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OBLIASA XAPAKTEPUCTUKA PABOTBI

AKTYaJIbHOCTb MCCJIeIOBAHHUS

Muortonnyeckas auctpodus 1 tuna (M/I1) sBnsieTcs OJHUM U3 CaMBIX 4aCTBIX HEPBHO-
MBIIIICYHBIX 3200JIEBAHUN C ayTOCOMHO-IOMHHAHTHBIM TUIIOM HaclieoBaHus. [1o muTepaTypHbIM
JAHHBIM PaCIpPOCTPaHEHHOCTh JAHHOM MATOJIOTUM B MUpE OLIEHUBAETCs B Ipenenax ot 5 go 20
Ha 100000 nacenenus [Nicholas E. Johnson, 2021]. B Poccun kpymHbIe 31THAEMUOJIOTHIECKUE
WCCTIEA0BaHUS TTPOBOIMIIUCEH JIUIIIh B HEKOTOPHIX PETMOHAX CTPAHBI.

HecmoTpss Ha BBICOKYIO pacmpocTpanéHHocTh MJI1, cymectByer mpoOnema HH3KOH
BbIsIBIIsIeMOCTH Ha Tepputopuu Poccuu [MBanosa E.O. u np., 2019]. TpyaHocTu 1uarHocTUKu
CBSI3aHBI C KJIMHUYECKOH TeTePOreHHOCTRIO PH Pa3HbIX popmax 3aboseBanus [Meola, G., 2000].
[ToMHrMO XOPOIIIO U3BECTHBIX MBIIICYHBIX TPOSBICHUN y TTalineHToB ¢ M/ 1 HabmromaeTcs 1embiii
CIIEKTP HEMBIIICYHBIX CUMIITOMOB, KOTOPbIC BapbUPYIOT OT opMbl 3a00s1eBanus [Wenninger S.
et al., 2018; De Antonio M. et al. 2016; Thornton C. A., 2014].

B macrosiiee BpeMs B OTEYECTBEHHOM JMTEpaType Mall0 BHUMAHUA YACIAETCS
HEMBIIIIEYHBIM TIposiBiieHHsIM MJ[1, B 0COOEHHOCTH CHUMIITOMaM TMOPKEHUS IEHTPAIbHOM
HepBHOU cuctembl (LIHC), TakuM Kak KOTHUTHBHBIE M 3MOIIMOHAJIbHBIE HApYLIEHUS, a TaKkKe
paccrpoiicTBa cHa, noBbllieHHbIe AHEeBHAs coHaMBOCTh (IIJIC) n yromnsemocts. Emnie mensie
paboT, MOCBSIIEHHBIX U3YYEHUIO CHA U IPYTUX CUCTEMHBIX TPOSBICHUN Y IETEH.

N3-3a mporpeccupyronux MblmedHbix cuMnromoB, I1IC u yromnsiemoctu, anatuu y
nanueHToB ¢ M1 HapymaeTcst pyHKIIMOHUPOBAHUE, YTO MTPUBOJANT K COIIMAIBHON JIe3a/1anTaIlluu
U CHIDKCHMIO KauecTBa sxu3HHM [Laberge L. et al., 2013; Giovanni Antonini M. D. et al., 2006].

B nerckoit momymsumm O0COOEHHO 4YacTO Ha TEPBBIM TJIAH BBIXOJSAT PAcCTPOMCTBA
pa3BHUTHS, B TO BpeMs KaK MBIIICYHbIC CUMIITOMBI BhIpaKeHbI B MeHbIIei crenenu [HO G. et al.,
2015; Echenne B. 2013]. Takue HapyIIeHus, Kak pacCTPOHUCTBO ayTrcTudeckoro crekrpa (PAC),
HapylIeHHe pEYeBOr0 pa3BUTUS, WHTEIUIEKTyalbHas HEJAOCTATOYHOCTh, CHUHAPOM JeduiuTa
BHUMaHUs U runepaktuBHOCTH (CIIBI) y nereit ¢ M1 mpuBOAAT K TPyAHOCTAM TP OOy4CHUH
U corpanbHeIM orpanndenusM [Ekstrom A. B. et al., 2008; Douniol M. et al., 2012].

[IoMrMO HEBpPOJOTMYECKUX NPOSIBICHUN TaKWUE€ COMATHYECKHE CHUMIITOMBI, Kak
HapylieHue paboThl kemyaouyHo-kumeyHoro Tpakta (OKKT), sHAOKpuHHaAs marToJiorwus,
PENpOaYKTUBHBIE MPOOJIEMBbl, MOTYT HapyllaTb KayeCTBO JKHM3HU MalueHTOB. OCHOBHBIMU
MPUYMHAMU CMEPTHOCTH y nauueHTtoB ¢ MJI1 sBISItOTCS cepliedyHO-COCYANCTBIE HAapYLUIEHUs U
JpIXaTenbHas HegocTarounocts [Duda J. et al., 2016]. CBoeBpeMeHHast AMarHOCTHKA U JICUYCHHE
MOJAOOHBIX HAPYIICHUN MO3BOJIUT CHU3UTHh PUCKH PAHHETO JIETAIbHOTO HCXOJa U YIYyYIIUTh
KaueCTBO KMU3HU NallUEHTOB.

VYuuTeiBass ayroCOMHO-IOMHUHAHTHBIA TUIl HacienoBanus, MJ[1 wyacto 3arparuBaer
HECKOJIBKUX POJICTBEHHUKOB, YTO IIPUBOAMT K CYIIIECTBEHHOMY CHU)KEHHMIO KaU€CTBA KU3HH BCEIl
cembu [Giovanni Antonini M. D., 2006]. Hapyiienue Tpy1ocriocoOHOCTH MAIMEHTOB 3aTParuBacT
COLIMANIbHO-9KOHOMHMYECKUN aCIEKT, YTO MPUBOJIUT K CYIIIECTBEHHOMY OpeMEHHU.

Takum oOpa3om, BaKHOU 3aaueid SBISETCS OMMCAHNE HEBPOJIOTUYECKUX U HEMBIIIICUHBIX
MpOSIBIIEHUH y TalueHToB ¢ pasHbiMu  popmamu MJ[1. dopmupoBaHue MNPOTOKOJIOB
JUCIIAHCEPHOTO HAOMIOJeHHUsI O00ECIeYUT pPAaHHEE BBISBICHHE CHUMITOMOB M OCJIOXHEHHIA
3a00JIeBaHUsL, CKOPPEKTHPOBAB KOTOPHIE MOYKHO 3HAUUMO YAYUIITUTh Ka4eCTBO KU3HU MAIIIEHTOB.
YuuteiBas Benylmuecs pa3paOOTKM TEHHOW Tepamuu, HaHHAs 3aqada SBISETCS OCOOEHHO
aKTyallbHOM, TaK Kak BHEAPEHUE B KIMHUYECKYIO MPAKTUKY MOJTOOHBIX allfOPUTMOB B OyIyiieM
MT03BOJIUT CBOEBPEMEHHO Ha3HAYUTH JICUEHHUE, CHU3UB CMEPTHOCTh M YIYUYIIUB IIPOTHO3.

Crenenb pa3padOTAHHOCTH TeMbI HCCJIETOBAHUS
Nmetomuecss pabotel mo u3ydenutro MJ[1 B Oonbiiell Macce 3aTparwBarOT OIKCAHUE
MBIIIIEYHBIX CHMIITOMOB 3a00JIeBaHus. B MeHbIlIel cTeneHun yaenseTcss BHUMaHUE COMAaTHIeCKUM
1 HEHPOTICUXOJIOTHUECKUM TIPOSBICHUSIM y TAIIUEHTOB ¢ pa3HbiMU opmamu M1 1.
B mupoBo#l nutepatype maiio pa6gT, MOCBAILEHHBIX ONHCAHUIO MAIMEHTOB JETCKOTO



Bo3pacTta. Takoro poja uccieJ0BaHUe IPOBOAUTCS BIEPBbIC HA POCCUICKOM BBIOOPKE NAIUEHTOB.

Iean nccnenoBanusi
OxapakTepu30BaTh HEBPOJIOTUUYECKUE U COMATUYECKUE CUMIITOMBI, OLICHUTh UX YAaCTOTY U
BIIUSHUE HAa KA4YEeCTBO KHM3HU Yy MAIMEHTOB ¢ pasHbeiMH ¢opmamu MJI1 mis paspaboTku
QITOPUTMOB JMATHOCTUKU U TUCTIAHCEPHOTO HAOIIOICHUS.

3anaum uccjea0BaHuSA
Onucarb MbIIIEUHBIE TPOSABIICHUS Y NAIIUEHTOB ¢ pa3HbIMU popmamu M/JI1.
Omnwucats COMaTHYECKHE CUMIITOMBI Y TTALIMEHTOB C pa3HbIMu popmamu M/I1.
OneHuTh 10 KaKoil JMHUM Hanbosee yacTo Hacieayercs M/l mpu pasHbix popmax.
Onucarb KOTHUTHBHbBIE U SMOLMOHAJIbHbIE HAPYLIECHUS NpHU pa3HbIX popmax M/I1, BIABUTH
KOPPEIALMIO C HEUPOBU3YAITN3ALMOHHON KapTHHOM.
5. OrueHuTh HATMYKE MTOBBIIICHHOW JHEBHON COHIIMBOCTH, YTOMIISIEMOCTH, a TAKKE PacCTPOMCTB
CHA C TIOMOIIBIO TOJMCOMHOTPadUIECKOTO UCCeA0BaHus y manueHToB ¢ MJI1.
6. OIEeHNUTh KaYeCTBO KU3HU B3POCIBIX MAMeHTOB ¢ M/ 1.

PoNbE

Hayunasi HOBU3Ha HCCJIeJOBAHUSA

OmnpeneneHa 4acTOTa HEBPOJOTMYECKMX WM COMATHYECKHMX CHMIITOMOB TIIPH Pa3HBIX
dbopmax M/[1 Ha poccuiickoi BHIOOpPKE MAIIEHTOB.

Bnepeeie B Poccun Ha BBIOOpKE MAlMEHTOB ONUCaHa CTPYKTypa KOTHUTHUBHBIX
paccTpoiicTB M SMOLMOHAIBHBIX HapylmieHui npu pasHeix Gopmax MJ1. KoruutusHbIe
HapyieHus BoIsBIEHBI Y 43,3% mnaruentoB ¢ M/[1. Amatus oOHapyxeHa y 81,7% manueHTOB ¢
MJI1, nenpeccust —y 26,7%, tpeBora — y 13,3%. Taxke nonydeHHbIE JaHHBIE CONIOCTABIIEHBI C
HEHPOBU3YAIHU3AIIMIOHHON KapTUHOM — BBISBIIEHA B3aUMOCBS3b allaTUM C YMEHBIIEHUEM O00bema
ceporo BemiecTBa rosjopHoro mosra (R=0,427, p=0,001).

BnepBble B pOCCHMICKON MOMYNISIUM MAIMEHTOB OIPEJEICHA YacTOTa pacCTPOMCTB CHA
npu pasHeix ¢opmax MJI1. CambiM pacnpocTpaHEHHBIM PacCTPOMCTBOM CHA CTajl CHHAPOM
obctpyktuBHoro anHod cHa (COAC). COAC 6b11 o6HapyxkeH y 79,2% B3pOCIbIX TAIlUEHTOB U Y
78% nereii. [IpoBeneHa onieHKa BIMSIHUS PACCTPOICTB CHA Ha KOTHUTHBHBIE HapymeHus, [1]1C n
YTOMJISIEMOCTb — HE OBLJIO BBISBICHO B3aMMOCBS3U MEXKY BBIIIEIEPEUNCICHHBIMU CUMIITOMaMU
Y HOYHBIM aITHO?.

Onucanbl HEMBIIIEYHbIE CUMIITOMBI y nanneHToB ¢ MJI1 netckoro Bo3pacra.

[IpoBenena oleHka KadecTBa KU3HU B3pocibIx mamueHtoB ¢ MJI1, mo pesynabTatam
KOTOPOil BCe MalMEeHThI TPOJEMOHCTPUPOBAIIU €r0 CHIKEHUE.

TeopeTnueckasi 1 NpaKTHYecKasi 3HAYMMOCTDb MCCJIEJOBAHUS

[IponemoHCcTpUpOBaHA MYJIBTUCHCTEMHOCTh MPOSBIEHUI Mpu pa3HbiX Gopmax M/I1, uro
MOATBEPKIaeT HEOOXOAMMOCTh BEICHMSI MMAalMEHTOB MYJIbTUIUCIHUIUIMHAPHONW KOMaHI0M
CHEIHAIMCTOB.

YcranoBieHa HEOOXOAMMOCTh MPOBEACHUS MOIMCOMHOIPA(QUUECKOTr0 HCCIEA0BAHUS
(IICT") Bcem manuentam ¢ MJI1 ansi MCKITIOYEHHs ABIXaTENbHBIX HAPYIIEHUH BO CHE B CHILY
MOTEHIIMATBFHON KypaOelbHOCTH TaKUX COCTOSHUIA.

[TokazaHa BaXHOCTb MPOBEAECHUSI HEHPOICHUXOJOTUUECKOTO TECTHPOBAHUS B3POCIIBIM
nauueHtam ¢ M/[1. BeisiBieHue u KOppeKlHs SMOLMOHAIBHBIX HaApYIIEHUH MOXET OKa3aTh
MOJIOKUTEIBHOE BIMSHUE Ha KAYECTBO MAI[UEHTOB.

Brnepeie B Poccun pazpaboTanbl U BHEAPEHBI B KIMHUYECKYIO MPAKTHKY AITOPUTMBI,
HeoOxomumble ans BoisgBIeHUss MJI1, a Taxke AMCIIAaHCEPHOTO HAOMIOACHUS MAIIMEHTOB, YTO
MO3BOJIUT YIYYIIUTh AMATHOCTUKY 3a00JeBaHHsS, B TOM YHCIE, IYTEeM BBISABICHUS pPaHHUX
HEMBIIIEYHBIX CHMITOMOB. AJTOPUTMBI BKJIIOYAIOT B ce0s MPOBEJICHHE OIMpeAeTeHHBIX
1ab0paTOPHBIX TECTOB, UHCTPYMEHTAIBLHOW TUATHOCTUKU U OCMOTPBI CIICIIUATHUCTOB.

HOJIO)KCHI/IH, BBIHOCUMBIC HA 3amnTy
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1. [ToMMMO  KJIACCHYECKOTO  JHUCTAJIBHOTO  paclpelesieHUs] MBIIMIEYHOH  crnabocTy,
cymectByeT ¢penorunn M/I1 ¢ mpernmMyiecTBEHHO MPOKCUMAIBHBIM MATTEPHOM MOPAKECHHUS.

2. JUia mauuentoB ¢ MJI1 xapakrepHa MyJbTUCUCTEMHOCTh KIMHUYECKUX IPOSIBICHUH,
BKJIFOYAIOUIUX HAPYLIEHUs CEPACYHON TPOBOJAUMOCTH M PUTMA, AbIXaTEIIbHYIO HEJOCTATOYHOCTD,
pa3BUTHE paHHEH KaTapakTel, HapymeHue paboTel co ctoponbl JKKT. Jlns mamueHToB ¢
BPOXJECHHOW  (OpPMOW  XapaKTepHBI  OMNpeIeNieHHbIE  (EHOTHIUYECKHE OCOOEHHOCTH:
«roTU4eckoe» He0o, TOIYNTO3, BRITAHYTass (opma Jnia, MUKPOTHATHUS, HApYIIEHHE MPHUKYCa,
«Kapnui» poT, U3MEHEHHNEM BepXHel I'yObl 110 THILy IepeBEpHYTOI OYKBbI V.

3. Hacnenoanue BpoxaeHHoi Gopmer MJI1 vamie HaOmrOMaeTCSA IO MATEPUHCKOW JTHHAN
(71,4%), a nmerckoit wm B3pociod ¢opMbl — TO0 OTIHOBCcKoW muHHH (56,5% wu 37,1%,
COOTBETCTBEHHO).

4. Jlna manurentoB ¢ MJI1 xapakTepHbl HapylI€HUsI BCEX JOMEHOB KOTHUTHUBHBIX (QYHKIUI
— BHHUMaHus U O€rJIOCTU PEyH, 3PUTEIbHO-IIPOCTPAHCTBEHHBIX U HCHOJHUTENBbHBIX (PyHKIH,
namsatu. Cpeay SMOIMOHAIBHBIX HapylIleHui y nauueHToB ¢ M1 naubosnee yacto HabmonaeTcst
anatus (81,7%), nenpeccus BoisBIeHA y 26,7% mnamueHToB, TpeBora —y 13,3%.

5. Cpenn HapymieHuit cHa juis manueHToB ¢ MJI1 xapakTepHO Hamudue JbIXaTeIbHbIX
HApYIIEHW BO CHE: HOYHOI'O alHO03, HOYHOM TUIIOKCEMHH; HApPYIIEHHN CTPYKTYpbl CHa;
JBUTATEIbHBIX HapyUIEHUH BO BpeMs CHAa: CHUHAPOM MEpPHOJUYECKHX JBHKEHUNH BO CHE,
cuagpomoMm OecrnokoitHpix Hor. COAC, IIIC u yTOMJISIEMOCTh SIBJISIOTCS YaCThIMH
nposiBiieHussMu nipu Bcex ¢opmax MJI1 um moryt neGroTHpoBaTh /10 TMOSBICHHUS MBIIIEYHBIX
CHMIITOMOB, B TOM YHUCJIE U Y JIETEH.

6. Cpenu Bcex MPOSIBICHUN MbIIIEYHAs C1a00OCTh U HEMBIIIEYHBIE MPOSBICHUS 3HAYUMO
CHUXAIOT (DYHKIIMOHUPOBAHUE W KAaU4eCTBO KU3HM ManueHToB ¢ MJI1.

CreneHb 10CTOBEPHOCTH Pe3yJbTATOB
CreneHpb TOCTOBEPHOCTH PE3YJbTATOB ONpPEAEISETCS JTOCTATOYHBIM 00BEMOM BBIOOPKHU
o0cie10BaHHBIX MAIMEHTOB C Pa3HbIMU (OpPMaMU F€HETUYECKH MOATBEPIKIEHHOTO 3a00I€BaHMs,
YeTKOM MOCTaHOBKOHM Lieleil M 3ajay, MPUMEHEHWH COBPEMEHHBIX METOJIOB MCCIEAO0BaHUS U
a/IeKBaTHOM CTaTUCTUYECKOI 00pabOTKH MOITyUYE€HHBIX JAHHBIX.

BHenpenne B mpakTUKy

[lony4yeHHble pe3yabTaThl KCCIACAOBAHUS BHEAPEHbI B IMPAKTUYECKYHO JESATEIbHOCTh
[ICUXOHEBPOJOTUYECKUX OTAEJIECHUNH HAyYHO-UCCIENOBATENbCKOIO KIMHUYECKOTO HMHCTUTYTa
nequarpu U gercko xupypruu um. FO.E. Benptumesa ®I'AOY BO PHUMY um. H.U.
[luporoBa U HEBPOJOTUYECKOTO OTHENCHUS MEAMIIMHCKOTO Hay4YHO-00pa30BaTEIbHOTO
unctutyra PI'bOY BO «MockoBckuil rocynapcTBeHHbli yHuBepcuTeT uM. M.B. JlIomoHocOBa»,
a Takke B y4eOHBIN MPOIECC MOATOTOBKH CTYACHTOB U KIIMHUYECKUX OPAMHATOPOB Ha Kademape
HEBPOJIOTUH, HEUPOXUPYPTrUuu U MeaIuUUHCKOM renetuku um. JI1.O. banansna MHH.

Anpodanusi padoTbI

Marepuansl aucceprauuu  Obuld  mpenctaBieHsl Ha: | HayuHo-mpakTuueckoi
KOH(EepeHIIMM acCOLMaluy JeTCKUX HeBposoroB B obnactu muojorun «HEOMMHMO», 23-24
anpens 2021 r.; II xoHdepeHUnH acconyanuu IETCKUX HEBPOJIOTOB B 00JaCTH MHUOJOTHH
«HEOMUOM, 9-11 nexa6ps 2021 r.; 8" European Academy of Neurology congress (8-it konrpecc
EBpomneiickoii akamemun HeBposorun), Vienna (Bena), 2022; XII banrtuiickom koHrpecce Mo
nerckoit Heposoruu B Cankt-IletepOypre, 9-11 nrons 2022 roaa; IV xoHpepeHun accouuanuu
JeTCKUX HeBposoroB B obmactu muojorun «HEOMUWO» ¢ MmexayHapoqHbIM yuyacTueMm 24-26
Hos10pst 2022 1.; XIII Bcepoccuiickolf HaydyHO-TIPaKTHUECKOW KOH(EpEeHIMH «AKTyaJIbHbIE
npobsemsl comHOJIOTUN», 29-30 HOsA0ps 2022 r.; V KoH(EpeHLHH accouualuyd JIeTCKUX
HeBposioroB B 061actu muosiorunt KHEOMUMO» ¢ MmexayHapoiHbIM yyacTHeM «KuBast HCTOPUS
30 mapra — 1 ampens 2023 r.; VI koH(pepeHIIMN accolMaluy AETCKUX HEBPOJIOTOB B 001acTH
muognorun «HEOMUO» «Jluanor 6e3 rpanuipy 26 oktsa0pst — 28 oktsops 2023 r.; VII Hayuno-
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IpaKkTU4yecKas KOoH(epeHIMss ACCOUMAMM JETCKUX HEBPOJOroB B OO0NAaCTH MHOJIOTUU
«HEOMHUO» 4-6 anpens 2023 r.; XXXI Poccuiickuii HaumoHanbHbIM KOHrpecc "YHenoBek u
nekapctBo" 17-18 ampenst 2024 r.

Huccepranus, ampoOupoBanHas u onxobpennas 25 gekabps 2023 roma xadeapoit
HEBPOJIOTUHU, HEUPOXUPYPIrUU U MeAULMHCKON reHeTuku uM. JI.O. banansHa neauarpudeckoro
¢baxynpTera Poccniickoro HalMOHAIBHOTO HCCIIEAOBATENIHCKOTO MEIUIIMHCKOTO YHHBEPCHTETA
nvenn H.M. IlmporoBa MunucrepctBa 3apaBooxpaneHuss Poccuiickor  ®enepanun,
pEeKOMEHI0BaHa JJIs 3alUThI.

JInvHbIi BKJIAJ aBTOpPa

ABTOpPY NpUHAAICKUT OIpeAesstoniasl poib B pa3paboTKe MPOTOKOJA HCCIIEJOBAHMS,
IIOCTAaHOBKE LeJIel U 3a/1a4, 000OCHOBAHUU OCHOBHBIX IOJIO)KEHUH, (POPMYIMPOBKE BHIBOJIOB U
MPaKTUYECKUX pekoMeHaaui. CaMoCTOSTEIbHO OTOOpaHbI NAI[UEHTHI, IPOBEEH cOOp aHaAMHE3a,
MOAPOOHBIM  KIIMHUKO-HEBPOJIOTHYECKUH OCMOTp, HEHpONCHUXOJOTHYECKOE TECTUPOBAHUE,
nocTtoOpaboTKa JaHHBIX MAarHUTHO-pe30HaHCHOH Tomorpaduu (MPT) romoBHOro Mo3ra.
ABTOpPOM IPOaHATN3UPOBAHBI OCHOBHBIE OT€UECTBEHHBIE U 3apyO0e)KHbIE HCTOUHUKH JINTEPATYPHI,
MIPOBEJIEHbl aHAIMTHUYECKas M CTaTUCTHUYecKas 0o0paboTka, a Takke OO0OOLIEHBI MOTY4YEHHbIE
naHHble. Takke aBTOpOM MpOBEIeHA MOIrOTOBKA JOKIIAJA0B U HAyYHBIX CTaTeH.

IMy6nukanum no TemMe quccepTanum
Pe3ynbTarel uccnenoBaHus ObUIM OTPAa’KEHBI B MATH MYONMKAIUAX, TPU U3 KOTOPHIX
OMyOJMKOBaHbI B HAYUHBIX U3AaHUSX, Tpomienuux perensuposanne BAK npu Munucrepctse
HayKu U BbIciiero oopaszoBanus Poccuiickoit deneparumn.

CtpykTypa u 00beM auccepTaAuNU

Juccepranus uznoxeHa Ha 187 cTpaHHIle MAIIMHOIIMCHOTO TEKCTA, COACPKUT 36 TaOIuIL
1 22 WITIOCTpUpOBaHa pUCYHKaMH. PaboTa cocToWT M3 BBEACHMs, 0030pa JIUTEpATyphl, OO
XapaKTepUCTUKH OOCIEOBAaHHBIX JIMI[ W METOJOB HCCJIENIOBaHUS, IJIaBbl peE3yJIbTaTOB
UCCIEIOBAaHUM, OOCYKJIEHUS, 3aK/IIOUYEHUS, BBIBOJOB, MPAKTUYECKUX PEKOMEHIAUuN U
JUTEPAaTypHOTO yKas3aTellsd, COJEpPXKAIIEro OTEYECTBEHHBIX M 3apyOEKHBIX HMCTOYHHKOB U
nyOnIuKaIuili aBTopa, MOATOTOBICHHBIX MO TeMe auccepraiui. CIHUCOK JUTEpaTypbl BKIIOYAET
145 uctounukos, B ToM ymucie 15 oreuectBeHHbIX U 130 3apyOeKHBIX.

COJAEP/KAHUE PABOTBI
O01mas xapakTepucTUKA 00bEKTOB HCCJIE0BAHMS M METOAbI HCCIICI0BAHUS

OcHoBHasi rpynna: 72 mauuenta (33 sxeHnckoro moisa (45,8%) u 39 myxkckoro mosa
(54,2%), cpennuii Bo3pact — 34,3+15,7), yoOBIETBOPSIOMIMX KPUTEPUSIM BKIIOUEHUS H
UCKJIFOUEHHSI B JAHHOE MCCIIEJOBAHUE.

Kpurepuu Braovenusi: 1) reHeTHdyeckd MOATBEPXKAEHHBIN guarno3 MJI1; 2)
IIOJIydeHHOE corjacue Ha 0oOpalOTKy MepCOHAIBHBIX JaHHBIX M JIOOPOBOJIBHOE MOJNHMCAaHUE
MHGOPMHUPOBAHHOTO COTJIACUS HA y4acTUE B UCCIIEIOBAHUE.

Kpurepun wuckmovenusi: 1) nporuBomokasanus kK upoBeneHuto MPT  (Hannuue
KapIMOCTUMYJISITOPA, UMIITAHTUPOBAHHBIX METAIIIOKOHCTPYKIH).

B 3aBucumocTtu oT Bo3pacta Ae0roTa 3a00JI€BaHUS MAIMEHTHl OBLTM pa3/ieNeHbl Ha 3
rpynnsl: 1 — manuMeHTs! ¢ BpoxkaeHHoU ¢opmoit M/I1, 2 — nmauueHTs! ¢ aerckoit popmoit M/I1
(uH(paHTHIIBHAS, IOBEHMIIbHAS); 3 — MAIIMEHTHI CO B3pocioi popMoil (B3pociast U O3THSA).

I'pynna KOHTPOJIS ISl OLIEHKH KOTHUTHUBHOIO CTaTyca M 3MOIMOHAIBHBIX HAapyILIEHUH 110
CMELUAIU3UPOBAHHBIM LIKAJIAM U OMPOCHUKAM: 22 30POBBIX JOOPOBOJIbIA COMOCTABUMBIX IO
nosrly u Bo3pacty. M3 Hux 14 >xeHmuH W 8§ MyxuuH cpenHuMm BozpactoM 30,9+10,3 0Oe3
HEBPOJIOTUYECKOM MaTOJIOTHH.

HccnenoBanne W TPOTOKOJ ObUIM OJOOpEHBI JIOKAIbHBIM JTHdeckuM Komurerom
PHUMY wum. H. U. [Tuporosa (nporokon 3acenanus Ne203 ot 21.12.2020 r.).
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PE3YJIBTATHI
O0mas xapakrepucTuKa 00c/1e10BAHHBIX NIALINEHTOB

OCHOBHBIE AMUAEMUOJIOTUYECKUE U KIMHUKO-aHAMHECTUUECKUE JaHHbIE BKIIOUEHHBIX B
HCCIIeIOBaHME MAIIEHTOB MPEICTaBIeHBI B Tabmuie 1.

Tabmuna 1 — Knuanko-aHaMHeCTHYECKHE JaHHBIE MAIIMEHTOB ¢ pasHeiMu hopmamu MJI1

1 rpynna 2 rpynna 3 rpynma
Xapaxrepucruka (Bpoxxaennas M1) | (Herckas M/1) | (B3pocmas MI1) P
KonnyectBo yenoBek, n 14 23 35
Kenckuit o, n (%) 9 (64,3%) 9 (39,1%) 16 (45,7%) 0,311
My»xckoit o, n (%) 5 (35,7%) 14 (60,9%) 19 (54,3%)
Bospact Ha MOMEHT ‘BKJ'IIOLIeHI/IH B 20.2+6.4 24 8+10 9 46,2496 0,000
HCCIIeIoBaHue, JIeT; mean = SD
Bospacr nedtora, set; mean = SD 0 10,6+4,9 33,5+11,8 0,000
Bo3spacT nmoctaHOBKM AMarHosa, 14,5464 21,748.4 43,7+10,1 0,000
Jier; mean + SD
3anepxka HOCTJ.?:TOBKH JMarHo3a, 12,8462 11,1+8,5 10,2482 0,775
JnurensHOCTh OONIE3HH, JIET 21,6+12,0 14,5+11,1 12,7+8,9 0,109
Hacnenosanue no h(;[aTepI/IHCKOI/I 71.4 21,7 28.6 0,000
A, %
Hacnenosanue HOOOTHOBCKOI/I 14,3 56,5 37.1 0,000
HuH, %
Hacnenosanue He onpeneneHo, % 14,3 21,8 34,3 0,000
[Iporpeccupopanue, % 64,3 73,9 82,9 0,538

Hawnbonpuras 3aaepkka MOCTAaHOBKY TMAarH03a HAOII0AaIachk B rpyIne BpoxaeHHoH M/ 1
U B cpenHeM cocTtaBuiia 12,8 ner. bonpmunacTBo nanuenToB (71,4%) ¢ BpoxkaeHHo# dopmoii M1 1
yHacjeJI0BaIM 3a00JieBaHUE OT MaTepH, B TO BpeMs Kak OoJiee, 4yeM y MOJoBUHBI (56,5%)
MaIUEHTOB ¢ JETCKOK (hOPMOM YCTAaHOBJICHO HACIEIOBAHUE IO OTIIOBCKOW JIMHUU.

Kinunnyeckasi XapakTepuCTHKA NALMEHTOB ¢ BpPo:xkIeHHoi ¢popmoit M1

B uccnenoBanue Obu10 BKIIOUEHO 14 marmueHTOB ¢ BpokaeHHOW dopmort M1, cpeau
KOTOpBIX 6 (42,9%) Obutn mnafmie 18 ser.

[lonoBuHa mManKMEeHTOB B JETCKOM BO3pacTe HaOMoganach C JUArHO30M JIETCKUM
uepeOpanpublii mapanuy, Tpoe (21,4%) — ¢ mMOCIeACTBHEM IEPEHECEHHON NepUHATATbHON
sHIe(aTOIaTHH.

VY 57,1% matepeii nanueHToB ¢ BpokaeHHOH MJ[1 Ha0mIr01a)10Ch MHOTOBOIME BO BpeMs
6epemenHocTu. 4 (28,6%) nereii poauIKch HEAOHOIIEHHBIMU. Poiopaspelienre myremM kecapeBa
ceueHMs Ob110 Yy 6 (42,9%) mMaTtepeit manueHToB ¢ BpoxaeHHoH M/I1.

Cpenu 14 manuenTtoB ¢ Bpoxa¢HHoit M/I1 onun pe6énok (7,1%) moceman IOMIKOIbHOE
oOmeoOpa3oBarenbHoe yupexkaeHue, asoe (14,3%) Obumn HeopranuzoBaHHbl. Tpoe (21,4%)
SBIISUTUCH IIKOJBHUKAMH: JBOe oOOydanuch B 0OIIe00pa3oBaTeNbHONM IIKONE, OJAWH — B
KoppekunonHoil. CpenHee crnenuanbHoe obOpa3zoBanue mMenu 50% manueHToB, Bbicmiee — 1
(7,1%). 13 BocbMHU JIUII TPYAOCIIOCOOHOTO BO3pacTa paboTaiu Mo crennaibHocT Tpoe (38%).

HukTo u3 B3pOCIBIX MAIMEHTOB HA MOMEHT TIPOBEACHUS HCCIIEIOBAHUS HE HAXOIWUICS B
OTHOIICHHUSIX, HEe ObLJT B Opake. Hu y 0JJTHOTO M3 MAIMEHTOB C BPOXKACHHOU (hOpMOil He OBLIO JETE.
Bce nmarnueHTs! TpoKUBAIN C POJACTBEHHUKAMH U HYXJATUCh B UX €KETHEBHON MOMOIIU B OBITY.

VY Bcex MamMeHTOB C BpOXACHHOU (opmoii 3aboneBaHue NEeOIOTHPOBAJIO C CHHIpPOMA

«BsI0r0 pedeHkay. OTINUNTENBHBIMU 0COOCHHOCTAMHU (DeHOTHUIA MTPpH BpoxkIeHHOH dopme M/I1
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ABIISICTCS 3a/IeP’KKa MOTOPHOTO U IICHXO-PEUEBOTO Pa3BUTHSI, KOTOPbIE ObUIM BBIABICHBI Y 71,4%
u 57,1% mnaumeHtoB, cooTBeTcTBeHHO. CpemHuii BO3pacT TNPUOOPETEHHS  HAaBBIKA
CaMOCTOSTCIBHON X0AbOBI cocTaBui 16 [15; 18] MecsmeB, 1 marmueHT HE JTOCTUT CIIOCOOHOCTH
CaMOCTOSITEIIEHO XOAUTb.

JlpixaTenpHash HEIOCTAaTOYHOCTh B Je0roTe 3aboneBanus otMmedanach y 5 (35,7%)
MAIeHTOB, BCEM TNAlMEeHTaM MOTpeOoBaliach JAbIXaTelbHAs TMOJJIEPKKA C  OMOIIBIO
MCKYCCTBEHHOW BEHTHJISIMHU JeTKuX. Y 9 (64,3%) naruieHToB ObLTH TPYAHOCTH MIPH KOPMJICHHH,
4 (44,4%) u3 Hux TpeOoBaica MepeBO] Ha 30HA0BOE nuTaHue. HapyieHus co ctopoHsl paboThl
KT, B wactHoCcTH 3anopsl, Obutn y 5 (35,7%) nauueHToB.

JpyruMu OTIMYUTEIBHBIMU OCOOEHHOCTSIMM Je0roTa BpoxkaeHHol MJI1  sBisercs
HaJIMYUe TAKUX MPOSBIICHUM, KaK OyibOapHbie Hapymenus (42,9%), nepopmanuu crom (57,1%),
ruaponedanus (35,7%) u kocornazue (28,6%).

Ha MoMeHT ocMOTpa y BCeX MAaIMEHTOB C BPOXKICHHOH (HOPMOI BBISBISIIACH CIIA0OCTD
MBI €U, MUMHYECKON MyCKynaTypbl U au3aptpus. ¥ 92,9% mauuenton ¢ BpoxaeHHoit M1
OblIa MBIIIIEYHAs! TUTIOTOHUS ¥ HapylIeHue nmpuKkyca. OTIHYIUTENTFHON YePTOH SIBIISICTCS HATMYHNE
y OonbIIMHCTBA NAMEHTOB (85,7%) KOTHUTUBHBIX HAPYLIEHUI U U3MEHEHUSI TOXOKH.

VY Bcex MamyMeHTOB OTMEYallach CTAOWIM3alusl COCTOSHUS B OOJIBIIMHCTBE CIy4aeB IO
Mepe IOCTIDKeHHs aMmOymatopHoi (yHkmmu. OnmHaKo B TOCIEAYIOIIEM MpPOTPECCHPOBaHUE
3aboneBanne ObLIO XapakTepHo misa 9 (64,3%) mamumenTtoB. 3a mepuox HaOMOAeHUS (C STHBApS
2021 r. mo mapt 2023 r.) ymepna oJHA TAIMEHTKa B Bo3pacte 23 JIeT, MPUYHHON CMEpTH
MOCITyKHJ1a OBICTPOIIPOTPECCUPYIOIIAsT KapIHOMHOTIATHSI.

[Ipn mpoBeneHHn OOUIEKIMHUYECKOTO OCMOTpa y BCEX MAallMEHTOB OBLIM BBISBICHBI
MHO>KECTBEHHbIE MaJlble aHOMAJIMM Pa3BUTHUS, CPEIN KOTOPBIX: Joauxoledanus, BEBICOKUN J00,
TUIEPTEIOPHU3M, 3amaBilias NePEeHOCHIa, CEITIOBUIHBIN HOC, «TOTHYECKOe» He0O, MUKPOTHATHS,
«Kapmuit» poT, AedopMaliis BEpXHEH ryObl 10 THITY HHBEPTHPOBaHHOU OyKkBbI V (PHrCcyHOK 1).

N

Pucynok 1 — ®eHoTunmveckue 0COOCHHOCTH MAIUEHTOB C BPOXKACHHOW (POPMOIt MUOTOHUYECKOM
muctpoduu 1 Tuma

VY 2 (14,3%) nanueHtoB Habmoganack n30bITouHas Macca tena, y 1 (7,1%) manuenta —
oxxupenue. HenmpasunbHblii npukyc 6601y 13 (92,9%) nanmentoB. PanHss anporeHHast ajgonerus
Obuta oOHapyxkeHa y 3 (21,4%) mamueHTtoB. Cpeau KOXKHBIX MPOSBIEHUN OBIT BBHISBICH
JTUCTaNbHBIA TUIEpruapo3 — y 3 (21,4%) mannueHToB, MHOKECTBEHHBIE POAUHKU — Yy 2 (14,3%),
€IMHUYHBIEC TUTIIONUTMEeHTHBIE ATHA — Y 2 (14,3%).

KinHuyeckasi XapakTepHCTHKA MAlMEHTOB ¢ AeTckoi ¢opmoii M/I1

B uccnenoBanue Obuto BKIOYeHO 10 marnueHTOB ¢ MHGAHTHIRHOW M 13 marMeHToB ¢
toBeHIIbHOU Gopmoit M1 1, u3 kotopeix 7 (30,4%) manuentoB Obutn Maaamie 18 et Ha MOMEHT
kypauuu. 10 (43,5%) nanueHToB HaOIIOAATUCH C JUArHO30M «HEYTOUYHEHHOE HEPBHO-MBIIIEYHOE
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3abosieBanuey», 3 (13%) manmeHToB — ¢ HeliponereneparuBHbiM 3aboseBanueM [[HC, 1 (4,4%)
NAIMeHT — ¢ HeaucTpoduueckoit Muotonuer Tomcena, 1 (4,4%) mauuent — ¢ C/IBI.

Cpenu manmentoB ¢ jaerckoit dopmoit M1 Oeuto 6 (26,1%) nereii, mocemaromue
o0reoOpazoBarenbhyto mkony, 7 (30,4%) — mosydusid cpeaHee creluaibHoe oOpa3oBaHue. 3
(13%) manmenta Obum ctyneHtamu, 6 (26,1%) — momyuwnu Beiciiee oOpasoBanue. M3 nuig
TpynocmocoOHOro Bo3pacta (17 manueHToB) HAa MOMEHT ocMOTpa padotanu 4 (23,5%).

3 (13%) B3poCIbIX AIMEHTa HA MOMEHT UCCIICJIOBaHMS ObLTN B OpakKe, y HUX €CTh JCTH.

Haubouiee yacteimMu cumnromamu B niebrore npu aetckoid M1 Obuta MEOTOHUS KHCTEH
(45,5%), IIAC (39,1%) u quzaptpus (30,4%).

[Ipu ocmoTpe y nanueHToB ¢ ferckoit M/I1 Ha nepBblii IJ1aH BHIXOJWIIN TAKUE MBIILICYHbIE
CHMIITOMBI, KaK MHOTOHUSI KUCTEH U SI3bIKa, CIa00CTh JMIEBOW MYCKYJIAaTypbl U MBIIII IIEH, a
TaKKe HeNpaBWIbHBINA npukyc, nu3aptpus, [1JIC u moBBIIIEHHAs yTOMIISIEMOCTh, HapyIIEHHUE
pUTMa U TIPOBOJMMOCTH CEpLIA.

Cpenu nepBbIX CHMIITOMOB Y MAIIMEHTOB € AeTcKoi popmoit M/[1 MuoToHUS KHCTEH ObLIa
y 11 (47,8%), muotonus sizeika —y 5 (21,7%), MUOTOHUS JKeBaTeIbHON MycKynatypsl y 4 (17,4%),
muzaptpust — y 7 (30,4%). Y yacTu manueHToB 3a00JieBaHHE HAYMHAIOCH C HEMBIIIEYHBIX
cumrntoMoB. Kartapakra u ctpabusm Obuin nuarHoctupoBana y 1 (4,3%) manueHTOB B Havaie
3aboneBanus. Y 9 (30,4%) nmanueHTOB 00J€3HB €0I0OTUPOBAJIA C MMOBHIIIIEHHOW YTOMIISIEMOCTH U
[TAC, npu 5Tom y | manuenTta 310 ObLT NEPBBIN U €IMHCTBEHHBIN cuMmnTom 6ose3Hu. Y 2 (8,7%)
MAlMEHTOB MEPBBIM CUMIITOMOM OBIJIO HeJep)KaHue Mo4YH, a Takke kKoHctumauus. Y 1 (4,3%)
MalKUeHTa TIEPBBIM CHUMIITOMOM 3a00JIeBaHUsI OBLJIO HAPYIICHHE CEpACYHOrO pUTMa, eme y 1
(4,3%) — panusis anaporeHHas anomerus. Y 1Boux (8,7%) Ha MepBbId IUIaH BBIXOIUIN
KOTHUTHBHbBIE HApyLIEHUS B Ae00TE 3a001€BaHusI.

VY 18 (78,3%) namuenToB 3a00JieBaHNE HOCUIIO TPOTPECCUPYIOIINMA XapaKkTep. 3a Mepuo
HaOMIOICHUST YMEp OAMH MalUeHT B Bo3pacTe 49 Jer, NpearnoaokKuTebHO MPUYUHON CMEpPTH
MOCITY>KUJIO HAapYIIEHUE CEPJICYHOTO PUTMA.

B otnuuune ot manueHToB ¢ BpoxkaeHHOH dhopmoit M/[1 Tonpko y 15 (65,2%) nanneHTos
oOpaiany Ha ce0si BHUMaHHE MHO>KECTBEHHbIE MHUKPOAHOMAJIUHU PAa3BUTHUSA: BBITSHYTOE JIUIIO,
rUnoTpodust BACOYHOU MYCKYJIaTypbl, MUKPOTHATHS, PETPOrHATHsI, TOHKUE TYObI, apKoOOpa3Hoe
He0O0, HEMTPABUIIbHBIN MPUKYC, OTTOMNBIPEHHBIC YU, ManeHbkue yim (PucyHok 2).

B 1o

Pucynox 2 — ®eHoTunuyeckre 0cOOEHHOCTH MAMEHTOB ¢ JIeTckoi dopmoit M/I1

IIpu mpoBeseHUH COMATUYECKOro OCMOTpa oOpalmaiii Ha cebs BHUMaHHE CIEIyIOIIHe
ocobennoctH. [loBbimenHas macca tena 6euta y 3 (13%) manuenToB, oxupenue —y 1 (4,3%).
HenpasunbHelil npukyc 061 y 16 (69,6%) manuenTtoB. PaHHss aHaporeHHas anmomenus Oblia
obnapyxena y 7 (30,4%). [Ipu ocMoTpe koxHBIX TOKpOBOB Y 10 (43,5%) mariueHTOB ObLI BBISIBIICH
JIMCTANBHBIA runepruapos, y 5 (21,7%) — eaAuHUYHBIE TUNEPIUTMEHTHBIE MATHA, Y 2 (8,7%) —
HEBYCHL, y 2 (8,7%) MHOXeCTBEHHbIE POJAUHKH, Y 1 (4,3%) — hoJIHMKYIApHBII rUIepKepaTos.
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Kinnuyeckasi XapakTepuCTHKA MAllMEHTOB 0 B3pocJoii popmoit M/I1

JlaHHYIO TPy COCTaBHIIHN 29 MAIIMEHTOB CO B3POCION U 6 MAIIMEHTOB C MO3JHeN GpopMoii
MJI1. Ha ocHOBaHUM aHaAMHECTHYECKUX JaHHBIX 16 (45,7%) maineHToB /10 NIOCTAaHOBKU BEPHOTO
JMarH03a HaOJII0IATHCH C IMArHO30M «IOSICHO-KOHEYHOCTHAS MbIlieuHas auctpodus», 6 (17,1%)
— MHacTeHHsl rpaBuc, 2 (5,7%) — megucrpodudeckas muotonuss Tomcena, 2 (5,7%) — 6one3Hp
JIBUTATEJILHOTO HEMPOHA.

Cpenmn manmeHTOB €O B3pocioil ¢opmoit 1 (2,9%) manmmeHT 3aKOHYMIT 8 KIIacCoB
obmieoOpazoBarenpHOM mkobl, 1 manueHT — 10 kmaccoB. CpenHee crienuaibHOE 00pa3oBaHUE
noxyuymu 13 (37,1%) mauuentos, a 20 (57,1%) nanuenToB noxy4uniiv Beiciiee oopazoBanue. Ha
MOMEHT TIpoBelleHUs wuccienaoBanus Bcero 14 (40%) mnamueHTOB MPOJOJDKAIOT  CBOIO
po(ecCHOHANIBHYIO JIeATEIbHOCTb.

B Opaxke coctosum 22 (62,9%) nanuenta. Y 24 (68,6%) naliueHTOB €CTh JI€TH, CPEIU ITHX
O0JIBHBIX Y 5 MaTepel IeTH yMEpJIH B MEpU0/i€ HOBOPOKICHHOCTH.

Jliig nanueHToB co B3pocioit M/I1 0110 XapakTepHO HAJIMYKE TaKUX NEPBBIX CHMIITOMOB,
KaK MHOTOHHS KUCTe (62,9%), cmabocTh MBITIII IIeH U HIDKHUX KoHeuHocTel (34,3%), cmabocTh
BepXHUX KoHeuHocTel, karapakTta u [1JIC (25,7%). IlepBoe kinHUYecKoe MPOSIBJICHUE B BUJE
M30JIMpOBAaHHON KaTapakThl oTMmeuanoch y 4 (11,4%) mauuentoB, a y 5 (14,3%) nanueHTOB
KaTapakTa BO3HUKaja B COYETaHUU C APYruM cUMOTOMOB. Y 7 (20%) maiueHToB aHApPOTeHHas
anornenus ObUIa OJTHUM U3 NepBbIX cumnTomMoB M/11.

B rpynne nanuenToB co B3pocioii popMoii Hanbosee 4acTo 00HaPYKUBAJIUCH MBILIICUYHbIE
CUMIOTOMBI B BHJE CIA0OCTH MUMHYECKOH MYCKYNATypbl, MBILII] II€H, BEPXHUX U HUKHHUX
KOHEYHOCTEH, THUIOpedIeKCUU, MBIIIEYHOW TumnotoHuu, a Takke I[IJIC um yromimsemocTs,
HapylieHHe pHUTMa W TPOBOAUMOCTH cepama. IlamueHtsr co B3pocmoit  ¢opmoit M/I1
CTATUCTUYCCKH Yallle KaJOBAIUCh Ha JpIxaTenbHbie HapymeHus (p = 0,012) u uMenu kaTapaxkTy
(p =0,022) mo cpaBHEHHUIO C MAMEHTaAMH C APYyruMu (popmamu 3a00IE€BaHHMS.

Jlump y 6 (17,1%) nanueHToB 3a00jeBaHUE MPOTEKaIO CTaOWIBHO, 4 M3 KOTOPBIX
ManueHTsl ¢ nmo3auen hopmoit MJI1. B TeueHnue nccneqoBanus yMep OJMH MAIMCHT B BO3pacTe
70 nert, npUuYMHA CMEPTH HE YCTAaHOBJICHA.

[Ipu nposenenun obmexnHuyeckoro ocmorpa y 11 (31,4%) nanueHToB ObLIIN BBISBICHBI
MUKpoaHoManuu pa3BuTus. [loBeimennas Macca tena 6oputa 'y 11 (31,4%) nanuentos, y 6 (17,1%)
— oxxupenue. HempaBunbHblii npukyc Obu1 y 16 (45,7%) nauuentoB. PanHss anHaporeHHas
anonenus Obia y 15 (42,9%) naumentos. Cpenn KOKHBIX MposiBieHu# y 7 (20%) maunueHToB ObLI
BBISIBIICH JUCTANbHBIN runeprunpos, y 4 (11,4%) — MHOXKECTBEHHbIE POAMHKH M €IUHUYHbBIC
TUIEPIUTMEHTHBIE TISATHA, Y 3 (8,6%) — HeBYCHI U (OJUIMKYIAPHBINA THIepkepaTos, y 1 (2,9%) —
HEUPOJEPMATHT.

/laHHbIE HEBPOJIOTMYECKOI0 OCMOTPA Y NALMEHTOB ¢ pa3HbiMu popmamu M/I1

CnabocTp MHUMHMYECKOM MYCKYJIaTypbl OTMEUYEHa y BCEX IAllUEHTOB C BPOXKAEHHOU
dopmoit M1, y 87% — ¢ aerckoii u y 82,9% — co B3pocioid. ['unoTpoduss BUCOYHBIX MBIIIII
BbIsIBIIEHA ¥y 92,9%, 78,3% wu 85,7% mnauueHToB, COOTBETCTBEHHO. bynbOapHble HapylIeHHs
HaunboJiee BeIpaXKeHbI MPU BPOKAEHHOHN popme: auzapTpus Habmonanacek y 100%, nuchonus —y
71,4%, nucdarus —y 35,7% OonpHBIX. Y MalMEHTOB ¢ AETCKOM (opMoil yacToTa AU3APTPUH U
muconun coctapisiia 65,2% u 34,8%, co B3pocnoit — 60% u 42,9% cOOTBETCTBEHHO.

KoHTpakTypbl uaiie OTMEYaluChb B TOJICHOCTONHBIX cycTaBax (85,7% — BpoKaeHHas
dopma, 65,2% — nerckas, 68,6% — B3pocnas). ledopmarus crom BeisiBIeHa y 85,7% manueHTOB
¢ BpoxaeHHo MJ[1. Mpimeunslii ToHYC ObIT CHMXEH Y 92,9% ManueHToB ¢ BPOXKICHHOM
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¢dopmoii, y 60,9% — ¢ merckoit u'y 65,7% — c B3pocnoil. CyxoXuibHBbIE peQIIEKChl Yarie
OTCYTCTBOBAJIM WJIA OBLIIM CHUKEHBI, 0COOCHHO B HIDKHUX KOHEYHOCTSIX. J{MCTaNbHASI MBIIIICYHAs
cimabocth Habmoganacek y 85,7% mnamuentoB ¢ Bpoxaennoin M/I1, y 73,9% c¢ mperckoit M/[1 u y
77,1% co B3pocioi popmoii. [IpokcumanbHasi ¢1abOCTh Yalle BCTpEeYaiach NMPU BPOXKICHHOM
dopme (57,1% — B BepxHUX KOHEUHOCTSIX, 42,9% — B HIDKHUX). A 'y 3 (13%) maiueHToB ¢ 1eTCKOM
u 3 (8,6%) co B3pociorn MJIl mo pesynbraram HEBPOJOTHUYECKOTO OCMOTpa OOHapyKeH
MIPEUMYIIIECTBEHHO TPOKCUMATBHBIN MATTEPH CJIA00CTH.

Cpenu muotoHn4ecknx (peHoMeHOB HamOojee yacTo y mamueHtoB ¢ MJI1 BwIABISIACH
MHUOTOHUS KUCTEU U s3bIKa. MUOTOHUS KHCTel oOHapyxkeHa y 50% MammMeHTOB ¢ BPOXKICHHOM
M1, vy 78,3% c merckoii u 'y 62,9% co B3pocinoil ¢popMoii. MHOTOHUS sI3bIKa y MAIUEHTOB C
BPOXICHHOW W JeTCKoW (popMamMu 3a00iieBaHUSI BCTPEUAIHCh B aHAJIOTHYHOM IIPOIEHTE, a Y
MaIUEHTOB CO B3pOCiIoi — B 54,3%. CUMIITOM MBIIIIEYHOTO BAJIMKA YaIlle BCTPEYAICS TIPH JETCKOM
(47,8%) u B3pocnoit (45,7%) dopmax. ['Mnorpoduu AUCTANbHBIX MBIIII Yallle BBISBISIIUCH Y
MAIUEHTOB CO B3pocioit popmoit (71,4%), cpenn marmeHToB ¢ BpOXKJACHHON U IETCKOU (popmoit —
B 42,9% 52,2%, coOTBETCTBEHHO. [ MIOTPOGUN MPOKCUMAJIBHBIX M IUJI€Ye-JIONATOYHBIX MBIIII]
ObLUT0 O0JIee TUITMYHO JJIs MAUMEeHTOB ¢ aeTrckoi popmoit M/I1 (17,4%).

Hesposornyeckass cumnromatuka npu M/l BapeupyeT B 3aBHCHUMOCTH OT (OPMBI
3a0onieBanus. Hanboiiee Tskenble MPOSBIEHUS XapaKTEPHBI ISl BPOKIEHHONW (OPMBI, BKITHOYAsI
reHepaJIM30BaHHYI0 MBIIIEUHYI0 CJIa00CTh, OynabOapHble HapylleHUsT U KOHTpakTypsl. [lpu
JNETCKOM ® B3pociiol (opmax mpeodsafaloT AUCTAIbHBIE THHNOTPOGUH, MHOTOHHUYECKHE
(heHOMEHBI M YMEPEHHbIE IBUTaTeNIbHBIE PACCTPOICTBA.

[Tpu o1ieHKe MBIIIEYHBIX CHMITTOMOB ¢ TTOMOIIIO0 miKaiael MIRS (PucyHok 3) Hanbobmas
BBIPAKEHHOCTh MBIIIIEYHON c1a00CTH HAOMIOAaeTCs y AIMEHTOB ¢ BpoxkaeHHorn M /I 1.

PacnpedeneHue moiweyHol canabocmu o

wkKasne MIRS
60.00%
40.00%
20.00% I I I
0.00% I . . .
16ann 2 6anna 3 6anna 4 6anna 5 6annos

B BpoxaeHHaa M1 MW [detckaa M1 B3pocnaa M1

Pucynok 3 — Pacnpenenenue mpimeuynoit cinadoctu no mkaie MIRS y mamnuentoB ¢ pasHbeiMu
dbopmamu MJI1 (p = 0,079)

IIpu mpoBeneHun aHanu3a ObUIa BBISBIEHA B3aUMOCBS3b MEXAY CTENEHBIO TSKECTU
MBIIIEYHBIX HApyHIIeHHWH M BO3pacTOM NAlMEHTOB, JUIMTENBHOCTHIO 3a00JE€BaHUs, YTO
noATBepKaaeT nporpanueHtHoe teuenne MJI1 (p = 0,010, p = 0,006).

ComaTrnyeckue CHMNITOMBI y nanueHToB ¢ M/I1

YactoTa cepAeuyHO-COCYAMCTON MATOJNOTUU Yy TMAlMEHTOB ¢ pasHeiMu (popmamu M/I1
MpeJICTaBJICHa B Ta0IHUIIe 2.

Tabnuua 2 — YactoTa HapylIEHUH CepIeYHOT0 pUTMa U MIPOBOIUMOCTH Y MAllUEHTOB C PA3HBIMU
dopmamu M1
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dopma Bpo:xnennas Jerckas Bspocaasn
Cumnrom (n=14) (n=23) (n=35) P

AB-0nokana I crerenu, % 28,6 21,7 22,9 0,935

AB-6nokana II crennenn Moowutir I, % 0 8,7 8,6 0,697

AB-0nokaga Il crenenu, % 0 0 2,9 0,602

Henonnas 610kana npaBoil HOXKH 35,7 26.1 114 0,105
nyuka ['uca, %

[Tonuas Gyokaa MPaBoOil HOXKKH 14.3 0 114 0,262
nyuka ['uca, %

bnokana 3agHel BETBU JICBO HOXKKH 71 0 5.7 0,582
nyuka ['uca, %

bnokana nepenueit BeanoneBon 14,3 0 114 0,262

HOXKH mydka ['uca, %

Y uimnenue nuntepsana QT, % 0 4.3 2,9 0,854

MepriatenbHas aput™Mus, %o 0 4,3 2,9 0,721

CunycoBas aputmusi, % 35,7 39,1 20 0,214

Haubonee yacto cpeau HapyieHUi MpOBOIUMOCTH M pUTMa cepia y marueHToB ¢ MJI1
BeIsSBIUTach AB-Onokana I crenenn, HemoHas 6J10Kaja MpaBo HOKKY Ty4yka [ 'mca u cunycoBast
aputMud. [Ipu 3TOM cTaTHCTHYECKM 3HAYMMOM pasHUIIBI MEeXIy pasHbiMH (opmamu MJI1 He
BBISIBJICHO.

KonuuecTBeHHass XapaKTepUCTHKAa BEHTHJIALMOHHOW (QYHKUMU M €€ MaTOJIOrMYecKUX
W3MEHEHHH y TAaIlMeHTOB ¢ pa3nuuHbMU popmamu M1 npencraBieHa B Tabmuie 3.

Tabmuia 3 — YacToTa npixaTenbHbIX HAPYIICHUH Y TAIMEHTOB ¢ pa3HbIMH opmamu M/ 1

Popma Bpoxknennas Herckas B3pocaan
CHMITOM (n = 14) (n = 23) (n = 35) P
KEJI<70, % 28,6 21,7 22,9 0,691
Hwuzknii kanureBoii Tordok, % 50 30,4 51,4 0,382
OmnpocHuk Respicheck (5 u 6onee 6amio), % 14,3 34,8 20 0,341
PermmuBupyromye 3a00meBaHusI 357 217 20 0537
OpOHXOJIETOYHON CUCTEMEI, %o ' ' '

ITosicuenus k tadmuie: JKEJI — )xu3HeHHAas eMKOCTh JETKUX.
HecMoTpst Ha TO, 4TO MalMEHTHI CO B3pOCIION (POPMOIA HaIlle )KajaoBaIMCh Ha TPOOJIEMBI ¢
JBIXaHUEM, CTATHCTHYECKHUM 3HAYMMOW Pa3HMIIBI 110 YACTOTE JbIXaTEIbHBIX HAPYIICHUH CPeIn

IMaUCHTOB C pa3HbBIMU (bOpMaMI/I HEC BBISIBJIICHO.

Kinnnnko-o(raapMoornyeckie XapakTepUCTUKH HAIllMCHTOB ¢ pa3HbIMH (opmamu MJI1
CUCTEMAaTHU3UPOBAHbI B TaOwHIIe 4.

Tabnua 4 — Yactora 0(TanbMOJIOrHY€CKUX HAPYIICHHUH Y MallMeHTOB ¢ pa3HbIMU hopmamu M1

opMa Bpo:xnennas Herckas B3pocian

Cumnrom (n=14) (n=23) (n=235) P
Karapaxkra, % 0 13 42,9 0,002
Bropuunas xatapaxra, % 7,1 4,3 20 0,229
[Ipenkarapaxra, % 21,4 4.3 8,6 0,281
dakockiepos, % 7,1 8,7 2,9 0,517
Muonus, % 21,4 30,4 22,9 0,765
I'unepmerponus, % 64,3 8,7 20 0,000
ActurmatusMm, % 28,6 17,4 20 0,744
AmOnmuonus, % 7,1 4,3 0 0,246
[Ipecouonus, % 0 4,3 57 0,647
Juctpodus porosutisr, % 0 4,3 2,9 0,854
Makynonuctpodus, % 71 4,3 57 0,519
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opMma Bpo:xnennas Jerckas Bspocaasn
Cumnrom (n=14) (n=23) (n=35) P
XOpHOpETUHAIIBHAS 71 0 114 0327
quctpodus, % ' ' '
ITatonorust 3puTenbHOrO 71 0 0 0194
Hepsa, % ' ’

['maykoma, % 0 0 2,9 0,602

Y  namuentoB ¢ BpoxzaeHHo MJ[l Haumbosiee YacTO  BBISBISUIMCH — TaKue
oranemosiornueckue Hapyuienus, kak runepmerpornus (p=0,000), B To BpeMs Kak y NalueHTOB
CO B3poCiiol (opMoii Ha TIepBBIH IJIaH BeIXoAMIa Karapakra (p=0,002).

Pacnipenienienne racTpOMHTECTHMHANBHBIX CHUMITOMOB cpeaud pasHeix ¢opm M1
MIPUBEACHO B TaOIMIIE O.

Tabnuna 5 — Yacrora Hapymenuii co croponsl XKKT y nanuenToB ¢ pazueiMu popmamu MJ11

dopma Bpoxaennas, Herckast, N = | B3pocaas, n= =
CumMnrom n=14 23 35
Koncrumamus, % 35,7 21,7 28,6 0,689
[lepronnueckas TorHoTa, % 14,3 13 14,3 0,169
W3sxora, % 7,1 13 40 0,022
Iuapest, % 35,7 21,7 22,9 0,675
AbmomuHaneHEIE 00NN, % 21,4 39,1 20 0,213
Mereopusm, % 35,7 8,7 25,7 0,137
Dukompes, % 21,4 4,3 0 0,016
Henocratounocts nutanus, % 7,1 0 5,7

[TanmenTsl co B3pocnoi Gopmoit MJI1 cratucTryuecku yare )KaJoBaJIuCh Ha UKOTY (P =
0,022), a y marueHTOB ¢ BpokaecHHOM M1 garrie, 4eM y qpyrux MalreHTOB BhISBIISIICS SHKOIIPE3
(p =0,016).

ONUIEMHUOJIOTHIECKUE XapPaKTEPUCTUKU YPOTCHUTAIBHOW MTUCPYHKIMHM Yy TAlUEHTOB C
pazabsiMu popmamu M/I1 npencraBiensl B Tadbauie 6.

Tabnuia 6 — YacToTa yporeHuTaIbHBIX HAPYIICHUH Y AIMEHTOB ¢ pa3HbiMu opmamu MJI1

dopma Bpoxnennasi, N = | derckasi, N = | B3pocaas, n=
CumnToM 14 23 35 P
Onypes, % 21,4 17,4 14,3 0,768
¥ AIGHHOG 0 8,7 29 0,198

Mouencnyckanue, %
7Kano06s!1 Ha SpEeKTHITFHYIO

0 14,3 13 5,7 0,121
JuchyHKuum, %
Hapymienue MeHcOpranLHoro 50 0 53 0,035
nukna, %
Muoma matku, % 16,7 0 53 0,044

VY mamueHTok co B3pocioi dopmoit MJ[1 cratucTHUecku 3HAYMMO Yallle BBISBISIACH
muoma matki (p = 0,044).

JlabopaTopHasi AMATHOCTHKA y NAIMEHTOB ¢ pasHbIMu (opmamvu M /{1

JIabopaTopHbIe JaHHbIC BBISIBUIIN MOBBIIICHHE aKTUBHOCTH KpeaTrHpochokmHazsl (KDK)
y 35,7% mnanuentoB ¢ Bpoxxaenno MJI1, y 60,9% — c merckoit u y 37,1% — c B3pocnoi
¢dopmoii. Makcumanbsnblie 3HaueHust KOK cocraBunu: 481 Ex/n npu BpoxaenHoit popme (2.5
BbIIIIe HOPMBI), 620 En/n npu nerckoit (3.2><1%BIIHC HopMbi), 1010 Ex/n ipu B3pocioii (5.2% Bbitie



HOpMBI). CTaTUCTUYECKM 3HAYMMBIX Pa3IMYUil MEXIy TpylNnamMu HE OOHApYKEHO, OJHAKO
BBISIBJIEHA KOppersiiys Mexy akTUBHOCTbI0 KDK 1 TsykecTh0 MBIIIEUHOM Cl1a00CTH MO LIKaje
MIRS (p = 0,006). [omosHuTenabHbIC JaOOpaTOPHBIC MapaMETPbl W HMX OTKJIOHEHHS OT
pedepeHCHBIX 3HAYCHUI CHCTEMAaTU3UPOBAHBI B TAOIHIIC 7.

Tabmuua 7 — Yactora n3MeHEeHNH OMOXMMHUYECKHX MOKa3aTenel y manueHToB ¢ M1 1

®opma Bpoxaennas, Herckast, B3pocaas,
OTKJIOHCHVA n=14 n=23 n=35 P
Iloseimenne KOK, % 35,7 65,2 51,4 0,162
Iosermenne JIJI, % 57,1 30,4 48,6 0,447
[oBrIieHre TpaHcaMuHa3, % 28,6 21,7 48,6 0,142
[ToBrIieHKe XonecrTepuna, % 7,1 4,3 42,9 0,028
[oBbINIeHHE TPUTITHIIEPUIOB, %o 0 13 37,1 0,009
IToBbINIeHNE TITMKUPOBAHHOTO 0 43 143 0,315
remoriioouna, %
Ilosemenne TTT, % 71 8,7 0 0,120
Cumxkenvie T4, % 35,7 26,1 8,6 0,031
IToBb11IEHHE napan(I)peoleoro 14,3 13 114 0.380
ropmona, %

[TanmenTs! co B3pocioit (hopmoit 3a00sieBaHNs CTaTUCTUYECKH Yalle AEMOHCTPUPOBAIIU
HU3MCHCHUSA B JIMIIUAOTpaMME, a UMCHHO IMOBBIIICHUE YPOBHA XOJICCTCPHUHA W TPUTIHMLCPUIOB
(p=0,028 u p=0,009). A cpemu manueHTOB ¢ BpoxaeHHOW MJI1 ware HaOIIOAAIOCH CHIDKEHHE
yposus ropmona T4 (p=0,031).

KorauTuBHbIE H IMOIMOHAJIbHbIE HAPYIIEHNSI Y B3POCJAbIX nauueHToB ¢ MJI1

OneHka KOTHUTUBHBIX QyHKIMIA poBeneHa 60 nmanuenTtam, u3 Hux 24 (40%) >xeHIIUHBI U
36 (60%) MyXuuH, cpeAHU Bo3pacT manueHToB — 37+12,4 ner. B rpynny koHTposis Bouuio 22
3JI0POBBIX YeJIOBEKa: 14 )KEHIIMH ¥ 8 MY>KUHH, CPEIHUMA BO3pacT KoTopsix coctapmi 30,9+10,3.

Cpenu obcnenyembix y 8 (13,3%) Obuia Bpoxkaennas M/I1, y 19 (31,7%) — nerckas, y 33
(55%) — B3pocmas. Y manpeHToB ¢ pasHbiMu GopmamMu MJI1 Obuta ompeaeiieHa CTaTHCTHYECKU
3HaYMMas pa3HuUIla BO3pacTa MpH BKIOUYeHUH B ucciaeaoanue (p = 0,000).

HccnenoBanue nokaszano, 4To NaueHTs! co B3pociioit M/[1 Obu1H cTaTHCTUYECKH 3HAYHMO
cTaplie, 4eM MalueHThl ¢ JEeTCKOW U BpoxkaeHHOW Gopmamu. OHAKO Ha MOMEHT MPOBEACHUS
UCCIIETOBAHUS BO3PACTHBIC pa3NIuyMs MEX]y TpylnmnaMu He HaOmroaanuck. ['pymnmna BpoxaeHHON
M/I1 umena HauboOIBIIYIO TPOAOKUTEIBLHOCTH OOJIE3HH 110 CPABHEHUIO C APYTrUMU HOopMaMHu.

IMpodeccronanbHas akTUBHOCTh 3adukcupoBana y 23 (38,3%) o6ciaen0BaHHbBIX.
HaubGonpmyto rpynmy cpeau  paboTalomux —MalUeHTOB  (OPMHUPYIOT  MPEACTABUTEH
WHTEJUIEKTYalbHBIX Mpodeccuii, TpeOyromux BbIcIIero oOpa3oBaHus (y4uTens, BpayH,
UHXEHepHI, I0pUcTh) —39,1%. 3HaUUTENbHYIO A0JI0 TAKXKE COCTABISIIOT PaOOTHUKHU cephl yCIyr
(17,4% — pemontHbie cnenuanbHOCTH; 13,1% — OuOIMOTEYHbIE pAOOTHUKH) U MPEACTABUTEIN
apyrux npogeccuii (30,4% — BoauTENH, OXPaHHUKH, JTAOOPAHTHI).

AHanu3 ceMeiHOTO MOoJ0oKeHHs MmanrueHToB ¢ M/[1 BBISIBUI CyIIECTBEHHBIE pa3lUYUs B
3aBUCHUMOCTH OT BpeMeHH ne0roTa 3aboneBanus. Cpenu oOcienoBaHHOW BHIOOPKU OpadHbIE
OTHOIIEHUS 3aperucTpupoBansl y 31,7% maiueHToB, Mpu 3TOM Bce cOCTOsIIME B Opake nuia
MIPUHAIIISKAIH K TpyIIe co B3pocioi popmoit M/I1. B mpoTHBONOIOKHOCTE 3TOMY, B TOATPYIIIE
MAIMEeHTOB ¢ BpoxkJaeHHOU (Gopmoit M/[1 He 3admKkcHUpOBaHO HU OJHOTO ClTydash BCTYIUICHUS B
Opak, 4YTO CBHJIETEIILCTBYET O CTATUCTHYECKU 3HAUMMOM accOlMaIlMi MEXKIy PaHHUM HadyalloM
3a00JIeBaHUS U OTPAHUYEHUSIMU B COLIMATBHOMN a/lanTaIuu.

Pe3ynbTaThl OIIEHKHM KOTHUTUBHOTO CTaTyca MOKa3ald, YTO MalMeHThl BO BCEX TPyIax
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umenu OoJiee HU3KUE OAUTbI IO CPAaBHEHUIO C KOHTPOJIBHOM TPYNIOHN, a TaKKe OBUIH BBISBICHBI
paznuuus mexay popmamu M/I1 (Tabmuma 8).

Tabnuma 8 — Pe3ynbpTaThl OllEHKH O0IEro KOTHUTHBHOTO cTtaryca mo mkamam MoCa, MMSE,
ACE-IIl y mantuenToB ¢ pazasiMu popmamu M/11

Bpoxnennas M/[1 Herckas Bspocnas M/[1
[Txaer Me [Q1-Q3] MJI1 Me [Q1-Q3] Me [Q1-Q3] p p, post-hoc
() 2 @)
MoCa 17 [15; 20] 26 [25; 28] 27 [24; 27] <0,001* | p1213<0,001
MMSE 22 [17; 26] 28 [27; 30] 28 [27; 29] 0,009% | Puz - 0,008
p:3 = 0,003
ACE-III
(oOmmit 75 [52; 82] 92 [87; 95] 93 [86; 96] <0,001* | p1213<0,001
0aJn)
[Nosicuenus k Tabmure: MoCa — MoHpeanbckas Kaia OIeHKH KOTHUTUBHBIX (yHkunid, MMSE
— Kparkas mkana onenkn ncuxmdeckoro cratyca), ACE-Ill — AnnenOpykckas mkana oneHKd

KOTHUTHUBHBIX pyHKIMi I11.

Haunbosiee BbIpa)keHHBIE KOTHUTHBHBIC HapyIICHUS HAONIONAIOTCS y TAIMEHTOB C
BpokJeHHOU hopmoit M/[1 no cpaBHEeHHUIO ¢ APyruMu (GopMaMu U KOHTPOJILHOM IPYMIIOH.

[To pe3ynpTaTaM OIIEHKH KOTHUTHBHOTO CTaTyca HapylIeHHs oOHapyxeHbl Y 26 (43,3%)
narreHToB. CorilacHO pe3yinbTaTaM TeCTUPOBaHHS 1O MOHpeaJhbCKOW MIKalle KOTHUTHBHBIE
HapylieHus ObUIn BbIsABIEHBI Y 7 (87,5%) maiueHToB ¢ BpoxaeHHO, y 6 (31,6%) ¢ neTckoit u 'y
13 (39,4%) co B3pocnoii popmoit M/I1, mo kpaTkoii 1Ikane OleHKH MCUXUYECKOTO cTaryca —y 6
(75%) nmareHToB ¢ BpoxKIeHHOMH, ¥ 5 (26,3%) ¢ nerckoii u 13 (39,4%) co B3pocnoii hopmoit M 1.
Takum 06pa3zom, pe3ynbTaThl OLIEHKH KOTHUTUBHOTO CTaTyca MO 3TUM IIKajaM Yy MalleHTOB C
pasusiMu popmamu MJ[1 ObuH ipakTHYeCKH cormoctaBuMbl (PucyHoK 4).

MoCA MMSE ACE-III
1(12,5%

)
BpoxpaeHHas dopma (n = 8) | @ ﬁ
7 (87,5%)

2(10,5%

14 (73,7%) Q

4(12,1%)

6

[Metckan popma (n=19) (31,6%)

13 (68,4%)

L]

Hopma

]

KorHutusHble
HapylweHua

13 13

Bapocnaa dopma (n = 33) (39.4%) (39,4%)

29 (87.9%)

PI/ICYHOK 4 — CormocTraBjicHUE YaCTOThI BBISBICHUS KOTHUTHBHBIX Hapy’IJ_IeHI/Iﬁ IIpU OLICHKC
KOTHUTHUBHOT'O €CTAaTyCa C IIOMOIIBIO PA3HBIX HIKaJI.

C nomormbio AIAEeHOPYKCKOM IIKANbI IEMEHITUs quarHoctTupoBaHa y 6 (75%) manueHTos
¢ BpoxkaeHHou hopmoit, y 2 (10,5%) ¢ nerckoit hopmoii, y 4 (12,1%) co B3pocmnoii popmoii. Takum
oOpa3zom, AieHOpyKcKas IIKaja OKa3ajlach MEHee UyBCTBHTEIbHOH IIKAJIOW y MAIMEHTOB C
neTcKoil u B3pocnoi popmamu MJ11 o cpaBHeHUIo ¢ MOHpeanbCKOM MKaI0N U KpaTKO MIKanon

OLCHKHU IICUXUYCCKOTO CTaTycCa. Pazauunble JOMEHBI KOTHHTHBHBIX (I)YHKI_II/Iﬁ OIICHCHBI C
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IIOMOIIBIO NOJIpa3AesoB AIECHOPYKCKOM MIKaJIbl U APYTUX TECTOB.

HauOospe KOTHUTHBHBIE HAPYIIEHUS XapaKTepHBI s BpOxAEHHOU (opmbr M1,
3arparuBas pabouyro MaMsTh, BHUMaHHUE U UCIIOJHUTEIbHbIC (DYHKITUH.

VYcTaHOBlIEHA ~ CTaTUCTUYECKM  3HAuuMMas  OTpHUIATENbHAs  KOPPEIALMS  MEXAy
mmuTenbHOCThI0 M1 1 M KOTHUTHBHBIME (DYHKITUSIMU, OLIEHEHHBIMH 110 AIeHOpyKCKoi mkaie (R
=-0,472, p < 0,001), kpaTkoii mKajgoi oreHku ncuxuyeckoro craryca (R =-0,422, p < 0,001),
Momnpeanbckoit mkaie (R =-0,512, p <0,001), recty 10 cnoB (R = -0,409, p = 0,001) u 6arapee
nooueix tectoB (R = -0,335, p = 0,009). Bo3pacT mamueHTOB KOPPEITUPOBAT TOJIBKO C
nokasarensmu Tecta 10 cioB (R =-0,263, p = 0,017) u 106HbIX dyHKIMii (R = -0,295, p = 0,007).

[IpoBenenHoe ucciaeaOBaHUE SMOIMOHAIBHOTO cTaryca mnanueHToB ¢ MJI1 BbIsSBUIIO
omnpeeneHHblii npoguib apPEeKTUBHBIX HAPYIIEHUN, XapaKTepU3YIOLIUNCS BbIPAXKEHHBIM
npeobnananuem anatuu (81,7%) wam penpeccuBHBIMU (26,7%) u TpeBoxHBIMEH (13,3%)
paccTporCTBAMU.

Bce uccnenyemsle dopmber MJI1 aeMOHCTpHUpOBaiu CTaTHUCTUYECKH 3HAYMMO OoJjiee
BBICOKHME II0Ka3aTead amaTHM MO CPaBHEHUIO C KOHTPOJIBHOM TpyNIoOW, OJHAKO 3HAYMMBIX
paznuuuii Mexay popmamu 3a00JieBaHNs HE BbIABIEHO. YacToTa BBISBICHHUS allaTUM COCTaBJIsUIa
50% mpu B3pocioi hopme MpoTuB 75% Mpu BPOXKIACHHON U JeTcKoi opmax (PucyHok 5).

p=0,042

” 37 [30; 44]
60
2 55 38[34;4
S [34;47] 36 [34; 43]
© 50 T T
S
& s 29 [24; 33]
S 40 . ’
§ X
% 35
o
© 30
g
20 l
15 p = 0,006
p=0,010 |

BpoxpenHas [letckan ¢opma  Bspocnas popma  KoHTponb

dopma (n=8) (n=19) (n=33) (n=22)
PI/IC}’HOK 5 — Conocrasnenue Pa3IMYHBIX (I)OpM 3a00JIEBAHUSA C KOHTpOJ'ICﬁ 110 IIKaJI€ OILICHKU
arlaTuM 1o pe3yjabTaTaM HEIApaMETPUUICCKOTO METOJA.

BrlsiBiieHa B3aMMOCBSI3b MEXJy KOTHUTHBHBIMH W SMOIMOHAJIBHBIMHU HAPYIICHUSMHU.
Oo6napyxeHa oOpaTHasi KOPpENSIHs MEXAy KOJUYeCTBOM OajsioB MO IIKalle amaTud U BCEMU
OCHOBHBIM KOTHUTHBHBIM IlKaiaMm: AnneHopykckoii mkaie (R = -0,433, p = 0,000), MMSE (R =
-,380, p =0,000), Monpeanbckoit mkaine (R = 0-,420, p = 0,000), a Taxxe 1o TecTy 3allOMUHAHUS
10 cios (R =-0,441, p = 0,000). Ienpeccupnas cumnromatrka (mo HADS u mikane ['aMmunbToHa)
TaKXKe OTPHULATENFHO KOppeJlHpoBaia ¢ BbINOJIHEHHEM Oarapen J00HbIX TecToB (R=-0.353,
p=0.001 u R=-0.336, p=0.002 cooTBeTCTBEHHO) U OlIeHKOU 1T0 MoHpeanbckoii mkane (R=-0.227,
p=0.044). BbisBICHHBIE HEHPONCUXOJOTHYECKHE B3aUMOCBSI3H HE 3aBHUCEIM OT CTCIEHH
MBIIIIEYHOH CITa00CTH.

Hapymennsi pa3sBUTHSI M SMOLMOHAIbHbIC HAPYIICHHS Y MALMEHTOB 1ETCKOI0
Bo3pacra ¢ M/I1

Bcero B uccnenoBanuu yqactsoBanu 13 aerel, 6 U3 KOTOPBIX C BPOXKAECHHOMN U 7 NETCKOMN
¢dopmoii. B mccienoBanue BOLUIM 5 MaJbYMKOB U 8 JI€BOYEK, CPEJHHMI BO3pacT KOTOPHIX Ha
MOMeHT uccnenoBanus 0ot 11,1+4,8 ner. Cpennuii Bozpact nedrota M/I1 manueHToB ¢ IeTCKOM
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dopmoit cocraBun 8,3+3,4 ner. CpeaHsisi [UIMTEIHHOCTh 3a00JIEBaHUS JETEH C BPOXKICHHOM
dbopmoii Obuta 8,2+4,4 ner, a manueHToB ¢ nerckoin M1 — 5,7+3,8 ner.

VY 5 (83,3%) u3 6 maumenToB ¢ BpoxaeHHOU (opmoit M/I1 oTmeuanocs HapymieHHe
pasBuTHs B micuxo-pedeBort cdepe. Y 2 (33,3%) manmeHtoB ¢ BpoxkaeHHOUH (opmoit M1 Ha
OCHOBAHMHU KIMHUYECKOTO OCMOTpa ObLIa BbISIBIICHA YMCTBEHHAs1 oTcTanocThb. 2 (33,3%) nereii ¢
BpoxkaAcHHOW MJIl neMOHCTpHpOBanM HApPYyLIIEHHE Pa3BUTHSA SKCIPECCHUBHOM M PEUENTUBHOMN
peun | s3pIKa. DTHM 4 JeTIM HE yAajoCh IPOBECTH OICHKY MO0 KOTHUTHBHBIM IIKaJlaM W3-3a
KOMMYHUKATHBHBIX HapymeHuid. Ha ocHoBanmm nmarnoctudyeckux kputepues DSM-V PAC
06110 BEIsIBIICHO ¥ 1 (16,7%) manuenTa.

CJIBI" (HeBHUMATENBHBIN THI) HA OCHOBaHUHU KpuTeprueB DSM-V Obu1 tuarHoctupoBat y
4 mauueHToB ¢ eTckoi Gopmoit u y 1 manuenta ¢ BpoxxaenHoi MJI1.

HecmoTps Ha uyacToe omMcaHMe WHTEIIEKTYaJbHBIX HapyLIEHUH Cpeau MalMeHTOB C
nerckoi  Qopmoit  MJI1, Bce mamueHTs! W3 JAHHOW TPYNNBl  JIEMOHCTPUPOBAIHU
YAOBJIETBOPUTEIBHBIC TIOKA3aTEIU B COIIMAILHON, OBITOBOM M YUeOHOM cepax.

3HaUMMBIX SMOILMOHAJBHBIX HApPYIIEHWH, B YAaCTHOCTH JENPECCHH U TPEBOKHOTO
paccTpoiicTBa, 1o pe3yjabTaTaM TECTUPOBAHMsI HE ObUIO BBISBICHO HU B OJJHOM I'pyIIIIE.

Pe3syabTarsl MPT rosioBHOro mo3ra B3pocibix namueHTon ¢ M1

MPT rosnoBHOro mo3ra npoBezieHo 54 nanuentam. JlaHHble HEHPOBU3YyaTU3alluK TOKA3aIn
Hanmuure n3MeHnenne MP-curnana ot 6emoro BemiecTBa rojgoBHoro mo3ra y 41 (75,9%) manuenra.
Haubonee yacto ouyaru jokaan3oBaiuch B JOOHBIX oTaenax (44,4%), uyTh pexe — B TEMEHHBIX
(38,9%) u Bucounsix (33,3%). Xapakrepusiii st M/[1 nattepn nuddy3znoro BopneueHus 6e10ro
BEIIIECTBA BUCOYHBIX OT/EIOB 00HapyxeH y 5 (9,3%) manuentoB (PucyHok 6).

Pucynok 6. 4 — AkcuanbHblii cpe3 rosiopHoro mosra Ha T2 BU. XapaktepHblii maTTepH U3MEHEHUS
MP-curnana ot 6esnoro BeuiecTBa BUCOUHBIX aosed y manuenta ¢ MJI1. B - Carurranbhslii cpe3
rojiosHoro mosra Ha T2 BH.

VY 39 (72,2%) maumeHTOB OYard TakKe BBISBJSUIUCH B MEPUBEHTPUKYISIPHON 00IacTH.
['unepuHTEHCUBHOCTH OEOTr0 BEIIECTBA TOJIOBHOTO MO3ra OIIEHHMBANACh C MOMOIIBIO IIKAJIbI
®azekac (Fazekas). ¥ 21 (38,9%) nanuenrta BblsBieHbI u3MeHenus 1 craauu, y 15 (27,8%) — 2
ctanuu, a y 3 (5,6%) usmMeHeHust HOCTUTIN 3 cTtaauu. B3aummocBszu Mexay u3MmeHeHueM MP-
CUTHajla OT OeJNoro BemlecTBa TOJIOBHOTO MO3Ta W KOTHHUTUBHBIMH M OMOIMOHATBHBIMH
W3MEHEHUSIMU, BO3pacToM, POpMOii U AMUTENBHOCThI0 M/1 HE BBISBIEHO.

[Tpu3naku riao6anbHOM 1epeOpanbHOM aTpodun, BEISIBIEHHBIE ¢ TOMOIIBIO KAkl GCA,
ObuTH BBISIBIICHBI Y 29 (53,7%) manueHToB, BUCOYHBIX Aojeit mo mkane MTA —y 18 (33,3%),
TEMEHHBIX jJoJiei no mkane Koedam —y 7 (13%).

BripaxkeHHOCTh aTpoduu ceporo BemecTBa B cooTBeTCTBUU co mmkanoid GCA He Oblna
CBS3aHA C KOTHUTUBHBIMH HApyIICHUSMHU TmanueHToB. OnHako, Obuia BBIABIEHA OOpaTHas
Koppensaus Mexay 6amtom mo mkaine MTA u 6amnom, mosrydeHHbIM pe3yIbTaTaM TECTHPOBAHHUS
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WCIIOJIHUTENBHBIX (DYHKIIMH ¢ IOMOIIIBIO OaTapen JIOOHBIX TecToB (R =-0,296, p = 0,032). Mexny
cTenenpio arpoduu ceporo BemiectBa mo GCA W BO3pacTOM IMANMEHTOB BBISBICHA MpsMast
koppemsitus (R = 0,292, p = 0,034), nocTroBepHO# pa3HULIBI MEXTy pa3HbIMH (popMamMu HE OBLIO.

Mexay CTeneHbl0 aTpouu CEeporo BEIIECTBA TOJOBHOTO M SMOLMOHAJIHHBIMH
HapyIEeHUsIMA 0OOHApyKEHa B3aMMOCBS3b. Tak BhIABICHA MPsIMasi KOPPEIALHS MEX Ty OalIoM I10
mkane MTA u 6atom no mkane nenpeccuu ['amunsrona (R = 0,373, p = 0,006) u mikaiie anatuu
(R=0,334, p=0,016), a Taxxxe mexxy 6asmom no mkaine GCA u anatueit (R =0,427, p=0,001).

He oOHapyXeHO 3HAYMMBIX pa3IUYMi MEXTy CTENeHBbIO aTpo(uu Ceporo BeEIIecTBa
TOJIOBHOTO MO3Ta M JUIUTEIBHOCTHIO TeueHus, U popmoit MJI1.

Pesyabtarst MPT rososnoro mosra y nereii ¢ M1

Bceem 13 nmersm mpoBeneHa MPT rosioBHOro mMosra B CTaHAApPTHBIX pexuMax. Y BcexX 6
neteil ¢ BpoxkiaeHHOM ¢dopmoit MJ[1 ObliM BBISIBICHBI W3MEHEHHS B TOJOBHOM MO3Te IO
pe3ynbpTaTam HeWpoBusyanu3anuu. Odaru B 0eoM BeliecTBE ObUIN BBISIBIICHBI y 66,7%, B TOM
4yucIie, MePUBEHTPUKYIApHON Nokamu3anuu (50%), no6Ho¥ u Bucounoi (33,3%), TeMEeHHOU U
3ateiounoit (16,7%). Tunmuneiii st M1 nattepr B Buae aud@y3HOro BoBiieueHUs OEIOTO
BEIIIECTBA BUCOYHBIX OTJECJIOB HE 00OHAPY)KEH HU y OJTHOTO TaIfMeHTa ¢ BpoxaeHHo M/[1.

[Ipu3naku arpoduu ceporo BellecTBa roJIOBHOro mosra mpu ouneHke no mkaire GCA
BBISBJICHBI y 66,7% MayieHTOB ¢ BPOXKACHHOU (POpMOii.

st marmenToB ¢ npercko MJ[1 He ObUIO XapaKTepHO MOpPaKEHHUE CEeporo u Oemom
BEIIECTBA I'OJIOBHOTO MO3Ta.

[Ipu ouenke HapymeHuil pazButus y nereit ¢ M/I1 He G110 0OHAPYKEHO B3aUMOCBS3H C
arpodueii xkopel mo mkaire GCA (p=0,079). Taxke He OOHAPYKCHO B3aUMOCBS3H MEXKIY
HaJu4YMeM HapyIICHUH pa3BUTHUS U BBIPAXCHHOCTHIO H3MEHEeHHMss MP-curnama ot Oemoro
BelecTBa, orieHenHoi mo Fazekas (p=0,064).

IloBbllIeHHAs] AHEBHASI COHJIUBOCTD, YTOMJISIEMOCTh H PACCTPOiicTBA CHA Y
B3pocJabix ¢ M/I1

[IpoBenena orenka 48 B3pOCIbIX MallMEHTa, U3 KOTOPbIX 19 (39,6%) xenuun u 29 (60,4%)
MyxuuH. CpenHuil Bo3pacT maiueHToB coctaBwi 39,8+11,2 ner, a cpelHss IIUTEIbHOCTh
3aboneBanus — 16,4+10,4. Cpenu obcnenyembix Obu0 4 (8,3%) manuenTa ¢ BpokIeHHOU (popMOH,
13 (27,1%) maruenToB ¢ aerckoit hopmoit u 31 (65,6%) — co B3pocoit hopmoit M/I1.

Oxwupenue 1 crenenu umeno mecto y 7 (14,6%) mauuentoB, caxapueiii auadet (CI) 2
tuna guarHoctupoBad 4 (8,3%). V 29 (60,4%) nauueHTOB mpH OOIIEKIMHUYECKOM OCMOTpPE
BBISIBJICHO HapyIlIEHHWE MPUKYCa U aHOMaJIMH CTPOCHUS HU)KHEH YeItOCTH.

s ounenku pucka pa3Butusi COAC manueHTbl ObLTHM MPOTECTUPOBAHBI C MOMOIIBIO
onpocHuka STOP-BANG. IICI" noarBepamiia COAC y Bcex NalMeHTOB CO CPEIHUM U BBICOKHM
puckoM, y naruenToB ¢ Hu3kuM puckom COAC BoisiBiieH y 18 (37,5%) naruenTos (Pucynox 7).

STOP-BANG Moaucomuorpadus

6,2%,

13,2% 20,8%

64,6%

[ nmskii puck COAC [] Hopma
[J cpennuii puck COAC [ coac
. BhIcokmit prck COAC B coac + HEHTpaTbHOE alHod
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Pucynok 7 — Pacnipesenenne HOUHOTO amHO? corjacHo JaHHbIM ornpocHuka STOP-BANG u no
pesynbTatam [1CT

Cornacno nonyuernbiM ganabiM, COAC 6b11 Bepuduuposan y 79,2% o0cie0BaHHbBIX.
COAC nerkoil creneHu BbIPRXKEHHOCTH, NP KOTOPOM HMHJAEKC allHO3-THUIIONHO? HAXOJIUTCS B
npeaenax ot 5 g0 14, muarnoctupoBan 12 (31,6%) nmamuenTtaMm, cpeaHe MpU WHICKCE aHO?-
rUnonHo? ot 15 10 29 —y 15 (39,5%), TsKenoi npu MHAEKCE alHOA-TUIONHOA Ooiee 29 —y 11
(28,9%). Cpenun narmentoB ¢ COAC y 12 (31,6%) Taxxe oOHapyx)eHa HOuHas runokcemus. Y 10
(26,3%) manmentoB COAC couerancs ¢ REM-3aBucumbiM anHO? cHa, a y 15 (39,5%) — ¢
MO3UIIMOHHO-3aBUCUMBIM. JTMTeNbHOCTS 3a00JIeBaHUsl HE BIMsJIA HAa HAIWYAE U TSHKECTh
HOYHOTO aIHo?.

VY 2 (4,2%) naunentoB COAC ObUTO €AMHCTBEHHBIM MPOSIBJICHHEM 3a00seBaHUs, a y 6
(12,5%) — ObLTO MPH OTCYTCTBUH MBIIICYHOH CITa00CTH.

[ToBeienHas macca Tena (nuaeke maccol Tena (MMT) >25), oOnapyxennas y 16 (33,3%)
MalUEeHTOB, TPUBOIUIIA K YTSKEICHUI0 HOYHOTO anHo? (p<0,001). 60% narueHToB, CTpagaronnx
oxxupennem (MMT>30), nemoHcTpupoBanu Tsokenyto BelpaxkeHHOcTh COAC. ¥V manueHToB ¢
HOPMaJIbHOM Maccoi Tejia 0OHapy>KUBAJIOCh almHO) Jierkoi (28,9%) u cpenneit (39,5%) crenenu.
Hounast runmokcemust BbisiBieHa B 75% y TAllMEHTOB ¢ M30BITOYHON Maccol Teja, MPU STOM Y
nanueHToB ¢ HopMabHbIM UMT Bcero B 15%.

Hanuyme HOYHOTO amHO® HE BIMSUIO HAa KOTHUTHBHBIH M OMOIMOHAIBHBIA CTaTYC
MAIMEeHTOB.

BbynbOapHble HapylIeH!s, aHOMAJIUKN CTPOSHUS HIDKHEW YeTIOCTH M MPUKYCca 3HAYUMO He
BIIUSUTM Ha HAJIMYKME HOYHOTO armHo). [1py 3ToM BhIsIBIIEHA B3aUMOCBSI3b MEX 1Y CTETICHBIO TSHKECTH
COAC u BBIp@KEHHOCTBIO MBIIIEYHOHN Ccl1ab0CTH, KOTopasi Oblta oreHeHa o mkaine MIRS (p =
0,035), u c1aboCThI0 MBITII] IIeH, KOTOPast olleHnBajiack 1o mkaie MRS (p = 0,0006).

Hapymenuss crpykTtypsl cHa y mnaunueHToB ¢ MJ[1  BKIIOYAOT  yBEJIMYEHHUE
MPOJIOJKUTENILHOCTA TIEPBOM CTaauM, YMEHbLIEHUE BTOPOM CTaguM CHA M CHU)KEHHE WHJEKCca
ahdexTuBHOCTH CHA. Pa3nmuuuii B apXUTEKType CHa MEXAY pa3sHbIMH (OpMaMHu HE 0OHAPYKEHO.
JluTenbHOCTH 3a00JI€BaHus 3HAUUMO HE BIIMSIIM HAa apXUTEKTypy cHa naruentoB M/JI1.

He Obuto mosiyueHO KOPpESMM MEXKIYy apXUTEKTypOd CHa, YpPOBHEM caTypaluu
KHCJIOPOJIa, AMHU30JaMH JIeCaTypallii ¥ KOTHUTUBHBIMM M SMOITMOHAIBHBIMH HAPYIICHUSIMH.
O6nHapyxeHa npsiMasi KOpPEJSIIKS MEX Ty 0ayuIoM 110 11Kaje GyHKIIMOHAJIbHON akTUBHOCTH DM-
Activ 1 ypoBHEM HachllieHus1 KpoBu kuciopoaom (R = 0,385, p =0,014).

He BbIfBIEHO B3auMOCBSI3ed MeXAy HApPYIICHUSIMH AapXUTEKTYpbl CHA, YPOBHEM
caTypaluy KHCIOpoJa B KpOBH, HaTu4ueM 3113008 Aecatypanuu u [1/IC u yromnseMocTsio.

B Ttabnume 9 mpoaeMOHCTpUpOBaHBI OTIWYHUS B IMOKA3aTENSAX IMTEILHOCTH (a3 mpu
COAC u 6e3 nero. [Ipun nammuuu COAC Habmopanoch yIIMHEHHE MEPBOM CTaAUM CHA H
yBEJIMYCHHE UHIEKCA MUKPOAKTHBAIIHIH.

Tabmuna 9 — O1ieHKa apXUTEKTYPhI CHA y TTAIIMEHTOB C CHHAPOMOM OOCTPYKTUBHOTO allHO? CHA U
0e3 Hero

T T —— CuHIpOM 0OCTPYKTHBHOIO aITHOD CHA p
Her Ectb

JUnrensHocts 1 cragun, % 8,9 [6,8; 13,0] 15,3 [12,1; 22,4] 0,008
JnurensHoCTh 2 ctaguu, %o 36,3 [34,4; 42,4] 34,4 [27,7; 40,8] 0,175
Jmurensaocts REM cTaguii cHa, % 22,7 [16,9; 23,8] 23,4 [19,5; 26,2] 0,233
I'myGokue craguu cHa, % 30,7 [21,5; 33,3] 23,1[17,8; 28,3] 0,167
Wnunexc s dexkrnBHOCTH CHA, % 92,6 [82,4; 94,3] 84,5 [71,8; 91,4] 0,081
Wupexc MuUKpoakTHBaImH, % 17,2 [12,2; 18,2] 25,5 [20,2; 34,7] 0,005
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Houynas runokceMust Takke Biusiia Ha CTPYKTYpy cHa. IIpy Hanu4uy HOYHOM T'MITIOKCEMUH
YBEIHYMBAIACh JUTMTEIBHOCTD NIepBoit cramuu cHa (P = 0,004) u unaekc MukpoakTuanuu (P =
0,000), u camxkancs unaekc apdexrusuoctu cHa (P = 0,016).

Hounas runokcemust 6s11a oOHapyxena y 81,8% naunentos ¢ Tsoxkensim COAC u b y
20% c COAC cpenHelt CTENEHU TSKECTH.

[IpoBeneHHOE WCCIEOBAHNE BBISIBUJIO OTHOCHUTEIHHO HHU3KYIO YaCTOTY ABHTATEIbHBIX
HapylleHuid Bo Bpems cHa y nanueHtoB ¢ MJ1: y 5 (10,4%) nuarHocTHpoBaH CHUHAPOM
MEPUOINYECKUX JIBH)KEHUM BO CHE, Y 2,1% — CUHIPOMOM OECIOKOMHBIX HOT.

[NAC wu yromnsemocts otmeuanack y 31 (64,6%) u 34 (70,8%) mnanueHTos,
coOoTBeTCTBEHHO. B ne0rore 3aboneBanus qaHHble cUMOTOMBI ObUTH Y 9 (18,8%) mauuenTos, y 2
(4,2%) ObLIM €IMHCTBEHHBIMM CUMIITOMAMHU OOJIE3HU.

He BBIsSIBIEHO B3aUMOCBSI3H MEXTy KOJMIECTBOM OAJUIOB IO HIKaJIe COHIMBOCTH DIIBOPTA
(ESS), mkane rpamammu crernenu Tsokectd ycranoctu (FSS) m dopmoit MJI1, Bo3pactom
naruenToB. [Ipu 3ToM oOHapykeHa mpsiMasi KOPPEISIIHS MEX/Ty [UIMTEIbHOCTBIO 3a00JI€BaHUS 1
noBbIIeHHOU yromiiiemocThio (R = 0,329, p = 0,047), IIJIC (R = 0,494, p = 0,002).

Hannuuy HOYHOTO armHoO? U rMITIOKCEMHH HE BIIMSUIO Ha pe3ynbTaTsl Kail ESS n FSS.

[ManueHThl ¢ COMYTCTBYIOIUMH META0OIMYSCKUMH HAPYIICHUSMH Yallle HCIBITHIBAIOT
ITJC n yromnsieMocTh: BbIsiBIeHa Koppemsnus mexay CJ1 2 tama ¢ 6amiom no mkane ESS u FSS
(p=0,023 up=0,018, COOTBETCTBEHHO.

Hannume wu30bITOUHONW Macchl Tema y marueHToB ¢ MJI1 oka3piBana BiIMsSHHE Ha
yromisiemMocTh 1o mmkaie FSS (p = 0,023), mpu 3trom B3aumocssi3u ¢ [1J1C BeisiBieHO He ObLIO.

[ToBbIlIEHHAsT YTOMJIIEMOCTh, OLICHEHHasi C TNOMOIIbI0 ImKaiabl FSS, monoxkurenbHO
KoppenupyeT ¢ 6amiom o mkaie TpeBoru beka (R = 0,581, p = 0,000), nenpeccuu ["'amunsToHA
(R =,606, p = 0,000), cyorecty HADS mns tpesoru (R = 0,382, p = 0,021) u genpeccun (R =
0,800, p = 0,000). Mexny I1/IC, ouneneHHol ¢ moMoIibio mKaibl ESS, BeIsIBIEHAa KOppEsIIus
TOJBKO ¢ OasioMm 1o mmkaie TpeBoru beka (R = 0,367, p = 0,022).

IloBbIIEeHHAS JTHEBHASI COHJIMBOCTb, YTOMJIAEMOCTh H PACCTPOMCTBA CHA JieTei ¢
M1

Bcero oGcnenoBano 9 gereii: 5 (55,5%) neBouek, 4 (44,5%) Manpunka, CpeHHUI BO3pacT
KoTophix coctaBui 11,7+2,7 net. 3 (33%) nanmenrta O6buto ¢ BpoxaeHHoi MJI1, 6 (67%) — c
nerckoii. CpenHsis JUIMTENBLHOCTD 3a00JeBaHus y Aereit ¢ BpoxaenHoit MJI1 cocraBuna 8,3+4,2
JIET, a y MalMEeHTOB ¢ JAeTckoi — 4,8+2,4.

Cpenu KOMOPOMIHONW COMATHYECKOW MATOJIOTUH Yy OJHOM MAllMeHTKU C BPOXKIACHHOU
dopmoit M/[1 ObuT AEPUIIUT MacChl TeNa, CHIKEHHUE XKU3HEHHOW eMKOCTH Jerkux jo 50%, a
TaK)Ke OPTOIEANYECKUEe OCIOKHEHHS B BUIE CKOJIMOTHUECKOHN nedopMaluu rpyI0HnosICHUYHOTO
oTJeNna TMO3BOHOYHMKA M Jeopmauuu rpyaHoil xierku. Y 8 (88,9%) nereit mpu ocMoTpe
OTMEUAINCh AaHOMAJIMH CTPOCHUS HWKHEH demtocTH U npukyca. Y 7 (77,8%) manueHToB OblLia
MOBBIIIIEHHAs yTOMIsieMOCTh, y 4 (44,4%) — IIJIC. VYV 1BOuMX NalMeHTOB MOBBIIIEHHAS
yromsieMocts 1 [1/1C 6butn yxxe B ge6roTe 3a0071€BaHMsL.

IIposenennas IICI' y gereit ¢ MII1 (n = 9) BBISIBUJIO KOMIUIEKC HapyIIEHUN CHa,
JEMOHCTPHUPYIOIIUX 3HAYUTEIHFHOE CXOJICTBO C TAKOBBIMH Y B3pOCIHBIX ManueHToB. Hambomee
BBIPQ)KEHHBIE M3MEHEHHUs BKIIOYAIM NATOJOTUYECKYI0 PEOPraHu3alui0 CTPYKTYphl CHa,
MPOSIBISIONLYIOCS IOCTOBEPHBIM YBEIMUYEHHEM OTHOCUTEIBLHOM MPOJOJIKUTENBHOCTH -1 cTanuu
NREM-cHa, ymeHbIieHUEM TpeacTaBieHHOCTH 2-i craqun NREM-cHa U CHWKEHHEM HHIEKCca
s dekTUBHOCTH CHA. PecnmpaTopHbie HapylIeHHus BO cHE ObLTM 3apeructpupoBanbl ¥ 7 (78%)
oOclieZIoBaHHBIX JIeTel, MpH 3TOM BoO Bcex ciydasx otmedancs COAC nerkoii crenenu (PucyHox
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8).

HouHoe anHo3 y aeteit

78%

[J KomnnekcHoe anHo3

[ Her coac [0 Ectb COAC B REM-3aBucumoe anHos

Pucynox 8 — Pacnipenenenne HouHOTO armHo? y aereit ¢ M/(1.

VY 89% mnanueHToB OTMEYaaNCh MUHHMAJIbHBIE NPOSBICHUS MBIIICYHBIX HAPYIICHUH,
COOTBETCTBYMOIIHE 2 Oautam o mkaie MIRS.

Ounenka Ka4yecTBa ;KM3HH Y B3POC/IbIX nanueHToB ¢ M/[1

KauecTBo »km3HM W (YHKIIMOHAIbHAS AKTHBHOCTH OBLIM OIICHEHBI C ITOMOIIBIO
CHELMAIN3UPOBAHHBIX ONPOCHUKOB M MIKal y 59 B3pocnsix namueHToB ¢ MJ[1. Cpemn
obcnmenyembrx Obuto 35 (59,3%) mammenToB co B3pocimoit M1, 16 (27,1%) manueHToB — C
nerckoit, 8 (13,6%) — ¢ Bpoxkaennoit MJ[1. Cpenmusisi MPOIOLKUTEIBHOCTh 3a00JI€BaHUS
coctaBuna 15+10,8 ner. Paznuunbie hopmbl 3a001€BaHUS 3HAUMMO HE OTIUYAIUCH MEXKTy COO00M
IIPH OLIEHKE KaYyeCTBa JKU3HHU.

CraTucTueckuil aHaliu3 BBIIBUJI JOCTOBEPHYIO KOPPEISLUI0O MEXIY CTENEHbIO
MBIIICYHBIX HapymeHui (mo mkane MIRS) u mokazarensmu Gpu3nueckoro GyHKIIHOHHUPOBAHUS
nanueHToB 1o onpocHUKy SF-36 (p = 0,000), HO HE ¢ ICUXUYECKUM.

Taxoke y marueHToB ¢ 0oJiee BEIpAXKEHHOW MBITIIEYHOU ci1abocThio 1o mkayie MIRS Obutm
6osee Boicokue Oayutel o onpocHUKy INQOL (p = 0,000), uTo CBHAETENBCTBYET O 00JIee HU3KOM
KadecTBe Ku3HU. [laneHTsl ¢ 0ojice BBIPAKECHHON MbImicuHOM ciabocteio (mo mkaiae MIRS)
umeInd 6oJiee HU3KYIO (DYHKIIMOHAIBHYIO aKTHBHOCTH 110 orpocHuky DM1-Active (p = 0,000).

Mpimeynast  cnmaboctb cornmacHo mkaine MIRS Obuta cBsizana ¢ HOBBIIEHHON
YTOMIIIEMOCTBIO, OLIEHEHHOH 1Mo ompocHuKy FSS (p = 0,002), B otymmunu ot ITJIC (Ta6muua 10).

Tabmauma 10 — B3auMocBs3b MBIIIEYHOM ¢lIa00CTH, olleHeHHOH o 1mkane MIRS u nosbieHHOM
JTHEBHOW COHJIMBOCTH U YTOMJISIEMOCTH coryiacHo mkaigam ESS u FSS, cootBercTBenHO

bamn mo MIRS
1 2 3 4 5 p p, post-hoc
Me [Q1-Q3] | Me[Q1-Q3] | Me[Q1-Q3] | Me[Q1-Q3] | Me[Q1-Q3]
pl-5 = 0,009
FSS | 25[18-29] 25 [19-30] 45 [27-60] 37 [29-42] 57 [34-63] | 0,002 | p23 = 0,007
p2-s = 0,000

ESS| 4[3-7] 8 [3-11] 9 [6-12] 7 [4-9] 11[9-14] | 0,164

[Tosichenuss k Tabmuue: MIRS — Illkana onenku MbleyHslx Hapymenui, ESS — Illkana
COHJMBOCTH DmnBopta, FSS — Illkana rpaganuu CTeNeH TSKECTH YCTAJIOCTH.

N TTJIC, u yromyisieMOCTh HapyIiajiu KauecTBo xu3Hu naruenTos (Tabmuma 11).
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Tabmuna 11 — B3aumocBsi3b nokaszareseil JHEBHOW COHIMBOCTH 1 OBBIIIEHHOW YTOMIISIEMOCTH C
OIIPOCHUKAMH KayeCTBA KU3HU

IIxana oneHKu FSS ESS
SF-36 ncuxudeckoe QyHKIIMOHUPOBAHUE R =-0,621, p=0,000 R =-0,376, p<0,006
SF-36 ¢usnyeckoe GpyHKIMOHUPOBAHUE R =-0,612, p = 0,000 R =-0,372, p<0,007

INQoL R =0,803, p = 0,000 R =0,450, p = 0,000
[Mosicaenus k Tabmume: SF-36 — Kpatkas ¢opma onenku 3m0poBbsi, INQOL — MHauBMyaibHbII
OTIPOCHUK KAadecTBa JKU3HU JUIA MAIMEHTOB C HEPBHO-MBIMIECYHBIMU 3a0oseBaHusiMu, ESS —
[Ikana cornmuBocTa DnBopra, FSS — Ilkana rpaganuu cTeNeHn TSHKECTH YCTAIOCTH.

BrsiBiieHa Koppersinus MeXAy JUTMTENbHOCTBIO 3a00JIeBaHusl M OaiaM Mo OTPOCHUKY
INQoL (R = 0,277, p = 0,034), DM1-Active (R = -0,424, p = 0,001), SF-36 (¢pusmueckoe
¢ynkumonuposanune) (R = -0,446, p = 0,001). dynkiuoHaTbHAsS AKTHBHOCTH IAIICHTOB
CTaTUCTHUYECKH 3HAYMMO OTpaKalaCh Ha KayeCcTBE >KM3HM TamueHTOB. Takum oOpazowm,
JUTUTENTFHOCTh 3a00JIeBaHMs BJIMsJIa HAa KA4eCTBO JKU3HU M (Qu3MUEcKoe (YHKIIMOHHPOBAHHUE
MAIMEeHTOB, HO HE BIIMSUIA HA MICUXUYECKOE PYHKITMOHUPOBAHHE.

CBs131 KOTHUTHBHBIX HAPYIIEHUH C KAYeCTBOM JKU3HU MAIUEHTOB HE 00HAPYKEHO, OJTHAKO
MOKa3aHa CBs3b IOKa3aTeleld »SMOIMOHATBHOTO CTaTyca CO INKaJaMH OLEHKH OOIIero
onaromosnyuns (Tabnuma 12).

Tabmuna 12 — BiusiHue SMONIMOHATIBLHBIX HAPYIICHUH Ha KAYeCTBO JKU3HU

Wiama =y apg HADS S lIxana
[Ikana omeHKu TPEBOTU JICTIPECCUH

Bexa (TpeBora) | (mempeccus) FaMmIbToHA anaTuu
SF-36 ncuxuyeckoe | R =-0,533, | R =-0,570, R =-0,671, R =-0,486, R =-0,609,
¢ynknuonupoanme | p = 0,000 p = 0,000 p = 10,000 p = 0,000 p = 10,000
SF-36 ¢mzuueckoe | R =-0,504, R =-0,489, R =-0,349,
¢ynknmonuposanue | p = 0,000 p>0,05 p = 0,000 p>0,05 p=20,010
INQoOL R=0,589, | R=0,393, R =0,719, R =0,545, R =0,498,
p = 0,000 p=10,003 p = 0,000 p = 0,000 p = 0,000

[Tosicuenns k Tabnune: HADS — ['ocnimTanpHas mKana TpeBoru u nenpeccun), SF-36 — Kpatkas
dhopma onenku 310poBbs, INQOL — MHIuBUyanbHBIM OMPOCHUK KaueCTBA )KMU3HU JIJIs MMAIIICHTOB
C HEPBHO-MBIIIICUHBIMH 3a00JICBAHHSIMH.

HonyquHHe AaHHBIC MMOKAa3bIBAOT, YTO SMOIHMOHAJIBHBIC HAPYIICHUA 3HAYUMO CHHXKaJIN
(1)I/I3I/I‘{CCKOG U IICUXHNYCCKOC (byHKI_II/IOHI/IPOBaHI/Ie INannMCHTOB, a4 TAKXKC HCTAaTHMBHO BJIMAIM Ha
Ka4yCCTBO KU3HU ITallUCHTOB.

BrpiBOaBI
1. [luctanpHas MpleyHas ciabocTb oOHapyxkeHa y 85,7% NalMeHTOB € BPOXKICHHOM
MAL, y 73,9% c perckoit u y 77,1% co B3pocnoil. BbisBieHa BO3MOXHOCTh HaJIWYUS
HEKJIaCCUYECKOT0 MaTTepHa pacupeeaeHus MbledHoi ciadoctu. Y 13% nanueHToB ¢ AeTCKon
u 8,6% co B3pocnoit MJ[1 oGHapyXeH MpeuMyIeCTBEHHO MPOKCUMAaJIbHbII MaTTepH MBIIICYHON
c1aboCTH.

2. Ilpu mpoBeeHUH COMAaTUYECKOro OOCIe0BaHUs MalMeHTOB mpu Bcex dopmax MJI1
MOKa3aHa MYJIbTUCUCTEMHOCTh KIMHUYECKUX mposiBieHuit. Haumbonee wacto cpemu
KapJIMOJIOTUYECKUX HapylieHuid y mamueHToB ¢ MJ[1 BwisBisutace AB-Onokanma [ crenenw,
HEeroJHas OJIoKaja MpaBoW HOXKKM Iydka ['Mca W cuHycoBas apuTMmus. Y TMAIMEHTOB C
BpoxaeHHo MJI1 cratuctudecku yarie BoisiBisiack runepmetpornus (p=0,000), sukomnpes (p =
0,016), camxkenue ypoBHs ropmona T4 (p=0,031), a y marmenToB co B3pocioit M/[1 — katapakra
(p=0,002), uzxora (p = 0,022), muoma matku (p = 0,044), MOBBIIICHUE YPOBHS XOJECTEPHHA U
tpuriuiepuaos (p=0,028 u p=0,009).
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Jns Bcex mamueHToB ¢ BpokaeHHo MJI1 B maHHOW paboTe OBUIM XapaKTEpHBI
MHO>KECTBEHHBIE MUKPOAHOMAJIMH PA3BUTHUS («rOTUYECKOE» HEOO, MOJIYNTO3, BRITAHYTas (hopma
JIMIIa, MUKPOTHATHS, HapyIIEHUE MPHUKYCa, «KapIHi» pOT, U3MEHEHHEM BEpXHEH T'yObl 1O THITY
nepeBepHyTOil OYKBHI V).

3. B uccrenoBanHoO#i BBIOOpKE HACIENOBAaHWE MPOUCXOAMIIO: IpU BpoxkaeHHOH M/I1 mo
MaTepuHCKon uHuH — Y 71,4%, npu 1eTcKoii ¥ B3pocioi popme 1mo oToBCKOM JInHIH — Y 56,5%
u 37,1% marnueHToB, COOTBETCTBEHHO.

4. Nna 43,3% B3pociabix nanueHToB ¢ MJI1 xapakrepHbl HapylIeHUs! BCEX KOTHUTUBHBIX
JIOMEHOB, MIPH 3TOM HanboJiee BhIPa)KEHHBIH KOTHUTUBHBIA NEePUIUT HAOIIOAAETCs Y TAllMEHTOB
C BpOXICHHOUW (popmoil. CaMbIM YacThIM BapHaHTOM AMOIIMOHAIBHBIX PACCTPONCTB SIBIISETCS
anatusi, Kotopas Oblia BbisBieHa Y 81,7%, B To BpeMms Kak nenpeccust — y 26,7%, TpeBora — y
13,3%. B3auMocCBs3b C yMEHbIIEHHEM OO0beMa CEpOro BEIIECTBA TOJIOBHOTO MO3ra IMOKa3aHa
tospko st anatuu (R = 0,427, p = 0,001).

g nereit ¢ MJI1 xapakrepno Hanuuue C/IBI' y 38,5%, Hapyiienue pa3Butusi peud u
si3pika — y 15,4%, PAC —y 7,7%.

5. Haubonee pacnpocTtpaneHHBIM BapuaHTOM pacctpoiictB cHa npu MJ[1 611 COAC,
KOTOPBIA ObLT AuarHocTUpOBaH y 78% neteit u 79,2% B3pocnbix nmanueHToB. Y 87,5% nereit u
12,5% B3pocnbix manuentoB COAC nHabOmomancs mpu OTCYTCTBHU MBIIMIEYHON ClIab0OCTH.
[ToBpIIIEHHAsT YTOMIISIEMOCTH BBIsSIBIsUTach vatie (y 77,8% nereit u 70,8% B3pocnbix), yem [1]1C
(y 64,6 % B3pocnbix u 44,4% nerei).

6. Y Bcex B3pochbix nanueHToB ¢ MJIl oTmedalioch CHUXKEHHME KadecTBa >KH3HH,
OIICHEHHOE C TOMOIIBIO CHEHUATU3UPOBAHHBIX OMPOCHUKOB. BBIpaKEHHOCTH MBIIIEYHBIX
CUMIITOMOB, SMOIIMOHAIBHBIC HAPYIIICHH (amaTtus, TpeBora u nenpeccus), [1JIC, yrommnseMocTs
U JUIUTENBHOCTh 3a00JIeBaHUS BIMSUIM KaK Ha KauyecTBO JKM3HH, TaK U Ha (QYHKIIMOHMPOBAHHE
MaIMEHTOB.

MNPAKTUYECKHUE PEKOMEHJALIUN

1. BelsgBieHue XapakTepHbIX MHUKPOAHOMAIMH pa3BUTUS BO BpEMs OCMOTpa JeTed MOXKET
MPUBECTH K YIYUIICHUIO JUATHOCTUKHU BPOKIeHHOH hopmbl M/ 1.

2. ExeronHoe coMaTHdeckoe M HEBpoJIOrHueckoe odcnenoBanue nanuentos ¢ MJ[1 nossosnser
BBISIBUTh PAHHUE CUMIITOMBI 3200JI€BaHUS, MUHUMU3UPOBAThH OCI0KHEHUS U YIYUIIUTh Ka4eCTBO
JKU3HU NALMCHTOB.

3. Benenue nanuentoB ¢ MJ/[1 10/pKHO OCyLIECTBIATHCS MYJIbTHAUCLHUIUIMHAPHONW KOMaHIOM
CHELMAINCTOB, BKJIIOYAIOIIEH INOMUMO HEBpOJIOra: (U3MUECKOro TepamneBTa, IICHUXO0JIOra,
[ICUXHaTpa, COMHOJIOra, KapJauojora, OpToleaa, TracTpo3HTepoJiora,  odranbMoiora,
IIyJIbMOHOJIOTA.

4. PekoMeHZOBAaHO IMpPOBEJCHUE HEHPONCHUXOJIOIUYECKOIO TECTUPOBAHUS IS OLIEHKU
KOTHUTHBHOI'O CTAaTyca U BBISBJICHMS YMOLMOHAIBHBIX HAPYIICHUH, KOPPEKLUSA KOTOPBIX MOXKET
YIYULIUTh Ka4€CTBO KM3HU MTallUEHTOB.

5. Bcem mamuentam ¢ noarBepxkieHHbIM auarHozoM M/I1 pexomennoBano mposenenue [1CT
JUI NCKIIIOYEHMS HApYILIEHUH JbIXaHus BO CHE, B ToM unciie, COAC.
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CIIMCOK NCHO.JIb30BAHHBIX COKPAIIIEHUI
UMT — ungexc maccel Tena
K®K — kpearundochoknnasa
JIAI" — nakTaTaeruaporuHasa
M/I1 — muoToHnyeckas auctpodus 1 tuma
MPT — MarHUTHO-pPE30HAHCHOW ToMOrpaduu
ITJIC — moBbIllIeHHAs JHEBHASI COHJIMBOCTD
PAC — paccTpoiiCTBO ayTUCTHYECKOTO CIIEKTPa
CJI — caxapHslii tuadeT
CIBI" — cunapom neduiiita BHUMaHUS ¥ TUTIEPAKTUBHOCTH
COAC — cunaapoM 0OCTPYKTUBHOTO aITHO? CHA
TTI" — TMpeoTpONHBIN TOPMOH
ITHC — nenTpanpHasi HEpBHAs CUCTEMA
ACE — Il — Annen6pykckas mkana OrleHKA KOTHUTUBHBIX QyHKIui 11
DM1-Active
DSM-V — nuarHoctudeckoe u CTaTUCTUYECKOE PYKOBOJICTBO M0 IICUXUYECKUM PacCTpONCTBaM
V usnanus
ESS — Epworth Sleep Scale
FSS — Fatigue Severity Scale
GCA - Global cortical atrophy scale
INQOL - Individualized Neuromuscular Quality of Life
HADS — Hospital Anxiety and Depression Scale
MIRS — Muscular Impairment Rating Scale
MMSE — Mini-Mental State Examination
MTA — Medial temporal lobe atrophy score
MoCa — Montreal Cognitive Assessment
REM - rapid eye movement
SF-36 — SF-36 Health Status Survey
T4 — TpuiioATUPOHUH
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