TenbHOCTh DDCMC CTaTHCTUYECKH 3HATYMMO KOPPEIH-
poBajia ¢ MPOAOJIKUTEIBLHOCTBIO TEpHOAA MEXIY Ha-
yajoM 0OJIe3HH M HAdaJloM BOCCTAaHOBJICHHS PEUEBBIX
¢ynkuuii (p < 0,006). Hu y ognoro pedenka c 929CMC
JUTTENBHOCTHIO Ooiee 36 Mec. He 0TMEYaJIoCh MOTHOTO
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perpecca pedeBbIX HapyIIEHUN M COXPaHAINCh MOTOP-
Has U CeHcopHast ananus [17].

Otunonorus CJIK sBusercs temoit nuckyccuii. O6-
CyXZAaeTcsl pojib reHeTudeckux ¢akropos. PasButue
3a00J71€BaHNUsI MOXET OBITh aCCOIMMPOBAHO C HaJHU-
gyueM mytanmuii rera GRIN2A (16pl3.2). [anHbrit
I'eH KOJIupyeT cuHTe3 Oenka moja Ha3zBanueM GIuN2A
(Takxe m3BecTHBIH Kak NR2A), KOTOpbBIH sBIsSETCS
cyobenununeit N-merui-D-acmaprarnoro (NMDA)
peuenTopa INyTaMar-3aBUCHUMbBIX HOHHBIX KaHaJOB.
Konupyemsiii rerom Oenmok NR2A wmaentuduimpo-
BaH B BBICOKMX KOHIEHTpauUMAX B oOnacTax Mo3ra,
UMEIONINX pellapllee 3HadyeHne ais GpopMupoBaHUs
peun (mpedpoHTabHAS KOpa), B TO BpeMs KaK perer-
Topsl NMDA y4acTBYIOT B peryisiiiid IHpOLECCOB,
CBSI3aHHBIX C MaMAThIO u oOydeHuem [21, 22]. Hpy-
TUe uccienoBanus mokasanu, uro y aereit ¢ CJIK pe-
TUCTPUPYETCA MOBBIIICHHBIH YPOBEHb ayTOAHTHUTEN
K Heliporpoduueckomy daktopy mosra [23]. Toren-
LUaJbHOE BOBJEYEHHE HMMMYHHOH CHCTEMBI TaKxe
MOXET OOBSCHUTH MOJOKUTENBHYIO PEakUUIo Malu-
€HTOB Ha TEpalui0 KOPTHKOCTEPOUIaMH B OONbIINH-
ctee ciaydaeB CJIK [24].

3akia0ueHne. YHUKaJIbHOCTb NPEICTaBICHHOIO
KJIMHUYECKOTO ClIy4as 3aKJII0YaeTcsl B JIJIUTEIbHOM
KaTaMHECTUYECKOM HaOJIIOICHUM C [AaHHBIMM HEMW-
POTICHXOJOTHYECKOTO0 ©  HEWpOPHU3NOIOTHYECKOTO
oOcnenoBanust cnyctst 10 jer mocie HacTymIeHUS
pemuccun. [Ipu HEMmoIHOM BOCCTaHOBIEHUHU PEUYEBBIX
(yHKIUH y MaueHTa COXPaHsUINCh IpyTHe KOTHUTHB-
HbIe HapyLICHUs, XOTS UX BBIPRKEHHOCTH HE TPEBbI-
[jajia YMEPeHHOU CTENEHH, U HNAlUeHT ObLI XOPOIIOo
COLIMAJIM3UPOBAH — 3aKOHUYWJI OCHOBHYIO 00IIe00-
Pa30BaTENIbHYIO LIKOJIY, YUUTCS B TEXHUYECKOM YUH-
JMINe, BBINOJHAET OOsS3aHHOCTU 1o jaomy. [lo maH-
HBIM JUTeparypsl, He 6onee 50% maumentoB ¢ CJIK
B aHaMHe3e CIOCOOHBI BECTH HOPMAaJbHBIH 00pa3
JKU3HH, Y MHOTUX coxpansetcs adazus [25]. Ha nam
B3I/, OJIArONPUATHBIA UCXOXl Y HAOII0AaeMoro mna-
LUEHTA, BEPOSATHO, OOYCJIOBJIEH PAHHHM AaKTHBHBIM
y4acTHEM MaTepH, OCYIIECTBIABIIECH Ha MPOTSIKEHUU
MHOTHX JIET HOCTOSHHBIE JIOTONEAMYECKUE 3aHATHUS
C MALUEeHTOM.

KondaukT uHTEpecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBHU KOH(IIMKTa UHTEPECOB.

duHaHcupoBaHue. lccienoBanue He UMENO CIIOH-
COPCKOM MOJAEPIKKH.
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BHYTPUTOCIIATAJIbHBIA HNINEMAYECKHAN UHCYJIBT Y MAIIUEHTOB
OPTAJIBMOJJOI'NYECKOI'O TIPO®PUJIA

C.B. Konomenyes’, H.A. Bosnwx?3, E.H. Illepmamiox’, A.B. Konomenyesa', I A. Ilonescaes’, M.C. fApocrasuesa’,
A.A. Kupnuuenxo', H.B. Ilvizan’, H.B. /Tumeunenko’

"Boenno-mequiiacKas akagemust nmeran C.M. Kupoga, Cauxkr-IlerepOypr, Poccust

*banrtuiickuii hemepanbHbiil yHUBEpcHTeT MMeHH ViMManynna Kanrta, Kamuaunrpan, Poccus

*[epeeorit CankT-IleTepOyprekuii rocynapcTBeHHbII MeanuIMHCKU yHuBepcuTeT uM. WL.I1. TTaBmoBa Mun3snpasa Poccun,
Canxr-IlerepOypr, Poccus

Pe3rome

O06ocHoBanue. Bsudy 6viCOKOU pacnpocmpaneHHocmu 3a001e8aHull 0p2ano8 3peHus (Kamapaxkmol, 2iayKombvl
U npoy.) u 6ONBLULO2O YUCTA eHCE2O0HO BLINOIHAEMbIX ONEPAMUBHBIX BMEULAMENbCNE Y UY NONCUTO20 U cmapie-
CK020 803pacma NPoPUIAKIMUKA BHYMPUSOCRUMATIbHO20 Ulemuieckozo uncynoma (BIUU) aensemca akmyanoHol
3adaueil.

Heab padoThl. M3yuenue pakmopos pucka pazgumus, Xapakmepucmux oKazanus nomowu u ucxoooe BI'MU y nayu-
eHMOo8 0QhMmanbMono2uecKko2o npoPuis.

Marepuaj u Metoabl. Mccreooganue vinonnero 6 nepuoo ¢ 01.01.2022 no 31.12.2022 2. na 6aze ogpmanvmonozu-
yecKux omoeneHull, Cneyuaru3upyrOuWuxcs Ha blNOTHEHUU NIIAHOGLIX GUMPEOPEMUHANLHBIX XUPYPSULECKUX 6Meua-
menbems, 08YX KpYnHwlx MHO2onpogunsHelx cmayuonapos Cankm-Ilemepbypea.

Pe3ynbrarel. Yemanoeneno, umo nepuonepayuoHHulil uieMuyeckuti uHcyism (éxooum & cmpykmypy BI'UU) ss-
JIIeMCs PeOKUM OCILOJCHEHUEeM MANTOUHBA3UBHBIX ogmansmonocuveckux onepayuti. Eeo dons cocmasuna 0,07%
(n = 5) om obwgeco yucia nayuennos, nepeHecuitx NiaHosoe 0QPmMarbMoI0cUYecKoe eMeuamenbcmeso 3a 200. 0o-
was oons nayuenmos ¢ BIUU (c yuemom 4 ciyuaesd pazgumus umemMuieckoeo UHCyibma 6 npedonepayuonHom
nepuooe) — 0,13%. bBonvwuncmeo uncynomos (n = 5; 55,6%) omnocunuco K Kapouosmooauieckomy noomuny, 00s
npuUMenenUs penep@y3uoHHbIX Memooux Ovlia ébicokol u cocmasuna 33,3% (2 aHO08ACKYIAPHBIX MeUAmMeTbCmed,
1 cucmemnulii mpombonusuc); 001 Hebaazonpuamublx Ucxo0os 22,2% (n = 2). OmauyumensHol Xapakmepucmu-
Koul nayuenmos ¢ BI'MU sisunocey couemanue 8blcokoti KOMOPOUOHOCMU C HEOOCAMOYHOU AHMUMPOMOOMUYECKOU
npohuUIAKMUKOIL, 3aKTI0UABWENCS 8 OMMEHe NPUeMa AHMUazpe2aHmos U AHMUKOA2yAaHmo8 8 NpedonepayuoHHoM
nepuooe.

3aximouenne. Cospementvie pekomeHOayuu no nepuonepayuoHHOMy 8e0eHUI0 NAYUEHMO8 YKA3bIBAIOm HA HeoobXo-
OUMOCTb NPOOONNHCEH U NPUEMA AHMUMPOMOOYUMAPHBIX U AHMUKOASYIAHMHBIX NPENnapamos 0Jis 60NbUUHCMEA Og-
ATLMONIOSUHECKUX ONepayull no npuduHe npeodiadanus yepo3 pazeumus mpomooIMOOIULECKUX OCTIONHCHEHU HAO
PUCKOM pempoOyTbOAPHBIX KPOBOMEYEHUIL.

KinroueBsle cn0Ba: BHYTPUIOCIUTAIbHBIA UIIEMUYECKUN UHCYNBT, IIEPHONEPALIMOHHBIA HIIEMUYECKUN HH-
CyJIBT, BUTPEOPETHHANbHASA XUPYPIUs, aHTUTPOMOOTHUECKAs Tepamnusl, MpeaonepanuoH-
Hasl IOJIrOTOBKa
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Abstract

Justification. Due fo the high prevalence of diseases of the visual organs (cataracts, glaucoma, etc.) and the large
number of surgical interventions performed annually in elderly and senile people, the prevention of in-hospital isch-
emic stroke (IHS) is an urgent task.

The purpose of the work. 7o study the risk factors of development, characteristics of care and outcomes of IHS in
ophthalmic patients.

Material and methods. The study was performed in the period from 01.01.2022 to 31.12.2022 on the basis of oph-
thalmological departments specializing in the performance of planned vitreoretinal surgical interventions, two large
multidisciplinary hospitals in St. Petersburg.

Results. It has been established that perioperative ischemic stroke (included in the structure of the IHS) is a rare
complication of minimally invasive ophthalmic operations. Its share was 0.07% (n = 5) of the total number of patients
who underwent elective ophthalmological intervention during the year; the total share of patients with IHS (taking
into account 4 cases of ischemic stroke in the preoperative period) was 0.13%. Most strokes (n = 5, 55.6%) belonged
to the cardioembolic subtype, the proportion of using reperfusion techniques was high and amounted to 33.3% (2
endovascular interventions, 1 systemic thrombolysis); the proportion of adverse outcomes was 22.2% (n = 2). A dis-
tinctive characteristic of patients with IHS was a combination of high comorbidity with insufficient antithrombotic
prophylaxis, which consisted in the cancellation of antiplatelet agents and anticoagulants in the preoperative period.
Conclusion. Current recommendations on perioperative management of patients indicate the need to continue taking
antiplatelet and anticoagulant drugs for most ophthalmic operations, due to the predominance of threats of thrombo-
embolic complications over the risk of retrobulbar bleeding.

Keywords: in-hospital ischemic stroke, perioperative ischemic stroke, vitreoretinal surgery, antithrombotic ther-
apy, preoperative preparation
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Cokpawenua: ACK — aneTtuicanuiuioBast KUCIO-
ta; AT — areporpomborrueckuit moaruir, ATT — an-
TuTpoMOoTHYECKas Tepanusi; BBb — BepTeOpanpHo-6a-
3wIApHBIA Oacceitn; BT — BHYTpHUTOCTIMTAIBHEII
umemudeckuii uHCynsT; BCA — BHYTpeHHS COHHas
aprepusi; U — umemuyeckuit uHcynsT; KT — Kom-
neloTepHas ToMorpadus; KD — xapanosmbonnueckuit
nontutr; OHMK — octpoe HapyteHne Mo3roBoro Kpo-
BooOpamenust; [N — nepuonepallMOHHBIH WHCYIIET;
I[TOAK — mepopanphbiii antukoaryasat; cTJIT — cu-
cTeMHasi TpoMOonuThdeckas tepanus; TA — TpomOo-
actmpanms; TO — TpoMO3KcTpakius; mRs — moaudu-
uuposanHast mkaiga Poukuna (Modified Rankin Scale);
NIHSS — mixana National Institutes of Health Stroke
Scale.

AKTyaJbHOCTB. M3ydeHn1o IpoOieMaTHK BHYTPH-

TOCIIMTAJILHOTO HieMudeckoro nHcynsra (BI'MI) B PO
B TIOCJICIHEE BPEeMsl yeIsieTCsl Bce 0oJiee PUCTaIbHOE

60

BHUMaHUe. TpaguunoHHO HaNOOJIBIINKI HHTEPEC K MPU-
YUHAM pa3BUTHSA HiemMudeckoro uHcynsTa (MN) v cra-
[IMOHAPHOTO TNAallMeHTa CBA3aH C M3y4YEHHEM JIaHHOM
MpoOJIEeMBl y TAIMEHTOB XHPYPTUYCCKOTO IMPOGHIIS.
C omHOH CTOpPOHBI, 3TO OOYCIOBJICHO OTHOCHTEIBHO
BBICOKOM yacToToil pazsutus W umeHHO y XUpypru-
YECKOW KaTeropuu MaluueHToB, C APYroi — Oonee mmu-
POKHM JHana3oHOM NPOQPMIAKTHIECKUX Mep IO CpaB-
HEHHUIO C MalUeHTaMH TEParneBTHYECKOro MpoQuiIs.
[locnennee cBsi3aHO C COBEPIICHCTBOBAHMEM TEXHHK
OINIEpPaTUBHBIX BMEUIATENbCTB, AHECTE3HOJIOTNYECKOTO
ITOCOOUS M PaHHETO TOCIEONEePAMOHHOTO MOHUTOPHH-
ra COCTOSTHUS Cep/I€YHO-COCYIUCTON CUCTEMBI.
HawnGonpmas pacrnpocTpaHeHHOCTh TepPHOIEpaIn-
oHHOro wumemuyeckoro uHcynsra (I1IMM), pazsusiie-
rocst BO BpeMsi wiu B TeueHue 30 cyT mocie BBIIOJ-
HEHHOM omepaiuy, perucTpupyercs Cpeiu NalleHTOB
Kapauoxupyprudeckoro mpoduist (coctamser 2—10%
U 3aBUCHT OT Tumna onepauun) [1]. IIMN y manueHTos,
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MEepeHecHInX HeKapAWadbHble U HEHEeHPOXHUpYpru-
YECKHE OIEpalliH, BCTPEUAeTCs pPeXe — €ro 4acro-
ta coctasisier ot 0,1% mo 1,0%. Haubomnbiime pucku
Pa3BUTHSA NEPHONEPALIMOHHOTO WHCYJbTA MOCTIe HeKap-
TUOXUPYPTUYECKUX M HEHEHMPOXUPYPIHMUECKHUX OIle-
pauuit mpUXOASATCSA Ha MHEpBbIE 72 4 mOcie omepauuu
[2]. [Tpu 3ToM, o manubIM T. Vasivej u COaBT., OKOJIO
nonoBuHbl Beex 1M pa3BuBaeTcst B Te4eHHE MEPBBIX
24 4 mocne BBIMOJIHEHUS ONEPaTUBHBIX BMEIIATENHCTB
[3]. [TauneHThl, epeHecne SKCTPEHHYIO0 HEKApAHUOXH-
PYPTUYECKYI0 UM HEHEHPOXHUPYPTHUECKYIO OIEepaLuio,
nMeroT Oonee BeIcokuit puck [T, uem manueHTsl, moa-
BEprIIMecs MIAaHOBOMY OIEpaTHBHOMY BMEIIATEILCTBY
[2].

TpaauMOHHO TPEACTaBIEHUS O NMPUYMHAX Pa3BU-
i BTV y manueHToB XHPYpPrHYecKOro Mpoduis
CBSI3aHBI C BBITMIOJHEHHWEM OIEPAaTUBHOTO BMeIaTelb-
CTBa M TMOCJIECAYIOUIMM HEONaronpusTHBIM TEYCHHEM
MOCJICOTIEPAIMOHHOTO TEepHo/ia, a CaMo IMOHITHE —
BI'M — B XxupypruveckoM CTalMOHApe OTOXKIECTBIIS-
ercs uckimountensHo ¢ [IMN. @akrops! pazsutus [T
MHOrooOpasHel. YacTb M3 HHUX SIBIASIOTCS TUIOBBIMU
JUISL BCEX TMAlMEHTOB XHPYPTHUECKOTO MPOQUIIs, YacTh
HOCST CTPOro crneun(puuecKkuil XapakTep U 3aBUCST OT
BHJIa ONIEPaTHUBHOTO BMemareascTBa. OTHUM U3 KIToue-
BBIX (hakTopoB prcka 11U sBnsercs oTMeHa aHTUTPOM-
6otnueckoii Tepanuu (ATT) Ha sTane npenonepaoH-
Ho# noaroroBku. OnHako orMeHa npuema AT T, moMmumo
puckoB pazeutus M B uHTpa- ¥ nociaeonepaiuoHHOM
MEPUOAAX, TAKKE HECET B ce0e PUCKH €ro pa3BUTHA U B
npeaonepalioHHoM nepuoae. B manHom cimywyae MU
y MIAIMEHTOB XUPYypruyecKoro npoduist He OyneT OTHO-
cutbes k [IMU. Tlpobnema pazsutus MU y narueHTos
XUPYPTrUUecKoro npoduiass B MpeAOoNepalOHHOM Iie-
pHofie B HAacTOsIIIee BpeMsl B IUTepaType He OCBEIIeHa.

M3yuenuto BonpocoB narorenesa pazpurus MU B ys3-
KOCTICIMATM3UPOBAHHBIX XUPYPTUYECKUX CTAIIOHApax
TaKXe yAeJsieTcs HEeIoCTaTouHOe BHUMaHue. B cBs-
3U C 3TUM 0C000¢ BHHMAHHE 3aCIyXKHBAaeT Mpodiema
BI'MU y marueHToB 0QTaabMOIOTHIECKOTO TPOQUIIS.
OTo cBs3aHO ¢ psAgoM mpuyuH. llepBas cBs3aHa ¢ BEI-
COKOH pacmpOCTPaHEHHOCThIO 3a00JeBaHUI oOpraHa
3peHus B momynasnuu. Tak, He MeHee 2,2 MIpA YeJo-
BEK B MHUpE JKHUBYT C TOH WJIM MHOHW (OpMON Hapylie-
HUS 3PCHHS WIN CIENOTO. JTa mudpa BKIIOYAET JIFO-
Jeii ¢ HapyLIEeHUEeM 3pEHUs, CBI3aHHOTO C pecOrnonuen
(1,8 mupx genoBek), HApYIICHUEM 3PECHHSI BIIaIh (yMe-
PEHHOM U TSDKEJIOW CTETIEHH) WM CIICTIOTOM, CBI3aHHbI-
MU C HECKOPPEKTUPOBAHHBIMH aHOMAIHAMH pedpakiiun
(manpumep, 123,7 MIH 4YeNOBEK C MHUOIMEH WM THU-
NepMeTponuei), karapakToi (65,2 MiH), BO3pacTHOM
Mmakynoguctpodueit (10,4 muH), maykomoit (6,9 miH),
MIOMyTHEHHEM pOroBHIbI (4,2 MITH), AMabeTHYECKOH pe-
TUHOMAaTHEH (3 MITH), TpaxoMoi#i (2 MITH) U IPOYUMH T1a-
tonorusivu (37,1 mun) [4]. CormacHO pe3ynbTaram Ijo-
OanbHOTO MeTaananusa Global Burden of Disease Study,
HanboJee YacThIMUA IPUIMHAMH CJIETIOTHI BO BCEM MHpPE
SIBIISIIOTCSA  KaTapakTa, INIayKoMa, HEKOPPUTHPOBaHHBIC
aHoMmannu pedpaximy, Bo3pacTHas MakylsipHas Jiere-
Hepanust U JuadeThdeckasi PeTHHONATHs, B TO BpeMs
Kak HauOoyiee 4YacTOW NPUYMHOW CHWKEHHS 3pEHUs
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SIBJISIFOTCSI HEKOPPUTHPOBAHHBIC aHOMAIMU pedpaxiun
u karapakra [5]. B Poccuun konuuecTBo NallMeHTOB C Ha-
pYILIEHHEM MPO3pPavyHOCTH XPYCTAIMKa HACYHUTHIBAET
1 muH 750 ThIC. YenoBeK, a 3a00JIeBaeMOCTb KaTapak-
toif Ha 100 ThIC. HaceneHusa cocrasisieT 1200 yemoBex
[6]. Beicokast KOMOPOMIHOCTb JIHII TIOKUJIOTO U CTapye-
CKOTO BO3pacTa, a TaK)Ke U3BECTHBIH (DaKT YBEITUUCHUS
gactoTel M ¢ Bo3pacToM 3acTaBiIIOT pacCMaTpHUBaTh
OOJIBIIYIO YacTh O(TaTbMOIIOTHUECKOTO MPOGUIIS Kak
NaIUeHTOB, HauboJee YSI3BUMBIX C TOUKHU 3PEHUS PUCKOB
pazButust UU. Bropas npuunHa 3aK1t04aeTcsl B BRICOKOU
4acTOTE €KEroHO MPOBOJUMBIX ONEPAaTHBHBIX BMEIIa-
TEJIBCTB Ha OPTaHe 3PEHUs], IIPH ITOM JI0JISl BO3PACTHBIX
T ¢ 3a00JI€BaHUSIMH CEPIEUYHO-COCYTUCTON CUCTEMBIL,
MOABEPTAIOIINXCS  OPTATBMOJIOTHIECKUM  OEepaIlHsM,
SBIIIETCSL 3HAUMTENbHOM. Tak, Hampumep, €XKErogHo
B MHpPE OTNEpAaTHBHOMY JIEYCHHIO KaTapaKThl IMOBEpTa-
ercs npuMepHo 18 MiH yenoBek, B Poccuu uncio Takux
onepanwii cocrasnseT 460—480 tric. [7]. CoBpemeHHbBIE
0()TaTbMONOTHUECKUE ONEPalry BBICOKOTEXHOIOTHUY-
HBI, HOCSIT MaJIOWHBA3WBHBIA XapakTep, 00eCIeIuBaIOT
OBICTPOE BOCCTAHOBJICHUE 3PEHUSI U XapaKTEPU3YIOTCS
MUHHMAJIBHBIM KOJIMYECTBOM OCJIOKHEHHH. Ilo nmaH-
HBIM JIUTEPATyphl, MOCIECONEPANOHHBIE OCIO0KHEHUS
Yy TaIHAeHTOB OQTAIbMOIOTHYECKOTO MPOMUIS HOCAT
JIOKAJIbHBIMA XapaKTep CO CTOPOHBI OpraHa 3peHusi, B TO
BpeMs Kak mHGpopMaIis 00 OCIOKHEHUSIX CO CTOPOHEI
JIPyTUX OPraHOB U CUCTEM NPENCTABIEHA HEJOCTATOYHO
[8—10]. B cBsA3u ¢ 3TUM H3y4eHHE PACIPOCTPAHEHHOCTH
u martoreHesa passutuss BI'MU y manuenToB odyrans-
MOJIOTHYECKOTO MPO(HIIS MPEACTABIAETCS aKTyalIbHON
3aJaden.

Lenv uccneoosanus. zyaenne GhakTopoB pUcKa pas-
BUTHS, XapaKTEPUCTUK OKa3aHMUS MEIWLUHCKON MOMO-
i 1 ucxonoB BI'MUM y manueHToB odTamsMoIornye-
CKOTO Ipodus.

Marepuaya u Meroabl. VccienoBaHue BBINOJIHE-
Ho B nepuon ¢ 01.01.2022 no 31.12.2022 r., HOcHIIO
HaOIIoMaTeNbHBIA XapakTep. AHANH3UPOBAIHNCH MPHU-
YMHBI Pa3BUTHUSA, OCOOEHHOCTH OKa3aHHUS MEAMLIMH-
CKOM ITOMOIIM 1 UCXOAHI JeucHHU manueHaTos ¢ BI' N,
Pa3BHUBILIUMCS B NEPHOX JICYCHHS B O(TAIbMOJIOTH-
YECKUX OTHENECHHUSAX 2 KPYMHBIX MHOTOMPO(IIHHBIX
ropoackux cranuonapoB Cankrt-Ilerepbypra. Od-
TaJIbMOJOTHYECKHE OTACNCHHS CIEeIHaTH3NPOBATICH
Ha BBINIOJIHEHUHM IUIAHOBBIX BUTPEOPETUHANBHBIX
XUPYPrHUECKHUX BMemareascTB. ONUH U3 MHOTOMPO-
(UIBHBIX CTAIMOHAPOB HMEJ B COCTaBE PErHOHAIb-
HBI COCYIMCTBIM LIEHTP W y4acTBOBaJ B TOPOACKOI
MporpaMMe OKa3aHHs TMOMOIIN PH UHCYJIbTE, APYTOH
MMEJI B COCTaBE PHAOBACKYISIPHYIO CIYXO0y, CIIoco0-
HYIO 0Ka3aTh YPIeHTYIO TOMOILb MAIMEHTaM C OCTPbI-
MH HapyHmIeHHUSMH MO3TOBOTO  KpPOBOOOpAIICHUS
(OHMK). Kpumepuu BI'MH: niieMuyeCcKUi HHCYIIET,
Pa3BUBIIMICA TOCII€ TOCIUTAJIU3AINN B CTAIOHAp,
MOATBEPKJACHHBIM  JaHHBIMH  HEMpOBHU3yaln3aluu
(xommproteprast (KT) wmnm marHuTHO-pe3oHaHCHaS
tomorpadus (MPT)). Kpumepuu wuesxitouenus: rte-
MOpparndecKuii MHCYIbT WX TPAH3UTOPHAS WIIEMU-
YyecKas araka, pa3BUBIIMECSA B MEPHUOA CTAl[MOHAPHO-
rO JIEYCHWS; aHAMHECTHYECKHe, KIWHUYECKUE WU
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Tabanuma 1 Tabnuima 2
XapakTepucTHKa CONMYTCTBYIOLIEH NATONOTMM NAaNHEHTOB C BHY- Xapakrepucruka ATT y manuentos ¢ BIT'MH
TPUTOCHHUTAIBHBIM HIEMHYECKAM HHCYJIHTOM 3} ET—
u ; EY— Hccnenyemblii mokasartesib (n=9)
ceiIeyeMblil IOKAa3aTellb =
n=9 TMoxkazanus k npuemy ITOAK, a6e. (%) 5(55,6)
Bospact, Me 79,0 (66-83) IMoka3aHus K IPUEMyY aHTHATPETaHTOB, abc. (%) 4 (44,4)
Mysxckoii os/sKenckuit noi, abe. (%) 2(22,2)17(77.8) IMonyuanu ATT B npeonepansioHHOM nepuoze, aoe. (%) | 8 (88.,9)
Wmemuteckuii HHCYLT B aHamuese, ade. (%) 2(22,2) He noyvanu nokasauHyio ATT B peiornepaioHHOM 1(11,1)
Wupapkr muokapna B anamuese, aoc. (%) 2(22,2) nepuoze, adce. (%)
Oubpumsus npeacepaunii (Bece hopmsi), ade. (%) 5 (55,6) Ormena ATT B mpemoneparorHsiii mepuos, abe. (%) 8 (88,9)
CeppeuHasi HeJOCTaTOYHOCTh, 3—4-i QyHK. Kilacc 2(22,2) Tomygamn ATT Ha momenT passurust BI'MIU, a6c. (%) 0(0)
(o NYHA), a6e. (%) Pecrapr ATT B nmocieonepanioHHoM nepuoe, aoe. (%) 0 (0)
CHcTeMHBII aTepocKiIepos, abe. (%) 9 (100,0) Hasnauenue ATT (Bnepsbie), abe. (%) 0 (0)
CreHo3upyIoLIHnil aTepocKkiepo3 OpaxuonehaabHbIX 1(11,1)
aprepuii, adce. (%) Table 2
Caxapsbiii tuader 2-ro Tima, adc. (%) 2(22,2) Characteristics of antithrombotic therapy in patients with THS
I'nnepronndeckas 6onesus 111 cramuu, ade. (%) 6 (66,7) Value
Puck CCPL[C‘IHO—COC}IIH/ICTLIX OCJIOKHEHHH «O4YCHb 7(77,8) The studied indicator n=9
BLICOKHiEY, abc. (%) — Indications for oral anticoagulants, n (%) 5 (55.6)
Eggégzggz?zgf?;ff HCTBIX OCTOMHEHHH 2222 Indications for antiplatelet therapy, n (%) 4 (44.4)
MOACpHH3HPOBAHHEI HEISKC KOMOPOUAHOCTH 6,0+ 1,3 [4-8] Regeived a(l)ntithrombotic therapy in the preoperative 8(88.9)
Yapnecon, M £ m period, n (%)
Did’t receive the indicated antithrombotic therapy in the 1(11.1)
Table 1 preoperative period, n (%)
Characteristics of concomitant pathology of patients with IHS S?&? Iantithrombotic therapy in the preoperative period, | 8 (88.9)
The studied indicator Value (n = 9) Received antithrombotic therapy, at the time of the 0 (0)
Age, Me 79.0 (66-83) development THS, n (%)
Male/Female, n (%) 2(22.2)/7 (77.8) Restart antithrombotic therapy, in the postoperative 0(0)
History of ischemic stroke, 7 (%) 2(22.2) period, 1 (%)
History of myocardial infarction, 7 (%) 2(22.2) Appointment antithrombotic therapy (for the first time), 0(0)
Atrial fibrillation (all forms), (%) 5(55.6) n (%)
Heart failure, func. class 3—4 (NYHA), n (%) 2(22.2)
Systemic atherosclerosis, 7 (%) 9 (100.0) B npenonepaunonnom nepuone 8 u3 9 nauueHToB
Stenosing atherosclerosis of brachiocephalic 1(11.1) NPUHAMANIKM aHTUTpOMOOTHYeCKylo Tepanuio (ATT):
arteries, n (%) 4 NManyeHTa MpUuHUMaJIM alCTUWICAJININUIIOBYIO KUCIIOTY
Diabetes mellitus type 2, 7 (%) 2(22.2) (ACK), 4 nanueHnTa B Ka4yeCTBe aHTUKOATYISITHTHOW —
Hypertension stage 11, 1 (%) 6 (66.7) nepopanbsHble aHTUKoarynaHTel (IIOAK). Xapakrepu-
The risk of cardiovascular complications is “very 7(77.8) ctuka ATT Tepanuu B NEpPHONEPALMOHHOM IIEPHOIE
high”, n (%) npejcTaBicHa B Ta0. 2.
The risk of cardiovascular complications is “high”, 2(22.2) Cpe;m 9 CIIy4acB BI'dA 5 (55,6%) OTHOCHWJINCH
n (%) k T[I1UU; 4 (44,4%) VU pa3BUIMCh B TEYEHUE CYTOK,
Modernised Charlson comorbidity index, M + m 6.0+ 1.3 [4-8] HpEIIECTBOBABIINX ONEPALMU, MPH 3TOM 2 M3 HHUX

HelipoBusyanuzanuoHHbele npusHaku OHMK (moboro
THIA) B OCTPOM/TIONOCTPOM IEPHOAC, BBIABICHHBIC
IPH MOCTYIJICHUHU B CTAL[IOHAP.

Pe3yabrarsl. 3a ykazaHHBIN IepHOJ B 0()TAITBMOIIO-
TMYECKUX OTAEICHUAX CTALOHAPOB OBLIO 3aperucTpu-
poBano 9 BI'MU. IlanueHThl rocnuTaIu3upOBAIUCH
Ul IUTAHOBOTO OMNEPAaTHBHOIO JICUCHHS KaTapaKThl
(n = 6), nmanupyemas onepanus — UMIUIAHTaLUs UC-
KyCCTBEHHOH ONTHYECKOH JIMH3bI; BO3PACTHOH MaKy-
JsipHOM aucTpodun (n = 1), maaHupyemas onepanus —
WHTpaBUTpeanbHas uHbekus (antu-VEGF-Tepanus);
MEPBUYHON OKPBITOYTOJIBHOM Iyaykomsl (n = 1), muia-
HUpyeMas omepaiys — MUKPOWHBa3UBHOE BHEIPECHUE
MHKPOJPEHAXENH/CTEeHTOB; MIPOrPECCUPYIOLIEr0 HeByCa
cocynucToir 00onouku (n = 1), miaHupyemMas omepa-
1S — JIa3epKOArysIusl. XapaKTepHUCTUKa COMMyTCTBY-
IOLIeH MaToJOTMH yKa3aHHbBIX HalMEeHTOB IPEeACTaBIe-
Ha B Tabm. 1.
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Fig. 1. Chronology of cancellation of antithrombotic therapy,
hospitalization, surgery and development of IHS
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Tab6numa 3
OcHOBHbIE KINHHYECKHE XaPAKTEPUCTUKH BHYTPHTOCIIUTAJILHOI0 HIIEMUY€ECKOr0 HHCYJIbTa
Oneparusnoe Toxrun JIT(‘)(::\?:;S:SJRH Tiiecrs BI HU Bun neyenunst nIgI::]“l)ils npnl\iglg::cxe
BMeEIATEIbCTBO BIr'un mo NIHSS, 6ana ? ’
ouara 0aJL1 oasL

[Manmenr B., 79 ner — K9 nesast BCA 3 Koncepgar. ieuenue 2 2
Mauwmenr b., 75 ner — KD npasas BCA 24 cTIT + TD 6 —
TTauwmenr 3., 83 roxa + AT nesas BCA 18 TA 6 -
[Mamment H., 79 net + JlakynapHsbIit nesasi BCA 3 Koncepgar. neuenne 2 2
[Marmment O., 85 net + JlaxyHapHsIi neBast BCA 2 Komncepgar. neuenne 0 0
Ilamuent P., 77 net + KD nesast BCA 4 Koncepgar. neueHue 1 1
IManuent d., 68 ner — Heyrounennslit BEb 5 Koncepgar. euenue 1 1
IMauwmenr P., 66 ner + KD BEb 5 KoHcepgar. jeueHne 4 3
TTamuenr I1., 79 net - KD nesast BCA 8 cTJAT 0 0

IIpumeuanue: KO — xapauosmbonunueckuii noxrurm; AT — areporpomborrdeckuii moarui; BCA — BHyTpeHHs1s coHHast aprepusi; BB — BepreOpaitn-
HO-0asmnspHbIi 6acceiin; cTJIT — cuctemHas TpombonuTiyeckas tepanus; TD — tpomOskeTpaxims; TA — tpomOoacnmparust; mRs — MoauduuupoBaHHast
mkasa Pankuna (Modified Rankin Scale); NIHSS — mkana National Institutes of Health Stroke Scale.

Table 3
The main clinical characteristics of IHS
intervention | HIS | of the damage zone | IHS.NIHss | TYPeoftreatment | Issue, mRs | Gidn

Patient V., 79 y.o. — CE left ICA 3 Conservative treatment 2 2
Patient B., 75 y.o. — CE right ICA 24 sTLT + TE 6 —
Patient Z., 83 y.o. + AT left ICA 18 TA 6 —
Patient N., 79 y.o. + Lacunary left ICA 3 Conservative treatment 2 2
Patient O., 85 y.o. + Lacunary left ICA 2 Conservative treatment 0 0
Patient R., 77 y.o. + CE left ICA 4 Conservative treatment 1 1
Patient F., 68 y.o. — Undetermined VBC 5 Conservative treatment 1 1
Patient R., 66 y.o. + CE VBC 5 Conservative treatment 4

Patient P., 79 y.o. — CE left ICA 8 sTLT 0 0

Note: CE— cardioembolic subtype; AT — atherothrombotic subtype; ICA — internal carotid artery; VBC — vertebral-basilar circulation; sTLT — systemic
thrombolytic therapy; TE — thrombextraction; TA — thromboaspiration; mRs — Modified Rankin Scale; NIHSS — National Institutes of Health Stroke Scale.

OTHOCHIIUCh K «UHCYJIBTaM Tpu mpoOyxaeHun». Cpo-
ku otMenbl ATT, rocnuTanu3amnuu, NpoOBEIEHHOTO Olle-
paruBHOrO JieueHus U passutus BI'TIM npencrasnenst
Ha puc. 1.

Takum oOpa3om, Ha 3Tane npeaonepauoHHON Moa-
roToBKHY 4 marenTam ObuT otMeHeH nmpueM ACK, 4 —
[IOAK; 1 maumeHTKa, CTpajaBilias MapOKCH3MalIbHOMN
dhopmoit GUOPIILIATINN TIpEACepaNi M UMEBITIas TOKa-
3aHUS K MPUEMY aHTHKOAryJIsSHTOB, TCPAIHIO HE TMOJY-
gana. Cpoku npenonepannonHoi otMeHsl ATT HOCHIH
HecucteMHbIN xapakTep: ACK orMensinace 3a 2—7 aHel,
ITOAK 3a 5-10 cyT 10 mIaHUPYEeMOH OTIEpAITHH.

BapuaHTbl MaTOreHETUYECKHUX TIOITUIIOB UIIIEMU-
YEeCKOTO MHCYJIbTa B COOTBETCTBUH C Kiaccuukarmeit
TOAST, Tonnueckas oKajau3alys odara UIIeMHuIeCKo-
ro noBpexjaenus, Tsxects BTN, Buabl mpoBeIeHHOTO
JICUSHUSI, TUHAMUKA TSOKECTH HEBPOJIIOTUYECKOTO edu-
[IUTa ¥ UCXOJBI IPEACTaBIEeHBI B Ta0MI. 3.

Hons penepdy3MOHHOTO JI€4eHUS] B U3yUYEHHOH BBI-
6opke coctaBuna 33,3% (n = 3), ogHAKO €T0 UTOTOBAs
3¢ PEeKTUBHOCTH OKa3ajach HU3KOM: B 2 cioydasx y ma-
[IMEHTOB ITOCJIE BHIMTOIHEHUS YHI0BACKYIISIPHBIX BMeEIIIa-
TENBCTB OTMEUCH HeOnaronpusiTHeIN ucxoa. Kimuuue-
ckast 3pPeKTHBHOCTH OblTa OTMEUCHA TOJHKO B OIHOM
cllydae MPUMEHEHHsI CHCTEMHOH TPOMOOINTHYEKCOH Te-
pamuu (¢ TJIT). Cpeny martueHTOB, IOy IHBIIIX KOHCEP-
BaTHBHOE JICYeHHUE, B OONBIINHCTBE CIIy4yacB OTMEUancs
omaronpusaTHeld wcxox BIMU  (MomudunmpoBanHas

mkana Ponkuna (mRs) 0-2), B ogHOM cilydae maiueHT
OBUI BBIMMHCAaH C WHBATMAM3UPYIOMIMM HEBPOJIOTHYE-
ckuM nepunutoM (mRs 4).

Hons IIMU ot obmero umcia marueHToB, IEPeHEC-
HIMX TJIAHOBOE O(TaJIbMOJIOTHUECKOE BMEIIATENbCTRO,
3a repuox padotsl ¢ 01.01.2022 mo 31.12.2022 1. cocTa-
Buna 0,07% (n = 5), obmas monst nmanuentos ¢ BITUU
(c yuetom 4 ciydaeB pazsutus UM B npemonepalinon-
HoMm niepuoge) — 0,13%.

O6cy:xnenue. Ilarodnsmonornyeckne MeXaHU3MBI
pazeutus BI'MMM y manueHTOB XUPYPrUYECKOro IPo-
¢buns OoJyiee TETEPOTEHHBI, YeM Y IMMAallHeHTOB TEpareB-
TtHaeckoro mnpogwuis. [Ipu 5ToM pUcKH Nepuorepany-
OHHOTO WHCYIIETa B OOJBIIEH CTETIEHH acCOIMHPOBAHBI
HE CTOJIbKO C OTMEHOM aHTUArpEeraHTHOW WJIM aHTHKOa-
TYIISIHTHOW TEparuy B MOATOTOBUTEIFHOM IIEPHOAE XU-
PYPTUYECKOro BMCIIATCIILCTBA, CKOJIBKO C BBIIIOJIHCHH-
€M CaMOT0 XHPYPTrUIeCKOTO BMEIIaTeIbCTBa (Hapumep,
apTepualbHON 3MOONMEN MPU OIlepalusX Ha Cepale,
JTyTe aopThI ¥ OpaxuonedaIbHbIX apTEPHSIX) U Pa3BUTH-
€M THUIICPKOAr'yJSINUOHHOIO CUHApPOMA BCJICACTBUC aK-
THUBAIlUN CBEPTHIBAIOIICH CHCTEMBI KPOBH B CTPYKType
«XUPYPTHYECKOT0 CTPECC-OTBETa» B HMHTpa- U IOCIe-
omeparrionHoM nepuonax [11]. B u3yueHHo#t BeIOOpKe
MalMUEeHTOB Y3KOCIICHUATIU3UPOBAHHOIO XUPYPTHUICCKO-
ro npoduns y 4 mannentoB BI'MIU pa3Buiics B TedeHne
CYTOK, NPCAMICCTBOBABIINX 3aIlUIaHUPOBAHHOMY OIl€pa-
THBHOMY BMEIIATEIBCTBY. Y OCTABIINXCSA MAI[MEHTOB
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Tab6nuna 4

Kﬂaccn(])mcamm IUIAHOBBIX XHPYPIru4€CKHX BMEIATEC/JIbCTB 110 PUCKY KpOBOTe‘leHl/lﬁ

XUpypruyecKre BMEIIaTeIbCTBa
C MUHUMAJIbHBIM PHCKOM
KpOBOTEYEHUH

1. Cromarosorndeckue BMeniaTenabcTBa (yaanenue 1-3 3y0oB, oneparys Ha TapoJIOHTe, BCKpPBITHE a0cuecca,
YCTaHOBKA MMILIAHTA)

. Onepaniy 1o nMoBo/y KaTapakThl HIIN IVIayKOMbI

. DHIOCKOITMYECKHE TPOLeTyphl O3 OHOIICHH WIIN PE3CKIINU

. IToBepxHOCTHBIE Omepalyu (BCKpbITHE abcuecca, Majble JIePMaToIOrHueCcKue pe3eKInH U T.1.)

BmemiarenscTBa ¢ yMepeHHBIM
PHUCKOM KpOBOTEUCHHH

. DHIOCKOIHUS ¢ Ouorcueit

. buoncus npencrarenbHOM jKene3bl UM MOYEBOTO MY3bIps

. Paguouacrornas a0Onsiums vim umintaatanus DKC

. Hexoponapnas anruorpadus

. IMImtanTanus kapauoBepTepoB-ae(puOpHILIITOPOB MM BOAUTENCH pUTMA

BmemaresnbcTBa ¢ BBICOKMM
PHCKOM KPOBOTEUEHUH

. CiHaNBHast WM STHYpajbHas aHeCTe3Us

. JlrombGanbHas myHKIus

. CeprieqHO-cOCYyIICTBIE U TOPAKAJIbHBIE BMELIATEILCTBA

. AGoMHHaIbHAS XUPYPIHUSI U XUPYPTHs TOJIOCTH Ta3a

. buoncus neuenn/mouex

. TpancyperpaiibHast pe3eKIHst IPeICTaTeIbHON JKEeJIe3bI

. YIapHO-BOJIHOBAsI TTOTPHIICUS

. Helipoxupyprudeckue BMemIaTeaIb5CTBa

. Bonbime xupypriuyeckue BMEIIATeIbCTBA ¢ OOIIMPHBIM MOBPEKACHUEM TKaHEeH (PEKOHCTPYKTHBHAS
IUIACTHYECKast XUPYPIUsl, XUPYPIusl 3710KaueCTBEHHBIX HOBOOOPA30BaHMUii, OOJIbILIME OPTOIIEUISCKHIE

OO0 WN—=UEAWND — |~ WN

BMEIIATEIILCTBA)

10. Karetepusarust monocteil cepana ype30eApeHHBIM JOCTYIIOM

BwmemiarenscTBa ¢ BBICOKMM
PHUCKOM KPOBOTEUCHHI

Y MOBBIIICHHBIM PUCKOM
TpoMO0IMOOTHH

TaxUKapanuu)

1. Cnoxxuast JICBOCTOPOHHSA a6n$1u1/m (I/IBOJ'UH_II/ISI YCThbs JICTOYHBIX BEH, a6J'I$II_II/II/I pu )KeJ'IyL[O'-IKOBOfI

Table 4

Classification of planned surgical interventions according to the risk of bleeding

Interventions with minimal risk of

bleeding placement)

1. Dental interventions (removal of 1-3 teeth, periodontal surgery, opening of an abscess, implant

. Cataract or glaucoma surgery
. Endoscopic procedures without biopsy or resection
. Surface operations (opening of an abscess, small dermatological resections, etc.)

Interventions with moderate risk of
bleeding

. Endoscopy with biopsy

. Coronary angiography

. Prostate or bladder biopsy
. Radiofrequency ablation or implantation of pacemaker

. Implantation of cardioverter defibrillators or pacemakers

Interventions with high risk of bleeding
Lumbar puncture

. Liver/kidney biopsy

. Shock wave lithotripsy

. Spinal or epidural anesthesia

. Neurosurgical interventions

. Large surgical interventions with extensive tissue damage (reconstructive plastic surgery, surgery of
malignant neoplasms, large orthopedic interventions)

10. Catheterization of the heart cavities by trans-femoral access

. Cardiovascular and thoracic interventions
. Abdominal surgery and pelvic cavity surgery

. Transurethral resection of the prostate gland

Interventions with a high risk of bleeding
and an increased risk of thromboembolism

tachycardia)

1. Complex left-sided ablation (isolation of the mouth of the pulmonary veins, ablation in ventricular

(n = 5) BbINOJNHEHHBIE ONEpPaTUBHBIC BMEIIATEIbCTBA
OTHOCWIINCH K omepanusiM Huskoro (1%) xapawmonoru-
Y4eCKOro pucka [12] 1 MUHMMaIbHOTO pUCKa KpOBOTEYE-
Huit [13] (tabm. 4).

W3BecTHO, YTO MPOJOIKEHNE NTpHEeMa aHTHATrperaH-
TOB B NEPUONEPAIIOHHOM MEPHOJE AaCCOIMHPOBAHO
C YBEIMYECHUEM PHCKa KpoBoTeueHus. OJHAKO B MeTa-
ananmze 41 uccnenoBanust W. Burger u coasr. [14] Obu10
MPOAEMOHCTPUPOBaHO, uTo Tepanus ACK cBsizaHa ¢ yBe-
JMYEHHEM YacTOTHI IOCIEONEPAIIMOHHBIX KPOBOTEUE-
HU, HO IPY 3TOM HE YCYT'YONIseT CTeTIeHH TAKECTU KPO-
BOTE€UCHHN. ABTOpaMHU OBIJIO CAENIaHO 3aKITI0YEHHE, YTO

64

mpuem ACK B Hm3ko#t no3e (mo 100 mr) MoxkeT OBITh
MPOIODKEH BO BpeMsl OOJBIIMHCTBA XHUPYPTHYECKUX
MPOLIEAYP, 38 HCKIIIOYCHHEM IMPOCTATIKTOMHUH W HEW-
POXMpYpPruyecKrx omnepaunuil. B coorBercTBuu ¢ MeTo-
TUYEeCKIMH PEKOMEHAANNAMH 110 MTEPHONIEPATHOHHOMY
BEICHUIO B3POCIBIX MAI[IEHTOB, OTYYAIOIUX ATUTEIb-
Hyto ATT B P® 2021 r. [15], B OOnpIIMHCTBE XHPYPIH-
YECKHX CHUTyallMid (0COOCHHO B KapAMOXHPYPTUH) aH-
trarperanTHyo Tepanuio ACK B mepuorneparmoHHOM
NIepUOZIE PEKOMEHYETCA MPOAOIKUTh. OTMEHATH aH-
THArperaHTHYIO TEPAHI0 PEKOMEHYeTCs Yy MalMeHTOB
C BBICOKMM pHCcKoM KpoBoteueHuii: ACK, kimonugorpen
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W TUKarpesnop 3a 5 IHeW 0 onepaluu, npacyrpen —
3a 7 pHe no omepauuu. IlanmeHTam, HaxoasUIUMCS
Ha JBOMHOW aHTUArperaHTHON Tepanuu MOCJE HeAaB-
HETo OCTPOr0 KOPOHAPHOTO CHHIPOMA MM CTEHTUPOBA-
HUSI KOPOHApHBIX APTEPUM M MMEIOIIHUX BBICOKUI PHUCK
[IEPUOTIEPALIIOHHOTO KPOBOTECUEHHUS, PEKOMEHAYETCs
OTJIOKUTH TJIAHOBOE XHUPYPTrHYECKOE BMEIIATEIbCTBO.
Ecnu xupypruueckoe BMEIIaTenbCTBO HEBO3MOXKHO OT-
JIOXKHTb, TO PeKOMeHIyeTcs mpopokars npueM ACK,
a KJIOMUIOTpell, TUKArpeaop WK Mpacyrpesl OTMEHUTh
3a 5 gueii o onepauuu. Ormena [IOAK npu Beimonxe-
HUM WHBA3HBHBIX MPOLENYP, ACCOLIMUPOBAHHBIX C HU3-
KHM PHUCKOM KPOBOTE€YEHMHU (IIPU ONeparusx Ha KOXe,
B CTOMATOJIOTHH, IIPU TaCTPOCKONHMU U KOJIOHOCKOIIHH,
HEOOMBIINX O(TATHLMOIIOTHUECKUX OTEPAIUiX), TAKKE
He pexomeHnayercs. Takum oOpaszom, otmena ATT me-
pen BBINOIHEHHEM OTlepaluii ¢ MUHUMAJIBHBIM PHCKOM
KPOBOTEUEHHI, B TOM YHUCJIE OIIEpaLMH 110 TOBOLY KaTa-
PaKTHl ¥ TJIAyKOMBI, TPOYUX HEOONBIINX OPTATBEMOINO-
THYECKUX onepanui He TpedyeTcs. DTa peKOMeHJauus
MOJIIEP>KUBAETCS U TAaHHBIMU 3apyO0eKHBIX HCTOYHHUKOB,
MTOCBSIICHHBIX IEPHONEPALIMOHHOMY BEACHHUIO MALlMCH-
TOB o(TanbMoIorudeckoro npoduis [16, 17].

Takum 00pa3oM, MpH MOATOTOBKE K ONEPATUBHOMY
BMEIIATEeNbCTBY C HU3KHUM PHUCKOM KPOBOTEUEHHH Tpe-
OyeTcsi BHUMAaTeNbHAas OL[EHKa PUCKa BCEX TpoMOOTHYe-
CKHX OCJIOXHEHMH W Ha3HadyeHue paunnoHambHOW ATT.
B wmsydenHoii BbIOOpKe Ha MoMmeHT pasButus BI'MU
HUKTO CPEIH MalMeHTOB He moyryyan nmokazanuyio ATT,
Ipyu 3TOM 8 MauMeHTaM OHa ObLIa OTMEHEHa B Mpea-
OTIepaIIOHHOM TE€PHO/E C IIeNIbI0 MUHMUMM3ALHUN pPH-
CKOB I'€MOPParMyecKuX OCIOXHEHUH. OTINYNTENTbHON
XapaKTEePHUCTUKON MAaIMeHTOB M3YYEHHOM TpyIIbl SBU-
JIOCh COYETaHUE BBICOKOM KOMOPOMAHOCTH, B TOM YHCIIE
OCHOBHBIX (DaKTOpPOB pHUcKa HHCYNbTa (QuOpmiIsIuu
Mpeacepauii, THIEPTOHNYECKON 00JIe3HH, CTEHO3UPYIO-
IIETO aTepocKiepo3a KapOTHIHBIX apTepHii, caxapHOro
nuabera), ¢ HeJOCTaTOYHON aHTUTPOMOOTHYECKON TPO-
(hMIIAKTHKOM, YTO MOTJIO CHITPATh BAKHYIO POJIb B TIATO-
reneze BI'NN.

Hons manumentoB ¢ BIMU or obmiero umcna ma-
LUEHTOB, TOCIHUTATU3UPOBAHHBIX MJISI BBINOJHEHUS
IUIAHOBOTO  O()TaJIbMOJIOTUYECKOTO — BMEIIATENHCTBA,
o pe3ynbraraM uccienoBanus cocrasuia 0,13% B rox,
HenocpencteenHo 1M — 0,07%. Dto sBasiercs on-
HUM U3 CaMbIX HU3KUX MoOKa3zarened pas3Butus 11U
cpenu manueHToB > 65 net. Tak, Hanpumep, nons [TMN
[pU OMNEpPalMiX [0 MOBOLY NaxOBOW I'PbDKM, HA MeEI-
KHAX COCYAax TPYIHOW KJIETKW/KOHEYHOCTH, YIAJICHHIO
MOJIOUHOHM kene3bl coctaBimsier 0,1%; mpu anmeHadK-
TOMHH, OMOTICHU KOXKH M MSTKHX TKaHEH, oreparusix
Ha ETYHBIX IPOTOKAX, KOJICHHOM CYCTaBe, BBINOJHE-
HHUH KoJjloaHaJabHOTO aHacTtoMo3a — 0,2% [18]. OxgHako
KpaliHe aKkTyaJbHOM U B TOXE BpPEMs TPYAHO peanusye-
MOW SIBJIIETCS 3a/1aua YCTAHOBJICHHUS YHCIIA MAIUEHTOB,
y xotopbeix MU Ha done ormensr ATT B npenonepanu-
OHHOM II€PHO/IE Pa3BHJICS HA ATAIE OXKHIaHUS TOCIINTA-
JU3aL1H B JOMAIIHUX YCJIOBUSAX.

3akaouenne. HecMoTps Ha cymecTByrommue pe-
KOMeHAauuu 1o npogopkenuto npuema ATT Ha stame
MIpeIOTIEPAIMOHHON TOATOTOBKH K MaJIOMHBAa3WBHBIM

RESEARCHES AND CLINICAL REPORTS

0 TAILMOJIOTUYECKHUM BMEIIATEIHCTBAM JI0 HACTOSIIE-
O BpeMs OTMEYAIOTCS CIydad MOpPEKpalleHUsl mpuema
AHTUATPETAaHTHBIX WM AHTUKOATYSTHTHBIX IIPEIapaToB
C LEJNbI0 YMEHBLICHUSI pUCKa MEPUONEPALMOHHBIX pe-
TpoOynp0apHBIX KpoBoTeueHHH. OHAKO TpeKpalieHne
ATT-tepanuu y TakuxX MAlEHTOB MOXET IMPUBECTU
K TPOMOOIMOOINYIECKHM OCIIOKHEHHUSIM C CEpPhE3HBI-
MU TOCJIEICTBUAMU. MHOTOUUCIICHHBIE JIUTEPaTypHbIE
JIAaHHBIE YKa3bIBAIOT, YTO mpekpamienne npuema ATT
MPUBOJUT K 3HAUUTEIHHOMY YBEJIMYEHHUIO PUCKA ap-
TEPUATBHBIX WM BEHO3HBIX TPOMOO3IMOOIHUECKHX
OCJIOKHEHUH U CBSI3aHHBIX C HUMH OCJIOXXHEHHH, 0CO-
OeHHO y MaIMeHToB ¢ GUOPMILIAIINEH IpeAcepIuit, uc-
KYCCTBEHHBIMH KJIallaHAMM CEpALlA U MOCIE HEAABHETO
CTEHTHUPOBAHUS KOPOHAPHBIX apTepHil. DTOT PHUCK 3Ha-
YUTENBHO BBILIE, YEM PUCK 3HAYMMOTO JIOKAJIBLHOTO Te-
pHOIIEPaMOHHOr0 KpoBoTeueHus. Ciydan odraabMo-
JIOTUYECKUX KPOBOTEUEHUHU, MO JAHHBIM JHUTEPaATyphl,
0OBIYHO HE3HAYUTENHHBI, 0€3 CEPhE3HBIX MOCISACTBUI
naxxe npu npopovkeHun npuema ATT. Takum obpa-
30M, TEKyIHe JaHHBIC CBUICTEILCTBYIOT B MOJIB3Y CO-
XpaHEHUs] aHTUTPOMOOIUTAPHBIX U aHTUKOATYIISTHTHBIX
mpenaparoB Jjisi OOJIBIIMHCTBA O(TaIbMOJIOTHUECKUX
MPOIENyp, OCOOCHHO C yYeTOM NPAaKTUYECKH TOBCE-
MECTHOTO IPUMEHEHHSI METOIOB MECTHOH aHECTE3HH.

IIpencrasnsgercs, uyro npopommkeHue npuema ATT
B IIEPHOJ] TOCTTUTAIM3AINH, CBI3aHHBIX C BHITIOTHEHHUEM
TUTAHOBBIX MAJIOMHBA3BHBIX O(TATBMOIOTUYECKUX BME-
IIaTeILCTB, ITO3BOJINT CHU3UTHL HE TOJIBKO uncio BI'MU
B rieioM u [1Y B wacTHOCTH, HO U oO1Iee yncao OHMK
M0 WIIEMUYECKOMY THUITy. Tarxke BaXHO MOAYCPKHYTH,
YTO OJHOW M3 OCHOBHBIX 3aja4 BpayeOHOTO cooOIie-
CTBa, BHE 3aBHCHMOCTH OT CICIIHATBHOCTH, SBISICTCS
OIICHKa CEPACYHO-COCYAMCTHIX PUCKOB M Ha3HAYCHUE
parmmonanbHON ATT Kak Ha mepuom TOCIMUTATU3AIINN,
TaK U MpPH BBIMHUCKE MOCJIEC OKOHYAHUS CTAllMOHAPHOIO
JICUCHUS.

®unancupoBanue. VccienoBanue He UMENO CIIOH-
COPCKOM MOJAEPIKKH.

KonpaukTr uHTEepecoB. ABTOpHI 3asBIAIOT 00 OT-
CYTCTBUH KOH(IMKTA HHTEPECOB.
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AHATOMUYECKHUHA AKHEHT HA 3BHAUUMOCTb KPECTHOBO-
KOIMMYUKOBOM OBJIACTH B HEBPOJIOI'UHA
M.B. Canvkosa', B.H. Hukonenxo?, M.B. Ozanecan'?, A.B. Canvkoeé’

Tlepsoiit MITMY umenu .M. Ceuenosa (CeuenoBckuii Yuuepcuter), Mocksa, Poccust
2MOCKOBCKHI TOCYAapCTBEHHBIH yHIBepcuTeT nMeHd M.B. Jlomorocosa, Mocksa, Poccust

Pesrome

eas: npoananusuposams MophodyHKYUOHATbHBIE OCOOEHHOCMU CIMPYKMYP KPECMY080-KONYUKOBOU 001ACMU, UX
CUHMONUU K COCEOHUM AHAMOMUYECKUM 00PA308AHUAM U BHYMPEHHUM OP2AHAM, d MAKHCe C8A3AHHbIE C HUMU NAMO-
Jl02UdecKue npoyeccyl U AHOMALUU UX PA36UMUsL OISl COBEPUEHCNBOBANUSL NOUCKA NPUYUH CAKPANSUU U KOKYUZOOU-
HUU.

Marepuaj u METOABI: UCNOIBL30BANUCL OAHHBIE DNEKMPOHHLIX pecypcos e-Library.ru, Kubep/lenunxa, Cochrane
Library, Axademus Google, Global Health, Medline, Elsevier, Scopus, Web of Science u PubMed.

PesyasTarsl. Kpecmyoso-konuukosas 06nacme A61semcs Mecmom KOHYEeHMPayuu MHO2OYUCTICHHBIX HEPGHBIX 8eNi-
6etl u cniemeHull, UHHEPBUPYIOWUX OP2aHbl MANI020 MA3d U HUXCHUe KoneyHocmu. [ladxce neborvuioe usmenenue gop-
MblL U QyHKYUU 1106020 U3 COCMABIAIOWUX KPECMY0B0-KONYUKOBOU 0OIACMU HAPYWIAem UX NPAGUIIbHYI0 CUHIMONUIO
U npUBOOUM K 3anycKy NAMO2EHeMUYeCKUX MeXaHusmMos, 8e0yuuM nposasieHuem Komopuix seusiemcs 6onv. OcHogy
bonvuieli wacmu ciyyaes 6016020 CUHOPOMA COCMABAEN CKelleMHO-MbluedHAs Hecheyu@uyeckas 607b, npu Komo-
POl 8 KAUecmee aHAMOMUYECKUX UCTNIOYHUKOS OOJIe60L UMNYIbCayul ONpeoeisiiomcs (pacemourvle cycmagol, Kpecm-
1080-N00B300UIHbIE COUTICHEHUs, MblUiYbl NO360HOUHUKA, Zpyuleuonas moiuya u cesasku. CepbesHbim paxmopom
PUCKA HECOCMOAMENbHOCIU CBA30K ONOPHO-08ULAMENbHO20 ANNApamd, 8603HUKHOBEHUS HECTNAOUTLHOCIU COeOuHe-
HUU U XpoHu3ayuu 601e8020 CUHOPOMA 8 MPYOOCHOCOOHOM 803PACHE AGNACHICA CUHOPOM OUCHAA3UU COCOUHUMENb-
Houl mranu. CywecmeeHHo pedice blAeisaemcs D0lb, BbI3GAHHAA COABLEHUEM CNUHHOMO3208bIX KOPEUWKO8 2pbliicell
MEAHCNO360HOUH020 OUCKA UNU cnoHounonucmesom. Pedxce ecezo ecmpeuaemcs 60onb 6 kpecmy080-KonuuKo8ou 0oaa-
cmu, 06YCNO0GIeHHAs CReYUDUUECKUMU NPUYUHAMY, K KOMOPbIM OMHOCSIMCS AHOMAIUY PA3GUMIUL, MPaeMbl, 3a00ie-
8AHUsL BHYMPEHHUX OP2AHO8, HOBO0OPA308AHUS, UHDEKYUOHHbIE U AYMOUMMYHHbIE NPOYECChL.

KnwodueBsle cnoBa: KpecTHOBO-KOMUUKOBas 00JIACTh, CAKPAITHs, KOKIIUTOAUHHUS, CKEJIETHO-MBIIIEYHAst 00Ib,
paayKyJIoNaTus, aHOMaJIMA Pa3BUTHS, TPABMbI, OIYXOJIHA KPECTIa, AUCIUIA3HUs COCIHMHH-
TEJILHOM TKaHU
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ANATOMICAL FOCUS ON THE SACROCOCCYGEAL REGION IMPORTANCE IN NEUROLOGY
M.V, Sankova!, V.N. Nikolenko'?, M.V. Oganesyan'?, A.V. Sankov'

1.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia
2Lomonosov Moscow State University, Moscow, Russia

Abstract

Objective: fo study morphofunctional features of the sacrococcygeal region structures, their syntopy to neighboring
anatomical formations and internal organs, as well as associated pathological processes and anomalies of their de-
velopment to improve the search for the sacralgia and coccygodynia causes.

Material and methods: data from electronic resources e-Library.ru, CyberLeninck, Cochrane Library, Google Acad-
emy, Global Health, Medline, Elsevier, Scopus, Web of Science and PubMed were used.

Results. The sacrococcygeal region is a place of concentration of numerous nerve branches and plexuses innervating
not only the pelvic organs but also the lower extremities. Even a small change in the form and function of any sacro-
coccygeal region components violates their correct syntopy and leads to the pathogenetic mechanisms, the leading
manifestation of which is pain. The basis of the most pain syndrome cases is skeletal-muscular or nonspecific pain, in
which the facet joints, sacroiliac joints, spinal muscles, piriformis muscle and ligaments are identified as anatomical
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pain impulsation sources. Connective tissue dysplasia syndrome is a serious risk factor for musculoskeletal ligament
failure, joint instability, and pain syndrome chronifization at working age. Neuropatic pain caused by compression of
the spinal root or “cauda equina’ by disc herniation or spondylolisthesis is much less common. The least common
pain in the sacroiliac region is caused by specific causes, including developmental abnormalities, injuries, internal
organ diseases, tumors, infectious and autoimmune processes.

Keywords: sacrococcygeal region, unpaired ganglion, sacralgia, coccygodynia, musculoskeletal pain, radiculo-
pathy, spondylolisthesis, developmental anomalies, injury, sacral tumors, connective tissue dysplasia
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Coxpawenusa: KKO — kpecTnoBo-KomuukoBasi 00-
JIacTh.

BBenenue. bombs B KpecTIIOBO-KOMTYUKOBOW 007a-
ctu (KKO) oTHOCHTCS K pacnpoCTpaHEeHHBIM jKajgo0am,
MMEIOIIM MECTO B TpakTHKe HeBposora. Cakpanrus
W KOKIWTOOWHMS 3aHMMAIOT 3HAYMMOE MECTO Cpenu
MpUYUH BpeMEHHOH HeTpymocnocoonoctu [1-3]. Ilo-
CTaHOBKa NPaBWJIFHOTO AMarHo3a W BHIOOp TaKTHKH
BEJICHUA TaKWX TMAI[eHTOB HEpeako TpebyeTr B3am-
MOJIEHCTBUSL HEBPOJIOTa € JPYIUMHU CIHEIHATUCTAMH,
BKJTIOYAst THHEKOJIOTa, OHKOJIOTa, XUPypra, MPOKTOJIOTa,
peBMartosiora, yposuora u Teparnesta [4]. 3nanue Mmopgo-
¢yHKIMOHANBHBIX ocobeHHOCTel cTpykTyp KKO n mx
CHHTOITUM K COCEJHHM aHaTOMHUYECKHM 00pa30BaHUSIM
1 BHYTPEHHUM OpraHaM HEOOXOAMMO JUIsl TOHWMaHUS
reHe3a BO3HHMKAIOUIMX 371€Ch MaTOJOTMYECKUX Mpolec-
coB. OcaoBy KKO cocraBinser KpecTell, MpeacTaBIIsio-
Ui CO00W €UHYI0 KIMHOBUAHON (DOPMBI KOCTh, 00-
Pa30BaHHYIO MATHIO CPOCHIMMHUCS B MOJIOIOM BO3pacTe
KpPECTLIOBBIMH TIO3BOHKAMH. JTa HEMOIBM)KHAS 4acTh
[I03BOHOYHUKA CUUTAETCS] YHUKAJIBHOH COCTaBHOM ya-
CTBIO aKCHAJILHOTO CKeJleTa, B ()YHKIHH KOTOPOTO, IO-
MHMO CO3JIaHUS MOACPIKKH, YCTOHUYNBOTO PAaBHOBECHS
U BBICOKOH CTaOMJIBHOCTH BCEr0 ONOPHO-IBUIaTENb-
HOTO ammapara, BXOAWUT TepepacipeieieHue Harpy3Ku
C TOABWMKHBIX 3JIEMEHTOB MO3BOHOYHHKA Ha HEMOI-
BIDKHBIE KOCTH Ta30BOTO IIOsica W HIDKHUE KOHEYHO-
cti. BMecTte ¢ KomuuKoM KpecTen 00pa3yeT HHKHIOKO
KH(QOTHUECKYIO KPUBU3HY MTO3BOHOYHHUKA, KOTOpas SB-
JSIeTCs. OJHUM U3 €ro (PU3MOJOTHYEeCKUX U3ru0oB, Gop-
MUPYIOIINXCS B CBSI3U C BEPTUKAIHHBIM TOJIOKEHHUEM
TeJa YesoBeKa M 00eCIeYnBaIOMINX O3BOHOUYHUKY J10-
MOJTHUTENHHYIO YIPYTOCTh U JEMII(HPOBAHNE YIAPHBIX
Harpy3oK Ipu ABKeHusX. JIroObie n3mMeHeHus Mopgo-
JIOTHUM KPECTIa ¥ €r0 COSAMHEHWI MPUBOIAT K nedop-
MaIUsM IMO3BOHOYHOTO CTOJ0a U mepekocy Tasza [5—7].
O6mme B KKO comarrmuecknx 1 aBTOHOMHBIX HEPBHBIX
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BOJIOKOH, TAHTJIUEB U CILUICTCHUHN, UX HEMIOCPEJICTBEHHAS
OIMM30CTH K KOCTHBIM CTPYKTypaMm, CycTaBaM U BHyTpEH-
HUM OpraHaM OOYCJIOBJIHMBAET BBICOKYIO pPacIpoCTpa-
HEHHOCTH OOJIEBOTO CHHAPOMA MPH TOSBICHUHU 37eCh
Jlake HeOOJBINNX MATOJIOTUYECKUX MPOIECCOB TPaBMa-
TUYECKOTO, JEeT€HEPAaTHBHOTO, BOCIHAIUTEIHHOTO WIITH
OHKOJIOTHYecKoTo TeHe3a [8—10].

AHaTOMUYeCKHe O0CO0EHHOCTH KPecTI0BO-KOM-
YHMKOBOH 00,1aCTH KaK (PAKTOpP pPHCKAa BO3HUKHOBe-
Hus 6osaeBoro cunapoma. KKO sBrsercs KIFO4eBBIM
MECTOM KOHBEPIEHIIMH 3aMBIKAOIIUX YacTed OCEBOro
CKeJleTa, LIEHTPAJIbHOM HEPBHOUW CUCTEMBI U BUCIIEPaTIb-
HOTO amnmapara. SIBIsisiCh MPOJOKEHUEM MOSICHUYHOTO
OTZerNa MO3BOHOYHMKA, KPECTel U KOMYHK MPeCTaBIIs-
0T cO00Ii 3aKIIIOYUTEIHHOE 3BEHO 0CTOBa Tenia. Bmecte
C Ta30BBIMH KOCTSIMH OHH 00pa3yroT BMECTWIIHIIE IS
psAaa )KU3HEHHO BaXKHBIX OopraHoB. KpecTIoBbIi kaHal
COIIEPXKHUT KaymaJdbHBIA CETMEHT CIIMHHOTO MO3ra —
TEPMUHAIBHYIO HUTh, CIIOCOOCTBYIONIYH ero (ukca-
Uy, U, HakoHel, Haxoxsameecs B KKO 3naunTensrHOE
10 pa3Mepy KPEeCTIIOBOE CIUICTEHUE PErylupyeT padboTy
Ta30BBIX OPTaHOB M YYaCTBYET B MHHEPBAIIMHA HWKHHUX
KOHEYHOCTEH. YHUKAJIbHbIC aHATOMHYECKUE 0COOCHHO-
ctu KKO m ee MHOTO(YHKITHOHAIbHAS 3HAYUMOCTE BO
MHOTOM OTIPEACISIOT KIIMHUYCCKUE TIPOSIBICHUS BO3HH-
KafoOIIUX 3/I€Ch MaTOJOTHIECKIX MPOIECCOB.

Kpecren npeacrapnsieT co0ol €IUHYI0 MacCUBHYIO
KOCTb, KOTOpast 00€CITEUNBACT YCTOMIUBOCTD M CTAOWITb-
HOCTh BCETO OIOPHO-IIBUTATEIBHOTO armnapara u mnepe-
pacrpenensieT TSDKECTh TOJNOBBI, TYJIOBHINA W BEPXHHUX
KOHEYHOCTEH Ha KOCTU Ta30BOTO MMOSCAa U HUKHHUX KO-
HeyHocTel. Tak Kak MakCHUMaJlbHble HArpy3KH MPHUXO-
JIITCS. HA TeJla BEPXHUX KPECTIIOBBIX MO3BOHKOB, UIMCH-
HO OHH UMEIOT HaWOONBIIUI TepeaHe-3aJHUNA pa3Mep,
KOTOPBIH MOCTETICHHO YMEHBIIACTCS B KaylalbHOM Ha-
npasneHny. CyIecTBEHHYIO pOIIb B MPEIOTBPAIEHUN
M3IUIIHEH TOJBU)KHOCTH, 3alllUTE OT MOBPEKIACHUN
Y CHW)XCHWW HAarpy3Kd Ha MBIIIIE UTPAET CBSI30YHBIN
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ammapar 3Tod o0lacTh. DTO TpexkIe BCEro HepemHss
MIPOAOJIbHAS CBsI3Ka, MPOTATMBAMOLIAACS IO INepenHel
MOBEPXHOCTH TEJ TTO3BOHKOB J0 Ta30BOI MOBEPXHOCTH
KpecTua, 1 3aJHss IPOAOJIbHAS CBSI3Ka, pacroiararoma-
Acs BAOJb 33IHUX TOBEPXHOCTEH MO3BOHKOB U 3aKaHYH-
BAaIOLIAsICSl OKOJIO BEPXHETO Kpas KPECTIOBOTO KaHaja.
Jlyru TO3BOHKOB, OCTHCTBIE U IOIEPEUYHBIE OTPOCTKHU
MPWISKAIET0 TMOSCHUYHOIO T03BOHKA COEIUHEHBI
C KpecTIOM M MeXIy co0O0i ¢ MOMOILIBI0 KOMILIEKCA
KOPOTKHX CBSI30K, K KOTOPBIM OTHOCATCS KENThIE, MEXK-
OCTHCTBIE U MEXKIIOMEPEUHBIE CBSI3KM COOTBETCTBEHHO.
Hanoctucras cBs3ka NMOKPBIBAET OCTHCTHIE OTPOCTKHU
BCEX IMO3BOHKOB M MPHUKPEIUISIETCS K CPETMHHOMY Kpe-
cTroBoMy TpedeHto. OcoOyro 3HAYUMOCTh B (hUKCAITUU
KPECTIIOBO-TIO/IB3/IOITHOTO CYCTaBa HMEIOT BHYTpH-
KOCTHBIE KPECTLIOBO-TIOAB3AOIIHbIE CBA3KH. CTabuim-
3allMy BCETO Ta30BOTO KOJBIA CITIOCOOCTBYIOT KPECTIIO-
BO-OCTHUCTAsA, KPECTLOBO-OyropHasi, MepeaHss U 3a1Hss1
(KopoTKasi U JUIMHHAs) KPECTIIOBO-TIOAB3OIIHBIE CBSI3-
kH. KpecTioBo-KOMYHUKOBBIN CyCTaB YKPEIJICH MapHBI-
MU JIaTepalibHBIMHU, TeperHell 1 3aaHel (ITOBepXHOCT-
HOW M TIIyOOKOH) KPEeCTLOBO-KOMMYMKOBBIMH CBSI3KAMH.
JIroObie n3MeHeHus: MOP(OJIOTHH KPECTIIA U €T0 COeIH-
HEHUH MOTYT IPUBOIUTH K Je(OpPMALUSIM TO3BOHOYHO-
ro cTonba, MepeKocy Ta3a ¥ BOSHUKHOBEHHUIO BBIPaXKEH-
HOTO OOJIeBOTO CHHpOoMa [6, 7].

[lo BceMy MIMHHHKY KpecTla IPOXOIUT CyXKaro-
IIUIc KHU3Y KPECTLOBBIM KaHaJ, KOTOPBIA SBIAETCS
MIPOIOJIKEHNEM TTO3BOHOYHOTO KaHaja U OTKPBIBAETCS
KpecTHoBOM menbplo. Tak kak B Mpoliecce OHTOreHe3a
CIIMHHOM MO3T OTCTAaeT OT pocTa MO3BOHOYHOTO CTONI0A,
OH IepeMeliaeTcsa B MO3BOHOYHOM KaHalle BBEpX W 3a-
KaHYMBAETCA MO3TOBBIM KOHycoM Ha ypoBHe [-II mosic-
HHUYHOTO Mo3BOHKA [6, 11, 12]. B kpecTtuoBoM KaHaie
CIIMHHOM MO3I' NPOJOJIKACTCS B BUAEC TOHKOW TepMU-
HaJbHOM HUTH, KOTOpas BHHU3Y MPHUKPEIUIIETCA K Ty
IT xOIMUMKOBOIrO MO3BOHKA, CPACTASICh C €0 HAIKOCTHU-
1el. 9To MECTO MPEIOKEHO Ha3BaTh «T€PMUHAIBHBIM
MBICOM LIEHTpaJbHON HepBHOU cuctemb» [13]. Bepx-
HUH OTJENI TEPMHUHAIBHON HUTH, BHYTPEHHSIS €€ 9acThb,
NpE/ICTaBIsIET COOOM pPyAMMEHT KaylalbHOTO KOHIIA
CIIMHHOTO MO3Ta, KOTOpBIA €IIE COAEPKUT HEPBHYIO
TKaHb. OH OKpYy)XeH MEepeIHUMH U 3aJHUMH KOpEeIlKa-
MH MOSCHUYHBIX M KPECTLOBBIX HEPBOB (CErMEHTOB
LII-SV u CI-1I), xotopble TSAHYTCS B HampaBIEHUU
COOTBETCTBYIOILINX MEXII03BOHKOBBIX OTBEPCTHH, (op-
MHUPYSI «KOHCKHMI XBOCT», U HaXOJSITCS B CIENO 3aKaH-
YMBAIOLIEMCS] MEILKE, 00pa30BaHHOM TBEPIOW MO3TO-
BOH 0OOOJIOYKON CIMHHOIO MO3Tra M OKAHYMBAIOIIMMCS
Ha ypoBHe [I-III kpecTioBeIX M03BOHKOB [6, 11]. B 3a-
BUCHMOCTH OT TEPUMETpa 3TOro (puOpO3HOro MeInka
CYLIECTBYIOT pa3Hble BapHAHTHI €0 OKOHYaHMs B BHJIE
3a0CTPEHHOTO WJIM TYIOTO KOHYyCa, YTO MUMEEeT Ba)KHOE
3HAYEHUE TPU Pa3IUYHBIX ONEPATUBHBIX M JUArHOCTH-
YEeCKUX MAHHUMYISIIUSIX Ha MOSCHUYHO-KPECTIIOBOM
OTZAEeNe IMO3BOHOYHOro ctonba. CyOapaxHouaaabHOE
MPOCTPAHCTBO B ITOH 007acTH 00pa3yeT KOHEYHYIO TI0-
SICHUYHYIO LIUCTEPHY, B KOTOPOH COCPENOTOUEHO MAKCH-
MaJbHOE KOJIWYECTBO HEpeOpOCTMHAIBEHON KHUIKOCTH,
B CBSI3U C YeM OHO MPEACTABIISICT HAUOOIBIINI HHTEpEC
B aCTEeKTE MPOBEACHUS CHUHAIBHOW aHecTe3wu [12].

LECTURE

CornacHo mOCIeHUM HCCIICI0BAHUSM, UTMHA BHYTPEH-
Hell 4yaCTH TePMUHAIILHOW HUTH y B3POCIIOTO YeIIOBEKa
B cpemHeM cocTtaBisieT 156,7 £ 2,9 mm. MakcumanbpHas
ee tommuHa (0,65 + 0,02 MM) TPUXOAUTCS HA €€ HaYalo,
K cepeariHe oHa uctoH4yaercs Ha 20%, a K cBOeMy BBIXO-
Iy u3 memka — Ha 28%. Huxke yposas [I-I11 kpectro-
BOTO TIO3BOHKA OHA MPOAOJDKACTCS B HAPYKHYIO 4acTh,
MPEJCTABISIONIYI0 COOOH COCTUHHUTEIHLHOTKAHHOE 00-
paszoBanue, cHOPMHUPOBAHHOE M3 BCEX TPEX 00OIOUCK
CIIUHHOTO MO3ra. 37IeCh OHa CTAaHOBUTCS C€Ille TOHBIIIEC
u coctarisier 40% OT mepBOHAYATLHON TOMIIUHEL. J[TH-
Ha Hapy>XHOW 4aCTH TEPMUHAILHOW HUTU BapbUPYET OT
32,0 mo 91,8 MM, cocTaBisis B cpenaeM 64,4 + 1,8 MM
[13].

Ha ypoBHE MeXIO3BOHKOBBIX OTBEPCTHH KpecTia
MepeHUE U 33JHUC KPECTIIOBBIC KOPEIIKH CIUBAIOTCS
1 00pa3yIoT KPeCTIOBEIE CHTUHHOMO3TOBBIC HEPBBI. DTH
HEPBBI, B CBOIO OYepE/ib, JCIATCA HA NEPEIHHUE U 3a]l-
HUE BETBHU, KOTOPBIE BBIXOIAT M3 KPECTIIOBOTO KaHaja
Ha Ta30BYIO H JIOPCAJIbHYIO TIOBEPXHOCTH KPecTa uepe3
COOTBETCTBYIOIIME OTBEpCTHSA. BeTBm mATOrO Kpect-
IOBOTO CIIMHHOMO3TOBOTO HEPBa BHIXOAST U3 KPECTIIO-
BOTO KaHaja 4depe3 KPEeCTLOBYIO IIENb. 3aJHHUE BETBU
KPECTIIOBBIX CIIMHHOMO3TOBBIX HEPBOB JAOT HAYaJio
BHYTPEHHHUM BETOYKaM, HWHHEPBHUPYIOIIUM TIIyOOKHe
MBIIIIBI CITUHBI U KOXKY B 00J71aCTH KPECTIa, U HAPYXK-
HBIM BETOYKAM, HANPAaBISIOMNMCS KHU3Y W WHHEPBHU-
PYIOIIUM KOXKY CPEIHHX OTACIOB STOJUYHOW OONaCTH.
[Tepenane BeTBH KpecTioBeIX SI-SIV cnmHHOMO3rO0-
BBIX HEPBOB, BBI/Isl HA TA30BYIO IIOBEPXHOCTH KPECTIIO-
BOM KOCTH, COBMECTHO ¢ nepeaHumMu BetBsimMu LIV-LV
MOSICHUYHBIX HEPBOB 00pa3yloT caMO€ 3HAYUTEIBHOS
0 pa3Mepy KpecTIoBOe CIuieTeHne. B cocTtaB kpecTIo-
BOTO CIUICTCHUS BXOJSAT NMPEraHITTHOHAPHEIC, MTapacuM-
MaTHYECKHE BOJIOKHA, KOTOPBIE HHHEPBUPYIOT MOYEBOM
My3bIPb, BHYTPEHHUE TIOJIOBBIC OPraHbl, CATMOBHUIHYO
U MpsAMYI0 KUIIKy. KoHeuHbIe HepBbI 3TOTO CIUIETEHUS,
00BeIUHSASACH, (POPMUPYIOT CTBOJI CENAIHMIIHOTO HEPBa,
KOTOPBIA TOKUAAET Ta30BYIO MOJOCTb W WHHEPBHPY-
€T MBIIIIBI HIWKHEH KoHeuyHocTh. Hebombrmx pasme-
POB KOITYMKOBOE CIUIETEHHE COCTABISIETCSA TEPEIHUMHU
BETBSAMU IIATOTO KPECTIOBOTO M KOMYMKOBBIX HEPBOB
M JJaeT Ha4YaJl0 TOHKAM BETOYKAaM, KOTOpPbIE HAIlpaBIIsi-
I0TCS K KOK€ BEpXYLIKH Komduka [5-7, 11].

Ta30BBIN OTIIEA CUMIIATUYECKUX CTBOJIOB MPEICTAB-
JICH YETBIPHMS y3JIaMH, KOTOPbIE HAXOASITCS HA BHYTPEH-
Hell TIOBEPXHOCTH KpEcTHa MeAWabHee KPECTIIOBBIX
OTBEPCTHI U CBSI3aHBI MEKIY COOOW Kak MpPOIOJIbHBI-
MU, TaK U MOTEPEYHBIMU CTBOMUKAaMH. OT HAX OTXOTUT
psa BeTBel, (OPMUPYIOIIUX BEPXHEE U HIDKHEE IOJI-
YpEeBHbIE aBTOHOMHBIE CIUIETEHHS, KOTOPHIE YYaCTBYIOT
B MHHEPBAIUM MOYEBOTO ITy3bIPs, BHYTPSHHUX TOJIO-
BBIX OPTaHOB U IIPSIMOM KHIIKH, U PSJ COETNHUTETEHBIX
BETBEH, KOTOPBIC, MIPUCOCANHSASACH K CTUHHOMO3TOBBIM
HepBaM, HHHEPBUPYIOT HIDKHIOIO KOHEYHOCTH [11]. Oco-
0oe 3HaYCHHME MMEET HEeMapHBbIA TaHIIWH, Ha3BaHHBIN
B YECTh HEMEIIKOTO aHaTomMa Banmsrepa ABrycra u npen-
CTaBJISIOIIUN COOOM CaMyr0 HU)KHIOK CHUMITATHYECKYIO
TaHTIIMOHAPHYIO CTPYKTYPY, 0Opa30BaHHYIO CIHSHUEM
Ta30BbIX YaCTCW CUMITATHYECKHX CTBOJIOB HA YPOBHE
KPECTIIOBO-KOMTYNKOBOTO cowieHeHUsl. OH OTHOCHTCS
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NEKUKMA

K 3HaYMMBIM KOJJIEKTOpaM-paclpeleuTe s IM BHCIIEe-
pasibHON MH(pOpMaIMHY, BO3IEHCTBUE Ha KOTOPBIE KOP-
PEKTHpPYET aBTOHOMHBIM TOHYC OOIIMPHBIX PETHOHOB.
Tak, 30Ha MHHEpPBAllMUM HEMAPHOIO TaHIIMA BKJIIOYAET
B ce0s1 00JIaCTH IPOMEKHOCTH, AUCTAIBLHON YacTH Mps-
MO KHUILIKH, aHyca, AUCTAJbHOM YacTH YPETPHl U Bia-
ranuima. B 3ToM HepBHOM y3I1e IPOUCXOAUT U 0OpaTHAsS
KOHBEPI'eHIMsI CEHCOPHOM MHGOPMALMK OT 3TUX Opra-
HOB, TIOSTOMY OH SIBJISIETCS] ONITUMAIbHON MUIIIEHBIO TS
neyeOHON ONOKanbl WM HEBPOIM3a MPH JOKAIN3ALHH
MATOJIOTUYECKOT0 MpoLiecca B Ta30BOM U NEpUHEaTbHON
ob6mactu [14-16].

KKO sBnsieTcss MECTOM KOHIIEHTPAIlMd MHOTOYHC-
JICHHBIX HEPBHBIX BETBEH M CIUIETCHWH, MHHEPBUPY-
JOIUX HE TOJBKO OpraHbl Majoro Tas3a, HO M HIDKHUE
KOHEYHOCTH, YTO UIPAeT BaXXHYIO POJIb B KIMHUYECKON
MPaKTHKE ¥ MOXET OBITh MpeApacIioyiararoliiM 3BEHOM
B Pa3sBUTUH Psifa CUHAPOMOB U 3a00JIeBaHNH, BEAYIINM
MIPOSIBIICHHEM KOTOPHBIX sBJIsieTcs Oonb. B 3aBucHMocTu
ot Toro, kakue cTpykTypsl KKO BoBnekarorcs B maro-
JIOTHYECKHUH Tpolecc, pa3lndaioT CKEJIeTHO-MBbIIIey-
HYI0, WM HecneuupuuecKyo, 00jb, COCTaBIISIOLIYIO
okoso 75-90% Bcex ciy4aeB, IpU KOTOPOIl B KauecTBe
HanOojee YacThIX AHATOMHYECKUX HCTOYHUKOB OoJIe-
BOW MMITYJIbCAIIUK OTPENEISIOTCS (haceTOYHbIe CycTa-
Bbl, KPECTLOBO-IIOJB3AOIIHBIC COWICHEHHUS, MBbILILIBI
MMO3BOHOYHUKA, IpylIeBuAHas Mbiiiia u cBa3ku KKO;
HEBPOMAaTHYECKYIO 00JIb, BBIBISEMYIO MPUOIH3UTENb-
HO y 4—15% manneHToB, IpHU KOTOPOH 0OHAPYKHUBAETCS
CIABICHUE CIIMHHOMO3TOBOTO KOpemIka (paIuKyJiona-
THSI) WIN «KOHCKOTO XBOCTa» TPbDKEH MEXII03BOHOU-
HOTO JUCKa WJIM CMEIICHHEM IMOSCHUYHOIO MTO3BOHKA;
Y, HaKOHEIl, CHeIUPUICCKy0 00Ib, UMEIONIYI0O MECTO
B 2-5% cny4asx, npu xoropoir 6oms B KKO cs3ana
C OTpeNeNeHHbIMH NMPUYNHAMH, & UIMEHHO C aHOMallu-
SIMU Pa3BUTHs, TPaBMaMH, 3a00JIeBaHUSIMI BHYTPEHHUX
OpTaHoOB, JIUCIUIa3UENd COEIUHUTENbHOW TKAaHW, HOBO-
00pa3oBaHUsAMH, HHPEKIMOHHBIMU M ayTOMMMYHHBIMHU
nporeccamu. Ocoboe MecTo 3aHUMAaroT OO TICHXO-
TeHHOTO XapakTepa, UX TUarHOCTHKAa BO3MOXHA JIUILIb
Ha OCHOBaHHMH MCKITIOYEHUS HHBIX TIPUYUH POPMHUPOBA-
Hus 6oneBoro cuHapoma [3, 17]. Paccmorpum aHaromu-
YecKue U KITMHIYECKHe 0COOCHHOCTH Hauboiee 4acThIX
WCTOYHHUKOB OOJIEBOH UMITYIbCALIUH.

Cungpom ¢daceToyHbIX CYCTABOB M IMCYHK-
M5l KPeCTHOBO-MOAB3XOIHBIX couIeHeHnid. OnHoil
13 HanboJIee YacThIX MPUYMH HECHeupruIeckor 00au
B KKO sBnsitorcs acerounsle (anmoduseanbHble, WIN
JIyroOTpOCTYaThle) CyCTaBbl, KOTOpPBIE OOpa30BaHBI
BEPXHHMH CYCTaBHBIMH OTPOCTKAaMH IEPBOIO KPECTLO-
BOTO TI0O3BOHKA, PACIOJIOKEHHBIMH Ha 3aJHEM OTAele
OCHOBAHHUS KPECTLA, U HUKHUMH CYCTaBHBIMH OTPOCT-
KaMH TISITOTO TOSICHUYHOTO TIO3BOHKA. B MX CTPYKTYpBI
BXOIAT Xpsilll, pruOpo3Has Karcyna, CHHOBHAJIbHA MEM-
OpaHa u cBs3ku. HeilipoaHaToMu4ecKHe HCCIICIOBaHMS
MOKAa3aJIH, YTO AUCHYHKLUS (HaceTOUHBIX CYyCTaBOB MO-
XKET SBJSITHCS CAMOCTOSITEIILHBIM UICTOYHUKOM OOJIEBOTO
CHHZIpOMa, TaK KaK CTPYKTYPBI 9TUX COEIUHEHUH XOPO-
10 WHHEPBHUPYIOTCA U B HUX IPUCYTCTBYIOT MHKAIICY-
mupoBaHHble (Tenmbia Darepa—Ilaunnn) u cBOOOIHBIE
HEpBHBIE OKOHYAHHA. boJbh BO3HWKaeT B pe3yibrare
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BO3/ICUCTBUS UINTENBHON MHKPOTpaBMaTH3allH, CBS-
3aHHOM C POTAaTOPHBIMU MEPErpy3KaMu, MOBBIIICHHON
Harpy3Koi, MOCTENEHHO NMPUBOIALLEH K PACTATMBAHUIO
Karcyibl CyCTaBOB, IIOJBBIBUXAM B HUX, 3PO3UAM U Jie-
cTpykiun xpsma. [lo xapakrepy 60716 MOHOTOHHAS, TY-
nasi, 0ObIYHO ABYCTOPOHH:ISI, Oosiee BBIpaKEHHAas! yTPOM
U K Beudepy, 1ocie Harpys3ku. boneBoi cMHIpOM CKIIO-
HEH K PEUUAMBHPOBAHMIO U NPOELMPOBAHUIO B NaXx,
0071acTh Ta300€PEHHOTO CyCTaBa, SITOIUIT U Oempa, 9To
HMHUTHPYET UPPaiUUPYIOUIYI0 OONb MPH KOPEIIKOBOM
cuaapome [18].

B 30% cny4asx npu4MHON MOSIBICHUS JaTepaiu-
30BaHHOU Hecneruduueckoir 6omu B KKO spusercs
JUCYHKINS KpPECTHOBO-IOAB3IOLUIHOTO CyCTaBa —
IJIOCKOTO aMpmapTpo3a, 00pa30BaHHOTO YITKOBHIHOM
MTOBEPXHOCTHIO TA30BOM KOCTH U OTHOMMEHHOU IIOBEPX-
HOCTBIO JIaTepajibHOM YacTH KpecTna, chopMupoBaB-
eics B pe3yspTare cpacTaHHs MONEPEYHBIX OTPOCTKOB
U pyAMMEHTOB pebep KpPecCTIOBBIX MO3BOHKOB. JTO CO-
eIMHEHUE TPEACTaBIgeT co00i KOMOWHALMIO THUIHY-
HOTO CHHOBHAJIBHOTO COUYICHEHHS W HEMOJBMXHOTO
XpAILIEBOTO CHHOCTO32, KOTOPOE MPOYHO YKPEMJIEHO
KPECTIIOBO-TIO/IB3/IOIIHBIMU  CBSI3KaMH, OTPaHHYUBAIO-
IIUMH JBM)KEHUE Ta3a BOKPYT pa3lIMUYHBIX OCEH KpecT-
na. JuchyHKOMS KpecTLOBO-TOAB3AOIIHOTO CyCTaBa
XapakTepusyercsi 00JIEBBIM CHUHAPOMOM U U3MEHEHHEM
OMOMEXaHUKH 3TOTO CYCTaBa, MPOSABISIONIMMCA JHOO
PE3KUM OrpaHMYEHHEM €ro MOABMXHOCTH, JHOO ero
TUIEPMOOMIBHOCTRIO M HECTAaOMIBHOCTBIO, CO3/al0-
e HeaJeKBaTHYI0 Harpy3Ky Ha OKpY’KaloLIHe TKa-
HU (Karcyiy, CBS30YHBIA ammapar, MBIIIIBI U KOCTH).
B GonpiimHCTBE CitydaeB 3Ta MaToIOrUsl 00yCIIOBIICHA
TPaBMAaTHYECKHM MOBPEXIEHUEM, J0JIT KOTOPOTO CpEeau
BceX TpaBM Ta3a aocturaeT 18%. JlocrarouHo yacTo ne-
cTabuM3aIys 3Toro cycraBa GOpMUpPYETCS y KEHIIUH
BO BpeMsi OEPEMEHHOCTH, YTO Psijl aBTOPOB CBA3BIBAIOT
C paccriabiieHHeM CBA30YHOTO ammapara mepes poiaMu
1 CMEUIEHHEM IIeHTpa TsDKecTH Tena Brnepern. Kpome
TOTO, CPEIH YaCTHIX MPUYMH BOSHUKHOBEHUS TUCHYHK-
LMK  KPECTIIOBO-MOJB3JIOUTHOTO CyCTaBa BBIACISAIOT
JUTATENbHBIE TTIePeHAIPSKEHUS 3TOW 30HBI (ITUTEIhHBIE
CTaTUYECKUE HArpy3KH, Oer, MPBDKKH), JereHepaTuB-
HO-TucTpoduueckne 3a00NeBaHMS TOSCHUYHON 30HBI
MT03BOHOYHUKA U XUPYPrUUECKHE ONEpaluy Ha MO3BO-
HOUHHKE [5, 6, 11, 19, 20]. Yuensie CeueHOBCKOTO YHU-
BEpCUTETA MOKa3aJIi, YTO CEPhE3HBIM (HAKTOPOM pHCKA
HECOCTOSITETFHOCTH CBS30K OTIOPHO-/IBUTATEIHHOTO all-
napara, BOSHUKHOBEHHUS! HECTAOMIBHOCTH COEIMHEHUHN
M XpOHH3AIMH O0JIEBOTO CHHIPOMA B TPYAOCIIOCOOHOM
BO3pAcTe SBJIAETCA CHHAPOM AUCIUIA3HUHM COEIUHUTEND-
HOH TkaHU. [Ipy 3TOM NaTOrHOMOHUYHBIMU MapKepamu
HapyLIeHUs METa0O0IM3Ma KOJTAar€HOBBIX U ATACTUYHBIX
BOJIOKOH Y 3THX TallE€HTOB SBJSIOTCS KO3, N3MEHEH-
HBIe (JOPMBI HOT, TOTHYECKOE HEDO, «XPYCT» B 00IacTu
BHCOYHO-HIDKHEUETIOCTHOTO CyCTaBa, THIEPMOOWIIb-
HOCTbH CyCTaBOB, BAPHUKO3HOE PacIIMPEHHUE BEH HUKHHUX
KOHEYHOCTEH, THIEePITAaCTHYHOCTh YIIHBIX PaKOBUH
Y MUOIUSI YMEPEHHOU U BhICOKOM crenenu [21]. [Tomu-
MO CBSI30K, KPECTI[OBO-TIO/IB3/IOIIHBIA CyCTaB CTaOMIIN-
3UpyeTCsl MBIIIIAMH, B TIEPBYIO O4Yepeb OOJIBIION ST0-
JTUYHOHM W TPpyIIEBUIHON MBIIIIIAMH, CHH)KEHHE TOHYyCa
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KOTOPBIX CUUTAETCS B HACTOSIIEE BPEMsI OHOW U3 MpU-
YHH ero (yHKIHNOHAIEHON HECTaOUIBHOCTH.

brokxupoBanne KpecTIIOBO-TTOAB3IOIIHOTO COYJIEHE-
HUSI MOXKET UIMETh MECTO NP CKPYYEHHOM aCUMMETPUY-
HOM Ta3e, KOHCTUTYLHOHAJIHLHONH aCHMMETPUH JJTUHBI
HOT M U3MEHEHMSIX KOH(QUIYpaluH MOSCHUYHOTO OTIe-
Jla MO3BOHOYHUKA. bonb, o0ycnoBneHHas nuchyHKIren
KPECTLIOBO-TIOB3IOIIHBIX COWIEHEHUH, MPOBOLHUPYET-
Csl CTaTHYECKHMHU Harpy3KamH, JIOKaJu3yeTcs: B KpecT-
IOBOW 00NacTu, HppaguUpyeT B Max U 0eapo, OOBIYHO
ObIBaeT OoJiee MHTEHCHBHOW B TIEPBOM ITOJIOBHHE JTHS
1 yMEHbIIaeTcsl K Beuepy. JlokazaHo, 4To B caMOM Cy-
CTaBe MPUCYTCTBYIOT KaK HOIU-, TAK H MEXaHOPEIETITO-
PBI, TO3TOMY OH MOXET OBITh MCTOYHHUKOM HE TOJBKO
0oJieBoi, HO ¥ MpoNpUoLIeNTUBHON addpepenTanun. NH-
HEpBALHsI OKOJIOCYCTaBHOM YacTH MPOUCXOIUT B OCHOB-
HOM M3 JIOpCANIbHBIX M BEHTPAJIbHBIX BETBEH KOPEIIKOB
LV, SI-1V, a Take U3 BeHTpajIbHbIX BETBEH ATOJUYHOTO
U 3allUpaTesIbHOro HepBOB [22-26]. biuzocTs kpecTuo-
BO-TIO/IB3JIOLITHOTO COWICHEHUS K HEPBHBIM CTPYKTypam
U CIUIETEHHSIM 00YCIIOBIMBAET BO3HUKHOBEHUE PAa3HOTO
poAa MppagMUpPYILMX M OTPAXKECHHBIX OOJIeH Mpu Auc-
¢yHKIMH 3TOrO cycTaBa. Tak, MOKa3aHO, YTO BHYTpU-
CYCTaBHOE COAEPKHUMOE KPECTLOBO-IIOJB3I0IIHOTO
COYJICHEHHUS] MOXET BO3JCHCTBOBaTh Ha MOSCHHYHOE
SMUPAIUKYIIPHOE BIIArajuile, Ha MOSCHUYHO-KPECT-
[IOBOE CIUIETEHUE U HEPBBI, BRIXOSIINE U3 JOPCATBHBIX
KpECTLOBBIX OTBEpCTHiA [27].

MpbIIe4YHO-TOHMYECKHH H  MHO(acCHHAIBHbBIN
cuHapoMbl. Kpecrery sBisieTcss MECTOM Hadana M Ipu-
KPEIJICHUS MHOTHX MBIIIEUHBIX rpymi. Tak, Ha aop-
CaJIbHON MOBEPXHOCTH KpecTia OepyT Hayaslo MBI,
(hopMHpPYIOIINE MBIIIEYHO-CYXOKHIIBHBIA KapKac TO-
3BOHOYHHKA. K HUM mpeske Bcero oTHOCATCS IUpoYaii-
1asi MbIIIIA CIIUHBI U HECKOJIBKO YacTel BBIIPSMHTE-
7151 T03BOHOYHHUKA. [losiBIeHne O0IeBON MMITYIbCALNH,
CBSI3aHHOW C TOBPEKACHUEM (AaceTOYHBIX CYCTaBOB,
[TO3BOHKOB MJIM KPECTLOBO-IIOAB3IOLIHbBIX COUJICHEHHH,
COIIPOBOXKIACTCS, KaK MPaBWIIO, PEPICKTOPHBIM MBbI-
LIEYHO-TOHUYECKUM CHHIPOMOM, KOTOPBIA HPUBOIMUT
K UMMOOWJIM3alUK TMOpaKeHHOro ydvacTka. [lepBona-
YaJbHO MBIIICYHBIN CIIa3M OTMEYAETCs TOJILKO B KOPOT-
KHAX MBIIIIAX COOTBETCTBYIOIIETO MO3BOHOYHOTO JIBU-
raTeJIbHOr0 CerMEHTa, B JalbHEHIIeM B 3TOT HpoLecc
MOT'YT BOBJICKaThCSl MPAKTUYECKH BCE MBIIIIEI MTO3BO-
HOYHOTO cToj0a, KaK mapa-, Tak U 3KCTpaBepTeOpaib-
Heie. [Ipu 3TOM (usnonoruueckas GyHKIUsA Cra3MUPO-
BaHHBIX MBI TPAaHCHOPMHUPYETCS B JOMOTHUTEIILHBIN
HCTOYHUK O0JIH U 00pa3yeT MOPOUHBIH KPYT, 4TO MPHUBO-
IUT K yXYIIIEHUIO KPOBOCHAO)KEHMs JaHHOW 00iacTw,
yCyTyOJICHHIO JIereHepaTUBHBIX M3MEHEHHH CyCTaBOB,
MOSIBJICHUIO MAaTOJOIMYECKUX AepopManuil MO3BOHOY-
HOTO CcTON0a W ycWJeHUIo OoyieBoro cuHapoma. EcTh
OCHOBAHHUE I0JIaraTh, YTO HE BCE MBILINBI OJUHAKOBO
NO/IBEP’KEHBI (DOPMHUPOBAHHIO MBIIIEYHO-TOHUYECKOTO
cuaapoma. Hanbonee yacto XpoHHYEeCKOe HAPSKEHUE
BO3HHUKACT B TEH30pe MIMPOKOH (acuuu Oeapa, rpyiie-
BUIHOW MBIIIIE, KBaJAPATHON MBIIILE MOSCHULBI U BO
BCEX pa3rudarensx mo3BOHOYHHKA [5—7, 11].

B ycrmoBusx Tskenod ¢usmveckoil paboThl, cra-
TUYECKOH HArpy3KH Ha IT03BOHOYHHK, MOHOTOHHBIX

LECTURE

CTEPEOTHUITHBIX JBWKEHHH, TPOTUBOECTECTBEHHOTO TO-
JIO’KEHUS TeNa, CTATUYHOCTH MO3bl U MEPEOXITAKIACHUS
MOBPEXICHNE MBIIII] MOYKET OBITH MEPBUYHBIM IO OTHO-
HIEHUIO K MOP(HOPYHKIIMOHATFHBIM U3MEHEHUSIM TI03BO-
HOYHHKA U CyCTAaBOB U MPEACTABIATH CAMOCTOSTEIbHBIN
nucTodHuK OojeBoit ummynbscaruu B KKO. [Tatoraomo-
HUYHBIM JIJIs1 MUO(ACIUATBFHOTO CHHAPOMA SIBISIETCS
Hannyue OOJIE3HEHHBIX MBIIIEYHBIX YIUIOTHEHHH W aK-
TUBHBIX TPUTTEPHBIX TOUEK, NAIBIAIUSI KOTOPHIX BBI3BI-
BaeT BO3HUKHOBEHHE HPPATUUPYIONIel 00NH, HEPEIKO
C OCTaTOYHBIM JIOKAJIIbHBIM YyBCTBOM JXKEHHS U HaMps-
skeHus [28]. OOHUM U3 MPUMEPOB TAKOTO POAA IMAaTo-
JIOTHHU SIBIISIETCS CHHAPOM TITYyOOKOH sromuduHON 0o,
KOTOPBIN BKJIFOYAET B CE€0sl PSAJl COCTOSIHUN C TTOXOKUMHU
KIMHUYECKUMH CHMIOTOMAaMM, TaKMMH KaK OHEMEHHE
wim 00JIb B SITOAMIIE, B 00JIACTH Ta300eIpeHHOTO CyCTa-
Ba WJIM 3aJHEH yacTu Oejipa, UppaguupyInei mo Xoay ce-
JTATAIITHOTO HepBa. B OONBIIMHCTBE CIy4yaeB Cemaluii-
HBbIIl HEPB KOMIIPEMUPYETCS TPYLIEBUIHOW MBIIIIEH,
KoTopasi OepeT Hadajo Ha TMepeaHed MOBEPXHOCTH Kpe-
crua, Mmexay Il u IV kpecTioBsIMU Ta30BBIMU OTBEPCTHU-
SIMH, BBIXOJHT U3 MOJIOCTH MAaJIOTO Ta3a depe3 0obIIoe
CEJANUIIIHOE OTBEPCTUE M NMPUKPEIUISIOTCS K BEPIINHE
Oopiroro Beprena OenperHoit koctu. [Ipu murenpHOR
xonp0e, 6ere WM MPOJOIKUTEIILHOM CUICHUH Ha TBEP-
JI0l IOBEPXHOCTH MOTYT BO3HUKHYTh MUKPOTIOBPEXKIE-
HUS TPYIIEBUAHON MBIIIIBI, U BO3ZHUKAIOLINE TIPU 3TOM
€€ cIa3M, YINIOTHEHHE U YKOPOUEHUE IPUBOISAT K YILEM-
JICHUIO CEAAJUIIHOTO HepBa M MOSABICHUIO OONH B Kpe-
CTIIe, ITOUIIE U OeJlpe, OTHAIOIIEH B KOJICHO U COTIPOBO-
JKIaIoIIeHCcs OHEMEHUEM HIDKHEN KOHEUHOCTH. IToMuMoO
TPYLIEBUAHON MBIIILBI BO3MOXHO BOBJICUCHUE TaKUX
MBIIIIL 3TOW 0OIACTH, KaK BEPXHSS 1 HIDKHSISI OJTM3HEI0-
BbIC MBIIIIbI, BHYTPEHHSS U HapY>KHAasl 3aupaTesibHbIe
MBIIIIBI, KBaJpaTHas Mbliia oenpa [7, 28-31].
I'pbIka MeKI03BOHOYHOIO JHCKA U CIIOHANJIOJH-
cre3. [lepennuii kpail OCHOBaHMS KpeCTLa B MECTE CO-
€JIMHEHUS C MATHIM MOSICHUYHBIM TIO3BOHKOM 00pa3yeT
BBICTYI — MEIC, promontorium, CUIbHO BBICTYTAIONINI
B TIOJIOCTh Ta3a M MPUHUMAIOIINNA Ha ce0si MaKCUMallb-
HYI0 Harpys3ky. MeXIO3BOHOYHBI NHCK, Ppacmojo-
SKEHHBI MEXIy MOCIEIHUM MOSCHUYHBIM MO3BOHKOM
W KPECTIIOM, MO/BEpPraeTcss HauOOoNbIIeMy IaBICHHIO.
BozneiictBue TpaBM, Upe3MepHBIX (U3UIESCKUX HATpy-
30K WM WHQEKIMOHHBIX 3a00JeBaHUN IMPOBOLUPYET
paspeIiB  GUOPO3HOTO KONbIIa W O0pa3oBaHHWE TPHDKU
MEXXIT03BOHOYHOTO Jucka. CMemasch B CTOPOHY TO-
3BOHOYHOIO KaHala WM MEXIO03BOHKOBOIO OTBEPCTHS,
TPBDKEBOE BBITITYMBAHNE TPUBOIUT K KOMIIPECCHUHU TIPHU-
JIETAIOIET0 CTUHHOMO3TOBOTO KOpemIka (paJauKyiorna-
THH), MATOTEHE3 MOBPEKACHUS KOTOPOTO OOYCIOBJICH
TaKX€ BOCHAJIUTENBHONU peakuued, OTEKOM U JeMHe-
nuHu3anuert. KoMmnpeccuonnas paaukynonarus Xapak-
TEPU3YETCS] BO3HUKHOBEHHEM CTPEINAIONICH, >Kryuei
0011, “ppaguupyoNIeil B HUKHIOIKO KOHEYHOCTh M CO-
MPOBOXKAAIOIICHCS H3MEHEHHEM YYBCTBUTEIBHOCTH.
Hepenko B 5TOM ciy4yae BBISBISIIOTCS YyBCTBUTEIb-
HbI€ HAPYLICHUS: NapeCTEe3UH, aJUIOAUHUS, TUIIEPIIATHs
W Ju3ecTe3nd. PeuekTopHO BO3HMKAET MBIIICYHO-TO-
HUYECKUH CHUHIIPOM, KOTOPBI CO BPEMEHEM CTaHOBUT-
Ci CaMOCTOATEIBHBIM (PaKTOPOM, MOAAECP KUBAIOIIUM
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NEKUKMA

6016 [6, 11, 32]. IlogBBIBUX MOSCHHYHOIO ITO3BOHKA
1 €ro CMeIIeHHe OTHOCUTENFHO KPecTla — CIIOHIHIIO-
JIUCTE3 — MPUBOJUT K KOMIIPECCHU HEPBOB U CYKEHHUIO
03BOHOYHOro KaHaja [33]. CUHAPOM «KOHCKOTO XBO-
CTa» SIBISIETCA TPO3HBIM OCIOXHEHUEM, TPEOYIOIIUM
AKCTPEHHOTO OIEPAaTUBHOIO BMEIIATENhCTBA B IMEPBHIE
48 4 OT MOSABJIEHUS CUMIITOMOB. JTa MaTOJIOTUS MIPOSB-
JISIETCS OCTPO BOZHUKIIUM CHUMMETPUYHBIM HapYIICHU-
€M YyBCTBUTEIBLHOCTH B aHOT€HHTAIBHOW 001acTH, Ia-
pe3oM 00enx CToN M TPyOBIMU HapyIIEHUSAME (QYHKIIUU
Ta30BBIX opraHoB [34, 35].

IlosicHUYHO-KpeCcTHOBbIE JHIAMEHTO3bl. Bo3-
HuKHOBeHHE OoneBoro cunapoma B KKO moxer ObITh
CBSI3aHO C WM3MEHEHWSMHU CBS30YHOTO ammapara 3To-
ro perumoHa. Hambonee vacro npuunHON 0ONEBOH MM-
MyJIbCAIlHA CTAHOBUTCS TATOJIOTHS (JUTaMEHTOMATHs)
MOJB3IOLTHO-TIOSCHUYHBIX, 3aJHUX JUIMHHBIX KpecT-
IIOBO-TIOAB3/IOMIHEIX H KPECTIIOBO-OyTOPHBIX CBSI3OK,
KOTOpBblE WHHEPBHUPYIOTCA OPCANbHBIMH BETOYKAMHU
SI-SIV kpectioBbix HepBOB. Kpome Toro, atu CTpyk-
TypBl COAEpPXKAaT 3HAUYNUTEIbHOE KOJUYECTBO HE TOJIBKO
MEXaHOPEIENTOPOB, HO W HOIMIIETITOPOB, IMTOATOMY UX
MOBPEX/IEHNUE COMPOBOXKAAETCS OONBI0O KaK HEBpoOIa-
TUYECKOTO, TaK W HOIMIENTHUBHOTO Xapakrepa. K oc-
HOBHBIM KPUTEPUSAM, UCIIOIB3yEMbIM I TUATHOCTHKHU
JTUTaMeHT-UHIYIIUPOBAaHHOTO OONIEBOTO CHHIpOMA, OT-
HOCSITCSI U3MEHEHUSI CTPYKTYpPHI CBSI30K, MHIEKCOB WX
KECTKOCTH U TOJIIWHBI B CPABHEHNUH C O€CCUMITOMHOMN
CTOPOHOM Wik Bo3pacTHOM HOpMOH. [Toka3aHo, uTo quc-
Tpouueckre N3MEHEHHS PaHbIIE BCETO OMPEAEIISIOTCS
B 30HaX, FPaHUYAIIUX ¢ dHTe3aMu. KimnmHu4Yeckn 3Ha4n-
Masi pa3HHUIA B TOJIIWHE CONIOCTABUMBIX CETMEHTOB JIJIS
MOJB3AOIIHO-TIOSICHUYHBIX CBA30K cocraBiser > 30%,
JUTS 33/THAX JUTUHHBIX KPECTIIOBO-TIOAB3AOIIHBIX H Kpe-
CTIIOBO-OYTOPHBIX CB30K > 20%; pa3HHIla MHIEKCOB
XKeCTKOCTH (M/c): > 16%, > 17% u > 20% coOTBETCTBEH-
HO. Bo Bce Bo3pacTHbIE MEpHO/IbI KOCBEHHBIM MpH3HA-
KOM JIMTAMEHTOIIATHH TPUHATO CYHTATh JIOKaJIhHBIN
octeonopo3. [IpuunHoil nosBIeHNUS TUTaMEHT-UHIYLIH-
POBaHHOTO OOJIEBOTO CHHAPOMA MOXET OBITH KOMIIpe-
MHUpOBaHUE (OTEK W/WIIH MEpEeHANpPsKEHUE CBI3KH) aHO-
MaJbHO MaJIOTO TOACBSI30YHOTO MPOCTPAHCTBA (MEHee
0,65 cm?), B KOTOPOM KOMITAaKTHO PAaCIOIOKEHBI COOT-
BETCTBYIOIIME HEPBBI U COMPOBOXKAAMOIINE HX COCYHIBI.
Bgenenne anecteTuka B 3Ty 30HY IO[] YIBTPa3BYKOBBIM
KOHTPOJIEM COTIPOBOXKIIAETCS CYIIECTBEHHBIM yMEHb-
IIEHUEM WHTEHCHUBHOCTH 0OJIM YK€ B TEUEHHUE IMEPBBIX
5 muH [36].

KpecTtuoBo-konuukoBblii cumdui. HeGombmoit
OBAJIBHOW IIIOMIAIKOW BEPIIMHA KPECTHa COCIMHSIET-
Cs C BEpXHEH MOBEPXHOCTHIO KOMUHWKa, 00pa3ys Kpe-
CTIIOBO-KOITYUKOBBIN CHM(QH3, XOPOIIO BBIPaXCHHBIH
Yy MOJIOMIBIX JIONEH, 0COOEHHO Y >kKeHIuH. CHU3y TI0-
3BOHOYHHK 3aBEPIIAET KOMYHK, MPEICTABISIOMINN CO-
0oi1 cpocmmecst 4—5 HeIOPa3BUTHIX MO3BOHKOB. AHa-
TOMUYECKHE BAPUAHTHI CTPOCHUS KOTUYNKA OTIHYAIOTCS
CTETIEHBIO CIIMSHUS KOMYUKOBBIX TO3BOHKOB U YIJIOM
KPECTIIOBO-KOMTYUKOBOH KpUBHU3HBI. CHHOCTO3HPOBaHUE
KOITYUKOBBIX MMO3BOHKOB HAYMHAETCA B IOJPOCTKOBOM
BO3pacTe, M 3aBepIlIeHre 3Toro mporecca B 45% ciyda-
€B Yy KCHIIMH oTMedaeTcs yxe nocie 30 net. [Ipu pomax
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M0J] BO3/CHCTBHEM TOPMOHA pellakCHHa KOIMYUK OTKJIO-
HSETCS K331 U TEM CaMbIM CYLIECTBEHHO YBEIHYMBA-
€T BBIXOJ M3 Majoro Tasa. [lokazaHo, 4To B HOpME OT-
KJIOHEHHUE 3TON KOCTH B MEpEIHE-3aJHEM HalpaBICHUU
y KEHIIMH MOXET COCTaBISITh 3,0 = 2,3 cM, B TO Bpems
KaK y MYXYMH OHO TOJHOCTBIO OTCYTCTBYyeT [6, 37].
[TonBMKHOCTH KOMYHMKAa M €ro 0Ooyiee MOBEPXHOCTHOE
pacroio)KeHHE y KEHIIUH CIIOCOOCTBYET OOJbIIEH €ro
TpaBMaTH3allul U OOBACHAET (DaKT, YTO MOCTTpaBMa-
TUYECKUI KOKIIUTea bHbIN OoneBoit cuuapoM B 10 pa3
yaiie oTMeJaeTcd y JIUI[ JKeHCKoro moina. [loBsineH-
HBIA PUCK BO3HUKHOBEHUS MEPEIOMOB M BBIBUXOB KOII-
YHKa y KEHIIUH PsJI aBTOPOB CBA3BIBAIOT TAKXKE C TEM,
YTO KEHCKHE KOIMUYMKOBBIE MO3BOHKU MMEIOT MEHBIINE
pa3zMepbl. MHOTOYHCIICHHBIMI OTEYECTBEHHBIMH W 3a-
pPYOEXHBIMH aBTOPaMU BBISIBIICHA NaTOr€HETHYECKast
B3aMMOCBS3b N1€0I0Ta CAKpaJTMHd WM KOKIHUTOIWHUHU
C TpaBMaMH KPeCTLO0BO-KOIMIUKOBOTO cuMdusa. [Ipu ne-
3HAYUTENBHBIX YIINOAaX W COXpPAaHEHHWH IIEIOCTHOCTH
CBA30K CMEILIEHMsI KOCTHBIX CTPYKTYp HE IPOMCXOIUT,
u 00JIeBOM CHHAPOM HCYe3aeT AOBOJIBHO ObicTpo. On-
HAaKO €CJIM B 30HE MOBPEXKICHHUS 00pa3yeTcs reMaroma,
C/IaBJIMBAIONIAsl HEPBHBIC CIUICTCHUS, TO OOJb CTHXAET
TOJIBKO 110 MEpE ee paccacbiBaHus. B ciyuae gpopmupo-
BaHHA B ATOH 30HE pyOIIOBON TKaHM OOJIEBOW CHHAPOM
MOXeT NMpuoOpeTarh 3aTshkHOM Xapakrep. [Ipu yactnu-
HOM TIOBPEXIEHHH KPECTIIOBO-KOMYUKOBBIX CBSI30K
BO3HHMKAET HECTaOMJIBHOCTh KpPECTLOBO-KOMUYUKOBOTO
COWJICHEHHS ¥ THIEPMOOIIFHOCTD KOITYHKA, YTO TAKKE
SIBIISIETCS. OAHOM M3 YacTBIX MPUYHMH Pa3BUTHs 00JEBO-
ro cuaapoma B KKO. Pa3psiB KpecTIIOBO-KOIMTIMKOBBIX
CBA30K IIPUBOJAUT K MOABBIBUXY WJINM BBIBHUXY KOITYHKO-
BBIX TIO3BOHKOB, MPH KOTOPBIX BBIBUXHYTHIA (hparMeHT
CMEINAeTCsl KMEPEAn 3a CUET TATU MPUKPETUIAIOLINXCS
K HEMY ITOJB3OITHO-KOITYMKOBBIX, JTOOKOBO-KOITIHKO-
BBIX U KOITYMKOBBIX MbIII. [ToBpexneHue 3Toro Msl-
[IIEYHOTO KOMITJIEKCa MIPH HANPaBJIEHUHN TPaBMHPYIOMIEH
CHJIBI B O0JIacTh MPOMEXHOCTH HJIM HEPHEeHIUKYIISIP-
HO K BEpPUIMHE KOITYHKA COMPOBOXKIAETCS CMEIIEHHUEM
¢parmeHToB KomumMka k3agu. Ilo Tem ke OmomexaHu-
YEeCKMM 3aKOHAM CMEMIAI0TCS KOCTHBIE (hparMeHTh
KOIUMKA TPU €ro MeperoMax WM MepeOMOBBIBHXAX.
VY KEHIIUH NPUYUHOW TpaBMaTHU3aLUU KPECTLIOBO-KOII-
YHKOBOT'O OTZAEJa MOTYT OBITh TO3IHUE U OCIOKHEHHBIC
ponsl. IlocTTpaBMaTnyeckrne MOPaKeHUSI KOCTHO-XPSA-
LIEBOM YacTH KOMYHMKA, 8 TAKKE ero MBIIIEYHO-(hUOPO3-
HOTO M HEPBHO-COCYAHNCTOTO OKPYXEHHS H3MEHSIOT
OMOMEXaHNKY Ta30BOrO THA M Majoro Ta3a MU CIyXar
MIPUYUHOMN TOSIBJIEHUSI CTOMKUX aJIvil B KaylnaJbHOM Yya-
CTH TO3BOHOYHMKA. BOBlIE€UEeHNE KOITYMKOBOIO CILIETE-
HUS B MMAaTOJOTHYECKUN MPOIIECC COMPOBOXKIAETCS, KaK
MIPaBWJIO, HAPYLIEHUAMU YyBCTBHTEIBHOCTH, KOTOPHIE
MOTYT HPOSIBISTECS TAKTUIBHOM aHECTE3UeH, runecre-
3Mel, THIIEPECTE3UECH WU NapecTe3UsIMU B HHHEPBUPY-
eMoit M obmactu [37-40].

AHOMAJIUM PA3BUTHS KPeCTHOBO-KOIMMYMKOBOI 00-
aactu. OnHOU U3 PUYUH GOPMUPOBAHHUS XPOHUIECKON
6o B KKO B MonomoM Bo3pacte SIBISIOTCS aHOMaJIUU
pa3BHUTHS KPEeCTHOBOro otAena. K HUM mpexkae Bcero
OTHOCSTCSl HE3apalleHHe OykKeK KPEeCTLOBBIX MO3BOH-
KOB (Spina bifida) wim X TUNOIUIA3US, HETOPA3BUTHE



RUSSIAN NEUROLOGICAL JOURNAL, N¢ 1, 2024
DOI10.30629/2658-7947-2024-29-1-67-76

CYCTaBHBIX MJIH MTOTNIEPEUYHBIX OTPOCTKOB, BOSHUKAIOIIIUE
B pe3ysbTaTe HapylLIeHUs] BHYTPUYTPOOHOTO Pa3BUTHUS
SMOpHOHA U CYIIECTBEHHO BIHSIOIINE HA CTaTUKYy IO-
3BOHOYHHKA B IIEJIOM U JBM)KEHUE B KaXKIOM IT03BOHOY-
HOM JBUTATEIBFHOM cermenTe [41].

Ha npoTskeHnM MOCIeAHUX AECATUIETHH OTMeda-
eTcsi u3MeHeHne Tpornusma no3BoukoB KKO u mosisre-
HUE HOBBIX (OPM aCCUMHISILHOHHOTO (YIJIMHEHHOTO)
KpECTIIa, YTO XapaKTepHU3yeTcs YBEIUYEHHEM €ro BbI-
COTBI BCJICICTBHE €r0 cpacTaHus JU0O0 ¢ MEpBBIM KOII-
YUKOBBIM TIO3BOHKOM (HIDKHSIS CaKpaim3aius), Jubo
C TSATHIM MOSCHUYHBIM (BepXHss cakpanuzanus). Ilo-
SCHUYHBII TIO3BOHOK IIPH 3TOM MOXXET COEIUHATHCS
C KpEeCTILOM KaK HEMOJBM)KHO MPH MOMOIIY CHHOCTO3a,
TaK YU MOJABM)XHO C 00pa3oBaHHEM IICEBI0APTPO3a, YTO
CITy’KUT MOP(OJIOTHYECKUM CyOCTparoM IJisi Pa3BUTHUS
OOKOBOTO MCKPUBJICHHS TIO3BOHOYHOTO CTON0A. YBenu-
YEHHE MOIBMKHOCTHU JHCKA, PACIONI0KEHHOIO Haj Ie-
PEXOIHBIM TO3BOHKOM, MPOBOIUPYET Pa3BUTHE B HEM
JIETeHEPaTUBHBIX U3MEHEHUH U SBISETCS MPUUUHON TO-
apneHust 0oneBoro curapoma B KKO. bonu B aTom ciy-
Yyae YCHJIMBAIOTCS NPU JUIMTEIBHOM CTOSHUM, MOAHA-
THUU U TIEPEHOCE TSKETBIX MPEAMETOB, MPH MTOBOPOTAX
1 HaKJIOHax TyloBHUIIA. Hepeako oHM cONpoOBOXKIAIOTCS
onemenueM, mapecte3usimMu B KKO, 00s1e3HEHHOCTHIO
MIpH NaNbIIALUN B IPOEKIIMH OCTHCTBIX OTPOCTKOB HIXK-
HUX MOSACHUYHBIX TO3BOHKOB U MO CPETUHHOMY T'PEOHIO
kpectia. Cakpanusanus MSITOr0 MOSICHUYHOTO MO3BOH-
Ka, COYETAIOMIAsACs C MOSCHUYHO-KPECTIIOBBIM CKOJIHO-
30M U NpHU3HAKaMH 3alEMIICHUS CEAUIIHOIO HEpBa,
HOCUT Ha3BaHMe cuHJpoMa bepronorru. Bo3Hukaroniee
IIpH 3TOM OrpaHWYEHUE JBWKEHUH B MOACHUYHO-Kpe-
CTIIOBOM COWIECHEHHH NPUBOIUT K YCKOPEHHOH Jere-
Hepanuy U IedopMalii MEKXIO3BOHOUYHOTO aucka L4,
4T0 MaHH(ECTUPYeT YIIEMJICHHEM COCEIHEr0 HEepB-
HOTO Kopemka L5 M BO3HUKHOBEHHEM «CENAIUIIHOI»
0omM. 3HAUMTENBHO peXke HaONoaeTcsi YMEHbIIEHUE
YyHuclla KPECTLOBBIX IMO3BOHKOB IIPH OJHOBPEMEHHOM
YBEJIMYEHUH YHWCNIA TOSCHUYHBIX — JIIoMOanu3anus,
P KOTOPOW CYIIECTBEHHO CHMXKAETCA CTaTHYecKas
YCTOWYHBOCTH TTO3BOHOYHOTO CTOJIOA U MTOBBIIIACTCS BE-
POSITHOCTH PaHHETO pa3BUTHA NMPHOOPETEHHBIX 3a00e-
BaHMH 1M03BOHOYHHWKA. [laTonorndeckas addepeHTanus
13 PELENTOPOB NOPAKEHHBIX ITO3BOHOYHO-JBUIATEINb-
HBIX CETMEHTOB NMPUBOANT K BOSHUKHOBEHUIO HECTICIHU-
(mueckoit 6omu B KKO [6, 11, 42-44].

HoBooOpa3zoBanus KpecTHOBO-KONMYMKOBOH 00-
Jactu. Mcrounukom 6omneBoro cuaapoma B KKO moryt
OBITh OIYXOJM KPECTIa M CBA3aHHBIX C HUM HEPBHBIX
00pa3oBaHuil, KOTOPBIE COCTABISAIOT OKOJIO 1-7% Bcex
HOBOOOpa30BaHWH MO3BOHOYHMKA [45]. BOJBIIMHCTBO
13 HUX — 3TO METacTa3bl paka MpencTaTeIbHON JKene-
3bl, IOYKH, MOJIOYHOM KE€JIE3bl, JJETKOTO U HUTOBUIHOMN
xKene3bl. JIocTaToyHoO 4YacTo BCTpedaeTcs MOpakeHUe
KpecTlia MPH MHOXXCCTBEHHOH MuenoMe W JuMdome.
Kpome Toro, HepenkuM sIBIEHHEM SIBISETCS ITpopacTa-
HUE B HETO OIyXOJIEW OPraHOB MajiOTO Ta3a, 0COOECHHO
npsiMoit KKy [46]. Ha BropoM MecTe 1o pacnpocTpa-
HEHHOCTH HaXOJATCS BPOXKJIEHHBIE OITyXOJH KpecTIa,
KOTOpble MaHH(ECTUPYIOT B AETCKOM M MOAPOCTKOBOM
BO3pacTe U ABJISIOTCS MPEIMETOM M3yUESHHS TIeTHaTpOB
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u HeonaronoroB [45]. Tpetpio rpymimy HOBOOOpaszoBa-
HUM KpecTLa COCTaBJSIIOT IEPBUYHBIC KOCTHBIE OIY-
XOJH, TIPOTHO3 KOTOPBIX BO MHOTOM OMPENENSETCS HX
rucronorueii. K moOpokayecTBeHHBIM MeAJICHHOpaA-
CTYUINM OITyXOJISIM OTHOCAT OCTEOHI-OCTEOMY, OCTEO-
OnmactoMy W aHEBPU3MAaJbHYIO KOCTHYIO Kucty. OcTte-
OHJI-OCTEOMBI U OCTEO0JIACTOMBI OTIMYAIOTCS JPYT OT
JIpyra TOJIBKO pa3MepaMy, Yallleé BCTPEYaIoTCsA y MO-
JIOABIX JIIOAEH, MOPaKaroT TEJO KPEecTHa W SABJISIOTCS
MPUYMHON BO3HUKHOBEHHSA BBIPAXKEHHOTO CKOJIMO3a
[47]. AneBpu3manbHas KOCTHasi KHMCTa KpecTHa Mpea-
CTaBJIsIeT COOOH OIMyXoJNenono0HOe AECTPYKTHBHOE 3a-
OoreBaHne, BCTpeUaromeecs y JIMI MOJIOOTO BO3pacTa
1 XapaKTEepU3YIOLIEECs pa3pacTaHUEM COETUHUTEIBHON
TKaHU ¢ 00pa30BaHWEM MHOTOYHCIIEHHBIX COCYIHCTBIX
MIPOCTPAHCTB, 3all0JHEHHBIX KpOoBbIO [48]. Kpome Toro,
cpenu 10OpPOKAaYeCTBEHHBIX HOBOOOpPAa30BaHUI KpecT-
11a BBLAETSIOT TaKyl0 JOCTATOYHO YacTO BCTPEYAEMYIO
MATOJIOTHIO, KaK THUTAHTOKJIETOYHAs OIMyXOJib, HO OHa
COCTOUT U3 OCTEOKJIACTOMONOOHBIX THTAaHTCKHX Kie-
TOK, CKJIOHHBIX K arpecCCHMBHOMY HHBAa3MBHOMY POCTY
1 MECTHOMY PELUANBHPOBAHUIO U METaCTa3UpPOBaHUIO
[49]. K BBICOKO3/I0Ka4YECTBEHHBIM OMYXOJIIM KpecTIa
OTHOCST XOHJpOcapkoMmy, capkoMmy FOuHra u ocreocap-
koMy. Hambornee pacpocTpaHeHHON M3 HUX CUATAETCS
oCTeocapKoMa, KOTopas MOpa)kaeT MPEUMYLIECTBEHHO
MOSICHUYHO-KPECTLOBBIA OTJENI MO3BOHOYHWKA Yy JIHI]
MOXKWJIOTO BO3pacTa. JTa OMyXOJb, Kak MpaBUIO, pe-
3WCTEHTHA K JIy4eBOW Tepanmuu M MMEeT HeOiarompu-
aTHEIA nporHo3 [50]. Capkoma YOunra asnseTcst ogHON
M3 CaMBIX arpecCHBHBIX HEHPOIKTONEPMAIHHBIX 3I0Ka-
YECTBEHHBIX OIYXOJIEH, KOTOpasi BOZHUKAET B IMOAPOCT-
KOBOM BO3pacTe, Yaile y IOHOIIeH, W acCOIMHUPYEeTCs
C TEHETUYECKUMH W3MEHEHMsMH. Jlokanmuzamus 3Toro
00pa30BaHNs B KPECTIIE ACCOLMUPYETCA C XYALTHM IIPO-
THO30M, YeM IIPH €€ PacroNoKEHUH B JPYTUX OTAENax
MMO3BOHOYHUKA WM B TPyOUaThix KocTsax [51]. Xopmo-
Ma SBIAETCS YHHMKAJIBHOW 3J0Ka4€CTBEHHOW OITyXO-
JIBI0, KOTOpasi pa3BUBAETCA M3 IMOPHOHAIBHBIX OCTaT-
KOB HOTOXOPZBI, J0JTOE BpeMS pacTeT OeCCHMIITOMHO
Y KIMHUYECKH HE MaHU(ECTHUPYeT OO0 CpPEnHUX JIeT.
IIpenMyIIeCTBEHHO MOpa)kaeT KOPEIIKH KOIMYHKOBBIX,
KPECTIOBBIX U MOSICHUYHBIX HEepBOB [52]. [locnexnroro
IpyIIy HOBOOOpa30BaHMH KpecTua o0pa3yroT MepBUY-
HbI€ HEBPOTCHHBIE OITYXOJH, BOSHHKAIOIINE Iapaciu-
HaJIBHO M3 JIEMEHTOB MpUIIekKallel K KpecTIly HEpBHON
TKaHM, YaIe y MOJIONBIX Jitoaei. Hambomnee pacripoctpa-
HEHBI U3 HUX OIYXOJIH, pa3BUBAIOIIMECs U3 nepudepu-
YeCKMX HEepBOB (IBaHHOMA, Helipodubdpoma). O6pazo-
BaHUS, MPOUCXOAALINE U3 IIEMEHTOB CUMIATHYECKON
HEPBHOHM CHCTEMBI, UMEIOT BEPETEHO00pa3Hyio Gopmy,
pacrosararoTcs B Ta3y BIOJIb KPECTILOBOTO PACHIMPEHUS
CHMIIATUYECKOTO CTBOJIA M HA3BIBAIOTCS TaHTIIMOHEBPO-
Mamu [46, 53].

Oco6oe Baumanme B KKO 3aciyxuBaroT mepBud-
HbIEe HOBOOOpA30BaHUSI TEPMHHAJIBHON HHUTH — MHK-
COTanuJuIApHas ATMEHINMOMa W TaparaHriinomMa, KOTo-
pBI€ OTHOCAT K 3KCTPaMEyJUISIPHBIM HHTPalypajibHBIM
OMYXOJIIM CIHHHOTO Mo3ra. IlepBas siBisieTcst Hanbo-
Jiee 4acThiM BapuaHToM (83%), BO3HUKACT U3 TJIHAllb-
HBIX KJIETOK KOHIIEBOW HHTH WM PACIIONaraeTcs MEeXIy
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KOpPEIIKaMH «KOHCKOTO XBOCTay, CIABJIUBAs UX MIPH PO-
CTe W OOyCIIOBNIHMBas BO3HMKHOBEHHE OOJM B CIIHHE
U COOTBETCTBYIOIIETO HEBPOJIOTHIECKOTO CHUMIITOMO-
KoMITIeKca. BTopoe HOBOOOpa3oBaHWE BCTpeUYaETCs
penxo (3,8%), uMeeT HEHUPOIHIOKPUHHYIO IPHPOIY
M XapakTepusyercs, Kak MpaBuIIo, A00pOKadueCTBEH-
HbIM TeueHueM [54]. HakoHer, Henb3s HE YNOMSHYTh
PO BCTpEUAIONINecs B KPECTIOBOM KaHaje cpeau 4,6—
9,0% B3poci0oro HaceleHus KUCTHI TapiaoBa, KOTOpbIE
MPEJICTABIISIFOT COOOM paCIIMpPEHUS IEPUHEBPUS 3aTHUX
KOPEIIKOB CIIMHHOTO MO3Ta, 3aII0JIHEHHBIE CITMHHOMO3-
TOBOM JKHIKOCTBIO. MX OTIHYHTETHLHON OCOOCHHO-
CThIO SIBJISIETCS TO, YTO JINOO B MPOCBETE KUCTHI, JTHOO
B CTPYKType €€ CTCHKH TPOXOAST HEpPBHBIC BOIIOKHA.
VYV JKeHIUMH KUCThI TapiioBa BBISABIISIIOTCS HECKOJBKO
yaine, 4eM y My»4uH. JIokaau3yroTcs IpenMyIecTBeH-
HO B o0Omactu SI-II mo3BoHKoOB. YacTo 0OHApYKHUBAIOT-
Csl CIly9allHO BO BpeMsl MarHUTHO-PE30HAHCHOW WIIH
KOMITBIOTepHOU ToMorpaduu [55].

Knuandeckas kapTuHa pyu HOBOOOPA30BaHUAX pas-
JITYHA U 3aBUCUT OT Pa3MEpPOB OIMyXOJIeH, HapaBICHHUS
WX pOCTa, PACIPOCTPAHEHHOCTH W CTETNICHH WHBa3WU
OIyXOJIEBOW TKaHM, OJHAKO IIEPBBIM W JIOITOE Bpe-
Msl €IWHCTBEHHBIM INpHU3HAKOM siBisieTcs: 6oms B KKO
Y IPOMEKHOCTH, HE TIPOXOJIAIIIAs B MOKOE U YCHUITHBAIO-
masicsi B HOYHOE BpeMmsi. B psine cirydaeB Takas Hecrie-
nuduyueckas CUMITOMAaTHKa 3aTPYIHSET CBOEBPEMEH-
HYIO TMaTHOCTHKY OITyXOJIeH, ¥ MalueHTOB JIOJITO JiedaT
OT «OCTEOXOHJIPO3a, UIHAITHH U paauKyiIuTay. Kpome
TOT0, OITYXOJIA YaCTO TPYIHO Pacro3HATh P CTaHIAPT-
HOU peHTreHorpaduu n3-3a npucyTcTBus ra3a. Cremyer
oOpaiarh BHUMaHAE Ha OECIPUYUHHOE OBICTPOE CHHU-
JKEHHUE BeCa, BO3PACT MaIMEHTOB cTapiie 50 et u Hamu-
Yye 3J0Ka4eCTBEHHOTO HOBOOOpA30BaHHS B aHAMHE3e.
[Ipumenenne pagoOHYKIUIHONW OCTEOCHMHTUTpadUH,
PEHTTEHOBCKOW KOMITHIOTEPHOM TOMOTpadu U MarHHUT-
HO-PE30HAHCHOH TOMOTpaduu CYIIECTBEHHO MOBBIIACT
PaHHIOIO BBIABIISIEMOCTD 3THX ITATOJIOTHYECKUX MPOIIeC-
coB [46, 56].

I[laTonorusi BHyTpeHHHX OPraHOB W APYrue Nmpu-
YHHBI cenupuyecKoii 601 B KPeCTHOBO-KOMIUKO-
BOii o0s1acTu. Ta3zoBas MOBEPXHOCTb KPECTLA, TMaIKasI
M BOTHYyTasi, (JOPMHUPYET 3aJHIOI0 CTEHKY MaJIoTO Ta3a
W SBISETCS OINMOPOH W KOCTHBIM BMECTHIIMILIEM IS
psna opranoB. [loaToMy MaToIOTHYECKHE MPOIIECCHI
B OTHX OpPraHax M OKPYKAMIIEH MX KIETYaTKe Majoro
Ta3a, a TaKKe CBS3aHHBIC C HUMH PE(ICKTOPHBIC MbI-
IIEYHO-TOHUYECKHE PEaKIUU 3aHUMAIOT 0c000e MECTO
B CTPYKType npuumH Oonesoro cunapoma B KKO [6, 7,
11]. Tak, cTolikue anruu B KaynajabHON YaCTH O3BOHOY-
HHKA 9acTO COMPOBOXKIIAIOT PEIHUINBUPYIOIIHE 3a00I1e-
BaHUS MOYEBBIBOMSIIEH CHCTEMBI, ITOJIOBBIX OPTraHOB,
MIPSIMOM KHIITKH, BUCIIEPONTO3 M KUCTO3HBIE 00pazoBa-
HUSl MaJIOTO Tasza. bonb mpu mopakeHUU BHYTPEHHUX
OpraHoB (BUCIIEpaIbHAS) YaCcTO ITUIOXO JIOKAJTHU30BaHa,
MOJKET COIPOBOXKAATHCS TOIIHOTOW M PacCTPONCTBOM
CTyJIa, M3MCHCHUEM OKPACKH KOXXKHBIX ITOKPOBOB U W3-
OBITOYHBIM TIOTOOTIEIICHUEM, HOCUT KOJHMKOOOpa3HBIi
XapaKkTep W HEPEIKO HPPaTUUPYET B MPOTHBOIOIOXK-
HYIO TOJIOBHHY Teya. XUPYPruiecKrue BMEIIaTelbCTBa
B aHOPEKTAIBHON 00JTaCTH, HA MPOMEKHOCTH U OpPTaHax
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MaJIOTO Ta3a HEPEeOKO NMPUBOIAT K PAa3BUTHIO MaCCHUB-
HOTO CIIA€YHOTO MPOLIECCa, KOTOPHI TaKKe MOXKET BbI-
3bIBaTh KOMILIEKC OoneBoi Tpanchopmarmu B KKO.
CuMIIToMaMH OBPEXKIEHHS KPECTLIOBO-TIOAB3A0IIHOTO
cycTaBa U OOJEBBIM CHHAPOMOM YacTO MaHH(DECTHpPY-
IOT BOCHAJHUTENbHBIC (AHKWJIO3UPYIOIIUN CHOHAMIINT,
6one3ns Peiirepa, IOBEHWJIBHBI PEBMATOWIHBIN, TICO-
puaTtHuecKkue U TyOepKyJe3HBIH apTpHUThI), MeTaboIu-
yeckue (mogarpa u ICeBI0Noarpa) U JereHepaTuBHbBIE
(ocTeoapTpo3) 3aboneBanus, Tpedyrouye nudpdepeHun-
ATbHON ITWArHOCTHKH M CBOEBPEMEHHOTO JedeHus [57,
58]. Ocoboe BHUMaHUE clienyeT o0pallaTh Ha HaJHyue
JIOKAJBbHOM 0OJIE3HEHHOCTH KPECTIIA, TOBBIIICHUE MECT-
HOM TeMIepaTypsl ¥ JUXOPaJKy, YKa3bIBAIOIUE HA TPH-
CyTCTBHME HWH(EKIIMOHHOTO TPOLEcca, PHUCK KOTOPOTO
CYLIECTBEHHO YBEIMUYMBAETCS y MAI[MEHTOB, CTPajaro-
mmx BUY-unadexuei nnm HapkoMaHUEH, TOTy4YaBIInX
MMMYHOCYTIPECCUBHYIO TEpaNui0 Wi BHYTPUBEHHBIE
uHQy3un. KoMnpecCHOHHBIM mepenoM KpecTia WU
MATOTO MOSACHUYHOTO MO3BOHKA MOKHO TPEATIONIOKUTH
y TaIlMEHTOB, HMEIOIINX OCTEOTOPO3 PA3IMYHOTO T'eHe-
3a (HOXXWIJION BO3pAcCT, MPH THIEPIAapaTHPeo3e, MOcie
JUTUTETHHOTO TMPUMEHEHUS! KOPTUKOCTEPOMAOB M T.J.)
[20, 22-24].

®uHaHcupoBaHme. VccnenoBanne He MMENO CIIOH-
COPCKOM MOAJIEPIKKH.

KoH(IuUKT uHTepecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBHMHU KOH(IIMKTA HHTEPECOB.
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