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OBIIAA XAPAKTEPUCTUKA PABOTEI

AKTYaJIbHOCTb TEMbI HCCIIEA0OBAHUS

bokoBoii amuorpoduueckuii ckiepos (BAC) nmopaxaer npeuMyIIeCTBEHHO JIOJEH
TPYJIOCIIOCOOHOTO BO3pacTa, BEAYIIMX AKTHUBHYIO COLUAIBHYIO >KU3Hb, U HEU30€KHO
OpUBOAUT K (QaTaibHOMY HCXoay. B TeueHuwe mnepBbIXx 3 JeT ¢ MOMEHTa Hayalia
3a0osneBanus ymuparoT okoso 70% OoneHbix BAC (Rooney J. et al., 2013). [To naHHBIM
UCClIeIoBaHUM, TMpoBeAeHHBIX B 10 cTpaHax u reorpadMyecKux peruoHax MHpa,
nporuosupyercs ypennuenue 3adoseBaemoctd BAC ¢ 2015 mo 2040 rr. Ha 69% 3a cuer
passuthix crpan (Arthur K.C. et al., 2016). C y4erom Bo3pacTaroimieii moTpeOHOCTH B
OKa3aHWH TAJUTMATUBHOW MEIUITMHCKOW TIOMOIIM, BOSHUKAET HEOOXOAUMOCTh OTKPBITHS
CHEIUATN3UPOBAHHBIX CIIYK0, TANIMAaTUBHBIX OTACICHWA W IICHTPOB NaJUIMATUBHOU
MEJIUIIMHBI, TOCTYMHBIX 1151 00JbHBIX BAC.

HecMoTtpst Ha oTcyTcTBHE 3(PPEKTUBHON MAaTOr€HETUYECKOW TEPaH, CYIIECTBYIOT
METO/Ibl, HAIpPABJICHHbIE HA YMEHBIIEHUE TSHKENIBIX CUMIITOMOB 3a0oisieBaHus (3axapoBa
M.H. u coagr., 2014). Habmoaenne MyJIbTHAMCIUIIMHAPHON KOMaHAOMW CHECIIHAIHNCTOB
CIOCOOCTBYET YJIYYIIICHUIO KaueCTBa JKU3HU U BbDKMBaeMoCTH OonbHBIX (Rooney J. et al.,
2015; Paipa A.J. et al., 2019). B Poccun MyiIbTHOAUCIUIUIAHAPHBIA IMOAXO0J] BEACHHS
6onpHbIX BAC ObLT BIepBbIE OpraHU30BaH B MOCKBE C ydacTHeM O0JaroTBOPUTEIHLHOTO
donna «Kusu ceituacy (bpsuteB JI.B. u coast., 2017). OnHako B Apyrux peruonax Pd
cucteMHas mnomoip namueHtam ¢ BAC He paspaborana. [loBcemecTHOE NpuUMEHEHUE
METOJIOB CHMITTOMATHYCCKON Tepamuy B MPAKTHUYECKOM 3IPAaBOOXPAHEHUU OTCYTCTBYET,
OTBIT OPTaHW3AIlMd TIOMOIIM TAaKUM TMalMeHTaM Ha TO3JHUX CTaausax 3a0oeBaHUS
HenocraroueH (Jlesuukuwit I'H. u coast., 2018), 4To u omnpeaenser akTyalbHOCTb
HACTOSIIIETO MCCIICTOBAHU.

CrerneHp pa3pabOTaHHOCTH TEMbI HCCIICTOBAHUS

Jloka3zaHn Bkiaj reHetnyeckux ¢akropos B natorere3 BAC (Chia R. et al., 2018). B
eBponelickoil monynsuuu okojo 40% cemeitHbix U 7% cnopagudyeckux ciaydaeB BAC
obyciosneno skcnancueii GGGGCC-morTopoB B rene C9orf72 (Liu Y. et al., 2014).
Hokazano, uyto mpemdkcnancusi B reHe ATXN2 ypemuuuBaer puck paszButusi BAC
(Sproviero W. et al., 2017). Ilo naHHBIM OJHOTO POCCHHWCKOTO HCCIICIOBAHUS
npemkcnancus B rene ATXN2 y 6onbHbIX ciopaandeckuM BAC BhIsSBIISIACH JaXKe yallle,
yem rene C90rf72 (B 5% u 1,8% cnyuaeB coorBercTBeHHO) (AOpambrueBa H.JO. coasr.,
2016).

CymiecTByIOT TpPOTHBOPEYMBBIC JaHHBIC IO TOBOAY BJIMSHHUS BO3pacTa Hadaa
3a0oJieBaHusl Ha BbhbkUBaeMocTh Npu BAC. Psa uccnenoBanuii mokaszan 00Jiee BBICOKYIO
BBDKMBAEMOCTh MPH Hadaje 3a0oJjieBaHus B MoJjojaoM Bospacte (Georgoulopoulou E. et
al., 2013; Knibb J.A. et al., 2016). B ogHOM U3 MccaemoBaHUN COOOIIATIOCH, YTO PHCK
CMEpPTH CpelMd NalueHTOB B Bo3pacTe crapuie 75 yer Obul B 12 pa3 Bellle, 4yeM y
ManyeHToB B Bo3pacte mutammie 50 jet. B 1o ke Bpemst Oosiee BhICOKash BBDKHBAEMOCTD
HaOmrofasiach B BO3pacTHOM rpymme mutaamie 50 JeT Mo CPaBHEHHIO C BO3PACTHOM
rpymmoi 51-75 ner (Moura M.C. et al., 2015).
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OnHO W3 UCCIEeNOBaHM TMOKa3ano, 4YTo BeDKHUBaeMocTh npu BAC cocraBuma 67%
yepe3 rox U 46% uyepe3 2 roma or Havdana 3abosieBaHus. [Ipu 3TOM BBDKHBAaeMOCTH
JOCTOBEPHO HE OTIMYAiach MPU MOSCHUYHO-KPECTIIOBOW W IICHHO-TpyAHOU (popmax u
cocraBuna 70% depes 2 roga 0oJie3HU, TOT/IA KaK pH OyIs0apHOi opMe BEKHBAEMOCTh
ObLIa 3HAYMTEIFHO MEHBIIE U cocTaBmiia 56% 3a ToT ke nepuon (Caller T.A. et al., 2015).
[Ipenpraymme ucciaenoBaHUs COOOIIAIH O JIyYIlleM MTPOTHO3€ MPH MOSCHUIHO-KPECTIIOBOK
(Turner M.R. et al.,, 2010; Fujimura-Kiyono C. et al., 2011) u MuUHHMaILHOM
BbDKUBaeMOCTH ipu OyibbapHoit popme BAC (Fujimura-Kiyono C. et al., 2011; Traxinger
K. etal., 2013).

K nokxazaHHbIM METOJAaM, YBEIHMYHUBAIONIUM BBEDKHBAEMOCTH, OTHOCSTCS: TPHUEM
pwry3ona (Lee C.T., et al. 2013), panHee WCIIOJIb30BaHWE HEMHBA3WBAHON BEHTHIIAIIAU
nerkux (Berlowitz D.J. et al., 2015; Sancho J. et al., 2018; Boentert M. et al., 2015),
CBOCBpPEMEHHAsl yCTaHOBKa ractpoctoMbl (Spataro R. et al., 2011; Katzberg H.D. et al.,
2011).  HccnemoBaHus ~— IMOKa3ald  yBEJIIMYCHHUE  BBDKMBAGMOCTH  ITAIIMCHTOB,
HAOJII0IaBIINXCS B MYJIBTHUCIUIUIMHAPHOM Opurane, Ha 7,5 mecsues (Traynor B.J. et al.,
2003) u Ha 6 mecaner (Paipa AJ. et al., 2019) no cpaBHEHHUIO C BBDKMBAEMOCTBHIO
OOJIBHBIX, TOJIYYaBIIMX CTAaHAAPTHYIO aMOYyJIaTOPHYIO MOMOIIb. [loka3aHo CpaBHUTEIHHO
MEJJICHHOE HapacTaHue (QyHIHMOHAIBHOTO AehUIMTAa y TAIMEHTOB, HCIOJIb3YIOIINX
PEryIspHYI0 (PU3NYECKYIO HATPY3Ky YMEPEHHOM MHTEHCUBHOCTU B OTIUYHE OT OOJIbHBIX,
noiy4aBiux Toisko yxona (Dal Bello-Haas V. et al., 2013).

B Hacrosimiee BpeMs HEAOCTATOYHO JAaHHBIX O BbDKMBaeMocTu 00ibHBIX BAC B
POCCHICKOH MOMYJISAIMA U HE MPEACTABICHO PE3yIbTaTOB UIMTEIHHOTO JHHAMHYECKOTO
HaOMIOACHUS TAIMEHTOB HAa TMO3MHUX CTaAWsIX Ooyie3HU. VcciaemoBaHMiA, MOCBSIIEHHBIX
HAy9HOMY OOOCHOBAaHWIO W OpPTaHU3AIMH CUCTEMbl TMAJUTMATUBHOW IMOMOIIHM OOJIHHBIM
BAC, B PO He mpoBOAWIOCH, YTO SIBUJIOCH OCHOBaHUEM ISl BHIOOpA TEMBI HACTOSIIIETO
JTUCCEPTAIIMOHHOTO HUCCIICTOBAHMSI.

Llenb ncciienoBaHus
O6ocHOBaTh U pa3padOTaTh KOMIUIEKCHYIO MYJIBTUIUCIUTIIIMHAPHYIO CHMITOMATHYECKYTO
TEparnuio TMO3IHUX CTaauil OGOKOBOTO aMHUOTPO(HUUECKOrO CKIepo3a ISl ONTHUMHU3AINU
OKa3aHUS METUIIMHCKOMN MTOMOIIIH.

3agauu Uccie0BaHus

1. MUccnenmoBarh KIWHUKO-TIATOTEHETUYECKHUE OCOOEHHOCTH W JIUHAMUKY
(YHKIIMOHATBHOTO COCTOSIHUS TIPH Pa3IUYHBIX (opmMax OOKOBOTO aMHUOTPO(PHUECKOTO
CKJIepo3a.

2. Tlpoananm3upoBaTh BBDKHBAGMOCTb U  OINPEACIUTH HEOIAroNnpHUsATHBIC
MPOTHOCTUYECKHUE (PAKTOPHI MPU OOKOBOM aMHOTPOPHUUECKOM CKIIEPO3E.

3. Pazpaborate u 00OCHOBaTh KOMILJIEKC MEPONPUATUA 1O OKA3aHUIO
CUMIITOMATUYCCKON  MYJBTUAUCIUIUIMHAPHON  Tepanmud IS OOJNIHBIX ~ OOKOBBIM
aMUOTPO(UUECKUM CKJIEPO30M B 3aBHCHMOCTH OT KIMHWYCCKHX IPOSBICHUA W CTaJIUU
3a00seBaHMS.

4. OnueHuTh TMPOTHOCTUYECKYIO 3HAUUMOCTh KOMIUJIEKCHOW MYJIBTHUIUCITN-
IJIMHAPHOW CHUMITOMATHYECKOW TEepanmuu MO3THUX CTauil OOKOBOTO aMHOTPO(PHUECKOTO
CKJIEpO3a M €€ BIUSHNUE Ha TEUCHHE 3a00JICBaHUS.
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5. Peanu3zoBaTh HHHOBAIMOHHYI0 PETHOHAJIBHYIO MOJIENIb  MEIMIIMHCKOMN
NOMOIIM U COIMAJIbHOW TMOMJIEPKKH TMalMeHTaM C OOKOBBIM aMHUOTPO(UYECKUM
ckiepo3oM B Meranonuce (Ha mpumepe Cankrt-IlerepOypra) M OLIEHUTH €€ MEIUKO-
COLMAJIbHYIO 3HAUHUMOCTb.

HayuHas HOBH3HA HCCIIEIOBAHUS

[IpoBeleHHOE MOJIEKYJIIpPHO-TEHETHYECKoe uccaenoBanue reHoB ATXN2 wu
C90rf72 mo3BOJMIIO YTOYHUTH BKJIAJ TEHETHYECKHX (DaKTOPOB B MATOreHE3 OOKOBOTO
aMHOTPO(PHUECKOT0 CKJIepo3a: ycTaHOBJIeHA yacToTa MyTanuii B reHax ATXN2 (8,5%) u
C9orf72 (2,4%), BoIsiBICHA TEHACHIUS K OoJiee CTapIieMy BO3pacTy neOroTa 3a00eBaHMs
npu myTanuu B reHe ATXN2 (p=0,065).

Ha ocHOBaHuMM aHanw3a MUHAMHUKU (PYHKITMOHAIBHOTO COCTOSHUS M KIMHHUYECKUX
MPOSIBJICHUN  OOKOBOTO  aMHOTPO(PHUECKOro CKJIepo3a YTOYHEHBI BBDKHBAEMOCTH
MalMEHTOB ¢ pa3IMYHbIMU (hopMaMu 3a00JIEBaHUS U HEOJIArOMPUSTHBIE MPOTHOCTUYECKUE
(akTopbl, BBISBICH HEPAaBHOMEPHBIM TEMIT MPOrpecCUpoBaHUs 3a00JEBaHUS, UTO
000CHOBBIBAET HEOOXOUMOCTh TMHAMUYECKOTO HAOIIOACHUS MAIlMEHTOB Ha BCEX JTarax
pa3BUTHS 3a00JI€BaHUS C 1IEJIbI0 PAHHEW JMArHOCTHUKU KU3HEYTPOKAIOIIUX CHMIITOMOB,
UX KOPPEKIMH U IUIAHUPOBaHUS 00beMa MauIMaTUBHOM MTOMOIIIH.

HayuHno o0ocHOBaHa MPOTHOCTUYECKAs 3HAYMMOCTh MPEIJIOKEHHOW WHHOBAI[MOH-
HOM pETrHOHAIbHOW MOAEIM MEAUIMHCKON TOMOIIM U COLMAIbHOM MOIAEPKKU
MalyMeHTaM ¢ O0OKOBBIM aMUOTPOGUUIECKUM CKIEPO30M B Merarnoiuce (Ha npumepe CaHKT-
[TerepOypra).

TeopeTnyeckasi ¥ IpaKTUYECKask 3HAYMMOCTh UCCAEOBAHUS

[loka3aHo ynydmieHue mporHo3a 3a0osieBaHus Ha (OHE pa3padOTAHHOIO U
BHEJPEHHOTO KOMIUIEKCA MYJIbTUAUCHUIUIMHAPHON CHUMIOTOMATUYECKOW Tepanuu s
OOJIbHBIX OOKOBBIM AMHUOTPOPUUECKUM CKIIEPO30M.

Co3man kaOWHET NA/UIMATUBHOM MEIUIIMHCKOM IOMOIIM JUIS  OKa3aHUs
KOMIUJIEKCHOW ~ MEIUKO-COIIMAIbHOM,  MCHUXOJOTHMYECKOW  TMOMOIIM  CEMbSM  BO
B3aMMO/JICHCTBUU CO CIIEIMAIU3UPOBAHHBIMU OTIEICHUSIMU MEAULMHCKUX YUYPEKICHUN
Canxkr-IletepOypra. BHenpeHre MHHOBAIMOHHON pPETHOHAIBHOW MOJCIH MEIUIIMHCKON
MOMOIIM Y COIHUAJIBHOM TMOJACPKKH TMaleHTaM C OOKOBBIM aMHOTPOPUUYECKUM
ckiepo3om B Cankt-lIleTepOypre MO3BOMWIO YBEIHMYUTHh JOCTYMHOCTh METUITMHCKON
MOMOIIM JJIsl ATOM KATEropuu MAlMeHTOB Ha aMOyJIaTOPHOM 3Tare, ONTUMHU3HPOBATH
JTUATHOCTUKY TSDKEIBIX CHUMITOMOB Ha TIO3JIHMX CTaausix pa3BUTUS OO0JE€3HU U
OCYILIECTBIISITh UX KOPPEKIIUIO B COOTBETCTBUU C MEKTyHAPOIHBIMU PEKOMEHIAIIASIMHU.

[IpenyioxkeHHbIN QJITOPUTM OpPTraHU3alUKM JTUHAMHYECKOTO HAOIIOACHUS TTOMOXKET
BpayaM-HEBpOJIOTaM TMPUHUMATh PEIICHUS 10 TaKTUKE BEACHUS OOJBHBIX OOKOBBHIM
aMUOTPOUUYECKUM CKJIEPO30M Ha BCEX ATamax pa3BUTHsA 00Je3HU, 000CHOBAHHO BHIOPATh
BUA W O0BEM MEAMUIIMHCKOM TMOMOIIW, OCYHIECTBISTh  MEKIUCIUIIMHAPHBIC
B3auMojieiicTBus. BHenpenue ombiTa paboThl «Ciy)KObl MOMOIIM JIHOASIM C OOKOBBIM
aMUOTPOUUYECKUM CKJIEPO30M U APYTMMU HEHWPOMBIIICYHBIMU 3a00JICBAaHUSMUY B
KJIMHUYECKYIO MPAKTUKY ITOMOXKET Pealin30BaTh CUCTEMY X HAONIONEHHUS HaA JIOMY.




MeTon010rus ¥ METOIbI UCCHAEA0BAHUS

MeTtonosorusi Hay4HOrO MCCJIENOBaHUS OCHOBAaHA HA aHAJIW3€ OTECYECTBEHHBIX U
3apyOeKHbIX  IMyOJMKAIMii, TMOCBAIIEHHBIX TpoOJeMe KIMHHUKO-MAaTOr€HETUYECKUX
0COOEHHOCTEW M JiedeHUs: OOKOBOTO aMUOTPO(UYECKOrO CKIIepO3a Ha pa3HbIX ITarax
TeyeHus1 OOJIC3HHU.

J{ns penmieHrs NOCTaBJIEHHBIX B IUCCEPTALIMOHHOM MCCIEOBAHUU 3a]1a4 MMPOBEJICHO
KOMILIEKCHOE KJIINHUKO-HEBPOJIOTUYECKOE, MOJIEKYISIPHO-TEHETUYECKOE U
MHCTPYMEHTaJIbHOE O00CIEeIOBAaHWE TAIMEHTOB C BEpU(PHUIIMPOBAHHBIM OOKOBBIM
aMUOTPO(UUECKUM  CKJIEPO30M, HAOIMIOJABIIUXCS B  KaOWHETE  MaUTMATHBHOU
meaumuackod  momomu  (IIMIT)  «CiyxObl  TOMOIIM ~ JIIOJIM  C  OOKOBBIM
aMHOTPO(PUUECKUM CKJIEPO30M U IPYTMMH HEHPOMBIIICUHBIMH 3a001eBaHUsIMIDY. OLEHKY
byHKIIMOHANBHOTO JeduiuTa B JUHAMHUKE MPOBOAWIM C HCIOJb30BAHUEM IIKA:
[lepecMOTpeHHON IIKanbl HapyumeHUHM (QyHKIUIA 1pu OOKOBOM aMHUOTPO(PHUECKOM
ckaepo3de ALS FRS-R, mkanst A. Hillel nns onenku creneHu TsbKecTH AU3ApTPUH,
TOCIUTAJIBHON IIKalbl OLEHKM TpeBorn u aenpeccun HADS, nymeponormueckoi
OLICHOYHON miKkanbl Oonu. IlpoBoawnu wuccienoBaHue (YHKIUU BHELIHETO JbIXaHUS
(cimpometpusi) u kouTpoab UMT. [lonydyeHHble B X0/1€ UCCIIEAOBAHUS PE3YIbTAThl OBLIN
MOJIBEPTHYThl CTATUCTUUYECKOH 00paboTke. BrKMBaEMOCTh pacCUMTBHIBAIM B MecCsLax ¢
MOMEHTA TMOSBJICHHUS IIEPBBIX CHUMITOMOB JO MOMEHTAa CMEPTH WIA HAJIOXKEHUS
TPaxeOCTOMBI.

MonekynsapHO-TeHETUUECKUE HUCCIIEe0BaHus MpoBoauian Ha ©Oaze Hayuno-
METOANYECKOro HeHTpa MojekyiasaspHon wmeauumuabel PI'bOY BO «llepBeiii CaHkr-
[lerepOyprckuii rocyaapCTBEHHbIA MEIUUMHCKUI YHUBEpcuTeT uM. akaia. W.I1. [TaBmoBay.
Oxcrpakiuio [JHK npoBoaunu ¢ ucnonbszoBanueM Habopa QIAamp® DNA Mini Kit B
COOTBETCTBHUM C UHCTPYKIIMEH Mpou3BoauTeNs. BoisBieHnue sxcnancuii B renax C9orf72 u
ATXN2 mpoBoawnu ¢ ucnojb3oBaHuem Mmeroga [ILIP ¢ mpallMHHrOM HYKJIEOTHIHBIX
IIOBTOPOB M C TOCIEAYIOIIMM pAa3LEICHUEM IMPOAYKTa PEaKUMh C IOMOIIBIO
dbparmenTHoro ananusa. [lociegoBaTeIbHOCTD UCTIONB3YEMBIX TIpaiimepoB, yciaoBus T11[P
u noacuer konmuectBa CAG- u GGGGCC-noBTOpOB MPOBOJUIN B COOTBETCTBUU C
panee ony0rKoBaHHBIMU TipoTokosamu (Warner J.P. et al., 1996).

OObekT wuccnenoBaHuss — 162 manueHTa ¢ BepUUIMPOBAHHBIM OOKOBBIM
amuoTpouueckuM ckiiepo3oM. [Ipeamer uccienoBaHusi — BBIPaXEHHOCTh M JUHAMMKA
KIMHAYECKUX TposiBieHnid y mnamueHtoB ¢ bAC Ha (¢GoHEe CcHUMOTOMAaTHUYECKOU
MYJIbTUIUCIMIUIMHAPHON Tepanuu; (GaKTOPhl, BIUSIOUIME HA BHDKMBAEMOCTh MAIIMEHTOB.
HccnenoBanue npoBeAEHO B COOTBETCTBUM C COBPEMEHHBIMH TPEOOBAHMUSIMU K HAYYHO-
HCCIIeI0OBaTENbCKOM padoTe.

OCHOBHBI€ MOJ0KEHHUS, BHIHOCUMbIE Ha 3aIUTY

1. bokoBoii amuoTpoduuecKHil CKJIepo3 HUMEET HEPaBHOMEPHBIA Temm
MIPOTPECCUPOBAHMS HE3aBUCUMO OT (POPMBI 3a00JIEBAHMSI U COMPOBOXKAAETCS Pa3BUTHEM
HE TOJBKO JBUTATENIbHBIX HApYIIEHWWA, HO W auc(aruu, AbIXaTeNbHBIX PACCTPOUCTB,
HapylieHui peud, OO0JIEBOrO CHHApPOMA, TPEBOTM U JIENIPECCHM, UTO Tpedyer
JMHAMMYECKOTO HaOIOEHUs HAa BCEM NPOTSKEHHH OOJIE3HHW MJii CBOEBPEMEHHOTO
OKa3aHMsI CUMITOMATHYECKOW ITOMOILIH.




2. Hcnonb3oBanue pa3pabOTaHHOTO W BHEAPEHHOTO KOMIUIEKCA MEPONPUSITUI
0 OKa3aHWI0 MYJIbTUIMCHUIUIMHAPHOM CHUMITOMATHYECKOM IMOMOIIM TAlUeHTaM C
OOKOBBIM aMHOTPO(DUUECKHUM CKJIEPO30M CIIOCOOCTBYET YBEIWYEHUIO BBIKHBACMOCTH,
YMEHBIIICHUIO TSXKEIbIX CUMIITOMOB TMO3/IHUX CTaAui 3a00JICBaHUS U YIYUIICHHUIO TICUXO-
COIIMAJILHOM aJalTalyy NalieHTOB K OOJIE3HU.

CrerneHb IOCTOBEPHOCTH U anpoOalius pe3yJbTaToB UCCICA0BAHUS

JIOCTOBEpHOCTh ~ MOJYYEHHBIX  PE3YJbTATOB  OINPENENAETCS  JOCTAaTOYHBIM
KOJIMYECTBOM HAOJIOJEHUHN, YETKO MOCTABICHHOW LEIbI0 M 3aJa4aMH, HCIOJb30BAHHEM
COBPEMEHHBIX METOJOB CTAaTUCTHYECKOro aHamm3a. CTaTUCTHYEecKyl0 00paboTKy
MOJYYEHHBIX PE3YJbTATOB MPOBOJAWIIA C MOMOIIBIO MaKkeTa MpUKIaaHbIX porpamm |MB
SPSS Statistics 20. Xapakrep pacnpeesieHus TaHHBIX OICHUBAIN C TIOMOIIBIO KPUTEPHSI
Konmoroposa-CmuproBa. KonudecTBeHHbIE JaHHBIE TpeAcTaBiieHbl Menuanou (Me) u
WHTEPKBApTUILHEIM pa3zMaxoM (Qi — Q3), T.K. pacmpenencHWe BEIMYMH B TPyMmax
OTJIMYAETCSl OT HOpMabHOTO. OlleHKY (YyHKIUU BBDKMBAEMOCTH TAIMEHTOB MPOBOIMIN
o Merony Kamnana-Meiiepa. Kputnuecknii ypoBeHb 3HaunMoctT npuHsT p<0,05.

Marepuansl AuccepTallud  JOJOKEHbl U OOCYXKJCHbl Ha MEXIyHapOIHbIX,
HallMOHAJIBHBIX KOHTPECCAX, €XKETO/IHbIX HAyYHO-TIPAKTUYECKUX KOH(MEPEHIUAX: HAyYHO-
MPaKTUYECKON KOH(pEpEHIIMU C MEXKIyHapoaHbIM YyuyacTtueM «KiuHuyeckas Helpo-
¢busmonorus u Henpopeadwmranus» (Caukr-IlerepOypr, 2016 1), KoHpepeHuUn
«bone3nb MoTOHeWpoHa M manueHToB u npodeccuonanoB» (Pura, Jlarsus, 2017 1),
XXIT Becemupaom HeBposiorudeckom koHrpecce (Kuoto, SAnonus, 2017 r.), koHrpecce ¢
MEXKIyHApOJIHbIM yuacTueM «JlaBunenkoBckue uteHus-2017» (Caunkrt-IletepOypr, 2017
r.), Bcepoccuiickoili HayuyHO-TIpakTHueCcKOoM KoH(pepeHiu «HeoTnokHbIe COCTOSIHUSL B
HEBPOJIOTUU: COBPEMEHHBIE METOJIbI TUArHOCTUKU U jeueHusi» (Caukt-IletepOypr, 2017
I.), HAyYHO-TIPAKTUYECKOM CEMHUHApPE C MEXAYHApOAHBIM ydyacTueM «bokoBoi amuoTpo-
¢uueckuii ckinepos3. Ilpobnembl U nmyTH uX peuieHus» B pamkax VI MexnyHapogHou
Hay4YHO-TIpakTU4Yeckoil KoH(pepenuun «Bpaun mupa — marumentam» (Cankt-IlerepOypr,
2017 1), XV MexayHaponHOM KOHTpecce HEpBHO-MBIIICUHBIX Oone3Heil (Bena,
Asctpus, 2018 1.), Becepoccuiickoil HaydHO-TIpakTHYEeCKoW KoHepeHIuu «Jlereneparus-
HblE U cocynucTbie 3aboneBaHusi HepBHOU cucreMbl» (Cankrt-IlerepOypr, 2018 1), X
Mexnaynapoanom yueoHoMm Kypcee «lllkoma mumonorum» (Caukrt-IlerepOypr, 2019 r.), V
Exxeromnoil koH(pEpEeHIIMM ¢ MEXKIyHApOIHBIM ydacTHeM «Pa3BuTue mamimaTuBHOM
MOMOILM B3pOCIBIM U aeTsaiM» (Mockaa, 2019 ).

JIMYHBIN BKJIAJI aBTOpPA B UCCIEOBAHUE

ABTOpOM CchOPMYIMPOBAHBI LEIM M 3aJa4d MCCIEIOBaHUsA, MPOBEACH 0030p
COBPEMEHHOM OTEUECTBEHHON W 3apyO0eXKHOM JuTepaTypbl IO H3ydyaeMou mpooieme,
pa3paboTaH M3aiiH Ucciel0oBaHua. ABTOPOM JIMYHO MPOBENCHO KOMILIEKCHOE KIMHHUKO-
HeBpoJornueckoe oodcnenoBanre 162 manuentor ¢ BAC, HabmoieHre MalMeHTOB Ha BCEX
sTanax Oosie3Hu. ABTOpoM OblJJa OpraHM30BaHa CHUCTEMa MYJbTHIUCUUIUIMHAPHON
MOMOIIM TAIMEHTaM C OOKOBBIM aMHOTpoduueckuM ckiiepo3om B Cankt-IlerepOypre B
aMOyJIaTOPHBIX YCIOBUAX KaOWMHETa MaJUIMATHBHOW METUIIMHCKOW TOMOIIU. ABTOPOM
JUYHO COCTaBJIeHa 3JIEKTPOHHAs 0a3a JaHHBIX MOJYUYECHHBIX PE3yJbTaTOB, MPOBEJEH UX
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CTaTUCTHUYECKUH aHamu3 W 0000meHne, chopMyIupoBaHbl BBIBOJALI M TPAKTHICCKUE
pPEKOMEHJalluK, HalMCcaH TeKCT AUCCepTaluu U aBTopedepara.

[TyGnukarmu

[lo martepuanaM auccepTanvu oOIyoJMkoBaHO 17 HaydHbBIX palboT, BKIOuYas 6
cTareil B XypHasax, pekomeHaoBaHHbIX [lepeunem BAK P®, 4 cratbum — B XypHaax,
MHCKCUPYEMBIX B MEXAYHAapOIHOM O6a3e Scopus.

BHeapenue pe3ysibTaToB UCCAECA0BAHUS

Pesynbrarsl quccepTalimoOHHON paboThl, UMEIOIINE HAYYHO-TIPAKTUYECKOE 3HAUYEHUE,
UCIIONB3YIOTCSI B JIeYeOHOM TMpoliecce HeBposornyeckoro otaenenus Nel nedeGHo-
PeadMIMTAIIIOHHOTO KOMILIEKCA OI'bY «HannonanpHbIN MEIUIIUHCKUN
UCCIen0BaTeNbCKUid HeHTp uMeHu B.A. AnmaszoBay M3 P®, orneneHuid peaOMIMTALMH
CII6 I'bY3 «lopoackas GompHua No28 «MakCHMUIMAHOBCKas», BHEAPEHBI B y4EOHBIN
nporiecc kadeapsl HeBposioruu u  ncuxuarpun  UMO  ®I'BY  «HanuonanbHbIN
MEIUIMHCKAN UCCIIEN0BAaTENbCKUAM IIEHTp nMeHU B.A. Anmazoa»y M3 PO.

CrpykTypa v 00beM JIMccepTauu

Huccepranus u3iioxkeHa Ha 152 nucTax MAIMHONMCHOIO TEKCTAa M COCTOUT W3
BBEJICHMSI, 0030pa JIUTEPATYpPhl, ONMUCAHUS MATEPUATIOB U METOJIOB MCCIEAOBaHUs, 3 TJIaB
C pe3yibTaTaMu COOCTBEHHBIX HMCCIIECIOBAHUMN, 3aKJIOUCHUS, BBIBOJIOB M IMPAKTUYECKHUX
pEKOMEHAAIMK, NPUIOKEHUN, CIIUCKA JINTEPATYPhl, BKIOYAIOMIETO 155 MCTOYHUKOB, W3
HUX 52 oredectBeHHbIX U 103 3apyOexsbix. PabGora comepxutr 26 Tabnui u
WJUTIOCTPUpPOBaHa 14 prcyHKaMH.

OCHOBHOE COAEP)KAHUE PABOTDBI

UccnenoBanue Bkiouano 162 mamuenta ¢ paznuudbiMu popmamu BAC, u3 HuX
paBHOE KOJIMYECTBO MYKYMH U skeHIMH — 1o 81 yenoseky (50%) B Bo3pacTe Ha MOMEHT
Hauvajsia 3a0oseBadust oT 30 mo 81 roma. IlammenTsl OBUIM BKIIIOUEHBI B HCCIIEIOBAHUE
cornacHo ITepecmorpennnsim kputepusim El Escorial (Brooks B.R. et al., 2000; Ludolph A.
et al., 2015). bBosbHble NPOXOMMIM JUATHOCTHYECKOE OOCICIOBAHHUE B YCIOBHUAX
crarmonapa ¢ 2011 mo 2018 rr., u3 HUX y 92 yenoBek auartHo3 ObUT BEpUPHUITUPOBAH BO
BpeMs TutaHoBod rocnutammzaiuu B CII6 T'BY3 «lopoackas wmHorompoduibHas
O6onmpHuIla Ne2y, ocranmbHble OOCHEAOBAIMCH IO MECTY JKHUTEIbCTBA B TOPOJCKHUX
CTalMOHapax W paloHHBIX OoibHUIAX. [lanmbHelee nWHaMUYECKOE HAONIOJCHHE Ha
aMOyJIaTOPHOM dTane W Ha JOMY NpoBoauiu B ycioBusax kadbunera [IMIT «CmyxObl
MOMOIIM  JIIOASIM € OOKOBBIM ~ aMUOTPO(UYECKUM  CKIEPO30OM U JIPYTUMH
HEeUpOMBITIIEYHBIMU 3a00eBaHusIMU» CaHKT-IleTepOyprckoii acconuaiuy o0IeCTBEHHBIX
ob0benuHeHuM ponurenen nere-uaBanuaoB «I"”AOOPIM1» ¢ 2016 mo 2019 rr.

[TanreHThl ObUTM pa3/iesieHbl Ha TPYNIbl B COOTBETCTBUU ¢ (hopmamu 3a00JieBaHUS
cornacHo kiaccudpukammun O.A. Xongkapuana (Xonmgkapuan O.A. u coast., 1978.):
oyns0apHas (b®), meitno-rpyanas (ILI'®), nosicauuno-kpectioBas (IIK®D), Beicokas
(B®), nepBuuHo-reHepanuzoBanHHas ([II'®), uro oTpakaeT JOKaIU3ALMUIO YPOBHS
MOpakeHUs 110 IepeOPOCIMHAIBLHON OCH B Havaje 3a0oneBanus. OTaeabpHO ObLT BBIJEICH
BapHaHT mporpeccupyroinei Mpitedroi arpoduun (ITIMA) (Hudson A.J., 1990).



VYneneuelii Bec marueHToB ¢ LII'® Obur MakcumaneH m cocraBua 36,4% (59
yenosek), [IK® — 29,0% (47 yenosek), bd — 27,2% (44 ugenoseka), Ha ponto [II'D u
[IMA mpuxomgunock 3,1% (5 uenosek) u 3,7% (6 4enoBek) COOTBETCTBEHHO, AoJisi BD
Ob1a MuHuManbHa - 0,6% (1 uenosek). Pactipeaenenue nannentos ¢ BAC B 3aBucuMocTu
oT (popMbI 3a00JI€BaHUS HATJISAHO MPEACTABICHO HA PUCYHKE 1.

[IK® - 47

BD - 44
[IT'® - 59

l TIMA - 6
BO®-1 nre .5

Pucynox 1 — Pacripeaenenue nmanueHToB ¢ BAC B 3aBUCUMOCTH OT (DOPMBI
3200J1€BaHUA

VY 60JbIIMHCTBA MALMEHTOB MEPBbIE CUMITOMBI 3a00JI€BaHUs TTOSIBUIIUCH B CPEAHEM
(64 nammenta - 39,5%) u moxxminoMm Bospacte (62 marmuenta - 38,3%). Pexe aeGror
3a0oneBanus mpuxoawics Ha Mojonoi (19 venosek - 11,7%) u crapueckuii Bo3pact (17
0opHBIX - 10,5 %).

MoJIeKyIIpHO-TeHeTUYECKHUE NCCISIOBAHMS

[Mpemskenanccust B rene ATXN2 Bcetpewanack ¢ yactoroit 8,5% (5 xkeHmuH u 2
MY’KUHH), XapaKTepHU30BaIach KIMHUICCKON T€TEPOTCHHOCTHIO B BUE PA3IMYHBIX (GOopM
(2 narmenta — b®, 3 — [T'®, 2 — [IK®D) u TeMIOB NpOrpecCUpOBaHUSI OT MEIJICHHOTO 10
CTpeMHTENIbHOTO. BbIsiBIeHa TeHACHIMS K Oojiee crapiieMy BO3pacTy JelroTa
3a00JICBaHMS y MAIMCHTOB ¢ HAMW4YKeM MyTaiuu nanHoro tuma (p=0,065).

Okcnancus rekcanykieotuaaeix GGGGCC-noBTopoB B reHe CY9orf72 m mucceHc
myTanust G94S B 4 sk3one rena SOD1 Bcrpewanmcs B 2,4 % (2 manmenrta) u 0,3% (1
00JILHOIT) COOTBETCTBEHHO.

OreHKa TeMIa MporpeccupoBaHus 3a00JIeBaHUS

Temm niporpeccupoBanms (TII) 3a0oneBaHus onpeneisiin B TeUeHHE 3 MepuooB. 1
MEepUoJl — OT MOMEHTa Hadajia IMEepPBBIX CHUMIITOMOB 3a00JIeBaHUS 10 JaThl BKIIOYCHUS B
WCCCIOBaHME, 2 TEpHoJ — B TEYCHHE O MecsAleB OT MOMEHTa BKJIIOYCHUS B
WCCJIC0OBaHKEe; 3 MEPUOa — MEXKAY JaTold OKOHYaHWs 2 TEpHojJa W JaTOod OCMOTpa B
TEUEHUE TMOCIACAHETO Mecslla JKU3HM. TeMIT TpOrpecCHpOBaHUsS  3a00JICBaHUS
PacCUYMTHIBAIIA B YCIIOBHBIX TOKA3aTelsAX 1o (popmyie:

(48 — 6assb1 ALS FRS Ha MOMeHT ocMoTpa)

JJIUTEJIbBHOCTDb 3abo0JieBaHUS B MecAnax
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Mennensslii Temn cooTBeTcTBoBai MeHee 0,45 ycIOBHBIX NOKazarenel, ObICTphIi
ot 0,45 no 0,54, crpemutensubiii - 6osee 0,54 (Kolind S. et al., 2013). Cratuctuueckuii
ananu3 npopoawd mexay HIT'®, [IKO u bd. [pyrue dopmel BAC B aHamu3 He
BKJIIOYAJIU B CBSI3U C MAJIOYUCICHHOCTBIO TPYIIII.

B teuenue 1 mepuoma TII uccnemoBamu y 150 marmumentoB (tabmuma 1). Tlo
pe3yibTaTaM JaHHOTO aHalKu3a He ObLIO OMpPEAeNIeHO CTATUCTUYECKHU 3HAUYUMBIX OTIMYUN
npu paznuanbix popmax BAC (p=0,202).

Tabnuna 1 — Temn nporpeccupoBanus npu pa3nndHbix popmax BAC
(1 mepuon uccneaoBaHus)

dopma BAC Temn mporpeccupoBaHus
(n=150) MennenusIi beICTpBIit CTpeMuUTENBLHBIN

Hro AGc. u. 21 6 2

Honst, % 35,6 10,2 54,2
[NIKD AGc. u. 14 1 30

Homst, % 29,8 2.1 63,1
bd AGc. 4. 10 5 3

Homst, % 22,7 45 72,7
Bcero AGc. u. 45 9 9%

Homns, % 30,0 6,0 64.0

B Teuenue 2 neproga B MCCIENOBAaHUM TPOJOJDKAIN ydacTue 123 manueHTa, u3 HuX
48 manumentoB ¢ HII'®d, 39 — [IK®, 36 — b®. VYV Bcex MNaUMEHTOB OTMEYaJCs
CTPEMUTEIBHBIN TEMIT POTPECCUPOBAHUS.

B Teuenue 3 mepuoma TII ompenensmu y 69 OONbHBIX, OCTajJbHbIC MAIMEHTHI
BBIOBUTM U3-TI0J] HaOmoAeHus (Tabnuna 2). B TeueHue gaHHOTO Mepuoja Takke He ObLIOo
OMpENENeHO CTATUCTUYECKH 3HAYMMBIX paznuuuii y OonbHbix HII'®D, [IKO® u bd
(p=0,307).

Tabnuma 2 — Temn mporpeccupoBanus npu pa3andHbix popmax bBAC
(3 mepuoj uccae0BaHMs)

®opma BAC Temr nmporpeccupoBanus
(n=69) MenyieHHbBIH BeIcTpHIii CtpeMHTeTbHBIN

I AGC. . 2 3 16

Homs, % 9,5 14,3 76,2
[TKD AGC. . 0 1 19

Hons, % 0 5,0 95,0
b® AGC. . 1 1 26

Jonst, % 3,6 3,6 92,9
Bcero AOc. u. 3 5 61

Homs, % 43 1,2 88,4
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CorylacHO TMOJyYECHHBIM JIaHHBIM, B TCUCHHE 3-X IIEPHOJIOB HCCIICIOBAHHUS
YCTAaHOBJICHO OTCYTCTBHE 3aBHCUMOCTH TEMIla IPOTPECCHPOBAHHUS 3a00JICBaHUS OT
¢dbopmbl BAC.

Ananmu3 nuaHamuky TII Takke MPOBOAMIIN y TAIIMEHTOB, YYaCTBOBABIINX BO BCEX 3-
X miepuoaax uccienoBanus. Menuana TII B Teuenue 1 nepuoaa cocraBuia 0,86 yCIOBHBIX
nokaszatenerr (Q:=0,57, Qs=1,67), Broporo — 5,00 (Q1=3,17, Q3=6,63), Tperbero — 1,04
(Q:=0,84, Qs=1,38). Takum o6pazom, TII B YCIOBHBIX IOKa3aTeNAX CTATUCTHYCCKH
3HAYMMO OTJIMYAJICA B TeueHue 3-x nepuoaoB ucciegoranus (p<0,001), uto yka3piBaeT Ha
€ro HepaBHOMEPHOCTh Ha MPOTSHKEHUH BCEH OOJIC3HHU.

5

6
5
4
3
2
1
0

=
—~
0,86 1,04
1 mepuox 2 mepuon 3 nepuon
Pucynok 2 — Jlunamuka temmna nporpeccupoBanus BAC B yCIIOBHBIX MMOKa3aTeIsAX
(p<0,001)

Kak BumHO Ha pucyHke 2, ormeuaercss HepaBHOMepHbIM TII 3aboneBanust ¢
TEHJCHIHMEN K €ro 3aMeJIJICHUIO TI0 JOCTHKEHUH MO3/IHEN CTaAuM U Ha (POHE MPOBOIUMON
CUMITOMAaTUYECKOU TEPAITHH.

O11eHKa BBDKMBAEMOCTHU U HEOIaronpusTHbie GpakTopsl nporHo3a teueHus bAC

K MOMeHTy OKkOHYaHMs UCCleIOBaHMs OOJbIIas YacTh yuuia u3 *ku3Hu 58,6% (95
4yesoBek), u3 Hux 71,6% (68 mauueHToB) yMepau B JOMAIHUX YCIOBHSX, a 27,3% (26
nauueHToB) — B OPUT u 1,1% (1 mamueHT) B MauIMAaTUBHOM OTAEJIEHUU TOPOJCKOU
0onbHULBL, 2,5% 00BHBIX (4 YenoBeKa) NpoAoKaN HaxoauTbest Ha IBJI.

Meaunana BBIKMBAEMOCTH B Tpynnax ¢ Ae0roToM 3a0osieBanus 10 44 neT coctaBuia
65,0+£6,5 MmecseB, B rpytie ¢ 1e00ToMm 00se3Hu oT 45 10 59 net Obuta HUXKE U COCTaBUIIA
49,0+£8,3 mecsieB, B Bo3pacTHoU rpyrmmne 60-74 roga — eiie Huxe u coctabmia 31,0+2,8
MECAIIeB, B CaMO# CTapiliell BO3pAaCTHOM Tpymme 75 JeT U cTapiie Obljla MUHUMAJIBHOH -
24+1,8 mecsiieB (PUCYHOK 3).
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(byHKl.lPl H BBIDKUBAHMUSI

a8 < 44 ner

1
2 45-59 ner
3 60-74 roja

4 >75 ner
—— HEeH3ypPHUPOBAHO
—r 3aBEPIICHO

06

04

HaxkonjeHHoe BbKMBaHUE

0o

00 20,00 40,00 60,00 80,00 100,00

JlnuTenbHOCTH 3a001€BaHMsI, MECSLIBI

Pucynok 3 — Kpusas Kannana-Meliepa. BekrBaeMOCTb MAIMEHTOB ¢ HAYaJIOM
3a00s1€BaHus B pa3UYHBIX BO3pacTHBIX rpynnax bAC

Menuana BbDKMBaeMocTd y mnanueHtoB ¢ IIT'® cocraBuna 51,0+8,8 mecsies, ¢
[IK® — 49,0+9,6 mecsueB, y nauueHToB ¢ b® u [MII'® Obuia MmunuManbHOU - 24,0+1,7

MmecsteB 1 11£2,2 MecslieB COOTBETCTBEHHO (PUCYHOK 4).

(DyHI(I_[PlH BBIDKUBAHMW I

10 t
6

; 1 LD

e 2 TIK®D
3 B®D

4 TII'®d

5 IIMA

6 BD®
—}— LIEH3YPHUPOBAHO
—r1 3aBEpLIEHO

06

04

HaxomnnenHoe BEDKUBAHHE

3

00 4

0o 20,00 40,00 60,00 80,00 100,00

JnuTensHOCTDh 3a00JIeBaHU s, MECSILIBI

Pucynok 4 — Kpusas Kannana-Meiiepa. BepkuBaemocTs npu pazasix popmax BAC

Huzkuit UMT no  Havanma  3a0ofieBaHus  SIBISUICS — HEOJArompHUSTHBIM
MPOTHOCTUYECKUM (DAKTOPOM U Ompeaesisul 0ojiee HU3KYIO BbDKMBaeMOCTh mpu BAC
(p=0,291, p=0,001).
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AHanmu3 BBDKMBAEMOCTH y TMAIlUEHTOB C TSOKEIION CTEMEeHbIO AMCharuv mokasai
yXyAllleHre TporHos3a 3abosneBanus. CTeneHb TSKECTH aucharuu Oonpenessyii B Oajiax
no cootBeTcTBYyromer monamkane ALS FRS-R, xapakrepusyromieit GyHKIHMIO TIIOTaHUS.
Onenka B 4 6aia COOTBETCTBOBAJA HOPMAaJbHOMY TJIOTaHMIO, @ B 1 Oamn — Tshkenon
CTelieHn nucharud, MpH KOTOPOH BO3MOXKHO NHUTAHHE HCKIIOUYUTEIBHO MPOTEPTOM
nuiield. PaccuuThiBaiM TIEPUOA MPOJOHKUTEIFHOCTA OOJIE3HU OT JaThl YCTAHOBJICHHSI
ouenku B 1 0am B moamikaiae ALS FRS-R 1o neranpHOro ncxoma (pUCyHOK 5).

CDYHKLIHI/I BbIDKHBAHHUSI

—+_ HEH3YPHPOBAHO
10 —m 3aBEPIHICHO

038

0.4

HakormieHHOe BbIXKMBaHHUE

0,0

0o 5,00 10,00 15,00 20,00 25,00

[lepron HaOmroneHMS, MECSLIBI

Pucynok 5 — Kpusas Kannana-Meliepa. BeKHBa€MOCTb IMAITMEHTOB NP TSKEIION
CTeNeHU Aucharuu

[loka3aHo, 4TO TsbKenas cCTeneHb Jucharuu sBiAseTCs HEOJAronpUsTHBIM
MPOTHOCTHYECKUM (aKTOpOM TeueHusi 3a00JeBaHUsl, NpPU KOTOPOM BBIKHBAEMOCTH
cocTapisgeT 6,0+0,7 mecs1ieB.

boutn onpenenensl HeOnmaronpusiTHeie mporHoctuyeckue dakropsl BAC: nebrot
3a0oseBaHusl B cTapueckoM Bospacte, HU3kuil UMT 1o mosiBieHHs MepBbIX CUMIITOMOB
3a0oneBanus, TsDKeJash CreneHb aucdaruu, a Takxke OyiapOapHas W TMEPBUYHO-
reHepain3oBaHHas (OpMbI 3200JIEBAHHUS.

Pa3paboTka 1 060CHOBaHME KOMILJIEKCA MEPONPUITHIA 110 OKA3aHUIO
MYJIbTHAUCUMIUIMHAPHON CUMOTOMATHUYECKOW T€panuu i 0OJbHBIX OOKOBBIM
aMUOTPO(UYECKUM CKIEPO30M

B xone uccrnenoBanus Obl1 pa3paboTaH U BHEJIPEH alTOPUTM JIMHAMHYECKOTO
HaOmoaeHus: 3a 6oapHBIMU BAC (pucyHOK 6). ANropuT™M BKJIIOYAd JHAarHOCTHYECKHUE
MEpONPUATHS (HEBPOJIOTHMYECKUI OCMOTpP, KOHTPOJIb MAacChl Tella, CIHUPOMETPHIO),
nedyeOHble Bo3mehcTBUs (cummroMatuyeckyto tepanuto, YOI, HUBJI) u wmemuko-
collMajbHyl0 TIoMomIb (Oeceapl € POACTBEHHUKAMM, IIKOJbl JJIsl MAIMEHTOB H
POJICTBEHHUKOB), KOTOPbIE OCYIIECTBIBINCH C Pa3HON NEPUOJNYHOCTHIO B 3aBUCUMOCTH
OT CTaanu 3a00JICBAHUS C YUYECTOM MEXIyHApOIHBIX pekomeHaanuii (Andersen P.M. et al.,
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2012; Nice Guideline, 2016; Miller R.G. et al., 2009). OcHoBHBIMH 3aJadyamMH
ANHAMHUYECKOI'O Ha6J'IIOI[eHI/ISI OBLIO COXpAaHCHUC KOHTPOJIA HaAd BbIPA)KCHHOCTBIO
OCHOBHBIX CHMIITOMOB 3360J'I€B8,HI/I$I, YMCHBIICHUC PHCKaA OCJIOKHEHUHN U YIYUIICHHUC
agaliTainyuy NaigucHTOB K U3MCHEHUIO CBOCT'O COCTOAHMUA.

2 cragus 3 cragus 4A cragus 4B cramgus

r N 7 V2 A4 4

KJII/IHHKO-HCBPOHOFH‘IGCKOC 06CJ'I€I[OBaHI/Ie

Onenka nokazanuii k YDI' u HUBJI
JInarHocTuyecKue o

MEPOIPUITHS

Cnupomerpust Cnupomerpus
1 pa3 B 3 Mecsma 1 pa3 B MecH1I

\Z 7

HOYHAasA MYJIbCOKCUMETPUS 110 MOKA3aHUAM

\Z

- J

e N\ [ “
JleueOHbIC Cumrnromaruyeckas Teparus.
MEpONPUATHS OOcyxaeHne peleHuil U TaKTUKU BEICHHSL.
\ J \\ J
N
f \ CoxpaHeHue KOHTPOJIS HaJl BBIPAKEHHOCTbEO OCHOBHBIX
cuMnToMoB. [Icuxonornueckas noaaepKka.
\ S
3anauu f )
ViydiieHue ajanTalnuy ManueHToB K
HaOIIOAEHUS
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Pucynok 6 — JledeOHO-TMarHOCTUYECKUI alrOpUTM HaOJI0ICHUS TTAlIUEHTOB
B 3aBUcUMOCTH OT ctaguu bBAC

JononauTenbHo  ObLT  pa3paboTaH  ajnropuT™M  HAOMIONEHHUS  MAIlMEHTOB B
MYJABTHAUCIMIUIMHAPHON  Opuraje CrnenuajiucToB (PUCYHOK 7), OCHOBaHHBIM Ha
muddepeHIIIPOBaHHOM M TTOJTAITHOM IOJIXOJE B 3aBHCUMOCTH OT CTaJHM 3a00JIeBaHMS,
CTCTICHU HApYIICHUS )KM3HEHHO BAKHBIX (YHKIIUH (TIIOTAHUS M JIBIXaHUS ) U BRIPAXKEHHOCTH
OCHOBHBIX CUMIITOMOB 3a00JI€BaHUS.
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2 crtagus 3 cramus 4A cramus 4B cragus
( N
Habmonienue 1 pa3 B 3 Mecsa u Ipu 1 pa3 B Mecs1l U [IPU TOSBIEHUH
X y HEBpoJIOoTa MOSIBIICHUH HOBBIX Kallo0 HOBBIX a0
CecTpuHCKUi ) p
HATPOHAK pa3 B MECSII U [TPH MOSIBIICHHMH HOBBIX KaJI0
4 ) MICUXOJIOT, 3PrOTEPaIeBT, (PU3MUECKHUIT TEPAIEBT, JTOTOMEI.
MOCEIIECHHE IITKOJIBI JIJIsI MAIIMEHTOB U UX POJCTBEHHUKOB
CMmexHbIe ‘DV
CTIEIUATTCTHI
Bpau [IMII, cnenuanuct no AK,
CIEIHAKCT 110 COIHAILHBIM BOITDOCAM
XHPYpr- Bpay
\_ ) 9HIOCKOIHUCT pecrupaTopHOi
HOJICPIKKH

Pucynok 7 — AnroputMm HaOJIIOACHUS MALIMEHTOB B MYJIbTUIUCIUIUIMHAPHON Opuraje
CIEHHAJIMCTOB Ha pa3nuuHbIX ctagusax bAC

Jng  OUEeHKM  NPOrHOCTUYECKOM  3HAYMMOCTH  MYJIbTUAMCLUIIIMHAPHOU
cumnromatuieckoir Tepanuu BAC u ee BnusHUS Ha TeuyeHHE 3a00JICBaHUS MAIUEHTHI
OblTM paznenensl Ha 2 rpymmbl. 111 mammentoB (68,5%), peryiasipHO HaXOIWIHCHh TOJ
Ha0II0ZICHUEM MYJIbTHIUCIUILIUPAHON OpUTaabl COTJIACHO Pa3pabOTaHHOMY aJTOPUTMY
(manmee — ocHoBHas rpynna), 51 mamuent (31,5%) — HaOmOMaTUCh B MOJUKIWHUKE IO
MECTy KHUTENbCTBA (fajiee — Tpynmna cpaBHeHUs). B ocHoBHoU rpymme tutanoBas YOI
nposeneHa 47 naunuentaMm (42,3%), B TO ke BpeMs TacTPOCTOMHIO MO 3SKCTPEHHBIM
MOKa3aHUSIM BBITIOJHSUTM peke — 4 mnanuenta (3,6%), 4TO CYyIIECTBEHHO OTINYalIoCh OT
IpynIbl CpaBHEHMs, B KOTOpoi miuaHoBas YDI' Oblia BHINOJHEHA TOJBKO 2 MalMEHTaM
(3,9%), octanbabiM 9 manuenTtam (17,9%) — B sxcTpenHoM nopsiake (p<0,001).

HeunBazuBnyto Bentuisinuio yierkux (HWBJI) ucnonb3oBanu npeumyiinecTBEHHO
MaluMeHTbl OCHOBHOM rpynnbl (41 mauuent - 36,9%) w numip 2 manueHTa TPYMIbI
cpaBHeHus (3,9%).

Ha MomeHT BKIIOYEHHS B UCCJIEIOBaHME OO0JIb Pa3IMYHOW JIOKAJTU3AINH
uctbIThiBasIK 47 manuenToB (29 % ot oOmielt BeIOOpKH). MeanHa HHTEHCUBHOCTH OOJTH TIO
mkane HOII cocraBuma 4,0 6Gamma (Q;=3,0, Q3=5,0). VuuteiBass O0TCyTCTBHE
cnenuuUecknx peKoMeHanu s KynupoBanus Oomu mpu BAC, Hamu Obun
WCIIOJIB30BAaHbl TIPUHIMIBI  00€300IMBaHUs, TPHUHATHIE B MAJUTMATUBHON MOMOIIU
(HoBukos I'.A. u ap., 2019; Ady3aposa I'.P. u ap., 2018).
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VY 5 naumentoB (10,6%) OosieBOM CHHIPOM MOJHOCTBHIO KYyNMUPOBAJICS Ha (POHE
OpUMEHSIEMO cUMNTOMaTuYeckord Ttepanuu, 42 mnauuenta (89,4%) mnporomkamu
UCHIBITHIBATH 00JIb, OJTHAKO IMPHU OLIEHKE uepe3 3 Mecsiia UHTEHCUBHOCTh 0O0JIM CHU3WIIACH
u cocraBuia 2,5 6amia (Q1=2,0, Q3=3,0), 4TO CTATUCTUYECKH 3HAYMMO MEHbIIIE, YeM IIPHU
nepBoM ocMoTpe (p<0,001).

UccnenoBanre ypoBHs TpeBOru u aernpeccuu 1o mkaie HADS, nposenennoe y 68
naneHToB (42,0% oT o00Iero koyim4yectBa OOJBHBIX), TOKa3ajo, 4YTO B CTPYKTYpe
adPeKTUBHBIX HApyIIEHUNA y OOJIBHBIX Ipeodiianand CyOTpeBOXKHBIE PAcCTPOMCTBA B
29,4% (y 20 genoBek), CyOKIMHUYECKAs JIeTpecchsi BcTpedanach y 26,5% narueHntoB (18
yenoBek). KIIMHMYEeCKH BBIpaXEHHYIO Jenpeccuto BbisiBWIIM Yy 17,6% mnanuenToB (12
YeJI0BEK), TOT/Ia KaK TPEBOKHBIE pacCTPONCTBA BCTpeUanuch pexe —y 7,4% nanueHton (5
4eoBeK). Mennana ypoBHs TpeBoru coctaBuia 6,0 6amtoB (Q1=3,0, Q3:=8,0), ypoBHs
nenpeccun — 6,0 6amios (Q1=3,0, Q3=9,0).

B ocHOBHO# rpyIine nanueHToB Ha (poHE MPOBOAMMON (hapMakoTepanuu Tepanuu
AHKCHOJMTUYECKUMHU TperapaTaMud U aHTUACNpeccaHTamMu dvepe3d 6 MecsieB y 42
nareHToB (43,2%) ypoBeHb TPEBOTM W JEHpPECCHM 3HAYMTENbHO CHu3mics (p=0,003 wu
p=0,044 cOOTBETCTBEHHO).

CpencTBa anbTepHATUBHON KOMMYHMKAIMU (pa3iuyHble TaOMUIBI IS OOIIEHUS,
MPWIOKEHUSI U TPOrpaMMbl JJiE CMapT(POHOB M HOYTOYKOB, aCCUCTHUBHBIE TPEKEphI U
JIpyrUe) Mpy HapyIIeHUIX peun npuMensuid 79 mamuenTtoB (71,2%). DTO mMO3BOIMIO
OONBHBIM ~ MPOMJIUTH TEPUOJ] AKTUBHOW JICSITENIBHOCTH, YIYYIIUTh KOHTAKT C
OKPYKAIOIIIAMH.

JIisl TanMeHTOB ¢ CYIIECTBEHHO OTPAaHWYCHHOW JBUTATEIbHON aKTHBHOCTHIO,
WCITBITHIBAIOIINX TPYIHOCTH B BBITTOJTHCHUH MPUBBIYHBIX JIEHCTBUMA, OBLIN MCTIOIb30BAHBI
MeTobl (hu3mueckoil u sprotepanuu (41 mammeHt - 36,9%), BKIOYANOIMINE TPEHUPOBKY
MOBCEHEBHON aKTUBHOCTHU (0OZi€BaHUE, O€30I1aCHOE MepeIBUKEHNE, TPUEM TTUIIH, JINYHAS
TUTHEHA), TOA00P HEOOXOAMMBIX BCIIOMOTATEIbHBIX CPEJICTB, OPTE30B.

B mnporiecce nuHamuyeckoro HaOmoAeHUS B ychooBusx kaOunera I[IMIT B
pe3yabTaTe MPOrpecCHpPOBaHUs 3a00JIeBaHUS JICTAJIbHBIM HMCXOJ HacTtynmuil y 53,2%
nareHToB (59 denoBek), Torga kKak B rpymme cpaBHeHus — y 70,6% mnarmuentor (36
yenoBek) (p=0,036). Menunana BbDKMBaeMOCTH Tpu HaOmrogeHuu B kabuHete [IMII ¢
UCIIOJIb30BAaHUEM  KOMIUIEKCA MEPONPHUATHNA 1O  OKa3aHUI0  CHUMITOMATUYECKOU
MYJIbTHIUCIMIUIMHAPHON Tepanuu it 60mbHBIX BAC coctaBuna 42,0+4,0 mecsna (95%
J: 34,2- 49,8 mecsina). Menuana BbDKHBAaEMOCTH B rpymmne cpaBHeHus — 35,0+10,5
MmecseB (95% JAU: 14,3 — 55,7 mecsiies).
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Pucynoxk 8 — Kpuas Kannana-Meiiepa. BekuBaeMoCTh NallUEHTOB B OCHOBHOU U
rpymre cpaBuenus (P<0,001)

Takum oOpa3oM, HaIlle HCCIIECIOBAHHE IT0KA3aJI0, YTO IMPOBOJAMMAS KOMILJIEKCHAs
MYJIbTUIMCIMIUIMHAPHAS CHUMIITOMaTHYeCKash Tepamus Ha MO3JHUX CTaausX OOKOBOIO
aMHUOTPO(UUYECKOTO CKIIEpO3a, BKIIFOYAIOIIasi CBOEBPEMEHHOE ITPOBEACHNE TacTPOCTOMUH
n ucnojb3oBanue HUBJI, cmocoOGcTByeT yBelIWUeHHIO BBDKUBAEMOCTH MAIMEHTOB Ha 7
MECAIEB, TMOBBIIMICHUIO JAOCTYITHOCTA M BO3MOXHOCTH IUIAHHUPOBAHUA MEIULIMHCKOU
TIOMOIIIH.

Opranu3zaius noMonu 6o0jasHbIM BAC

B 2016 r. B Cankr-IletepOyprckoii accouuaruu OOIIECTBEHHBIX OOBEAMHEHUN
poauteneit nere-unBanugoB «I'’AOOP/IN» oprannzoBana «Ciyx06a MOMOIIU JIOJSIM C
OOKOBBIM  aMHUOTPO(PUYECKUM  CKJIEPO3OM W JPYTMMU  HEHUPOMBIIICYHBIMU
3aboneBanusiMu». B cTpykrype CiyxObl ObUT OpPraHM30BaH KaOWHET MaUTHATHBHOM
MEUITMHCKON MTOMOIIIH, B KOTOPOM MPOBOJAUTCS aMOyIaTOpHOE HAOJI0/IEHNE TTAllUeHTOB C
BAC, a takxe ocyiecTBisieTcs maTpoHaX OOJBHBIX Ha JOMY. B okazaHuu nmajaimaTuBHON
MMOMOIIM YyYaCTBYIOT HEBPOJIOTH, Bpad MAJUIMATUBHOW MOMOILH, JIOTOIE, CIEHHAINCT 10
albTEPHATUBHOM KOMMYHHUKAIlMW, OJProTepamneBThbl, IICUXOJIOTH, KOHCYJBTAHT IO
COIIMAJIbHBIM BOMPOCAM, MEIUIIMHCKUE CECTPHI, MPABOCIABHBIC CBSIIICHHUKU U CUACIKHU.
Opranu3oBaHbl TIKOJIBI JJISi TAIIMEHTOB M WX POJACTBEHHUKOB C O0O0YyYarolmuMu
nporpaMMamMyd 10 MaTPOHAXKHOMY yXOJy, MUTAHUIO, 110 MCIIOJIb30BAHUIO CPEICTB
anbTepHATUBHOW KOMMYHHMKauuu. B mepuoa uccnenosanus ¢ centsops 2016 r mo mapt
2019 r. nannmaTtvBHAs MOMOIIb OKa3aHa moMouls 267 nanueHtaM. OTHOBPEMEHHO MO
"aOmroneaneM Haxoasarca okosio 100 6onsHBIX BAC.
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OpHUM M3 IIaBHBIX OPHHIMIOB padoThl crennanuctoB kaduHera [IMII, sBuiack
CEMEWHO-OPUEHTUPOBAHHAs IIOMOILb, KOTOpas MOJpa3yMeBaja BKIOYEHHUE CaMOIO
NALMECHTA U €70 CEMbU B MYJIbTUAUCLUAIUIMHAPHYIO KOMaH]y.

Cuctema nomoru 600ssHBIM BAC BKITIOYaIa HECKOJIBKO 3TAINOB (PUCYHOK 9).
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Pucynok 9 — Cxema 3tanoB opranuzaiuu nomouy 6oyibHeIM BAC B kabunere [IMI1
«Ciy»0bl MOMOILHU JIOJAM ¢ OOKOBBIM aMHUOTPOPUUECKUM CKIIEPO30M U APYTUMH
HEHPOMBIICYHBIMU 3a00J1€BAaHUSIMI)

PazpaboTtanbsl u peann3oBaHbl ClEAyIONME MPUHIUIBI paboThl kabunera [IMII:
MIPEEMCTBEHHOCTh B pa00Te Bpaveil pa3IMUHBIX CHEIHUATIBHOCTECH, KOMIUICKCHBIA MOIXO/I,
CBOEBPEMEHHOCTb, IIOCJICIOBATEIPHOCTE M TIEPUOJMYHOCTH IPOBEJICHHS JiedeOHO-
peadUIUTAIMOHHBIX MEPOTIPHUITUH, HHIUBUIYaTbHBIN TTOAXO/I.

C 1enpro omnpenesieHus KayecTBa CIEIUATU3UPOBAHHON MEIUIIMHCKON MOMOIIUA U
MajUIMaTUBHOM Tepanuu B pamkax kabunera [IMII ObuT ipoBeeH ONPOC POJACTBEHHUKOB
50 ymepmux marueHToB, HaOII01aBIINXCS B TTOJIMKIMHUKE, a 3aTeM B kabuHeTe [IMII.

Cpenu 50 OmNpOILIEHHBIX POJCTBEHHUKOB IMAIIMEHTOB, KOTOPhIE HAOIIOAAINCH B
MOJIMKINHUKE, Toilbko 2 wuenoBeka — 4,0% [1,1 — 13,5] BBICOKO OICHHIN
OCBEJIOMJICHHOCThH TIepcoHasia nmoymkimHuk o BAC, Torna kak 9 genosek — 18,0% [9,8 —
30,8] omenmnu, kak cpeaHioo, W 39 uyemoBek — 78,0% [64,8 87,3] ouenuam
OCBEJIOMJICHHOCTh KakK HU3KYI. OcBeqOMIIEHHOCTh mepcoHana kabunera [IMII o BAC
BbICOKO oreHun 49 pecnionaenToB — 98,0% [89,5 — 99,7], mumis 1 venosek — 4,0% [1,1 —
13,5] oreHu, KaKk CpeaHIONO.

YpoBeHb YAOBJIETBOPEHHOCTH POJCTBEHHHUKOB MMaIIEHTOB KauyeCTBOM
MEIUIMHCKOW TOMOIIM, TMOJY4eHHOM B mnoiukiauHuke u kaOunere IIMII Takke
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cTaTucThuuecku 3HauuMo paznuuaics (p<0,001). Ompoc pOJCTBEHHUKOB MAIIMEHTOB
BBISIBUJI HU3KUWA YPOBEHb YJIOBJIETBOPEHHOCTH IMAIIMEHTOB M HMX CEMEHl KauecTBOM
MEIUIIMHCKONW TOMOIIM, TMOJy4eHHOM B mnohukiuHuke. M3 34  pecnoHIeHTOB,
oOpaTUBLIMXCS K JieyalleMy Bpady C 3alpocoM OOCYAWTbh MPOTHO3, BO3MOXKHbBIC
OCJIIOKHEHHUSI M UcXoj 3aboneBanus, 31 uemoek — 62,0% [48,2 — 74,1] cooOinanu, 4To
Bpay HE MpeaocTaBui HHGopMaIuio B HeoOXxoauMoM odbeme. 9 poactBeHHukoB — 18,0%
[9,8 — 30,8] ObLIM YaCTHYHO YAOBICTBOPEHBI OOCYKICHUEM, U TOJIbKO 3 demoBeka — 6,0%
[2,1 — 16,2] ObLIM MOJHOCTBHIO YAOBICTBOPEHBL. B TIpymme MalueHTOB, KOTOPBIC
HaOmonanuch B kabunere TIMIT 47 — 94,0% [83,8 — 97,9] oOpartwimchk kK Bpady c
3ampoCcoM OOCYIHUTh MPOTHO3, BO3MOKHBIE OCIIOKHEHUS U UCXO]T 3a00JI€BaHUS U BCE OBLITN
MTOJTHOCTHIO YIIOBJIETBOPEHBI PA3bSICHCHUSMH Bpaya.

N3 42 crmydaeB oOpallleHUi B MOJMKJIMHUKY 1O MOBOAY Aucharuu, Toibko B 6%
ciayyaeB [2,1 — 16,2] nabmronanace nonHasi, a B 20% ciyuaes [11,2 — 33,0] yactuunas
YAOBIETBOPEHHOCTh JOXOJYMBOCTBIO PA3BICHEHUM, PEKOMEHAAUWN W HA3HAYEHUU IO
MOBOJIy HapyIICHHS TJI0TaHMs, ocTtalbHble 58% pecnonaeHToB [44,2 — 70,6] coolrmumnm,
YTO HE MOJIy4YaJId HUKAKUX PEKOMEHIAIIH.

W13 38 maruenToB, oopaiapmmxcs B kaburet [IMIT o moBoxy mucdaruu, 85% (34
MalyeHTa) ObUIM TOJHOCTBHIO YAOBJIETBOPEHBI MMOJTYYECHHBIMU PEKOMEHAAIMSAMU IO
MOBOAY Koppekuuu HapymieHusi riaotanus, 10% (4 namuenTta) ObUTM YOBJIETBOPEHBI
YaCTUYHO.

Co cJ0B pOJICTBEHHUKOB, HU OJHOMY U3 MAIlUEHTOB HE MPOBOAMIOCH UCCIIEIOBAHNE
(YHKIMH BHEITHETO ABIXaHUS B MOJUKIMHUKE, JaXKe B CIydae HATWYUS PEKOMECH/IAINHA B
BBITTMCHOM JITHKPHU3€ U3 CTallMOHApA.

KauectBo paboThl cnenuanucroB kadunera [IMII, a umenHo npodeccuoHanusm,
3aMHTEPECOBAHHOCTH B pe3ysbratax 87,5% (35 ompolleHHbIX) OTMETHIIN, KaK BBICOKOE, U
b 12,5% (5) kak cpemanee.

Bbonbimas nonst onpomeHHbIX (70%) Ha 3Tane moxydyeHus MEAUIMHCKON MOMOIIU B
MOJIMKJIMHUKE BBICOKO OIICHMBaNa pPab0OTy MEIUIIMHCKOTO TIEPCOHAja IO TaKuM
KpUTEpUsIM, KaK BHUMATEIbHOCTb, 3aWHTEPECOBAHHOCTb,  JIOOPOKEIATETHLHOCTD,
OECKOpPBICTHE M UCKPEHHEE KEJIaHWe MOoMOYb manueHTty. [lo pesynapraTam HaOMIOACHUS B
kabuneTe [IMII momns Takux marMeHToB 3HAYMTEIBLHO YBEIHYHIACch B gocturia 90%.

3AKJIIOUEHUE

Takum oOpazom, opraHu3zoBaHHasi U BHeapeHHas B Cankrt-lletepOypre mojmenb
KOMIUJIEKCHOW MYJIbTHUAUCUUIUIMHAPHOW CHUMIITOMATUYECKOM TMOMOIIM NalUEHTaM C
OOKOBBIM aMUOTPOPUUYECKUM CKJIIEPO30M, CIIOCOOCTBOBANA YBEIMUYEHUIO BELKHMBAEMOCTH,
YMEHBIIICHUIO BBIPAKEHHOCTH TSDKEIBIX CHUMIITOMBI 3a00JIeBaHUS, YJIYUIICHUIO TCHUXO-
COIMAJILHOM aJlanTaluy MalreHTa K O00JIe3HU, a TaKXKe MOBBIINICHUIO JOCTYITHOCTU M
BO3MOKHOCTH  IUJIAHMPOBAHUS ~ MEIUIIMHCKONM  TMOMOIIM. BbICOokas  coluanbHas
3 PEKTUBHOCTh MPOBEACHHBIX MEPONPHUATHI TOATBEPKAACTCS BO3POCIIMM YpPOBHEM
YIOBIIETBOPEHHOCTH POJCTBEHHUKOB TAI[UEHTOB pPA0OTOM CHEIMAINCTOB CIYyXKObI B
I1EJIOM U 00BEMOM TPEAO0CTABIIIEMBIX JIEUEOHO-TUATHOCTUYECKUX MEPOTIPUSITHH.
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ITEPCITIEKTUBBI JAJIBHEWUIIEN PASPABOTKH TEMBI

BaxHeWmyMy HampaBJIeHUSIMH B HM3YYEHHH OOKOBOTO aMHUOTPO(UUECKOTO
CKJIEpO3a SABISIOTCS MPOJOJDKEHUE TMOMCKa 3()(EKTUBHBIX METOAOB HAaTOT€HETHYECKON
Tepanuu, pa3padoTka W yTBEpXKIEHHE KIMHUYECKUX PEKOMEHJAIMKA 10 BEICHHIO
naneHToB ¢ BAC, a Takke ONTUMHM3alUsl OpraHU3aluy MaJUIMaTUBHOM IMOMOLIH
HaldeHTaM Ha TMO3JHUX CTagusx 3a0oiieBaHUS B  pasziIMYHBIX peruoHax Po.
[IpencraBnsieTcst aKTyadbHBIM MPOAOJDKUTH HCCIEIOBAHUE BIMSHUS TacCTPOCTOMHUH U
HEMHBA3MBHON BEHTWJISIIUU JIETKUX HA MPOJIOJKUTEIHHOCTh U KA4€CTBO JKU3HU OOJIBHBIX
B 3aBUCHUMOCTHM OT CpPOKOB Hauajga MNPUMEHEHHUS 3TUX METOJO0B U KIMHHUYECKHUX
xapaktepuctuk 3abonesanus (popmsr BAC, UMT, XK3IJI).

BbIBO/IbI

1. Y TouHEHBI KJIINHUKO-TIAaTOT€HETUYECKUE OCOOEHHOCTHU OOKOBOTO
aMHOTPOHUECKOTO CKJIepo3a: yactora mytanui B reHax ATXN2 u C9orf72 (8,5% wu
2,4%) c TenaeHiuen k OoJee crapuieMy BO3pacTy Je0roTa 3a00JieBaHMs y TAIMEHTOB C
npemdkcnancueit B rene ATXN2 (p=0,065); HepaBHOMEpHBIA TEMI MPOTrPECCUPOBAHMUS
3a00J1eBaHUST HE3ABUCUMO OT €ro (hOPMBI.

2. Ilokazansl  HeONMarompusTHbIE  MPOTHOCTHYECKHE  (aKTOphl  OOKOBOTO
aMUOTPO(UUYECKOTO CKJIepo3a: ae0rT 3aboieBaHusl B BO3pacTe crapiie 75 JIeT, HU3KUU
MHJIEKC MacChl Tejla J0 MOSBJICHUS MEPBBIX CUMITOMOB 3a00JI€BaHUS, TsHKENasi CTEIEHb
nucarum, a Takxke OynpOapHas M MEpBUYHO-TEHEpadu3oBaHHas (opmbl 3a00JI€BaHMS,
BbDKMBA€MOCTh NPU KOTOPBIX MUHHMAaJbHA W coctaBuia 24,0+1,7 u 11£2,2 mecsues
CcOoOTBETCTBEHHO. HanOosnbliasgs BBDKMBAEMOCTb BBISIBIEHA TMPU LIEHHO-TPYAHOH H
MOSICHUYHO-KPECTLIOBOM (hopMax OOKOBOTo amuorpoduueckoro ckieposa - 51,0£8,8 u
49,0+£9,6 MecsI1eB COOTBETCTBEHHO.

3. Pa3zpaboTraH W BHEJPEH KOMILJIEKC MEPONPUSATHUN IO OKa3aHUIO0 MYJIBTHUIUCITU-
IUIMHAPHOW CHUMIITOMATUYECKON Tepaluy MalMeHTaM Ha TMO3JHUX CTagusix OOKOBOTO
aMUOTPO(UUYECKOTO CKIIEPO3a, KOTOPHIN BKIIIOUAET CBOCBPEMEHHOE MPOBEIACHUE TIIIAHOBOU
ractpoctromun npu aucharuu (47 mamueHToB — 42,3%), UCMOIB30BaHWE HEWHBA3UBHOMN
BEHTUJIALIMK JIETKMX MNP JAbIXaTelbHOM HegoctarouHoctu (41 manmenta — 36,9%),
MPUMEHEHUE CPEICTB AJIbTEPHATUBHOM KOMMYHUKAlMU TpW HapymieHusx peun (79
nauueHToB — 71,2%), xoppekuuto addexTuBHbIX HapymieHuil (42 nanuenta — 43,2%) u
MeTobl aprorepanuu (41 nauueHt — 36,9%).

4. Iloka3zaHa MPOTHOCTUYECKAS 3HAYMMOCTh KOMIUIEKCHON MYIBTHAUCITUILINHAPHOMN
CUMIITOMaTUYECKON Tepanuu MO3AHUX CTaJAui OOKOBOTO aMHOTPO(PHUUECKOTO CKIIEPO3a,
KOTOpasi ONpeAeNsieTCsl yBEIWYEHUEM BBDKUBAEMOCTU TAIIMEHTOB, YMEHbBIIICHUEM
TSDKEJIBIX CUMIITOMBI 3a00JI€BaHM S, YITYUIIIEHUEM TICUX0-COIMaIbHON aJanTaluy narueHTa
K 0os1e3HM Ha (hOHE TTPOBOIUMOMN TEPAITUH.

5. Ha cHOBaHMM JaHHBIX OMpOCa MAIMEHTOB U WX POACTBEHHUKOB MOKa3aHa BhICOKAs
MEIMKO-COIMaIbHasl 3HAYMMOCTh OpPTaHM30BaHHOW W BHeApeHHoW B CankTt-IletepOypre
PETUOHAIIBHOM WHHOBAalMOHHOM MOJEIM MEIUUMHCKOM TIOMOIIM U  COLHMAIbHOMU
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NOJICPKKU TaleHTaM ¢ OOKOBBIM aMHUOTPO(PHUECKHM CKJIEPO30M, OOECIEUMBIICH
MOBBIIIEHHE JOCTYIMHOCTH MEIUIIMHCKOW TOMOIIM JJsi STOH KaTeropuu MAaIleHTOB,
BO3MOXKHOCTh IUIAHUPOBAHHUSI CHUMITOMATHUECKUX W TAJUTMATUBHBIX MEpPOIPHUSTHH,
TOBBIIIIEHUE YIOBIETBOPEHHOCTH OOBEMOM M KaueCTBOM IPEIOCTABISEMON MEIHKO-
COLMAIIbHOM TIOMOIIM TMAalMeHTaM C OOKOBBIM aMHOTPO(UYECKUM CKJIEpO30M Ha
amMOyJIaTOpHOM JTare.

I[TPAKTUYECKHUE PEKOMEH/JAIINN

1. C yderoM pa3HOOOpa3usi NPOrPECCUPYIOLIMX TKEIBIX CHMIITOMOB
3a0oyieBaHusl  (IBIXATENIbHOM HEAOCTATOYHOCTH, Juc(arud, Iu3apTpuu, OOJIEBOTO
CHUHJIPOMA), a TaK)K€ CHIDKEHUS (PU3NYECKOW M COIMATbHOW aKTUBHOCTH MAIIMEHTOB C
OOKOBBIM ~aMHUOTPO(PUYECKHM CKJIEpPO30OM B TEUYEHHE BCEro rmnepuoaa OO0e3HU
pPEKOMEHJyeTCsl HaOmoAaTh MYJIbTHIUCUUIUIMHAPHON Opurajod CoeuuaiucToB U
OCYLIECTBJIATH MEAUKO-COLIMAIIBHOE COIPOBOKICHHUE.

2. [Ipy oka3aHMM CHUMIITOMATUYECKOM MOMOIIM  OOJNBHBIM  OOKOBBIM
aMHOTPO(PUUECKUM  CKJIIEPO30M  HEOOXOAMMO  pPYKOBOJCTBOBATHCSI ~ OCHOBHBIMU
NPUHLIUIIAMU: OTKPBITOCTH B OOCYXKJIEHUU MPOTHO3a C MAI[MEHTOM, NIPEEMCTBEHHOCTH B
paboTe Bpayell pa3iIMuYHBIX CHELHUATBHOCTEH, KOMIUIEKCHOCTH, CBOEBPEMEHHOCTH,
MOCJIEAOBATEIBHOCTY M TEPUOJUYHOCTH B MPOBEACHUM JICU€OHO-IMArHOCTUUYECKUX U
[AJUIMATUBHBIX MEPOIIPUSATUH.

3. Junamuyeckoe HaOmoJeHWEe OOJBHBIX OOKOBBIM  aMUOTPO(UYECKUM
CKJIEpO30M MPOBOAUTH HE pexke 1 pa3za B 3 mecsama Ha 2 u 3 craguax 3a0oJeBaHUS,
eXXeMeCsIYHO Ha 4 cTanuu 3a00J1€BaHUs.

4, [Ipyn mosiBNeHMM NpPU3HAKOB AUCPAruv M JbIXaTEIbHOM HEAOCTATOYHOCTU
HE00XOAMMO MPOBOJUTH NMPUEMJIEMBbIE NJIsl MAlMEHTa METOAbl UX KOPPEKIMH, BKIIOYas
YCTaHOBKY raCTPOCTOMBI U UCIOJIb30BAHUE METOJIOB MCKYCCTBEHHON BEHTHIISILIUU JIETKUX
IIPU COTJIACHUM IALMEHTA.

5. Ha mo3guux cragusx OOKOBOTO amMHOTPOPUYECKOTO CKIepo3a s
NpOPWIAKTUKA  OCIOKHEHUH  TpeOdyercss  OOydeHHE  pPOJACTBEHHUKOB  YXOIY,
MO3UIMOHUPOBAHUIO U MTEPEMELLIEHUIO OOJIbHBIX.

6. JUIsT TOBBIIEHUS KadecTBA M JIOCTYNHOCTM CHMITOMAaTUYECKOHM MYJIbTH-
JUCUMILTMHAPHON nomonu nanueHtaMm ¢ BAC Ha pernoHalbHOM YpOBHE HeoOXoauma
peanu3anus JaHHOW MHHOBALMOHHOM MOJIENN B COBPEMEHHOM CUCTEME 3/IPABOOXPAHEHUS,
a UMEHHO, (PYHKUIHMOHAIbHOE OOBEIMHEHUE ACSITENbHOCTH MEAUIMHCKUX M COLMATbHBIX
YUPEXKICHUHN C MPUBJIEYEHUEM PECYPCOB HETOCYAAPCTBEHHOT'O CEKTOPA.
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CITMCOK COKPAIIIEHUIA

AK — anbTepHaTUBHAsE KOMMYHUKAIUS

BAC — 6okoBoli aMHOTpO(UIESCKUN CKIIEPO3

b® — 6ynan6apnas popma

JIHK — ne3oxcupuOOHyKIenHOBAs KUCJIOTA

KEJI — )kn3HEeHHass eMKOCTh JIETKUX

NBJI — nHBa3uBHas HCKYCCTBEHHAsI BEHTUJIALUS JIETKUX
HUMT — uHaexc Macchl Tenna

HHMBJI — HemHBa3uBHAsl UCKYCCTBEHHAS BEHTUJIALUS JIETKUX
HOII — nymeposiornueckas OLeHO4YHas mKaina

[IK® — nosicanuno-kpectiioBas popma bAC

[IMA — nporpeccupyroniasi MpliieyHast aTpodust

IIMII — namnuaTuBHas MEAUMIIUHCKAS TOMOIIb

[II{P — monumepaszHas nenHas peakius

TII — Temn mporpeccupoBaHuUs

YOI — upeckokHasi FHAOCKONMUYECKAs! TaCTPOCTOMHUS
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HII'® — meitHo-rpynnas popma BAC

ALS FRS-R (Revised ALS functional rating scale) — ITepecmoTpeHHas 11Kaaa HapyIICHUI
GbyHKIUH Tpu O0KOBOM aMHOTPOGHUUECKOM CKIIEpO3e

ATXNZ2 — reH, KOIUpYyIOMUA aTaKCUH-2

C90rf72 — ren, xogupyromuii 6emox C9orf72

HADS (The Hospital and Anxiety and Depression scale) — rocnuranbHas IIKanga OLECHKH
TPEBOTH | JICMIPECCUU

SODL1 - reH, kogupyromnui 6enok SOD1



